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diabetes)

MO — MeauIMHCKas OpraHu3aus

MIIK — MUHUMAaJbHAs TOAABIAONIAS KOHLIEHTPaLUs

MPT — MaraHuTHO-pe30HAHCHAsE TOMOTpadus

HI'OB - nedepmeHTHpYIOIITHE TPAMOTPHIIATEIIBHBIC OAKTEPUHU

HBJI — HenHBa3uBHAsI BEHTUIISALUSA JETKUX

HIIBII — HecTepouaHble IPOTUBOBOCIAIIMTEIBHBIE U IIPOTUBOPEBMATUYECKHE MIPENIAPATHI
HTBM — HetyOepKyne3Hble MUKOOAKTEpUU

HTT — napyuienue ToJIepaHTHOCTH K IJIIOKO3€

OJ1H — ocTpas npIxaresibHasi HEIOCTaATOYHOCTh

OHII — oxos0HOCOBBIE TA3yXU

OPU — octpas pecnimpatopHas HHPEKIHS

ODB; — 00BeM GOPCUPOBAHHOTO BBHIJOXA 32 CEKYHY

OEJI — o01iast eMKOCTB JIETKAX

OO — ocTaTouHbIi 00bEM JETKUX

[NIBC — nceBno-baptrep cunapom (cuHapoM rceBno-baprrepa)

[TI'T-M — npeuMILIaHTAlIMOHHOE TEHETHYECKOE TeCTUpOoBaHue Ha MykoBuciimo3 (A10.20.001
[IpeuMnnaHTalMOHHOE T€HETUYECKOE TECTUPOBAHHE)

[II'TT — nepopasibHbI r1r0K030TOAepaHTHBIN TecT (A12.22.005 IIpoBeneHue riitoK030TOIEPaHTHOTO
TecTa)

ITH — monurmsl HOca

[THXKK — nonuHeHachIIeHHbIE KUPHBIE KHCIIOTHI

[II/] — nepBu4Has nyuIMapHas JUCKUHE3NS

[P — monumepasHo-LIeTHAS peaKus

PC -Bupyc — pecniupaTopHO-CHHUUTHATILHBIN BUPYC

CANO — cunapoM AUCTaIbHOW HHTECTUHAIBHON 00CTPYKLIUU

CIJTA — cucronndeckoe 1aBJICHHUE B JIESTOYHON apTepuu

CIIN/J — cunapom npuoOpeTeHHOT0 UMMYHO1ehUIInTa

CHT — cpenHenenoyeyHble TPUTIIULIEPHIBI

TJI — TpaHCcIUIaHTALUS JIETKUX

TOJIA — TpoM003MO0IHS JTETOYHON apTepuu



YVIXK — ypcone3okcuxoseBasi KUCJI0Ta

®OE — QpyHKIMOHATBHBIA OCTATOYHBI 00bEM JIETKUX

@XKEJI — popcupoBaHHas KU3HEHHAS! eMKOCTh JIETKHX

XAJI — XpOHMYECKHI acliepruiie3 JEerkux

XPC — XpOHUYECKHI pUHOCUHYCUT

[HOI'-2 — uHrHOUTOPBI IUKIOOKCUTEHA3bI-2 (HECTEPOUTHBIC TPOTUBOBOCIIATUTEIHHBIC U
MIPOTUBOPEBMATUYECKHUE TIPETIapaThl TPYIIbI KOKCHOBI)

L T— uenTp TpaHCIIaHTAUH

OI'IC — 330¢aroracTpoyo1eHOCKOIHS

OBM — 31eKTpOHHO-BBIYUCIIUTENIbHAS] MAIlIUHA

OKO — skcTpakoprnopaibHOE OTUIOJOTBOPEHUE

9x0-KI" — sxokapauorpadus

AISC — m10THOCTH TOKa KOPOTKOT'O 3aMbIKAHUS

ASSR Ttect — auditory steady-state response (perucTpariysi BHI3BaHHBIX aKyCTHUYECKHX OTBETOB MO3Ta
Ha TIOCTOSTHHBIC MOJTyJIMPOBAHHBIC TOHBI)

APRI - AST to Platelet Ratio Index (otHomenus ypoBast ACT k TpomGouuTam)

Bcc - Burkholderia cepacia complex

CGM - continuous glucose monitoring (HenpepbIBHBIH MOHUTOPUHT TIFOKO3bI/ HCCIIEIOBaHUE YPOBHS
TJIIOKO3bI B KPOBH METOIOM HETIPEPHIBHOTO MOHUTOPUPOBAHHS)

CLSI -Clinical and Laboratory Standards Institute (MHCTUTYT KIMHHYECKUX U J1JAOOPATOPHBIX
CTaH/IapTOB)

EUCAST - EuropeanCommittee on Antimicrobial Susceptibility Testing, EBponeiickuii koMuTeT 110
OTIPE/ICTICHUIO YYBCTBUTEIIHHOCTH K aHTUMHUKPOOHBIM TIperapaTam

MENSURA - Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
Antimicrobianos — MiciaHCKHii COBET MO CTaHAaPTU3AIMN YyBCTBUTEIBHOCTH U PE3UCTEHTHOCTH K
AHTUOMOTHKAM

MLPA — mynbTUieKcHas JTUraHas 30H70Basi aMITU(UKaLUs

MRSA — methicillin-resistant Staphylococcus aureus (merurummHpesucteHTHBIH Staphylococcus
aureus)

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

NYHA — knaccuduxaryst XpOHHYECKOW cepIeYHON HEOCTATOYHOCTH IO (DYHKIIMOHAILHOMY KIIACCy
(xnaccudukanus Hpio-Hopkckoit KapHONOrnaecKkoil accoInarym)

Pl — kmaccuueckuii MyKoBHCLUA03 ¢ a0COTIOTHOM MaHKpeaTH4eCKOi He0OCTaTOYHOCThIO



PS — kiaccuueckuii MyKOBUCIIUA03 ¢ HEHAPYILIEHHON (PYHKIMEH MOKEITYA0YHON KeNe3bl

QFMP — xonnuectBenHas ¢uryopecueHTHas MyabTuriekcHas [P



TepMI/IHl)I n onpeacacHus
E84.0 - Kucrto3uslii ¢uopo3 ¢ aérounsimu nposisiaenussvmu (MKDB 10 - E84.0) unu knaccuueckuit

MYKOBHUCII/I03 C HEHApPYIICHHOH (yHKIMEH MOpKeTya04Hoi xenessl (PS) - ciydan ¢ HopmanmbHOU
9K30KPUHHOM (yHKLHEH MOHKETyA0YHOM *Keme3bl, MOATBEPKIACHHON pe3yabTaTaMu J1abopaTOPHOIo
uccieioBaHusl (OTCYTCTBUE HEHTPAJbHOTO MHpa B KOINPOrpaMMe, YpPOBEHb IaHKpeaTHYecKOn
snactasel-1 B cryne He Hmxke 200 MKr/r kana). [Ipy reHeTHYecKOM HCCIETOBAHUU BBISBIISIOTCS
MYTaIIH, IPU KOTOPBIX (PYHKIHUS TOKEITYI0YHOM KeNe3bl OCTACTCSI OTHOCHTEIBHO COXPAHHOM.

E84.8 - Kucrosubiii ¢puopos ¢ apyrumu nposiBiaenusvmu (MKB10- E84.8) wnum kimaccuueckuit
MYKOBUCII/I03 C IaHKpeaTHueckod HenocraToyHocThio (PI) cooTBercTByeT Kiaccuueckomy
MYKOBHUCIHI03Y C a0COJIIOTHOM MMAHKPEaTHIeCKON HEJOCTATOYHOCTHIO 0€3 M C OCIIOKHEHUSIMH.
XpoHuyeckass NaHKpeaTHYecKasi HeA0CTATOYHOCTh Y TAIlMEHTOB C KHUCTO3HBIM (pubpo3om
(MYKOBUCIIUIO30M) OIPEACIAECTCS aKTUBHOCTHIO MAHKPEATHUECKOM 3acTasbl-1 B CTyne: KojeOaHus
aKTUBHOCTH 31acTa3bl-1 B ctyne ot 100 1o 200 MKI/T Kana CBHAETENbCTBYIOT 00 YMEPEHHOM CTETeHU
9K30KpPUHHOM HEIOCTATOYHOCTH IOPKEIYJOYHOM JKEIE3bl; CHMKEHUE II0Ka3aTelsl aKTUBHOCTH
anactasbl-1 B cryme menee 100 MKI/T Kajga BBIABISET TSDKEIYI CTENEHb ITaHKPEATHUYECKON
HEJ0CTaTOYHOCTH.

Cragumn ¢udpo3a y mauueHToB ¢ KUCTO3HBIM (prOpo30oM (MyKOBHCLHIO30M) YCTAHABJIMBAIOTCS I10
mkane METAVIR (Ilpunoxenue I'l): F1 — ¢pubpo3 Toapko mopTajibHBIX TPAaKTOB; F2 — mopranbHbIif
¢ubpo3 ¢ oguHouHbIMU centamu; F3 — ¢pubpo3 mopTanbHBIX TPaKTOB C MHOKECTBEHHBIMU CENTaMU
6e3 uppo3sa; F4 — muppos.

7KM3HeHHBIMHM TOKA3aHMAMM IIPM  MYKOBHCLUMJO3€ SIBISIIOTCA PELUIUBUPYIOLIUE JIETOYHBIE
KpPOBOTEUEHHMsI, peUuAMBUpYIOUMHA mnHeBMoTopakc, JIH (mpixatenpHas HemoctatouHocts) u CH
(cepaeuHasl HEOCTAaTOYHOCTH) JIOOON creneHu. [IpyM HanMuuMy BBINIE YKA3aHHBIX "KU3HEHHBIX
MOKa3aHUU" MO pelIeHHIo0 BpaueOHOM KOMHCCHM MOTYT ObITh Ha3Ha4yeHbl MpenapaThl IO TOPrOBOMY
HaNMEHOBAHMIO.

JXKXuzHeHHbIE MMOKa3aHUsS OINpeneseT BpayeOHas KOMHCCHUS MEIMIMHCKOW OpraHu3alui, B KOTOPOH
OKa3bIBaeTCsl MOMOIIb MAlMEHTy MO MOJIYYEHHI0 MEAMIIMHCKOro obecriedeHus (mpuka3d MuH3apasa

Poccuu ot ot 24 Hoa6pst 2021 1. Ne 1094H.



1. KpaTtkas nndopmanusa no 3a001eBaHUI0 UJIH COCTOSIHUIO (Tpynie 3a00/ieBaHU
HUJIM COCTOSTHUI)

1.1 Onpenejenue 3a001eBaHNsI WJIN COCTOAHUSA (IPYHILI 32001eBAHNN HJIM COCTOSTHMI)

Kucto3nenii  ¢ubpo3 (mykoBuciumgo3, MB) — ayTocoMHO-peliecCHBHOE MOHOTEHHOE
HACJICJICTBEHHOE 3a00JIeBaHNEe, XapaKTEPU3YIOIIEeCs MOPAKCHIEM BCEX IK30KPHHHBIX JKEJE3, a TAKKe
’KM3HEHHO BaYKHBIX OPraHoB u cucteM [1,2].
1.2.9THosioTHsl _M__mAaTOreHe3 3a00JieBAHMS _WJIHM _COCTOSIHUSL (IpPyniibl__3a00JeBaHUN _WJIH

COCTOSIHM )

I'en CFTR (MBTP - TpancmMeMOpaHHBIH peryiasTOp NMPOBOAMMOCTH MYKOBHCIHI032) OBLI

uneHtudumupoad B 1989 r. 'eH pacronoxeH B cepeiMHe JUIMHHOTO TUIeYa 7 ayTOCOMBI, COJICPIKHUT
27 sk30HOB U oxBarbiBaeT 250 000 map HykiaeoTunoB. OH KOHTPOJIUPYET CTPYKTYpY U (PyHKIUIO
ognonMménHoro Oenka. Ilociemnue wccnemoBaHus mokaszand, 4yto MBTP sBasercs coOCTBEHHO
XJIOPUHBIM KaHAJIOM.

benok MBTP nokanusyercs B anuMKalbHOM 4YacTH MeMOpaHbl SMUTEIMAIBHBIX KIETOK,
BBICTHJIAIONIUX BBIBOJHBIE MPOTOKHM Kelie3 BHENIHEH ceKpeluu (TOTOBBIX, CIIOHHBIX, JKEJe3 B
OpoHXax, MOPKETyIOUHOM Kele3e, KUIIEYHUKE, YPOTeHUTAILHOM TPaKTe), OH PEryIupyeT TPaHCIOPT
AJEKTPOJIUTOB (TJIABHBIM 00pa3oM XJIOpa) MEXAY 3TUMHU KJIETKaMH U MEXKJIETOYHOU >KUIKOCThIO. [1o
cocrosiauio Ha 25 ceHtsiOps 2024 rona Ha BeO-caiite mexmyHapoaHoro npoekta CFTR2 (https://cftr2.org)
npencTaBieHsl Bcero 1167 reHeTMuecKWX BapUaHTOB HYKICOTHUAHOW mocienoBarenbHocTH TeHa CFTR
(I'BHIT CFTR), u3 Hux 1085 KIMHUYECKH 3HAYMMBIX (TaTOreHHbIX). OHU MPEensSTCTBYIOT CHHTE3y Oenka
CFTR, ero tpancnopTy K anukajgbHOW MeMOpaHE KJIETKH WJIM HapylaroT ero (yHKLHIO B KayecTBe
KaHaja aHUOHOB XJiopa. B 3aBucumoctu ot BiamsHUS Ha ¢yHkiuto O6enka CFTR Bce BapuaHTBhI
HYKJIEOTHUIHO#M mocienaoBarenbHocTd reHa CFTR moapasnensior Ha 7 OCHOBHBIX Ki1accoB [3,4]

M3BecTHO, YTO OJMH M TOT € BapUaHT MOXKET BBI3BATh HECKOJIBKO BHJIOB HapyIIEHUS
CTPYKTYpHI Wi QyHKIMU O€JKa, U He JUIsl BCeX BapUAHTOB HYKJIEOTUIHON MOCIE0BATEIbHOCTH IeHa
CFTR omnpenenen kiacc.

CornacHo [aHHBIM HAIMOHAJIBHOIO PErHCTpa HamboJiee 4YacTO BCTPEYAIOTCS CIETYIOLIe
myraruu: F508del (52,8%), CFTRdele2,3 (6,21%), E92K (3%), 2143delT (2,15%), 3849+10kbC>T
(2,02%), W1282X (1,9%), 2184insA (1,85%), 1677delTA (1,81%), N1303K (1,54%), G542X
(1,35%), L138ins (1,24%) [5].

Myranuu rena CFTR HapymaioT He TONBKO TPaHCHOPT, HO M CEKpelHio MOHOB XJopa. [Ipu
3aTPyIHEHUH MX TPOXOXKACHUS depe3 KIETOYHYI0 MeMOpaHy yBeluuuBaeTcs peaOcopOuus HaTpus
KEJIe3UCTHIMU KJIETKaMH, HapylIaeTcs OJJIEKTPUYECKUH TMOTEHIMal MpPOCBETa, YTO BBI3BIBAET

W3MEHEHUE DJJICKTPOJIUTHOTO COCTaBa W JCTHUIpATAIldI0 CEKpeTa Keje3 BHEeNIHeH cekperuu. B
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pE3YIBTATC BBI,HCHHCMBIﬁ CCKPET CTAHOBUTCA YPE3MCPHO I'YCTBIM M BA3KHM. HpI/I 9TOM CTpadaroT

JICTKHC, )KGHyIIOLIHO-KI/ILHC‘IHHﬁ TPaKT, IICYCHDb, IMOKCIYyAOYHAsA XKCJIC3a, MOYCIIOJIOBAsA CHCTCMa

(tabin.1) [1, 5].

Taoauna 1. ITatorenes MB

Oprasbl U CHCTEMBI

[TaTosornyeckue npouecchl

KoHeunslll pe3ynbTar

Jlerkue

BporxooOcTpykums,

CHIDKCHHE  TOJICPAHTHOCTH K
HHQEKIIH,

KOJIOHM3ALUsl AbIXaTeNbHBIX MyTeil

Pseudomonas  aeruginosa  (P.
aeruginosa) " JIPYTUMH
IIaTOJOTHYCCKUMU
MHKpPOOpPIraHU3MaMH,

XPOHHUYECKOEC BOCIIAJICHUEC
JAbIXaTCJIIbHbIX HyTeﬁ,
OpPOHXO0IKTA3bI, JIECTPYKIIMS

TAPCHXNUMBI JICTKUX

I[LIX&TGHBHEI?[ HEOOCTAaTOYHOCTD,
JIETOYHAA TUIIEPTEH3UA,
cepacuHas HEAOCTATOYHOCTDh

[omxenynounas skenes3a

OOGCTPYKIUS TPOTOKOB YKEJIE3bI,
TIOSIBJICHUE KHUCT,
HEJOCTaTOYHOCTh MOKEITYIOYHON
Kemespl  (BHYTpeHHE - H
BHEIIHECEKPETOPHAs),

KHIIeYHast ManbaOCcopOIus

MekoHUEBBIN Ueyc

Hapymenue cTyna (qacTori,
JKUPHBIN, 3IIOBOHHBIN, OOUIIBHEIH),
CHIDKCHHE HYTPUTHBHOTO cTaTyca (y
JIeTeil — OTCTaBaHWE B Pa3BUTHH),
aBUTaMHHO3BbI,

BBITIA/ICHHS TIPSIMOM KUILIKH,
caxapHblil uaber

Xonecras, X0IeJInTUa3 Huppos [ICYCHH, CUHIPOM
HOpTaIbHOU TUIIEPTEH3UH,
[Teuenn TUIEPCIUICHU3M, ne4eHoYHast
HEJ0CTaTOYHOCTb,
skeraHokamMeHHas 6osiesHb (JKKB)
YBennueHue KumreyHast HEempoXoJuMOCTb
BSI3KOCTH/aiIre3MBHOCTH  KajoBeX | CAWO
Kumeunuk

Macc

Brinagenus npsiMoil KMILIKH,

OKOJIOHOCOBBIE TTA3yXH

Ob6cTpykius coyctuit
OKOJIOHOCOBBIX ~ Ma3yX, 3acToi
CIIM3M B Ta3yXaX, KOJIOHH3aLUs
CIIU3UCTOH  OOOJIOYKH  TOJIOCTH
HOCA ¥ OKOJIOHOCOBBIX Ma3yx
naroJjorunieckod Mukpodiopoii (B
ToM umcne P.  aeruginosa),

XpoHuyeckui PUHOCHHYCHUT,
TIOJIMIIBI B OKOJIOHOCOBBIX Ta3yXax U
MIOJIOCTH HOCA

DIEKTPOIUTHEIN OanaHc

(dhopmupoBaHme TIOJIUTIOB B

OKOJIOHOCOBBIX nasyxax c

pacmpocTpaHeHHEM B IOJOCTB

HOCa

lumokanuemus, runoHatpuemus, | CuHApoM  ncemo-baprrepa  —

TUTTIOXJIOPEMMUS, AJIKAJI03

CUHJIPOM MOTEPU coJeit

PenponykruBHas cucrema (y My>K4nH)

OOcTpyKIMsl W TMOCIeIyromas

aTpe3usi BBIHOCAIIMX IPOTOKOB
SIMYEK.
A3zoocnepMusi

becninonue

[IporpeccupoBanre JEroYHOM U CEPACYHOM HEIOCTATOYHOCTH SIBJSETCS Haumbosee 4dacToi

OPUYMHON cMepTH nanueHToB (95%).

CHCKTp MUKPOOPTaHNU3MOB, CBA3aHHBIX C I/IH(I)CKI_[I/I}IMI/I AbIXaTCIIBbHBIX HYTeﬁ Yy NanucHTOB C MB

MPOJOJKAET PACIIUPATHCS M HCCIEAOBAHUS MUKPOOMOMA JIETKUX y JAHHOW KaTeropuu IMalleHTOB
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JEMOHCTPUPYIOT ~ CJIOKHBIM CHHEPTU3M MEXAY KYyJIbTUBUPYEMBIMH UM  HEKYJIbTHBUPYEMBIMU
MHUKPOOpPraHu3MamMu. MHUKpOOMOJIOTrHYecKas IHAarHOCTHKAa Yy ManueHToB ¢ MB  wumeer psa
0c0OEHHOCTEH, KOTOpble HEOOXOAWMO YUUTHIBATh NMPH OpraHU3alru paboTHl C JaHHOHM KaTeropuei
MAIMEHTOB.

Yaie Bcero B OTHENIAEMOM HIDKHUX JIbIXaTeNIbHBIX MyTe y manueHtoB ¢ MB BwisBnsitores S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. Bonee Tunuunbie
pecriuparopHbie nmatorensl, Takue xkax H. influenzae, S. pneumoniae, M. catarrhalis taxxe moryt
UrpaTh BAXHYIO pOJIb B Pa3BUTUU OpPOHXOJIETOYHOro Impouecca. Y mnamnueHtoB ¢ MB moxer
BCTPEUACTCS XPOHUYECKash KOJIOHHM3ALMs MUKpOOpranu3Mamu mopsizika Enterobacterales.

NmeroTcss HaOMIOACHUST BBIACICHUS M3 HUXKHUX JIBIXaTENIbHBIX MyTed manueHtoB ¢ MB
HedepMmeHTHpYIOIIMX TpamoTpuiateibubix Oakrepuit (HI'OB Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) JlaHHble BHIbI SBISIOTCSA OJM3KOPOICTBEHHBIMH,
HMEIOT TEHETHYECKOe CXOJCTBO ¢ Oaktepusimu poma Burkholderia. Onu peako BwIAETSIOTCS Y
nanueHToB ¢ MB, ogHaKo OMMCAaHBI CilydaW BBIJCNICHUS UX TNPH XPOHWYECKOH uHpexmuu. Her
JOCTaTOYHOTO KOJIMYECTBA MCCIEIOBAHMM, YKa3bIBAIOIMIMX HAa BO3MOXHOCTH IEpeJadd ITaMMOB OT
MaUeHTa K MalueHTy.

Jlpyrue MUKpOOpraHuU3MbI, HUMEIOIIME 3THOJIOTHYecKoe 3HaueHue npu MB: Herybepkynesusie
mukobaxmepuu (HTME) - Mycobacterium abscessus complex, Mycobacterium avium complex u
Ipyrue MHUKOOaKTepuu, rpudsl - Aspergillus spp., Scedosporium spp., Trichosporon spp., eupycoel -
Respiratory syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza
virus, Human metapneumovirus. Bo3spactaeT BBISIBISIEMOCTh HETYOEPKYJIE3HBIX MHKOOAKTEpHUH Y
nayuenmos cmaputeco eo3pacma. Mycobacterium abscessus complex u Mycobacterium avium
complex siBnsitoTcst HanboJIee YacTo BCTpeyaromumucs [2].

OcoOeHHOCTAMU XPOHUYECKOW HH(EKIIUU JETKUX Y OOTbHBIX MYKOBHCIIMI030M SIBIISIETCSI TO, UTO
naHHast HHPEKIUs B 2/3 ciiydaeB BBI3BIBAETCS HE MOHOKYJIBTYPOH, a accollManueil MUKpOOPTaHU3MOB.
3a pyOexxoM »OTH TIOKa3aTenw B JBa pa3 Hmwke — B 35% wuccnegyembix  00pas3iioB
OponxoanbBeossipHoro jaBaxka (BAJI) BeIBIAIOT pocT ABYX MuKpoopraHusmoB U B 10% ciyuaes
accollMaluu TpeACTaBIeHB Tpemss U Oolee BUIAMU MHKpoopranu3moB. Haumbonee wyacto
BCTpEYAIOIIeiCS accouualeil sBisieTcss coueranue P. aeruginosa u S. aureus [6,7]. B cocrase
MUKPOOHBIX aCCONHMAIMi BBIACISUIM OXHOBpeMeHHO P.aeruginosa MyKOWIHBIA W HEMYKOHIHBIN
¢denotunsl. Kpome P.aeruginosa, 4acto BBIACISUIM APYrHX MpeJcTaBUTENeH He()EepPMEHTHUPYIOIIHX
rpaMOTpHIaTeNIbHBIX MHKpoopranusmoB — Burkholderia cepacia complex, Achromobacter spp.,

S.maltophilia, A.baumanii u gp. [8].
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[Ipu ananu3e AaHHBIX MUKPOOUOJOTHYECKUX HCCIEI0BAHUN YCTAHOBJICHO, YTO MHUKPOOPTaHU3MBI
ObuTH BBIACNEHBI Y 61,9% nereii B Bozpacte 1m0 1 roma, y 92,9% - B Bo3pacte 1-4 rona, y 93,8% - B
Bo3pacte 5-7 nmer u B Bo3pacte 8-14 u 15-18 y 100% pereil. D10 CBUIAETENBCTBYET O TOM, UTO
KOJIOHM3ALUA JIETKUX OOJIbHBIX MYKOBHUCLHUI030M MHUKPOOPraHM3MaM{ HauyMHaeTcs, (aKkTUYECKH, C
MEPBBIX AHEH MOCie POKICHUS U JOCTUTaeT MaKCUMyMa yxe K 5 rojgam >xu3Hu. B Bospacrte o 1 roga
Oonee yeM y 1/3 OONBHBIX MYKOBHUCIIHIO30M HWKHHE JIbIXaTEIbHBIE MyTH €Ie He OOCEMEHEHBI
MUKpPOOpPTaHU3MaMH, B Bo3pacTe 1-4 JeT HWKHHE NbIXaTelbHBIE MYyTH OOCEMEHEHBI MOYTH y BCEX
6onbHBIX (92,9%), a k 8-18 romam — y 100% OonbHBIX. XPOHHUYECKYIO CTa(pUIOKOKKOBYIO,
CHUHETHOMHYIO UJTU CMEIIAHHYI0 MH(EKIHIO JUarHOCTUPYIOT Y 25% neteit yxke B Bo3pacte 1-4 rona, B
Bo3pacte 5-7 yer — y 50% OonbHBIX, B Bo3pacte 8-14 et —y 65% u x 18 rogam — y 80% O0MbHBIX
MYKOBHUCIH1030M [6]

[Ipu oneHke MHUKPOOMOIOTHYECKOTO MPO(UIIsSs pecnupaToOpHOro TPaKTa BBISIBIEH POCT YACTOTHI
BBICEBA IPAMOTPHIIATETILHON (DIIOPHI C yBETUYEHUEM BO3pacTa OOJIbHBIX.

HauGonbiras gacrora nHGUIMpoBaHUS S.aUreus oTMedeHa B Bo3pacTHoU rpymme 12-16 ser, tae
oHa coctaBmia 64,5%, P. aeruginosa B 24-28 net ¢ yacroroi 55,0%, B 3TOil e BO3pacTHOM rpyrie
MakcuMmaibHoe uHpuimpoBanue Burkholderia cepacia complex, koropoe cocraBuino— 22,6%, S.
maltophilia B 16-20 et — 5,6%. Achromobacter spp. mocturaer cBoero nuka y maiideHToB crapiie 36
JeT, rae ee yacrora coctaBuia 14,3%. MRSA umeer nBa nmuka MakcHMaibHOM 4acToThl, B 20-24 rona
u 32-36 ner, rae ero yactora coctasmia 11,4% u 10,5%, cOOTBETCTBEHHO.

YacroTa XpoHHUYECKOro MHOUIIMPOBAHUS NbIXaTeNbHBIX MyTel S. aureus cocrasuseT 56,0%, P.
aeruginosa — 32,1%, Bcc — 6,6%, MRSA- 6,4%, Achromobacter spp.-3,9%, S. maltophilia— 3,4%. B
7,5%  ciayyaeB  OpIXaTelbHble NyTH  OOJNIBHBIX ~ XPOHWYECKM  HMH(QUIMPOBAHBI  JIPYroi
IpaMOOTPHIIATEIBHON (IIOPOiA, Cpear KOTOPHIX HamboJiee YacTO BCTPEYAIOIIMECS TPEACTABUTEIH
cemeiictBa Enterobacteriacaee (Klebsiella spp.: Klebsiella pneumoniae, Klebsiella oxytoca, Raoultella
(Klebsiella) ornithinolytica; Escherichia coli), Serratia spp. (cemeiictBo Yersiniaceae), Proteus spp.
(cemeiictBo Morganellaceae A u 7ap.), a TakKe MPEeACTABUTENN HEPEpPMEHTUPYIOLINX
rpamotpunatensusix 0akrepuit (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. Iwolffii,
A. haemolyticus, A. calcoaceticus, A. junii, A. pittii, A. anitratus.). YV psjia naiueHTOB BCTpEYaeTCsI
MUKCT-UH(UIIUPOBAHNE PECITUPATOPHOTO TPAKTA PA3IMIHON HETICEBIOMOHAIHON TpaMOTPHIIATSILHOM
¢bnopoii. ons nauuenTos, nHpuuuposanubix HTMBb cocrasnser 0,9 %.

Haubonee yacTo BCTpEHAOIIUMUCS B PECHIUPATOPHBIX 00pa3liaXx MalMeHTOB C MYKOBHUCIHI030M
MUKpOOpraHu3Mamu siisirorcst rpudsl Candida spp., pacnpocTpaHEeHHOCTh KOTOPBIX JTOCTUTAET J0

80%. OnHaKo, KIMHUYECKOE 3HAUEHNE ITUX BUOB TP MYKOBUCIUI03€ OCTAETCS HESICHBIM.
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Jlpyroii mpeacraButTelb rpuboB - Pneumocystis jirovecii 6bu1 Takke 0OHApYKEH y MallUeHTOB C
MB. Ilpu sTom, otmeuaercsi, yro JJHK P. jirovecii game Bcero Haxonwim B 00pa3nax MOKPOTHI IIPH
JIETOYHBIX 000CcTpeHusix. Pacnpocrpanennocts P. jirovecii y maruenToB ¢ MB, KOTOpBIM He Jenanu
TpaHCIUIAaHTALIMIO JIETKUX, BapbupoBana: 2,5% Bo ®panuuu, 7,4% B ['epmanuu, 21,5% B Mcnanuu u
38,2% B bpasunuu. [IneBMoIricTHAas MTHEBMOHMSI Tak)Ke ObLIa 3aperucTpupoBaHa y nanueHToB ¢ MB
mocjae  TPAHCIUIAHTAIIMM  JIETKUX. JTO  OOCTOSATENBCTBO  BO3MOXKHO  TpeOyeT  BHEIPEHUs
npoduaakTuyeckux crpareruit. OHAKO M3-32 HEPErYJSIPHOTO CKpUHHMHIA Ha P. jirovecii ucruuHas
pacnpoCTpaHEHHOCTh M KIIMHUYECKOE 3HAYEHUE ITOT0 rpuda y maruenToB ¢ MB ocTaroTcst HesICHBIMU.
Taxxe cymectByroT Buabsl Scedosporium u Rasamsonia, KOTOpble MOTYT BBI3BIBATH HHBA3HBHBIC
3abosieBaHMsl y maiueHToB ¢ MB mocne TpaHcrianTanuu jerkux. Taxoke Exophiala (Wangiella)
dermatitidis Mo>xeT OBITH BBIACTICH U3 PECIHPATOPHBIX 00Pa3LOB y MAIIMEHTOB C MYKOBHUCIIUI030M, U
HUMEIOTCS COOOIICHHMS O €r0 MOTEHIMAIBHO HeOIaronpusatHoM Biusauu [398].

Jlpyroif 0coOEHHOCTBIO MHKPO(DIOPHI MpH XPOHHYECKOH HMHGEKIMH JIETKHX Y OOJBbHBIX
MYKOBHCIIM/IO30M SIBJISIETCSl pa3iiMyHas pPE3UCTEHTHOCTh K IPOTHBOMHUKPOOHBIM TIpernaparam
CHCTEMHOT'O JICHCTBHUS MPEICTABUTENCH OJHOTO M TOTO K€ BHJAa BO30YIUTENs, IEPCUCTUPYIOMIETO Y
OOJIHOTO B JIETKHX. JTO OOYCIIOBJIEHO KaK (PEHOTUITMYECKOH IeTepOreHHOCTHIO, KOTOpAas SIBIISETCS
pe3ysnbTaToM  aJanTald ~ MHKPOOpPTaHM3Ma  INpH  IEPCHCTCHUUH  TOA  BO3JCHCTBHEM
AHTUOMOTHUKOTEPANTUH ¥/MITM HIMMYHHOUW CHCTEMBI, TaK U N3MEHYHUBOCTBIO, CBS3aHOM C TEHETHUECKUMHU
M3MEHEHHSIMHU, TIPOUCXOIINMHU B OaKTEPUsIX MPH MEPCUCTEHIINHA — MYTalUsAMHU, TIPUOOPETEHHEM HJTH
norepei MOOMIIBHBIX T'€HETHUECKUX AJIEMEHTOB, UMEIOIIUX B CBOEM COCTABE T'€Hbl PE3UCTEHTHOCTU K
aHTHOMOTHKaM. [laHHas 0COOEHHOCTh UMEET KaK KIMHUYECKOE, TaK U AMHJIEMHOIOIHYeCKOe 3HaUeHUe
U JI0JKHA paccMaTpUBAThCS Kak (akTop, OrpaHUYMBAIOIMNN 3()PEKTUBHOCTh aHTUOMOTHKOTEpAIIHH,
CHOCOOCTBYIONINI BbDKUBAHMIO OakTepuil M (HOPMUPOBAHMIO XPOHMYECKOM HMH(MEKIUH. DTOT (akT
SBIISICTCS BAXKHBIM Ui KJIMHULUCTOB M €II€ pa3 MOJATBEPXkJaeT HEO0OXOAMMOCTh HCCIEIOBaHUS
aHTUOMOTHUKOYYBCTBUTENLHOCTH BBIJICICHHBIX W30JIATOB NPH HAa3HAYEHUHM aHTHOMOTUKOTEpanuu M
YKa3bIBa€T Ha HEOOXOAMMOCTh NMPUMEHEHHsS] KOMOMHHPOBAHHOW aHTHOMOTHKOTEPANTNH TIPH JICUYCHUN
XpoHuueckor uHpekimu y 6ompHbx MB. [9,10]

PazButuio acmeprusie3a JIETKUX Yy ManMeHToB ¢  MB  cmocoOCTBYIOT —HapylieHHe
MYKOIWJIMAPHOTO KIMPEHCa U HIMMYHHOT'O OTBETa, a TaKXKe MPOJ0JDKUTEIbHAs aHTHOAKTepHalbHas 1
TITIOKOKOPTUKOHTHAS TEPATTHSI.

Kononusanus apixatenbHbix nytei y manuentoB ¢ MB Aspergillus spp.- BeisBienue rpu6oB
poxa Aspergillus B >50% o00pa3lioB MOKpPOTBHI WJIM B TEYEHHUE >6 MeECSIEB B TOJ, OTCYTCTBHE
MHCTPYMEHTAJIBHBIX NMPU3HAKOB YXYALICHHS JIETOYHOM (PYHKIMH, a TaKKe OTCYTCTBHE KIMHUYECKUX

npu3HakoB oboctpenus MB [11,12].
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B Hactosiiee Bpemsi HET yOEOUTENBbHBIX JAaHHBIX O HEraTUBHOM BJIMSHUHM KOJOHM3AIMH
Aspergillus spp. npixarenpHbIX mMyTed Ha (yHKIMIO AbixaHus namuenToB ¢ MB [11,12,13].
Kononusanus npixarenpHbIX myTeil manmeHtoB ¢ MB rpuGamu Aspergillus spp. He sBisercs
MOKa3aHUEM JJIs Ha3HaYeHHs] CUCTEMHBIX TPOTUBOrprOKoBbixX JIC.

Hawubornee pacnipocTpaHeHHBIM OCIIOKHEHHEM, 00ycioBieHHbIM Aspergillus spp., y marueHTos ¢
MB sBisercss amuieprudeckuii Oponxonerodnsiii acnepruuie3 (ABJIA). ABJIA xapaktepusyercs
pPa3BUTHEM pEaKIMU THIEPUYYBCTBUTEIBHOCTH | THMa MpH KOJOHU3AIMM JIBIXATEIbHBIX IyTeH
Aspergillus spp., koTopas 6e3 jcueHHS NPUBOAMT K Pa3BUTHIO (HUOpO3a JETKUX W HEOOpaTHMOM
IbIXaTeNIbHOM HEIOCTaTOUYHOCTH. Y manueHToB ¢ MB uHBa3uBHBIN acnieprusuie3 BCTpeyaeTcs peako,
Jaie KaK OCJIOKEHEHHE MOCIIe TPAHCIUIAHTAIINY JIETKUX Ha (hOHEe MMMYHOCYIIPECCUBHOM TEpaInu.

WNuBa3uBHOro nopaxenus Tkanei jerkux npu ABJIA oObIYHO HE IPOUCXOIUT, XOTS COYETAHUE
¢ XAJl BeisBisitor y 10% mnanuentoB. OcHoBHble Bo30ymutean ABJIA — A. fumigatus u A. niger
[14,15].

Xponuueckuit acneprusuies jerkux (XAJl) npeacrasisier co00i MEAJIEHHO TPOTrPECCUPYIOIIUN
JIECTPYKTUBHBIA TIpollecC B JIETKHX, O0OycioBieHHbi rpubamu Aspergillus spp., B panee
CYIIECTBOBABIIUX OPOHXO03KTa3aX, MOJOCTIX U mp. OnucaHa reHeTudeckasi mpeapacnoioKeHHOCTh K
3TOMY 3a00JIeBaHUI0, CBsI3aHHas ¢ AedurroM win quchynkuueit Th-17 mumdornuros [16,17].

Meuorue nanuentsl ¢ MB 1o paszsutus XAJl nmonydaiu MHTSIUOHHBIE WJIM HU3KHE 03I
KOPTHKOCTEPOUJOB JJisi cUCTeMHOro mnpumeHeHus. Kpome toro, passutuio XAJI cnocobcTByeT
HOBBIIICHHOE cojiepkanue KoHuauii Aspergillus spp. B okpykarolieil cpesie, B TOM YUCIE B KUIIBIX H
MPOM3BOCTBEHHBIX MmoMelneHusx. OcHoBHble Bo30yauTenn XAJI — A. fumigatus, A.flavus u A.niger.
be3 neuennst XAJl npuBOAUT K YXYIIIEHHIO KauecTBa >KM3HM MalMeHTOB ¢ MB u yBenuueHuio
JETAIbHOCTH.

1.3 Dnuaemuosiorusi 3a00JieBaHUSI WM COCTOSSHMA (rpynnbl 3a00/1eBAHMI WU

COCTOSIHM)

Yacrora MB xkonebnercs cpenu mnpencraButeneld eBpomeousoB ot 1:600 mo 1:17000

HOBOPOXIEHHBIX. B P® wyactora mykoBucumpmosa cocrasisier no naHHeiM PI'BHY «Menuko-
TeHeTUYeCKUil Hay4yHbIN TIeHTp uM. akanemuka H.I1. BoukoBa» 1:7411 HoBopoxaeHHBIX [1,5].
YacToTa HOCUTEIHCTBA OJTHOTO MAaTOreHHoro BapuanTa B rene CFTR 3HaunTenbHO BapbUpyeT B
Pa3IUYHBIX NOMYJIANUAX. B poccuiickol MOMyINIAIUK OHA cocTaBisieT mpuMmepHo 1:40 yenosek [399].
DTOT MoKa3aTeslb CPaBHUM C YaCTOTOM, HaOII0JaeMOl B APYTUX €BPONENHCKUX MOMYISIIUAX — 4acToTa
reTepO3UTOTHBIX HOocuTenel BapuanToB reHa CFTR cpenu eBpometitieB coctaBisieT okoso 4% [400],

alllIKeHa3CKUX eBpeeB - mpuMepHo 2% [401], B a3marckux MNOMYJSIMAX YAacTOTa HOCHUTENIbCTBA
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3HauuTEeNbHO HIDKE - okoio 0,2% [402]. Cpenn KOpEeHHBIX aMEpHKaHIIEB 4YacTOTa HOCHUTEIbCTBA
mytanuii B rene CFTR cocraBnsier mpumepsno 0,1% [403].

1.4 Oco0eHHOCTH KOAUPOBAHUS 3200JJeBAHUA UM COCTOAHUA (FPVIILI 3200J1eBAHNI MJIH

COCTOSTHUI) 10 MeXIYHAPOIHOM cTATHCTHYEeCKOH Kaaccudukanuu 0oJiesHeii 1 mpoodJaeM,

cBsI3aHHBIX €0 310poBbeM (MKBD 10)

Kucrosusriii pudpos (E84):

E84.0 — Kucro3nslit pubdpo3 ¢ 1ErouHbIMU MPOSIBICHUSIMH;

E84.1 — Kucro3ublit pubpo3 ¢ KHIICIHBIMH IPOSIBICHUIMH

E84.8 — Kucrosnsiii pubpo3 ¢ IpyruMu MposiBICHUSIMH,

E84.9 — Kucto3ublit pruOpo3 HeyTOIHEHHBIIT.
' _Koo ES84.1 Hzonuposannoti xkuweunou ¢opmovl wem 6 coepemennol kuaccupukayuu BO3 u
Eeponeiickout  Accoyuayuu Myxosucyuoosa. Koo ES84.1 - xucmosuvii @uopos ¢ KuledHblMU

NPOsGIEHUAMU He peKoMeHdyemcs uchonvzosams [18,19].
2
-B nacmoswee epems —
1)neonpedenennvlii OuasHo3 npu NOIOHCUMETbHOM HEOHAMATLHOM CKPUHUHSE HA MYKOBUCYUOO3

2) y nayuesmoe 1106020 eospacma u3 cpynnsvl pucka no Mykoeucuudwy, KOmopbiM HA OCHOBAHUU

pe3yIbmamos 00c1e008anUs He Y0aemcs OKOHYamMelbHO UCKII0YUMb UIU NOOMEepOUms OUACHO3.

1.5 Kaaccudukaummsa 3a00JeBaHUd WJIM  COCTOAHUA (Tpynnbl  3200J€BAHUHA WM

COCTOSTHMI1)

Knaccudukanus, npunaras BO3, Mexnynapoanoit Acconumanueit Mykosucuuaosa, EBponeiickoit

Accornmarnueid Mykosucuumaosa [1, 2, 3,4, 5,7, 8, 9]:

o Knaccuuecknii  MyKOBUCHHI03 € TAHKPEATHUYECKOW HEIOCTATOYHOCThIO (CMEIIaHHAs WU
JIErOYHO-KUIIeYHast opma 3a6OHeBaHI/I$Il), Pl. E84.8.

o  Krnaccuyeckuii MyKOBHCUMIO3 C HEHapylleHHOW (yHKIMEH MOJUKETYIOYHOM IKele3bl
(penMyIIecTBeHHO erounas dopma 3abonesanns'), PS. E84.0.

o  HeompeneneHHplil TMarHo3 MpH MOJIOKUATEIILHOM HEOHATAJIHHOM CKPUHHHTE HA MYKOBHCIIHIO3.
E84.9.

o 3aboneBanus, acconuupoBanHele ¢ reHom CFTR (MBTP). Wcnonb3yrorcs KoOabl U3

COOTBCTCTBYIOLICTO pa3aciia

. M30JIMpOBaHHAsi 0OCTPYKTHUBHAS a300CIEPMUSI;
. XPOHUUYECKUI TaHKPEATHT;
. JIMICCEMUHHPOBAHHBIE OPOHXOIKTA3bI.

B xauHHYECKON MpaKTHKE MCITONB3yeTCs KiaaccuuKaius, mpeacTaBieHHas B Tadmuie 2 [2].
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Taoauna 2.

Knununueckas knaccudukanus MyKoBHcLKI03a (IpeioxkeHa Ha ocHoBe Paboueil kimaccudukanuu
mykoBucuunosa (Paunnckuit C.B., Kanpanos H.U., 2000), pexomenmanuit BO3 u Espomneiickoit

accolyanuu MYKOBHCIIH]1032), OITyOJIMKOBaHO -
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf
®opma XapakTepucTHKa OPOHX0JIETrOYHBIX M3MEHEHU I IIposiBnenus OcnoxxHeHus
Knuanyeckas ®dazau Crenens J{H?
AKTHUBHOCTb
mporecca

Kaaccuuec |XpoHuueckuit Bue XpoHuueckuii |AGcueccsl,

KMl OOCTPYKTUBHBI  |00OCTpEeHHS . CT. |(THOWHBIH, aTeNeKTasbl, THEBMO-

MYKOBHCIH |ODOHXHT Ob6octpenune . CT.  |OJHIIO3HO- MUOMTHEBMOTOPAKC,

no3* BponxoskTassl Tum o6octpenus: | 11 CT.  |THOMHBIN) KpOBOXapKaHUe,

Cmemanna |(JlokanuzoBaHHble |OO0ocTpeHue PUHOCHHYCUT |KPOBOTEUEHHE

1 WIH u XPOHUYECKOTO Cunznpom (;merouHoe,

JIErOYHO-  |TUCCEMUHHPOBAHH |OpOHXHTA TICEeBIO- KEITyT04YHOE),

KHIIeYHast |bie) ¢ ykazanueM |[IHeBMoHMS (C Baptrepa aJIeprudecKuit

¢dopma JIOKaJIN3alun yYKa3zaHHEM Azoocniepmust  |OpOHXOJETOYHBII

3a6oneBanu [[[THeBMOGUOpPO3  |MoKanM3anum) Peunausupyto |acnepruies (ABJIA),

A CMenaHHbIN THIT LU JIErOYHas TUIICPTEH3HS,

(MykoBHCH MAHKPEATHT MOJIMIIO3 HOCA.

U103 ¢ MekoHUEBBIH UIIEYC,

naHKpeaTH SKBUBAJICHTEHI

YyecKoi MEKOHHEBOTO UJIeyca,

Hel0CTATOY BBINAZICHUE MIPSIMOit

HOCTBIO — KHIIKH

E84.8) uppo3 neuenn

Jlerounas (0e3 1 ¢ mopranbHON

¢popma runep-

3a0oJieBaHU TeH3UeN)

1 KKb

(MyKkoBHCIL OTtcTaBaHue B

Ua03 ¢ (U3NYECKOM Pa3BUTHH.

HEeHapyUIeH BbenkoBo-

HOIA SHEpreTHyYecKas

pynkuuei HEI0CTaTOYHOCTh

MO/IKeTy/10 Hapymenue

YHOH TOJIEPAHTHOCTHU K

JKese3bl yrieBoaam

- E84.0) MyKOBHCIIHI03-
aCCOLIMUPOBAHHBIN
caxapHbIii 1uader
CHuxenne
MHHEpaIbHOU

IUIOTHOCTH KOCTHOM
TKaHU

Bropuusnslit
OCTEOIOpPO3
AMuIionios moyek
CuanoaeHuT
Burtamun K-
Je(OUITUTHBIC
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COCTOSTHUS
(remopparndeckas
0OJIE3Hb)

I'ernotun (myramun rera CFTR (MBTP)) Yka3zath corjacHo 0Oaze
nauueix CFTR2. org u
Koncencycy o
KIIMHUYIECKAM
addexram
TCHETHUYECKIX
BapHaHTOB (0aza
nansabeix SeqDBhttp:/
seqdb.med-gen.ru/)
MukpoOuonorudeckuii craTyc (yKa3blBaeTcs gata MepBUYHOTO BbiceBa  |CTaduiIoKOKKOBas
(BBIABNIEHUS ) MUKPOOHOTO TIaTOTeHa (TIATOT€HOB) U, €CIIH €CTh, WH(EKIHA.
ITOCJICTHETO) CuHerHonHasa
nHpexnus. Madexnus,
BbI3BaHHas B. cepacia
complex

Jpyrue nHpEKIHH.
Muxkpo6Hble
acCOIUaIIH

VYkazaTh npemnapat TapreTHOH Tepanuy U AaTy CTapTa/CMEHbI IpenapaTa

Hpyrue dhopMbr:
Heonpenenennslii AnarHo3 npy NoJ0XUTEILHOM HEOHATAILHOM

CKpUHUHIE Ha MyKOBI/ICLII/I,Z[O33 — E84.9.
3aboneBanns, accoruupoBanmsie ¢ renom CFTR (MBTP):*
—  HM30JMpOBaHHAsE 0OCTPYKTUBHAS a300CIICPMUS;
—  XPOHHUYECKHI MMAaHKPEATUT; TUCCEMHUHUPOBAHHbBIC OPOHXO0KTa3bl

Ipumeuanus:
Y ®opma us knaccuguxayuu MB Pauunckozo C.B., Kanpanosa H.H. (2000).

Cmenenb  ObixamenibHOU HeOOCMAMOYHOCMU — ycmauasiusaemcs coenacHo  «Knaccuguxkayuu — OvixamenvHoll
neoocmamounocmuy (Hayuonanvnoe pyxkosoocmeo no 6Oonesusim opeanos ovixanus, 2010). Cmenenv msadcecmu
3a601€8aHUS PEKOMEHOYENICsL He YKA3bI8AMb UCX005 U3 NePEUYHO-XPOHUUECKO20 MeYeHUsl, NOIUOPSAHHO20 NOPANCEHUSL U
npo2peOUeHmHO20 Me4eHUsl.
¥ [onookcumensuvlii HEOHAMANBHBLI CKPUHUHS WU HEOHAMALBHAS 2UNCPMPUNCUHOLCHEMUS HE SGNAIOMCS OUACHOZ0M U 8
KAACCUDUKAYUIO He BKIIOUEHbL, NAYUeHMAM ¢ HeOHAMATIbHOU UNepmpuncuHozeHemuell pekomenoyemces 6 1 200 npogecmu
nosmopHo nomogyr npoby. Hcnonvzyemcsi HOGull OUACHO3 — «(HEONPEeOeNieHHbIll OUACHO3 NPU  NOJIOHCUMETbHOM
HeOHAmManibHOM CKPUHUH2E HA MYKOBUCYUOO3Y
* Koo MKE PEKOMEHOYEeMC s UCTIOIb308ANb U3 COOMBEMCMBYIOWUX PA30eN08.
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Tasxcecmv cocmosinus ycmaunasnueaemes coznacio Ilpunodcenuro Kk npukazy Munucmepcmea mpyda u CoyuanbHol
sawumul Poccuiickoii @edepayuu «O riaccupukayuax u Kpumepusx, UCHOTbIVEMbIX HPU OCYIYECMENIeHUU MeOUKO -
COYUANBbHOU  IKCNepmU3bl  2paxcoaH  (QedeparbHblMu  20CYOAPCMBEHHbIMU — VUPEHCOCHUAMU — MEeOUKO-COYUATbHOL
axcnepmusvly (¢ 01 saumeapsa 2019, cm. pasden «Cnpagounvle mamepuansl, 6KIOUASL COOMEEMCHEUE NOKA3AHUN K
NPUMEHEHUIO U NPOMUBONOKA3AHUL, CHOCOO08 NpUMEHEHUs U 003 JeKAPCMEEHHbIX Npenapamos, UHCMPYKYuu no
NPUMEHEHUIO IeKAPCIMBEHHO20 NPENAPAMAy)

B 6ynyiem, no mepe yriayOieHus 3HaHHi, 3Ta KiiaccuuKalus Takke NoTpedyeT nepecMorpa.

1.6 Kaunnueckass KapTuHa 3a00JeBaHUA HJIM COCTOAHHUA (rpynnbl 3200J€BAHMI WJIH

COCTOSIHMA)

Myxkosucyudosz mooaicem 6bimsb 3aN0003PEH NO CAeOYIOUUM NPU3HaAKam (maoa. 3,4).

Hanuyue enympuympoono no oOamnvim Y3U nnoda - cunepsxocenHozo KuuleuHuka,
MEKOHUEeBbILL UNEYC - NPU POHCOEHUU.

B nepuooe nosoposwcoennocmu 3amsadxicuas Heonamanvhas scenmyxa, sumamur K-sasucumvle
2emoppazuyeckue COCMosAHUsL, MEKOHUeblll UleyC.

Mexonuegulii uneyc — 3mo CUHOPOM, XaAPAKMeEPU3YIOWULCA NPOAGIeHUEM HUZKOU 0O0MypayuoHHOU

KUWEYHOU Henpoxooumocmu, be3 nepepuvléa npocsema KuuieuHou mpyoxu. /lannoe 3abonesanue npu
MYKOGUCYUOO3e 00YCO8NIEHO MEXAHUYeCKUMU NpuduHamu - obaumepayuell npoceéema HNIOMHOU
MEKOHUANbHOU NPOOKOI.
B muposoui obwenpunamou npakmuxe cuumaemcs, umo 8 90-95% cayuaes smuonozueli MEKOHUEE020
uneyca seugemcs mykosucyuoosz [20].  Mexonueswiti  uneyc ouacnocmupyemcs y  15-20%
HOBOPOINCOEHHBIX C MYKOBUCYUOO30M. Tlayuenmol ¢ MeKoHUe8bIM Uneycom noonedxcam oosa3amenbHoMy
obcnedosanuio Ha mykosucyuoos [1,21]. Ilo dannvim pecucmpa nayuenmos ¢ Mykosucyuoozom P,
0011 NAYUeHmo8 ¢ MyKoBUCYUOO30M, NePEeHeCUUX MeKOHUEBbIl UleyC NPU POAHCOeHUU, 8 2pynne oemell
nepgoeo e2oda ocuznu cocmasuna 22,1% nayuenmos, umo ompaxjcaem e20  pPeanrbHyI
pacnpocmparnenrocmo [22].

3aoeporcka npubaexku eeca, wacmolil, 0OUILHBLIL, C RPUMECHIO HCUPA U 3/1060HHBIM 3ANAXOM
CMYJl, NOGLILUEHHDIL aNNemum, 8 603pacme Nocie 200a MU300bl 8bINAOCHUSL NPAMOU KUWKU, INUZ00bL
3a0epocKy  cmyra ¢ - KIUHUYeCKUMU  NPOAGIEHUAMU  YACMUYHOU UMY  NOJNHOU  KUUEYHOU
Henpoxooumocmu (CUHOpom OucmanbHol unmecmurnanrvhou oocmpyxkyuu — C/IHO).

C paunmnezo eo3pacma B0O3MOJCHbL HABAZUUBLIL KOKIOWENOOOOHbI Kauwlelb, YAacmo
peyuousupyrowue pecnupamopHsvie UH@EKYyuu ¢ AGLEHUAMU OPOHXUMOS, NHEBMOHUL, MOddCem
ommeyamuvcs ceucmsaujee ObIXaHue u/unu «OpatbHas Kpenumayusny, 00blUKA, Kaulelb ¢ gbloeNeHuem
CHOUHOU MOKPOMbL, 8 MOM HUCIe 8He Nepuo008 0OOCMPEHUs, BlaXCHble PASHOKANUOEepHble XpUunbvl

pasnoﬁ cmeneHu jJokaiusayuu 6 3a6UCumMocmu om pacnpocmpaHeHHocmu npoyecca.
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B paumnem 6o3pacme ommeuaromca 9nu300bl  NposAGieHUll CUHOPOMA Homepu  coieil
(cunokanuemusi, 2unOHaAMpuUemMus, 2UNOXI0PeMUsL) — NOMepPs 8ecd, CPbICUBAHUS, PEOMA, B510Ch, OMKA3
om eovl. Bcreocmeue nomepu 31eKmMpoaumos ¢ HOMOBOU IHCUOKOCMBIO, OCOOEHHO 6 YCI0BUAX
VCUEHH020 NOMOoomoeNeHuss (MUXopaoka, Hcapkas noeooa, npeodvléanue 6 cayHe, @uauyeckue
HA2py3KU), yepe3 JHceryO00uUHO-KUULeUHbII MPAKm, a maxice HedOCmMamou4Ho20 NOCMynjieHus: conell ¢
nuwetl u 80001 (0cobeHHO y Oemell nep8oco 200a JHCUHU NPU OMCYMCMEUU OOMAYULU COTIU) MOdICem
passusamwvcs [lceedo-bapmmep cunopom (II6C).

Cunopom maHugecmupyem npeuMyujecmeeHHo HaA Nepeom 200y JHCUZHU ) NAYUEHMO8 C
MYKOBUCYUOO30M U SBIAEMCI IHCUSHEYZPOICAIOWUM COCOAHUEM, NOIMOMY DPACCMAMPUBAEMCIL C
MOYKU 3PEeHUs. MANCEN020 U ONACHO20 OCLoXdCHeHuss MB, mpebyiowezo 6 onpedeneHHbiX CIy4asx
akcmpenno2o emeuiamenvemea. IIBC moocem 6Ovimv nepgvim  cumnmomom MB. Knunuueckue
NpOsIGNIeHUs:: OM MeOJeHHO DpA36UBAlOWeliCsl 3A0epicKU  (u3uuecko20 passumusi 00 O0CMpPO2o
COCMOsIHUS, NPOMEKArwe20 ¢ OMmKA30M Om eObl U NUMbs, GAI0CMbIO, CPLI2UBAHUAMU U PEOMOL,
npusHakamu Oecuopamayuu. Yacmo owuOOYHO NPUHUMAEMCS 3 OCMPYIO KUWEUHYIO UHEeKyuo,
nAmono2uio NoYeK, aopeHo2enumabhblil cunopom [2].

Conenvlii npUBKYc KOMHCHBIX NOKPOBOE NpuU noueye.

Jepopmayuu 2pyonoit knemku.

Dopmuposanue npuzHaAKO8 XPOHUUECKOU CUNOKCUU 6 gude dedhopmanyuu KOHUeBbIX hanane
u HoZmeil no muny «6apabanHvIX NALOYEK» U «4ACOBbIX CIEKOL).

Ilpusnaku xponuuecko2o puHOCURYCUma, ¢ ROIURAMU UTU De3.

Myxkosucyuoos-accoyuuposannsvie 3abvonesanus newenu (Cystic fibrosis-associated liver
disease (CFLD) sxniouarom 6 cebs makoe MHO2000pasue HO30J102uil KaK. OUIUAPHBIIL YUPPO3 NeYeHU C
u 6e3 cumopoma GHYMPUNEYEeHOYHOU NOPMATbHOU 2UNEPMeH3UU, nepcucmupyrouee nosvllueHue
VPOBHSL NEeUeHOUHbIX (epmenmos, Guobpo3, cmeamos, HCeIUHOKAMEHHAs 00Ne3Hb U U30NUPOBAHHO
JUUb YIbMPA368YKO8ble USMEHEHUs. napeHxumbl nevenu [23,24].

Bempeuaemocms MyKo8ucyuo3-accoyuuposantol 2enamoouiuaptol namoio2ul 0 6cem mupe
npumepno 37,9%, npuvem 2,5% JnemanvHelX UCX0008 OmMMeEYAemcs, UMEHHO NO HpUYUHe
Ooexomnencayuu 3abonesanuti newenu [25]. Ilo Eeponetickomy Pecucmpy nayuenmog c
mykosucyuooszom sa 2017 2. npoyenm nayueHmos ¢ yuppo3om nevyeHu u nopmaibHOU cunepmensuell 8
Benuxoopumanuu cocmasnsiem — 1,51% (149 nayuenmos om 8344), ¢ Poccuu sce — 4,42% (136
nayuenmos om 2291) [5]. Luppos neuenu ¢ nopmanvHou cunepmensueu 3apurcuposan y 4,5%
nayuenmos P® 6 2017 2, 6e3 nopmanvHot eunepmensuu — y 2,3%, yuppo3z neveHu (0 Hanuuuu
eunepmensuu He uzgecmuo) y 0,7% 60nvubix u nopasicerue neuenwu 6e3 yuppoza — y 15,9%

nayuermaoe.
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Y 1,5% nayuenmoe nopasicenue neuenu A615€mcs nNepeviM KIUHUYECKUM cumnmomom MB;
UMEHHO NO3MOMY 6 OUACHOCMUYECKUll al2opumm npu yupposze MNeyeHu HeACHOU IMUOI0cUU
PEKOMEHOYEmCsl BKIIOYAMb NOMOo8Yio npoby st uckmodenus MB [23,24].

Tlopaosicenue neyenu, Kax u MHocue opyeue ¢henomunuueckue nposeieHusi MB, 3asucum e
MOIbKO U He CMOIbKO om 2eHemuveckoco depexma u muna mymayuu CFTR, Ho om Oelicmeus eeHo8-
Moougpuxkamopos, Haxooswuxcs eve aoxyca CFTR, nanpumep, Z annrenv cena SERPINAI (al-
antitrypsin unu ol-antiprotease) [2,5/ u awrene A VNTR 6 cene eNOS4 [18], u om ¢haxmopos
OKpYdHcaioujeli cpeobl, BKIOUAsL AMPOSEHHDbIE.

Knunuuecku npu ghopmuposanuu yupposa nevenu OUAeHOCMUPYEemcst y8eaudeHue Heusoma 3a
cuem 2enamocnieHoMe2aniul, pacuiuperHue N08ePXHOCMHbLIX 6eH HA nepeoHell OPIOUWHOU CmeHKe.

Peyuousupyrowjue namkpeamumsl (Kak npasunio, y NAYUEHMO8 C COXPAHHOU @yHKyuell
noodicenyoounoll sxcenesvi — PS).

C 6ospacmom y nayuenmog ¢ MB nepeoko passusaemcs u IHOOKPUHHAA HEOOCMAMOYHOCHb
ROO0XHCEYOOUHOIL dcene3bl (MYKOBUCYUOO03-accoyuuposanvlil caxapuwiil ouabem (MAC/), komopuwiil,
KaK npasuio, npomekaem 0OeCCUMNMOMHO, U MoOdcem 00120€ 6peMs OCMABAMbCs  He
ouazcnocmuposanHvim. Ilpu smom uzeecmuo, umo yoice 3a 2—4 200a 0o manugpecmayuu ouabema
VXYOwaromes. noKazamenu HympumueHo2o cmamyca u ovixamenvHou @yukyuu. Kombunayus MB u
Juabema oxazvleaem HeeamMusHoe 6GIUAHUE HA NPOOOIHCUMENbHOCMb JcusHU. Tak, cpeouss
npooodcumenbHocmy dHcusnu nayuenmos ¢ MAC/] nudice no cpasnenuro ¢ nayuenmamu o6e3 ouabema,
Mmeouana svixcusaemocmu y nayuenmos ¢ MAC/] cocmaenaem 24 2ooa, no cpagnenuio ¢ 32 cooamu y
nayuenmos ¢ MB, no 6e3 ouabema [26].

Y 6onvuuncmea nayuenmoe myxscckozo nona cHuM3cena epmuibHOCHb.

B 6onvwuncmee ciayuaes epmuibHOCMb HCeHUWUH, OONLHBIX MYKOBUCYUOO30M, COXPAHEHA.
OOHaKo 6 ONPeoeleHHbIX CAYYAAX BO3MOJICHO —Oecniooue, O00OVCIO6IEHHOE AHOBYIAMOPHLIM
MEHCMPYANbHLIM YUKIIOM U GMOPUYHOU AMEHOpeell, 8bI36AHHOU UCTOWEHUEM NAYUCHMKU.

Haubonee uacmoii npuuuHoul CHUMCEHUS (QepmuibHOCMU Yy NAYUEHMOK ¢ HOPMATbHbIM
08YIISAIMOPHBIM YUKIOM ABNAEMCSA USMEHEeHUs. 800HO20 U JIeKMPOIUMHO20 COCMABA YEPBUKATLHOU
causu, 6 ceasu ¢ oonvuium konuvecmeom MBTP 6 yununopuueckom snumenuu wietiku mamxu. B
pesynvmame YepeuKaibtbill cekpem (omoensemoe welku Mamku) CMano8UmMcs CIUUKOM 6A3KUM, YMO
CHUdIcaem cnocobrnocms Kk oniooomeoperuro [27,28].

Hanuuue y nayuenma cumnmomos, YKA3aHHblX 6 mabauye 3, mpebyem npogedenus
oughgpepenyuanvrozo Ouacrnoza MB. Heobxooumo yuumwsieams, 4mo NepPeyHu CUMANOMOS,

npedcmaeﬂeHHble (&3 ma@zuue 3, cocmaenenbl 6 NPpUMEPHOM  coomeemcmeuu Kaxcoou u3
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paccmampusaemvlx 803pacmublx epynn nayuenmos ¢ MB. JIto0ou u3 ykasauHvlx CUMAIMOMO8 MOd4CEM

Habnooamvcsi y demetli MAAOue20 Uil Cmapuie2o 803pacma

Ta6auna 3. Knuandeckue nposisieHus, Tpedyromnue quddepenipansHoro nuarnosa ¢ MB [1,2,29].

Bo3spacr

CHUMIITOMEBI U CUHIPOMBI

I'pynnoi

PeunauBupyromuye nim XpoHUYECKUE PECTUPATOPHBIE CUMIITOMBI, TAKHE KaK Kalledb WU
OJIBIIIIKA

PenynuBupyronias iy XpoHUYeCKast MHEBMOHUS

OrcraBanue B PU3NICCKOM Pa3BUTHH

HeodopmiieHHbIi, OOWITBHBIN, MACJISTHUCTBINA U 3JIOBOHHBIH CTYJT

XpoHuueckas auapes

Brimagenue npsMon KUKy

3arsKHas HeOHaTalbHas JKeNnTyxa

CorneHslil BKyc KOXH

TemnoBoli ynap win aeruapaTaius Opy xKapKoi noroae

I'umosnexTpoauTeMus ¥ MeTabOIMIECKUH akao3

[lanHble ceMelHOro aHaMHe3a O CMEpTH JAeTell Ha NMepBOM TroAy >KU3HU WIM HalUdue
CHOCOB CO CXOAHBIMH KIIMHUYECKAMH TTPOSBICHUSIMH

I'umonporennemust / otekn

MeKOHUEBBIN UIIEYC

JlouKoIBHBIN

Croiikuii kamens ¢ wid 6e3 THOMHOI MOKPOTHI

JmarHocTryecku HesCHAs PEIUANBUPYIONIAS MIIM XPOHUYIECKAs OBITIIKA
XpOHUYECKHNI THOWHBIN/TIOMUTIO3HO-THOMHBIN CHHYCHT

OrtcraBaHue B BECE U POCTE

BrinaneHnue npsiMoi KUILIKH

MNuaBarnnanusa

XpoHuueckas nruapest

CumriitoMm «0apaOaHHBIX MATOYCK)

Kpucramnsl conu Ha KoXKe

I'umoToHu4Yeckas geruapaTanus

I'umosnexTpoiauTeMus ¥ METabOIMYECKUH aKaso3

I'emaTtomeranys wim AMarHOCTUYECKH HEsICHOE HapyIlieHne (QYHKITUHU ITeYeHH

IIxonbHEBIH

XPpOHUYECKUE PECIUPATOPHBIE CUMIITOMBI HESICHOM ATHOJIOTUU
Pseudomonas aeruginosa B Mmokpote

XPpOHUYECKUI CUHYCHT

HazanpHb1i moanmos

Bponxoskrassl

Cumnrom «bapabaHHBIX MATOYEK)

XpoHuueckas nuapest

CHHIpPOM TUCTATHOW WHTECTUHAIBHON 00CTPYKIINH
ITankpearur

Brinanenue npsmMoi KUIIKU

CaxapHblif 1ua0eT B COYeTaHUH C PECITUPATOPHBIMI CUMIITOMAMHU
I'emaromeranus

3aboiieBaHye MTEUYEHH HESICHOM STHOJIOTHI

[onpoctkn
B3pOCIIbIE

)54

I'HotliHOE 3a00MNeBaHNe JTETKUX HESICHOM STHOJIOTHH

Cumnrom «0apabaHHBIX MATOYEK»

ITankpearur

CuHHAPOM IUCTAIBHON WHTECTHHAIBHOW OOCTPYKLIUH

CaxapHblif 11a0eT B COYeTaHUM C PECITUPATOPHBIME CUMIITOMaMHU
IIpu3naku uuppo3a NeYeHu U NOpPTaIbHON TMIEPTEH3UN
OrtcraBaHue B pOCTe

3azieprKKa MOJIOBOTO PA3BUTHS

MNHQepTHIEHOCTE ¢ a300CTIEPMHUEH Y JIUIT MY>KCKOTO TI0J1a
Camxkenne QepTUILHOCTH Y JIUIT JKEHCKOTO TI0J1a
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Ta6auna 4. Knuauyeckue nposBiIeHUs, XapaKTepHbIC 111 MyKoBUCIH103a [2,29].

Bricokocnennuunsnie 1iaa MB

Menee cnenugpuynbie 111 MB

Co cmoponbl cucmemuvl RUWEeAPEeHUA
e  MeKOHMEBBIN UIIEYC
e  DK30KpUHHAs HEJIOCTATOYHOCTh
MOJKENYTOYHOM JKEJIe3bl Y JeTen

Co cmoponvl cucmembl RUULEGAPEHUA.
e OrcraBanue HU3NIECKOTO PA3BUTHUS
I'unonporennemus
Jeduuut KupopacTBOPUMBIX BUTAMHUHOB
CHuHIOpOM JHMCTaJbHOM HHTECTHHAIBHON
o0CTpyKIUHN
PexranbHbli Mposanc
bunuapnsiil nuppos
[lopranpHas runepTeH3us
KKb y pmereii 6e3 TeMOIUTHYECKOTO
CHUHIpOMa
[lepBUYHBIN CKIEPO3UPYIOLIUN XOJaHTUT
e DK30KpUHHAA HEJI0OCTaTOYHOCTh
MODKEITYI0YHOMN JKENe3bl Y B3POCIBIX
e PenuauBupyronIuil NaHKPEATUT

Co cmoponbl dblxamenvuplx nymeii:

e Xponuueckas  WHQEKIHs,  BBHI3BAaHHAsS
MyKOUIHOM popmoii PS. aeruginosa

e DBpOHXOPKTa3bl B BEPXHUX [ONAX O00WX
JIETKUX

e Ilepcuctupyromas WHQEKIMs, BHI3BAaHHAS
B. cepacia

e  XpOHUYECKHUI
THOWHBIN CUHYCHT

THOMHBIN/TIOJIUIIO3HO-

Co cmoponbl dvixamenpHblX Hymei:

e XpoHMUECKass WM  PEeUUAUBUPYIOLIAA
uHeKnus, BbI3BaHHas S. aureus, P.
aeruginosa, Achromobacter spp., H.
Influenzae

e PeHTreHosJoruyecKue
OpOHX03KTa30B,
TUIEPUHIISIAA WA XpOHUYECKast
WHQUIbTPAllMS  HA  PEHTTCHOTpaMMe
OpraHoOB TpPYAHON KJIETKH (MpHUIeTbHas
peHTtrenorpadus OPraHoB TPYAHOU
KJIETKH/pEeHTreHOTpadus JIETKUX)

e KpoBoxapkanbe, cBsi3aHHOE C TUDPY3HBIM

MIpU3HAKU
aTeJIeKTa30B,

MOpaXEHWEM  JIETKUX, OTJIMYHBIM  OT
TyOepKyJie3a Wi BacKyJInuTa

e XpOHWYECKHHA  W/WIM  TPOAYKTUBHBIN
Kallenb

e Ajepruyeckuit OpOHXOIIErOYHBIT
acnepruuies

e XpOHUYECKHUI THOWHBIN/TIOJINTIO3HO-
THOWHBIN CUHYCHUT

e PeHTreHosorudeckue MIpU3HAKU

XPOHUYCCKOI'O NaHCUHYCHUTA

g Q yeoe:

e  CuHAPOM DIEKTPOIUTHBIX HAPYIICHUN
e BpoXAECHHOE JABYCTOPOHHEE OTCYTCTBHE
CEMSBBIHOCSIIINX IPOTOKOB

g pyzoe:

e  VYTONmeHne KOHIEBBIX (ajlaHT

e OcreoneHust/ocTeonopo3 B Bo3pacte <40
ner

e Herunuuueii quader

Ilpu MB mnepeoxo ecmpeuaemcsi 0CHEOROpPO3, KOMOPbBIU V OMUX NAYUEHMO8 6ce20d HOCUM

6MOPUUHBLI XapaKkmep.




K npuuunam eco passumus y nayuenmos ¢ MB ommuocam: XpoHUYecKuti MUKpoOHO —
gocnanumenvuwlii npoyecc, deguyum eumamurna D u K; nuszkoe nompebrenue kanvyus, Husxas
@uszuueckas axkmueHocmb, caxapuvili Oouabem Ha ¢one MB, mpancniaHmayus o0peaHo8 U
UMMYHOCYRPeCCUBHAs. Mepanus, SUNOKCUsl U SUNEPKANHUs, Oeuyum KOCMHOU MACChl U HapyuleHue
MUKPOAPXUMEKMOHUKU KOCIU 8CIe0Cmeue HeQOCMAamoyH020 Habopa NuKa KOCMHOU MAcchl 8 NEPUoo
AKMUBHO20 pocma u U30blMoOUHOU KOCMHOU NOMeEPU ) 83DOCIIbIX.

B nexomopuix pabomax noKAa3anHa 83auMOCEA3b PAIUYHBIX MYMAyull u/uiu ux KomMOuHayuu
(F508del u op.) ¢ paseumuem nuskoti kocmuoti maccor [30,31], bonvuwuncmeo opyeux asmopos ne
ommeuarom OaHHOU CE53U.

Pexomenoayuu no gopmynupoexe ouacHo3a uznoxiceHvl 8 KIUHUYECKUX PEeKOMEHOAYUsX Nno
ocmeonopozy. CoenacumenbHas KOMUCCUSL NO €BPONEUCKOM)Y KOHCEHCYCY peuund UCnOIb308amb
mepmun «bonesnu kocmu npu MBy (sxmouarowuil HU3KYIO MUHEPATbHYIO HIOMHOCMb KOCMU U
nepenomvl), a He «ocmeonoposy. [usi P®, yuumvléas ocobeHHOCMU MEOUYUHCKO20 Obecnedetus,
PeKoMeHOyemcs 0cmasums ouazho3 — ocmeonopos [32,33,34].

Yacmoma ocmeonoposza npu MB 6 demckom u noOpocmkogom gospacme cocmagnsem om 20
00 50% u yeenuuusaemcs nocie 18 nem scusznu (50 - 75%) [35].

I1o oanuvim poccutickux ucciedosameineii 8 OemcKOM 803PACHie YACMOMA CHUNCEHUSI MUHEPATbHOT
nromuocmu kocmu (MIIK) cocmasnsem om 33 0o 65,2% u ocmeonopoza - om 7,7% 0o 15,6%
[36,31].

Bo e3pocnou nonynsiyuu nayuenmos ¢ MyKOGUCYUOO30M yacmoma Huzkux nokasameneiu MITK
cocmasnsem 43,6%, ocmeonoposa - 8,4% [32].

Knaccudukanus acnepruiiesa Jerkux NpecTaBiieHa B puioxxeHun A3.1.

Annepzuueckuii oponxonezounslii acnepzunies y nayuenmos ¢ MB npomexaem XpoHuuecku ¢
nepuoouyeckumu obocmpenusimu. OCHOBHbIMU KIUHUYECKUMU HpusHakamu obocmpenus ABJIA
ABNAIOMCA HeKOHmpoaupyemoe mevenue MB, npucmynel yoyuivs, Kauieib ¢ MOKPOMOIL, cooepircaujeli
KOpUYHesble U YEePHble GKII0UEHUS U CAUUCTble NPOOKU, OPOHXO0OCMPYKMUBHBIU CUHOPOM U/UTU
B03HUKHOBEHUE IOZUHOPUILHLIX UHPDUILMPAmMOs, 00IU 6 2pYOHOU KlemKe, peppakmepHoe K
NPUMEHEHUI0 aHMUOAKMEPANbHLIX NPenapamos nosvluleHue memnepamypvl mena, a makice
CHudiceHue ovixamenvrou Qyuxyuu. Ilpu onumenvrom meuenuu ABJIA pazsusaemcs 3a8ucumocms om
KOPMUKOCMepouoos8 0 CUCMEMHO20 NpUMeHeHus, Gopmupyemcs Guodpo3 neekux, npusooswuil K
ovixamenvbHol Heoocmamournocmu [14].

Xponuueckuit acnepeunnes nezkux. IIpooonscumensnocmo XAJ > 3 mec. Haubonee wacmoie
NYIbMOHANbHbIE CUMNIMOMbL — NPOOYKMUBHBIU KaWleNb, 00bIUKA U KPOBOXAPKAHbLE, NPOSPECCUBHOE

CHUDICeHUe J1e20YHOU QyHKYuU, obwue — cyopedpurumem, obwas ciadbocmsv U CHUNCEHUE MACChl
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mena, CHUXdCenue MONEePAHMHOCIU K HA2SPY3KAM, OMCYMCmeue Uil HenoHblll omeem Ha
NOJIHOYEHHbIU KYPC AHMUOAKMEPUalIbHoOU mepanuu wupoxkoeo cnekmpa oeucmeus. XAJI uwacmo
npunumarom 3a obocmpenue MB, obycroeiennoe OaxmepuanbHbiM 6030youmenem, U HA3HAYAIOM
Hea(hhekmusHy0 8 Smux CAy4asx mepanurd aAHmMubAKmMepualbHbIMU Npenapamamu  pe3epsd
[14,16,17].

Ilpocnosz: XAJI nepedko ouacnocmupyrom no30HO U JedeHue npoeooam neadekéamuo. bes
nevenuss XAJI npusooum K yxyowienuto Kadecmea oicusHu nayuenmog c¢ MB u yeenuuenuro
nemanvrocmu. Jlemanvnocmo npu XAJI 6 nepsvie 6 mecsayes nocie ouacnosza cocmasusem 15 — 30%.
Haubonee wacmas nenocpedcmeennas npuduuna cmepmu — jle204yHoe KpogomeueHnue.

Knunuueckue nposenenus y Hocumenei eapuanmos 2eha CFTR u CFTR
accouuupoBanHvIX 3a601e6anuil

T'emepo3ucomuvle HOcumenu umerom molvbko 00uH namoeenHwviti gapuaum 2ena CFTR, onu
akcnpeccupyiom 0soe menvute kanaios CFTR, uem moou be3 sapuanmos 6 cene CFTR [404].

Hcmopuuecku cuumanocs, 4mo y Hocumeinei 00H020 NAMO2EHHO20 6ApUAHMA QYHKYUS KaHaLd
CFTR obecneuusaem nopmanvuyio pabomy xaoproeo kauana [405] u 6 6Gonvwuncmee cnyuaes
omcymcemayiom cumnmomsl 3abonesanust MB [406].

Oonako, oyenka cocmosHUs 300p08bsl 2emepo3ucomusix Hocumeneti eapuanmog 2ena CFTR
NOKA3ana, 4mo y HUX YPO8eHb XJI0puodo8 noma 6 cpeoHeM @bluie, 4eM Y 300p08blX N100el, HO Hudice,
yem y nayuenmos ¢ MB [407]. Onu umeiom noguvluternvle YpOSHU GHYMPUKIEMOUHO20 KATbYUs, DelKa
8 MeKkoHUu 6 maadenyeckom eospacme [408], anvgpa-pemonpomeuna [409], usmenennyro gyuxyuio
netmpogunos u op. Heonamanvuvii ckpunune (ananuz HUPT) wacmo evisinsem 2emeposucomubix
HOcumenet, NOMoOMYy YMmo y HUX mozym ovime 6onee evicokue 3Hauyenuss UPT, uem y nmooeii 6e3 MB
[410].

Hocumenu sapuanmos CFTR nodsepearomcsi nOSbIUEHHOMY PUCKY HEKOMOPbIX COCMOAHUL,
accoyuupogannvix ¢ MB, maxux Kaxk XpoHuYecKuil NAHKpeamum, HapyuleHue penpooyKyuu,
Xponuueckuil punocurycum u o6ponxosxmaset [406].

Ocmputii, peyuousupyrowuii U XpoHuueckuii nankpeamumasi 8 couemanuu ¢ sapuanmamu CFTR
Mo2ym pazeueamvcs Ha @one mykosucyuoosa uiu 6 eude CFTR-accoyuuposanno2o nankpeamuma.
Buwon u op. ommemunu, umo 43% u 11% nayuenmog ¢ uouonamuueckum peyuousUpYIOuWUM 0Cmpbim
UMY XPOHUYECKUM NAHKpeamumom umerom ooun unu 0ea eapuanma 2ena CFTR coomseemcmeenno
[411]. Ob6cmpyryus npomoxos nodacenyoounotl sxcenesvl scieocmsue ouchynxkyuu CFTR cuumaemces
NEePEUUHbIM  NAMO2EHHbIM (DAKMOPOM, XOms MOYHbIL MeXAHU3M NAHKPeamumd, CE;A3aHHO20 C
mymayusmu CFTR, uzyuen nedocmamouno. Hccnedoeanus, npogedeHHvle HA MOOenax Muludel,

nokazano enunue CFTR ma ayunapuvie Kiemku NOONCELYOOYHOU Jicene3bl NymeMm HaApYuleHus
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AnUKAIbHO20 JIHOOYUMO3a 34 CHem YMeHbUleHUs ceKkpeyuu oOukapbowama 6 NpomoxKax u
nocnedyoueco CHUNCeHUs noowelauueanus ayuHapHozo npoceema. Hedaenee uccnedosanue maxoice
npeonoiazaem 8axcHylo poiv napywenus pezyrayuu pH e paszeumuu nanxpeamuma. CroxicHocmy
usyyeHus hopmuposanus naHkpeamumos npu Hocumenvcmee sapunamos 2ena CFTR obycnoeneno
GNUAHUEM OONILULO20 KOIUYECN8A (hakmopos Ha 803MOdCHOe opmuposanue nankpeamuma. llomumo
grusanusi 2ena CFTR, 603ModcHbl paziuyHble axmopuvl oKpydcaloujeli cpedvl (Hanpumep Kypeuue,
ynompeo.ieHue aiKko20s ¢ ACUPHLIMU NPoOyKmamu) u opyaux ¢pakmopos [412], pucynox 1.

Mysicuunvl ¢ CUHOPOMOM BPOIHCOEHHOU O8YCMOPOHHEL ANIA3UU CeMABLIHOCAUUX NPOMOKOS
(congenital bilateral aplasia of vas deferens, CBAVD, OMIM #277180) u obcmpyxkmuenoil
asoocnepmueli 4acmo AGNAIOMC HOCUMENIMU NO KpauHel Mepe 00H020 NAmMO2eHH020 8apUAHMA 2eHd
CFTR [413].

Cunopom CBAVD sensiemcsi 00HOU U3 npuyun 0OCMPYKMUBHOU A300CNEPMUU U MYHCCKO20
becnnoous. JlanHvlil cuHOpom ouazHocmupyrom npumepro y 1-2% om ecex myocuun ¢ becnioouem, a
€20 6epoAMHAs 4acmoma 6 e8pPONeucKux Nonyaayusx oyenusaemcs npumepro 1:2000 myocuun
[Claustres M. Molecular pathology of the CFTR locus in male infertility // Reprod. Biomed. Online.
2005. V. 10(1). P. 14-41.]. Bwissnenvi smuuueckue 0cCOOEHHOCMU NO PACAPOCMPAHEHHOCMU U
cnekmpy namozennuvlx eapuanmog 2ena CFTR 6 paznuunvix pecuonax mupa. Y myscuun ¢ CBAVD uz
A3uu wacmoma écmpeuaemMocmu MyKoSUCYUOO3-6bI3bI8AIOWUX NAMO2EHHbIX eapuanmos u annens 5T
HeCKOIbKO Huice, YeMm 8 esponetickux nonynayusx [414, 415, 416, 417

CBAVD mooicem 603HUKAMb KAK CAMOCMOsAMeNbHOe 3ab0Nesanue, maxK u Oblmb OOHUM U3
nposisienuil MyKosucyuoosa y myscuun. [418].

B cpeonem y 80% myorcuun ¢ cunopomom CBAVD eviasnaiom oOuH unu 08a namoeHHulX
sapuanma 6 2ene CFTR, 6 bonvuiuncmese cuyuaes npeodcmagieHtble 8 2emepo3ucoOmHoM COCMOSTHUU, U
PEOKO — 8 20MO3USOMHOM UMY 8 KOMNAYHO-2emepOo3USOMHOM COCMOSIHUU, Yacmo 8 couemanuu ¢ 5T
(IVS8-T5)-annenem. dannwiti sapuanm eena CFTR ¢hopmupyem “msexuu”’ penomun, demexmupyemulil

v 40—45% nayuenmos ¢ cunopomom CBAVD [419].
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Hopma Hocurenn MauywneHTtol ¢ MB
(otcyTcTBHe BapuaHToB CFTR

sBapuaHToB CFTR)
it Ve \ 4

CFTR — accouumnpoBaHHbIii peHoTUN

daKTopbl, * ocobeHHocTH BapuaHToB CFTR («MArKMe», «Taxensie»)

sanaolwme Ha CFTR- * BHewHwue pakTopbl (CMrapeTHbIM AbIM, 3arpA3HeHMe BO3A4yxa)

deHoTUN * reHeTuyecku-mogudbuumpyowme paktopsl (TGF-B1, IL-8, IFRD1),
L467F

Pucynox 1. @axmopuwi, nomenyuanvro moouguyupyrowue genomunst Hocumerneti cena CFTR

[420]

Kax ckpunune nogoposcoenHvlx, max u npeHamanvHulil CKpUHUHe 6yoym 6ce uauje 8blAIAMb
Hocumeneti MB.

Unghopmuposannocms o mom, umo uenosex s61sAemcs Hocumenem NAmo2eHHbIX 8apUAHMO8
eena CFTR, 0aem 603modicHOCmb u36€dicamov akmopos, eiusouux Ha 300p08be HOCUMeEl.

Hanpumep, xypenue mooxcem cuuscamo axkmuenocms xananra CFTR u nocumenu I'BHII CFTR
Mo2ym noosepeamuvcsi 6oiee 8biCOKOMY PUCKY HeDIA2ONPUSAMHO20 6IUsAHUSL mabauno2o ovima [421].

Hugpopmayus o nocumenvcmee eapuanmos CFTR mooicem nomouv 00viACHUMb, NOYEMY
HeKomopuvle 00U UMem msdicenvle 1e20unble UHpekyuu (Hanpumep, Je20UHbl MUKOOAKMepUuos).
Jluckymupyromes eonpocel o yenecoobpaznocmu ucnonvsoeanus mooyiamopoé CFTR ons neuenus
MAACENbIX U CONHCHBIX pecnupamopHuix ungpexyuti y nocumeneiu ' BHII CFTR, komopvim 6 omauuue
om nayuenmos ¢ MB maxoe neuenue modcem nomped0O8amvbCs MONbKO 8 MmeyeHue OMHOCUMENbHO
KOPOMKUX NEepUo008 8pemenu Oisl YCUleHust ahmumuxpoorou mepanuu [422]

C yuemom moeo, umo 2cemeposucomuvie nocumenau ['BHII CFTR mozym umemv pasznuunvie
namosno2uieckue coCmosiHus, mpebyemcs uzydenue u MOHUMOPUPOSanue COCMOAHUL UX 300PO8b.

Hocumenu namoeennvix sapuanmos cena CFTR mocym Ovimb 6vis6neHbl:

l. npu nPoBedeHUU CKPUHUH2O0B:

1. HEOHAMAaIbHO20 CKpuHuHea Ha MB

2. NPEeHamanbHou OUaHOCMUKYU NPU HcelaHuu 6yoyuux pooumenetl y3Hams, AGIAI0MC U
OHU HOcumensamu namozennozo eapuanma cena CFTR;

3. PACUUPEHHO20 CKPUHUH2A HOcumenel (NPeKOHYENnYUOHHbIU 2eHemuyecKull CKPUHUHS)

Il. B pamkax obcnedosanuu unenog cemvi, 20e yoice ecmsv 6onvHvle MB
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.  Ilpu monexynsapno-eenemuueckom 06cied08anuu Ha Opyeue HACIe0CMBEHHbLE
3a601e6aHUs.
Kpome moeo, obnueamnvimu nocumensimu eapuanmos CFTR sagnaomcs oemu u pooumenu

nayuenmos ¢ MB.

2. ImarnocTuka 3a00/1eBaHUS WIH COCTOSTHNS (TPYNIIbI 3200 1€BaHNMA WU
COCTOSIHUII), MEIMIINHCKNE MOKA3AHUSA W MPOTHBONOKA3AHNS K NPUMEHEHUI0

METOA0B THATHOCTHKH

Juaenos MB noomeepocoaemcss npu  Haauyuu  00HO20 uau  Oonee  XapakmepHulx
genomunuyeckux nposeirenutt MB ¢ couemanuu ¢ doxazamenvcmeamu Hapywenus @ynxyuu MBTP,
MaKuMu Kax: GvlAslleHue KIUHUYeCKU 3Hauumvlx mymayuti eena MBTP npu cenomunupoganuu uiu
yeenudenue yYposHs XIOpudo8 8 cekpeme NOMOBLIX dcene3 nayuenma. [[ns peuieHus npooiem
ouaznocmuku MB Ovliu paspabomanvl Kpumepuu, CO2NACHO KOMOPuIM o0bs3amenvhbiM 0nsi MB
ABNAEMCS HANUYUE XAPAKMEPHO20 KIUHUYECKO20 CUHOPOMA NIIOC OO0KA3AMENbCME0 KaKo20-1ubo
HapyuwieHus QYHKYuU XJ10pH020 KAHAIA OOHUM U3 MemOoO0s.

B nacmoswee epems cywecmeyem HeCcKOIbKO 8apUaHmos OuacHocmudeckux kpumepues MB,
KomopwiMu nonv3yiomes cheyuanucmol [1,2].

Haubonee pacnpocmpaneno ucnonvzoeanue OUAZHOCMUYECKUX Kpumepues, YmeepiHCOeHHbIX
Esponetickumu cmanoapmamu u HAyuoHAIbHBIM KOHCEHCYcom (mabauya 5) [1,21].

Tab6aununa S. Jluarnoctuyeckue KpuTepuu, yreepxaeHusie EBponeiickumu crangapramu 2014 roza,
nepecmotp 2018 rozaa [21,37] u HarpoHabHBIM KOHCeHCYCcOoM (2016) [2].

[ToOKUTENBHBIH Pe3yabTAT MOTOBOIO TECTa (ITOTOBOM MPOOKI)
u/nam
JIge myrtarmn MBTP (CFTR), Be3eiBaromue MB (cormacuo 6a3e CFTR-2 http://www.cftr2.org)

n

HeonaranbHas runepTpuICUHOI€HEMHS

Nim

XapakTepHble KIMHUYECKHE TPOSIBICHHS, TaKUE KaK TUPPY3HbIE OPOHXOIKTA3bI, BEICEB U3 MOKPOTHI
3HaunMoi a1 MB naroreHHo# MUKpogu1ops! (0COOEHHO CHHETHOMHOM MalOYKH ), 5K30KpUHHAS
NaHKpeaTHyecKas HeJIOCTaTOUYHOCTh, CHHIIPOM MOTEPHU Cosiel, OOCTPYKTHBHAS a300CHEPMHUSI

Juaznocmuka 00mypayuoHHONU KUUEUHOI HEnPoXooumocmu (6 m.u., MEKOHUEE020 uneyca)
6 nepuooe HoBOPOHCOEHHOCMU

Kuweunvie nposignenus mykogucyuoosza 6 nepuooe Ho80POHCOEHHOCHU MO2YM C800UMbCS He
MONbKO K opmuposanuio MekoHuesoeo uneyca. Tlakdce MyKoSUCyuoo3 Moodcem  Obimb
OUACHOCMUPOBAH Y NAYUEHMO8 C GHYMpUYmpoOHOU nepgopayueti MOHKOU KUWUKU, NPUSHAKAMU

NepeHecenHo20  GHYMPUYmMpoOHO20  SHEpOKoIuma  (6HympuympobHoe gopmuposanue  cnaex,
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nepumonum) u npu HapyuweHuu npoxooumMocmuy moacmou KUUWKU, npu HOpMAbHOM GopmuposaHuu ee

HepBHO2Oo annapama.

Anmenamanvnasa — onucaumHvle 300071€6aHUS OMHOCAMCA K HNO30HUM (DEmonamusim, HOIMOMY
803MOJICHblE NPOsGIeHUss Mocym Obimb euszyanusuposarsvl 6 \ll mpumecmpe. Ilpu naruuuu y niooa no
Ooannbim Y3U nnooa npusHaxkos cunepaxoeeHHo20 KueYHUKd yenecooopazHo Hanpasums pooumeinei
na JIHK oOuacHocmuky MyKosucyuooza — NOUCK Hauboiee YacmulX Mymayui, a pebeHka npu
POdNCOEHUU — KAK COCMAGNAIOue20 2pynny pucka no MeKOHUeBOMY UIeyCy U KUUEYHOU
HenpoxooumMocmi.
Ilocne poscoenus — OuacHOCMUKA KUUWEUHOU HENPOXOOUMOCIU U OCLONCHEHUL 8 COOMBEMCMEUL C
KAUHUYECKOU NPAKMUKol NAYUeHmMo8 ¢ MEKOHUEBbIM ULEYCOM, O00A3AMenbHAsl KOHCYIbMAayus
cneyuanucma no MyKosucyuoosy, nposedenue nomoeoi npoowl, JTHK-ouaenocmuxu (Monexynspho-
eeHemuyeckoe ucciedoganue mymayuti 6 2ceve CFTR (myxosucyuoos) e kpoeu/Kommniexc
uccneoosanuil O0is OUACHOCMUKU MYKo8ucyuoosa). Ilpu HesozmodcHocmu npogedenusi nomoeoti
npodwvl — obsizamenvras JTHK-ouaenocmuka (Moaekynsprno-eenemuueckoe ucciedosanue mymayuti 8
eene CFTR (myxosucyuoos) 6 kposu/Komniekc ucciedosanutl 0isk OUAZHOCMuUKU MyKosucyuoosa) [21].
Juacnocmuxa llcesdo-bapmmep cunopoma y nayuenmoe ¢ MB

Ilcesoo-bapmmep cuHOpom OUAcHOCMUPYEeMcsi HA OCHOBAHUU HAUYUSL ) PeDEeHKA YCMAHOBIEeHHO20
ouaenosza «MyKosucyuoosy, XapakxmepHou KIUHUYecKou KapmuHvl (cm. pasden 1.6 «Knunuueckas
KapmuHa») U OUOXUMUYECKUX USMEHEHUL: 2SUNOHAMPUEeMUl, SUNOKAIUEMUU, 2UNOXTIOpeMUll,
Mmemabonuuecko2o arkanosa [2].
Jluaznocmuka acnepzunne3a npu MyKOGUCHUOO3€ CIONCHA U HepeOKO 3anazovléaem, NOCKOIbKY
MHO2Ue OuasHocmudecKue Kpumepuu nepecekaomes ¢ MUNUYHbIMU NPOAGIEHUAMU OCHOBHO2O
3a001e8aHUSL.
s nocmanosku OuazHo3a HeoOX0OUMO KOMNIEKCHOe CHeyuanusuposarHoe obciedosanue (maon
6,7).
Tabnuya 6. /Juacnocmuueckue kpumepuu ABJIA coenacno koucencycy @onoa MB (2003) [38].

* yxyoulenue meueHus MyKogUCYuUoo3a: Kauenb ¢ MOKPOmMOoll, cooepaicaujell Ciusucmeole npooxu,
oovluka, npucmynst yoyuvs, cHudxcenue DPKEJI, ODBi, ocmpoe unu nepcucmupyrouee
YXyouilenue coOCMosAHUs, He C8A3AHHOe C OPY2UMU NPUUUHAMU,

/4

* ypogens obueco IgE> 500 ed/mn;

* Hanuuue cneyuguueckux Aspergillus IgE unu nonodxcumenvhas KOXCHASL npodA ¢ aHMUSEHOM
Aspergillus;

* nanuuue cneyugpuuecxkux Aspergillus 1gG;

* usmenenus na penmeernozpamme unu KT, peppaxmepnvie k «cmanoapmmuoiiy mepanuu [11,39].
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Taonuya 7. [Juacnocmuueckue kpumepuu XAJI coenacno pyko8oocmey no OuacHOCmuKe u Je4yeHuio

xponuueckozo acnepeunnesa (2016) [2].

Vxyowenue meuenus MB, omcymcmeue unu Henoanviti omeem Ha 2-4—HedenbHblll Kypc
AHMUOAKMePUAIbHOU Mepanuu WUpoKo20 CNeKmpa 0eticmeus

14

Hanuyue KT NPUSHAKOB XPOHUYUECKO20 acnepcujilesd J1ecKux,

nanuuue cneyuguuecxkoeo IgG k Aspergillus e coisopomrke kposu,
sovisenenue muyenust ASpergillus 6 oxpawennvix maskax uw/unu 6 6Guoncuiinom mamepuaie, Uil
svroenenue Aspergillus spp. npu nocese uoncuiinoco mamepuana, AJI, mokpomwr [40].

Juaznocmuka wuppo3a neuenu y nayuenmoe ¢ MB:
o [llogvluenue anaHuHaAMUHompaucgepassi, acnapmamamuHompaucgepasvl

u

eammazniomamurmpancepasvl, 6 meyerue 6onee, uem 6 mecayes NpU UCKIIOUEHUU OPYUX
NPUYUH [41,42] (creoyem yuecmwb, umo Oaunnble noKazamenu UMEIOM HEBbLCOKVIO
cneyuguuHoOCmy Yy RAYUEHMO8 ¢ KUCMO3HLIM QUOPO30M (MYKOBUCUUOO30M));

Iansnamopnoe ysenuuenue pazmepos nevenu u cenezenku [42];

Yonunenue npompombunogoco (mpomoOONIACMUH08020) 6pemMeHu 8 Kpo8u Ulu 8 Hlazme
[42,89]

Xapaxkmepnas Y3U-kapmuna (He0OOHOPOOHAsE 5X02EHHOCMb NAPEHXUMbL, MANCUCTIOCHID,
3aKpyeeHue NeYeHOUHO20 Kpdasl, NPopacmanue COeOUHUMENbHOU MKAHU 8 80pOomda Nnevenu),
8blsBNIeHUE U3DOLIMOUHOU CB0OOOHOU HCUOKOCMU 6 OPIOWHOU NOAOCMU KAK NPU3HAK acyuma
[43,44,45];

Obeonenue 8eHO3H020 KPOBOMOKA U (POPMUPOBAHUE NPUSHAKOS NOPMATbHOU SUNEPMEH3UU N0
oannvim Y3/I;

Ipusznaxu opmuposanus ¢ubposza/yupposza no 0aHHbIM HENPAMOU INACMOMeMPUU NedeHU C
oyenkou cmenenu @puoposa no mopgonocuvecxou xiaccuguxayuu METAVIR (Ilpunoswcenue
I'l): 5 ecmaouii ¢pubposa - om 0 0o 4, 20e FO - omcymemsue ¢ubposa, F1 - nopmanvubiil
@ubpo3 (36e30uamoe pacwupenue NOpmMalbHLIX mpakmosg) ez cenm, F2 - nopmanvuuiii
@ubpo3 u edunuunvie cenmol, F3 - nopmanvuviii puobpos u mMHodxcecmseenuvie cenmol 6e3 L1,
F4 —yuppos neuenu [46];

Buvisignenue  8apuko3HO-pACUWUPEHHbIX 8eH Nuuesodd U JHcelyoKkd npu  npoeedeHuu
ouaenocmuyeckotl I J]C.

Taocecmv u cmenenv kKomnencayuu MB-accoyuuposannozo yupposza neveHu 6 KIUHUYECKOU
npakmuke nposooumcsi no kiaccuguxayuu Yauino-ITero (Child-Pugh)(Ilpunosicenue 12)
[47,48].

ﬂuazuocmulteckue Kpumepuu Mylcoeucuu()m-accouuupoeannozo caxaprozo ouabema

(MAC): eunepenuxemuss namowax (ypoeeHb 2n0K03bl NAasmvbl Hamowax >7,0 mMmonv/n) uiu

«ouabemudeckuily ypogeHv 2110Kko3bl Kposu 6 xode III'TT (npu yposHe 210K03bl NIA3MbL HAMOWAK
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<7,0 mmonv/n u enoxo3vl naasmul yepes 2 uaca 6 xooe III'TT >11,1 mmonv/n), unu nocmnpanouaibHas
eunepeiuKkemusl, onpeoensemas HenpepuleHbiM monumopuneom 2aokozvl (CGM) npu omcymcemeuu
cumnmomos [49].
Juaznocmuka ocmeonopo3a y nauuenmos ¢ MB exitouaem oyenky KIuHUYECKOU Kapmumsl,
penmeenooencumomemputo (pazoen 2.4), rabopamopnvie mMemoowvl UCCIEO08AHUSL.
Huaenoz ocmeonoposza npu MB cmagumcs npu Haauyuu:
o I u 6onee KOMNPECCUOHHbIX NEPEIOMO8 mel HO360HKOS, KOMOpble He CBA3AHbl C
8bICOKOIHEPSEMUUECKOU MPABMOLL UTU TOKATbHLIM 3a001e8anueM, NPUBOOSUUM K USMEHEHUIO
munepanvrot naomuocmu kocmu (MIIK). Ilpu nanuyuu KOMHPECCUOHHBIX NEPENLOMO8
NO3B0HKO8 OJis1 NOCMAHOBKU OUACHO3A OCMEeoNnopo3a He mpeodyemcs,, umoovl Z-kpumeputi Ol
<-2 SD.
unu
o Kaunuvyecku 3nauumoco amnamuesa nepeiromos u MIIK no Z-kpumepuro <2 SD
(cmandapmmuvle omknonenus). Knunuvecku 3nauumvlii anammes nepeiromos — 3mo:
1) 2 u bonee nepenomos onunnwlx kocmeti 6 sozpacme 0o 10 nem;
2) 3 u bonee nepenomos onunHblx Kocmet 8 itobom éospacme 0o 19 rem [50].

2.1 ’Kaj100L1 1 aHAMHE3

Cm. pazoen 1.6 Knunuueckas kapmuna.

2.2 duzukajabHoe 00cae10BAHUE

Pebenky ¢ nooospenuem na MB cnedyem nposecmu noinoe gusuxaibHoe odbciedosanue, m.x.
npu 3mom 3a601e8aHUU UMEIOMCSL MYTbIMUOP2AHHbBLE NPOABTIEHUSL.
Cwm. pazoen 1.6 Knunuueckas kapmuna.

2.3 JIaGopaTopHbIe TUATHOCTHYCCKHE HCCIeT0OBAHUS

Tecmut 011 ycmanosienus Ouazno3a MyKogucuuoos

e PexomeHayercs MpOBEACHHE CKPUHHHTA HOBOPOXKIEHHBIX Ha MYKOBUCIIMIO03 (HEOHATAIbHBIN
CKPUHHHT, KOMIUIEKC UCCIIeIOBAaHUM ISl AMarHOCTUKA MYKOBHUCITHI032), TAK KaK paHHEe BBISBICHUE U
CBOCBPEMEHHOE HAJaJl0 Tepaluu ITO3BOJSAET MPEAYNPEIUTh PAa3BUTHE TKEIBIX OCIIOKHECHHH,
yIIydIaeT ToKa3aTelin (DU3UYEeCKOrO Pa3BUTHSA, 3aMEUIICT TEMIbI CHIDKCHHUS (YHKITUH JIETKUX,
CHIDKaeT moTpeOHOCTh B rocniutanu3aruu [1, 51,52,18,29,2,21,53].

YYP-B, Y11 - 2).

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

Ilpomoxkon ckpununea ¢ P® exnouaem 3 obszamenvrvix smana: UPTI, UPT2, nomoeas npoba
(mabnuya 8). Ha nepeom smane 6 Kposu HO80podicoenHvlx (24-48 uacos y donousennvix, 7-8 Oenb
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(144-168 wuacos) y mneoonowennvlx) onpedensemcs yposenv HMPT. Bzamue o06pasyos Kposu
ocywecmensemcs ¢ coomeemcemauu ¢ Ipuxazom Ne 274u om 21 anpens 2022 2. "O6 ymeepoicoenuu
Ilopaoka okazanus MeOUYUHCKOU NOMOWU NAYUEHMAM C 8PONCOEHHLIMU U (UTU) HACIeOCTN8EHHbIMU
sabonesanuamu” (ecmynun 6 cuny 31.12.2022). Ilpu npesviuwenuu nopozcosoco ypoeus HPT
nposooumcs pemecm Ha 21-28 Odenv ocusznu. Ilpu nonoscumenvrom pemecme npoBoOUMCs NOMOBAS
npoba. Ilosumusnas nomogas npoba pacyeHu8aemcs Kaxk NOJI0HCUMENbHbIU Pe3yIbmam CKpUHUH2d, U
nayuenma Hanpasiarom 6 Llenmp mykosucyuoosza (mubo npoghunvnoe omoenenue). [lemu c
MeKOHUeBbIM uneycom Hezasucumo om yposus UPT nyscoaromces 6 nposedenuu nomogoti npoowl uz-3a
BO3MOJICHO20 V HUX JIOJCHO ompuyamenvhozo pesyromama [2,21]. Ilpu npueme mamepwvio
namoeeHemu4ecKou (mapeemHnoii) mepanuu (usaxagpmop+aymaxagpmop **,
usakagmop+meszaxagpmop + snexkcakagpmop u usakagpmop u m.n.) 60 epems bOepemeHHOCmU
B03MOJMCHO  NOJYYEHUE JIOHCHOOMPUYAMETbHO20 —pPe3VyIbmama HeOHAMAlbH020 CKPUHUHEAd Y
HOBOPOIUCOEHHO20 C MYKOBUCYUOO30M. B smom cnyuae nokazano cenomunuposanue (MonekyispHo-
2eHemuyecko2o ucciedosanus 0ns uoenmugpuxayuu mymayuti eena MBTP (CFTR) (monexynspHo-
eenemuueckoe ucciedosanue mymayuii 6 cene CFTR (mykosucyuoos)) u/unu nposedenue nomosotl
npooObL HOBOPOICOEHHOMY, eCliU He NPOBOOUNLOCH UCCIIe008AHUE AMHUOMUYECKOU HCUOKOCMU /80PCUH
xopuoua 6o spems bepemennocmu (Ilpunosxcenue b2) .

Onmumanvusie CpoKU YCMAHOBKU OUACHO3A U HAYALA HAOMIOOEeHUs NAYUeHmda, BblA6l1eHHO20 NO
npocpamme HeOHAmaIbHO20 CKPUHUH2A - nepsvie 2 mecsya xcusnu [2,21].

Obcnedosanue u Had0OEHUE HOBOPOIHCOEHHBIX NO NPOSPAMME MACCOB020 CKPUHUHEA OOIIHCHO
npoBOOUMBCAL ¢ COONOOEHUEM NPUHYUNOE NPODUIAKMUKU NEePeKPeCmHO20 U GHYMPUOOIbHUUHO2O
UHDUYUPOBAHUSL, ONMUMATILHO AMOYIAMOPHO UL 8 YCI08USIX OHe8HO20 cmayuonapa [2].

Tadnamua 8. Dranbl HeoHaTambHOTO CKpuHHMHTA B Poccuiickort ®@eneparmu ([Ipukaz Ne 2741 or 21
anpens 2022 r. "OO yrBepxknaenuu Ilopsaka okazaHus MEIUIMHCKOM IMOMOINM IalMEHTaM C

BPOXKJICHHBIMH U (MJIH) HACJICICTBEHHBIME 3a00meBaHusMu" (BeTymu B cuity 31.12.2022)).

| aTan B Bo3pacte 24-48 yacoB y noHomeHHoro (Ha 7-8 —ii nenp (144-168
YacoOB)— Y HEJIOHOIIIEHHOT0) HOBOPOKJIEHHOTO — OTPEICIICHHE
UMMyHOpeakTuBHOro Tpuncusa (MPT) B BRICYIIEHHOM Karjie KpOBU

Il sTam [Mpu nonoxwurensHOM pe3yibrate (Cut-off>99,5 nentnns) na 21-28-i
JIeHb TOBTOPHBIN TecT Ha MIPT

Il >ran [Tpu mOI0KUTEIBHOM PE3YNIbTaTe — MOTOBAs Mpoda

IV sran [Tpu morpaHUYHOM pE3yNbTaTe MOTOBOM MPOOBI — IOMOIHUTENIbHBIE

MeToabl obcnenoanus, Bkmrodas JJHK-aunaraoctuky, onpenenenue
Pa3HOCTH KUIIEYHBIX MOTEHIIMAIOB U APYTHE.

. I[J'I)I JAUarHoCTUKH MYKOBHCIIMJ03a  PCKOMCHIAYCTCA IPpOBCACHUC MOTOBOH HpO6BI

(nccnemoBanme ypoBHS XJIOPHIOB B moTe 1o Metoay ['mbcoHa-Kyka, WM ¢ MOMOIIBI0 aHAIN3aTOPOB
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npoBoaumocti mota MBJl (mams in Vitr0 auarHocTHKH), aBTOMaTHUYecKHx). s yCTaHOBICHHS
MarHo3a HeoOXOMUMO MONYYHTh KaK MHUHHUMYM 2 TOJIOKHTEIBHBIX pe3yibTara. lloToBas mpobda
MOKET OBITh MpOBeIcHa peOeHKY B Bo3pacTe 48 yacoB ¢ BecoM He meHee 2 kr [1,2,21,55,56].
YYP-B, Y1/ - 2).
Kommenrtapuu: [lomosas npoba sasnsiemcs «3010mviM CMaHOapmom» OUASHOCMUKU MYKOBUCYUOO03d,
nPOBOOUMCS KAK MUHUMYM 08axcObl. B P® ucnonv3yromces 2 Mmemoouxku nomogeozo mecma.
1) Knaccuueckuii npsamoi memoo onpeoenenus 31eKmpoIumHo20 coCmasa noma (Xiopa uiu
Hampusi) MemoooM NUIOKAPNUH08020 s1ekmpogopesa no Tuocony u Kyxky (1959 2.). Hopma — oo
30 mmonw/n, noepanuunvie 3naverus 30-59 mMmonwv/n, noaodicumenvrvil pezyiovmam - 60 Mmoav/n u
sblute (npu Hasecke noma ne menee 100 me) [1,2,5,37,]. Iokazamenu xnopuoos eviwe 150 mmonv/n
00J124CHbL ObIMb NOOBEPSHY ML COMHEHUIO.
2) Ilomosas npoba nymem onpeoeneHus nposooUMOCHY HOMA ¢ HOMOWBIO CREYUATbHBIX NONOBbIX
AHANU3amMOpPO8  Koppenupyem ¢ onpeoeieHuem YPO8Hs XJI0puodos, MNo380.aem NOIYYUMb
aoeksamuulll pe3yibmam npu xoauvecmsee noma 6 odpazye — 3-10 mxa. Ilonyuun wupokoe
pacnpocmparnenue npu 6HeOpeHUU Macco8020 CKPUHUHSA HOBOPOHCOCHHDIX.
Ilpu  onpedenenuu npoBOOUMOCMU — NONONHCUMENbHBIM — pe3yIbmamom Ol MYKOBUCYUOO03d
cuumaemcs noxazamensv: eviuie 80 mmonv/n;, nocpanuunvim 3HadeHuem — 50-80 mmonw/n;
Hopmanbhbim — 00 50 mmonv/n. Iloxkazamenu nposooumocmu gviute 170 MMOb/T QOAHCHBL ObIMD
no08epeHymbl COMHEHUIO.
Bpems coopa noma ne donsxcrno npesviuame 30 Munym, MUHUMATbHO OONYCMUMOE KOJIUYeCma8o noma
— 75-100 me (15 mxn 6 xonnekmope ‘“Macroduct”), ckopocms nomoomoeneHus 0OANCHA ObIMb He
menee 1 2/m*/mun (ons cucmemovr “Nanoduct”) [21]. Obszamenvuvim sieisemcs: npedsapumenbHoe
muwamenvbHoe ouuwenue Koxcu nayuenma [2]. Ocobozo enumanus mpedyem nod2o0moeka Kodicu y
nayuenmos, OIUMeNbHO HAX0OAUWUXC 8 CMAYUOHApe.
Ilozpanuunvie pezynvmameol nOMOoBoI POl

Bosmoorcnvie NPpUYUHblL NOCPAHUYHbLX PE3Ylbmamoe nomoesoll I’lp06bl.'

o Hnousuoyanvrvie ocobennocmu y ooeti be3 MyKosucyuoo3d, 0CoOOEeHHO ) 3POCIbIX
¢ Henpaesunvuas noocomoexa k npobe
¢ Hocumenvcmeo «msekuxy mymayuii npu mykosucyuoose [21]
Pexomenoayuu:
o UCNONIL308AHUE PAHBIX MEMO008 OnpedeleHUs XI0pU008 nomad, NO8MOpHble UCCIe008AHUS,
o pacwupennsiii [J[HK-ananu3z (cexgenupoganue 2ena);
O  pacuiupeHnHoe KIUHUKO-1A00pamopHoe u UHCMPYMEHMAanlbHoe obcnedosanue:

KonpOﬂozuquKoe uccireoosanue u Onpec)ejzeHue aKkmuerocmu naHeramuueCKoﬁ anacmaszvi-1 6
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Kaue, 31eKmponumsl 8 OUOXUMUYLECKOM obwemepanesmuieckom ananuse Kpoeu (HMccnedosanue
VpO8Ha Kanus 8 Kpoeu, Mcciedosanue yposHs X10puoos 68 Kposu), noces MOKpomvl/ Ma3okK ¢ 3a0Hell
cmenxu enomku (Mukpobuonocuueckoe (KyibmypanvHoe) ucciedo8aHue Causu ¢ MUHOAIUH U
3a0Hell CcmeuKu 2N0OMmKU HA adspoOHble U  DaKyIbmamueHO-aHaspoObHble MUKPOOP2AHUZMDYL,
Muxpobuonocuueckoe (KyibmypaibHoe) UCcie008anue MOKpOmsl Ha a3poOHble U aKyIbmamueHo-
AHAdPOOHbBle  MUKPOOP2AHU3MbL),  DEeHmMeeHocpaus — N1eeKux, npuoamouynvlx nasyx Hocd,
cnepmozpamma,

o HabnoeHue 8 YeHmpe MyKo8UCYUO03a 00 OKOHYAMENbHO20 NPUHAMUS PeuleHUs 0 OUdzHo3e.
He cnumaromes ¢ yuema, noka ouacnos e 6yoem ucKkirouen,

o MemoO onpedeneHusi pasHoCmu HA3AIbHbIX NOMEHYUAN08 UIU UMEpeHUue deKmMpUiecKo2o
moka 6 buonmame KUWKU, Ompaxcaowjue HapyuieHue QyHKYyuu XiopHo2o Kanaia*.

Ilpumeyanue: *B kauecmge OonoiHumenbHo20 mecma HAYUEHMAM C NOOO3PEHUeM Hd
MYKOBUCYUOO3, OCOOEHHO 6 COMHUMENbHLIX CIVUAAX NPU HOSPAHUYHLIX 3HAYEHUSIX NOMOB020
mecma, Npu HeblPANCEHHOU CUMNMOMAMUKE W/UIU NPU HENOJHLIX KIACCUYECKUX NPOSAGIEHUSAX
bonesHu Mmodcem OblMb DPEKOMEHOOBAHO NPOBeOeHUe UCCIe008aHUE C NOMOWbBIO Memood
onpedenenusi pasHocmu Kuweunvix nomenyuanos (OPKII) [1,2,5,37,57].

Coenacno cmaHOApmuvIM ONEPAYUOHHBIM NPOYeOYypam, Ol USMEPEHUs PASHOCMU KUULEUHBIX
NOMEHYUANO08 UCNONb3VIOMCA PEeKMAlbHble OUOnmamuvl, NOJLYYEHHble NPU PEKMOPOMAHOCKONUU.
s nposedenus ucciedosanusi HeooxXo00umMo He menee 4 0bpazyos buonmamos. Pexomenoyemvle
pegepenmuvle 3HaUeHUs (KOHMPOTbHble NOKA3amenu 300p08blX Jr00ell) Npu UCNOb308AHUU
memooda OPKII ¢ P®: niomnocme moka xopomxozco 3amvikanus (A1SC) ¢ omeem Ha 6gedeHue
amMuIopuoa (CMuMynsayus. Hampuesvlx KaHauio8) 6 KOHmMpolvbHou epynne cocmaesuna §8,98+3,42
,uA/cmz. Hsmenenue AISC 6 omeem Ha 66edeHue QopcKoIUHA (CMUMYIAYUSL XTOPHBIX KAHANOB)
cocmasuno 25,78+4,41 ,uA/cmz. B omeem na eseoenue cucmamuna AISC usmensemcsa 6
NOJOJHCUMENLHYIO CIOPOHY, YMO ompasicaem 6xo0 UOHO8 Kanus 6 Kiemku. Ilpu smom niomuocmo

moxa cocmaesuna 101,68+10,99 ,uA/cm2[58] .

e PexoMeH0BaHO IpoBe/IeHNE MOJIEKYJISIPHO-TEHETUYECKOT O UCCIIEIOBaHUS JUIs
unentudukamuu mytanuii reka MBTP (CFTR) (MonekyssipHO-TeHeTHYECKOe HCCIIeI0BaHNE
mytanuid B TeHe CFTR (MykoBHCITHI03) B KPOBH, KOMIUICKC MCCICIOBAHUHN JIJIS TUAaTHOCTUKA
MYKOBHCIII/1032) TIO TIOKa3aHUsIM:

1)  HoBopoxaeHHBIM ¢ TOJOXUTEIbHBIM MPT M MOJOXKHUTETPHBIME WM MOTPAaHHYHBIMU

3HAYECHUSIMHU ITOTOBOM HpO6BI, MCKOHHEBBIM HJICYCOM
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2) Jlioasm ¢ MOrpaHUYHBIME 3HAYCHHUSMH TOTOBOW mpoObl (cM. Pasgen «J/lmarnoctuka
MYKOBHUCIIH]I032)
3) TlaumeHTaM ¢ KJIMHUYCCKMMHU TPOSIBICHUSIMH KIACCHUECKOTO WA MOHOCHMIITOMHOIO
MB
4) TIlpmu CFTR-acconunpoBaHHBIX 3a00/1eBaHUAX (maHKpeaTur, BPOXJECHHOE
JIBYCTOPOHHEE OTCYTCTBHE CEMSIBBIHOCSIIETO MPOTOKA/O0CTPYKTHBHASL a300CTIEPMHUST)
5) PonacrBennukam mnamnueHToB ¢ MB (s ompeneneHus craTyca HOCHTEIBCTBA IO
YKEITaHUIO)
6) JKeHmumHaMm mocie poXaeHHs MEPBOro peOeHKa ¢ MYKOBHCIIHIO30M, & TAKXKE BO BpeMs
MOCJIEIYIOUX OepEeMEHHOCTEN TPU HATMYUHU PEOCHKA C MYKOBUCITUI030M
7)  Ilnomam na 10-12-ii Hexene npu nojo3peHnu Ha MB (npu Hammuuu cubca ¢ MB) unu
0oOHapyXEHHH TUMIEPIKOTCHHOTO KUILIEYHHUKA MPHU Y 3-00cIe10BaHUN
8) Jlonopam ramer u 3MOpuonHoB B mporpammax DKO (DKO-MKCH), BHyTpuMaTOYHOR
WHCEMUHAIIH
9) CynpyxeckdM IMapaM ¢ BBICOKUM TE€HETHYECKMM pHCKOM MB, kenaromuM npoiTu
OKO-III'T MB nans mpenoTBpaiieHus: pokaeHuss pedenka ¢ MB (mpu  oTcyTcTBUUM
IPOTHBOIIOKA3aHKI U orpannyenuii) [2,21,59].
YYP-C,¥A1-5).
Kommenrapuu: Krunuueckyro 3nauumocms OOHAPYHCEHHBIX 2eHEMUYECKUX BAPUAHMO8 Cledyem
VCMaHagnueams ¢ yuemom pexomeroayui Koncencyca [2], nocmosanno obnoeisemvix 6a3 OaHHuIX!
[60].
Cmpamezusa monexkynapno-zenemuueckou ouacnocmuku MB exnrouaem neckoipvko smanos.
Ha nepeom smane nposooumcsi nouck 6apuanmos, Hauboiee yYacmvlX 6 NONYIAYUU, K KOMOPOU
npunadaedxcum oociedyemolil [2].
Ha emopom >mane nposoodsm pacuupeHuvili NOUcKk 0olee peoKux 6apuaHmos, UCnob3ys
cexeenuposanue no CoHeepy uau 8blcoOKOnpouzsooumenvHoe cekseHuposanue cevoma (MPS/NGS).
Ananusz exnrouaem ucciedosanue éceli kooupyrouwei nociedosamenvrocmu eena CFTR (27 2x30H08),
obracmeti IK30H-UHMPOHHLIX CcoeOuHenut, 5’- u 3’- Hexooupyrowux ooracmeu (0o 200-300
HYKIIeOmuoo08), a makdice, JHCENAMENbHO, 2NYOOKUX UHMPOHHLIX obaacmetl, 20e PAachOOHCeHbl
8apuaHmul ¢ 00OKA3aHHOU NAMO2EHHOCMBIO.
Ilpumeuanue: npumenenue oanHoeo memooa Heobxooumo npu uaznavenuu CFTR-mooynsmopos c
Yenblo UCKIOYeHUs. KOMNIEKCHBIX alilelell, 6IUAIWUX Ha d¢hdexmusHocms mepanuu
Tpemuii sman. OOblYHbLIMU CKAHUPYIOWUMU MEMOOaMU, 8 MOM HUCTe CEK8EHUPOBAHUEM, MONCHO

6blAI6UMb  HAPDYULEHUA nocie008amebHOCmU ceHA, He3HaAYumejlbHble NO  NPONANCEHHOCMU.
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HYKJleomuonvle 3amennl, Heborvuiue Oeneyuu/uncepyuu. llepecmpotixu, oxeamwviéarowue HeCKOJIbKO
9K30HOB/UHMPOHO8, MAKUMU MEeMOOaMu He 8blaenaomcs. Pekomendyemces ucnonvzoeams ciedyoujue
mexnonocuu. MLPA — mynomuniekcHyro naueasuwylo 30H008yI0 amniuguxayuto aubo QFMP —
Konuuecmeenuyto ghyopecyenmuyto myiemuniexcuyio IILP [21,29,61].

Ha cnedyrowux smanax mooicem npumeHAmMvbCs: AHANU3 2eHOMA NPU OMCYMCMEUU BAPUAHMOSE NPU
UCCe00B8aAHUAX — HA  Npedvbloywux  smanax. B omauuuu  om  Opyeux — mexHon02utl
8bICOKONPOU3BOOUMENLHO2O CEKBEHUPOBAHUS NPU AHANUZE 2eHOMA MONCHO BbIABUMb NPOMANCEHHBLE
Oeneyuu/uHcepyuu, UHepCUU, a maxaice 21yOOKue UHMPOHHbLE BAPUAHMB.

s ymounenue namozeHHOCMU, NONONCEHUS U 3USOMHOCMU BbIAGIEHHbIX 8APUAHMO8, NpU
NnO020MOBKU K MAap2emuol mepanuu npoeooUmcs cemelnblii aHanu3, KOmopbwli N0360Jis1em Ymo4HUumby
NON0JICEHUE BbIABIIEHHBIX 8APUAHMOE HYKIEOMUOHOU NOCIe008AMENbHOCMU — HA 0OHOU XPOMOCOME 8
cocmase KOMNJIEKCHO20 alllens (YUC-NON0JCEeHUE), HA PA3HbIX XPOMOCOMAX (MPAanc-nonodceHue);
3USOMHOCNb BAPUAHINOE — 20MO3ULOMHBIU — HA 00eUxX XPOMOCOMAX DONbHO20 BbIABNIEHbl OOUHAKOBbLE
Mymayuu uiu 2eMusUeOMHulil — HA OOHOU XPOMOCOME Mymayus, a Ha Opyeou — NPOMANCEHHAs
oeneyusi.

[423]

Tpebosanus k nabopamopuu, npogooswel anaiusvl Ha namozenHvle sapuarnmol cena CFTR,
usnoosicenvt 6 Koncencyce [2].

Coenacno oanmnvim  Eeponetickoeo  koncencyca no MB, nposedenue pacuupenno2o
monexynaprozo uccnedosanus cena CFTR nozeonsem eviasumes namoeennulii eapuanm 6 98%. Omo
Modicem Oblmb C8A3AHO IUOO ¢ meM, YMO UCHONb308AHHbLE MEeMOObl He NO38OIUNU NPOAHANUIUPOBAb
pecuonsl 2eHa, 20e pAcnonazalomcs Namo2eHHvle 2eHemuyeckue 6apuanmol, aubo ¢ AeleHuem
00HOPOOUMeENbLCKOU oucomuu, oo ¢ penoxonuamu MB [21].

Ilpouue _nabopamophvle _uccie)08aHus, NpPosoOuUMble _NpU __OUAZHOCMUKE U 68 __npouecce

OUHAMUYECKO20 HADII00eHUS

e PexoMeHI0BaHO MPOBEICHUE BCeM mMaiueHTaM ¢ MB o0miero (KJIMHUYECKOT0) aHAIn3a KPOBU
Pa3BEPHYTOTO C IEJIbI0 OPUESHTHPOBOYHOM OIICHKH BOCIIAIUTEIBHOTO MPOIIEcca, KOHTPOJIS BIUSHUS HA
MoKa3aTead KPOBH MPOBOAMMOI Tepanuud W B KOMIUIEKCHOW OIIEHKE HYTPUTHBHOrO craTyca [2,62,
63,64].

YYP-B, Y11 -3).

KommeHnTapuu: 6 cpednem neobxooumas wacmoma nposedenuss Uccied08aHUus — elcekeapmanvHo. B
pamkax oobwezo (KIUHUYECK020) aHAIU3A KpPOBU HEO0OX0OUMO. UCCIed08anue YPOBHs 00ue2o
2eM02100UHa 8 KpOBU, UCCIed08aHue YPOGHS OPUMPOYUMOE 6 KpPOBU, UCCIe008aHUE VPOBHSL

JIetKOYUmo8 6 Kpoeu, ucciedosanue yposHs mpomooyumos  Kposu, oupgpepenyuposantwlii noocuem
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Jleikoyumos  (neuKoyumapuas —gopmyna), npocmomp Ma3Ka Kpoeu Ol AHAIU3A  AHOMATUU
Mopgonocuu IpUmpoyumos, mpomooyumos u neuKoyumos, onpeoeienue Y8emoso2o NoKa3ameis,
onpeoesnenue pasmepos 3pUmpoyumos, UCCie008aHue CKOpOCMU 0CeOanust SPUmpoyuUmos.
o PexomengoBano mnpoBezeHue oOmmero (KIMHAYECKOr0) aHalAM3a MOYM BCEM MallUe€HTaM C
MYKOBHUCIIH/IO30M TIpU TEPBUYHONM JUAarHOCTUKE M JUHAMHYECKOM HAOJIOACHUM C LEJbI0
CBOEBPEMEHHOTO BBISBIICHUS TOPAXKEHHUS 1oueK [65].
YYP-C, YA -5)
KommenTapmii: kpamnocmo uccnedosanus — He pedxce 1-2 pas 6 200, npu Heobxooumocmu - yauje
OnpenesieHne HAJTUYUSA TAHKPEATHYECKOH HEIOCTATOYHOCTH
e Pexomenayercs nmpoBeneHHE TaOOPAaTOPHBIX TECTOB IS ONPEACICHHUS CTEIICHN MTaHKPEaTHIEeCKOM
HEJOCTaTOYHOCTH BCEM MAalleHTaM C T[OJO3pEHHEM Ha MYKOBUCIUAO3 M TAalleHTaM ¢
MYKOBHCITUI030M (OIpeiejieHHe aKTHMBHOCTH MMAHKPEaTHYECKOW 3acta3bl-l1 B Kaje), CTEleHH
KOPPEKIMH NaHKPEATHYECKOW HEeOCTATOYHOCTH — KOIPOJIOTHIECKOE MCCIIETOBAHHE C OTPEICICHUEM
HeWTpaibpHOro X)upa B Kaine [1,2,21].
YYP-C,¥a1-5).
KommenTapuu: y nayuenmos c coxpanuou @yHKyuel nooxicery0ouHou cenezvl onpeoeieHue
AKMU8HOCMU NAHKPeamu4eckoul 91acmasvl-1 6 Kanie npoeooumcs exce2o0Ho.
Cpeonss yacmoma ucciedo8aHutl y NayueHmos ¢ MyKo8ucyuoozom npuseoena 8 Ilpunoscenuu A3.2.
Mukpobuonozuueckan ouaznocmuka

e PexoMmenmyercst BceM MaIfieHTaM ¢ MYKOBUCIIHI030M (WJIM € MTOJIO3PEHUEM Ha MYKOBHCIIUI03)
MUKpPOOHOJIOTMYECKOEe HCCIEAOBAHUE MOKPOTHI (MHIYIMPOBAHHOW MOKPOTHI WM TpaxeaabHOro
acmupara), Uiy, B Cly4ae OTCYTCTBHSI OTIENIEHHS MOKPOTHI M Yy MAallMeHTOB MIIAJIICH BO3paCTHOU
Tpynmel - OpodapHHreaqTbHOr0 Ma3Ka W/WIM JKUAKOCTH OpPOHXOANBBEONIIPHOTO JlaBaXka IS
UICHTH(UKAIIMN TIaTOTEHA/-OB W ONPEICIICHUsS UYYBCTBUTCIBHOCTH BBIICICHHOW MHKPOMIOPHI
(Mukpobuosnorudeckoe (KyabTypalbHOE) HCCIeAOBaHUE MOKPOTHI Ha a’poOHbIE M (aKydbTaTHBHO-
aHad’poOHbIE MUKPOOPTaHU3MBI W/HWIM Mukpobuonornueckoe (KyJlbTypadbHOE) HCCIEI0BaHUE
MOKPOTHI Ha a’poOHBIe W (DaKyIbTATHBHO-aHA’POOHBIE MHKPOOPTaHU3MBI C HCIIOJB30BAaHHEM
ABTOMATU3UPOBAHHOTO 00OpymoBaHUsA W/ Wi MUKPOOHMOIIOTHYECKOE HCCIEAOBAaHNE MOKPOTHI Ha
o0nHWraTHele aHadpOOHBIE MHKPOOPTaHW3MBI W/WiKM  Mukpobuonorunueckoe (KylIbTypaabHOE)
WCCIIEIOBAaHNE MOKPOTHI Ha OONUTaTHbIE aHa’dpOOHBIE MHUKPOOPTaHU3MBI C HCIOJIB30BAHHUEM
aBTOMATU3MPOBAHHOTO O00OPYyIOBaHUSA W/UIU MHKpPOOHOIOTHYECKOE HCCIIEIOBAHUE MOKPOTHI Ha
He()ePMEHTHPYIOIIUE TPaMOTPHUIIATSIIBHBIE MHKPOOPTaHW3MbI METOJOM BPEMSIPOJICTHOM Macc-
CHEKTPOMETPUU c MaTPUYHO-aKTHBUPOBAHHOM na3zepHou necopOuuei/nonn3anuei

Mukpobuonornueckoe  HMCCiIeoBaHUE  OpPOHXOAIBBEOJSIPHON  JaBa)KHOM  KUJAKOCTH  HA
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He(epMEHTUPYIOLIME  IpaMOTpULlaTeNIbHble  W/MiaM  MuKpoOHOIOrHYeckoe  MCClIeJOBaHUe
OpOHXOAIbBEOJIIPHOM ~ JIABAXKHOW  JKUAKOCTH HA  He(PEpMEHTHPYIOIIHME TIpaMOTpULIATEIIbHBIC
MHUKPOOPIaHU3Mbl METOJIOM BPEMSIIPOJIETHOW MAacC-CIIEKTPOMETPUU € MAaTPUYHO-aKTHBHPOBAHHOM
Ja3epHOM aecopOuuen/monn3anueil n/unu MUKpOOHOJIIOTHYECKOE HCCIIEJOBAaHUE MaszKa CIM3HCTOM
HOCOIJIOTKM  Ha  He(EepMEHTHPYIOLIUME  I'paMOTPULATENIbHbIE  MUKPOOPraHM3Mbl  METOIOM
BPEMSIIPOJIETHON MacC-CIIEKTPOMETPUU c MaTpUYHO-aKTUBUPOBAHHOMN JIa3epHOU
necopouueii/nonnzanueii w/mnmm Omnpenenenne JIHK HedepMeHTHpYIONMX TpaMOTpULATEIBHBIX
MHUKPOOPIaHU3MOB B Ma3Ke CIM3MCTOM HOCOIJIOTKM METOJOM IOJMMEpa3HOW LENHOM peakuuu B
pexxume peanbHoro Bpemenu u/mnu Onpenenenue JJHK HedepMeHTHpYIOMMX TpaMOTpULATEIbHBIX
MHUKPOOPIaHU3MOB B MOKPOTE€ METOAOM IIOJIMMEPAa3HOH LEMHOW peakud B PEKUME PEaTbHOTrO
Bpemenu u/ wiu Onpenenenne JJHK HedepMeHTHPYOINX TpaMOTPUIIATEIFHBIX MUKPOOPTaHU3MOB B
OpOHXOAIbBEOJIIPHON JIaBRKHOM KHUJIKOCTH METOAOM IOJIMMEPa3HON LENHON peakluuu B PeKUME
peanbHOro BpeMeHH u/win Mnentudukanus KyabTyp (KOJIOHUI) MUKPOOPTaHU3MOB, BBIJICJIICHHBIX U3
MOKPOTBI ~ METOJOM  MAacCC-CIIEKTpOMETpUU  u/uinu  Mukpobuosnorudeckoe  (KyJIbTYpaJIbHOE)
UCCIIEIOBaHKE JIaBAXKHON JKMJIKOCTH Ha a’dpoOHbIE U (PaKyJIbTaTUBHO-aHAIPOOHBIE MUKPOOPTaHU3MBI)
u/wnn Unentudukanus KyiabTyp (KOJOHHMI) MHUKPOOPIaHM3MOB, BBIACICHHBIX W3 Ma3Ka CIM3UCTON
CIIM3UCTON 3aJHEW CTEHKH IJIOTKM METOJIOM MAacc-CIIEKTPOMETpUM W/uiau Mukpobuonorunyeckoe
WCCIIe/IOBAaHNE Ma3Ka C MUHAAJIMH WM 3aJHeH CTEHKH TJOTKM Ha a’poOHble W (PaKyIbTaTHBHO-
aHa’poOHble MUKPOOPraHU3Mbl U/Uiu MuKpoOHoaoruueckoe (KyJbTypajabHOE) UCCIIEJOBAaHUE Ma3Ka C
MUHJIQJIMH U 3a/IHEH CTEHKH IJI0TKU Ha a’poOHbIe U (paKyIbTaTUBHO-aHAIPOOHbIE MUKPOOPTaHU3MBI C
HCMOJIb30BAHUEM aBTOMATHU3UPOBAHHOTO 000pYyIOBaHUs M/MIM MHUKpPOOHOIOTHYECKOE HUCCIIEIOBaHUE
Ma3ka C MHHIQIUH W 3aJHEd CTEHKH TJIOTKH Ha rpudbl, OmpeneneHne YyBCTBUTEIHLHOCTH
MHKPOOPTaHU3MOB K aHTUMHKPOOHBIM XMMHUOTEpaneBTHIeckuM mpenaparam [1,2,5,21].
YYP-C, Y1 -5).
Kommenrapun: Zccnedosanue nposooumcsi npu nepeuyHou OuazHoCmuke U 8 npoyecce
OUHAMUYECKO020 HAONI00eHUs, 8 MOM ducie, 015 KOHmMpoas d¢hghekmusnocmu mepanuu, He pedyice 1
paza 6 3 mec., no nokazanuam - yawje. Taxdce nposoOUMCcs KOHMPOIbHOE UCCAE008aHUe NOCTe Kypca
AHMUMUKPOOHOU mepanuu npu 2oOCRUMAIU3ayuy Uil ¢ Yeivlo oyeHku d¢hgdexmusHocmu nposedeHus
spacukayuu npu  nepeuuHom  evicege P. aeruginosa u Opyeou  epamompuyamenvHou
anmubuomuxkopesucmenmuou gopwl (vepesz 7-10 Oneii om nauana mepanuu,).

Ilpu  Xxpouuueckoi — epamompuyamenvHou  AHMUOUOMUKOPE3UCEHMHOU  (aope
PeKoMeHOyemcs Hanpasisims HA Mukpooduonocuieckoe obcredosanue nayuenmos ¢ MB 6 nepuoo
npoeedenus IPAOUKAYUOHHOU Mepanuu — eHcemMeciyHo ¢ Yeavlo OYeHKU dpghexmusHocmu

IMUMUHAYUY 8030yOUmenell;
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Hanpaenams oemeii 00 5 nem na ouacHocmuKy MuKpooOHou ¢hiopwl, HOTYHEHHOU ¢ HOMOWbIO
2nybokozo maska uz 3eea. /[na oemeu cmapuie 5-6-1emueco 803pacma u 63pOCiblX PeKOMeHOYemcs
NPUOPUMEMHBIM CUUMAMb AHAAU3 MOKpOmul. Y Oemel ¢ NOAUNOZHbIM CUHYCUMOM UCCIe008aHUe
PpeKoMeHOYemcs nposooums nymem NoLyyeHus 21y00K020 Ma3Ka npu pUHOCKONUU,

Ilpu Hanuuuu HenpouszBoIbLHO20 OMXAPKUBAHUA Y NAYUEHMO8 CO CMAOUILHbIM MmeyeHuem
OONe3HU PEeKOMEHO0BAHO HANPABIAMb NAYUEHMOE eXHCe200HO Oisl UCCIe008aHUA OUACHOCTUYECKO20
mamepuana Ha eviaenenue HTMDB. /[na ckpununea na Muxobaxmepuo3 HysHCHO UCHONIb306AMb NOCEGbL
U MAasKu Ha Hamuyue KUCIOMOYCMOUUUBHIX MUKPOOP2SAHUIMO8, KOMOpvle Oepymcs u3 MOKpOmbl
nayuenma.

Muxpobuonocuueckum 1adOOpamopusim  yupercoeHuti. NepeutHol MeoOuKo-CaHumapHou
noMowu nNpu  6vlOeleHUl U3 PecnupamopHuix obpazyoe oOvicmpopacmywux HTMB, credyem
Hanpasisms wmammsl 8 MUKPOOUOTI02UYECKYI0 1a00pamopuio 9KCNepmHo20 YpO8Hs 0l ONpedeeHus
YYBCMBUMENbHOCMU K AHMUMUKPOOHBIM Npenapama.

llayuenmam, Komopvle He OMKAWIUBAIOM MOKPOMY, CO CMAOUTbHLIM MeYeHUuem
3a60ne6anus, HAXOOAWUMCA HA MAP2EMHOU Mepanuu, nocie UHAIAYUU UNepmoHU4ecKum
pAcmeopom Uuiu MAHHUMONOM U KuHesumepanuu OJisi noceéa Moxkpomwvl 1 pa3 6 200 ciedyem
npPoBOOUMb CMUMYIAYUIO OMOEIeHUsT MOKPOMbL NpU NOMOWU annapama Oas NOMOwU YOdaJeHus
gblOeNieHUll U3 ObIXAMENbHBIX nymell Ha OCHO8e nepeoaiu 6UOPAYUOHHO20 NHEBMAMUYECKO20 CUCHANLA
yacmomotui 6 Ty u 12 'y 60 8pems eviooxa nayuenma. /[annviii Memoo Gnusem Ha peonocuro Ciusl,
CHOCOOCMBYSL PA3JICUINCEHUIO U MOOUNUZAYUU MOKPOMbL, 8 MOM HUCie U3 OUCMAIbHLIX 0MOeno8

JIECKUX.

OCHOBHLIM ~ MUKPOOUOIOSUYECKUM — MEMOOOM OUACHOCMUKU  OPOHXONEe204UHOU UHGeKyuu
ABNAEMCA  KYIbMYPATbHbIL MEMOo0 C NOCeBOM PeCnUpamopHuvlX 00pa3yo8 Ha HeceleKmugHble,
CeNeKmuBHble U XPOMO2EeHHble NUMAMENbHbLE CPeObl.

L]enecoobpasno npogedenue MUKpOOUONOSULECKO20 UCCIE008AHUSA PECRUPAMOPHBIX 00pA3y08
10 peKoMeHOayuu 8paya 8 0OHOU U3 1abopamoputl IKCnepmHozo yposus no MB ne pedce 1 paza 6 200.

Baoicnvim aensiemcs ucnoib308anue CeleKmusHulx cped OJisi 8blOeeHUss MUKPOOP2SAHUZMOB,
mpebylowux ocodvle Ycio8us KyabmueUpo8anHuss Uiy OJis 8blOeNeHUsl UX CneyupuuecKux, C6A3aHHbIX C
MB mopgomunos. Ocobenno ona B. cepacia complex, a makoice S.aureus 6 sude gpenomuna menxux
xononuil [66,69].

s nosviwenus eeposimuocmu vloeneHuss S.aureus y nayuenmos ¢ MB pexomeHnoyemcs
UCNONL3068aAMb OOHY U3 CENEKMUBHBIX CPEO — MAHHUMOL-CONEEOL A2ap U HCENNOUHO-CONEeE0U a2ap Ul

XpomozceHHblll azap 01 S.aureus.
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B cnyuae evioenenus SCVs gpenomuna S.aureus credyem ucnoinb3o8amv OONOJIHUMENbHBLE
memoowvl uoenmugpuxayuu (I1L{P, macc-cnekmpomempuio).

Ckpunune na MRSA nposooums nymem npamozo noceéa Ouomamepuaird Ha NIOMHble
numameinvHble cpeobl, ¢ OAIbHEUWUM ONnpedeseHueM Yy8CmeumenibHOCMu 8bl0eIeHH020 S.aureus K
yepoxcumury Oucko-ouhhy3uoHHbIM MeMoOOM UIU NOCEBOM 00PA3Y08 HA XPOMO2EeHHble CPpedbl Ois
MRSA.

Hcnonvzosanue cenexkmugnvlx cped (acap MaxKouku, acap 3H0o0, yempumuouwsiii azap c
uempumuoom) modicem nomous 6 evloerenuu P.aeruginosa.

s nosvlenus seposimuocmu obnapyscenust B.cepacia complex e pecnupamopnom obpasye
om nayuenma ¢ MB cmpoeo pexomeHOyemcs UCnonb308aHue celeKmugHol cpedvl 011 B.cepacia
complex (BCSA unu opyeue nonumuxcutn cooepicawue cpeosl).

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

Hna ecex 6axkmepuil B. cepacia complex, uoenmuguyuposanuvix Genomunuyeckumu
Memooamu Ha MmMecm-cucmemax, npoeecmu HoOMEePHCOAOWYI0 UOSHMUPUKAYUIO MemOoOaMu
MONEKYNIAPHOU — uoeHmuukayuu  (Macc-cneKmpomempuy — uid  MOIEKYIAPHO-2EHEMUYeCKUMU
Memooamu).

Hoenmugpuxayuro 0o pooda muxpoopeanuzmos, omuocsauuxcs « Achromobacter spp.
PeKoMeHOyemcs Npo8ooUums (HEHOMUNUYECKUMU MemOoOaMU HA KOMMEPYeCKUX mecm-cucmemax.
Buoosywo uoenmughuxayuio pexomerndyemcs nposooums MONEKYIAPHbIMU MEMOOAMU (C NOMOUbBIO -
MACC-CREKMpPOMempul ULU MOAEKYISAPHO-2EHEMUUECKUMU MEMOOAMU).

Hoenmugpuxayuro S.maltophilia pexomenoyemcs nposooums gheHomunuyeckumu mMemooamu ¢
UCNONb308AHUEM KOMMEPYECKUX MeC-CUCTEM.

Ha cenexmusuvix cpeoax 0ns B.cepacia complex npu pymunnom muxpobuonocuueckom
uccredosanuu  modcem Habawoamecis pocm  ovicmpopacmywux HTMB  (naubonee uacmo
M.abscessus), umo mpebyem nposedenust uoeHmu@ukayuu MOAEKYIAPHLIMU MEMOOAMU (C ROMOUBIO
MAcc-CneKmpoMempuu Ui MOAEKYIAPHO-2EHeMULeCKUMU MemoOamu).

Hoenmudghuxayuro H.influenzae cnedyem nposooume 6 coomeemcmeuu ¢ Pexomenoayusmu
«Onpedenenue 4y8CmMeUmMenbHOCMU MUKPOOP2AHUSMO8 K AHMUMUKPOOHbIM npenapamamy, 2024 2.
https://www.antibiotic.ru/files/334/ocmap2024.pdf,  Memoouueckumu  pexomenoayusimu  0ns
MUKpobuonozos «Bvidenenue, uoenmughuxayus u onpedenenue 4y8cmeuUmMenbHOCmu K aHmuOuomuKam
Haemophilus influenzae», 2000 2o0a [67,68].

JnumenvHocmy UHKYOQUUU NEPBUYHO20 NOCE8A HeoDOX0OUMA CPOKOM He Menee 7 CYMOK C

eIHCEOHEBHBIM NPOCMOMPOM U U3YYEHUEM 8CEX BLIPOCUUX 81008 KOoHUL [69)].
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Hoenmugpuxayus Muxpoopeanuzmos ¢ UCHOIb308AHUEM KOMMEPUECKUX MmeCm-Cucme,
Modcem nompebo8ams NPOIOHSUPOBAHHO20 nepuooa uHKybayuu (0o 48 uacos).

Bce muxpoopeanusmol, vloenenHvle U3 ObiXxamenbHbvlXx nymeu om nayuenmos ¢ MB, 0ondchbl Obimb
UOESHMUDUYUPOBAHBL KAK MUHUMYM OO0 POOd, MUKPOOPSAHU3MbL, UMeIouue KIUHUYeCKoe 3HaueHue —
00 suoa [T70].

B cnyuae gvloenenuss uz oopazya MuKpoOpeaHusmos, UOeHmMupUKayuo Komopwix mexHuyeckKu
HEeB803MOJNCHO Nposecmu 6 1a6opamopuu, HeodX00UMO CoXpaHeHue Kyibmypwl 0 ee nociedyroujel
peudenmugpukayuu ¢ UCHOIb30BAHUEM MACC-CHEKMPOMEMPUU  UTU  MOLEKYIAPHO-2eHEMULeCKUX
memooos [T1].

Onpeoenenue u4y8CMEUMENIbHOCMU — 8bLOCNEHHOU MUKPOPIOpbl K  AHMUOAKMEPUATIbHbIM
npenapamam U UHMEPHPEMayuro  pe3yibmamos UCCIe008aHUus HeoOX00uMo Npo8ooUms 6
coomeemcmeuu ¢ AaKmyaibHOU 6epcueli PeKOMeHOAyull Nno ONpeoeieHuio  Yy8CmeumenrbHOCmu
MUKDPOOP2AHUIMO8 K AHMUOAKMEPUATbHLIM NPENnApamam Uil HOBbIX 6epCutl nocie ux 6CMyNnieHus: 8
cuny [67].

Baxmepuu, evizvisarowue xpoHuueckyro uHgekyuro npu MyKosucyuoosze mMo2ym pacmu 8 8uoe
cMecu  KOMOHUANbHBIX MOPGOMUNnos 00HO20 U MOo20 dce MUKpoopeanusma. HyecmeumenvbHocmb
PA3IUYHbLIX  MOPHOMUNOE 6 Npedelax O00H020 00pasya MOJNCem 3HAYUMENbHO 8apbUupOo8amb.
Heobxooumo onpedenenue anmudOUOMuKope3uCmeHmuoCmu Kaicoo2o 6blOeleHH020 Mopgomuna
[67].

Onpedenenue yyecmeumenbHOCMU MURUYHBIX WMAMMOE S.aureus K npomugoMuKpoOHuIM
npenapamam modxicem 0vbimMb BbINOIHEHO OUCKO-OUDDYZUOHHBIM MEMOOOM, MEMOOOM 2PAOUEHMHOU
oughyzuu, ¢ UCnONIL308aAHUEM MECM-CUCTEM, OCHOBAHHBIX HA Memoode ONnpeodeienus NOSPaAHUUHbIX
KOHYEHMpayuil uiyu Memooamu CeputiHblx pazeedeHull (onpeoeieHue MUHUMANbHOU NoOassaoulel
konyenmpayuu (MIIK)) [67]. Onpedenenue uyscmeumenvHocmu S.aureus KO 6cemy HNepeuHio
NePeyUCIeHHbIX OI51 MeCMUPOBAHUsL NPOMUBOMUKPOOHBIX NPEnapamos ciedyen npoeooums He uawuje 2
paz 6 200. Ilpu 6écex nocredylouux MuKpoOUOIOSULECKUX UCCIe008AHUSAX NpU ebloefeHuu S.aureus
cnedyem npogoOUMb CKPUHUHZ PEe3UCMEHMHOCMU K [-1akmamam ) GblOeleHHO20 WMAaMMd ¢
nomowvio yegpoxcumuna. [12].

Onpeodenenue uyyecmeumenvuocmu wmammos P.aeruginosa. [{na munuumvix wmammos
P.aeruginosa mecmuposanue mosicem Obimv 8bINOIHEHO KAK OUCKO-OUPDDYIUOHHBIM MEMOOOM, MAK U
C UCNONb308AHUEM MECMm-CUCTEM, CO30AHHbIX HA OCHOBe NOCIe008AMENbHbIX pPA38e0eHUll KaK 6
gapuanme NOZPAHUYHBIX KOHYEHMpAayuil, maxk u cepulinblx pazeedenuti c¢ onpedenenuem MIIK, a

maxaice onpedenenue MIIK memodom epaouenma [13,74,75]. Onpeodenenue yyscmeumenbHOCMU
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P.aeruginosa cnedyem nposooums omoenvHo 0 Kaxicooco mopgomuna ¢ ykazamuem npoguis
Yy8CMEUMeNbHOCMU NO Kadcoomy mopgomuny. [16].

s uneanayuonnvix  gopm  mobpamuyuna — HApsAdy ¢ OnpeoeieHuem — CmeneHu
yyecmeumenvrHocmu P.aeruginosa cnedyem onpedensmo 3snauenue MIIK. [T7].

Kommenmapuu: Hcnanckum — cosemom no  CmMamoapmusayuu  4y8CMEUmMenIbHOCMU U
pesucmenmuocmu Kk aumubuomuxam MENSURA (Mese Espanola de Normalizacion de la
Suseptibilitad y Resistencia a los Antimicrobianos) ¢ 2005 200y nepecmompensl u yCmaHosieHvl bojee
8bICOKUE MOUKU OmceyeHUss Ol UHSAAYUOHHBIX (hOpM 68edeHUs MOoOpaMuyuHa npu onpeoeieHuu
yyecmeumenvHocmu P. AGruginosa: mouku Ons  4yBCMEUMENbHbIX WmamMmos <64me/n, 0ons
yemouuusbix wmammos >128me/n, no cpasnenuio co 3nauvenuem <4me/n Ons 4y8CMEUMETbHbIX
wmammos u >4 me/n 015 yCmouyusblx Wmammos npu napenmepaibHom eeederuu [ 18].

Onpeoenenue yyscmeumenbHOCmMu K KOWUCmuHy nposooumcsi memodom MIIK. MIIK
KOIUCMUHA clledyem Onpeoeisimb MoibKo MEmoOoM MUKpopaszéedenuil 8 byivone [67].

Cnedyem yuumvléams, umo Kpumepuu Oisi ONpeoeleHus Kame2opuil aKmusHOCMY KOAUCMUHA
nO OMHOWEHUI0 K MUKPOOY OCHOBAHbI HA CblBOPOMOYHOU KOHYEHMPAyuu aHmMubaKxmepuaibHo2o
npenapama CUucmemHo20 oOeucmeus. B cesa3u ¢ wupoxum npumeneHuem UHANAYUOHHBIX GOpM
npenapama 3mu Kpumepuu mepsiton 6010 3HAYUMOCHb, NOCKOIbKY 6 Cydde UHeANAYUU TOKAbHbIe
KOHYeHmpayuu 0eticmsyroumux 8euecms MHO2OKPAMHO NPEeGblUaiom me, KOmopble MOXCHO OOCMUYb
npu napeHmepanbHoM cnocobe 8gedenus. B mo e epems Kk Hacmoswemy 8pemMeHu He onpeoeieHvl
kpumepuu 3uavenuss MIIK Ons Konucmuna npu uHeaissyuOHHOM e20 npumenenuu. Hcnonvzosanue
Kpumepues, OCHOBAHHbIX HA CblBOPOMOYUHBIX KOHYESHMPAYUSIX, MAKUM 00pA30M, MOAICEM NPUecmu K
OWUOKAM UHMeEPnpemayuu pe3yibmamos UCCie008aHUs 4y8CMEUMENbHOCIU MUKPOOP2SAHUZMO8 0I5
UHATAYUOHHBIX hopm anmubuomuxos [2,77].

Onpeodenenue yyecmeumenvuocmu Burkholderia cepacia complex. Ilo uoeonocuu EUCAST
He npeocmasnsiemcs GO3MONCHbIM PEeKOMEHO08AMb ONnpedesieHue Yy8CmeUumenbHoCmu obakxmepuil
B.cepacia complex ons evibopa npomugoMuKpoOHbIX Npenapamos CUCMeMHO20 Oelcmeus O
mepanuu uH@pexyuil, 8bl36aHHbIX NPeOCMaABUMeENAMU MO SPYNnbl MUKpoopeanuzmos. [67]. B ciyuae
HeobxoouMocmu onpeoeneHuss 4yscmeumenvhocmu B.cepacia complex cnedyem ucnonvzosamo
Memoovl u kpumepuu, onpedenenuvie akmyarvhvimu cmanoapmamu CLSI (Clinical and Laboratory
Standards Institute, Hncmumym xaunuueckux u rabopamophvix cmanoapmos). [67].

Onpeodenenue uyscmeumenvnocmu Stenotrophomonas maltophilia. Ilpu onpedenenuu
yyecmeumenvHocmu wmammos S.maltophilia cnedyem pyxoeodcmeosamuvcs axmyanvbHoOU eepcueli
peKomeHOayuti no onpeoeneHuro uy8CmeUmenbHOCMU MUKPOOP2AHUBMO8 K HPOMUBOMUKPOOHBIM

npenapamam [79].
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Onpeodenenue uyecmeumenvnocmu Achromobacter spp. Onpedenenue uyscmeumenbHoCmu
wmammos A.xylosoxidans creoyem nposooumv 6 coomseemcmeuu ¢ Pexomenoayusmu MAKMAX
«Onpedenenue yy8CmeUmMenIbHOCMU MUKPOOP2AHUSMO8 K AHMUMUKPOOHbIM npenapamam (2024)» u
nocneoyrowux eepcuti [67].

Ilpu 6vl0aue 3axnwyYeHUs NO MUKPOOUOIOZUUECKOMY UCC1E006AHUIO  1e]leCcO0OPA3HO
VKA3bl8ams 2PYNny GblOENeHHbIX MUKPOOP2AHUIMO8 8 COOMEEMCMEUU C PAHICUPOBAHUEM bakmepull
O UX KIUHUYECKOMY 3HAYEHU!0 npu MyKosuyuoosze. B omueme o pezyromame ucciedoeanus
mamepuana om 601bHO20 nayuenma c¢ MB pexomenOyemcs ykazvleamv Haauyue MYKOUOHBIX U
Hemykouonwix gpernomunos P.aeruginosa [80].

Ilpu unmepnpemayuu pe3yibmamos onpedenenHus YyecmeumeabHOCmu MUKpoOpZaHumos
cnedyem yKasvleams CMAanOapm u 200 U30anUsl, N0 KOMOPOMY HPooouIocs uccieoosanue [67,81,82].

Ilpu unmepnpemayuu pe3y1omamos OnpeodeeHUs YyeCHEUMENbHOCMU  Clledyem
ucnonvzoeamov nozpanuunvie 3HauyeHus EUCAST 10.0 u nocnedyroujux eepcuii, Poccuiickue
pexomenoayuu. Onpedenenue YyeCMEUMENbHOCMU MUKPOOP2AHU3MO8 K AHMUMUKDPOOHBIM
npenapamam. Bepcus 2024-02. - MAKMAX, CI'MY: Cmonenck, 2024. - 192 c. ona ouenku
pe3yibmama no 00HOI U3 mpex Kamezopuil 4YyecmeumeaibHOCmu:

Y - YyscmeumenvHvill npu CMAHOAPMHOM pedcume O03UPOBAHUA: MUKPOOP2AHUIM
oyenusaemcs kax « YyecmeumenvHulii npu cmanoapmHoM pexcume 003UPOSaAHUs» 8 MOM clyuae, eciu
VPOBEHb AKMUBHOCMU NPOMUBOMUKPOOHO20 NPenapama ceUOemebCmeyen 0 8blCOKOU 8epOosmHOCMU
aghghexmusnocmu mepanuu npu cMmanOaApPMHOM pexcume 003UpOSaAHUsL.

Y - Yyecmeumenvuolii npu yeeiuueHHOU 3SKCHOZUYUU. MUKPOOP2SAHUIM OYEHUBAEMCS KAK
«Yyecmeumenvubiii NpU  YEEIUHEHHOU IKCROUYUUY', ecnu  yposeHb aKmusHOCHU npenapama
ceudemenbcmeayem 0 8blCOKOU 8EPOIMHOCMU IhhekmusHocmu mepanuu npu y8eaudeHuu IKCno3uyuu
npenapama nymem KOPpPeKyuu pedxicuma O003upo8aHus uiu 01a200aps e20 KOHUEHmpayuu 8 ouaze
ungexyuu.

P - Pesucmenmmuulil: MUKpoOpeanusm oyenugaemcs Kak «Pezucmenmuvitiy npu 6vicoxou
8EPOSIMHOCMU MEPanesmuiecKoll Heyoauu 0axce Npu Y8eIudeHHo IKCNO3UYUU npenapamd.

Yxenosuyus  ompaxcaem  sasucumocmv  euAHUL  NPOMUBOMUKPOGHO20 npenapama  Ha
6030youmens 8 ouaze UHGeKyuu om NYymu 66edeHus, 003bl, UHMEP8AId O003UPOBAHUS,
NPOOOIHCUMENILHOCIU UH@DY3UU Npenapama, a makaice e20 pacnpeoesienusi U Nymu 8bl8e0eHUs.

Kpome omozo, cnedyem ykazvigamv 6 3aKIOUEeHUU, UMO UHMepnpemayus 3Ha4eHull
MUHUMATbHOU NO0ABIAI0Wel KOHYEeHMPAyUu KaxK 4yecmeumenbHulil/pe3sucmeHmublil 0CyWecmeniemcs

HA OCHOBAHUU Kpumepuees, pacCi4umdaHHnblx ons CblBOPOMOYHBIX KOHZ/!eHmpCZZ/!MZZ npenapama npu eco
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8HympueeHHoMm 68edenuu. Ilpu Opyeux nymsx npumMeHeHus npenapama aHalo02UyHoe 3HaAYeHue
MUHUMATLHOU NOOABIAIOUell KOHYEHMPAayuu Modxcem Oblmb UHMEPRPEemupo8aHo uHade.

B coomeemcmeuu ¢ npuxazom Munzopasa Poccuu 13 oxmsbps 2017 2 Ne 804n om «O6
VMBEPHCOeHUU  HOMEHKIAMYpPbl MEOUYUHCKUX — YCIye» NO  ONpeoeleHuro  4ye8cmeumenbHOCmu
8blI0ENIeHHOU ~ MUKpo@opvl — ecmb  Heckonvko — ycaye:  Onpedenenue  4y8cmeumenbHOCHU
MUKPOOP2AHUIMO8 K AHMUMUKPOOHBIM XUMUOmMepanesmuyeckum npenapamam (6 m.y., Onpedenenue
YYBCMBUMENbHOCIU — MUKPOOP2AHUBMO8 K NPOMUBOMUKDOOHBIM — XUMUOMEPANeSmuUYecKum
npenapamam OUCKo-ou@y3uoHHvlM memooom, Onpeodenerue 4y8CmeUmenbHOCMu MUKPOOP2AHUZMO8 K
NPOMUBOMUKPOOHBIM  XUMUOMEPANEBMUYECKUM NPEnapamam Memooom 2epaoueHmuoi ouggysuu,
Onpeoenenue Yy8CMEUmenbHoOCmu MUKDOOP2AHUZMO8 K NPOMUBOMUKPOOHBIM
XUMUOMEPANEBMUYECKUM NPenapamam memooom paszeedenuti, Onpeodenenue 4y8CmMEUmMeabHOCMU
MUKDOOP2AHUIMO8 K NPOMUBOMUKPOOHBIM XUMUOMEPANe8mMU4ecKuM npenapamam ¢ Ucnoib308aHuem
agmomamudeckux — amanuzamopos, OnpedeieHue  YYBCMBUMENIbHOCMU  MUKPOOP2AHUIMO8 K
NPOMUBOMUKPOOHBIM Xumuomepanesmudeckum npenapamam Memooom NOCPAHUYHBIX
KOHYenmpayuil).

Hayuenmam ¢ MB ¢ nooo3penuem na mukooaxkmepuos, evizeéaunvtiic HTMbB neobxooumo
uccredosanue oopazy08 OUACHOCMUYECKO20 MAMepuala KaKk MUHUMYM OOUH pa3 8 200 8 OUHAMUKeE
[1,2,5,21]. Hccneoosanue na evisenenue muxobaxmepuii 6 OUASHOCMUYECKOM Mamepuaie ciedyem
npo8ooUms 8 Cneyuanu3upoOB8aHHbIX bakmepuonocuieckux nabopamopusix npu
npOMUBOMYOEPKYIE3HbIX YUPEHCOCHUSIX.

Ilokazanuem K uccredosanuro oOuacHocmuveckoeo mamepuaia Ha HITMB  cnyscam:
ompuyamenvbHas KIUHUYECKAs U/UIU PEeHM2eHON02UYecKds OUHAMUKA NpU  OMCYMCMEUU HOBbIX
namozenos, omcymcmeue 3gpgexma om npoeoouMol anmubaxmepuaivHou mepanuu. B kauecmee
OUACHOCMUYECK020 MAmMepuana UCnoib3yom.: MOKpoOmy (Ui uHOYYUPOBAHHYIO MOKPOMY), 8 CyYasX

omcymemeusi Mokpomsi — cmuig ¢ pomoaiomku (CPI), 6pouxoanveeonapuuiii nasasxc (bAJI).

s nposepku noodospenuti, umo nayuenm ¢ MB 3apasicen muxobaxkmepusimu, 6__Kauecnige

OUACHOCMUYECKO20 MAMEPUana Ucnob3yiom MOKPOmy Uiy UHOYYUPOBAHHYIO MOKpomy (8

UCKTIOYUMENbHBIX CIVYAAX = UCCIe008aHUe MPAXedlbHO20 ACNUPAma npu HeO3MONCHOCIU NOJYUUMb
MOKPOMY/UHOyyuposantyro mokpomy. Credyem NOMHUMb, YMO 8 OAHHOM Caydae 3¢QheKkmusHocms
BbLABNIEHUS MUKODAKMEPULL OUeHb HU3KASL).

Hna uccneoosanuti na Hamuuue HTMB He cnedyem ucnonvzoeams mMpaHcOPOHXUATLHYIO
ouoncuio (TFb) (buoncus J1e2K020 MPAHCOPOHXUAILHASL  peHmeeHoXupypauieckas/

TpancoponxuanbHas NyHKYus) u 3amue opoghapuneeanlbHulX MAa3Koe.
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YV nayuenmos, evidensiowux MOKpomy 6 O00CMAMOYHOM KOIudecmee, O/ UCCIe008aAHUS
cobuparom ee ympeHHIOlO nopyuto. JlocmamoyHvlii 00vem ucciedyemou nopyuu  MOKpOmbl
cocmaensem 3 - 5 Mi, 8 yenax noGblueHUs. UHPOPMAMUBHOCMU HEOOX0OUMO UCCAe008AMb MOKPOMY,
KOmMopyto cobuparom 0151 UCC1e008aHUsL Mpu OHsl NOOPsIO.

3nauumvivu Kpumepusmu Mmukobaxmepuosa y nayuenmos ¢ MB saenaiomcs credyrowue
pe3yibmamsl Mamepuaia u3 ObIXAMENIbHbIX Nymell. NOJONCUMENbHLIL pe3yIbmam Ha Haludue
KUCIOMOYCmouuugulx mukpoopeanusmos (KYM) npu mukpockonuu npenapamog ¢ OKpackou no
Luno-Hunvceny unu nromunecyenmuvimu kpacumensimu (Mukpockonuueckoe ucciedosanue MoKponuvl
Ha muxobaxkmepuu (Mycobacterium spp. (Kuciomoycmouuugyio Mukpogiopy)), Haiuuue pocma
HTMPB na cneyuanu3upo8anubix NUMAMENbHbIX cpedax u noomeepicoerue 00H020 U mozo dice 8udd
MUKobakmepuil Kak MUHUMYM U3 08yX obpaszyos moxkpomoul (Mukpobuonocuueckoe (KyaibmypanvHoe)
uccnedosanue MOKpomul Ha a’3pobHble U haKyIbmamueHO-aHaIPOOHble MUKPOOPSAHUZMDL).

C yenvio xowmpons s¢hghekmugHocmu xumuomepanuu He pedgice, yem paz 6 [-3 mecaya
HeoOX00UMO Npo8oOUms noces Mokpomsl Ha evisgienue HTME 6 Oouacnocmuueckom mamepuane
[83,84].

Kpumepuem s¢hghexmusnozo neuenus sensemces omcymcmeue pocma Muxobaxmepuil Ha
NUMAMENbHBIX CPeOax He MeHee Yem 8 mpex NOCie008amelbHO 835MbIX 00pA3YaAX OUACHOCTIUYECKO20
Mamepuana.

Ilocne 3asepuwienus Kypca Xumuomepanuu MUKOOAKMepPUO3a HeoOX00UMO HOCMOSHHOE
OuHamuueckoe HabIooenue 3a COCMosHUeM NAYUenma u peeyispHoe, He pejice 4em pas 6 6 mecsyes

nabopamopnoe obcnedosanue Ha nanuyue unu omcymemeue HTME 6 ouaenocmuueckom mamepuare.

Memoowi duacnocmuku muxobakxmepuosza/mybepkynesa.

. Bcem nayuemmam ¢ nooospenuem Ha MukoOaxmepuos OpeaHo8 ObIXaHusi ciedyem
npoooums ucciedosane He MeHee mMpex 00pa3yo8 MOKPOmMbl, COOPAHHBIX NOCIE008AMENbHO C
UHMEPBAIOM 8 CYMKUL.

Hccnedosanue ouacnocmuyeckozo mamepuana nposoosim No ONpeodesieHHOMY dlcopUummy.
Heobxooumvle  nabopamopuvie  mecmvl  6bINOJHAIOM — NAPANLIENbHO U3 OOHOU  NOPYUU
ouazHocmuyecko2o oopasya.

. Iloces Ouacnocmuueckoco mamepuana HaA numamenbHvle cpedbl ¢ 00A3aAMENbHOU
nocredyiowei  ouppepenyuayueri  MBTK/HTME  u  onpedenenuem  HTME 0o  euoa
(Mukpobuonocuueckoe (Kyromypanvhoe) ucciedo8arue MOKpomvl Ha aspoodOHble U GaxyibmamueHo-

AHA’pPoOHbBIe MUKPOOP2AHUIMBL).
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Kommenmapuii:  Bvloenenue  kyaomypol  mukpooaxmepuii  HTMB  ocywecmensemcs
UCKIIOYUMENbHO 6 CReYUANUSUPOBAHHBIX NAO0OPAMOPUAX @muauampudeckou cayxcovl. JlondcHvl
UCNONb306AMbCA NUMAMeENbHblE CPedbl, NOOX00Awue 01 KYIbmusuposauus muxobaxkmepuu. [lpu
8b100pe NUMAMENbHBIX Cped NPeonoumenue O0JIHCHO OKA3bIBAEHICS. OMOABAMbCA NOCEBAM HA HCUOKUE
numamenvhvle cpeovl. ITocesvl na niomuvie numamenvhule cpedvt Jlesenwmetina-Hencena, @unn-11
UCNONBL3YIOMCA KAK pe3epenvle OuasHocmudeckue memoowl. Iloceé ouaznocmuyeckozo mamepuana
(Muxpobuonocuueckoe (Kyiomypanvhoe) ucciedo8anue MOKpomsl Ha aspooHvle U (PaKyibmamueHo-
AHA3pOOHble  MUKPOOD2AHU3MbL)  HASHAYAemcsi OOHOBPDEMEHHO C  MOJIEKYIAPHO-2eHemUYecKuM
memooom  uccredosanuss — (MI'M) u  mukpockonueil — OUACHOCMUYECKO20 — Mamepuald
(Muxpockonuueckoe ucciedosanue Mokpomul Ha muxobakmepuu (Mycobacterium spp.)).

. Buoosas uoenmughuxayua muxobaxmeputi

Buoosyro  uoemmugpuxayuro - muxobaxmepuil  npogoosm  0as  6cex  0b6pazyo8

KIUHUYEeCKO2c0 mamepuaja, nojay4€erHblx ont nayuermoes, ad makKatce ons ecex BbIPOCUIUX KY1bNnlyp.

Kommenmapuii:
B xauecmee memooos ougpepenyuayuu MBTK om HTMPB u eudogoti uoenmughuxayuu
HTMGFE pexomenoyemcs ucnonv3osams nooxooslt, ocnoganuvie Ha I1L[P.

. Muxkpockonus — OuacHOoCmMu4ecko2o0 — mMamepuana ¢  OKPACKOU  HA  6blAGleHUe
KUCI0moycmoudusvix muxpoopeanuzmos (KYM) nazuauaemcs oonospemenno ¢ MI'M u nocesom
ouazsnocmuyeckozo mamepuana (Mukpobuonocuueckoe (KyivmypaivHoe) UCCIe008anue MOKPOMbl HA
as3pobuvie U haKyrbmamusHo-aHa’spooHvle MUKPOOP2AHUMBL).

. Onpedensmv  1eKApCMEEHHYIO YY8CMBUMENbHOCb HTME  (Onpedenenue
YY8CMEUMENbHOCMU MUKPOOP2AHUZMO8 K AHMUMUKPOOHBIM XUMUOMEPANEeSMUYECKUM Npenapamam)
cnedyem @cem NAYUEHMAaM C YCMAHOBIEHHbIM OUACHO30M MUKOOAKMepuo3 ¢ yYeivilo HA3HAYeHUs
UHOUBUOYATILHOU YIMUOMPONHOU MePanuu.

Kommenmapuui:

s onpeodenenus gpeHomunuueckor 1eKkapCcmeeHHou 4y8CmaumenbHOCmuy UCHOIb3VIOM Memoo
MUKPOPA36e0eHUll 8 JHCUOKOU numamenvHou cpede 6 96-nyHounom naanweme (Onpedenenue
YYECMEUMENbHOCU MUKPOOP2AHUZMOE K AHMUMUKPOOHLIM XUMUOMEPanesmuieckum npenapamam
Memooom paszsedenutt). Pesynoemam mecma evloaemcs 6payy 8 6ude MUHUMANbHBIX UHSUOUPYIOWUX
xkonyenmpayuii (MUK) npenapamos. Humepnpemayuio pe3yibmamos onpeoenenus J1eKapCmeeHHouU
yyecmeumenbHoCmu nposoodsim coziacto [221].

ITpu nepBuuynom BeiAeneHun B. cepacia complex, Achromobacter spp., Ralstonia spp.,

Pandorea spp., Cupriavidus spp., Inquilinus spp. pekoMeHayeTCs UCIOIb30BaTh MAcC-CIIEKTPOMETPHIO
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WIH MOJICKYJSIPHO-TEHETUYECKHE METOJbl C IENbI0 JUArHOCTUKU HAIUYHS TEePEUHCICHHBIX
MHUKpPOOPraHu3MoOB y nanuenta ¢ MB [71].

YYP-C,¥YA1-5).

KommenTapmii: 6 [lpuxaze Munzopasea Poccuu om 13 oxmsaops 2017 2 Ne 804u «O6 ymeepaicoeHuu
HOMEHKAAMYPbl MEOUYUHCKUX YCVe» OAHHbLE YCLyeU He NPeOCmasieHbl.

. PexomeHyeTcsi MHKOJIOTHYECKOE HCCIeOBaHue Ouomarepuana manueHtraM ¢ MB ¢
MOJI03PEHHEM Ha T'PUOKOBBIC MOPAKEHUS JIETKUX M JJISi KOHTPOJIA MPOBOJMMOM TEparuu: MOKPOTa,
MIPOMBIBHBIE BOJBI OpPOHXOB, OpPOHXOAJIBBEOJISIPHBIN J1aBaX, OWONTATHI, OMEPAIMOHHBIN MaTepHuai
(mpsiMast MUKPOCKOITUST OHOMaTepuaia, METOI JIFOMUHECIIEHTHON ((DIyopeciieHTHONH) MUKPOCKOIIHHU C
OKpacKkoil KallbKO(UIIoOpoM OeJibiM, IOoceB OuoMaTepualia Ha arapusoBaHHYK cpeny Calypo B
MomubUKAH DMMOHCA), A WACHTHU(HUKAIMKA TATOTeHa/-OB M OIpEesICHUs] YyBCTBUTEIBHOCTH
BbIJICIICHHBIX MUKpomuIieToB [16,38,85,86].

YYP-C, Y1 -5).

Kommenrtapuu: ¢ coomeemcemesuu c Ilpuxazom Munzopaséa Poccuu om 13 oxmsabopsa 2017 2 Ne 804n
«06 ymeepaicoenuu HOMEHKIAMYpPbl MEOUYUHCKUX YCIYeY eCMb HEeCKOJIbKO YCye: MUKPOCKONUYEcKoe
uccneoosanue MOKpOmMbl Ha 2pubvbl  (0podcoicesvle U MUYETUATbHBIE), MUKPOOUOLOSUYECKOe
(Kyrbmypanvhoe) — ucciedosanmue MOKPOMbl HA — MUYEIUdTbHble  2pudbl,  MUKPOCKONUYECKOe
ucciredosanue  OPOHXOANLBEONAPHOU — NABANCHOU  HCUOKOCMU  HA  2pubbl  (Opodwcoicesvle U
MUYenuanbHvle),  MUKpobuonozuyeckoe  (KyibmypaivbHoe) uUcciledogarue  OpOHX0ANbEEOISPHOU
JIABANCHOU HCUOKOCU HA 2PUObL (OPOdACIHCEBbIE U MUYETUATbHBLE).

- Iloces Ha epubbl U MUKPOCKONUYECKOE UCCIe008AHUE — NO NOKA3AHUAM, KPAMHOCHb NO
nompebHOCmU, 8 MOM YUCILE, NPU KOHMPOLE NPOBOOUMO2O JIeUECHUL.

- Lenmpughyeuposanue BAJl u 6ponxuanvroco acnupama, a makice NpUMeHeHue MYyKOIUMUKOS
noevlulaem 3¢hghexmuenocms OUASHOCMUKU.

- Mukpockonuss u noceg MOKpOmbl NO3BOIAOM GbIAGUMb KOJIOHUIAYUIO ObIXAMENbHLIX Nymell
Aspergillus spp. y 20-60% nayuenmos ¢ ABJIA.

- Ilpu muxpockonuu u noceée BAJI unu moxpomwvr Aspergillus spp. ewvisignsiom y 25 — 80%
nayuenmog ¢ XAJI. Heobxo0umvl noemopHvle UCCLe008aHUsL C NPUMEHEHUEeM CheyuuyecKux
MUKOJIO2UYECKUX MEMO008 OKpACKU U numamenvHulx cped. Onpedenenue euoa Aspergillus uepaem
PO NMpu  HA3HAYEHUU  NPOMUBOSPUOKOBLIX  NPenapamos O1s  CUCEMHO20  NPUMEHEHUs.
(anmumurxomuros) (pedkue 6udbL Mocym Oblmb YCMOUYUBHL K A301AM,).

- D¢hghexmuenocmb MUKPOCKONUHECKO2O UCCe008aHUS  VBEeIUYUBAeMCs Nnocie 00pabomxu
PpecnupamopHuix cyocmpamog xanvkogyopom odenvim. Iloces nHa mukonozuueckue cpeovl ciedyem

npogooums npu memnepamype 30°C u 37°C, npodonsicumenbHocms UHKyOayuu He meHee 5 CYMOK.
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Konuuecmsenuvie nokazamenu nocesa pecnupamopHulx OUOCYOCMpamos He No360JA10m OMIUYUMb
KOJIOHU3AYUIO ObIXAMENbHBIX NYmel 0m UH@eKYUU.

o Pexomenayercs mpoBeaeHHE JIAOOPATOPHBIX HMCCIEIOBAHUN ISl AMArHOCTUKH aJUIEPTUYECKOTO
oponxoserounoro acrepruiesa (ABJIA):  ypoBens o0mero wuMmmyHornoOyiumana E - (IgE),
cnenupuueckue IgE u 1gG k Aspergillus fumigatus. Ilpu momo3pennu Ha XAJI — peKOMEHIOBaHbBI TE
e MCCICIOBaHUSA M omnpeseieHue ramakromanHadHa B BAJI (mertabomura Aspergillus fumigatus)
(onpeneneuue metaboautoB rpubos) [1,2,16,21,38,85,86].

YYP-C, Y1 -5).

KommenTapnmii:

- DosuHoghunuio nepugepuieckoli Kposu >0,4x10%1 06biuno evisersiom 6 ocmpoti cmaouu u npu
obocmpenuu ABJIA, 60 epemsa pemuccuu u 6 cmaouu Guopo3a KOAULeCmeo 303UHOPUIO8 Modcem
ObIMb HOPMATLHBIM.

- Jlns ABJIA xapaxmepHo 3HauumenvHoe yeenruueHue yposHs obueeo IgE 6 cvisopomke kposu,
00viuno 6onee 500 mxe/n. Bo epems pemuccuu Ha no30HUX cmaousix cooepocanue obwezo IgE 6
CbIBOPOMKE KPOBU CHUIMCACMCS, XOMs OCMAemcs 6blile HOPMAlbHuIX nokazamenell. IlosvlueHue
yposHs obwezo IgE — pannui npusnax obocmpenus ABJIA, komopwiii o3nuxaem 00 KIUHUYECKUX
npossnenuli 3a001e8aHus.

- Cneyuguueckue IgE u IgG x Aspergillus svisasnsiom npu oebrome unu obocmpenuu ABJIA.

- Yyecmeumenvnocmo onpedenenust cneyuguueckoeo Aspergillus IgG 6 cvigopomke kposu y
nayuenmos c¢ XAJI cocmaensem oxono 90%. Ilpu smom y 50% nayuenmoe ¢ MB svisasnaiom
nosviuenue cneyupuuecxkozo Aspergillus IgG 6 cvisopomre kposu 6e3 KIUHUKO-PEHM2EHOL02ULECKUX
npusnaxos XAJIL.

- Uzonuposannoe nosviwenue ypoehs cneyugpuueckoeo Aspergillus IgG 6 cwisopomre kposu e
O0onoIHUmenbHblX Kpumepues ouacHocmuxku XAJI He saensiemcs ocHosanuem 01 HpoGedeHUs
AHMUMUKOMUYECKOU mepanuu.

- Cooepoicanue odoweeo IgE npu XAJI moscem o6vimov ymepernno nosviwero (100-500 Eo/n), unozoa
onpeoensiiom cneyughuueckuri Aspergillus IgE.

- Ilpu XAJI y nayuenmos c¢ MB sppexmusno onpederenue memaborumos 2pubo8
(eanakmomannana (komnonenma kremounoui cmenxu Aspergillus spp. mecm Platelia Aspergillus, Bio-
Rad) ¢ AJL

- Cneyughuunocms u uyecmeumenvpHocms onpeoenenus 2arakmomanuana 8 bAJI npesviwarom 80%,
Umo @vlue pe3yibmanmos UCcie008anus CbleOPOMKYU Kposu. OnmuManbHbiti OUAZHOCMUYECKUL UHOEKC
onmuyecxou niomuocmu mecma Platelia Aspergillus 6 BAJI ne onpedenen: npu ucnonv3osanuu

nokaszameiis 0,5 — nosevluiiaemcs 4yecneumelbHocmbs Memoaa, npu ],0 — cneuuqbutmocmb.
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B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsabps 2017 2 Ne 804u om «O6
VMBEPIHCOeHUU HOMEHKIAMYPbl MEOUYUHCKUX VCILY2» eCMb HEeCKONIbKO YCaye: UCCIe008anue YPO8Hs
obwezo ummyHnoznooyruna E 6 kposu, onpedenenue anmumen x epubam pooa acnepauinvl (Aspergillus
Spp.) 6 KpoBU, KOMNIEKC UCCIe008anull Ol BbIAGIEHUS aAllepeeHa, onpeoeienue Memaboaumos
2pub08).

Iayuenmam ¢ MB cnedyem eorceco0Ho onpodensimv Konyenmpayuro obujeco IgE 6 cvigopomre
Kposu.

Ecnu yposenv obwezo IgE cocmasnsiem 200-500 mke/n u ecmv nooospenue na ABJIA, credyem
nosmopums ananuz yepes 1-3 mecaya;

Tocne navana nevenuss ABJIA neobxooum MOHUMOPUHE C KIUHUYECKOU OYEHKOU, YPOSHeM 00ue2o
IgE 6 cvisopomke, cnupomempuel (UCCIe008aHUE HECHPOBOYUPOBAHHBIX ObIXAMENbHLIX 00HEMO8 U
nomokog) u penmeenocpaghueli 2pyoHol Klemku (pewmeenocpagusa neckux). Bo epems neuenus
KoHyenmpayuio oowezo IgE 6 cvieopomie credyem usmepsamo Kasicovie 6—8 neodein.

B nepuoo pemuccuu monumopune odowezo IgE 6 cvisopomre ciredyem nposooumsv kadxcovie 3
Mecaya 8 meueHue nepeozo 2004, a 3amem Kaxcovie 6 mecayes.

Usmepenue Aspergillus-cneyugpuueckux IgE u IgG (onpedenenue anmumen xk epubam pooa
acnepaunnvl (Aspergillus spp.) 6 kposu) 6o epems neuenus He YenecoodpasHo, NOCKOIbKY UX YPOBHU He
KOppenupyrom co  CHUdceHuemM  obwjeeco  cvlgopomounoeo IgE  unu  KIuHUYeCKux  uiu
PEHM2EHON02UUECKUX NPOs6IeHU)

° PexomMenmoBano nanueHTam C MB C MOI03PEHUEM Ha ABJIA T
WCKITIOYCHUS/TIOITBEPKICHUS MHUKOTCHHOW CEHCHOWIHM3AIlMU TIPOBEJACHHE KOXHOW MpOOBI ¢
antureHom Aspergillus (HakoskHBIC HCCIICTOBAHUS PEAKIIMK Ha ajuieprennl) [38].

YYP-C, Y1 -5).

KommenTapmii: B coomeemcmeuu ¢ [Ipuxazom Munzopasa Poccuu 13 okmsabopsa 2017 & Ne 804n om
«06 ymeepaicoeHuu HOMEHKAAMYpPpbl MEOUYUHCKUX VCIye»: HAKONMCHble UCCIe008AHUS PeaKyuu Ha
annepeetvi.

Kooicnass  npoba ¢ ammueenom  Aspergillus — omauuaemcss  evicokoil  OuazHocmuueckoll
YYBCMBUMENbHOCHbIO, HO HU3KOU cneyugduunocmoio. Ilonocumenvhvie pe3yivmamol KONCHOU NPoodbl
HepeoKo BbIABIAIOM Y OONbHBIX MYKOBUCYUO030M be3 ABJIA.

e PekoMeHIyeTCcs MaToJ0rOaHaTOMHYECKOE HCCIIEAOBaHNE OHOTICUHHOTO (OMEPAIMOHHOTO)
MaTepuaia TkaHell serkoro y mauueHtoB ¢ MB u XAJl ¢ ummnpernanueit cepebpom mno I'omopu—
['pOKOTT C 1eNbI0 JUArHOCTUKHM HOMYJSPHOTO acTepruiiie3a, a TakKe UCKIIOUEHUsT HOBOOOpa30BaHUS
Jerkux, Tyoepkynesa [16,85,86].

YYP-C, Y1 -5).
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KommenTapuu: B coomeemcmeuu ¢ [Ipuxazom Munzopasa Poccuu om 13 okmsaops 2017 e Ne 804n
«O6 ymeepoicoeHuu HOMEHKIAMypbl MeOUYUHCKUX VCIYe»: NAMOI020AHAMOMUYLECKOe UCCIe008aHUe
buoncuiinoco  (onepayuonHozo)  mamepuaia — mMKaHel  1e2K020;  NAMOA020-AHAMOMUYECKOoe
uccredosanue OUONCUNIHO20 (ONEpayUOHHO20) Mamepuana mKaHel 1e2Ko20 ¢ HNpUMeHeHueM
2UCTNOOAKMEPUOCKONUYECKUX — MEMO0008, MUKpoOUoniocuueckoe (KyibmypaibHoe) UCCAe008aHUe
buonmama Ha mMuyeauaibHvle cpuosl.

- Ilpu cucmonoeuyeckom uccredosanuu o6uonmama (NAmMoI020AHAMOMULECKOM UCCTEO08AHUU
ouoncutinoco mamepuana) npu XAJl u3 Kasepuvl uiU 30HLL B0CNANEHUS Onpedensom 2ugvl
Aspergillus, npusnaku xponuueckoeo ocnanenus. OcHogHoe HA3HAYeHUe OUONCUU 04a2ad NOPAN*CEeHUS
— OUACHOCMUKA HOOYIAPHO2O ACHepeuilesd, a Mmakxdice UCKIIOYeHUe HOB000PA308AHUsS IecKUX,
mybepkyneza u np. Omcymcmesue eugh Aspergillus 6 buonmame u3 ouaea nopajicenus He UCKIIOYAem
ouaenoza XAJI npu nanuuuu opyeux kpumepues ouacnocmuxu [14].

e PexoMenayercss MUKpOOMOJIOTHYECKOE HUCCIEAOBAHUE OTACISIEMOTO M3 OKOJIOHOCOBBIX IMA3yX
(OHII) (MukpobuoIornYecKoe (KyJIbTypaabHOE) HCCIICAOBAHUE CMBIBOB U3 OKOJIOHOCOBBIX MOJIOCTEH
Ha  adpoOHble U  (DaKyJIbTAaTHUBHO-aHA’POOHBIE  MHUKPOOPTaHM3MBL,  MHUKPOOHOJIOTHYECKOE
(KynpTypanbHOE) HCCIEI0BAaHUE ITYHKTATOB M3 OKOJIOHOCOBBIX IOJIOCTEH Ha HECIopooOpasyrolne
aHad’pOOHBIC MHUKPOOPTAHWU3MBI) [UIS HICHTH(HUKAIMU I1aTOTCHA/-OB W OMpeAeNieHUus ero (uXx)
4yBCTBUTEILHOCTH K aHTUMUKPOOHBIM mipernaparam mpu XPC Ha done MmykoBucimo3a [87,88].
YYP-C,¥YI/1-4).

KommenTapuii: 3a60p mamepuana nposooumcsi 6pavoM-OmoOpUHOIAPUHSOTI020M 60  BPeMsl
npogedeHUss IHOOCKONUU NOLOCMU HOCA (IHOOCKONUYECKasi IHOOHA3ANbHASL Pesu3us NoI0Cmu Hocd,
HOCO2I0MKU) UIU XUPYP2ULECKO20 8MeulamenbCmead Ha OKOJIOHOCOBbIX NA3YXax HOCA.

Kononuzayus cunecnounoli nanoukou u opysumu KIUHUYECKU 3HAYUMbIMU namozeHamu npu MB
00b1yno Hayunaemcs umenno ¢ OHII; 6 bonee pannem 6o3pacme u 00CMOBEPHO Yauje umeen Mecmo y
oonbnvix MB ¢ nonunoznvim XPC. Hccnedosanue cmbl808 u3z OKOJIOHOCOBLIX NOJOCMEL NO380/1em
BbIABNIAMYL  KOJIOHUZAYUIO, A MAKHCe MONCEM CAYHCUMb MemoooM KOHMPOAA dhghexmusHocmu
apaoukayuounol mepanuu. Hccrnedyemvli mamepuan modxcem Obimb HONYYEH HA CMEPUNLHDLU
BUCKO3HBLIL Mamnon (30HO-Mamnon MeOUYUHCKULL OOHOPA308blil, CIMEPUTbHBIIL) U3 6EPXHEUETIOCIHbIX
nazyx mMemooom OUASHOCMUYECKOU NYHKYUU NA3VXU, UHMPAOnepayuoHHo nymem 3abopa sxccyoama
U3 BEPXHEYeNIOCMHbBIX NA3YX UIU NPU 30HOUPOBAHUU Yepe3 PACUUPEHHOe COYCMbe Y NaYyueHmo8 nocie
9HOOCKONUYECKO20 DPUHOXUPYPSUHECKO20 NeUeHUsl, ¢ NOCIeOVIOWUM nomeujeHuem mamnoua (30Ho-
MAMNOH MEOUYUHCKULL OOHOPA308blil, CIMEPUTIbHBILL) UTU 8 NPOOUPKY C MPAHCNOPMHOU CPpedoll Dumca
(Tpancnopmnass cucmema c¢ ocuokou cpeoou Dimca (TCI)), a maxdxce npu omcymcmeuu

6blUEYKA3AHHbBIX 603M09fCHOCm€I/7, npu  npomvl6aHuu  OKOJIOHOCO8bIX nonocmeti CMepPUlbHbIM
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pacmeopom Hampus xaopuoa** 0,9% c nocnedyrowum nomeweHuem 5 M1 COOPAHHOU HCUOKOCTU 8
npobupky ¢ dcudkoti mparncnopmuoil cpeoou dimca (ITpancnopmuas cucmema ¢ HCUOKOU cpeodoil
Diimca (TCD)). Cobpanmuwviti mamepuanr mpaHcnopmupyemcs 6 YCl08UsiX U CPOKAX, AHAIOSUYHBIX

MOKpome.

Buoxumuueckoe uccnedosanue Kpogu

. PexkoMeH1I0BaHO TpOBEACHHE BCeM mMmaipeHTaM ¢ MB OHOXMMHYECKOro aHain3a KpOBU
00IIeTepaneBTUYECKOro (MCCIIeIOBaHNE YPOBHS O0IEro Oejka B KPOBH, HCCICIOBAHUE YPOBHS
anpOyMHHa B KPOBH, OIpECICHHE aKTUBHOCTH acmapraramuHorpancdepassl B kpoBu (ACT),
OIpejieJieHHe aKTUBHOCTH alaHHHaMHUHOTpaHchepassl B KpoBu (AJIT), ompenerneHre aKTHBHOCTH
raMmma-TiroTaMuiITpaicdepasbl B KpOBH, OINpPE/ICICHUE aKTHBHOCTH MIeIouHON (ocdaTa3bl B KPOBH,
UCCIICIOBaHHE YPOBHS XOJIECTCPUHA B KPOBH, HUCCJICIOBAHHE YPOBHS TPUIIIMIICPHIOB B KpPOBH,
UCCJICIOBaHKE YPOBHS HATPHsI B KPOBH, HCCIICAOBAHNE YPOBHS KaJIUsi B KPOBHU, UCCIICIOBAaHHE YPOBHS
XJIOPHIOB B KPOBH, ONPE/IC/ICHUE aKTHBHOCTH aMHJIa3bl B KPOBH, ONPEICICHUE aKTHBHOCTH JIMTIAa3bl B
CBIBOPOTKE KpPOBH, HCCICIOBAHUE YPOBHs OOIIEro OWIMpyOMHA B KPOBH, HCCIICAOBAHHUE YPOBHS
CBOOOJIHOTO U CBSI3aHHOTO OMIMpYyOWHA B KPOBH, HCcienoBaHue ypoBHS C-peakTuBHOrO Oenka), 1 pa3
B 6 Mec., [0 TIOKa3aHusM - vamie. McciieoBanrue mpoBOAUTCS € LENbI0 KOHTPOJIS COCTOSIHUS MICUYCHH,
GYHKIHH TIOIKETYI0YHOM JKeNIe3bl, 3JEKTPOIMTHOIO 0OMEHA M XPOHHYECKOTO BOCHAJICHUS COTTIACHO
nokazanusm (Tpunoxenune A3.2») [2,62].

YYP-C,¥a1-5).

KommenTapuii: xowmponv snekmponumos npu nceedo-bapmmep cunopome npogooums no
nompeoHocmu.

. PexoMeHoBaHO ¥WCClIEIOBaHHE KHCIOTHO-OCHOBHOTO COCTOSIHHS KpPOBH  (HMCCII/IOBaHUE
KHCJIOTHO-OCHOBHOT'O COCTOSIHHSI M Ta30B KPOBH, UCCIIEI0BAaHHE YPOBHS Oy()EpHBIX BEIIECTB B KPOBH),
YPOBHEH HATPHUS W KU NPU MMOJ03peHUH Ha cuHapom IlceBno-baprrepa y maimentoB ¢ MB u npu
KOHTpoJie Tepanuu cunapoma I[Icesmo-baprrepa [2,89,90].

YYP-C, Y11 -5).

KommenTapuii: uccredosanue Kuciomno-ocHOBHO20 COCMOSIHUA U 24308 KPOBU, UCCIe008AHUE YPOBHS
OvpepHbix Gewecms 6 KpoGu NPOBOOUMC MAKdce Npu Opyeux COCMOAHUSAX (Hanpumep, npu
MEKOHUeBOM uleyce, CUHOPOME OUCMANbHOU UHMECMUHALLHOU 0OCMPYKYUul, Npu XupypeuuecKkux
BMeULAMenbCmaeax u 000Cmperur OPOHXO0Ie20UHO20 NPOYeccd, NOMPedo6aAsUIE20 20 CNUMATU3AYUL)

. PexkoMeHI0OBaHO BBIMOJIHEHUE KOAryJIOrpaMMbl (OPUEHTHPOBOYHOTO HCCIIETOBAHUS CHCTEMBI
reMocTas3a) BCEM MaI[MeHTaM IMPH MEPBUYHON AMarHoctuke MB, W Npu HaIW4YuM 1Uppo3a medeHu 1

pa3 B 6-3 Mec., 10 MOKa3aHUsAM Yalle, C LeIbI0 KOHTPOJISI OETKOBOCHHTETHUECKOM (PYHKIIUHU TICUYCHH U
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CBOEBPEMEHHOI'0O MPEIOTBPAIICHHUS FEMOPPArnIecKux ociaokHeHui [21].
YYP-C,¥aA1-5).
Kommenrapuii: maxoice uccnedosanue koazynoepammul (OpUeHmMUpPoBOUHO20 UCCIEO08AHUSA CUCEMbL
2emocmasa) mocem nompedo8amvcsi Npu OUACHOCMUKE U Mepanuu MeKOHUe8020 uieycd, nepeo
XUpypeuueckumu  8Meuwamenbcmeamy U neped  NOCMAHOBKOU — Nopm-cucmemsl  (nopm
UH@DY3UOHHBIU/UHDEKYUOHHBLI, umnaaumupyemolii ***) CO2NACHO COOMBemcmeayIouuM
DPEKOMEHOAYUSIM.
B rauecmee ckpunune-memooa moeym npogooumwscs: Hccnedosanue epemeHu  C8epmMbléaAHUsL
HeCmaobunu3upoBanHou Kpoeu Uil peKkarbyupurayuu niasmvl Heakmueuposanuoe, Hccreoosanue
8peMeHU KpOBomeueHUsl.
B nexomopvix cumyayusax modcem nompedo8amuvcsa onpeoeieHue mpomMouHo8020 6pemenu 6 Kposu,
onpedenenue akmusHocmu anmumpomoéuna Il 6 Kkposu, ucciedosanue aKmMu6HOCMU U CEOUCME
¢axmopa Bunnebpanoa 6 kposu.
. PexoMeHI0BaHO HCCIIeIOBaHUE YPOBHSI TJIFOKO3bI B KPOBU BceM mareHtam ¢ MB 1 pa3 B 6
MEC. C IENbI0 KOHTPOJS DHIOKPUHHOW (YHKIMU TOJDKEITYJAOYHON IKeJe3bl, CBOECBPEMEHHOM
muarnoctuku MAC/] [49,91].
YYP-C, ¥4 -5).
o PexoMeH10BaHO B KauecTBE CKpUHMHTA AJIsi cBoeBpeMeHHOoM nuarnoctuku MAC]] nposeneHue
nepopanbHOro riroko3otoiepanTHoro tecta (III'TT, mpoBereHHE TIHOKO30TOJIEPAHTHOIO TECTa) C
Harpy3koi rmoko30it (1,75 r raroko3sl/kr, HE Gonee 75 T), (TOUKM KOHTPOJIS — HaTomiak, depe3 60
MUHYT, yepe3 120 muHyT) Bcem AetsiM ctapiie 10 jet (1o moka3zaHUsIM paHbIIIE) €KEroJHO B MEPHO
KIMHHYECKOU cTabmibHocTH [49,92,93].
YYP-C,¥a1-5).
Kommenrapmii: Omxionenus, 6visigieHHble 8 X00€ eOUHUUHO20 OPANIbHO20 2NIIOKO30MONEPAHMHO20
mecma, OONJCHbL ObIMb NOOMBEPAHCOEHbL NOGMOPHLIM MecmoM. Bo3moodcHo 0na ouasHocmuxu
UCNONb308AMb HENPEPBIBHBLIL MOHUMOPUHE YPOBHSL 2TIIOKO3bI.
Onpedenenue enukemuu Hamowjax u depesz 2 yaca nocie npuema nuwy 8 medeHue nepevix 48 uacos
w/unu ITI'TT yawe npoeoosamcs 6 ciedyiowux Ciyyasx:

1) obocmpenue necounoeo 3abonesanus,

2)  BHYmMpUBEHHAsE AHMUOAKMEPUATbHASL MEPANusl,

3) Hauano npuema KOPMUKOCMEPOUOO8 OJis CUCIIEMHO20 NPUMEHEHU,

4)  sHmepanvHoe KopMmieHue Yepe3 30HO Ul 2ACTPOCTOMY,

5) nranuposanue bepemennocmu u nepuoo bepemennocmu (12-16 neo. u 24 -28 ned.) u uepes

6-12 neo. nocie bepemenHocmu,
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6) naanosas mpancnianmayus Opeanos,

7) onepamusHoe emeulamenbCmeo,

8) manuuue cumnmomos ouabema [49,91].
o Wcnonb3oBanue  rimkupoBanHoro remorimoomna  (HbALc)  (MccinenoBanue — ypoBHS
TJIMKAPOBAHHOTO IeMOTJIOOMHAa B KPOBH) B Ka4eCTBE CKPUHHUHI-TECTA HE PEKOMEHIYETCS B CBSI3U C
HEJI0CTaTOYHON MH(POPMATHBHOCTHIO /IS MAlMeHTOB ¢ MB 1o stum mokasanusm [49,92].
YYP-C,¥aA1-5).
Kommenrapumii: y nayuenmos ¢ MyKoSUCYUOO30M HOPMANbHLIL APOQDUIL  2TUKUPOBAHHO2O
2eM02100UHA He UCKTIoYaem Haludue caxapnozo ouabema. Hccredosanue modcem Oblmb HA3HAYEHO C
yenvlo Koppekyuu uHcyrunomepanuu y nayuenmos ¢ MB u MACH, a maxoice nayuewmam c
Hapywenuem monepanmuocmu k eniokosze [94]. Ilpu napywenuu morepanmmocmu K 2noko3ze, Kpome
moeo, uccinedyemcsi yposenv C-nenmuoda 6 kposu [95]. [lo nokasanusm modcem ucciedoamvcs
MPEXOHEBHbIU 2TUKEMULECKUL NPOPUTD.

e Pekomennyertcs nauuentram ¢ MB u MAC/] npoBeneHue perysasipHoro KOHTPOJIs YIJIEBOIHOTO
oOMeHa (MccieIoBaHue YPOBHS TIIFOKO3bI B KPOBH HE MEHEe 3 pa3 B JICHb) C LEJIBI0 CAMOCTOSTEIIBHOTO
MOHUTOPUPOBAHUS COCTOSIHUA. VlccienoBanue ypoBHS TIIMKHMPOBAHHOTO TE€MOIVIOOMHA B KpPOBH
PEKOMEHIYETCSI TTPOBOIAUTH €KEKBAPTAILHO C IEIBI0 KOPPEKIIUHA HWHCYJIHMHOTEPAIIUN Y MAlUCHTOB C
MB u MAC/I [49,92].

YYP-C,¥a1-5).

KommenTapum: yenesoe 3nHauenue yposHs eIuUKUpOBAHHO20 cemocnobuna Ha goue nevenus MAC/]
cocmasnsiem <7%.

o PekoMeHZ0BaHO I KOMILUIEKCHON AMAarHOCTUKH OCTEONOpO3a M AMATHOCTUKH TMATOJOTHH
modek marueHTam ¢ MB ucciieoBanue ypoBHsI OOIIET0 KaJbIUsS B KPOBU M UCCIICJOBAHHUE YPOBHSI
MOHW3UPOBAHHOTO KaJIBIIMs B KPOBH, HCCICIOBAHUE YPOBHS HeopraHudeckoro ¢ocdopa B KpPOBH,
UCCIIeTIOBaHNE YPOBHS KpeaTHHHHA B KPOBHU U KIIMpeHca kpeaTuHuHa (pacuet o ¢popmyne Kokpodra-
['onTa), onpeneneHne akTUBHOCTH LIETOYHOU ocdarassl B KpoBH [2].

YYP-C,¥a1-5).

Kommenrapun: Hzuenenus nabopamopHulx noxaszamenei He AGIAIOMCA KPUMEPUAMU NOCMAHOBKU
ouaznosa ocmeonoposa. Jlabopamopuvie memoobl UCNONL3VIOMCA NO NOKA3AHUAM O/l NPOGeOeHUs
oughghepenyuanvHol OUACHOCMUKU OCMEOnopo3a ¢ Opy2umu 3a001e8aHUIMU CKelemd, OYeHKU
be30nacHoCmu HA3HAYeHUs NPenapamos, GIUAIWUX HA MUHEPATU3AYUI0 KOCMel, aHalu3a npoyeccos
gopmuposanus u pe3opoyuu KOCMHOU MKAHU.

e V Bcex manueHToB ¢ MB pexomengoBaHo exerogHoe wuccienoBanue ypoBHs 25(OH)

BUTaMHHa ]_I B KPOBH, NPEANOYTHUTCIBHEC JICTOM H 3HMOﬁ, C ICJIBIO CBOCBPEMECHHOI'O BBIABIICHHA
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nedunura BuTamuHa D, mogdopa 1036l ButamuHa D 1, cOOTBETCTBEHHO, MPOMUIAKTUKH OCTEONIOPO3a
[96].

YYP-C,¥aA1-5).

KommenTapmii: Pexomenoyemsiii yposenv 25(0OH)D cvisopomku kposu 30-50 ne/mn (75-125 nmonv/n)
u ne eviute 100 ne/mn (250 nmonwv/n) [424, 425, 426].

Hccneoosanue 1,25 (OH)-D ne pexomenodosano [96].

Pabouas epynna Meacoynapoonoeco @onoa Ocmeonoposza (International Osteoporosis
Foundation) u Meosicoynapoonou @edepayuu Knunuueckot Xumuu u Jlabopamoproti Meouyursl
(International Federation of Clinical Chemistry and Laboratory Medicine) pexomendyem 0
UCCe008AHUSL KOCIHO20 0OMEHA 02PAHUYUMbCA 08YMsL MAPKEPAMU CblBOPOMKU Kposu. N-KoHyesbie
nponenmuodvl npoxoniazena I muna (PIN -mapkep xocmeoobpaszosanusi) cvieopomku kposu u C-
KOHYesvle menonenmuosvl MoleKkyl Koiiazena I muna, cesazanuvie nonepeunvimu cuuskamu (CTX-
mapkep pesopoyuu xocmu) [97]. Oyenxa smux mapxepog modicem NpPoBOOUMbCS Y B3POCIIbIX
nayuenmos 01 pamuell oyeuku (uepez 3 mec.) s¢hghexkmusnocmu anmupezopomusnon (CTX
cvlgopomku) unu kocmuoaunaboauveckoti (PINP cvieopomku) mepanuu.

o PexoMeHyeTcss IpOBOAWTh MOHUTOPHHI HCCIICIOBAHUS YPOBHS JKeje3a CHIBOPOTKH KpPOBHU
(e’keroJHO, MO TOKa3aHUSAM - Yallle) C IETbI0 BBIABICHUS ACPUIMTA Keie3a W/WIM XPOHUIECKOTO
BocrnaneHus [62].

YYP-C, Y1 -5).

J PexoMeHnayeTcsi mpoBOUT, MOHUTOPHHT YPOBHEH KUPOPACTBOPUMBIX BUTaMUHOB (A, E, K) u
BUTaMHUHAa By B ChIBOPOTKE KpOBH MamnueHTam ¢ MB, mo moka3zaHusiM ¢ IEIbIO CBOEBPEMEHHOTO

BBISIBIICHUSI UX HEJIOCTaTOYHOCTH M aJieKBaTHOW Koppekiuu Tepanuu (Tabm. 9, Ilpunoxenue A3.2)

[2,62].
YYP-C, Y1 -5).
KommenTapmii:

Taonuya 9. Hopmamussl yposHeii 6UMamuHos8 6 cblgopomke Kposu nayuenmos ¢ MB

Bumamun A (pemunon) 30-72 ne/mn’

Bumamun E >(,7 m2/on
o-mokogepon/xonecmepun >5,4 me/e

Bumamun K (menaouona nampus oucyrvgpum) IIpompombunosoe apems
Bumamun By (HuaH0K06(lﬂ(lMuH2) 187-883 ne/mn

Bumamun D (25(0OH)D) 30-100 ne/mn

1 .
- peKoMeHOyemcs Onpeoensimv NAYUeHmam Ha MmapeemHou mepanuu 01s NpoQUIAKMUKU

nepeoo3uposKu
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2 pexomendyemcsi onpedenimov 'y nayuenmos ¢ MB ¢ cunOpomom KOpomKol KuwiKu, nocie
00WUPHOU pe3eKyuU KUEeYHUKA.

Huskue yposuu srcupopacmeopumvlx GUMAMUHOE pPe2UCMPUPYIOMCA  NPpAKMU4ecKu y 6cex
NAYUEHMO8, HECMOMPSL HA AOEKBAMHYIO 3aMeCMUMENbHYI0 Mepanuio.

Iloxaszano, umo ymepenrHo nosviuierHvle YpOo8HU pemuroaa (0o 110 me/on) é cvieopomke Kposu
nonoxcumenvto koppeaupyom ¢ O@B1 (OPB1 >80% y 90% u3 makux nayuenmos), He3a8UcumMo om
603pacma, NAHKpeamuyeckol QYHKYUU U HYympumueHo2o cmamycd, 06e3 KaKux-iubo NpusHaxkos

MOKCUYHOCMU.

V nayuenmos, ne noayuarowux mepanuto, MB moocem manughecmuposams cemoppacuieckum
cunopomom Ha gowne depuyuma eumamuna K. YV HoeoposcOennvix u epyonvix oemeti OH MOdCem
NPOSIBUMBCSL HEOOBACHUMOU 2eMOPPAULeCKOll NYPNYPOL, UHMEeCMUHAIbHLIMU KPOBOMEeUeHUIMU,
ONUMENbHOU  KPOBOMOYUBOCMbIO 6 Mecmax uHvekyul. Cmapuue Oemu, Haxooswuecs Ha
UHMEHCUBHOU AHMUDOAKMEPUATILHOL MEPANnUU UIU ¢ CONYMCMEYIOUUM NOPAICEHUEM NedeHU, MaKice
CKIOHHbI K HAPYWEHUIO NPOYECcCo8 Koazynayuu, oaxce Ha ¢hone npuema sumamuna K.

. PexomeHna0BaHO BceM MalMEHTAM MY KCKOro IoJia B Bo3pacte crapuie 15 ner c
MYKOBHUCIIHJIO30M MPOBEICHUE CHEPMOTPAaMMBbl M MOJIEKYJISIPHO-TEHETHYECKOro (MOJIEKYISIPHO-
reseTuyueckoe uccieaoanue myranuii B rene CFTR (MykoBHCIIHI03) B KPOBH), €ClIU HE ObLI paHee
BBITIOJTHEH) WCCIICJIOBAHUS C MEIbI0 OMPEIeICHHs TPOrHO3a W TaKTHKH PEIISHUs BOIPOCca
penpoaykiuu [98,100,101].

YYP-C,¥YI/1-4).

KommenTapuu: cnepmocpammy makdce crnedyem 6bINOIHAMbG NAYUEHMAM MYIHCCKO20 NOAA C
YCmMaHoenenHulM  ouacnosom MB 6 npoyecce oOunamuueckoco HaONOOEHUs npu OMCYMCMEUU
asoocnepmuu ¢ yacmomotu, 8 cpeouem, 1 paz 6 200.

e PexomeHmoBaHO BceM TaIMEeHTaM MYXCKOTO Tola B Bo3pacTe crapme 15 et c
MYKOBHCIT/IO30M TIPOBEJCHHE WCCICIOBAHUS YPOBHS OOIIET0 TECTOCTEpOHAa B KPOBH W
CTEPOM/ICBS3BIBAIOIIETO TNIO0OYIMHA (MCCIIe0BaHUE YPOBHS TJIOOYIMHA, CBS3BIBAIOLICTO ITOJIOBBIC
TOPMOHBI, B KPOBH) B CBIBOPOTKE KPOBH C II€JIbIO TUArHOCTUKH Tunoronaau3ma [102,103,104].
YYP-B, Y1 -3).

KoMMeHTapuu: npyu BBISABICHUU SHIOKPHHOJIOTHYSCKUX HApYIICHWH - HaOmrojeHWe | pa3 B Toj |
JIeYEHHE y Bpava-sHAOKpUHOJOra. [Ipy OTCYyTCTBUM 3HAOKPUHOJIOTHYECKUX HAPYIICHUI-C 4aCTOTOMN
He pexe 1 pa3 B 3 roza.

Memoobt noobopa namozenemuueckou mepanuu (ueaxagpmop+aymaxagpmop™*)
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J [Ipu na3znaueHuwm mnpemnapaTta uBakadroptiaymakadTop*™ pekoMeHIyeTcss UMETh IaHHBIE O
TeTEPO3UTOTHOM HOCUTENIBCTBE 00ouMH poauTeassmu mytanuu F508del (cornmacHo uncTpykiun). [pu
OTCYTCTBHMHM  Takoil  MH(OpMAIMM  PEKOMEHAYETCS MPOBECTH  MOJEKYJISPHO-TEHETUYECKYIO
JIMArHOCTHKY C LENbI0 BBIICHEHHS] Te€TEPO3UIOTHOIO HOCHUTENbCTBA poauTessiMu Bapuanta F508del.
Ecnmu pomutenu (uaw XOoTst Obl OAMH W3 POAMTENEH) MO KAKUM-JIMOO TPUYMHAM HE JOCTYIHBI IS
MIPOBEJICHUS TAHHOTO MCCIICIOBAHMS, TO PEKOMEHAYETCS MAalUEHTY OMOIHUTEIFHO MPOBECTH aHAIIN3
C LENbI0 MCKJIFOUCHHS HaIM4Ms TPOTSHKCHHOW nenenuu B obOmactu myrauuu F508del, To ectp s
MCKJTFOUEHUS] TEMU3UTOTHOCTH T10 JIaHHOW MyTalnu. PEKOMEHTyeTcsl TaKkKe NCKITIOUYNTh HOCUTEIBCTBO
Bapuanrta L467F eena CFTR (NM_000492.3:c.1399C>T; NP_000483.3:p.(Leu467Phe)) B cocrase
KOMITIEKCHOTO ayuens ¢ myraruei F508del, nokazaHHO TPUBOISIIETO K PE3UCTEHTHOCTH K TEPAIHU
[105,106,107,108,109,110, 427].
YYP-CVYIA-4).
. PexomeHyeTcst mpuMeHeHue POPCKOITMHOBOIO TECTA HA KUIIIEYHBIX OPTaHOUAX, MTOTYYCHHBIX
OT TAIMEHTa B pe3yJbTaTe OMOICHU MPSIMON KHIIKHU C IEJbI0 ONMpEaesICHHs MMOKa3aHUi K TapreTHON
Teparuu:
o Ilpm penkux wmyramusx reHa CFTR ¢ menblo OIGHKM BO3MOXKHOCTH —IPOBEICHUS
naToreneTuuecko tepanuu [111,112,113,114, 428].
o Ilpu orcyrctBum »3¢dekra (cormacHO HWHCTPYKIMHU) dYepe3 6 MecsaleB (s mpemnapara
uBakagpToptiymakapTop**), qyepes 12 MECSIIEB (s npenapara
uBakagpTop+rainekcakapTop+resakapTop U UBaKapTOp) OT HAYaIa Teparuu
o BceMm mammenTam - HOCHTENSIM KOMIUIEKCHBIX ajUlelel JUIsl BBIACHEHHS YyBCTBHTEIBHOCTH K
uBakadropy+iymakadropy u uBakadropy-t+anekcakapropy+rezakapTopy u uBakadropy [111-
117, 428]
YYP-C, Y1 -5).
Kommenmapuu:
Ilpu nonyuenuu Kyibmyp OpeaHoudo8 U GbINOJHEHUU (POPCKOIUHOB020 MeCmda  OOANCHY
UCNOIL308AMbCSL NPOMOKObL, paspabomanivie nood pykosoocmeom J{. Bexmana [111, 112, 113, 114]

u onucantvle 6 omeuecmeaennou pabome [118, 428].

2.4 UHCcTpYMEHTAJbHBIE TMATHOCTHYCCKHE HCCJICTOBAHUS

MeTtoabl BU3yaIu3auuu Jerkux
o Pekomenayercss mpoBeneHue peHTreHorpaduu opraHoB rpyaHoi kietku (Pentrenorpadus

J]CFKI/IX/PCHTFCHOFpa(I)I/ISI JICTKHUX I_II/I(l)pOBaH) nanueHTaMm C IMOAO3PCHUCM Ha MYKOBUCHOUAO3 U
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MaIMeHTaM ¢ MYKOBHUCIIMIO30M C LIEJBI0 ONPENEICHUsT XapaKkTepa U o0beMa MOpPaKCHUs JICTOYHON
Tkanu [1,2,21].

YYP-C,¥YA1-5).

Kommenrapun: penmeenocpagus opeanos epyorotll KiemKu Modcem Gblseunb MaKue NpUsHaKu, Kaxk
Odehopmayusi u ycuienue 1e204H020 PUCYVHKA, NHeBMOGuOpo3, nepubpOHXUAIbHAS UHGUILMPAYUs,
KOHcOonuoayusi  (amenekmaswvl), OPOHXOIKMA3bl, OVIIbl, 6bIA8UMb NPOSGIeHUL OPOHXUATLHOU
obCcmpyKyuu: JOKANbHblE YYACMKU 830VMUsL JIe20YHOU MKAHU, YBeludyeHue pempocmepHAaIbHO20
NpOCMpancmea, ynioujeHue ouagpazmvl, a maxdce Kugos, ymoaujenue OPOHXUANbHBIX CHIEHOK,
cauzucmule npooku. Ilayuenmam ¢ MyKosucyuoo3om nposooumcst no NOKA3aHusM, 8 cpeonem 1 pas 6
2 200a ([Ipunoscenue A3.2).

Hannwiti memoo moocem Ovimv HEOOCMAMOYHO UHDOPMAMUBEH O MOYHO20 ONUCAHUSL XapaKmepa
UBMEHEHUTl 8 JIecKUX, HO UMeem MEeHbULYIO JIyHesylo HazpysKky. /o nacmoswe2o epemeHu 6 pa3HblX
YeHmpax, Kypupyiouwux nayuenmos ¢ MYKOBUCYUOO30M, 6 MOM Hucie 3apyOedicHulX, O
OUHAMUYECKO20 HAONIO0EHUs 3a NAYUEHMOM Yauje UCNONb3Yemcs peHmeeHocpaus, 8 psoe YeHmpos -
KomnvlomepHas momoepagus [21].

e Pekomenayercsi mposeneHne kommboTepHo ToMorpaduu (KT) opraHoB TpymHOM TOJIOCTH
MalieHTaM C TOJO3pEHHEM Ha MYKOBHCIUI03 M TMAlMEHTaM C MYKOBHCIHIO30M C IIEJIBbIO
OIpezIeTIeHHs XapakTepa U 00beMa opakeHust JeroyHo tkanu [1,2,21].

YYP-C, Y1 -5).

Kommenrapuii: 6 nacmoswee épems KomnvlomepHas momozpagus opeanos pyoHoOCt NOI0CmU
ABTIAEMC OCHOBHBIM MEeMOOOM OUASHOCMUKU U3MeHeHUll 8 1eckux npu MB.

Komnviomepuas momoepaghusi opeanog epyonou nonocmu (KT) - sxcnepmuas memoouxa 0ns
Odemanusayuu usmenenuu. IIposooumcs HU3K0003Has KomnviomepHas momoepagua (HIAKT) —
CHUDICEeHUe Cubl Moka 00 1 MA/ke maccol 0 demeil u MOIOObIX 83pPOCabLx 8ecom <50 ke 6 couemanuu
¢ Hanpscenuem Ha mpyoxke 100 kB. Buinonuwsemcs Ha enyoune 800xa, Npu HEBO3MOICHOCHU
3a0epaicku Ovlxauus, demsam 00 3-x jem — 8 yciosusax cedayuu. 1 pas 6 2 200a, npu obocmpenuu —
gHeouepeonoe uccrnedosanue. Pyukyuonanvrnoe KT-uccnedosanue opeanog epyoHoli noiocmu «Ha
8b100Xe» 0Nl OYEHKU OPOHXUAILHOU 0OCMPYKYUU NPpU He803MOoicHOCmu evinonHenuss KUDB/].

- KT-aneuoepagus opeanos epyonou nonocmu (Komnwvromeprnas momoepaghus opeanos epyomoii
NOIOCMU C BHYMPUBEHHBIM OONIOCHbIM KOHmMpacmupoganuem/ Komnviomepnas momozpaghus epyoHoi
NONOCMU ¢ B6HYMPUBEHHBIM OONIOCHBIM KOHMPACMUPOBAHUEM, MYIbIMUNIAHAPHOU U MPEXMEPHOT
pexoncmpykyuet) | aneuoepagpus necounoii apmepuu u ee gemeeil / nep@y3uoHHas CyuHmuepapus

Jeekux npu nooospernuu na TOJIA, neped mpancnianmayueil 1e2kux, npu KpoBOXaApKAaHb)
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- Komnviomepnas momocpaghus sasnsemcs, ¢ mom uducie, OCHOBHbIM MEMOOOM OUACHOCTNUKU
acnepeunneza npu MB. Komnvlomepnas momozpaghus eeKux opeanos 2pyoHOU NOA0CMU MOdiCem
8bIABUMb MAKUe NPU3HAKU, KAk Oeopmayus U YcuieHue Jie204H020 PUCYHKA, NHeeMOopuopos,
nepubPOHXUATBHYIO UHDUILMPAYUIO, ameleKma3vl, OPOHX0IKMA3bl, OYILIbL.

- Ilpu ABJIA na KT neexkux evissnsarom «iemydue» UHDUILMPAMbL 8 JlecKUX, OPOHX0IKMA3bl,
pacuiuperue OPOHX08 U3-34 CKONUBWIENCS CAU3U («CUMNMOM NepuamKuy), mak Ha3vleaembvle
CUMNMOMbL  «KOTbYA» U «MPAMEAUHBIX Nymely», npeocmasisaowue cooou YmoaueHue CmeHox
nepughepuueckux 6poHxos 6 pesyibmame NepuOPOHXUATILHOU UHDUILMPAYUU U PUOPO3A, BOZMOICHDL
amenexkma3zvl. OCHOBHbIMU PEHMEEHON02UYeCKUMU NpusHakamu pauuux cmaouii ABJIA saensiomcs
08YCMOPOHHUE — UHDUILMPaAmMbl,  ucuezarwue Nocie NPUMEHeHUs KOPMUKOCMEPOUuoos  OJis
CUCTMEMHO20 NPUMEHEHUs;, NPUSHAKU XPOHUYECKO20 NEePUOPOHXUATLHO20 BOCHANEHUS U MYKOUOHBIX
npobok. Ilozonee 8viAsNIAI0M 08YCMOPOHHUE, NPOKCUMANbHYIE, Yaue 8epXHedo1eable OPOHXOIKMA3bL,
@ubpoz u ymonwenue nnespvi. KT — 6onee uyscmeumenvhviti Memoo GblAGNEHUS VKA3ZAHHBIX
NPU3HAKOS, YeM peHmeeHo2papusl.

- V nayuenmos ¢ XAJI na KT 00bluno 6vlasnsaiom KOMNIEKC OPOHXOIKMA308, OKPYIHCEHHbIl
30HOU BOoCnaneHus, uHo20a cooepicawux acnepeuriomsl. KT npusnak acnepeuniomvl: 0OUHOUHASA
NOIOCMb  C  COOEPIUCUMBIM, CMEWAOWUMC NpU  NnepemeHe NONONCeHusi mena  (CUMNIMOM
«NOSPEMYUIKIY), C XAPAKMEPHOU NPOCIOUKOU 8030yXa (cumnmom «cepnay) [16,38,85,86].

o PexoMenayercsi BBIMONHATH KOHTPOJbHYI0O KT opraHoB TpynHO#l MONOCTH C HENbIO OILEHKU
3¢ (PEeKTUBHOCTH TapreTHOM Tepamu, B CpeiaHeM, yepe3 12 MecsIeB ¢ MOMEHTa cTapTa Teparnud BHE
OCTPBIX PECHUPATOPHBIX 3a00JIEBaHUN BO HM30EKAHUE «OCTPOBOCHAIHTEILHBIX apredaktoB. [lpm
MIPOBEJICHUH TapTeTHOM Tepanuu OTMEUYaeTCsl 0OpaTHOE Pa3BUTE CTPYKTYPHBIX U3MEHEHHUN y AeTei u
B3pocisix [429, 430].
(YVYP-C, YI/T-5)

e PekOMEH/I0OBaHO TMPOBEJACHWE MAarHUTHO-PE30HAHCHONH TOMOrpaduu OpPraHOB TPYJHOW KJIICTKH
narieHTaM ¢ MB B KadecTBe YTOYHSIONIETO METOAA JUIS CHIDKEHHS JIy4eBOM HArpy3Ke Ipu
MHOTOKPAaTHOM KOHTPOJIE BOCHAIUTEIBHOTO Mporecca. Jfo 7 JeT — B YCIOBUSX Celalluu, Mocie — Ha
cBoOO1HOM jbixanuu [119,120].

YYP-C, Y11 -5).

MeToab! BU3yaJIM3alMH OKOJOHOCOBBIX MAa3yX
. Pexomennyercst nposeaenue KT OHII (koHycHO-my4yeBast Wi MyibTUCHUpanbHas) uian MPT

OHII npm mnepBHYHOM OLIEHKE IMATOJIOTMYECKOTO IIpolecca B OKOJIOHOCOBBIX Ia3yXax MW IIpHU

MOJITOTOBKE K K&KJIOMY PUHOXHUPYPIHYECKOMY BMeIarenbeTry [121,122].
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YYP-C, Y1 -4).

Kommenrtapuii: KT OHII npouszgooumcs 8 akcuaibHOU Ni0CKOCMU ¢ peKOHCMPYKyuell u300pajicerus
8 KOPOHAPHOU U Cca2ummanbHol npoekyusx. [lemsam ne pekomenoyemcs evinoanenue KT OHII 6e3
KAUHUYECKUX NOKA3AHUL (C Yenvblo OUHAMUYEeCKO20 HAOI00eHUs), M.K. MO0 6 3HAYUMENbHOU Mepe
yeenuuusaem CyMMAapHylo Jy4eeyio HA2py3Ky (8 c8A3U ¢  HeoOXO00UMOCMbI0 NepuoOUYecKo2o
gvinoanenusi KT opeanos epyonou nonocmu). Bspocnoim KT OHII nposooumcs 1 pasz 6 1-2 200a unu
yauje no noxkazanusam. B snauumenvnou mepe namoznomonuynvimu ona XPC npu MB KT-npusnaxkamu
AGIAIOMCA.  OeMUHEpanu3ayus U Meouanu3ayus Kprouko8UOHO20 OMPOCMKA 6 COYemaHuu ¢
3anoIHeHuemM 8epxXHedentoCmHOL Na3yXu NIOMHbBIM COOEPHCUMBIM, SUNONNA3US (6N10Mb 00 azeHe3uu)
JIOOHBIX U KAUHOBUOHBLIX NA3YX, MEOUANU3AYUs («MeOUualbHoe 6blOYXaHue») 1amepaibHOl CMEeHKU
noarocmu Hoca; 6oee Oblcmpulil pocm 3A0HUX KIeMOK peuemyamozo 1a0upunma no CpagHeHuro ¢
nepeonumu. JlondicHvl  oyenusamuvcs. Haiuvue noaunog Hoca (cmenenv IIH -1l coecnacno
knaccugurxayuu Johansen LV, 1993), nocreonepayuonnvie usmenenus. Penmeenocpagpus OHII ne
aensemcs ungpopmamusuvim memooom ouacnocmuxku XPC npu MB. MPT okononocoswix nasyx
maxoice He modcem Ovimb anbmepuamusou KT, m.x. ne nozeonsem oyeHumsv cOCMOSAHUE KOCMHBIX
CMpPYKmyp.

Ilposooumcsi, 6 mom uucie, 01 OYeHKU ShheKmusHocmu mapeemuoi mepanuu uepe3 200 om ee
cmapma

o Pexomennyercst BbimonHeHue KoHTpoibHOH KT OHII ¢ nensto oneHku s¢dexTuBHOCTH
TapreTHOM Tepamu, B CpelHeM, depe3 12 MecslmeB ¢ MOMEHTa cTapTa Tepalmud BHE OCTpPBIX
pecupaTopHBIX 3a00JIeBaHH BO M30€KaHUE «OCTPOBOCHIAIMTENbHBIX apTedakToBy [431, 432].
YYP-C, Y1 -4).

Kommenrapum: npu danvnetivem naoniooenuu KT OHII oondicna 6einoaHAmMbCa 6 3a8UCUMOCU OM
HAMUYUsL KTUHUYECKUX NOKA3AHUU.

B nacmoswuii momenm Hakonnen 0601bWION KIUHUYECKUL ONbIM U OOCMAMOYHOE YUCIO
nyonukayuii 8 mupe, OeMOHCHPUPYIOWUX BbIPANCEHHBIN NOLONCUMENbHBIL dhhekm  mapeemuoil
mepanuu Ha meyenue XPC 6 6uode 3HauumenbHo2o Yaydulenus Ui HOPMAIU3ayuu nHeeMamu3ayuu
OHII [431, 433]. Obvexmusnas koncmamayus 3¢hghekma 00HCHA OCHOBBIBAMbCS HA PE3YIbMamax
KT OHII ¢ oyenxoii ¢ bannax no cucmeme Lund-Mackay (Tlpunooswcenue I'3) (uru unoii b6annvhotl
oyenxe) [434] u suoockonuueckou xapmume. [Ipu smom nooobuwiti 3¢hghexm credyem odscudamo,
npeosicoe 6ce20, HaA «MPOUHOUY Mepanuu npenapamom usaxkagpmop=+anekcaxagpmop+mesaxagpmop u

**

ueakagmop, 8 mo épems KaKk HA mepanuu npenapamom usaxkagmop-+iymaxkagmop™> snauumozo

yayuwenust cocmosinusi OHIT 06viuno ne nabniooaemes [435].
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Ha c¢one neuenus npenapamom usaxagpmop~+anexcaxagpmop+meszakagpmop u ueakagpmop
ommeuaemcs Ovicmpoe HacmynieHnue 3¢ggexma (cpeonuti cpok ¢ MOMEHmMA cmapma mepanuu u
xkoumponvrou KT OHII cocmasun 7,6 mecsyes [431]) u eco cmotikocms (ne menee 180 oneii [436]).

P50 aemopoeé ykazviearom HaA O0CMOBEPHbLIL NAPALLETUIM MEHCOY CMENEHbIO VIYYUUEHUS]
penmeenonocuueckol kapmunvt OHIT u cnuoswcenuem noxazamens nomosou npoowr [431, 436/, umo
8EPOAMHO MOHCEM UCNOLb308AMBCA 8 POJIU NPOCHOCMUYECKO20 KPUMeEPUsL.

Ilpu smom ommeyaemcs HepaBHOMEPHOCHb 80CCMAHOBIEHUS NHEBMAMU3AYUU PAZHBIX CPYNN
OHII u anamomuueckux 30H CUHOHA3ANLHOU 0Oaacmu: 6onee ObICMPAas NOIOHCUMENbHASL OUHAMUKA
ommeuaemcss 8 OMHOWEHUU NPOXOOUMOCHIU OCMUOMEAMANTbHO20 KOMNIEKCA U NHeeMamusayuu
BEPXHEUENIOCMHbIX NA3YX, HAUbOIee OMCPOUEHHAs. — 8 3A0HUX KIeMKAX peuemyamozo 1abupunma u
KIUHOBUOHLIX nasyxax. Beposmuo, smo cesaszano ¢ anamomuueckumu 0COOEHHOCMAMU Nymel ux
senmuasayuu u openuposanus [431, 432].

Heoonosnaunvimu ocmaromesa kpumepuu oesckanrayuu mepanuu XPC na ¢one s3¢pgpexmusHotl
mapzemnou mepanuu. Ilonnoe eoccmanogieHue 8030YWHOCMU OKOJOHOCOBbIX NA3YX (Omcymcmeue
KaAKo2o-1ub0 namonocuieckozo cyocmpama 6 Hux) u 00CMAamoyHas RPOXOOUMOCHb eCMeCEeHHbIX
U/unu  NOCNeonepayuoHHbIX Ccoycmull, KoHcmamuposauHvie ¢ nomowpto KT, moeym cayocumo
OCHOBAHUEM OMMEHbL MONUYECKOU MYKOIUMUYECKOU U 2IHOKOKOPMUKOCMEPOUOHOU mepanuu ¢
peKomenoayuell NPOOOIHCEHUSI UPPUSAYUOHHBIX Npoyedyp/2ucuenvl NoIOCMU HOCAd C  Y4emoMm

UBHAYATIbHOU CKOMNpOMeEMUpPOBARHOCMU OAHHOU 30HMbL.

B coomsemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsaopsa 2017 2. Ne 804n om «O6
VMBEPIHCOCHUU HOMEHKAAMYPbl MEOUYUHCKUX YCIY2»:. KOMNbIOMEPHAs Momozpadus npuoamoyHbix
nazyx Hoca, 20pMaHy, CRUPATbHASL KOMNbIOMEPHAs MOMOo2padus npuoamoyHvlx nazyx Hocd,

MACHUMHO-PE3OHAHCHAA m0M02pa¢M}l OKOJIOHOCO68blX Na3yXx.

AOnoMHHAIbLHAS peHTreHorpadus
e PexkoMeH/0BaHO MpoBeAeHUEe abaoMuHaNbHOW peHTreHorpadguu (O630pHas peHTreHorpadus

OpPraHOB OPIOIIHOHM TIOJIOCTH) TIPH MEKOHHEBOM HWIIEYCe M CHHJIPOME JTUCTAIBHONH WHTECTHHATBHOU
ooctpykimu (CANO) ¢ 11enbo AMarHOCTHKKM HEMTPOXOAUMOCTH KullleuHuka [123,124].

YYP-C, Y11 -5).

Kommenrapmii: o630pnas  penmeenocpagpus  opeanog OprOWHOU  NOIOCMU  NPOBOOUMCS 8
BEPMUKATILHOM NOLONCEHUU NAYUEHMA, 8 NPIMOU NPOEKYUU.

C mou dHce yenvio npu cuHopome OUCMATbHOU UHMECTMUHATLHOU 0OCMPYKYUU MOXHCEM NPUMEHAMbCSL

KOMNbIOMEPHAS MOMOSPADUsL OP2aHO8 OPIOUIHOL NOTOCHU.
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MeToabl ITMATHOCTHKH OCTEONOpPo3a
Oobwyro unghopmayuro 06 oyenke MIIK y nayuenmos ¢ MB cm. 6 Ipunoscenuu A3.3.
Onpeodenenue ucxoonou MIIK npu npoeedenuu peHmeeHOOeHCUMOMempuu HAHAYaemcs Oemsm
cmapwe 8 nem. Panvue - npu naruuuu maxux ¢paxkmopos pucka Kax:
1) nuskuu UMT (<90% om udeanvrozo UMT),
2) axmusHocms ne2ouno2o 3abonesanus (ODB1 <50% odonorcrozo),
3) Onumenvuas (3 mec. u 6onree) mepanus NEPOPANLLHLIMU KOPMUKOCEPOUOAMU OISl
CUCMEMHO20 NPUMEHEHUSL,
4)  3a0epocka nonoo2o co3pesanus, 2UNO2OHAOUIM;
5) Hanuuyue HUZKOIHEPeEMUUECKUX NEPENOMO8 8 AHAMHE3e.
TloemopHule ucciedosanus peKoOMeHO08AHO NPOBOOUMb OemAM U 83POCabIM 00 50 nem:
1) npubnusumenvno uepes 5 nem, ecau Z-xpumepuii eviwe -1 SD u nayuenm rnunuuecku
cmabuen,
2) kaodicovle 2 200a, ecau Z-kpumepuii medxicoy -1 u -2 SD,
3)  kadwcovul 200, ecnu Z-kpumepuil -2 SD u nudice unu ecmv HU3KOIHEpeemuyecKue nepesiomsl 8
AHAMHe3e UNU UMEIOMCSL BHAYUMbLe (hPaKmopbl PUCKA OCHeOnopo3d.
V' oicenwyun 6 nocmmenonayse u myowcyun 50 nem u cmapuie peKOMEHOYemcs NpoeedeHue
ocmeooeHcumomMempuu NPUOIUIUMENbHO .
1) kaowcovie 5 nem, eciu T-kpumepuii éviuue -1 SD,
2) kaxcowie 2 200a, eciu T-kpumepuit mescoy -1 u -2,5 SD,
3) eocecoono, ecau T-kpumeputi < -2,5 SD wunu umeiomcs 3Hauumvle @HAKMOPbL PUCKA
ocmeonoposa.
Penmeenooencumomempus OondxcHa O0vbimv nposedeHa 00 HA3HAYEHUs AHMUOCEONOPOMUYECcKOll

mepanuu [2].

o Jlns omenkn muHamuku MIIK Ha Qone nedeHus octeomopo3a PEKOMEHIIOBAHO MPOBOAUTH
pertrenonencutomerputo (DXA) 1 pa3 B 6-12 mec. y neteit crapme 8 jer u 1 pa3 B 12 mec. y
B3pocibix [35,125,126]

YYP-C, Y1 -5).

Kommenrapmii: penmeenodencumomempuio oicenamenbHo nposooums Ha OOHOM U MOM  dice
annapame (OeHcumomempe KOCIMHOM PEHM2EHOBCKOM) OOHUM U MeM dHce CNeYUATUCTOM.
Penmeenocpagus xocmeii cxenema (Penmeenocpagus nopasxiceHHou uacmu KOCMHO20 CKelema)
nayuenmam ¢ MB 0ns ouacHocmuxku ocmeonoposza He NpPOBOOUMCS, NPUMEHAEMCSA NpU neperomax

[35].
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e VYV nereil U mogpocTKOB ¢ MB pexomMeHyeTcst IpOBOIUTE PEHTTEHOACHCUTOMETPHUIO TOSICHUYHOTO
OTJIeNIa TO3BOHOYHMKA B MepeaHe-3aHel npoekuu (ot 0 JeT) u 1o nporpamme «Bce Teiao» (¢ 3 jer
[0 TOKa3aHUSM), HUCKJIIOYash TOJIOBY M3 PacueTOB KOCTHOW MHHEPAIbHOW IJIOTHOCTH C IEINBIO
CBOEBpEMEHHOTO BbIsiBiieHUsI cHIKeHUs: MITK u koppekiun BeIsIBICHHBIX n3MeHeHuit [50]
YYP-C,¥aA1-5).

Kommenrtapuu: Hccneoosanue MIIK npoxcumanvroeo omoena beopa y Oemell U NOOPOCMKO8 He
NPOBOOUMCSL 8 CEA3U 8APUADETLHOCMBIO PA3BUMUSL CKelemd.

Y 0emeui ¢ 3a0epackou nunennozo pocma u pazsumus pezyromamsi MIIK 0ondcHvl ananuzuposamscs
c yuemom  abCONOMHO20 pocma UIU  POCMOB020  803pACMA, UNU  CPABHUBAMBCA  C
coomeemcmaylowuMy  neouampudeckumu  0azamu  OaHHbIX, GKIIYAWUX Ccheyuguieckue 0
sospacma, nona u sospacma Z-kpumepuu [50,127].

e V B3pocibix manueHToB ¢ MB pexomeHnyeTcss MPOBOAWTH OCTEOJACHCUTOMETPUUYECKOE
UcClieIoBaHNe (PEHTTEHOACHCUTOMETPHUIO) TOSICHUYHOTO OT/Ie7a MO3BOHOYHHMKA B TepeaIHe-3aaHen
npoeKkun U ¢ 20 JIeT - MPOKCUMAIILHOTO OT/IeNia OeIPEeHHON KOCTH (aHATM3UPYETCsl 00JIaCTh MIEHKN
oenpa (Neck) u obmmii mokasarens Oeapa (TotalHip), mis 3akmoueHns BbIOMpaeTCs HaUMEHbBIEE
3HaueHue Z- win T-KpuTepus) C I[eNbl0 CBOCBPEMEHHOW JMAarHOCTUKU HApyIIEHUS KOCTHOM
muHepanu3aun [35,127].

YYP-C, YA -5).

Onpenesenne pyHKUMM BHELIHEr0 AbIXaHUS
e PexomennoBano mnpu mono3peHnr Ha MB u y mamuentoB ¢ MB wuccrnegoBath (yHKIHIO

BHCIITHETO  [JIBIXaHWS: CHOUPOMETPHS — B CpPEIHEM Kaxasle 3 Mecsna (MccieqoBaHHe
HECTIPOBOIIMPOBAHHBIX JBIXaTEIBHBIX 00BEMOB M IMOTOKOB, NMPH HEOOXOTUMOCTH — JOTIOJIHHUTEIBHO
UCCIICIOBaHME  JbIXaTEeJIbHBIX OOBEMOB C  NPUMCHEHHEM  JICKApPCTBEHHBIX  IPErapatoB),
O6oaumuerusMorpadgus — MO TOKa3aHUSIM, B CpPEIHEM - €XKEroJHO C IEeJbl0 OINpeNeleHus |
JMHAMUYECKOTO KOHTPOJS JIeroyHOW (YHKIUH, OompeneneHuss oOpaTUMOCTH OOCTPYKIUH HpU ee
HaMuuK (TIPH OTCYTCTBUU BO3PACTHBIX HIIM MHBIX POTHBOIOKa3anuii) [1,2,21].

YYP-C,¥a1d-5).

KommenTapuii: uccredosanue @pynkyuu eHeune2o 0biXxaHus (CRUpomMempus) 603MOACHO )y Oemeli ¢ 5-
6 snem, 6 mom cuyuae, eciu nayueHm MOdCem GbINOIHUMb MAHe8p QOPCUPOBAHHO20 6bl00XA,
OUAZHOCMUYECKAs YeHHOCMb UCCLe008aHUs y Oemell maaoute 5 1em Hudice. Cnupomempus no360.isem
KOCBEHHO OYeHUMb Jle2counble 00beMbl, O0OUNnIemusmocpapuio nposoosm OJisi boiee MOUYHOU OYEeHKU

JI€20UHBIX 00BEMO8 NO NOKA3AHUSIM.
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Haubonee uacmo y nayuenmos ¢ MB eviasnsaromes obcmpykmuenvie U pecmpukmugHble
HapyuwleHus 6eHMUIAYUY (8 3A8UCUMOCIIU OM 00bema U Xapakxmepa NopaiceHus: OPOHXUATbHO2O
Oepesa).

Ilpu uccneoosanuu DBJ] na pannux cmaousx AbBJIA 06bluHO 6bIAGIAIOM  NPUSHAKU
OpPOHXUANBHOU 0OCMPYKYUU, NO Mepe NPOo2pecCuposanusi 3a001e8anus — couemanue 00CmpyKmueHblx
U peCmpuUKmMuGHbIX HapyueHUl.

B coomsemcmeuu c Ilpuxazom Munzopasea Poccuu 13 oxkmsabps 2017 2 Ne 804n om «O6
VMBEPHCOCHUU — HOMEHKIAMYPbl  MEOUYUHCKUX — YCIYe»:  UCCIe008aHue  HecnposoyUpOoBaHHbIX
ObIXAMeNbHbIX  00beM0o8 U NOMOKO08, UCCIe008aHUe ObIXAMENbHbIX 00beM08 ¢ NpUMEHEeHUeM

JIEKAPCMBEHHBIX NPEenapamos, O0OUNIemu3mMocpaghusi.

e PekoMeHI0BaHO MPOBEACHHE MMYJIbCOKCUMETPHUH /WK HCCIEI0BaHNE Ta30BOI0 COCTaBa KPOBU
(uccnemoBaHue ypoBHsI KHUCIOPOJa KPOBH, MCCIICAOBAHUE YPOBHS YIJIEKHUCIIOTO Ta3a B KPOBH) BCEM
ManyeHTaMm ¢ nogo3peHueM Ha MB u Bcem manueHtam ¢ MB mpu KaxaoW rocnuTaiu3aluu, 10
MOKa3aHusM (00OCTpEHUE XPOHMUYECKOTO OpOHXOJIETOYHOTO Tpollecca, HaIMYue AbIXaTelbHOM
HEIOCTATOYHOCTH, TPeOyIoIel OKCUreHoTepanuu) — varie [2,128,129].

YYP-C, Y1 -5).
YabTpa3ByKoOBbIe METOIbI HCCJIETOBAHUS

e PexoMeH/IOBaHO TPOBENEHUE YIBTPAa3BYKOBOTO HCCIIEOBAHUSI OPTaHOB OPIOIIHOW TMOJIOCTH H
neyeHu  (yIbTPa3BYKOBOE  HCCIIEJOBAaHHME OpPraHOB  OpIONIHOW  MOJOCTH  (KOMIUIEKCHOE),
yIBTPa3BYKOBOE HCCIEAOBAHHME TEUEHH, YJIbTPA3BYKOBOE HCCIIEOBAHHE TeMaToOMINapHONd 30HBI)
BCEM MAalMeHTaM C TMOJO03pEHHEM Ha MYKOBHUCIHI03 M TMallMeHTaM C MYKOBHCIIHJIO30M, 0C000e
BHUMaHUE YJCIATH CTPYKTypE TOJDKEIYIOYHON >KEIe3bl, ONPEACsATh THI KPOBOTOKA B TICUCHU
(mommuieporpadusi COCyI0B MOPTAIBHONW CHCTEMBI, JYIJICKCHOC CKaHHPOBAaHHE COCY/IOB IEUCHHU) C
IEJIBIO BBISIBIICHHS U3MEHEHHH, XapaKTePHbIX JUIs JaHHOTO 3a00J1eBaHus U X TuHaMuKH [1,2,21].
YYP-C, YA -5).

KommenTapuii: nanuuue nunetino2o Kpogomoxa 6 nedeHu ceudemenbcmeyem o GopMuposanuu
¢ubposa. Llenecoobpaszno conocmasums ¢ OAHHLIMU PUOPOIIACTIOMEMPULL.

o PekomennoBano mnpoBeneHue @uOposIacCTOMETpUN TEUEHU (PIacTOMETpUs II€UEHH) BCEM
naueHTaM ¢ MB ¢ 1enplo OneHKH cTeneHu BbIpakeHHOCTH ¢ubpo3a no mkare METAVIR
(TTpunosxxenue I'1) [2, 21, 130, 508].

(YYP-A, YOI -1).

KommenTapuu: ¢ubposnacmomempus. neuenu (anacmomempusi nedeHu) makice yYenecooopasHo

HAasHadvams nayuermam c n0003peHueM Ha MB npu Haaiuduu HeslCHO20 NopasiCerHUusl Ne4eru.
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J PekoMeHJ0BaHO JOMOJNHUTENBHO K TPOBEIACHHUIO 3JaCTOMETPHHM IeYeHH manueHtam ¢ MB
onpeneneHue oTHomeHus ypoBHA ACT k tpombonutam [APRI]: 3nauenue >0,545 sBisercs
MOPOTOBBIM JJIsI TPOABUHYTHIX cramuii pubpoza (F3-F4) ¢ menpio Gonee TOYHOW JAMATHOCTUKH
creneHu nuposa [2, 21, 130, 508].

YYP-C, Y1 -5).

Kommentapuu: @opmyna pacuema APRl = [(ACT (ME/n) /BI'H ACT (ME/1) )/yposens

mpomooyumos 8 00wem (KIuHU4eCKkom) anaiuse Kposu pazeeprymom (1 09/Jz)] x 100

. PexomeHmoBaHo BceM MalmMeHTaM MYKCKOTO TOla B Bo3pacte crapme 15 mer ¢
MYKOBHCIIM/I030M BBIITOJHEHUE YPOJIOTHYECKOTO/aHPOIOIrHYECKOT0 O0CIEOBaHHS C MPOBEICHHEM
YIBTPa3BYKOBOTO HCCJIECIOBaHUS TOJOBBIX OpraHoB (Y3UW opraHoB MOIIOHKH, YJBTPa3BYKOBOE
WCCIICIOBAaHHE TIPE/ICTATEILHON Kelle3bl TPAHCPEKTAIbHOE, YIIBTPa3BYKOBOE HMCCIIEOBAHNE OPTaHOB
MaJIOro Ta3a (KOMIIEKCHOE) Il BBISBICHUS CTPYKTYPHBIX W MOP(OIIOTUYECKUX HW3MEHEHHH
[98,104,119,131].
YYP-C,YA/1-4).
Kommenrapum: npu nanuuuu HapyuieHuli- nogmopHoe oociedosanue 1 paz 6 200, npu omcymcmeuu
HapyuleHuti- no mepe Heobxooumocmu, Ho He pedce | paza 6 3 2o0a

e PekOMEH/JIOBAaHO  pEryisipHOE  TMEPHOAWYECKOe  AXOKapauorpaduyeckoe  HCCIIeOBaHUE
(axokapauorpadus, Ix0-KI') ¢ mOMIUIEpOBCKUM aHATH30M (M3MEpEHHE TpajJUCHTA JABICHUS Ha
JIETOYHOW apTepuM) y mauuMeHToB ¢ MB, Tak Kak mpu 3TOM NAaTOJOTUH, OCOOEHHO NpHU
pacrpoCTpaHEHHOM TIOPAXEHWH, BO3MOXHO pa3BHTHE JIETOYHON THUNEPTCH3MH W (HOPMHUpPOBAHHE
Jero4YHoro cepaua [2].
YYP-C, Y1 -5).
Kommenrapmii: cpeonsas uacmoma npogedenuss Oxo-KI' — 1 p/200 (npeocmaeénena 6 Ilpunoscenuu
A3.2).
JuieKkTpoKapauorpagus
J PexomMeH10BaHO TpOBEICHHE 3JIEKTpOKapAHOTpaguu ManueHTaM C MYKOBHCIIHIO30M IIpH
[ceBmo-bapTrep cuHApOME C 1ETBIO KOHTPOJIS BIMSHUS DJIEKTPOJUTHBIX HAPYIICHHA HAa CEPIICYHYIO
JesTeNbHOCTh, Nepe] HayajoM Tepanuu MHTHUOMTOpaMU MPOTOHHOTO HAcoca, JIEKapCTBEHHOM
tepanueit HTMBb, npu 1ymutensHOM NPUMEHEHUH a3UTPOMHMLIMHA** IO IpYrUM MOKa3aHUsAM, Ha (oHe
TEparuy BBICOKUMH JI03aMH CEJICKTHUBHBIX [2-aJpeHOMHUMETHKOB (2 HEIEeNH) C IIeNBI0 OICHKH
untepana QT [89, 132]
YYP-C, Y1 -4).

IHI0CKONMHYECKHE METOAbI HCCIeI0BAHMS
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. PexoMenioBaHO npoBeeHHE TPaxeoOPOHXOCKOIUYU MAllMeHTaM C MYKOBHCIIUI030M
- B ClIydasX HEOOXOAMMOCTH MPOBENEHUS JOMOIHUTEIFHOIO0 MHKPOOHOIOTHYECKOTO HCCIICAOBAHUS
KHUJIKOCTH OpPOHXO0ABBEOJISIPHOTO JIaBaXka (B T.4., HEOOXOAUMOCTh YTOYHEHHUSI MUKPOOHOIOTHYECKOTO
JMarHo3a y JeTei, KOTopble He MPOAYILUPYIOT MOKDPOTY);
- C CaHAIMOHHOM IeNbl0 MpPH TMOMNBITKE pacHpaBUTh aTeleKTa3 JOJH JIETKOro B  clydae
HEd(PPEKTUBHOCTH MPOBEICHUS KOHCEPBATUBHON TEpAIHH;
- IPU OTCYTCTBUU OTBETA HA BHYTPUBEHHYIO MPOTHBOMUKPOOHYIO TEPAIIHIO;
y Jered — JOIMOJIHUTENbHO TMPH TPYAHOKYMHPYEMBIX CBUCTSIIMX XpUIAX IS HCKIIOYCHHS
COIYTCTBYIONIUX 3a00jIeBaHuii (Hampumep, Opouxomansnun). [1,2,16,85,86, 133].
YYP-C, ¥4 -5).
KommenTapmuii:
- TpaxeobpoHxockonusi ¢ CAHAYUOHHOU UYENbl0 PACCMAMPUBAEMCS 8 KIUHUYECKUX CIyYasx Ko20d
cmaHoapmuasl  KOHCepeamuseHas. mepanusi — ameinekmasza  (unearsayuu  Jlopnazou — arvgha**,
Kopmukocmepoudamu cucmemno2o Oeucmeusi (l[Ipeonuzonon**)) ne sgpgexmusna, B maxoi
cumyayuyu — npu  HAIUYUU  NePCUCMUPYIOWUX  JOKANbHLIX  30H  KOJIANCA/KOHCOMUOAyuu  Ha
PpeHmeeHocpamMme 1ecKux MONCHO IHOOOPOHXUATbHO 6600umb #0opuaszy anvga** 6 0oze 2,5 me 6 10
mn 0,9% xnopuoa nampus** [501]. B wuexomopwix cayuasx 9HOOmMpaxeanvHO Modicem Oblmb
paccmompeno 8gedenue npomueOMUKPOOHbIX NPEenapamos CUCMeMHO20 0elcmeusl,
- Buicoxuii puck pazeumus mpaxeobpouxuma npu acnepeuniese mpedoyem npoeeoeHus PaHHUX
bponxockonuti ¢ nociedyiowum rabopamoprvim ucciedoganuem bBAJI. Kpumepuem ouacHocmuxu
acnepeuiie3Hoc0 MmpaxeoOpoHxuma s6Jsemcs GvlsAgleHue npu  OPOHXOCKONUU CHeyu@duuecKux
UsMeHeHUll (pumema, Uu3vA36leHUsl, NCBOOMEMOPAHO3HbLE USMEHEHUS).
-Ilokazanus 0na npogedenusi mpaxeoOpPOHXOCKONUU NPU KPOBOXAPKAHbU/IE20UHOM KPOBOMEUeHUU —
cm. pasoden 3.4.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxkmabpa 2017 2 Ne 804 om «O6
Ymeep#coeHuu HOMEHKIAmypbl MEOUYUHCKUX yeamyen: mpaxeooOpoHXoCKonusl,

8UOCOMPAXe0OPOHXOCKONUSL.

. PekoMeHnayercss mpoBeleHHE JHIOCKOMHM TOJOCTH HOca (PHIOCKOMHUYECKAsh SHIOHA3aJIbHAS
PEBU3HS TIOJIOCTH HOCA, HOCOTJIOTKH) ManueHTaM ¢ MB 1o mokasanusiM: ipu HEOOXOJUMOCTH OIICHKH
BBIPOKECHHOCTH XPOHUYECKOTO PUHOCHHYCHTA, CTETICHH HA3aJIBHOTO TOJINI03a, YTOUHEHUS MMOKa3aHUN
K PUHOXUPYPTHYECKOMY JICUYCHHIO, OLEHKH pPe3yJbTaTOB OSHIOHA3AIBHBIX OHIOCKOMUYECKHX
Xupyprudeckux Bmemarenabcts [133,135,136,137].

YYP-C, Y11 -4).
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KommenTapuii: sHOockonus nonocmu HOca 6blNOIHAEMCA OMOPUHONAPUH2ON020M. Hacmoma
UCcne008anus onpeodensiemcs UHOUSUOYaIbHO 8 3agucumocmu om meverus XPC.

e  DubporzodaroracTpoyoAeHOCKONUI0  (330(aroracTpoly0oJJI€HOCKOINNI0)  PEKOMEHAYEeTCs
MPOBOJIUTH BCEeM NaiueHTaMm ¢ MB ¢ nuppo3om nedeHu [yt KOHTPOJIS BAPUKO3HO PACHIUPEHHBIX BEH
numesona (BPBII) 1 pa3 B 6-12 mec, npu nogo3peHun Ha ['OPb, 3po3uBHO-S3BEHHBIC TTOPAKEHUS,
BOCIATUTEIIbHBIC 3a00JICBaHUs CIM3UCTON MUIIEBOIA U JKelyaka [2].

YYP-C,¥YA1-5).

o Pektopomanockonust ¢ Ouorncueld OpsIMONM KUIIKA C TOMOMIIbIO BHUACOIHAOCKOMHUYECKHUX
TEXHOJIOTHI PEKOMEHYETCS MO IMOKa3aHWsIM TalMeHTaM ¢ mojo3peHueM Ha MB wunu s oreHKu
3G (HEeKTHBHOCTH TapreTHOW Tepanmuu manueHTaM ¢ MB s mpoBeneHUs H3MEpPEHHUs Pa3HOCTH
KHIIEYHBIX moTeHuanos [2,138,139].

YYP-C,¥aA1-5).

HNucTpyMeHTaIbHAS INATHOCTUKA MEKOHHEBOI0 Hjieyca

e PexomeHnnoBaHO mpoBeAeHHE O030pHOW peHTreHorpaduu TpyqHOW M OPIOIIHOW MOJOCTH B
IIPSAMOM IIPOCKLMU BEPTUKAIBHOM IIOJIOKEHMM NanueHTtaM ¢ MB m mogo3peHueM Ha MEKOHHEBBIN
WJICYC C IIEIIBI0 OLIEHKH COCTOSHUS OpraHoB OproriHo# mosoctu [140].

YYP-C, Y1 -5).

e [lamuenTaM ¢ MOJ0O3pEHUEM HA MEKOHHUEBBIN Uieyc pexkomeHayercs Y3W opraHoB OpromrHoi
MOJIOCTH (KOMIUIEKCHOE) ISl OIEHKHM CKOPOCTH KPOBOTOKa M HMHJEKCa PE3UCTEHTHOCTH Ha COCYylax
OpbDKEHKH B pPa3WYHBIX YPOBHSIX, OMpEACNEHUs HaJUuus U XapakTepa CBOOOJHOW KHUAKOCTU B
MEKIETICBOM TMPOCTPAHCTBE, JIATEPaIbHBIX KaHajlax, MajoM Ta3y (yJIbTpPa3BYKOBOE HCCIIEIOBaHHE
OpraHOB OPIOIIHON MOJOCTH (KOMILIEKCHOE), YIbTPa3ByKoOBas Jomruieporpadusi COCy10B OpbDKENUKH,
yIbTPa3BYKOBOE OIpe/eNieHHe >KUJIKOCTH B OpIOIIHON TMOJIOCTH, YIbTPAa3BYKOBOE HCCIEIOBaHUE
OpraHoOB MOIIIOHKH, YITPa3ByKOBOE MCCIIEAOBAHNE OPraHOB Masioro Taza (komruiekcuoe)) [140].
YYP-C, YA -5).

KommenTapuii: uccredosanue pexomenoyemcs nposooums 8pavom yIbmpazeyKoeou OUacHOCMUKU
COBMECIMHO C BPAYOM-OEMCKUM XUPYDP2OM.

e  PexkoMeHIyeTCsl MPOBEICHNE PEHTTEHOKOHTPACTHBIX METO/O0B UCCIEAOBAHUS TIPH MTOA03PECHUH
Ha MEKOHUEBBIM WIIEYC NJisi YCTAHOBJIEHUs JAMAarHo3a, OLEHKU YPOBHSI TOPAXEHUs, ONpeaesCHUs
00beMa KOHTPACTHOTO BEIIECTBA sl TPOBEACHHUS TIOBTOPHOTO TYroro koutpactupoBanus [140].
YYP-C, Y1 -5).

KommenTapun:
Jluacnocmuyeckue memoosi, npumernsiemvie npu 00cred08aHuu: uppucocpagus (pempocpaonas),

UHMEPBANbHASL  peHmeeHoepadus  On  OYEeHKU NAccaxca no  HCeryOOYHO-KUUEUHOMY MPAaKmy
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(A06.17.002 Penmeenokonmpoib npoxoxdcoeHuss KOHMpPACMHO20 8eulecmad no HCeiyoKy, MOHKOU U
06000unot kuwke, A06.18.002 Penmeenokonmponib npoxodicoenuss Kohmpacma no moJicmotul KuuiKe).

o V HosopoocOenHvix Oemell NPUMEHAIOMCA  6000PACMBOPUMbIE  PEHM2EeHKOHMPACMHble
gewjecmea Ha OcCHoge Uooa. Koumpacmuoe eewjecmeo 6800umcsi IHOONPOCEEMHO,  UMO
MUHUMUBUPYEM  CUCEMHOe B030eliCeue, HO HYJICHO YYUMbleamv 6030€lCmeue Ha KUUEYHVIO
CMEHKY, NOCKOIbKY OAHHbIL PACMBOP 2UNEPOCMONIAPHBIIL U MOACEM NPOBOYUPOBAMb 0e2UuOpamayuio u
JHcenyO00uHO-KUuueunblie kpogomeyerus. Taxoce 6000pacmeopumoe KOHMpAcmHoe 8eujecmeo Moxicem
8CaACLIBAMbCSL 8  KUWEYHUKE, 6blOOUMC 6 JSMOM Clyyde OHO NOYKAMU, U Mbl MOJCEM
BUYATUUPOBAMb HA OMCPOYEHHBIX CHUMKAX KOHMPACm 8 cobupamenvhol cucmeme nodex. 4mooul
MUHUMUBUPOBAM DPUCK NOPANCEHUs CIUBUCIOU, PEKOMeHOYemcs paszeedeHue Gu3uonioeuiecKum
pacmeopom 8 coomuoueHuu 1:1.

o Beedenue 6apuesoii 636ecu Hedonycmumo y OAHHOU ZPYnnbl NAYUEHMO8, NOCKOIbKY
npoosudcenue dapusi no KT mpebyem coomeemcmeyrowei nepucmaibmuyeckol aKkmueHoCmu,
KOMOPOU Y HOBOPOICOECHHBIX Oemetl Hem. Mo Modcem npusecmu K opmuposanuio 0omypayuorHou
KUWEYHOU HenpoxoouMocmu 0apuesbiMu KAMHAMU HA QOHe 6CaACbI8AHUs IHCUOKOU  dacmu
KOHMPACMHOU 838€CU.

o Pempoepaonass  uppucocpagusi ¢ 6000paAcmMEOPUMBIM  KOHMPACMHLIM — BeUJeCBOM.
Konmpacmmnoe sewjecmseo 6600umcs 8 moicmyro KUWKy uepes 30H0, 3a6e0eHHbll 6 AHYC HA 21yOuHy 2-
3 cM, ¢ KOHmpONeM 3AaNONHeHUs MOJCMOU KUWKU no0 peHmeenockonuel. Obvem 3anonHeHus
moacmoti kuwiku 20 mi/ke, 015t mye020 KOHMPACMUPOBAHUS O3MOICHO YeenuyeHue obvema 00 25
ma/xe. Konmpacm 6800umcsi meOnenHo, KOHMpPOIUPYemcsi X00 MoACmOUu KUWKU, Ouamemp npoceema
KUWKU, XapaKmep 2ayCmpayuu, Hamudue co0epiHcumMo2o eHympu npoceema kuwiku. Ipu oocmudicenuu
KOHMpACMoM  KYnoia Clenou KUKy HeoOXo0uMo OyeHums e20 pacnonodceHue. Jlanee
nPOO0INCACMCIL 86€0€HUEe KOHMPACMHO20 8eUeCmed, OYEHUBACMC S PACTSNCUMOCIb KUWKU, 3A0poC
KoHmpacma eviue bayeunuesoil 3aciouku, xapakmep no08300WHOU KUWKU (Ouamemp npoceema,
2aycmpayus, cooepicumoe), a MaKdtHce B03MONCHOCMb HNONAOAHUS KOHMPACMHO20 Beuecmsd 8
Pacuupenuviti. omoes MOHKOU KUWKU U PACCMOAHUE OM ULEOYEKAIbHO20 Yelid 00 PACUUPEHHO20
omoena. [na nyuuieco npoosudCeHus KOHMpAacma no KUMEYHUKY, 803MOICHO UCNONb308aMb Ne2KUll
maccadic nepeoweil oprowHot cmenku. Ilo 3asepulenuu uccied08anus HeoOX00UMO 3ahuKcuposams
00beM UCNONIL30BAHHO20 KOHMPACMHO20 8eWecmed 8 MeOUYUHCKOU 0OKyMenmayuu 0isi NPpo8eoeHUs
NOBMOPHO20 MY2020 KOHMPACMUPOBAHUS 8 Kayecmee KOHCEePBAMUBHO20 JIeYeHUs MEeKOHUEeBO20
uneyca.

. PexoMeH10BaHO MPOBEICHNE TUArHOCTUYCCKON JIATTAPOCKOIUY MMAlMEHTaM C TI0JJ03PSHUEM Ha

MEKOHUEBBIH WIICYC JUIS yCTAHOBIICHHS IPUYMHBI KUIIEYHON HenpoxoauMocTu [123,140].
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YYP-C,¥aA1-5).

Kommenrapuii: 6 nacmoswuii mMmomenm 6 c6a3u ¢ AKMUBHLIM pA3GUMUEM JanapoCKONU4eckou
MEXHUKU U AHeCMe3UON02ULeCKO20 NOCOOUS HOBOPONCOCHHbIM U HEOOHOUIEHHbIM OemsaM, OAHHbIl
Memoo ABsiemcst Hauboiee UHBOPMAMUBHBIM U HAUMEHee MPABMAMUYHBIM Ols1 8epUPuUKAYUU NPULUH
KuweyHou Henpoxooumocmu. Eciu ecmv 603MoiCcHOCHb, XUpYypeuiecKoe ieueHue MOICHO GbINOIHUMb
JIanapocKonu4ecky Ui pacuupums odvem aedeHus 00 MUHUIANAPOMOMUY 8 30He unmepecd, auoo,
UCKIIOYUE AHAMOMUYECKUL Oehekm, NOCmasums NOKA3aHUS K KOHCEPEAMUBHOMY Je4eHUIO.

HNHcTpyMeHTAJIbHAS THATHOCTUKA CHHAPOMA IMCTAJIBLHON MHTECTHHAJBLHOMH 00CTPYKIMH

Cunopom OucmanbHOU UHMECMUHANbHOU OOCMPYKYUU — MO YACWMHLIL CAYYAU HUZKOU
00MYPayUOHHOU KUUUEUHOU HEenpoXoOUMOCMU, 803HUKAIOWUL NPU HAPYUEHUU KUUEeUHO20 MPaH3uma
V nayueHmos ¢ MYKOBUCYUOO30M, cmapuie HeOHamanibHo20 6o3pacmd. [laHnoe cocmosiHue peoKo
gcmpeuaemcs 6 gozpacme 00 2 jiem, 8 CULY 0COOEHHOCU Ouemvl U COXPAHEHUU NEPUCMATbMULECKOU
akmueHocmu Kuwiku. /[nsa pazeumus onucvl8aemo2o cUHOpoma Heobxoo0umo couemaniue HeCKOIbKUX
Gaxmopos — HapyuieHHAs cekpeyuss NUUesapumeibHbIX (epmenmos, NUWeol payuoH, coCmoauuLl
U3 npooyKmos, NpusoodAwux K 3a2yCmeHulo KUuueyHo2o xumyca (puc, s61oko, epywia, OauaH,
X1e600ynouHble U30enuss. NUIeHUYHbI X1e0, MAaKapoHbvl, neuyeHve, Kapmodenv, uat, oicene, MICO,
Kypuya uiu puloa), a makice 0eKOMNEeHCcayusi KUKY Ha ()OHe XPOHUUECKO20 PACMANCEHUS KUULEYHOU
cmeHKU. 3abonesanue Npossisaemcs no muny Kauio8o2o 3Ad8dld, HO XAPAKmMepHOU 0COOEeHHOCbIO
ae1iemcss  mo, 4mo 00CMpPYKYusi Npoucxooum Gvlule MOJICMOU KUWKU U CMAHOApmHuble
KOHCEPBAMUBHbLE MEMOObl PA3PeUeHUsl KA08020 3a8ana Oyoym He d¢pdexmusHul.

Ilonumas eviweonucannvle Gaxmopwvl, 603MONHCHO CHOPMUPOBAMb 2PYNNbI PUCKA, CO30AMb
cucmemy npo@huUIAKMUKU, OUASHOCMUKU U 1e4eHUs.

o PekoMeHnoBaHO mpoBeneHHE O030pHON peHTreHorpaduu OpraHoB OPIOIIHOM MOJOCTH B
MPSIMOM MTPOEKIIMK BEPTUKATHLHOM IMOJIOKEHUHU ManueHTaMm ¢ MB 1 KIMHUKON HU3KOM 00TypaoHHOM
KHIIICYHOU HEMPOXOMMOCTH C IIEIIBI0 OLIEHKH COCTOSTHHSI OpraHoB OproliHoi monoctu [141,142,143].
YYP-C,YIAI-5).

KommenTapuu: npu onucanuu penmeernozpammsl OprOWHOL nOI0CmMuU cledyem oopamumes GHUMAHUE
maxaice Ha cOCMOosIHUe OUappazmoi.

o [TaruenTaM ¢ MOAO3pEHHWEM HA CHHAPOM JUCTAIBHOH WHTECTHHAIBHOW OOCTPYKIIMH
pexomenayetrcst Y3 opraHoB OpIONTHOW TMOJOCTH KOMILJIEKCHOE, YIbTPa3BYKOBOE HCCIIEIOBAHUE
OpPraHoOB MaJioro Ta3a (KOMIUJIEKCHOE), YIbTPa3BYKOBOE OMpeAENICHUE KUAKOCTH B OPIOIIHON MOIOCTH
(B T.4., C OTpe/elIeHNEM HAJTNYHS CBOOOIHOM YKHUIKOCTH B MEKIIETIICBOM ITPOCTPAHCTBE JIATEPATLHBIX
KaHajlaX, MaJioOM Ta3y), YJIbTPa3BYKOBOE HCCIIEJIOBAHWE OPraHOB MOIIOHKH JIJIS OICHKH XapakTepa
COICP)KUMOTO KHUIICYHUKA, TPEUMYIIECTBEHHO B MPABBIX OT/eNaX OproliHO# mosoctr) [141,142].

68



YYP-C,¥aA1-5).

KommenTapmii: ucciedosanue pexomenoyemcs npogooums 6pavom yibmpa3eyKoeou OUASHOCIMUKU
COBMECMHO C 8PAYOM-0emCKUM Xupypeom. IIpoeooumcs makdce npuem (0CMOMp, KOHCYIbMAYUsL)
8PauA-0emcKo2o xupyped. Yaompasgyk modxcem He obecnedums a0eK8amHou U3yanu3ayuy nPpUYUHsl
dopmuposanusi  obcmpykyuu, moz20a 8 NPUHAMUU  XUPYPSUUECKO20 peuleHUuss HeobX00umo
PYKOBOOCMB08AMbCSA KIUHUYECKOU KAPMUHOU U OAGHHbIM peHmeeHocpaguu

o PekoMeHnayeTcsi nmpoBeieHHe PEeHTI€HOKOHTPACTHBIX METOAO0B MCCIIEJOBAHMSI MIPH MOI03PEHUH
Ha CHHJPOM JTUCTAILHOW MHTECTUHATBHONW OOCTPYKIIMH JJIsSi YCTAHOBIICHUS TUATHO3a, OLIEHKH YPOBHSI
nopakenus [141, 143].

YYP-C, Y1 -5).

KommenTapumu:

Juacnocmuyeckue memoowvi, npumernsiemvie npu 00cie008aHUU: Uppucocpadus (pempozpadHas),
UHMEPBANbHASL  peHmeeHozpaus 01 OYEeHKU NAccaxca no  HCeryOOYHO-KUUEUHOMY MPAaKmy
(406.17.002 Penmeenokonmpois npoxostcOeHuss KORMpACmHO20 6eWecmad no HeeayoKy, MOHKOU U
0b00oynot kuwke, A06.18.002 PenmeenoKkoOHmMpPOIb NPOXOAHCOEHUSL KOHMPACMA NO MOJICMOU KUUKE).

o V oOemeii ¢ myxo8ucyuoozom u CUHOPOMOM OUCMANILHOU UHMECMUHAILHOU 00CMPYKYUU
yenecoobpasHo npuMeHenue 6000PaACmMEOPUMBIX PEHMSeHKOHMPACMHBIX CPEOCME, COOEPHCAUUX
i00. Koumpacmmnoe cpedcmeo 6800umcs 3HOONPOCEEMHO, YMO MUHUMUIUPYEM CUCHEMHOe
go30eticmeue, HO HYICHO YUUMbIGAMb 6030elicmeue HA KuuleuHyro cmeHky. Taxoice
8000paACMBOPUMOE KOHMPACHOE CPeOCHBO MONCEN BCACLIBAMbCA 8 KUUeUHUKe, 8bl860OUMCS 8
9MOM Clyuae OHO NOYKAMU, U Mbl MOXNCEM BU3YANUSUPOBAMb HA OMCPOYEHHBIX CHUMKAX
KOHMpAacmuoe cpeocmeo 6 cooupamenvbHou cucmeme nodex. Ymobvl MUHUMUBUPOBAMb DUCK
NOpadsfceHusi CIU3UCMOol, pekomeHOyemcs paseedenue pacmeopom Hampus xaopuoa™* 0,9% g
coomnowenuu 1:1.

o Bseoenue bapus cyrvghama™* oonycmumo y OaHHOU epynnvl NAYUEHMO8, HO He HCelAMeNbHO
nocKonbKy — npoosudicenue bapua no JKKT mooxcem oOvimb  napyuieno, 6cireocmeue
0EeKOMNEHCUPOBAHHO20 COCMOSIHUS NEPUCTNATILINUYECKOU AKMUBHOCTU. MO MOACem npusecmu
K hopmuposanuro 00mypayuoHHOU KUEYHOU HenpoxooumMocmu 6apuesbimu KaMHAMU HA hoHe
8CACHIBAHUS HCUOKOU YACTU KOHMPACMHO20 CPeOCHEd.

Pempozpaonasa uppuzozpaghus c e00opacmeopumvim KOHmpacmuvim cpeocmeom. Konmpacmmuoe
cpeocmeo 6600UMCsL 8 MOICMYI0 KUWKY Yepe3 30H0, 3a6e0eHHblll 8 aHyC Ha 2nyOouHy 2-3 cm, ¢
KOHMpOZleM 3anOoJHeHus MOACMOU KUKy noo penmeenockonuel. Ob6vem 3anoineHusi moacmou
Kuwku 20 mu/ke, Ona mye020 KOHMPACMUPOBAHUSL 803MONCHO Y@eauuenue obvema 00 25 mi/Ke.

Konmpacm 6so0umcs meonenno, Kohmpoaupyemcs Xxo0 moacmou KUWKY, ouamemp npoceema KUK,
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xapakmep 2aycmpayuu, HAIuyue COO0epAHCUMO20 GHYympu npoceema Kuwiku. Ilpu oOocmudicenuu
KOHMpACmMomM  Kynoia Clenou KUuKu HeoOX00UMO OyeHums e20 pacnonodceHue. Jlanee
npoooaNCaAemcs 66edeHue KOHMPACMHO20 CPeOCcmed, OYeHUBAemcs PACMANCUMOCMb KUWKU, 3a0poc
Konmpacma eviuie bayzunuegoii sacnouku, xapakmep noo8300WHOU KUWwiKu (Ouamemp npoceema,
2aycmpayus, Cco0epiucUMoe), a MAaKHce BO3MOICHOCHb HNONAOAHUS KOHMPACMHO20 CPeoCcmed 8
pacuiupenusiti omoes MOHKOU KUWKU U PACCMOAHUE OM ULEOYEKAIbHO20 Yeld 00 PACUUPEHHO20
omoena. [Qna nayuuieco npoosUMCeHUs KOHMpAcma no KUWEYHUKY, BO3MOICHO UCNONIb308AMb NE2KULl
maccasic nepeoHetl OPIOUWHOU CMEHKU.

. PexoMeH10BaHO paccMOTPETh IMPOBEIEHUE IUATHOCTHMYECKON JIAaapOCKOMUM HAlMEeHTaM C
MIOJIO3PEHUEM Ha CHHJIPOM JUCTAJbHOW MHTECTUHAJIBHOW OOCTpYKIMM Oe3 aHaMHe3a OnepaTHBHBIX
BMEIIATEILCTB Ha OpPIOMIHOW MMOJIOCTH (TIPM OTCYTCTBHM CIAeK) JJs BepUUKAUN TPUUNHBI
KHIIEYHOW HEMPOXOIUMOCTH H JIJIsl 00ECTICYeHUsT BU3YaJIN3allui MecTa OOCTPYKIMH MPH TPUMEHEHUN
MHUHMJIAIOPOTOMHOT'O JJOCTYIIA IIpU uHTecTHHOTOMUM [143, 144,145].

YYP-C, YO/ -4).

HccaenoBanue ciyxa

J PexomeHayeTcst NpoBel€HUE TOHAIBHOM IMOPOrOBOM aylIMOMETPUHM TMpPH CYOBEKTHBHOM
CHI)KCHUM CJIyXa W/MJHM TOSIBJICHUU YIIHOIO IIyMa; HAalMEHTaM, IMOJYYAIOUIMM pEryJisipHbIC WU
JUTMTENIbHBIE  KypChl Tepalmvd  aMUHOTJIMKO3WJaMU  (CHCTEMHBIMH); TIpH YyXKE BBISIBICHHOW
CEHCOHEBPAJILHOW TYTOYXOCTH B CBSI3U C PUCKOM Pa3BUTHUSl CEHCOHEBPAJIbHOM TYroyxXocTH Ha (poHe
IPUMEHEHHUs] CHUCTEeMHOM aHTHOAKTepHaJbHOM TepanuM IpernaparaMd aMHHOTIMKO3HMJIHOTO psja,
00J1aIaf0IUMH OTOTOKCHYHOCTBIO [2,21,146,147,148]

YYP-C,¥A1-5).

Kommenrtapmii: Tonanvnas nopozosas ayouomempusi 00IHCHA BbINOTHAMbCA:

a) npu cyO6vLeKMUBHOM CHUNCEHUU CILYXA U/UNU NOAGNEHUU YUHO20 WYMA,

0) npu nposedenuy pe2yIApHbIX UIU OTUMETbHIX KYPCO8 Mepanuy aMuHOAUKOZUOAMU (CUCEMHBIMU)
(npu cmapme u escecoono);

8) Npu yoice 8vlABIEHHOU CEHCOHEBPANbHOU my2oyxocmu He pedce 1 pasa 6 200. /[na demeti maaouie 4-
7 nem (8 3a8ucumocmu om CnoCOOHOCMU K KOONepayuu 80 6pems CYObeKmueHo20 UCCIe008aHUS
Cnyxa) anbmepHamuHvIMU  OOBLEKMUBHBIMU —MEeMOoOamMu AGNAIOMCA  PecUCmpayus  8bl36aAHHOU
OMOAKYCMUYECKOU OMUCCUU  U/UNU  pecUucmpayusi KOPOMKOJIAMEHMHbBIX —CYXO8bIX  BbI36AHHbIX
nomenyuanos, ASSR-mecm.

I/IHCprMeHTaJILHaﬂ OIICHKA OIICHKA CcoCTaBa TeJjia
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o PekoMeH10BaHO ceneKkTUBHOE (MpU BO3MOKHOCTH) OnpenerneHrne NPOLEHTHOTO COOTHOIIEHUS
BOJIbI, MBIIIEYHOH M S>KUPOBOM TKaHM C IOMOIIBIO OMOMMIIEJAHCMETpa B KOMIUIEKCHOW OLIEHKE
HYTPUTHBHOTO CTaTyca y nanueHToB ¢ MB [424.].

YYP-C, YA -5).

KommenTapmii: wmemoo sensemcs HeuneasueuvlM U NPOCMBIM MEMOOOM, KOMOPBIU MOICHO
paccmampusams 05l OyeHKu cocmaea mena y nayuenmog ¢ MB, nposooumucsa npu ouaznocmuxe u 6
npoyecce OUHAMUYECKO20 HAONIOO0eHUs (Yacmoma onpeoenaemcs UuHOUBUOYANbHO).
IIpeonoumumenvbHoiM A61€MC  UCNONb308AHUE CREYUATbHBIX YPAGHEHUl NPOSHOZUPOBAHUS UNU
UCNONb306aHUE HEOOPADOMAHHBIX 3HAYEHUT OISl CONPOMUBTEHUS U PEAKMUBHO20 CONPOMUBTIEHUS.

IIpu neso3ModCHOCIU UCNONIBL30BANUSA ONpEOeNeHUs NPOYEHMHO20 COOMHOULEHUS 800bl, MbIULEUHOU U
ACUPOBOTL MKAHU C NOMOWBIO OUOUMNEOAHCMEMPA — Clledyem NPUMEHAMb OYEHKY OKPYICHOCIU Niedd
(cm. pexomenoayuu no nedocmamounocmu numanus) [424].

2.5 Muble JUATHOCTHYECKHE NCCAeT0BAHUSA

JAuddepenunanbHblil TUATHO3

Haubonee wacmuie nHozonoeuueckue gopmol 015 oug@epenyuanrviozo ouasnoza npu MB:
O  8pOJHCOeHHbIe AHOMANUU OPOHXUAILHO20 Oepesa (Komnvromepnas momoepaghusi opeanos epyoHoti
noJI0CmuU, mpaxeoOpOHXOCKONUSL);
o mybepryiesHas ungexyus (npuem (0cMomp, KOHCYIbMayust) 6pava-Gmusuampd, 6HYmpUKONCHASL
npoba ¢ mybepKynie3HbiM aliiepeeHoM npu Heobxooumocmu — Hccnedoganue yposns unmepgepona-
eamma na anmueenvt Mycobacterium tuberculosis complex 6 kposu);
O UMMYHOOeuyumnoe cocmosiHue (Heobxooum npuem  (ocmMomp, KOHCYIbMAayus) 6pada-
UMMYHONO2A  (ANEP20NI02A-UMMYHOI02A), ONpedeleHUe YPOSHell UMMYHO2I00YIUHO8 OCHOBHBIX
knaccos (G, M, A, E) (Hccreoosanue ypoeHs uMMyHO2I00YIUHO8 6 KpOBU), a makxuce, MNO
NOKA3AHUAM, UHbIE  00CNIe008aHUsl 0N NOOMBEPHCOCHUS/UCKNIOUEHUS — UMMYHOOePUYUMHO20
cOCmosAnUs,
O nepeuynas yunuapHas ouckunesus (IIL[J]) — pecnupamopHbie CUMRMOMbL, CXOOHbIE C
MYKOBUCYUOO30M, NPU OMCYMCMEUU H4ACMO20 O0OUNbHO20 CMYNA C NPUMECHIO JHCUPA U 31080HHLIM
3aNAxoM, «COJIEHO20» NPUBKYCA KONCHBIX NOKPOBOG MOZYM HAONIO0AMbCA Y NAYUEHMO8 C NePEUYHOLL
YUIUApHOU  OUCKUHe3uel. Xapakmepuvle KIUHUYECKUE NPOABLEHU: XPOHUYECKUll  OpOHXUmM,
bponxoskmazvl (y wacmu RnAYUEHMOB), XPOHUUECKUU CUHYCUM, XPOHUYECKUu omum (mpuaoa
Kapmazenepa y nonogunvl nayuenmos nepeuuHol YUIUAPHOU OUCKUHE3Uel CONpo8oHCOArOMCs
CXOOHbIMU  KIUHUYECKUMU NPOSAGIEHUAMU U OOPAMHBIM  PACNOJIONCEHUM GHYMPEHHUX OP2AHO8),
omcymemeue O0BUNCEHUs UL  HeaO0eK8AMMbIll NAMMeEPH OBUNCEHUS. PEeCHUYeK MepyamenbHO20o

numenus (npu namo020-aHamoMU4eCcKOM UCCIeO08AHUU OUONCULIHO20 (OI’lepClI/ﬂ/lOHHOZO) mamepuaia
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mKaHel mpaxeu u OPOHX08 (C6emosas MUKpPOCKONUs/ 8blCOKOCKOPOCMHOU 8UOe0-MUKDPOCKONUYECKUL

CZHCZJZL[3) u/unu namonocus CMPOEHUl pEeCHUUYEK (npu namono20-aHaAmoOMUYECKOM UCCIEe0068AHUU

OuoOnculino2o (ONepayuoHH020) MAmMepuala MKarHell HUNICHUX ObIXAMEeNbHbIX nymeti ¢ npuMeHeHuem

9JIEKMPOHHO-MUKPOCKONUYECKUX Memo008 (Cauzucmoi 06010uKy HOCA u/uiu OPOHXA), 2eHemu4ecKoe

uccneoosanue — CeK6eHUposarnue oK3oma Uuiu 2€HOMa), KdkK CKpuHqu-Memod Mooicem  Ovimb

UCNONIb306AHO ONpedeNieHUue YPOBHSA OKCUOAd a3oma 6 BblObIXAeMOM HA3AIbHOM 6030yxe (y

bobUUHCMBA nayuenmoes ¢ nepeulmoﬁ L;MJZMCIpHOiZ ouckumesuei — cHuoicen, cm. KP no oxazanuio

MEOUYUHCKOU NOMOWU OeMAM C NePBUUHOU YUTUAPHOU OUCKUHe3Uell).

Jlugepernyuanvras ouacHocmuka MeKOHUEB020 UleyCca.

*  bonesnuv I'upwnpynea, netipounmecmunanioHas OUCHIA3US

*  Buympuympobnas unghexyus, 6HympuympoOHvlti HeKpOmusupyowuLl SHmMepoKoIum

Hoeopoofcdennozo

*  BuympuympoOHnwiii nhepumorum, ao02e3usHbulii Nepumonum

»  [lopascenus nepsrozo annapama moacmou kuwxu [149].

Koncyanaunn CIICHHAJIUCTOB

L PGKOMGHZIyeTCﬂ B BCACHNU IHalMCHTOB C MYKOBUCHIUI0O30M HCIIOJIB30BATh

MYJbTUAUCIUILUTMHAPHBIA TIOJX0J B BHIY TOTO, 4TO 3a00JIEBaHHWE XapaKTEPU3YETCs TOpPaKCHHUEM

MHOTUX OpraHoOB U CHCTEM, Tpe6yeT KOMILJIEKCHOM TCpalnu, 4YTO JOUKTYCT HeO6XO,[[I/IMOCTI>

COBMECTHOT'O BEICHHS MAI[EHTa CIICIUATICTaMH pa3HbIX npoduiei [2,21].

(YYP - C, VIJI - 5).

Kommenrapuu: nayuenmos ¢ MB nabniooaem epau-nyivbmononoe (u/unu, 6 0emckoiu npakmuxe,

gpau-neouamp), UHO20a — GPAY-UHPEKYUOHUCM, d MAKICe BPAY-2CHEMUK, HeoOX0OUMbL NpueMvl

(ocmompul, KoHCyTbMAYUU):

8paua-2acmposnmepono2a (Ui 6pava-ouemonoea) Oisi UCKIIOYEHUS 2UnepayuoHo2o
COCMOAHUSL u e2o KOppeKyuu npu omcymemeuu agppexma om
pepmenmozamecmumenvHol mepanuy u (N0 NOKA3AHUAM) NPU OPYeUX NAMONOSUHECKUX
NPOSIEHUSIX CO CIOPOHbL HCETYOOYHO-KUUEUHO20 MPAKMA,

spaua-ouemonoza — 01 no0bopa ouemvl U hepmeHmHol mepanuu,
8PAUA-OMOPUHONAPUH20I02A NPU 0OOCMPEHUU XPOHUUECKO20 CUHYCUMA, OUACHOCMUKU
UU OUHAMUYECKO20 HAONI00eHUs HA3AIbHO20 NOJIUN03d,

8paua- cypoonoea-omopuHOIAPUH20I02A — NPU HEOOXOOUMOCMU KOHMPOIS CLYXOBOLl

d)yHKI/;MI/l Y nayuermaoe, noaydaruiux npenapamal, 06]161061]0“47/[6 OmomoKCU4YHocmuvlo,
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®  8PAYA-IHOOKPUHON02A/8PAYA-0EMCKO20 IHOOKPUHONO2A - NPU  3d0epicKe pocma,
10108020 PA3BUMUS U HAPYULEHUUSX Y2leB00H020 00MeHa,
® gpaua no JneweOHOU Qu3KyILMype (Ui 8paia no MeOUYUHCKOU peadurumayuu, uiu
spaua—gusuomepanesma Uiy CREYUAIUCMa ¢ blCUUM (HeMeOUYUHCKUM) 00pazosaHuem
(uHcmpykmop—memooucm no Je4ebHou u3KyIbmype; Uiy CHeYuarucma co cpeoHum
npoGeccuoOHaIbHbIM — (MEOUYUHCKUM) — 00pazoeanuem  (UHCMPYKMOp Nno  JledeOHOuU
Quskynremype, MeOUYUHCKASI cecmpd HNO MACCaxCy, MeOUYUHCKas cecmpa no
Qusuomepanuu) - 011 00YYUeHUs UHSANAYUOHHOU mepanuu, KUHe3umepanuu,
UCNONIL30B8AHUIO ObIXAMENbHBIX MPEHANCEPOS,
® gpaua—kapouonoea (8pava- 0emcKo2o Kapouoioea) npu HAIUYUU 1e204HOU 2UNePmeH3Ul
(necounoeo cepoya),
® gpaua-yponoea, 8paya-ypono2a-aHoponozcda 0emcKo20, 6paua-aKyulepa-eUHeKon102a no
no8o0oy penpooyKmueHoU pyHKyuu,
®  KIUHUYECKO20 (hapmaxonoza O0as peuileHus CIOJNHCHbIX B0NpOCO8 NO mepanuu u
NnpeoomepaAujeHUIo/IeYeHUI0  HeNCENaAMeNbHbIX — AGIeHUU  JIeKAPCMBEHHOU  mepanuu,
KOHCynbmayuu  eépada-gpmuzuampa npu  OUdeHOCmMuKe U MmMepanuu  ji1e20yHo20
Muxobaxkmepuosa,
®  8pPAUA-MOPAKANIBLHO20 — XUPYp2a/8pada-xupypea/spaia-oemcko2o  xupyped,  8paya-
aHecme3uo102a-peanumamonoed, Npu 603HUKHOBEHUU XUPYP2U4ecKol namoiocul,
® gpaua-xupypea/spaua-oemcko20 xupypea (co cneyuanuzayueri no MmMpaHcniaHmosI02uu)
npu HaIUYUY Yupposa nedenu, NoKa3anull 0Jisk MmpaHCnIaHmayuy 1e2kux u nOCmaHo8Ku 8
JIUCM 0HCUOAHUSL MPAHCNIIAHMAYUU,
® gpaua-oghmanvMon02a NPU MApeemuol mepanuu,
® gpaua-ncuxuampa npu mapeemuol mepanuu u npu NOOO3PeHUU Ha Oenpeccuio, 8 m.u.,
nocie 8viA6leHUs. PUCKA PA36UMUSL OeNnpeccul Ha OCHO8e AHKeMUPOBanus
® U Opy2ux CReyuanucmos no KIuHUYecKou Heooxoo0umocmu
o PekoMeH0BaH TAaIMeHTaM MYXCKOTO Ioia B Bo3pacte ¢ 15 mer mpuem (ocMoTp,
KOHCYJIbTAIlHsI) Bpada-ypoJjiora/Bpada - ypoJOra-aHapoJjiora JETCKOro JUIs OLEHKH COCTOSHHS
PENPOYKTUBHOM CUCTEMBI U OTIPEICIIEHUs TAKTUKY JAaiabHelmero nadmoaenus [98,104].
YYP-C,¥YA1-5).
KommenTapuu: azcopumm o6cie0oeanusi u makxmuka peuleHus 60npoca penpooOyKyu y Myd#CUuH ¢
MB npedcmaenena 6 Ipunoscenuu Bl.
Kouncynomuposanue 6 npoyecce Ounamuuecko2o HaAONOOEHUS OCYUeCMENaemcs Hno mepe

Heobxooumocmu.
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o PexkoMeHZ0BaHO MAaLMEHTaM MYXKCKOIO IIOJIa ¢ MYKOBHUCLUMIO30M IIPHU THIIOIUIA3MM TECTHUKYII,
THIIOTOHAIM3ME — HaOIIofeHne W o0cJeNoBaHWE Y Bpaya->HIOKPHUHOJIOIa WM Bpada-yposiora/
nerckoro yposora-agaposora (Ilpuem (ocMoTp, KOHCYNbTalKs) Bpaya-3HI0KPHUHOJIOTa IEPBUYHBIN U
ITpuem (ocMOTp, KOHCYNIBTALMsI) Bpaya-3HAOKPHHOJIOTra OBTOpHBIN/IIpuem (ocMOTp, KOHCYIbTALINA)
Bpaya-JIeTCKOro 3HJOKpUHOJora nepBuyHblii u Ilpuem (ocMOTp, KOHCyJbTalus) Bpaya-IeTCKOro
SHJOKpPUHOJIOra MOBTOPHBIHN, [Iprem (ocMoOTp, KOHCyNbTalus) Bpada-ypoJjora nepBudHslii u [lpuem
(ocMOTp, KOHCYNBTAIIMS) Bpada-ypoiiora moBTopHbIH/[Ipuem (ocMOTp, KOHCYIIbTaIMs) Bpaya-IeTCKOTO
ypoJiora-anaposora nepsuuHsli u Ilpuem (ocMOTp, KOHCYyJbTalMs) Bpada-IeTCKOro ypoJiora-
aHJIpOJIOra MOBTOPHBIN ) /sl BBISIBIIEHUS IIPU3HAKOB SHJIOKPUHHBIX, aHPOJIOTHYECKUX HApYILIEHUH 1
pEeLICHUS BOIPOCca 0 HEOOXOIUMOCTH TOpMOHaNbHOU Koppekiuu [98,99,104].

YYP-C, Y1 -5).

. PexomeHayIoTCsl IEpBUYHbBIE KOHCYJIBTALMK Bpauel M MHBIX CHEIUAINCTOB U3 MEIUIIMHCKOM
OpraHM3alli  WIK €€  CTPYKTYPHOIO  IOAPA3JIENECHUs,  OKAa3bIBAIOIIEr0  MNaJUIMATUBHYIO
CIELUAIU3UPOBAHHYIO MEIUIIMHCKYI MOMOILb JI€TSIM C KUCTO3HBIM (UOp0o30M (MYKOBHUCIUI030M)
(ITpuem (ocMOTp, KOHCYNbTalMsl) Bpada MO HAJUIMATUBHOW MEIMIMHCKON IMOMOLIM HEpBUYHBIH/
[Ipuem (ocMOTp, KOHCYNIbTALIMS) Bpaya 0 MaUIMATUBHON MEIUIIMHCKOM OMOIIM MMOBTOPHBIM U 1Ip.),
IpU HAIMYAWA TIOKA3aHUH, JUIS ONpeAeseHus o0beMa HEeoOXOIUMOW NaJUTMaTUBHOW MEIUIIMHCKON
nomoriu [437].

YpoBeHnb yoenuresbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KomMmeHnTapumn: xoxcyromayus OmMHOCUMENbHO NALIUAMUBHOU MEOUYUHCKOU NOMOWU MOdICem
npoBOOUMBCA HA 8CEX IMANAX E0EHUs NAYUEHMA C MYKOBUCYUOO30M. 80 BPEMS NPUHAMUS KII0UEBbIX
mepaneemuieckux peuleHull, npu GO3HUKHOBEHUU IICUSHEYSPOICAIOWUX COCMOAHUU, a MAaKdice 6
mepMUHAaIbHOU aze 3a60.1e6aHUsL.

o PexomMeHayIOTCS TOBTOPHBIE KOHCYJIBTAllMU BPAY€il U MHBIX CHELMAIUCTOB U3 MEIUIIMHCKOU
OpraHM3alliM  WIH €€  CTPYKTYpPHOTO  IOJAPAa3JENICHHs,  OKa3bIBAIOLIETO  MaJUIMaTUBHYIO
CHEIUATU3UPOBAHHYIO MEIUIIMHCKYIO TIOMOIIh JETSIM C KHUCTO3HBIM (PHOp0O30M (MYKOBHCIIHIO30M)
(ITpuem (ocMoOTp, KOHCYyNbTallMsg) Bpaya MO NAJJIMATUBHOM METUIIMHCKOM IOMOIIM TEPBUYHBIN/
ITpuem (ocMOTp, KOHCYNBTAIMS) Bpaya MO MaJUIMATUBHON MEIMIIMHCKOM MOMOIIY MOBTOPHBIN U Ap.),
IpU HAIMYUM TIOKAa3aHUHM, JUIS OmpejeseHus o0beMa HeoOXOIMMOW NaUIMaTUBHOW MEIUIIMHCKON
TIOMOIIH U OIeHKH ee 3 dexktuBHOCTH [437].

YpoBenb yoeauteabHoCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJbCTB — 5)
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3. .]Ie‘leHI/Ie, BRJIAKYad MEAUKAMCHTO3ZHYI0 U HEMECINKAMEHTO3HYIO TEPpAIllNU,
AUETOTEPAININIO, 066360J1HB3HI/IC, MECAULIMNHCKHUEC NTOKAa3aHUA U IIPOTUBONIOKA3aAHUSA K
NPUMEHCHHUI0O METOAOB JICUCHUHA

Lenu neuenus.
o Obecneuusams MAKCUMATLHO 8bICOKOE KAYEeCMB0 HCUSHU NAYUEHMA,
o [lpedynpexcoams u neyums 000CMPeHUs XPOHUYECKO20 UHPDEKYUOHHO-80CNATUMENLHO20
npoyecca 6 OpoHXoNE20UHOU cucmeme;
o Ilpedynpesicoamev u aeyumv 0b6OCMpeHUs UHPDEKYUOHHO-80CNANUMENbHO20 Npoyeccd 8
oxononocosvix nazyxax (OHII) o0na ymeHvuleHus cmeneHu HUCxooaujeli KOHMAMUHAYUU
OpOHXONIe20UHOU cucmeMbl;
o  Obecneuums uzuueckoe pazeumue NAYyueHma co2nacHo 603pacmuvim Hopmam (Oocmudicernue
okazameneu usuueckozo paseumus 6 cpaunuye 25-15 nepyemmunv nocie KoppeKyuu
HYMpUmMueHo20 cmamyca, pekomeHnoyemas yenv - 50 nepyenmuiv);
o Obecneuums NPohurIaKmuKy 0CI0HCHEHU;
o Jleuenue ocnoxcnenuii (ncesdo-bapmmep cunopom, mekonueswviii uneyc, C/HUO, MACH
(MYKOBUCYUOO3-ACCOYUUPOBANHHBLIL  Caxapublll  ouabem) yuppo3 neveHu Oe3\c  CUHOPOMOM
nopmanvHou eunepmeHsuu, eunepcnieHusmom, KB (ocenunoxamenunas 00ne3Hb), NOIUNO3HDIU
punocunycum,  BOH  (benkogo-snepeemuueckas — HeOOCMAMOYHOCMYb),  KPOBOXAPKAHUe,
KpoeomeyeHusl le2oyHvle, kposomeuenuss uz BPBII (eapukosnHo pacuupeHHvlx 6eH nuujeeooa) u
gepxHell mpemu JHcenyoKa.
Obsa3zamenvhvie cocmagnsowue 1e4eHus:
o [uemomepanus;
O 3amecmumenvHas mepanus HeOOCMAMOUYHOCIU IK3OKPUHHOU (DYHKYUU NOOHCETYOOYHOL
JHcenesvl;
O  Mykonumuueckas mepanus;
o /Ipenuposanue 6poHxuanbHo2o 0epesa u iewebras usKyibmypa;
O  AumubakmepuanbHas mepanus,
©  Bumamunomepanus;

o Tepanus ocnoocnenuui [1,2,5].
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3.1 KoncepBaTuBHOE JIeUeHHE

3.1.1 MykoauTn4eckas Tepanus

e  PexomeHnoBaHO BceM mamueHTaM ¢ MB (32 HCKIIOYCHHEM MMEIONIMX MEIUIUHCKHE
MPOTUBONOKA3aHUs) TPOBEICHUE AKTUBHOW MYKOJIUTHYECKOW TEepanuu C MEeIbl0 yMEHBIICHHS
BSI3KOCTH MOKPOTBI M 00JIeTYeHus ee sBakyanuu [1,2,5,21].
(YYP-C, Y11 -5).
KomMmMmenTapuu: gv100p iekapcmeenHvix cpedcme onpedeniemcs uHOUSUOYalbHO.
Buvibop nymu egedenus: npeonoumeHue omoaemcs UHSATAYUOHHOMY 66e0eHuto mykoaumuxkos (ATX
Myxkonumuueckue npenapamat).
Oyenxa 3¢pgpexmusHocmu neyeHus: KIUHUYECKU (OYeHKA CYMOUHO20 KOIUYecCmea MOKpOmbl,
U3MeHeHUll ee KOHCUCMEeHYUU, OYEeHKA CeneHU ObIXameabHOU HeOOCMAamoyYHOCMU,).
Oyenka be3onacHocmu jeyeHus: KIUHUYeCKU (CneyuanbHbvlx CManoapmu308aHHbIX MemoOUK OYeHKU
bezonacHocmu IMux JeKAPCMBEHHLIX CPeOCms8 He cywecmeyem, noooop OCyWecmensiemcs 6
NpUCymcmeuu 8paia-nyibMOHON02A U 8paya-neouampa/spaia-mepanesma, Cneyuaiusupyouje2ocs
HA OKA3AHUU MEOUYUHCKOU ROMOUWU NAYUCHMAM C MYKOBUCYUOO30M).
/Jlononnumenshoie 3ameuanusn: 6ce cnocodbl pazdicuMICeHus MOKpomol HeoOXxo0UMO KOMOUHUPOBAMb
C yoanenuem ee u3 ObIXAMENbHLIX Nymell, UCHONb3YS Memoovl Kunesumepanuu. lleped ceancom
KUHe3UMepanuuy JHCeiamenvHo, d Npu  HAIUNUU  OPOHXO0OCMPYKYuu — 0013amenbHO, nepeo
UHATAYUAMU MYKOJIUMUKOS NPOBECMU UHSATISYUU OPOHXOIUMUKOB.
B knunuueckoii npakmuke 0131 MyKoOAUmMu4eckoil mepanuu Ucnoib3yomcs.

o Oopuaza amsgpa - paspeisaem 6000podubie cessu monekyn JJHK, komopwie sensomcs
OCHOBHOU cocmasnsauell 2HOUHOU MOKpPOmMbyl, U A61Aemcs 0A3UCHOU MYKOIUMUYeCcKol mepanuetl,
obecneuusaem s¢ppexm 6 meuenue cymox. [lpumensemcs unearsiyuoHHo 6 0oze 2,5 me 6 cymku;, npu
Heobxooumocmu (pacnpocmpanennvlie OPOHX0IKmMa3zvl- 5 me 6 cymxu (no 2,5 me x 2 paza 6 0env uepes
HebOynatzep); XpOHUUeCKull NOJUNO3HBIU CUHYCUM - 5 Me 8 CymKuU (2,5 me — uepe3 Hebynauzep, 2,5 me -
C UCNONb308AHUEM YHUBEPCANLHOU UHATAYUOHHOU CUCMeMbl ¢ (QYHKYueu nyabcupyiouel nooaiu
aspozonsi no 1,25me=1,25mn 6 kasxcowtii Hocosotl xo0) [1,2,21,150].

o 3% unu 6 % unu 7% eunepmonuueckuii pacmeop Hampus xaopuoa™** c¢ 0,01% u 0,1% nampuem
2UATYPOHAMOM  (3apPe2UCMPUPOBarn KAk MeOUYUHCKoe u3zoenue - pacmeop Oas UHSATAYUOHHOLL
mepanuu ¢ OpeaHu4ecKUMU 8eujeCmeamiy) NPUMeHAemcs UHeAIAYUOHHO Yepe3 HeOyaatizep no 5 ma 2
pasza 6 OeHb, Yayuuiaem KIUPEHC ObIXAMENbHbIX Nymel U A6IAemcs Oa3UCHOU MYKOAUMUYECKoU
mepanueu c OvicmpuIM MYKOAUMUYECKUM aghghexmom [1,2,21,151,37,152, 153,
154,155,156,157,158,159,160,161], rakorwce moowcem npumensmocs 3% eunepmonuueckuii. pacmeop

Hampusi X10puoa™*, ocobenno y demeii maaouezo sospacma [152].
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o) Maunumon™*

8 opme nopowika Ons UHeANAYUL YAYHULAem KIUPEeHC ObIXAMeNlbHbIX Nymel,
cnocobemeyem euopamayuu causu [2,21,162].

Mannumon™* npumensiemcs 6 0oze 400 me 08adxcovl 8 Oenb uepes cneyuanvhvill unearsmop. Ilepeo
Ha3HA4YeHueM MAHHUMONA™™ nayuenm O0ndHCeH npoumu mecm Ha OPOHXUATbHYIO 2UNepPeakmusHOCb
npuU HA3HAYEeHUU HAYAIbHOU 003bl 8 COOMEEMCmaUY ¢ UHCmpyKyuetl Kk npenapamy. lIlpomueonoxaszan
oemsim 00 6 nem. [losviuwaem xomniaenmuocms noopocmros [163].

Mannumon®* u 3%, 6%, 7% eunepmonuuecxuti pacmeop nampus xaiopuoa™* c¢ 0,001% u 0,1%
Hampuem 2UaiypoHamoMm eustomcs MyKOJUMUKAMU ObICmMpPO2o 0elicmaus i COYemaromcest ¢ 00PHA30U
anvgha**.

Mykonumuyeckas mepanusi nOOOUpaemcsi NAYUEHMAM UHOUBUOVATILHO — CHEYUATUCTIOM,
UMeIoWUM ONblm 8e0eHUsl NAYUEHMO8 C MYKOBUCYUOO30M, AMOYIAMOPHO HA npueme 8pavd Ulu 8
cmayuoHape npu HAIUYUY NOKA3AHUU K 20CNUMAIU3AYUU.

Coenacno oanuwvimM pecucmpa nayueHmos ¢ mykosgucyuoozom 8 2021 200y [5] dopnazy arvgha™*
8 P® 6 sude e6ocnpouzgedennozo npenapama noayuaiu 95% nayuenmos. Ilepenocumocmo

npenapamos 0opHasvl anvha™* conocmasuma [165; 438, 439, 440, 441].

Ilo Oannvim esponetickoeo peecucmpa 2021 2. meduana nasnauenus OopHazvl anvgha™* y
nayuenmos 6 u cmapue nem 86,2%, Haznauenue y demei maaduwie 3 nem — 6 cpeonem 43,6%, y
Odemeiti 3-5 nem — 69,2%, umo ceudemenvcmayem o 63aUMO3AMEHAEMOCIU MYKOJUMUYECKUX CPeOCm8,
8 HACMHOCMU, NPU HeNCelamenbHblx nobounvix peaxyusx (npu 3amene O0opHasvl anvgha**
**

ucnoavsyromesa 3%, 6%, 7% p-p mampusa xnopuoa

mannumon™*) [166].

¢ 0,01% u 0,1% nampus euanypoHamom uiu

Hokazanuamu Kk ommene 00pHA3bl ANbPa™* 0N HUNCHUX ObIXAMETbHBIX NYM el AGIAIOMCA:

- Hanuuue KOMNIeKca nokazamenell Ha (hone mapeemuol mepanuu. HOpMAaIu3ayus QyHKyuu
xnopnoeo CFTR kaunana npu omcymcmeuu cpamompuyamenbHol (uopul, 1€204H020
muxobaxmepuosa, MRSA, 6ponxoskmazos u nanuuuu HOpMAIbLHLIX NOKa3amenel HyHKYuU HeuHe2o
ovixanus (Mccredosanue Hecnpo8oyUupoBanHuLX ObIXAmMelbHbIX 00beM08 U NOMOKO8 (CRUpOMempust) ¢
OUHAMUYEeCKUM HAOII00eHUe 8 NOCIeOVIouleM

- HedrceslamenbHble peakyuu , npu 3mom 00pHa3zy anvgha™** zamensrom na 3%, 6%, 7% p-p nampus
xnopuda** ¢ 0,01% u 0,1% nampus cuanypoHamom uiu MaHHumox*>)

Ocnosanuem cuyxcam OauHble PeUCMPO8 PA3HbIX CMPAH, 20e O00PHA3A alba UCNONb3VemCcs C

Mmenvutell wacmomoti [442, 443]
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Iloka3anuamu Kk ommene O0pHasvl anvha** ¢ UcCnonb308aHUEM YHUBEPCATLHOU UH2ATIAUUOHHOU
cucmemyl ¢ QYHKyuew nyabcupylouieil. nooauu a3po3ona uepe3 HoOcevle KAHIOAU Ha (oHe
mapzemuoil mepanuu A6AAIOMCA:

- omcymcmeue namon02UYecKux UsMeHeHull N0 OaHHbIM CRUPATbHOU KOMNbIOMEPHOU momozpaguu
npuoamounvix nazyx noca (KT OHII) uepes 200 om cmapma mepanuu npu ycio8uu OpeaHu3ayuu

OUHAMUYECKO020 HABNIIOO0EHUsL CO CMOPOHbL 8PAUA-0MOPUHOLAPUH20NI02A 6 nocaedyiowem [167].

3.1.2 bpouxoJauTHYecKas Tepanusi

o PexoMeH10BaHO Ha3HAYEHUE MHTASIIIMOHHON OPOHXOIUTHYECKON Tepanuu nanueHtam ¢ MB
NpU HAJMYUU OOpaTHMMOM WIJIM YaCTHYHO OOpaTUMON OpOHXHAILHOW OOCTPYKIMHU (IIPHPOCT YPOBHS
O®B; nocne MHraISILKUK IpenapaTa AJis JISYeHUs] 00CTPYKTUBHBIX 3a00JI€BaHUN JIbIXaTEIbHbIX ITyTEH
(6bponxomuTHKa) >15%) ¢ LHENbIO YIyYIICHHS 3BaKyallid MOKPOTHI, IEPEl MPUMEHEHUEM HHTAIAIIUCH
MIPOTUBOMHUKPOOHBIX TPEMApaToB CHCTEMHOTO JCHCTBHS (MHTAISIIHOHHBIX), THIIEPTOHUYECKOTO
pacTBOpa HaTpus XJOpuaa**, mepea kunesutepanuen (J[pIxaTeqbHbIC yNPaXKHEHUS IPECHUPYIOIINE)
[1,2,5,21].

(YYP-C, Y1 -5).

Kommenrtapuii: npomusonokasanuem sa61i1emcsa uHOUBUOYAIbHAS HENEPEHOCUMOCTb.

e Pexomennyercs manueHtamMm ¢ MB B kauecTBe OpOHXOJMTHYECKOW Tepamuu  Ha3HAYUTh
OpOHXOJIUTUYECKUI TIpemapaT W3 TPYII: CEICKTHBHBIC [2-apEHOMUMETHUKHU WIH aJIpeHeprHuecKue
cpeacTBa B KOMOMHAIIMM C aHTHXOJMHEPTUYECKHMH WM AHTUXOJWHEPTHYECKHE CpeACTBa JIMOO
Apyroil mpemapar s JIeYEHUS OOCTPYKTHUBHBIX 3a00JIeBaHUM JIbIXaTENbHBIX IyTeH o
WHIUBHIyaTbHBIM ITOKa3aHUAM B peXHUME «Io TpeboBanutoy» [1,2,21,164,168,169,170].

(YYP-B, Y] -2).
Kommenrapuii: 6 peoicume «no mpebosanuroy» ucnonv3yemcs celeKmughvlli bema-2-a0peHoMumemux
canbbymamon™* ¢ monomepanuu uiu 6 CO4emanuu ¢ UNPaAmponus 5p0Mu00M** Unu hukcuposaHHas
KombuHayus Geromepon-tunpamponus Gpomud** uru muomponus 6pomud  aubo Opyeol npenapam
07151 JledeHusi 00CMpPYKMUBHbIX 3a001e8aHUL ObIXAMENbHBIX NYmell O UHOUBUOYATIbHBIM NOKA3AHUSM.
Hcnonvzosanue 003UpOBAHHBIX AIPO30IbHBIX UHSANAMOPOS 00A3aMeNbHO CO Chelicepom, npu
HA3HAYeHUU  UHSANAYUOHHLIX — OPOHXOIUMUKO8  (npenapamos O Jledenus  O0OCMPYKMUGHbIX
3a601e6aHUll ObIXAMENbHLIX Nymell) (celeKmueuvili Oema-2-a0peHOMUMEMUK CcatbOymamor** e
MOHOmepanuu uiu 6 couemanuu ¢ M-xonrunepenuueckumu npenapamamu (unpamponus opomuo**)
unu  Quxcuposannas  KomoOuHayus — penomeponrtunpamponus — opomud**  unu - npenapamol
NPONIOHSUPOBAHHO20 Oelicmsust (muomponus O6pomud™**) aubo oOpyeoco npenapama Ons JedeHus:

06CMPYKMUBHBIX 30001€8aHULL ObIXAMENbHBIX NYMel N0 UHOUBUOYATbHBIM NOKA3AHUSAM) NAYUEHMAM C
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madxcenou bporxoobcmpykyueii (ODPB1 <30% om 0ondcHo20) uHeanrayuu OO0JAHCHbL NPOBOOUMbCS NPU
nomowu Hebynauzepa.

Buvibop nymu esedenus npenapama 0ns ieveHuss 00CMPYKMUBHbIX 3a0071e8AHUL ObIXAMETbHbIX NYMell.
npeonoymerue 0moaemcs UHeAIAYUOHHOMY NYMU 66€0CHUSL.

Oyenka s¢hghexmuenocmu Jeyenus: KIUHUYECKU (CUMNMOMbL OPOHX00OCMPYKYuu) u no
OAHHBIM CRUPOMEMPUL.

Oyenka be3onacHocmu JnedyeHus. KIUHUYeCKU U No pe3yibmamam 0O0beKMusHo20 0CMOmpa
(HUCTIO cepOeUHbIX COKPAaWeHUll, CepOeyHbLI PUMMm,).

Ilpumenenue npenapamos 6He 3aPecUCMPUPOBAHHBIX 6 UHCMPYKYUU JeKAPCMBEHHO20
cpedcmea NOKA3AHULL  OCYWeCMENAemcs NO peuleHuro 8pa4yeOHol KOMUCCUU, C paspeuieHus
Jlokaneno2o smuueckoco Komumema MeOUYUHCKOU OpeaHu3ayuu (npu HAIuyuu), ¢ ycioguem
NOONUCAHHO20 UHDOPMUPOBAHHO2O coclacusi pooumenell (3aKOHH020 npedcmasumens) u pebeHka 8
gozpacme cmapute 15 nem.

3.1.3 AwurtundakrepuajbHas tepanus (ABT)

3.1.3.1 O61uue NpUHIUIBI AHTHOAKTEPHAJIBLHON Tepanuu

o PexomennoBana antuOaktepuasibHas Tepanus (ruiaHoBble Kypchl ABIl B Buje uHransuui
yepe3 HeOynaif3ep WM COBMECTHO C TaOJIETUPOBAHHBIMM (OpMaMH, WM BHYTPHUBEHHO) BCEM
NalMeHTaM C JIETOYHBIMU TposiBiIeHUsIMH MB, y koTopbix oTMmeuaercs oboctpeHne MB (Bkitodas
oboctpeHuss Ha (oHE OCTPOIl pecrUpaTopHO WH(EKIMH) WM BBISBISIOTCS HOBBIC MAaTOTCHHbIC
BO3OYAUTENN PECIUPATOPHON MH(PEKIIUU B KOIHUECTBE Ooliee 10° KOJIOHMEOOPa3YIOIUX €IUHUI] TIPU
IJJAHOBOM  MHUKpPOOHOJOTHYECKOM  HccienoBanuu  (MuxpoOuosiorudeckoe  (KyJbTypallbHOE)
UCCIIE/IOBAHME MOKpPOTBHI Ha a’poOHble M (DaKyJIbTaTUBHO-aHaYPOOHbIE MHUKPOOPIaHU3MBI,
OmnpeneneHue 4YyBCTBUTENBHOCTH K  aHTHOAKTepHAlbHBIM  IpenapaTaM  MHKPOOPIaHU3MOB,
BBIIEJICHHBIX M3 MOKpOTHI, OmpejeneHne 4YyBCTBUTEIBHOCTH K MPOTHUBOIPUOKOBBIM Ipenaparam
rpuOOB, BBIJICJIEHHBIX M3 MOKPOTHI) C LENbI0 3paJuKallMd NPUYMHHO3HAYUMBIX MUKPOOPIaHHU3MOB
[2,5,21,171,172,173,174].

(YYP-B, Y11 -2).

Kommenrapmii: /[na epamompuyamenvroti muxkpogaopvr (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemybepxynesnvix muxobaxmepuil uiu
npu UX XPOHUYECKOM 6bicege 3HaueHue umeem Jni000€ KOAUUECMBO KOJIOHUL, ONnpedeleHHoe No
pe3yibmamam MUKpoOUoIo2u4ecKo20 uccie0o8anusl.

. [Ipu npoBeaenun antuOakTepuanbHoil Tepanuu (ABT) mnamueHTaM ¢ MYKOBHCLHJO30M

PEKOMEHAOBAHO OPUCHTUPOBATHCA Ha YYBCTBUTCIBbHOCTD BBIICJICHHOI'O U3 6p0onnerqu0171 CHCTEMBI
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mukpoopranusma  (Pseudomonas  aeruginosa, MRSA, Burkholderia cepacia  complex,
Stenotrophomonas maltophilia, Staphylococcus aureus u Haemophilus infuenzae u 0p.) x
aHTUOAKTEPUATIBHBIM IIPErnaparam ¢ IeJbi0 MoBbIimeHus 3G dekTuBHOCTH NeueHus [2].
(YYP-C, Y1 -5).
Kommenrapuu:  Jlabopamopnoe — onpeoeneHue  yy8CMBUMENIbHOCIIU — MUKPOOPSAHUBMA K
anmubuomukam  (Onpedenenue  Yy8CMBUMENTbHOCU — MUKPOOP2AHUIMOE K AHMUMUKPOOHbIM
Xumuomepanesmu4ecKuM npenapamam) He ce20d NOIHOCHbIO CO8NA0aem ¢ KIUHUYECKUM OMEemom
Ha nposooumyro mepanuto [2,5,21,172,173,174].

IIpu 6vibope npomueoOMUKpOOHO20 Npenapama CUCMeMHO20 OeliCmeUsl Yeieco0Opa3Ho yuecms
aphexmusnocmv panee npoBOOUMBIX KYPCO8 aHmubakmepuaibHou mepanuu [2].

Hayuenmam ¢ MB nazumauarom MaxkcumanibHble 803pACMHblE 003bl NPEnaApamos uiu 003l
pexkomendyemvle 05l nayuenmos ¢ MB. B cesizu ¢ msadcecmvto 3a601e8anuss, He0OX0OUMOCMbIO
MAKCUMATILHBIX 003UPOBOK AHMUMUKPOOHBIX Npenapamos u 0euyumom ieKapcmeeHHvlx Gopm O
UH2ATAYUOHHO20 NPUMEHEHUs 8 MUPOBOU KIUHUYECKOU NPAKmuke mpaouyuoHHo npumersiomcs Off-
label (6ne uncmpyxyuu) npomusomuxpobnvie npenapamer cucmemno2o oelucmeusi (UHbeKYUOHHbLE) 8
suoe uneansayuu [89,175,176,177,178,179,180,181,182,183].
¢ Ilpomueonokazanua: onpedensiromcsi UHOUBUOVAILHO U 3ABUCAM  OM  UHOUBUOVATILHOU
HenepeHoCUuMoCcmu (6 Mmom 4ducie aiiepeuu), Xapakxmepa CONYMCMEYIOUWUX 3a001e8aHUll (21A8HbIM
0bpa3zom 3a001e6aHUss NneyeHU U NOYeK) U 803pacma nayueHmad.

o Buioop nexapcmeennvix cpedcme onpeodensemca: 6UOOM 6030YOUMeNs, 6bla6leHHO20 Y
nayuenma, Yy8cmeumenbHoCmvlo 6030youmens (in vitro) k oannomy ABII; ¢a3zou 3abonesanus
(obocmpenusi — pemuccus);, NPOOOIHCUMETLHOCMbIO UHDEKYUOHHO20 npoyecca (XpoHuueckas
unpexyus — enepevie GblAGIEHHbIU 6030YOUMEND); IPHEKMUSHOCIbIO Mepanuu NPeouecmsyioue2o
obocmpenust 1e20uHol unpexyuu (OanHvle 0 NPUPOOHOU PE3UCTEHMHOCMU OCHOBHBIX NAMO2EHO8,
xapaxmepuwix 015 nayuenmos ¢ MB npeocmaenen 6 [lpunoscenuu A3.4).

o Buibop nymu eeedenusn onpedensemcs. 6UOOM 8030YOUMeNs, BbIABIEHHO20 Y NAYUEHMA,
Gaszoul 3abonesanusi (obocmpenue — pemuccus);, NPoOOIHCUMENLHOCHbIO UHGEKYUOHHO20 Npoyecca
(xponuueckas ungekyus — enepsvie BblAGIeHHbIU 8030)YOUmMeNb);, MECmMoOM OKA3AHUL MeOUYUHCKOU
nomouu (ambynamopnas ~ —  cmayuowapuas),  dpgexmusHocmvio  npeduecmeayroujel
anmubaxkmepuaIbHol mepanuu. BHympusenHoe ggedenue aHmubUOMUK08 HAUUHAemcs 6 CIAayuoHape
¢ kypcom neuenusi 14-21 Oemwb. Beedenue ocywecmensemcs uepe3 nepugepuueckuti 6eHO3HbIU
Kamemep (kamemep nepughepuyecxuil) unu uepes nopm-cucmemy (nopm
UHQY3UOHHBLIL/ UHDEKYUOHHDBIU,  UMNIAHMUPYeMbIU™**),  Komopvle YCMAaHasiugaromcsi  CO2nACHO

MemoouyecKum PYKOBOOCMBAM «Benosnwiii docmyn, 2019
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(https://msestra.ru/download/file.php?id=4763) ¢ ucnonv3osanuem HeOOXOOUMBIX NEKAPCMBEHHBIX
cpeocms.  [lopm-cucmemvl  ycmanagnugaromes — coearacho  Pacnopsocenuro  Ilpasumenvcmea
Poccuiickoii @eoepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicoenuu nepeurs MeOUYUHCKUX
uzoenutl, UMNIAHMUPYEMbIX 8 OPSAHU3M Yel08eKd NPU OKA3AHUU MEOUYUHCKOU NOMOWU 8 PAMKAX
npoOcPAMMbBL  20CYOAPCMBEHHbIX  2APAHMULL  OECNIAMHO20 OKA3AHUSL  2PANCOAHAM  MEOUYUHCKOU
NOMOWU, a MAakice nepeyHs MeOUYUHCKUX U30enull, OMNYCKAeMbIX N0 Peyenmam Ha MeOuyuHcKue
uzoenus npu npedocmasieHuu Habopa coyuanrbHulx ycayey. Ilo nokazanusam 00 HOCMAHOBKU, 6
npoyecce UCNONb308AHUSL U NOCTE CHAMUSL NOPM-CUCTEMbl (ROpMA UHDY3UOHHO20/UHbEKYUOHHOZO,
umnianmupyemo2o ***) - mooicem nposooumscs  OYNIEKCHOe CKAHUPOBAHUE apmeputi  BepXHUX
KOHeuHocmell, OYNIeKCHOe CKAHUPOBAHUe 6eH 8ePXHUX KOHeuHocmell JleueHue modcem npogooumscs 6
cmayuoHape u 8 amoOyIamopHbiX YCI08Uuax. BHympumbiueunsiti nymos 66e0eHUsi npu MyKoSUCYUOO3e
NPUMEHSMbCSL He OO0JNCEH 6 C8A3U C HeOOX0OUMOCHbIO ONUMENbHBIX YACMbIX KYPCO8 Mepanuu, max
kax npu MB umeromcs ocobennocmu 6 papmaxoxunemuxe AMI, f-raxmamuvlx aHmubUOmMuKos,
guipadicalowuecs 8 ygeruyeHuu odOvema pacnpeoeneHuss Ha KUI0SPAMM MAccbl meid U CHUNCeHUU
nepuooa nonysvigeoenus. Yeenuuenue CUCMEMHO20 KIUPEHCA 3a Cuem YCKOpeHus Memaboiusma 6
neweHu u yseiudeHue no4euHo20 KIUPeHca onpeoensitom HeoOX00UMOCHb NPUMEHEHUs. 8bICOKUX 003
aHmubuomukos ¢ bonee uacmoim ux esederuem [2,21,176,184,185,186,1871].

¢ Be3onacnocmu: 6 céazu ¢ npumenenuem y NAYUEHMO8 C MYKOBUCYUOO3OM BbICOKUX 003,
ONUMENbHBIX KYPCO8 U KOMOUHAYUN AHMUOAKMEPUATbHBIX NPenapamos, 0OHOBPEeMEeHHOU mepanuu
JIEKaAPCMBEHHbIMU NPEnapamam. PasHulX epynn, d Makice 6 CeA3U C BO3MONCHbIM HAPYUIeHUEM
@dyHKYyuu neuenu, credyem OCYWeCmenisims COOMEEeMCmeywue KOHMpOIUpyowue Meponpusimus
(kiunuveckue, 1aOOpamopHvle,  UHCMPYMEHMANbHble) Ol MOHUMOPUPOBAHUSL — BO3MONCHLIX
HedCenamenvHulX  3hekmos  1eKapcmeeHHblX — Npenapamos, Ux —npeoynpexdcoeus U, npu

Heobxooumocmu, mepanuu [2,189].

. [Ipu octpoit pecrnupaTopHOW HH(GEKIMH MMAlUEHTaM C MYKOBHUCLHI030M PEKOMEHJI0BaHO
Ha3HAUYEHUE AaHTHUOAKTEpHATbHON Tepamud B JOMAIIHUX YCIOBHSX  COTJIACHO  TPOQUITIO
YYBCTBUTEIBHOCTH BBIJCIIEHHONH pECIMPATOPHOM MHUKPOQIIOPHI B CA3M C aKTHBALMEH XPOHUYECKOTO
BOCIIAJIUTEIBHOTO Tpoliecca Ha ()OHE MPUCOCAMHEHHS OCTPON pecimpaTopHoi nHdpekuuu [2,21,89].
(YYP-C, Y1 -5).

Ouyenka rgpgpexmuenocmu ABT: kiunuuecku (muxopaoka, pecnupamopmvie CUMIMOMbL), O OAHHbIM
abOPaAmMopHblX  Memooos obcredosanus  (netikoyumos, yposeHv C-peakmusHozo 6eika, no
NOKA3AHUAM - NPOKANYUMOHUHA (UCCIe008AHUe YPOBHS NPOKATLYUMOHUHA 8 KPOSU)) U NO OAHHbIM

MUKPOOUONIO2UHECKO20 UCCAe008aHUSL (MUKPOOUON02UYeCKoe (KVIbMYPalbHOe) UCCIe008aHUe CAU3U C
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MUHOGNIUH U 3a0Hell CMEeHKU 2I0OMKU HA A3POOHbIE U (haKyIbMamueHO-aHaspooHble MUKPOOPSAHUIMbL,
MUKpobuonozuyeckoe (KyibmypaibHoe) Uccie008anue MOKpomsl HA as3pobHble U (DaKyibmamueHo-
aHa’pobHble MUKpOOpeaHusmbl, Mukpobuonozuyeckoe (KyibmypaibHoe) UCCLed08aHue NaABaANCHOU
JAHCUOKOCMU  HA  a’pobHble U (PaKyIbmamueHo-anadpoouvle  Mukpoopearusmsl, OnpedeneHue
YYBCMBUMENbHOCMU K AHMUMUKPOOHBIM — NPEnapamam  MUKpPOOPSAHUSMOS8, — BbIOCIEHHbIX U3
OPOHX0ANbEEONAPHOU JIABANCHOU AHCUOKOCTU, Onpeodenenue YY8CMBUMENbHOCIU K
NPOMUBOZPUOKOBLIM ~ Npenapamam  2pubos, 6blOENeHHbIX U3  OPOHXOANLBEONIAPHOU  ABANCHOU
acuokocmu,  OnpedeneHue — uy8CMBUMENbHOCMU K AHMUOAKMEPUATbHBIM — NPenapamam
MUKDOOP2AHU3MOS,  BbLOCNEeHHbIX U3 MOoKpomsl,  OnpeoeineHue  4y8CMEUMENbHOCMU K
npOMuUBO2PUOKOBLIM Npenapamam 2pudos, 6blOeIeHHbIX U3 MOKpombl) (dpaduxayus 6030youmels,
nepcucmuposanue, cynepundexyus, chuxcenue videnenus 603oyoumens <10* kononueobpazyroujux
COUHUY UTU OMPUYAMETbHBLI Pe3YIbmam nocesa u m.o.).

Ouenka 6e3onacHoCmu J1eUeHUs: 306UCUm OM NPUMEHseM020 Tekapcmeennozo cpedcmea (JIC) u
NPOBOOUMCSL C YUEMOM BO3MONCHBIX HEHCENAMENbHBIX SNEHUU.

/Jlononnumenshoie 3ameuanus.

1. Ilpu nasumauenuu ABIl cnedyem ucnonvzosame rxombunayuu JIC ¢ pa3siuuHbimM MexXaHuzmom
Oeticmeusi (Hanpumep, Bema-naxmamnvle anmubakmepuaibHvle npenapamvl, NeHUyULIUHbY/pyeue
bema-nakmamuvle aHMudOAKmMepuaibHvle NPenapamvlie KoMOuHayuu ¢ amunocnuxosuoamu). Ilpu
8blOeNIeHUU 8 MOKpOme NayueHma 0OHOBPEMEHHO 08YX MUKpoopeanuzmoe evloop ABII 3asucum om
ceoticma 6oJiee pe3ucmenmHo20 8036y0umers.

2. O0HOoBpeMeHHOe Ha3HaueHue NPenapamos Oisi UHSATAYUOHHO20 U GHYMPUBECHHO20 Nymell 66e0eHUs
O0HOUL (hapMaKonoeuuecKol epynnel He peKxomeHoyemcs. Bozmooicno nasnauenue uHeansyuoHHoU u
guympugennoti ABT 00HO8peMeHHO N0 peuwleHulo KOHCUNUYMA CHeYUalrucmos u ¢ YYyemom
(apmakonocuueckoll epynnvl NPenapamos.

3. IIpumenenue ABII 6 sude uneansyuii uepes Hebynauzep:

- MOJICem npo8oOUMbCsL KAK 8 CMAayuoHape, max u 6 OOMAWHUX YCIIOBUSX,

- 07151 peuteHUsi BONPOCA O HA3HAYEHUU UHSAISIYUOHHOU mepanuu ciedyem nposecmu CRUPOMEMpPUIo 00
nepeoll UH2AIAYUY NPOMUBOMUKPOOHO20 NPenapama CUCMEMHO20 O0elUcmeus (UHealAYUOHHO) U Yepe3
HeCKOJIbKO MUHYM NOCLe UHeANAYUU (015 BbIAGNIEHUS B03MOINCHO20 OpOHXOCNAMa (npu omcymcmeuu
B03DACMHBIX U/UNU UHBIX NPOMUBONOKA3AHULL)) (CM. pazden «Bpouxorumuyeckas mepanus») - nepeo
uneanayueu ABIl neobxo0umo nposecmu uHeAnAYUO OpPOHXOIUMUKA (npenapama Oas JedeHust
06CcmMpyKmueHvIX 3a0601e8anull OvixamenbHulx nymeti). Cumnamomumemuxu OJis UHATAYUOHHO2O
npumMeHenus, Hanpumep, carboymamon™* 2,5 me uepesz nebynauzep (Uiu 003UpOBAHHbIU AIPO30TbHBIL

uneanamop no 200 — 400 mxe ¢ ucnonvzosanuem cneticepa) 3a 15-30 munym 0o uneanayuu
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AHMUOUOMUKA 8 MOHOMEPANUU ULU 8 COYEMAHUU ¢ Unpamponus opomuoom™* unu guxcuposannas
KombOunayus  enomepontunpamponus 6pomud** uiu  muomponusi opomuo**) unu Opyeue
npenapamul 015 1e4eHuss 0OCMPYKMUBHbIX 3A001e8aHULL ObIXAMENbHBIX NYMell, MYKOAUMumuiecKkue
npenapamol, a MaKice OPeHa’ic (OblxamebHvle YNPANCHEeHUs. OpeHupyruue);

- npu uneanayuu ABIl 6 domMawHUX YCI08UAX dcelamenrbHO UCNOIb308AMb Hebylau3ep, OCHAUeHHbL
Gunbmpom 015 8b10bIXAEMO20 8030VXA;

- npu uneanayuu ABII npeonoumumenvhee npUMeHAMb MyHOWMYK, No cpasrenuio ¢ mackou. Credyem
PEeKOMeH008amb NAYUEHMAM Nepexooums Ha NpuMeHeHue MyHOULMYKA 8 MAKCMAalbHO PaAHHUEe CPOKU,
Kax npasuio, ¢ 3-x aemnezo eospacma [190]. Bowvixanue npenapama nyuwe ocywecmensimo uepes
POM, NPUMEHEHUE HOCOBLIX 3ANCUMOB 80 8PEMSL UHSANAYUU Y8eaudUusaem dPhexmusHocmy 1eyeHusl;

- npu nposeoeHuU UHANAYUU 8 YCLOBUAX MEeOUYUHCKOU Op2aHu3ayuu u amobyiamopHo NayueHmul ¢
MB, 0onrcHbL NOIL306AMBCA UHOUBUOYANLHBIM HEOYIAU3EPOM C 803MOICHOCMbIO 3AMEHbl Kaxcovle 3
Mecaya KOMNIeKma pacnvliumens U mpyoKu 030yxo6800a u (uibmpa,

- onmumanvhol 01a nayuenma ¢ MB saeisemcs uHeANAYUOHHAS CUCTEMA C HU3KONOMOYHBIM
KOMHIpeccopom (YposeHb NOMOKA CoHcamozo 8030yxa 00 6 i/mum), ¢ npoussooumenviocmoio 0,15mu-
0,25mn/mun, cHabcennas cucmemoll KOHMPOJsL UHCNUPAMOPHO20 NOMOKA U CUCMEMOU KIanaHos
800Xa U 6bl00XA, NO360JAIOUEU COKPAMUMb NOMepPU MeOUKAMEHMA 6 OKPYICaouyio cpeoy,
0becneuusarowull. MaKCUMAibHylo 3¢ggpekmusHocms mepanuu, NPUCNOCOONIEHHbIN K XUMUYECKOU U
mepMuyeckoll 0esundexyuu u Kk asmokiaeupo8aHuio;

- 014 @eedeHusi meouxkamenma 6 OHII npumensemcs uHeanayuoHmas cucmema ¢ @yHKyueu
nynvcupytoueli no0aiu a’po30.s;

- 8 Kauecmee MOOUILHO20 YCMPOUCMBA 803MONCHO UCNONILI0BAHUE MIUL-HEeDYIAN3epa - MHTaISIHOHHOTO
npubopa, cocmosue2o u3 610Ka ynpasienust U aspo301bHo20 MO0V, BKII0YAIOWe20 6 cedsl pe3epayap
0J151 MEOUKAMEHMA, A3PO30JIbHYI0 20J06KY, Chelicep\HaKonumeib, OCHAWEHHbI CUCIEeMOU KIANAHO8
gooxa u evidoxa u mynowmykom. Crkopocms pacneiienus 6 ouanasone 0,3-0,7 ma\mun, c
Hepacnviisemvim (ocmamoynvim) obvemom He bOonee 0,5 mn. Bce uacmu as’3po3oivHo20 Mooyis
00J12CHbL NOONeAHCAmMb mepmuyeckol oezungexyuu. /na nayuenma ¢ MB eascno npouszeooums 3ameHy
KOMNOHEHMO8 Maw-Hebyaatzepa kaxcovie 3 mecaya [191].

4. Ilpumenenue ABII 6Hymps ucnonvzyemces ons mepanuu obocmpenuti MB (sxnrouas obocmpernus Ha
¢one OPHU) 6 domawnux ycrousax unu Oisi NPOPUIAKMULECKO20 NedeHUsi NayueHmos, XpoHuuecKu
unpuyuposannwix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., HTMP.

5. I[Ipumenenue ABII 6énympusenHo nokazamo:

- npu maxcenvix obocmpenusix MB (neuenue 6 yciosusx mMeOUYuHCKol opeanuzayuu) (He menee, uem

08yMs1 npenapamamuy),
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- 8 mex cayuasx, koeoa npumenenue ABII euympv u uH2aNAYUOHHO OKA3ANOCH HEIPPEKMUBHBIM,

- 0/ NIAHOBOU Mmepanuu nayueHmos, unguyuposannvix P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., nemybepxyiesnvimu Muxobaxmepusmu;

- npu yXyouileHuu medenus 3a001e8anUsl U NOAGNEHUU HOBbIX CUMNINOMO8 Y NAYUEHINO8, NOTYUAIOUUX
ABII sHympe.

6. Opeanuzayus 6HympuseHHOU mepanuu 6 amMOYIAMOPHLIX YCIO0BUAX CHOCOOCMEYem NOBbIUEHUIO
KoMniaeHmuocmu, npoghunaxmuxe obocmpenuil. Ilpebvisanue 6 OOnbHUYE OMALOWAECMCA DUCKOM
nepeKpecmHo20 U CynepuH@UYUPOBAHUs pe3UCTNEHMHbIMU K NPOMUBOMUKPOOHLIM Npenapamam
CUCTNEMHO20 OelCmBUsl WMAMMAMU MUKPOOP2AHUIMO8, CIPECCOM, NPONYCKOM WKOJIbHbIX 3AHAMULL.
Kpome moco, npebwvisanue nayuenma 6 cmayuoxape 3HAYUMENbHO 00pOdiCe, HeM aAMOYIamopHoe
neuenue. Kamemepuzayus 6eH 0a6HO cmana pPYMUHHOU MeOUYUHCKOU Npoyedypou 6 mupe O
obecneyeHus pasiuyHbIX 81008 6HYmMpuenHou mepanuu. [Iposedenue 6HympueeHHoU mepanuu yepes
nepugepuueckuil 6eHo3nblll Kamemep (kamemep nepugepuveckuil) uau nopm-cucmemy (nopm
UHDYZUOHHBLU/UHBEKYUOHHBLL, UMNIAHMUPYEeMBIU*™**) sensemcs npakmuyecku 0Oe30nACHbIM, ecu
coOM00AOMcst OCHOBHbBIE YCA0BUSL: MEMOO OONHCEH CMAMb NOCMOAHHBIM U NPUBLIYHBIM 8 NPAKIMUKe,
Odoadwcen Ovlmb obecneyeH Oe3ynpeunviti yxo00 3a kamemepom. Kamemep ycmanasenusaemcs 6
VCIOBUAX OHEBHO20 CIMAYUOHAPA UTU 8ble30HOU bpucadoll na oomy [2,192,193,194,195].

Ilpogpuns nayuenma, Komopomy modxcem HPOGOOUMBbCA GHYMPUGEHHAA AHMUOAKMEPUATLHAA
mepanus ¢ 00MaAuIHUX yC108UAX

1. Onvim panee npo8oOUMOU 6HYMPUBEHHOU AHMUOAKMEPUATILHOU Mepanuu 8 YCl08UAX CMAyUoHapa
2. Iayuenm, Hyscoarowuiicsa 6 nposedeHuu niaHo8020 Kypca aHmubOaAKmepualbHol mepanuu, uiu
umerowuti 000Ccmpenue XPOHUYECKo20 OPOHX0Ie20UHO20 Npoyeccd, He mpeoyrowUll KpyeioCymo4Ho2o
HaOI00eHUss MeOUYUHCKUM CHeYUualucmom, 6 MOM 4ucie NAYUEHMbl C MANCEIbIM MmedeHuem
3a601e6aHusi 8 CMAOUIBHOM COCMOSIHUU, NOJyYaowue Ha O00MY KUCIOpOOOmepanuto (obecneueHvl
KOHYEHMpamopoMm KUCopooa, annapamypou 015 HeUH8A3UBHOU 8eHMUIAYUU TIe2KUX)

3. Tlonoocumenvioe omHowleHue nayuenma u 4YieHO8 CeMbl K HPOBEOCHUN) BHYMPUBEHHOU
AHMUOAKMEPUATLHOL Mepanuu, OMCymcmeue He8pPoI0SULeCKUX U NCUXOSEHHBIX HAPYUWEeHUl, KOmopble

mocecyni npeniamcmeosams 6630nCICHOMy l’lpOG@deHZ/HO Jle4eHust 8 OOMAULHUX ycuosusx

Ycnoeusn, neooxooumvie ona nauana mepanuu 8 0OMawHUX ycioeuax:
1. Yoosnemesopumenvhvie caHumapubwle ycio8us NPOHCUBAHUS CeEMbU
2. CnocobHocms nayueHma uiu e20 POOCMBEHHUKO8 K OOYYeHUr npasulam yxooa 3d

KamemepOM/nopm-cucmeMozZ, npoxoofcc)eHue O6y1t€HZUZ npakmuiyeCcKum HaevlKkam,
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3. Komnnaenmunocmes cembu NO BbINOJHEHUN) PEKOMEeHOayuu 6epaida 3a Npeovbloywuti nepuoo
HaO00eHUs,

4. Ilpedsapumenvhbili OCMOMP CHREYUATUCOM NO MYKOBUCYUOO3Y 6 YVCIOBUAX MEOUYUHCKO2O
yupesicoeHus, nepeoe 8gedenue aHmubaKxmepuaibHo2o npenapama/npenapamos 8 JIIY (cmayuonap
00HO020 OHsl, OHEBHOU CMAYUOHAD), OYEHKA NEPEeHOCUMOCMU Mepanuu, 3d UCKIIOYeHueM C1y4aes,
K020a yice UmMeemcs Onvlm NPUMeHeHUs KOHKPEeMHO20 1eKAPCMEEHH020 Npenapama,

5. lloonucanue unghopmuposannozo coenacus NAYUeHMmMoM/3aKOHHLIMU NPEOCMASUMeNIMU
(noopobuas ungopmayus — 6 memoouueckux pekomernoayusx « Opeanuzayus 6HYmMpuUeeHHoOU mepanuu

nayuermam c MyKO@uCI/;MOOS’OM 6 aM6yﬂam0prlx YCHOBUAXY»

3.1.3.2 AuTndakTepuajbHasi Tepanus NpH BbiceBe METUIIHIJIMHYYBCTBUTEIbHOIO

Staphylococcus aureus (MSSA) u Haemophilus influenzae

e  PexoMmeHIIOBaHO IMPHU BhIOOpE aHTUOAKTEPUATHHBIX TPENapaToB CUCTEMHOTO JCHUCTBUS IS
Teparnuy MalrueHToB ¢ MyKOBUCIIHUI030M ¢ BhiceBoM Staphylococcus aureus u Haemophilus influenzae
npuMeHsTh JIC B COOTBETCTBUH C YYBCTBUTEIBHOCTHIO C LIETBbIO IPAIUKAIUU MPUIYMHHOZHAYHMMOTO
BO30yauTeIs (penapaThl, JO3UPOBKU M KPATHOCTh BBEJCHHUS, TIpecTaBieHbl B Tabaumax 10,11) [2].

(YYP - C, YL - 5).

Tadoauua 10. AuTrbaKkTepuanbHbIe MpenapaThl, IPUMEHSEMbIC Y MAIIMEHTOB ¢ MYKOBHCIHI030M, TIPH
BBICEBE U3 MOKPOTHI/ OporxuanbHoro cekpera Staphylococcus aureus (MSSA)

AHTHOAKTEPHUAIbHBI]
npenapar

CyTo4HbIe 103bI
nJIA geTei

CyTo4HbIe 103bI
1 B3POCIBIX

Cnoco0 BBeaeHus

KpatHocTh
BBe/IeHU s

Amoxkcutmnna+[KitaBynano
Bast kncioTa']** (cycrensus
IUIS TPUEMa BHYTPb —
[POTHBOIIOKA3aHa JIETIM JI0 3
MecsIIeB, TaOIeTKH
NMCTICPTUPYEMBbIC
[POTHBOIIOKA3aHbI JIETSIM TI0
2 jieT, TabJIETKH, TOKPHITHIE
MICHOYHOU 000JI0UKOM
[IPOTHBOIIOKA3AHbI JIETAM JI0
12 neT u ¢ Maccoii Tena MeHee
40 xr)

60-90 mr/kr
(pacuer o
AMOKCHIWIUIHHY )

1,5-2 r (pacuet no
AMOKCHIIIUINHY)

BayTpb

2-3°

90-120 Mr/kr

3,6-4,8 T

B/B

3-4

Oxcanuing * *

200-300 mr/kr

4-12 1

B/B

4-6

Ledanexcun** (karcysr 250
MT IIPOTUBOIIOKA3aHEI JICTSIM
o 10 net, Tabaerku 250 Mr —
[IPOTHUBOIIOKA3aHbI JETIM JI0
7 neT)

25-50-100 mr/kr

2-4 T

BuyTtpb

Ledazonua™*

100-150 mr/kr

4-6 T

B/B

edypoxcum**
(CycrieH3us1 I IpueMa

20 -30 Mr/kr

05-1r

BayTtps
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BHYTpb — poTHBONoKka3zaHa (150-200mr/kr 3-9r1 B/B 3-4
ETSIM 10 3 MecC., TAOJIETKHU —
[IPOTHUBOIIOKA3aHbI IETSIM 110
3 net)
Ledrpuakcon™* 50-80 Mr/xr 4r B/B 1-2
Ledenum™** 100-150 mr/kr 4-6 T B/B 2-3
(IpOTUBOIIOKA3aH AETAM JI0 2
MeC. )KI3HH)
AZUTpOMHULTUH ™ * 6 mec.-10 mr/kr  [500 mr BuyTpb 1
(TabneTku 125 Mr — Kypc 7-10 nneit
MPOTHUBOITOKA3aHBI 70 3 JIET,
CyCHeH3Hs AJIs IpreMa
BHYTPb — IPOTUBOIIOKA3aHa
meTsiM 10 6 Mec.)
Krnapurpomurma™** 15 mr/xr Ir BuyTpb 2
(TabyieTKH —
[POTHUBOIIOKA3aHbI IETSIM 110
12 ner)
JxozamuruH* * 4050 mr/xr 1-3r BuyTpb 2-3
(poTUBOMNOKa3aHUE - IPU
Macce Tena 6oiree 10 kr)
Knunnamunua** 20-40 Mr/kr 1,8-2,4r BayTtps 3-4
(p-p au1s B/B M B/M BBeAieHust |Jlersim crapmie 3x [2,4-2,7 r B/B 3-4
MTPOTUBOIIOKA3aH AeTAM 10 3 [1eT 40MI/Kr
7IeT, KarcyJibl
[POTHUBOIIOKA3aHbI IETSIM JI0
8 JIET ¢ Maccoi Tema 10 25KT)
JlokcuIuKIuH* * JleTstm ¢ maccoit |1 neHp-200 mr BuyTpb 1-2
(TIpoTHBOIOKAa3aH AeTsAM 10 8 [rena meHee 45 kr Bpatem 100 Mr ogmH
7eT) MEePBBINA AEHb pa3 B CyTKU
iteueHusa 4 MI/KT, B
MnocjeaytomIre JHA
- 2-4 MT/KT.
JleTssm ¢ Maccoi
Tena Oonee
45 Kr - KaKk
B3pPOCIBIM
Ko-Tpumoxcazon 6-10 Mr/kr o 320 Mr o BuyTps 2
[Cynbdamerokcazon+TpuMeET [TPUMETONIPUMY  (TPHMETOIIPUMY B/B
ompuM | ** [P TAKEION
(cycmeH3us U1t mpuemMa MHEKIUN
BHYTPb — IPOTHUBOINOKAa3aHa [BO3MOYKHO
neTsIM J10 6 HeJlelb, TabIeTKH [yBelTHUeHHE O35
[IPOTUBOIIOKA3aHbI AeTsIM 10 Ha 50%
3 jer, pacTBOp Al UHPY3UH
MPOTHUBOIIOKA3aH JIETSM JIO 3
7eT)
Tuambennkona rmunuaar 250 mr (B epsbie  [SO0MT Wuransum

AETHIICTENHAT

2-3 MU IeyeHus
1032 MOXKET OBITh

(B mepBBIC 2-3 THS
TIeYeHus 1032
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YBEJIMYEHA B 2
paza)

MOET OBIThH

yBenHn4eHa B 2 paza)

IIpumeuanue !

- Ilpu pacuére no3el AmoxcuiuinH+[KiaBynanoBas xuciora]**

CJIEAYCT OrpaHU4YuBaATH

KOJIMYECTBO KJIABYJIAHOBOW KUCIOTHI 110 < 10 mr/kr/cyt Bo m3bexxaHue moOodHBIX 3¢ ¢ektoB co ctopoHsl KKT u
noAOGHUpPaTh (GOPMBI C MEHBIIIUM OTHOCHTEIIBHBIM COACPKAHHEM KIIaBYIaHOBOH KUCIOThI [513, 514]

2 g BO3pacTe ¢ 2 10 5 neT HasHavaercs 3 pasa B meHb [196,197,198,199].

Ta6amna 11. AutubakrepuanbHble IpenapaThl, IPUMEHSEMbIE Y IALIMEHTOB C MYKOBUCLUI030M, IIpU
BBICEBE U3 MOKPOTHI/OponxuanbpHoro cekpera Haemophilus influenzae

AHTHOMOTUK CyTtounblie 10361  |[CyTouHble 10361 |[Cnocod BBenenus [Kpatnoctn
nJ1s nerei 1151 B3POCJIBIX BBeE/ICHHS
AMOKCHITIILTAH ** 60-90 mr/kr 1,52 BuyTps 2-3!
\Amokcunmuna-+H KiaBynan 60-90 mr/kr 1,5-2 1 (pacuer mo |BHYTpH 2-3
oBast KHCITOTa | ** (pacuet 1o AMOKCHITHUTHHY)
(cycrensust 1yt mpriema AMOKCHIIVJUTIHY )
BHYTpPb — IIpoTHBONoKazana [90-120 mr/kr 3,6-4,8 B/B 3-4
TeTIM 110 3 MECSIIEB,
TaOJIETKU JUCTICPTrUPYyEMbIE
MPOTUBOIOKA3aHbI AETSAM MO
2 jet, TaOJICTKH, TOKPBITHIE
MIEHOYHOH 000JI0UKOM
MPOTUBOIIOKA3aHbI ACTSM JI0
12 ner u ¢ Maccolt Tena
menee 40 kr)
Ledypokcum™* 20 -30 mr/kr 05-1r BHyTpb 2
(cycrieHsus Juist mpuema 150- 200Mr/Kkr 3-9r B/ 3-4
BHYTPb — IIPOTUBOINOKA3aHa
meTsaM 10 3 Mec., TaOJIETKH —
MPOTUBOIOKA3aHbI JACTSM JI0
3 11eT)
Ledukcum SMT/KT 400 mr BryTpb 1-2
(cycniensust 1uist mprema
BHYTpb — IIPOTUBOINIOKA3aHa
neTsM 10 6 MecsIeB,
TaOJIETKU JUCTICPTUPYEMbIE
MPOTUBOIIOKA3aHbI JACTSIM C
Maccolf Tena Jo 25 KT,
TabJIeTKN, TOKPHITHIE
MIEHOYHO!N 000JI0UKOM U
KaTCyJIbl IIPOTHBOIIOKA3aHbI
meTsiM 10 12 j1eT)
Ledprpuakcon™** 50-80 mr/kr 4r B/ 1-2
Lledorakcum™* 100-150 mr/kr 2-8 T B/B 2-4
Lepenum** Jletn ¢ Maccoi 4-6 T B/s 2-3
(TpOTHBOIIOKA3aH JeTsM 10 Tena<40kr
2 Mec. KU3HN) 100—-150 mr/xr;
JleTsim ¢ maccoit
rena >40 kr — 4-6r—
JlOKCUITMKITHH™ * Jletu ¢ maccoii Tena |1 neHp-200 mr BryTps 1-2
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(IpOTHBOMOKA3aH AETAM 10 |0 45 kr B mepBbiil  3atem 100 Mr onuH
8 J1eT) meHb - 4 MT/KT, B [pa3 B CyTKH
[OCJIEeIYIOUIUE THHU -
2-4 Mr/kr.

JleTsim ¢ maccoi
Tena Oonee

45 Kr - KaKk
B3pOCITBIM
Tuamdennkona rimunuaar 500 -1000 mr 1000 mr Nuransauuu 2
AICTHIIICTCHHAT

IpuMeyanue - B BospacTe ¢ 2 110 5 JIeT Ha3HayaeTcs 3 pasa B AeHb [196, 197, 198,199]

2 . Mpu pacuére m03el Amokcurmuima+[KnaBynanoBas kuciota]**  CIefyeT OIpaHHYMBATH —KOIHYECTBO

KJIaByJIaHOBOM KHCHOTHI 10 < 10 Mr/kr/cyT Bo m3bexxanue modouHbix 3ddextoB co croponsl XKKT u mondupars
(hOpMBI ¢ MEHBIIIMM OTHOCHUTEIBHBIM COJICPKAHUEM KIIAaBYJIaHOBO#H Kucinots [513, 514]

3.1.3.3 AuTub6akTepuanabHas Tepanust npu MRSA (MeTHIM/ITHHPE3NCTEHTHbII

cTapUI0KOKK) - HHpeKIun

e [Ipu nepBuynom BwiceBe MRSA y cTaOWIBHBIX MAIMEHTOB (BHE OOOCTPEHHS] XPOHHYECKOTO
BOCHAJIMTEIHHOIO MPOIIECca) B KAYECTBE NMEPBOM JTMHUH TePATUU IPU OTCYTCTBUU MPOTUBOIMOKA3AHUN
peKOMeHyeTCcs Ha3HaueHHEe JIByX aHTHOAaKTepHUalbHBIX IpernapartoB per os B TeueHue 14-21 nus,
qanie 3TO KOMOUHAIIHS pudammuiHa** c KO-TPUMOKCAa30JI0M
[Cynbdhamerokcazon+Tpumeronpum]** wimu Gy3uaoBoit kucaoroii (Tabm.12) [2,21, 133].

(YYP-C, ¥V -5).

KommenTapum:
oV nayuenmos cmapwe 12 nem pughamnuyun®* mooxxcem couemamvcsi ¢ OOKCUYUKAUHOM **

(#munoyurxiunom) ons npuéma per 0S (maba.12). /Jonyckaemes monomepanus OOKCUYUKAUHOM ** uiu
Cynvpamemorcazonom+Tpumemonpum™*  (ma6n.12) [6, 7). Heobxooumo  nomuums 0
2enamomoKCULHOCMU NPenapamos.

@ Bosmooicnoti  anemepnamueoti  sensemcs ucnonvzosanue #Heamkomuyuna** 6 gopme 0ns
UHBEKYUOHHO2O NPUMEHEHUS UHATAYUOHHO (NPpUMEHEHUe 6He 3apecucmpupOo8aHHbIX 8 UHCMPYKYUU
JIEKaAPCMBEHHO20 CPeOCmBAa NOKA3AHUL OCYWeCMEIAemcs N0 pPeuleHur0 8pavyeOHol KOMUCCUU, C
paspewienuss JlokanbHo2o smuueckoco0 KomMumema MeOUYUHCKOU op2aHnuzayuu (npu Haiuduu), ¢
yCao8uem NOONUCAHHO20 UHGOPMUPOBAHHO20 cocadcus pooumenel (3aKOHHO20 npedcmasumens) u
nayuenma 6 so3pacme cmapuie 15 nem) 6 meuenue 3-4 neoens [175,176,181,182,183,200,201] (mabx.
12).
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o C yuemom 3Hanuii 0 mecmax 603moducHol konronuzayuu MRSA, napaninenvno, 00HO8peMeHHO ¢
HA4anom 3paoukayuoHHOU mepanuu, Heobxoouma oopabomka KoHiCU, NOJOCMU HOCA U POMO2NOMKU
AHMUCENMUKAMU, A MAKdHCce 0e3UHPEKYUsL OKPYICarowell cpeovl:

1) ouoonazaneno mynupoyun 2% 2 pasa 6 Oewb + 006pabomka KoOdHCU BOOHBIM PACMEOPOM
xnopeexcuouna™** 0,5% 6 meuernue 5 ouetl,

3) nonockanue nonrocmu pma 0,5% 600uwvim pacmeopom xnopeekcuouna™> ¢ meuenue 2-x neoenw;

4) cenepanvras yoopKa JHcui020 NOMeUweHUs,

5) exceonesnas cmena HamenbHO20 Oelbs 8 meueHue 5 OHell;

6) cmupka nocmenvHvlX NPUHAOIEHCHOCMElU, Oellbs, NOIOMEHeY 8 pedicuMe BblCOKOU memMnepamypol
edceHedelbHO 8 medeHue 6ce20 Nepuood 1eueHus;

7) nocrne uHuyuayuu Je4eHus HeoOX00UMA CMEHA 3YOHLIX WEemOK, pacyecoK, WAPUKOBbIX
0e3000paHmos, 2yOHOU NoMaobl,

8) 6ce unenvl cemvu, a makxdce OOMAUIHUE HCUBOMHbIE OOJICHLI ObIMb 00CNIe008aHbL U, 8 Clyuae
uoenmuguxayuu MRSA, canuposanvl.

e [lpu nepBuunom BbiceBe MRSA y HecTaOuibHBIX ManMEHTOB (IpU OOOCTPEHUH XPOHUYECKOTO
BOCHIAJIUTEIHHOTO MPOIIECCca), PEKOMEHIYETCS IPOBEJCHIE BHYTPUBEHHOW HITU TIEPOPATLHON Tepariu
B TCUCHHE 2-X HEACNTb JWHE30MHIOM** WM TEHKOIUTAHWHOM, MPOYUMH aHTHOAKTEpUATHLHBIMU
npernaparaMy CHCTEMHOTO JeHUCTBHS, aKTUBHBIMH B oTHOIIeHurn MRSA (ta61.12) [2,176,200,201,202].
(YYP-C, Y11 -5).

KommenTapuu: V nayuenmos ¢ uacmoimu obocmpenusmu npu xponuueckom unguyuposarnuu MRSA
B03MOMNCHO UCNONb308AHUE UHANAYUL HEAHKOMUYUHA™™ 6 hopme 0N UHBEeKYUOHHO20 NPUMEHEHUs &
HenpepvleHoM unu Kypcogom pedicume (ma6n.12) [200,201]. IIpu nepBom BbiceBe MRSA Ha ¢one
MPOBOAMMON TAapreTHOM Tepanmuu B KauecTBE INperapara MepBOW AWHUM CIEAyeT HCIOIb30BaTh
JIMHE30JIU]T BHYTPh B TeueHue 14 aueit [133]

Tabauna 12. AutubakTepuanbHble MpenapaTbl CHCTEMHOTO ACWCTBUS, IPUMEHSIEMbIE Yy MAIlHEHTOB C
MYKOBHCHIUZIO30M, IIPpU BBICCBE H3 MOKpOTBI/ 6pOHXHaJIBHOFO CEKpEeTa METULIUIINIMHPE3UCTCHTHOT'O
Staphylococcus aureus (MRSA)®.

AHTHOAKTEepHadbHBIA  |(CyTOYHAsA 7032 1S Cytounasi noza  (Crocod KpaTHocTh

npenapar leTeit IS Benenust BBeICHUSA
B3POCJIBIX

Pudammuma™* 20 mr/kr/cyT 600-1200 mr BuyTpb 2

(B MOHOTEpANuu HEe

Ha3HAYAIOT) (MakcumansHO 600 Mr B

(TpOTHBOMOKA3aH JIETSIM  [CYTKH)

o 1 roga)

Ko-tpumokcaszon 6-10 Mr/kr/cyT no 320 Mr no BayTpb 2
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(maxc. 400 mr) BBOISATCS
3 m03bI Kaxkable 12
JacoB (Harpy3ouHas

[Cynsdamerokcazon+Tpu TpuMeTONnpuMy, TpuMeTonpumy  [B/B
METOIIPHM | ** MPH TSDKETTON HHEKITNH
(cycmieH3ust U IpreéMa  [BO3MOKHO YBEIHYCHUE
BHYTPb — mo3sl Ha 50%
MPOTHUBOTIOKA3aHAa ACTIM
10 6 Henelb, TA0JIETKU
MPOTUBOIOKA3aHBI IETIM
1o 3 JeT, pacTBOpP IS
WH(Y3UI TPOTUBOIIOKA3aH
ETSIM 110 3 JIeT)
Dy3umoBas KucIoTa 40-60 Mr/kT 2250mr BHyTpb 3
(mpoTuBoMoOKa3ana netsM #<l roma: 15mr/kr 3
o 3 Jyer) [pasa B IeHb

#(mo 3 met) 1-4 rona:

250 mr 3 pasa B ICHb

5-12 ner: 500 mr 3 paza

B JICHD

12 net: 750 mr 3 paza

B JICHb
Kmuagamunma** 20-40 mr/kr/cyT 1,8-2,4r BryTpb 3-4
(npotuBONOKa3aH AeTsIM  4OMI/KT/CyT 1,8-2,7r B/B 3-4
o 3 ser)
JloKCUTTHKITHH ™ * JleTsim ¢ maccoit Tena |1 nenp-200 Mr BuyTpb 1-2
(mpoTtuBomOKa3aH neTsM  (MeHee 45 kr B mepBeid  3ateM 100 Mr onuH
o 8 neT) IMeHp JedyeHus 4 pa3 B CyTKH

MT/KT/CYT, B

MocIeAyIoye IHu - 2-4

MT/KT/CYT.

/leTstm ¢ Maccoii Tena

Oonee

45 Kr - KaK B3pOCIIbIM
Turenukug** B Bospacte 8-11 ner - |Hawanbnas no3a - |B/B B reuenue 30- 2
(IpOTHBOIOKA3aH AeTsM (2,4 MI/Kr/cyT 200 mr, nanee 100 |60 muH.
o 8 yier) MaKCUMaJIbHAs 1033 -  [MT

100 mr

Jloza ¢ 12 no 17 met

coctapyusieT 100 mr.
JTuHe3omumg** imo 12 et — 20-40 1200 mr Buytps, B/B 3 — 1o 12 ner, 2 -
(TabneTupOBaHHbIE MT/KI/CYT (MAKCUMAaJIbHO crapuie 12
hopmel ipotuBomokaszansl (600 mr). Crapre 12 met
meTsM 10 12 j1eT) - 1200 mr
Bankomuimy * * 40 Mr/xr/cyT 2T B/B 2-4
#BankoMuH* * 250 mr 2 paza B aedb. K (500 mr MHraisimuoHHO 2
(bopmbI asist OTMEPEHHOH J103¢
WHBEKIINOHHOTO IMo0aBUTH XJI0pUAa
pHUMeHeHH )" HaTpus™™* 0,9% 10 4 ML
TelKkoruIane 1 mecsa - 10Mr/kr 800 mr B/B 1-2
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imo3a). [locneayromue 24
gaca 10 Mr/kr (Makc.
400 mr)
OJTHOKPATHO/CYT.
Ledrapommnna pocamun** 2 mec-2 roma 24 mr/kr. 600 mr B/B 2
Ot 2-128 net 36 Mr/kr,
12-18 ner 36 mr/kr. —
pa3oBas no3a (PazoBas
IM03a He OJKHA
npeBbimath 400 mr)
TenaBannuu** nanuenTaM ctapiie 18 (10 mr/kr B/B (1e meHee 60
et MMH. )

[m=y

lpumeyanus:

# - npumenenue 1ekapcmeeHHO20 NPenapama eHe 3apecUcmpupoBanHbIX 6 UHCIMPYKYUU JeKAPCEEHH020 cPedCcmed
NOKA3AHUT OCYWeCMEIAeMCs N0 peuenuio 8padebHol Komuccuu, ¢ paspeutenus JIokanbno2o >muuecko2o Komumemd
MEOUYUHCKOU  Op2anu3ayuu (Npu HAIUYNUU), C YCL08UEM HNOONUCAHHOZO UHPOPMUPOBAHHO20 CO2AACUA pOOUmeneu
(3akonH020 npedcmasumens) u pebenka 6 6o3pacme cmapute 15 nem.

! .[89,175,176,181,182,183,200,201].

Onudemuonozuyeckue uccieooganus oemoHcmpupyrom, uymo MRSA accoyuupyemca co
CHUMICEHHOLL 16204HOU (yHKYUell, bonbuleli NOMmpeOHOCMbIO 8 MEOUKAMEHMO3HOU mepanuu u Xyouet
gvlorcueaemocmyio. s spaouxayuu 6036youmenss UCHOIbL3YIOM OOCMAMOYHO ACPECCUBHbIE CXeMbl

JIe4YEeHUAL.

3.1.3.4 AuTndaKkTepuaIbHas TEPANus NPH BbIABJICHUH B MOKPOTEe/OpOHXHATBHOM CeKpeTe
P.aeruginosa

J PekoMenayeTcss OIHOBpPEMEHHOE Ha3HaueHHE 2-3 TPOTUBOMHUKPOOHBIX MpenaparoB
CHCTEMHOTO JICHCTBHUS M3 pa3HbIX TPYIII, YTO MPEIOTBpAIacT pa3BUTHE ycToiunBoCcTH P.aeruginosa u
CIOCOOCTBYET JOCTHIKCHHIO MaKCHMaabHOTO KiuHHuYeckoro 3¢ dekra (spaaukanuu P. aeruginosa)
(ta6m.13) [2,5,21,171,172,173, 203,204].
YYP-C, Y1 -5).
KomMmenTapuu: Haubonee uacmo npumensiiom KOMOUHAYUU AMUHOSTUKO3UOO8 C YedariocnopuHamu
3—4 noxonenusi (mabn.13). [{enecoobpasno nepuoouuecku meHsmos KOMOUHAYUU NPOMUBOMUKDPOOHBIX
npenapamos cucmemHo2o 0etcmeus, IPeKkmusHbIX 8 OmHOweHUU cunecHoUHoU nanouku. Crnedyem
NOMHUMb, YMO 1a60pamopHoe onpeoeieHue 4y8CmeumeabHOCmu MUKPOOP2AHUMA K AHMUOUOMUKAM
He 8ce20a NOTHOCMbIO CO8NAOAen € KIUHUYECKUM OMEEemoM Ha NPOBOOUMYIO MePanuo

B msicenvix  cayuasx, npu HeCmabUIbHOM  COCMOSHUU, OONYCKAEMCsi HenpepbleHoe
npumenenue npenapama [205].

Pewenue o nasnauenuu nezapecucmpuposaHuvix NpPenapamos no HCUZHEHHbIM NOKA3AHUAM
NPUHUMAEMCA  KOHCUTUYMOM — (hedepanvHoli  MeOUYUHCKOU  OpeaHusayuu, 6603 npenapama
ocywecmensaemecss 8 COOMBemcmeuu ¢ 3aKOHOOAMeNbHOU 0a30U 014 obecneyeHus NAYUeHmos
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He3apeaucmpuposanHviMu 6 P® nexkapcmeennvimMu npenapamamu Nno HCUSHEHHbIM NOKA3ZAHUAM
(ITpuxaz Munucmepcmea 30pasooxpanenus u coyuanvho2o passumus Poccuiickoti @edepayuu «O
nopsoKe NpUMeHeHUsl JIeKAPCMBEHHbIX CPEOCME )y NAYUEHMO8 NO HCUSHEHHbIM NOKA3aHUAM» om 9

aszycma 2005 2. Ne 494).

Ta6auna 13. AnTnbOakTepuanbHbIe MpenapaTbl CACTEMHOTO JCHCTBUS, IPUMEHSIEMbIE Y TTAIIUEHTOB C
MYKOBHUCIIMI030M, IIPU BBICEBE U3 MOKPOTBI/OpPOHXHAIILHOTO cekpeTa P. aeruginosa.

[TazobaxTam]**

AnTHOaKkTepuanbHblii  (CyTouHas ao3a 1is1|Cyrounbie 10361  (Cnocod BBeaeHust [KpaTHoOCTb
npenapar mereii 1151 B3POCaBIX BBeleHUS
IAMHUKaH** 20-30 Mr/kr 700 — 1500 r B/B 1
[erramMurmy** 10 mr/xr 10 mr/kr B/B 1
Lunpodaokcanuy** #<1 mec. 30 mr/kr; (1,51 BHyTpb 2-3
(mpoTtuBOMNOKa3aH eTsM ¢ [>1 mec. 40 Mr/kr
MyKOBHCIHIO30M 10 5 (750 Mr - Makc.)
bieT) 10 Mr/kr 800 mr B/B 2
#JleBodmokcaru ** 1620 mr/kr 500-1000 mr/cyr  |BHYTpB 1-2
(mpotuBomnokasad 10 18  (16-20 mr/kr 1000 mMr B/B 2
meT)
Konucrumerar HaTpus Jletr ¢ maccoii Tena |6 maa EJT B/B 3!

imo 40 kr: mo3a

75000 - 150000

El/xr/cyT,

pas3jiesieHHas Ha TPH

BBEeAEeHU. [s

merei ¢ Maccou tena

oonee 40 kr:

MPUMEHSIOTCS JI03BI,

[PEKOMEH/IOBaHHBIC

TS B3POCIIBIX U

MOJIPOCTKOB
HeQ)Ta3I/IL[I/IM** 150 — 250 Mr/kr 6-9 r B/B 2-3
Ledbemum** 100-150 mr/kr 4-6 T B/B 2-3
(MPOTHBOTIOKA3aH JICTSAM
0 2 Mec. )KU3HH)
Llepenum+[cynbOakTam] [c 2 mecsiues - 50-80 4 r B/B 2-3
(IpOTHBOMIOKA3aH ETSAM  [MI/KT
0 2 Mec. )KU3HH)
Ledrazuaum + c 3 mec. 750/1500 mr B/B 3
[aBuOakTam] **
Ledronoszan + #90-120 mr/kr Or B/B 3 (B citydae, eciiu

MIIK s
P. aerugenosa

[paBHa miu Oonee 2
mr/1 - 30-40 Mr/kr

(10 iedrono3any) 4
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BBCICHUS B CyTKH
(KaXxapIie 6 9acoR))
[unepanuIna-+ 270-360 Mr/xr 13,51 B/B 3-4

[TazobaxTam]
(TPOTHBOIIOKA3aH JICTSIM
o 2 yier)
[edomnepazon+[Cyns6akTal50-200 Mr/kr 8T B/B 2
M]**
IA3TpeoHaM 150-250 mr/kr 8r B/B 4
(IPOTHBOMOKA3aH /10
Bo3pacTa 9 mec.)

Nmunenem+ 50 — 100 mr/krmo 241 B/B 3-4
[{unacraTua™* MMUTICHEMY
(TpOoTHBOMIOKA3aH JIETAM
M0 3 Mec. )KH3HH)

Meponenem 60-120 mr/kT 3-6 T B/B 3
(TpOoTHBOTIOKA3aH JIETAM
10 3 Mec. )KHU3HH)

JlopuneneMm o 18 sieT He 3000 mr B/B 3
MPUMEHSIETCS

Buanesem no 18 et He 121 B/B 2
IPUMCHSIETCSI

docdomuruH 0,2 — 0,4 r/kr 10-12r B/B 3-4

(TpOoTHBOTIOKA3aH JIETAM

o 12 meT)

IIpumeuanus:

! Coobmanocs 0 MpUMEHEHHH KONMCTHMETAaTa HaTpHs B 103ax cBbie 150000 EJI/kr/cyT y meTeil ¢ MyKOBHCIHIO30M.
JlaHHBIC B OTHOIICHHWW MPUMCHEHUS WM BEJIMYUHBI HATPY30YHOH 03Bl Y AETEH C JKU3HEYTPOXKAIONIMMU HH(DEKIUIMU
OTCYTCTBYIOT. PeKOMEHIaIMU [0 PEKUMY JO3MPOBAHUS y JeTel ¢ HapymieHHeM (DYHKIMU MOYeK OTCYTCTBYIOT. Crocoo
BBEJICHHS M MPUTOTOBJICHHs: [Ipenapar MOKHO BBOJUTH BHYTPUBEHHO B BHUJE MeIUIeHHOH uH(Y3uu B TeueHue 30 - 60
MUHYT. [lal[ieHTaM C MOJHOCTHIO HMMILIAHTHPOBAHHBIM YCTPOHCTBOM BEHO3HOTO JOCTYyIMA IpernapaT MOXHO BBOJUTH B
BHUjie OOJFOCHOW MHBEKIIMH B TeUeHUE He MeHee 5 MuHyT B 03¢ 10 2 mue EJI B 10 M1 pactBoputens [196,197,198,199].

*Ipumenenue nexapcmeenozo npenapama y demeii 6ne 3apecucmpupo8antbix 8 UHCMPYKYUU IEKAPCMBEHHO20 CPEOCMEa
HOKA3AHULL OCYUWECBIIEMC s NO PeUEeHUIO 8PAYeOHOU KOMUCCUU MEOUYUNHCKOU OP2aHU3AYUY NPU HATUYUU NOONUCAHHO2O0
UHGOPMUPOBAHHO20 co2lacusi pooumeliell (3aKOHH020 npedcmasumerst) u pebenka 6 sospacme cmapwe 15 1em.

Tpu nanuuuy MEOUYUHCKUX NOKA3AHUL (MO HCUSHEHHBIM HOKA3AHUSIM, BKIIOYAS UHOUBUOYAIbLYIO HENEePEeHOCUMOCb, Odiee
— 1O JICUBHEHHbIM NOKA3AHUSAM) NO DEUeHUio 6pavebHOl KOMUCCUU OCYUeCMEIsiemcs: HA3HAYEeHUe LeKapCmEeHHbIX
NPEenapamos He no MeNCOYHAPOOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOBAHUIO (wacmb 15
cmamvu 37 Dedepanvroeo saxona om 21.11 2011 Ne 323-D3 «O6 ocnosax oxpaHnul 300po6vs epadcoan Poccuiickoii
Deodepayuuy u npuxaz Munsopasa Poccuu (om 24 nosabpa 2021 2. Nel094n «O6 ymeepocoenuu Ilopaodka nasnauenus
JIeKAPCMBEHHBIX Npenapamos, (Gopm peyenmypHvix OIAHKO8 HA Jexapcmeennvle npenapamsl, Ilopsoka ogopmienust
VKA3aHHBIX OIAHKO8, UX YYema U Xpanenust, popm OIAHKO8 PEYenmos, CoOepliCauux HasHauyeHue HapKOMuU4ecKux cpeocms
unu ncuxomponuvix geujecms, Ilopsioka ux uzeomoesnienust, pacnpeoeieHus, pecucmpayuu, y4ema u XpaHeHus, a makice
Ipasun oghopmnenus 6nanxos peyenmos, 6 mom uucie 6 opme 3NEKMPOHHBIX OOKyMeHnmosy). Pewenue epaueOHol
KOMUCCUU 0ODOPMIISLEMCsL RPOMOKOLOM U 6HOCUMCSL 8 MEOUYUHCKYIO OOKYMEHMAYUI0 RAYUEeHMA.

Pewenue o HasnaueHuu He3apeucmpupo8anblx NPenapamos no JHCUHEHHbIM NOKA3AHUSM HPUHUMAEMCS KOHCUTUYMOM
edepanvroil MeOUYUHCKOU Op2anu3ayul, 6603 NPenapama OCyujeCmeisiemcs 8 COOMEEemcmeuu ¢ 3aKOHOOAMENbHOU
6a301i 031 obecneyenusi NAYUEHMOo8 He3apecUCmpuposaHHbiMu 6 P® jexapcmeennvimu npenapamamuy no JHCUHEHHbIM
noxazanuam (Ilpuxaz Munucmepcmea 30pagooxpanenus u coyuaibHoeo paszsumus Poccutickoii @edepayuu «O nopsoke
NPpUMEeHeHUs. IeKAPCMEEHHBIX CPEOCTE y DObHBIX O HCUSHEHHbIM NoKazanuimy om 9 aszycma 2005 2. Ne 494),
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. Pexkomenpayercsi mpoBeneHue MpoPUIAKTUYECKUX KYpCOB aHTHOAKTEpUAIbHOW Tepamuu IMpu
XPOHUYECKOH KOJOHHM3AIlMM HIKHUX JbIXaTCJIbHBIX MyTed P. aeruginosa, uis yBeIHYCHHS
POIOJDKUTEILHOCTH XHU3HH narenTtos [2,89,176,201,202].

(YYP-C, Y11 -5).

KommeHnTapuii:  credyem  nomHums,  umo  npogedeHue  NpOPUIAKMUYECKUX  KYPCO8
AHMUOAKMePUAIbHOU  Mmepanuu  NPaKmuyecku He CKA3bleaemcs HA YCMOUYUBOCMU WMAMMOS
MUKPOOP2AHUIMOB MOTbKO NPU CBOEBPEMEHHOU CMEHEe NPUMEHAEMbIX NPEnapamos.

Ilpu uacmeix obocmpeHusx UHDEKYUOHHO-80CNANUMENbHO20 Npoyecca 6 OPOHXONE20YHOL
cucmeme ciedyem y8eiuyueams npooOINCUMENbHOCMb KYPCO8 aHmubakxmepuaioHot mepanuu 0o 3
Hedenb u Oonee, UCNONL306AMb GHYMPUBEHHLLL CNocob egedenusi u lunu coxkpawamo uHmepseaivl
medxncoy Kypcamu ulunu mesncdy Kypcamu 6/6 mepanuu npUMeHsimos yunpo@prokcayun™> ¢ mabnemkax.
Lunpogrokcayun** npumensemcs makodice npu KaxicoOoUu OCMPOU PeCRUPAMOPHOU UHGeKyuu u
obocmpenuu 6ponxone2ouno2o npoyecca neekou cmenenu)[1,5,37,171,174,176,206,207]. V oemeii
mnaowe 5 jnem HazHauamv YUnpo@roKcayun™** no peweHuro 6pauedHoc0 KOHCUTUYMA  BBUOY
omcymcmeus anbmepHamueno2o ABII.

Crparerusi anTuouorukorepanuu P. aeruginosa ungexuuu npu MB
Opaaukamus Pseudomonas aeruginosa npu nepBUuYHOM BbICeBe

o [Ipu oTcyTcTBMM Yy TMalMeHTa KIWHUYECKH 3HAYUMBIX PECIUPATOPHBIX CHUMITOMOB, MPH
MUHUMAIbHBIX ~ CTPYKTYPHBIX  W3MEHEHUAX B JETKUX ©W TpPU  YCIOBUU  MPOBEICHUS
0aKTEPHUOIOTHYECKOTO MOHUTOPHHTA HE Peke 4-X pa3 B TOJI PEKOMEH/IYETCsI IPOBEICHNUE OJTHOTO U3 2-
X PEKHMOB aHTHOAKTEPHAIBLHOW TEpamuM ¢ LENbI0 dpaauKaiuu P. aeruginosa st yBeTHYCHHS
MPOJOIKUTENFHOCTA JKU3HU M TPOMUIAKTUKUA CHIDKEHHUS (YHKIMU JIETKHX JUIsI BCEX BO3PAcTOB
naruenTtos [10, 11, 31]:
- WHranauuu TobOpamuuuHa** B Buae pactBopa 300 mr x 2 pa3za B J€Hb WIM B BUJAE Kamcyil ¢
MOPOIIKOM JIJIsl MHralsiuid (00e JIeKapcTBEHHbIE ()OPMBI TIPOTUBOIIOKA3aHbI [UIs ieTed 10 6 ner) 112
Mr X 2 pa3a B JieHb B TeueHue 28 mmeit [1,2,5,21,171,172,173] (YYP — A, Y/ - 2), Bo3MOXkHa
KOMOMHAITHS c numpodIokcarmHOM** (tabmn.13) B TE€UEHUE 3-x HeJeNb
[1,2,21,89,171,172,173,176,202].
(YYP-A, VI -2).

W
- KOMOUMHAIWsI HHTASIIIMOHHOTO Konuctumerata Hatpus (Imua. EJT (80 Mr) x 2 pasa B aeHb y jaerei
wiaame 8-10 mer, 2 M. EJ] (160 mr) x 2 pasza B nenp y manuentoB 8-10 net u crapiie) [176] B

TeYCHHE 3-X MECSIEeB B codeTaHWW ¢ mumpodokcarmHoM™* (Tadn.13) per oS m3 pacuera 30-40
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MI/KT/CyTKH B JBa Tpu€Ma B TEUEHHE OT 3 HEIeNb JO 3-X MECSIEB B 3aBHCHMOCTH OT BO3pacTta
[2,21,176,202].

(YYP-C, Y11 -5).

Kommenrapumn: 6 nacmosiwyee epems 6OezonacHocmv U 3QHeKmusHOCmMb  UHSATSAYUOHHO2O
mobpamuyuna™* ookazana y oemeii ¢ 6-mecsunozo éospacma [208].

Konucmumemam Hampust npumMeHAenics be3 603PACNIHbLX OZPQHM'-leHuZZ.
B ciydyae Ucnoib3o6arusl UHSAIAYUOHHOZO aHmuouomuxa enepevie, nepeasl UHSAIAYUA 00JIICHA

npoeoouUmvCs N00 8payedOHuIM Habarwoenuem. Ilpu naruuuu senenuni opouxocnazma 3a 10-15 munym
00 uHeanaAyuy credyem UcCnoIb306ams OPOHXOAUMUKU.
Yepesz 7 — 14 Oneil nocie OKOHUAHUSA KYypca aHMUOAKMEPUATbHOLU Mepanuu HeodXooumo nposecmu
bakmepuonocuueckoe uUcciedo8anue Mokpomol (21y60ko20 opoghapuneeanvrnozo maska [176]) ons
oyenku s¢hghexmusrocmu spaduxayuonrou mepanuu [2].
YV cmabunvueix nayuenmog ¢ 6Oonee maAXCénviM  3a001e8aHuemM  1€2KUX  (NpU  HAIUYUU
chopmuposaswuxcst 6GPOHX0IKMA3068, AMENEKMA3AX, HUSKUX (DYHKYUOHATbHbIX NOKA3amensix), 6
omcymcmeuu O0JIACHO20 OAKMepUuoI02u4ecko20 KOHmpoas (pesce, wem 1 paz 6 3 mecaya) 603MOAHCHO
uHUYUUpYowee OIumelbHoe NpUMeHeHue UHSATAYUL MoOpaMuyuHa™> 6 HenpepvlgHom pedxicume 00 3-
6 mecayes (no pewrenuio nevaujeeo épava) [176]. Bozmoosicno dobasnienue Kk mepanuu nepopaibHO20
yunpogpnokcayuna™** ¢ meuenue 3-4 neoenwv [2]. Kypcot pexomendyemes nposooums 1 paz ¢ 3 mec,
npu HeobxoouUMoCmu — dauje.
Hoza Konucmumemama nampus modicem dvims ysenuuena 0o 2 man EJ] (160 me 6o ¢hnaxone) x 3 paza
8 cymxu
o [Tpy HanMUUMKU KIMHUYECKH 3HAYMMBIX PECHUPATOPHBIX CUMIOTOMOB, MPU3HAKOB OOOCTPEHHS
OpOHXOJIETOYHOTO TPOIecca, Y HEKOMIUIAGHTHIX MAIEHTOB PEKOMEHIOBaH JABYXHEICIBHBIH Kypc
BHYTPUBEHHOI KOMOMHMPOBAHHOM ([Ba IperapaTa) aHTUCUHETHOMHON Tepanuy C LEJbI0 3paJuKaiuu
Bo30ymurens [89,176,202,207].
YYP-C, YII-5).
KommenTapuu: npeonoumenue omoaémcs xomOunayuu yedmasuouma™>* ¢ amuHo2IUKo3udamu
(mobpamuyun™* unu amuxayun™*). B cryuae couemanus P. aeruginosa co S. aureus pexomenoyemcs
KOMOUHayust meponenema™* ¢ moopamyunom™* unu amuxayurnom™* (maén. 13) [89].
Konmponw s¢pgpexmuenocmu maxawce nokasamn uepes 7-14 oneii nocie okoOH4aHUs mepanuu.
HNurepMuTTHpyOIas U XxpoHndyeckasi muHdexnuu P. aeruginosa

Ilpu unmepmummupyroweti ungexyuu P. aeruginosa 803mModicHOCHb CaHayuu ObIXAmMelbHblX

nymeﬁ nayuermoes ¢ MB 3nauumenvHo 8vlute, Yem npu xpOHUHECKOlZ. B mnoconemnux uccireoosanusix
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NOKA3aHO, 4MO AKMUBHAS AHMUMUKDOOHAS mepanusi No360Jsiem Npedynpeoums ulu Omcpoyums
pazeumue xponuueckoui P. aeruginosa ungexyuu 6onee uem y 80% nayuenmos ¢ MB.

e PexoMeHmoBaHo, eciu  dpagukanus  P.geruginosa  mocie  MPOBEACHHOTO  Kypca
aHTHOMOTHKOTEpANUK Yy MalMeHTa ¢ MYKOBUCIIMJ030M HE NPOHU30ILIa, U y MalueHTa pa3BHIaCh
XpOHHUYECKasi CUHETHOMHAasT MH(pEKIMs, Ha3HAYeHUE MHTaISIMOHHON MPOTUBOCMHETHOWHON Tepanuu
(ToOpaMuIH** (Karcybl ¢ MOPOIIKOM ISl MHTAJSIUI, paCcTBOP JIJISl MHTAJSIUIN) WIIK KOTUCTHMETAT
Hatpus (pacTBop Juis uHrassmii)) (tadn. 14) [289].

YYP-C, YA -5).

KommenTapuu: nozeonsiem ymenvuums puck paszsumus oOOcmpenuii 6POHX01e204H020 npoyeccd,
Cmenenb  GbIPAICEHHOCMU  PEeCNUpPAmMoOpPHbIX — NPOAGLEHUU,  COKPAMUmMb  YUCIO  KYPCO8
Mabiemupo8aHHol Ul 6HYMPUBEHHOU AHMUOAKMEPUATbHOU Mepnu U  YIyYuums HoKaA3amenu
@yukyuu enewne2o ovixanus [2,89].

Ta6auna 14. Cxema aHTHOAaKTepUAIBHON Tepanuy MPU XPOHUUYECKON CUHErHOWHOM NH(DEKINH

[2,21,207].

Wuransiuun Tobpamunmua** B pactBope ans uaransinuii 300 mr wmu ToOpamuiimaa™* B Karcymnax ¢
MOPOIIKOM Ui UHTanmsAuui - 112 mr (4 karcyibl) 1BaX /bl B CYTKM HHTEPMUTTUPYIOLIUMH Kypcamu 28
IHel npuema, 28 nHel nepepsiB, Bcero 6 KypcoB B rojl (06e jgekapcTBeHHbIE (hOPMBI
IIPOTUBOIIOKA3aHbI JIETSM JI0 6 JIeT)

HJIN

pactBop mist nHTAIsIIUH Komrcrumerar Hatpust 2-6 mutH. EJ1/24 gac mocTosTHHO WITH IpYTOit

MIPOTUBOMHUKPOOHBIN MperapaT CUCTEMHOTO JEHCTBUS B MHTAISIUSAX MOCTOSHHO BCEM IMAlMEHTaM C
XPOHUYECKOW KOJIOHU3ALMEN CUHETHOMHOW MAJIOYKH

HJIN

WHransiuuy a3rpeoHaMa 75Mr MOpPOILIOK JJIsi PUTOTOBICHHS pacTBOpA JUIsd MHTaJALuUi 3 pa3a B CyTKU
MHTEPMUTTUPYIOLIUMH KypcaMu 28 nHeW mnpuema, 28 AHEW mepepbiB, Bcero 6 KypcoB B TOJ
(mexapcTBeHHass (opMa TPOTHUBONOKA3aHa JaETAM 10 6 JeT) WIM 4YepeJoBaHHE KYypCOB C
TOOPaMUIIMHOM™™ MJIM KOJMCTHUMETAaTOM HaTpus (B HMHTAIALMOHHBIX (opMmax) i oOecreyeHHs
HETIPEPhIBHOCTH MHTAISIIMOHHON Tepanuu [444, 445].

VY nmanumeHToB C IMpOrpeCcCUupyromM CHUKCHHUEM Q)YHKHI/II/I JICTKUX KW YaCThIX 06OCTpeHI/I$IX, a TaKXcC
Ipu HCAOCTATOYHOM 3(1)(I)CKTC OT HHTAJIAIIOHHOM aHTI/I6aKTCpI/IaJ'IBHOI7I TCpaIrnun OCHOBHOH PECIKUM
TCpalru BKIIKOYACT: 2-x HEIEIbHBIN KypcC BHyTpHBeHHOﬁ aHTI/IMI/IKp06H01>'I TCpaIllnu KaXJbIC 3 MeEcCA1a

IIpenapamul 01 eHympusennozo esedenus. ToOopamuua™** 10 mr/kr wim Amukauua** 20-30 mr/kr
Ipaz B genp wiu ToOpamumua** 10-12 Mr/kr B AeHb (10 JAOCTHKEHHS B CBIBOPOTKE KPOBU
KoHIeHTpanuu 1-2mkr/min) + Hedrazumagum™** 150-200 mr/kxr B nenp B/B minn + Meponenem™* 60-
120mr/kr/24vac B/B unau + Opyroil aHTUOMOTHK, aKTUBHBIA NMPOTUB CHUHETHOMHOW manmouku. Ilpu
KIIMHAYECKOW HECTaOWIBHOCTH, B T.4., TPU MPHUCOCTUHEHUH OCTPOW PECTIMPATOPHOW HH(EKIHHU:
YBEIMYEHUE MPOJOKUTENIFHOCTH KypCOB B/B aHTHOAKTEpHUAIbHOM Tepanmuu 10 3 HeHd. W/WiIH
COKpaIlleHHEe HHTEPBAJIOB MEX 1y Kypcamu, u/uiau npuem L{unpodrokcanuna**/#0daokcarmaa** 20-
40MI/KT/CyTKM BHYTPb MEXIY KypcamMH B/B aHTHOAKTepHAIbHOW Tepamuu, a TaKKe HeNpepbIBHAS
UMHTAISIIMOHHAs aHTHOakTepuanbHas Tepanus ToOpamMuIIMHOM™* (00e JeKapCTBEHHbIE (OPMBI
npernapara MpoTUBOIIOKa3aHbI AeTsM J10 6 nieT) u Komuctumerarom HaTpus

IIpumeuanue:
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# IPUMCHEHHE Y JICTCH JICKApCTBCHHOTO Mperapara BHE 3aperUCTPUPOBAHHBIX B MHCTPYKIIUH JICKAPCTBEHHOTO CPEACTBA
MOKa3aHUH OCYIIECTBISACTCS MO0 PEIICHUI0 BpaueOHOW KOMHCCHH, C YCJIOBHEM MOAMUCAHHOTO HH()OPMHPOBAHHOTO
corJIacus poguTeseii (3aKOHHOTO MPEeCTaBUTeNs1) U peOCHKa B Bo3pacTe crapiie 15 ner;

#OumokcanuH — MPOTHUBOTIOKa3aH feTsM (10 18 rer);

IIporuBomnokazarus aist octanbHbIX JIC — cM. Tabm.13.

3.1.3.5 AnTnOaKkTepuajbHas Tepanus Npyu BbiCeBe U3 MOKPOTHI/OPOHXUAJIBLHOIO CeKpeTa
Burkholderia cepacia complex

O01mue NpaBu/Ia aHTUMUKPOOHOM Tepanuu:

o Pexomenayercs mnpu unummpoanun Burkholderia cepacia complex nememieHHas
aHTHOaKTepUalibHas TepPaIKsl BCIEACTBUE ¢ BhICOKOW BUpyieHTHocTH [1,2,89,176,201,202,209,210].
(YYP-C, Y1 -5).
Kommenrapmii: unguyuposanue Burkholderia cepacia complex docmosepro yxyowaem knunuueckoe
cocmosiHue nayueHma u npocHos. Ecmb omoenvHble cooOwenus 06 YCnewHou dpacuxayuu
nexomopwix uzonsmos Burkholderia cepacia complex ¢ npumenenuem panmneii azpeccuenot
AHMUOAKMepUaIbHol mepanuu 00 Gopmuposanus xporudecko uu@exyuu. Ilpu smom credyem
yuecmbv, ymo Ookazamenvhas 6a3a 6 OMHOWEHUU Mepanuu npu OAHHOU UH@eKyuu 6 Hacmosujee
epems Hegenuka. Ilpenapamol, npumernsemvie npu 0aHHOU uHGexyuu npedcmasienvt 6 maoauye 15.

e PexoMeH0BaHO JUIsl TEpalMK MalMeHTa ¢ MyKOBHCIHI030M ¢ BeiceBoM Burkholderia cepacia
complex, kak mpu MEepBUYHOM BBICEBE, TaK M LIS JIEYSHUSI 00OCTPEHUST OPOHXOJIETOYHOTO MpoIecca
OTJaBaTh MPEANOYTCHUE KOMOMHAIIMU M3 TPEX mpemnapatoB (kak Ooinee 3(dekTuBHOI), KypcoMm OT 3
Hesleab U 0osiee, a TakKe KOMOMHHUPOBATh BHYTPUBEHHBIM M MHTAIAIMOHHBIA W/WIHM TIEPOPATbHBIN
MyTh BBEJCHUS aHTHOAKTepHaIbHBIX Mpenaparos [176,201,211].

YYP-C,¥aA1-5).
KommenTtapun: Haubonvuyro akmusnocmo in VItro coxpansiiom Llegpmazuoum**, Llegpmazuoum +
asubakxmam™*, Hunepayunnun~+Tazobaxkmanm, Meponenem™*, Hmunenem **,
#Cynvpamemorcaszon+Tpumemonpum ** u #Tempayukiunvi. B KIuHUYeCKUX UCCIE008aAHUAX HAUDOIee
aghpexmuervl Meponenem™**, #Toopamuyun™*, #Cynvghamemoxcazon+ Tpumemonpum**,
#llunepayunrun+Tazobaxmam, #Joxcuyuxnun™* u #llepmazuoum™** (mabn.15). /[ns onmumuzayuu
ucxooos «cepacia syndromey pexomendyemcsi 00s3amenvHOe GKIIOUEHUE 6 CXemy JledeHuUsl
#Cynvpamemoxcazon+ Tpumemonpuma™*. Dppexmusno npumenerHue mpEXKOMNOHEHMHOU CXeMbl
BHYmMpuseHHo2o 6sedenus Meponenema™*, Toopamuyuna** c [egpmazuoumom™* 6 meuenue 2 -x
Hedenwb u bonee (maobn.15) **[1,2,176,201,213].
o Oggexmusna onumenvuas, om 3 0o 12 Hederb, mepanus NepoPaAIbHLIMU NPEnapamamu
#Cynvpamemorcazonm+Tpumemonpum™* u/unu #Joxcuyuxnun™** u/unu #Xnopampenukon** (na

Qone eHympueennou mepanuu uiu nocie Hee) (maba. 15). Ilpu xponuueckoi uHexyuu
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Burkholderia  cepacia  complex  pexomenoyemcs — npuem  mabremuposannvix  popm
#Cynvpamemoxcazona+Tpumemonpuma™* (mabn.15) [1,2,176,201].
o bomvwuncmeo  muxpoopeanuzmos  Burkholderia cepacia complex odemoncmpupyiom
PESUCMEHMHOCMb K AHMUNCEBOOMOHAOHbIM — AHMUOUOMUKAM, — 6KIIOYAS — NPUPOOHYIO
pesucmenmuocms K Konucmumemamy nampus u amunozciuxozuoam. B mo sice epems, nakoniena
ungpopmayus 06 s3¢ppexmusnocmu npumenenus Toopamuyuna**(npomueonokasan demsm 00 6
nem) [1,2,176,201,213].
o B paode ciyuaes npu kpatine msicerom meueHuu Oo0ne3HU (Mmepanus cenayusi-CUHOpoma)
00NyCmMuMo couematue 08yxX O6ema-1aKmamHblx AHMUOAKMEPUATbHBIX NPENAPAmos, NeHUYUITUHOB
wiu Opyeux bema-1aKmamuslx AHmMubOaKmepuaIbHblx npenapamos (B-1aKkmamHulx aHmubUOMuUK08)
(6HYMPUBEHHO+EHYMPUBEHHO U BHYMPUBEHHO HUHSANAYUOHHO) U NPUMEHEHUS. C8EPXBbICOKUX 003
AHMUOUOMUKOG (MO PEUUEHUI0 KOHCUTUYMA UTU 6padeOHol Komuccuu). meemcs nonoscumensbHulil
ONbIM NPUMEHEHUs. mpex 6ema-1aKmamHblX AaHMUOAKMePUAIbHbIX NPENapamos, NeHUYULIUHO8 Ulu
opyeux 6ema-1aKkmamHuiX aHMuOAKMepuaibHblx npenapamos (f-1aKkmamuvlx anmudOUuoOmuKos),
gxknouas 06a kapbanenema. Llenecoobpaszna pomayus u napawusanue 003 aHMUOAKMEPUATLHBIX
npenapamos 00 CMAOUIU3AYUU  KIUHUKO-DEHMEEHOI02UNEeCKOU U 1aO0pAmopHoOll  Kapmusl
[1,2,176,211,213]. Pexomenoyemcs nposodums Kypcol 1 paz 6 3 mec, npu neobxooumocmu —uauye.
oJlns Jnereir crapmie 12 €T W B3pOCHBIX PEKOMEHJIOBAHO HHTAISIMOHHOE TPUMCHEHHUE
#ToOpamuninHa** (B BHIE pacTBOpa WM B BHJC KamcCysl C TOPOIIKOM JUIsl WHTAISIHUN), a TaKkKe
#Meponienema** u #lledrazunuma**, npenHasHaYeHHBIX IS BHYTPUBEHHOTO HCIOJIB30BAHUS
yepenys mo 1 mec. B Te4eHHHM Toja Wik 6 pa3 B ron (Tab6m.15). Bo3MOXXHO WHTAISIIMOHHOE
npuMeHeHne #Tuam(eHUKoJa TIIHMIUHATA aneTwinucTuHata (1abi.15). Beibop HMHTramsiuoHHOTO
AHTUOMOTHKA OCYILIECTBIISCTCS B 3aBHCUMOCTH OT KJIMHUYECKOH 3(PpPEKTUBHOCTH, IEPEHOCUMOCTH U
pe3y/bTaTa YyBCTBUTEIBHOCTH B TIOCEBE MOKPOTHI [2,89,175,176,201].

(YYP-C, Y1 -5).
Kommenrapmii: 06 spaduxayuu Burkholderia cepacia complex moorcrno cyoumes monvko uepesz 200

nocne NocieoHe2o NONONCUMENbHO20 pe3yIbmama noceéa Npu Ycio8uu, KaK MUHUMYM, MPEX
ompuyamenbHulX  OAKMEPUONOSUYeCKUX aHAIU308 MOKpomvl. B omHowlenuu nayuenmos c¢
nonoxcumenvhubiMu - pezyiemamamu nocesos na Burkholderia cepacia complex, nposooumcs
ROIUMUKA CMPOACATIUE20 UHPEKYUOHHO20 KOHMPOTs U 2ucueHudeckux mep [2].

Tabauna 15. AntubakrtepuanbHas Tepanus NpUMEHseMas y MalMeHTOB ¢ MYKOBHCLIHI030M, IpPH

spaJMKaIMy ¥ Tepanuu nHdeknnu, Ber3BanHoi Burkholderia cepacia complex [2,89,175,176,201]

AHTHOAKTEepHAJIbLHBINA npenapar |(CyTo4Hasi 103a CyTounasi Cnocod KpaTHocTh
IS gerei mo3a st BBe/leHHsl |BBeJeHHS/CYT
B3POCJIbIX
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Lledrazumum+[ABudaktam]** B Bo3pacTe 3-6 mec. [7,5 r (15T mpu B/B 3
(mpoTuBOMOKa3aH AeTsaM a0 3 Mec. 40 mr/kr/10Mr/kr;  |cenanusa-CHHIPOME)
PKU3HH) B Bo3pacte 6mec-
18xer
SOMr/kr/12,5Mr/Kr
(MakCHMaTbHO
2000/500mr)
#lledrazuaum** (popma s 2r 2r Wuransauum |2
WHBEKIIMOHHOTO IPUMECHEHHS)
#He(bTaSI/II[I/IM** 300 mMr/kr Or B/B 3
(12r mpu cenanus-
CHUH/IpOME)
MeponeHem™ * 120 mr/kr 6,0T B/B 3
(TIpOTHBOTIOKA3aH JIETSAM JI0 3 MecC. (9 T mpu cemnarus-
PKU3HH) CUH/IpOME)
#Jlopurienem He paspermien 1,5-3,0 (4,5t mpu B/B 3
CemnaIlus-CHHAPOME)
[Muneparmua-+[Tazobaktam] 400-500 mr/kr 135T B/B 3
(IPOTHBOIOKA3aH AETSIM 10 3 Mec.
PKV3HH )
#A3TpeoHaM 150-250mr 8T B/ 2-4
(TIpOTHBOMOKA3aH AETsIM 10 9 Mec.
PKV3HH )
# Ko-TpumMoxcazon 20 mr/kr (10 2880mr B/B u 3
[Cynbdamerorcazon+ TPUMETONIPUMY) BHYTpPb
Tpumertonpum]** (cycniensus s
NEepOpaIbHOIO IPUMEHEHHS -
MPOTHBOIIOKA3aHa JeTSIM JI0 6 Hefl,
MHBEKIUOHHAS (opMa -
IPOTUBOINOKA3aHHUE 10 3 JIeT)
#MuHorkmH (mpotuBoniokazan  [[locie 8 net: 200mr BayTph 1-2
meTsiM 70 8 JIeT) 2-3Mr/KT
L{unpodaokcanuy** <1 mec. 30 mr/kr; 1,51 BuyTpb 2
(mpoTtuBomOKa3aH feTsM 110 S neT ¢ | >1 mec. 40 Mr/kr
MB u BriceBoM P.aeruginosa, mo  |(750 mr - maxkc.)
OCTAJIbHBIM TIOKA3aHUsIM - 70 18 [8,9]
meT) 10 Mr/kr 800 Mr B/s 2
#JleBodnokcanuu ** 1620 mr/kr 500-1000 mr/cyT BryTpb 1-2
16—20 mr/xr 1000 mr B/ 2
JIOKCUTTHKITHH ™ * JleTsim ¢ maccoit 1 nens-200 mr 3atem |BHYTpB 1-2
(mpoTuBOMOKa3aH AeTsAM 10 8 et) [rena meHee 45 xr B {100 Mr onuH pa3 B
[IEPBbIi I€Hb CYTKH
imeueHus 4 Mr/kr, B
MocyeIyonue JH1
- 2-4 Mr/KT.
JleTsim ¢ maccoi
Tena Oomnee
45 Kr - KaKk
B3pOCIBIM
#XmopambeHukor** 50-100 mr/kr 2—4r Buytps, B/B[3-4
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(TabNeTKH MPOTUBOIIOKA3aHBI JIETSIM
Mo 3 ytet Wi ¢ Maccoi Tena <20kKr)

#TuamdeHnkoa rINIHHAT 500-1000 mr 1000Mr Muransauun 2
ALIETUILUCTENHAT

Ipumeuanus:

Ipu nanuuuu MeOUYUHCKUX NOKA3aHULL (RO HCUSHEHHBIM NOKA3AHUAM, BKIIOYAS UHOUSUOYATILHYIO HeNepeHOCUMOCb, Odee
— NO JICUSHEHHbIM NOKA3AHUAM) NO PeuweHuro 6pauebHOl KOMUCCUU OCYUWeMBIsAemcs HA3HaYeHue 1eKapCmeeHHbIX
npenapamos ne no MeiCOyYHapoOHOMY HeNAHMEHMOBAHHOMY HAUMEHOBAHUIO, a NO MOP2OBOMY HAUMEHOBAHUIO (wacmb 15
cmamou 37 @edepanvroco 3axona om 21.11 2011 Ne 323-D3 «O6 ocHosax oxpansl 300posvbs epadxcoarn Poccuiickou
Dedepayuuy u npukaz Munszopasea Poccuu om 24 nosops 2021 o. Nel094n «O6 ymeepowcoenuu Ilopsaoka HasHayeHus
JIEKAPCMEEHHBIX Npenapamos, Gopm peyenmypHuix O1aHKO8 Ha Jekapcmeennvie npenapamsi, Ilopsaoka ogopmaenus
VKA3aHHBIX ONAHKOS, UX yuema U XpaneHnus, popm O1aHK08 peyenmos, coO0eprcamjux Ha3navenue HapKomuyeckux cpeocmes
uau ncuxomponuwix eeujecms, Ilopsaoka ux uzeomosnenus, pacnpeoenenus, pecucmpayuil, yuema u Xpamenus, a makice
Ilpasun oghopmaenus 61aHKOG peyenmos, 6 MoM uucie 6 Gopme NeKMpPOHHbIX OOKyMenmosy). Pewenue epauebnou
KOMUCCUU OPOPMAAEMCA NPOMOKONOM U BHOCUCS 8 MEOYUHCKYIO OOKYMEHMAYUI0 Nayuenma.

#IIpumenenue 1eKAPCMBEHHO20 Npenapama 6He 3apecUCMPUPOBAHHBIX 6 UHCMPYKYUU JeKAPCMEEHHO20 CPeocmed
NOKA3AHUTL NPOU3BOOUMCS NO PEeUleHUI0 8PAYEOHOU KOMUCCUY, NPU HATUYUY NOONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUSA
poodumernell (3aKOHHBIX Npedcmasumernell) u pebenka 6 6ospacme cmapute 15 nem.

3.1.3.6 AuTHOaKTEepHAIbHAS TEPANHUs MPH BbICEBE M3 OPOHXHAIBLHOr0 cekpera Achromobacter

Spp.

OO0umue npaBujia AHTUMUKPOOHOM Tepanuu:
e [Ipu BeiceBe u3 OpoHXHaATBHOrO cekpera Achromobacter Spp. peKOMEHIOBaHO HPUMEHSThH

AHTHOAKTEPUATIBHYIO TEPAITHIO B COOTBETCTBHHU C UyBCTBUTEIBHOCTHIO MUKpOOpranu3ma (tabmiuiia 16)
[1,2,89,175,176,216,217,219].

(YYP-C, Y1 -5).

Kommenrapuu: Achromobacter spp. xapaxmepu3zyemcs my1bmupe3ucmeHmHoCmolo, CHOCOOHOCbIO
dopmuposams 6uoghunvm, umo 0d6vACHAEM HeyOayu aHmubAKmMepuUaIbHoU 3pAOUKAYUOHHOL mepanuu
MUKDPOOP2AHUIMA NPU XPOHUYECKOU UHDeKYuU.

IloemopHviti  evices  Achromobacter — spp.,  COnpogoxcoarOWulics  yeeiuvyeHuem  npooOyKyuu
cneyuguueckux NpeyunumMupyIowux aumumen, daccoyuupyemcs ¢ 0Oonee OblcmMpbiM NAOeHuem
JIE20UHOU  (PYHKYUU, CONOCMABUMBIM C MAKOBLIM NPU XPOHUHUECKOU CUHECHOUHOU UuH@exkyuu (K
3abo01e6anuto npedpacnoiazaem UMMyHooepuyum).

Haubonee axmuenvimu anmubaxmepuaibHoiMy npenapamamu Ol 6HYMPUBEHHO2O B68e0eHUs

** u #cynvpamemoxcazon+ mpumemonpum™*,

AGNAOMCS NUNEPAYUILTUH-MA300aKkmam, #meponenem
Hyegpmazuoum™™>, #yedpenum™**, ona umneanayuni  -Hxonucmumemam wampus u Hyedpmazuoum™*
(¢hopma 0 unvekyuonnoeo npumenenus) (maon.16) .

e PexomenmoBano mamuentam ¢ MB mpu mepBom BbiceBe Achromobacter spp. wiu npu
000CTpeHNH OPOHXOJIETOYHOr0 Mpoliecca, cBsa3aHHOM ¢ Achromobacter spp. BHYTpUBEHHOE BBEICHUE

KOMOMHAIIMM JIBYX aHTHOMOTHUKOB PA3JIMYHBIX KIAccoB KypcoMm 14-21 neHb C IeNbl0 3paguKaiiu

BO30YTUTEIIS:

100



o 1 JINHUSA - [Tunepanumuma+Tazob0aktam/#MeponeHem ™ */
#Cynbdamerokcazon+Tpumeronpum™* (Tabmn.16);

o 2 gunua —#ledrazumum**, #MunonukimH, #Konmuctumerar Harpus, #XmopampeHUKOT™ *;
KoMOuHMpOBaHHas Tepanus #Meponenem™** u #lunpodmokcamma™** (JleBodmokcammu™*)
(Tabm.16).

o AJabTepHaTHBHasi Tepamusi: #Meponenem** + #Munouukiun\#leBoduokcanua**  +
#Xnopampenukon**+ #Komuctumerar Hatpus (pacTBop Juis  uHramsnuii) (ta6n.16)
[1,2,89,175,176,201,216,220].

YYP-C, ¥4I -5).
e [Ilocne OCHOBHOrO Kypca aHTHOAKTEpHAIbHOM TepanuMM  PEKOMEHJOBAaHO  Ha3HayaThb
#Konmuctumerar Hatpust (pacTBOp i MHramsiuuii) Ha 3  Mecsina. MOXHO HCIOJIb30BaTh
#Cynbsdpamerokcazon+Tpumeronpum™** (Tabn.16) B TE€YEeHUE 1 Mmecsia
[1,2,89,175,176,201,216,217,218,219,220].
(YYP-C, ¥l -5).

e PexkomeHnoBaHO mpu XpoHudeckod wuHpekiuu Achromobacter spp. y mnauuentoB ¢ MB
HOPUMEHSTh [UIUTENbHO HHTaIsIuU (MH(opMarys o npenaparax — tadi. 16):

1-a nununsa: #Konuctumerart HaTpus (pacTBOP Ui MHTAJIALINAN)

2-s1 nuuus: #Meponenem**

AnbrepHatuBHas Tepanus: #lledrazuagum** u #ToOpamuuuH (pacTBOp Ui MHTANSLUA WK

KAarcyJibl ¢ MOPOIIKOM JUIsI MHT AN )**

3-s guHua: s nmedeHus oOocTpeHHid, OOYCIOBICHHBIX Achromobacter spp., MCTOIB3YIOT

KOMOWHAITIIO TIBYX AQHTHCHHETHOWHBIX AHTHOMOTHKOB pa3IMYHBIX KJIaCCOB

[1,2,89,175,176,201,216,217,218,219].

Kypcovl pexomenoyemces nposooums 1 paz 6 3 mec., npu neobxooumocmu — dauye.

(YYP-C, Y1 -5).
Tab6auna 16. AHTHOaKTEpHATbHAS TEpamus, MPUMEHsEMast y MalMeHTOB C MYKOBHUCITHIO030M, TIPH

BBICEBE U3 MOKPOTHI/OpoHXHansHoro cekpera Achromobacter spp.
[1,2,89,175,176,201,216,217,218,219].

AHTHOaKTepUATbHbIE Cyrtounas no3a nasa | Cyrounas Cnoco0 KpatHocTh
npenaparsl aereit Ho3za nas BBEJCHUA BBeJCHUSA
B3POCIbIX
#lledTazugum™* B Bo3pacte mo 2 mec: | 2T Wuransamuu | 2
(dbopma 111 HHBEKITMOHHOTO 25 — 50 mr/kr/cyT,
PUMEHEHUSI) crapire 2 mec — 50—
100 mr/kr/cyT
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#lledTazuaum o 300 Mr/kr 9-12r B/B 3
#Meponenem™* 250 - 500 mr - Wuransamun | 2
(dpopma a71st UHBEKLIIMOHHOTO
MIPUMEHEHUS )
#Meponenem™™* 120 mr/kr 6T B/B 3
Iunepauumuiua+Tazobakram | 400 - 500 mr/kr 135r B/B 3
# Ko-Tpumoxcason 20 mr/kr (110 2880 mr B/Bu 3
[Cynbdamerokcazon+Tpumer | TpuMeTompumy) BHYTpb
ompum| **
#JloxkcuuukauH™* * Hetu ¢ maccoii tena | 1 genp-200 mMr BayTtpb 1-2

110 45 Kr B nepBbIA 3ateM 100 mr

IIeHb - 4 MI/KT, B OJTH Pa3 B

MOCIICAYIONINE JHH - | CYTKH

2-4 Mr/xr.

JleTsim ¢ Maccoit Tena

bosee

45 Kr - KaKk B3pOCIIbIM
#Xnopampenukor** 50-100 Mr/kr 2—-4r Baytps, B/B | 3-4
#TuamdeHnnkona ruuiuHaT 500 -1000 mr 1000 mr Nuransauun | 2
aleTWILNCTENHAT
Konuctumerar HaTpus neram 0-2 ner: 1-2 2 — 6 mmu EJT Nuranmsauuu | 2-3

wmitH EJI, (160 mr B 1 )

JIETSIM CcTapiie 2 et

2-6 mua EJT
Konucrtumerar Hatpus Hetu ¢ maccoit Tena | 6 mitH EJI B\B 3

1o 40 kr: go3a 75000

- 150000 E[l/kr/cyT,

pasjelieHHas Ha TpU

BBEICHUS.

Jlist meTeit ¢ Maccoi

tenma 6onee 40 xr:

MPUMEHSIIOTCS 103bI,

PEKOMEHIOBaHHBIE

JUIS

B3POCIIBIX U

MTOJIPOCTKOB
#lledomnepaszon + 150-200 mr/kr 8r B/B 2
[Cynp6akTam]**
#munenem + 50-100 mr/kr B nesp | 2-4r B/B 3-4
[[unacrarun]** M0 UMHIICHEMY
#Umunenem +[L{unacrarun]** | 250 -500 mr - WNuransuuu | 2
#MUHOLIMKIVH Hetsam crapue 8 et | CpenHsis Baytps 2

Ha3HadaroT B

HadaJIbHasdA J03a
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HavdaIbHOH 103¢ 4 rpemnapara st
MT/KT Macchl Telia, B | B3POCIBIX

NalIbHEHIIEM - 2 coctaBseT 0,2

MT/KT MacChI Tela T, B JaIbHEHTIIEM

Kaxxnele 124. - 0,1 r kaxapIe

124

#TobOpamurua** (pactBop st | 600 mMr 600 mr Wuransamun | 2
WHT QJTSITIIV )
(mpoTuBoOIOKa3aH AETIM JI0 6
JIeT )KU3HN)
Ipumeuanus:

Ipu nanuuuu MeOUYUHCKUX NOKA3AHULL (RO ICUSHEHHBIM NOKAZAHUAM, BKIIOUAS UHOUBUOYANLHYIO HENEePEHOCUMOCHb, danee
— NO DJICUSHEHHbIM NOKA3AHUAM) NO peuleHulo 6pavebHOl KOMUCCUU OCYWEMSIAemcs HA3HAYeHue JeKapcmeeHHblX
npenapamos ne no MedCOyHapoOHOMY HeNAHMeHMOBAHHOMY HAUMEHOBAHUIO, a4 NO MOP20BOMY HaumeHoganuio (vacmo 15
cmamou 37 @edepanvroco 3axona om 21.11 2011 Ne 323-®D3 «06 ocnogax oxpanvl 300posbs e2padxcoar Poccutickoul
Deodepayuuy u npukaz Munzopaea Poccuu om 24 nosops 2021 o. Nel094n  «O6 ymeepoicoenuu Ilopsoka naznauenus
JIeKAPCMBEHHBIX Npenapamos, Gopm peyenmypHuix O1aHKO8 Ha Jekapcmeennvle npenapamul, llopaoka ogopmaenus
VKA3aHHBIX OAAHKOS, UX yuema U Xpanenus, popm O61aHKo8 peyenmos, co0eprcamux Haznavenue HapKomuyeckux cpeocms
UIU NCUXOMPONHLIX 6ewecms, Ilopadka ux u3eomoenenus, pacnpeoeienus, pecucmpayuy, yiema u XpaHeHus, a makoice
Ilpasun oghopmnenus 061aHKO6 peyenmos, 8 MOM Hucie 6 Popme INeKMPOHHBIX OOKYMeHmosy). Pewenue epauedmoil
KOMUCCUU OPOPMAAEMCA NPOMOKONOM U BHOCUCS 8 MEOYUHCKYIO OOKYMEHMAYUI0 Nayuenma.

Ilpumenenue Jnexapcmeenno20 npenapama 6He 3apecUCmMpUpPOBaHHbIX 68 UHCMPYKYUU JeKapCMBEHHO20 Ccpeocmed
NOKA3AHUTL NPOU3BOOUMCSL NO PEUWEeHUI0 8payebHOl Komuccuu ¢ paspeutenus JIOKanbHozo IMmuveckozo Komumemad
MEeOUYUHCKOU Op2anu3ayuy (Mpu HAIUYUL), NPU HATUYUU HOONUCAHHOZ20 UHPOPMUPOBAHHO20 CO2NACUS pOOumenel
(3aKoHHbBIX npedcmasumernell) u pebenka 6 6ospacme cmapute 15 nem.

3.1.3.7 AuTndakTepuajbHas Tepanusi MUKOOaAKTepuo03a

Muxobaxkmepuo3  jneekux — —  Xapakmepusyemcs — HAluuueM — KIUHUYECKUX  u/uiu
PDEHMEEeHONI02UYeCKUX — NposiglleHutl  3a00nesanus ¢ 0053amMeNbHOU  MUKPOOUONIO2UYECKOU
uoenmuguxayueu Hemybepxynesnvix mukooaxmeputi (HTMB).

J PexomeHyeTcsl TMarHOCTUYECKH 3HAYMMBIMU KPUTEPUSIMU MHUKOOAKTEpHO3a y TMAlMEHTOB C
MB cuuTaTh: MNOJIOKUTEIbHBIA pE3yJbTaT HA HAJIUYUE KHUCIOTOYCTOMYMBBIX MHUKPOOPTaHU3MOB
(KYM) mpu MHKpPOCKOIHHU TpenapaToB ¢ okpackoil mo Llumro-HusabceHy WM JTFOMHHECHCHTHBIMU
kpacurensmu, oOHapyxkenue [IHK HTMB meronom IILIP, nanuume pocta HTMbB unu MBT Ha
MUTATENBHBIX CpelaX W TOATBEP)KICHHE OJHOTO M TOTO K€ BUIa MHKOOAKTEpUH KaK MHHUMYM M3
IBYX 00pasioB auarHoctuyeckoro marepuana [241, 222, 230], (Ilpuka3 MunzapaBa Poccum ot
21.03.2003 Ne 109 «O coBeplIeHCTBOBAaHUU MPOTHBOTYOEPKYJIE3HBIX MeponpusTHii B Poccuiickoit
@enepanuny». (Ipunoxenne 11) UHCTpyKIMs M0 YHUPHUIUPOBAHHBIM METOAaM MUKPOOHOIOTUYECKUX
WCCIICIOBAaHW TTPH BBISIBIICHHUH, JUATHOCTHKH U JICYEHUH TyOepKyJesa).

YYP-C, YA -5).

KommenTapun:

IIpuopumemmnuvim asnsiemcs noOmMeepHcOeHue/ UCKIIoUeHue Hatudus HemyoepKyie3Hbix MUKooaKmepuil
8 OUACHOCIUYECKOM Mamepuane Memooamu ¢ MAKCUMATbHOU OOCMYNHOU 4Y8CMEUMENbHOCMbIO U

cneuu(j)uunocmbio. Ymobui MUHUMUSUPOBANMb  6€EPOANMHOCMb pacxo:)fcaeﬂu}z 6 pe3ylbmamdax,
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NOJYYEHHBIX PA3HbIMU MeMmOoOdMU, KOMNIEKCHOe UCCIe008AHUE OOANCHO NPOBOOUMBCS U3 OOHOU
npodwvl duazHocmudeckoeo mamepuana. Ilpu omcymcemeuu MOKpOmMsl UlU HE8O3MOICHOCHU COOpamy
MoKpomy (8o3pacm pebeHKa), MO2Ym UCCie008amvcsi opyeue 8udbl OUACHOCUYECKUX MAamepuaios
(cMbl8 ¢ pOMOCIOMKU, NPOMbBIBHBLE 800bl OPOHX08, ACNUPAYUOHHBIL MAMepuadi, OPOHX0ANIbEeOISAPHBI
nasadc, opaw-ouonmam)

° PexomennoBano B ciiyuae ooHapyxkenusst HTMb B nuarHocTHUeCKOM MaTepuaie MpoBeAeHUE
npueMa (OCMOTpa, KOHCYJIbTAallMK) Bpaya-pTu3nMaTpa WM Bpada-yJbMOHOJIOTa/Bpadya-reanarpa
MIePBUYHBIC/TIOBTOPHEIE,

HUMCIOIICIO OIIBIT JICUCHUA MI/IKO6aKTepI/I030B N Ha3HA4YCHHUEC CXCMbI

npenaparoB, KOHTPOJs 3ddexkruBHOCTH seueHus (npemnapatel 1 HP mpeacranenst B Tabm 17 u 18)

[224, 230, 447, 448, 449, 450, 451, 452, 453].

YYP-C, Y1 -5)
KommenTapun:

Taéauuna 17. ABII, npuMmeHsieMble y TAIUEHTOB C MYKOBHUCIIMI030M, MUKOOAKTEpHO30M, BhI3BAHHBIM
Micobacterium avium complex (MAC) wu Mycobacterium abscessus complex (MABSC)
[Knunuueckue pexomennanuu «TybOepkynes y nereit». POD, 2024. CornacoBaHHbIE PEKOMEHIAIUN
Awmepukanckoro (Qonma xkucrozHoro ¢ubpo3a (MykoBHcuuzo3a) u EBpomeiickoro ooOmiectBa
KHCTO3HOTO (pubpo3a Mo JIeYeHHI0 MUKOOAKTEepHO3a y MAalUeHTOB ¢ KUCTO3HBIM (pubpozom. C-I16.:
bnarorBoputensusiit pona «OctpoBa», 2017 r. — 32¢. Penakrop nepesona H.FO.Kammpckas. ISBN
978-5-9906416-6-22,222,223,224],

IAHTHOaKepHAJIbHBIN Npenapar

CyTtouHas n03a
InJIs perei

CyrouHas 103a
[1J151 B3POCJIBIX

Cnoco0
BBeIeHUS

KpatHocTb
BBeICHHSI

HAMUKaH* *

UleTsm: 15-25
MI/KT
IMoxpoctkam: 15-
25 Mr/Kkr
MakcumasnbHas
imo3a: 1000 mr

15 mr/kr

B/B

1

HAMUKaLUH* *

250-500 mr

250-500 mr

MHraaairnoHHo

HA3UTpOMUITAH**

UleTsim: 10-12
MT/KT
[MoxpocTkam:
ITO3MPOBKA IS
B3POCIIBIX
IMakcuMaJIbHas
imo3uposka: 500
M

250-500 mr

BayTpb

#lledoxcutun

150 mr/kr
(MakcuManbHas
imo3a — 12 r/neHn)

200 mr/xr
(MaxcuManbHas
mo3a — 12 1/nenp)

B/s

#Kmapurpomumua**

7,5 Mr/Kr
(MakcuManbHas
imo3a — 500 mr)

500 mr

BuyTpb

He
[PEKOMEHTYETCSI

500 mMr

B/B

#Ko-tpumokcasoi [cynsdamerokcaszon +
TpUMeTOTIpUM]**

10-20 mr/kr
(o
[TPUMETOIIPUMY)

1920 mr

BuyTpb

B/B

#OramOyToI**

mersim: 15 Mr/kr

15 mr/kr

BuyTpb
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mogpocTkam: 15
MI/KT

#MmuneneM+[unacTaTia]** IPacueT no3el mo  [Pacuer no3ei mo |B/B 2-3
MMHUIICHEMY: MMUTICHEMY:
[Tpu macce Tena  [[TanueHTsI ¢
imo 40 kxr — 60-120 maccoii Tena
MT/KT >50kT:
(MakcuManpHas  [2-2,251 (1rx2p/mH
Imo3a — 2000 mr), |mwtm 750 Mr x
3p/nH)
[TarueHTsI ¢
Maccoil Tena
<50kr — 30 mr/kr
(15 Mr/kr x
2p/mH)
#JTnHesommm** <12 met: 10 mr/xr [600 -1200 Mr BuyTph 1-2
12 ner u crapuue:
10 mr/kr
(MakcUMaTbHAsI
imo3a- 600 mr)
12 net: 10 mr/kr (600 — 1200 mr  [B/B 1-2
12 net u crapre:
10 Mr/kr
(MaxcuManbHas
imo3a- 600 mr)
H#Moxcudnokcaua®* 7,5-10 mr/xr 400 mMr BuyTph 1
(MaxcuManbHas
imo3za — 400 mr B
ITeHB )
7,5-10 mr/ 400 mr B/ 1
(MakcUMaTbHAsI
imo3za — 400 mr B
ITCHB )
H#MUHOLIMKINH 2 MI/KT 100 mr BuyTph 1-2
(MakcUMaTbHAst
imo3a — 200 mr)
#Jlokcuumkiany** 12 net ¢ maccoit 200 mMr BHyTph 2
(mpoTUBOIIOKA3aH JETSIM A0 8 JIeT) remna <5S0kr:
4Mr/KT
12 net u crapre:
200 mr
#Pudamnumy** 10-20 Mr/kr <50 kr 450 mr  BHyTpH 1
(MaxkcuMmanbHass  [>50 kr 600 mr
imo3a — 600 mr)
Pugabyrua™* 5-10 Mr/kr 150-300 mr BHyTph 1
(MakcuManbHas (150 mr, ecru
imo3a — 300 Mr)  |marueHt
MMPUHUMACT
CHITbHBII
MHTHOUTOP
n3odepMenTa
CYP3A4
450-600 mr, ecin
MAI[HEeHT
MPUHAMAET
CHITbHBII
CTHMYJIIATOPD
CYP3A4
#Crpenromunus** 20-40 mr/ 15 mr/kr B/B 1
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(MakcuManbHast
imo3a — 1000 mr)

(MaxcuManbHas
mo3a — 1000 mr)

H#Turenukima ™ *

8-11 met: 1,2

100 mr

B/B

MT/KT
(MakcUMaTbHAS
imo3a 50 mr)

12 ner u crapuue:
yIapHas 103a -
100 mr, 3aTeM —
50 Mr

Bec >3 xr < 10 xr|l pa3 B cytku ¢ 3 BHyTph 1
— 30 Mr B TeueHHEeHEEIHU NePEePhIB
2 Hen.; 3ateM 10 Mex Ty mpueMoM
mr 3 p/Hen. (H, [Mpenapara He
Ccp, IIT) B TeUCHUE MeHee 48 JacoB
22 Henenn, Bec
>10 kr < 15 kr —
60 Mr B TeueHHe 2
Hen.; 3aTeM 20 Mr
3 p/aen. (mmH, cp,
IT) B TeueHue 22
Henenb; Bec >16
kr < 30 kr — 200
MT B TCUEHHE 2
Hen.; 3ateM 100
mr 3 p/Hen. (1H,
Cp, IIT) B TCUCHUE
22 Henenn, Bec >
30 kr - 400 mr
©)KETHCBHO B
MepBEIe 2 HeTeH,
3areM 200 mr 3
p/Hen. (IH, cp.
nT)

#EeaaKBHHI/IHl

[Ipumeyanue:

#lIpuMeHeHHe JeKapCTBEHHOT'O Ipernapara BHE 3aperuCTPUPOBAHHBIX B HHCTPYKIIUH JIEKAPCTBEHHOT'O CPEICTBA
MOKa3aHWH MPOU3BOJUTCS IO PEHICHUIO BpayeOHONW KOMHCCHMHM C pas3pemeHus JIoKaabHOro 3THYECKOro
KOMHTETa MEIUIIMHCKOW OpraHu3anuu (Ipyd HAIWYMHW), NPH HAJIHYUH TOAMUCAHHOTO WH(QOPMUPOBAHHOTO
corJlacHs poauTeNnel (3aKOHHBIX MpeICTaBUTeNel) 1 pedeHKa B Bo3pacte crapiue 15 jer.

! Ha3smauaercs mo pelleHHI0 BpaueGHON KOMHCCHH B TeUeHME 6 Mec. B 103aX, yKA3aHHBIX B TabIuIle.
[Ipomienne mnpuema mpenapara Oonee 6 Mec. 00OCHOBbIBaeT BpaucOHas komwuccus. [KimnHuueckue
pexomennaiuu «TyOepkynes y agerei». PO®, 2024., Ilanosa JI.B., Oscaukuna E.C., Kpymmunckas E.A.,
XuteBa A.IO., [Tuckynosa O.A. DQeKTrBHOCTE U 0E30MACHOCTh YKOPOUCHHBIX PEXMUMOB XMMHUOTEPAIIHU Y
JeTel CTapIiero Bo3pacTa M HMOAPOCTKOB, OOJBHBIX TyOEepKyNe30M OpPraHOB JAbIXaHHS C MHOXXECTBEHHOH H
IIMPOKOM JICKAPCTBEHHON YCTOMYUBOCTBIO BO30yauTesa. TyOepkyse3 u 6onesnu jierkux. 2021;99(10):35-39
DOI: 10.21292/2075-1230-2021-99-10-35-39, Makaposa M.B., Muxaiinosa F0.J[., Xauarypesuan E.H.,
JlutBuHoB B.U. JlekapcTBeHHasi 4yBCTBUTENBHOCTh K OelakBWIMHY ImTaMMoB M. kansasii, BBIJICJIEHHBIX B
MPOTHBOTYOEPKYIIE3HBIX YUPESKACHUSIX MOCKBBI. DnuaeMuosnorus u Bakiunonpodunakruka. 2023;22(3):64-
69. https://doi.org/10.31631/2073-3046-2023-22-3-64-69].

Bce mpenapatbl, npumensembie npu Micobacterium avium complex (MAC) u Mycobacterium abscessus
complex (MABSC) nasnauatotcs Bue uncTpykituu (0ff-label) mo sxusnenubiM mokazanusm [224, Knunndeckue
pexomennanu «Tybepkynes y aereit». POD, 2024.].

Bo3pacTtHble oOrpaHMueHWs yKa3aHbl B JIO3WPOBKAxX ISl JETEH, JHWAmma30oH JO3UPOBOK IIPEACTABIICH B

COOTBETCTBHM C WHCTPYKIIMEH K TMpemapary, pacdeT IPHUBOAUTCI B COOTBETCTBUU ¢  KIWHHYECKUMU
pexomernamusamu PO® «Tybepkynes y aereii», 2024 1. u CornacoBaHHBIMU PEKOMEHIAIUSIMH AMEPUKAHCKOTO
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¢onnma xucro3Horo ¢pudbpo3za (MykoBHcHHI03a) U EBponeiickoro olmiecTBa KHCTO3HOTO (hrOpo3a Mo JeUeHUIO
MHKOOAKTepHO3a y MalUeHTOB C KUCTO3HBIM (rbOpo3om [222, 446, 456].

[ToGounble peakiiuy aHTHOAKTEpUANBHBIX MTPENapaToB U PEKOMEHIyeMbIE METOAbI KOHTPOJIS

npeacTaBicHbl B Tabmuie 18 [222, 456.]

Tabauma 18. Baxubie 1000YHBIC/TOKCHYECKHE JIEHCTBHS aHTHOAKTEpUATIbHBIX IpErapaToB
CHCTEMHOT'O JICHCTBHS U peKOMEeHayemble MeToabsl KOHTpois 3a Oakrepusmu MAC u MABSC npu

MB [1,2,189,222,223,224]

[Ipenapar YacTtsle moO0YHBIE/TOKCHYECKHE | METOIBI KOHTPOJIS
JIEUCTBUS
#AMukaua** [loueuynast TOKCUYHOCTD [IpoBepka KOHIIEHTpaLUU
AMMKAIMHA B KPOBU ™
IIpoBepka KOHUEHTpaLUU
KpeaTHMHHHA B KPOBU
OTOTOKCHUYHOCTH (3BOH B ymiax, | [IpoBepka cCHUMOTOMaTHKH,
MOTEPs CITyXa Ha BBICOKHUX [lepBrunoe oOcnenoBanue,
4acToTax) MIPOBEICHUE MEPUOTTUECKUX
ayJIuorpaMm
#AzuTpomurmH* * TomrHoTa, pBOTA, AMApEs [IpoBepka cumMnToMaTHKH
OTOTOKCHUYHOCTb [IpoBepka cumMnToMaTukH,
ayIUOTPaMMBI
CUHIPOM YIUIMHEHHOTO OKT
untepBana QT
#Knaputpomurua™* * I'enatut [TeyeHounbie POOBI
HckaxxeHne BKyCOBBIX IIpoBepka cuMIITOMATHKU
OLYLICHUI
3aMe IJIeHHBIH MTeYeHOYHBIH IIpoBepka cuMIITOMaTHKU
MeTabonn3M pudadyTrHa
#llepokcutrn Jluxopazaxka, chlb [IpoBepka cuMnTOMATHKU

Do3uHOGMINS, aHEMUS,
JIEHKOTICHHSI, TPOMOOIIMTOTICHHS
Wntepdepenius ¢ ApyruMu
NPOOHPHBIMU aHATIM3aMH IS
U3MepeHHs KpeaTHHHHA
CBIBOPOTKH KPOBH

OO0Omnil KIIMHUYECKUI aHaIn3
KpOBH

Hcnonb3oBath pyrue
aHaJIU3bI

#Ko-TpumMoxkcazon

TomHoTa, pBOTA, ANApES

HpOBCpKa CHUMIITOMaTUKHU

(CynnshameTokcazont AHewmus1, TEHKOTICHNUS, OO0mwmii KITMHAYECKWA aHaTN3
TPUMETOpUM ) ** TPOMOOLIUTOTICHHUS KpOBH

JInxopanxka, cbllb, CHHAPOM

CruseHca-/[)xoHcoHa [IpoBepka cumMnTOMaTHKH
#ITamMOyTOIT** Hespur 3putensHoro Hepsa [IpoBepka cuMnTOMaTHKU

(moTepst LBETOBOTO
3PEHHS/OCTPOTHI 3PEHIIST)
ITepBuunoe 0OCIIETIOBAHNE H
MIPOBEICHNE EPUOTUECKIX
TECTOB I IPOBEPKHU
I[BETOBOT'O 3PEHUSI U OCTPOTHI
3peHus’
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[Tepudepuieckas HEBpOIIATHS

3aktoueHue odranbMosora
IIPY BO3HUKHOBEHHUHN
CHMIITOMOB

IIpoBepka CHMIITOMATUKY;
HCCIIEeOBAHNE POBOIUMOCTH
HEPBOB

#MuneHeM+miacTaTuH**

I'ematur

ITeuenodnbie IPOOHI

#MmuneneM-+umwiactaTuy* *
(mpomomxkeHme Kypca)

TomnoTa, pBoTa, 1uapes

IIpoBepka cUMITOMATHKHU

#JIune3omum** Anemus, 1eHKOIIEHN, OO1mumii KIMHAYECKHUI aHAIN3
TPOMOOIIUTONICHUS KpOBU
[lepudeprueckas HeBpomaTHs IIpoBepka
CHUMITTOMATHKH/KITMHAYECKast
OLICHKA/3JIEKTPOPU3HOTTOTHS
Hespur 3putenbHOro HepBa IIpoBepka cuMITOMATHKU
(ToTEps BETOBOTO 3pEHUS U
OCTPOTHI 3pEHU)
[TepBuunoe obcnenoBaHue U
MIPOBEICHUE MEPUOTTUECKUX
TECTOB JUI IPOBEPKHU
I[BETOBOT'O 3pEHUS U OCTPOTHI
3peHus
3akmoueHue oTaIbMOoJIOra
NpY BOBHUKHOBEHUH
CHUMIITOMOB
#Moxkcudmoxcamua™** TomHoTa, pBOTA, TUApEs [IpoBepka cuMnITOMATHKU
Bbecconnniia, 6ecrioKOHCTBO, IIpoBepka cuMIITOMATHKU
TPEBOYKHOE PACCTPOICTBO
TenauHUT [IpoBepka cUMIITOMaTHKH
CBeTO4yBCTBUTEIHHOCTh [IpoBepka cUMIITOMATHKH
CuHIPOM YIJIMHEHHOTO OKT
untepBana QT
#MUHOLMKINH CBETOUYBCTBUTENBHOCTD [IpoBepka cuMnTOMaTUKU

TowmHoTa, pBOTA, TUApEs
I'onoBokpyxeHue
ITurmeHTanus Koxu

IIpoBepka CUMIITOMATUKA
IIpoBepka CUMIITOMATUKA
Knununueckast oneHka

#Pudammuuua** u #pudadytun**

OpamxeBoe OKpalTuBaHKe
OMOJIOTHYECKUX KUIKOCTEN
(BO3MOXHOE OKpaIlIMBaHUE
KOHTAKTHBIX JIMH3)
I'ematur

TowmHoTa, pBOTA, TUApES
Jluxopanka, 03H00
TpomboruTonIeHUs

[ToyeyHast HEIOCTATOYHOCTD
(pudammura**)

Y CcKOpeHHBIH TOYEUHbIN
MeTaboIM3M MHOTOUHCICHHBIX
JICKapCTB

HpOBCpKa CHUMIITOMaTUKH

[Tewenounsie mpoOBI
IIpoBepka CUMIITOMATUKU
[IpoBepka cuMnTOMATHKU
OO0muil KIIMHUYECKUI aHaIn3
KpOBH

AHanussl KpOBH

Koppexuust 103upoBKHU ApyTrux
JICKApPCTB/YPOBHS B
CBIBOPOTKE, MPH HATUIUU
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TAaKOBBIX

#PudalOyTun™* Jlelikonenus OOyt KITMHUYSCKUN aHAIN3
[lepennuii yBeut (npu KpOoBU
COUYETaHWH C IIpoBepka CHUMITOMAaTHKH
KJIApUTPOMHUITHHOM **)
I'punmno3nHeie CUMIITOMEI,
nonuaptpanrus, nonumuanrug | [IpoBepka cuMOTOMaTUKH
#CrpenroMuua™* [loueuynast TOKCUYHOCTH PerynsipHbie npoBepku ypoBHA
CTPENTOMHUIIMHA B CHIBOPOTKE
KpOBH
PerynsapHble IPOBEPKH YPOBHS
KpeaTHUHHHA B CHIBOPOTKE
KpOBH
OTOTOKCHYHOCTS (3BOH B ymax, | [IpoBepka cUMITOMaTHKH,
MOTepsI CIIyXa Ha BBICOKUX [epBuunoe obOcnenoBanue,
JacToTax) MIPOBEJCHUE NEPUOINIECKIX
ayJIMorpaMm
#Turermurmua™* TomrHoTa, pBOTA, AMApEs [IpoBepka cumMnToMaTHKN
ITankpearut IIpoBepka KOHLEHTpALUH
AMUIIa3bl B CHIBOPOTKE KPOBH®
l'unonporennemus IIpoBepka KOHLEHTpaLUU
aIb0OyMHHA B CHIBOPOTKE
KpOBH
bunmupyOrunemus IIpoBepka KOHLEHTpaLUU
OmMpyOnHA B CHIBOPOTKE
KpPOBH
#benaxBuianH Aptpanrun IIpoBepka cHMIITOMATUKU

Hapymenue putma cepana,
yumHeHue uarepBana QT

TI'emmatut

OKT (uaTepBan QTc) uepes 2, 4,
8, 12, 24 nenenu (exeHEICIBHO
npu yasimaeHun QTc>450 mcek
JI0 Havyalla Teparuu
OcTaKBUITHOM )

KoHTpons ypoBHS Kanmus u
Maraus KpOBHU €KEeMEeCSYHO U TIPH
nosiBiieHnn yniauHenust QTc
(e>xeHeeNIbHO TP UCXOTHOM
YIITMHEHUH)

KonTtpomns ypoBHs OmtnpybuHa,
AJIT, ACT pa3 B 2 Henenu B
TE€YEHHE MEPBBIX JIBYX MECALIEB
WHTCHCUBHOU (ha3bl JICUCHUS,
Jlanee exXeMecs IHo, B (haze
npojoikeHus — 1 pa3 B 3 mecsua;
BHETJIAHOBBIH KOHTPOJIb IPU
MOSIBJIEHUH KIIMHUYECKUX
CHMIITOMOB

! Jlnst monmyuenns MakCHMMaIbHOro ypoBHs B 20-30 [I/MJT # MHUHHMATBHOTO YPOBHS <5-10 pur/mi.
[Ipu npueme 25 Mr/kr/aeHb HEOOXOAUMO MPOXOAUTH exeMecsuHble ocMoTphl (IIpuem (ocmotp,
KOHCYJIbTAIlMs) Bpaya-o¢raibMosiora nepsuyHbiil 1 [IpreM (ocMOTp, KOHCYIbTalMs) Bpada-

odTanpMoIIora HOBTOPHBIN)

3Y JINIL C TIOYEYHOU JOCTATOYHOCTBIO




o PekoMmeHayercss TpW HAa3HAYCHUM JICUCHHUS MAlMEHTaM C MHKOOAKTEPHO30M MPUMEHSITH
MIEPCOHAIM3UPOBAHHBIN MTOAXO0 C YUETOM:

- Tecra Ha JeKapcTBEeHHYI 4yBcTBUTENbHOCTH HTMbB (OmnpeneneHue 4YyBCTBUTEIBHOCTH K
AHTUMHUKPOOHBIM TpernaparaM MHUKPOOPTaHU3MOB, BBIICICHHBIX M3 OPOHXOAIBBEOISPHON JTaBaKHON
xuakoctu/OnpeneneHe YyBCTBUTEIBHOCTH K aHTUOAKTEpHANbHBIM MpernaparaM MHUKPOOPraHU3MOB,
BBIJIEJICHHBIX U3 MOKPOTHI);

- MAaCCUBHOCTH U JUIMTCIIBHOCTH 6aKTepI/IOBBI,I[eJ'IeHI/I5[;

COIYTCTBYIOIIUX 3a00JICBAHUM, SBJISIOIIMXCS MPOTHUBOIMOKA3aHHEM K HA3HAYCHUIO OIPEIEICHHBIX
rpynn ABIT;

BBIPOKCHHOCTH KJIMHUYECKUX TMPOSBICHHH (IMXOpajKa, Kameiab C MOKpPOTOW, OJIBIIIKa,
KpOBOXapKaHbe U Ip.);

- PEHTTCHOJIOTMYECKUX W3MEHEHHH (ouarw, WHOWIHTPATUBHBIC W3MEHCHHUS, IOJOCTH pacraja
JIETOYHOM TKaHM);

nepeHocumoct ABII

C LEJIbI0 MPEKpAIIECHUs] Pa3MHOKEHHUSI MUKOOAKTEpUl M MPENOTBPALCHUs] Pa3BUTHUS JIEKAPCTBEHHON
YCTOMYMBOCTH, pPaccachblBaHUSl OYAroBbIX M HMH(PUIBTPATUBHBIX H3MEHEHHM, 3aKpBITUS IOJIOCTEH

pacnajza B JIETKUX; a TAK)KEe BOCCTAHOBJICHHS (PYHKIIMOHAJIBHBIX BO3MOXKHOCTEH opranusma [224, 230,
447, 448, 450, 451, 452, 453, 454].

(YYP-C, YT -5).
Kommenrapun: Anmubakmepuanvivle npenapamvl  CUCIMEMHO20 — O€UCMBUs  HAHAYAIOM 8

MAKCUMANbHBIX MePanesmu4eckux 003ax, COOmMEemcmsaylouux 603pacmy u macce meia pebeHKa.
Jleuenue npoeooumcs 6 2 pazvi:

UHMEHCUBHAs ¢haza — HANPAaeleHa Ha JUKEUOAYUIO KIUHUYECKUX NpOAGNeHUll 3a001e6aHuUsl,
MaxkcumanvHoe 8o30eticmeue Ha nonyaayuro HTMB ¢ yenvio npekpawjenus pasmHO*CEHUS
MUKOOaKmepuii U npeoomepawjenus pazeumus J1eKapCmeeHHOU YCMOUuuu8oCmu, paccacvléaHue

o4dazcoeblx u qubqubmpamueHblx usmeHeHud, 3aKkpsimue nonocmeil pacnada 6 JlIecKUxX,

gaza npooondicenus — Hanpasiena Ha NoOasieHue COXpPAHAWENCcs MUKOOAKMeEPUATbHOU NONYAAYUU,
obecneuugaem oanvHeliuiee YMeHbUleHUE BOCNATUMENbHLIX USMEHEHUl, a MaKdice 80CCMAaHO8IeHUe

d)yHKI/;LlOHa/lebIX 803 MOCHOCIEL opeanusma.

° Pexomenayercst kputepusMud 3(PQGEKTUBHOIO JIEYEHHs] MHMKOOAKTepHO3a U 3aBEpIICHUS
WHTCHCUBHOW (ha3pl CUMTATh: MHCUYE3HOBEHHE KIMHMYECKUX NPOSBICHUH 3a0ojeBaHus W/WIN

BBIPQKEHHYIO PEHTI'CHOJIOTHYECKYIO AMHAMHUKY yepe3 3 mecsna (paccachiBaHUEe MH(UIBTPATUBHBIX
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M3MEHCHMI W 0YaroB, 3aKpbITHE KaBEPH); IpeKpalleHHe OaKTCPUOBBIACACHHUS 10 JAaHHBIM
MUKPOCKOIIMU W/HIIK KYJIbTYPaJIbHOI'O MCCACIOBAHUS AMArHOCTHUECKOTOo MaTepraia (MOKpOTa, CMbBIB
¢ porornotkn) Ha HTMB [447, 448, 452, 453]

YYP-C,¥YIAI-5).

e He pexomenayercsi cuutaTh KpuTepueM Hed()(EKTHUBHOrO JIeYEHHs] MHUKOOAKTepro3a
oonapyxxeane KVYM, JIHK HTMb, BwusiBaenue pocta kyabtypel HTMbB B 0o0pasmax
JUArHOCTHYECKOTO MaTepuaia (MOKpPOTa, CMBIB C POTOTJIOTKH) TPH TMPOBEACHUU JTUHAMUYECKOTO
MUKPOOHOJIOTHYECKOTO MOHHUTOPHHTA, €CJIH OTCYTCTBYIOT KJIMHHYECKHE IPOSIBIICHUS W OTMEUYCHA
MIOJIOYKUTEIbHAS PEHTI€HOIOTHYECKas JHHAMHIKA BOCIAIUTEILHOIO Ipoliecca B Jerkux [222, 447.].
YYP-C, Y1 -5).

° Pexomenayercss B dazy MNpPOAODKEHUS JIEUYEHUS MHUKPOOHMOJIOTHYECKOE UCCIIEIOBaHHE
JMAarHOCTHYECKOT0 MaTepHrasia MPOBOJAUTH C MHTEPBAIOM 2 MeC. JI0 OKOHYaHHs JeucHus [224].

(VYP - C, VIJI - 5).

KommenTapun: Ilpooonsicumenvnocmeo Jleuenus MUKobaxkmepuosa onpeoensemcs
unousuoyanvno.  OOwuii cpok Xxumuomepanuu He MeHee O MecC., Kpumepuu 3d6epuieHus.:
omcymcmeue — KIUHUYECKUX  NpOSGNeHUl, CmabulbHas  PeHmeHOI02U4ecKds KapmuHa npu

OuHamuyeckom nabaodenuu ¢ unmepsarom 3 mec. [447, 452, 453].

o [Ilocme 3aBepmieHHS JIeUeHUS MHUKOOAKTEpHO3a PEKOMEHIYETCsS ITOCTOSHHOE HaOI0JCHHE 3a
COCTOSIHMEM TMallMeHTa U PEryJsipHOe, He pexe ueM 1 pa3 B 6 MecsleB MHKPOOHMOIOTHYECKOE

ucciaenoBanue Ha Hamuuue win orcyrcteue HTMB B quarHoctudyeckom marepuane [224, 84].
YYP-C,YII-5).

Kommenrapuu: B ciyuae peyuousa muxobaxmepuo3a pekomMeHOyemcs NOSMOpHOe NpoGedeHue
nevenus. Peyuous mukobakmepuosa — NOAGNEHUE KIUHUYECKUX U/UTU DEeHM2eHON0SUYECKUX
nposignenuti 3a001e8aHUs 8 COUEMAaHUU C NOJOHCUMENLHBIMU Pe3yIbMamamu MUKpOOUOI02UYECKO20

uccredosanus ouacHocmudeckoeo mamepuana na HTMBP.

° He pexomenyeTcs cuutaTh peliiIMBOM MHKOOAKTEPHO3a — OOHAPYKEHUE B JUATHOCTUYECKOM
matepuaie HTMDB, npu oTCyTcTBHMM KIWHUYECKHX W/WIK PEHTTCHOJOTHYECKUX MPOSIBICHUN
3a00JIeBaHMs C LENbI0 M30eraHus HepallnoHanbpHOW Tepanuu [447, 452, 453].

YYP-C,YI1-5).
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KommenTapumu:

IIpunsmue pewienus o 1e4eHuu 0cmaemcs mpyoHviM, Cyujecmeayem 3HauUmenbHas HeonpeoeieHHOCb
8 OMHOWIeHUU NOMEHYUATbHOU NOIb3bl Mepanuu U pPUCKO8 pa3eumus NOOOYHBIX peaxkyuti om
npoeedenust Onumenvrol anmumukpodnou mepanuu [447, 452, 453, 455].

IIpomueomukpobHbie npenapamvl, npumeHsemvie y NAYUEHMO8 C MUKOOAKMEPUOZOM, BbI36AHHLIM
Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC) npeocmasnenvi
6 mabnuye 17 [222, 446, 456, 457 ]

3.1.3.7.1 AHTH6aKTepuaIbHas Tepanus MUKOOaKTepno3a, Bbi3BaHHOTro M. abscessus

J PexomennoBano mamuentaM ¢ MB u MHKOOAakTepro30M, BBI3BAHHBIM HPEICTABUTEISIMH
M.abscessus complex mpoBoauTh aByx(asHoe JicueHHEe — (a3za WHTCHCHUBHOIO JICUCHHS JIOJDKHA
CMEHATHCS (ha30i MOANEPIKUBAIOIIETO JICUSHHS C IEIbI0 APaTUKAIMK TAHHOTO BO30yauTesns (Tabmn.17,
19) [222, 223,224, 230, 446, 447, 457.].

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

Taéuuma 19. ®a3pl sieueHus npu MUKOOAKTEpHO3ax, BhI3BaHHBIX M. abscessus complex (103bI cM. B

tabsure 17)

®A3bI JIEYEHUST

NMHTEHCHUBHASA IMPOAOJIKEHU A

#A3UTPOMULIUH** BHYTPB

#AMUKaUUH™** BHYTPUBEHHO
#TurenukIUH** BHYTPUBEHHO
[#umuneHem+umumacTaTHH** | BHYTPUBEHHO
[#uedokcuTrH] BHYTPHBEHHO
[#06enakBuinH]** BHYTPb

#A3UTPOMULIUH™** BHYTPb
#AMUKAIUH™* B HHTAIIALIASIX
#MUHOLMKIINH BHYTPb
[#Moxcudaokcanuu]** BHYTpS
[#aune3omun**] BHYTph

* JIIUTCIIBHOCTD Ka)K,Z[Oﬁ (1)33131 n kxonmdyectBo ABII B cxeme OMpeACIAOTCA UHAUBUAYAJIBHO C YYCTOM

KJIIMHUYECKOM, PEHTTCHOJIOTNYECKON U MHUKPOOHOIOTHYECKO TMHAMHUKHI 3a00JIeBaHNUS;
B KBaJIPaTHBIX CKOOKaX yKa3aHbI Ipernaparhl, KOTOPbIe MOKHO HCIIONIBb30BaTh B cirydae pesucreHtHoctn HTMB
K #a3uTpOMUIIMHY**, H#aMUKAIMHY**, #TUTCIMKIHNHY**, #MUHOIIHUKIIUHY .

KommenTapun:

- UHMEHCUBHAS Pa3a O0NHCHA BKIIOUAMb eHCeOHeBHbII NePOPAIbHbIIL npUem

munumym mpex ABII, umo onpedensemcs pezyromamamu mecmog Ha wyscmeumenvHocmo HTMB x
aHmMuOUOMuUKam

— paza npooondicenus ewenus O0NNHCHA BKIIOYAMb eHCceOHesHbIl npuem Munumym 0syx ABII,

- NpU HEOOXOOUMOCMU NPOOIEHUS HAZHAYEHU AMUKAYUHA DOJlee mpex Mecayes, 03MONCHO

Ha3HAveHue e20 8 uHeanAyusx (iekapemeennas popma ons unvexyuir) [174].
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o Kareropudeckn He peKOMEHAYETCS MPUMEHEHHE MOHOTEPANUU JHOOBIM MPOTHBOMHUKPOOHBIM
CPEICTBOM CHCTEMHOTO JCHCTBHS NpHU JICYEHHMH MHMKOOAKTEepHO3a, C LENbI0 IMpeAoTBpaIleHus
pasButHs pesucrentHoct HTMB [222,223,224, 448, 450, 452].
YYP-C,¥a1d-5).
KommenTapum:
JnumenvHocms ¢hasvl npoodondicenus 3asucum Oom KIUHUYECKOU U DPEeHM2eHONO0SULeCKOl OUHAMUKU
(cmabunuzayus peHmzeHoI02U4ecKol KapmuHvl Npu CPAGHEHUU pe3yibmamos uepes 3 mecaya
Jleuenus).

3.1.3.7.2 AuTHOaKTepHAIbHAS TepPanusi MUKOOAKTEpH030B, BbI3BaHHbIX MAC

(Mycobacterium avium complex)

o PekoMeH10BaHO MalMeHTaM ¢ MHKOOakTepuo3oMm, BeizBaHHbIM MAC (Mycobacterium avium
complex) npoBoauth aByX(azHoe jeueHue — paza HHTCHCUBHOTO JICYCHHUS JT0JKHA CMEHAThCS (a3oit
IIPOJOJDKEHUSI JICUEHUSI C LIEJbI0 IPEKPALICHUS Pa3MHOKEHHUS MUKOOAKTEpUM W NpEeOTBpAIlECHUS
Pa3BHUTHUS JICKAPCTBEHHOW YCTONYMBOCTH, PACCACHIBAHUS OYarOBBIX M WH(UIBTPATUBHBIX U3MEHEHUH,
3aKpBITHS MOJIOCTEH pacmaja B JIETKHUX; a TaKKe BOCCTAHOBIIEHUS (DYHKIIMOHAIBHBIX BO3MOKHOCTEH

opranusma [222, 452, 458] (ta6a. 20, 17)

e Ta6auua 20. da3sl TeyeHUs IPU MUKOOAKTEpHO3ax, Bhi3BaHHBIX MAC (03B cM. B Tabi 17)

®A3bI JEUEHUS

HNHTEHCHUBHASA IMPOAOJIKEHU A

#azuTpOMULIUH** BHYTpb
#aMukarma** UHraAISIUN
#pudamnuuue™** BHYTpb
#yTamMOyTON** BHYTpPD
[#Mokcudnokcaun]** BHyTpb
[#0enakBuimH]** BHYTpb

#azuTpOMULIUH** BHYTPH
#aMukanuua** MHTAISIUA
#pudamnuuue™* BHYTpb
#>TaMOyTON™** BHYTPb
[#Moxcudaokcanuu]** BHYTpS

o * JJIMTCIIBHOCTD Ka)K,Z[Oﬁ (1)331:1 n kommuectBo ABII B cxeme OMpCACIAIOTCAd HWHAWBUAYAJIBHO C Y4YC€TOM
KHHHHHGCKOﬁ, peHTFCHOHOFI/I‘IeCKOﬁ u MI/IKpO6PIOJ'IOFPI‘ICCKOI>i JUHAMUKHU 3360H€B3HI/I$I;

® B KBaJpaTHBIX CKOOKaxX yKaszaH Ipemapar, KOTOPBI MOXKHO HCIIONB30BaTh B ciaydae pesucteHTHocth HTMB k
BBIIIETIEPEUNCIIEHHBIM TIpenaparam,

o B ciiydae ¢ 4yBCTBUTENBHOM K #KIAPUTPOMULIMHY** (opMOii TopakeHUs HETYOepKYJIe3HBIMU
mukobakrepusmu jerkux (HTMB) rpynnst MAC pekoMeHJ0BaHO PUMEHSTh JIEKAPCTBEHHYIO CXeMY
JIeYeHUs] HA OCHOBE €XEIHEBHOIO IepopalibHOTO0 MpueMa Makpoiuaa (IpearnodYTUTENbHO
#HasuTpomurinHa**), #pudammuruaa** u #aramoyToaa** (tabm. 17) [222,230, 452, 453, 458];
(YYP-C; Y1 -5).

KommenTapun:
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UHMeEHCUBHAA ¢haza O0NHCHA BKIIOYAMb eIHCeOHEBHbI NepPOPANbHbIlL Npuem MAaKpoauod

(npednoumumenbHo #asumpomuyuna**) 8 couemanuu c Hamukayurnom
BHYMPUBEHHO/BHYMPUMBIUUEYHO HA npomsadceHuu 3-12 nedenb, a makace 00HO20 UNU HECKONbKUX U3
credyrouwux npenapamos: #pupamnuyun**, #amamoymon**, #moxcugrokcayun**, #oeoaxeurun™*.
J Kareropudeckn He peKOMEHAYETCS MPUMEHEHHE MOHOTEPANUU JHOOBIM MPOTHBOMHUKPOOHBIM
CPEIICTBOM CHCTEMHOTO JACHCTBUSA MpHU JIedeHUU MUKoOakTepro30oB rpynmnsl MAC BrnaruenToB ¢ MB ¢
EJIbIO0 TPOGUIIAKTUKN PAa3BUTHS PE3UCTEHTHOCTH [222, 223, 224, 230, 452, 453.].

(YYP-C; Y1 -5).

Kommenrapuii:  /[iumenvnocms — hazel  npooondiceHus — 3agucum — Om  KIUHUYECKOU U
PEHMEEHONI02UYeCKOl OUHAMUKY  (CTNAOUIU3ayusi peHmeeHoI02UYecKol Kapmuubl NpU CPpaGHeHUU

pesynbmamos uepes 3 mecsiya nevenus) [447].

3.1.4 Tepanus nopaskeHuii Jerkux, BbI3BaHHBIX rpudamu poxa Aspergillus

Pezynomamer nposedennoco ¢ HUU meouyunckou muxonocuu um. I1.H. Kawkuna 6 2014-
2017 2. uccneoosanus ceuoemenbcmeyrom, umo Kojaonuzayus ovixamenvnolx nymeti Aspergillus spp.
gosHurxaem y 22% nayuenmog ¢ MB, a paziuunvie eéapuanmul acnepeuniesa - 9,2% [242].

Haubonee uacmeiti 6apuanm acnepeunnesa y nayuenmos c¢ MB - annepeuveckuii
oponxonezounsiii acnepauines (AbJIA). Yacmoma ABJIA y noopocmkos u 83pocivix nayueHmos ¢ MB
—10-15%, peorce y demeti manadwezo éo3pacma [39,40].

XAJI pazeusaemcs y 2-5% nayuenmos ¢ MB. Hnsa3zuenwiii acnepeuinies 1eekux y nayueHmos ¢
MB sosnuxaem peoxo (0,5-1%) [242].

I'pubwr pooa Aspergillus moeym rononusuposams ovixamenvuvle nymu nayuenmos ¢ MB unu
8bI3LIBAMb, 6 3ABUCUMOCMU OM  COCMOSHUSA UMMYHHOU CUCMEeMbl HAyuenmd, allepeuyecKull
bponxonecounvlil acnepeunnez (AbJIA), xponuuecxkuii acnepeunnes neexux (XAJI) u uneazusHwili
acnepeunnes (MA) [16,38,85,86].

. PexomeH10BaHO TNpUMEHEHHE IMPOTUBOTPUOKOBBIX MpPENapaToB CHUCTEMHOTO IEWCTBUS Kak
saTroTponHOM Tepanuu npu ABJIA u XAJI (ta6n. 21) [16,38,85,86].

YYP-C, YA -5).

Tab6auua 21 [IpoTuBorpuOKoBBIE MpemapaTbhl CUCTEMHOIo JeicTBusi, npumensemsle npu ABJIA u

XAJI [16,38,85,86]

AHTHMHKOTHK CyTouHbIe Cyrtounble 10361 [[IyTh BBeenuss |[KpatHocth
M03bI IJIs1 eTed ISl B3POC/IbIX npueMa B JieHb

#Bopukonazom** 18 Mr/kr 400 mr BayTpb 2

(TTPOTHUBOIIOKA3aH JETSM 0 2 JIET)

#BopukoHa3oa** 18 mr/kr B 12 Mr/KT B B/B 2

(MpOTHUBOITOKA3aH JETAM 10 2 JIeT) [IepBbIE CYTKH, [HEPBBIC CYTKHU,

114



3atem 16 mr/kr  ateMm 8 mr/kr
#lTpakoHa3011 mo 12 et 5 400 mr BHyTpb 2
(TabreTKH MPOTHBOIIOKA3aHBI MT/KT, CTapIie
eTsIM 10 3 JIeT) 12 net 200 Mr
#l1lo3akoHazon cpennsig goza- [300mr2ps 1 BuyTpb 1 (B mepBHIii AeHB
TabJIEeTKN 5,72 Mr/kT/mens  |menb, 3ateM 300 — 2p/mH)
(mnana3oH 3,76— Mr/cyT
8,57)
#I1ozakoHazom** cpenusist go3a - 600 mr BHyTpb 2-4
CYCIICH3HS JJIsl IPHeMa BHYTPh 17,83
(mpoTUBOIOKAa3aH AeTsM 110 13 net) Mr/Kr/neHb
(mnamnazon 11,3—
32)
#Kacnoyarua** 70 mr/M> B 1-i1  [70 mr B 1-ii neHb, [B/B 1
(mpoTHUBOIOKa3aH ETAM /10 3 MeC  |IeHb, 3aTeM 1o 3aTeM 1o 50 mr
PKH3HH ) 50 mr/m?
(cyTouHast mo3a
He Bbine 70 Mr)
#Amporepuuun B 3-5 mr/kr/cyt  [3-5 mr/kr/cyT B/B 1
[MmocomanbHEIA].
#AmboTepuia B [JInnuaubiii S MI/Kr/CyT S5 MI/KT/CYT B/B 1
KOMILIIEKC]
#Ambporepurma B** 0,6-1,0 0,6—1,0 mr/kr/cyT [B/B 1
MT/KT/CYyT
#Amporepunun B 12,5 mr 12,5 mr HUHTaIAIIN 1Ba pa3a B
[ummocomanbHEIi | uepes HEIENIO
(bopma 1151 HHBEKITHOHHOTO HeOyTaiizep™:
MIPUMEHEHUS)
(TpoTHBOIIOKA3aH JeTsM 10 1 Mec
PKV3HH )
#Ambporepunma B [Jlunuasseiifl2,5 mr 12,5 Mr HUHT AN Ba pa3a B
KOMILIEKC] uepes HEIeITI0
(bopma 1151 HHBEKITMOHHOTO HeOyaizep’:
[PUMEHEHUS)

IIpumeyanus:

*Ipumenenue nexapcmeennozo npenapama 6ne 3apeucmpupoOSaHHbIX € UHCMPYKYUU JeKAPCMBEHHO20 CPeOcmed
NOKA3AHULL NPOU3BOOUMCA NO peuleHuro 8pavebHol Komuccuu ¢ paspeutenus JIOKAIbHO20 mMuyeckoeo Komumema
MEOUYUHCKOU OpeaHu3ayuu (npu HAIUYUY), NpU HAIUYUYU HOONUCAHHO20 UHMOPMUPOBAHHO20 CO2AACUS NAYUEHMA,
pooumerneil (3aKOHHBIX npedcmasumeneil) uiu pebenka 6 gospacme cmapuie 15 nem.
L - B Oanwbneiiuen npu xopoweti nepeHocumMocmu npuem npenapama paspeuier 8 amMeyiamopHeIx YCA0BUX.
2 Hneansyuu #Ampomepuyuna B [nunocomansrozo] unu #Am¢pomepuyuna B [Jlunudnozo komniexca] mozym 6bimb
anrbmMepHamueoll Uil OONOTHUMENLHOU npomusocpubroeoi mepanuei 8 aevenuu ABJIA u XAJI npu nedocmamounou
agppexmusnocmu mepanuu nPOMUBOZPUOKOBLIMU NPENAPAMAMU CUCTNIEMHO20 OelCMBUs, HenepeHOCUMOCIU NPOU3BOOHBIX
MpuUazona (a30nbHblX NPOMUBOSPUOKOBLIX NPenapamos) Uil NOMeHYUdaIbHO ONACHLIX NeKAPCMBEHHBIX 83AUMOOeCNEUAX
[175,243,244], a maxoce xononuzayuu Ovixamenvhvix nymeti epubamu Aspergillus spp. e cayuae ewvicoxoeo pucka
pazeumus acnepeuiiiesd.

Ilpu  Hanuyuu  MeOUYUHCKUX  NOKA3AHUU (MO JICUSHEHHBIM  NOKA3AHUSM,

BKNIOUASL  UHOUBUOYATLHYIO

HenepeHocumocniv, oanee — no HCU3HEHHbIM l’lOKle)’aHll}lM) no peuteHuro Gpa’{€6HOZZ Komuccuu ocyuiemseniemcs Hasnavenue
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JIEKAPCMBEHHBIX NPEeNnapamos He No MeNCOYHAPOOHOMY HEeNaHMEHMOBAHHOMY HAUMEHOBAHUI, d N0 MOP208OMY
Haumenosanuro (yacmo 15 cmamou 37 @edepanvrozo 3axona om 21.11 2011 Ne 323-D3 «O6 ocHosax oxpaHwvl 300p08bsl
epasicoan Poccuiickoii ®@edepayuuy u nynkm 6 Ilopaoka HasHAueHUs 1eKAPCMBEHHBIX NPENapamos, Gopm peyenmypHuix
0GHKO8 Ha JeKapcmeeHHble Npenapamol, NOPAOKa OQOPMIeHUA YKA3AHHLIX ONAHKO8, UX yuemd U XPAHEHUus,
ymeeporcoennozo npukazom Munzopasa Poccuu om 14.01.2019 Nedn). Pewenue epaueOnol komuccuu ogopmisiemcs
NPOMOKONIOM U 6HOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUIo nayueHma.

Ilpu ucnonvsosanuu #Heopukonazona** u opyeux cpeocme epynnvl mpuazonos ecez0a ciedyem Y4umvléams
B03MOJICHOCTG TleKapCMeenublx e3aumoodeticmeutl. Hanpumep, npu nasuauenuu #eopukonazona** cinedyem ommenumso
pugamnuyun™*  unu  Opyeue umoykmopwsl pepmenmos yumoxpoma P-450 (uneubumopvl npoOmMoOHHOU HOMNbI,
Kapbamasenun™*, penumoun™>), nOCKoOALKY 8 3MuUX cAyuasx mepanesmuyeckas KOHyeHmpayus #Heopuxonazona** e
naazme U MKAHAX 0ObIYHO He 00CUSAemCA.

YV nayuenmos, nonyuarowux onumenvhyro mepanuro #80PUKOHA3010M**, MO2ym pazeumvCs KOJCHble pPearkyuu
@omouyscmeumenvrocmu. Bo epema nevenus nayuenmam pexomenoyemcs uzbe2amv UHMEHCUBHO20 UNU OAUMETLHOZO

O6ﬂyll€Huﬂ NPAMBIM COJTHEYHBIM CEENMOM.

Tepanusa ABJIA

. [Ipu ABJIA pekoMeHIOBaHO NMPHUMEHEHHE KOPTHKOCTEPOUJOB CHCTEMHOIO ICHCTBUS H
MPOTHBOIPUOKOBBIX IPENaparoB CHCTEMHOIO JCHCTBUSA MMOATPYIIbI «IIPOU3BOJHBIC TPHA30jIa U
TeTpasosia» (#BopukoHa30a** u #urpakonason) (tad:1.21) ¢ TepaneBTHUYECKOM 1enbio [38,85,245,246].
(YYP-C, Y1 -5).
Kommenrapmii:  #nozaxonazon™** npumensiom npu HenepeHocumMocmu UlU  HEBO3MOICHOCMU
npumenerus #eopukonazona™** unu #umpaxonazona

Hcnonvzoeanue  KOpmMukocmepouoog CUCMEMHO20 — OeliCmeUus pPeKOMeHOO8AHO  Npu
svipaxceHHom o6ponxoobcmpykmusnom cunopome (BOC), nanuuuu 203unopunvbhbix uHpuUILMPAMOs 6
JIe2KUX UIU HedPhekmusHoCmu npuUMeHenuss nPoOmueocPUOKOBbIX IeKAPCMEEHHbIX CPeOCme epynnbl
mpuaszonos [38,85,245].
Jna kynuposanus 6poHX00OCMPYKMUBHO2O CUHOPOMA U IOZUHODUILHLIX UHDUILIMPAMOE 8 JeSKUX
Hasnauarom npeonuzonon™* no 0,5—1,0 me/ke/cym uau Opy20i KOpMUKOCMEPOUO CUCMEMHO20
Oeticmeusi 8 JK8UBALEHMHOU 003e (Hanpumep, Memuinpeonu3onon™*) e meuenue 14 Oueil 6
3a8UCUMOCMU OM CMeNneHU OPOHX00OCMPYKMuUHo2o cunopoma. Ilociedyowee cHudxcenue 003wl (om 5
00 10 me kaxcowvie 0se nedenu) 6 meuenue 1-3-5 mecsyes. IlpodoncumenbHocmo nevenist 3a8Ucum om
akmuenocmu u msdxcecmu 3abonesanus. Huskas noododepacusarowas 0osa (om 5,0 do 7,5 me/cym)
Modcem nompebosamuvcsi 6 meueHue ONUMENbHO20 6BpeMeHU Ol KOHMPOas 3a0071e6anus U
npedomepawenus peyuousos y nekomopwix nayuenmos [247,248].
Kpumepusamu s¢pgpexmusnocmu  ciyscam Kynupoganue KIUHUYECKUX NPUSHAKOB, UCUE3HOBEHIUE

903UHOPUNLHBIX UHDUILIMPAMOE & NIecKUX U CHudicenue yposHs obwezo IgE 6 cvligopomre Kposu.
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Ilocne oocmuoicenusi 3¢ghghexma nocmenenHno cHudiCarom 003y npenapama 6ni0Mmb 00 OMMEHbl 8
meuenue 3-4 neoenw.

Bo eépemsa pemuccuu nayuenmol 6 cneyuguieckoii mepanuu He HyHcOArOMcs.

IIpu peyuouse ABJIA 6noeb npumensiom #eopuxonazon™* uiu #umpaxonazon (mabn.21) 6 meuenue 2—
4 mec., npu svipascennom bOC — npeonuzonon™™ unu memuanpeonusonon**,

Kpome peyuousa ABJIA noxazanusmu K HA3HAYEHUIO MPUA30T08 ABNIAEMCA 3A8UCUMOCHbL OM
KOPMUKOCMeEpPouoo8 OJisl CUCMEMHO20 NPUMEHEHUs, UX He0OCMAamoyHas d@@ekmusHocms u
8bIpadicenHble Hedcerameinbhbie d¢hhexmobi.

Ipumenenue npomusocpuOKOBbIX NPEnapamos CUCMEMHO20 Oelcmeusi NOOSPYNnbl «NPOU3BOO0HbLE
mpuazona u mempazona» y nayuenmos ABJIA nozeonsem 00CmMoOBEpHO YMeHbUUMb NPUMEHEHUe
KOPMUKOCMEPOUO08 Ol CUCMEMHO20 NPUMEHEHUs, NPU8ooum K YAVHULEHUI0 (QYHKYuu GHeuHe2o
ObIXAHUSL U YMEHbULeHUIO Yacmombl peyuoueos AbJIA.

Tepanusa XAJI
° PexomennoBano B kauectse jedueHuss XAJl y nanmentoB ¢ MB ncnons30Barh JIUTENbHBINA

Kypc TIPOTHBOTPHUOKOBBIX JICKAPCTBEHHBIX CPEACTB, JIedeHHE «()OHOBOTO» 3a00JeBaHUS U
YMCHBIIICHHE STPOTCHHONM HMMMYHOCYIPECCHH, a TakKe XHPYPTHYECKOTO YAAJICHUS OYaroB
nopakenus. [14,16,17].

YYP-C,¥a1-5).

Kommenrapmii: [layuenmor ¢ XAJI Hyscoaromes 6 OnumenvHoM HAOAOOEHUU OJisl KOHMPOJs
3ab601e6aHUsi U c8oe8pemMenHozo nedeHus peyuousa. OcCHO8Y AHMUMUKOMUYECKOU mepanuu
cocmasisiem npuMeHeHue nepopaivhblx  #Heopuxonasora**  umu  Humpaxonazona (mabn.21)).
#nozaxonazon®*  npumensirom  npu  HENEPEHOCUMOCMU — UIAU — HEBO3ZMONCHOCMU — NPUMEHEHUs.
#eopukonazona** umu #umpaxonazona. #rxacnogyneun™* (mabon.21), a maxowce #Hamgpomepuyun B
[nunocomanvnwuii] unu Hampomepuyun B [Jlunuonsiii komniexc] unu obvrunvii (maba.21) nasnauarom
6/6 npu HesphexmueHocmu NepopaIbHLIX NPOMUBOSPUOKOBLIX IEKAPCMEEHHBIX CPEOCME 2pYNnnbl
MpUA3008.

Anomepnamuenwiii Memoo nevenus — #enympunonrocmuoe eéedenue ampomepuyuna B** [459, 460].
Obwasn ooza #ampomepuyuna B** neobxooumasn ons uszneuenus uescua: coobwaemcs o 50 me
ediceonesno 6 meyerue 10 onetl, 50 me edxceoneeno 6 meuenue kak munumym 15 oner [461, 462, 463].
Obwas 0osa ampomepuyuna B** moocem eapvuposamv om 250 me 0o 1085 me [464], esedenue no 5
me/cym #ampomepuyuna B** ¢ nocmenenuvim nosviuenuem 003vl 00 50 me/cym 6 20 unu 5 man 5%
Odekcmposbl (6ceco 3e #Hampomepuyuna B** ¢ meuenue 60 Oueti), 603HUKAOWUL KAUENb BO3MOHNCHO

Kynupoeams 8gedeHuem 1% #Hnuooxkauna™* 2-4 mn nepeo ssedenuem tamgpomepuyuna B**.
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Baowcnoti cocmasnsroweii neuenus XAJI y 6onvnubix MB sensiemcs yayuuieHue 3KCNeKmMopayuu
MOKPOMbL.

Koppexyus  ummynnoco oeghpexkma 006vb1yHO Oocmueaemcsi YCHEWHbIM —Je4eHUeM OCHOBHO20
3a001e8aHUA U CHUICEHUEM 003bl KOPMUKOCIEPOUAO8 OISl CUCTEMHO20 NPUMEHEHUS.

Xupypeuueckoe emeutamenbCmeo — 8ANCHbIL KOMNOHEHM KOMNIEKCHO20 NeweHuss XAJl. OOno3HauHbim
NOKa3aHuem s611emcs 8blCOKUL PUCK UIU pA38UmMuUe 1e204H020 KpogomeueHus. 4Ymobvl ymeHvuumeo
8EPOSIMHOCMb UHGUYUPOBAHUS MKAHEU U pa36umus cneyupuueckoll sMnuemsbl niespvl, 00 U nocie
onepamueHo20 Jjieueruss npumernsom #eopuxonazon™** unu #umpaxkonazon (xupypeuueckomy JieyeHuo
MO2Ym Npensmcmeo8ams pPACNpOCMPAHEHHOCMb NOPANCEHUs,, MANCECMb COCMOAHUS NAYUEHMA U
8LIPAICEHHAs.  ObIXAMENbHAS HeOOCMAMOYHOCMb, d MAKHCEe MHOMCECMBEHHblE ACHEPSUNIOMBIL.
Yacmoma ocnodxcHenuii (KpogomeueHnue u np.) npu ONepamusHOM Ae4eHUU Moxcem O00Cmueams 5—
20%.

3.1.5 Tepanusi BHeIIHECEKPETOPHOI HEAOCTATOYHOCTH MOIKeTYyI0YHOM KeJie3bl

e 3aMecTUTENBHYIO Tepaluilo MaHKpeaTMHOM™*, (B Buige MHHMMUKpocdep, c¢ pH-
YYBCTBUTEIBHBIM MOKPHITHEM 0€3 MPUMEHEHHS METaKpUIIoBO#t kKucaoThl [249,250,251,252,253] ¢ nnu
0e3 )KeTaTUHOBOM KarcCyJibl) pEKOMEH0OBAaHO Ha3HAuaTh BCEM MAIMEHTaM, BKJIIOYask HOBOPOXKIEHHBIX
¢ MB, uMeronmM KIMHHYECKHE MPOSBICHUS KHUIIEYHOTO CHHAPOMA MM HU3KYI KOHIIEHTPAIIHIO
naHKpeaTHueckoi smactaspl-1 B kaie (<200 MKI/r) mpuM OTCYTCTBHM IpOTUBOINOKa3zaHWM. Llenb
BMEIIIATENIbCTBA — KOPPEKIMsS BHELIHECEKPETOPHOM MaHKpeaTHMYecKoM HeJAOCTaTOYHOCTH (10
KIMHAYECKUM  TIOKa3aTelisiM W OTCYTCTBHE  HEWUTPaJbHOTO  JKApa B KOINPOTpamMme)
[2,18,251,252,253,254].

(YYP-B,yaJ-3).

KOMMeHTapHﬁ: HDM I’ZD08€0€HMM 3AMeCmMUmenbHoll mepanuu Heobxo0UMo KORmpoJjaupoeaimbs.

- noxazameinu KONpocpammul, 8 NepeyIo 04epedb KOIUUECmE0 HeUmpalbHO20 HCUpa,
- yacmomy u xapaxkmep cmyna,
- edcemMecaYHYI0 npubasKy Maccvl meia u OUHAMUKY POCMA NAYUEHMA.

Hna  eoccmanoénenuss — a0eK8AMHOU  ACCUMUTAYUU — dcupa  cledyem — NpUMeHsamb
8bICOKOIGhhekmusnvie ¢hepmenmuvlie npenapamel 8 Gude MUHUMUKpOCep, Umo 6 OONbUUHCMEE
cl1yuaes no3eosiem KOMNeHCuposams Cmeamopero U yMeHbuums oepuyum maccol mena.

Ilokazanusa: 6ce nayuenmvl ¢ NPUSHAKAMU HEOOCMAMOYHOCMU IK30KPUHHOU DYHKYUU
nOO0JHCENYOOUHOU  Jcenesbl  (cmeamopesi (HeuUmpaibHuli  HCUpP 6 KONPOSPAMME),  CHUdCEHUe
naukpeamuyeckou snacmasvl-1 menee 200 mke/2).

Hpomueonoxas‘aﬁuﬂ: quueuOyaﬂbHaﬂ HEeNnepeHocumocnib.
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Buvibop nymu esedenus: 6Hympvb 00 u 80 épems Kaxc0o2o npuema nuwu. llankpeamuueckue
Gepmenmol He crnedyem HazHauame nocie eovl. Kancynvl, codepocawue Munumuxpocgepul, MONCHO
8CKPBIBAMb U NPUHUMAMb UX COOEPAHCUMOE OOHOBPEMEHHO C HeOONbULUM KOAUYECBOM RUWU, UTU
NPUHUMAMb  YEIUKOM, He BCKpbleas, eciu peOeHOK Yyice O00CMAmMOYHO OONbUIOU U MOdCem
npO2IOMUmMs KAncyiy.

Oyenka s¢hpexmusnocmu nevenus; K KIUHUYECKUM NOKA3amenam a0eK8amHou 003Upo6KU
NAaHKpeamuyeckux pepmenmos ciedyem omuecmu: yayuuienue npubasku eeca oemeil, ymMeHbuieHue
00vemMa cmyna, e2o Yacmomol, YMeHbUleHUe 31060HHO20 3anaxd, ucyesHoseHue Ooell 8 scugome.
Jlabopamopuvie nokazamenu — ymeHbuileHUue cmenenu cmeamopeu.

Oyenka bezonacnocmu ieyeHus - N0 KIUHU4eCKUM NPUSHAKAM.

JlonoanumenvHble 3amMe4anus.

Iloo6op 003 nankpeamuueckux hepmenmos nposoOUMcs IMIUPUYECKU.
o  [floza nankpeamuna™* unousudyanvra 0jisi Kaxrcoo2o nayuenma.
oV borvwuncmea nayuenmos 0oza 0ondcHa ocmasamvcsi Menvuie unu He npesviuiams 10 000
EJ[ no nunase na 1 ke maccot mena 6 cymxu unu 4000 E/] na 1 2 nompebaennozo sxupa.
o I1o06op 003b1 MOJICHO HAUAMb 6 3AGUCUMOCTIU OM MACCHI MeNd, YMo COCMAGIsAem 6 Hauaje
nevenus 1000 E/l/ke no nunaze Ha Kasxicowlil npuem nuwy 0asa oemetl maaoue vemvipex asem u 500
EJl/ke no nunaze 6o epems npuema nuwu Ons Oemell cmapuie demvipex jiem U 63pocivix. B
oanvbHeuuem 003a Moxcem NOCMeneHHO NOBbLIUAMbCA 00 HOPMAIUZAYUU CUMIIOMO8 CIMeamopeu.
o3y crnedyem onpedensimv maxgice 6 3a8UCUMOCTIU OM GbIPANCEHHOCMU KUUEYHO20 CUHOPOMA,
Pe3YIbmamos KOHMpOoJis 34 cmeamopeei U N000ePAHCaAHUSL A0EKEAMHO20 HYMPUMUEBHO20 CIAMYCA.
o  Hosopoowcoennvim na xasxcovie 120 mn numanus (cmecb UMY HCEHCKOE MOIOKO) CMApmMosds
003a paccuumvisaemcs kak 2500-3333 E/] nunazet (1/4-1/3 kancynsl npenapama ¢ akmuHOCmMbiO
10 000 E[] aunazer 6 kancyne). [11, 12, 37]. B nacmoswee epemsi pexomenoyemcsi noocqem
NAHKPeamuyeckux (Qepmenmos no nompeonsieMomMy dcupy ¢ paciemom Kodpguyuenma na 1 2
arcupa. Jloza paccuumuvleaemcsi uHOUBUOYailbHo. /Jonycmumvle 3Havenus koagguyuenma om 500
00 4000 E/] na 1 2 scupa, 6 cpeonem 1800 EJ] nunazvl na 1 2 scupa. [255 ].
o YV paoa nayuemmos, ocobenno npu  6eIKOB0—IHEpeMUYECKOU  HeOOCMAamoyHOCMU,
2UNEPayuOHOCMU U OPY2UX COCMOAHUAX, MOXHCEM NOHAOOOUMbCS NOBbIUEHHAA 003d NAHKPEamuha
bonee 10 000 EJl no nunaze na 1 ke maccoer mena 6 cymxu uau 4000 EJ] na 1 e nompebdrennoco
arcupa [256,257,258,259,260,261,262,263,264].
o He cnedyem nosviuams 003y pepmenmos 0o ouenv gvicoxou (>18000-20000 Eo nuna3zvi/ke 6

cymku). B oanvuetiwem oosza nodeepeaemc;z KOppeKkyuu Ha OCHO8€ KIUHUYECKUX CUMNMOMO6 U
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nabopamopueix  Oanuwix. Cnedyem  nomHums, umo npumepno y 10%  nayuenmos
HeO0CmamoyHOCMb NOONCEYOOHHOU Jicele3bl He noddaemcst noarou koppexyuu [18].
O aggexmusnocmvb mepanuu NAHKpeamuieckumu Gepmenmamu uHo20a MONCHO NOBbICUMb NPU
00HOBPEMEHHOM NPUMEHEHUU I30MENpA3ond. . (nelLiemsl - NPOMUBONOKA3AHbI NO UHCMPYKUYULL
demsam 0o 1 2o0a, mabremxu npomueonoxkazamsl demsam 0o 12 nem. Jlanuvle npenapamvl mo2cym
ObIMb HA3HAYEHbL 8 cayuae NOMpPeOHOCMU 3HAYUMENbHO20 YEeIUYeHUs 003 NAHKPeamuyecKux
Gepmenmos u/unu npu omcymcmeuu ux ieuedHo2o ¢hgexma, umo modcem Ovimob 00YCIO61EHO
NOBbIUEHHOU KUCIOMHOCIbIO JHCETYOOUHO20 COKA U HEOOCHMAMOUYHbIM OUeNAUUBAHUEM XUMYCA 8
12-nepcmuoi kuwxe [21,89].

. He pekoMeHayeTcs pyTHHHOE HWCIOJB30BaHUE WHTHOMTOPOB mpoToHHoro Hacoca (MITH) c

1eJTbI0 MOBbIIeHHS Y dekTuBHOCTH PepMeHTOB. [465, 466].

(YYP-C, Y1 -5).

KommenTapun:
HUccneoosanue y demetl u 63pocavix ¢ MB nokasano, umo onumenvHoe npumerenue uHeuOUmopos
NPOMOHHO20 HACOCA MOJCem NOBbIUAMb DUCK JNe2OYHOU UHMEKYuu, He YIyuudas npu 3mom
Hympumuenwlii cmamyc. [466]

3.1.6 Tepanusi YHAOKPUHHOI HEJOCTATOYHOCTH MOKETYA04YHOIT :kee3bl (MAC/I)

Jleuenue ouabema npu MB (MACI]) 6 yenom 00NdHCHO cOOMEEmMcmeosams CMAHOAPMAM NOMOWU
gceM nayueHmam ¢ ouabemom, HO UMEIOMC o0cobvle mpebo6anus K Je4eHUulo NaAyueHmos c
mykosucyuooszom [49,91].

. PexomennoBano neuenne nanueHToB ¢ MAC/] y crieranucToB MHOTONpO(UIbHONW KOMaH/IbI,
umeromierr onbIT padotel ¢ MAC/I, u npu 3TOM TOAJICP)KUBATh KOHTAKT M KOHCYJIbTHPOBATHCS CO
CIIeIMATIMCTAaMA [0 MYKOBUCIHIO3Y C LENbI0 S(PQPEKTHBHOIO BEACHUS IAllIEHTOB C YYETOM
0coOeHHOCTEH 0OCHOBHOTO 3ab0eBanus [49,91].

YYP-C, YA -5).

J [lpu neuennn MAC]] pexomeHayeTcs oOydeHHE CaMOCTOSTEIBHOMY YXOIy Npu aunadere,
MHCYJIUHOTEpanus 1 adpobHast Harpy3ka He MeHee 150 MUH B HeZIemo ¢ LENbI0 aJIeKBaTHOIO KOHTPOJIS
MAC/I u npenoTBpaiieHus ocnoxuenuii [49,91].

YYP-C, YA -5).

. PexoMeH10BaHO COOJTIOZICHUE PEKOMEH AN TI0 TUTAHHUIO MAIIMEHTOB C MyKOBUCIIAI030M JIJIsI
nanueHToB ¢ MAC/]. V3MeHeHne motpeOiieHus KalopHii, KHUPOB, OSITKOB, YIJIEBOJOB WIIM COJU B
pe3ynbTate JUarHOCTUKW Juadera He AOMycKaeTcs. PeKOMeHIyeTcss paBHOMEPHOE paclpeelieHHue
YIJIEBOJIOB B TE€UYEHHE CYTOK M 3aMeHa pa(MHUPOBAHHBIX HA 3AIIUIICHHBIC C LENIBIO IOAICPIKAHM

HyTpUTHBHOTO cTaryca [49,91].
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(YYP-C, Y1 -5).

o Pexomennyercs neuntp MAC/] y manmentoB ¢ MB uncynmunamu (ATX HHcynwHBI U UX
aHaJIOTH), a HE TperapaTaMu rpymibl «[ UIIOTTHKeMIUYeCKHe MpenapaThl, KpOME UHCYIUHOBY C IIEIBI0
ONITUMAJILHOT'O KOHTPOJISl YPOBHSI IIOKO3bI B KpoBH [49,91,265,266].

(YYP-C, Y11 -5).

Kommenrapmii: D¢ gexmusnocms npenapamos epynnet «l unoerukemuueckue npenapamsi, Kpome
uncyrunosy o mepanuu MAC/ ne ooxazana. Ilpu nevenuu MAC]] pexomenoyemcs npumeHsmo
OONIOCHYI0 cXemy npuema UHCYIUHO8 U UX anano2os. Modxcem npumeHsmscs CmMaHOGPMHbIU PeHCUM
0a3an1bHO-001I0CHO20 86€0eHUs UHCYIUHO8, BKIIOYAs KOMOUHayuio 6azanvroeo (Mucynunsl u ananrocu
onumenvHo2o Oelicmsusy) u oOvicmpooeticmsyowe2o (Mucynunvl u aumanosu Ovicmpoeo Oelicmeust)
UHCYIUHA NYMeM MHOLOKPAMHBIX eHCeOHEBHbIX NOOKONCHBIX UHBEKYUL ULU ObLCMPOOeucmayouje2o
uncyruna (Mucynunvl u ananosu 6vicmpozo Oelcmeus) nymem Henpepvi8Hol NOOKOICHOU UH@Y3uU
(uncynunosas nomna). Ilayuenmog cnedyem Hayuumev YCMAHABIUBAMb 003) UHCYIUHOB 8
COOMBEMCMBUL C COOEPACAHUEM Y2e80008 8 UX NULe.

Ecmb ouenv ocpanuuennvle oanHvle 006 UCNONbL30SAHUU Npenapamos epynnvl «l unoziuxkemuyeckue
npenapamul, Kpome uHcyaunos» npu MAC/. W3 Oaumnou epynnvl, 3apecucmpupo8aHHuIX HA
meppumopuu Poccutickoul @edepayuu uzyuenvli npouzgoonvle CyibhOHUIMOYEBUHDL, MeMPOPMUH ™,
npouue npomusocnuKemMuieckue npenapamvl (penaziuHuo**) u muazonuounouonvl. Ipgexm He
00KA3aH.

AHnanocu 2enoxacoHono0obHoco nenmuoa-I (UHKpemuHvl Ul UHKpeMUHMUMemuiecKkue a2eHmol)
MOSYM USpamb 6ANCHYIO DOJb, HO NOKA mpebyemcs nposecmu OONOJHUMENbHblE UCCAe008AHUS,
umoovlL GbIHECU OOKA3AMeENbHble PEKOMEHOAYUU.

o Bo Bpemst o0OocTpeHUWi JIErOYHOTO TIpoIlecca PEKOMEHYyeTCS Yalle IMPOBEPATH YPOBCHD
rmukemun (10 3-6 pa3 B JeHb), KOTopas TOBBIIIaeTCs Ha (hOHE BOCMATICHHUS M YBEIUYUTH 03y
WHCYJTMHA, KaK OOJIFOCHOTO, TaK U 0a3MCHOTrO C IENbI0 ONTHMAIBHOTO KOHTPOJSI YPOBHS TIIOKO3BI B
KPOBH M CBOEBPEMEHHOW KOPPEKIMH 1036l HHCYTHHOB [49,91].

(YYP-C, Y1 -5).

Kommenrapuii: [layuenmam c mykosucyuoosom npu Hapyuienuu moiepanmuocmu k eniokose (HIT),
0CcOOeHHO 60 @pemsi 00OCmpeHusi 3a001e6aHUSI MAKICE MOdcem Nompebo8amvCs UHCYIUHOBASA
mepanus.

J Pexomennyercss mpoBeneHne MoHUTOpuHTa ocnoxHennii MAC]] cormacHO MOHUTOPUHTY
apyrux opm nmuabera st OpraHu3anuy npopuIaKTHIeckux meporpustuii [49,91].

(YVP - C, YIUI - 5).
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3.1.7 Tepanusi nopaskeHus Me4YeHu

. PekoMmeHayercss Ha3HAYeHHE TIPENapaTtoB  ypcoje3okcuxolyieBor  kucnoTe** (Y IXK)
(mpoTuBOIOKa3aHue 10 3 JeT Ui Karcyj, HeT MPOTHBONOKAa3aHWM s CYCIIEH3UHU IS MpUeMa
BHYTpPbH) NanpeHTaMm ¢ MB ¢ 1ienpio Tepanuu UMEIomuUXcsl nopaxeHuit neuenu, npu Haauunu JKKb
WJIH YIPO3bI €€ Pa3BUTHS MPH OTCYTCTBUU MEIUIIMHCKHMX MPOTUBONOKa3anuii [1,2,21,267,268, 467].
(YYP-C, Y1 -5).

KommenTapnmii:
Ilpomueonokazanua: unousuUOyaIvbHAas HeNnepeHoCUMOCmyb, OCMpbvle 8OCHANUMeNbHble 3a0071e6aHUSA

JHCENUHO20 NY3bIPAL.
Buoibop nekapcmeennvix popm: npenapamol, guinyckaemvie 8 guoe Kancyi u cupona (0ns oemeil ¢
maccou 0o 34 ke), oosuposka 15-30 me/xe 6 cymku.

Ouyenka 3ppekmuenocmu newenusn: Kiunuyecku u no oannvim Y3U u gpubposnacmoepaghuu (1 pas 6
12 mecayes) (cm. pazoen?. Jfuacnocmuxa,).

Ouyenka 6e3onacHocmu neveHus: Heooxooum nepuooudeckull (2 paza 6 200) KOHMPOIb AKMUBHOCMU
ANAHUHAMUHOMPAHCPEPAsbl, AcCnapmamamunmopancghepasvi, weiouHou gocgamasvl 6 Kposu (cm.
Pazoen 2. Jluaenocmuxa).

B nacmoswee e6pems, ybeoumenbHuIX O00KA3AMENbHLIX OAHHBIX O NPEeOOMBPAWEHUU DA3GUMIUSL
@ubposa u yupposa na gone npuema YIXK nem [269].

Hayuenmam ¢ MB  pexkomenOyemcsi  MUHUMUBUPOBAMb — NPUMEHEHUe  2eNamomOKCUUHBIX
JIEKAPCMBEHHBIX CPeOCm8, UCKIo4eHue anko2ous [2,268].

o PekoMeHZ0BaHO TIpH pa3BUTHM XPOHUYECKOW TEUEHOUHOM JHIledanmonatuu, aciuTa,
BapUKO3HO-PACIIUPEHHBIX BEH MUIIEBOJA U JKeTyaKka 3-4 CTENeHH U KPOBOTEUEHHUS U3 HUX MPOBOAUTH
TEPAITUIO COTJIACHO COOTBETCTBYIOIIMM KJIMHHYSCKUM peKoMenaaiusam [2,268,270].

YYP-C; YAI-5).

KommenTapuu: gopmuposanue makux 0CnOdCHEHUU 6CMpeyaiomcs Heuacmo, Ho, mem He MeHee,
mpebylom 5KCMpPeHHbIX Mmep aeyeHus. Pady nayuenmos moorcem noHaooObumvcs mpancnianmayus
neuenu (cm.pazoen 3.4 Xupypeuueckoe neuenue), 8 nHacmosuee epems 6 Poccuiickou Dedepayuu
nposedero 22 mpanHcnianmayuu.

3.1.8 Tepanus ocreonopo3a y nanueHtos ¢ MB

3a0auamu neuenus ocmeonopoza AGNAIOMCA. NpeoOmepaujeHue neperomos Kocmel, NosbluleHue
Kayecmea JHCU3HU, 3amedieHue Uil npekpaujenue nomepu KOCMHOU Maccyl, y oemell - obecneyenue
HOPMAIbHO20 pOCmA.

o PekoMeH10BaHO JieueHne OCHOBHOTO 3a00JICBaHUS IPU BTOPHYHOM OCTEOIIOPO3€ Y MAI[UCHTOB

¢ MB [35,96,125,271].
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(YYP - C, YIUI - 5).

. Konekanbiudepoa**, B TOM 4ucie, B BUAE Kaeldb IS IPUeMa BHYTPb, PEKOMEHIOBaH BCEM
nanyeHTaMm ¢ MB B KadecTBe Tepaly HEIOCTATOYHOCTH BUTaMuHa D B BHJIE ITpreMa OJIUH pa3 B JCHb
CKEIHCBHO WJIM OJWH pa3 B HEACHI0 (B SKBUBAICHTHBIX J03aX) JUIS MOIEPKAHUS KOHIICHTPAIIUH
25(OH)D ceiBopotku He MeHee 30 ur/mi (75 amons/n) (ta6:1.22) [96,272,273, 274].

(VVP — C, YIUI -5).

KommenTapum:
Taonuya 22. Ilpogunaxmuueckue 0o3vl Konekarvyugepora™* (sumamuna D3) u pexomenoayuu no

neuenuro oegpuyuma eumamurna D y oemeti u 63pocavix ¢ MB (E/])

Bospacm, 20001 Ipopunaxmuuecxas 0oza, ME | Makcumanvhas neuebnas 003a,
ME

0-3 1500-2000 2000

4-10 2000-3000 4000

11-18 2000-4000 10000*

>18 2000-4000 10000*

Ilpumeuanue * - npu nuskux 3navenusx 25(OH)D 003b1 mocym 6bimb ysenuyeHvl

e Pexomenoosano mepanuro ocmeonopoza npu MB nposooumv co2naACHO KIUHUYECKUM

pexomenoayusim no ocmeonoposy [35,125,271].

YYP-C, Y1 -5).
KommenTapuii: Bonpoc o npumenenuu ougocghonamos peuwiaemcs 8 uHOUBUOYAILHOM NOPsOKe C
Vuemom MUHepaibHOU NIOMHOCMU KOCMHOU MKAHU, MATOMPAGMAMUYHBIX NEPEIOMO8 68 aHaMHe3e U
MPAHCNIAHMAYUOHHO20 CINAMYCA
Ilpu nevenuu ougpocponamamu y nayuenmos ¢ MB nonyuenvt ooxkazamenvcmea yeeauuenus MIIK,
O00HAKO MaNoe HYUCIO HAOMOOeHUU He NO380IUN0 BbIABUMb CHUJNMCEHUEe DUCKA NepelomMos npu

onumenvuocmu aevenusi 2 2ooa [275].
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Jnumenvnocms  nevenuss  bugoconamamu - onpeoensemcs — uHousuoyaivho. Hasnauaromes
ougocponamel 6 Oemckoli npakmuke peuileHuemM KOHCUIUYMA 6padell Ui npu paspeueHuu
Omuuecko2o Komumema u NOONUCAHUU UHDOPMUPOBAHHO20 O0OPOBOILHO20 CO2NACUA POOUMENAMU
pebenka [276].

3.1.9 Tepanusi XpOHHMYECKOIr0 PUHOCMHYCUTA U HA3AJbHOI0 MOJIUII032

e PexoMenayercs uppurairoHHas tepanus npu Hammunu XPC [122,277].

(VYP - A, VII - 1).

KommenTapuu: npomsieanus nonrocmu Hoca npogoosmcs  usomonudeckumu  (0,9%) unu
eunepmonudeckumu (3%) conesvimu pacmeopamu 2 paza 6 Cymku (uiu uawe no NOKA3AHUAM)
edHceOHesHo nepeo npogedeHueM UH2AIAYULL 8 NOTOCMb HOCA.

e PexomeHayeTcs Teparnus KOPTUKOCTEPOHIaMU B BUC HA3AIBHOTO CIIpes NP HAIMYMK HA3aJIBHOTO
noJiumo3sa [96,278,279].

YYP-A, YOI -1).

Kommenrapumn: Ookasana s¢pgexmuenocmsv 6 OMHOWEHUU YMEHbUEHUs. pazmepa NoJIUno08;
npeonoumenue ciedyem omoagams KOPMUKOCMEPOUOAM 8 6UOe HA3AIbHO2O CHpesi C HauMeHbluel
cmenenvlo cucmemHol abcopoyuu (momemasona gpypoam 6 0ose 400 mxe 6 cymxu y e3pocivix, 200
MKe 8 cymKu y oemeiti ¢ 2-X Jiem, OnumenbHbiMu Kypcamu om 2 0o 12 mecsayes, 8 HEKOMOPLIX Cy4asx —
oonbie), 8 m.u. NOCie PUHOXUPYPSULECKO20 JIeYEeHUsL.

Tepanus XxpoHuyeckoco NOIUNO3HO20 PUHOCUHYCUMA OopHa3zol anv@a** - cm. pazoen 3.1.2

Mykonumuueckas mepanusl.

3.1.10 KoncepBaTuBHas Tepanus Jero4Horo KpOBOTCYCHUS U KPOBOXaPKAHbBS

Jlecounoe kposomeuenue ecmpeuaemcs edxcecoono y 2,0% espocavix nayuenmos (pecucmp
2023 2.), kposoxapkamve pasHoOU uUHmMeHCUBHOCMU 6cmpeuaemcs uawe. lIpuuuna paszeumusi 5mux
OCTOJICHEHUU 3AaKNI04aAemcsi 6 peMOoOeNUPOSaHuU Ne20YHOU MKAHU U paA3eumuu Namono2uvecKu
U36UMBIX U VEEIUYEHHLIX OpOHXUANbHLIX apmepuli. B pade cnyuaee awneuocpaghuuecku He
noomeepHcOaemcsi pa3eumue namoio2udecKux OPOHXUATbHLIX apmepuil U NPUYUHOU KPOBOXAPKAHbS
ABTIAEMCSL IPOIUBHOE NOPAIICEHUE CIUBUCIOU OPOHXOIKMA308. JleuebHvie MepOnpusmus 6Ku04YaOm 6
cebsi CHUdICeHUue aKMUEHOCMU CHOUHO20 60CNANIEHUS 6 OPOHXAX, 2eMOCMAMUYEcKyI0 Mmepanur u
Xupypauueckoe nocooue.
J PekomeH10BaHO B KadecTBE TI'€MOCTATHUECKOM Tepanuu MalMeHTaM C KpOBOXapKaHbeM
OPUMEHATh ATaM3uiaT** (BHYTPUBEHHO WJIM BHYTPb) W/MIU aHTU(PHUOPUHOIUTHUECKHE CpPEACTBA:
aMUHOKamnpoHOBas ~ Kuciota** u  TpaHekcamoBas  kucimora**. Ilpu  HesddexTHBHOCTU
BBILICTIEPEUNCIIEHHBIX ~ IPENapaToB  pPEKOMEHJOBAHO  IPUMEHEHHWE  MPEenapaTtoB  KpOBH:
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cBexxe3amoposkeHHasi minasma, daktop cBepThiBanusa kpou VIII**, (axTopsl cBepThIBaHUS KPOBU
(®Daktopsr cBepthiBanus kpoBu I, VII, IX u X B xomOunamuu [[IpoTpoMOMHOBBIN KOMITIEKC|**,
Onrakor anbda (akTuBupoBaHHBIN)**) [280,282,283,284].

YYP-C,¥YaJ-5).

Kommenrtapuu: ['emocmamuueckas mepanus HA3HA4aemcsi HA4 HECKONbKO OHel 00 KYNnUpO8aHus
Kposoxapkanws. Ha evicome necounoco kposomeueHus OONOIHUMENbHBIU A heKkm modxcem oKazams
00K1a0bIBAHUE 2PYOHOU KIeMKU TbOOM.

o PekomeH10BaHO TIpM BO3HMKHOBEHHMHM KpOBOXapKaHbs y maunueHToB ¢ MB Ha ¢one
MaHudectanu ~ 00OCTpeHus:  OpPOHXOJErOYHOro  Ipolecca  o0s3aTelbHOE  HA3HAYCHHE
IPOTHBOMHUKPOOHBIX IIpenapaToB cucreMHoro aevicteusa[280,283].

YYP-C,¥a1-5).

KommenTapuu: Heobxooumo nomHums, umo KpoBOXAPKAHbe MOdcem Oblmb cledcmeuem uiu
yCyeyonamscs  nepedo3uUposKol  cenapuHa  Hampua™¥®,  ucnonvsyrowezocs 01 NPOMblEAHUS
nepugepuyecKux 6eHO3HbIX Kamemepos.

. PexomenoBano mpoBeneHHEe OPOHXOCKOMHUH MAIUEHTaM ¢ KpoBOXapkanbeM Ha ¢oHe MB mo
MOKa3aHUSAM BO BpeMs KPOBOTEUEHHUS/KPOBOXAPKAHbS C IIEJIbI0 BBIICHEHUS UCTOYHHUKA KPOBOTECYCHHUS,
KaK 3Tal MOJATrOTOBKY K JaJIbHEHIIIEMY XHPYyPTHYECKOMY ITOCOOHIO, HEITOCPEICTBEHHOTO KYITUPOBAHUS
KpPOBOXapKaHbsI TIPOBEIEHHEM OpOHXOOJIOKAIINH, CAHAIIMH TPaXeoOPOHXHUAIBHOTO JIEPEBA OT CTYCTKOB
KPOBH TPH MPOBEICHUU NCKYCCTBEHHON BEeHTHIIAIMHU Jierkux [280,283].

YYP-C, Y1 -5).
KommenTapum: 6 oannou cumyayuu modcem nompeoo8amscsi pueuOHdas mpaxeoopoHxoCcKonusl

o [Tpu HEe3((HeKTUBHOCTH KOHCEPBAaTHBHBIX METOJIOB, HAPACTAaHUU SIH30JI0B KPOBOXApKaHbI U
pPa3BUTHUH JIETOYHBIX KPOBOTEUEHHWH manueHTamM ¢ MB pexkomMeHn0BaHO XUpyprudeckoe mnocodue
[280,283].
YYP-C,¥A1d-5).
KommenTapmii: cy. pazoen 3.4 «Xupypeuueckoe neyeHuer.
3.1.11 Tepanusi AbIXaTeIbHOI HETOCTATOYHOCTH

Jvixamenvuas neoocmamouynocmes — 9MoO NAMOLOSULECKULL CUHOPOM, NPU KOMOPOM NAPYUATIbHOE
HanpsdiceHue Kuciopooa 8 apmepuanvHol Kpoeu meHvuwe 80 mm pm.cm. (SpOz 95%) w/unu
napyuanbHoe HanpaxiceHue y2i1eKUcio2o 2aza bonvue 45 um pm.cm.

Ilo epemenu paszsumus pasnuuarom ocmpylo (Hapacmanue CUMAIMOMOG 8 meyeHue 4acos uiu OHell)

U xponuueckyo (6 meuenue neoenv unu mecsayes) /JH. C knunuueckoli mouxku 3peHus yenecooopasto
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euje BulOeIsAMb OCMPYIO ObIXAMENbHYI0 Hedocmamounocmsy Ha ¢orne xponuueckou (OH na ¢one
X/H).

Ipuuuna pazeumusa xpouuveckou /[H y nayuenmos ¢ MB - cmpykmyphvie usmeHeHus 1ecKux,
KOmopble passuearomcs 6cCle0Cmsue XpoHUu4yecko20 OPOHXO0NIe20uH020 npoyecca U npusooaujue K
CHUDICEHUIO  abcontomuol  niowaou 2eazooomena. Ilpuuunou passumus OH — obocmpenue
XPOHUYECKO20  2HOUHO20  OPOHXONE20YHO20 npoyecca 6 JNe2KUXx, Jae20uHoe Kpogomeuenue,
nueemomopaxkc. Ilpuuunou ons pazeumus O/H mozym 6vimv u oOwumu, 8 YACMHOCMU pA3GUMUE
BUPYCHOU NHEBMOHUU 8 pa32ap dNUOeMUU punnd.

Jlpyeum, eadcuvim komnowenmom 6 pazeumuu [JJH y nayuenmos ¢ MB sensemcsa ciabocmv u
YmoMmaneHue ObIXamenbHOU MYCKVIAmypsl, OYEHb HACMO CONPOGodcoalowjue msidxicenoe medeHue
3a601e6aHUA.

o PexomennoBano npoBeneHne okcurenorepanuu npu PaO; <55 MM pT.cT. B mOKOe, WM TpU
PaO, <60 mMM.pT.cT. B IOKOE, HO TpPHU HAIUYHH OTEKOB, IMOJHMIIMTEMHUH, JICTOYHOH THUIEPTECH3UU
[128,129].

YYP-C,¥a1-5).

KommenTapuu: «3o010moti»y cmandapm ouacHocmuxu Hapyuienuil 2azooomena Hccreoosanue
KUCTIOMHO-0CHOBHO20 COCMOSIHUS U 24308 KPOsU (nymem 3ab0pa Kposu u3 1yueeou apmepuu - Bzamue
Kpo8u u3z apmepuu).

- Oxcuzcenomepanus pekomenoosana ne menee 15-24 uacos 6 oenv

- Lenesoui yposenv: SpO; 90-92%

° PekoMenzoBaHa HeWHBa3WBHAas HUCKycCTBeHHass BeHTwisiuus Jserkux (HUBJI) mpu
TMIIEPKAITHUYECKON JIBIXaTeIbHOW HEMIOCTaTOYHOCTH y maimeHToB ¢ MB  [285,286,287]. Llens
npoBenenuss HUBJI - nopmanuzarus wnu ynydmieHue razooomena. K monmoxxurensHbsiM 3 dexTam
HUBJI Ttakke MoxkHO OTHecTH 3(PQEeKT YyIydlIeHHs ApeHa)xka MOKPOTHI 3a CUET 3HAYUTEIHHOTO
yIIy4IleHHsl KoJiatepanbHoi BenTmisun [280,281].

YYP-C,¥a1d-5).

Kommenrtapuu: loxkazanus k HUBJI npu O[H (npu cobooenuu mpex yciosuil):

- Taccenas oovlwika, yyacmue 8 ObIXAHUU CNOMO2AMENbHBIX MbIUUY U NAPAOOKCAIbHOE ObIXAHUE

- Yacmoma Ovixanus>25 ¢ MuHymy

- Pecnupamopnuwuii ayuoos (pH<7,35) u eunepxannus (PaCO2>45 mm pm.cm.)

- Buipaowcennas cunokcemust (PaO,/F107)<200 mm pm.cm.

Tokazanus ona HUBJI npu X/{H:

- PaCO,>55 mm pm.cm.

- PaCO; 50-54 mm pm.cm. u snu300vl HOUHOU SUNOKCEMUU
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- PaCO; 50-54 mm pm.cm. u uacmwie cocnumanuzayuu 8ciedcmaue NoGMOPHLIX 00paleHUl
Iloobop pexcuma u napamempos HUBJI ouenb uHOUBUOYATILHO U 80 MHO20 3A8UCUM OM UCXOOHO20
COCMOAHUS NaAYUeHmA.

Xponuueckas ovixamenbHas HeOOCMAamoYHOCIb — AGIAEMCsL NOKA3AHUeM OJis pACCMOMPEHUs
HAanpasieHust NayueHma Ha MpaHCcRIaHmMayuio ieekux (cm. pazoen 3.4 «Xupypeuueckoe neuenuey).

3.1.12 KoncepBaTUBHAsl Tepanus MEKOHHEBOI0 Hieyca

Dopmbl MEKOHUEBO20 UNeyCa:

Heocnooicnennas gopma - niommusiti MeKouuti gopmupyemcsi 6HympuympooHo u 3abueaem
oucmanbHvle 0moenbl MOHKOU KUWKU, 8bI3bI6As. OULAMAYUIO NPOKCUMALHBIX, YIMOIWEHUE KUUUEYHOU
CMeHKU U KUUEUHYIO HeNpOXOOUMOCHb.

IIpu HeoC0MHCHEHHOM MEKOHUEBOM UNIEYCe BOZMONCHA KOHCEPBAMUBHAS MEPANUsL.

Ocnooicnennas opma o6cmpyKyuu KUWKU NPUBOOUM K CE2MEHMAapHOMY 3d80pOmY, ampe3ull,
HeKpo3y unu nepgopayuu KUwKY, MEeKOHUEBOMY NePUMOHUMY WU HPOUCXOOUm 00pazosanue
2ULAHMCKOU MEKOHUEBOU NCEBOOKUCTIbI.

OcnodicHeHnblll MEKOHUEBbLIL ULEYC 6ce20a mpedyem SKCmpenHo2o xupypeuueckoeo nevenus [21,288].
. KoHcepBatuBHasl Tepanvs MEKOHHEBOTO WIEyca Ui JIMKBUAAHUUA HEIPOXOJAUMOCTH
KHIIEYHHKA y TaueHToB ¢ MB MoxeT OBITh pEeKOMEHIOBaHA TMPU COOJIIOJICHUU HEOOXO0IUMBIX
YCIIOBHH!

o OTcyTcTBHE PEHTTEHOIOTUYECKUX MPU3HAKOB XHUPYPTrHUECKUX OCIOKHEHUH

o OTCyTCTBHE ATOJIOTUIECKOTO OTACIAEMOTO U3 JKEIyaKa

o OrcytcTBHE O0JIEBOTO CUHIPOMA

o KommeHcnpoBaHHbIN MeTabOIMUECKHI 1 BoJleMudeckuii ctaryc [123,289,290].

YYP-C,¥a1-5).
KommenTapum:
Koncepsamuenuvle meponpusmusi:

o Ilepopanvroe 8gedenuie 6000pacmeopUMO20 KOHMPACMHO20 8eUeCmaea ¢ peHMeeHKOHMPOIeM
naccaxca no JKKT (A06.17.002 PenmeenokoHmpoib npoXodcOeHust KOHMPACMHO20 6euecmed
no JHcenyOKy, MOHKOU U 00000UHOU KUliKe)

o Ilepopanvno myxonumuku (Fayemunyucmeun™* 6 paszeedenuu 1:5 6 0oze 1,0 mn/ke)

O Buicokas ouucmumenvuas Kiusma ¢ Mykoaumukamu - #ayemunyucmeun™* @ pazgedenuu 3 mu

na 200,0 mn pacmeopa (0,9%) nampus xropuda™* noo ynbmpaszgykoevim KOHmMpPOLEM 3aN0IHeHUs

KUeyHuka uiu 0e3 mako8020 MAKCUMANIbHO WAOAWUM CNOCOOOM BbIBEPEHHBIM 00BEMOM

HCUOKOCMU
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o [losmopnoe myeoe Kowmpacmuposanue mMoACMOU KUWKU KOHMPACMHbIM — CPEOCMEOM
(6000pacmeopumvim) ¢ cozoanuem Kono-urearvrozo pegurokca [289].
o Ilpu neobxooumocmu — 8goosmces npenapamsl Kpogu /niazma kposu (BO5SA/BO5SAA).

3.1.13 KoncepBaTuBHAasi Tepanusi CAHAPOMA JUCTAIbHOH HHTECTHHAJIbHOMH 00CTPYKIMHU

e Tepamus cuHIpOMAa IUCTAIBHON uWHTecTHHaNbHOUW oOcTpyknuu (CHAMO) y mnamueHTOB C
MYKOBHCIIHI030M C I€JIbI0 BOCCTAHOBJICHUS Macca)ka KUIIEUHUKA — PEKOMEHAYETCS MPU OTCYTCTBUU
MPU3HAKOB KUIIEYHOH HEMPOXOAMMOCTH NMpUMEHEeHHe Oosbmmx 103 #HauerwnucrenHa** 600-1200
MT\CYTKH, JaKTyJIo3b** oT 5 10 45 M B CyTku B 3 mpueMma B 3aBUCHMOCTH OT BO3pacTa, OOMIIbHOE
MUThE, TUIIEPOCMOJIIPHBIE PACTBOPBI, HOPMAaIU3allks PEKUMa U TI03UPOBKHU MPHEMa MaHKPEaTHIECKUX
bepmentos [1,2,291,292].

YYP-C,¥a1d-5).
Kommenmapuii: Ilpu nespppexmuenocmu nposoOUMOU KOHCEPEAMUBHOU mepanuu, NPU3HAKAX
KUWEYHOU HenpoOXoOUMOCMU — ONEpaAmueHoe JleYeHUue 6 COOMBEmCmEUU C PEeKOMEHOAUUAMU No
KUUEYHOU HenpoxooumMoCmu.
B nacmoswee epems omcymcemeyrom 0okazamenbcmea 6biCOKO20 YPOSHsL O NpeumMyuecmeae mozo uiu
uno2o mepanesmuyeckoeo emewamenvcmea npu CHUO 66udy Hebonvbuio2o 4ucia ucciedo8anuii u
peoxkocmu CIJTHUO ¢ kuweunoii Henpoxooumocmvio y nayuenmos ¢ MB [293].

3.1.14 Tepanus ncesao - baprrep cunapoma
. Jleuenune pazsusiierocsa I1bC y manmenTtoB ¢ MB pekomMeH0BaHO IIPOBOAMTH IperapaTaMu
Kamusl  xjopuaa*™®, kanuiicOeperarolmiMMM AMYpPETUKaMHM Ui  NPOQUIAKTUKU  3JIEKTPOJIUTHBIX
Hapymenwii [1,2,89,90].
YYP-C, Y1 -5).
Kommenrapum: Ilepopanvhoe 6gedenue xnopuoa kanusa™** 6o3modrcHo npu cHudiceHuu Kaaus om 3,5
00 3,0 mmonvln, omcymemeuu usmenenuti na K. Bnympueennas mepanusi - npu CHUNCEHUU KAausl
nuoce 2,5 mmonvln, npu nanuuuu uzmenenuti na IKI, npu OnumenvHOM HAPYUWEHUU COCMOSHUS
pebenka.
Ilpopunaxmuxa eunoxanuemuu: 1-2 mmonv/ke maccel mena 7% pacmeopa xanus xaopuda™**,
mepanesmuueckasi 003a 68600UMCsl GHYMPUBEHHO u3 pacuema 2-4 mmonvlke u bonee 6 3asucumocmu
Om YPOoBHs Kausi 8 KPOGU.
B komnnexcnoli mepanuu ucnoawvsyromcsa Kanuticoepezaiowue Ouypemuky — CIUPOHOJIAKTOH**
(npomusonokaszan demsim 0o 3 nem) u3 pacwema I1-3 melke.
Ommena mepanuu npoeoOUmMcss NOCMENEeHHO, Nocle NOJNHOU CMOUKOU HOPMANU3AYUU VPOBHS.
NEeKMPONUMO8 8 KPOBU, NpU CMAOUNbHBLIX NpudasKax eeca u HNOO0 KOHMPONeM KOHYeHmpayuu
NEeKMPOAUMOE 8 BEHOZHOU KPOBU.
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3.1.15 IlaToreneruveckasi Tepanus (nBakadrop+iaymakadrop**, npakadrop+resakadprop

+ ss1ekcakagrop u usakagrop)
3.1.15.1 [1aToreneTnyeckas Tepanus (uBakadrop+tiaymaxkadrop**)

o PexoMeHnayercss  npuMeHeHHe —KoMmOuHanmu — uBakadroptiymakadprop**  (uBakadrop
(morenmmarop Oenka CFTR) + nymakadrtop (koppektop Oenka CFTR)) y manumeHtoB c
MYKOBHCIIH1030M roMo3uroTHbix mo Myrtanuu F508del B reme CFTR ¢ 1enpio maToreHeTH4eckoro
JICUYCHUs, TIOBBIIICHUS KoilndecTBa akTuBHOro Oenka CFTR Ha MOBEpPXHOCTH KIIETOK IK30KPUHHBIX
XKeINE3, TOBBIICHHS JIErOYHON (DYHKIMU, CHIKEHUS YACTOTHI JETOYHBIX OOOCTPEHUH M 3aMeICHUs
nporpeccupoBanus 3abonesanus [117, 294,295].

(YYP-A, YA -1)

KommenTapumu:

Kombunayus usaxagpmop~+iymaxagpmop™* noxazana ons nevenuss MyKogUcyuoo3da y HAyUeHmos 6
gozpacme 2 nem u cmapue, comozucomuwvix no mymayuu F508del ¢ cene CFTR (3¢pgpexmusnocms u
bezonachocms KomOuHayuu usaxagmop-tiymaxagpmop™* ycmanosiena monvko y nayuenmos ¢
MYKOBUCYUOO30M, 20Mo3ueomublx no mymayuu F508del 6 cene CFTR). Ilpu omcymcmeuu 0anHulx o
2cemepo3ucomuom Hocumenvcmee mymayuu F508del y pooumeneu, pexomendyemcs oonoanumenbHoe
obcnedosanue (cm. Pazoen: «iabopamophuvle OUAHOCMUYECKUE UCCIeO08AHUSY).

Pexomenoyemvie dozupoexu usaxagpmop+uymaxagpmop ** npeocmasnenvt ¢ madauye 23.

Tabnuya 23. PexoMennyemas J03UpOBKa Ipenapara uBakadrop+iymakapTop™* y MalueHTOB B

1
BO3pacTe 2 JIET U CTapIe .

Bospacm Ho3a Oowaa cymounasn 003a
Odemckuti gospacm 2-5 nem u | 00HO cawe | Usaxagpmop 250 me/
macca mena menee 14 ke usaxagmop-+aymaxagpmop aymaxagpmop 200 me

usaxagpmop 125 me/

aymaxagpmop 100 me kascovie 12

uacos
Odemckutl eo3pacm 2-5 nem u | 0OHO cawe | Usaxagpmop 376 me/
macca mena 14 ke u 6onee usaxagmop-+aymaxagpmop aymaxagpmop 300 me

usaxagpmop 188 me/

aymaxagpmop 150 me kascovie 12

uacos
Odemckutl gozpacm 6-11 nem 2 mabnemku | Usaxagpmop 500 me/
usaxagpmop+aymaxagpmop ** nymaxagmop 400 me
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Hsaxagpmop 125me/

Jlymaxagpmop 100 me  kadicovie

12y
Odemckutl gospacm ¢ 12 nem u | 2 mabnemku | Ueaxagpmop 500 me/
cmapute, a makdce 83pocavie | usakagpmop+iymaxagpmop** aymaragmop 800 me

nayuexnmol Hesaxagpmop 125 me/
Jlymaxagpmop 200 me  kadwcovle
12y

Ilpumeuanue:

1 . .
IIpenapam cnedyem npunumameo ¢ dHcupocooepaicaujeli nuujeti

o IIpomusonoxkazanusn

Jlemckuii 6o3pacm 0o 2 nem 015 1eKapcmeeHHoU hopmbvl 8 2paHyIax;

Jlemckuii 6o3pacm 00 6 nem 015 1eKapcmeeHHOU hopmbl 6 madIemKax.

Ilpumenamo ¢ 0CMOPOICHOCHIBIO

- B CilydasxX BbIpakeHHOW OponxuanbHOM oO0cTpykuuu (ODPB; menee 40% 0T DOMKHOIO)
pEeKOMEHyeTCsl B Te€UYeHHE MepBbIX | — 2 Hexenb Ha3HauyaTh MOJOBHHHYIO /103y Mpernapara.
OTMeueHo, YTO B 9TOM CIy4yae MMEET MECTO YMEHBIIECHUE 4YHCiia HEKeIaTelIbHBIX pPeaKIIHii
(HP) nnu cokparienue ux pmureiabHocTu [296].

HpI/I MUPPO3€ NCUYCHU U MaIUCHTaM I1O0CJIC TPpaHCIIaHTAllUX IICUCHHU

Bo epemsa npuema npenapama ueaxagpmoptiaymaxadpmop™** neodxo0umo KOHmpoIupoeand

Onpeoenenue akmueHocmu alaHUHAMUHOMPAHCHepassl 6 KPOsU U onpeoeneHue aKmugHoOCmu
acnapmamamunompancgepasvl 6 Kposu u Hcciedosanue yposus obweco 6uiupyoura é Kposu,
Hccneoosanue yposHs c60600H020 U C8A3AHHO20 OUNUPYOUHA 8 KPOBU neped HAUALOM JleYeHUs

npenapamom usakagmoptaymaxkapmop™*, oanee esxcemecsiuno 6 meuenue 6 mec., oanee

Kadcovle 3 mecaya (maon.26).

Ilpu Haznavenuu ueakagmop-tiaymakamop™* HeobX00UMO npoBOOUMb UCXOOHOE U

nocnedyrowue 006ciedosanus opeana 3penus Ha npeomem kamapakmol ([Ipuem (ocmomp,
KOHCYIbmayus) 6paia-ohmanrbmonoea ¢ npogedeHuem o@manibMOCKONUU, BU30MEmpPUl,
buomuxkpockonuu enasa), 3amem uepes 6 mec., 12 mec. u Kaxcowiii 200

Ipdexmusnocmv _mepanuu credyem oyeHusamov uepez 6 mecayed NO CHUNCEHUN YUCILA

obocmpenutl, nompeonocmu 6 ABT, GynkyuonarohoimM mecmam (nomoseas npoba, memoo
OPKII — npu omcymcmeuu cHudcenusi nokazamenetl NOmoeol npoowvl), NOKA3amensam

Hccneoosanue necnpooyuposantvlx ObIXamenbHblX 00beMo8 U NOMOKO8 (Cnupomempuu),
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UMT. [117]

Ilpu omcymcmeuu Ihghexma uepes 6 mecayes mepanuu npenapamom

usaxagpmop+iymaxagpmop™* neobxooumo:

OONONHUMENbHOE 00CIe008AHUE HA HOCUMENbCMBO KOMNIEKCHbIX anneneli - MonekyusipHo-
eenemuueckoe ucciedosanue mymayuii 6 2ene CFTR (mykosucyuoos) é kposu (cexsenuposarnue
sceco eena CFTR) o0na 6vlssienus Hocumenbcmea KOMNIEKCHIX dlllell, KOmopvie MO2ym
00yCnasIu6ams YCmMoudu8oOCmMs K mapeemuou mepanuu (cm. pazoen «1abopamophvle
OUACHOCTUYECKUe UCCIe008AHUAY) (8 meX CAYYasx, Ko20d CeK8CHUposanue He Obllo
8bINOJIHEHO neped Hauanom mepanuu). IIpu 3mom MUHUMATbHLIM HEOOX0OUMbIM 00bEMOM
uccnedosanusi 8 0anHom cayuae o6yoem anaiuz eapuanma L467F (NM _000492.3:¢.1399C>T;
NP _000483.3:p.(Leu467Phe)), OokazamnHo npusoosweco K pe3ucmeHmHOCMU K mepanuu
[105], nr0b6im docmynuvim memooom uccredosanust;

nposedenue memooa OPKII (cm. pazoen Memoowl nodbopa namozenemuueckol mepanui)

Jleuenue nayuenmoe cnedyem npekpamums npu nogviuenuu akmuenocmu AJT uiu ACT >5
sepxHux eparuy Hopmwsl (BI'H) unu npu nosviwenuu axmusnocmu AJIT unu ACT >3 BI'H 6
couemanuu ¢ ypogrnem oowe2o ounupyouna >2 BI'H.

Cnedyem nomuums 0 603MOMCHBIX JIEKAPCMEEHHBIX 63AUMOOEUCMEUAX (CO2NACHO
UHCMPYKYUU K npenapamy), 6 m.4., ¢ NPOMUEOSPUOKOBLIMU Npenapamamu CUCmemHo20
oelicmeus - NPoOU3BOOHLIMU MPUA30id, pugamnuyunom™* u 3eepoboem npoovIPsAGIeHHbIM
[115].

Ilpumenenue usaxagpmopa u nymaxagpmopa™* moocem crudxcamv 3KCNO3UYUIO CYOCMPAMO8
usopepmenmos CYP2C19 (uneubumopoé npomoHHO020 HACOCA, UHOOMEMAYUHA, KOMOpble
aensaiomes uneuoumopamu CYP2C19 ecnedocmeue unoykyuu a1ymaxagpmopom uzogepmenmos
CYP3A4/2C19), ubynpoghena™* ecreocmsue unoykyuu Jaymaxagpmopom u3zogepmenmos
CYP3A/2C8/2C9 [https://grls.minzdrav.gov.ru/Grls_View_v2.aspx?routingGuid=ff37d270-
lafb-45ca-bbc7-521ff7e0ac4l,
https://grls.minzdrav.gov.ru/Grls_View_v2.aspx?routingGuid=bf582a60-1€93-441e-9062-
e4bffc15d4d1]

Cnedyem mpooondcums npuem UHSUOUMOPOE NPOMOHHO20 HACOCA 8 MUHUMATILHO
aghgpexmuenoli 0oze, u ygeruyueamsv ux 003y MOILKO 6 MOM Clyuae, eciu y NAYueHmos

Habnooaemcs ygeiuyeHue CUMNMOMO8 U3HCO2U/2acCmpoI30phazeanbHOl pedhitoKCHOU Ooe3HU

[505].

131



3.1.15.2 IlaTorenern4yeckasi repanusi uBakagrop+rezakadrop + sjiekcakadprop u

uBaxkadrop

o Pekomenayercss mnpuMmeHeHue mpemnapara uBakadropttesakadprop + snekcakadrop u
MBaKaQTOp C METbI0 MAaTOTEHETHYECKOTO JICUSHUSs, TIOBBIIICHNS KoaudecTBa akTuBHOrO Oenka CFTR
Ha MOBEPXHOCTU KJIETOK AK30KPUHHBIX KeJNE3, MOBBIMIECHUS JIErOUHON (QYHKIUHN, CHUKEHUSI YacTOThI
NEro4YHbIX O00OCTPEHUH W 3aMEUICHUs [POrpeccupoBaHus 3a0o0jieBaHUA Yy TMAlEHTOB C
MYKOBHCIIHI030M, OTBEYAFOIINUX CIICAYIOIUM YCIOBHSIM:

1. Hannuaue B renorurne xots Ob1 ogHoM MyTtanuu F508del nnm xots ObI OJHOTO M3 MATOTEHHBIX
BapuantoB reHa CFTR, xoTopslif pearupyeT Ha JiedeHHe npemnapaTtoMm uBakadTop + TesakadTop +
anekcakadrop u uBakadrop (Ilpumokenre A3.5). FDA pacumpuia CliMcoK MaToOreHHbIX BAPHAHTOB,
YYBCTBUTEIBHBIX K Tepamuu wuBakadrop+resakaprop + snekcakadrop u wuBakadTop, 3a CYET

nononHuTeNbHbIX 94 wmytanmii  (https://www.cff.org/sites/default/files/2022-02/Trikafta-Approved-

Mutations.pdf) B nexadpe 2024 r. O011iee YKCI0 TEHETHYSCKUX BapUAaHTOB COCTaBHIIO 27 1.

2. Bo3spacr 6 jieT u crapiie B COOTBETCTBYIOIIEH BO3PACTY M BECY T03UPOBKe (Tabiuia 24)

[297, 298, 299, 300].

YYP-A, YO -2)

KommenTapuu: oanexcakagpmop u mesakagpmop  oeiicmeyiom kak — xoppekmopwvi  CFTR,
soccmanasnusas npoyeccune F508del, cesnzvisasicey ¢ b6enkom CFTR, umobbl ysenuuums 00CmynHocms
oerka CFTR na xnemounoii nosepxnocmu. Onu pabomarom, usmenss gopmy deaka CFTR ona ezo
pacnonoxcenus Ha nogepxnocmu kiemxu. Couemarnue nosviutennozo cooepowcanusn beaxa CFTR &
NPABUILHOM  NOJONCEHUU HA KIeMOYHOU NOBEPXHOCMU ¢ NOMEHYUPOBAHUEM UBAKADMOPOM
OMKPbIMUsT XAOPUOHLIX KAHALO8 NPUBOOUM K YCUTIEHUN) MPAHCHOPMA XJIOPUOOE U DAZHCUNCEHUIO
cekpeyuu Ciuzu

Tabnuua 24. Pexomendyemas 003upoeéka npenapama usakagpmop + meszaxkagpmop +

JneKkcakagpmop u ugaxagymop 011 63pocavix RAYUEeHmMos u demeit 8 gozpacme om 6 nem u cmapuie

Bospacr Macca YTpenHss 103a BeuepHsis 103a

Ot 6 1o 12 ner JIBe TabneTKH, Kakaas u3 Opna TabiieTka, comepikanias 75 mr
KOTOPBIX COAepkuT 37,5 Mr | mBakadropa

nBakagTopa + 25 mr
Te3akadTopa + 50 mr
menee 30 ke anekcakadTopa

JIBe TabneTKH, Kakaas u3 Opna tabietka, conepskanias 150 mr
KOTOPBIX COJCPIKHUT 75 MI uBakagTopa

30 ke u bonee nBakadropa + 50 mr
te3akadropa + 100 Mr
anekcakadropa
12 ner n JIBe TaOneTKH, Kaxxaas u3 OpnHa TabieTka, conepxamas 150 mr
crapiue KOTOPBIX COJCPIKUT 75 MT uBakagTopa

nBakadropa + 50 mr
te3akadropa + 100 Mr

132


https://www.cff.org/sites/default/files/2022-02/Trikafta-Approved-Mutations.pdf
https://www.cff.org/sites/default/files/2022-02/Trikafta-Approved-Mutations.pdf

| | | anekcakadropa |
Ilpenapam cnedyem npuHumamso ¢ Hcupocooeparcaujeli nuujeil

o IIpomugonoxkazanusn

o [unepuyscmeumenbHOCMb K OeliCMEylouwum eujecmeam (usakagpmopy, mezaxagmopy,
aneKcakagmopy) unu K a000Mmy U3 CHOMO2SAMENbHBIX BeUeCms

o  Hapywenus ¢pynkyuu newenu msoicenou cmenenu (knacc C no knaccugpuxayuu Yaino-Ilvio)

o Jlemckuti 6o3pacm 00 6 iem

o [Ipuem cunvHwvix UHOYKMOpPo8 uzogepmenma yumoxpoma P450 344 (CYP3A4)

Ilpumenamos ¢ 0cmopoIcHOCHbIO

- msadcenas novyeunas HeoocmamoyHocms kiuperc Kpeamununa (KK) < 30 ma/mun unu
MEPMUHATBbHASL CMaOUsi 3a001e8aHUSL NOYEK,
- npoepeccupyrowue 3a601e6anus nevenu, 0COOEHHO NPU NeYeHOYHOl HeOOCMAMOYHOCMU,
- 8 Cyyasx cHudiceHHouU ne2ounoll pyukyuu (menee ODB | 40%) credyem 6 nepsvie OHU HAUamo ¢
NOJLOBUHHOU Q03bl OJ151 OYEHKU NEPEHOCUMOCTIU,
- nayueHmam nocie mpaHcHAAHmMayuy neyeHu,
- nepuoo epyoH020 8CKAPMAUBAHUSI,
- OepemeHHOCMb,
- npuem usakagmopa Mmoodicem 6vi36amv 201080KpYdceHue. Tpebyemcs ocmopojicHocms npu
B0IAHCOCHUU MAUUHDBL, UCTIONb308AHUU PAZTUYHBIX MEXAHUIMOS, UHCIPYMEHMOE,
- nompebyemcs KoppeKkyus 003vbl OJis1 NOJIYYeHuss 3gpgexma - npu npuMeHeHuu npenapamos -

uneubumopos CYP3A (cm. pazden «Bzaumooeticmeue ¢ opyeumu npenapamamu»)

Ocobennocmu npuema: Cnedyem npuHuUMamov 60 8peMsi €0bl, C HCUPOCOOEPAHCAUWUMU NPOOYKIMAMU.
Ilpuem usaxagpmop + mezaxkagpmop + snexcaxagpmop u usaxagpmop kadxicovie 12 uacos nomocaem
n000epIAHCUBAMb OOCMAMOYHOe KOIUYECME0 NPEenapama 6 Op2aHume.

Ecnu nponywena 0oza npuema npenapama u npouiio meHee 6 4aco om cpoka npuema — ciedyem
npuHams nponyujeHuyro 003y. Ecau nponyweno epems npuema u npowno 6oree 6 uacos, mo
cnedyrouas 003a NPUHUMAEMcsl 8 CMAaHOapmMHoOU 003upoeke 6 0oviuHoe 8pems. [Ipuem 0601HOU 003bl

HeoonyCmum.

Ilpumenenue ueaxagpmop + mesaxkagpmop + rnekcakagpmop u usaxagpmop y nauuenmos c
neYeHOUHOU He)OoCMamoYHOCHbIO
Knacc A no wxane Yatino-Ilvio - 011 nayuenmos ¢ ieckotl Cmenenvio ne4eHoYHou HedoCmamo4HoCmu

KOppeKyuu 003vl usakagpmop + meszaxagpmop + snexcakagpmop u ugaxagpmop ne mpedyemcs.
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Knacc B no wxkane Yaiino-Ilvto - nayuenmam ¢ ymepeHHOU NeYeHOUHOU HeOOCMAMOYHOCHbIO He

PeKoMeHOyemcs UCnonb3oeanue usakagpmop + meszaxagpmop + snexcaxagpmop u usaxagpmop, eciu

gbleo0a He npegviuiaem puck. Ecau npunamo pewenue ucnonvzosams usakagpmop + mezaxagpmop +

anekcakagpmop u ueaxagpmop y nayueHmos ¢ YMEPEHHOU NeYeHOYHOU HeOdOCMAamo4HOCbIO

ueakagpmop + mesakagpmop + onexcakagpmop u usaxkagmop ciredyem UCHOAL308AMb  C

OCMOPOIHCHOCMBIO U 6 cooOmeemcmeuu ¢ uHcmpym;ueit

Pekomenooeannvie 003l npenapama usakagpmop + mezakagpmop + rnexcaxkagpmop u ueaxagpmop

Y RAYUEHmMO08 ¢ HapyWleHUueM (YYHKYUU neYeHu:

Knaccugpuxkayuu

Yaiino-Ilvio)

Vleckaa cmenens

(knacc A  no

Knaccugpuxayuu Yaiino-Ilvro)

Hapywenus cpeoneii cmenenu maxycecmu (knacc B no|(knacc C no

Taocenan Cmeneénb

Knaccugpuxayuu Yaino-

Iv10)

He nposooumcs

[Koppexyust  003bl

eCclu cywecnmeyem A6HAA Meaub;uHCKaﬂ H€O6XOOMMOCWZb,

a oorcuoaemas noav3a npeessvluiaenm pucku.

OCMOPOANCHOCMBIO 68 YMEHbUIEHHOU 003€  Ce0yIouuUM

oopaszom.

o Jlenv 1: HeobxoO0umo npumamv 08e mabOiemKu,
cooepoicawue ugakagpmop + mesaxagpmop +
aneKcakagpmop ympom

o Jlenv 2: HeoOX0OUMO NpUHAMb OOHY MAOIEMKY,
cooepaxcawyro usakagpmop + mezaxkagpmop +
aneKcakagpmop ympom

e (Cnedyem npoodondcamv  uepedosamsv  cxem))
npuema 6 oerb 1 u oeHw 2.

e He cnedyem npuHumamos 6e4epHiOld  003)

mabemKu, co0epAacAyIo usaKagphmop.

[ Ipumenenue npenapama usaxkagpmop + meszaxagpmop +

bekcakagpmop u ueaxagpmop yenecooopazHo, MobKo,

/Ipu naznavenuu npenapam ueaxagmop + mezaxagpmop,

+ anexcaxagpmop u ueaxagpmop ciedyem npunumams d

[ Ipumenenue

NnpomueonoKasano

Ilpumenenue ueaxkagpmop + mesaxkagpmop + rnexcakagpmop u ueaxagpmop y nauuenmos c

nOYUEeUHOU HEOOCIAMOYHOCMbIO
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YV nayuenmos c¢ neckou u ymepeHHOU NOYEYHOU HeOOCMAMOUYHOCHbIO (CKOPOCMb KIYOOUKOBOI
dunompayuu om 60 0o <90 ma/mun/1,73 m?) umu ymepennas (om 30 oo 60 ma/mun/1,73 m?)
KOppeKkyuu 003bl He mpebyemcs, Ol NAYUEHMO8 C MANCEN0U NOYeUHOU He0OCMAamoyHOCmbio
(ckopocmb K1yb60ouKosou Guivmpayuu menee uau paser 30 MA/MUH) uiu MEPMUHATLHOU cmaouell
3a60/1e6aHUSL NOYEK PEKOMEHOYemcs UBAKAPMOp UCNONb308aMb C OCIMOPOICHOCNBIO

Ilpumenenne uBakaprop + Te3akadrop + 3jekcakapTop M HBakaprop y NaNUEHTOB,
MEePeHeCInX TPAHCIVIAHTAIMIO OPTaHOB.

o PexomennoBaH NEPCOHANM3UPOBAHHBIA IMOAXOJ JUIsl IIPUMEHEHUs TAPreTHOW TEeparuu
nanrenTaM ¢ MB mocne mpoBeneHHMs TpaHCIUIAaHTALUHU COJIMAHBIX OPraHOB C JIEYeOHOW IIENbI0 C
y4eTOM TeKyIlero craryca mamuenra [315, 470, 511, 512].

YYP-C, YAl -4)

KommenTapmii: 6 nacmosawee epems oannas npobiema npooondcaem usyyamocs [468,469,470,471].

e Pexomenayercs mamuentam ¢ MB, mnonydamommm TapreTHyr Tepanuio uBakapTop +
tezakadrop + nsnexcakadpTop M HMBaKaPTOp M TAKpOJUMYC** 1ocie TpaHCIUIAHTAllMd OpraHoB
IIPOBE/ICHUE:
- KOHTpPOJsS OIpeJesIeHUs] AaKTUBHOCTH acnapTaTaMUHOTpaHc(epa3bl B KpPOBH, OIpPEIEICHUS
aKTUBHOCTH  aJlaHMHAMUHOTpaHcdepa3sbl B  KPOBH, OINpEAENCHUS aKTMBHOCTM ramma-
rIoTaMuATpancdepasbl B KPOBH, ONPEIEICHNS AKTUBHOCTH IIENIOUHOM QocdarTasbl B KpOBH Halle
YeM B JIEKPETUPOBAHHBIE CPOKH (IO MOTPEOHOCTH) Yy MAIMEHTOB C TPaHCIJIAHTUPOBAHHBIMU
OpraHami,
- 4acTOro KOHTPOJs (10 MOTpeOHOCTH) KOHIEHTpAIMU Takpoiumyca™* (ucciempoBaHue ypOBHS
JIEKapCTBEHHBIX IpPENapaToB B KPOBU) C KOPpEKLHUEH 103bl TaKpoJUMyca™™ Juis JOCTUKEHUS
1eJIeBOTO THana3oHa Takponumyca**[468, 469]
YYP-B, Y11 -3)
KommenrTapuu: npuem ueaxagpmop + mezaxkagpmop + snexcakagpmop u usaxagpmop modxicem
VBeNUYUMsb  CUCMEMHYI0 IKCHO3UYUIO MAKpoIumMyca ™™, Komopwlli A611emcs 4y8cmeumenbHbim
cyocmpamom P-enuxonpomeuna, umo modxcem YCUIUMb ULU YEeTUUUMb NPOOOIACUMENbHOCHb €20
mepanesmu4ecko2o 3¢ghexma u 603HUKHOBEHUE HEHCENAMENbHBIX PeaKYUl.
Taxkponumyc™** axkmusno Mmemabonusupyemcss 6 nedenu, 2IA6HLIM 00pPA30M, NpU  yyacmuu
usogpepmenma CYP3A4.
o PekoMeH0BaHO MpU TOKCUYECKOM BO3/AE€UCTBUU TaKpoJIumyca™*™*
- CHWXeHHue 703kl uBakadTop + Te3akadTop + snekcakadTop u uBakadTop

HIIN
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- BpeMeHHas oOTMeHa wuBakapTop + Te3akadprop + odsekcakapTop W uBakapTOp U
BO300OHOBJICHHE TEpPANUU CO CHIDKEHHOW JI03bI C IICNIbI0 HUBEIUPOBAHHUS TOKCHUYECKUX
a¢dexToB Takpoaumyca** [468, 469].

YYP-B, Y11 -3)

B3aumooeiicmeue ueaxkagpmop + mezakagpmop + rnekcakagpmop u wueakagmop c Opycumu
J1eKapcmeeHHbIMU NPEenapamamu

1. Oomnoepemennoe npumenenue c unoykmopamu CYP3A ne pexomenoyemcs

Bosoeticmeue usaxkagpmopa 3HauumenvHo CHUMCAEMCA, U OMHCUOAEMCS, YMO  B030elcmaue
anexcakagpmopa u me3akapmopa YMeHbWUmMcs Npu  OOHOBPEMEHHOM NPUMEHEHUU CUTbHBIX
unoykmopoe CYP3A, umo mooicem CHU3UMb mepanesmudeckyro d@gekmusHocms nekcakagmopa,
mesaxkagmopa u usaxkagpmopa. Taxum oopazom, coemecmHoe npumeHeHue ¢ CUTbHbIMU UHOYKIMOPAMU
CYP3A ne pexomendyemcs. Hanpumep, npumenenue usakagpmop + mesaxagpmop + snexcakagpmop u
useakagpmop c¢ cunouoimu unoykmopamu CYP3A (nanpumep, unu pugabymun™*, 36epoboem
NPOObIPABTIEHHBIM (Hypericum perforatum), NPOMUBOCYOOPOIHCHBIMU npenapamamu

(Gpenobapbuman™*, xapbamazenun™* unu penumoun™>) ne nokasamo.

2. Oomnospemennoe npumenenue ¢ unecuoumopamu CYP3A ¢ ocmoposrcrnocmoio

Boszoelicmsue usaxagpmop + mezaxkagpmop + snexcakagpmop u usaxagmop yeeruuugaemcs npu
COBMECMHOM NPUMEHEHUU C CUNbHbIMU Uy ymepenHvimu uneuoumopamu CYP3A. Ilosmomy 003y
anekcakagmopa, mezaxkagpmopa u usaxagpmopa ciedyem YMeHbUIUMb NPU  OOHOBPEMEHHOM

NpUMEeHeHUU ¢ YMePeHHbIMU Ul cunbHuolmu uneuoumopamvu CYP3A.

A. Ilpu coemecmnom npumeneHuu ¢ ymepeHHvimu uneubumopamu CYP3A, makumu Kax
@aykonazon™*, apumpomuyun™*, pexomeHoyemcs — CHuUdxdceHue 003l 00 08YX  MAbOAEemOK
anekcakagpmopa+meszaxagpmopa+usakagpmopa u 00HOU mabiemKu usaka@dmopa, NPUHUMAEMBIX

uepes Oenv. Pexomenoosano He npunumams 6euepHioro 003y ueakagpmopa

B. Ilpu coemecmnom npumenenuu ¢ cunvuvimu uneuoumopamu CYP3A, makumu Kak KemoKoHa3o0i,

** ** ** 6 a
UMPAKOHA30]1, NO3AKOHA301™*, GOPUKOHA30M™*, MeaumpoMuyun u KiapumpoMuyun™> neobxooumo
CHUDICEHUe 003bl 00 08YX mabnemox 3nexcakapmopa+mesakagpmopa+usaxagpmopa 08a pasza &
Heodento ¢ unmepeaniom npumepno 3—4 ousa. He credyem npunumams eeuepHioro 003y usaxkagmopa.
(mabauya 25).

Taonuya 25. VI3mMeHeHHe JO3UPOBKH MTPHA OTHOBPEMEHHOM HCIIOIh30BAHUHU HBaKaPTOp + Te3akadTop
+ snexcakadTop U MBakaTOp C yMEPEHHBIMU U CUIbHBIMU HHTHONTOpaMu CYP3A
| A. Ymepennvie uneubumopor CYP3A |
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Jenw 1 Jenw 2 Jlenv 3 Jenv 4 *
Oona
[Lee mabnemxu, cooeporcauue
mabnemka, ee mabremxu, cooepocaujue Oona mabnemka,
Ympenna | usaxagpmop + mezaxagpmop +
cooepacawy | usakagmop + mesaxagpmop + codepacawas
5 003d anekcakagmop
as anekcakagpmop usakagmop
usaxagmop
Beuepnss
doza " Hem npuema

* Cnedyem npoooaxcams uepedosams npuem 08yx mabiemox, cooepicawux usakagpmop + mesaxagpmop +
aneKcakagmop, u 00Hol mabremxu, cooepaicawel usaxaghmop, 8 pasmvie OHU.

B. Cunvnovle uneubumopwvr CYP3A4

Jlenw 1 Jlenw 2 Jlenwv 3 Jlenv 4 #
6e mabiemkiu,
lee mabnemxu, codepoicawue A
codepacawyue
Ympenns | ueaxagpmop + meszaxagpmop + Hem
Hem npuema ueaxagmop +
5.003a anexcaxagpmop npuema
me3saxagmop +
anexcakapmop
Beuepnss
Hem npuema
doza " P

*Cnedyem npoooaxcams NPUHUMAmMb HO 08e MAOLEmKU, COOepIcauux usakapmop + mesaxagpmop + snexcaxagpmop,
08a pasza 8 Heoeno ¢ UHMeP8AIOM NPUMEPHO 8 3—4 OHA.
~ He cnedyem npunumams euepHior 003y Ueaxagmop

Cosmecmnoe npumeHnenue usakagpmop + mezakagpmop + snexcakagpmop u usaxkapmop c coxKom
epelingppyma, KOmMoOpwvll CcoO0epicum O0OUH Ul HECKOAbKO KOMNOHEHMOS, KOMOpble YMEPEHHO
uneubupyrom CYP3A, moocem nosviuiams sxkcnozuyuto usakagmop + mezaxagpmop + snexcaxkagpmop
u usaxagpmop. Cnedyem uzbecamov npuéma nuwy Uil HAnumKo8, CoOO0epICamux petungpym 6o epems
Jledenus npenapamom usakagmop + mesaxagpmop + anexcaxkagpmop u ugaxagmop.
Lunpoghnokcayun™* ne oxazvlean KIuHUYECKU 3HAYUMO20 GIUAHUSL HA IKCNOZUYUIO me3aKagpmopa uiu
usaxagmopa u, Kaxk 0xHCUOAemcs, He GIuUsiem Ha 3KCno3uyuro dnekcakagpmopa. Taxum obpaszom, nem
He0OX00UMOCMU KOPpPEeKmMuposams 003y Npu 0OHOBPEMEHHOM npueme usakagpmop + mezaxagpmop +
aneKcakagmop u ueaxkagpmop ¢ yunpoprokcayunom™™>.
3. Bausnue usaxagpmop + mezaxagpmop + snexcaxagpmop u usaxagpmop na opyaue

JIeKapCmeeHHble cpedcmea
A. Usaxagpmop moocem uneubuposams CYP2CY, pexomendyemcs nposooumes MOHUMOPUHE VPOBHSL
MeANCOYHAPOOHO20 — HOpMaauzoeannozo omuoutenus (MHO) (Onpedenenue medrncOyHApoOHo20
Hopmanuzoeanno2o omuouwenuss (MHO)) 6o épems coemecmnozo npuéma npenapama ueaxagpmop +
me3axagmop + snexcakagpmop u ueaxkagpmop c BappapuHOM™*.
DKcno3uyusi  enuMenupuoa U AUnU3UOA MOodiCem Nosbluamsycsi Ha (@QoHe npuéma npenapama
ueakagpmop + mesaxagpmop + snexcaxagpmop u usaxagpmop. Inumenupud u erunuzud ciedyem
UCNOIBL3068AMb C OCIOPOICHOCMBIO.
B. Coemecmmuvuii npuém usaxagpmopa unu meszaxkagpmopa ¢ Oucokcunom™>, cyocmpamom P-gp,

yeeauuusano AUC oueoxcuna™* ¢ 1,3 paza. Ilpuém npenapama usaxagpmop + mesaxagpmop +
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INeKCaKagmop u ueaxaghmop mModxicem nosbluams IKCHOZUYUIO JIeKAPCMBEHHBIX CPEOCmE, KOMopbie
aensaomes cyocmpamamu P-gp.

Cnedyem cobnr00ams 0CMOPOACHOCMb NPU 0OHOBPEMEHHOM NPUMEHeHUU npenapama usaxkagmop +
me3axkagmop + snexkcakagpmop u ueaxkagpmop ¢ OUeOKCUHOM™™ unu opyeumu cyocmpamamu P-gp c
V3KUM MEPAnesmuyeckumM UHOEKCOM, MAKUMU KAK YUKIOCNOPUH™™, sgeporumyc™™, cuporumyc u
MaKkpoIuMyc™*.

Onexcakagpmop M23-ELX  uneubupyrom OATP1BI u OATP1B3 invitro. Cosewmecmuuiii npuém
npenapama ueaxagmop + mesaxagpmop + snexcakagpmop u usaxkagpmop modcem ygeauuusams
IKCHO3UYUIO TIeKAPCMBEHHBIX NPENapamos, AGIAWUXcs cyocmpamamu 3mux nepeHoCcuuKos, maxkux
KaK CIMamuHbl, HAme2iuHuo u penaziunud™*. bunupyoun makice sensemcs cyocmpamom OATPIBI u
OATP1B3.

Cnedyem cobnodams 0CmMOpPOACHOCHb NPU 0OHOBPEMEHHOM npuéme ueakagmop + mesaxagpmop +

anexcaxagpmop u usaxkagpmop ¢ cyocmpamamu OATPIBI1 unu OATP1B3 [115, 301].

Kpumepuu s¢pgpexkmusnocmu u ommenwvt usaxagpmop + mezakagpmop + snexcaxagpmop u
usakaghmop

Ipdexmusnocms mepanuu

cnedyem oyenusams uepes 12 mecayes no crudiceHuio uyucia obocmpenuil, nompedonocmu 6 ABT,
nokazamensiM — UCCIe008AHUA — HECHPOBOYUPOBAHHBIX — ObIXAMENbHbIX ~ 00beMO8 U NOMOKO8
(cnupomempuu), HMT, ¢yukyuonaronoim mecmam (nomosasi npoba, memoo OPKIlI — npu
omcymcemeuu CHudceHust nokazamelei nomogou npoowt) [303]

Ilpu omcymcmeuu r¢hghexma uepes 12 mecayes mepanuu npenapamom usaxagpmop + mezaxkagpmop
+ anexcaxagpmop u usaxagpmop Heobx00umo.

1. HononnumenvHoe o6cnedosanue HA HOCUMETLCMBO KOMMIJIEKCHbIX aijelell - MONEeK)ISAPHO-
eenemuyeckoe ucciedosanue mymayuii 8 cene CFTR (myxosucyuoos) 6 kposu (cekgenuposanue 6ce2o
eena CFTR) ons evisenenuss Hocumenbcmea KOMNIEKCHbIX QULEU, KOMopble MO2ym 00YClasiusams
yemouyusocms K mapeemuou mepanuu (B TeX CIydasX, KOTJIa CEKBEHHPOBAHUE HE ObLIO 6bINOIHEHO
neped Hauanom mepanuu). Ilpu 5mom MUHUMATLHLIM HEOOXOOUMBIM 00BeMOM UCCIe008AHUsL 8
OaHHOM caydae byoem ananus eapuanma L467F (NM _000492.3:¢.1399C>T;
NP _000483.3:p.(Leu467Phe)), ookazano npusoosue2o k pesucmenmuocmu k mepanuu [107, 304].

2. IIposedenue memooa OPKIT [111,112,113,114,115,116,117].

Ilokazanus 0nsa npekpaueHus mepanuu
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Pewienue 06 ommene mapzemnozo npenapama usaxagpmop + mesaxagpmop + snexcakagpmop u
usaxagmop npu mespghexmusHocmu mepanuu U OMCYMCMBEUU BO3MOICHOCMU 3AMEHbl HA OpY2oll
npenapam npuHUMaemcs KOHCUIUYMOM CReyuaiucmos yepes 12 mec. om nauana mepanuu.
Ocnosanuem 0151 OMMeHbL NPEnapama A6IsIOMCsL:

1. Omcymcemeue nonroAcumenbHol OUHAMUKY KIUHUYECKUX, 1AO0PAMOPHBIX U UHCIPYMEHMAIbHBIX
nokasameinet, 6Ka0YAs NOMOBYI0 NPOOY

2. Hanuuue xomnnexkcuvix anneneil 8 pe3yibmame 0ONOIHUMENbHO20 MOAEKYIAPHO — 2eHEMUYECcKo20
obcneoosanus (Monexynapno-eenemuueckoe ucciedosanue mymayuti ¢ cene CFTR (mykosucyuoos) 6
kposu) [428, 472] HocutenbcTBO KOMIUIEKCHBIX allIEIICH:

* [S466X;R1070Q] -0,46% B peructpe 2022 1.,

[L467F;508del] B rerepo3uroTHOM COCTOSHUU ¢ BapranTam# | kitacca
« [L467F;F508del]/ [S466X;R1070Q] [428, 472]
3. OmpuyamenvHoili pe3yiomam QopCcKoIUHO8020 MeCma Ha KUUEYHbIX OP2aAHOUOAX
4. Ompuyamenvusiii pezyromam goccmanognenus yuxyuu CFTR kanana no oannvim memooa OPKII
5. Cmotixoe nosviuwenue akmuenocmu AJIT unu ACT >5 BI'H unu npu nosviuwenuu akmuenocmu AJIT
unu ACT >3 BI'H 6 couemanuu c ypoguem obueco bunupyouna >2 BI'H.

6. HP, yepooicarowue scuznu nayuenma uiu e20 COYUaIbHoOu aoanmayuu

3.1.15.3 He:xkenateqabHble peaknud Ha ¢oHe TApPreTHOi Tepanmuu M CTPaTerusi OKa3aHUs
MeIMUIMHCKOI nmoMouu npu Bo3MokHbIX HP Ha ¢one TaprerHoi Tepanuu

I'pynnsi pucka pazsutus HP

1. O®B;<40%

2. Hamuuwe TpaHCIIaHTHPOBAHHBIX OPTAHOB

3. Hwuppo3s nmeueHun
Bosmoorcuvie nexcenamenvnwie peakyuu (HP):

1. Cepvesnvie nexcenamenvHble peakyuu

Ilpu npumeneHuu mapeemHou MmMepanuu B03MONCHO NOBbIULEHUE MPAHCAMUHA3 (onpedeneHue
AKMUBHOCMU ANAHUHAMUHOMPAHCHepasvl U AChApmMamamMuHOmpanc@epasvl 8 Kposu OO0JHCHO ObiNmb
npogedeno 00 HA4ana npuema U KOHMPOIUPOBAMbCA eHCeMeCAUHO 8 meueHue 3 mecsayes Nnocie
cmapma mepanuu, oajee Kaxcoble mpu Meciaya 6 meyeHue 6ce2o nepuoda Haobnooenus). Y 60abHuIx ¢
NOBbIUEHHOU AKMUBHOCTBIO AIAHUHAMUHOMPAHCHepasvl U AcCnapmamamMmuHoOmpancghepasvl 8 Kposu 6
anamuese HeoOX0O0um Oojee yacmulii MOHUMOPUHE yHKyuu nedenu. Ilayuenmsi, y KOmopwix 6 xoo0e
Jleuenus OmmedeHo NOBbIUUEHUE YPOBHA MPAHCAMUHA3, OOIHCHbL MUAMENbHO KOHMPOIUPOBAMbCSL

noka anomanusa ne 6yoem ycmpauena. IIpuem oondicen Obimsb npepsan y 60IbHbIX ¢ NOKA3AMENAMU
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AJIT unu ACT 6 5 pas npesviuarowumu eepxrue epanuywvt Hopmwul (BI'H), 1ubo AJIT u ACT eviwe 3-x
BI'H 6 couemanuu ¢ nogviuwenuem bunupyouna eviute 2-x BI'H coenacno uncmpykyuu

a. llocne paspewenuss HP 6 6ude no@vluienus ypoeHs MpaAHCAMUHA3 ciedyem paccmMompems
npeumyuwecmaa u pucku 60300H08eHUs npuema

Tloepeocoenue neuenu u yxyouienHue ee QyHKyuu y Ja00eti ¢ MAdjNCeIbiM 3a00/e6anuem nedenu,
Komopvle Mo2ym Oblmb Cepbe3HbiMU U Mo2ym nompebosamev mpaucnianmayuu. Ilogpescoenue
neyeHu makice Ciyuanocs y moodel dez zabonesanuti nevyenu. [Ipusnaxu nospesxicoenus nevenu - 60
unu OuUckomgopm 6 eepxuell npasol yacmu OPOUIHOU 00IACU, HCENMYUHOCTNb KOHCHBIX HOKPOBO8 U
cKep, nomeps annemuma, MOWHOMA Uil peOmda, Mo4a memHo20, AHMAPHO20 yeema

b. Kamapaxma: y Oemeil, nonyyasuiux ueaxagmop, ObLiu 3apecucmpupo8aHbl HeB8pO*COeHHbIe
nomymuenusi xpycmaiuxa / kamapakma. Crnedyem npogooums pecyisapHo npuem (ocmomp,
KOHCYIbMAYUIo) 8paia-oQmansmMono2a nepeutivlil/nosmopHulil 00 HAYALIA MAaAp2emHol mepanuu u

Oanee 1 paz 6 6/12mec.

2. Haubonee pacnpocmpaneHHbIMU HeXCeNlamenbHbIMU peakyuamu, nopaxcarowumu ooree 5%
NayueHmos, SGIAIOMCs 201068HAsL OOIb, UHPEKYUST 6ePXHUX ObLXAMENbHBIX nymell, 001b 6 dcugome,
ouapesi, Cblnb, 3ANI0ACEHHOCIb HOCA, NOBBIUUEHUE YPOBHS KPeamUHpOCHOKUHAZbL 8 KPOBU, PUHODES],
punum, epunn, cunycum [302].

Moeym 6o3nuxams Hexomopbwle noboyHbIe dhhexmbl, Komopble 00bIUHO He MmpeOyIom MeOUYUHCKOL
nomowu. Omu nobouHvle IPhekmbl Mocym UCYE3HYMb C MmedeHueM epeMeHu 0e3  OmMeHbl
npenapama. Yawe smo - Oonu 6 mene, 03HOO, Kawlelb, oOuapes, 3ampyoHeHHOe OblXaHue,
3AN0HCEHHOCMb VXA, BbICOKASL MEMNEpAmypd, 30 KOXCU WU CbINb, NOMePsL 2010Ca, Yuxauue, 601bHoe
20pJ10, 3AIOHCEHHOCb HOCA UNU HACMOPK.

3. Peowce oOvisatom 6016 6 mouegom nysvipe, 3ampyoHeHHOe, OOIe3HEeHHOe MOYeUucCnyCKaHue,
yacmole NO3bl8bl K MOYEUCNYCKAHUIO, 2eMamypus Ul MYMHASL MOYd, CbiNb NAMHUCMAsL, NPblUU,
NOKPACHeHUue KO, YXyouleHue 3peHusi (3amyMaHeHHoe), cyxue uiu 3yoawjue 2nasd, O0ib, omex
2nasa, 6eka unu GHympeHHel 000J0YKU 6eKd, Upe3MepHoe cle3omeyenue, XON00Hbll Nom, Komd,
Oneomas  Kooca, cyoopoeu, Oenpeccus,  201080KpPYIHCEHUe, NOBblUEHHOe 2a3000pazosanue,
cepoyebuerue, KposomeueHue, YyeCcmeo 20100d, OONb 8 NoACHUYye uiu 00Ky, 6ecnoKoucmaeo,

HEPBO3HOCNTb, KOWUMADPDbL, npunadku, ()poobe, HEBHAMHAA pelb.

Ilpuem Oondxxcen Obimb npepsan NpuU CMOUKOM HAPYWEHUU CAMOYYECMEUS U YepO3e COCMOSAHUA U
HCUSHU.

Ilocne paspewenus HP credyem paccmompems npeumywecmsed u pucku 60300H081eHUs npuemd.
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Boszobnosums npuem nocne kynuposanus HP pexomeHdyemcst ¢ noio8uHHOU 003bl.

Ctparerus oxka3anusi MeTUIIMHCKOI MoMoIIU Mpu Bo3Mo:kHbIX HP Ha ¢oHe TapreTHoii Tepanun
npenacrapjiena B [Ipuioxennu A3.6

Ilokazanus 013 6PEeMEHHOZ0 NPEKPAUieHUsL MAaApP2eMHOl mepanuu (npu HOPpMATUZAUUU -
60300H0611€HUE Mepanuu)

1. THosviuenue akmusnocmu AJIT unu ACT >5 BI'H unu npu nosviwenuu akmusnocmu AJIT unu
ACT >3 BI'H 6 couemanuu ¢ yposnem ooweeo dburupyouna >2 BI'H

2. pyeue evipasicennvie HP, ycyzybnaowue cocmosnue nayuenma.

Takmuka npu 8blA61CHUU KAMAPAKMbL .

Pacnpocmpanennocms ouacnocmuposannoii kamapakmul cpeou nayuenmos c¢ MB, ekntoueHHbIX 6
npoepammy Ha 31 aseycma 2012 200a, cocmasuna 4,8% npomue 2,8% y nooeii 6e3 MB. Yacmoma 6
kocopme MB oOvina evlue, yem 6 epynne aoel 0e3 XPOHUUECKUX 3a00/1e8aHull, U YEeIuiusaldacs ¢
so3pacmom 6 oveux kocopmax. Cxoppexmuposannsiii IRR npu cpasnenuu kocopm CF u GP cocmaeun
1,5 (95% JHU: 1,2-1,8). Bvioowi: Hccredosanue npeononazaem, umo puck paseumusi Kamapakmol
ObL1 8biULe cpedu nayuenmos ¢ MB, uem cpeou nayuenmos 6e3 MB [305].

OcHOBHbIMU cmpame2uaMU JleYeHUsl HedcellamelbHbIX peakyull Ha (hone npuema 3mux npenapamos co
CMOPOHbL  Op2aHa 3peHuUsl AGNAIOMCA KOppeKyus pe@dpakyuu, JedeHue amOIuonuu u Xupypeus
kamapaxkmsl. Ogmanvmonocuueckoe ob6credosanue oemell, HOAYUAIOWUX MAPSEMHYIO MePanuio,
OOJIICHO BKIIOYAMb NPOBEPKY OCMPOMbl 3PEHUSI 8 COOMBEMCMBUU C 803PACMOM, ODUOMUKPOCKONUIO
(cmanoapmuas uiu NOPMAMUBHAS Wenesas JAMNa) U NOAHOe 00C1edosanue cemuamku
(opmanvmockonus, OUOMUKpOCKOnUs 21a3a, suzomempus (¢ u ez koppexyuu)). Mozym nabnodamocs
Kamapaxkmsl Ouamempom menee 3 MM UIU 4acCMuyHou niomuocmu. Y oemeti cmapuie2o 8o3pacma
8PAYU-0PMATLMONOSU OONHCHBL PACCMOMPENb 803MONACHOCHb XUPYPSULECKO20 JleYeHUs Kamapaxkmbl
npu 1060M NOMYMHEHUU, NPUBOOSAUeM K CHUMNCeHUIo Kayecmaa xcuznu. [locie onepayuu no yoaieHuro
kamapaxmsl ([Jucyuzus, 3KcmMpakyus 6mMOpUYHOU Kamapakmoel) 6padu-ohmanbMonocu O0JHCHbL

Hauams onmuyeckyio peaburumayuro u nevenue amoauonuu [306,307].

3.1.15.4 Kputepuu MOHMTOPHHIa 0€30MACHOCTH TAPreTHOM Tepanuu (Tad.1.26)

o PexomengoBano mnpoBejeHue mnNanuMeHTBM ¢ MB, mnonyyaroomuMm TapreTHyw Teparuio,
MPOBEACHNE MOHHUTOPHHTA OE30MaCHOCTH C €0 OIICHKH BO3MOXXHOCTH TPOJODKCHHS JICUCHUS,
cBoeBpeMeHHON (ukcaniun HP w TpWHATHS COOTBETCTBYIONMIMX BBISABJICHHBIM H3MEHEHHSIM MeEp

(Tabs1.26) [315, https://grls.minzdrav.gov.ru].
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(YYP - C, VIUUI - 5)

KommenTapumu:

Tabauna 26. Kputeprn MOHUTOpPHHTA 0€30ITaCHOCTH TApreTHOM Teparuu

IToxka3zarTenan Exynunnel YacroTa IToporoBoe 3HaueHune
H3MepeHust
OnpeeneHre aKTUBHOCTH En/n 14 oneii unu <5BI'H
aJlaHuHaAMUHOTpaHchepasbl 1 mecay, samem |y
B kpoBu (AJIT) Ip ‘Z:qf:;z” ¢ | <3BIH Mpy OJHOBPEMEHHOM
nepevix 6 noBbleHnn omnmupyouna < 2 BI'H
MecsIEeB
Jlanee
Kaxaele 3
Mecsia
OrnpezesieHne akTHBHOCTH En/n 14 oneti unu <5BI'H
acrapTaTaMHHOTpaHC(epasbl 1 mecay, samem |y
B kpoBu (ACT) Ip ifl:qj;;j;w ¢ | <3 BI'H nipu 0/JHOBPEMEHHOM
nepevix 6 noBslleHNH Ounnpyouna < 2BI'H
MecCsIIeB
Jlanee
KaKJpIe 3
Mecsa
HccnenoBanue ypoBHs MKMOJB/T | 14 Oneit unu < 2BI'H npu ogHOBpeMEHHOM
oOmiero OunupyOuHa B 1 mecay, samem | popprmennn AJIT, ACT < 3BI'H
KpOBH (OMIMPYOUH OOIIHIA), Ip a;’l:qf::zu ¢
Hccnenosanue ypoBHsA nepevix 6
OmrpyorHa CBOOOHOTO MecsIIeB
(HEKOHBIOTUPOBAHHOTO) B
KpOBH Taree
KaXkaele 3
Mecsia
Hanuune xaTapakTsl (mpuem Ha/uer 6 mecsaue | Her
(ocMOTp, KOHCYJIBTAITHS) 12 mecsiieB
Bpauda-orampmoIora Hanee 1 pa3s B
ePBUYHBII/TIOBTOPHBIE) ToA
YpoBeHb apTepuaTBHOTO MM PT. CT. | /4 Oneit uu [ToBsbIlIIeHNE BBITIIEC 3HAUCHUH IS
JTaBJICHHS Ha I mecsy BO3pacTa u pocTa
nepudeprudecKux apTepusx 3 mecsua
s oemeti cmapwe 12 nem 6 MecaLes
9 mecses
12 Mecsnen
Jlanee
Kaxxaele 3
Mecsa
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Cepbe3HbIe HeXKeMaTeIbHbIC Ha/ner 14 oneit unu Her
peaxiuu 1 mecay
3 Mecd1a
6 MecsI1eB
9 Mecs1eB
12 Mecs1eB
Jlanee
Kaxaple 3
Mecsna
CocrosHue OuLeHuTh 1 mecs1g
[ICUX03MOLIMOHAILHOMN TPEBOTY U 3 Mecs11a,
chephl: ONPOCHUK IO JETPECCUIO | 3aTeM I10
COCTOSIHHIO 3/I0POBBSI IIOKa3aHUsIM

(ITpunoxenne I'4), oueHka
YPOBHS TPEBOTHU
(ITpunosxenwue I'5). ITo
pe3ysibTaTaM — BCEM -
(ITpuem (TecTupoBaHue
KOHCYJIbTALIHsI)
MEIUIIUHCKOI0 TICUXO0JI0ra
NEPBUYHBIN U TIOBTOPHBII/
[Tpuem (ocmoTp,
KOHCYJIbTAIlMs) Bpaya-
NCUXHUaTpa MepBUYHBIA U
MIOBTOPHBIN — JI0 U MOCTIE
Hayaja TapreTHou Tepanuu™

[Ipumeuanus:

* Cwm. mozpasen «MOHHUTOPUHT TPEBOTH U AENPecCur Ha (OHE TAPreTHOH Teparuy

o [Tpu nossimenun ypoBHs OunupyoOuna (MccnenoBanue ypoBHs oOuiero 6unupyouHa B KpOBH,
Hccnenoanue ypoBHs OunmpyOrHa cBOOOIHOTO (HEKOHBIOTHPOBAHHOTO) B KPOBH) BO BpEMS Teparuu
npemapaToM uBakapTop + Te3akadTop + 3nekcakapTop M HBaKapTOp PEKOMEHIOBAHO MPOBEACHUE
MOJIEKYJISIpHO-TeHeTHYeckoro uccienoBanust B reHe UTGLALl st moATBepACHHS CHHApOMA
Kunsbepa u koHTpONb ypoBHS OunupyOuna (McciemoBanue ypoBHsSI 00IIeTro OMIMpyOMHA B KPOBH,
HccnenoBanue ypoBHs OuiaMpyOMHa CBOOOJHOTO (HEKOHBIOTMPOBAHHOTO) B KPOBM) C IIEJIBbIO
oIpezeIeHus] He0OOXOIMMOCTH KOPPEKIHMH /1036l pernapata [502, 503].

YYP-B, Y11 -4)

KommenTapuu: 6 poccuiickoii u 3apybedcHoti npakmuke ONUCAHbL CIY4au 6nepevie BblasleHHO20

cunopoma Kunvbepa y nayueHmog ¢ MYKOBUCYUOO3OM, MNOIVUAIOWUX MAP2EMHYI0 MePanuio

[502,503.].
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o IIpu  noBeimenun  ypoBHa  AJIT, ACT Bo BpemMa Tepanmuu  IpernapaTamu
uBakadroptiaymakaprop** wu wmBakaptop + TesakapTop + oIyekcakapTop U HMBaKadTop
PEKOMEH/IOBAHO, TPH BO3MOXKHOCTH, OINpEACICHUE TEHOTHUNA - MEJICHHOTO MeTabonmmu3aTopa
JIEKaPCTBEHHBIX CPEJICTB C TIOMOIIBIO MOJICKYISIPHO-TCHETUUECKON TUAarHOCTUKY B TeHAX ()epPMEHTOB
ounorpancdopmarun kcenoonorukos (CYP2C9, CYP2C19, CYP2D6, CYP3A4) [504].

YYP-B, Y11 -4)

o PekoMeHz0BaHO MIlaJleHIIaM, POXKJIEHHBIM OT MaTepeid ¢ MB, mnomyuaBmiux BO Bpems
OCpEeMEHHOCTH  MAaTOreHETHYEeCKyr  (TapretHyro)  Tepanuto  ((mBakadrop+imymakadrop**,
uBakagpTop+re3akapTop + snexcakapTop M mMBakadTOp M T.N.)), MPOBOAUTH 0coboe HaOIIOIEHUE,
BKJTFOYAsT MOHHUTOPHHT MIEYCHOYHON GbyHKIIUU (ompenenenue AKTUBHOCTH
acnapratamuHoTpancdepasbl B kpoBH (ACT), onpenenenue akTHBHOCTH alaHMHAMHHOTpaHc(epasbl B
kpoBu (AJIT), ompeneneHue akTUBHOCTH TaMMa-TNIIOTaMUITpaHcdepasbl B KPOBH, HCCIEIOBaHUE
YpOBHs 001IeT0 OMIMpPYyOrHA B KPOBH, UCCIICAOBAHUE YPOBHS CBOOOHOTO U CBSI3aHHOTO OMIIUPYOWHA
B KPOBH) U MpueM (OCMOTp, KOHCYJbTAIHMs) Bpada OTaIIbMOJIOTa TIPBUYHBIC M TIOBTOPHBIE B CBSI3H C
TeM, YTO JAHHBIM BHJ JICYCHHS, IMPOBOJUMBIA OepeMEHHOHW manmueHTke ¢ MB MoxeT momoub
MPEeIOTBPATUTh WM 3aMEIJIUTh IMPOTPECCHPOBAHUE TMOBPEXKICHUS MMOMKEITYAOYHON IKEJe3bl
BHYTpUYTPOOHO y pebeHKa ¢ MB 1 IPUBOIUTH K JIO)KHOOTPHUIIATEILHBIM PE3yJIbTaTaM HEOHATATBHOTO
CKPUHHHTA, TIPU ITOM y pebeHka MOTyT pa3BuBaThcsi HP Ha TapreTHyro Tepamwro, MOIy4aeMyro
marepbto (ITpunoxenune A3.10) [515, 516].

YYP-C, Y1 -5)

KommenTapuii: ancopumm npunsmus pewtenuii no npogeoenuio epyoHo20 6CKAPMAUBAHUs y Oemell,
PpodHCcOeHHbIX om mamepeti ¢ MB, nonyyaswux/nonyuarouux namo2eHemuyecKyro (mapeemmuyio)

mepanuio npeocmasner 6 Ilpunosxcenuu b2

3.1.15.5 lonoiHUTEIbHBIE KpUTEepUH no Ha3HAYEHU IO npenaparos
uBakadroptaymakaprop** wiau umBakadgrop + Tezakadrop + 3exkcakadrop u
HBaKa@QTOpP NPH MYKOBHCLH03€

e PekoMeHI0BaHO Ha3HayaTh TapreTHyIO Tepamnuio (nmBakadTop+irymakapTop™* mmm nBakadTop

+ Te3akadTop + anekcakadrop u uBakadrop)

1. B ciyuae oOHapyxeHUS B TE€HOTHMIIE NAalMeHTa NartoreHHoro BapuaHta reHa CFTR, ne

YKa3aHHOTO B WHCTPYKIMH 110 TPHMEHEHHWIO IIperapara, MpH HAIWYAH TOJOXKHUTEIHHOTO

pe3yabpTata (OPCKOIMHOBOTO TECTa HA KHUIIEYHBIX OpPraHOWAaX. B Takol cCHTyalluu BO3MOXKHOCTB

Ha3HAYEHUS TApreTHOI Tepamuy paclpoCTpaHsIeTCs Ha BCEX MAIMEHTOB C TAaKUM JK€ MaTOT€HHBIM

BapuanToM B reHoturne [315](Ipunoxenue A3.7).
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2. B cnyyae Hanmuuus B TEHOTHIIC IAlIMEHTA JBYX NATOTeHHBbIX BapuaHToB reHa CFTR, we
yYKa3aHHBIX B WMHCTPYKIMU [0 TPUMEHEHHWIO TMpernapara, Mpu IOJIOKHUTEIbHOM 3 dexTe
MPUMEHECHHS TapreTHOH Tepanuu (mBakadrop+mymakadrop** mnm mBakadrop + Te3akadrop +
anekcakaTop U UBaka(Top), MOATBEPIKICHHOM B IMHAMUKE Pe3yJbTaTaMH IIOTOBOW MPOOBI H/HITH
TecTa ONpeAClICHUs] Pa3HOCTH KHUIICYHBIX MOTCHIIMAIOB Ha OHMONTATaX NMPSIMON KHIIKH ITallHeHTa
[315].

YYP-C, Y11 -5)

3.1.15.6 Cmena npenapaTta uBakadrop + Tezakadrop + nexkcakadrop u uBakadTop B

pamkax MHH

C yuerom pocturHyroro s¢dekra Ha mpenapare npemnapara uBakaprop + TtezakapTop +
anekcakadpTop U MBakadTOp M BHICOKOW (YHKIMM BHEIIHETO AbIXaHUA puck pa3sutus HP mpu
nepeBoie B pamkax MHH — Huskwii.

IlosiBiienue MOKpOTI)I/yBeJH/I‘-IeHI/Ie KOJIMYCCTBA MOKPOThI, ITOABJICHUC KaIHJIfI/YCI/IJICHI/IC Kallid MOXCT
CBUJCTEIHCTBOBATh 00 yBeNWYeHUH S(H(PEKTUBHOCTU TEpaluyd MO CPaBHEHUIO C TMPEIbIIyIIUM
MpernapaToM.

HP npu tepanuu npenapatom uBakadTop+inekcakadrop+resakadTop u nBakadTop HaAOIIOAAINUCH Y
50% nerel 1 TOAPOCTKOB.

OreHka cOCTOSHUS MPU CMEHe Ipernapara uBakadrop + tezakadgTop + snekcakapTop U uBakapTop B
pamkax enuHoro MHH i nereit B Bozpacre 2-18 net npencrasneHa B Tadiu. 27

Tabauna 27. OueHka cocTOsSHUS IPU CMEHE Ipernapara uBakadrop + Te3akagTop + syekcakadTop U
uBakaTop B pamkax enuHoro MHH nist neteit B Bo3pacte 2-18 ner

Cnenyer MIPOBOIMTH MOHHTOPHUPOBAHHUE COCTOSIHHS MaLMEHTa
[https://grls.minzdrav.gov.ru/Grls_View_v2.aspx?routingGuid=c7eab980-0718-4265-a421-
d75ea2e14001, nmucemo Munsapasa Poccuu ot 30.01.2025 Ne 15-1/4/2-1467]

CpoKH OLIEHKHU COCTOSIHUSI 310POBbSI
KpuTepui Crapr (10 14 3 6 mecsieB 9 12 mecsineB
HayaJja JHeH | Mecsma MecsileB
Tepanuu) | wiam 1
MecsIl

HccnenoBanue \% Y \% v v v
HECTIPOBOIMPOBAHHBIX
IBIXaTeNbHBIX
00BEMOB U ITOTOKOB
(ODB; (1,%)°)
UccnegoBanme % v v v v Y
HECTIPOBOIMPOBAHHBIX
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JIbIXaTeNbHBIX

00BEMOB U TTIOTOKOB

(OKEJI (11,%)%)

N3mepenne maccol \% \% \Y \Y \% \Y

tena (Macca tena, Kr)

N3mepenue pocra \% v \% \% v \%

(Poct, cm)

UMT kr/m’ Y Vv Vv Vv Vv \

[ToTtoBas mpoba V Vi \%

Onpenenenue v Y

AKTUBHOCTH

MMaHKpPEaTU4ECKON

anactasbl-1 B Kaie

(ITankpeatnyeckas

sacrasa 1 kana,

MKI/T)

KonnuectBo V OreHka V OneHka

roCIUTAIN3aANN 3a roj 10 3a rojg
crapra Tepanuun
Tepanuu

KonunuecTtBo nueit vV Onenka V Ouenka 3a

BHYTPUBEHHOU 3a TOJ 10 roj Tepanuu

aHTHOaKTepUaIbHON cTapra

TCpanyu Teparuu

KomnnuectBo mueit V Or1eHka V OrneHka 3a

HepOpaHLHOﬁ 34 101 10 roja repanuu

aHTUOAKTEepUaIHLHOMN cTapra

Tepanu Teparuu

[Tpumeuanue:

i JUISL IETEN cTapiie S JIeT

H -t gereit mo 10 mer

HL npu HGO6XO,[[I/IMOCTI/I

3.1.16 MOHUTOPUHI TPEBOTH H JeNPecCuu

Ilayuenmvi ¢ MYKOSUCYUOO30M U JIUYA, OCYWECMEIAIOWUE YXOO, NOOBEPIHCEHbI BbICOKOM) DPUCKY
passumusi 0enpeccuu U mpegozu, KOmopbwle 3HAYUMENIbHO GIUSION HA NPUBEPHCEHHOCMb JIeUeHUIO,
VMEHbUAIOM NPOOOIHCUMENbHOCIb JHCUSHU U CHUdcarom ee Kadecmeo. Hoevie memoovl neuenus
MYKOBUCYUOO03A (mapeemHas mepanus) OmKpbleaiom OOIbuue nepcneKmussl OJisl  VIyYuleHUs
@uszuuecko2o 300p08bs, HO ecmb BEPOAMHOCb UX GIUAHUA HA NCUXUYECKOe 300p08be NAYUEHMO8 U

paszsumus Oenpeccuu u mpesocu.[309, 310/ Pannee svisignenue denpeccuu u mpesocu cnocoocmeyem
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Cc80e8peMeHHOU mepanuu YKA3auHblX COCMOAHUIL U npedomepawaem ux HebiazonpusimHioe enusHue Ha
apekmusnocmsb evenHus U Kauecmeo HCUHU NAYUEHMO8 U Uy, 0CYueCmaisiiouux yxoo.
o PekoMeH10BaH CKpUHUHT Ha JIENIPECCUI0 U TPEBOTY Il Beex Jinll ¢ MB, HaunHas ¢ 12-netHero
Bo3pacrta, ¢ ucnonbzoBanueMm mkan PHQ-9 (Ilpunoxenue ['4) u GAD-7 (Ilpunoxenue I'S), npu
MHUIUAIMY TaAPreTHOM Tepanuy ¥ IMHAMUYECKOM HaOJIOICHUH C LEJIbI0 CBOEBPEMEHHOTO BBISBIICHUS
U JIeYeHus JaHHbIX coctostamin [311,312,313,314, 473.].
YYP-AYIA-2)
KommeHnTapuii: ckpurune 0onicern npoeooumubcsi neped Hauaiom/CMeHOl mapeemHol mepanuu u npu
8bIAGIECHUL JHCANOO/CUMNINOMO8 Oenpeccuu, HO He no3dce 3 Mec. Om HAYANd MapeemHou mepanuu,
Odanee — 8 cpedHem, He pedxce 1 paza 6 200, npu Heobxooumocmu - wawe. Mzmenenue ncuxuueckoeo
cocmosanus Ha ¢one nevenus CFTR-mooynamopamu pazeusaemcs, kax npasuio, 8 meyeHue nepevix
mpex mecayes om nauana mepanuu [315].

Ha nposedenue aunkemupoganus ¢ UCNONb308AHUEM VKA3AHHBIX WIKAL —OMOEIbHO20
UHDOPMUPOBAHHO20 CO2NACUS He MPeOyem s.
o PexomenymoBan npuem (OCMOTp, KOHCYJbTAllMs) Bpada-icMxuarpa mnamueHtram ¢ MB ¢
MOBBIICHHBIMU OaJUIaMU IO Pe3yJbTaTaM CKPUHUHTA Ha JETIPECCHIO M TPEBOTY C IIENIbI0 YTOUHEHHS
nauarnosa u tepanuu [316,317].
YYP-C, Y1 -5)
o PexomenmoBan mpueM (OCMOTp, KOHCYJIbTAIlMs) Bpada-TiCHXHAaTpa IS TAlMeHTOB ¢
MYKOBHCIIHIO30M TIPH WHHUIMAIIMN/CMEHE TapreTHOW Teparnvy ¥ MpU JTUHAMHUYECKOM HAOJFOJICHUHU C
[ETbI0 CBOEBPEMEHHON JMAarHOCTUKHM JIENIPEeCCHH W/WIUM TPEeBOTHM B CiIy4ae, €ClHu JIUIO,
OCYIIIECTBISIONIEE YXOM, W/WIHN MAUEHT, W/WIH MEAUIIMHCKUHI CIIEIUAINUCT COOOIIAI0T O BO3MOXKHBIX
CHUMITTOMaX Jienpeccun win tpesoru [315, 316].
YYP-C, YA -5)
KommenTapuu: uxncmpymenmol ckpununea (ONpoCHUKU), NO360JIAIOM ONPeOeiums PUCK pPaA36Umus
oenpeccuu u mpesoeu, OOHAKO 6 Yacmu Cryuaes 0/ HAZHAYeHUsi npuema (0cmMompa, KOHCYIbmayui)
8PAYA-NCUXUAMPA HEODXOOUMO OPUEHMUPOBAMbCS HA UHGOpMaAyulo 00 U3MEHeHUU No8edeHus,
XapaxkmepHoz2o Ol HAPYWEHULl HACMPOeHUs, Om Nayuenma Ui OKPYHCAIWUX €20 JuY:
0CYUecCmenAIOWUX yXo0 U MeOUYUHCKUX cneyuaiucmos. Pexomenoayus npumenuma maxoice 6
omuowlenuy nayuenmos 0o 12 nem, 01 KOMOPbIX OMCYMCMEYIom d¢h@dexmusHvle UHCMpyMeHnmol
CKpUHUH2a Oenpeccuu U mpegocu 8 CUNYy OOBbEKMUBHBIX NCUXOPUIUOIOSUYECKUX U KOSHUMUBHBIX
803pacmuulx ocobeHnocmel. {11 c60e8peMeHH020 BblAGNeHUs Oenpeccuu U mpesocU BAaNHCHO
NPUHUMAMb 60 GHUMAHUE UHGOpMAYUlo, NOCMYNUBULVIO HENOCPeOCMEEeHHO Om pedeHKa u Juy,

ocywecmseyAiouux yxob uau MeauI/lUHCKMX cneyuanucmos, 00 UZMEHeHUU NCUXON0SUYECKO20
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COCMOsAHUSL, HACMPOEHUSL, NOBEOEHUsl, NCUXOCOMAMUYECKUX NPOSBLEHUAX (HaApYUuleHUs CHA, annemuma
u op.), a maxdce 0 Opyeux CUMNMOMOS, XAPAKMEPHBIX Ol OeNnpeccul u mpesocu y oemetl, 8 yeusix

CB0E6PEMEHRHOCO0 HA3HAYEHUA npuema (OCMOmpa, KOHchmeab;uu) epava-ncuxuampa.

o PexomennoBano mius manveHtToB ¢ MB Ha TapretHom Tepanuu € JUAarHOCTUPOBAaHHOM
Jenpeccueil W/WiaM TPEBOIOH, € MLEIbI JIEYEHUS JENPEecCUM W/WIM TPeBOTM, JUHAMUYECKOE
HaOIIoIeHNEe Bpava-TICUXUATpa M TEpamus JIUAarHOCTUPOBAHHBIX COCTOSIHUA B COOTBETCTBHH C
KIIMHUYECKIMH PEKOMEHJAIMsIMHU 110 BEJICHUIO MAIMEHTOB C nemnpeccueit/tpesoron [311,318,319,
316].

YYP-C,¥a1-5)

Kommenrapmii: pewenue o xoppekyu mapeemnou mepanuu Ha QoHe JNeueHUss 8 pPAMKAX

ncuxuampuuecxoﬁ nomowiu, NPUHUMAENCA COBMECNIHO JeHaujum epaiom U 6padom-ncCuxuampom

3.1.17 Tepanus npenapaTaMu APyrux rpynn u/ujid no ocoobIM NOKa3aHUAM

na  mepanuu  MB  npumensemcs — pa0 — 1eKAPCMBEHHbIX — Npenapamos  Opyeux
gapmakomepanesmuyeckux epynn.
PexomenayeTcst paccMOTpETh Ha3HaYEHNE KOPTHKOCTEPOUIOB CUCTEMHOTO JICHCTBUS TIPH:

O TSDKEJIIOM TEYEeHUH, OOYCIOBICHHOM YacThIMU OOOCTPEHUSMHU C SBICHUSIMHU BBIPaAKEHHOMN

JIbIXaTeIbHOM HEOCTATOUHOCTH;

O JIUTETHFHOM BOCIAJIHMTEIBHOM TPOIECCE, OCIOKHEHHOM 00pa30BaHUEM aTENEKTaTHUYECKUX

N3MCHCHUH B JICTKUX;

O BBIPAKEHHOM M CTOMKOM OOCTPYKTMBHOM CHHApPOME, pedpakTepHOM K AEHCTBUIO -

aroHHCTOB,;

O amreprudeckom Oponxoserounom acnepruuiese (ABJIA) [1,2,21]
(YYP-C, Y1 -5).
KommenrTapmii: kopmuxocmepouowvl cucmemHoz20 0elucmeus 8 Maublx 003ax NOMO2aiom He MOoJIbKO
CMabuIU3uUpoO8ams COCMOsAHUe NAyueHma, HO U YIV4UWUMb QYHKYUOHATbHbIE U KIUHUYECKUe
nokazameny. Yawe 6cezo 01 noddepacusaioweli mepanuu Hasnavarom npednusonon no 0,3—
0,5 wme/ke maccer mena nayuenma 8 cymku anvmepuupylowum Kypcom. Eeo credyem npunumamo
8HYmMpb yepe3 Cymku (nocmoauHo). Ilpu ucnonvzosanuu KOpmuKocmepouoos (01 UH2ANAYUOHHO2O
npumenenus, epynna ATX RO3BA) meonennee u 6 menvuieM KOAUYecmee passusaromcs nodouHvle
ahpexmot, xoms oyenka ux s¢hgpexmusnocmu mpedbyem nposedenust uccieoosanuti [1,2,320].
. PekomennoBaHo HaszHaueHue MakpoiauaoB  (#Kmapurpomunua**,  #AsutpoMunuH**)
naruenTam ¢ MB u XpoHu4eckoil ciHerHoiHO#M nH(pekuueil B kauecTBe MPOTUBOBOCHAINTENBHBIX JIC
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C LENbI0 3aMeJJIeHUS MPOrPecCUPOBaHUS CHU)KCHUS JIETOYHOMN byHKIIUN
[1,2,5,21,176,321,322,323,324):

o #Asutpomunua** B no3e 250 mr (mamuentam ¢ Becom meHee 40 kr) u 500 mr (mammeHTam c
BecoM 40 kr u Oosee) yepe3 JBa JHS HA TPETUH MEXAY MpHUeMaMH NHUIIU. J[JIUTENbHOCTh
Teparuu MHAUBHIyadbHa y Kaxaoro ooasHoro [2,176,321,322,323].

YYP-C,YIIA-5).

o #Knaputpomurua** B no3e 125 mr (mamuenram ¢ Becom menee 40 kr) wium 250 mr (manueHram

¢ Becom 40 xr u 6osee) uepes JeHb HE3aBUCHMO OT MpremMa muiu [2,176,324].

(YYP-C, Y1 -4).
e Hecrepounbie MPOTUBOBOCHANUTENbHBIE M TMpoTUBOpeBMaTHueckue mnpenapatsl (HIIBIT) B
HACTOAIIEE BPEeMsS MOTYT pPacCMaTPHUBATBHCS KaK albTepHATHBA KOPTUKOCTEPOUIAM CHCTEMHOTO
JNCHCTBUS C TPOTUBOBOCHAIUTEIBLHOM 1enbto. OJIHAKO 3TO Kacaercs TOJNbKO #HuOympodeHa™**.
Metonuka HazHaueHus: #uOynpoden** Hasnagaetrcs B g03e 20-30 Mr Ha | KT Macchl Tena JABaXK/bI B
JIeHb JIeTSM B Bo3pacTe OT 6 yieT. MakcumalnbpHas CyTOoYHasi J103a JJisi B3pOCHBIX cocTamiser 1,2 T.
MakcumanbHasi CyTo4Has J103a JJIg JETed M MOAPOCTKOB B Bo3pacte oT 12 mo 17 mer — 1 r
[1,2,21,325,326, 329].
(YYP-A, YI]I-1).
Kommenrtapuu: HIIBII oka3vigarom 00cmamodto 8blpadceHHblil NPOMuU8080Cnaiumenvuslil g gexm,
HO npu ux OIUMENbHOM HNPUMEHEeHUU BblCOK PUCK HedcelamenvbHblx peaxyuil. Obcyscoaemcs
B03MONCHOCMb  ONUMENbHO20 — NPUMEHEHUs.  Npenapamos, CeNeKMUHo  UHSUOUPYIOWUX
YUKIOOKCUeeHasy-2  (HecmepouoHvle  NPOMUBOBOCHANUMENbHbIE U NPOMUBOPEBMAMUYECKUE
npenapamul), 0OHAKO UX NPOMUBOBOCNAIUMENbHAS AKMUBHOCMb HUdCe, deM Yy 0Oonee pPAHHUX
AHANL0208.

** memabonuzupyemcs 6 neyenu u obaaoaem 2enamomoxcuyeckum 3gpgexmom,

Ilapayemamon
YUMo KpatiHe HeNCcelamenbHO Y NAYUeHmMOo8 C MYKOSUCYUOO30M, NPU KOMOPOM NOPAX’CEeHUs NnedyeHu
ABNAIOMCA OOHUM U3 NPOAGLEHUT OAHHO20 3A001e6AHUSL.

Jnumenvnocms mepanuu onpedensemcs unHouguoyanvho. Cnedyem O0OHOBPEMEHHO HA3HAYUMDb
UHUOUMOP NPOMOHHO20 HACOCA.

Hcnonvzoeanue  cenekmuenvlx — uneubumopos  yukiookcueenaszol-2  (LJOI-2)  (Kokcubwt) ne
PEKOMEHO08AHO U3-3A PUCKA HeNHCeNamenbHblX AGIEHUUl HA CepOeyHO-COCYOUCMYI0 CUCMeM) Npu
onumenvhvix Kypcax nevenus [327].

Ilpumenenue numecynuoa (npomueonokazan 0o 12 nem) npu MB He 8biAGUNIO NOIOHCUMETLHOLU

OUHAMUKU MAPKEPO8 ocnanenus u nokasameneu ynkyuu aeekux [328), npenapam ne pexomenoosan

K NPpUMEHEHUIO.
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e Pexomenayercs #auerwnuuctenn™* B 1o3e 1200 mMr B cyTku y nanuenToB crapue 12 et u 600 mr
B CYTKM y jaereil mmamume 12 et B 2 mpuéMa BHYTPb HENPEPBIBHO C NEPBOTO JHS IPUMEHEHUs
#aMmukanuHa** B TeueHHE BCEro Kypca NMPUMEHEHUS M 7 JAHEW Mociie ero OKOHYaHus (MUHHUMYM 6
HE/leNb) NS CHMKEHUS OTOTOKCHMYHOCTH. IIpemapar uMeeT OTYeTJIMBBIA KOXJICONPOTEKTHBHBIN
3G GeKT npu aMUHOITIMKO3UA-CBA3aHHON MOTEpe CilyXa, MOHMXKAET PUCK OTOTOKCMYHOCTU Ha 80% u
HpeIyNpeKaacT pa3BUTHE aHTUOMOTHKOPE3UCTEHTHOCTH, SIBJISIETCS aHTHOKCUAAHTOM | 2].
(YYP-C, YA -5).

3.1.18 JleueHue NanHEeHTOB — HOCUTEJIEeH MATOreHHbIX BAPHAHTOB, cBs3aHHbIX ¢ CFTR
. PexomenoBano CEJIEKTUBHOE IIPUMEHEHNE TapreTHOM Tepanuu
(#uBakadrop-+tinymakadrop**/#uBakaprop+rezakadroptanekcakadpTop U uBaKadTOp) IS JICUCHUS
TSKEJIBIX U CIOXKHBIX PECIIUPATOPHBIX MHPEKIMI y HOocuTeneil natoreHHbIX BapuaHToB reHa CFTR ¢
LETIbIO JOCTIIKCHUS HAMTYUILNX PEe3yJIbTaTOB Tepanuu [422]

o (YYP-C,¥YIA-5).
Kommenrtapmii: oosuposku — coenacno Uncmpykyusam. B omauuue om nayuenmoé ¢ MB, nocumenam
MB maxoe neuenue modcem nompebo8amvCsi MOJILKO 6 meyeHue OMHOCUMENbHO KOPOMKUX NEPUOO0E
8pemenu 015 yCuleHUusi AGHMUMUKPOOHOU mepanuu, Hanpumep, npu MadtceiblX NPOsAGIEeHUAX UHPeEKYUU,
8bI36aHHOU HemyOepKyne3nbimu mukooakmepusmu [406,420].
o PexomenoBano CEJIEKTUBHOE pUMEHEHNE TapreTHOM Tepanuu
(#uBakadTop-tiymakadrop™*/HuBakapTop+resakadroptanekcakadrop U uBakapTOp) y NalMEHTOB —
HOCUTENIeH TaTOreHHBIX BAapHaHTOB, cBs3aHHbIX ¢ CFTR-acconumpoBaHHBIM MaHKpPEATUTOM JUIs
MpeIynpexaeHus: 000CTpeHHsI TaHKpeaTHTa B JO3UPOBKax coriacHo MHcTpykuumsim [474, 475, 476,
477, 478, 479, 480, 481, 482, 483, 484, 485, 486, 487, 488, 489, 490]
YYP-C,yaa-4).

3.2 Kunesurepanus

e BceMm manumeHTaM ¢ MYKOBHCIIMJIO30M B OO0S3aTEIbHOM IOPSJIKE PEKOMEHIOBAHO IPOBEICHHE
kunesutepanuu (KHT) nmo unnuBuayanbHONW mporpamme (MeTOAMKAa IPEHUPOBAHUS OPOHXHAIBLHOTO
nepeBa U JiedeOHas (Qu3KynbTypa (ABIXaTedbHBIC YHOpaXHEHUs ApeHupyronue, JledeOHas
¢u3KyIpTYpa MpH 3a00J€BaHUSIX OPOHXOJETOYHOW CHCTEMBI)) C LENbI0 YIYYIICHUS 3BaKyalluu
MokpoTsI [1,2,21,191,287].

(YYP-C, YO -5).

KommeHnTapuii: xkunesumepanus - 0OUH U3 BANCHLIX KOMNOHEHMO8 KOMNIEKCHO20 nedeHus MB.
I'nasnas yenv npogedenus Kunezumepanuy — ouuuyeHue OPOHXUATLHO20 0epesa Om a3K0l MOKPOMbI,

Komopas OnoKupyem OpoHXU, €030a8as YCI08us OJisl pa3sumusi UH@eKyuu 6 OpPOHXONE20UHOU
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cucmeme, a MakKice NOOOEPHCAnue 1eeKUX 6 MAKCUMANIbHO QyHKyuonarvhom cocmosnuu [1,2,5,191].

Ocnoenvimu memoouxamu KHT sensaiomes:

(@]

HOCMYPANbHBIIL OPEHANC,

NEPKYCCUOHHBII MACCANC 2PYOHOU KIeMKU,

AKMUBHBLI YUK ObIXAHUSL,

OPEHAdICHBLE NONONCEHUS,

AYMO2EeHHbIU OPEeHaNC,;

mepanust, ¢ NOMOWbIO ObIXAMENbHBIX MPEHANCEPOS, COZ0AIWUX NOTOANCUMETbHOE 0ABTIeHUe HA
8b100X€e, 8 MOM YUCILE, C KOHMPOIEM U Pe2yIUpOBAHUEM IMO20 0AGIeHUs. (CheyudibHble MACKU,

cucmemal, TpeHa:)fcep ObIXamenbHblll ¢ NEPEeMEHHbIM NOJIOHCUNESIbHBIM oasnenuem Ha 6bl@0x€,

(¢prammep) u op.);

ﬂblxameﬂbelﬁ mpeHasicep, co3da10u;mZ nonoxcumenvHoe oasiernue Ha evlooxe. B komniexkme:

BEPXHAA CEKYUA, HUINCHAS 4aACmb, Myqua-peeyﬂ}lmop CONpomue6leHUA, MyHanyK be3 xknanana

6b160xa,' Hocosou 3adxcum. Hanuuue eozmoorcrnocmu np06€()€Huﬂ mepmu%cxozi, XUMUYECKOU

06pabOmMKU, aBMOKIABUPOBAHUSL 8CEX Hacmell mpeHaxcepa

Tepanuﬂ C NOMOWbIO CNEeYUalbHbIX annapanios HaAsnavaemcs coemecnio epadiom-nyji1bMOoOHOI0cOM

UIU BPAYOM-NEOUAMPOM, 8PALOM-MEPANEBMOM CREeYUATUZUPOSHHO20 omoenenus (yeumpa) uiu

8PAYOM NALTUAMUSHOU NOMOWU COBMECHHO C 8PAYOM MO deyeOHou guskyromype (u 0p.) no

NOKA3aHUAM.

o

OpeHadic ¢ NOMOUWbIO CREYUATbHBIX NPUOOPOS NO NOKAZAHUIM, MEMOOaMU:

- Annapam 0113 nomowu yoaneHus 6bl0eeHUll U3 ObIXAMENbHbIX Hymell ¢ NPUHAOLEHCHOCHIAMU
- [PV (ummpanynbmonanvhas — NepKYCCUOHHAA — BEHMUNAYUS).  ANNAPAMOM — OJs
UHMPANYIbMOHATbHOU NEPKYCCUOHHOU 6eHMUNAYUU 1€2KUX

- IPP  (unmpanynomonanvhas — nepkyccus) — npubopamu. — uHcyggaamop-acnupamop
mexanuveckut  u  Hucygppramop-acnupamop ¢ npunaonesxcnocmamu.  Ilpubopul
npeoHasHayenvl O NAYUEHMOs, KOMopble He MO2YM KAWlisimy uiu d¢hgexmusno ouuwams
ovixamenbHble NYMU U3-3a YXYOUleHus NUKOBOU CKOpOCMU npu Kauile. Ycmpoucmeo
cmuMynupyem ecmecmeenHblli Kauienb, Oblcmpo MeHss NON0dICUmenbHoe OdsleHue Ha
ompuyamenvroe. Hucyggramopul-acnupamopvl mexanuveckue cieoyem UCNOoab306ams No
HA3HAYEHUI0 8paua Ul NOcie KOHCYTbMAayuu ¢ MeOUYUHCKUM CHeyuanucmom/noceujenus
J1e4eOHO-NPOPUIAKMUYECKO20 YUPEHCOCHUSL C OCMOMPOM Y MEOUYUHCKO20 CReYUanIUcma

-. HFCWO (Bvicokouacmomnas Ocyuniayus cpyoHol Kiemku) - npu nomMowu npudopos:
(cucmema ouuwjeHUuss ObIXAMENbHLIX NYymel Om ceKpema MemooOM GblCOKOUACMOMHOU

OCYUNTAYUU 2PYOHOU KIEeMKU UIU CUCTNEMbI OYUCTKU ObIXAMENbHbIX Nymell) u oOp.,
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Kunesumepanus masnauaemcs 6écem nayueHmam ¢ MOMeHmMA NOCMAHOBKU OUACHO3d, 8 JIH000M
gospacme. YV 2pyOHbix Oemell O0ObIYHO NPUMEHAIOM NACCUBHYIO MEXHUKY KUHe3Uumepanuu,
BKIIOUATOWYIO:
O cneyuanbHbvlie OPeHANCHbLE NOTIOAHCEHUSl, 8 KOMOPLIX YIYUUACHICS 28AKYAYUS CIUIU U3 NESKUX,
O KOHmMaxkmuoe ObIXaHue,
O Maccadic ¢ 1é2Koll subpayueti u NO2NANCUBAHUEM,
O Knongmaccadic (nocmykusauue 8 8-mu MoOUKAX 2pyOHOU KIemK),
O 3aMAMUs HA SUMHACTNUYECKOM Msde;
O ObIXaHue ¢ NOMOWbIO MACKU, CO30aruieli NOJOXCUMeNbHOoe 0aslleHue Ha 8bl0oXe,
O OpeHadsc ¢ NOMOWbI0O CHEYUaIbHO20  BUOPAYUOHHO20  Jiculema: y — NAyuenmos ¢
MYKOBUCYUOO30M 8 T1H000M 803pacme (0m HOBOPOIHCOEHHO20 00 83DPOCII020).
Opgexmusnocmsv mex unu unvix memooos KHT eapvupyem 6 3asucumocmu om uHOUBUOYATbHBIX
ocobennocmeti nayuenmos ¢ MB. Yem mnaowe pebénox, mem 0Oolee naccusuvie MemoOouku
Openuposanusi creoyem Ucnonb3o08ams. Ho8opodcOEHHbIM BbINONHAIOM MONLKO NEPKYCcCuro U
Komnpeccuio 2epyoHou kiaemku. Ilo mepe pocma pebénka credyem HNOCMENeHHO 8800ums Oojee
akmuenvle MemoouKu, 00y4as nayueHmos mexHuKe KOHMpoIUpyemo20 OmKAUIUEAHUS.
Yenyeu no npuxazy Munzopasa Poccuu om 13.10.2017 Ne 804n «O6 ymeepocoenuu
HOMEHKAAMYPpbl MEOUYUHCKUX YCIY2».
O Maccasc npu xponuueckux Hecneyupuieckux 3a001e6aHUsAX 1ecKUX
o Obwuil maccasx)c u 2UMHACMUKA ) Oemell panHe20 803pacma
O Maccasic epyoHoll Kiemxku MeouyuHcKuil
e PexkoMEeHAYIOTCS MaIlMeHTaM C MYKOBHUCIIMI030M DPETYyISpHbIE 3aHATHSA JeueOHOU (PU3KYIbTYpOit
(JleueOnast ¢uskynapTypa mpu 3a00JeBaHHUSIX OpOHXOJETOYHOW cucTeMbl, MHAMBHIyanbHOE 3aHSITHE
neyeOHON (Pu3KyIbTYypol TIpu 3a00JIeBaHUSX OpPOHXOJErOYHOM CHCTEMBI, MexaHoTepanus IMpu
3200JIeBaHUSX OPOHXOJIETOYHON CUCTeMbI, MeXaHOTepanuss Ha MPOCTEUIITNX MEXaHOTEPAICBTHUYCCKUX
amnmaparax npu 3a00JeBaHUsIX OpOHXOJIEerouHOU cuctemsl, JleueOHass pU3KyIbTypa ¢ UCTIOIB30BAHUEM
amnmapaToB U TPEHAXEPOB TpU 3a00JICBaHHUSIX OpPOHXOJETOYHOW CHUCTEMBI) C MENbI0 YIYYIICHHS
9BaKyallil MOKPOTBI, YKPEIICHHS JIbIXaTeIbHONH MYCKYJIaTyphl, MIOBHIIICHHUS SMOIIMOHAIBHOTO TOHYCA
nanuenTa [1,2,21,191].
YYP-C, ¥ -5).
KommenTapun:
C panneco oemcmea (Hauuuas ¢ 3-x Jgem) HEOOXOOUMO CMUMYIUPOBAMb NAYUEHMOB
3AHUMAMbCA OUHAMUYECKUMU BUOAMU CNOPMA, CEA3AHHLIMU C HAZPY3KAMU CPeOHell UHMEHCUBHOCU,

0cobeHHo COnpﬂOfCéHHblMu C I’lpe6bl€aH1/l€M Ha ceedcem 8030yxe. Dusuyeckue ynpasiCHeHu:
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obnecuarom ouuujenue OPOHX08 OmM GA3KOU MOKPOMbL U PA38UBAom OblXameibHylo U 00uio
myckynamypy. Hekomopuie ynpasicnenus: yKpensaom epyonyio KAemky u UCHPASAAIom OCAHKY.

Paspewenvt aspobnuvle 6uovl cnopma: aspobuka, niasauue, bee, gerocuned, UMHACMUKA
toeu u VI, 6aomunmon, 601610U U MATLIL MEHHUC, BOEUOO0I, 20b(p, Mypusm u m.n.

B peokux cayuasx msoicecmv cocmosiHus nayueHma NOIHOCMbIO UCKIIOYAem 603MONCHOCHb
3auamus guzuyeckumu ynpasxchenuamu. Ilosmomy 6onpocvl cnopmusHou akmusHocmu (66100p 6uoa
cnopma u Hazpy3Ku) OOAHCeH peuams aedawjuti 8pay.

Hayuenmam ¢ MB mne cnedyem 3anumamuvcsi 0COOEHHO MPABMAMUYHLIMU BUOAMU CHROpMA
(msocénas amnemuxa, Gymoon, XoKKell, NpeljicKU 6 800y, MOMOCnopm, 60Kc, pe2bu, 031000 u m.n.),
NOCKOILKY OUmeNbHoe 02panuierue Guuyeckoll akmueHOCmMu, C6a3aHHOe ¢ 80CCMAHOBNIEHUEM NocCe
Mpagmvl, HeOIAZONPUAMHO CKA3bI8AEMCS HA OPEHANCHOU DYHKYUU 1E2KUX. 3anpeujenvl aHaspooHble
BUOBL CNOPMA. MAJHCENAS. AMTIEMUKA, DOOUOUTOUHS U M.N.

Tayuenmoi ¢ mykogucyuoozom omuocames k cneyuanvuvim, 111 u IV epynnam 300posva.

111 zpynna 300poeva - nayuenmovl ¢ MyKOSUCYUOO30M 8 CMAOUU CMOUKOU KIUHUKO-TAO0PAMOPHOU
pemuccuu.

o Jlemsam, omHeceHHbIM K OMOU 2pynne, paspewiarmcs  3aHamus  QU3KYIbmypou 8
00pa308amMeNbHbIX YUPEHCOCHUAX NO UHOUBUOYATbHOU Npocpamme, nNo0 pPYKOBOOCMBEOM Yuumens

@u3zuneckoll Kyibmypsl Ui UHCMPYKMopa 1e4eOHou OusKy1bmypuol.

» Jlemu smotil epynnoel, umerowue xopouwee QYHKYUOHAIbHOE COCMOSAHUE U COOMBENCMEYIOU)IO
8o3pacmy @u3ULeCcKyio NOO20MOBIeHHOCMb, He OMmCmaiwue Om C8epCmMHUK08 8 Gu3uiecKkom
passumuu U GU3ULECKol N0O20MOBIEHHOCMU, OONYCKAIOMC 00 3aHAMUL 8 NOIHOM 00beMe no

YuebHoU npozpamme QuU3UYeCKO20 B0CNUMAHUSA, NOO20MOBKU U COAUU MECHmOBbIX NPOSPAMM,

mpebywux onpeoenenHou uzuieckol nodzomosieHHocmu, makou kaxk — lomos k Tpyoy u

Obopone (I'TO) u yuacmuem 6 CHOPMUBHBIX COPEGHOBAHUAX U MYPHUPAX, CNAPMAKUAOAX,

CNOpmMueHvIX npazoHuKax u pecmugansx, ouax “Cnopma’.

* K cnopmueénvim 3aHamuam u yuacmuro 8 CnOpmuHbIX COPeBHOBAHUAX OHU OONYCKAIOMCS NOCTe

coayu nopm I'TO.

1V czpynna 300poebs - nayuenmvl ¢ MYKOBUCYUOO30M 6 CMAOUU He NOJAHOU KIUHUKO-
1aOOpamopHoOll pemuccuu Uiy 8 cmaouu obocmperuu 3a001e6anus. Jlemsam, OmMHeCeHHbIM K MOl
epynne 300p08bs, DPEKOMEHOYIOMC 6 003amelbHOM NOpsaoKe OOMAWHUe 3aHAmus ae4eOHol
@u3Kynemypou u Kunesumepanueu, npocyiku Ha 8ozoyxe. K cnopmuenvim 3auAmMuimM u y4acmuio 8

CNOpMUBHblX COPEBHOBAHUAX OHU He OOI’IyCKaIOmC}l.
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Kommenmapuii: nepexoo nayuenma c mykosucyudozom usz Il zpynnwt 300poevs ¢ IV, unu uz IV
¢ IlI, onpedensemca ezo newauwium 6pavyom nO KIUHUKO-QYHKYUOHATLHOMY COCHIOAHUIO HA
oannwtit momenm [330,331,332,333,334].

Yenyeu no mpukazy Munzopasa Poccuu om 13.10.2017 N 804u «O6 ymeepoicoenuu

HOMEHKAAMYPbl MEOUYUHCKUX YCYeH:

o Jleuebnas ¢uskyromypa npu 3a001€6aHUAX OPOHXOIE20UHOU CUCTHEMbL
O  Mexanomepanus npu 3a001€6aHUAX OPOHXONE20UHOU CUCTEMbL
o JleuebHas ¢husKynbmypa ¢ UCnoib308aHUeM AnNNApamos u mpeHancepos8 npu 3a001e6aHUsIX
OPOHXONE20UHOU CUCTeMbl
O /lvixamenbHvle ynpaxcHeHus openupyoujue
o Jleuebnas c¢uskyremypa ¢ OuoIO2UYECKOU OOPAMHOU  C83bI0 NpuU  3A0071e8AHUIX
OpOHXONE20UHOU  cucmemsbl (MPUHYUR  OUOIOSUHECKOU OOPAMHOU  C63U  3AKIIUAemCcsl 6
HeNpepvl8HOM — MOHUMOPUH2E —ONPeOeNeHHbIX — 2NeKMPOPUIUOIOSULeCKUX —noKkazamenet u
«NOOKpennenuemy» ¢ NOMOWbI0 MYIbIMUMEOUUHBIX, USPOBLIX U OpPYeUX HPUéMo8 3a0aHHOU

obaacmu 3Havenull)

3.3 /lueroTrepanus 1 BATAMHUHOTEPANUSA

3.3.1 O0mue NpUHUMIBI IUeTOTepanuu y nauueHToB ¢ MB 6e3 TaprerHoii Tepanuu

Huemomepanus cocmaeisiem 8ajxcHylo yacms KomniexcHot mepanuu npu MB [1,2,21]. Cmecu ons
71e4ebH020 U OONOJHUMENLHO20 NUMAHUA ONd NAYUEHMO8 C MYKOBUCYUOO30M NPEOMAsieHbl 6
Ipunoowcenuu A3.8

o PexomeHyeTcst BceM MalueHTaM ¢ MYKOBHCIMI030M YBEJIMYEHUE CYTOYHOIO MOTpeOsIeHus
kanmopuii 10 120-150% mno cpaBHEHHIO ¢ HOpMaMmH IO BO3PACTy, MPONOPLUOHAIBHOE YBEIMYEHHE
notpebyieHus: BbICOKOKauecTBeHHoro Oenka (20% ot cyrouHoro kajiopaxa) u xkupa (35-40% ot
CYTOYHOTO KaJIopaka) C IEeNbI0 MOIePKaHusI aJIeKBaTHOIO HYTPUTHBHOTO cTatyca [62].
YYP-C, YA -5).
Kommenrapmii: [layuenmam ¢ MB Heobxo0uma pauHss HympumueHas noooepicka. Ycmauosnena
HEeNnocpeoCmeeH as C643b MeHCOy COCmosAHUuemM numanus u Qynxkyueti neekux. Cywecmeyem npamas
Koppenayus mexcoy noKazamenem UHOeKca mMaccol mend, QyHKyuel 1e2Kux u npoooadCUmenrbHOCmbio
JHCU3HU.
Hnoexc maccor mena (MMT) = macca mena (ke) / keadpam pocma (MZ).

s oyenku Hympumueno2o cmamyca UCnonb3yiomcs cieoyioujue Kpumepuu.
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s oemeii:nedocmamounslil eec.: Z-score eec /6ospacm <-2 SD unu UMT <5-20 nepyenmuns, <-2 SD
(= 2-20 nepyenmuis) meouannoeo peghepeHmHo20 3HaAUeHUs O 803PACMY U NOJY;

3a0epoicka pocma: Z-score pocm/eospacm < —2 SD cpednezco pegpeperncrozo 3nauenus no gospacmy u
noiuy.

ons e3pocavix: UMT <18,5 ke/m2

na onpedenenuss u3661MoOUHO20 8eCA/OHCUPEHUA!

07151 Oemetl om 08yX Jlem u cmapuie:

usovimounwiil eec— UMT meoncoy 85—94,9 nepyenmunem unu z-cxop UMT >1 SD (~84-1i nepyenmuiv)
MEOUAHHO20 peqhepeHMHO20 3HAYEHUsI NOBO3PACTY U NOJLY,

oorcuperue — UMT >95-20 nepyenmuns odxcupenusi unu z-ckop UMT >2 SD (~98-1i nepyenmuns)
MeOUAHHO20 pehepeHmMHO20 3HAYEHUsL NOBO3PACY U NOJLY.

07151 83POCTILIX .

uzbvimounwil 6ec - UMT 25-29,9 ke/m2 014 uzdwimouno2o eeca,

ooircupenue - UMT >30 ke/m2

L]enesvle noxkazamenu:

HUMT >50 nepyenmunsa ( 0 SD) (npu UMT = 21 — 22 Kke/m* ¥V 83DOCTIbIX 3aPe2UCMPUPOBAHO

cywecmeaennoe yryvenue noxazamens O®@B;). [424].

Buicoxuii nepyenmuns noxkazamens eec/eospacm accoyuupyemcs ¢ ayumumu nokasamenimu OPBy,
JIUHEUHO020 POCMA, CHUINCEHUEeM CPOKO8 20CNUMANU3AYUY, CHUINCEHUEeM KOAuYecmea OPOHXO0Ne20YHbIX
obocmpenull, a makaice ygeiuyeHuem npoooIHCUMeNbHOCIU HCUSHIU.

benku
HCII/;MEHmbl C MB Hyofcdaiomm 6 NOBLIUIEHHOM KoJluuecmee 66]11('(1 u3z-3a eco nomepb

(manvabcopbyuu) u 6 OONOITHUMETLHOM NOCMYNIEHUU €20 8 Nepuod Kamadoausma npu j1e20YHbIX
obocmpenusax. HMcmounuxamu NOIHOYEHHO2O0 Oenka A6IAIMCA HAMYpaibHble NPOOYKmuvl (MACO,
nmuya, pvloa, MopenpooyKmol, MOIOKO, KUCIOMOLOUHbIe NPOOYKMbL, MEOpPoe, Cuipbl, Auya). [emsam
cmapute 2004 pPeKOMeHOYemcs: 6KIYaAmb 8 PAYUOH BbICOKOOENK08ble NpOOYKmMul (Auya, pwioa,
meopoe, colp) He pedice 3 paz 8 OeHb, MOJIOKO U KUCIOMONOUHbIe npodykmul He menee 500 — 800 mn 6
OeHb.

B3pocnvim nayuenmam ¢ MyKoBUCYUO030M PEKOMEHO08AHO ynompebasims ¢ OeHb 2 — 3 nopyuu
NPOOYKMO8, cooepicaujux 0enoK 6blCOKOU OUON02UYecKol YeHHOCmuU (MAco, nmuyd, pwvloa, Auya,
meopoe, culp).

B kauecmee 0ononrHumenbHoeo UCMo4HUKa OelKa peKOMeHOYemcs UCNOIb308aHUe 1e4eOHbIX

cmecel 0 OHmMepaiIbHOcO U OONONHUMENbHO20 NUMAHUS. ﬂonozmumeﬂbnoe numdaHue HasHavarom no
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150 - 200 — 250 mn 1 — 3 pasa 6 Oenv (Hanpumep, Ha 6MOPOU 3A8MPAK, HA NOJOHUK UTU NEPped CHOM,
B03MOJICHO 8 COYEemAaHuu ¢ HPYKmosulm niope, neuemvem, xaonvamu u m.n.). K ucnonvzosanuio
PEKOMEHOYIOMCA CMeCU HA OCHOBE YelbHO20 MOIOYHO20 belKa (Cmanoapmusie Cheyuaru3uposanHole
NPOOYKMbL IHMEPAIbHO20 NUMAHUSA) C HOPMATLHLIM UIU NOBLIUEHHbIM cooepiicanuem Oenka. B
cayuae HeOOCMAMOUHOU 3d¢hhekmueHocmu CMaHOAPMHBLIX NPOOYKMOE UCNOIb3VIOMCSA CMeCU Ha
0CHOBe 2UOPONUZ0BAHHO20 MOIOYHO20 DeNKa (CheyuanusuposanHvle nPoOYymsl IHEPAIbHO20 NUMAHU
Ha OCHOB8e 2UOpPOIU308AHHO20 OeNKA MONOYHOU CbIBOPOMKU) C HOPMANLHLIM UNU NOBLIUEHHBIM
KOJIUYeCmeoM Kanopuil

Obvem  OONOIHUMENbHO20 — NUMAHUSA —~ ONpeoensemcs  CMeneHvilo  HYMpUmueHou
Heo0CmamoyHoCmu U annemumom.

YV e3pocnvix nayuenmoe npu pacueme o00vema OONOIHUMENLHO20 NUMAHUSL HEOOXOOUMO
yuumeleams msdcecmsv ovixamenvHou HedocmamoyrHocmu. CobnodeHue NpuHYuna «MHO20, He
3HAUUM XOpowioy y NAYUEHMO8 C MANCENOU ObIXamelbHOLU HedOCMAmMOYHOCIbIO — NPOPUIAKMUKA
VCUuneHuss CUHOpOMA cUnepKamadoau3mMa npu nepezpy3Ke NUmamenrbHblMu cyocmpamamu.

Ocobennocmu ouemomepanuu Ha pone mapzemHou mepanuu:

B opy mapeemmnoii mepanuu MmeHsiemcsi KOHYenyus NUMAHUs OM  2CUNEPKAIOPULHOU
BbICOKOICUPOBOTL Ouembl OJisl BCexX NAYUeHmos8 00 "300p08020 numanus" Kaxk 0CHOBHOU PEKOMEHOAYUU.
[424]

Kommenrapum: [lpu oocmudscenuu 50 yewmuns u cmabuibHOM coxpanenuu 6 meueHue 6
Mecsyes MeHAemcs KOHYenyus om 2UnepKailoputiHol 8blCOKOICUPOBOL Ouemsl 0Jisl 8CeX NayueHmos 00
Gusuonoeuueckou nopmul [424].

IIpuem npenapamos mapecemnoii mepanuu cieoyem oCywecmensams 8 OCHOBHblE NPUeMbl MUY
unu ¢ moaounvimu npooykmamu (6 cpednem, 4-5 2 sHcupos na Kkaxcoyio 003y).

Ommeuaemcs yeenuuenue eeca om 13 0o 15% 6 nepegvie 16-24 neo. mapeemnou mepanuu c
nocnedyrowet cmabunuzayuei. C momenma cmapma mapzemuou mepanuu 6 CLLA uucno e3pocivix
nayueHmos ¢ uzbblMoYHbIM 6eCOM yeeauuunrocs Ha 26,7% [335]

B ceéa3u ¢ smum, cywecmgyem 0b6ecnokoeHHOCMb NO NOBOOY B03PACHMHbIX, MEMAOOIULECKUX
HapyuleHutl, Komopbvie, KaK U3BECMHO, C8A3AHbl C OUEMOU C BbICOKUM COOEPAHCAHUEM IHCUPO8 U
yeenuyenuem eeca. Tekyujue pekomMeHOAUUU NO IHEPLeMUUECKOU YEHHOCMU U NOMPeOIeHUIo dHcupa 8
payuore mocy dvimv U30LIMOUHBIMU 8 dMoM ciyyae. Credyem npumeHsams UHOUBUOYATbHBIL NOOX00 U
HA3HAYeHue payuoHa NUMAHUs, CO2NACHO PEKOMEHOAUUAM NPU ONCUPEHUU U MemadoauyecKom

cunopome [336.].
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s 0b6vekmusHoU OyeHKU HeobXooum OuHamuyeckuil Kowmpoavb He moavko HUMT, no u
cocmaea mena memooom oduounedancomempuu (Onpedenenue nNpoYeHMHO20 COOMHOUEHU B800bl,
MBIUEHHOU U HCUPOBOTL MKAHU C ROMOWbIo buoumnedarncmempa) [424] (cm. pazoen 2.4).

Kupot
Upe36blualino 8AliCHO COXPAHEHUE 8bLCOK020 nompebienus scupos nayuenmamu ¢ MB (0o 40%

om 3Hepeemuyeckol yeHnocmu). Kupvl aenaomca  naubonee dHepeemMuyecKu  «NJIOMHBIMY
9HepeoHocumenem (9 kkan/e); ygeruyeHue K8Omuvl JHCUpPaA 8 IHEp2oobecneyeHul CHuMcaem obpazosanue
COy, MuHumusupyem e2o 3a0epiHcKy 6 opanusme, NOIOHCUMENbHO 6lUsem HA 2a3000MeH 6 Ne2KUX.
Bosmoorcnocms  gbicokoco nompebnenus drcupa obecneuusaemcs a0eK8amHou 3amMecmumenbHol
Gepmenmuotl mepanuel.

Xomsa xonuuecmso dicupa 8 oueme nayuenmos ¢ MB ne ocpanuuusaemcs, 8ajxcHoe 3HaueHue
npuobpemaem e20 KayeCmMeHHulli cocmas. B ceazu ¢ Hapywenuamu 6 cenamodunuapuoi cgepe,
KOIUYECMBO HACLIUYEHHbIX U Mpancocupos (drcugommuvie dcupvl, coodepicawjuecss 6 IHCAPeHbIX
NPOOYKMAx, KONOACHBIX U30eNUsIX, KOdce NMmuyvl, KYIUHAPHLIE OJICUPbL, MAPeapuH) HeoOX00UMO
o2panHudusams, 0moasas NpeonoumeHue HCUupam, 602amviM NOJUHEHACLIUEHHBIMU HCUPHBIMU
kuciomamu (ITHXKK): omeea-6 (Kykypy3noe, noOCcoiHeunoe mMacio) u ome2a-3 (IbHAHOe MACLO, HCUp
MOPCKUX pbl0) HCUPHBIMU KUCIOMAMU, NPUPOOHbIM eumamunom E. Taxue macna xkax — KyKypysHoe
nOOCOIHeYHOe, pancogoe cledyem UCHONb308aMb 6 Kauecmee 0A308bIX NPOOYKMOE O/
npucomosieHus nuwu. A maxkue macia, Kaxk JbHAHOe, MbIKEEHHOe, capoposoe, MAcio 2peyKux
0pexo8, BUHOZPAOHLIX KOCMOYeK U Op. 8 Kauecmee OONOJIHUMENbHOU, OUONO0SUYeCKU aKMUBHOU
dobasku K nuuje, 8 HeOOIbLUIOM 00beme, be3 mepMudecKol 00pabomku, 006asssa 8 20moguvle O.1100aA.

Pacmumenvnoe koxocosoe macno - coodepocum 6 ceoem cocmase CpeoHeyenoyeyHvle
mpuenuyepuowvt (CLT). Tpuenuyepuow: co cpedueii onunou yenepoououi yenu (C6-CI12) asnsaomcsa
J1e2KO OOCMYNHbIM UCTOYHUKOM SHep2UU, MAaK KaK He HYHCOAIOMCS 8 IMYIbeAYUU HCETYHLIMU COTIAMU
U euoponuze NAHKpeamudeckol IUNA3ol U 1e2K0 B8CACbI8AlOMCs, MUHYS TUMPDAMUYECKYI0 cucmemy,
HEenocpeoCcmeenHo 8 KpO8eHOCHble cOCyObl cucmembl 60pomuou éeHvl. OOHAKO, credyem 3HAmMb, YmMo
CLT omuocamcs K HACBIWEHHBIM JHCUPAM, 001A0AlOm Kemo2eHHbIM 3QgeKkmom, 6 céa3u ¢ IMum
cnedyem usbez2amov u30bIMOUHO20 YNOMpeObieHUs UX 8 payuoHe.

Pso cmecen ons neuebnoco numanus cooepicam 6 ceoém cocmase CLT. Codepoicanue ux
gapvupyem 6 npeoenax 20-70% oHcupo6oco KOMNOHEHMA, OCMANbHbIE JHCUPLL NPEeOCABIeHb
JURUOAMU €  BLICOKUM COOEPHCAHUEM ICCEHYUATbHBIX (NONUHEHACLIUEHHBIX) JHCUPHBIX KUCTIOM.
Mooynvnvie dcupogvie cmecu (Imyavcuu) umerom 6 ceoem cocmase moavko CLT. Ilokazanuem x

UCnojlb306aHUO MAaKUx npodykmoe, cmecell A618emcs HeBO3MONCHOCb yeeaudunio KClJlOpuﬁHOCl’l/lb
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payuorHa U KomMneHcuposaniob cmeamoper ¢ NnoMOouibio a0eKkeammuvix 003 MquocqbepuquKux
gbepMeHmoe, 6bIPAJNCEHHAS CMENEHDb HympumueHoﬁ HeO00CmMAamo4yHOCHIU.

Yeneeoownt
DHepeemuueckutl Oehuyum B0CNOIHAEMCA MAKNCe 3ad cHem yeneeo008, 00Jisi KOMOpPbIX 8

payuone domcha cocmasiime 35-40% om cymounou xanoputnocmu. Jucaxapuovl, 8 mom uucie
caxap, 6 OONLWUHCINGE CYYAe8 NePEeHOCAMC XOPOuo, NPOCmble caxapa (MOHO- U Oucaxapuovl) yc
gausaromesi 6e3 NaHKpeamuyeckux epmenmos, 3a cuem NpucmeHouYHo2o nuujesapenus. B payuone
NUMAanUs NPOCmble Yene8o0bl He 02PAHUYUBAIOMCA (caxap, (hpyKmol, CladKue HanumKu, mMeo, 8apenbve,
KOH@hembl U Op), 0OHAKO, 8 CEA3U C 803PACMAIOWUM PUCKOM B0ZHUKHOBEHUS ACCOYUUPOsanHozo ¢ MB
caxaprozo ouabema, ux peKoOMeHOyemcs Ynompeoasims moabKo NOCie OCHOBHbIX NPUEMO8 NUWU, 8O
uzbesicanue pe3Kux KoieOaHuil YpoeHs eiuKeMuu.

Heobxooumo nomnums, umo y 91% nayuenmoe ommeuaemcs Kapuo3Hoe nopasjicenue 3008,
ymo mpebyem MuAMeNbHOU 2ucUeHbl HNOLOCMU pma U  pe2yispHo20 HAOT0OeHUs 8pavd-
cmomamonoea.

YV nayuenmos, coxpansowux scanober Ha ouapero, 830ymue dxcusoma, O0aU 8 Hcusome U
no8blUeHHOe 2a3000paA308aHue NPU YROMpeOieHUU MOLOYHBIX NPOOYKMO8, HEOOX0OUMO UCKTIOYUND
JaKkmaszHyro Heoocmamounocmo. CHUdCEHUe NaKmMazHou aKmueHOCMU 6 OUONMAamax Ciu3ucCmou
obonouxku mounxou kuwxu 103 demeti ¢ MB u msasicenoi nankpeamuyueckou HedoCmamo4HoCmbio Obl10
obHapyiceno 6 58% (msicenasn eunonrakmasus 6 31% u ymepennas 6 28% cnyuaes)[338].

Ocobyto epynny cocmagnsaiom Oemu, OnepuposamnHvie no No8ody MeKOHUe8o2o uieycd, d
makoice nayueHmol, onepupoganuvie no nosody C/HO, komopvie mozym umemv JIAKMAZHYIO
He0OoCmAamoyHOCmy 8 MOU UlU UHOL CMeNneHl, 8 3A8UCUMOCTU OM OJIUHbL PE3eYUPOBAHHO20 YUACKA
MOHKOU KUWKU (NOCMPE3eKYUOHHbII CUHOPOM/CUHOPOM KOPOMKOU KUUIKLL).

Hemsim Ha epyOHOM GCKAPMAUBAHUU, NPU HATUYUU JAKMAHOU HEOOCMAmoYHOCMU,
UCNnONL3YIOM OUOIO2UYECKU aKMUBHble 000A8KU, codepaicawue 1aKkmasy (1axmasap, 1akmasa —oeou u
op.), npu CMEWARHOM UIU UCKYCCMEEHHOM BCKAPMAUBAHUU - HUZKOIAKMO3HbLE 3AMEHUMeNU 2pYyOHO20
MOOKa, a makce Oe31aKmo3nbie cMecu Ha OCHOGe 21yY00K020 eudpoausa bexa. /lemsam cmapuie 200a
npU COXPAHAIOUWUXC CUMMOMAX JAKMA3HOU HeOOCMAamoYHOCMU, KUWEeYHOU OUCHYHKYUU NOKA3AHbI
noxy21eMeHmHuble cmMecu OJisl SHMEPAlIbHO20 NUMAHUSL.

B Oueecmuu nonumepos 2noko3vl — MAIbMOOEKCMPUHOE C HEOOTbUUM YUCTIOM 2NHOKO3HBIX
ocmamxos (5-8) 6 bonvuiel cmeneHyu NPUHUMAem ydyacmue 2n0KOaMuIasa u maiemasa (gpepmenmol
KUWEYHO20 NPUCEHOYHO20 NUWesapenus), yem HnaHKpeamuueckas amunaza. Manbmooexcmpurol

umerom 6onee HU3KYIO OCMOJIAIpDHOCMb, YeM MOHO- U ()ucaxapudbz, nosmomy ux ucnojlb3oearnue 6
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cocmase CNeyuanusUpOBaAHHbIX cmecell 0isi IHMEPAIbHO2O0 U OONOTHUMENbHO20 NUMAHUSL NO360.J5em
CYWeCmEeHHO YEenuyUms KAl0pUUHOCMb 6e3 Y8enuteHus 0CMOMUYEeCKOl Ha2pY3KU Ha KUUKY.

Pacwennenue kpaxmana 3agucum om naHKpeamuyeckou amunia3vl, NOIMOMY OH YCBAUBAETNCS
Xyoice, uem Ou- U MOHOCAXapuobvl. Amunopes, makdice KaK Kpeamopes u cmeamopes, HysHcoaemcs 8
KOppexkyuu naukpeamurom**. Hznuwku HepacujenienHo2o Kpaxmaid, noCmyndas 6 moicmyr KUwKy,
2UOPOUSUPYIOMCA KUUEUHOU MUKPOPIOPOU, 4mo NPUBOOUM K NOBbIUEHHOM)Y 2da3000pa308aHuI0,
830ymuto u 60IAM 8 Jicugome.

Hayuenmam ¢ MB ne oecpanuuusaromcs npodykmul u 6a100a, Oozcamvle pacmeopuUMbLMU
nUWesbIMU BOJIOKHAMU (NEKMUHbL, Kameou), Komopwvle Cnocoocmsayom npoguiakmuxke 3anopos u
cuHopoma oucmanvHou unmecmuHaronou oocmpykyuu (CHAHUO). Oomarxo, npu coxpameHuu
OUCNEeNnMuUYecKux s8IeHUll He DPeKOMEeHOYemcs: 6 OOnbuuX Koauvecmeax nuwa, 6ocamas epyooi
KIemyamkou u 60JOKHamu (00006vle, Kawiu U3 YelbHO20 3ePHd, YelbHO3EPHOBOU U PIUCAHOU XieD,
ompyou, KOCMouKU, KOJCuya om (GpyKkmos u ogouell, CyxoQpyKmol, HU3KOCOPMHOE MACO C OOTbUUM
cooepicanuem coeOUHUmMenNbHOU MKAHU), KOMopble Y8eruuusam oovem Kauioeblx MACC U YCUIUBAIom
MemeopusM.

o s obecriedeHHs MOBBILIEHHBIX dHEPreTUYECKUX MOTPEOHOCTEN KaJOPUHHOCTHh CYTOYHOTO
paroHa TMalueHTaM ¢ MYKOBHUCITUI030M PEKOMEHJYeTCSl PacCUUTHIBATH HE Ha (PaKTUYCCKUH, a Ha
JOJHKEHCTBYIOIINIT BeC € y4eToM KaTabONIMYeCKHUX IMPOLECCOB MPH XPOHMUYECKOM BOCHAIEHUU U
ucxojs u3 Aeurra Maccol tena [2,62].

(YYP-C, Y1 -5).

KommenTapmii: [lompebrnocmo 6 snepeuu y oemeii u 63pocavix ¢ MB 6e3 mapeemuoii mepanuu, no
OaHHLIM  PA3TUYHBIX UCMOYHUKO8, 00dcHA Ovimb nosviuwena oo 120-150%, no cpasnenuio c
meopemuyecKuUMy paciemamit Ha haKxmuueckull 6ec, 8 3a8UCUMOCU OM B03PACMA U HYMPUIMUBHO2O
cmamyca nayuenma (mabauya 28). 35-40% 6ceul dHepeemuyeckou NOMpPeOHOCMU  OOJHCHO
obecneuusamwcs xcupamu, 20% oenxamu u 60-65% - yeresooamu.

Ilpu msoicenoii OvixamenvHou Heoocmamounocmu 50 — 60% Hebenkogvlx KANOPUli OOIHCHO
NPUXOOUMbCSL HA HCUPLL (UMerom Haumenbiuuil ovixamenvhwiil kodggpuyuenm —0,7) [339 ]
Cywecmsyrom 00801bHO CLONCHBLE POPpMYIbL OISl paciema HeoOdX00UMbIX OONOJHUMENbHBIX KAN0pUll,
O0OHAKO 8 NOBCEOHEBHOU NPAKMUKE MONCHO NOTb308AMbCI CLEOYIOUWUMU OPUESHMUPAMU.

o 1-2 200a - 200 kkan,

o 3-5em - 400 kkan,

o 6-11 nem - 600 kxan,

o cmapwe 12 nem u ons e3pocavix - 800 kxan ¢ cymru [1].

Tabauua 28. Pexomenoyemvle senuuunbl nompeoienus Oeaxka u snepeuu
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Bospacm benok, e/xe/cym Ouepeus, kkan/xe/cym
Munumanvuas Maxcumanvuas
0-1200 3-4(006) 130 200
1-3200a 4-3 90 - 100 150
3-10 zem 3-25 70 -80 100
11-14 nem 25-15 45 -70 90
Bspocnvie 2-2,5 35 50
° HenocratouyHocTh MUTaHUS PEKOMEHIYETCS TUATHOCTHUPOBATh, €CIIA MPOIEHT COOTBETCTBUS

Macchl 10 POCTY M TMOJIy WM Macco-poctoBoi mHueke (MPU), dakTuueckas macca/maeanbHas macca
1o pocty u noiy X 100% mensiie 90% y nanueHToB AETCKOrO BO3pacTa, a y MOAPOCTKOB U B3POCIBIX
- eciiu UMT cocraBisger MeHee 18,5KF/M2. Benenne naurenToB ¢ MB oCylecTBIsIOT B 3aBUCUMOCTH

oT ux (usmueckoro craryca (1a6:1.29). Ilpu mokaszanumsx Z-score mo MUMT ot -1 mo -2 ciemyer

ANAarHoCTupoOBaTb

CPEIHETSHKEIYIO

HEI0CTaTOYHOCTh nutanus [340].

(YYP-C, VIJ - 5).

HEAOCTATOYHOCTD

NUTaHUs, a

npu>-2 —  TSDKEIYIO

LI B3POCJIBIX TAXKECTh HEAOCTATOUHOCTH NHUTAHHUA PEKOMCHAYCTCA OLCHHWBATL I1I0 ITOKA3aTCIAM

UMT: UMT — 17 - 15 kr/m? - COOTBETCTBYET HEJIOCTATOYHOCTHU NMUTAHUS CPEIHEN CTENEHU TSHKECTH,

VMT — menee 15 kr/M° - TsOKeNoil CTENeH! HeIOCTATOYHOCTH [THTaHHs [339].

(YYP - C, VI - 5).

KommenTapmii:

Tabnuya 29.

ﬂuemozloeuqecmte pekomeﬂdauuu 1o 6edenuIo nayuermos ¢ MB 6 3asucumocmu om ¢u3ult€CK020

cmamyca [62]

Hemu < 2-x 1em Memu 2-18 nem B3pocnvie Cocmosnue numanusn
Bec u Omuna >50|HUMT > 50 nepyenmune |MMT = 18,5 — 22,0\ Hopmanvhoe cocmosnue
nepyeHmub ke/m2 ona ocenwun, 18,5 | numanus:
- 230 ke/m2  ona | [Ipogunaxmuueckoe
MYHCUUH KOHCYIbMUpOBaHue  no
80NPOCAM NUMAHUSL
Bec u onuna <50 > 10|\ UMT <50 > 10|HMMT < 18,5 xe/m2, unu | Hapyuwenue
nepyeHmub nepyenmuiv CHUDICEHUE MACCbl mena | HympumueHo2o
TIomeps unu |Ha 5% menee, uem 3a 2| cmamyca: KOpPeKyusi
omcymcmeue Mmecaya Oouemvl u OobasieHue
npubasku  eeca 8 npoOyKmos
npeovioyuue 2-4 mec 9HMEPANIbHO20 NUMAHUS
Bec u omuna <10|UMT< 10 nepyenmuno |MUMT  cmouxo  <I18,5 | Hapywenue
nepyeHmuib Iomeps > 2 |ke/M2, unu  CHUdICeHue | HympumueHo2o cmamyca

nepyenmunen eeca U
3adepoicka  pocma ¢

UMT 6onee, uem na 5%
3a 2 npoweduux mecaya

MAdNCEN0U CMENneHU:
3on0060e numanue
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MOMEHmMA NocieoHe2o
nocewlerHus

e PexoMeH0BaHHAs 11€7b HYTPUTUBHOW moajepxku npu MB - obGecnieunts (pu3nueckoe pa3BUTHE
HAIMEHTa COTJIACHO BO3PAcTHBIM HOpMaM (JOCTHXKEHHE OKa3aTeseil pU3nueckoro pa3BUTHs B IpaHULIE
25-75 mepreHTHIb MOoCie KOPPEKIIMU HYTPUTUBHOTO CTaTyca, peKoMeHayeMas 1elb - 50 mepreHTIb
wim 0 SD), Jlnst B3pocibix - neneBoid UMT = 21 kr/M2 y sxeHIIUH U 22 Kr/M2 y My»X4YUH 1 nIpupoct %
MBIIICYHOW Macchl [62].

YYP-C,¥A1-5).

KomMmenTapmuii:

Kpumepuu ons oyenku cocmosanus numarus npeocmaenensvt 6 maonuye 30.

Taonuya 30
Cucmemamuueckuii n00xo0 K oyenke numanus npu MB
Bo3spacm o  Memooduvl oyenku, KpamHuocmo
Jlemu u 63pocnvie Monumopune maccol mena, pocma, UMT kasicovie 3 mecaya

Monumopune numanus

Hemu u e3pocivie - Mapxepvl cocmoanus numanus — KIUHUYECKUl, OUOXUMUYECKUL AHANU3b
KPBOU, JAICUPOPACTBOPUMbLE BUMAMUHBL CHIBOPOMKU

- Mounumopue 3amecmumenvHoll mepanuu QepmenmHuiMU npenapamami
(nankpeamun**) — uepez 3-6 mecayes nocie Hauania mepanuu Uiu
UBMEHeHUs 003bl

- Onacmasa-1 6 cmyre edxceco0HO npu  HOpMANLHOU  DYHKYUU
N00JCENYOOUHOU JHCene3bl

- TII'TT eorcecoomno c 10 nem

ﬂuemozzoeuqecxoe KOHCYIbmupoearnue

Jlemu u 63pocivie Jlemu — xascovie mpu mecaya, 83pocivie — Kadxicovie 6 mecsayes

3.3.2 /leTu mepBOro rojaa sKM3Hu

I'pyonoe eckapmnusanue

HoeanvHvim 01 HOBOPOJMCOEHHLIX U Oemell  NepPEoeo 2004  JICU3HU  ABIAEMCS
Henacmepus08anHoe 2pyoHoe MAamepuHcKoe MONOKO, MAK KAK OHO COOeplICUm WUPOKUL CHeKmp
3AUUMHBIX (Pakmopos u OUOI0SUYeCKU AKMUBHBIX 6eujecms. BadicHylo ponb uecpaem akxmueHOCHb
MepMONaAdUNLHOU TUNA3bL 8 HAMUBHOM (Henacmepu3o8anHoM) HceHCKOM moaoke. /s oemeu ¢ MB
NOKA3aHA 3AUWUMHAA PO  eCMEeCMBEeHHO20 BCKAPMAUBAHUS: MAAOEHYbl, Noayuarwue 2epyoHoe
MONOKO, UMeIom Jjiyyuiue NOKA3amenu J1e20UHbIX (DYHKYUll U HU3KYI Y4Acmomy UHQEeKYUOHHBIX
9NU30008, NO CPABHEHUIO C OembMU HA UCKYCCMBEHHOM 6cKapmausanuu. Hosopoowdennvie u demu
NepavIX Mecsayes HCU3HU, KOMopwvle He MO2YM CAMOCMOAMENbHO BbICACHIEAMb He0OX00UMbIUY 00beM
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MOJNIOKA U3 2pyou 68Uy MANCECMU COCMOSHUAL (00was c1abocmov, 00bLUKA, CEPOeHUHO-N1e20UHAS
He00CMAamoyHOCmy) OONIHCHbL NOLYYAMb CYEHCEHHOE Hendcmepu308aHHoe MAamepuHcKoe MONI0KO U3
OYMBLIOYKYU UNU Yepe3 HA302ACMPATIbHbII 30HO.

B nexomopuvix cuyyasx mpebyemcs OononHumenvbHoe NOCMYNIEHUE IHepeUU ¢ HOMOUBIO
obocawenus 2pyoHoco Mmonoka. Tax, npu HedocmamouHoOU npubasKe 6 6ece MONOKO MONCHO
obocawams dobasnenuem na xKaxcovie 100 mn npudruzumenvro 5 2 (1 mepnas noscka) cyxou cmecu
Ha ocnoge 2udpoauzama oenxa ¢ CLT.

e Jletam rpyaHoro Bo3pacta ¢ MB M maHKpeaTH4ecKOM HEIOCTaTOYHOCTBIO PEKOMEHAYETCS
Ha3HayaThb (EPMEHTHYIO 3aMECTHTENbHYIO Tepamuio IMpernapaTaMu MaHkpeaTuHa** (B Buue
MUHUMHUKpOc]ep) B KakJ0€ KOPMIIEHUE C LIETbI0 KOPPEKIUU MaHKpEeaTHUeCKON HEeJ0CTaTOYHOCTU
[2,62].

YYP-C, Y1 -5).

KommenTapmii: ¢ momenma 6eedenuss neoHamanvho2co ckpununea Ha MB 6 Poccuu (2006 e.)
NOABUNACH B03MONCHOCMb DAHHE20 HAYANA JleyeHUs, OOHAKO BONpOC, K020d U KOMY HAYUHAMDb
3aMeCMUmenbHyl0  mepanuio  NaHKpeamuyeckumu ¢epmenmamu, He 6ce2da sceH. Ypoeews
naHKpeamuyeckou snacmasvi-1 6 cmyne 6 meuenue NepP8O2O 2004 HCUSHU MOICEM CYUeCmEEHHO
8apvbupo8amsb U 0OHOKPAMHO20 e20 usmeperus He ecezoa oocmamouno. Credyem opueHmuposamocs
Ha memnvl RPUbABKU 8 MACCe U NOKA3AMeNU KONpocpammsl (naiudue cmeamopeu) [62].
Cmewmannoe/uckyccmeennoe 6ckapmauganue

YV oemei, coxpansarowux yooeremeopumenvhvie MmemMnvl QUIULECKO2O PA3ZGUMUS, MO2YM

UCNOIBL3068aMbCS 00bIYHbIE A0ANMUPOSAHHbIE MOJIOUHbIE CMECU.
Ilpu cmewannomM/uckyccmeeHHOM BCKAPMAUBAHUU OONLULUHCIBO MIAOeHYes8, NpU CB0e8PEeMeHHOl
ouasHocCmuKe NAHKPeamuyeckol HeOOCMAamoyHOCmuy U ee KOppeKyuu NaHKpeamudecKumu
gepmenmamu, xopowio pacmym u pazeusaiomcs npu UCNOIb308AHUU OObIYHBIX A0ANMUPOBAHHBIX
MONOUHBIX cMecell ¢ npeobaadanuem CblBOPOMOUHBIX 0enK08 6 cocmase 0OeiK08020 KOMNOHEHMA
(60:40) [62].

e V gereli mepBOTO TOAa JKU3HH C MYKOBHCIIMIO30M HE PEKOMEHIYETCS WCIIOIb30BaTh
3aMEHUTEIN MOJIOKa ¢ HU3KUM cojaepkanueM Oenka (1,1 — 1,3 /100 mn) u xupa (menee 3,5 1/100
MJI), TaK KaK OHHM HE 00€CIIeUnBaOT HYTPUTHBHBIE TOTpeOHOCTH NanueHToB ¢ MB [341].

(YYP-C, Y1 -5).

e [lpu HenmoctarouHoil mpuOaBKe B Bece y MAIMEHTOB C MYKOBHCIIMJIO30M PEKOMEHIYETCS
OTJaBaTh MPEAMOYTCHUE BEICOKOKATOPUHHBIM CMECSIM, HMEIOIIMM B Ka4eCTBE KUPOBOT'O KOMIIOHEHTA
CUT wu pactutenbHbIC XUPHI B SMYIIHPOBAHHONW (opMe, YTO MO3BOJISAET YIYUIIUTH YTUIU3AIUIO

’KHpa U CHU3UTB /103y TAHKpeaTHuecKnx GpepmeHToB [342].
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(YYP-C, YA -5).
Kommenrapuu: osmum mpebosanusm omeeuarom omoenvbHble cmecu Ol HeOOHOULeHHbIX U
Mano6ecHbIX Oemeli.
Mozym npumensamovca: Aumupegniokcnas cmeco, JKuokas chneyuanvHas MONOYHASL cMeCh Ol
8CKAPMAUBAHUSL HEOOHOWEHHbIX U ManogecHvlx Oemeti, CneyuanuzuposanHsvlii. RPOOYKm OemcKo20
ouemuyecko2o 1e4ebH020 NUManus 01 0emel paHHe20 803pacma, CMecb CNeYUAIUsUPOBaAHHAS CYXasl
beznakmosnas (meaxutl cyxou nopouwtok), Cyxas cneyuanusupo8anuas cmecwb 0e3 aaxmo3swvl, Cyxas
cneyuanbHas MONOYHASL CMeCh OJisl 6CKAPMAUBAHUS HEOOHOUIEHHBIX U MATI08ECHbIX Oemeli U Opyaue.
Ilpu  cmewmanHoM/UCKycCmeeHHOM — BCKAPMIAUBAHUU — OONLUUHCIEO — MIAOeHYes,  npu
CB0e8peMeHHol  OUa2HOCMUKe  NAHKPpeamu4eckou  HeOOCmAamoyHocmu U ee  KOoppeKyuu
NAaHKpeamuyeckumu (epmeHmamu, Xopouwo pacmym u pa3zeusaromcs npu UCnoib308aHUuU 0ObIYHbIX
ao0anmupoBanHuIX MOJIOYHBIX cMecell ¢ npeobadanuem cblOpoOmoyHbIX OENK08 8 cocmase 6eIK08020
komnoneuma (60:40).

e PexoMeHJOBaHO HAa3HAYEHHME CMecel Ha OCHOBE THIPOJU3aTOB MOJIOUHOro Oeska IpHu
ajulepruu K OelikaM KOpPOBBETO MOJIOKa M BPEMEHHO — IIOCJE OINEPATUBHOIO BMEIIATENbCTBA IO-
noBoay MekoHueBoro mieyca i CAMO unm 1pyrux omepaTuBHBIX BMEIIATEIbCTBAX HA KUIICYHUKE
¢ ge4eOHO# nenbto [341].

(YYP-C, ¥ -5).

e [laneHnTam, MOTYYarONIUM MAaCCUBHYIO aHTHOAKTEPUANBHYIO TEPAIUIO, a TAaKXKe MOBTOPHEIC
Kypchl NPOTUBOMHMKPOOHBIX MpPENapaToB CHCTEMHOIO  JEHCTBHSA, PEKOMEHJOBAHO BBECTH
aIalTHPOBAHHYIO KHCIOMOJOYHYIO CMECh HIJIM CMECh, OOOTAIIEHHYIO0 MPOOHMOTHKAMH, B KOJINYECTBE
no 1/3 cyrouHoro o0bema KOpMIIEHUS AJsl MOJAEpPNKaHUS HOPMAJIbHOM MHUKpPOQIIOPHI KUIIEYHUKA
[341].

(YYP-C, ¥ -5).

e [Ipuxkopm pexomeHnyeTcs BBOAUTh B 4—5 Mec. (Kak M B MONYJISLUU 30POBBIX JeTel), a
HEKOTOPbIM JETSM, NpU HU3KOH NpuOaBKe B Macce - paHblIe C LENbI0 KOPPEKIUH JAHHBIX
Hapymienuit (tTadn. 31) [341].

YYP-C, Y1 -5).

KommenrTapmii: nepgvivu O61100amu npukopma ciysxcam sHepzemudecky NAoOmHsle 61100a: Kawu Ha

CYEHCEHHOM MONIOKE UNU MOJOYHOU CMeCU CO CAUBOUHBIM MACIoM, Oemckuil meopoe 4,5-5%

HCUpHOCMU, Oaniee 8800AM 080UHOE NIOPE C MACHLIM NIOPE U PACMUMENbHbIM MACIOM, HCETMOK.
Cnedyem  ucnonv3o8amv  8bICOKOKANOpULIHbIE — NPOOYKMbL — NpuKopma,  obocaujenHvlie

BUMAMUHHO-MUHEPANLHLIM KOMNLEKCOM. OemcKUue MOIOYHbIE KAl NPOMBbIULIEHHO20 NPOU380OCMEA C

oobasnenuem ciu8oYHo20 macia, O60UHblE niope ¢ oobasnenuem pacmumeilbHo20 macia, mAaca.
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Boszmoorcno 6sedenue MsacHo2o niope 8 Kauecmee nepeoco NPUKopmMa 0emsm Ha eCmecmeeHHOM
BCKAPMAUBAHUU, KAK XOPOWUL UCTNOYHUK Jicele3d U YUHKA.

Koposve u xozve monoko modxcho ucnonv3osame monvKo 01 npueomosienus 600 ¢ 8-9
Mmecayes. B amu dice cpoKku MOJNCHO 6800Umb HeadanmuposanHble KUCIOMOIOYHbIE NPOOYKMbL (Kegdhup,
HAmypaibHvill Uo2ypm), obocaweHHbvle Hcusbimu dugduoo- u rakmobdbaxmepusmu. brooa npuxopma, 6
omauyue om 300po6uix demetl, noocarusaiom. /JonoiHumenbHoe KoIuvecmeo no8apeHHoll Colu 8 OeHb
opuenmuposouno cocmasisem 1/8 uaunoii noxcxu (0,6 — 0,7 2) 0nsa pebenka nepoco noay200us u Y u.
1. (1,25 2) onsa pebenka 6-12 mecsyes [341].

Ta6auna 31. OcoOeHHOCTH BBECHHS MPUKOPMA JETSAM MEPBOro roaa xu3Hu ¢ MB

[TponykTe! u Omr0112 Bospact (mec)

DpyKTOBOE MIOpE 7

TBopor 4-5

Kenrok 5-6

OBoIIHOE MIope 5-6

PactuTenbHoe macio 4 -

Kama 4 (Ha CLIEeKEHHOM I'PYTHOM MOJIOKE,
MOJIOYHOM CMECH WJIHM TUAPOIIN3ATE)

CIIMBOYHOE Maciio 4-5

MsicHoe mrope 45-55

HeanantupoBaHHbBIE KUCIIOMOJIOUHBIE 8-9

HanUTKU (kepup, Horypr)

Cyxapu, x71e0 7-8

Pr16a 8-9

3.3.3 IIluTanne J0MIKOJBHUKOB, IIKOJIbHHKOB H B3POCJIBIX
Cmanoapmuvie npuHyunsvl NUMAanusi 0OUHAK0B8bL O Oemell, NOOPOCMKO8 U 83DOCIIbIX
OcHo8HOU NPUHYUN - «AKMUBHBIILY N00X00 K numaHuto nayuenma ¢ MB 6 niobom eozpacme

o Ilumanue pebenra OondxcrHo 6Ovimv pecynapuvim (6 pas 6 Oenb Oadce 0Nl WKOIbHUKOS, a
maxaice 015 63pocivlx, hopmyna 3+3): 3 0cHOGHBIX npuema nuwu (3a8mpax, 006eo, yicun) u 3
O00NONHUMENbHBIX NepeKyca (2-u 3a8mpax, NOJIOHUK, HA HOUb),

o [lumanue 00mHCHO ObIMb «NJIOMHLIMY. 6 KANCObI OCHOBHOU NpUeM NUWU  OOJHCHBI
gKnouamsbcs - 6n00a,  cooepicawjue  KauecmeeHHvle  JCugoOmHwvle  Oenku, YuHK  (MACo,
€yonpooykmsi, pelba, AuYa UlU MOI0UYHbIE NPOOYKMbL — Cblp, MBOPO2), KAYeCmEEHHbIE HCUPbI
(pacmumenvHoe, CIUBOUHOE MACIO, CMEMAHA, CAUBKU), CNLOJdNCHble (KpYnbl, X1eb, 080wu) U 6
MeHbulell cmeneHu npocmole ((hpyKkmol, cradocmu, eapenve, meod) yeiesoovl,

o Jlononnumenvhvie npuemvl nuwu (nepexycvl: 2-u 3a8mpax, NOJNOHUK, neped CHOM)
00s3amenvHbl npu depuyume Maccobl meida; OHU COCMOAM, KAK NPABUN0, U3 KUCTOMOIOYHBIX

NPOOYKMO8, meopo2d, ()pyKmos, blneyKu U yMepenHo20 KoIu4yecmea ciadocmell.
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IIpu mykosucyuooze oo 10% nayuenmos Kk noOpocmko8omy ospacmy hopmupyiom ubpos u yuppos
neyenu, accoyuupoganuwiii ¢ MB; 0o 13% nayuenmog x 20-1remunemy gozpacmy u 0o 50% x 30 cooam
dopmupyiom MB - accoyuuposannwiii caxapuuiii ouabem. Ilosmomy, necmomps na mo umo npu MB,
npu OMCymcmeuu aulepeudeckux peakyull, 8 MenHCOYHApOOHbIX PEKOMEHOAYUsaX paspeuieHvl noovle
npoOyKmul, HeKomopwvle 0100 He pPeKOMeHOYemcs YNompeonims HNOCMOSHHO U 6 OONbUUX
KOIU4eCcmeax:

O MpoOyKmbl U 011004, OCIONCHAIOWUE pPAOOMY NedeHu U IHCenyedbleOOSUX nymetl -

MYy2oniasKue U mpanc-Jcupvl (cMm. 6vlude), Kpenkue O0YIbOHbI, OCMpble, KUCIble 0a100ad U

npaHoCcmu;

O NpOOYKmMbl  NPOMBIUWIEHHO20 — NPOU3BOOCmEd,  codepixcawjue  OOIbUIOE — KOIUYECTNEO

CmMabuIu3amopos, UCKYCCMEEHHbIX Kpacumenel U KOHCEePBAHMOS, MAUOHe3 NPOMbBIULIEHHO2O

npou3zBo0Cmaed;

O M.H. KMYCOPHYIO RUWY», 20MOo8ble cyXue noiygabpuxkamsi, hacm-¢ghyo;

O cnaokue 2a3uposamHvle HANUMKU U Hepa3dasiienHvle BPYKMoevle HANUMKU NPOMBIULIEHHOZO0

npou3z8o0Cmaa;

O 6 OONbUIOM KOTUYeCmEe U OMOeIbHO Om Opyeux npuemos nuwu — paguHupo8aHtsvlie Npocmole

Venesoowl (caxap, KoHgpempl) ¢ yenvio He OONYCKAmMb Pe3Ko20 NOObeMAa YPOBHS UKEMULL,

O nmpu  OUCNEeNCUYecKux sAeleHusx — Oonvwiue 00veMbl NPOOYKMO8,  YCUNUBAIOUSUX

2azoobpazosanue 6 KUueyHuke: YeIbHO3ePHOBOL U OmpYOHOU Xaeb, C8excylo U KUCTYIO

0enoKoYanHy10, KPACHOKOUAHHYIO Kanycmy, 60008ble, C8eKIY, KOMCUYY U ceMeuKU om (pyKmos,

opexu, 2puowi.

e [Ipu OpOHXOJIErOYHBIX OOOCTPEHMSIX, 3HAYMTEIBHOM OTCTaBaHUU B Bece Ul YBEIHMUEHUS
MOCTYIUICHNUS HEPIuH, BHICOKOKAYECTBEHHOIO Oellka, BUTAMHUHOB W MHHEPAJIbHBIX BELIECTB B
KauecTBE NEpPEKYCOB PEKOMEHYETCS HCIOJb30BaTh CHEIMATU3UPOBAHHBIE BBICOKOIHEPIeTUYECKUE
KOKTEWJIM WJIH CMECH JUTS DHTEpAIbHOTO muTanus [2,62].

YYP-C, YA -5).

e PekoMmeH/10BaHO O0OoOraileHre palnroHa MOJTMHEHACHIIIEHHBIMUA XUPHBIMH KUCIOTaMH, KaJlbLUEM,
NpOOMOTUKAMHU JJISi BOCHIOJHEHHUs TIOBBIIIEHHBIX HYTPUTUBHBIX MMOTpeOHOCTEl manuenToB ¢ MB (cwm.
pazznen 3.3.1 «OO0mume NpUHIMIIEI AUETOTEpaNuK y nmannueHToB ¢ MBy, xupsl). C nenpio oborameHus
pamoHa omera-3 OKMpHBIMM KHCJIOTaMH PEKOMEHJIOBAaHO MCIIONIb30BaTh cllabocosieHyo  (He
KOIYEHYI0) JKUPHYI0 MOPCKYIO PBIOY: Celb/b, ceMry, Gopeib U IIp. JOCOCEBBIE, HKPY 3- 4 pasza B
HEJICJI0 B KauecTBe 3aKycku [62].

(YVP - C, YU - 5).
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e PacrutenpHOE Macio (JbHSIHOE, THIKBEHHOE, KEAPOBOE, MAaCO TPEIKOr0 Opexa, COEBOE, PariCoBOE,
MOJICOJIHEYHOE, KYKYPY3HOE, OJMBKOBOE) PEKOMEHIYETCsI HCIOIb30BaTh B HEPAGUHUPOBAHHOM BHJIE
0e3 TepMUYecKoil 00paboTKH, T0OABIsIsS B cajaThl U TOTOBBIC OBOIIHBIC OJIFO/A, IS IPUTOTOBICHUS
JOMAIITHETO MaioHe3a C IeIbI0 000TaIleH s palioHa MOJIMHEHACHIIIIEHHBIMU )KUPHBIMH KUCIIOTaMHU U
OMOJIOTHYEeCKH aKTUBHBIMH BeliecTBaMu [2,62].

(YYP-C, Y11 -5).

e [lannentam ¢ MB pexomenayeTcsi €XKeIHEBHO YNOTPEOIsSITh, KAK OCHOBHOM MCTOYHHMK KaJbIUs U
BBICOKOKAUECTBEHHOT0 Oesika - HeoOe3)KUpPEHHbIE MOJIOKO, TBOPOT, ChIP, KUCIOMOJIOYHbBIE MPOAYKTHI,
o0oraimieHHbIe KUBBIMU INTAMMaMH MPOOHOTHKOB (OM(pua00aKTeprii U JTaKTOOAKTEpHil) — HOTYpPTHI
KOPOTKOT'O CpOKa XpaHeHwus, onokedup u 1.11. [2,62].

(YYP-C, YA -5).

e [Ipu QopmupoBanum caxapHOro guadera, acCOLMUPOBAHHOrO ¢ MykoBucimaozom (MACU),
PEKOMEHIyeTCsl KaJOpUIHOCTh pallioHa W COJEP)KaHHUE JKUPOB COXPAHATH MOBBIIMICHHBIM JUIS
BOCITOJTHEHUSI TIOBBIIICHHBIX HYTPUTUBHBIX MOTpeOHOCTeH manuentoB ¢ MB [2,49,62,91] (cMm. paznmen
3.1.6 «Tepanus 3HIOKPUHHON HEAOCTATOYHOCTH MO DKENy10uHOH xene3sl (MAC)»).

(YYP-C, YA -5).

3.3.4 MUKpPOHYTPHEHTbI 1 BUTAMHHBI

e Bcem nersim ¢ MB pekoMeHI0BaHO MOJICaTMBAaHUE TUIIHM C IEJIBI0 KOPPEKIMHU OanaHca Xjopa u
Hatpus (tabm. 32,33) [2,62].

YYP-C, ¥ -5).
Taoauna 32. Cyrounsie norpedHocTH B conn (NaCl) y nereit ¢ MB [2,62]

Bec pebenxa/ <S5 kr 5—-10 kr > 10 kr
TeMmeparypa
OKpYy Kauiei

cpeabl

20 °C 0,8 r/menn 0,5 r/nenn MuHuMyM

+ 0,8 r/nens/10 xr

25°C 1,5 r/neun 2 r/neun Munumym 2 1/51€HB
+ 1 r/nenn/10 kr

30 °C 2,8 r/nenn 4 r/neHn MunumyMm 4 1/1eHb
+ 2 r/nenn/10 kr

HpI/IMe‘laHI/IC: CTapmue ACTHU, KaK IMPaBUJIO, CaMU PETYJIUPYIOT KOJIMYCCTBO COJIM B CBOUX 6J'IIO}_IaX 110 MPUHIHAITY
«COJIOHKA Ha CTOJIC».

Tao6auna 33. [IpodunakTuyeckue 10361 HATPUS s manueHToB ¢ MB [62]

Bospacr Jorauust Hatpus | llpumeyanus

Hetu 0-6 mec. 1-2 mmonw/kr/nmu | st neteit ¢ puckom coseneduuuTa — colib, pa3BeieHHAs B
BOJIE MU (PPYKTOBOM COKE HEOOJIBIINMH MOPLHSIMU B
TeueHHe AHS,
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Hetsam mo 110 4 MMOJIB/KT/TH | Y TPYIHBIX IETCH, MPOKUBAIOIINUX B )KAPKOM KJIMMATE WA

MOKa3aHUsAM (CM. MIPH TIOBBIIICHHBIX MMOTEPSIX KUJKOCTH (PBOTA, MOBBIIICHHAS

MIPUMEYaHUS ) TeMIepaTtypa Teia, Juapes, TAXUITHO3, WIN IPH HATHIHH
KHIIIEYHON CTOMBI Y TPYJTHOTO peOeHKa).

Jetun mocne 6 Conenas muma [IpuMeHATh B CTPECCOBBIX CUTYAIMIX C H30BITOUYHON

MeC. ¥ B3pOCTbIe | WJIH COJIb MOTIMBOCTBIO (JTUXOpajKa, pu3ndecKre Harpy3Ku, xKapKas
oro/ia).

ITpumeyanus:

1/5-1/6 4aitnoii oxku mpumepHo cootBeTcTByeT 15 MMosib NaCl cosieBbIX pacTBOPOB, IpeIHA3HAYCHHBIX IS
MepopaNbHOl peruapaTanun [2];

Jlyis mepeBoia MMOJTh B MT" HATPUS, XJIOPA WIH HATPUS XJIOPUIa HEOOXOAUMO YMHOXKUTH KOJTHMYSCTBO MMOJTh Ha
23, 35 uim 58 (MOJIEKYISAPHYIO MacCy HaTpUsl, XJIOpa MM HATPUS XJIOPUIa) COOTBETCTBEHHO [62].

° Bcem manuentam ¢ MB pekoMeHI0BaHO JOMOJHUTENIBHOE BBEACHHUE MPENAPATOB KAIBIUS: C
[ENbI0 TMPOPWIAKTHKU HEJOCTATOYHOCTH KaJbLMsS B OPTaHU3ME W OCTEOTICHHYECKHUX COCTOSHUI
[2,62].

(YYP-C, Y] -5).

KommenTapuu: npumenstomcess  npenapamel  Kaibyus — (Kaabyus — emokoHam™*,  kanvyus

enuyepogpocgham) u kombunuposanuwie npenapamsl (Kanoyus xapoonam~+Konexanvyughepon)

. Bcem mamuentam ¢ MB pekoMeHIOBaHO Ha3HAa4YCHUE >KUPOPACTBOPHUMBIX BUTAMHHOB C
EJIBI0 BOCIIOJHEHUs IeUINTA UX TIOCTYIUICHUS ¢ MUIIeH Ha (oHe MabAUreCTUn U MaibadCcopOIuu
[2,62,96,342].

(YYP-C, ¥ -5).

Kommenrapmii: ¢cieocmeue manvabcopoyuu scupa y nayuenmos ¢ MB napywaemcs ecacviéanue
AHCUPOPACMBOPUMBIX BUMAMUHOS.

V nayuenmos ¢ MB xopowio uzeecmno o neoocmamounocmu eumamuna D u napywenusx ¢pocgopmo-
Kanvyuesoeo oomena. Jleueonwiti a¢pgpexm gvicoxux 003 eumamurnos A u D nysicoaemces 6 danvrhetiuem
uzyuenuu. QOOHAKO XOopowio uzeecmuo, umo 6ce nayuewmvl ¢ MB ¢ namkpeamuueckoi
HeOOCMAmMOYHOCMbIO — €HCEOHEBHO — QOJNICHbL  NOAYYAMb  OONOJIHUMENLHO — HCUPOPACMBOPUMbLE
sumamunsl (A, D, E u K) u 6ema-xapomun, onmumanivHo 8 6000pacmeopumoti ¢opme. Ilayuenmor ¢
COXPAaHHOU (hYHKYUel NOOAHCENTYOOUHOU dHcele3bl 00A3aMeNbHO OOAHNCHbL NOYYAMb OONOJHUMETbHO
sumamun E ([Jpyeue sumamunusie npenapamot,  Al1HAO3 Toxoghepon (sumamun E) u Bumamun D
u eco amanocu. Booopacmeopumvie eumamunvl Hazmauaromca nayuenmam c¢ MB 6 o00biunbix
npohuIaKmuLeckux 003UpOBKAX, PEKOMEHOYeMbLX 300POGbIM TUYAM COOMBEMCMBYIOue20 803pacmad,
3a ucknouenuem eumamuna C, nompeOHoOCmb 8 KOMOPOM Y NAYUEHMO8 NosbluleHa, U sumamuna B12

cyuasnx pezekyuu no08300UHOU KULUKU.

167



B mabauye 34 npusedenwvt pexomenoyemvie npogurakmuuecxkue 003UpoKU OJisi OONOJHUMENbHO2O

66e0eHUs] ACUPOpACmMeEOPUMDBIX BUMAMUHOB, U mepanesmu4ecKue 003b1 sumamuna D ons nayueHmoe c

MB.

Taoauua 34. PekomengyeMbie MPOMUIAKTHUECKHE 0351 )KUPOPACTBOPUMBIX BUTAMHHOB H
OerakapoTeHa a1 manueHToB ¢ MB [2,62,96,274,343,282,283].

BuramuHnbl

Ho3upoBka (ME/cyT)

®opma BbINycKa 151 PP

#Konekanbiupepon*™

Coigopomounwui 25 (OH) D

Ilemu 1 200a scuznu
1-3 200a

1000-1500 ME/cym
1500-2000 ME/cym

1 kanna = 500 ME (12,5 mxe)

MuHuMym— oonee 30 na/mn 4-10 nem 2000-3000 ME/cym,
> 11 nem om 2000 (remo, ocenv) 0o
4000 (3uma, secna) ME/cym
[loza 3aeucum om
CbIBOPOMOUHO20 YPOBHS U
Q0IHCHA pecyNAPHO
KOPPEeKMuUpO8amucsi
#Anvpa-Toxogepona 0-6 mec 25 ME (18,4 mr) 30% macasanvui p-p: 1kanas
ayemam 6-12 mec 50 ME (36,8 mr) = 6,5 ME (4,8 me)
wiu 1-4 roma 100 ME (73,5 mr) 10% macnanvui p-p:
4-10 net 100-200 ME (73,5 —147,1 1 kanns = 2 ME (1,47 me)

Bumamun E

Ypoeenv coomnowenus a-
moxogepon:xonecmepun
>54

Monumopune no
NOKA3AHUAM, NOCIe
usMeHeHUs 003bl

Crapue 10 ner

MT)
200-400 ME (147,1 —294,1
MT)

Macnauweiii pacmeop 6
kancynax 100 ME (73,5 me),
200 ME (147,1 me), 400 ME
(294,2 me)

#Menaanona HaTpus

oucynbpuT

(TabneTkn
MPOTUBOIOKA3aHbI JI0 3
JIeT, PacTBOP JJIsI
BHYTPUMBIIIEYHOTO
BBEJIEHNS — O€3
BO3PAaCTHBIX OIPAHUYEHHNA)
IIpomopmbunosoe epems,
ypogens sumamuna K 6
Kposu

0-1rom 0,3 —1 mr/cyT
Crapme 1 roga: 1 — 10 mMr/cyT
[pu matonorum nmeyenn: 10 — 15 mr/cyt

1 mabnemka 15 me

Perunon**

Hopmwt onpedenaiomcs
aabopamopuetl,
nposooswelt anaiu3
Monumopune no
NOKA3AHUSAM, NOCIE
UBMEHeHUst 003bl

Tecm npu naanuposanuu
bepemenrnocmu

Haunnats ¢ HI3KHX 103. [logOupaTs Mo ypoBHIO B
CBIBOPOTKE KPOBH (€KETOIHBIH KOHTPOJIb)

0-1 rox
1-6 ner
7 5eT u crapie

1650 ME (0,5 mr)
3300 ME (1 mr)
5000 ME (1,5 mr)

I kanna 3,44% p-pa = 5000
ME (1,5 me)

1 opaoice = 3300 ME

(1 me)

1 kancyna = 12000 ME (3,6
me)
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#berakapoTeH Hauarts ¢ 1 mr/kr/cyt — 12 Henens, naee 1 kanna = 1 me
nojIepkuBaomas go3a — 10 mr/cyr

Hpumevanus: * - mepanesmuueckue 003vl sumamuna D ykazanvt 6 madbauye 22 (mepanus ocmeonoposa)
Moeym npumenamobcs KOMOUHUPOBAHHBIE Npenapamvl, Hanpumep, Bumamun E+Pemunon

Oco00eHHOCTH BUTAMMHOTEPANUN HA (DOHE TAPTeTHOM Tepanuu

. PexomMeHyeTcs mpu BO3MOXHOCTH TPOBOAWTH MOHUTOPHHT YPOBHS IKHPOPACTBOPHUMBIX
ButaMuHOB (A, uccredosanue yposus 25-OH sumamuna JI 6 kposu E, K) B kpoBu 2 pasa B rox ¢
pelieHHeM BOMpoca O LEeNecoOOpa3HOCTH MX NPUMEHEHHS B CBA3M C  BO3MOXKHOCTBIO
runepBuTamMuHo3a [344,345].

YYP-C, YAl -4)

Kommenrapun: Haxaniugaromes oanHvle 0 mom, Ymo mapeemuasi mepanus, 6eposimuo, noeuluudaen
gcacvlBaemMocms U OUOOOCMYNHOCMb HCUPOPACTNBOPUMBIX GUMAMUHOS8, VEEIUUUBAS BEPOAMHOCHIb
bonee uacmuvlx npossienuti moxkcuveckozo sggexma. Ommeuaemcs nosviulenue KOHYEHMPAYUU
sumamunos A u D uepes 1 u 6onee mecsayes om cmapma mapeemnoll mepanuu, ypo8eHs umuamua E
ne mensicsa. [491]

OcobOyr0 HACMOPOAHCEHHOCIb BbI3LIBAIOM CVYAU cunepsumamunoza eumamuna A. OOnum u3 camvix
YACMobIX, U3 ONUCLIBAEMBIX 8 NYOIUKAYUAX, CUMNMOMO8 SUNEPEUMAMUHO3A 6um. A sA6nsemcs - omex
OUCKA 3PUMENbHO20 Heped, HA (OHe NOBbIUEHUS GHYMPUUEPENHO20 OAGleHUsl, BblGIeMblil Npu
ogpmanvmonocuueckom oocredosanuu. Ipu smom konyenmpayusi eum. A 8 Kposu y 3mux nayueHmos
8apbLUPOBANACH OM HOPMbL 00 NOGBIUEHHBIX 3HAYeHull. Onucan cayuail QyrbMUHAHMHO20 NOBbIULEHUS
BHYMPUYEPENHO20 OABNIeHUsL ¢ OMEKOM OUcka 3pumenvho2o Hepéa y 11-nemneii oesouxu (E193X /

N1303K) uepes 8 mec. om cmapma mapzemnoii mepanuu. [492].

3.3.5 ArpeccuBHBIC METOAbI HYyTPUTHBHOM NMOAAEPKKH y nanueHTos ¢ MB

K «aepeccusnvimy memooam HympumugHou noooepaicku y nayuenmos ¢ MB omnocames:

1. 3omoosoe smmepanvrHoe numanue 8 guoe HOYHOU 2UNePaIUMEeHMaYUL, Yepe3 Ha302acmpaibHbLLL
30HO UNU Hepe3 NePKYMAHHYIO HUBKONPODUIbHYIO 2acmpocmomy (mpyoxku numamenbHble
eacmpocmomuueckue u eionanvuvie MIC, MIC-KEY ¢ npunaodnedxchocmsimu).

Ilokazanuamu x ycmanoske eacmpocmomvl cayscum HMT <10 nepyenmuna (ycmyeu:
2acmpocmomus. (I'acmpocmomus OMKPLIMbIM oocmynom/ L'acmpocmomus
JIanapoCcKonuU4ecKum oocmynom/I"'acmpocmomust 9HOOCKONUYECKUM

oocmynom/I acmpocmomus 4pecKOHCHLIM OOCIMYNOM), 3aKpblmue 2acmpocmombl).
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Cnedyem npogooums 3ameHy 2acmpocmomudeckou mpyoku 6 cpeonem, Ipaz/6 mec.

T'acmpocmomuro evinonnsem xupype, 6 yciosusx xupypeudeckoe omoenenusi. C nomowwio

HOYHOU 2unepalumMeHmayui, npu ad0eK8amHoM KOHMpOoJe NAHKPeamudecKUMU 3aMeHUmensamu,

MOJHCHO Oononnumensro obecneyums om 30 0o 50% paccuumannoii snepeonompebrnocmu [9].
2. I[lapenmepanvroe numanue

o Ilonnoe (yenmpanbhwiii 6eHO3HbIU Kamemep), NOKA3AHUAMU AGNAIOMCA!

- COCMOANUSL NOCIIe ONepayuu Ha KUleuHuKe;

- CUHOPOM KOPOMKOU KULUKIU,

- OCMpblll NAHKpeamum.

o Yacmuunoe (c yenvio OONOIHUMENbHO20 NUMAHUS), UCNOAb3YeMCs nepugepuiecKkas

- JAHCUPOBBLE IMYNbCUL
- 2NIIOK030-AMUHOKUCTIOMHbIE CMECU, GUMAMUHB.
. PekoMeH0BaHO MPUMEHEHHUE «arpPEeCCUBHBIX» METO0B HYTPUTHUBHOM MOAIEPIKKH MIPH:
O OTCYTCTBUHU MPHOABKH B BECE WM CHI)KEHUU Beca B T€UCHHE O MECSIICB;
o (hakTHyeckoi Macce Tena HUXKE 3 MepLIeHTHIIS;
o (QakTHYEeCKOW Macce Tella HIKE JODKHOTO 3HadeHus Ha 15% wmm wmenee 25
MEPICHTHIISA Ha (POHE OTIOTHUTEIBHOTO MTUTAaHKs CIeHaTbHBIME cMecsimu [2,21,62].
(YYP-C, ¥ -5)
KommenTapuii: «acpeccugnviey memoovl HYMPUMUBHOU NOOOEPIHCKU NOKA3ANU 6€CbMd BbICOKYIO
agpgpexmuenocmov, 6 ocobennocmu 'y nayuenmoé c¢ MB ¢ ewvipasiceHHbIMU HAPYUEHUAMU
HympumusHo2o cmamyca. QOHaxKo, OnMuMaibHble MemoOUKU, cxemvl NPUMEHeHUs, UObl U CNOCOObI
88e0eHUs NUMAMENbHbIX CMecell, CNOCoDbl 3aMeCMUMeNbHOU (epMeHmHOU mepanuu npu npoeedeHuu
30HO060U 2UNepParuUMeHmayuy HysHcoarmces 6 oanvHetiuel ompabomke 8 NPAKMuKe omeyecmeeHHoul
NYJbMOHONO2UU U NEOUATNPUU.
Ilokazano, 4mo mMoONbKO NpUMeHeHUe IHMEPAIbHO20 30H0068020 NUMAHUS Yepe3 2acmpOoCmOoM)
00CMoBepHO NPUBOOUM K YIIVHUIEHUIO HYMPUMUBHO20 cmamyca nayuenmog ¢ MB.
3.3.6 Ilporpammsbl IBM 111 noadopa 1ueTsl U (pepMeHTHON Tepanuu AJs Bpadeil u

MnManueHToB

Paspabomanvt npocpammer onss OBM, komopvie Hanpasnenvl HA ONMUMU3AYUIO KOMNJIEKCHOLUL
mepanuu  MyKosucyuooza u npumensiomcs 6 psoe pecuonoe P® [346]. Ilpoepamma DBM
«Monumopune HympumuerHo2o cmamyca, payuoHa RNUMAawus U epmeHmHol mepanuu npu
mykosucyuoozey» (I'ocyoapcmeennas peeucmpayus Ne 2016 660762 om 21.09.16) nozsonsem
coKpamums mpyoo3ampamul 8paia npu paciemax UHOUSUOYAIbHOU Ouemvl U 003bl 3aMeCMUMeNbHOU
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¢epmenmnoti mepanuu. Moobunvnas eepcusi npoepammel IBM  «Monumopune HympumugHoz2o
cmamyca, payuoHa NUMauus U QepmeHmHou mepanuu npu myKosucyuooze. MobunvHnas eepcusy
(I'ocyoapcmeennas pecucmpayus Ne 2017 661283 om 09.10.17) nomocaem nayuenmam
camocmosamenbHo noooupams 003y (HepMeHmo8 HA KadiCOblll npuem Nuwu; 8 pedicume OHIAUH
nepeoasams OauHbvle (8 0enepcoHuGUYUPOBAHHOM 8Ude) O PuzULecKOM pa36UmMuL, payuoHe NUMaHusl,
003ax NaHKpeamuua Ois KOHCYIbMAYUU ¢ JeYyawum 6pavom, 0Oyuaem KOHMPONIO HAO CEOUM
3abonesanuem. Mcnonv3oeanue OAHHBIX NPOSPAMM NOKA3AL0 C8010 IPDEKMUBHOCIb 8 KIUHUYECKOU
npaxmuxe [260,346,347,348].

3.4 Xupyprudeckoe JJe4yeHue

XMpypruueckKoe JjeyeHue 3MU3010B KPOBOXAPKAHbS M JIETOUHbLIX KPOBOTEYEHUM

o [Tpu HE3((heKTUBHOCTH KOHCEPBATHBHBIX METO/0B, HApaCTAHUU 3IM30/10B KPOBOXApKaHbs U
pa3BUTHUHU JIETOYHBIX KPOBOTEUYEHUH manueHtaM ¢ MB pexoMeHI0BaHO XUPYpPrUYECKOe IMocoOHue ¢
1eJIBbI0 OCTaHOBKU KpoBoTeueHus [280,282,283,284].

(YYP-C, VI - 5).

KommenTapmii:  memoouxou  evlibopa  sensiemcs — oMOoOau3ayusi — OPOHXUANbHBIX — apmepull
(OHoosackynapras smboIU3ayUa cocy008), 0OCMAMOUHASL NPOCMAs Npoyedypd, 3aKIoUaruancs 6
9HOOBACKYIAPHOU IMOOIU3AYUU KPOBOMOYAUE20 COCYOd UHEPMHbIMU Mamepuaiamu. Imoborusayus
n0360J1em Kynupogams 3MuU300bl KPOBOXAPKAHbS UNU 3HAYUMENIbHO OMCpodums cieoyiowue 6 2/3
cnyuaes.  Taxowce  mooxcem — NPOBOOUMbCS  IHOOCKONUYECKAs — KIANAHHAA — OpPOHX0OI0Kayus
(OHoockonuueckasn kaianauuas OpoHxobOI0Kayus). Pezexyus kposomouawezo ceemenma, 0oau unu
Yen020 1e2K020 MOACEem NPOBOOUMbCS MOLLKO 8 YUPE3BbIYAUHBIX CYUASIX NO BUMATbHLIM NOKA3AHUSM.
Hapacmanue necounvix KposomeueHuul U HEBO3MONCHOCMb UX KOHMPOIUPOSAMb IMOOIUZAYUE —
noKasauue 015 paccMOmpeHus NAyueHma Kaxk KaHouoama Ha mpaHcnaaumayuro 1eekux.
Xupypruueckoe jeyeHne MHEBMOTOPaKca

. Jleuenne mHEBMOTOpakca y TMalueHTOB ¢ MB pekoMeHayeTcss MpPOBOIUTH COTJIACHO
KIIMHUYECKUM PEKOMEH/IAINSM 110 ITHEBMOTOPAKCY C IICJIbI0 BEIOOPA ONTHUMAIBHON TaKTHKHU BEJICHUS
narrenta [280,281,335].

YYP-C; YA -5).
KommenTapuu: nuesmomopakc, no danuvim Hayuonanvnozco Peeucmpa, 6 Poccutickou ©edepayuu

scmpeuaemcs edxce2oono y 1,5% e3pocavix nayuenmos ¢ MyKosucyuoo3om, Ymo HAMHO20 dauje 4em y
oemetr (0,2%), u sensemcs credcmeuem paspviea cyonieepanrvhuix oOyan. Ilpu peyuousax e2o
paccmampusaemcs HeoOX00UMOCMb npuMeHeHus: nieepoodesa (Obaumepayus nieepalbHoOl NOIOCMU).
B makom ciyuae manunynsiyuetl 6bib6opa A615emcst I0KAIbHbIL Xumuyeckuil niegpooes (Obaumepayust

niespanvbHol norocmu) unu niespakmomus. K maxkum onepayusim, kax peszexkyus cyoOnieepaibHuIX
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OV, HE0OXOOUMO OMHOCUMCS C OCMOPOICHOCHIBIO, VUUMbIBAS. 603HUKHOBEHUE OONOJIHUMENbHO2O
CnaeyHo2o npoyecca, Ymo Moxcem 3ampyoHAmy 6 OdlbHeluueM MpaHCHAAHMAYUIO JIeCKUX.
Xupypruueckoe jedyeHne XpOHHYECKOr0 PUHOCHHYCHTA

J PekoMeHyeTcsi SHIOCKOIMMYECKOEe XUPYPrHUSCKOe JICUCHUE XPOHUUYECKOTO PHHOCHHYCHUTA
(XPC) (IlomucuHycOTOMHS C HMCIOJIB30BAaHUEM BHJICOIHIOCKONMUYCCKUX TEXHOJOTHH) Ha (oHe
MYKOBHUCITHI03a TIPH BBIPAKEHHOM 3aTPYJAHEHHUH HOCOBOTO JBIXaHUWs 32 CYET HA3aJbHOTO IMOJIUII032a
W/UIM  MEIMaNu3allii  JaTePAbHONM CTEHKHM TIOJIOCTH HOCA; HEKYMHPYeMOM KOHCEPBATHBHBIMU
MeToAaMud  O0OCTpeHUH  HH(EKIUMOHHO-BOCAIUTENbHOrO mpouecca B OHIL,  koropsiid
paccMaTpuBaeTCs B KAY€CTBE BAKHOM MPUYMHBI KOHTAMHHAIIMK OPOHXOJIETOYHON CUCTEMBI;, pa3BUTHH
CHHYCOTCHHBIX OpOUTAJIBHBIX H/WIIM BHYTPHUYCPEIIHBIX OCIIOKHEHHI; HEOOXOJUMOCTH CaHAIUU
nosiocty Hoca u OHII nepen TpancrutanTanueii serkux [349,350,351,352].

YYP-B, Y11 - 3).

Kommenrapuii: ona Odemetl u 63pocivix nayueHmos ONnMmumMaibHbIM MemoOOM XUpPypeuiecko2o
nevenus XPC 60 6cem Mupe RNPU3HAHA PACWUPEHHAsT IHOOCKONUYECKAs (DYHKYUOHAIbHAS
punocunycoxupypeuss  (FESS-Functional Endoscopic  Sinus  Surgery) —  manounsasuenwiil,
OpP2AHOCOXPAHAIOWUL,  UUOIOUYHBIL MEMOO XUPYPUUeCKo2o JledeHus 3a00n1e8anuti Hoca U
oxononocosvix nasyx. Ilo knaccuguxayuu P. J. Wormald (Aecmpanus, 2012), pacwupennas FESS
gKIOUaem 6 cebsi NOIUNOMOMUIO 8 COYEeMAHUU C NOJUCUHYCOMOMUE (MAKCUMATLHO UWUPOKUM
BCKPHIMUEM 8CEX NOPAICEHHBIX NOIAUNO3OM NA3VX, PACUWUPEHUEM COYCIUL 8ePXHEYETIOCHHBIX NA3YX
00 7 MM u bonee, BCKpblmuem KiemoK peuemuamozo 1adupuHma ¢ 0OHaxiceHueM 0CHO8AHUs Yepena).
Tokazanuamu K XUpypeuueckomy iedyeHuio sA6Is0mcs: 6blpanicenHoe 3ampyoHeHue HoC08020 ObIXAHUSL
3a cuem HA3ANbLHO2O NOAUNO3A U/UTU MEOUANU3AYUU JAMEPATbHOU CMEHKU NOAOCMU HOCA,
HeKynupyemoe  KOHCEePBAMUBHbIMU — Memooamu  0060cmpenue  UHGEKYUOHHO-80CNATUMETLHO2O
npoyecca ¢ OHII, komopwili paccmampugaemcss 8 Kayecmee GANCHOU NPUYUHbL KOHMAMUHAYUU
OPOHXONE20UHOU  CUCMeEMbl;  PA36UMUE  CUHYCOLEHHbIX OPOUMANbHBLIX  U/UTU  GHYMPUYUEPENHBIX
ocnodcHenul; canayus noarocmu Hoca u OHII neped mpancnaanmayueu neekux. M3zonuposannas
oyenka pesynomamos KT OHII ne mooicem cayscumv nokasamuem K xupyeuueckomy neuenuio. Ha
OAaHHBII MOMEHM ecmb YOeoumenbHble 00KA3AMeNbCMEd CHUNCEHUs CMeNneHU KOHMAMUHAYUU HUNCHUX
ObIXAMENbHBIX Nymell Nocle PUHOXUPYPSUYeCKo20 JedeHusi. Tem He MeHee, nayueHmsl u/uiu
pooumenu/3aKkoHHble npedcmasumentt 00JIHCHbL ObiMb UHDOPMUPOBAHBI, YMO XUPYPSUHECKOoe JleYeHUe
He aensiemcs cpedcmeom uznedenus om XPC u HazanvbHo2o NOauUno3a u o 6biCOKOU 6epOosmHOCHU
PeyuouBos u nompeoHOCmu 8 NOSMOPHBIX BMEUAMenbCIEAX.

TpaHcuIaHTAlMS TEeYEHH
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e PEeKOMEHIOBAHO HANPaBUTh NALMEHTa C MYKOBUCIUJIO030M U BBIPAXCHHOM IOPTaJIbHON
rUrnepTeH3uell (Jaxke Mpu OTHOCUTENBHO COXpPaHHOW (YHKIIMM TEYeHW M JO0 HACTYIUICHUs
TEPMHUHAIBHOW CTaJMHM LUPPO3a ICYCHU)K BPady-TPAHCILIAHTOJOTY JUISl OLCHKA BO3MOXKHOCTH H
CPOKOB ITPOBECHHUS TpaHCILIaHTauu redenu [1,2,21, 509].

(YYP-C, Y11 -5).

KommenTapmii: paouxanvroiii memoo neuenus. Ilepsas onepayus ¢ P® nposedena moavko ¢ 2009 e.
Pannee paccmompenue éonpoca o mpancnianmayuu neyeHu MoA*cem CHUUMb PUCKU OCTOHCHEHU U

VAYYUUMD 00N20CPOUHbIL NPOSHO3

e Ha ocHoBanuu kpurepueB Yailng—IIbto M OLEHKM CTENEHW MOPTAIBHOW IMIEPTEH3UU (BKIOYast
JTAHHbIE UHCTPYMEHTAJIbHBIX MCCIEIOBAaHUMN, TAKUX KAaK 3JAaCTOMETPUS MEUYEHU U OTHOILLIECHHUE YPOBHS
ACT k TtpomoOomuram [APRI]) pekomenmoBano Oojee paHHEEe pacCMOTpPEHHE BOMpoca O
TpaHCIUIAHTAllMM TE€YEHHU Yy NalMEeHTOB, HAaXOIALIMXCA Ha CTaAuM B win MMeromux BbIpak€HHBIE
NPU3HAKH TOPTAIBHOW TUIEPTEH3UH JaXe IPH COXPAHHOW (QYHKIMU TICUYEHH, a HE TOJBKO Yy
nauueHToB craguu C JJid CHUXKEHHUS PUCKOB OCJIOKHEHUM M YIYYIIEHHUS JOJITOCPOYHOIO IPOrHO3a
[508, 509],

(YYP-C, Y1 -5).

Xupypruueckoe jedyeHrne MEKOHHEBOT0 ujeyca

e [lammmenram ¢ MB W MEKOHHEBBIM HJIEYCOM TPH OTCYTCTBUU BO3MOXHOCTH KOHCEPBATHBHOTO
JICYCHUs WU TPH ero Hed(PPEeKTUBHOCTH PEKOMEHAYETCS MPOBEICHHE OINEpPaTHUBHOTO JICYCHUS C
[EJIBIO pa3pelIeH st KAIIIEYHOW HEMTPOXOIUMOCTH M IIpeAoTBpanieHus ocnoxuenuit [123,290,353].
(YYP-C, Y1 -4).

KommenTapum:

Onepamueuoe Jieuyenue
1. ﬂuaeyocmuqecmﬂ aanapockonusd — aanapomomusl (npewwyu;ecmeeHHo npasocmopOHHUM

HUJICHENONEPEUHBIM 00CMYNOM, YOOOHBIM 05l 8b18€0EHUSL UNEOCHOMbL)

2. Hnmecmunomomus Ha epanuye pacuupeHHol U CyHCeHHOU KUUKU

3. Onopooicrhenue omeoosauje2o omoena KUeyHuKd

4. Buoncus MOHKOU KUWKU ONepamuends, Ouoncusi 000004HOU KUWKU ONEPAMmUBHAsL
(ITosmaoicnas 6uoncust Kuwiku)

5. Bwigeoenue KuuieyHou CMOMbl HA 2pPAHUYe PACUWUPEHHOU U CYIHCEeHHOU KUWKU (onepayus

8v100pa)
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6.

Hanoorcenue medickuuieunoco anacmomosa (npu 00CMamo4yHoM Onvime onepupyrouieco
xupypea u omcymcmeuu COMHEHUU 6 NAMmoocUU MOACMOU KUWKU, aJHceaameibHo C

nposedeHuem UHMPAonepayuoHHoL buoncuu)

Hocneonepauuonnoe 6éeoeHue:

1.

Ilo 6occmanoenienuu naccadxca no KUWEYHUKY DHMEPAlbHAs Hazpy3ka He pauee 3
NOC1eonepayuoHHbIX CymoxK

Pacwupenue obvema kopmienus npu adek8amHou moiepaHmHocmu 00vemy KOpMIeHUs.
Ilpuopumemmno 2epyonoe MONOKO, HeobX00uMo cmpoecoe coboeHue mamepvio waosuel
ouemul.

IIpu nooo3penuu Ha MyKOBUCYUOO3 HA3HAYEHUe NaHKpeamuHa*™* u3 pacuema HauanrbHOU 003bl
600-800 eo nunazvl na 1 epamm scupa 6 cmecu unu 8 epyorom monoxe[21,290]. Jonycmumore
sHauenust kodgguyuenma om 500 0o 4000 EJ], 6 cpeonem 1800 eo nunaszwr na 1 2 sncupa.
[255].

Ipu b6onvwux nomepsax no KUWEYHOU cmome nepexoo Ha leyeOHble CMecU ¢ YACMUYHbIM UTU
NOJHBLIM 2UOPONIUZOM DenKa

Vx00 3a omeooswum omoenom xKuueuHuxa

Bepugpuxayus npuuun 603HUKHOBEHUSL.

Mopgonoeuss  6uonmama  ([lamonocoanamomuueckoe  uccie0oganue  OUONCULHOSO
(onepayuonnozo) mamepuaia MmMoHKOU Kuwiku, Ilamonozo-anamomuueckoe uccied08aHue
Ouoncutinoeo (onepayuonno2o) mamepuaia 060004HOU KUWKU)

I'enemuueckoe uccireoosanue (Monexynsapno-eeHemuyeckoe ucciedosanue Mymayui 6 2eHe
CFTR (mykosucyuoos) 6 kposu, Komnnexc uccneoosanuii 05 OuazHOCMuKU MyKoSUCYU003a)
Onpedenenue axmusHocmu namkpeamuyeckou snacmazvi-1 6 xare Koucyremayus
cneyuanucma no myxkosucyuoosy (Ilpuem (ocmomp, KOHCyrbmayus) 6paua-nyibMOHONL02A
nepsuunbiti u Ilpuem (ocmomp, KoHcyibmayus) 6pava-nyibMOHOI02A NOSMOPHBIL) U/Ulu
Ilpuem  (ocmomp,  koucynomayus)  epaua-neouampa  nepsuunviii/I[lpuem  (ocmomp,
KOHCYIbmayus) 8pava-neouampa noemopHblil.

Bepugurayus eHympuympobHoi uHgekyuu (Co2nacHo coomeemcmeyiouum KiuHU4ecKum

peKomMeHOayusm)

OcnosicHeHus KUeUHoll CIOoMbl

Deazunayus KuwKu

IlepucmomanvHuiti depmamum
llapacmomanvhas epuidica

Manvabcopbyus na gpone KuuieuHot cmomol
Omcymcmeue npubasku 6 ece
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Paouxansnutii sman xupypzuueckoi KoppeKyuu
1. Ilnanosas uepes 2-3 mecsaya nocie nepeuUUHoOl onepayuu npu.

*  Cmabunuzayuu cocmosHus nayuenma

*  Aodexsammuou npubasxu 6 eece

*  Cmene 6HympubOIbHUUHOU (DOPLL HA K OOMAULHIOO»

2. Cpounas - uepes 2-3 nedenu nocie nepeULHoOU onepayuu.

*  Omcymcmaue 803MOACHOCIU OOCUYbL BO3DACMHO20 00beMa KOPMIeHUs

*  Hexoppueupyemvle nomepu no cmome

*  Coxpanarowascs 3a8UcumMocms om UH@Y3UOHHOU mepanuu

*  Kaunuuecku 3Hayumvle oyacu UHGeKyuu 6 OMmKIOYEHHOM Omoene KUWKU

*  OcnooicHenus KULEYHOU CIMOMbL, CO30AI0UUX YePO3Y HCUSHU NAYUEHMA

3. ObsazamenvHoe npedonepayuonHoe oociedosanue:

*  Pesynbmamvl  Mukpockonuweckozo — obcnedosanus — (Mukpockonuueckoe — ucciedosanue
Moxkpombl Ha muxobaxmepuu (Mycobacterium spp.))

*  Uccneoosanue muxpoodbuonocuueckoeo netizaxca (Muxpobuonocuueckoe (KyaibmypaivHoe)
uccneoosanue MOKpomsl Ha a3pooOHvle U (aKyIbmamusHo-aHa3poOHble MUKPOOP2AHUMBL,
Muxpobuonocuueckoe (KyivmypaibHoe) UCCIe008aAHUE NABANCHOU HCUOKOCU HA adPOOHbIE U
GaxyrbmamueHo-aHa’spodoHble MUKPOOP2AHUZMbL)

*  Aumeepaouas penmeeHKOHMPACMHASL UPPUSOCKONUSL

* [lonyuenue pe3ynbmamos HOpMAIbHOU MOPHOI02UY OUONMAMA CTNEHKU KUWKU

Onepamuenoe neuenue paouKkaibHo20 IMANA XUpypeuiecKoil Koppekuyuu

3axpvimue KuweyHOU CMoMbl ¢ HAIOHCEHUEM MENCKUUUEYHO20 AHACTNIOMO3a

Ilpumeuanue

- JIroboti eapuanm 8poAHCOeHHOU HUZKOU KUWUEUHOU HenpoXOOUMOCMU ) HOBOPOICOEHHO2O0 mpebyem
npogedeHuss 0000C1e008anUs Y pebeHKa Ha MYKOBUCYUOO3, a Haludue 6HYmpuympoOHO20
NCeBOOKUCO3HO20 NEPUMOHUMA Y HOBOPOHCOEHHO20 NO360JIAem MAKCUMANbHO PAHO 3aNn0003pUnbs
CMEWAanHyI0 (hopMy MYKOBUCYUOO3A U HAYAMD JledeHue yixice ¢ Nepuood HOB0PONCOEHHOCMU (CM.
pazoen «Knunuueckas xapmuna 3a00ne6anus unU  COCMOSHUSA  (2pynnel  3a0071e6aHUll  UlU
cocmosnuii)») [353].

- Heobxooumo CMPEMUMbCA K KAK MOJMCHO bonee PAHHEM) 3AKPbLMUIO KUUEYHOL CIOMBbL.

Xupyprudeckoe jJeyeHne MUKOOAKTepro030B y nanuenTos ¢ MB
° Pexomennyercs marmmentaM ¢ MB u MuKOOakTeprno30M BBIMIOJHUTH OINEPATHUBHBIN OTall

nedeHus: Tpu HEedPPEKTUBHOCTH AHTUMHUKPOOHON Tepanuu: MPOTPECCHPOBAHUE BOCTAICHHS C
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oOpa3oBaHHeM IIOJIOCTEH pacmajna, pa3BUTHE OCJIOKHEHHH MHUKOOakTepruo3a (KpOBOXapKaHbE,
peIUIUBHUPYIOIIHEe UHPEKIIUNA PECIUPATOPHOTO TPaKTa, MPUCOCTUHEHHE acTeprmuiesa u T.ha.) [222,
450, 458].
YYP-C, Y1 -5).
KommenTapun:
IIpomueonoxazanuamu K npogeodeHuio onepayul cayxcam: 6o1buas pacnpocmpanenHocms npoyeccd
(08ycmoponnee nopadjcerue 1e2Kux), Haiudue maxceiol COnymcmeyowe namoioeuu, blpaniCeHHbIxX
ovixamenvHulx Hapyuenutl) [222, 450, 458].
Bonpoc o 6osmooicnocmu u cpoxkax nposedenusi xupypeuiecko2o emewamenvcmea peuiaemcs BK ¢
yuacmuem 6paua-xupypea/spaia-0emcko20 Xupypea U 8paid-aHecme3’uono2a-peanumamoncea (c
coanacusi pooumesneil/ 3aKOHHO20 NPeoCmasumeris,).
TpancmIaHTAUSA JIETKHAX
. PekoMeH10BaHO HANPaBUTH MAIMEHTA ¢ MYKOBHCIIMIO30M TSKEJIOTO TEUCHUS, TOPITHIHOTO
K Tepamuy, 4acThIMH OOOCTPEHHSIMH U OCIOKHEHUSMU K Bpady-TPAHCIUIAHTOJIOTY Ui pPEeLIeHHS
BOIPOCa O MPOBECHUH TPAHCILIAHTAINK JierkuX [354].
YYP-C, ¥4 -5).
Kommenrapun: 6 muposoti npaxmuke mpaucnianmayus aézkux (1J1) aensemcs oowenpusHaHHbIM
MemoOooM leueHus NaYueHmos 8 MepMUHAILHOU cmaduu 3a001e8aHUll IE2KUX PA3TUYHOU IMUOIOSUU.
Cpeou noxazanuii x TJI y nayuenmos cmapwie 18 nem mykosucyuoos (MB) sanumaem 3 nozuyurio,
yemynasa XOBJI u nézounomy ¢ubpo3sy, u 3anHumaem nepeoe mMecmo y nayueHmos 0emcKo2o 603pacma
om 6 0o 17 nem. TJI npu mwamenvHom ombope nayuenmos 0OCMOBEPHO VIyuuiaem nokazamenu
BBIHCUBACMOCU U KAYeCmB0 HcUuzHu. Meduana npoooadxcumenvbHocmu Hcuznu nayuenmos nocie TJ1
no nogody MB xapaxmepuzyemcs HAuLyywuMy nOKA3amMeNsIMU NPU CPAGHEHUU C Opyeumu
3abonesanusmu u cocmaensem obonee 11 nem.
Ocnosanuem ona nanpaenenusn nayuenma ¢ MB ¢ llenmp mpancnnanmawuu (L T) aenaemca:
1. O®B; <30% unu npoepeccusroe chudicenue noxaszamens ODB1, HecMoOmMps HA MAKCUMATLHO
B03MOJICHYIO MEPANUIO
2.  Jlucmanyus 6 mecme 6-munymnou x00vow1 menee 400 m
3. Pazeumue 11€204HOU eunepmeH3UU 8 OMCYMCMEUE 2CUNOKCEMUYECKOU  OblXAmealbHOU
He0oCmamoyHocmu
4. [Ilpoepeccusnoe yxyouieHue cocmoanus nayuenma, npueooaujee K 4acmvim 20CRUMAaIu3ayuam
gcrnedcmaue:
a. Pazsumusa u napacmanus ovixamenbHOU HEOOCMAMOYHOCIU ¢ NOMPEOHOCMbIO 8 NPOBEOeHUU

HUBJI
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b. [Iosviwenus anmubuomuxkopesucmenmuocmu, yxXyouenus KIUHU4ecKko20 60CCMAaH08IeHUs. NPu
0b0Cmpenusx, pocma 4acmomsl 060CMpeHuti U 20CNUMAIU3aAYULL
C. Yxyowenus nympumusnoco cmamyca, HecMomps Ha OONOIHUMENbHOE IHMEPATbHOE NUMAHUe
d. Peyuousupyrowux nheemMomopaxcos
e. Jlézounvix KposomeueHull U KpOBOXAPKAHUU, PE3UCMEHMHBIX K IMOOIU3AYUU OPOHXUATILHBIX
apmeputl.
Lenvio obpawenuro ¢ L[T asnsiemca ycmanogieHue NOKA3AHUL U UCKTIOYEHUe NPOMUBONOKA3AHUL K
MPAHCNIAHMAYUY TIESKUX.

Ilokazanusa K mpancnaiaHmayuu 1é2Kux:
1. Xponuueckas OvixamenvHas HedocmamouyHocms (2unokcemuueckas ¢gopma Pa0,<60

mm.pm.cm., eunepkanuuyecxas popma PaCOy >50 mm.pm.cm.)

2. numenvHasi HEUHBA3UBHAS GEHMUISAYUS IECKUX

3. Jléeounasn eunepmenzusn (CHJIA>35 mm.pm.cm npu XO-KT, unu CIQJIA> 25 mm.pm.cm. no

pesyivmamam Kamemepusayuu cepoya)

4. Yacmoie obocmpenus 3a001e6anus, mpebyowue CmayuoHapHo2o Jledenus

5. [Ilpoepeccusnoe crudicenue nokazamenei QYHKYUU HEUIHE20 ObIXAHUS

6. 4 ¢yuxyuonanvnwiii knacc no NYHA.
Ilpomueonokazanua K mpancniaHnmayuu 1é2Kux 0enaAmca Ha adcolomusle U OMHOCUmMEeEbHble.
Brnao nocnednux 6 npumnsmue pewieHuss 0 NOCMAHOBKE 6 JUCI O0XNCUOAHUL ONpeoeisiemcs Ha
OCHOBAHUU JIOKATLHBIX NPOMOKOI08 U cobcmeennozo onvima LT.

Aobconomnsle RPOMUBONOKA3AHUA K MPAHCRIIAHRMAUUU JIECKUX:
1. Hanuuue 6 anammuese 310KAUECMEEHHbIX OHKOI02UYECKUX 3a001e6anuUll co cpoKkamu pemuccuu

nocie coomeemcmeyoujeli mepanuu meumee 5 jaem (uckiroueHue — pax kodcu T1-2NOMO, nocne
PAOUKANbHO2O JleyeHus, ¢ pemuccuetl bonee 2 nem)

2. Taxcenass oucghynxyus unu 3abonesanue Opyeux OpeaHo8 u/uiu cucmem Npu Omcymcmeuu
B03MOIHCHOCIU CUMYTIbINAHMHOU KOPPEKYUU

3. Taxcenoe cocmosanue nayuenma, Xapakmepusyiowjeecs HapyuleHuem 6UMAalbHulX QYHKYU
opeanusma (ocmpoe HapyuieHue M03208020 KpOBOOOpaujerusi, Omcpulil UHGapKm mMuokapoa u m.o.)
4. Hekoppezupyemvle HApYUeHUs 2eMOCma3d

5. Xponuueckasn nepcucmupyiowas HeKOHMPOIUPYeMAas MUKPOOHAA UHpeKyus, mybepKyiés

6. Buwipasicennasn oeghopmayus epyonoll Kiemru U NO360HOYHUKA

7. HMT >35 ke/m®

8. [lcuxuueckue HapywieHusi ¢ nomepeti 0eeCnOCOOHOCMU, A0EKBAMHO20 — KOHMAKMA,
3a8UCUMOCU O NCUXOAKMUBHBIX 8EWeCm8, alKo20aA U/ uiu mabaxka

9. Omcymcmeue komniaenmHoCmu u Hadaexcaujeli COYUAIbHOU NOOOEPIHCKU
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Omnocumenvhole RPpOMUBONOKA3AHUA K MIPAHCRIIAHMAUUU JI€CKUX .

Bospacm cmapwe 65 nem
Oocupenue 1 cmenenu (UMT 30,0-34,9 KZ/MZ)
IIpoepeccupyrowee unu msoicenoe ucmouwjenue (MMT menee 15 KZ/MZ)

Tsorcenviil ocmeonopos ¢ Haauduem nanojlocudecKux nepeilomos uiu boneso2o CMHOpOMa

a > Wb oE

IIpeowecmsyrowue onepayuu Ha epyoHol Kiemke ¢ pe3eKyuell JeeKux u/uiu nposeoeHuem
niespoodesa
6. HUcxkyccmeennas eemmunayus JNe2KUX U/UNU HAIU4ue )y pPeYyunueHma 6CnoMo2amesbHO20
KpPOB00OpaujeHus u/unu 3KCmpakopnopatbHou MemMOpanHHol OKCUueeHayuu
7. BHenecounas — KOIOHU3AWuUs  UAU  UHQDUYUPOBAHUE  BbICOKOPEIUCMEHMHLIMU  UTU
8bICOKOBUPYIEHMHbIMU OAKMEPUAMU UTU 2PUOAMU
8. Hanuuue xponuuecxoeo gupycrnozo cenamuma B u/unu C, BUY-ungpexyuu u/unu CII1H/a
9. Xponuueckoe un@uyuposanue ObIXAMENbHLIX Nymell MAaAKUMU MUKPOOP2AHUSMAMU, KAK
Burkholderia cepacia, Mycobacterium abscessus
10. /lpyeue 3abonesanus unu cocmosiHus 6e3 KIUHUYeCKUX NPU3HAKO8 MEPMUHAIbHO20 NOPANCEHUs.
Op2aHOo8-MuULeHel.
Ilokazanua k nanpaenenuio ¢ LT u nocmanogke 6 aucm 0MCUOAHUA RAYUEHMA OEMCKO20
eo3pacma 8 yeiom He OMmIULAIOMCs OMm MaxKoevlx y nayuenmog cmapute 18 nem. Oonaxko 8 Kaxcoom
KOHKDEMHOM Clyuae 638eUuleHHOe peuleHue NPUHUMAemcs KOHCUIUYMOM 8 Ccocmaege Xupypeog-
MPAHCNIAHMON0208,  AHECMe3UONI0208,  NeOUuampos,  NYIbMOHON0208 U  CHEeYUdlucmos no
MYKOBUCYUOO3).
llayuenmam ¢ meobpamumoti Ouc@yHkyueu nevyeHu u JE2KUX, NPU OMCYMCMEUU MANHCENOU
KOMOpOUOHOCMU U HATUYUU BO3MONCHOCMU BbINOJIHEHUS KOMOUHUPOBAHHOU MPAHCHIAHMAYULU,
cnedyem paccmompems npogedeHue 0OHOBPEeMeHHOU mpaucnianmayuy néekux u nedenu. C mouxu
3peHuss MeXHU4ecKko20 UCHONIHEeHUs, ONMUMAIbHOU MAKMUKOU Npu3Han nooxoo «liver firsty
(nepecaoka neuenu nepgvim smanom onepayuu). Takue onepayuu ciedyem 6bINOIHAMbL 8 KPYNHLIX
yenmpax, 20e Qynkyuonupyiom obe npoepammvi: nepecaoku nevenu u néekux [509; 510].
3.5. PenpoayKkTHBHOE 310pOBbe MY:KYMH ¢ MYKOBHCLHI030M
Huaenocmuxy cocmosnusi penpoOyKmueHou cucmemvl myxcyun ¢ MB cm. 6 pasoere 2.
«/luacnocmuxa»
. PexoMenayercsi  ManmMeHTaM  MYXKCKOTO  TI0Jla € MYKOBHUCIIUIO30M,  HWMEIOIINM
a300CIMEePMHIO/KPUTITO300CTIEPMUIO, MIPOBEICHNE OMOTICUU TeCTUKYN (Omoricus simuka) (¢ 18-metHero
Bo3pacta). [Ipu monydeHWH crepMaTO30U0B, MPUTOAHBIX JJS OILIOJOTBOPEHHS, BO3MOXKHO HX

ucrionb3oBanue B mpomeaypax OKO/ICSI (m  xpuokoHcepBaiusi TMpU  BO3MOXKHOCTH |
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HE00XOAUMOCTH), MPU OTCYTCTBUHU CIIEPMATO30MJI0B — PEKOMEHJOBAHO HCIOJIb30BAHUE JIOHOPCKUX
ramet B iporpammax BPT mist coxpanenust Bo3smoxkHocTr geropoxaenus [101,104,130].

(YYP-C, YA -5).

. PexoMeHayeTcsl manyMeHTaM MY’KCKOTO Ioja B Bo3pacTe ¢ 15 yieT ¢ MyKoBUCLMIO30M 6€3
a300CIEPMHUH/KPUIITO300CIEPMUN KPUOKOHCEPBALUS CIIEPMATO30MJ0B (110 BO3MOXHOCTH PAaHHssA)
(KpuoxoncepBamusi ramer (OOLMTOB, CHEPMATO30UJIOB)) ISl MOCIEAYIOIIETO HMX HCIOJIb30BaHUS B
nporpammax DKO/ICSI niasi BO3MOXKHOCTH JETOPOXKICHHS, B YACTHOCTU Y HOCHUTEJEH MaTOT€HHOTO
BapuanTa 3849+10kbC>T B rene CFTR [99,355].

YYP-C,¥ad-4).

3.6 BepeMeHHOCTH NPH MYKOBHCIH/103€

HJZCZHMPOGCIHMQ 6€p€M€HHOcmM Y JiCEHWUR C JIF0ObLIM MAXMCENbIM IKCmpaceHumdalbHbIM 3abonesanuem
A6JIAemcs 6ANCHbIM @aKWlOpOM npoqbu/zakmuku OCJIOJICHEHHO2O MmedYeHUs 6epeMeHH00mu u 3aiocom
ycneuHrHoco eé 3a6eputerusl.

Iloozomoska xk bepemenHocmu Q0NAHCHA NPOBOOUMCS NO MPEM HANPABIICHUSM.
o l'enemuueckoe KOHCYIbMUPOBAHUE C Yeablo YMOUYHEHUS PUCKA POXHCOeHUs pebeHKa ¢

mykosucyuooszom (llpuem (ocmomp, KoHcyrbmayus) epava-cenemurxa nepgudnsviil u Ilpuem (ocmomp,
KOHCYIbmMayus) epaia-2eHemuxa no8mopHblii).
J Oyenka KIUHUYecKo2o U QPYHKYUOHANTbHO20 COCMOAHUSL NAYUECHINKU.:
- 8ecopocmosvie XapaKmepucmuxu
- nokazamenu pecnupamopHol QyHKyuu
- UH@eKYUsL ObLXAmelbHbIX nymell
o Coyuanvnas adoanmayus (NOMOWb 8 NOHUMAHUU NOCAEOCMBUL NPUHAMO20 PeUleHUs)
Iayuenmka Ooadxcha Oblmb 0CBEOOMAEHA O BO3MONCHOM 63AUMHOM BIUSAHUU MYKOBUCYUOO03A U
bepeMeHHOCIU, pUcKe podcOeHus pedenKa ¢ MyKogucyuoo3om. Ilpunumas 6o eHumanue Hanruuue
msadxceno2o Heoyea y mamepu, ciedyem YMOUHUmMb, KMO Hpu HeodXooumocmu, 6yoem oKa3vleamb
nomowyb 6 yxooe 3a pebenkom. CyujeCmeeHHbIM MOMEHMOM NPU MANCEIOM MeyeHUU 3a0071e6anus
A6/15emcs NIaHUposaHue 6yoywe2o 0Jisi pebeHKa.
Bo epemsa Gepemennocmu Ovixamenvhas cucmema HCEHWUHbI Npemepnesaem 3HAYUMENbHble
anamomuieckue u YHKYUOHAIbHbIE USMEHEHUS.

Iloovem ouaghpaemol 0o 4 cm

Cuuorcennue OEJI, @OE, OO

Yeenuuenue munymnou 6enmunayuu

Pocm nompebnenus xuciopooa
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T'unepcexpeyus u omex ciu3UCmMou ObIXAMeNbHLIX nymell (NPeuMyuecmeenHo 8 mpemvem
mpumecmpe).
CHudicenue 1e2ouHblx 00vbemMos 8 covemanuu ¢ oponxuanvrou oocmpykyueti (OPB1<50%) svizvisaem
3aKpvimue Meikux OblXxamenbhvlx nymetl (<2 Mm) 80 8pemsi CHOKOUHO20 8bl00XA, 00 OOCMUIICEHUS.
JIe20UHOU cucmemol mouxu pasrogecus (m.e. oocmudiceruss POE). Panuuil s3kcnupamophwiii Ko11anc
npueooum K 3ampyOHEeHUr0 OMXOHNCOeHUsI MOKPOMbl V NAYUEHMO8 C MYKOBUCYUOO30M. B ciyuae
BbIPAINCEHHBIX OOCMPYKMUBHBIX HAPYUIEHUL 8bICOKA ONACHOCMb PA38UMUS MYKOCMA3d, 000CmpeHus
UHGEeKYUOHHO20 npoyecca, a maxdice UsMeHeHUss Oup@y3uoHHO-nepPHY3UOHHBIX OMHOWEHUN U
PAa3sumusi apmepuaibHoU 2UNOKCEeMUU.
Ouepeemuueckue 3ampamvl OpeaHusmMa mamepu u niood, 803pocuiue 60 8pems OepemMenHOCmu,
mpebyrom oonoanumenvioz2o yceoenus 300 kkan/cymxu. Buewnecexpemopuas nedocmamounocmo
NOO0JHCENYOOUHOU dicene3vl, NPUBOOAWAs K MATbOUceCmuy U Maibabcopoyuu, mpedoyem 0coOeHHO20
BHUMAHUSL K BONPOCAM NUMAHUSL U 3aMeCMUMEeNbHOU mepanuu y NayueHmox ¢ MyKOSUCYUOO30M 80
8pems bepemeHHOCmU.
Bo epemsa bepemennocmu ysenuuusaemcs o00veM YUPKYIUpYIOWeU Nia3mMsl, 4mo NPUSOOUM K
VBeNUUeHUI0 YACMOmbl CepOeuHbIX COKpaujeHull u yoapHo2o obvema. Mexanuueckoe coagnenue
pacmywum nio00M HUMNCHell NONOU 8eHbl bl3bleaem OONOJHUMENbHOe YeeluyeHue npeoHazpysku. Y
nAyueHmox, Cmpaoarowux msIdxfceiou 1e204HOU NAmoo2uell, Mo MOXHCem Npusecmu K pazeumuio
JIE2OUHOU  2UnepmeHsuu, nepezpysKe Npagvlx 0moenos cepoya, passumuem  cepoeyHol
nedocmamourocmu [356,357].
Dakmopul pucKa HeuzneyzpoHcarouux 0CloHCHEHU
Haubonee 3nauumvim pakmopom, CHUMCAIOUWUM NOKAZAMENU BbIHCUBACMOCTIU Y POOUSUIUX HCCHUJUH,
saensiemes unguyuposanue ovixamenvnulx nymeti Burkholderia cepacia complex.
Hpyeumu  gpaxmopamu, onpedersowumy HeOIA2ONPUAMHBIIL  NPOSHO3 Npu  OepemeHHocmu Y
nayueHmKu ¢ MyKOBUCYUOO30M, AGISIOMCL:

Cruowcenue ODB1 menee 50% om 00as1cH020

Huskuii nympumuenwiii cmamyc nayuenmxu, npubasierue bepemeHHol 6 sece menee 4,5 ke

Jlecounas eunepmensus

Hnpuyuposanue ovixamenvnoix nymeti Burkholderia cepacia complex.

Caxapnoui ouabem [358].
o Jlns ompeneneHus pucka pokJaeHHs peOeHKa ¢ MYKOBHUCIIHI030M, PEKOMEHOBAHO MPOBECTH
reHeTudeckoe ucciuenoBanue (MornekynspHo-reHeTndeckoe uccienoBanne myranuii B reHe CFTR
(MyKOBHCIIUI03) B KPOBH) OYyAyIIero otia pedeHka, Tak Kak B ClIy4yae BBISBICHHUS Y HETO MyTallUU B

rene CFTR, puck poxxaenust 6onpHOro pedenka cocraBut 50% [356].
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YYP-C,¥a1-5).

Kommenrapuii: ciedyem makoice coodwums nayuenmke, umo oadxce eciu pe3yibmam aHaiuza no
8bIAGNEHUIO HAUOOIee YACbIX MymMayull OmpuyamenbHulll, OCMAaemcs puck HOCUmMenbCmea 6mopvim
pooumenem pebeHKa Heuz8eCmMHoU mymayuu. B amom ciyuae neobdxooumo oanvHeliuee 2eHemuieckoe
uccneoosanue ecena MBTP. Eciu 6mopoil pooumenv He A61AeMCs HOcumenem Mymayuu
MYKOBUCYUOO03A, MO pebeHoK 0Oydem 00IUAMHbLIM HOCUMeneM OOHOU U3 Mymayuii mamepu,
GenomunuyecKku 300po8bIM.

o ITanmeHTOK c MB, [IAHUPYIOLLKUX 0epeMeHHOCTb, PEKOMEHI0BAHO BECTHU
MYJIbTUAUCHHUILTMHAPHON KOMaHAOW CIEUUAINCTOB B CBA3M C TEM, YTO OEpPEeMEHHOCTh SIBISETCS
JIOTIOJIHUTEIHLHON HArpy3KOU MPU UMEIOIEMCSI XPOHUYECKOM 3a00JI€BaHUH, KPOME TOT0, HE0OXOIMMO
THIATENFHO MOJOUPAThH JIGKAPCTBEHHBIC Mpenapathl s Tepanud MB ¢ yderom ux 3ddexTuBHOCTH
JUTS KEHIIMHBI U 0e30nacHoCTH A1 1ioja [356].

YYP-C,¥A1-5).

KommenTapuii: napsady ¢ nHabnooenuem u nedenuem y 6paua-nyjibMOHON02A CAMOe NPUCMATbHOE
BHUMAaHUe credyem YOenums oyenke HympumusHozo cmamyca. Qosszamenen npuem (ocmomp,
KOHCYyIbmayust) epaua-ouemonoaa. Ilpu neobxooumocmu naznauaemcst ieyebHoe numatue.
Onmumuzayuu cocmosinusi 300po6vst (nodaesieHue XPOHU4eCcKoU uHgekyuu, yayuuieHue QyHKyuu
BHeWwHe20 ObIXAHUs, KOMNEHCAyus caxapHoco ouabema, adekeamHoe numauue U HOPMAIU3AYUS
npoyeccos nuwesapenus) nogvluiaem UlaHcbl Ha CKopoe HACmynjieHue OepemMeHHOCmU U SA6/s1emcs
npoguraxmuxot obocmpenusi 601e3HU, YMO NO380AAeMm CHU3UMb MeOUKAMEHMO3HYIO HA2PY3KY 6
nepeom mpumecmpe, 8 nepuoo op2aHo2eHesd.

JleyeHue MyKOBHCI[H/1032 BO BpeMsi 0epeMeHHOCTH

o PexomengoBaHo azexkBaTHOE (B MOJHOM O0BEME) JICYCHHE MYKOBHCIIMAO03a Y MAI[UEHTOK C
OEpeMEHHOCThI0, YTO SBISIETCS OCHOBHBIM METOAOM MPOQPHUIAKTUKH OCIOKHEHHOTO TEeUeHUs
OepeMEHHOCTH U JieueHus (heToruIalleHTapHo# HempoctatouHocTH [356].

YYP-C, Y11 -5).

Kommenrapuu: ocobennocmu @usuonocuveckoii adanmayuu K OepeMeHHOCMU, YEeludusarouue
HA2py3Ky Ha cucmemvl ObIXAHUS, KpPOBOOOpaweHuUs, mpedbylowue Y8eruueHus IHepeemuyecKux
3ampam opeanuzma mMamepu, onpeoeniarom HeoOXo0UMOCMb 3HAUUMENLHO20 PACUUPEHU NPOZPAMMbL
Jieyenust smoti epynnvl nayuenmox [356].

Heobxooumo makcumanvHo ysenuuums Kaiopaxc cymouyHo20 pPAayuoHa OepeMeHHblX, UCNOIb3)sL
8bICOKOKANOPULIHbIE NUUjesble 000ABKU, NPOOOIHCAMb 3AMECUMENbHYIO (epMeHmHyI0 mepanuo u

npu Heobxooumocmu aHmauudHyio mepanuio. B cea3u ¢ evicokoii cmenenvio NPOHUKHOBEHUA
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onoxamopoe Hj-peyenmopos uepe3 niayeHmapHulii Oapbep, PEKOMEHOO0B8AHO 3AMEHUMb  UX
ueubumopamu, nPOMOHHOU NOMNbL.

. PexomMeH0BaHO TpH HEOOXOJAMMCTH Ha3HAYCHHUs JIGKAPCTBCHHOW Tepanmuu OepeMeHHBIM
nanentkaMm ¢ MB  ocymectBiate  Bbibop JIC B coorBercTBMM ¢ Kiaccuukanuei
(bapMakoJIOTHYECKUX TpPEnapaToB IO CTEIEHW BO3MOXHOTO pHCKa Ui IUIoa C  IIEJIbI0
npeaynpexaenus gperorokcuueckux sddexros [356,359].

YYP-C,¥A1-5).

KommenTapumu:

Knaccugpukayus nexapcmeennoeo ywepba ons niooa.

Kamezopusa A - Puck mano eeposimen

Kamezopus B - B ucnvimanusx Ha #cugsomHulx npenapam 6e3speden, KIuHUYecKue UCHblmaHus He
NPOBOOUNUCD

Kamezopus C -B ucnvimanusx nHa s#cu80mHubixX 00KA3aH NOMEHYUAbHBILI PUCK OJIs N100d;
KAUHUYECKUE UCNBIMAHUS He NPOBOOUTUCDH

Kamezopus D - /loxazan nomeHyuanbhwvlil puck oas niooa, KIuHu4ecKkutl s¢hgexm npenapama
npesguvluiaem noOMeHYUaIbHbll pUcK 0Jist R100d;

Kamezopus X - Puck 0515 n1o0a 00kasau u npesviuiaem jeuebHoe oelicmaue npenapamd.

U3 nepeuuciennvix epynn moavko npenapamol epynnvl X HOIHOCMbIO UCKTIOHAIOMC 80 GPEeMs.
bepemeHHOCIU.

Haxkannusaemcs nonosjxcumenvHuili Onvlm NPUMEHeHUs MmapeemHol mepanuu npu OepemeHHOCmu
[360]. Tem me menee, uccnedosanuss na nacmosiyee eépems ewe npoodonsxcaromes [361,362]. B
Hucmpyrkyusix  k  3apecucmpuposannvim 6 Poccuu npenapamam 0ns  mapeemnou  mepanuu
bepemeHHOCIb He A6Is1emcst NPOMUBONOKA3AHUEM.

Jna neuenuss XpoHuuecko2o0 UHGUYUPOBAHUS ObIXAMENbHBIX Nymell 3010MUCTbIM CMADUIOKOKKOM U
Heghepmenmupyrowen I pam-ompuyamenvHol naioykol (Mpeumyujecmeento CUHecHOUHAs UH@eKyus)
80 6pems bepemMeHHOCmU, He0DX0OUMO aKMUBHO NPOOOIHCAMb MADIEMUPOSAHHYIO, BHYMPUBEHHYIO U
UH2ATIAYUOHHYIO AHMUDAKMEPUATLHYIO MEPAnUIo.

K npomusomuxpobuvim npenapamam cucmemuo2o Oeticmeus kamezopuu B omuocamcsa ece
npenapamul U3 Spynnvl NeHUYUIIUHO8 U YehalocnopuHos, a makice meponenem™**, azumpomuyun™*,
IPUMPOMUYUH, AZMPEOHAM (NPOMUBONOKAZAHUA: UNEPUYBCMEUMENTbHOCTb)

K npomusomuxpodouvim npenapamam cucmemuoco oOeticmseus kamezopuu C omHocamcs 6ce
npenapamul U3 epynnvl HMOPXUHOJIOHO8, CYIbGAHUNIAMUO08, A MAKICEe UMUNEHeM/Yuracmun **,
Kiapumpomuyun**, — cenmamuyun**, sankomuyun**,  aunezonud**  (npomusonoxazanus:

eunepuyecmeumeﬂbHocmb).
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K npomusomuxpoonvim npenapamam cucmemno2o Oeucmeus kameeopuu D omuocsimces  ece
npenapamvl U3 2pynnvl MempayuKkiuHo8, AMUHOAUKOZUOO8, KPOMe 2eHMAMUyuHa™*>, a makoice
Ccynb@anunamuosl 8 N030HUue CPoKU bepemeHHOCmU.
Hueanayuonnas gopma mepanuu npuoopemaem ocobeHHoe 3HaueHue 80 epems OepemMenHoCmuy, max
KaK no3eojsiem 00CMasisimb Npenapamsl 6 OPOHXUAIbHOe 0epedo, 8 MeHblel CMeneHUu No8blulds
NOPO208YI0 KOHYEHMPAYUIO 8 KPOBU.
Kenwunul, unguyuposannvie nepepmenmupyioweri I pam-ompuyamenvHou Gaopou, HyHcoaromes 6
npoGedenul  HeCKONbKUX KYPCO8 BHYMPUBEHHOU AHMUOAKMEPUATbHOU —mepanuu 3d  8pems
bepemeHHOCIU ¢ Y4emoMm 803MOACHO2O pucka 01 nioda. Yawe sceeo npumensromes yegpmaszuoum **,
yeghenum™*,  meponenem™**  (mpomusonokazanus:  2UNEPUYECMEUMENLHOCHIb) [356,359].
KuHe3uTepanus nanueHToOK ¢ MyKOBUCIIHI030M BO BpeMsi 0epeMEeHHOCTH
o [Ipu GepemenHOCTH ManueHTKaM ¢ MB pekoMeHI0BaHO MaKCHMalbHO MHTEHCH(DHUIIMPOBATH
MPUMCHCHHE MYKOJUTHYCCKHX TIPErapaToB W KWHE3UTEpanuH (IbIXaTCIbHBIC  YIPAXKHCHUS
ApeHupyoomue, sedeOHas (Gu3KyabTypa mpu 3a00JIeBaHUSX OpPOHXOJETOYHONH CHUCTEMBI) JUIS
COXpaHEeHHsI APEHAXHBIX (PyHKINH OpoHxHaabHOTO AepeBa [356,359].
YYP-C, Y1 -5).
KomMmenTapum: eorceonesnvle 3anamus Kunesumepanueu ciedyem HpoOoIXcamsv U 60 8pems
bepemennocmu. JlvlxamenvbHble YNpajdCHeHusi He OOJHCHbI 6bl3bI6AMb VIMOMIACHUS UIU OObIUKU,
NOPAOOK UX 8bINOJHEHUS Cledyem NPUCNOCadIu8ams K UHOUBUOYAIbHbIM 0COOEHHOCMAM NAYUEeHMKU.
Heobxo0umo obecneuumsv 803MONCHOCHb BbINOIHEHUS ObIXAMENbHBIX VAPANCHEHUU NPU PA3TUYHBIX
NON0JCEHUAX mena (Cuos uau Jnexca). dmum mpebo8aHusM COOMEEMCcmseyom maxue mexHUKu
KUHe3umepanuu, Kak YUkl aKmueHo20 ObIXaHUs U aymocenHulil openadc. Tepanus, ¢ nomouvio
ObIXAMENbHBIX MPEHANCEPOS, CO30AIWUX SUOPAYUU OPOHXUATLHOU CMEHKU U/UIU NOJIOHCUMETbHOEe
oasjienue Ha 8bl00Xe, 8 MOM UUCTe, C KOHMPOTeM U pe2yiuposanuemM 3mo20 0deieHus (CneyuaibHvle
macku, Tpenaosicep ovixamenbHblll ¢ NEPEMEHHBIM NOJIOHCUMETbHBIM 0dsleHueM Ha 8bldoxe (hrammep)
u 0p.); no380Jsem y8eaudums OPEeHaANCHbIU IPHexm 8bINOIHAEMbIX ObIXAMENbHBIX YAPANCHEHUIL.
Edceonesnvie ghuzuueckue ynparxcHeHus makce Yiyyuaom OpeHaxtc OpoHXuaibHoz2o oepesa,
00HAKO huzuuecKkas Hazpy3Ka He 00JIHCHA OblMb MAKCUMANbHOU, MAK Kak Ha ¢one nonudicenus POE
U nosvluleHUss NOMpebaeHUsi KUCIOPOOad Cyujecmayem OnacHOCHb Pa38umus KUCIOPOOHO20 20100AHUS
0714 nnooa. B kauecmee ounamuueckux ynparicHeHuil MO*CHO PeKOMEeHO08amMb NIABAHUE, CUMHACMUKY.
B xomnnexc eumnacmuxu HeobXo00umo 8KII0UUMb YAPAHCHEHUSL NO YKPENTEHUIO MblUiY MaA308020 OHA
[363].

Poanl
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o bepemennsiM ¢ MB pekoMeH0BaHO IUIaHOBOE pOJIOpa3peLIeHHE (IIPOrPaMUPOBAHHBIE PObI)
BCJICJICTBHE HAJIMYUS TSDKEJIOTO HSKCTPAreHUTAILHOTO 3a00JieBaHUsl, OOYCIIaBIMBAIOIIETO PHCK
Pa3BUTH OCJOXHEHMH W BO3HUKHOBEHHS HEOOXOAMMOCTH SKCTPEHHOI'O OKa3aHUsl aKyIIEepPCKHX
nocodwuii [356,359,364].
(YYP-C, Y1 -5).
KommenTapumn: poowl ciredyem eecmu uepe3 ecmecmeeHHvle pOo008ble NYymMu ¢ MOHUMOPHBIM
KOHMpONeM 3a COCMOSHUEM POXCeHUuyvl, cepoyebueHuem niooa U Xapakmepom poooeoi
OdesamenvHocmu. Ilpu mascenom meyeHuu OONE3HU HEOOXOOUMO OCPAHUYUMb ONUMENbHbIE U CUTIbHbIE
nomyeu. C 3moti yenvio peKkoMeHO08AHA INUZUO- UTU NEPUHEOMOMUSL.
IIposedenue kecapesa ceuenus y NAYUEHMOK C MYKOBUCYUOO3OM CBA3AHO C BbICOKUM PUCKOM
UHDEKYUOHHBIX OCTIOJNCHEHULl, HAPYULeHUsT OPOHXUANbHO20 OpeHaxdcd U YCUleHUs OpOHXUATbHOU
obcmpykyuu. Oepanuvenue husuieckol aKMuHOCMU 6 PAHHEM NOCIeONEPAYUOHHOM Nepuooe u
Oonegvle  owyweHus,  nposoyupyemvle  Kauiiem,  3ampyoOHSIOm — OMX0XHCOeHUue  MOKPOMbI.
Tepaneemuueckumu noxazauusimu OJisl  NPOBEOCHUSI Kecapesa CeueHus SGIAmMcs — HAluyue
CNOHMAHHO20 NHEEMOMOPAKCA 6 aHAMHe3e, ObIXAMEeNbHAs HeOOCMAMOYHOCIb CO  CHUJICEHUEM
camypayuu Hudxce 92%, nokazamenu QyHKyuu sHewne20 ovixanus meree 50% om 00NHCHBIX BETUUUH.
Axywepcxkue nokazanusi 011 AO0OMUHANLHO2O POOOPA3PeUleHUs: O0eKOMNEeHCUPOBAHHAs (emo-
NIAyeHmapHas. HeOOCMamo4HOCMb, OCMpPAsl 2UNOKCUsL N100d, YNOPHAsL C1abocmb  PoO0BOU
OoesimenbHOCHU.
IIpeonoumumenvHwiii Memoo 06e3001usaHus poo08 U Kecapesda cedeHus - INUOYPAIbHAsl AHeCme3usl.
ITocneponoBslii mepuoa

e [locne poxnenus pebeHka peKOMEHIOBAHO HE CHIDKATh HHTEHCHBHOCTD MTPOBOTUMON TEpaIvy,
TaK Kak 3a00Tbl O HOBOPOXKJICHHOM MOTPEOYIOT OT MAMEeHTKU 0oJbmX pusudeckux cui [356,359].
(YYP-C,¥aa-5).
Kommenrapmii: napywenue pedxcuma cHa, numanus, NOCMOSHHASL 3AHAMOCMb  3ACMABIAION
nayueHmox npenedopezamsv pecyiapHoll KueHzumepanuetl, nponyckams Kypcol aHMUOAKmMepuaibHo2o
Jledenusl, Ymo npueoouUn K CHUMNCEHUIO 8ecd, YXYOUEeHUI0 peCRUpamopHoll PYHKYUU.
K nakmayuu u epyonomy 6CKApMIAUBAHUIO Y POOUNbHUY C MYKOBUCYUOO30M Cledyem NooXooums
unousuoyanvho. bonvuwiuncmey maxux poounvHuy araxmayus ne npomueonoxazana. OOoHako npu
MANCENOM — medeHuu 3a001e6aHuss U  pa3sUmuu  aKyuepcKux OCIONCHeHUll, Nompedo8asuiux
00CPOUHO20 POOOPA3PEUEHUsL, BOZHUKAIOM NOKA3AHUSL K BbIKIIOYEHUIO TAKMAYUU.
Obcyorcoas ¢ nayueHmKou ¢ MyKoSUCYUOO30M ee JcelaHue Cmams Mamepbio, He00X00UMO YMOUYHUMDb,
8 KaKolu CmeneHu ujeHvbl CeMbU 20MO08bl NOMOUL 6 YX00e 3a peDeHKOM, mak Kak 3a0omuvl o

HOBOPONCOEHHOM NOMPeOYIOM OONbUUX PUUYECKUX CUTL.
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3.7 HanauaTuBHAA MOMOIIL

Hannuamuenas nomows NAYUeHMAM ¢ MYKOBUCYUOO30M OKA3bI8AEMCs HA OCHOBAHUU
COOMBEMCMBYIOUUX HOPMAMUBHBIX O0KYMermos (cm. [punoscenue A3).

THannuamuenas nomowsp — nooxoo0, yeuvro KOMopo2o AGNAemcs ViyyuleHue Kayecmea HCusHu
nayuenmos U YjieHo8 ux cemell, OKA3a8UIUXCsl nepeod JTUYOM Yepodcaoue20 HCusHu 3abonesanus. Ima
yenvb oocmueaemcs nymem npeoynpexdcoeHuss u oobje2uenus Ccmpaoanutl, 01a2o00aps pPaHHeMmy
BbIABNIEHUIO, MUWAMNENbHOU OYeHKe U KYNUPOBAHUIO 00au U Opy2ux mMAOCMHbIX QU3UYECKUX
CUMNMOMO8, A MAKICE OKAZAHUIO NCUXOCOYUANbHOU U OYX068HOU noddepaicku [493].

Inasnas 3ad0aua naniuamuHol nomowu — OOCMUdCEHUE, NO00ePHCKA, COXpaHeHue U
nosvlueHue, HACKOILKO MO0 BO3MONCHO, Kauecmea odicusHu nayuenma. OOnaxko onpedenums, ymo
Mmakoe «Kauecmeo HCUSHUY, MONCEN MOIbKO CaM NAYUEHM, HYHCOAIOWULUCS 8 NATIUAMUBHOL NOMOWU
[494]. Baoxcno me npomusonocmasisimv axmuHoe (UHMEPBEHYUOHHOE) JledeHue NALIUAMUBHOU

nomouwiu, ad 63AUMHO UX OONONHAMD.

e Pexomenayercss oxa3aHue JOCTYNHOM NaJUIMATUBHOW MEIMIIMHCKOM MOMOIIM JAETIM C
KHCTO3HBIM (prOpo30M (MYKOBHCIIHI030M), KOMIUIEKCHO OCYIIECTBIISIEMOH (COTIIACHO yYCTaHOBJICHHBIM
BpaueOHONW KOMHUCCHEH MEIUIIMHCKOM OpraHu3alil MEIUIMHCKUM [OKA3aHUSAM) COTPYAHHKAMU
MEIUILUHCKUX OopraHu3aiui u UX  TOJpa3JeseHU, OKa3bIBAIOIIMX  MAJUIMATUBHYIO
CIEIUATU3UPOBAHHYI0 MEIUIIMHCKYI0 moMollbs netsM ([Ipuem (ocMOTp, KOHCymbTalusi) Bpada IO
NaJUIMATUBHOM MEIUITMHCKON TMOMOIIM TepBuUYHBIN/ [Ipuem (ocMOTp, KOHCyJdbTalMs) Bpada IIo
NAJTHATUBHOW MEIUIIMHCKON MOMOIIY MOBTOPHBIM U Jp.), B PETYISIPHOM B3aWMOJAEUCTBUU C CEMbEH
uist obecriedeHuss MOTPEOHOCTEN NeTel W ero 3aKOHHBIX MPEICTaBUTENed Ha pa3MuYHBIX JTarax
3abonesanus [437, 495, 496, 497].

YpoBenb yoeauTeabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)

o PexoMeHnayeTcsi BceM JIETSIM C MYKOBHUCIIMI030M, HYXKIAIOIMMMCS B OKa3aHUM MAJTMATUBHOMN

MEJIUIIMHCKOW TTOMOIIM, IPOBOJUTH MATPOHAXXK BBIC3HOW TATPOHAKHOW Opurajod oOTaelIeHUs

BBIE3THOU MaTPOHAXKHOU MaJUTMATUBHOU MEIUIMHCKON TIOMOILH IETAM c

LEJIbI0 OKAa3aHUs NAJUIMATUBHOM  CIIEMAIIM3UPOBAHHOM  MEIUIMHCKOW  NOMOIIM  JAETsIM B

amOymnaropHoit popme [497].

YpoBenb yoeauteabHoCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 4)

o PexoMeHnayeTcsi BKITIOUCHHE TUIAHOBOM OIEHKH OOJIM COTJIACHO MIKajiaM, COOTBETCTBYIOIIUM

BO3pacTy M YPOBHIO HEPBHO-TICUXHYECKOTO pa3BUTUs peOEHKa, NETSIM C KHCTO3HBIM (UOpO30M

(MyKOBHCIIUI030M) U151 TI0Z100pa 00e300mBanus [498].

YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH T0KA3aTEJbCTB — 4)
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4. MenuuuHCKAas pea0MJIMTAIIMA M CAHATOPHO-KYPOPTHOE JieYeHue, MeIuIMHCKUe
NMOKA3aHWUS M MNPOTHBONMOKA3AHUAA K TNPUMEHEHHI) METOJ0B MeIUIMHCKOM
peadmanTANIMM, B TOM YHCJI€ OCHOBAHHBIX HA MCIHOJb30BAHNHM NPHPOIHBIX
Je4eOHbIX GaKTOPOB

Hayuenmam ¢ MB  pexomenOyemcsi  npogedenue  UHOUBUOYATbHO — NOOOOPAHHBIX

PeadbunumayuoOHHbIX MEPONPUAMULL, HAYENeHHbIX HA NO0OePIHCaAHUe 1e20YHOU DYHKYUU.

5. HpO(l)I/IJIaKTI/IKa H JTUCITAHCEPHOC Haﬁ.moueﬂne, MEAUIMNHCKHEC IIOKAa3aHUA U
NPOTHBOINIOKA3aHUA K IPUMECHCHUIO METOA0B HpO(l)I/I.]'laKTI’IKI/I

Cnoco6oB mepBuuHoii npodunaktuku MB — He cymecTByer. B kauecmge mep 6mMOpUyHOl
npoguraxmuxu 3mo2o 3a001e8anus 8bICIMYNAIOM.:
1) oopooosas ouacnocmuka u
2) neonamanvHas ouacnocmuxa MB.
. PexoMenayeTcs BCeM MalMeHTaM ¢ MYKOBHCLHI030M, TUITAHUPYIOIIUM JAETOPOKICHHE, TPHEM
(ocMOTp,  KOHCYNbTAIlMsI)  Bpaya-TeHETHKA W MOJICKYJISIPHO-TEHETHUECKOe  00CIeI0BaHKe
Cynpyru/cynpyra Ha HocutenabcTBo Mytaiuii rena CFTR (Monexynapno-eenemuueckoe uccreooganue
mymayuti 6 eene CFTR (mykosucyuoos) 6 kposu). B ciaydae oOHapy>KeHHs MMaTOTC€HHBIX BapHAHTOB
PEKOMEHyeTCsl  NpeUMIUIaHTallMOHHOEe  reHetudeckoe tectupoBanue (III'T-M) nwa MB
(TTpeumIIaHTaIIMOHHAS TeHETHYECKas IUarHocTrKa smMbpuona) [2,101,130,355].
YYP-C, Y1 -5).
Ilpogpunaxkmuxa Ilceedo-bapmmep cunopoma
o PexomeH10BaHBbI creyrone Mepsl 1uid npoduinaktuku [lcesno-baprrep cunapoma:
o CBoeBpeMeHHasi TMarHOCTHKA MYKOBHUCIIHI03a,;
o Hndopmuposanue poaureneit o cumnromax I1bC;
o KoHTposb ypOBHS 37IEKTPOIUTOB KPOBH OCOOCHHO y JIETeH PaHHETo BO3pacTa;
o IIpodunakTuueckoe Ha3HAUCHHE HATPHUS U3 pacueTa -2 MMOJIB/KI/CYT B BU/I€ IOBAPEHHOM
conu (1/5-1/6 vaitHoit noxku npumepHo cootBercTByeT 15 MMosb NaCl), coneBbix pacTBOpOB,
npeHa3HAYCHHBIX IS TIEPOPaTbHON peruaparaiuu [2].
(YYP-C, YA -5).
Baxyunauus
Hszeecmno, umo oemu ¢ MyKoSUCYUOO30M SAGNAIOMC 2PYNNOU PUCKA NO PA3BUMUI0 UHQDEKYUOHHBIX

3a601e6aHUL U HOCUMETbCMBA MAKUX MUKPOOp2anu3mos, kax S. aureus, H. influenzae, S. pneumoniae,
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MYKOUOHBIX U HeMyKououwix Gopm P. aeruginosa u Burkholderia cepacia complex. Bwicoka
PACNPOCMPAHEHHOCMb CPedU IMUX 0emell COnYmMcmeayioujell XxpoHU4ecKol namoio2uu, ycy2yonsaowet
msdcecms medenus UH@exyuu u npeopacnonazaoujell K 603HUKHOBEHUIO DA3TUYHBIX OCIOHCHEHUU.
Ipoghunaxmuxa ungexyuii y nayuenmos ¢ MB 0ondicna ocywecmensamocs He SNU300udecKku, d nymem
NIAHOMEPHO20 BbINOJIHEHUSL MEPONPUAMULL, NPeOynpercoaomux pacnpocmpanerue uxgexkyuu, a
makdce mep, NOGLUUAIOWUX O00WYI0 U  CHeYUPUUECKyl0  CONPOMUBIAEMOCIb  OP2aAHUMA.
Dphexmusnvim  cpeocmeom 6 npedynpexcoeHuu UHQGEKYUOHHOU 3a0071e6aeMoCmuy  s6/15emcs
BAKYUHONPODUIAKMUKA.
e PexoMeH/I0BaHO MPOBEICHMWE BAKIIMHAIMHM COTJIACHO HAI[MOHAIBHOMY KaJCHIApI0 NPHUBHBOK H
KaJICHIApI0 MPOPHIAKTHUECKUX TPUBUBOK MO JMUICMUYCCKHM TOKa3aHUsAM. BakIMHHpOBAThH JeTel
pexoMeHnayercs B (hazy pemuccuu, Ha (poHe CTaOMIBHOTO COMATUYECKOTO COCTOSIHUS M MIPOBOAUMOMN
tepanuu [365,366,367,368].
(YYP-C, Y1 -5).
Kommenrapmii: npomusonokasanus: uHou8udyaibHasi HENEPEHOCUMOCHb.
- [layuenmol ¢ XpOHUYECKUM 2enamumom, 6 m.4. ¢ HAUUHAIOWUMCS YUPPO30M NeYeHU Mo2ym Oblmb
BAKYUHUPOBAHLL 8 NEPUOOe PeMUCCUU UTU HU3KOU aKMUGHOCMuU 3a0o0neéanus HaA QoHe
BbIPAINCEHHO20 CHUNCEHUSL YPOBHS MPAHCAMUHA3 00 MAKCUMATIbHO OOCMUNICUMBIX geaudun [367].
- Tepanus xopmuxocmepoudamu Oasi CUCMEMHO20 NPUMEHEHUSI NPUBOOUM K GbIPANCEHHOU
UMMYHOCYRpeCCUU TUldb NPpU UCHONIb30BAHUU BbICOKUX 003 (npeonu3onon™* >2 me/ke/cym unu 20
me/cym ons pebenka gecom >10 xe) 6 meuenue 14 oueii u bonee. Taxum oemsam youmole 6aKyuHbvl
8800AMCs1 8 0OBIUHBIE CPOKU, JHCUBbIE BAKYUHBL 8600M He paHee, yem yepe3 1 mecsay om OKOHYAHUSL
nevenus. Kak oicusvie, max u UHAKMUBUPOBAHHBIE BAKYUHBL 66005IM 6 0ObIYHOM NOPSIOKe TUYAM,
NOYYAOWUM CMepouUoHsle npenapamol. Kpamrkospemenro (0o 1 nedenu) nrodvle 003vbl; Kypcamu
ONUMENbHOCMbIO 00 2 Hedellb HU3KUe uiu cpeorue (00 1 me/ke npeonusonona™>) 003vl, O1umenbHo
nooodepoicusarowue 003vl  (Hanpumep, 5-10 me npeonHuzonoHa** uepez OeHnv), 6 Kavecmee
3amecmumenbHoU mepanuu Hu3Kue (usuonozuyeckue) 003bl; MECIHO. HAKOHCHO, UHSATAYUOHHO, 8
8ude 21a3HbIX Kaneib, 6Hympb cycmasa [367].
- Iayuenmam, KOmMopviM NIAHUPYEMCs. NPOBEOeHUe MPAHCHIAHMAYUY OP2aHO8 (nedeHb, NecKue),
cnedyem npogecmu 8aKYUHAYUIO 00 NPOBEOeHUs. ONepayull, 6 Césa3U ¢ OAlbHeUM NPpUMEHeHUeM
YUMocmamuyeckol mepanuy no 0OWenpuHamsiM npu MpaHcniaHmayuu OpeaHo8 peKoOMeHOayusam
[365,367,369].
IIpu 803m001cHOCMU, Cledyem npu pesakyuHayuy npomus ougpmepuu u CMmoiOHAKA OONOIHUMETbHO
sawuwams nayuenmos ¢ MB om xokmowa - ucnoivzosamev 6akyuHy Ois APOPUIAKMUKU

ougmepuu (¢ YMEHLUEHHBIM — COOEPHCAHUEM  AHMUSEHA), KOKIIoWAd (C  YMEHbUEHHbIM
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cooepoicanuem ammueend, 0OeckiemouHol) u CcmoadHaxa, aodcopouposanuyio™*. KoxmowHas

UHpexyus Modxicem 8blICMynams mpueeepom 0060Cmpenus U YmsaxicereHus COCMOAHUSA NAYUEHMO8 C

MB [506/, kpome moco, ecmb coobwenus, ymo 8aKYUHAYUS U PeBAKYUHAYUS NPOMUE KOKIIOULA

oKasvleaem npomexkmueHoe oeticmsue npomus ungexyuu, evizeannou Bordetella bronchiseptica,

PUCKY KOmMopotl 0co60 nodsepoicenst nayuermol ¢ MB, umerouwue oomawnux sxcusomuuix [507].

e PekoMeHi0BaHa BakKIMHAILMS MAlMEHTOB ¢ MB IpOoTHB MHEBMOKOKKOBOW HMH(EKIIUH C IIEITHIO
npeaoTBpaiieHus nHGEKIUi, BbI3BaHHBIX S.pneumoniae[365,367,369,370,371,372,373,374,375].
(YYP-C, YA -5).

Kommenmapuii: ons saxyunayuu oemeti 00 2 iem ucnonvzyemcs [Ihe6MoKoKkKo6asi KOHbI2UPOBaHHAs
sakyuna (IIKB — 13). Cxema 3asucum om 6o3pacma Hauana ummynuzayuu. Baxyunayus nposooumcs
CONACHO UHCMPYKYUU K NPenapamy.

YV oemeti cmapwe 2 nem, sozmoorcno npumenenue Ilneemoxokkogoti nonucaxapuornot eaxyunul ([111B
— 23) 00HOKpammo, ¢ NOBMOPHLIM 66e0eHUeM depe3 3-5 iem.

Baxyunayus e3pocivix npogooumcst npu  OMCYMCmMEUU UMMYHUZAYUU NPOMUE NHEBMOKOKKOBOLL
unghexyuu IIKB — 13, 3amem uepes 12 mecayes ésooumcs I1IIB — 23 ¢ pesakyunayueii uepes 4-5 nem.
IIpu yorce umerowelics npesxcHell 86aKyuUHaAyUy NPOMuU8 NHEEMOKOKK080uU ungexyuu egooumcs I111B —
23, oonoxkpammno, ¢ pesakyunayueti yepes 4-5 nem [372].

o PexoMeHj0BaHa BaKIIUHAIMS TIPOTHB TPHUIINA C IS0 MPEIOTBPAICHHSI CE30HHOTO TPHUIIIA U,
COOTBETCTBEHHO, OOOCTpPEHHs] XPOHHYECKOTO BOCHAIUTENbHOrO mporecca B yerkux u OHIT y
narentoB ¢ MB [369,374,376,377,378].

(YYP-C, Y1 -5).

Kommenmapuii: Bakyunayusi npomué 2punna 6cex 603pacmHblX epynn npogooumcsi 3 u 4
BANEHMHbIMU UHAKMUBUPOBAHHBIMU 6aKyuHamu 1 pasz 6 200, 0ceHvio, 00 HAYaLA SNUOeMUU SPUNNA.
Hemsim 0owkonbHo20 603pacma, KOmMopwvle Nepevlll paz Hauyaiu 6aKYUHUPOBAMbC NPOMUE 2PUnnA,
Heobxo0umo 8gedeHue 08yx 003 no 0,25 mn ¢ unmepsanom 4 nedenu.

Ilpu smom 6 Hacmosawee 6pems HEOOCMAMOYHO PAHOOMUSUPOBAHHBIX UCCAEO0BAHUL,
00Ka3bI8AIOWUX  IPDEeKMUBHOCMb  BAKYUHAYUU NPOMUE CPUNNA, YMO C8A3AHO C HeOOTbUUM
KOIUYECmE8OM HNPOBEOCHHLIX UCCIe008aHUll U HUSKUM UX Kadecmeom. Ecmv meobxooumocms 6
npoeedenuu ucciedosanutl boaee evicokoeo kawecmsa [378].

e PekoMeH/OBaHa BaKIMHALKMSA MNPOTHB TeMopwibHOW wHpeknuu Tuna b ¢ mensio
npenoTBpamicHus naekuii, BeizBanabx H. influenzae [369,375,379,380,381].

(YYP-C, Y1 -5).
Kommenmapuii: nposooumcs MOHOBAKYUHAMU UL 8 COCMABE KOMOUHUPOBAHHBIX 8aKyuH. [Ipunumas

60 6HUMAHUE 6AJNCHOE KIIUHUYEeCKoe 3HAYEeHUe qu)@KI/}I/HZ, Bbl36AHHbLX ZeMOQbMJZbHOIJ nano4yKkol muna b,
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gakyunayus nayuenmog ¢ MB Oondcna Ovimb Hauama 6 MAKCUMANILHO PAHHUE CPOKU,
npeoycCMOmpeHHvle  HAYUOHANbHLIM — KAJeHOapeM  NpUBUBOK  (C  mMpexmeciauHoco  603pacma),
mpexkpamuo ¢ unmepeaiom 6 1,5 mecaya, pesaxyunayus npogooumcs udepes 12 mecayes nocie
mpemvetl npueusku. Ilpu nauane eéaxyunayuu 6 6—12 mecsayes HCuzHu OOCMAMOYHO 08YX UHBEKYULL C
unmepsanom 1-2 mecaya u pesaxyunayuu yepes 12 mecsayes nocie emopoi 0o3wl. Ilocie 2o0a
BAKYUHUPYIOM OOHOKPAMHO.

o PekoMengoBaHa BaKIMHALUS MPOTUB BETPSHOW OCHBI C LEJIbI0 MPEJOTBpAIICHUS JaHHOTO
3a00JICBaHMS M €ro OCIOXHEeHU [365,382].

(YYP-C, Y11 -5).

Kommenmapuii: saxyunayuss Oemetl ocywecmensiemcs ¢ 12-mu  mecayes JHCUSHU CONACHO
UHCMpYKYuu no npumenenuro npenapama. Takoice noKa3ano npogeodenue IKCMpeHHOU npoQuiIaKmuxu
B8eMPSIHOU OCNbl KOHMAKMHBIX Oemell, He Hpusumsix 6 meuenue nepsvix 72- 96 uacos nocne
KOHmMaKma c 3a001e8uum 6empsHoL OCHOU.

Ocoboe s3nauenue ungexyuss Varicella zoster wumeem y nayuenmos nocie nposedenus
MPAHCHAAHMAYUY U NOTYYAIOWUX Npenapamsl 2pynnsl KOPMUKOCMEPOUObl Ol  CUCMEMHO20
npUMeHeHUsl, KpoMe MO0, ONUCAHbL NOBPENHCOeHUs NecKUX HA (hoHe 3a601e8aHUus 6eMpPsAHOU OCNOl 8
NONYAAYUU 83DOCTILIX TH00EU.

o PekoMenjoBaHa BakIMHAIKS TIPOTHB MEHHUHTOKOKKOBON WH(EKIIUU C IENBI0 MPEA0TBPAIICHUS
MEHHUHTUTOB | €ro ocioxHeHuit [383].

(YYP-C, Y1 -5).

Kommenmapuii: oonyckaemcs nposedenue NOAUCAXAPUOHBIMU U KOHBIOSUPOBAHHBIMU BAKYUHAMU Y
8cex 803pACMHbIX 2PYNN, 3ape2ucmpuposanHuimu Ha meppumopuu P®. Cnedyem umems 6 8uody, 4mo
npuMeHenue NOIUCAXAPUOHBIX 8aKyuH Y Odemel 00 2 jem modxcem Ovimbv HedhgpexmusHvim. Ilpu
HAIUYuU npexicHell 8aKyuHayuu oemetl NOIUCAXAPUOHOU 8AKYUHOU clledyem npo8ecmu peeaKyuHayuio
KOHBI02UPOBAHHOU 8aKYUHOU Yepe3 12 mecayes. Bakyunayus nposooumcs coenacHo uHCmpykyuu no
npuMeHeHUIo npenapamd.

o PekoMenoBaHa BaklMHAIMSA TPOTHB remaTuTa A M rematuta B ¢ 1enpio mpeaoTBpaiieHus
JAHHBIX 3a00JIeBaHU, YUUTHIBAS HAJTHYNE MMOPAXKEHUI TIEYCHH B PaMKax OCHOBHOM matosioruu [365].
YYP-C, Y11 -5).

Kommenmapuii: éaxyunayus npogooumcs co2iacHo UHCMpPYKyuy no npUMeHeHuio npenapamd.

o PekoMenjoBaHa BakIUHAIMS MPOTUB POTABUPYCHON HHQEKIUU C MPOPUIAKTUYECKON IETBI0
[384].

(YYP-C, Y1 -5).

KommenTapuii: gaxyunayus nposooumcs co2nacHo UHCmMpyKyuy no NPUMeHeHuIo npenapama.
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J PekoMeHI0OBaHO CENEKTUBHOE MO WHAMBHIYaIbHBIM IIOKAa3aHUSM MPOBEACHUE MACCUBHOU
UMMYHU3aIlUM TIPOTUB PECIUPATOPHO-CUHIMTUHANBHOW BHpycHoW wuHpekuun (PC) ¢ wensto
NPEAYIPEKACHUS TSHKEIBIX POPM OCTPBIX OpOHXMOIUTOB y Aeteit ¢ MB [384,385, 499].

YYP-B, Y11 -2).

Kommenmapuii: npumensemcs demsam nepeoeo 200a icusnu. Panee pekomenoosanocs npumenerue
npenapama Ilanueuzymad™* — cymanusuposanuvie MOHOKIOHAIbHbIE AHMUMENA K OelKy CIUSHUSA
(6enox F) PC — esupyca, 1 paz 6 mecsay neped Hauaniom snudemuyeckoco noovema PC-eupycHoti
3a601e8aeMocmu, KOMOPbIll HAYUHAEMCS 8 HOsAOpe u npodonxcaemcs 00 anpeis (4—5 6sedenuil 3a
onudemuueckull ce3omn). B nacmosiwyee epems, 6 ceszu ¢ omcymemeuem uemxou cezonHocmu PC-
BUPYCHOU — UH(eKYUU,  NPEeUMyWeCmeeHHbiM — CUUMAemcsi  6HECE30HHbIL  NO00X00 € Y4emom
INUOEMUOTOSUHECKO20 MOHUMOPUH2A (8 003e 15 me/ke; Kypc — 5 uHbeKyull ¢ UHmepeaiom 8 0OUH mecsiy
sHe 3asucumocmu om cesona) [386,387].

o PekoMeHioBaHa BaKIMHAIMSA TPOTHB KOopoHaBupycHoW uH(pekimu HoBoro tuma (COVID-19)
B3POCIIBIM ~ TAIMEHTaM C MYKOBHUCIIMO30M C LENbI0 NpOPHUIAKTUKKA JaHHOH  HMH(EKIH,
pEeNyNPEKACHHS TSHKETIOro TeUeH s U ocokHeHui [389]

YYP-C,yaa-5)

Kommenmapuii: nposooumcs no snudemuonocuyeckum noKazanusm. IIpomusonokazamus - coeiacHo
Hucmpykyuam k coomeememeyrowum npenapamam. Ilayuenmam nocie mpancniaHmayuu 1e2Kux uw/uiu
neuenu modicem nompebosamvcsi 6ycmepHasi 003a 0Jisk Q0OCmudicenus Heobxooumozo s¢pgexma [390].

IIpopuniaakTuka acnepruiiiiesa
o PekoMeH/10BaHO TIPHHUMATh MEephI 110 MUHHMH3AILUH BEpOSITHOCTH HHpuIpoBanu Aspergillus

SPP., B CBS3U C TEM, YTO AAHHBIN MATOTE€H PACIpPOCTPAHEH IOBCEMECTHO, MOCTOSIHHO MPUCYTCTBYIOT B
BO3JlyX€ BHEIIHEH cpeibl U BHYTPU IOMEIIECHUN, a IMOJHOCTbIO HMCKJIIOUUTh KOHTAKT MalMeHTa ¢
MHKpOMHIIETaMH HeBO3MOXKHO. Llenp BMeratenbcTBa — npenynpexaeane ABJIA u XAJl [2].
(YYP-C, ¥ -5).

Kommenmapuu: nayuenmor ¢ MB He 0010cHbl HAXO0UMbCS 8 HCUNBIX U OOTLHUYHBIX NOMEUCHUSIX,
nopascennvlx niecenvro. Heobxooumo cneoumsv 3a cobaodenuem memnepamypHo-61aiCHOCMHO0
pedcuMa 8 noMeweHusx, ne OONYyCcKams npomeyex, asaputl, 3amonieHull nooaios u m.n. B ciyuae
nos6NeHUs NPUHAKO8 NeceHU 8 NOMeUwjeHUusx HeobXooumo nepegecmu nayuenmos ¢ MB 6 Opyeoe
nomewjenue. J[ns 1uKeuUOayuU NOCie0Cmseull NOSAGNEHUs. NeCeH 8 30aHUAX HeoOX0O0UMO B6blsA8UMb U
VCMPanums NpU4UHy NOSGNEHUs CbIpOCMU 8 30aHUU, NpPo8ecmu NpPoCYWKYy U 06padbomky o04azos
OuonogpescoeHull CmpoumenbHulMu OUOYUOAMU, AKMUBHBIMU NPOMUBE 2PUDOS.

B xeapmupax nayuenmos ¢ MB, a makoce 601bHUUHBIX NOMEWEHUAX U NOTUKIUHUKAX, HE OOJIHCHO

ObImb ueemoe 6 COputkax, SUMHUX caoos u np. B ces3u ¢ mem, 4mo bonbULloe KOAU4ecmeo cnop 2pu606
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npucymcmeyem Ha 4acmuykax noliu, Heooxooumo uzbezams Konmaxkma nayuenmos ¢ MB ¢ nulibio,
MuamenbHo NPOBOOUMb GNANHCHYIO YOOPKY NOMeujeHUl.

Iayuenmam ¢ MB credyem uzbecamv mecm ¢ O0IbUION KOHYEeHmMpayuel cnop epubos 6 okpyicaroueli
cpede  — napku, caovl, Jeca, Mecma CKONWIeHUs pasla2aruuxcsi Op2aHUYecKux eeuecms
(KoMnocmmuvle Maccwl, HUWAA Opesecund, mpasa), 3epHOXPAHUIUWA, CmMpoumenvhsvie NIOWAOKU,
nomeweHuss ¢ MmeKywum pemMoHmoOM, He cledyem pabomamv 6 maxkux cghepax, Kak caoo8o0Ccmeo,
3emnedenue, CMpoumenbCmeo, npedvleaAmMs 6 CHeYUAIU3UPOBAHHBIX NOMEUeHUAX  (KOHIOUIHU,
KYPAMHUKU U M. O.).

Iayuenmol ¢ MB ne 00121CHbl UCNONIL306AMb 8 NUULY NOOSHUSUIUE UL 3aNeCHeseble 080WU, 2000l
@pyKkmol, maxk Kax 6 npoyecce KOHMAKMA 603MONCHA UHCNUPAYUS CHOD MUKPOMUYINO8, 0OCeMeHeHUe
KOJiCU U 00edHCcObl NayueHmad.

Ilpu Hapywenuu npaeun skcniyamayuu Aspergillus spp. mozym nopasicams cucmemvl 8eHMUNAYUL,
nosmomy  ciedyem — C80e8PEMEHHO  O0CHYIcU8amsb U OCYWEeCmEIamb  3aMeHy  (uibmpos
KOHOUYUOHEPOS.

JMunamuueckoe naonwoenue nocumeneu 'BHII CFTR

. PexomenioBaHo TMpu BBISIBICHHMH HOcUTelNel matoreHHbix BapuanTtoB CFTR ux manbrelimiee
TMHAMUYECKOe HAOIIOJCHNE B MEAMIIMHCKUX OPraHU3aIMX, TI€ OKa3bIBACTCs MOMOIIb MAallMeHTaM C
MB ¢ npoBeieHHEM PEryISPHOrO 00CIeI0BaHUs |, IPU HEOOXOAUMOCTH, JieueHus (tabu. 35) [500].

(YYP - C, VI - 5).

KommenTapun:
Tadoanua 35. Pekomenparmu o HabmoaeHnio Hocutenel BaprantoB reda CFTR [500]
Hocurenn Habnronenne KpaTtHocts 06cs1egoBannii
OJTHOTO naToreHHoro | - OnpezeneHre akTHBHOCTH aMWIIasbl | 1 pa3 B Toj1, 0 OKa3aHMsIM -
BapHaHTa reHa CFTR, | B xpoBH yarie
acCOILIMMPOBAHHOTO c | - Onpenenenne aKTHBHOCTH JTHIIA3bI
IAHKPEATHTAMH B CBIBOPOTKE KPOBH
-YabpTpa3ByKoBOE UCCIIeIOBaHKe
OpraHoB OpromIHOM MOJIOCTH
(KOMIIEKCHOE)

- [Ipuem (ocMOTp, KOHCYJIbTALINSA)
Bpaya-reHeTHKa NepBUYHBIH/
[Tpuem (ocMOTp, KOHCYIBTAIM)
Bpayda-reHeTUKa MOBTOPHBIN;

- [Ipuem (ocMoOTp, KOHCYJIbTALINSA)
Bpayda-racTpoIHTEPOIIOTra
MEePBUYHBIN/

[Tpuem (ocMOTp, KOHCYIBTAIINSA)
Bpayda-racTpoIHTEPOIIOTra
ITOBTOPHBIN;

- o0ciietoBaHME MMapTHEpa MpU
IUIAHUPOBAHUH OEPEMEHHOCTH/CEMbH
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(MonekynsipHO-TeHETUYECKOe
(maHenb Ha yacTble MyTallUy,
noKpbIBarolas He MmeHee 98%))

OJTHOTO aTOTeHHOTO
BapHaHTa reHa CFTR,
acCOLMUPOBAHHOTO c

66CHHOI[I/I€M Yy Ji1 MYKCKOT'O
nonal

- KOHCYJIbTAIUs PEIPOLYKTOJIOra;
- [Ipuem (ocMoTp, KOHCYJIbTALUSA)
Bpaya-reHeTUKa epBUYHBII/
ITpuem (ocMOTp, KOHCYJIbTALUA)
Bpaya-reHeTUKa IOBTOPHBIN;

- IpueM (OCMOTp, KOHCYJIbTAI)
Bpaya-ypoJiora/mpuem (0cMoTp,
KOHCYJIbTAIlMsI Bpaua-JIeTCKOTO
ypoJiora-anpoJsora

- 00cneioBaHuE TapTHEPA MIPU
IUTAaHUPOBAaHUU OEPEMEHHOCTH/CEMbU
(MonekynsipHO-TEHETHYECKOE
(maHenb Ha yacTble MyTallUHy,
noKpbIBatoias He MmeHee 98%))

B Bo3pacTe 15 neTr win paHee
npu JIOCTH>KCHUH
PENpOAYKTHBHOIO BO3pacTa

OJTHOTO aTOTeHHOTO
BapuanTa rena CFTR %3

- KOHCYJIbTAIHsI Bpaya-TeHETHKa
- 00cne0BaHuE TapTHEPA MIPU
IUIAHUPOBAaHUN OEPEMEHHOCTH/CEMbH
(MonekynsipHO-TEHETHYECKOE
(maHenb HA YacThle MYTAIUH,
MOKpBIBaromas He MeHee 98%))

IpU JOCTHKEHUN
pEenpoAyKTHBHOIO BO3pacTa

1 .
Cornacuo 6a3e nanusix OMIM https://www.omim.org/
% Cortacro 6a3e nanusix CFTR2 https://cftr2.org/
® Cormacuo 6ase CFTR France https://cftr.iurc.montp.inserm.fr

o PexomenmoBano m30eratb TaOaKOKypeHHs HOCHTEISIM IMaTOreHHbIX BapuaHToB rema CFTR

BCJIE/ICTBHUE TOTO, YTO Taba4yHbIN NbIM CHIKaeT akTuBHOCTh kKaHana CFTR u nHocutenu MB moryt

Ho/BEpraThcsi 00JIee BHICOKOMY PHCKY €ro HeOnaronpusTHoro BiusHus [421].

Kommenrtapuu: ungopmuposannocms o OanHom cocmosHuu Oaem 603MOICHOCMb U3DeHcanms

HeONa2onpusmublX aKxmopos, IUAIOUUX HA 300P08be HOCUMeel.

° PexomenmoBano u3beraTh HM30BITOYHOTO YIOTPEOJEHUS AIKOTOJS HOCHUTENSIM MaTOTCHHBIX

BapuanToB rena CFTR c nenbro npodunaktuku mankpearura [421].

Kommenrapum: wungopmuposannocms o OamHOM COCMOAHUU Odem 603MOICHOCMb U30exncams

HeOna2onpusmuslX haKxmopos, IUAIUUX HA 300pP08be HOCUMmenel.

6. OPTAHM3ALIMSI OKA3AHMS MEJIULMHCKO MOMOIIUA

TIayuenmam ¢ MB, 6 3a6ucumocmu om HeoOX00UMOCMU, MONCEM OblMb OKA3AHA MEOUYUHCKAS

nomowb 1106020 68U, YCi08uUs, GopMbl, NPEOYCMOMPEHHBIX 3aKOHoOoamenbcmeom Poccuiickoii

Dedepayuu.

192



https://www.omim.org/
https://www.omim.org/
https://www.omim.org/
https://www.omim.org/
https://www.omim.org/
https://www.omim.org/
https://www.omim.org/
https://www.omim.org/
https://cftr2.org/
https://cftr2.org/
https://cftr2.org/
https://cftr2.org/
https://cftr2.org/
https://cftr2.org/
https://cftr.iurc.montp.inserm.fr/

Ilpu oxazanuu MeOUYUHCKOU NOMOWU NAYUEHMAM C MYKOBUCYUOO30M HEeO0OXO00UMO
UCNONBL306AMb MYTLIMUOUCYUNTUHAPHBIL NOOXO00, YMO 00YCI0BNEHO KAK MANCECMbIO COCMOAHUSA, MAK
U nopadceHuem paziuyHvlx opearnos u cucmem (Ipunoscenue A3.2).

Beoenue nayuenmos ¢ MB npednoumumenbHo npogooums 6 Cneyudaiu3upOB8aHHbIX YeHMpax
(kabunemax unu omoeneHusx mykosucyuoosa). Ciedyem ucnoib3o8ams CmayuoHapozamewyaouue
MEeXHONI02UU.

Hunamuueckoe HabaooeHue 6 amOYIAMOPHO-NOIUKIUHUYECKUX YCI08UAX NPU OKA3AHUU
NEePBUYHOL  MEOUKO-CAHUMAPHOU NOMOWU  OCYUecmensem epad-neouamp yiacmrosviii (8pau-
neouamp, uiu 8pay-nyibMOHOI02, Ul 8pad oouell npakmuKku, 8pay-0emcKuil xupype/spau-xupype (no
NOKA3AHUAM, 8 M.Y., HANpumep, Nocie MEeKOHUeB020 Uleyca) KOmopbvle NPOuLIU COOMEEmcmeayiouuil
memMamuyeckull Kypc 8 pPAamKax NpocpamMm Henpepul8HO20 MeOUYUHCKO20 00pa308anus, a MAakice
UMelom Oonvlm 8e0eHusi NAYUeHmos ¢ OAHHOU HO30102uell; npuemvl (0CMOMPbL, KOHCYIbMAYULL)
8pauel-Cneyuarucmos — NO NOKA3AHUSAM) C YACMOMOU, ONPedessieMOl MANCeCMbl0 COCMOSHUS
nayuenma u UMeWUMUC OClodCHeHusMu 6onesnu (1 paz 6 1-3 mecaya uiu no NOKA3AHUAM,).
Bnepevie ouacnocmuposannvle demu Uiy nayuenml ¢ maiceabimMu Gopmamu 3a001e6aHUsL OOIHCHbI
Habnooamvcs wauje (exdcemecsauHo), nayueHmsl ¢ neekum medenuem MB moeym Habriodamvcs peoice
(kaoicovle 3-6 mec.).

Habnooenue 3a nayueHmom u KOHMpPOIb COCMOAHUSA HEOOXO0OUMO OCYUWeCMEIAMb PeSYIipPHO 6
Yenosusix OHesHo2o cmayuonapa. Iocnuanuzayus npogooumcesi no noxazanusm (Ilpunoocenue A3.9) 6
KPY2LoCYMOUHbIL CIMAYUOHAD (8 NYTbMOHONI02UYECKOE, UHDEKYUOHHOE WU UHOE OMOeNeHUe, 68 Wmame
KOMOpo2o0 ecmb CNeyuamucmsl, umerwue Onvim 6e0eHUus NAYUEeHMO8 C OAHHOU HO30]02uell).
Iayuenma zocnumanuzupyrom 6 UHOUBUOYATbHYIO NANAMY C Y4emom HOOMEEPHCOeHHO20 paHee
MUKpOOUONIo2uuecko2o netizaxca (ocobenno oasi P. aeruginosa, B. cepacia complex, MRSA,
Stenotrophomonas maltophilia, Achromobacter spp., nemybepKyne3Hbix MUKOOaKmeputi, XpoHu4ieckui
acnepeunnie3a), Npu BO3MONCHOCMU — UHOUBUOYATbHBIU OO0KCc. B 3asucumocmu om cocmosnus
nayueHma cpoxK 20CNUMAIU3AYUY Moxcem cocmasums om 4 00 21 Ous.

Iayuenmor ¢ MB, Hyscoarowuecs 6 CMAYUOHAPHOM JeYeHUU 6 PAMKAX NepPeUYHOU
CReyuanu3sUpoOBaAHHOU MeOUKO-CAHUMAPHOU NOMOWU, HANPAGIAIOMCA NO MEOUYUHCKUM NOKA3AHUAM 8
nYIbMOHONI02UYECKOe, UHPDEKYUOHHOe Uiy uHoe omoenenue (no NoOKA3aHUAM, YCIO08US — YKA3AHb
gvlile) MEOUYUHCKOU Op2aHU3ayUU 8PAYOM CKOPOU MeOUYUHCKOU NOMOWU, BPAYOM-NEOUampom
VUACMKOBbIM, 8PAYOM-NYIbMOHOIO2OM UNU UHBIM CHEYUATUCTOM AMOYIAMOPHO-NOJUKTUHULECKO2O0
36ena.

Ilayuenmog ¢  MYKOBUCYUOO30M, HYHCOAIOWUXCA 6  OKA3AHUU  CHeYUualu3supo8aHHouU

Meaub!uHCKOIZ nowowu, 6 mom vucie 6blCOK0m€XHOJZOZU1£HOIZ, 6 CMmAayuoHRAaprsvlx YClo8UAX, NO
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MEOUYUHCKUM — NOKA3AHUAM  HANpAGIAlom 6 coomeemcmeyioujee omoeneHue MeOUYUHCKou
opeaHuzayuu pay-nyiIbMOHONI02 ULU 8PAYU-NEOUAMP.

Mapwpymuzayus nayuenma 0emcKko20 603pacma 60 63POCHYI0 CeMmb — 60 G3POCHbIU YEeHMP
MB, ocywecmensemcs k 18 cooam.

Tayuenmol ¢ MyKOBUCYUOO30M NOTLYYAIOM.:

- 8 pamKax nepeuyHol MeOUKO-CaHUMAapHou NoMOwUu — MNIAHOBYI0 U HEOMIONCHYIO
amoy1amopHO-NOIUKIUHUYECKYIO U NEPEUYHVIO CHeYUATUSUPOBAHHYIO NOMOWb (COOMBEMCMBYIOue2o
npouns, no NOKA3AHUAM U 8 3A6UCUMOCMU OM MANCECMU COCMOSAHUA, a4 MAaKdce CKOpPYIo
MEOUYUHCKYIO NOMOUD);

- 8 PAMKAX CReYUAnU3UpPOSAHHOU MEOUYUHCKOU NOMOWU — CREYUATUSUPOBAHHYIO, 8 MOM YUCTe
8bICOKOMEXHONIO2UYHYIO MEOUYUHCKVIO NOMOWb, 8 COOMBEMCMEYIOUUX VCIO0BUAX OHEGHO20 UNU
KpY210CYMO4YH020 CMAYUOHApPa.

Ilpu nanpasnenuu 6 omoenenue (YeHmp uiu KaOuHem) MYKOSUCYUOO3d, 8PAYOM-NeOUampom
VUACMKOBbLIM UNU 8PAYOM OpPY2Ol CREYUAIbHOCMU NpedoCmasisaiemcs: 8blNUCKA U3 amMOYIAmopHOU
Kapmul (ucmopuu 601€3HU) ¢ YKA3AHUeM NpedsapumenbHo2o (Ui 3aKI0YUmMensHo20) OudeHO3d,
cCOnymcmeylowux —3a001e8anuti, a mMaxdce UMEIWUXcs pe3yibmamos 1aO0pamopHulx U

DYHKYUOHATbHBIX UCCTIE008AHULL.

I[IpaBuia npopuIaKTHKU NepeKpecTHOH HHPEKIUN NP MYKOBUCILIMA03€
[2,364]

1. Opranu3anus oka3zanusi nomoiu nauuentam. llpopuaakruka undexkuuu.
OO0uue Mepbl IPOPUIAKTHKHI

e  Mepbl 10 U30JISIIMN OUOTOTHYECKUX KHUAKOCTEH (MOKpOTa, KPOBh) marreHTa ¢ MB.

L4 Z[eBI/IHCI)eKI_II/IH 060py,Z[OBaHI/I$I WM IpEeAMETOB, KOTOPLIC MOT'YT OBITh 3arpsA3HCHBI X XUIAKOCTAMU U

BBIACIICHUSAMU.

e (Crporoe cobmoeHHEe MEpP MPETOCTOPOKHOCTH MEIAUIIMHCKUMH PAOOTHUKAMH TIPH KOHTAKTE C

nanueHTamu ¢ MB:

— HCIOJNIb30BAaHHME OJIHOPA30BBIX MEAMIIMHCKHX Tep4yaTok, oO0paboTka QoOHEHIOCKOoIa,
MyTECOKCUMETPA U T.1.

— MCIIOJTb30BaHME OJTHOPA30BbIX MEJIEHOK I OCMOTpA.

— MCIOJIb30BAaHUE OJIHOPA30BBIX XAJIAaTOB MPHU pabOTe ¢ MalMEHTaMH, TPEOYIOIMUMH COOTIOICHUS
Mep KoHTakTHO#M m3ossimu (B. cepacia complex, MRSA, mynbsTrpesucTenTHas P. aeruginosa,

Achromobacter spp., HTMB), u Bo BpeMsi KWHE3UTEpaIHH.
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— HUCIIOJIb30BAHHUE OJHOPA30BbBIX aHTI/I6aKTepI/IaJ'II>HBIX (bI/IJ'II)TpOB IIpu CIIMPOMETPHUH.

KonTtaktsl Mexay nanuenramMu ¢ MB 10J1kHBI ObITh CBE/I€HBI K MUHUMYMY.
I'uruena pyk MeIMLIMHCKUX paOOTHUKOB:

1. MbIThe U Ae3uH(EKINs PYK POBOAUTCS:
— II0CJIE CHATHS IEPYATOK.
— J10 U 1I0CJIE KOHTAKTa C ITallHEHTOM.
— II0CJI€ KOHTAKTa CO:
— CIIM3UCTBIMU IIALMEHTA.
— MOKpOTOH IaIIHEHTA.
— IIPEAMETAMH, 3arpsI3HEHHBIMA MOKPOTOM ITallUEHTa.

— AbIXaTCJIbHBbIM O60py,[[0BaHI/ICM, KOTOPBIM ITIOJIb30BAJICA IMAIUCHT.

Hcnonb3oBaHue CIIMPTOBLIX aHTUCCIITUKOB (B BHUAC C&J’I(i)CTOK, B ,I[I/ICHCHCCPaX) B KaOuHeTax U B

o01eM Kopuaope.

MGIH/IIII/IHCKI/IC pa6OTHI/IKI/I, HETIOCPCACTBCHHO KOHTAKTHPYIOIIUEC C MMAIIUCHTAMU, HC TOJIKHBI

HCIIOJBb30BAaTh HAKJIIAJHBIC HOI'TH.

Hcnonws3oBanue nepyaTok HEOOXOAUMO MPHU: KOHTAKTE C MAIMEHTaMU, TPEOYIOIUMH U30JIAIIHH,

KOHTAaKTEC C MOKpOTOﬁ HJIM KPOBBIO IMAIIUCHTA

Hcnons3oBaHue OJHOPA30BbIX XaJIATOB, MACOK, 3aIllIUTHBIX OYKOB: IIPU KOHTAKTC C 60J'IBHBIMI/I,

TpeOYIOIIMMH H30JISUH, MPU KOHTAKTE C MOKPOTOW NamueHTa (IpHU ApeHa)ke, acHupaluu,

OCMOTpE MaIMEHTa C TPUCTYIOOOPA3HBIM KalllJIeM) WJIH MPU KOHTAKTE C KPOBBIO.

I'uruena PYK IIAITUCHTOB:

—06pa60T1<a CIIMPTOBBIMHU AHTUCCIITUKAMU (B HCCKOJBKHX KIMHHUYCCKUX HMCCICOOBAHUAX

MOKa3aHo, YTO 00paboTKa CIIHUPTOBBIMU aHTUCENITUKAMHU yaaiseT OakTepuu ¢ pyk dpdekTuBHee,

YEM MBITHEEC PYK C aHTUCCIITUYCCKUM MI)IJ'IOM). Ecau ecth BHUIUMOC 3arpsA3HCHHUEC, TO UCIIOJB3YIOT

MBIJIO ¥ AaHTUCETITHK.
—I0CJI€ MYJIbCOKCUMETPUH.
—I0CJie KOHTAKTa ¢ MEAUIIMHCKUM 000pyIOBaHUEM.
—Iociie MPOBEACHUSI KHHE3UTEPAIIUH.
—II0CJIE OCEIICHUS CaHy3IIa.

—[0cJIe IPUeMa BPauoM.
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e Ilpenmersl (rutaTku, cangeTKH, MacKd, OAaHOYKH M Jp.), 3arpsA3HEHHBIE MOKPOTOW MAaIMEHTa,

JOJDKHBI yTUIM3upoBathes corsiacHo CanlluH 3.3686-21.

Jde3undexuusi B aM0yJIaTOPHBIX YCJIOBHIX
OobopynoBanue:
e CnupoMmeTpbl — BHyTpEHHHE MEXaHU3MBI allliapara He CTEPHIIU3YIOTCA, HE Ne3UHPUIUPYIOTCS.

O0paboTka TypOUHBI WIIH JaTYHUKA POU3BOJIUTCS B COOTBETCTBHH C

MHCTPYKLHEH U3rOTOBUTENS, 0053aTE€IbHO UCIIOJIb30BAHNUE OJIHOPA30BbIX aHTHOAKTEpUATbHBIX
(UIBTPOB, MPEAMOYTHTEIHHBI OJTHOPA30BbIC 3aTYOHUKH WIIM CTCPUIIN3AIUSI MHOTOPA30BBIX. Y
MalUEHTOB, MOJIEKAIINX MEpaM KOHTAaKTHOW U30JIALIMH, CIIUPOMETPHUS T0JKHA MPOBOJAUTHCS Ha
oTAeNbHOM arnmnapare. Kareropust A

e [lynascokcumerpsl — 00pabOTKa pyK CHMPTOBBIM aHTHCETITUKOM IOCTIE NCIOIb30BAHUS.

L4 KHHG?»HTCPEIHGBTH‘IGCKOC O60py,HOBaHI/Ie, MSYU, MaHKCTAa TOHOMETpPA O6pa6aTLIBaIOTCH

Ne3nHOUIUPYIONTUME CPEACTBAMH.

L4 He6y.]'[al7136pbl H IbIXAaTCIIbHBIC TPCHAXKCPBI NOJI’KHbI OBITH TOJIBKO HHAWBUAYAJIBHOI'O

HUCIIOJBb30BaHHA.

e TBepable MOBEPXHOCTH (IJIAaHOBBIE TEKYIIHE YOOPKH, a Takke yOOpKa Mociie OKOHYaHUs IpruemMa

MaIMeHTA).

e (OOpaboTka (hoHEHTOCKOMA MOCTE KaXKI0T0 OCMOTpa MariueHTa.

BuisiBiIeHHE HCTOYHHUKA, NyTel U (PAKTOPOB MepeaavH.

Bpauam-6akTepuoJsioraM u Bpa4yaM-3NMuAeMHOJI0TaM:

. npu TEepBUYHOM BbIsIBIeHMM y manuenta ¢ MB Burkholderia cepacia complex (Bcc),
Achromobacter spp., MyabTHpe3ucTeHOro KjaoHa P. aeruginosa u METHIHUTHH-PE3UCTEHTHBIX
Staphylococcus aureus (MRSA), a Takke npu BbISBICHHH HOBOT'O T€HOTHIIA HEOOXOAMMO MPOBOINUTH
AMUJEMHUOJIOTNYECKOE pAcCICOBaHHE C LENbI0 BBISBICHUS HWCTOYHMKA WH(EKIUH, (aKTOpOB
nepenady, a TakKe KOHTaKTUPOBABIIMX MAlMeHTOB ¢ MB.

o IpU BBIABIEHUM HUCTOYHUKOB U (AaKTOpoB Tmepenayn uHeKkuun TpedyeTrcs MpOBECTH
JIOTIOTHUTEIIbHBIC JCHCTBHS, HAIPUMEp, M3OJIMI0O TOCIMHUTAIM3UPOBAHHOIO mMaiMeHta ¢ MB, T.e.
UCTOYHMKA WHQEKIMU, BHEIUIAHOBYIO MNPO(QWIAKTHUECKYIO Je3MHQEKIMIO OONBHUIIBI, a TaKXkKe

MHUKPOOHOIOTHYECKOE 00CTIeI0BaHNe KOHTAKTUPOBABIINX MTAIIUEHTOB.
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. JUIA  BBISIBJICHUS WCTOYHMKA WHQPEKIMH H (PaKTOPOB Iepenadyd HeoOXOAuMO coOpaTh
SMUJCMUOJIOTUYCCKUIl aHAMHE3 M MPOBECTH BHYTPHBHJOBOC THUIIMPOBAHHE  BBIJCICHHBIX
MHUKpOOpranu3moB. [Ipu 3TOM MCXomuTh M3 TpeAnoioxeHus, uyro mrammbl Burkholderia cepacia
complex, Achromobacter spp., P. aeruginosa u MRSA, BblfeICHHBIE OT HCTOYHHMKA HH(EKIHH, C
00BEKTOB BHEIIHEH CPEe[Ibl, SBISIOMIUXCS (GaKTOpaMu Mepeadu, U OT 00caenyeMoro namuenta ¢ MB,
JIOJDKHBI OBITh UICHTUYHBIMU 110 (DEHOTUITMYCCKAM M TCHOTHITHYCCKUM CBOWCTBAM.

. 6akrepun Burkholderia cepacia complex u Achromobacter Spp. TMUnMpoBaTh MOJEKYIISPHO-
TCHETHYECKUMHU METOJIaMH, TaK KaK TUIHPOBAHUE 1O (EHOTHUITMYECKHUM CBOMCTBaM MMEET HHU3KYIO
JUCKPUMHUHALIMOHHYIO  CIIOCOOHOCTh. J[JIsl ONEepaTMBHOTO aHAllM3a W  BBISBJICHUS HWCTOYHHKA
UCII0JIb30BaTh OBICTPBIC METO/IbI, OCHOBaHHbIC Ha [1L[P wiu qpyrie MeTo bl THITUPOBAHUSL.

. TCHETUYECKOE TUITUPOBAHKWE HA TAHHOM 3Talleé MOTYT BBINOJHSTh J1a00OpaTOpUU CTAlMOHAPOB,
KCMOJIb3YIOIIME B CBOEH npakTuke merox ITLP.

. IpU HEBO3MOXXHOCTH BHYTPHUBHIOBOTO THIIMPOBAaHUS B JIA0OpAaTOpPHM CTAallMOHApa JIJIs
TCHOTUITMPOBAHMS HAINPABISATh U30JATHI OaKTepHid B CICHUATM3MPOBAHHbBIC JTa00PaTOPHH, UMEIOIINE
000pyI0BaHUE IS MOJICKYISIPHOTO TUITHPOBAHUSI.

. B CIICIMAIM3UPOBAHHYIO Ja0OPATOPHUIO CIIEyeT HAMIPABIISTh:

- Bce m3ossaTel (Burkholderia cepacia complex, Achromobacter spp., mymabTHpesuctentHbIC P.
aeruginosa u MRSA), BriepBble BbIJICICHHBIEC OT KaXKI0TO MalUeHTa;

J no kpaitueit mepe, mo oxxHomy m3ossty Burkholderia cepacia complex, Achromobacter spp.,

MyJbTHpe3ucTeHTHOTOo P. aeruginosa u MRSA B roji OT KaX/0ro MaIieHTa;

o TH000W M30JIAT, MOAO3PUTENbHBIM HAa BO3MOXHYIO CBS3b CO BCIBIIIKOW HJIM TPAaHCMHUCCHEH

MCKAY MallUCHTaMU;

L TpaMOTPHULATCIIBHBIC KOJMCTUHPE3UCTCHTHLIC MHKPOOPTaHHU3MBI, KOTOPEIC HE ObLIH

I/II[GHTI/I(l)I/IHI/IpOBaHI)I OKOHYATCJIbHO IMOCJIC PYTUHHOI'O aHaJIn3a UKW IIPpU COMHUTCIIBHBIX PE3YyJIbTaTax.

o JIOCTaBKa M30JIATOB JOJKHA OCYIIECTBISATHCS MaKCUMalIbHO OBICTPO C COOJIIOJIGHHEM Mep
OMOJIOTMYECKOW OE€30MacHOCTH, TPUMEHSEMBIX TPU YIIAKOBKE W TPAHCIOPTUPOBKE IITAMMOB
MHUKpPOOPTaHU3MOB COTJIacHO caHuTapHbiM mpaBwiaMm CanlluH 3.3686-21. IlltamMmbl JTOIKHBL
COTMPOBOXAATHCS HAIMpaBIICHUEM, COAEpXKAIUM HWH(POPMAIMI0O O TMAalKeHTe, O MPEAnoIaraeMbIxX

HCTOYHHKAX U (I)&KTOan pUCKa KOJIOHU3AlIUU JaHHBIM MUKPOOPIraHU3MOM.

L4 Ha OCHOBAHHUHM JAaHHBIX THIHUPOBAHHA PEKOMCHAYCTCA OCYIICCTBIIATH CIIC)KCHUC 3a
JUHAMUKOM PacnpoCTpaHCHUA CPCAU IMMALITUCHTOB MB KJIOHOB, UMCHOIIUX SITHACMHUYCCKOC 3HAYCHHUC, a

TAKIKC OLICHUTH HUPKYJIIIIUI0 MCXKAYHAPOAHBIX SITUACMHUYCCKUX KIIOHOB.
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MOHNTOPHHT AHTHOMOTHKOYYBCTBUTEIHHOCTH.

Kpome mnoareepkaeHue mnpuHamiexHoctd mrammoB K Burkholderia cepacia complex wu
Achromobacter spp. ¢ momompso MALDI-TOF wax MONEKYJISIPHO-TE€HETHUYECCKUM METOJOM |
BHYTPHBHJIOBOTO TUITMPOBaHUS B pedepeHc-1adopaTopru TOIKHO MPOBOJAUTHCS TAKXKE ONpEACTICHHIE
AHTUOMOTHUKOPE3UCTEHTHOCTH,

aHTI/I6I/IOTI/IKO‘IYBCTBI/ITGJIBHOCTI/I U MOHHUTOPHUHI MOJICKYJIAPHO-

TFEHETUYECKUH MOHUTOPUHI 3a MONyJsuued BO30yaAHUTENs CEKBEHUPOBAHUE BO30yauUTENEH,

HUCCICAO0OBAHHUE MHUKPOIBOIIOLOMOHHBIX ITPOLECCOB, CICKCHHUE 3a HM3MCHUYHMBOCTBIO B036y,Z[HTeJIeI>'I, a

TaKke HEOOXO0IMMO CO3IaHKE U BeJICHHE 0a3 TaHHBIX BO30YIUTEIICH.

B Tabnume 36 mnpuBeneHb AaHTHMHUKPOOHBIE TIIpemaparbl, PE3UCTEHTHOCTh K KOTOPBIM

OCHOBHBIX BO30ynuTeneil XpoHn4ecKol MH()EKINHU JIETKUX Yy NanueHToB ¢ MB sBIsSleTCSl KITMHIUYECKU

U 3IIMICMHOJIOTHYCCKHU 3HAYMMOM U MNOJICIKUT MOHUTOPUHTY.

Ta6naunma 36. AHTUMUKPOOHBIE TMpenaparbl CHCTEMHOTO JCHCTBHS, PE3UCTEHTHOCTh K

KOTOPBIM IMOAJIC)KUT MOHUTOPHUHTY.

Muxkpoopranus S.aureus P.aeruginosa Burkholderia |Achromobacter S.maltophila
M cepacia
complex SPp-
[MpoTrHBOMUKPOOHE (OeTa-TakTaMHble  [Ipyrue Oera-/[Ipyrue oera-|/Ipyrue oera-|/Ipyrue Oera-
7 HpenapaTaHTHOaKTEepUalIbH TaKTaMHbIE ITaKTaMHbIe ITaKTaMHbIE ITaKTaMHbIE
CHUCTEMHOT'O bI€ TIperapaThl aHTHOAKTepHaJbH @aHTHOAKTepHAaJIbHBI AHTHOAKTEpPUANIbHBIE @AHTHOAKTEPHAIBHBI
InercTBU npyrue OeTa-pIe npenaparsle npenaparsljipenapaTsl e npenaparhbl
aKTaMHbIE (Uedanocnopunsl (Llepanocnopunsr |(Ledanocnopuns (Lledanocniopunsl
AQHTHOAKTEPHAIbH [PACIIMPEHHOTO  [PACHIMPEHHOTO paclInpeHHOT0 [PACIIUPEHHOTO
bI€ MpemapaThl criexTpa’) criexTpa’) crextpa’)KapGanene crextpa’)
@dropxunononsl  [KapGamneHnemsl KapbanexeMsr MBI DTOPXUHOJIOHBI
Pudpamnumma**  |(OTOPXUHONOHE  |AMQpEHHUKOIBI DeHUKOITBI KapbaneHeMbt
Makponust \AMuHOTNIMKO3ub! KO-TpMokcazon  [Ko-TpuMoKca3on | AM(EHHUKOITBI
JTurezommm** Konucrumerar [Cymehamerokcazo |[Cyapdamerokcaszon+ Ko-TpuMokcazon
Baakomunua**  [HaTpUS o+ Tpumeronpum| [CynbhameTokcazo
Tpumeronpum]**  Konmctumerar -+
HaTpHs
Tpumetonpum |**
1 - nedorakcum**, nedrpuakcon**, uedomnepaszon, uedomnepazon+{CynpbakTam|**,

nedrazuaum®*, nepauropen, nepukcum, neprudyren, nepenum™*, nepmupom u ap.

MOJ'ICKYJBIpHO-F CHETUYSCKUI MOHUTOPHUHI' TO3BOJIUT BBIABUTH BO3HUKHOBCHHC HOBBIX

OMUACMHUYCCKUX KJIOHOB; BOSHMKHOBCHHEC HOBBIX KJIOHOB C BBICOKOI BUPYJICHTHOCTBIO B PC3YJILTATC

TOPU30HTAJIIBHOTO

epeHoOCca

T'CHOB u

JIA

MEXBUI0BON

PEKOMOMHAIINY;

HOBBIX

aHTI/I6I/IOTI/IKOp63HCTeHTHBIX KJIOHOB, HW3MCHCHUS AaHTUI'CHHBIX CBOMCTB. JTO TIOMOJMKET CAcIaTb

SMHUAEMAYECKOE

IMPOTrHO3NUPOBAHHUC

SMUAEMHUYCCKOI0 IMpo1ecca.

n 000CHOBATH

CBOCBPEMEHHOC

BMEIIATCIIBCTBO

B XOJI

Ha ocHoBe IMOJIYYCHHBIX HAHHBIX TPOBOAUTCA OSIMUACMHOJIOTMYCCKasd OUArHoCTuka ¢
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OIIpeAeICHUEM THUIA SIMUAEMHYECKOTO Ipolecca MO BEeAylIeMy IyTH IMEepefadd U SHUIEMHYECKOe
MPOTHO3UpOBaHKe. J[aHHBIE AMHIEMHOIOIMYECKOTO MOHUTOPHHIAa MOTYT OBITh HCIOJB30BaHBI B
KayecTBE OCHOBBI IpH pa3paboTKe HayyHO OOOCHOBaHHBIX 3(P(GEKTUBHBIX Mep Mo Ooprde ¢
pacmpoctpancareMm Burkholderia cepacia complex, Achromobacter spp., MyabTHpe3ucTeHTHBIX P.
aeruginosa u MRSA, mukobakTepuii 1 rpuOOB cpeau nanuenToB ¢ MB u B momyisiuu B nenom. [pu
3TOM, B ciaydae ¢ MB, kak W Ipu APYruX XPOHUYECKHX HH(EKIUSIX, pe3yabTaTbl MPOBOAMMBIX
MEpPONPUATHIA OYAYT 3aMETHBI Yepe3 MHOTHE TO/IbI.

Opranusanus aM0yJI1aTOPHOH ¥ CTAMOHAPHOM MOMOIIH

. [Ipuem mnamuwenToB ¢ MB He J0MDKEH OCYHIECTBISATHCS B MOJUKIMHUKAX, T/I€ HAXOMSTCS
OJJTHOBPEMEHHO Jpyrue nanueHTsl ¢ MB. Pabora amOynaTopHOro eHTpa U CTallMOHapa PeryiIupyercs
[TocranoBnennem ' maBHOTO TOCYAapcTBEHHOTO caHUTapHOTO Bpaya PD ot 28 suBaps 2021 r. N 4 "O06
yTBepKaeHNH caHuTapHbX npaBui u HopMm CanlluH 3.3686-21 "CanutapHO-31111€MHOIOTHYECKUE
TpeboBaHusl 1O NPOPUIAKTHKE WH(EKIMOHHBIX Ooyie3Heidl W pexomeHmanusmu European Cystic

Fibrosis Society.

. [ManmeHThl JOKHBI OBITH pa3lieliecHbl Ha TIOTOKH B 3aBUCHUMOCTH OT MHUKPOQIOPHI
JBIXaTEeJIbHOTO TPaKTa. [1alMeHThl He JOJKHBI KOHTAKTUPOBATh B 30HAX OXKHAHMUs, KaK, HaIpUMep, B
perucrparype, najgarax, OTISICHHIX alTeKd U PEeHTTeHONIOTuH. Bo BpeMst mpeObIBaHMs B CTAI[IOHAPE
MalyeHThl HEe JOJDKHBI IOJb30BAaThCS OJHOW KOMHATOH, BaHHOM WM TyaieroM. [lammeHT C
MHUKpPOOHOJIOTHYECKUM BBICEBOM M3 MOKpOThI OakTepuit Burkholderia cepacia complex, meTuiuims-
pesuctentHbix Staphylococcus aureus, Achromobacter spp., HeTyOepKy/Ie3HBIX MHKOOAKTEpHit
JOJDKEH TPHUHUMATHCS Ha aMmOyJlIaTOPHOM NpUeMe B OTACIbHOM OOKCE C OTIEIbHBIM BXOJIOM, HE

3ax0/is B LIEHTP MyKoBHcHI03a (1i1u B MO).

L4 HaIII/IeHTI:I C MYKOBUCIIUJ030M JOJIZKHBI o0ecreynBaThCs OIHOPA30BbIMU JIMIICBBIMU MAaCKaMH,
Oaxuiamu. HaLII/ICHTBI C MYKOBUCOUIAO30M IIpU HAXOXJACHUHU B OJHOM IIOMCIICHHUU ITOJIKHBI
ACPIKATBCA HAa PACCTOSIHHUU HE MCHCC 2 M Apyr OT Apyra u CO6J'IIO)13.TB BCC MCPLI HpO(pI/IJ'IaKTI/IKI/I.

[locne mpuema Kakqoro mnamUeHTa HPOBOAUTCA 00paboTKa MoOBEpxXHOCTeH Mebenu, mpubopoB U

JBEPHBIX PYyYEK.
o [TareHTh 00ecieynBarOTCs 0JTHOPA30BBIMH MacKaMH, OaxuiaMu.
o Bpauu gomkHbI ObITH 0OecnieueHbl 0JHOPA30BbIMU XajaTaMy, MackamMu, epyaTKaMu, TOJIKEH

OBITH OOECTIeueH JAOCTYII K CpeicTBaM Je3uH(EKIMU PYK U TPHOOPOB.

IIpaBuia oxuAaHUA NPHeMa Bpaya B NOJIMKJIUHUKE
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e Bce ManuMCHTbI ¢ MYKOBHUCHU030M, OXHAAasd Hadalla IpucMma, 00s13aHbBI HaxoauThCsa B JIPII.[CBOﬁ

MacCke.

e [uruena pyk (0oOpaboTka Ne3MHPHUIUPYIOIIMM PACTBOPOM M3 OECKOHTAKTHBIX JTHCIICHCEPOB B
30HE OXKUAAHUS, HCIOJIB30BaHHWE AHTUOAKTEPUAIBHBIX T'elied MM CIUPTOBBIX Cal(peToK s

HUHAUBUAYAJIIBHOT'O I/ICHOJ'IBSOBaHI/IH).

e CruieBBIBAHUE MOKPOTHI JOJDKHO OCYIIECTBIISITHCS MAIMEHTOM B OyMaXKHBIMA TUTATOK WITU
canerky, 6aHOUKY (OJHOPA30BBIN CTakaH) ¢ KpbIIKoi. KaTeropuuecku 3anperiaercs: 3Bakyanus

MOKPOTHI B pAKOBUHY, AYHICBYHO Ka6I/IHy HJIX YHUTA3.

L4 HaIII/IeHTI)I B 30HC OXHWOAaHHWA HOJDKHBI HAXOJUTHCA APYr OT Apyra Ha pacCTOSAHHWHM HC MCHEC 2

METpOB.

e He PEKOMCHAYCTCA HCIIOJIB30BATh MNPEAMETBI, KOTOPBIC HCIIb3A O6pa6OTaTB IIOCJIC ITOCCIICHUA

Lentpa mykoBuCHIIN103a (MSATKUE UTPYIIKH U TIP.).

e He PCKOMCHAYCTCA IMPUHHUMATh NIHUITY, HAXOISACh B 06]1_[6171 30HC OXHAaHUA IIpUcMa (I[OHYCKaeTCH

KOPMJIEHUE TPYJIBIO).

e B OEHTPC MYKOBUCHH03a IMpaBuJia MOBCACHHUA MAOWUCHTOB AOJIKHBI OBITH pasMCIICHbI HA TOCKE

00BsIBJICHUH, Ha caiiTe opranuzamu (WWW.Mmukoviscidoz.org) u JoCTyMHBI sl 03HAKOMIICHHS.

IIpaBuia Haxoxaenus nauueHTos ¢ MB B craunonape.
L Hepe):[ FOCHI/ITHJII/IS&HI/IGIZ NanuCHTbI ¢ MYKOBUCOHUAO30M CAAIOT MI/IKpO6I/IOJ'IOFI/I‘~IGCKI/II\/'I aHaJIu3
MOKpOTHI (He paHee ueM 3a 1 mecsn). [TanueHTsl pa3menaroTcss B OAHOMECTHBIE NayiaThl (OOKCHI)

CcorjizaCHO MHKpO(bHOpe ABIXATCJIbHOI'O TPAKTA.

. lNocnuranu3anus nanuenToB ¢ Burkholderia cepacia complex ocyrectsisiercss B JieueOHbIE
YUPSKICHUS, HMCIOUINE CICHUATH3UPOBAaHHBIC OOKCHI Ul JaHHOM wuH(pekuun. [laiueHTsl,
unummposannsle Burkholderia cepacia complex, Achromobacter spp., HeTyOepKyae3HBIMU
MHUKOOAKTEPHUSAMH WM YCTOWYMBBHIMH K BaHKOMHIIMHY JHTEPOKOKKAMHM, JOJDKHBI Pa3sMENaThCs B
OT/ICIbHOM Manate/00Kce ¢ IylIeM U TyaJeTOM, JKeJaTeIbHO C OTACIbHBIM BXOIOM. ['ocriuTanu3anus
NAlMCHTOB C PE3UCTEHTHOW (Iopoil BemeTcss B MPUEMHOM OTACICHHH Uil WH(EKIMOHHBIX

MalMCHTOB; MAIMUCHTHI ITPOXOAAT B IMAJIATHL (60KCLI) qepes3 OTJIENbHBIN BXOJ.

o [TarueHTsl € MYKOBUCIUAO030M, HWH(GUIMPOBaHHbIE WHOM (opoil, pa3MeniaroTcs B

OJHOMECTHOM IHajaTe ¢ AyIIEM W TyajeToOM WIM C JAPYTMMH NalMEHTaMM, HE CTPaJarolluMH
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MYKOBHCOHMAO30M U C HU3KHUM PHCKOM I/IH(bI/IHI/III)OBaHI/Iﬂ.

° Bokchl st manMeHToB €O CTaUIOKOKKOBOH ¥ CHHETHOWHON WH(EKIUEH KeIaTenbHO
pa3Meniath Mpy MUIAHUPOBAHUM OTACJICHUS B MPOTUBOIOJIOKHBIX KOHIAX KOPHUAOpPA WIM HAa Pa3HbIX

oTaxax.

L4 Bce MaluMCeHTBI € MYKOBHCHUJO030M TIIOCJIC TpaHCIUIAaHTAOUU OOJDKHBI HaxXOAUTLCA B

O,I[HOMGCTHOI;'I ImajiaTe.

. s manentoB ¢ mykoBuciumo3om ¢ Burkholderia cepacia complex u Achromobacter spp.,
HGTy6€pKyJI€3HI)IMI/I MI/IKO6aKTepI/I$[MI/I 1501048 YCTOP'I‘{HBBIMI/I K BAHKOMHIIMHY OHTCPOKOKKaMH, NOJIKHO
OBITH OTIEIBHOE MEAUIIMHCKOE 06opy)10BaHHe UL KaXXO0ro mamyeHTa (I/IHILI/IBI/II[yanLHLIﬁ CIIUPOMETD,

(hOHEHIOCKOTI, MYTLCOKCUMETP, TTFIOKOMETP, TOHOMETP U T.1I.).

L4 HOCCHIGHI/IG JUAarHOCTHYCCKHUX mnmpoucayp IMalrcCHTOB MYKOBUCHUI0O30M JOJIKHO

TUTAHUPOBATHCSI COTIIACHO MUKPO(DIIOPE ABIXATEIBHOTO TPAKTA.
o Je3undeknus momenenuii, ooopyoBanus u T.1. mpoBogautcs cornacHo CanlluH 3.3686-21

L4 ITamueHTs! € MB, KOTOPBIC n0Ma CIIAT B OI[HOﬁ KOMHATe¢, MOT'YT B CTAllUOHAPEC HAXOAUTHCA B

OJTHOI manare.

o [TarueHTOB 00Yy4arOT KalUIATh B OyMa)KHBIM MJIATOK, B CaI(ETKy WM OAHOPA30BBIN CTaKaH C

KpBIMKOﬁ, KOTOPBIC 3aTCM YTUIIU3UPYIOT.

o Canderky, ucnaukaHHbIE MOKPOTOM, TMALMEHThl JOJKHBI YTHJIM3HPOBAaTH B 3aKPBIThIE

KOHTEIHEepbI, OTKpbIBatoluecs 0e3 KacaHUsl pyK.

o B cranuoHapHbIX YyCIOBHMSAX NAUUMEHTBl ¢ MB HCHOIB3yIOT TOJBKO WHIUBHIYAIBHOE
o0opynoBaHue (IbIXaTelIbHbIE TPEHAXKEPbI, almaparbl JUIsl KUHE3UTEepaluu, WHTAIATOpPbI), KOTOPOe

MPUHOCST C CO00M U3 A0Ma.

o OO0pabaTpIBaTh PYKH MEpe]l BEIXOJAO0M U3 MANATHI.

o M30erath KOHTAKTOB C IPYrUMH nanreHTamu ¢ MB.

° B 00mux moMenieHusx Aepkatbes OT IPYTUX MAIMEeHTOB Ha PACCTOSIHIH HE MEHee 2 METPOB.
o Hcnos30BaTh JIMIIEBYIO MAcKy.

. Jmarnoctuueckue ciryx0Obl (KaOWHET peHTreH-TuarHocTuku, ¥ 31 u 1ip.) AOKHEI ObITH
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OCBCIOMIJICHEI O IIpaBUJIaxX U30JIAONH MMAIUEHTOB C MB.

° [TpaBuiia moBeieHUs B CTAIIIOHAPE TOJIKHBI OBITH BBIIAHBI POJUTENSIM U PEOCHKY/TAIUCHTY

IIpH roCUTAIU3AUN U Pa3MEIICHEI caiite MCI[PII.[PIHCKOﬁ OopraHu3aluu.

HNuxeHepHBbIA NYTh pemieHns MHPEKIMOHHOT0 KOHTPOJISI PH IVIAHUMPOBKE OT/IeJIeHU,
BEHTHJISIIIUH.

[TnanupoBanue otaeneHus npoBoautcs cornacHo CanlluH 3.3686-21.

[Tman Ookca Ui MAIMEHTOB CO CTa(pUIOKOKKOBOM M CHHETHOWHOW MH(pEKuueil: BXoa u3
KOpHUIopa OTIENCHUS, MPU BO3MOXKHOCTH - TaMOyp Ha BXOJ€ C PAaKOBHHOH; CaHWTAapHBIA y3el ¢
PaKOBUHOM U JKeJIATEeIBHO TYIIEM; IanaTa.

[lnan G6okca uis manueHToB ¢ B. cepacia complex u Achromobacter spp: ais MEAMIIMHCKOTO
nepcoHajia PeKOMEHAYETCs IUIAaHMPOBAaTh BXOI M3 KOpWAOpA OTICICHHS B LUIO3 HAa BXOJAE W3
OT/IEJIeHUs, TaMOyp INpHU HAIWYMU HECKOJBKHX NajaT ¢ PaKOBHHOW; CAaHUTApHBIA y3ell B KaKIOH

ajaare C paKOBHHOﬁ; HaJ'IaTa(LI), JIg TAUCHTOB U pPOACTBCHHUKOB BXO C YJIUIIbI.

IIpaBuja u MeToaAbl 00PAOOTKH W CMEHbI HHTAJISATOPOB, HeOYJali3epOB M JbIXaTeJbHBIX
TpeHakepoB (MPU HHIUBUIYAJTbHOM HCMOJIb30BAHUU H B CTAIIMOHAPE)
! Henonnas oe3ungexyuss cnocobcmeyem pocmy 6axmepuil, U mem CAMbIM Y8eIuyuaem puck
UHGUYUPOBAHUSL.

HeOynaiizep u UCIOIb30BaHHBIC IPUHAIICKHOCTH JTOJDKHBI OBITH TIIATEIHHO OYHINEHBI TIOCTE
Kak7oro npuMeHenus. JlesuHdeknns qomKHa MPOBOAUTHCS HE PeKe OJTHOTO pasa B JCHb.

IloaroToBKa K OUHCTKE

e OrcoenuHuTe TPyOKY OT HeOymaii3epa;
e Pas0epute HeOymaii3ep HAa COCTaBHBIC YACTH;

L4 HpI/I HCIOJIb30OBAHNHU MYHJULITYKa C KJIAIITAHOM OCTOPO’KHO BbITAILIUTH CHMHMHU KJIallaH BBIJOXAa

M3 rHE31a B HAKOHCYHUKCE. Knaman HAOJIKCH OCTaBaThCA NPUCOCINHCHHBIM K MYHAIITYKY

YX0/1 32 COEAMHUTENLHON TPYOKON

e [loaxiI0UYNUTH COETMHUTENbHYIO TPYOKY K KOMIIPECCOPY;
e BxirounuTh KOMIIpECCOp;

e OcTaBUTh KOMIIpECCOp B pabOTarOIIEeM COCTOSHHM JO TeX TI0p, IOKa KOHJIEHCAT,

o0pa3oBaBIIMiics B TpyOKe, HEe Oy/eT yJaleH BO3IyXOM, POXOISAIINM Yepe3 TPYOKy;
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- TP 3arPsA3HEHUU U U3MEHECHHH IIBETA TIACTMACCHI TPYOKY-BO3IyXOBO/I CIIEIYET 3aMECHHTD.
Ouncrka
e [lomectuth Bce aetanu HeOymai3epa B TEIUTYIO BOJOIPOBOJHYIO BOJY C HEOOIBIIMM

KOJMYCCTBOM KUAKOCTU AJIA MBIThA ITOCYAbI HC MCHCC UCM Ha 5 MUH,
° TH_[aTCJ'IBHO IIPOMBITH BCC ACTAJIN B HpOTO‘IHOﬁ BOJC,

e Jlns ynajieHus: JTUIIHEW BOJBI BCTPSIXHYThH JIETAJIH;

ﬂel’;I/IHgl!ngI/Iﬂ

[Tocne oumcTkuM mpoBOAMTCA JAe3MH(EKIHsS COCTaBHBIX 4YacTedl  HeOynaiizepa W
MCIOJIb30BaHHBIX MPUHAIIICKHOCTEH (KpOME COCAMHUTENBHBIX TPYOOK). DddexTuBHas ne3uHPEeKIUs
BO3MOJKHA TOJILKO €CJIM HeOyaii3ep ObUT TIIATEIBHO OYHUIIICH.

Ilpu ucnonv3oeanuu Macku ¢ pe3UHOGLIMU JEHMAMU: DPE3UHOBblE JIeHMbl MO2ym
noogepeamvCs MOAbKO OUYUCmKe (Cmupke), mMak Kak npu O0eucmeuu 6blCOKUX memnepamyp,
UCNOb3YeMbIX NpU Oe3uHpeKyuU, OHU MO2Ym Oblmb NOBPENCOEHDL.

HGSI/IHd)eKI_II/IH KHUIIAYCHHUCM

e [IlomecTuth Bce AeTanu B KHUIIAIIYHO BOAY HC MCHCC YCM Ha 5 MUHYT. HCHOJ’ILSyeTCH qucTas

KaCTproJIsl U CBCXKasd BOAa C MIOHUKCHHBIM COACPIKAHUEM KaJIbI U,

Inacmux moodicem pacniasumscsi, eciu OH 6CMYNUM 6 KOHMAKmM C 2OopsuuUM OHOM KACMPIOTIU.
Iloosmomy credyem ybeoumucst, umo 6 Kacmprojie 00CMamo4Ho 800bl.

JlesuHdekms ¢ MOMOMIBI0 CTAHAAPTHOTO TEPMUYECKOrO Ae3WH(EKTOpa Ul OAETCKUX OVTHUIOUEK (HE

IS MUKPOBOJIHOBOM He‘{I/I)

Jns s dextrBHOM ne3uHDEKINN HCTOIB3YeTCs Ne3UH(PEKTOp ¢ pabounuM LUKIOM HE MeHee 6
MUHYT. Bo Bpems ne3nHpeKnm, 9To0bl ONpeeInTh IPOI0DKUTETLHOCTD MPOIENYphI Ae3HH(pEeKINN
¥ KOJIMYECTBO BOJBI, HEOOXOJMMOE JIJIsl 3TOTO, HEOOXOAUMO CJIEI0BATh MHCTPYKIIUHU 1O IKCILUTyaTalluu
Ne3UH(EKTOpa, KOTOPBIH UCTIONIb3YeTCs.

Henonnas nesundekuus crnocoOCTBYyeT pocTy OakTepwil, U TeM CaMbIM YBEJIUYHBAET PHUCK
nHOUIMpoBaHus. JIe3uH(eKyss He 3aBeplieHa, ecid ObUla TNpeKpamieHa 0 aBTOMATHYECKOTO
BBIKJTFOUSHHSI 1e3WH(PEKTOpa, WM MHHAMAIBHOE BpeMsl Ie3MH(EKINU, YKa3aHHOE B HHCTPYKIHH TI0
SKCIUTyaTaluy Je3uH(EeKTopa He HCTeKo. J[e3nH(peKkTop MODKEH COAep)KaThCsl B YUCTOTE, M €ro
paboTOCIOCOOHOCTH CIeIyeT PeryiIsspHO KOHTPOIUPOBATE.

HGSI/IHd)eKHI/Iﬂ C IIOMOIIIIO MUKPOBOJITHOBOT'O 2163I/IHCbeKTODa

MuxkpoBoHOBbBIE 1€3UH(EKTOPBI 00ecTeunBalOT 3PPEKTUBHYIO €3UH(EKINI0 KOMIIOHEHTOB

U3J1eIUs B CTAaHIaPTHOM KOMMEPUYECKOM MUKPOBOJIHOBOM IICUH.
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CocraBHble yacTu HeOylal3epoB, COAEp)KalMe METAUIMYECKUE KOMIIOHEHTBhI HE SIBIISIETCS
YCTOMUYMBBIMU K BO3/JICHCTBUIO MUKPOBOJIH, U, CIIEOBATEILHO, OHU HE JTOJDKHBI JIe3WH(HUIIMPOBATHCS B
MHUKPOBOJIHOBOM I1€YH.

[TomMecTUTh KOMIIOHEHTBI H3JeNHA B JAE3MH(EKTOp, OCTaBUB JOCTATOYHOE IPOCTPAHCTBO
MEX/y HUMH, YTOOBI I1ap MOT HaJIe)KHO IPOHUKHYTh KO BCEM IIOBEPXHOCTSIM.

YcnoBust 1e3uHPEKIME B MUKPOBOJIHOBOH MEYH:

MouHoCTh B BATTaX Bpems nesungexuun Bpems oxiaxaenus
850-950 4 mun. 2 mumn.
600-850 6 mun. 2 mumn.

WNudopmanus 0 KOJTUYECTBE BOJBI, HEOOXOIUMOHN UIsl mpoliecca Je3nH(PEKINH, BKIOYEHA B
WHCTPYKIIMU TI0 IKCIUTyaTallly Je3MH(EKTOpa 1 MUKPOBOJHOBOM IMEYH.

KoMIIOHEHTHI U3enus He JOJDKHBI IIOJIBEPTaThCsl BO3ACHCTBUI0 MUKPOBOIHOBOIO M3Iy4YCHMUS,
€CIIM OHU HE HaXOJATCS B MUKPOBOJIHOBOM Jie3uH(peKkTope. Ecii KOMIOHEHTB! U3AEIHs 101BEPTatoTCs
HarpeBy B MHKPOBOJHOBOH me4yn 0Oe3 3amuThl AC3MH(EKTOpa, OTIENbHBIC JETAId MOTYT OBITH
MTOBPEXKACHBI.

Henb3st 11 ne3uHdeKkuny ucnonb30BaTh QYHKIMIO TPUIIS, TaK KaK 3TO TOXKE MOKET IPUBECTH
K [TOBpPEXJICHUIO 00pabaThiBaeMbIX yacTel HeOyIaii3epa.

Jle3undekuns He CUUTAaeTCs 3aBEpUICHHON JOHKHBIM 00pa30M, €ClId He COOJI0ICHO YKa3aHHOe
MUHUMAaJbHOE BpeMs Je3UH(]EKINH, a TaKKe TpedyeMasi BbIXOJHAs MOIIIHOCTh MUKPOBOJIHOBOM MEYH.
Jle3uHdexkTop Takke JOKeH OBITh UYHUCTBIM. PerynspHo mnpoBepsiiiTe paboTOCHOCOOHOCTh
MHUKPOBOJIHOBOTO jAe3uH(pekropa. [l ne3auHpeKnuu HCIoab3yeTcss TOJIbKO BOJAA, HUKOTAA HeE
UCIOJIb3YIOTCSI XMMUYECKHE BEIIECTBA.

XUMHYECKast OYMCTKA C Je3nHMEKIINENR

Ounctka u ne3uH(eKIrst MOTYT ObITh IPOBEIEHBI B paMKax OJHOTO HUKJIA MPU TOMOIIH
XUMHUYECKUX BemiecTB. C 3TOM 1eNbI0 UCTIOIb3YETCs CPEACTBO Ae3MHPUITUPYIOIIEe, CoepKallee
TUACITMIMETIIIIIOIMATOKCHaMMOHUS TipornoHat 17.5%. Jlyis obecnieueHus: 6€30macHOCTH MPH
oOpanieHnu ¢ XUMHYECKUMH BEIECTBAMHU CIEAYUTEe MHCTPYKIIUU 110 IKCILTyaTalluH
Ne3uH(UIMPYIOLIETO CPECTBA, B YACTHOCTH MPUIIAraeMoi MHCTPYKIIUU MO TeXHUKE 0€30MacHOCTH.

[TpurotoBbTe 2% pPacTBOP CPEACTBA AC3UHPHUIIUPYIOIIETO, COAEPIKAIIETO
TUICITUIMETHIIIIOTUATOKCHaMMOHUS TiporoHat 17.5% myTtem cmermmBanust 10 mur konmerTpara ¢ 500
MJT BOJIOITPOBOAHOM BOJIBI.

e JlomecTuTsh BCE AETANN B IPUTOTOBIIEHHBIN PaCTBOP M OCTaBbTE MX TaM Ha 5 MUH.

Ecnu suauumenvro npesovlcums nepuod NpUMeEHRerUsl, mo niacmmaccossle oemanu mozym umembvp
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3anax oesuHgpuyupyroueco cpedcmaa.
. TmaTenbHO BBIMBITH BCE JICTAIN B MPOTOYHON (CBEKEBCKUIITYCHHOW HITH JUCTHILTMPOBAHHOM )
Bolie (OCTaTKH JAE3MH(UIIUPYIOMIETO CPEACTBA MOTYT BBI3BIBATh AJUIEPTUYCCKUE PEAKIUH WU

pa3lpaXeHUE CIU3UCTON 00OJIOUYKH).

-YTunu3nupoBaTh UCIOJB30BAHHBIN pacTBOp (pa30aBiIeHHBIN PacTBOP MOKHO BBUIUThH B KAHAIN3ALIMIO).

BusyanbHbI KOHTPOIb

TpebGyercs OCMOTpPEeTh BCe KOMIIOHEHTHI HM3JENUs MOCHE KaXAOW YMCTKH U Je3UH(EKIHH.
3aMeHuTe HEeUCHpaBHbIE, 1e(OPMUPOBAHHBIE UM CHIIBHO O0ECIIBEUEHHBIE YaCTH.
Brnaxnast cpema MOXeT cIocoOCTBOBaTh pocTy Oakrtepuid. [loaromy ciemyer ygaiuTh Bce YacTh
YCTPOMCTBA M3 KACTPIONM WM JIe3uH(pEKTOopa TOocie OKOH4YaHWs ae3uH¢pexuuu. Heobxommumo
BBICYIIUTH BCE JeTalu. PUCK MHOUIIMPOBAHUS CHIXKAETCS, KOTa JIETaIN MOJIHOCTHIO BBICYILICHBI.

Cy1ika ¥ XpaHCHHE

o IlomecTuTh BCe eTany HA CYXYHO, HUCTYIO U BIIMTBIBAIOIIYIO ITIOBEPXHOCTD IJISA IPOCYIIKH.

e 3aBepHyTh HeOyIali3ep B YHCTYIO caliheTKy Oe3 Bopca (Harpumep, B YUCTOE KyXOHHOE

MIOJIOTEHIIE) U IEP)KUTE €r0 B CyXOM, 3alIUILIEHHOM OT MbLIN MECTE.

He cnenyer octaBnsaTh HeOymai3ep /Uisi XpaHEHHUsI B BAHHOM KOMHATE.

Crepunm3anus B YCIOBHSIX CTallMOHAPA

[Tpu Haxo’XJeHNH MalMeHTa B CTallMOHape HeOynaii3ep U NpUHAIKHOCTH MOTYT
MO/IBEpPraThcs aBTOKJIABUPOBAHUIO KaxKble 3-4 nHA. MeTos crepriin3alii MOXXeT ObITh IPUMEHEH
JUIS U3/1€IMH, KOTOpBIE PO OUYUCTKY U J€3UH(EKIIHIO.

IloaroToBka 1 mpolieAypa aBTOKIABUPOBAHUS

VYnakyliTe Bce OTJeNIbHBIE I€TAJIN B CUCTEMY CO CTepHIIbHBIM Oaphepom cornacHo DIN EN
11607 (nanmpumep, B OyMaKHO-TJIEHOUHYIO YIIAKOBKY).

MakcumanbHas Temreparypa u Bpems crepumzanun: 121 °C, mo MeHbIei Mmepe, B TeUeHHE
20 muH. wm 132 °C / 134 °C, no MeHbIIeil Mepe B TeueHHE 3 MUH.
XpaHeHue

CrepuibHbIil HEOyaiizep MOXKET XPaHUThCSA B OyMa)XHOM MakeTe A0 3 CyTOK, B Oukce — 110 7
CYTOK.

He crnenyer mnoaBeprath crepuiM3allid B3pOCIYI0 M JETCKYIO MATKHE Macku 0e3
cTabmin3aTopa MackH, TaKk Kak 3TO MOXKET IPUBECTH K MoTepe (OpMBbI MOJ BO3AECHCTBHEM BBICOKHUX
TEeMITEpaTyp.

CopepkaHHE U OYMCTKA KOMIOpPEccopa
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e OuuCTKYy pa3pelaeTcsi MPOBOAUTH TOJBKO B TOM CIIy4ae, €CJIU YCTPOMCTBO BBIKJIIOUYEHO U

ceTeBasl BUIKA BBIHYTA U3 PO3ETKU.
e (CyuiecTByeT ONacCHOCTb ITOBPEXKIECHUS YCTPONCTBA U3-32 IPOHUKHOBEHUS KUIKOCTEM.
e 3ampelaercs pacubUIATh KHJIKOCTh HA KOMIIPECCOP MJIU CETEBON Kabellb.

e JInst OYMCTKHU Hapy>KHOM IOBEPXHOCTU KOMIIPECCOPA CIIEYET UCIIONIb30BaTh YUCTYIO BIAKHYIO

(cMoueHHYIO0 Ne3nH(PEKIIMOHHBIM CPEJICTBOM) CaleTKy.

Jamena dwibTpa

[Tpu cTaHAApTHBIX YCIOBUSX JKCIUTyaTaluu (GUIbTp KoMIpeccopa TpeOyercs 3aMeHATh Yepes
kaxxapie 200 yacoB paboOThI, HO HE PEKe OJHOTO pa3a B TOJI.
Crnenyet peryispHo npoBepsaTh GuibTp (Tocie kaxmoit 10-it mponeaypsl). Eciu oH 3arpsi3HeH (umeer
Cephlii WJIM KOPHUYHEBBIH OTTEHOK) WJIM 3aCOPEH, €ro HeoOXoauMmo 3amMeHHTh. Ecimm ¢uibTp cran
BIIQXKHBIM, €T0 TaK)Ke TpeOyeTcsi 3aMEHUTh HOBBIM.
Ouuwgame punomp u ucnonv3oeams e2o noemopHo 3anpeujaemcs!
XpaHUTb KOMIIpECCOP M INPUHAMICKHOCTH CIEAyeT B CYXOM MeCTe, 3allULIIEHHOM OT
IIPOJOJKUTENBHOTO IEUCTBUS MPSAMBIX COJHEYHbIX Jyyell. He pekoMenayeTcss XpaHUTh KOMIIPeEccop
Ha OaJKkoHe, B aBTOMOOWIIE, B 3aIIbUIEHHBIX U BIAYKHBIX TOMELICHHUSX.

Cpoxu UCIIOJIB30BaHUS He6VHaﬁ3€Da U KOMIIpECCOopa.

o BricTpo n3HaIMBaeMble KOMIUIEKTYIOIINE, TaKUe Kak HeOynaiizep, MyHAIITYK WIA Macka,
TpyOKa-BO37lyX0BOJl U PUIBTP K KOMIIpECCOPY MOJIIEKAT PETYIIPHOM 3aMeHe, He pexXe OJTHOrO pasa B

roa, a B CJiyda€ CHUJIbHOT'O 3arpsAa3HCHUA, Heq)OpMaHHH NN ITOJIOMKH - HEMCAJICHHO.

o [Tpu KoOHM3aMK AaHTUOMOTUKOPE3UCTEHTHON MUKPOOHOH (iopoil cMeHy HeOymaiizepa
pEeKOMeHAyeTCs IPOU3BOIUTH MOCIIE KaXKJOr0 Kypca MHTAJIIIUOHHON aHTHOAKTepHalbHON Tepanuu

niu 1 pa3 B 2-3 mec. B ocTayibHBIX cilydasix HE pexe 2 pa3 B TOJl.

o Komnpeccop nomkeH ObITh €XKeroHO MPOTECTUPOBAH CHENUATUCTAMH TEXHUYECKOH
MIOAICPHKKH.
o OsxuiaeMblil cpeTHUN CPOK CITYKObI KOMIIPECCOpa UHTATSIIUOHHON CUCTEMBI OIpeIesieTcs

corjiaCHO 3KCHHyaTaHHOHHOﬁ AOKYMCHTAIUU.

IlleﬂTeJILHbIe TPEHAXKEPbI HCIIOJIB3YIOTCA U 06pa6aTBIBaIOTCH AaHaJIOTMYHO. I[BIX&TGJIBHLIC

TPCHAXKCPBI 0e3 BO3MOXKHOCTH UX ,Z[C3I/IH(I)CKI_II/II/I HE JOJI?)KHBI UCITOJIb30BaThHCA ooiee 1 MECAIa.
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Opranu3zanus o0y4eHus: U J0CYra NalueHTOB ¢ MYKOBHCIUI030M

JULY, wikonnt, u Opy2ue oopazoeameibHble yupeHcoenus

e B O,I[HOﬁ IIKOJIE MOT'YT YUUTBHCA HECKOJIBKO IMAIIUCHTOB C MB, HO OHHM HC JOJIXKHBI 06yanLc>1 B

olHOM kiacce. Kareropus A

e [lauuentsl ¢ MB He 10JKHBI HAXOUTHCS B OJHOM MOMEIIEHUU (CTOJIOBAs, PU3KYIBTYPHBIHN 3a1)

onHoBpeMeHHO. Kareropus B

e Ecau onn Haxo4daTCda B OAHOM IMOMCIICHWH, JOJIKHBI ACPKATHCA Ha PACCTOSIHUH HC MCHEC 2Mm

JpyT OT apyra u coOaroaaTh Bce Mephl mpodunaktuku. Kateropus B

e VupuTens ¥ MEJUIMHCKUE PAOOTHUKH JOJKHBI OBITH HH()OPMHUPOBAHBI O TIPABUIIAX ITOBEICHUS

IETEN B LIKOJIE.

IIKkostbl 018 podumeneil u opy2ue meponpusamus, noceauwernnvie MB

Opranuzanys MKOJ s IMALMEHTOB, COBMECTHOIO OTIbIXa M MEPOIPUITHH, IPOBEACHHE
Ipa3IHUKOB i nanueHToB ¢ MB  Henomyctumsl! Illkonsl mpoBoasTcs Ui pOJUTENEH,
POJICTBEHHUKOB U UX TorneuyuTeneil. [ manueHToB BO3MOXHBI LIKOJIBI B CUCTEME OH-JIaliH, B BUJE
BeOuHapoB. Ilanmentsl ¢ MB pomksbl n30erath npsmoro koHrakra. HeoOxonumo paspabaThiBaTh
oOpa3oBaTenbHble MporpamMmbl o MB, He TpeOyrolue mNpsMOro KOHTaKTa MEXIY MalMeHTaMU:
BUJICO3aITUCH, BUACOKOH(epeHnu, oopa3zoBarenbHble nopTansl B Mutepuere [110; 23].

Cmpoume/lbcmeo, DEMOHM, CA00B00UECKUE paﬁombl

[Taruentsl ¢ MB  noimkHBl u30eratb MecT, TI€ MPOBOASTCS CTPOUTENIBCTBO, PEMOHT H
caZoBOAYECKUE PabOThI, YTOOBI H30ekaTh KoHTakTa co ciopamu Aspergillus spp. IManuentam ¢ MB He
cienyet paboTaTh Ha MpUycaJeOHBIX Y4acTKaX ¢ UCIOJIb30BaHHMEM KOMIIOCTA U TIp.

Opzanumuu}l CaHamopHoO-KypopmHoO20 JieueHus

Opranu3zaiiys CIOPTUBHBIX JIarepei, JIETHUX 1IKOJI, COBMECTHOTO OT/IbIXa JIJIS MAllMEHTOB C
MB Heponycrumal

[Tpu opranu3zanuy caHaTOPHO-KYPOPTHOTO JIEYEHUS TPeOOBAaHUS NMPEIbABIAIOTCS aHAJIOTHYHO,
Kak npu rocouTanuzanuu (cM. Opranuzanus aMOyaTOpHOU U cTaiMoHapHo# nomotun). [Ipu
OpraHM3ally CaHaTOPHO—KYPOPTHOI'O JICUEHUS B OJIMH 3a€3]] JI0JKHBI ObITh HaIlPaBJIEHbI MALIUEHTHI C
OJHOTUIHOI MuKpodopoit. CrenyeT pa3mMeniaTh MalMEeHTOB Ha OTJEIBHBIX 3Ta)KaxX WM B Pa3HbIX
KOpITycax, He JIOMYCKaTh UX KOHTAKTA MIPU BHIOJHEHUH AUArHOCTUYECKUX U JICUEOHBIX POLIETYp, B

CTOJIOBOH U HUI'pOBBIX KOMHATax.
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7. lomosiauTeAbHAS HHPOpManus (B TOM 4ucJie (PAKTOPbI, BJAUSIIOIIME HA HCXO/

3a00J1eBaHUSA WM COCTOSTHHSA)

MB — XPOHHUYECCKOC HECU3JICUNMOC SaGOﬂeBaHI/Ie, IMO3TOMY HNAUUCHTHI HYXXKIAIOTCA B aKTHBHOM

AUCIIAaHCEPHOM Ha6J'IIO,I[eHI/II/I N HCIPEPBIBHOM JICHCHUHU. vy OAHUX IMIalKMCHTOB, HECMOTPA Ha

CBOCBPEMEHHYIO JTUATHOCTHKY W aJeKBATHYIO TEpaluio, MOPaXEHUE OPOHXOJETOYHON CHUCTEMBI

OBICTPO MPOTPECCUPYET, y APYTHX - IUHAMUKA U3MEHEHUU Oojee OnarompusTHa. MHOTHE MalueHTHI

AOKHUBAIOT 4O B3POCIIOro U JaxKe 3p€JIoro Bo3pacra.

KpnTeme OLICHKHU KaYecTBa MeIlI/I]_[I/lHCKOﬁ INoMOIIIH

Kputepuu oneHKH KauecTBa NEPBUYHON MEIMKO-CAHUTAPHON MOMOLIX B3POCIBIM U JICTSM MPH
KHUCTO3HOM Gubpo3e (MmykoBucimaose) (koasl o MKbB - 10: E84)

Ne i/t

KpI/ITCpI/II/I OILICHKH Ka4Y€CTBa

OueHka
BBIIIOJIHEHUS

Beinonnen npuem (0cMOTp, KOHCYJIbTallMs1) Bpaya-neauarpa nepBUYHbIN
WM 1pueM (OCMOTp, KOHCYJIbTAlMs) Bpaya-TepaneBTa IEePBUYHBIN
w/wim  npueM  (OCMOTp, KOHCYyJbTallMsd)  Bpada-NyJbMOHOJIOra
IIEPBUYHBIN

Jla/Het

BrimonHeH npueM (0cMOTp, KOHCYIbTAIM) Bpaya-TeHeTHKa MePBUYHBII
(Ipu OTCYTCTBUM KOHCYJIBTAI[UH PAHEE)

Jla/Het

BrimonHeHO ompeeneHre akTUBHOCTU MaHKpeaTH4ecKo amacrasbi-1 B
Kaje (Ipu YCTaHOBJIEHUM IMar€Ho3a W jainee He pexe | paza B 12
MECSIIeB TPU COXPAHHOW HSK30KPUHHOM (DYHKIMHM MOPKETYI04YHOM
JKeJe3bl ¢ MaHKpeaTHdecKol siactazoi-1 OGomee 200 MKr B r Kama u
JIETSIM, TOTYYaIOUIMM TapreTHYIO Tepamnuio (J10 6 JeT))

Jla/Het

Brimonneno wmukpoOuonmornueckoe (KyJbTypaJlbHOE) HCCIIeIOBaHNE
MOKPOTBI Ha a’poOHbIe U (baxkyabTaTUBHO-aHA3POOHBIE
MUKpOOpraHu3Msl (He pexxe 1 paza B 3 mecsina)

Jla/Het

BeimonHEeHO  McclenoBaHME  HECIPOBOLMPOBAHHBIX  JBIXATEIbHBIX
00BEMOB U TOTOKOB (MALIMEHTY cTapiie 5 jer, He pexe 1 paza B 3
MecsIa)

Nla/Her

BoinonHeHO Ha3HaueHHWE TaHKpeaThHa (IpU CHWKEHUHM YPOBHSA
NaHKpeaTHYecKoW sjactasbli-1 B kame menee 200 MKr/r kama wWid
PEIUIUBHUPYIOIIEM TMaHKpeaTUuTe (B 3aBUCUMOCTH OT MEIUIIUHCKUX
MOKa3aHUH ¥ TIPU OTCYTCTBUU MEAUITUHCKUX MTPOTUBOIIOKA3aHU)

Nla/Her

Kpurepun onieHkr kadecTBa cieUaAIM3NPOBAaHHON MEIUIIMHCKON MOMOIIY B3POCIBIM U JAETSIM IIPU
KHCTO3HOM (prbpo3se (MykoBucuuaose) (koapl mo MKbB - 10: E84)

Non/m | KpuTepun o1ieHKH KauecTBa Ouenka
BBITIOJTHEHMSI
1. | BeimonHeH  eXeJHEBHBIH  OCMOTp  BpadoM-liyabMoHojoroMm ¢ | Ja/Her

Ha6J'IIOI(CHI/ICM U yXOJAOM CpE€aHCTO W MIIaaAmero MCEAUIUHCKOTO
NnepcoHajaa B OTACIICHHUU CTallMOHapa UJIn e)Ke)IHeBHI)IfI OCMOTp BpaduoM-
TCPAIICBTOM C Ha6J'IIOJICHI/ICM H yXOAOM CpCAHETO HW MJIAAIICTO
MCIWIHUHCKOr'o nmepCoHajia B OTACJICHUH CTalMOHapa, UJIn ©XKCTHEBHBIN
OCMOTp BpadoOM-IICAUATPOM C H8.6JHOI[€HI/ICM H yXOJAOM CPCAHCTO U

208




MUTJIIIETO MEIUIIMHCKOTO IEepPCOHANIa B OTJ/CJICHUW CTallMOHAapa, WU
€XKEIIHEBHBII OCMOTp BpauOM-HH()EKIIMOHHCTOM C HAONIOJCHUEM U
YXOJIOM CPEIHET0 ¥ MJIAJIIIET0 MEIUIIMHCKOTO TIePCOHAIa B OTIICIICHUN
CTallMOHApa

2. | BeimonHeH npueM (0CMOTp, KOHCYJIbTAIMs) Bpada-reHeTrka nepsuunbiii | Jla/Her
(Ipu OTCYTCTBUM KOHCYJIBTAI[UM PAHEE)

3. | BeimoaHeHO ompeneneHue akKTHBHOCTH MaHKpeaThdeckon snactasbl-1 B | Jla/Her
Kaje (Ipu YCTaHOBJIEHUM IuarHosa M jainee He pexe | pasa B 12
MECSIIEB MPU COXPAHHOM HK30KPUHHOM (YHKIUHU TOIKETYIOYHOM
JKeJe3bl ¢ MaHKpeaTHdyeckou snactazoi-1 OGonee 200 MKr B r Kama u
JIETSIM, TIOJTYYArOITUM TapreTHYI0 Tepanuio (10 6 Jier))

4. | BemonHeHO MHKpoOHonorudeckoe (KynbTypaibHOe) wuccienoanue | Jla/Her

MOKPOTBI Ha a’poOHbIC 5 (baxkyIbTaTUBHO-aHA3POOHBIE
MHUKPOOPTaHU3MEBI (ITPH OTCYTCTBHH UCCIICJIOBAHMSI B TIPEIICCTBYIOIIHEC
3 Mecsna)

5. | BeIMOJHEHO WcClIenoBaHWE  HECIPOBOIMPOBAHHBIX  JbIxaTenbHbIX | Jla/Her
00bEMOB U ITOTOKOB (TaI[EHTaM CTapiie 5 JIeT)

6. | [IpoBeneno neueHne maHKpeaTMHOM (mpu  cHKeHuH ypoBHs | Jla/Her
MaHKpeaThuueckol snactazpi-1 B kanme meHee 200 MKr B T' Kajga WU
peUUIMBHUPYIONIEM TMaHKpeaTuTe (B 3aBUCHMOCTH OT MEIUIIMHCKUX
MOKAa3aHUH U MPU OTCYTCTBUU MEAUIIMHCKUX MPOTUBOMOKA3aHHI)

7. | [IpoBeneHo yeyeHne aHTHOAKTEpUANBHBIMU Ipenaparamu cucrtemuoro | Jla/Her
JecTBUS - HE MEHee 2-X JIEKApCTBEHHBIX MpenapaToB (IIpH 000CTPEHHH,
B 3aBUCHMOCTHM OT MEIAULMHCKUX II0Ka3aHUA W IPU OTCYTCTBHH
MEIMIUHCKUX TPOTUBONOKA3aHUI)
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IIpunoxenue Al. CocraB paGoueil rpynmnsl o pa3padoTke U nmepecMoTpy
KIMHUYECCKHUX peKOMeHIla]_II/Iﬁ

Cocras padoueii rpynmnsi:
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MI'MY wum. HN.M. CeuenoBa MunsapaBa Poccun (CeueHOBCKMI YHUBEPCHUTET), TJIaBHBIN
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M.A. Crynenukuna, Poccuiickuil HallMOHAJIBHBIN UCCIEA0BATEIbCKUA MEAUIIMHCKUNA YHUBEPCUTET
nmenn H.U. ITuporoBa Munzapasa Poccun (ITuporoBckuii Y HUBEpCUTET)

BoromoJioBa T. C. — x.6.H., 3aBenyromas HMJI MUKOIOrHYecKOro MOHUTOPHHTA U OMOJIOTUHU TPUOOB,
JOLIEHT  Kadeapsl MEIUIMHCKOM  MuKpoOuonoruu  DPI'BOY BO "CeBepo-3armnaiHblit
roCyJ1apCTBEHHbBIA MEIUIIMHCKUN yHUBEepcuTeT uMenu .M. MeunukoBa" Mun3apaBa Poccun
Bop3osa 10. B. — k.M.H., 3aBeAyOIIasi MUKOJIOTHYECKON KIMHUKOMW, JOLEHT Kadeapbl MEIUITMHCKOM
mukpobuonorun ®I'BOY BO "Cesepo-3amagHblii rocy1apcTBEHHBIH MEIUIIMHCKUN YHHUBEPCUTET M.
N.M.MeunukoBa Mun3apasa Poccuu
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CeuenoBa MunzapaBa Poccum  (CeueHOBCkMI ~ YHUBEpPCHUTET), 3aBeAylolash  OTAEJIEHUEM
nysisMoHonorun YKb 4.

MonaxoB A.P. — x.M.H., 3aBenyromuil xupypruueckuM otaeneHueM Ne2 OI'BY «HannonanbHbII
MEIMIMHCKUI HCCIEN0BATENbCKUI LIEHTP TPAHCILUIAHTOJIOTUM M HCKYCCTBEHHBIX OPraHOB HMMEHU
akagemuka B.M.11lymakoBa»

HamazoBa-bapanoBa JI.C. - akagemuk PAH, mpodeccop, n.m.H., Ilpesugent Coroza menuatpon
Poccun; mact-npesuneat EPA/UNEPSA; pykoBoautens HUW nenuatpun u 0XpaHbl 310pOBbs JeTei
HKI[ Ne2 ®I'BHY «PHIIX um.akan.b.B.IletpoBckoroy», 3aBenyromias kadeapoil (akyibTeTCKOU
neauatpun MHctutyra MmarepunctBa u aerctBa ®I'AOY BO «PHUMY wum. H.M. Ilmporosar»
Munszapasa Poccun (IluporoBckuii YHHUBEpCUTET), TJIaBHBIM BHEIUTATHBIA JETCKUNA CHEIHAIUCT 1O
npodunaktudeckoir Meaunrae Munzapasa Poccun

OBcankuna E.C. — nm.H., mpodeccop, pyKoBOAHUTENh AETCKO-TOApocTKoBoro otaena GI'BHY
«enTtpansubiii HUU TyOepkynesa», 3aciyxeHHbli Bpay PO

OmunaeBa H.J. - mpodeccop, a.m.H., aupekrop I'BY3 M3 MO «HayuHo-uccienoBaTenbCcKuit
KIMHUYECKUH MHCTUTYT AEeTCTBA MUHUCTEPCTBA 3paBOOXpaHeHUss MOCKOBCKOM 001acTu», TIaBHBIN

neauatp MockoBcKoi o0mactu
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OpaoB A.B. — K.M.H., 3aB. OTJEJICHHEM IyJIbMOHOJIOTUH, JOLUEHT Kadenpsl MeauaTpud u
neonatosioruu C3I'MY, I'bY3 «/lerckas ropoackas 6onpuuma Cesatoit Onbruny»

ManoBa JI.B. — na.M.H., B.H.c. nercko-noapoctkoBoro otaena PI'BHY «Uenrpanbueii HUNU
TyOepKyJie3a

IMamkeBuu A.A. — Bpau-niyabmonosior, neauatp. CII6 I'bY3 "Jlerckas ropoackas 6onpHUIA CBATOM
Onbru"

MamkoB U. B. — k.M.H., 3aB 3 xupyprudeckum otaeneHueM OI'bY «HanuonanbHbI MEAUIIMHCKUN
HCCIIEA0BATENIbCKUM HEHTP TPAHCIUIAHTOJIOTMU U MCKYCCTBEHHBIX OpraHOB HMEHHM aKaJIeMHUKa
B.N.IlIymakoBarIloseBudyenko E.B. — n.M.H., mpodeccop kadenpbl OHKOJOTHH, T'€MATOJOTHH M
nyudeBo Tepanuu MHcTuTyTa MarepunctBa u nercrea ®I'AOY BO «PHUMY um. H.U. [Tuporosay
MunsznpaBa Poccuu, riiaBHBIM BHEIUTATHBIN JETCKUN CHELUAIUCT IO MAJTIMATUBHOM MEIUIMHCKOMN
oMot Munzapasa Poccun

IMosmkapnoBa C.B. — x.M.H., 3aBeayromas Oakrepuonoruueckoit maboparopueit ['bY3 «'KbNel5
uM.O.M.®unarosa JI3M»

MoasikoB A.B. - un.-kopp. PAH, npodeccop, 1.6.H., 3aB. 1ab6. JJHK-guarnoctukn ®T'BHY MI'HII,
rnaBHbI HayuHblil coTpyanuk sab. JIHK-muarnoctuku ®I'BHY MI'HII, 3aBenyrommii kadeapoii
MoJeKyJsipHO# reHeTrku U OuonHpopmatiku UBu/II10 ®I'bHY MI'HILI, coBeTHUK.

Hoasikos JI.II. — K.M.H., 3aBEIyIOIIHA JETCKUM OTOPUHOJAPUHTOJOTHYECKUM OTIEICHUEM
BeAylMid Hay4yHbld coTpyaHuk PI'BY HanmoHanbHBIN MEOUUIMHCKHAN HCCIIEIOBATEIBCKUI LEHTP
otopunosapunrosornn ®MBA, Poccun, noueHnt kadeapsl otropuHonapunroysorun ®JIIO0 ®T'BOY
BO PHUMY um. H.N.ITuporosa (ITuporoBckuit Y HUBEpCUTET)

MoasikoB C.[I. — mpodeccop, noktop MmeauuuHckux Hayk, ®I'AY «HMUL| 3nopoBesa neteit»
Mun3apasa Poccun, Bpad 1o CIOPTUBHON MEAULIMHE

Penmna C.A. — K.M.H., Bpau-reHETUK, KOHCylIbTaTUBHOE oTAeneHne ®I'BHY «Menuko-reHeTnueckuit
Hay4HbII HeHTp uM. akagemuka H.IT boukoBa»

CBuctymkud B.M. — npodeccop, n1.M.H., nupextop kiuHukn Knunuku bonesneit yxa, ropna u Hoca
OI'AOY BO IlepBoiit MI'MYV um. U.M. CeuenoBa Munzapasa Poccun (CeueHOBCKHIT YHUBEPCUTET),
[JIaBHBIM BHEIITATHBIA oTOopuHONapuHroior llenTpansHoro ®enepanbHoro oxkpyra Poccum, Bpau
BBICIIEH KaTeropuu

CmupnoBa T.I'. — x.M.H. pykoBomutens otaena mukpoduosnorun ®I'BHY «llentpansusiii HUN
TyOepKye3a»

CeaumssinoBa JLLP. - k.M.H., 3aBeAyromias OTAEIOM CTaHAApTU3alUMU M U3YYEHHUS OCHOB
nokaszarenbHol Mmeauuuasl HUW neguatpum n oxpansl 310poBbs aereid HKI Ne2 ®I'BHY «PHIIX

um.akan.b.B.IlerpoBckoro», nomeHT Kadenpsl NeauaTpud H AeTCKoi peBmartoiorun PIAOY
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«IlIepepiii MI'MY um. U.M. CeuenoBa» MunzapaBa Poccun (CedeHOBCKHI YHUBEPCUTET), MOIEHT
kadenpsl GakynpreTcroi neauarpun MucTuTyTa MaTepuncTBa u nerctea ®I'AOY BO «PHUMY uwm.
H.N. Iluporosa» Munzapasa Poccuu (Iluporosckuii Y HUBEpcUTET)

Cembikun C. FO. - k.M.H., 3aBeayromuid otaenenuem neauatpuu, OI'BY «Pocculickas nerckas
KJIMHU4eckas OonpHULIAa» Munznpasa Poccun

CumonoBa O.U. - n.M.H., 3aBenywoomias myibMoHosiornueckuMm otaenenuem DOI'AY «HMUAIL]
30pOBbs neTei» MunsnpaBa Poccun; mpodeccop kadenpsl meanaTpuud U JETCKOW PEBMATOJIOTUU
OI'AOY «lepBoiiit MI'MY um. .M. CeuenoBa» MunsznapaBa Poccun (CeueHOBCKHIT YHUBEPCUTET);
PYKOBOAMTEINb KabuHeTa MykoBHCcIHa03a Mopo3osckoi JII'Kb Nel

CunbkoB J.B. — x.M.H., go1eHT Kadenpsl bomesneir yxa, ropjia u HOca, Bpad BBICIICH KaTCTOPHHU.
Kadenpa bonesneit yxa, ropna u Hoca ®I'AOY BO Ilepeeiit MI'MYVY um. .M. CeuenoBa Mun3ipaBa
Poccun (CeueHOBCKUiT YHUBEPCUTET)

Coanaro JI. I., K.M.H., JOLEHT, AoUEHT Kadenpsl rocnutanbHo Tepanuu MMJ[ ®IAOY BO
PHUMY um.H.M.ITuporosa (ITuporosckuii YHUBEpCUTET), YUEHBIN CEKPETAph HAYYHO-IIPAKTHUYECKOTO
xKypHana «IlynsMoHOIOTUS.

Cunepanckas A. A. - 1.M.H., npodeccop kadeapsl peHTTEHOJIOTUU U PAAUALMOHHON MEAUIINHEI,
[TepBriii CankTt-IleTepOyprckuil rocynapcTBEHHBIH MEAMIIMHCKHM YHHUBEPCUTET MMEHHM aKaJleMHUKa
N.II. ITaBnoBa.

CraBunkas H.B. - 1.M.H., tupextop ®PI'bY "HoBocubupckuii Hay4HO-UCCIIE0BATEIbCKUNA HHCTUTYT
TyOepkyne3a" Munzapasa Poccun

Crenmanenko T. A. - kx.M.H., 3aBenywmomas IyJIbMOHOJOTHYECKUM otTaeneHneM Ne2, CaHKT-
[TerepOyprckoe 'BY3 «I'opoackas mHoronpoduibHas 6oapHUIa Ne 2))

Tapabpun E.A.— 3aBemyromuii kadenpoit rocnutanbHoil xupypruu Ne2 OI'AOY BO Ilepssiit
MI'MY um. .M. Ceuenona (CeueHoBckuil yHHBepcuTeT) Mun3apasa Poccuu, riiaBHbIM BHEIITATHBIN
CHELHUAJIUCT - TOpaKaJIbHBIM XUPYypr JlemapraMeHTa 3ApaBOOXpaHEHHs] Topoja MOCKBBI, TJIaBHBII
topakanbHbIi Xxupypr M3 P® 10 PO, rnaBusiilt Hayunbii cotpyaauk I'bY3 r. Mockssl «HUN CIT
M. H.B. CxnudocoBckoro, TOKTOp METUIIMHCKUX HAYK

YernnoBa H.B. - n1.M.H., Bpau-icuxuarp, OpraHU3aToOp 31paBOOXPAaHEHUS, 3aBEAYIOIIMHM OTIEIOM
COLIMAJIbHOW MEIUaTpUM M OpraHM3allMd MYJIbTHAWCHUIUIMHAPHOTO CONpoBOXAeHusa naered, HUU
neauatpuu U oxpassl 310poBes aered HKI[ Ne 2 ®I'BHY «PHIX um. akan.b.B. IlerpoBckoroy,
I'bY3 «HayyHo-ipakTHYECKHl LIEHTP MNCUXUYECKOrO0 3J0pOBbs JeTed M mnoapoctkoB um. [.E.
Cyxapesoii [I3M».®enoceenko M.B., K.M.H., 3aBelylomIasi OTAEIOM pa3padOTKU HAYYHBIX MOIXOA0B
K UMMYHM3AllU{ TAIUEHTOB C OTKJIOHEHUSIMH B COCTOSIHUM 37I0POBbS U XPOHHUYECKUMHU OOJE3HIMH,

BEAYUINI HAay4yHBIA COTpYIHUK, Bpau-nenuarp HUW nennarpun n oxpansl 310poBbs aereid HKI[ Ne2
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OI'BHY «PHIIX wum. akaa. b.B.IlerpoBckoro», moreHT kadeapbl (HaKyIbTETCKON IeauaTpuu
Wuctutyra marepunctsa u aercrsa ®I'AOY BO «PHUMY um. H.U. [Tuporosa» Munsnpasa Poccuu
(ITuporosckuit Yuusepcurer), uineH Coro3a neauarpoB Poccun

®ypman E.I' - unen-koppecnonaentr PAH, npodeccop, 3aBenyronuii kadenpoit GpaxynbTeTCKONH U
TOCIIUTAIBHOM I€UaTpUM, MNPOpekTop Mo Hayke [lepMckuil TrocynapCTBEHHBIM MEIULIMHCKUN
yauepcuteT (II'MY) um. akanemuka E. A. Baruepa

HupyasaukoBa O. M. — 1.M.H., npodeccop Kadeapsl TPaHCIUIAHTOIOTHH U UCKYCCTBEHHBIX OPTaHOB
[TepBoro MocCKOBCKOT0 TOCYJapCTBEHHOTO MEIMIIMHCKOTO YHUBEpcuTeTa nMeHu N.M.CeueHnoBa
Yeprammua U.B. n1.M.H., ®I'BY «JleTcknii HaydHO-KIMHUYECKHH IEHTP WHOEKIIMOHHBIX O0JIe3HEH
OMFBA Poccuny, 3aBenyroiias OTACICHUEM MEIUIIMHCKON peaduauTanuu

Yepmenckuit A.I'. — k.M.H., crapmunii HayuHslil cotpyaauk HUU nynemononorun HKUL[, ®I'BOY
BO TICII6 I'MY umenu akanemuka H.I1.ITaBnoa Munsnpasa Poccun

Yepuyxa M. FO. - nm.H., 3aBeayromuii jaboparopueil MOJNEKYISIPHOH SHUAEMHUOIOTHH
rociiutasibHbIX HHpekunit, OI'BY «HanumonanbHbI MCCIEA0BATENBCKUN IEHTP SIMUJIEMUOJIOTUU U
MHUKPOOHOJIOTMY UMEHH 1oveTHoro akagemuka H.®. 'amanen» Munsnpasa Poccun

Yepubix B.B. — A.M.H., T.H.C., 3aBeAYIOIUI a0OpPATOPHUU TEHETHKU HAPYIIEHUN PEnpoayKIHH
OI'bHY «Menuko-reneTnuecknii HaydHblid HeHTp uM. akagemuka H.IT boukoBa»

Maapuna B.B. - x.M.H., 3aBeAyIOMMA OT/IEJIOM HACJIEICTBEHHBIX W META0OJIMUYECKUX 3a00JIeBaHHI
I'bY3 M3 MO «Hay4yHo-HuCCneqoBaTeNbCKUN KIMHUYECKUA HMHCTUTYT JeTcTBa MuHHCTEpCTBA
3/IpaBoOXpaHeHnss MOCKOBCKOW 00JacTH», BEAYIIMH HAaydyHBIH COTPYIHUK HAayYHO-KIMHHYECKOTO
ornena MykoBucuunoza GI'BHY «Menuko-renetnyeckuii Hay4yHblii LEeHTp HMM. akagemuka H.II
BbouxoBa» MunoOpnayku Poccun

Hlepman B.JI. - Kk.M.H., BeAylmUid HAyYHbId COTPYAHUK HAYYHO-KJIMHUYECKOTO OTIENa
MYKOBUCIM/I032a ¥ JOLEHT Kadenapsl ['eHetukn OosesHed apixarenbHOR cucrtembl MHcTHTyTa
BBICIIETO0 U JONOJHHUTEIbHOTO npodeccruonansHoro odpasosanuss ®I'BHY «Menuko-reHeTndeckuii
HayyHbli 1eHTp uM. akajgemuka H.II boukoBa» MunoOpnayku Poccum, unen pabGouel Tpymniibl
AKCIIEPTOB 0 HEOHATaIbHOMY CKpUHHUHTY EBponelickoro obmiecta no mykosucuuo3y (ECFS)
ImymkoBa I'.JI. — K.M.H., HayuHbIi COTpyAHHMK nabGoparopun MykoBucuugoza OI'bBY HUU
nyaeMoHosiorud ®MBA Poccun.

IMaruna O.A. — 1.M.H., JIOUEHT, BeIylUi Hay4dHbId cOoTpyaHUK jaboparopun JIHK-amarnoctukw,
3aBeAyrolas JabopaTopueid, Bpau-1ad0paTOPHBIN TeHETHK J1A00paTOPHH MOJICKYISIPHO-TEHETUUECKOU
JMAarHOCTHKH, 3aBeayromas kadeapoil MoiekyssipHoi reHetukn u OuomHpopmatukn DI'BHY

«Menuko-reHeTHYecKuii Hay4dHbIi 1eHTp uM. akagemuka H.IT BoukoBa» MunoOpnayku Poccun
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IMamos H. ®., x.M.H., BeAyMil Bpad-AeTCKUH XUPYPT IETCKOW CIYKOBI TOpaKoadIOMHUHAIBLHOMN
XUPYPTUU M SKCTPEHHOW XHMPYprudeckoil momou MiapbHHCKON OONBHUIBI, Bpad-AETCKHA XHPYPT

JleTckoil 0061acTHOM KITMHUYECKON OONBbHUIIBI T. TBEph

Asmopbl noomeepaicoarom omcymcemeue QUHAHCOB0U NOOOEPIHCKU/KOHDAUKMA UHMEPeCO8, KOMOPblL

HeobXo0uMo 0O6Hapoooeams.
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IIpunoxenue A2. MeTon0J10rusi pa3padoTKku KIMHUYECKUX PeKOMeHAAIuil

IleneBasi ayauTOpHs JAHHBIX KIMHUYECKHUX PEKOMEHIALMIl:
e Bpauu-nyJabMOHOJIOTH
e Bpauu-niequarpsl
e Bpauu o6uieii BpaueOHON MPaKTUKHU (CeMeHbIe Bpayn)
e Bpauu-reneruku
e Bpauu ajuieprojaoru-uMMyHOJIOTH
e Bpaun-ractposnreposioru
e Bpaun-3HIOKPUHOJIOTH
e Bpauu—nueronoru
e Bpaun-oTopuHOIAPUHTOJIOTH
e Bpauu — cypnonoru - OoTOpMHOJIAPUHTOJIOTH
e Bpauu no seue6HON (uU3KyIbType (WK Bpauyd MO MEIUIMHCKON peaOMIMTaluu, UIM Bpaunu—
¢u3noTepaneBThl, WIM CHEHUATUCTBI C BBICIIUM (HEMEAMLMHCKUM) 00pa3oBaHUEM
(MHCTPYKTOPBI—METOAUCTBl IO JIe4eOHOM (U3KYNbTYpe, WU CHEHUAIUCTBl CO CPETHUM
npodeccuoHalbHBIM ~ (MEIUIMHCKUM)  O0pa3oBaHWEM  (MHCTPYKTOpPHI 1O  Jie4eOHOMH
(GU3KYIBTYpE, MEIUIIHCKUE CECTPBI IO MACCAKY, METUIIUHCKUE CECTPHI 10 (DHU3HOTEPAIIHH)).
e Bpaun pyHKIMOHANBHON IUMarHOCTUKU
e Bpauu —akymeprl-ruHeKoI0ru
e Bpauu — yposoru
e Bpauu - gerckue yponoru-aHapoaoru
e Bpauu — xapauonoru
e Bpauu — nerckue kapauoI0TU
e Bpauu no naymmaTUBHON MEIUIIMHCKON TOMOIIA
e Crynentsl MenuIHCKUX BY30B
e OOyuaroluecs B OpAMHAType U UHTEPHATYpe
Metoabl, HCIIO/Ib30BaHHBIE 1JIs1 COOpPa/celeKIINH J0KA3aTeIbCTB:
MIOUCK B AJIEKTPOHHBIX 0a3ax JaHHBIX.
Onucanue MeTO10B, HCNOJIb30BAHHBIX /ISl cO0OpPa/ceIeKINHU J10Ka3aTeNbCTB:
JIOKa3aTeIbHOW  0a30M  JuIsi  pEeKOMEHJAMil  SBISIOTCS  MyOJIMKalMK, BOIIEIIINE B
Kokpanosckyto 6ubnunoreky, 60a3sl ganasix EMBASE u MEDLINE. ['mybuna noucka cocrapisiia 5

JICT.
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MeTtoabl, HCIOJL30BAHHBIE ISl OLEHKH KAYeCTBAa M CHJIBI JI0KA3aTeJIbLCTB:
. KoHceHcyc akcnepToB;
) OlnieHKa 3HAYUMOCTH B COOTBETCTBUU C PEUTUHIOBOM CXEMOM.

Tabmuua 37. Ilkama omeHku ypoBHeH mocToBepHOcTH jgokaszatenseTB (YJ) mms meromoB
JMAarHOCTUKY (JIMAarHOCTHYSCKUX BMEIIATEIILCTB)

Y I/1|PactundpoBka

CucremaTuueckre 0030pbl UCCIEIOBAaHUI C KOHTPOJIEM pedepeHCHBIM METOAO0M WIIH
1. |cucremarmueckuil 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN C TPUMEHECHHEM
MeTa-aHalIn3a

OT,I[GJ'IBHHC HCCIICO0BAaHUA C KOHTPOJIEM pe(i)epeHCHBIM METOJ0M HJIN OTACIBHBIC
PAHIOMHU3UPOBAHHBIC KIIMHUYCCKHUEC UCCIICAOBAHUA U CUCTCMATUYCCKHUC O630pI)I HCCIICOBAHMIA
JIF000T0 I[HSaﬁHa, 3a UCKIIIOYCHUEM PAHJOMU3HUPOBAHHBIX KIMHUYCCKUX I/ICCHG,Z[OBaHPlﬁ, C
[MIPUMCHCHUCM MCTAa-aHaJI3a

HccnenoBanust 6e3 MOCIEA0BATEIFHOTO KOHTPOJIS pe)epeHCHBIM METOJOM WIIN MCCIIeIOBAHUS C
3. |[pedepeHCHBIM METOAO0M, HE SIBJISIOIIUMCS HE3aBUCUMBIM OT UCCIIEyeMOT0 METOa UITU
HEpaHIOMHU3UPOBAHHBIC CPABHUTEIILHBIE UCCIICIOBAHUS, B TOM YHCJIE KOTOPTHBIE UCCIICIOBAHUS

4, HeCpaBHI/ITGHBHHC HCCJIICAOBAHUS, OITMCAHUC KIIMHUYCCKOTO CJIydas

5. Mmeercst aumb 000CHOBaHHE MEXaHU3Ma ILCIZCTBHH HJIM MHCHHEC SKCIICPTOB

Tabmuma 38. Illkama oOmEHKH ypOBHEH JOCTOBepHOCTH jaokasarenbctB (VIJI) mms MeTomoB
npodUIaKTUKY, JIedeHHs W peabwmurtanuu (MpoPUIAKTHICCKUX, JICYCOHBIX, peaOHITUTAIIHOHHBIX
BMEIIATEIIbCTB)

Y II[PacungpoBka

1 CucreMaTH4ecKuii 0030p paHIOMH3UPOBAHHBIX KIMHHYECKHUX HCCIICIOBAHUN C PUMEHEHUEM
" |Mera-aHaJM3a

OT)IGJ'II)HI)IG PAHIOMHU3UPOBAHHBIC KIIMHUYCCKUEC UCCICAOBAHNA U CUCTEMATUYCCKHEC 0630pBI
2. I/ICCJ'ICI[OBaHI/II\/‘I 11000r0 nnzaﬁHa, 34 UCKIIFOUCHUCM PaHAOMHU3HUPOBAHHBIX KIMHUYCCKUX
I/ICCJ'ICIIOBaHI/II\/’I, C IPpUMCHCHHUECM METa-aHalin3a

3. HepaHHOMI/I?;I/IpOBaHHI)Ie CPaBHUTCIIBHBIC UCCIICAOBAHMA, B TOM YHCJIC KOTOPTHBIC UCCICIOBAHUSA

HecpaBHUTENbHBIE HCCIIEIOBAHMS, OTUCAHUE KIIMHUYECKOTO CiIyvasi MJIM CEPUH CIIy4aesB,
HCCIIeIOBaHKeE "'CIlyqaii-KOHTPOJIb"

MMmeeTcst auIbs 000CHOBaHUE MEXaHH3Ma I[Gf/iCTBHS[ BMEIIAaTCIILCTBA (I[OKJ'II/IHI/I‘IGCKI/IC
I/ICCJ'IC,Z[OBaHI/IH) HJIM MHCHUEC SKCIICPTOB

Tabmuma 39. Illkana omeHku ypoBHeW yOemuTenbHOCTH pekomennparmii (YVYP) mis meromos
npoUIAKTUKY, TUATHOCTUKH, JieueHHs W peabmimtanuu (MpoQuiIakTHYECKHX, JTUarHOCTHYECKHUX,
JIe4eOHbBIX, peaOMIINTAIIMOHHBIX BMEIIATEILCTB)

YVYP|PacingpoBka

CunbHast peKkoMeHaIus (Bce paccMaTpruBaeMble KpUTEPHH dPGEKTUBHOCTH (MCXOJIBI) SIBISIOTCS
A [BaXXHBIMH, BCE UCCJIEIOBAHUS UMEIOT BBICOKOE WU YAOBIETBOPUTEIHHOE METOOJIOTHYECKOE
KaueCTBO, X BBIBOJBI 110 MHTEPECYIOIIMM UCXO0JIaM SIBJISIIOTCS COIVIACOBAHHBIMH)

Y cioBHas pekoMeHaus (He Bce paccMaTpuBaeMble Kputepuu 3¢ (HEeKTUBHOCTH (MCXOIbI)
SIBJIIIOTCSI BA)KHBIMM, HE BCE MCCIIEA0BAaHUS UMEIOT BBICOKOE WIIN YJIOBIETBOPUTEIBHOE
METOJI0JIOTUYECKOE KaueCTBO M/UIIM UX BBIBOJIBI 10 MHTEPECYIOIIUM UCXOAAM HE SBJISIOTCS
COTJIaCOBAaHHBIMMU)
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Cnabas pexomennanus (OTCyTCTBHE JOKa3aTeNIbCTB HaJUIEkKAIIEero KauecTBa (Bce
paccMmarpuBaeMbie Kputepun 3 HEKTHBHOCTH (MCXO/IbI) SIBISIOTCS HEBAKHBIMU, BCE
HCCIIEIOBAHUS UMEIOT HU3KOE METOA0JOIMYECKOE KaYECTBO U UX BBIBOJIBI 110 HUHTEPECYIOLIUM
MCXO0/1aM HE SBJISIFOTCS COTJIACOBAHHBIMHU )

MeToabl, MCTIOJIBL30BAaHHBbIE /IJISl AHAJIN3A I0KA3aTeJIbCTB:

. O0630pbI ONTyOITMKOBAHHBIX METa-aHAIIN30B;

o CucremaTtnueckue 00630psI ¢ TAOIUIIAMH JT0KA3aTEIbCTB.
Onucanue MeTO10B, MCNOJb30BAHHBIX /IVISl AHAJIH3A 10KA3aTeJIbCTB:

[Tpu orOope myOIUKaUKi Kak NOTEHIUAIBHBIX UCTOYHUKOB JJOKA3aTeNIbCTB HCIIOIb30BAaHHAS B
KKIOM HCCIEIOBAaHUU METOJIOJIOTHSI M3Yy4aeTcsi Uil TOro, YTOObl YOeAUTbCs B €€ BaJHIHOCTH.
Pesynbrar n3ydeHus BIMSET HA YPOBEHb JTOKA3aTEIbCTB, MPUCBAUBAEMBIN MTyOIMKAIIMH, YTO, B CBOIO
ouepeib, BIMSICT Ha CUITY BBITEKAIOIIUX U3 HEEe PEKOMEHIAIUH.

Ha mporecce olleHKH, HECOMHEHHO, MOKET CKa3bIBaThCS M CyOBEKTUBHBIN (axTtop. [lns
MUHUMU3ALUN [TOTEHIMAIBHBIX OIIMOOK Ka)JI0€ HCCIENOBAaHHE OLIEHWBAJIOCh HE3aBUCHMO, T.€. 1O
MEHBIIIeH Mepe BYMsl HE3aBHCUMBIMH YjieHamu pabodeil rpynmnbl. Kakue-nubo pa3inuuus B OIEHKaX
00CYXKIQINCh YK€ BCEH TPYIION B TIOJHOM cocTaBe. [Ipy HEBO3MOXHOCTH JOCTHKCHHSI KOHCEHCYCa
MIPUBJIEKAJICS HE3aBUCUMBIHN IKCIIEPT.

Tadauubl 10KA3aTEJILCTB:

TabmuIrel JOKa3aTENbCTB 3aMONMHITUCH YeHAMH pabodeil rpyibl.
MeTtoabl, MCTIOJIL30BaHHBbIE s GOPMYJIMPOBAHUS PEKOMEHIALMIA:

KoHceHcyc 3kcnepToB.

JKOHOMHMYECKHUI aHAIU3:

AHanu3 CTOMMOCTH HE TPOBOAMICS U NyOnukamuu 1o  (HapMaKOIKOHOMHUKE He

aHaAJIM3UPOBAIUCE.
MeToa BaiuaAu3aMU PEKOMEH1aluii:

. BremHss skcnepTHas OLEHKA;

o BnyTpeHHss 3KkcniepTHas OlICHKaA.
Onucanue MeToa BAJIMIM3ALMN PeKOMEHIALMIi:

Hacrosiue pekoMeHaaiy B mpeaBapuTeIbHON Bepcuy ObUIH PelIeH3UPOBaHbl HE3aBUCUMBIMU
JKCMEePTaMU, KOTOPBIX MOMPOCUIIN TPOKOMMEHTUPOBATH MIPEXK]IE BCETO TO, HACKOIbKO MHTEPIPETALIMS
JIOKA3aTeNIbCTB, JISKAIINX B OCHOBE PEKOMEHIAIHH, IOCTYITHA ISl TOHMMAaHUSI.

[Tomy4eHbI KOMMEHTAPUHU CO CTOPOHBI Bpaueil MEPBUYHOTO 3B€HA B OTHOIICHUU JIOXOTIMBOCTH
W3IIOKEHUST PEeKOMEHJAIMA M WX OIICHKHM BaKHOCTH PEKOMEHIAlMii Kak pabodero MHCTPYMEHTa

IMOBCEIHEBHOM IMPAaKTHUKH.
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[IpenBaputenbHas Bepcus Oblla Tak)Ke HAIpaBieHa PELEH3EHTY, HE HMEKIIeMY
MCIUITUHCKOT'O 06pa3013aH1/151, JUUIA HOJIY‘-IQHI/ISI KOMMeHTapI/IeB C TOUKH 3peHI/I$I HepCHeKTI/IB ITalIgIuCHTOB.
KomMmeHTapuu, moydeHHBIE OT YKCIIEPTOB, TIIATEIHHO CUCTEMATH3UPOBATIUCH U 00CYKIAINChH
npejacenareneM U YieHaMu padoueid rpymmbl. Kakapiii yHKT 00CY»XaJIcsi, 1 BHOCUMBIC B PE3yJIbTaTe
ATOTO WM3MEHEHUS B PEKOMEHIAIMH PErUCTPUPOBANIKMCH. EcCiaM ke M3MEHEHUsT HE BHOCHUIIUCH, TO
peFI/ICTpI/IpOBaJII/ICb HpI/I‘-II/IHbI OTKa3a OT BHCCCHUA H3M€H€HPII>1.
KoHcyabTanus u 3KCHepTHAS OLEHKA:

[TpoekT pekoMeHIanuii OB PEIEH3UPOBAH HE3aBUCUMBIMH IKCIIEPTAMU, KOTOPBIX MOMPOCHIIH
MIPOKOMMEHTHPOBATh, TMPEXKAEC BCEr0, MOXOTYMBOCTh M TOYHOCTh HHTEPIPETAMH JOKa3aTeIbHOU
0a3bl, JIeXKAIIel B OCHOBE PCKOMEHTAITUH.

PaGouas rpynna:

Jlns OKOHYATENBbHOM pPENaKIUU ¢ KOHTPOJS KayecTBa PEKOMEHAAIMH OBbUIM ITOBTOPHO
MIPOaHATM3UPOBAHBI WieHAMU paboydeil rpymibl, KOTOPbIE MPHUIILIK K 3aKII0YEHUIO, YTO BCE 3aMeUaHus
158 KOMMCHTapI/II/I BKCHepTOB HpI/IHSITI)I BO BHUMAHUC, pI/ICK CUCTEMATNUYCCKUX OHII/I6OK HpI/I pa3pa60TKe
PEKOMEHJALINI CBEJIEH K MUHHUMYMY.

Iopsinok 00HOBJIEHHUS KIMHUYECKUX PEKOMEHIalMId.

Mexanu3m OOHOBJICHHSI KIMHUYECKMX PEKOMEHIAIMi MpeaycMaTpUBaeT HX CHUCTEMATHUYECKYIO
aKTyaJ'II/I3aHI/IIO — HEC pe>1<e M OJIUH pa3 B TpI/I roga, a TakxXe HpI/I IIOSIBJICHUN HOBBIX HJAHHBIX C
IIO3UIINU I[OKaSaTGHLHOﬁ MCIOUIIUHBI I10 BOHpOCElM JAUAardHOoCTUKH, JICUCHUS, HpO(l)I/IJ'IaKTI/IKI/I nu
peabunuTa KOHKPETHBIX 3a00JIeBaHU, HATUYMKU 00OCHOBAHHBIX JOMOIHEHUI/3aMeYaHnii K paHee

yrBepkaEHHbIM KP, HO He yamie 1 pa3a B 6 mecs1ieB.
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lexmome}me A3. CHpaBO‘IHbIe MaTepualbl, BRKJIKOYasi COOTBETCTBUE NOKAa3aHUuM K
NMPUMEHCHNTIO U HpOTHBOHOKaSaHI/Iﬁ, crnocoooB NMPUMEHECHUSA U 103 JICKAPCTBCHHBIX

NMpenaparoB, HHCTPYKIHMH M0 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 Npenapara

HOpﬂHKI/I OKAa3aHUA MeJIUIMHCKOI MOMOIIM:

1. Tlpuka3 MuHucrtepcTBa 31paBoOXpaHEHHs U collMaibHOro pa3Butus P® ot 16 anpens 2012 .

N 366H "O06 yrBepxkaennu [lopsiaka okazaHus neauaTpuaeckoi momonu"

2. Ilpuka3z MunuctepctBa 3apaBooxpaneHus PO «O06 yreepxaennu [lopsaka okazaHus

MGHHHHHCKOﬁ oMo 0OJIBHBIM C BPOXKACHHBIMU 1 (I/IJII/I) HaCJICACTBCHHBIMU

3a0omeBanuaMuy oT 21.04.2022 Ne 274u

HNudopmanus o JekapcTBeHHbIX cpeacTax: https://grls.rosminzdrav.ru/

OcHOBHbIE HOPMATHBHO-NPABOBbIE AKThI, PeryJIMpYyIolIe OKa3aHue

NaJJINAaTUBHOI MeIUIIUHCKOMH MOMOIIH

1.

®enepanbublii 3akoH "O BHeceHHH n3MeHeHUH B DenepanbHbiii 3ak0H "OO OCHOBaX OXpaHbI
310poBbsi IpaxjaaH B Poccuiickoit @Penepanuu" mo BompocaMm oOKa3aHMs MNalJIMaTUBHON
meauirHckor nomotu" ot 06.03.2019 Ne 18-P3.

[Tpuxaz MunsgpaBa Poccun Ne 208n, Muntpyna Poccum Ne243n ot 14.04.2025 «O6
YTBEPKACHUU TMOJOXKEHHUSI 00 OpraHM3alMy OKa3aHUs MaJUIMaTUBHON MEIMLMHCKON MOMOIIH,
BKJIIOUAs MOPSIOK B3aUMOAECHCTBHSA MEIMIMHCKUX OPraHU3alliid, OpraHu3aluil COLUAIBHOIO
OOCITy’)KUBaHUsI U OOILECTBEHHBIX OOBEAMHEHHMH, HMHBIX HEKOMMEpPYECKHUX OpraHu3aluil,

OCYILECTBIISIOLINX CBOIO AESITEIBHOCTD B C(hepe OXPaHbI 3J0POBbS».

[Tpuka3 MunszapaBa Poccun Ne 398 ot 9 wmrons 2025 roma «OO06 yTBepKIEHHM MMEPEUHS
MEAMIMHCKUX W3AEIUM, IPEeIHAa3HAYCHHBIX Ui MOAJAEP)KaHNUsS OPTaHOB U CUCTEM OpraHu3Ma
YyeJioBeKa, MPEJOCTaBIsIEMBIX MAllMEHTY MPU OKa3aHUM NaJJIMaTUBHOW MEAMIIMHCKOW MOMOIIN
JUI UCTIOJIb30BaHUS HA IOMY».

ITpuka3z Munsnpaa Poccun Ne 505H ot 10 mrons 2019 roma «O6 yrBepxaenun Ilopsika
nepegayd OT MEAWIUHCKOW OpraHu3alMyd MalueHTy (€ro 3aKOHHOMY MpPEJCTaBUTEINO)
MEAUIMHCKUX W3AeNuil, MpeJHa3HAaueHHbIX JUIs HojAepkaHus (YHKIMH OpraHoB M CHCTEM
OpraHM3Ma 4YeJIOBeKa, JJIs KCIOJb30BaHUS Ha JOMYy IIpU OKa3aHWU MaJUIMAaTHBHOMN

MEIUIIMHCKOM ITOMOIITH.

Hpoqne HOPMATHUBHO-NIPABOBbI€ NOKYMEHTBI, ¢ YY€TOM KOTOPbLIX pa3p360TaHbl KIMHHUYECKHE

PE€KOMEHIAUA:
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1. ®enepanbubiii 3ak0H oT 30.03.1999 N 52-®3 "O caHUTapHO-APIUAECMHUOJIOTHYECKOM OJIaromnoaydnun

nacenenus" (Cobpanue 3akonomarensctBa Poccuiickoit @enepanuu, N 14, ct. 1650; 2002, N 1 (4. I),
ct. 2; 2003, N 2, c1. 167; N 27 (1. I), ct. 2700; 2004, N 35, ct. 3607; 2005, N 19, ct. 1752; 2006, N 1,
cr. 10; 2007, N 1 (u. 1), ct. 21, 29; N 27, ct. 3213; N 46, ct. 5554; N 49, ct. 6070; 2008, N 24, cr.
2801; N 29 (u. I), cT. 3418);

2.

10.

11.

@Oenepanbubiii 3akoH 0T 21 HOA0ps 2011 1. Ne 323-®3 «O06 ocHOBax OXpaHbl 3A0POBbS
rpaxnan B Poccuiickoii @enepanun» (CoOpanue 3akoHomarenscTBa Poccuiickoit deneparumy,
2011 r., Ne 48, cT. 6724);

MexnynaponHas kiaccudukanusi 0ojie3HEeW, TpaBM U COCTOSIHMM, BIMSIOIIUX Ha 370POBbHE

(MKB — 10);

. TOCT P 52600 -2006 «IIpotokomnbl Berenus OonbHbIX. OOmme mnonoxenus» ([Ipukas

®denepanbHOro areHTCTBa M0 TEXHUYECKOMY PEeryaupoBaHuio U Metposioruu oT 05.12.2006 Ne
288);

[Tpuxaz M3 P® ot 19 suBapst 1995r. Ne 8 O pa3BUTUH U COBEPLIEHCTBOBAHUM JESATEIbHOCTH
nabopaTopuil KIMHUYECKOH MHUKPOOHONOTHH (OaKTEPHOIOTHU) JedeOHO-TIPOGUIAKTHUECKIX
YUpEKIACHUM.

[Tpuxa3z M3 P® ot 20 nexadbps 2012r. Ne 11831 O6 yTBep>kKaIeHUM HOMEHKIATYPbI JOIKHOCTEH

MEAMIMHCKUX Pa0OTHUKOB U (hapMalieBTUUECKUX paOOTHHUKOB.

. Ipuxaz M3 P® or 23 wuronsg 2010 r. Ne 541n. Enunblii KBadu(pUKAMOHHBINA CIPAaBOYHUK

JOJDKHOCTEH PYKOBOAMTENEH, CHEUMaIMCTOB M CchyXammx, paszznen KsamudukaimoHHble
XapaKTEePUCTHKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpPaHEHUS.
CanlluH 2.1.3.2630-10 "CaHuTapHO-3IHMIEMHUOJIOTHUYECKUE TpPeOOBaHUS K OpraHU3alMsIM,
OCYIIECTBIISIOIIUM MEIUIMHCKYIO JESTENbHOCTD"
MP 4.2.0114-16 Meronsl KoHTpojds. buonorndeckne u MUKpOOMOJIOrHMUYECKHE (HaKTOPHI.
JlabopaTropHass TUAarHOCTHKa BHEOOJPHUYHON MHEBMOHHUU IMHEBMOKOKKOBOHW »THOJOTHH. MP
M3 PC®CP or 19.12.1991. Meroasl OakTEpHOIOTHUUECKOTO HWCCIAEAOBAHUS YCIOBHO-
MaTOT€HHBIX MUKPOOPTaHU3MOB B KIIMHUYECKOW MUKPOOHOIOTUU

®enepanbHblil 3aK0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHuM U3MeHEeHU B cTratbio 40
®enepanbHoro 3akoHa "OO o00s3aTeNbHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoii
Oenepannn" u denepanpHbiii 3akoH "OO0 0OCHOBAaX OXpaHbI 3/I0POBbs Tpaxaad B Poccuiickoii
®enepanun’ 1Mo BOMPOCAM KIMHUYECKUX PEKOMEHAAIUI.

[Tpukaz MwunzapaBa Poccum Ne 103m ot 28.02.2019 1. «O6 yTBepkACHHM TOpSAIKA U

CpOKOB pa3pa60TI<H KIIMHUYCCKUX peKOMCHﬂaHHﬁ, HX M[CpeCMOTpa, TUIIOBOM (I)OpMBI
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KIIMHUYECKUX PEKOMEHJAIMii u TpeOoBaHMH K UX CTPYKType, COCTaBy U Hay4YHOU
000CHOBAaHHOCTH BKJIFOYaeMOH B KIIMHMYECKHE PEKOMEHIAIINN HH(pOpMAITHm.

12.  Ilpuka3 MunznpaBa Poccun ot 13.10.2017 N 804n "OO6 yTBEep)XKICHHMM HOMEHKJIATYPHI
MEJIUIIUHCKUX yCIyr".

13. IIpuka3 MuHucrepcTBa Tpy/Ja 1 coraibHoM 3anuThl PO ot 27 aBrycra 2019 r. n 5851 "O
KIIACCU(UKALUAX U KPUTEPHUAX, UCHOIB3YEMBIX IMPHU OCYHIECCTBICHUU MEIUKO-COIHATBLHOM
OKCIEPTHU3Bl TPAXKIAAH  (PEeACPATBHBIMU  TOCYJAPCTBCHHBIMU  YUPEKICHUSMHU  MEIUKO-
ColLMaNIbHOM dKcnepTu3sl” (BeTymaeT B cuity ¢ 1 suBapst 2020 roma);

14.  TIlpuka3z Munsnpasa Poccuu ot 24 Hos0ps 2021 r. Ne1094n «O6 yrBepxkaenuu Ilopsiaka
HA3HAYCHMS JICKAPCTBEHHBIX MperaparoB, GOpM pPElenTypHBIX OJIAHKOB HA JICKAPCTBEHHBIC
nperapatsl, [lopsiaka opopMileHHS YKa3aHHBIX OJJAHKOB, MX yYeTa U XpaHeHUs, GopM OJIAHKOB
PELEeNTOB, COJAEPXKAIIUX Ha3HAYEHHE HAPKOTUYECKUX CPEJICTB WJIM TCUXOTPOIHBIX BEUIECTB,
[Topsinka WX H3rOTOBJICHUSA, paclpeieNieHUs, PEerucTpaluy, ydyera W XpaHEHHUs, a TaKxKe

[TpaBun opopmiieHHs OTaHKOB PEIETITOB, B TOM YHCIIE B (POPME FIEKTPOHHBIX TOKYMEHTOB)

15. Ilpukaz MWUHUCTEPCTBO 3APAaBOOXPAHCHHS M COIMAIBHOTO pa3BUTHA Poccuiickoit
Oenepann «O mopsaKe MTPUMEHEHUS JIEKaPCTBEHHBIX CPEACTB Y OOJBHBIX MO KU3HEHHBIM
nokazaHusiMm» ot 9 asrycra 2005 r. Ne 494

16. Hudopmanmonnoe nmucbMo MuH3paBa Poccnn mo BO3MOKHOCTH 3aKYIIKH JIEKAPCTBEHHOTO
npenapara 1o TOProBOMY HauMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

17. Tlepeuenp crienuanu3upOBAaHHBIX MPOAYKTOB JIEYEOHOrO MUTAHUS JJIs JeTeH-NHBAIUI0B Ha
2024 ron, Pacnopsixenue IIpaBurensctBa Poccuiickoit @eneparuu ot 11.12.2023 Ne3551-p (B
penakmuu ot 23.01.2025)

Ilpumepwt ouaznoszos:

—Kucmosnwiii  ¢pubpo3 noodoicenyoounou icenesvl (Mykogucyuooz — FE84.0) [eenmomun
F508del/F508del], nézouno-xuweunas ¢gpopma, cpeonemsoicenoe meyenue. XpoHuueckuili OpOHXUM.
Ivixamenvuass  nedocmamounocms  0-1  cmenenu. Xponuueckas un@pexyus  Ps.aeruginosa.
Xponuueckasi naHkpeamuueckas HeO0OCMamouyHocms, madxcenas cmenenb. OmcmasaHue 8
Gusuuecxom pazsumuu. bBOH 2cm. ¢ 20222 nonyuaem usaxagpmop+mesaxagpmop + snexcaxagpmop u

usakaghmop
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— Kucmosnwiti ¢pubpos (mykosucyuooz — E84.8) [cenomun: 2143delT/ F508del/, recouno-
Kuweynas gopma, maxcénoe meuenue. Xpounuueckuu oughg@ysuuiii opouxum. Pacnpocmpanénuvie
yunuHopudeckue OPOHX0IKMA3bl o0boux nézkux. (ObocmpeHue OPOHXOE20UHO20 Npoyecca No
oponxumuueckomy muny. /lvixamenvHas nedocmamounocms I cmenenu. Xponuueckas umgexyus
Staphylococcus aureus, xponuueckas ungexyus Pseudomonas aeruginosa, Achromobacter ruhlandii
(nepsuunvlll  8bICEB). Xponuueckuti  nOAUNO3HO-2HOUMBIL  naHcuHycum.  Xpouuueckas
NAHKpeamuyecKasl HeooCmamoyHoCmy, msaxcenas cmenenb. Llyooenum. bynvoum.
Heoocmamounocms npuspamuuxa. /[yooenocacmpanvhsiii pegparokc. Anmpanvroiil eacmpum. L{uppos
neuenu (F4 no wwxanre METAVIR - no oOaumnvim @ubposracmomempuu nevenu). Hapywenue

moaepanntHocmu K clroKose.
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IIpunoxenune A3.1. Knaccupukanus acneprusjiesa

Beiaenstor stk cTanuil Annepeuuecko2o 6porxone2ounoco acnepeuniesa (ABJIA)*:

- ocTpas cTaaws,

- pemmuccus,

- oboctpenue,

- I'KC-3aBucumas

- ¢ubdpos.
*y manueHToB ¢ MyKoBUCIHHI030M ABJIA Hepenko MpoTekaeT Kak MEIJICHHO IPOrpeccHpyromiee
3aboJieBaHKe, YKa3aHHbIC CTAUHU BBIICINTH He yaaercs [14,38].

o XpoHnuueckuii acnepeunnes neekux (XAJI)

XpOoHUYECKUH acnepruiies Jerkux — COOpHOe MOHATHE, KOTOPOE BKIIFOYAeT™ *:
- HOAYJIIPHBIM aCIEepruiuies,

- OJMHOYHaM acneprusuioMa,

- XPOHUYECKHUI KaBEPHO3HBIHN acCIEpPIrUiUIEs,

- XpoHHYecKH (HuOpPO3UPYIOLIHi aceprusies,

- MOJOCTPbII MHBA3UBHBIH acriepruuies/
** 'y manMeHToB C MYKOBHCIUI030M XAJl mpoTekaeT NperMyIIECTBEHHO KaK HOMYJISPHBIMI
acmepruiuie3, OMMHOYHAS aCTIePrHyIoMa UITH XPOHHYECKUI KaBepHO3HBIN acnepruiuies [16,17].

e Acmneprusuie3Hblii TpaxeoOpOHXUT
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Ipuiaoxenue A3.2.

Hepequb J'IaﬁOpaTOle)IX H HUHCTPYMEHTAJIBbHBIX

I/ICCJIeIlOBaHI/Iﬁ u KOHch]LTaHl/Iﬁ CIICNNAJINCTOB, OCYHIECTBJIAACMBIX B CPECIHEM

NpU THHAMUAYECKOM HAOJII0IeHUH MAIUEHTOB ¢ MYKOBHCIIMI030M

Taoaumna 40

Bux odciieqoBanus

Ipu
MepBUYHO
M
oOpaieHu
"

IMaHoBBIM
BU3UT
(kaxKable

3 mec.)

Kaknbl
e

6
Mecsie
B

E:xeroano

Kazxnbie 2
roma

I1o moxa3zaHuAM

DKanoOn1, anaMHeE3

+

+

IAHTPOTIOMETPHYECKIE
MCCIICAOBAHUS C OLICHKOM 1O
HpO]_[CHTI/IJ'IBHLIM psmaM nu
ITHHAMUKOM

+

+

KinHnyeckuii ocMOTp

CrinpoMeTpus

(uccnenoBanue
HECTPOBOIIMPOBAHHBIX
MBIXaTeIHHBIX 00BEMOB M IIOTOKOB)

CrimpomeTpusi ¢ Ipoboii ¢
OPOHXOJIUTHKOM
(MccrenoBaHme ABIXaTEIBHBIX
00BEMOB C IPIMEHEHHEM
ITeKapCTBEHHBIX PENapaToB)

BourieTusmorpadus

ITynbcokcumeTpust

+

OOMMi aHaTN3 KPOBU
(OOmmMit (KTMHIYECKWH) aHATH3
KPOBHU Pa3BEPHYTHIN)

buoxumudeckuii aHaIu3 KpOBl/Il
(amanm3 KpoBU OHOXMMHUYECKUI
o01IeTepaneBTUIECKUH,
MICCIIETOBAHNE YPOBHS TIFOKO3HI B
KpOBH)

OpUEHTHPOBOYHOE HCCIIEAOBAHNE
remMocTtasa (Koaryjaorpamma)

+ (110
MMOKa3aHUsM

)

[TepopanbHelii
[IIIOKO30TOJIEPAHTHBIN TECT
(TIT'TT), cyrounoe
MOHUTOPUPOBAHUEC 1“.]'II/IKCMI/II/I:L
(mpoBeneHne
[JIIOKO30TOJIEPAaHTHOTO TECTa,
WCCIIe/IOBAaHNE YPOBHSI TIFOKO3bI B
KpOBH METOJ0OM HEIIPEPBIBHOT'O
MOHUTOPHPOBAHHS)

MuKpOOHOJIOTMYECKHIA aHAIH3
MOKPOTHI

(HauMeHOBaHHUS YCIIYT B
cooTBeTcTBHH ¢ HOoMeHKkatypoit
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MEIUIMHCKUX YCIYT YCIYT CM.
KOMMEHTapUi B paszeine 2.3.
«JlabopaTopHasi TMarHOCTHKA)

Komnponorus
(KOTIPOJIOTHIECKOE MCCIICIOBAHIIC)

OmnpeneneHne akTUBHOCTH

HaHeraTI/I‘leCKOI‘/'I 3jactasbl-1 B

2
KaJIe

+ (mpu
COXpaHHOU
9K30KpUHH

oit
hyHKIIH
[OKETY 0|
YHOU
JKEJIE3BI)

Jnekrpokapauorpadus (OKI)

+

Oxoxapauorpadus (3XO- KI')

+

+

Y3 opraHoB OproITHOM MOJOCTH,
normuieporpadus
(YTBTpa3ByKOBOE MCCIIEIOBAHUE
OpPTraHOB OPIOIITHOM ITOJIOCTH
(KOMIUIEKCHOE), YIBTPa3ByKOBOE
MCClie/IOBaHNE TTIEYCHH,
YIBTPa3BYKOBOE HCCIICIOBAHHE
renaToOMIIIMapHOM 30HBI)

+

(DnacToMeTpus IeueHu

PenTrenorpadus opraHoB TpyaHOM
KIIETKH
(penTreHorpadust JETKuX)

KT opranoB rpyHO# 1oJI0CTH (C 5
UITET WITH 110 TIOKa3aHUsIM)

MarauTHO-pe30HaHCHAs
romorpadust OpraHoOB TPYAHOM
KIICTKH

KT OHII

(c 5 ner)

(komribroTEepHas TOMOrpadus
MpPUIATOYHBIX TTa3yX HOCA,
roprann)*

+ (uepe3 1 rox
[ocJIe Hayaja
TapreTHOM
Tepanun)

MarHuTHO-pEe30HaHCHAS
1
romMorpadusi OKOJIOHOCOBBIX Ma3yX

+

1
OcTeoeHCUTOMETPHS
(peHTreHO ICHCUTOMETPHSI)

AOTOMUHAITEHAS PEHTIeHOTrpadust
(O030pHas peHTreHorpadus
OpPraHoB OPIOIITHOM IMTOJIOCTH)

Ouenka aedpunuTa BATAMUH A
(ompenenenne KOHIIEHTPAIHH
BUTaMHHA A (pEeTHHOJA) B
CHIBOPOTKE KPOBH')

+ (2 paza B rog
Ha QoHe
TapreTHOM
TEpanuu)

Ouenka gedunura BUTaMu D —
(uccnemoanue yposHs 25-OH
BuTamuHa /| B KpoBn)

Ounenka aepunura BUTaMuH E:
(ompenenenue ypoBHEH a-
rokodepoa’ i xolecTeprHa B
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CBIBOPOTKE KPOBH, & TAKIKE MX
COOTHOIIICHWISI)

Orenka nedunura BuramuHa K:

+ (00s3aTeBHO-

Bpada-aKymepa-ruHCKOJiora

(onpezaesneHne MPOTPOMOMHOBOTO nepen

(TpOMOOILTACTHHOBOTO) BpEMEHH B OTIEPATHBHBIM

KPOBHU WJIH B IIa3Me) BMEILATEIbCTBO
M, TIpH

KpPOBOTEYEHUSX)

Ornenka nedunura BuTamuaa K +

(ompenenenue ypoBHst ButamuHa K

B CHIBOPOTKE KPOBH")

Burtamun B12 (onpenenenue + (Bcem

YPOBHSI BUTAMUHA HalyueHTaM ¢

B12(1manoko6anaMrH) B KPOBH) MB ¢

CHUHIIPOMOM
KOPOTKOM

KHIITKH)

[Ipuem (ocMOTp, KOHCYTIBTALHS)

Bpaya-0TOPUHOIAPHHTOJIOTA

(DHIOCKONUS HOCOTJIOTKH +

(sHDOCKOMUYECKast SHAOHA3ATbHAS

[PEBU3HSI TTOJIOCTH HOCA,

HOCOTJIOTKH )

ToHanbHast moporosas +

ayTuoMeTpus (perucTpanys

BBI3BAHHOW OTOAKYyCTHUYECKOM

SMHCCUH U/WIN PErUCTPALHS

KOPOTKOJIATEHTHBIX CITyXOBBIX

BBI3BAHHBIX IMOTEHIIMAIOB, ASSR-

rect)’

[Tpuem (ocMOTp, KOHCYITBTAITHS)

Bpaua-JreTosora

[Ipuem (TecTupoBaHue, +

KOHCYJIbTaIMs1) MEAULIMHCKOTO

[CHXO0JI0Ta

KoHTpOIIb HABBIKOB KHHE3UTEPAIUU

1 MCIIONIb30BAHUS JIBIXaTEIbHBIX

TpeHaXEepPOB ¥ MPHUOOPOB

[Tpuem (ocMOTp, KOHCYITBTAITHS)

Bpaya-racTpoOdHTEPOIIOTa

Dubpo3z0dharoracTpoayo e HOCKOIT +

mst (330(haroracTpo,IyoIeHOCKOIIHS)

[Tprem (0cMOTp, KOHCYIBTALIUS ) +

Bpaya- HJI0KPUHOJIOTA

[Tpuem (0cMOTp, KOHCYJIBTAITNS) +

Bpaya-TPaHCIUIAHTOJIOTa

[Tprem (0cMOTp, KOHCYIBTALIUS) +

Bpada-Kapauoora (Kapauojiora

ITETCKOTO)

[Tpuem (ocMOTp, KOHCYIBTALINS) +

Bpaua-ypoJora (yposora-

QHJPOJIOTa JIETCKOTO)

[Tpuem (0cMOTp, KOHCYJIBTAIINS) +
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Pexomennanuu o JieKapCTBEHHOMY) +
oOecreyeHnio, BHECEHHE
M3MEHEHUI B PETMOHAJIBHBIN
[peecTp IO JIEKapCTBEHHOMY
00eCIIeYeHHIO

["omoBoii srMKpH3 (BBITTACKA TS +
MCD) ¢ pekOMEHAAIUSIMY U
[JIaHOM HAOJIIONEHHUS HA IO
[Toamucanne HHPOPMUPOBAHHOTO +
corjacus ¥ BHECEHHE JaHHBIX
[maleHTa B HallMOHAIbHBIN
[PETUCTP

[Ipumeuanus:
! B 0T/e/bHBIX BO3PACTHBIX FPYIIAX C y4eTOM Bo3pacTa [2]
2 ]l IALIHEHTOB ¢ HOpMaJIbHBIM YPOBHEM 3Jl1acTasbl, T.€. COXpaHHOH (yHKIMel momkenynouHoii xene3sl (MKB 10 — E.84.
0).

OtcyTcTByer B yTBepxkaeHHON Homenkmatype memmuumHckux yeuyr (IIpmkaz MwumsgpaBa Poccwm ot 13.10.2017
Ne 804#).

* ITpu HATHYMH TOMICHHYCUTA 1 TIOTHIIOB HOCA — Yallle
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Hpuiaoxenne A3.3. PeHTreHogeHcuromerpus y nanueHros ¢ MB

Heysnepeemuueckas pemmeenosckas Oerncumomempusi  (Penmeenooencumomempus) (DXA)
ABNAECMCA «30710MbIM CIAHOAPMOM» KOIUYECBEHHO20 ONpedeieHusi KOCMHOU MACCbl (MUHEPATbHOU
naomuocmu kocmu unu MIIK).

B cospemennou knunuueckou npakmuxe unousuoyanvruas MIIK cpasnusaemcs ¢ pegpepencHou
bazotl dannvix. Haubonee npuemnemvin cnocovom oyenku MIIK sensemcs oyenka ¢ nomowwio T-u Z-
Kpumepues.

T-kpumepuii npeocmagisem cobol KOAUYeCME0 CMAHOAPMHBIX OMKIOHEHUl Gbliie U HUdlCe
cpedHe20 nokazameusi NUKA KOCMHOU MAcCCbl Y MON0ObIX. IIpumeHum monvKo y Hcemwun 6 nepu- u
nocmmenonayse u 'y mysicuur 50 nem u cmapue [127,396].

YV 0emeii, noopocmros, é3pocnvix (Mysxcuun maaouie 50 nem u dncenwun 8 npemernonayse) 0.
oyenku MIIK ucnonvzyemcs Z-kpumeputi (Koiuuecmeo CMAanOaApmubiX OMKIOHEHUU 8blue U HUdCEe
cpeone2o nokazamelisi OJis IUY AHAI02UYHO20 803pacma). T-kpumepuii HUK020a He ucnovbzyemcs (A).

B cayuae, koeoa coodepowcanue kocmuvix muuepanoe unu MIIK no Z-xpumepuro
coomeemcmayem ypoguio < -2 SD, cnedyem npumenamos mepmun «HU3KOE COOEPICAHUE MUHEpaNd 8

xkocmu unu Huszkasi MITK ons dannozo xpononoeuueckoeo éospacmay [50,127,396].
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Ilpunoxkenue A3.4. JlaHHbIe O TNPUPOJHON PE3UCTEHTHOCTH BeXYLIUX

MHUKpoOOpranusmMos npu MB

[67]
S. aureus obnagaer MPUPOAHON YCTOMUMBOCTBHIO K a3TpPEOHAMy, TEMOLWUIMHY, MOJUMUKCUHY B/

KOJIUCTUHY, HATUJUKCOBOM KHUCIIOTE M HIeTasuauMy™**,

Bce HI'Ob o0majgaroT mpupoaHONW YCTOWYMBOCTBIO K OCH3WINCHULMIUIMHY**, medanocnopuHam
MEPBOTO U BTOPOTO MOKOJEHHSI, TIUKONENTHIAaM, (Qy3HI0BOM KUCIOTE, MAaKPOJIHIaM, JTHHKO3AMHUIaM,
cTpenTorpaMuHaM, pugaMIuiuHy**, TanToMUIUHY** 1 TUHE30Iu Iy ™ *.

P.aeruginosa npHpoOAHO yCTOHUYMBA K AaMIHIMUIMHY, aMOKCHIMJUTHH/KJIaBYJIaHOBas KHCIOTE,
nedazommay**, nedanekcuny**, nedanoruny, nedanpokcuny, nedorakcumy**, medrpuakcory**,
spraneHeMy**, xmopampeHUKONy**, KaHAMUIUHY**, HEOMHIHHY, TPUMETONPHUMY, TETPAIHKIHUHY,
TUTCIUKINHY**.

Achromobacter  xylosoxydans mnpupoaHO  YCTOMYMB K  aMOMOWUIHHY**,  meda3zomuHy**,
nedanexkcuny**, nedanotuny, nedaaporcmry, neporakcumy**, nedprpuakcony**, saprancaemy**.
B.cepacia complex mnpupogHO YyCTOWYMBA K aAMIHIWUIHHY**, aMOKCHIIWIUIMH/KIABYJIaHOBOU
KHCIoTe™ ™, aMIOUIIUINH/CyIbOakTaMy**, TUKAPIUIUIUHY, MUTEPALUIUINHY,
TUKapLIMJUIMH/KJIaBYJIaHOBOM KUCIIOTE, MUIepallJUIMH/Ta300akTamy, eda3onnny™*, nepanekcuny**,
nedanotuny, uedaapokcuny, uedorakcumy**, nedrpuakcony**, aszrpeoHamy, spTaneHeMy**,
nunpodaokcaMHy**, xnopamM@eHuKony**, aMUHOIIMKO3UAAaM, TPUMETONpPHUMY, (pochoMUIuHYy™*,
NOJUMMKCUHY B/ KonucTuny.

Stenotrophomonas maltophilia IPUPOIHO yCTOHYMBa K aAMITUIAIUTAHY * ¥,
aMOKCHIIWIIJIMH/KJIaByJIaHOBOM KHCITOTE™ ™, aMIUIUUIMH/Cyap0aKkTamy™*, TUKapLWIINHY,
MUTNEePAlJUIMHY, TUNEepalWUIMH/Ta300akTaMy, uedazonmuny**, medanexkcuny**, medanoTus,
nedanpokcuity, uedorakcumy**, nedrpuakcony**, asrpeoHamy, spraneHemy**, HMHUIIEHEMY,
MeponeHeMy™**, aMHHOITTMKO3UAaM, TpuMeTonpumy, dochomununy**, terpauukianny. Ho moxer
OBITh YyBCTBUTEIbHA K TPUMETOTIPUM/CYIb(amMmeToKkcazomy™*.

Haemophilus influenzae npupoaHo ycroiunBa K TIMKOMENTHAAM, JIMHKO3aMHIaM, JTalTOMUITHHY**,

TUHE30IUIY**, Qy3u0BOil KHCIOTE, CTPENTOrPAaMUHAM.
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Ipunoxenune A3.S. Ilatorennbie BapuanTtbl rena CFTR, yyBCTBUTEIbHBIE K

npenapary upakagrop + rezakadrop + iexcakadrop u upakaprTop

Taoauna 41
3141del9 E822K G1069R L967S R117L S912L
546insCTA | F191V G1244E L997F R117P S945L

A46D F311del G1249R L1077P R170H S97TF
A120T F311L G1349D L1324P R258G S1159F
A234D F508C H139R L1335P R334L S1159P
A349V F508C;S1251IN | H199Y L1480P R334Q S1251N

1
A455E F508del HI939R M152V R347H S1255P
AS54E F575Y H1054D M265R R347L T338lI
A1006E F1016S H1085P M952] R347P T1036N
A1067T F1052V H1085R M952T R352Q T1053I
D110E F1074L H1375P M1101K R352W V201M
D110H F1099L 1148T P5L R553Q V232D
D192G G27R 1175V P67L R668C V456A
D443Y G85E 1336K P205S R751L V456F
D443Y;G57 | G126D 1502T P574H R792G V5621
6A;R668C"
D579G G178E 1601F Q98R R933G V754M
D614G G178R 1618T Q237E R1066H V1153E
D836Y G194R 1807M Q237H R1070Q V1240G
D924N G194V 1980K Q359R R1070W V1293G
D979V GS314E 11027T Q1291R R1162L W361R
D1152H G463V 11139V R31L R1283M W1098C
D1270N G480C 11269N R74Q R1283S W1282R
E56K G551D 11366N R74W S13F Y109N
E60K G551S8 K1060T R74W;D1270N" S341P Y161D
E92K G576A L15P R74W;V201M’ S364P Y161S
E116K G576A;R668C" | L165S R74W;V201M;D1270 | S492F Y563N

N’
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E193K G622D L206W R75Q S549N Y1014C
E403D G628R L320V R117C S549R Y1032C
E474K G970D L346P R117G S589N
E588V G1061R L453S R117H S737F

TAaKXXC JaHHBIX, ITOJIYUYCHHBIX B YCIIOBUAX in vitro

* F508del sinsiercst wyBcTBUTENbHOM MyTarieid CFTR Ha OCHOBaHUH KIIMHHYECKUX JAHHBIX, a

T Co)XHBIE/KOMOMHUPOBAHHBIC MyTaIlMH, KOr1a oJuH ajienb reHa CFTR uMeer HeCKoJIbKO

MyTalui; OHU MOT'YT IIPUCYTCTBOBATh HE3aBUCUMO OT MyTalluii B IPYroM aJljIelie.

Ipuiaoxenne A3.6. Crparerusi OKa3aHus MeIMIUHCKON MOMOIIU NMPH BO3MOKHBIX

HP nHa ¢one TaprerHou Tepanuy 4 Npu CMeHe npenapara B pamkax eamaoro MHH

Tabauna 42
JTan OKa3zaHus Ha am0ysiatopaom Ha rocniuranbHoM TMK
MeIUIIUHCKOMI JTamne Jramne (penepaabubie
TIIOMOIIU HEHTPbI*
VYcnoBus okazaHus | Y4acTKOBBIM Bpad- [Ipu veopdexruBuoctu | [Ipu
MEIULUHCKOU TEpaneBT WU Bpay- Tepanuu Ha HEKYIHUPYIOIIEMCS
IIOMOIIY HA [eIUaTp WK Bpay aMOyJIaTOpHOM 3Tare HP na
Pa3HbBIX 3Tanax o011ei MpakTUKu TOCTIUTAJIBHOM
(cemeitHbIi Bpay), JTare
yJIbMOHOJIOT
HP
JInxopaaka Kapononmxaromas lNocniuranuzanus B ITo mokazanusm -
Tepanus CHELMATN3UPOBAHHYIO TeJIeMEIULNHCKAS
MEIUIMHCKYIO KOHCYJIbTAlIMs B
OpraHu3aIMIo 10 MecTy | (deaepaTbHOM
KUTEIbCTBA — LIEHTpE
oOcrenoBaHue IS
BBISIBIICHUS] BO3MOYKHBIX
MIPUYMH JIUXOPAJKU
[Ipu nponomxkaromieics
HP — BpemeHHas oTMeHa
npenapara
YBenuueHue 1.Ycunute lNocniuranusanus B ITo mokazanusm -
KOJIMYECTBA KHUHE3UTEPAINIO CIELHaIu3UPOBAHHOE TeIeMEAUIUHCKAs
MOKpOTbI/ycuienue | 2.bponxonutuueckas YUPEXKJIEHUE 110 MECTY KOHCYJIbTAlMs B
Kaluist Tepanus AKUTEJbCTBA IS benepanbHOM
3.CHMKEHUE KPAaTHOCTH | KPYTJIOCYTOYHOIO LIEHTpe
MIPUMEHEHUS MOHHUTOPHHTa
TUIIEPTOHUYECKOTO COCTOSIHUS,
pacTBOpa HATpUs KOHCYJIbTal[u1
xJjopuaa** BIJIOTh 10 KMHE3UTEepaneBTa

BPEMEHHON OTMEHBI

[Ipu npogomkaromencs

HP — BpemenHas otmeHa
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OppImka/001b B
IPYAHOM KIIETKE

1. Bpouxonutuueckas
Tepanus
2. XKapononumxaromias
Tepanus

IN'ocnimranuszanys s
HCKJIFOYCHUS
ITHEBMOTOpPAKCa, IPYrux
IIPUYUH OJIBIIIKY -
JIy4€BbIE METO/IbI
JUAarHOCTUKHU

IIpu nponoskaromemcs
HP — BpeMeHHas oTMeHa

ITo moka3zaHusM -
TeICMEIUIIUHCKAS
KOHCYJIbTAITUS B
benepanbHOM
LEHTPE

bponxuanbHas CornacHo kimHn4eckuMm | ['ocrimranusanus B ITo noka3anusm -
OOCTPYKIIHS pPEKOMEHalUsAM CHelMaIN3UPOBaHHOE TeJIeMEIULUHCKAs
«bponxHanpHas aCTMa» | YUpPEXKACHUE 110 MECTY KOHCYJIbTALMs B
KUTEICTBA IS benepanbHOM
KpYyTJ0CYTOYHOIO LIEHTpE
MOHHUTOPHHIa
COCTOSIHUS
[Tpu nponomkaromencs
HP — BpemenHnas ormeHa
Coinb AHTUTHCTaMUHHBIE [Ipu tsxenoit oOunbHOM | [lo mokasaHusM -
Kopernoio0Has IpernapaTsl CACTEMHOIO | HApACTAIOIIEH CIIMBHOW | TeJIeMEAUIIMHCKAs
oOMIIbHAs JIEUCTBHUS 3yasauien KOHCYJIbTALUs B
HEeKyNupYyroencs ceinu | (peaeparbHOM
— rOCIUTaIU3alus B LIEHTpE

CIELIMAIN3UPOBAHHOE
YUPEXKIACHUE TIO MECTY
KUTEJIbCTBA JJIS
KpPYyTJI0CYTOYHOIO
MOHUTOpPHHIA
COCTOSIHMS

IIpu mporosskaromemest
HP — BpemeHHas oTMeHa

npernapara
bonu B xuBOTE 1. CiasmonuTHyeckas lNocimranu3anus ais ITo nokazanusm -
Tepanus UCKJTFOUEHUS TeJeMeIULIUHCKas
2. Ilpu COXpaHSIOMUXCS | BOZMOXKHBIX PHYNH KOHCYJIbTAIIHs B
00J1IX — BBI30B CKOpPOM Ooseit B )KUBOTE benepanbHOM
MEIUITUHCKOW TTOMOTITN (aHKpearur, HEHTpE
KEeTYHOKaMEeHHast

6omnesnn, CIINO,
anMeHUIINT), TPUeM
(ocMOTp, KOHCYIBTALINS)
Bpaua-xXupypra/spava-
JE€TCKOTO XUpypra

[Ipu nponomxkaronieics
HP npu nckinrouenun
JpYTUX NpUYHH 00Jei B
KUBOTE — BpEeMEHHas
OTMEHa

Huapest croikas

1. InoxTasapuyueckuit
CMEKTHT™* win npyrue
COpOEHTHI

2. Haznauenue uinu

T"ocrmranu3anmsa gis
HUCKITIOUCHUS
BO3MOXHBIX IPUYHH
JIAapen

ITo mokazanmsam -
TeJIeMe IUIIUHCKAs
KOHCYJIbTAITUS B
beneparbHOM
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YBEJIMYEHHUE JTO3BI
a3omemnpazona**

3. Ilpu coxpaHstomencs
Jlnapee — BBI30B CKOPOM
MEJAMIIMHCKOW MTOMOIIH

[Ipu nponomkaromencs
HP — BpemeHHas oTMeHa

LEHTpe

3amop (Gonee 3
JTHEH )

1. JlakTynoza**

2. CHmxeHue no3bl
naHkpeaTHHa™*

3. KontpoJib
olpezeNeHus
AKTUBHOCTH
IIAaHKPEATHYECKOU
snacrasbl-1 B Kane

T'ocniuranuzanus s
HCKJTFOUCHUS
BO3MOJKHBIX IPUYUH
3aJIEPXKKH CTYyJIa, IPUEM
(ocMOTp) KOHCYJIbTAIIUSA
Bpaya-Xupypra/Bpava-
JIETCKOI0 XUpypra,
uckmounts CJIMO ¢
KHUIIICYHOMN
HEMPOXOAUMOCTHIO

[To moka3zanusm -
TeJIeMeIUIUHCKAs
KOHCYJIbTAIIHS B
benepabHOM
[EHTpE

IloBemuenue AJIT,

Bpemennas ormena

[Ipu 3HaUnTEIEHOM

Ilo mokazanusam -

ACT 6onee 5 npemnapara (14 gueii) noBbiiennu AJIT, ACT, | renemMenuuuHckas
BEPXHUX I'PaHULL oOuiero OunpyOuHa KOHCYJIbTAIUs B
Hopmsl (BI'H) YXYALIEHUH 00I1Iero dbenepabHOM
COCTOSIHUS U LEHTPE WU
CaMO4yBCTBHUS - roCIUTAIA3AIUS
TOCIUTAJIA3ALNS B nocine TMK B
CIELUaIU3UPOBAHHOE benepanbHbIN
YUPEXKJIEHUE 110 MECTY LEHTP
KUTEIbCTBA JJIsI
KpYTJI0CYTOYHOIO
MOHHUTOPHHIa
COCTOSIHUS,
nH(}Y3MOHHOH Tepanuu,
UCKJTIOUEHUS IPYTUX
BO3MOJKHBIX IPUYUH
TTOBBIIICHUS
TPaHCAMHUHAa3
IToBbIIEHNE Bpemennas ormena [Ipu 3HaUnTETEHOM ITo nokazanusm -
o011ero npenapara (14 quei) c MOBBIIIEHUH OOIIIETO TeJIEMEIUIUHCKas
omnupyOuna Oosiee | KOHTposiem uepe3 7 u 14 | GunmnpyOuHa, KOHCYJIbTAITUS B
3 BI'H JIHEH I10CJIE OTMEHBI, MOSABJIICHUH KEITYXH, benepanbHOM
UCKJTIOYEHHE BO3MOXKHBIX | 3y/Ja, YXYAILIEHUU LEHTpe

MIPUYUH TOBBIIICHUS
obmero OumMpyomHa

00IIIer0 COCTOSIHUS U
CaMOYyBCTBHUS -
TOCIIUTAHU3AIIHS B
CICIIMATN3UPOBAHHOE
YUPEKIECHUE 110 MECTY
KHUTEICTBA JIJIS
KpPYTI0CYTOYHOTO
MOHHUTOPHHTA
COCTOSTHUS,
WH(Y3MOHHOU Teparum,
WCKITIOUEHUS IPYTUX
BO3MOXKHBIX IPUYHH
TTOBBIIICHUS
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| | Gunnpy6una

*TMK B denepanbHbIX nieHTpax TeneMenuIuHCKas CHCTeMa JUCTAHITMOHHBIX KOHCYJIbTAIUI
(benepanbHOro U perHoHaIBHOIO ypoBHEH tmk.minzdrav.gov.ru
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Mpunoxenune A3.7. IlaroreHHble BapHaHTbl B TEHOTHUIIE MAIMEHTa, He

BHECCHHBLIC B MHMHCTPYKINHUIO K Ipemaparam,

HO HMEKTCA OdaHHbIC II0

pe3yJbTaraM uccjieqoBaHus 3PPeKTHBHOCTH HA KHMIIEYHbIX OPraHOMIAX HJIH

B KIMHUYE€CKHUX Haﬁ.]'llO)IeHl/IHX H HCCJICA0BaHUAX.

Tao6auna 43

[TatorennsIit [Ipenapar Bospact | [Ipumeuanus
BapHaHT
E92K' nBakadTop-tiaymakaprop** C 2 ner
C.274G>A
p.Glu92Lys
L138ins” uBakapTop-tiymakaprop™* C 2 ner
c.411_412insCTA
p.Leul38dup
[E217G, G509D]° | uBakadrop+iymaxadrop** C 2 ner
€.1584+18672A>G | uBakadrop+imymakadrop** C 2 ner
(c.1585-
9412A>G)*
R334W # uBakadroptiaymakadrop™* C 2 ner
c.1000C>T
p.(Arg334Trp)°
2789+5G>A° uBakapToptiymakaprop** C 2 ner
T1036N uBakarop-+tiaymakadprop™* C 2 ner
3849+10kbC>T uBakadrop+imymakapTop** C 2 ner
V392G uBakadrop-tiaymakadprop** C 2 ner
[R1531;E217G]’ uBakadrop+imymakapTop** C 2 ner
3272-16T>A° uBakapTop-tiymakaprop** C 2 ner
[E217G, G509D]° | uBaxadbrop + Tezaxadrop + C 2 ner

sriekcakadTop 1 uBakadTop
3272-16T>A° uBakadTop + TezakadTop + C 2 ner Kpome renorumnos: 3272-
€.3140 -16T>A snekcakadTop 1 uBakadTop 16T>A\ 1 kiacc
No protein name
G1047S uBakadrtop + te3akadpTop + C 2 ner
c.3139G>A anekcakadTop u uBakadTop
p.(Gly1047Ser)
G461E ™ uBakadtop + Te3akaprop + C 2 ner
€.1382G>A anekcakadTop U uBakadTop
p.(Gly461Glu)
R334W# uBakadTop + TezakadTop + C 2 ner
c.1000C>T anekcakadTop u uBakadTop

p.(Arg334Trp)™

! Kondratyeva, E.; Melyanovskaya, Y.; Bulatenko, N.; Davydenko, K.; Filatova, A.; Efremova, A.; Skoblov, M.;
Bukharova, T.; Sherman, V.; Voronkova, A.; Zhekaite, E.; Krasovskiy, S.; Amelina, E.; Petrova, N.; Polyakov, A.; Adyan,
T.; Starinova, M.; Krasnova, M.; Vasilyev, A.; Makhnach, O.; Zinchenko, R.; Kutsev, S.; Gokdemir, Y.; Karadag, B.;
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IIpunoxenune A3.8. CMecu AJisi Jie4eOHOT0 U JONOJTHUTEIBHOTO MUTAHUS IS

ManueHTOB ¢ MYKOBHCIUIAO030M

Taoauna 44

I'pynna

XapakTepHcTUKa CMecU

[IpumMeHeHue, npeHa3HAUCHHE

Jnst neteit 1 roma
KU3HA

Moo4HbIE CMECH JJTs HCKYCCTBEHHOTO/CMEIIAHHOTO
BCKapMJTUBAHHS HEIOHOIICHHBIX U MaJIOBECHBIX JeTel 1-
ro ronaa xxu3Hu. Cogepxanue Oenka 1,9 — 2,2 /100 mu,
20% CLT B cocTaBe >KHPOBOro KOMIIOHEHTa CMECH.
DHepreTrdeckas eHHOCTh cMecu 77 — 100 kkan/100 mu
cMecH

Monounble cMecH s aeTer 1-ro
rojia >Ku3HH, ¢
HEJOCTaTOYHOCTHIO IIUTAHUS
(runotpodueit)

Js mereit 1 roma
JKHU3HU

CMecu Ha OCHOBE TITyOOKOTO THIPOJIA3a MOJIOYHOTO
Oenka (Ka3erHa, CBIBOPOTOYHOTO OEIKa), ¢ BKITFOUCHHEM
50-60% CILT B cocTaBe >kHpPOBOTO KOMIIOHCHTA,
0e311aKTO3HbIE

Anbdape racTpo®***

CmMmecu g gereit ¢ MB s
SHTEPAJIBLHOTO MUTAHUS HOCTe
omnepanuy (pe3eKuus KUIEeYHUKa
Ha (OHE MEKOHHEBOTO Hieyca), a
TaKXKe IPH aJUIePriy K OeKaM
KOpPOBBETO MOJIOKa

Jns nereit crapiue
1 roma

W30- (1 kxan/mn) u runep(1,5 Kkaj/Mir) KaopuiiHbIe
MOJIOYHBIC CMECH

CmMmecu MOTYT OBITh CyXHMH U )KUJIKUMH, C Pa3HBIMU
BKYCOBBIMH JI00aBKaMu

Hytpuan Ctangapt (cyxast cMech, ¢ HEHTPaIbHBIM
BKYCOM, HJIM CO BKYCOM KJIyOHHMKH, OaHaH, BAaHWIIH,
Kapamesn)** **

Hyrpusn Cranpapt (Kuakas CTEpHIM30BaHHAsi CMECh, C
HEHTpaIbHBIM BKYCOM, WM CO BKYCOM KIIyOHUKH, OaHaH,
BaHWIIH, KapaMeIrn )****

Hytpusn CTaHmapT ¢ NUINEeBBIMH BOJOKHAMU (CyXast
CMeCh, C HEUTpaIbHBIM BKYCOM, HIIU CO BKYCOM
KITyOHWKY, OaHAH, BAHWIIN, KapaMeIn )™ ***

Hytpusn CTaHaapT ¢ MUIIEBBIMU BOJIOKHAMU (KHIKAs
CTEPHIM30BaHHAs CMECh, C HEHTPAIBHBIM BKYCOM, WU CO
BKYCOM KJIYOHUKH, OaHaH, BAHHMIIN, KapaMemn )™ ***

Hyrpuson sasanct HytpunpuHk cyxast cMech****

HyrtpuanIprHK ¢ MUIIEBHIMHA BOJIOKHAMH, CO BKYCOM
BaHWIH, XUAKAS popma™****

Crnenunan3upoBaHHBIN IHIIEBON MPOJIYKT JETCKOTO
JaueTndeckoro yiedeonoro nuranus "llequalllyp
3mopoBeiika" co BKyCOM BaHWIH, XKUAKast, 200 mr****

Crnenuanu3upoBaHHBIH MUIEBON MPOTYKT IS
JMETHYECKOTO JICYeOHOT0 MUTaHus (FHTEpAIbHOE
nuranue) "dpeduHu JHeprus HAUTOK C MUIEBBIMU
BOJIOKHaMH'" CO BKYCOM BaHWJIU AJis AeTeH, skunkas, 200

DOHTepanbHOE IONOIHUTEIBHOE
nUTaHue (IepopaibHOe U
30H/I0BOE MCIIOJIH30BaHNE)
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M F R *

Jns nereit crapiue
1 roma

W3o- (1 kkan/mn) u runep(1,5 kkain/mir) KajnopuitHbIe
CMeCH Ha OCHOBE IIyOOKOTO THIPOJIN3a MOJIOYHOIO
6enka; c conepxxkannem CLT 50-60% s>xupoBoro
KOMIIOHEHTA.

Crenuani3upOBaHHBIA MHIEBON MPOIYKT IS
JUETHYECKOTO JICYeOHOTO TUTAHUS, TOJTHOLICHHAS
cOanaHCHpOBaHHAsI CMECh HA OCHOBE THAPOIN30BAHHOTO
6enka MonoyHoit ceiBopoTk "[lentamen FOumop ¢
apoMaToM BaHUIN"

Crenuani3upOBaHHBIA IPOIYKT JJIs AUETHUECKOTO
negebHOTO TuTaHus "HyTpmsH DneMeHTans" ¢
HEWTpaIbHBIM BKYCOM WJIM CO BKYCOM BaHWJIM IS
SHTEPAJIBFHOTO MUTaHM (30H0BOTO U IEPOPAIIEHOIO
HCIIOJIb30BAHHUS)

DHTEpaNbHOE U JAOTOJHHUTEIEHOE
MIUTaHKe JUI AeTed crapiie 1
roja, rocJjie onepauui Ha
opranax JXXKT (pezexuust
kumeyHnka Ha porne CJUO), ¢
aieprueit K 0enkaM KOpOBBETO
MOJIOKa (TiepopansHOoe 1
30HI0BOE UCTIOJIL30BaHNUE)

Jns nereit crapie
3 JeT ¥ B3POCIBIX

U3o- (1 kxan/mi) u runep(1,5 — 2 kkan/mi) KaJopuiiHble
cmecu. CMecH MOTYT OBITh CYXUMH U KHIKHMH, C
Pa3HBIMH BKYCOBBIMHU JOOABKaMHU

Hytpusu CtargapT (cyxast cMech, ¢ HEHTpaIbHBIM
BKYCOM, HJIM CO BKYCOM KJTyOHHMKH, OaHaH, BAaHWIIH,
Kapamenn)** **

Hyrpusn Cranpapt (Kuakas CTEpHIN30BaHHAs CMECh, C
HEHTpaIbHBIM BKYCOM, WM CO BKYCOM KIIyOHUKH, OaHaH,
BaHWJIM, Kapamenn )****

Hytpusn CtangapT ¢ NHUIIEBBIMU BOJOKHAMH (Cyxas
CMECh, C HEHTPaJIbHBIM BKYCOM, MJIM CO BKYCOM
KITyOHWKY, OaHAH, BAHWIIN, KapaMeIn )™ ***

Hytpusn CtaHgapT ¢ NUIIEBBIMU BOJOKHAMH (KUK
CTEPHIM30BaHHAs CMECh, C HEHTPAIBHBIM BKYCOM, WU CO
BKYCOM KJIIYOHHKH, OaHaH, BAHIITH, KapaMesn)****

Hytpusn DHeprus (Kunkas cTepriIN30BaHHAs CMECh, C
HEHTpaIbHBIM BKYyCOM, WM CO BKYCOM KIIyOHUKH, OaHaH,
BaHWIN, KapaMesIm) ****

Hytpuson 3aBanctT HyTpuapuHk cyxas cmech™***

Hytpunu/lpuHK ¢ OUILIEBBIMU BOJIOKHAMU, CO BKYCOM
BaHWJIH, JKUKas popma****

OHTepanbHOE , JOMOJIHUTEIBLHOE
nuTaHue (IepopaibHOE U
30H/I0BOE MCIIOJIH30BaHNE)

Hust neteit crapiie
3 ner

W3o0- (1 kxan/mn) u runep(1,5 Kkax/mir) KaopuitHbIe
CMecH Ha OCHOBE TIIyOOKOTr0 THAPOJIHN3a MOJIOYHOTO
oenka; ¢ conepxkannem CIL[T 50-60% >xupoBoro
KOMITOHEHTa

ITenrramen FOumop 1.5, xxuakas, 200 mo****

DHTepallbHOE U JOIMOJHUTENbHOE
MUTaHUE JJIs 1eTel crapiie 3 JieT,
1ocJie onepaluii Ha opraHax
JKKT (pe3ekiwst KHIIICYHUKA Ha
¢one CZINO), c amteprueit
OeKaM KOPOBBETO MOJIOKA
(mepopanbHOE M 30HI0BOE
HCITIOJIb30BaHHC)

281



Jns nereit crapiue
10 ner u
B3POCJIBIX

Crneunan3upoBaHHbIN MUIIEBON MPOAYKT AUETHIECKOTO
negebHoro uTanus "[lenTamMen" ¢ apoMaToM BaHIIIH,
cyxasi cMech ¥ ***

DHTEpaNbHOE U JAOTOJHHUTEIEHOE
nuTaHue s fered crapie 10
JIET, MOCIIE ONepanui Ha OpraHax
JKKT (pe3exms KHIIeYHNKa Ha
¢done CANO), ¢ ammeprueit k
OenKaM KOPOBBETO MOJIOKA
(TmepopaibHOE B 30HIOBOE
HCIIOJIb30BaHKE)

Jns nereit crapie
1 roga u
B3pocibix ¢ MB-
acCOLMUPOBaHHbI
M guadeToM

W30- 1 runepkanopuitHple MOJOYHBIE CMECH C HU3KUM
TJIMKEMUYECKUM MHAEKCOM, JUIsl IIUTaHUS MAllUeHTOB C
caxapHbIM AHabeToM

Hytpuoan /{naGer (3kuakas CTepHIM30BaHHAs CMECh, C
HEHWTpaIbHBIM BKYCOM, WM CO BKyCOM KITyOHHKH, OaHaH,
BaHWIN, KapameIrn)™****

JU7st TOTIOTTHUTETBHOTO
9HTEPATIBHOTO MUTAHUS
(mepopabHOe M 30HA0BOE
HCIIOB30BaHHE)

st neteit crapiue
12 net n
B3POCIIBIX

Crnennani3upoBaHHBIN HAIIEBON MPOAYKT JUETHIECKOTO
J1e4eOHOTO MTUTAHKS AJISI SHTEPATBHOTO TUTAHUS
"Hytpuzon duazon HE HP" co Bkycom BaHmiIu npu
MYKOBHCIHJIO3 - ACCOLIMMPOBAHHOM CaXapHOM
madeTe****

I[J'Iﬂ JOIIOJTHUTCIIBHOT'O
OHTCPAJILHOT'O MUTAHUSA
(HepOpaﬂbHOG 1 30HIOBOC
I/ICHOJ'IBSOBaHI/Ie)

st neteit crapiue
31eT U B3pOCIIBIX

[MpoxykT criermanu3upoBaHHBIA CTEPUIN30BAHHBIN 11
nuetTndeckoro gedednoro mutanus "Hytpmsn [lynemo" ¢
HEWTpPaIbHBIM BKYCOM, HJIH CO BKyCOM KITyOHWUKH, WX
BaHWJIM, MM OaHaHA, WK KapaMenn) ****

JI1s1 HOMOTHUTEIBHOTO
SHTEPATBFHOTO TUTAHUS IIPH
JIpIXaTeIbHOM HEAOCTATOYHOCTH
(mepopanbHOE U 30HI0BOE
UCTIOJIb30BaHUE)

Jns nereit crapiue
37eT U B3POCIBIX

Crneunan3upoBaHHbINA MPOAYKT AJIS JI€4€OHOTO MUTAHUS
(3HTepansHoe nutanue) "dpe3youn [lporenn" ****

KaK I[OHOHHHTCHLHBIﬁ NCTOYHUK
Oenka

****Brrouenvt 8 Pacnopsicenue Ipasumenvcmea P® om om 11 dexabpsa 2023 2. N 3551-p O6 ymeeparcoenuu

nepeuHs CReyuaru3upO8aHHblX HNPOOYKMOS8 JeueOH020 Numauus Oas Oemell-UHeaauoos (8 pedakyuu om
23.01.2025)

Mpunoxenne A3.9. IlokazaHusi K TOCHUTAJU3ANUN (CTANUMOHAPHOMY

JIEYEHMI0) JIeTeil M B3POCJIbIX ¢ MyKOBHCIUI030M

[397].

1. Tsoxenoe obocTpeHre OPOHXOJIETOYHOTO MPoIIecca ¢ MPU3HAKAMHU JIbIXaTeIbHON HETOCTATOYHOCTH.
2. Jlerounoe KpoBOTeUEHHE, KPOBOXapKaHbE HEKYITUPYIOIIEECs.

3. ITHeBMOTOpAKC.

4. KpoBoTeueHue U3 Bapuko3HO-pacuinpeHHbix BeH (BPB) nmumieBona, BPB BepxHux otaenos
KETyIKa.

5. Ilpu3Haky KUIEYHON HEMPOXOIUMOCTH

6. CunapoM noTepu coseit (rmecepno-baprrepa CHHAPOM — TUTIOKATUEMUS, THTIOHATPUEMUSI,
TUMOXJIOPEMHUS, AJIKAJI03) TSDKEJIOW CTENeHH, TPEOYIOIINA KPYTriIoCyTOYHOTO MOHHUTOPUHTA
3JIEKTPOJUTOB, BHYTPUBEHHOT'O BBEICHUS JIEKTPOJIUTOB.

7. Heo6xoquMocCTh TPOBEICHUS TNIAHOBOM WIIH, TIPU PA3BUTHUHU HETSKEIIOT0 000CTpEHUs,
BHYTPUBEHHON aHTHOAKTEPUATHHOM Teparuy MIPH OTCYTCTBUU BO3MOXKHOCTH TIPOBEJICHUS €€ B
YCJIOBHUSIX THEBHOTO CTAllMOHApa WM CTalMOHApA HA JIOMY.
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8. Heo0X0oauMOoCTh TUIAHOBOTO ONIEPATUBHOTO BMEIIATEIHCTBA.

9. YcTaHoBKa BEHO3HBIX MTOPTOB, TACTPOCTOMBI.

10. HeoOX0oauMOCTh OIepaTHBHOTO JICUCHHUST OCTIOKHEHUH MYKOBUCIIH03a (TTOJTUTIOTOMUS,
paauKalbHasg raiMOPOTOMHSI, CIUIEHIKTOMUS, CKIEPO3UPOBAaHNE BEH MUIIEBOAA U T.J.).

11. Octpplii maHKpeaTUT U 000CTPEHUE XPOHUYECKOTO.

12. TpaHcmutanTanus JIETKUX, EYECHHU.

13. TepmunanbHas (haza MyKOBUCITHI03A.

14. Ipyrue, He CBA3aHHbBIE C MYKOBUCIIUA030M KH3HEYTPOKAIOIINE COCTOSHUS.
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Ipunoxenue A3.10. IIlpuHuMNBbI HAOIIONEHUS 32 MJIAACHIAMH OT MALMEHTOK
¢ MB, noay4yaBmiMMHM B Te4YeHHEe OEPeMEHHOCTH MATOINCHETHYEeCKYI0
(Tapretnyi) tepanuio (uBakadrop+iaymakadrop**, nBakadprop+rezaxadrop

+ j1excakadTop U uBakadTop M T.11.)

Puck 10:KkHOOTPULIATEIBLHOTO Pe3yJIbTaTa TeCTa HA MYKOBHCIH/I03 Y MJIaJeHIeB NPH
HEOHATAJbHOM CKPUHHHIE.
[Tarorenernueckas (TapreTHas) Tepanus (uBakadrop+iaymakadrop**, uBakadrop+resakadrop +
anekcakadTop u uBakaTOp M T.I1.) BO BpeMsi OEPEMEHHOCTH MOXET IOMOYb NPEAOTBPATUTH WITH
3aMeJJIUTh MPOrPECCUPOBAHUE MMOBPEKIACHUS MOHKETYIOUYHOM Kee3bl y 110408 ¢ MB, B Takux
ClIydasx MoKa3aTeld UMMYHOPEAKTUBHOTO TPUIICHHOT€HA MOTYT UMETh JIOXKHOOTPUIIATEIbHbBIE
pe3ynbratel [515]. [Tokazano renotunupoBanue (MoeKyIsspHO-TEHETUYECKOE UCCIIeI0BAaHUE
mytanuii B reHe CFTR (MykoBucInmo3) B kpoBu u/miu Komruieke nccinenoBaHui I JHarHOCTUKH
MYKOBHUCIIH1032) W/WJIM TIPOBEJICHHE TOTOBOW MPOOBI HOBOPOXKICHHOMY, €CIIH HE TPOBOIIIIOCH
UCCIIeIOBaHNE aMHUOTHYECKOH JKUIKOCTH /BOPCHH XOpHUOHA (AMHHUOLIEHTE3/0HOTICHS XOpPHUOHA,
TUTALIEHTHI) BO BpeMsi 0€pEeMEHHOCTH.
Ananu3 rena CFTR (Monekynaphno-zenemuueckoe uccieoosanue mymavuii ¢ cene CFTR
(MyKo6ucyuoo3) é Kpoeu) y HOBOPOKIEHHOIO
JleTsiM, pOXKAEHHBIM OT MaTepei, MOTy4aBIIMX BO BpeMs OEpEMEHHOCTH HaTOr€HETHYECKYIO
(TapreTHyto) Tepamnuto (uBakadropt+iaymakapTop**, nusakadrop+reszakadpTop + snekcakadTop u
nuBakadTOp U T.I1.), HEOOXOJIMMO MTPOXOAUTH TECTUPOBAHUE B CIEAYIOIIUX CUTYAIHIX:
e Ecnu npeHaranbHbIi JUarHo3 He ObLIT YCTaHOBIIEH, HO U3BECTHO, YTO OTELl SIBJISIETCS
Hocutenem Bapuanta CFTR, puck passutus y pedbenka MB cocrasisier 50% 1 aHanu3 resa
CFTR (MonekymnsipHO-TeHeTHUECKOe nuccienoBanue myrtaiuii B rere CFTR (MmykoBucunao3) B
KpoBH u/min Komriekc nccrienoBanuil s JUarHOCTUKH MyKOBHUCIIU1032) TOJKEH OBbITH
MIPOBEJIEH C yU4eTOM U3BecTHBIX BapranToB reHa CFTR ponuteneii.
e Ecnu craTyc HOCHTENSI MyKOBHCLIMI03a y OTIIa HEU3BECTEH, peOEHKY ClIeyeT MPOBECTH
nonHbli ananu3 reHa CFTR (MonekymsipHO-TeHeTHYeCKOe UCCIIeIOBaHNE MYyTalUil B FeHe
CFTR (mykoBuCIN103) B KpoBHU U/niau KoMIIIeKe nCCaeI0BaHMM TSl TUATHOCTUKH
MYKOBHCIIH]1032).
Ha6moienne 3a HOBOPOXKAeHHBIMH.
MuageHusl OT  MaTepeil,  MONy4yaBIIMX  MATOTCHETHYECKyI0  (TapreTHyi0)  Teparuio
(nBakadTopt+imymakapTop™™*, wuBakadTop+rezakadpTop + odnmekcakapTop W HWBakapTOp MW T.IL),
HY>KJTaIOTCSl B 0COO0M HaOJIFIOICHUHN
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[TpoBomsiTCSl OompeneneHre aKTUBHOCTH acnapratramuHoTpanchepassl B kpoBu (ACT), ompenenenue
aKTUBHOCTH ajlaHMHAaMUHOTpaHcdepassl B kpoBu (AJIT), ompenenenune axTUBHOCTH Tramma-
rioTaMunTpanchepassl B KPOBH, UCCIICIOBAaHUE YPOBHS 001Iero OmimpyOrnHa B KPOBH, UCCIIEI0OBAHNE
YPOBHsI CBOOOJ/IHOTO U CBSI3aHHOTO OMJIMPYOMHA B KPOBHU) MPH POXKJICHUH, 3aTEM UYepe3 MECSII, Yepe3
TPH WM JBEHAIIATh MECAIEB TOCIE POXICHUS, €CIIM MaTh KOPMHUT Tpylbto. Takke HEoOX0IUMO
MIPOBECTHU MpHEM (OCMOTp, KOHCYJIBTAIMIO) Bpada-o(hTanbMoIiora NepBUYHYIO B TEUECHHE MEPBBIX IBYX
MECSIIIEB MTOCIIE POJIOB B CBSI3U C HEOOJBIIMM PUCKOM Pa3BUTHUS KaTapaKThl (PUCK Pa3BUTHS KaTapaKThl
IpU TIPUMEHEHUH IMIPENaparoB, COJCPKAIIMX HBAaKapTOp, OCHOBAH HA JAaHHBIX, TOJYYCHHBIX Ha

JKHNBOTHBIX MO,Z[CJ'IHX).

JlaGopaTopHble HCCJIeI0BAHUS

[TpoBoasTcst uccnenopanure OmnpeneneHne aKkTUBHOCTU acmapTaTaMHHOTpaHcdepasbl B KPOBU
(ACT), ompeneneHue axkTUBHOCTH anaHuHamuHOTpaHcdepassl B kpoBu (AJIT), ompenenenue
aKTUBHOCTH ramma-rimoramuntpancdepassl (ITT) B kpoBu, wucciemoBaHHe YpOBHS OOIIEro
OmMpyOrHA B KPOBH, MCCIICIOBAHUE YPOBHS CBOOOIHOIO W CBSI3aHHOTO OMIMpPYyOWHA B KPOBH KaK
MOKHO paHbIlle BO BpeMs IpeObIBaHMs peOeHKa B POIMIBHOM oTAeneHuu (puc. 1). Pe3ympTaThl 3THX
TECTOB MOMOTYT MPUHATH 0OOCHOBAHHbBIC PELICHUS B OTHOUICHHH TPYAHOr0 BCKapmiuBaHus. Kpome
TOT0, AHAJIN3 HAa BUTAMHUH A cJielyeT POBOIUTH U3-3a PUCKA Pa3BUTHs BHYTPUUEPETTHON TUIIEPTEH3UN
Ha ¢oHe runepButamumHo3a A y gnereili ¢ MB, pomuBmMxcs 0T MaTeped, NOTy4aroUIuX
NaTOreHETHYECKYI0 (TapreTHyro) Tepanuio [517]. VM3mepeHue ypoBHS MPOTPOMOMHA TaKkKe MOXKET
UMETh BAKHOE 3HAUCHHUE JJISl OLICHKH pUcKa KpoBoTeueHwus [518].

[Tosbimenue ypoHst ACT wnu AJIT u runepOunupyOrHeMus, SIBISIOTCS XOPOIIO NU3BECTHBIMU
HEXENAaTeIbHBIMA ~ PEaKIMsIMU  MAaTOT€HETHYeCKON (TapretHoil) Tepanuu MB u  TpelyroT
cneunpuyeckoro MoHuTopuHra [519]. ¥V HeKoTOpbIX HOBOPOXKJIEHHBIX, HAXOAALIMXCS Ha TPYAHOM
BCKapMJIMBaHUM, MOTYT HaOMIOAATbCAd HM3MEHEHHS (YHKIUU TEYeHH, €CIM WX MaTepu B TMEepPUOJ
KOpPMJIEHUSI TOJIy4alOT TapreTHyl0 Tepamnuio. B HEKOTOphIX cllydasX, COKpallleHHE TIpYJHOTO
BCKapMJIMBaHHUSI C MPUMEHEHHWEM YaCTUYHOIO TPYJHOTO BCKapMJIMBAaHUS WM TEPEeBOJ Ha IMOJHOE
HCKYCCTBEHHOE BCKapMJIMBaHHME OBUIO CBSI3aHO C YJIYYIIEHHEM MoKa3aTenei (pyHKIMOHAIBHBIX Mpo0
nedenu [520]. OnHako BaKHO OTMETHTb, YTO YacTO MOBBIIICHHbIH YPOBEHb MI€YEHOUYHBIX ()EPMEHTOB U
TUNepoMmIMpyOMHEMHSI MOTYT BO3HUKATh y HOBOPOXKICHHBIX M M3-3a JPYrHX (DaKTOpOB, HampUMED,
TaKUX KaKk WHPEKIIUU.

Odranbmoiiornyeckoe odciae0BaHue

Odranpmonoruueckoe 00cieOBaHUE, TPOBOAMMOE IPH IOMOIIM  IIEJNEBONW  JIaMIIbI
(6brMoMHKpOCKOMHS T1a3a) BPpauyoM-0()TaTbMOJIOTOM, UMEIOIIUM OIBIT PabOThl ¢ MAJICHBKUMHU JI€THMU,
MO3BOJISIET TPOBECTH TINATENbHBIM aHalu3 CTPYKTyp I[Jla3a, B TOM 4YHCIE XpycTaluka. OITO
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oOciieoBaHNEe MPOBOAMUTCS IOCJIE pPacCHIMpeHus 3paykoB. M3-3a ClOXKHOCTEH, CBA3aHHBIX C ATOU
IIPOLEAYpOH, OHA, KaK MpaBWIIO, HE MOAXOAMT Ul MiajaeHLeB Miaame 3 mecsueB. Kpome Toro, Bce
KPUCTANINYECKUE MOMYTHEHHUS, O KOTOPBIX COOOIIAETCS Ha CETOAHSANIHUNA JI€Hb, MMEIOT pa3Mep
MPUMEPHO B OJMH MUJUIUMETP, YTO AENACT UX JIETKO «IIPOMYIIEHHBIMIY 0€3 TIATeIbHOTO U3yYEHHUSI.

IIpoBeneHue rpyIHOro BCKapMJIMBAHUS

['pynHOE BCckapMilMBaHUE OYJET BO3MOXHO B IOAABJIAIOIIEM OOJIBIIMHCTBE CIy4YacB, yUUThIBAs
HU3KUI YpOBEHb IOCTYIUIEHUS KOMIIOHEHTOB IATOT€HETHMUYECKOH (TapreTHOW) Tepanuu B TPyAHOE
MOJIOKO. Mamepeit, ycenarouux Kopmums 2pyovio, cledyem ROOWPAMb U HOO0EPHCUBAMb 8 UX
peuwienuu.

Tem HEe MeHee, JIBE CUTYallud MOTYT OTPe0OBaTh EPECMOTPa TPYAHOTO BCKAPMITHBAHUS:

1. Hanmune HapymeHuid (ynkmun medenn: ecnmu AJIT/ACT B 2-5 pa3 mpeBwimiaer

HOpPMaJbHBIA YPOBEHb, MOXKET MOTPEOOBATHCS COKpAIlleHWE TPYJHOTO0 BCKApMIIMBAHUS; €CIU

AJIT/ACT mnpeBbllIaeT HOpPMaJbHBII ypOBEHb B 5 pa3, MOXeT NHOTpeOOBaThCS TMOJIHOE

[IpEeKpallEHUE TPYJHOrO BCKapMIMBaHUS;

2. OoOHapy)KeHHE KaTapakThl MPH MEPBHYHOM O(TAIEMOJIOTHYECKOM OCMOTpE (IpHeM

(ocMOTp, KOHCYNbTaLIKA) Bpada-oTaapMoiiora) pedeHka.

Ecnu zpyonoe eckapmaueanue 0vl10 npekpauieHo, OHO Mocem 0blmov 60300H061€HO NOCTIE

yayduienun noxazameeil ne4eHOUHbIX np06 u/unu od)maﬂbmwwzuuecxux noxkazameieil.

Heo0xonumocTs oprannzannu Ha0awoaeHus aeTeil B Bo3pacre ot 2 10 10 jer

[Tocne mepBBIX ABYX JI€T JKU3HUM HEOOXOIMMO TIIOCTOSSHHOE HaONI0JIeHHe 3a JEeThbMH,
POKICHHBIMU OT MaTepeil, HaXOAAIMX A M0/ BO3/IEHCTBUEM TaTOTEHETUUECKOH (TapreTHOi) Tepanuu
B TeueHHEe OEpeMEHHOCTH, YYHUTbIBasg HEONPEIEICHHOCTh, CBS3aHHYI0 C MOTEHLUHAIbHBIMU
J0ATOCPOYHBIMH 3 (heKTaMH.

JleTsM moKa3zaH MOHUTOPUHI  HEpPBHO-TICUXWYECKOTO  pa3BuTUs (mpueM  (OCMOTP,
KOHCYJIbTallMs) Bpada-HEBpPOJIOTa MEPBUYHBIM M mMoOBTOpHBIE). Kpome Toro, eciau y 3Tux Aeren
HaOJI0IAl0TCA PELUIUBUPYIOIINE PECIUPATOPHBIE CHUMITOMBI, CIE€IYEeT MPOBECTH IMpHEM (OCMOTD,
KOHCYJIbTAIlMM) Bpada-NieanaTpa/Bpaya oOie mpakTuku (ceMeiHOro Bpaua)/Bpaya-myJbMOHOJIOTA |,
Bpa4ya-OTOPUHOJIAPUHIOJIOra IMEPBUYHBIA M IOBTOPHBIE C LENbI0 KOMIUIEKCHOTO KIMHHUYECKOTO,
(YHKIIMOHAJIBHOTO M PEHTI€HOJIOTMYECKOro oOceoBaHusl Uil BBISABICHUS JIOOOW MaToJIOrUu

JbIXaTeNbHBIX MyTeH (YCIYTH — B 3aBUCUMOCTH KIIMHUYECKUX MPOSIBICHUN ).

Ta6auua 45 Ilpeanaraemsplii ajaroputM HaOJI0JeHHs 32 JeTbMHM OT MarTepeii,

MOJIyYABIINX/TOJYYAIOIIUX MATOTeHeTHYECKYH0 (TapreTHyw) Tepanuio [516].
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1-a
Heaens
JKU3HU

B cayuae
KOpMJICHUS

rpyabro

3 Mecs1ia
JKA3HU

12
MeECSIEB
KU3HU

24 wmecsua
KA3HUA

OueHka MpOIOKUTENTBHOCTH
BO3JICUCTBUA
MMaTOr€HETHYECKOM
(TapreTtHOit) Tepanuu
(uBakadrop+iaymakaprop**,
uBakadrop+rezakadrop +
anekcakadTop U uBaKapToOp U
T.IL.) (6epeMeHHOCT®,
KOpPMJIEHUE TIpPYy/bl0), OLIEHKA
JPYyTUX MaTOJIOTUYECKUX
¢dakTopoB

[Ipuem
KOHCYJIbTAIH)
neauarpa/Bpayda-
HEOHATOJIOTa/Bpavya o0meit
MIPAKTUKU (cemelinoro
Bpaua)/Bpava-myIbMOHOJIOTa
MIEPBUYHBII U TOBTOPHBIE:
N3mepenne  maccel  Teua,
U3MEpEHUE pOCTa, M3MEpEeHHE
OKPY>KHOCTH TOJIOBBI,
BU3YaJIbHOE HCCIIEZIOBAaHUE B
JIepMaToJIOTUH
(MKTEpUYHOCTB),
AyckynpTanus npu
3a00J€BaHUAX  JIETKUX U
OpOHXOB (BCE CPOKH);
[IpoBenenue OLICHKHU
rapameTpoB ¢bu3nyecKoro
pa3BUTHS B TMHAMMKe (KpuBas
pocTa), CPOKOB
¢dbopmupoBaHus KJTFOYEBBIX
HaBBIKOB  (HAYajJo  XOIBOBI,
NepBbIe CIIOBa), KayecTBa CHa
" ATH30I0B
TUIIEPTEPMUUYECKUX  CYA0pOr(
B 12 u 24 mec. )KHU3HN)

(ocMoTp,
Bpaua-

[Tpuem (ocmorTp,
KOHCYJIbTAIH) Bpaya-
HEBpoJIOTa
MIEPBUYHBII/TIOBTOPHBIE

[Tpuem (ocmoTp,
KOHCYJIbTAIH) Bpaya-
o(ranbMosiora mepBUYHBIN (C
OIIEHKOM XpyCTalIuKa
(MaKpOCKOIIMYECKH):
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odranpMoCKOMHs,
Uccnenoanue cpex rnaza B
MIPOXOJISIIIIEM CBETE)

Ornpenenenue aKTUBHOCTHU | X X
acrapTaTaMHHOTpaHC(epasbl B
kpoBu (ACT), omnpenenenue
AKTUBHOCTH

allaHMHaMUHOTpaHcdepassl B
kpoBu (AJIT), ompenenenue

AKTUBHOCTH raMma-
rmrotamuiTpancdepassr (I'TT)
B KPOBH,  HCCIICJIOBaHHE

ypOBHS 0011ero OmnupyoOuHa B
KPOBH, HCCJIEIOBAHUE YPOBHS
CBOOOZIHOTO W  CBSI3aHHOTO
OmMpyOrHA B KPOBU

OmnpeneneHre KOHILEHTPALMU | X
BUTaMHHAa A (peTMHONA) B
CBIBOPOTKE  KpoBH)  (mipm
BO3MO>KHOCTH)

Onpenenenue
IIPOTPOMOMHOBOIO
(TpOoMOOIIIIACTHHOBOTO)
BpEMCHH B KpPOBH WIA B
J1a3Me)

[Touck BapuanToB rena CFTR, | x
€CIIN TEHETHYECKHH CTaTyc
OoTIIa WM IUIoJa  OBLIH
HeusBecTHbl  (MouekynspHo-
TFEeHETUYECKOE  HCCIIEJJOBaHHE
mytaiuii B rene CFTR
(MykoBUCLIUZ03) B  KpOBHU

u/unm Kommekc

HCCIIeI0BaHuN s

JTUArHOCTHKU

MYKOBHCIIH1033).

ITpuem (ocmoTp, X x> x°
KOHCYJTBTAITH ) Bpava- TN
odrampMoIora X
TIEPBUYHBII/TIOBTOPHBIE

buomukpockomnus riasza

(ocMOTp B IIENIEBOM JIaMIie) C
pacupeHreM 3padka (oleHKa
XpyCTaJuKa))

X' cMm. Anroputm b2: onenka wmexnay 15 u 30 ngHAMEM mocie Havana TPYAHOIO

BCKapMJIUBAHUSL,IIPH HOpMalbHbIX mokaszareisx (ypoeHb AJIT w/mnmu ACT <2 BI'H u yposenb

oOmero ounMpyorHa HIKe 95-T0 IPOLIEHTUIISI) MOHUTOPUHT HE TIPOBOIUTCH,
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B OCTAJBHBIX CIyYasX: HCKIIOUUTH JAPyrue MPUYMHBI MOPAKEHUs IMEYCHH, MPEKPaTUTh
KopmileHHE Tpynbpto mpu noBeimieHHOM ypoBHE AJIT w/mmu ACT> 5 BI'H, unm cokpaTuth 00beM
rpyaHoro Mosnoka Ha 75%. KouTponb «meueHouHbIX 1npo0O» (OmnpeneneHue  aKTUBHOCTH
acnapratamuHoTpancdepasbl B kpoBH (ACT), onpeneneHue akTMBHOCTH aJJaHMHAMHHOTpaHc(epasbl B
kpoBu (AJIT), ompeneneHue akTUBHOCTH TaMMa-TiIIOTaMuUITpaHcdepa3bl B KPOBH, HUCCIIEJOBAHHE
YpOBHs 00111er0 OMIMpyOrHa B KPOBH, UCCIEAOBAHUE YPOBHS CBOOOIHOTO U CBSI3aHHOTO OMIIMPYOWHA
B KpPOBH) /10 HOPMaJIM3aLlMU [IOKa3aTeNIEH.

X?: GHOMHKDOCKONMs I71a3a (OCMOTP B IIC/ICBOI JAMIE) C paclIMPEHHEM 3padka (OIeHKa
XpyCTajauKa)) BBIIOJHsEMass BpauoM-0(TalIbMOJIOIOM - KaK MOXKHO paHblle B 3 mecsia (0COOeHHO

IIPU TPYAHOM BCKapMJIMBAHHMM) U €KETOJHBII MOHUTOPUHT IIPU OTKJIOHEHUSIX OT HOPMBbI (x3).
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IIpunoxenue A3.11. PaciunppoBka npumMeyanui

*%x

... ~— IpemapaT BXOJUT B IEpPEYCHb XU3HEHHO HEOOXOIMMBIX U BAKHEHUIIUX JIEKAPCTBEHHBIX
npenapatoB (Pacnopsbkenue IlpaButensctBa P® ot 12.10.2019 Ne 2406-p.(B pemakuum OT
23.01.2025))

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIHHU JICKAPCTBEHHOT'O CpPEICTBA
MOKa3aHUH OCYIIECTBIIACTCS IO pPEIICHHIO BpadyeOHOW KOMHCCHU, C YCIOBHEM IOAMHMCAHHOTO
MH()OPMHUPOBAHHOTO COTJIACHSl poJuTeNiel (3aKOHHOTO MpPEJICTaBUTENs) M MalMeHTa B BO3pacTe
crapuie 15 nert;

**X - MEAMIMHCKOE W3/eNHe, UMIUIAHTHPYEMOE B OpPraHW3M 4YeJIOBeKa MPHU OKa3aHUM MEIUIMHCKON
MOMOIIIM B pPaMKax IMPOrpaMMbl TOCYJApCTBEHHBIX TapaHTHUI OECIUIATHOTO OKa3aHWs TpaKJaaHaMm
MEIUIIMHCKOM MTOMOIITH.

XX - mponayKT muTaHus, BKIOYeH B Pacmopsikenue IlpaBurensctBa PO ot 11 mekabps 2023 r.

Ne 3551-p OO0 yTBepKIEHUU TEPEUHsS CIEIUATH3UPOBAHHBIX MPOIYKTOB JICYCOHOTO MUTAHUS IS

netei-uHBaIUA0B (B peaakuuu ot 23.01.2025)
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IIpuiaoxenue b. Anropurmsl JelCTBUIT Bpaya

IIpunoxenue B1. Ainropurm 00cjie10BaHUA W TAKTHKA PeLIEHUs BOIPOCA

penpoayKkuuu y myxx4yud ¢ MB

4{ MonexynapHO-reHeTHYECKM NOATBeP A HHbIM AnarHos «MyKkoBucuuaos» |

|

Cnepmaronornyeckoe uccnegosamme l

l |

. Asoocnepmmn/ B - A {rep o prans, HopmoaoocnepMHﬂ
Buoncua AMuKa ] I Obcneposarue cynpyrv [reHeTHYeCKoe, PENPOAYKTONOIMYECKOE) I
Nposegenne IKO/ICSI. Pewenue BoONpoOCa 0 KPUMOKOHCEPBALMK CNEPMATO30MAO0B
Mpw BbICOKOM prcke MB — / nnaHmposaHue BepemerHocTH
NPeMMNAZHTALUMOHHAR bepemeHHOCT
Anarnoctvia (NrA) OrcyTcrene Hactynuna
+— GepemeHHOCTH

I |

5 MNpenarancuasn
6 TCyT c::ue ., AAArHOCTUKA
EpemeHHOCT (no nokasannam)

|

-{ Pewenune 06 ucnonsiosaHnm AOHOPCKUX Nnporpamm BPT

Anroput™m oOCII€JOBaHUS U TaKTHKa PELIEHHs BOINpPOCa PENpPOIYKIIMU, KOTOPBHIA 3aBUCUT OT
TPEX COCTABJIAIONINX: PE3yIbTaTOB T€HETUYECKOTO 00CIEI0BaHNsA, PE3yIbTATOB CIIEPMHOIOTHIECKOTO
UCCIIEIOBaHMs U cTaTyca (PepTUIIbHOCTU CYIPYTH.
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Ipuioxkenue b2. AIropurM NpUHATHSA pPelieHUs O I'PYJHOM BCKAPMJIMBAHUM Y
MJUIAaIeHIIeB 0T nanueHTok ¢ MB, moayyaBmux B TeYeHHe OEPEeMEHHOCTH H
ON AR 1011070, MaTOreHeTHYECKYI0 (TapreTHnyo) Tepanuio
(uBakadrop+taymakadrop**, wuBakadrop+resakadprop + Iiexkcakaprop u

nBaKaToOp M T.II.)

PaHHee oGcnefoBaHie (Neped BoINUCKOM U3 poAAOMa):
OnpepeneHue akTuBHOCTH ANT, ACT, I'TT, UccnepoBaHUe YPoBHA cBOGOAHOrO U CBA3AHHOrO BUNMPYBUHa B KPOBMW,

/__—____‘__—‘———————_.

Hopma He Hopma
AITT/ACT < 2 Hopm AITT/ACT > 2Hopm
1 KOHBIOTUPOBAHHbIil (CBSI3aHHBINT) UMy BIH WHUNW KOHBIOTUPOBaHHBIN (CBA3aHHBIN) BunupyGuH
0,
< 20% ot o6uero GunnpyBUHa > 20% ot obwero GunupybuHa
MaTb He kopMuT pebeHka MonHoe UNK YacTMYHOE rpyAHoe VickniouuTb Apyrite NpUitHbl NOpaxeHiit
TPYALK UMK KOPMUT H3peaKa BCKapMNUBaHUe neyeHun
(<25%) (> 25% ot obLjero obbema nuLLM,
notpebnaemon pedeHKoM) ‘/ \
l AITT, ACT mexqty 2-5 | | ANIT, ACT 25 Hopu
OueHKa yHKLMW Ne4eHN HOPM
(OnpepeneHue aktueHocTH ANT, ACT, l
MOHUTOPUHT He MoKaaaH ‘ ['TT, nccnegosanme ypoBHA cBob0gHOM
1 CBA3aHHOMO Gnnvlpyﬁnua B KPOBEM) CHWXeHue rpyaHoro I'Ipe|<pau_|,eHv|e
yepe3 15-30 gHell nocne Havana BCKApMIUBAHUA Ha rpyAHOro
TPYAHOTO BCKapMMBAHNA
/ \ 75% BCKapMMMBaHUA
‘ Hopma ‘ ‘ He Hopma ‘
| MOHUTOPUHT MoKasaTenei Ao WX
‘ MoHUTOPHHT He nokasaH ‘ ‘ MoHUTOPKHT NokasaH ‘ HOpManu3aLuu

Puc 1. ANropuT™ NPHUHSTHS PELICHHS O TPYJHOM BCKapminBaHuu [516].

292



Hpuiaoxenue B. Undopmauus 114 namueHra

MyKOBUCIIHIO3 — TEHETHYECKOE 3a00JieBaHUE, KOTOPOE OOYCIOBICHO MYTAI[USIMU B TCHE
MYKOBHUCIIHIO3HOTO TPAaHCMEMOPAHHOTO PEryjsTopa MPOBOJMMOCTH. B pe3ynbrare reHeTHYeCKOro
nedexTa ceKpeT OOJIBIIMHCTBA XKeJle3 BHEITHEH CEeKPELUU CTYIIAeTCs, 3aTPYAHICTCS €ro HBaKyalusl.

[Ipy MyKoBUCIUAO3€ HapylIeH HOPMAaJIbHBII OTTOK CIIM3M M3 JbIXaTeNbHBIX IIyTeH, YTO
MPUBOJUT K 3aCTOI0 MOKPOTHI M BOCHAJIICHHIO, TIO3TOMY Yy MallMEHTOB YacTO OTMEYAeTcs Kallejb C
BBIICTICHUEM MOKPOTHI, HEPEIKO y TaKOrO peOCHKA TOKTOpA BBICIYIIMBAIOT BIAXKHBIC W/WIH CyXUe
JIOKQJIBHBIE WU PAaCIIPOCTPAHCHHBIC XPHITBI B JIETKUX

3abosieBaHre MYKOBUCIU03 (KUCTO3HBIA (PrOPO3) XapakTepu3yeTcsl TeM, YTO B TOW U UHOU
CTETEHH B MATOJIOTUYECKUN MPOIECC BOBIEKAETCS BECh OPraHM3M, HO B OOJbIIEH CTENEHH - OPraHbl
TBIXaHUS, ITOPKETY0YHAs JKeJie3a, TIeUYCHb, KEeITYHbIC MyTH, )KEIyI0YHO-KHUIIEYHBIH TPAKT, TTOTOBBIC
kKele3bl. biaromapst paHHEW TUArHOCTHKE W HOBEHWIIMM TEPAIEBTHUYECKUM PEKMMaM, MYKOBHUCIIHIIO3
(kucTo3HBIN (PUOPO3) NaBHO MEepecTas ObITh TOJIBKO MEIUATPHUICCKON MPOOIeMOH.

AJIeKBaTHOE CBOEBPEMEHHOE M PETYJSPHOE JICUCHHE, a TakKe peabuiuTarus CroCOOCTBYIOT
VIIYYIIEHUIO TPOTHO3a U Ka4eCTBA KU3HU y OOJILIITMHCTBA MMAIUEHTOB.

JlnarHocTrka ¥ JICYCHHE MAIUEHTOB ¢ MYKOBHUCITUI030M IIPOBOJIUTCS MYJIbTHIUCIUILINHAPHON
KOMaHOM, BKJIIOYAOIIel Bpada—MyJIbMOHONOra (meauarpa), Bpaya—IMeTosiora, Bpaya Mo Je4eOHOi
Gbu3KyapType (MIM Bpaya MO MEIUIMHCKON peadumuTanuu, WUiIud Bpada—(pu3noTepareBTa, WU
CHEIUAIUCTa C BBICIINM (HEMEAUIIMHCKUM) O0pa3oBaHHEeM (MHCTPYKTOpa—METOIUCTa MO JIeueOHOM
(bU3KyNIbTYpE, Bpaya 1Mo jedeOHON (PU3KYIbTYpPE) I CIEIHAINCTA CO CPEAHUM MPOdheCcCHOHATBHBIM
(MenuuuHCKUM) 00pa3oBaHUEM (MHCTPYKTOpPA MO JeueOHOU (PU3KYIbType, MEAUIIMHCKYIO CECTPY IO
Maccaxky, MEAMIIMHCKYIO CecTpy Mo (¢u3HOTepanuu), Bpauya - OTOPUHONAPHHIONIOTa,  Bpaya-
racTpOdHTEPOJIOra, ICUX0Jora.

VICKITIOYUTENIbHO ~ BaXXHBIM  SIBJIICTCS  ©KEJHCBHOE  IMPOBEJCHWE  MEPOIPUSTHH,
CHOCOOCTBYIOIINX OYUCTKE MBIXaTeNbHBIX MyTeH. DTHUM TEXHHKAM M METOAMKaM o0y4yaeT Bpau-
(bu3HOTEpAIeBT B CHEIUATU3UPOBAHHOM IIEHTPE MYKOBHCIIHUI034.

OO1IecTBEHHBIE MECTA

[Ipy mocemieHWH MECT MacCOBOTO CKOIUIEHHS JIOJe MalueHTaM C MYKOBHCHUIIU030M
HE00X0AUMO COOMIOAATh CTaHIAPTHBIE MEPhI MPOPHUIAKTUKY MHPEKIHH, MTPEXkIe BCEro BKIIOYAIOIINE
B ce0st:

- ['urueny pyxk.
OOpabartbiBaTh pyKH aHTHOAKTEpUAIbHBIM TEJIEM WM CHHPTOBBIMU caleTkamu IMepes MpUHITHEM

IMUIIH, IMOCJIC MOCCHICHUA TyaJI€Ta, IMMOCJIC KOHTAKTAa C JXUBOTHBIMU WJIM HUI'PBI HA ,Z[GTCKOFI IIomanake
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(paboTe Ha oropojie 1 T.n)

- Homenue numeBon Macku.

Oco0eHHO B TaKWX BBICOKOPHUCKOBBIX 110 BUPYCHOM Harpys3ke MecTax, Kak METpoO, adpomopT, BOK3al,

Ha ACTCKUX IIpasgHUKaxX, KYJIbTYPHO-MACCOBBIX MCPOIPHUATHAX B 3aKPBITBIX ITOMCHICHUAX. HpI/I

OpraHu3anuuu MCpOHpI/IHTI/Iﬁ Ha BO3AYXE HOLICHUEC HHHCBOﬁ MAacKH He 00s3aTeNbHO.

- [locne BO3BpallleHNs U3 MECT MAaCCOBOI'0 CKOIUICHUS JIFOACH BBIMBITh PYKH, YMBITH JIUIO, IIPOMBIThH

Ha3aJIbHBIM JyIIE€M HOC, CMCHUTBH OHCKIY.

ITanmmentsl MB B 0/1HO# ceMbe

He wucnonb3oBate oOmme mnpeaMersl  (3yOHbIE  HIETKH, TMOCYJa, JbIXaTelbHOE |

KHUHC3UTCPAIICBTUUCCKOC O60py,Z[OBaHI/Ie).

HpOBOI{I/ITB KHHC3UTCPAIIMIO B PAa3HBIX KOMHATaxXx W B PAasHOC BpPEMsA, HCE HUCIOJIb30BATbh

ABbIXATCJIBbHBIC TPCHAXKCPLI APYT ApyTra.

[TaruenTsl ¢ MB, He XuUByIIHE B OAHOW CEMbE, JIOJKHBI COOTIOATh MEPhI MPEAOCTOPOKHOCTH:
HE 3/I0pOBaThCs 32 PYKY, U30eraTh TECHBIX KOHTAKTOB, E€PKAThCS APYT OT APYr HA PACCTOSTHUU

HE MEHEE 2 M.

O6paboTka HeOynaiizepa (OUUCTKA, Ae3UH(EKINS) TTOCIIE KaXKI0T0 UCIIOIH30BaHUS.

5.10. IlpodniakTuKa BOAHOTO MyTH MH(pHUIMPOBaAHUSA

BogomnpoBogHas Boga. MoxeT conep)kaTh aTUIUYHbIE MUKOOAKTEPUM, CUHETHONHYIO MalOyYKYy,
rpu6bl. Bona, ouuineHHass ¢ MOMOIIBIO (HIBTPOB, HE MPOMYCKAMOIMMX dYacTUibl >0,2 MKM,
Oe3omacHa, HO TeM He MEHee MCIOJIb30BaTh €€ KaK MUThEBYI0 MOXKHO TOJIBKO IOCIIE KUIISTUEHHS.
Jly1g pa3Be/ieHUs] MHTASIIIMOHHBIX PACTBOPOB MCIOJIb30BaTh CTEPUIIbHYIO Boy. CTepuiibHas Boaa

MOKET CO BpECMCHEM KOHTAMUHHUPOBATLCA, KaK 6I>ICTpO 9TO MPOUCXOAUT, HCU3BECTHO.

Acnupatopsl, HeOynai3epsl (BO3MOXKHA Nepeadya HHPEKIMU 0T 000pyloBaHUs MalueHTy). [
a’pO30JIHHON TEepaniH HCIIOIB3YIOTCS TOJBKO CTEPUIIBHBIE PACTBOPHI, MPUMEHSTh UX CIEIYET C
coOmoaenneM acentuku. [Tocne kaxa0ro ncnoib30BaHus HEOOXOIMMO MPOBOIUTH 1€300pabOTKY

" CTCpUIN3AlUTO 060py,HOBaHI/IH .

JlymeBsle kaOuHbI B OacceifHe, akBamapku, O0acceiiHbl maioro o0bema (B TOM 4HCIE JETCKHE

OacceliHbI P OTeNsIX ), 0aHU/CayHbI MOT'YT CTaTh HCTOYHUKOM MH(EKINH.

BoaoeMsl co cTosdei uim 3anH3HCHHOﬁ BOHOﬁ, POAHUKHA (HC6OJ'IBH_II/IC 03€¢pa 1 BOAOXpaHUJIUIIIA,

0COOEHHO C OOJIBIIIUM KOJMYECTBOM JAMKUX MTHUIl U JIP.) MOTYT CTaTh UICTOYHUKOM MH(EKIINH.
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HDO(bI/IJ'IaKTI/IKa BOJZHOI'O ITYTH I/IH(bI/IHI/IDOBaHI/IH

[Tonmockatk poT U ynorpeOIsITh B MHILY TOJIBKO KUIITIYCHYIO WM OyTHIIMPOBAHHYIO BOJY.
Hcnonws30Barh 1 MHTATALMOHHOM TEPANMU TOIBKO CTEPUIIBHBIE PACTBOPHI.

CMBbIBaTh BOJly B YHUTA3€ TOJIBKO TPH 3aKPBITON KPBIIIKE.

OO0pabartbeiBaTh HEOyIIal3ep MOCIE KAXKIOTO UCTIOIH30BAHUS.

Mensatp GuiabTpel U HeOyaizep 1 pa3 B 6 MecsIIeB U MPU MPOBEICHUH 3PATUKAIIMOHHON Tepariu

UHPEKIUA.
Jle3uHpuImpoBaTh Ha3adbHBIN AYIII TOCIIE KAXIO0T0 UCIIOIB30BaHU.

VY neteil panHero Bo3pacra JUisl aHAIKM3a MUKPOOHO# (hjI0opBl MPOBOIUTH MIYOOKH Ma30K U3 3€Ba

WJTU TI0JTy4aTh MOKPOTY, UCIIOJIb3Ysl MHIUBUIYAJIbHBIA acIIUpaTop.
He mbIThCs B AymieBoii kabuHe A0 U MOcie MOoceleHus 001eCTBEHHOro bacceiina.
N3berath KymaHusi B MEJIKMX OacceiiHax, akBamapkax, 3arps3HCHHBIX BOJOEMax.

He YHOTpe6J'I$ITB BOAY U3 UCTOYHHUKOB U POJHUKOB.

5.11. IIumeBoii myTh HHPUUUpPoBaHus. [IpopunakTuka numeBoro nyTu HHGUUMPOBAHUS

ITureBoit IyTh HHOUIIMPOBAHUS

1. HegoctaTouHO MPOMBITBIE OBOLIH/(QPYKTHI/ATObI

2. HexauecTBeHnHas TCPMHUYCCKAA o6pa60TI<a IIpOAYKTOB

3. Mcnonp30BaHue B MHIILY HECBEKUX OBOILEH/(PPYKTOB/SITOM

4. I'puonr Aspergillus spp. MmoryT coaepkartbesi B KyKypy3e, opexax, CeMeHax U 3epHe

IIpodrnakTrka OUIIIEBOTO ITYTH MHOUIIMPOBAHUS

Ucnonw3oBath st 00paOOTKM OBOIIEH, SAT0M UM (PYKTOB CIENHAIBbHBIC AC3UH(PHUITUPYIONINE

CpencTBa.
AJlekBaTHas TepMHUECKasi 00pab0TKa MICHBIX ¥ MOPEIPOTYKTOB.

He ncrionp3oBats B MUYy NOATHUBIIUE WA 3aIJICCHCBEIIBIC OBOIIH, SATO/bI, (1)pyKTI)I.

5.12. Bo3ayuiHo — kaneJbHbIH U KOHTAKTHBIH MyTH 3apa:xkenus. [Ipoduiakruka
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Bo3ay1iHo —KanenbHBIM 1 KOHTAKTHBIN ITYTH 3apakCHMA.

1. Bo3aymHo-KanenbHbIH MyTh Nepeaadyd MHPEKIHH — 3TO 3apaXeHHE Yepe3 BO3IyX, B KOTOPBIH
[IONAJA0T U PACHpPOCTPAHAIOTCS Ha PACCTOSIHME OKOJO 2 M IPU pasroBope, Kalule U YUXaHUU
MAlMEHTOB MeNbyaiiiiie OpbhI3rH U KaIluld CIIIOHBI U HOCOBOM CIIHM3H, COJAep)Kalue Bo30yauTeseit
Oone3Hel — KamenbHas WHQEKIUsS (OCHOBHBIE BO30OYIUTENM XPOHHMYECKOTO MHKPOOHO —
BOCIAJIMTEIBHOTO IpoIiecca apixarenbHoro tpakra (Bee, MRSA, mynbrupesucrentHas P. aeruginosa,
Achromobacter spp., HTMB), a rtakke rpumm, aHruHa, AudTepus, KOKIIOII, KOPb, CKapJjaTHHa,
TyOepkyne3). [lpu BbIcbIXaHMM ATHX OpBI3T U Karellb BO30yIUTENn OOJIE3HH JOJTr0 COXPaHSAIOTCS B
MbUTH— TbUIeBast HHGEKLU. 3apakeHne MPOUCXOIUT MPH BABIXaHUU BO30yauTeNei 601e3Heil.

2. KOoHTaKTHBIH ITyTh Yepe3 MOBEPXHOCTH, TAKKE MOXKET OBITh IPHYNHON HHPHUIIMPOBAHHSL.

3. Aspergillus spp. oOuTaOT B MOYBE U HAa PACTUTEIBHBIX OCTaTKaX. B CBSI3M ¢ 3TUM OHHU MMOCTOSHHO
NPUCYTCTBYIOT B BO3JyXe BHEIIHEH cpeasl W BHyTpu mnomerenuid. ITockosnbky Aspergillus spp.
pacipoCcTpaHeHbl IMOBCEMECTHO, MOJHOCTHIO HCKIIOYUTh KOHTAKT IMAalMeHTa € MHUKPOMHUIIETAaMHU
HEBO3MOXKHO, TEM HE MEHEE CJICIYeT CTPEMHUTHCSI MAKCUMAIILHO CHU3UTh PUCK WHOUITUPOBAHUS.

4. PecniupaTopHble BUPYCHI ABJISIIOTCS BaXKHBIMU MMAaTOTeHAMU Uil manueHToB ¢ MB. Bupycsl, Takue
KaK pecrnupaTopHO-CHHIUTUANBHBINA Bupyc (RSV), BUpyc rpura, BUpyc naparpuiina, aJeHOBUPYC U
PUHOBHPYCHI, UMEIOT OTHOCUTEILHO KOPOTKHE MEepHobl MHKyOaruu (MeHee 1 Henmenu), a mepenada
MPOUCXOJUT B OCHOBHOM TIOCPEJICTBOM TIPSIMOTO KOHTAaKTa ¢ WH(HUIMPOBAHHBIMH JIFOJBMHU WU
KOCBEHHOTO KOHTaKTa, Kacasich MHPUIIMPOBAHHBIX MpeaMeToB. KanenpHas nepegada MHPEKIIMOHHBIX
pECTIPATOPHBIX CEKPETOB MPOUCXOIUT C BUPYCOM rpumma u ageHoBupycamu. et ¢ MB He Gonee
BOCIIPUUMYHUBBI K HWH(EKIHUSIM BHPYCHBIX PECIHPATOPHBIX MYTEH, YeM HX 370POBBIE CBEPCTHUKH.
OpHako pecnupaTopHble BUPYCHBIE 3a00J€BaHUSI MOTYT Y HUX IPOTEKaTh TSXKEJIee U CIOCOOCTBOBATH
pa3BUTHIO OaKTepHaATbHOU HHDEKINH.

IIpodunakruka .

e He noaxomuts k apyrum namuentam ¢ MB Gmmke, ueM Ha 2 M.
e lcnonb30Barh JMILIEBbIE MACKH.

e lcmonp30BaTh JHIIEBYI0O MAacKy BO BpeMsl TOBBIINICHHOW 3a00JIEBA€MOCTH M TOCEIICHHS

OOIIECTBEHHBIX YUPEXKICHUH, a TaKKe MPHU MOCEIEHUN JIe€UeOHBIX YUPESKICHUH.
e (OOpabarpIBaTh MOBEPXHOCTH MMOCTIE TAI[UEHTOB.
e (OOpaboTka pykK.

L4 HaHI/IeHTBI ¢ MB =ne JOJIDKHBI HAXOOUTHCA B XUJIBIX H OOJILHUYHBIX MOMCIICHHUAX, MOPAKCHHBIX
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IIJICCCHBIO.

Heo6xoauMo creauthb 3a COOMIOACHUEM TEMIIEPaTypHO-BIXKHOCTHOTO PEXHMMa B TIOMEIIECHUSX,

HC JOITYCKaTh IIPOTCUCK, aBapHﬁ, 3aTOIJICHUHN I10ABaJIOB U T.II.

B CJIydac MosABJICHUA ITPU3HAKOB INICCCHU B IMOMCHICHUAX H€O6XOI[I/IMO MEPCBCCTU MAITUCHTOB MB

B IPyro€ IOMEILEHUE.

Jis JNUKBUJAUMM TIOCIEACTBUI TOSBICHUSA IUIECEHM B 3/JaHUAX HEOOXOAMMO BBIABUTh MU
YCTPaHUTh MPHUYUHY TOSBICHUS CHIPOCTH B 3[IaHHH, MPOBECTH MPOCYHIKY M 00pabOTKYy o4aros

6I/IOHOBpe)KI[€HI/If/'I CTPOUTCIIbHBIMU 6I/IOIII/II[aMI/I, AKTUBHBIMH IIPOTHUB FpI/I6OB.

B KBapTHpax IaluCHTOB C MB, a Tak)ke OOJILHUYHBIX IIOMCIICHUAX M ITOJIHMKIMHHUKAX, HC JOJIZKHO

OBITE LOBCTOB B ropmkax, 3MMHHUX CaJl0B U IIp.

B cBsa3u ¢ TEM, 4YTO OOJIBIIIOE KOJMYECTBO CII0p FpI/I6OB IMPUCYTCTBYCT Ha Y4CTUYKAX IIbLIH,
H606XOI[I/IMO n30eratb KOHTaKTa nanueHToB ¢ MB ¢ MIbUIBIO, THIATCIBHO MPOBOJUTH BJIA’KHYIO

yOOpPKY ITOMEIICHUH.
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IIpunoxenue I'. IlIkajbl oeHKH, BOPOCHUKHU U IPYrUe OlleHOYHbIE
HHCTPYMEHTbI COCTOSIHUS NAIMEHTA, IPUBEJCHHbIC B KJIMHUYEeCKHUX
PEeKOMEHIaALUAX
Ipunoxenue I'l. Hlkasa ouenku creneHu ¢Guodpo3a neuenn METAVIR (Meta-
Analysis of Hisological Data In Viral Hepatitis) — MeTa-aHaJu3 rucToJ10rn4ecKux

JAHHBIX IIPU BUPYCHBIX Ienmarurax

Hcrounuk: [391 (B momudukaruu 392, 393,394].

Tumn: mkana oleHKH

Hasna4yenme: orienka crenenu ¢pudpo3a neyeHu

OueHoYHbIH HHCTPYMEHT: IIKaJIa

Conep:kanue U KJII04:

Tabnuma 46. 3HaueHUs SIaCTUYHOCTH TEYEHU MPH PA3IUYHBIX cTaiusx (ubposa (TpaH3HEeHTHas

¢bubposnacTomerpus) (DIacTOMETPHS TCUCHH )

Cranus ¢pubposa 3Ha4YCHUS DITACTHYHOCTH
(xlla)

FO (orcyrcTBHe hubpo3a) <5,8

F1 (nerkuit $pubpo3) 5,8-7,2

F2 (ymepenssrit pudpo3) 7,2-9,5

F3 (BbIpaxeHHbI (Hudbpo3) 9,5-12,5

F4 (tmppo3) >12.,5
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HpHJIO)l(EHI/Ie I'2. lllkanaa OLHECHKH THIKECCTH M CTCIICHU KOMIICHCAIIMH IMPPO3a

Yaitaa-IIsio (the Child—Pugh score)

Hcrounuk: [47], Banunanus mkaisl B PO He npoBoaniach.
Tumn: mkana oneHku
Ha3nadenmue: orjeHKa CTENEHN KOMIICHCAIIMY [IUPPO3a TIEYCHU

OueHOYHbI HHCTPYMEHT: IIKajia

Conep:xanue:
Taoauna 47
aJLTbI 1 2 3
IIpu3Haku
DHuedanonarus Her MHHUMAJIbHBIE KoMma
MIPOSIBJICHUS
Acuur OTtcyTcTBYET KOHTPOJIUPYETCS pedpakTepHsbIit
bunupyoun (Mmxmons/n) | <34 34-35 >51
AnpOymuH (/1) >35 28-35 <28
[TpoTpomOuHOBOE <4 4-6 >6
BpeMsT (CeK.)
— 3HavyeHust MPOTPOMOMHOBOTO BpeMeHH 4-6 cek. cooTBeTcTBYeT pubmm3nTensHo 50% n 40% ot HOpMBI

COOTBCTCTBEHHO
Kiace nuppo3sa BeICTaBIISIETCS B 3aBUCUMOCTH OT CYMMBI 0aJJIOB 110 BCEM IapaMeTpam.
Kurou:

Cymma GamioB 5—6 COOTBETCTBYeT kiaccy A, mpu cymme 7-9 — kiacc B, a mpu oOeit

cymme B 10 -15 6anmnoB BeicTaBisiercs kiacc C.

Oxunaemasi TIPOJIOJDKUTENIBHOCTh KU3HHM Y TAIMEHTOB Kiacca A cocraBiser 15—20 er,
nocyeonepaoHHast JIeTaTbHOCTh MTPH MOJIOCTHOM XHUPYPrHUeCKOM BMemmaTenbeTse - 10 %.

Kitace B sBisercss mokazaHueM JUisi paCCMOTPEHHs BOIIPOCA O NEPECAJKE MEYEHU; IPH ITOM
MOCIICOTEePAIIMOHHAS JIETATbHOCTD MPH MOJOCTHOM XHPYPruueckoM BMemarenscTBe gocturaet 30 %.

VY OGonpHbIX Kinacca C oxugaemas NPOJODKUTENBHOCTh JKM3HU JocTuraer 1-3 roxa, a
nocJeonepaoHHast JIeTaTbHOCTh ITPH MOJIOCTHOM BMemaTeabcTse - 82 %.

Ha ocnoBanum xputepueB Yaitnn-Ilplo mpemayioxkeHO OIEHHUBATH HEOOXOIUMOCTh B
TPAHCIUIAHTAIlUM TIE€YEHU: BBICOKAsh HEOOXOAMMOCTh Yy TAalMEeHTOB, OTHOcAmMXCs K Kiaccy C,
yYMEpEHHas - y MaIlMeHTOB Kiiacca B u HU3Kas - y nmarueHToB kiacca A [395]

OH@HKa BBDKHMBAC€MOCTHU IMMATUEHTOB C HUPPO30OM IICUCHU

[https://www.gastroscan.ru/handbook/117/7543].

Tabnuua 45
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|Knacc no Yaina-I1sro ‘Bamn;l ‘FO,I[I/I‘IHEU[ BBEDKMBAEMOCTb, %‘I[ByxneTH;m BBDKHBAEMOCTh, %o

A 56 100 85
B 79 @81 57
C 10-15 45 35

300



Ipunoxenue I'3. IllkaJjia OeHKH XPOHNYECKOT0 PUHOCUHYCUTA N0 JaHHbIM KT

OHII

Hcrounuk: [Lund VJ, Mackay IS. Staging in rhinosinusitus. Rhinology. 1993 Dec;31(4):183-4.
PMID: 8140385, Lund VJ, Kennedy DW. Staging for rhinosinusitis. Otolaryngol Head Neck Surg.
1997 Sep;117(3 Pt 2):S35-40. doi: 10.1016/S0194-59989770005-6. PMID: 9334786], Banmunauus
mkaibl B PO He npoBoauiack.

Tun: mkana oleHKU

Hasna4venmne: OIICHKA CTCIICHU CHUIKCHUS ITHCBMATU3al[M OKOJIOHOCOBBIX 11a3yX I10 pC3yJibTaTaM KT

OHII

OueHoYHbIH MHCTPYMEHT: IIKala

Conep:xanue:
_

BepxHeyemocTHast masyxa 0-1-2 0-1-2
[TepemHue KISTKU penieTyaroro JaOupHUHTA 0-1-2 0-1-2
3aHKe KJIETKH PeIIeTyaToro JIa6I/IpI/IHTa 0-1-2 0-1-2
KnuHoBuaHas masyxa 0-1-2 0-1-2
JloOHas masyxa 0-1-2 0-1-2
OcTtromeatanbHBIM KOMIUIEKC 0-2 0-2

0-12 0-12

Bcero 6a1/10B 111 KaXK/10il CTOPOHBI

Kurou:

151 0KOJIOHOCOBBIX Ma3yX:
0 6am1oB — HOpMa
1 Gai - yacTUYHOE 3aTeMHEHHE

2 0ajuia — TOTAJILHOE 3aTEMHEHNE

J1s1 0cTHOMEATAJIbHOI0 KOMILJIeKea:
0 6amnoB — IpoxoauM
2 Gamna — OJIOKMPOBaH
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MunumaabHoe 3HaYenne=0, MakcuMaJbHOe 3HaYeHue=24
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Ipunoxenue I'4. OnpocHuK Mo cocTossHUIO 310poBbs-9 (PHQ-9)

Hcrounnk: https://www.phgscreeners.com/select-screener, ITorocosa H. B., Jlosxenko T. B., babun

A.T., Kypcakos A. A., Beirogun B. A.Pycckossberunas Bepcusi onpocHukoB PHQ-2 u 9:
YYBCTBUTEIBHOCTh U CHENU(DUIHOCTD MTPH BBISIBICHUH JICTIPECCUN Y TTAIIMEHTOB OOIIEMEANIIMHCKOM
amOynaTtopHoil npakTuku. KapauoBackynsapHas Tepanus u npoguinaktuka, 2014; 13 (3): 18-24,
Kroenke K, Spitzer RL, Williams JB. The PHQ-9: validity of a brief depression severity measure. J
Gen Intern Med. 2001 Sep;16(9):606-13

Tun: mkana

Hasna4veHnmue: ornieHka ypoBHS Aenpeccuu (CKPUHHHT)

OueHoYHBIH HHCTPYMEHT: OIPOCHUK

Conep:xkanue:
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OMPOCHUK NO COCTOAHMNIO 3 A0POBbA-9

(PHQ-9)

Kak yacTo 3a nocnegHue 2 Hegenu Bac 6ecnokounun

MouTtn
cnepyrowme npoGneme? Heckonb Bornee  KaxAabli
(Cmaebme “¢””, yumobbl ykazamsb ceoli omeem) Hu pasy KO AHen Hepenun AeHb
1. Bam He xoTenocb HM4Yero genartb (0] 1 2 3
2. Y Bac 6bino nnoxoe HacTpoeHue, Bbl 6b1nv nogaBneHb! 0 1 > 3

NN UCNbITbIBanu YyBCTBO 6€3bICXO4HOCTU
3. Bam 6b1n0 TpyAHO 3acHyTb, y Bac 6b1n npepbIBUCTLIN COH, 0 1 > 3
nnun Bbl CrMWIKOM MHOro crnanu
4. Bbl 66111 yTOMIeHbl, unmn y Bac 6eino mano cun 0 1 2 3
5. Y Bac 6bin nnoxow anneTtuT, unu Bel nepeenanu 0 1 2 3

6. Bbl nnoxo o cebe gymanu: cuntanu cebs HeygavyHUKOM
(HeypaayHuuen), nnm 6einNm B cebe pasovyapoBaHbl, UNn 0] 1 2 3
cuuTanu, 4To NnogBesniv CBOK CEMbIO

7. Bam 6b1no TpyAHO coCpenoTounTbCsA (Hanpumep, Ha

(o] 1 2 3
YTEeHUN raseTbl UM Ha NpPocMoTpe Ternenepegad)
8. Bbl ABMranucb Unu roBopusiv HACTorbko MeAfieHHO, YTo
oKkpy>kalLme aTo 3amedanun? Mnu, Hao6opoT, Bbl 6Gbinn 0 1 > 3
HaCTONbKO CyeTrnunBbl NN B3GyaopaXkeHbl, YTO ABUranmchb
ropasao 6onblue o6blI4YHOro
9. Bac nocewianu Mmbicnv o Tom, 4To Bam nyvwe 6bino 6bl
ymMmepeTb, U O TOM, 4YTOObl NPpUYNHNTL cebe kakon-HMbyab 0] 1 2 3
Bpen
FOR OFFICE CODING ___ O + + +
=Total Score:
Ecnv Bbl NoNoXxXutenbHO OTBETUNN Ha KakMe-HUGyAb NYHKTbl, TO OLLeHUTEe, HAaCKONMbKO TPYyAHO
Bam 6bi1no pa6oTtaTtbh, 3aHUMaTbCA AOMAaLIHUMM AernaMu nnm oéwaTtbCcs € NIAbMU U3-3a 3TUX
npo6nem?
CoBceMm He HemHoro OuyeHb Ypez3BblyaHO
TPyAHO TPyAHO TPYyAHO TPyAHO

O O O O

Paspa6oTtaHo goktopamu Po6eptom J1. LUnuuem (Robert L. Spitzer), [ykaneT B.Y. Yunnesamc (Janet B.W. Williams), Kyptom
KpoHke (Kurt Kroenke) n nx konneramm B pamkax obpasoBaTenbHOro rpaHta komnaHum Pfizer Inc. BocnpousseaeHue,
nepeBo/, rNokas u pacrnpocTpaHeHne paspeLlleHbl.

Kirou:

HNurepnperanus pe3yabTaToB (110 001me cymme 0a/1J10B):

1-4 OtcyTcTBHE MM MUHUMAJIBHBIN YPOBEHB AECTIPECCUU

5-9 Jlerkas nenpeccus

10-14 YMepenHas nenpeccus

15—19 Tsoxenas nenpeccus

20-27 Kpaiine Tsokenas qenpeccus, Heo0Xoauma CpodHasi KOHCYJIbTalMs ICUXuaTpa

https://www.phgscreeners.com/select-screener
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Ipunoxenue I'S. llkasia ypoBus Tpesoru GAD-7

Hcrounuk: [Lowe B, Decker O, Miiller S, Bréhler E, Schellberg D, Herzog W, Herzberg PY.
Validation and standardization of the Generalized Anxiety Disorder Screener (GAD-7) in the general
population. Med Care. 2008 Mar;46(3):266-74,

Tumn: mkanaa

Ha3snadyeHue: orieHKa YpOBHS TPEBOTH (CKPHUHUHT)

OueHOYHbI HHCTPYMEHT: OITPOCHUK

Conep:xanue:
GAD-7
Kak yacTo Bac 3a nocnegnue 14 AHel Gecnokonnm Heckonsko Bonee M
Hu pazy Kam kI
CReaywHe npodnaMs ? OHER HEenH ey
{Cmaabme “e, umobsl YEa3ams ceol omaem)
1. Bbl HEPEHHYANM, TPEBONMMMCE MM WCNBTHIEAMA i} 1 2 3
CHNEHBIA CTPECC
2. Bl Geinv HEcnOCohHE! YCNOKOWTRCA HITH i} 1 2 3
KOHTPONWPOBATE CBOE BONHEHHE
3. Bbi CNAWEOM CHABHD BONHOBAMKCE N0 Pa3NHYHBbIkM 0 1 2 3
NoBoOaM
4, Bam Geino TpyaHo paccnabuTecA 0 1 2 3
5. Bbl GuiNM HACTONLKG CYETNHER, YTO Bam Geino i 1 2 3
TAMEND YCUAETE HA MECTE
6. Bbl NErko ankunyuce MNKM paiapasanich 0 1 2 3
7. Bbl HCNBITRBANM CTREX, CNOBMO OMEHOD i} 1 2 3

NOOM30WTIA HEYTO YHACHDE

Kirou:

HNuTepnperanus JaHHBIX:

0-4 6amra. MUHUMANBEHBIA YPOBEHB TPEBOTH
5-9 6anmnoB. YMepeHHbIH YpOBEHb TPEBOTH
10-14 6anno. CpeqHuil ypoBeHb TPEBOTH.
15-21 Gann. Bricokuii ypoBeHb TPEBOTH
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