VTBEPXJIAIO VTBEPXJAIO VTBEPXJAIO

ITpesunent Coro3a neauaTpoB IMpesuneHTt Accouuanuu IIpesunent MOO «Poccuiickoe
Poccun MEIMLMHCKAX TE€HETHKOB Pecriuparoproe O61IECTBOY,
akanemuk PAH, 1.M.H., 3aBeayiomas  wi.-koppsPA’ P “zf,‘ 4 I.M.H. ipogeccop, 3aBeayrOII i
Kateapoii bTETCKOH aupekTop @TBHY. « I» kadenpoit mynbMOHOIOTHA
neauarprm ®TAOYBO PHUMY A Rt Y (akxyasTeTa JOTONHUTEILHOTO
T J > W ¥y 7 11 A - A
¢, H.W. Haporosa M <E ALY ‘g}'ﬁﬂ B \a npodeccroHaITbHOro 00pa3oBaHKsA
/Poccuu ve  on ; Kytes I'6OY BO PHUMY um. H.W.
o, N T (7 i oS
Y g 3% i 93 IMuporosa Munsjpasa Poccun,
AN EHEL ﬂﬁﬁB .v‘-“.»’; 14 /p
2 MO B ASY C.benepckuit
b R
VTBEPXJAIO VTBEPXJAIO
IIpencenarens OO0 «Poccuiickoe I'eHepanbHbIi TUPEKTOP
3 RIS Accoryanyy AeTCKUX Bpadyei S <
MockoBckoii o6nacty, A S
rnasHel Bpaa IBY3 MO -
., Ipodeccop
J[.OnuHaeBa
%

Knuangeckue PEKOMCHOAIIHA .

Kucro3nblii pudpo3 (MykoBHCIHI03)

Konuposanue mo MexnyHnapoaHo#
CTATHUCTUIECKOM KiaccupuKamum
6onesneil 1 npobiieM, CBI3aHHBIX

co 3mopoBbeM: E84

Bospactras rpynna:  Jletu/ B3pocisie
l'on yrBepxnenmsa: 2021

PaspaboTumk KIMHIIECKOH PEKOMEHIAIN:
e Coro3 nexuarpoB Poccun
e Acconuanys MEUIUHCKAX TCHETUKOB
e Poccuiickoe pecmupaTopHOe OOIECTBO
e Poccuiickoe TPaHCIUIAHTOJIOTHYECKOE 00IIECTBO

e Acconuanus AeTCKHUX Bpadeit MockoBcko# obnacTu



Oraasjienue

L@ 01 331 (53212 (PP PUPPRT P PUPRRPPOT 2

(03117 (610 ) VO N o F: 11053 1.1 ST PPPP PP TP PPPPPP 5

TEPMUHBI M OTIPEIIEIIEHUS. ... et eutteeeeeesieeeeeessnee e e et e e e s st e e e assn e e e e e s s e e e e an s e e e e e assn e e e e s annn e e e e s nnnnneee e 8

1. Kparkas nunpopmanms o 3a00JIeBaHUIO WM COCTOSIHUIO (TpyIie 3a001€BaHNi WM COCTOSTHUN )9
1.1 Onpenenenne 3a001€BaHUs WM COCTOSIHUSA (TPYIIIbI 3a00J1€BaHUN UIIM COCTOSIHUM) .....vvvveennee 9
1.2.9THoNOTNS M TAaTOTeHEe3 3a00JICBaHUS WIIM COCTOSIHUS (TPYIIBI 3a00JI€BaHUN MITM COCTOSHUIA)...9
1.3 Dnunemuosnorust 3a0051€BaHUs WIM COCTOSHUS (TPYNIIBI 3a001€BaHUNA WM COCTOSHUM) ............ 14

1.4 OcobenHocTr KOIUPOBaHUS 3a00JI€BaHUS WU COCTOSIHUS (TPYIIIBI 3a00JI€BAHUIN HITH
COCTOSIHUI ) 110 MexayHapOoIHOM CTaTUCTUYECKOH KiaccuUKaIuu 00JIe3HeH 1 mpooiieM,
cBA3aHHBIX CO 30POBBEM (MKDB 10)....cciiiiiiiiiiiiic e 14

1.5 Knaccuduxarius 3a60aeBaHUs UM COCTOSIHUS (TPYIIIbI 3200J1€BaHUI WIIN COCTOSIHUM) ............ 14

1.6 Knuauueckas kapTuHa 3a00€BaHUS HJIM COCTOSIHUSI (IPYIIIbI 3a00J1€BaHUI WU COCTOSIHMI)... 17

2. lnarHocTuka 3a001€BaHUs UM COCTOSIHUS (IPyMIbl 3200J1€BaHUI WIIM COCTOSIHUMN ), METUIITHCKUE

MOKa3aHMsI U TIPOTUBOTIOKA3aHUS K IPUMEHEHUIO METOIOB TUATHOCTHKH ... vvvesvveeeiveeeniveeennieeennns 23
2.1 JKQITOOBI T1 @HAMHES ......eouettteeeeeeeeeeeeaiittttete e e e e e s s assabbe et e e e e e e e e e e se bt bbbt e e e e e e e s e nbbbbb et e e e e e e e e s anbbbbneeeeeas 26
WAL (0375171 2:1) 0 35 (01RO o Yok (oyi () : -1 & 1 (I 26
2.3 JIabopaTopHbIE TUATHOCTHUECKUE UCCIICTOBAHMS ... . vvveessrreeeesssnreeaesssnnneeeessnnnenessansneeeessnnneeeenns 26
2.4 'HCTpyMEHTAJIbHBIE TUATHOCTHUECKHUE UCCIIEIOBAHMSL .....ccevviirrreiieeeesssssiiinnneeeeeeesssssinnnseneeeas 48
2.5 VHble THATHOCTHUYECKNE VICCIIEIMOBAHIIN ..vvuverruneesrnessuesstasessnsssssssstasesstssstsessnsesstserereressressrnnes 60
JIUDDEPEHIMUATBHBIH JTTATHOS ....vveeetaetreeeessneeeeesassseeaeaassneeeesassnneeeaassseeeesannnneeeeaannneeeesannreeeessnnnneeenns 60

3. Jledenue, BKIIOYAs METUKAMEHTO3HYIO U HEMEAMKAMEHTO3HYIO TePaIliH, JUETOTSPAITHIO,
00€300JIMBaHKEe, METUIIMHCKUE TIOKA3aHUS M MPOTHBOTIOKA3aHMS K TPUMEHEHUIO METOIOB JICUeHUs162

3.1 KOHCEPBATHBHOE JICUCHIIEC ....ceeeeesuseittrrreeeesssssssssssssseeasssssssssssssssesaessssssnsssssssseaesesssnnsssssseseeeeessnnns 63

3.1.1 MYKOTUTHUCCKAST TEPATTHISIA ...vvvvvveeeeeeessssasssssseesaassesssssssssssesassssssasssssssseeesssssnnsssssssseesesssnnns 63
3.1.2 BPOHXOTHTHUCCKAST TEPATTHIS. ...+ vvvveeeeesessssssssseresessssssasssssssssssssssanssssssessssssssnnsssssseseeesessnnns 64
3.1.3 AntubakrepuanbHast TEPAUAST (ADBT)..ccooiiiiiiiiiii e 66
3.1.3.1 OGmmue MpUHIHIBI AHTHOAKTEPHUATBHOM TEPATTHH ... .vvvvvvvvreeeeessssiinrrenssesssssssssssseeeessessnnns 66
3.1.3.2 AntubakrepuaabHas TEpamus MPH BRICEBE METHIIM/UIMHYIYBCTBUTENbHOTO Staphylococcus
aureus (MSSA) u Haemophilus influenzae .............ccccuveiiiiiiiiie e 71
3.1.3.3 AuTubakrepuanpHas Tepanus npu MRSA (MeTHIMIUTHHPE3UCTEHTHBIN CTaPHIIOKOKK) -
1703 (11153 N 0171 OO PO PPPP T RPPPPPP 74
3.1.3.4 AnTubakTepuanbHasi Tepanus IPH BBISIBICHUH B MOKPOTE/OpOHXHAIBHOM CEKpeTe
e T (U To [0 1T BRSSPSR USROPPRSPR 77
3.1.3.5 AnTubakTepuanbHas Tepanus Ipu BEICEBE U3 MOKPOTHI/OPOHXHUATILHOTO CEKpeTa
Burkholderia cepacia COMPIEX.........eeiuiiiiiiie et 82
3.1.3.6 AuTubakTepuanbHas Tepamnus Py BhICEBE U3 OPOHXUATIBLHOTO cekpera Achromobacter
] 0] OO PP PUP TP 85
3.1.3.7 AuTubakTepuanbHas TEPATHST MUKOOAKTEPHOBA .ovvvvvvrrrrrrseeesssssiisnneereeeesssssssssnrerseseessnnns 88
3.1.3.7.1 AaTubakTepuaabHas Tepanusi MUKOOAKTepHo3a, BEI3BAaHHOTO M. abscessus ................. 89
3.1.3.7.2 AutubakrepuanabHas Tepanusi MUKOOaKkTepro3o0B, BeI3BaHHBIX MAC (Mycobacterium
AVIUM COMPIBX) ottt et e e bt e e e a e e e s st e e e st e e e te e e e atee e e snbeeesnseeesnbaeeanres 95
3.1.4 Tepanus nopakxeHH JETKUX, BBI3BAaHHBIX TprOaMu poaa Aspergillus .........ccocvvveeniinnene 97
3.1.5 Tepamnus BHENIHECEKPETOPHOI HETOCTATOUHOCTH HOIKETYJOUHOM HKEIE3BI ... 101
3.1.6 Tepamnus >HIOKPUHHON HEAOCTATOYHOCTHU MOHKeNyn109HOM sxene3bl (M3C) ..o 103
3.1.7 Tepanust HOPAMKEHMS TIEUEHM ......cceerurrrreeiiurreieeasstrereessssssessssnsseesssssseaessssnenessssneseessnnenss 104
3.1.8 Tepamnus octeonopo3a y MAMEHTOB € MB ..., 105
3.1.9 Tepamnus XpOHUYECKOTO PUHOCUHYCUTA U HA3ATBHOTO TTOTHIIOBA ... vvveeeserrreeesanrreeeesannneess 107
3.1.10 KoHcepBaTtuBHas Tepanus JIETOYHOTO KPOBOTEUEHUS U KPOBOXAPKAHDBS ......cccvvvvvvvvreenss. 107



3.1.11 Tepanusi IBIXaTCITBHON HETOCTATOTHOCTH ...cuuvvreeeantureaesasssneesssassseaessansseeessasseeessasneees 108

3.1.12 KoHcepBaTuBHAas TEPAIIUS MEKOHUEBOTO MIIEYCA...eeciuvrreresisrrreeesssnrneessssnnenessssnneeeessnnnenss 110
3.1.13 KoHcepBaTuBHas Tepanus CHHAPOMA TUCTATHHON HHTECTUHAIBHOW OOCTPYKIHH. ......... 110
3.1.14 Tepanus nceBIO - BaAPTTEP CHHAPOMA. ......uvviiiiiiiiiiiiiiiiiie e 111
3.1.15 INarorenernueckas Tepanus (MBaKAPTOPTIYMAKADTOP) «..vvvverrvrreivrreiireeanireeesneeesneeennns 111
3.1.16 Tepanust mpenapataMy JPYTUX TPYIIT /MK IO OCOOBIM HOKAZAHUSAM .......vvveereveeernreeennns 113
3.2 KHHEBHUTEDAIIMSL. ¢ eeveeeeeeeiteeee e et e e st e e st e e et e e e et e e e e e e e e e e s e e e e s nnnne e e e s nnnnee e e 115
3.3 JIMeTOTEPANUS K BUTAMUHOTEPAIIHS ... ...vveeeeasrreeeessnneeeesassnnneessssnneeesannneesssssnneeeessnnnensessnnneeeenas 118
3.3.1 O0mue NpUHIHITEI TUETOTEPATHN Y TTAIUEHTOB € MB ..., 118
3.3.2 JIETU MEPBOTO TOJIA HKHBHHI ...uvvvveeessnreeeasasnseeeesassneeeesasnneaesassnneeeasasnneeeasnnnneneessnnneeeesnnnneees 124
3.3.3 [IuTaHue TOIMIKOIBHUKOB U HIKOJBHUKOB U B3POCIIBIX ...vvvreisrrreeesssnreeessnnneneesnnneeeesnnneess 126
3.3.4 MUKPOHYTPUEHTBI M BUTAMIHBL. ........tveeeeeiireeeeaenneeeasasneeaesasnneeesassnneaesssnneneessnnneeeesnnnneees 128
3.3.5 ArpeccuBHBIE METO/Ibl HYTPUTUBHOMN MOJIEPKKH Y HAIMEHTOB ¢ MB ............ocoin 131
3.3.6 IIporpammel OBM st nonbopa nuetsl U (epMEHTHOM Tepanuu il Bpadell U MalueHToB
.................................................................................................................................................. 132
3.4 XUPYPTHUECKOE JIEUCHUIC ...eeeeeeessesittereeeaeessaaassisssseeaaeesssaasssssssseaaeesssaasstssseeeaeeassansssbsnenaeeaeessans 133
3.5. PenpoiyKTHBHOE 37I0POBBE MYKIHH C MYKOBUCIIHIIOZOM ......vvvesrreestreestneesssneeesnneeesssneesnneens 138
3.6 bepeMEHHOCTD TMPU MYKOBHCIIHIOBEC ......vvveeesurreeeesssnneeeesansnneeesssnneeesassneessaasnneesesssnnessesnnneneenas 139
3.7 TTAITHATHBHAS TIOMOTIIID .....evvunersunsstnesssnesssnessnesssnesstasesssnesstnsessaesssesstnsesssesstasestssesstaneernnenes 144

4. MenuuuHCKas peabMINTalNsI U CAHATOPHO-KYPOPTHOE JICUCHHE, METUIIMHCKUE TIOKA3aHUS U
MPOTUBOTIOKA3aHMS K TPUMEHEHUIO METOI0B MEIUIIMHCKON peaduInuTaIliy, B TOM YHCIIe O CHOBAaHHBIX

Ha UCTOJIb30BAHUU MPUPOTHBIX JTEUEOHBIX PAKTOPOB . ..ccciuerrereessrrreeasssnrreeesstreeeessnneeeesnsneeeesnnens 144
5. [IpodunakTika u nucrnaHcepHOE HAOMIOIeHNE, METMIIMHCKIE TTOKa3aHUs U MPOTUBOTIOKA3aHUS K
MIPUMEHEHHUIO METOIOB TTPOMMITAKTIHKH +..eeessssssitrrrrreesessssssssssssssssssessssassssssssessssssssnnssssseeeeeeessnnns 145
6. Opranu3anus OKa3aHUSI MEIUITMHCKOMN TIOMOTITH.........vvvvrrrreeeesssssssssnsenessesssssssssssnensessesssnnsnnnnes 149
7. JonomuurtensHas nHpopmarus (B ToM dnciie (akTOPhI, BIUSIONINE Ha UCX0/1 3a00I€BaHUS UITH
COCTOSTHFIS ).ttt eeeeesstttteeeeeeeesssasssebtee et e e e e e e e e ssb bt e e et e e e e e e e e sk e et e e e e e e a4 e bbb bbbt e e e e e e e e e e bbb e e e e e e e e s s nnnnnnn e 165
Kpurepuu onieHKr Ka4eCTBa MEAMITTHCKOM TIOMOIITH .. ..sssiitreereesssssssssnssssssesesssssssnssnsssesessssssnnns 165
CIIFICOK JTHTEPATYPB «.vtvvvteeeeessssstsstseseesesssssssssssssssssssssasssssssssesssessssassssssesaasesssssnsssssssseessesssnnsssnns 166
[Tpunoxenne Al. CoctaB paboueli Tpymnbl 10 pa3paboOTKe U MEPECMOTPY KIMHUISCKUX

L O Y (53 01 117 SO OO PP UUPP R PTPPPPPPPPPPT 190
[Tpunoxenne A2. MeTo1010Tus pa3pabOTKH KITMHAYECKUX PEKOMEHIAIINM .ooeevvivvvivvirenieeensnnnns 197

HpI/IJ'IO}KeHI/Ie A3. CHpaBO‘IHBIe Marcpualibl, BKIO4Yass COOTBETCTBUEC MoKa3aHui K IIPUMCHCHUIO U
HpOTHBOHOKaBaHHﬁ, crnoco0oB IIPUMCHCHHUA U 03 JICKAPCTBCHHBIX IIPEIapaTOB, HHCTPYKIIUHU 110

MIPUMEHCHHIO JICKAPCTBEHHOTO TIPETTAPATA ..vvvvvvvvrrrressssssssssssssersssssssssnssssssresssessssnmsssssserseseessnnns 201
[Tpunoxxenne B. THOOPMAIMS TS TTAIIACHTA ...vvvvvvvreeesessssssrsnnerssssessssssssssessesssssssnsssssserseseessnnn 206
[Tpunoxenwue I'. [1Ikayibl OIICHKH, BOTIPOCHUKY H JIPYTUe OICHOYHBIC HHCTPYMEHTBI COCTOSHUS

MAIMCHTA, TPUBEICHHBIC B KITUHUUECKUX PEKOMEHIIAIIHSIX .. vveevvveestreesssreessneesssseesssneesssneessnseeens 211

IMpunoxenwue I'l. [lkana onenku crenenu ¢puodposa neucan METAVIR (Meta-Analysis of Hisological
Data In Viral Hepatitis) — MeTa-aHaau3 rEcTOJOrMYECKUX JAHHBIX MPH BUPYCHBIX remaTuTax.... 211

[Tpunoxxenne 2. KnacCHDUKAIMS ACTIEPTHIIICS «....vvvveeiiiirreesaiiireeeaasiieeeessnteeeesssneeeesansneeeesanens 212
[Mpunosxenne I'3. [Ikana oleHKH TSHKECTH U CTENIEHH KoMIeHcanuu muppo3a Yaina-ITeto (the Child—
PUGN SCOTE) .ttt et e e e b e et e e bt e e e e st e e e ant e e e s ata e e eate e e e ssbeeesnbeeeanteeeanteeeanns 213
[Ipunoxenue I'4. PEeHTTeHOAEHCUTOMETPHUS Y MALIMEHTOB € MB......oooiiiiiiie 215
[Tpunoxenne I'S. Anroput™ oOciieJoBaHUS U TaKTUKA PELLICHHs BOIPOCA PENPOAYKIIMH Y MY>KUHH C
1 2 2P T TP P PP PP PP PPPPTRPP 216

[Tpunoxenue I'6. JlanHble 0 MPUPOJHOM PE3UCTEHTHOCTH BEIYLINX MUKpOOpranu3zmMoB rnpu MB 217
[Tpunoxenue I'7. [lepedeHp 1a00paTOPHBIX U HHCTPYMEHTAIBHBIX UCCIEIOBAHUM U KOHCYIbTALIUI
CIELIUAINCTOB, OCYLIECTBISEMBIX B CPETHEM ITPHU JMHAMUYECKOM HAOJIOJICHUN TAllUeHTOB C
MYKOBHCIIHIOBOM ... utttteasauntteeasssstsseesaasssseaaaassseeeeassseeeeaassseeeeeamb e et e e e ambbe e e e e anbbe e e e e anbbeeeeeanbnneeesannes 218
[Tpunoxxenne ['8. PacuIuBPOBKA PUMETAHI .........vvvreeiiiiiiieaieiieieeaaiieeeesaiteeeesannneaeesansneeeesanees 223



[Tpunoxenne I'9. Cmecu i 1e4eOHOTO U TOTIOHUTEILHOTO MUTAHUS JIJIsl TAIUEHTOB C
MYKOBHCIIHZIOBOM ... utttttteeeeeassasssssssseeeaeeaaaaasssses s e e e e e e e e e e anss bbb bbb e e e a2 a4 e o sn b bbb e e e e e e e e e s e annbbbnreeaeaeeesanns 223
[Ipunoxenne I'10 Ilokazanus kK rocnuTanu3aniu (CTallMIOHAPHOMY JICUSHHIO) IETEH U B3POCIBIX C
MYKOBHCIIHZIOBOM .. utttttteeeeeassasussssssseaaeeeaaaassssessee e e e e e e s e anseb b e e e e e e e e e e 44 e sn bbb bbb e e e e e e e s e annbbbnreeeeaeeasanns 225



Cnmcok cokpameHniu

ABJIA — amteprudeckuii OpOHXOJIETOYHBIH acTiepriiuies
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BAJI — 6poHxoanbBeOIIpHbIH JIaBaXK

BOC — 6poHXx000CTpYKTUBHBII CUHIPOM

b3 — 6ponxosKTa3BI

BbOH — 6enkoBo-3HepreTryeckas HeI0CTATOYHOCTh

BUY — Bupyc ummyHoAepuIIMTa YeTOBEKA

BPBII — BapruK0o3HO pacuiMpeHHbIE BEHBI TUIIEBO/IA

JTHK — ne3oxkcupruOoHYyKIEHHOBAsI KUCIOTA

XKKBb — xemuyHokameHHast 00JI€3Hb

WA — uHBa3uBHBIN acnepruiuies

HUBJI - mrs in vitro IUarHOCTHKH

HNKCH — uHTpauuTomiasMaTiiyeckas HHbEKIUS CIepMaTo30uaa

UMT — unnexc Macchl Tena

NPT — uMMyHOpEaKTUBHBINA TPUTICHH

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

KHT- kune3utepanus

KT — xomnbroTepHas Tomorpadus

JIC — nexapcTBEHHBbIE CPEJCTBA

MBJI — kapbaneHemasbl Kilacca MeTajuio-p-1akramas

MB — mykoBUCLHI03

MBTP — MyKOBHCIIHI03HBIH TpaHCMeMOpaHHbIi perymsatop npoBoaumocti (CFTR — Cystic
Fibrosis Transmembrane conductance Regulator)

M3C/I — mykoBHCIIHI03-3aBUCHMBII caxapHbIii qradbet (CFRD- cystic fibrosis related
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MO — meauuHCcKast Opranu3anus

MIIK — MyuHMMaNbHas OAABIISIONIAS KOHIEHTpALHs

MPT — MarHuTHO-pe30HaHCHas: TOMOoTrpadus

HI'OB - HeepmeHTHpYIOLINE TPaMOTpULIATEIbHbBIE OaKTEPHH
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3x0-KI" — axokapauorpadus

AISC — mI0THOCTH TOKAa KOPOTKOTO 3aMBIKaHHUS

ASSR Tect — auditory steady-state response (perucrpaiivsi BbI3BaHHBIX aKyCTHUYECKUX OTBETOB
MO3Ta Ha IMOCTOSTHHBIE MOTYJTMPOBAHHbIE TOHBI)
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E84.0 - Kucro3ubiii ¢puodpo3 ¢ aérounbivu nposiieHusavu (MKb 10 - E84.0) unu xnaccuyeckuit
MYKOBHUCIUIO3 ¢ HCHAPYIICHHOW (YHKIMEW MO DKeNyao9Hol xene3bl (PS) - ciiyuan ¢ HOpManbHOM
9K30KPUHHOUM (DYHKIMEH TODKETYI0YHON JKeJe3bl, TIOATBEPKICHHON pe3yibTaTaMu J1abopaTopHOTo
uccienoBaHusl (OTCYTCTBHME HEUTpPalIbHOIO XKHUpa B KOINPOIpaMME, YPOBEHb I1aHKPEaTH4YECKOU
anacta3el-1 B cryne He Hmxke 200 MKr/r kama). I[Ipm reHeTHYeCKOM HCCIEIOBAaHMU BBISIBIISIOTCS

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

E84.8 - Kucrosubiii ¢puopos ¢ apyrumu nposisaenusimu (MKB10- E84.8) mnm xmaccmueckuit
MYKOBUCII/I03 € TaHKpeatnyeckol HemocratouHocTthio (PI) cooTBercTByeT Kitaccuueckomy
MYKOBUCIII/I03Y ¢ a0COTIOTHOM NMaHKpeaTHueCKON HEIOCTATOYHOCTHIO 0€3 U ¢ OCIOKHEHUSIMHU.
XpoHuyeckass NAaHKpeaTHyecKash HeJIOCTATOYHOCTb Y TAIEHTOB C KHCTO3HBIM (UOpPO30M
(MYKOBHCIIHIO30M) OIPEACISACTCS aKTUBHOCTHIO MAHKPEATHUECKOW 3J1acTasbl-1 B CTyse: KojeOaHus
aKTUBHOCTH 31acTa3bl-1 B cTyne ot 100 1o 200 MKr/r kana CBUAETENbCTBYIOT 00 YMEPEHHOM CTENEeHn
SK30KPUHHOM HEIOCTATOYHOCTH TOJUKENTyIOYHON JKelle3bl; CHUKEHHE II0Ka3aTeasl aKTUBHOCTH
anmacta3el-1 B cTyne menHee 100 MKr/r kama BBISBISET TSDKEIYHO CTENEHb MaHKPEATHYECKON
HEJ0CTaTOYHOCTH.

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

/KM3HEeHHBIMM NOKAa3aHUSIMU TIPU MYKOBHCIHO03€ SBIISIOTCS >KU3HEYTPOKAIOUINE COCTOSHUS
(MEKOHHMEBBI WJICYC, CHHAPOM MOTEPH COJH, JErOYHOE KpPOBOTEUYEHHE, IMHEBMOTOPAKC, OENKOBO-
SHepreTHyeckas HeaocTaroyHocTh 3 cr, JIH (apixarenbHas HemoctaTouHOocTh) U JICH (nerouno-
ceplieuHas HeI0CTaTOYHOCTh) JIF00O0H CTETEeHHU, a TAK)KE COCTOSHUS, OTCYTCTBHE a/ICKBaTHOW Tepamnuu
KOTOpBIX BIEYET 3a CO0OW yMEHbIIEHHWE MPOAODKUTEIHHOCTH KU3HU MAIeHTOB, a HMEHHO,
BHEIITHECEKPETOPHAs IaHKpeaTH4ecKas HeJOCTaTOYHOCTb, TIEPBUYHBIM BBICEB  (BBISABJICHHUE),
WHTEPMUTTUPYIOIIAs U XpOHMUYECKask WH(GEKIUs IETKUX, OUITHAPHBIN IIUPPO3 MeUEHU, MYKOBUCIIUI03-
aCCOLIMMPOBAHHBIN caxapHbI nuaber (MHCynMMHO3aBHUCUMBIN). [Ipu Hamuuuu BhIIIE yKa3aHHBIX
"JKU3HEHHBIX MMOKa3aHW" M0 peleHni0 BpaueOHOH KOMUCCHH MOTYT ObITh Ha3HAu€HBI Mpenaparsl Mo

TOProBOMY HaMMCHOBAHHIO.



1. KpaTrkas uHpopmanus no 3a00/1eBAHUIO0 WU COCTOSIHUIO (TPyIiIe 3a00/1eBaHuil

WJIM COCTOSTHUIA)

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

Kucros3nsrit  ¢ubpo3 (mykoBucumao3, MB) — ayTOCOMHO-pEIECCHBHOE MOHOTEHHOE
HacJIeCTBEHHOE 3a00JIeBaHNe, XapaKTEPU3YIOIIeecs MOPAKEHUEM BCEX K30KPHHHBIX JKENE3, a TaKKe
’KM3HEHHO BaXHBIX OPraHoB u cucteM [1,2].

1.2.9TH0JI0rvS ¥ IATOreHe3 3200J1eBAHUS WJIM COCTOSHMS (IPYIIbI 32001€BAHUN WJIN COCTOSHMI)

I'en CFTR (MBTP - tpancMeMOpaHHBII peryiasTop HpOBOJMMOCTH MYKOBHCIIHI032) OBLI
unentudunrpoBan B 1989 r. I'en pacnosiokeH B cepeHe JUTMHHOTO IIeYa 7 ayTOCOMBI, COJEPIKUT
27 sk30H0B U oxBaTbiBaeT 250 000 map HykneoTunoB. OH KOHTPOJUPYET CTPYKTYPY M (YHKIIHIO
onHouMénnoro Oenka. llocnegune wuccaemoBanus mokasand, yto MBTP sgaBasgercss coOcTBEHHO
XJIOPUAHBIM KaHAJIOM.
benok MBTP nokanusyetcst B anMKaabHOM 9acTH MEMOpaHbI AMUTEMATBHBIX KIETOK, BRICTUIIAIONINX
BBIBOJIHBIE TPOTOKHM KE€JIe3 BHENTHEH cekpenuu (MOTOBBIX, CIIOHHBIX, JKele3 B OpoHXax,
MO/DKETY0YHONW jKene3e, KHUIIEYHUKE, YPOTCHUTAJIbHOM TpPAKTe), OH pErylupyeT TpPaHCHIOPT
ANIEKTPOJIUTOB (TIaBHBIM 00pa3oM XJIopa) MEXAy 3TUMHU KIETKaMU U MEXKKJIETOYHON KUAKOCThI0. B
Oaze HGMD (The Human Gene Mutation Database;

https://my.giagendigitalinsights.com/bbp/view/hgmd/pro/all.php) onucano okosio 2 000 myranuii resa

- CFTR), oTBeTcTBEeHHBIX 3a pa3zBuTHe cuMNTOMOB MB. ITo cocrosiauto Ha 31 utonsa 2020 ronga Ha BeO-
caiite mexayHapoaaoro npoekrta CFTR2 (https://cftr2.org) npencraBieno 360 maToreHHbIX BApHAHTOB
HyKJIeoTHIHOU mocnenoBarenbHocTH TeHa CFTR. Onu mpensrtctByrorT cunTedy Oenka CFTR, ero
TPAHCIOPTY K alHMKaJbHOW MeMOpaHe KJICTKHM WM HapyIIaloT ero (QYHKIMIO B KauyecTBe KaHaia
aHMOHOB xJiopa. B 3aBucuMoctu ot BnusiHus Ha (yHkiuio Oenka CFTR Bce BapuaHTBl HyKJICOTHAHON
nocienoBareabHocT rena CFTR moapasaensiror Ha 7 OCHOBHBIX KjaccoB [3,4]

W3BecTHO, YTO OOWMH W TOT K€ BapHaHT MOXKET BBI3BATh HECKOJIBKO BHJIOB HAPYIICHHSI
CTPYKTYpHI Wi (pyHKIMK OeJiKa, U HE IS BCEX BAPUAHTOB HYKJICOTHIHOM MOCIIEI0BATEILHOCTH T'eHa
CFTR omnpenenen kiacc
CornacHo JMaHHBIM HAIMOHAJIBHOTO pErucTpa HauboJiee YacTO BCTPEYAIOTCS CIEAYIOIINE MYTaIlUH:
F508del (53,14%),CFTRdele2,3 (6,18%), E92K (3,11%), 3849+10kbC>T (2,29%), 2143delT (2,05%),
2184insA (1,88%), 1677delTA (1,76%), N1303K (1,69%), W1282X (1,63%), L138ins (1,46%), G542X
(1,43%) [5].

Myramuu rera CFTR HapymaioT HE TONBKO TPaHCIOPT, HO U CEKPElHI0 HMOHOB Xxjiopa. [lpu
3aTpyJHEHUH MX MPOXOXKJICHHUS Yepe3 KIECTOUHYI MeMOpaHy YBEIWYMBAETCS peadcopOumsi HaTpus

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

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

KEIyJOYHO-KUIICYHBIN TPAKT, MIEYCHD, IO DKEITYI0UHAS Kelle3a, MOUYerosioBas cuctema (tadm.1) [1, 6].

Tao6auua 1. [Tarorenes MB

OpFaHH 1 CUCTCMBI

ITaTonornueckue PO ECChI

Koneunslii pe3yasTar

Jlerkue

BponxooOctpykiys,

CHW)KEHHE  TOJEPaHTHOCTH K
uHpeKImy,

KOJIOHHM3ALUsl IbIXaTeNIbHBIX ITyTel

Pseudomonas  aeruginosa  (P.
aeruginosa) u JIPYTHMHA
aToOJIOrH4€CKUMU
MHUKpOOpTaHU3MaMH,

XPOHHUYECKOEC BOCITQJICHUEC
AbIXAaTCIIbHBIX HyTeﬁ,
OpOHX09KTa3Hl, JIECTP YKL

MapCHXHUMBI JICTKUX.

,HI)IXB.TGIILHB.SI HEOOCTAaTOYHOCTD,
JICTOYHas rurepTeH3ud,
cepacyHas HEAOCTATOYHOCTh.

[Tomxenynounas xenesa

OO6CTpyKIHS MPOTOKOB JKEJE3Hl,
MOABJICHUC KUCT,
HEI0CTAaTOYHOCTh IODKENYI0YHON
JKENE3Bbl (BHyTpeHHE - u
BHEIITHECEKPETOpHas),

KHUIICYHAS MaTbaOCOpPOIIHs.

MekoHueBbIN HiIeyC
Hapyienue cTyJa
JKUPHBIH, 3JIOBOHHBIH, OOMIILHBIN),

CHIDKEHHME HYTPUTUBHOIO cTatyca (y

JIeTel — OTCTaBaHHE B Pa3BUTHH),
ABUTaMHHO3HI,

BBINAICHUS TIPSIMOM KHUILIKH,
caxapHsblil 1uaber.

(gacTsrii,

Macc

Xoiecras, XOJIeJIUTHas3. Huppos [ICYECHH, CUHZIPOM
[IOpTaJIbHON TUIIEPTEH3UH,
[leuenn THIIEPCIUICHU3M, MeYeHOYHAas
HEIOCTaTOYHOCTb,
xxemuHokameHHas 6one3nb (JKKB)
YBenuuenue Kumeunas HenpoxoauMocTb
BSI3KOCTH/aare3uBHocTd  KanoBeix | CIAUO
Kumeunnk

BBIIIAICHUA HpHMOﬁ KHUIIIKH,

OKOJIOHOCOBBIE MTA3yXH

OO6cTpyKIust coycTuit
OKOJIOHOCOBBIX ~ Ia3yX,  3acToi
CIIM3U B Ia3yxaX, KOJOHHM3aIMs
CIIU3UCTONH  OOOJOYKH  TIOJIOCTH
HOCA U OKOJIOHOCOBBIX Ia3yX
MATOJOTHIECKON MHUKpodIopoit (B

XpoHn4yecKui

ITIOJIOCTH HOCA.

PHHOCHHYCHT,
TIOJIUTIBI B OKOJIOHOCOBBIX Ta3yxax U

PenponyxTuBHas cucrema (y MY>K9IHH)

aTpe3usi BBIHOCSIIMX IPOTOKOB
SINYEK.
Azoocniepmust

Tom umcae P.  aeruginosa),
(hopmupoBanue TIOJTATIOB B
OKOJIOHOCOBBIX nasyxax c
pacrpocTpaHeHHEM B IOJIOCTh
HOCa.
DeKTpOTHTHBIH Gananc l'umokanmuemus, rtunoHatpuemus, | CHHIpPOM HceBﬂo-BvapTTepa -
THITOXJIOPEMHUSI, AJIKAJI03 CHHAPOM TIOTEPHU CONEH
Ob6ctpykiisi u  mocnenyromast | becroioame

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

NPUYMHON cMepTH HanueHToB (95%).

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

IMpoAOJIKACT paCIUPATHCA U HUCCICHOBAHUA MI/IKpO6I/IOMa JICTKUX Y JTaHHOM KaTCropuu mnanucHTOB
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JEMOHCTPUPYIOT ~CJIOKHBIA CHHEPIM3M MEXAY KYyJIbTUBUPYEMBIMH W  HEKYJIbTUBUPYEMBIMHU
MUKpOOpranu3MaMu. MUKpoOHOIOTHYeCKast AMarHOCTHKA y TanueHToB MB nMeeT psijg ocobeHHOCTeH,
KOTOpbIE HEOOXOIUMO YUUTHIBATh MPU OPraHU3aIMK PabOTHI C TaHHOUW KaTeropuei MarueHToB.

Yame Bcero B OTISISIEMOM HW)KHHX JIBIXaTEIBHBIX MYTeH y ManueHTOB ¢ MB BBISBISIOTCS S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. Bosaee tunmunbie
pecnimpaTtopHbie narorensl, Takue xaxk H. influenzae, S. pneumoniae, M. catarrhalis Takxxe Mmoryr urparb
BAKHYIO POJIb B Pa3BUTUM OpOHXOJETOYHOro Ipolecca. Y mnauueHToB ¢ MB Moxer Bcrpewaercs
XpOHHUYECKas KOJIOHU3AIMs MUKpOOpraHu3MaMu cemeiicta Enterobacteriales.

NmeroTcss HaOMIOACHUS BBIJCICHHUS W3 HIKHUX JIbIXaTeIbHBIX IMyTed mamnueHtoB ¢ MB
HedepMeHTHpYIOIUX TpaMoTpunaTenbubix Oakrepuit (HI'OB Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) /lanHble BHbI SIBJISIOTCS OJIM3KOPOACTBEHHBIMH,
UMEIOT TEHETHYECKOE CXOJCTBO ¢ Oakrepusmu ponaa Burkholderia. Ouu penko BBIACIAIOTCS Y
nanueHToB ¢ MB, onHako omucaHbl ciydad BbIIENEHHMS UX HpU XpoHHYeckod uHGpexuuu. Her
JOCTaTOYHOTO KOJIMYECTBA HCCIIEIOBAaHMUI, YKa3bIBAIOUIMX HAa BO3MOXKHOCTH IMEpeAaydl IITaMMOB OT
MalMeHTa K MaIueHTY.

Jlpyrue MUKpOOpraHWU3MBI, MMEIOIINE STHOJIOTHYECKOoe 3HadyeHne npu MB: HeryOepkyse3Hbie
mukobakrepun (HTMB) - Mycobacterium abscessus complex, Mycobacterium avium complex u apyrue
MUKOOaKTepHu, rpulbsl - Aspergillus spp., Scedosporium spp., Trichosporon spp., supycel - Respiratory
syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza virus, Human
metapneumovirus. BospactaeT BBIABISIEMOCTh HETYOCPKYJIC3HBIX MHKOOAKTEpUH Yy TAlMCHTOB
cTapuiero Bospacta. Mycobacterium abscessus complex u Mycobacterium avium complex SBISIOTCA
HanboJIee YacTo BCTpeyaromumMucs [2].

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

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

Bo3pacte 5-7 ner u B Bo3pacte 8-14 u 15-18 y 100% nereil. D10 CBUIETEIBCTBYET O TOM, UTO
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KOJIOHM3AIIHS JIETKUX MHUKPOOPraHU3MaMu OOJIbHBIX MYKOBHUCIIHJIO30M HA4YMHAETCS, (DAKTHUYECKH, C
MEPBBIX JIHEW MOCIIe POXKJICHUS U JOCTUTAaeT MaKCUMyMa yxe K 5 rogam »*u3Hu. B Bo3pacte 1o 1 roga
Oonee yeM y 1/3 OOJIBHBIX MYKOBUCIIUJIO30M HIDKHHE JbIXaTCIbHBIE TYTH €IIe HE 00CEeMEHEHBI
MHUKPOOpraHu3MaMu, B Bo3pacte 1-4 jeT HWKHUE JbIXaTelbHbIE MyTH OOCEMEHEHBI MOYTH Y BCEX
OoompHBIX (92,9%), a k 8-18 Tomam — y 100% OombHBIX. XPOHHYECKYIO CTA(PHIOKOKKOBYIO,
CHHETHOWHYIO WJIM CMENIaHHYI0 HH(EKINIO TUarHocTupyoT y 25% nereii yxe B Bo3zpacrte 1-4 rona, B
Bo3pacte 5-7 netr — y 50% OonbHBIX, B Bo3pacte 8-14 ner —y 65% u k 18 rogam — y 80% OG0IBHBIX
MYKOBHCITHI030M [ 7]

[Ipu oreHKEe MHUKPOOHOJIIOTHUECKOTO MPO(UIIss PECIHUPATOPHOTO TPAKTA BBISIBICH POCT YACTOTHI
BBICE€BA IPaAMOTPHUIIATEIEHOMN (DJIOPBI C YBETMUYEHHEM BO3pacTa OOJIbHBIX.

HauGomnpimast yactota MHQUIMPOBaHKUS S.aUreus oTMedeHa B Bo3pacTHoU rpymme 12-16 ser, e
oHa cocTaBmia 64,5%, P. aeruginosa B 24-28 et ¢ yacrotoir 55,0%, B 3TOi1 ke BO3pacTHOM rpyImie
MakcuMainbHOe WHpUIUpoBanue Burkholderia cepacia complex, xotopoe cocraBuwino— 22,6%, S.
maltophilia B 16-20 et — 5,6%. Achromobacter spp. mocturaer cBoero muka y marieHToB crapiie 36
JIET, TAe ee yacTtoTa coctaBuia 14,3%. MRSA uMeeT nBa muka MakCUMaJIbHOM 4acTOTHI, B 20-24 roga
u 32-36 nert, rae ero yactora coctapuia 11,4% u 10,5%, cooTBETCTBEHHO.

YactoTa XpOHUYECKOTO MHPHUIIMPOBAHUS JbIXaTENbHBIX IMyTel S. aureus cocrasiset 56,0 %, P.
aeruginosa — 32,1 %, Bcc — 6,6 %, MRSA- 6,4%, Achromobacter spp.-3,9%, S. maltophilia— 3,4 %. B
7,5%  cmydaeB  OpIXaTelbHble  MyTH  OOJNIBHBIX ~ XPOHHWYECKH  HMH(UIMPOBAHBI  JOpyroit
rpaMOOTpHUIIATENIbHON (IIOPOM, cpelr KOTOPhIX HauOoJiee YacTO BCTPEYAIOLIMECs IMPeICTaBUTENN
cemetictBa Enterobacteriales (Klebsiella spp.: Klebsiella pneumonia, Klebsiella oxytoca, Raoultella
(Klebsiella) ornithinolytica; Escherichia coli, Serratia spp., Proteus spp. u ap.), a Takxe npeacTaBUTEeIN
HeepMEHTHPYIOIIMX TrpaMoTpuareabHbix Oakrepuit (HI'OB) (Pseudomonas spp.: P. stutzeri, P.
oryzihabitans, P. montelii, P. putida, P. koreensis, P. fluorescens, P. fragi, P. luteola,; Acinetobacter
spp.: A. baumanii, A. Iwoffii, A. haemolyticus, A. calcoaceticus, A. junii, A. pittii, A. anitratus.). Y psuaa
MalMEeHTOB  BCTPEYaeTcsl  MUKCT-UH(OUUIMPOBAHWE  PECHUPATOPHOTO  TpakTa  pa3iIMdHOM
HETICeBJIOMOHAHON TpaMoTpuIaTebHOl ¢uiopoit. Jlons mnanuentoB, uHuImpoBanHsix HTMb
cocrasseT 0,9 %.

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

N3MCHYHMBOCTBIO, CBS3aHOM C T'€HETUUYECKUMU HU3MCHCHUAMHU, IMPOUCXOISAINIMMU B 6aKTepI/IHX npu
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NEPCUCTCHLIUHU - MPUOOPETCHUEM MJIM MOTEepeld MOOMIIBHBIX T€HETHYECKHX 3JEMEHTOB, MMEIOIIUX B
CBOEM COCTaBE T€HbI PE3UCTEHTHOCTH K aHTHOMOTHKAM. JlaHHAast 0COOEHHOCTh MMEET KaK KIIMHUYECKOe,
TaK M SMHUIEMHOJIOTHYECKOE 3HAUCHHE M JOJDKHA PacCMaTpUBAThHCS Kak (DaKTOp, OrpaHHMYMBAIOIINI
3P PEKTUBHOCTh AHTHOMOTHUKOTEPAIINH, CIIOCOOCTBYIOIINI BBDKUBAHUIO OaKTepHii M (POPMHUPOBAHUIO
XpOHUYECKOH MH(EKIHU. DTOT (PAKT SBISAETCS BAKHBIM Ul KIMHUIMCTOB M €IIe pa3 MOATBEP)KIaeT
HEOOXOJMMOCTh ~ HMCCIIEIOBAHUS AHTUOMOTHKOYYBCTBHTEIBHOCTH BBIJCICHHBIX HM30JISITOB  IIPH
Ha3HAYEHUHN aHTHOMOTHUKOTEpAIMK M YKa3bIBaeT Ha HEOOXOIMMOCTh MPUMEHEHHUS] KOMOMHUPOBAHHOMN
AQHTUOMOTUKOTEPATIMHU TIPH JICUCHUU XpOHUYECKoW nHpekimu y 6onpHbpIx MB. [10,11]

PasBuTuio acmeprmiesa Jerkux |y nHanueHToB ¢ MB  cnocoOCTBYIOT — HapylleHHe
MYKOIMJIMAPHOTO KIMPEHCAa U UIMMYHHOTO OTBETA, a TAKXKe MPOJIOJDKUTEIbHAS aHTHOAKTepHaIbHAS U
TIIIOKOKOPTUKOCTEPOU/THAS TEPAITHSL.

Kononu3zanus 1pixaTenbHbIX MyTei y narueHToB ¢ MB Aspergillus spp.- BeisiBiieHre rpuOoB poia
Aspergillus B >50% o00pa3ioB MOKPOTBI HJIM B TEYCHHE >6 MECSICB B TOJl, OTCYTCTBHE
WHCTPYMEHTAIBHBIX MPU3HAKOB YXYAUICHHUS JIETOYHON (DYHKIMH, a TaKKE OTCYTCTBHE KIMHUYECKHX
npu3HakoB oboctpenus MB [12,13].

B Hacrosimiee Bpemsi HET yOEOUTENbHBIX TaHHBIX O HEraTMBHOM BJIMSHUM KOJOHM3AIMH
Aspergillus spp. npixaTenbHbIX MyTedl Ha (YHKIWIO AblxaHus manueHTtoB ¢ MB [12,13,14].
Kononusanus apIxaTeabHBIX MyTe mamuenTtoB ¢ MB rpubamm Aspergillus spp. we sBisiercs
MOKa3aHueM JIsl Ha3HauYeHUsT MPOTHBOTPUOKOBBIX JIC.

Hawubosee pacnpocTpaHeHHBIM OCIIOKHEHHEM, o0ycnoBieHHbIM Aspergillus spp., y maiueHToB ¢
MB sBisercs amteprudeckuii Oponxoserounsiii acneprumies (ABJIA). ABJIA xapakrtepusyercs
pa3BUTHEM pEaKLUHUU TUNEPUYYBCTBUTENHLHOCTH | THMa MNpH KOJOHU3ALWU [JbIXaTENbHBIX IyTeH
Aspergillus spp., kotopas 0e3 jeucHHsS NPHUBOAUT K Pa3sBUTHIO (HOPO3a JIETKUX M HEOOPaTUMOM
JIBIXaTeIbHOM HEeIOCTAaTOYHOCTH. Y manueHToB ¢ MB nHBa3uBHBIN acniepruiisie3 BCTpeyaeTcsl peaxo,
yaiie Kak OCJI0KEHEHHE MOCIIe TPAHCIIAHTAIIUHY JIETKUX Ha (POHE MMMYHOCYTIPECCUBHOM Teparuu.

NuBazuBHOro nopaxkeHus Tkanei nerkux npu ABJIA oObIYHO HE TPOUCXOIUT, XOTSI COYETAHHE C
XAJI BoisiBiisitot y 10% marmentoB. OcHoBHbIe Bo30yauTenn ABJIA — A. fumigatus u A. niger [15,16].

Xponuueckuit acnepruuies jgerkux (XAJI) mpencrapisier co00i MEAJICHHO MPOrPeCCUPYIOLIHiA
JAECTPYKTHBHBIN IpollecC B JIeTKUX, 0OycnoBieHHblid rpubamu Aspergillus spp., B panee
CYIIECTBOBABILUX OpPOHXO03KTa3ax, MOJIOCTAX U mp. OnucaHa reHeTuyeckas Mpepacnoyio)KeHHOCTh K
aTOMy 3a00JIeBaHMHIO, CBsi3aHHAas ¢ aedurmtom mwim qucoyunkuueit Th-17 mumdonuros [17,18].

Muorue nanueHtsl ¢ MB o passutus XAJl mosiydanu MHTAISALUOHHBIE WM HU3KHUE JIO3BI
KOPTUKOCTEPOUIOB Uil CHUCTeMHOro mnpuMmeHeHus. Kpome Toro, passutuio XAJI crocoOcTByeT

NOBBIIICHHOE conepkanue konuauii Aspergillus spp. B okpyxkaromieii cpene, B TOM 4HCI€ B )KHUIBIX U
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NPOM3BOJICTBEHHBIX NoMeneHussX. OcHoBHbie Bo30ymutenun XAJl — A. fumigatus, A.flavus u A.niger.
be3 neuenns XAJl npuBOIUT K YXYALIEHUIO KauyecTBa XU3HU NAMEHTOB ¢ MB u yBenuueHuro
JIETAJIbHOCTH.

1.3 DnuaemMuoa0rus 3a00J1eBaAHU WM COCTOSAHUS (rpynnbl 3200J1eBAHUN WA COCTOSIHMI)

Yacrora MB xkosebiiercss cpeam TmpenacraButencii espomeousoB ot 1:600 mo 1:17000
HOBOpOXJeHHbIX. B P® wuactota mykoBucuuao3a coctaBisger no aaHHeiM PIBHY «Menuko-
TCHETHYCCKUI Hay4HbIN HIeHTp uM. akagemuka H.IT. BoukoBa» 1:9000 HoBopokaeHHBIX [1,5].

1.4 Ocob0eHHOCTH KOAMPOBAHKS 3200JI€eBAHUS WIN COCTOSIHUS (TPYINILI 3200JeBaHUH NJIH

COCTOSIHU) M0 MeXKIVHAPOAHOH CTATHCTHYECKON Kaaccudukanmu 0osae3Heil 1 npoodJjaem,

cBfA3aHHBIX €0 310poBbeM (MKB 10)
Kucto3usriit pudpos (E84):
E84.0 — Kucro3usrii prdpo3 ¢ JIErOYHBIME MPOSIBIICHUSMHU,
E84.1 — Kuctosuslii puOpo3 ¢ KUIIEYHBIMU IPOSBICHUSAMHU
E84.8 - Kucto3Hslit hnbpo3 ¢ ApyriuMu MposiBICHUSMY;

E84.9 — KucTosnblii (puOpo3 HEYyTOUHEHHBIHZ.

V' Koo E84.1 Mszonuposannoii xuuieunoii ¢popmvr Hem 6 cospemennoii kiaccuguxayuu BO3 u
Eeponeiickoti  Accoyuayuu Myxosucyuoosa. Koo ES84.1 - xucmosnviti ¢pudpos ¢ KuuieyHulmu

nposiereHusAMU He pekomenoyemcs ucnoavsosams [19,20].
2 -B nacmosuyee épems —
1)neonpedenennviii Ouazno3 npu NOIOHCUMENLHOM HEOHAMANILHOM CKPUHUH2E HA MYKOBUCYUOO3

2) y nayuenmos 106020 803pacma u3 Spynnvl PUCKa nNo MyKOSUCYUOO3Y, KOMOPbIM HA OCHOBAHUU

pe3yibmamos 00Cied08anus He yOaemcs OKOHUaAmenabHO UCKTIOYUMb UIU NOOMBEPOUMsb OUACHO3.

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

Knaccudukanus, npunaras BO3, Mexaynapoanoir Acconmanueii MykoBucuunosa, EBpomnerickoit

Acconmarueit Mykosucuumosa [1, 2, 3,4, 5,7, 8, 9]:

o  Krnaccuyeckuif MyKOBHCIUI03 C MAHKPEATHUECKOM HEZOCTaTOYHOCThIO (CMEIlaHHas WK
JlerouHo-KuIIeyHas Gpopma 3adonepanus’), Pl. E84.8.

o  Kuaccuyeckuif MyKOBHUCHMIO3 C HEHapylIeHHONH (QyHKUMEH MOKEeITyJOYHOU Kelle3bl
(mpeuMyIecTBEHHO Jerounas Gopma 3abonesanus’), PS. E84.0.

o  HeompenenenHslii AUarHo3 Npu MOJIOKUTEIILHOM HEOHATAJIbHOM CKPUHUHIE HA MYKOBHCLIHIO3.
E84.9.

o 3aboneBanusi, accouunpoBannbie ¢ reHoM CFTR(MBTP)
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. M30JIMPOBAaHHAst 0OCTPYKTHUBHASL a300CIIEPMUST;
. XPOHUYECKHUN MTaHKPEATHT;
. JMCCEMUHUPOBAHHbIE OPOHXO3KTA3bI.
B xiMHUYECKO MPaKTHUKE UCTIONb3YyeTCs KitaccuuKanus, npecTaBicHHas B Tadnuie 2 [2].

Tadauna 2. Knuamueckas kiaccupuKamuss MyKOBHCIUA03a (IpeIsiockeHa Ha ocHoBe Paboueii
knaccupukanun mykoBucuunosa (Paumnckuii C.B., Kanpanos H.U., 2000), pexomennauuii BO3 u

EBpomnelickoit accoluanuu MYKOBHCIIMJI032), OIyOJINKOBaHO -
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf
dopma XapakTepucTHKa OPOHX0/1er04YHbIX N3MeHEeHU | IIposBiieHus OcnoxxHeHus
Knuanaeckas ®dazau Crenens JJH?
AKTUBHOCTB
mporiecca

Knaccuuec | XpoHu4ecKkuit Bne Xpouundeckuii |Abcieccsl,

KUt OOCTPYKTHBHEIN  |000CTpEHUS l.ct. (THOMHBIH, aTeeKkTas3bl, THEBMO-

MYKOBHUCIH |OpOHXUT Ob6octpenue Tum Il.cT. IIOJIMIIO3HO- MTHOIIHEBMOTOPAKC,

no3* Bponxoskrassl 000CTpEeHHNS: Il.ct. THOWHBIH) KpOBOXapKaHHE,

CMmemanHa |(iokann3oBanHble |OOocTpeHne PUHOCHHYCHUT |KPOBOTEUEHHUE

A1 WIN u XPOHHYECKOTO Cunanpom (;rerounoe,

JIErOYHO-  |IMCCEMHHMPOBAHH |OpOHXUTA IICEBJIO- KEITyJI09HOE),

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

¢opma JIOKaJIU3aluu yKa3aHHEM Azoocniepmust  |OpOHXOJIETOYHBIH

3ab6oseBanu |[THeBMOGHOPO3  |TOKaIH3AINN) Penmnusupyto |acneprmmies (ABJIA),

1 CMeIIaHHbIA THIT I JIerouyHas

(MykoBHCH HaHKPEaTUT TUIIEPTEH3Us, IIOJIUII03

U103 C HOca. MEKOHUEBBIN

NaHKpeaTu WIIEyC, SKBUBAJICHTHI

yeckKoil MEKOHHEBOI'0 Meyca,

Hel0CTaToy BBINAJICHUE IPSIMON

HOCTBIO — KHLIKH

E84.8) [{uppo3 neueHu

Jlerounas (6e3 u ¢ mopTanpHOI

¢popma runep-

3a00J1eBaHU TEH3HCH )

1 KKb

(MyKoOBHCI OrtcraBaHue B

Ua03 ¢ (U3UUECKOM Pa3BUTHH.

HeHapylleH BenkoBo-

HOIl JHEpreTu4ecKas

dpynkumeit HEJ0CTaTOYHOCTh

MOAKEJYA0 Hapymenne

YHOH TOJIEPAaHTHOCTH K

JKeJ1e3bl yrieBoaaM

— EB84.0) MyKOBHCITU103-
ACCOLIMMPOBAHHBIN
caxapHbIi auader
CHmxeHue
MUHEpaIbHON
TUIOTHOCTH KOCTHOU
TKaHU
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Bropuunstit
0CTEOnopo3
Amuiion1o3 modek
CuaoaieHUT
Buramun K-
Je(UITUTHBIC
COCTOSIHUSI
(reMopparuueckast
0oJe3HBb)

I'enorun (myranuu rera CFTR (MBTP)) Ykazatb coriacHo 0aze
nmanaeix CFTR2. org u
Koncencycy no
KIIMHUYECKUM

s dexram
TCHETUYECKUX
BapuaHTOB (0aza
nmauHbIX SeqDBhttp://
seqdb.med-gen.ru/)
Muxkpobuonornyeckuii cratyc (yKa3blBaeTcs iaTa MepBUYHOro BhiceBa  |CTadUIIOKOKKOBas
(BBISBJICHIS) MUKPOOHOTO IMaTOreHa (MaTOreHOB) U, €CIIH €CTh, HHDEKIIUA.
TTOCIIETHETO) CunerHoiHas
nHpekus. Madexmms,
BhI3BaHHas B. cepacia
complex

Hpyrue nHbpEKIIm.
MukpoOHbIe
ACCOIMAITIH

Hpyrue ¢popmsr:
HeomnpenenenHslii [uarno3 npy MoJI0KUTEIFHOM HEOHATAIEHOM
CKPUHMHTE Ha MyKOBHCIH03° — E84.9.
3abonepanus, acconunposanusie ¢ redom CFTR (MBTP):*
—  M30JIMPOBaHHAsE OOCTPYKTHBHAS a300CTICPMHST;
—  XPOHHWYECKHU MaHKPEATUT; IHCCEMHHUPOBAHHbBIE OPOHXO0IKTA3bI

Ipumeuanus:

Y ®opma us knaccugpuxayuu MB Pauunckozo C.B., Kanpanosa H.H. (2000).

2 Cmenenv  Ovixamenvhoti HedocmamounHocmu — ycmanaeiueaemcs:  coaiacio — «Knaccuguxayuu  Ovixamenohot
Hedocmamournocmuy (Hayuonanvnoe pyxosoocmeo no 6onesHam opeanos owvixauus, 2010). Cmenenv msadxicecmu
3a001e6aHUsL PEKOMEHOYEMCS He YKA3bI8AMb UCX005 U3 NEPEUUHO-XPOHUYECKO20 MeUeHUs, NOIUOPSAHHO20 NOPANCEHUS U
NpOSPeOUeHmMHO20 Me4eHUs.

3 Honoscumenvhwiil HeoHamanbHwlii CKPUHUNZ UTU HEOHAMATLHAS 2UNEPMPUNCUHOLEHEMUS He AGIAIOMCA OUAZHO30M U 6
KAACCUDUKAYUIO He BKITIOUEHbl, NAYUESHMAM C HEOHAMAbHOU 2UNepmpuncuno2eHemuell pekomenoyemes 6 1 200 npogecmu
nOBMOPHO nomosyio npoby. Hcnonvsyemcsi HO8bl OUACHO3 — «HEONPeOeNeHHbIl OUA2HO3 NPU  NOTOACUMETbHOM
HEOHAMANbHOM CKPUHUH2E HA MYKOBUCYUOO3»

4 Koo MKE pexomendyemcs ucChonb306amy 3 cOOMEEmcmayouux pasoenoe.
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Taoscecms cocmosinus yemanasausaemcs coenacho Ipunooicenuro k npuxazy Munucmepemea mpyoa u coyuaibHOU 3auumaol
Poccuiickou @edepayuu «O knaccuurkayusax u Kpumepusx, UCNOIb3YEMbIX NPU OCYUJeCMBICHUU MeOUKO-COYUATbHOU
9KCHEPMU3bL 2PANCOaH PedepanbHbiMU 20CYOAPCMBEHHbIMU YYPENCOCHUAMU MeOUKO-coyuanvHou sxcnepmusoly (¢ 01
aueaps 2019, cm. pazden «Cnpagounvie Mamepuanvl, 6KIOYAS COOMGEMCMEUe NOKA3AHUL K NPUMEHEHU U
NPOMUBONOKA3AHUL, CHOCOO08 NPUMEHEHUs U 003 JEKAPCMBEHHbIX NPenapamos, UHCPYKYUU NHO NpUMEHEHUIO
JIeKapCMEEeHHO20 npenapamay)

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

1.6 Kinnanuyeckasi KapTHHAa 3a00JIeBaHUS WM _COCTOSIHMS (Tpynnbl_3200J1eBAHMI WM

COCTOSIHMiA)

Myxkosucyudos moarcem 6vimv 3an0003peH No CIeOVIOWUM NpU3HaKam (maoa. 3,4).

Hanuuue enympuympoono no oannvim Y3HU - cunepaxozenno2o kuuieuHuka, MeKOHUE8blll Uieyc
- NpuU podHcOeHUU.

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

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

KUleyHol Henpoxooumocmu, 06e3 nepepviéa npoceema KuuieuHou mpyoku. /lannoe saboneeanue npu
MyKogUcyuooze 00YClo8IeHO MeXaHU4eCKUMU npuduHamu - obnumepayueti npoceéema HNIOMHOU
MEKOHUANbHOU NPOOKOU.
B mupoesoti obwenpunamori npaxmuxe cuumaemcs, umo 6 90-95% cayuaes smuonocueti MekoOHUe8020
uneyca saeusiemcsa mykogucyuoos [21].  Mexonuesviti  uneyc ouaenocmupyemcs y 15-20%
HOBOPOJCOEHHBIX C MYKOBUCYUOO30M. B esponetickux cmpanax nayuenmsl ¢ MEKOHUEBbIM ULEYCOM
noonexcam obszamenvHomy obcredosanuro Ha mykosucyuoos [1,22].  Ilo Oanmwim pecucmpa
nayuenmos ¢ MyKogucyuoozom P®, donsa nayuenmog ¢ MyKoBUCYUOO30M, NEPeHecuux MeKOHUEBbIL
uneyc nmpu poxcoeHuu,  cpynne demeu nepgo2o 200a xcuzHu cocmasuna 22,1% nayuenmos, umo
ompaoicaem e2o peaibhyio pacnpocmpanennocms [23].

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

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

pasHoﬁ cmeneHu JoKalusayuu 6 3asucumocmu om pacnpocmpanesHocmu npoyecca.
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B pannem eo3pacme ommeuaromcs anu300bl nposisnenuli CHUHOPOMA ROMEPU CONel (CUnoKaluemusl,
eunoHampuemus, 2UnOXiopemus) — nomeps 6ecd, CPbleU8AHUS, pPEOma, 6:A10Cb, OMKA3 Om eobl.
Bcneocmeue nomepu 2nekmponumos ¢ nomogou HCUOKOCMbIO, OCOOEHHO 6 YCIO08UAX YCUNEHHO20
nomoomaoenenus: (MUxopaoka, Hcapkas no2ood, npebviganue 8 cayHe, puzuueckue Haspy3Ku), uepes
JHCENYOOUHO-KUUEUHBII MPAKM, He0OCMAamo4yHoe NOCMYNieHue coaell ¢ nuwel u 8000U (0CoOOeHHO )
oemell nepeo2o 200a HCUZHU NPU OMCYMCMBUU OOMAYUU COIU) Moxcem pazsusamucs [lcesdo-bapmmep
cunopom (I165C).

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

«Conenvlity nPUBKYC» KOHCHBIX NHOKPOBOE.

epopmayuu cpyonoit kiemku.

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

Ilpusnaxku xponuueckoz2o zaimopuma, ROJTUNO3HO20 CUHYCUMA.

Myxkosucuuoos-accouuuposannnie 3avonesanus nevenu (cysticfibrosis-associatedliverdisease
(CFLD) sxatouarom 6 cebss makoe MHO2000pazue HO30102Ull KaK: OUTUAPHbIL YUppo3 neveHu ¢ u oe3
CUHOPOMA BHYMPUNEUEHOYHOL NOPMATbHOU 2UNepmMeH3ul, nepcucmupyrouee nogvluleHue YposeHs.
neyeHounvlX ¢hepmenmos, uopo3, cmeamo3s’, HCENYHOKAMEHHAS OO0JIe3Hb U U30AUPOBAHHO NULULb
VIbMPA3EYKO8ble UsMeHeHuss napenxumol nevenu [24,25].

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

nopasicenue nedenu 6e3 yupposza —y 15,9% nayuenmos.
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V' 1,5% nayuenmos nopadcenue neuenu A611emcsi NepeviM KIUHUYECKUM cumnmomom MB;
UMEHHO HNOIMOMY 6 OUACHOCMUYECKUUl al2Opumm Npu Yuppose MNeyeHu HeACHOU IMUO0I0cUl
PEKOMEHDYemcsl BKIIOYAMb NOMOosblll mecm 05 uckuodenus MB [24,25].

llopasicenue neuenu, xax u mHozcue opyaue genomunuueckue nposenenuss MB, 3asucum ne
MOIbKO U He CMOAbKO om ceHemudeckoeo oepexma u muna mymayuu CFTR, nHo om Oeiicmeus 2enos-
Moougpuxkamopos, naxooswuxcs ene aokyca CFTR, nanpumep, Z annenv cena SERPINAI (al-
antitrypsin unu ol-antiprotease) [2,5/ u awieno A VNTR 6 cene eNOS4 [19], u om ¢haxmopos
OKpYHcaroweli cpeovl, KIIOUAsL AMPOSEHHbLE.

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

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

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

Y 6onvuuncmea nayuenmos mysxncckozo nona chuxcena ghepmunonocme.

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

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

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

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

Habooamvcsi y demell MAAOue20 Uil CMapuie2o 803pacma

Taoauna 3. Kinuauyeckue nposiBieHus, Tpedyromue quddepernuaibHoro auarnosa ¢ MB [1,2,30].

Bo3spacr

CUMIITOMEI U CUHAPOMEI

I'pynuon

PennnuBupyronye Uiy XpoHUYECKUE PECIIUPATOPHBIE CUMIITOMBI, TAKME KaK Kalllenb WIHA
OJIBIIIIKA

PennnuBupyronias Win XpoHUYECKasi THEBMOHMS

OtcraBanue B pU3NUECKOM Pa3BUTHU

HeodopmiieHHbIH, OOMITBHBIN, MACISHUCTBIN U 3JI0BOHHBIN CTYII

XpoHHuuecKas 1uapest

BelntaieHne npssMoi KHILIKH

3arspKHas HEeOHaTaJbHas KEeNTyxa

Cornenslif BKYC KOXKHU

TennoBoil yaap uiau AeruipaTalys Ipy KapKon Morojie

XPpOHHMYECKAS] THIIONIEKTPOJINTEMUS

JlaHHBIE CEMEMHOro aHaMmHe3a O CMEPTU JETe Ha NEpPBOM TOAY KU3HU WIM HaJIN4YUe
CHOCOB CO CXOHBIMH KITMHUYECKUMHU MPOSIBICHUSIMHI

lunonporenHnemus / oTeKu

MekoHuEBbIN HIleyC

JlomkompHbIH

Croiikuii Kamens ¢ wim 6e3 THOHHOW MOKpOTHI

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

OTtcTaBaHUe B Bece M pOCTE

Brinagenue npsMoil KUIIKA

MuBarunanus

XpoHuueckasi guapest

CumnroM «OapabaHHBIX MMAI0YCK»

Kpucramisl conu Ha KoXxe

['umoronnyeckas neruapaTaris

I'umosseKTponuTEeMIS M METaOOIMIECKHIH aJTKaio3

['emaToMeranmvs wim AMarHOCTHYECKH HESICHOE HapyIieHue (QYHKITNHN TeYeHn

IIxonpHEINH

XpOHHYECKUE PECTHPATOPHBIE CUMIITOMBI HESICHOH 3THOJIOMH
Pseudomonas aeruginosa B Mokpore

XPpOHUYECKHI CUHYCUT

Hazanenbi nonumnos

BponxoskTassi

Cumnitom «OapabaHHBIX MMATOYEK»

XpoHHuecKas auapest

CHHIIPOM IUCTATFHON MHTECTUHAIBHOW OOCTPYKITHI
[Tankpeatut

Brinanenue npsaMoi KUILIKH

CaxapHnblif [uabeT B COUETaHUU C PECIIMPATOPHBIMU CUMIITOMaMHU
I'ematomeranus

3a0oseBaHue IeYEHN HESICHOW STHOJIOTHH

[Monpoctku
B3pOCITBIE

u

I'HoliHoe 3a00/1€BaHKE JIETKUX HEICHOM DTHOJIOTUH

CumnToM «0apabaHHBIX MAIOYEK»

[Tankpeatur

CHHIIPOM TUCTATbHOW MHTECTHHAIEHONW OOCTPYKITUHI

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

3azepKKa MoJIOBOrO Pa3BUTHS

WNudepTunbHOCTH ¢ a300CnIepMUEH Y JIUIT MY>KCKOT'O 110JIa
CHmxeHne GepTUIBHOCTH Y JIUIT JKEHCKOT'0 TToJIa
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Tao6auna 4. Kinuauyeckue nposiBiICHUs, XapakTepHbIe i MykoBuciuao3a [2,30].

Boicokocneunguunbie 1 MB

Menee cnenugpuynbie g MB

Co cmoponbl cucmembl nUULEGAPECHUA
e  MeKOHHEBBIN UIIEYC
e  DK30KpUHHas HE/I0CTaTOYHOCTh
IIOJIKEYIOYHOM JKeIe3bl y JeTer

Co cmopoHbl cucmembl RUWLEEADECHUA'
e OrcraBanue QU3NIECKOT0 PA3BUTHUS

e ['unonporenHemus

e JleduuuTt >KUpOpacTBOPUMBIX BUTAMHUHOB

e CuHAPOM JUCTATHHON HMHTECTUHAILHOM
O0CTpYKIIUHU

e  PekTalbHBIN IpoJarc

e  bunuapHblii Uppo3

e [lopranbHas runepreHsus

e XKBb y pgereii 06e3 TreMOTUTHYECKOTO
CHUHJpOMa

e [lepBUYHBIN CKIEPO3UPYIOLIUI XOINAHTUT

e  DK30KpUHHAas HEJ0CTaTOYHOCTh

MODKEITYIOYHOMN KEE3bl Y B3POCIIBIX
e PenuauBupyronmii aHKPEATUT

Co CMmMOpPOHbL ObIXAMENbHBIX nvmeﬁ:

e XpoHudeckas  WHQEKIUSA,  BBI3BAaHHAS
MyKouaHO#M (opmoit PS. aeruginosa

e bpoHXOodKTa3sl B BEPXHHX HOJIAX OOOMX
JICTKUX

e Ilepcuctupyromas WHGEKIHs, BBHI3BaHHASL
B. cepacia

e XpOHUYECKUU
THOMHBINA CUHYCHUT

THOWHBIN/IIOMUIIO3HO-

Co CmopoHbl ObLXAMEIbHBIX nymeii:

e  XpoHuuecKas W peuuarBUpyroIas
uH(ekius, BbI3BaHHas S. aureus, P.
aeruginosa, Achromobacter spp., H.
Influenzae

o Pentrenomornueckue IIpU3HAKKU
OpOHXO0PKTA30B, aTeJIeKTa30B,
TUTICPUH AN I XpOHHUYECKAs
UHQUIBTPALHS Ha pEHTreHorpaMme

OpraHoOB I'PyIHOM MOJOCTU
o KpoBoxapkaHse, cBsi3aHHOE ¢ UM y3HBIM

MOpaKeHWEM  JIETKUX, OTJIHYHBIM  OT
TyOepKyJse3a Wi BaCKyJIuTa

o XpOHWYECKHH  W/WIM  TPOAYKTHUBHBINA
KaIlenb

e Anneprudeckuii OpOHXOJICT OUHBIH
acmepruies

e XpOHHUUYECKUU THOWHBIN/TTOTUTIO3HO-
THOUHBIA CHHYCUT

e PenTtreHoiormdeckue MIPU3HAKA

XPOHHNYECKOro IaHCUHYCHUTa

gl?_ yeoe:

e CUHIPOM BIEKTPOJIUTHBIX HApYyLICHUI
e BpoxaeHHOE JBYCTOPOHHEE OTCYTCTBHE
CEMSIBBIHOCALINX MPOTOKOB

g Q yeoe:

e  VToNIeHrne KOHIEBbIX (anaHr

e Ocreonenus/ocTeonopo3 B Bozpacte <40
ner

e Herumuuuelii quader

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

goCnaIumenbHoulll npoyecc, Oeqbub;um sumamuna D u K, HU3Koe nompe@zeuue Kajlbyus, HU3KAA
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Quzuueckas axkmueHoOCmb, caxapuviti Oouabem Ha ¢pone MB, mpancniaHmayus 0OpeaHos u
UMMYHOCYRDECCUBHAs Mepanus;, 2UNOKCUsL U SUNEPKANnHUs, O0e@uyum KOCMHOU MACCbl U HapyuieHue
MUKPOAPXUMEKMOHUKY KOCIU 8CIe0Cm8ue HeOOCMAamoyH020 HAbopa nuKka KOCMHOU MACCbl 8 Nepuoo
AKMUBHO20 POCMa U U30bLIMOYHOU KOCMHOU NOMePU ) 83POCIbIX.

B nexomopuvix pabomax nokasama 63aumMocea3b pa3IUdHbIX MYMAyull u/uiu ux KoMOuHayui
(F508del u op.) ¢ pazsumuem nuskoii kocmuou maccor [31,32], 6oavwuncmeo opyeux aemopos ne
ommeuaiom OaHHOU C853U.

Pexomenoayuu no ¢hopmynuposke OuazHo3a u3noxiceHvl 8 KIUHUYECKUX DEKOMEHOAUUAX No
ocmeonopo3sy. CoenacumenvHasi KOMUCCUSL NO €8PONEUCKOMY KOHCEHCYCY peuund UCnoib308amb
mepMuH «bonesHu Kocmu npu MB» (8xkarouarowuil HUSKYIO MUHEPATbHYIO NJIOMHOCMb KOCMU U
nepenomsi), a e «ocmeonopos». [na P®, yuumvieas ocobeHHOCMU MeOUYUHCKO2O obecneuenus,
peKomeHOyemcs ocmasums ouaznos — ocmeonopos [33,34,35].

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

I1o oanuvim poccutickux ucciedosameneil 8 0eMCKOM 803PACMe YaACMOMA CHUNCEHUS MUHEPATbHOT
naomnocmu kocmu (MIIK) cocmasnsiem om 33 0o 65,2% u ocmeonoposa - om 7,7% oo 15,6% [37,32].

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

Knaccudukanus acreprusuiesa JJIETKUX MPEACTaBIeHA B IpriIoxeHuu ['1.

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

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

aHmMUOAKmepualbHoOU mepanuu  wupokoeo cnekmpa oevcmeusa. XAJl uwacmo npunumarom 3a
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obocmpenue MB, 0bycrosnennoe bakmepuaibHbiM 8030youmenem, U HA3HAYAOM HedIPHeKmusHyo 6
IMUX CYHASIX Mepanuio aHmubakxmepuaivbuvimu npenapamamu pesepsa [15,17,18].

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

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

2. /lmarHocTuka 3200/1eBaHUS MJIH COCTOSIHUSA (TPynnbI 3200/1eBAHMH WJIH
COCTOSIHHUI1), MEIMIIMHCKHE OKA3AHNS M IPOTHBONOKA3aHUA K IPUMEHECHHUIO

METOAO0B JUATHOCTUKH

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

B nacmoswee epems cywecmeyem HeCcKONbKO 8apuanmos ouazHocmudeckux kpumepues MB,
Komopwimu nonv3ylomest cneyuanucmol [1,2].

Haubonee pacnpocmpaneno ucnonvzoganue OUAZHOCMUYECKUX KpUmMepues, VmeepiHcOeHHbIX
Eeponetickumu cmanoapmamu u HayuonaibHuim KoHcencycom (mabauya 5) [1,22].

Tadoamuna 5. /[lnarnoctuueckue KpuTepuu, yreepxkaeHubie EBponerickumu ctangaptamu 2014 rona,
nepecmotp 2018 roga [22,38] u HarpoHansHEIM KOHCEHCYCOM (2016) [2].
[TonoxuTenbHBIN pe3yabTaT IOTOBOIO TECTA

/A
JIBe mytarun MBTP (CFTR), Bei3siBarone MB (cormacHo 6aze CFTR-2 http://www.cftr2.org)

n

HeonaranpHas runepTpUIICHHOT€HEMHUS

W

XapakTepHble KIIMHUYECKHUE POABIICHUS, Takue Kak Auddy3Hble OpPOHXOIKTa3bl, BEICEB U3 MOKPOTHI
3HaunMoOi a1t MB matoreHHON MUKpOGhIOpH! (0COOSHHO CHHErHOWHOW TAJIOYKH ), IK30KPUHHAS
MaHKpeaTnyeckas HeOCTaTOYHOCTh, CHHJIPOM MOTEPH COJei, 0OCTPYKTUBHAS a300CIIEPMHUSI

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

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

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

HepBHOcO annapama.

Anmenamansnaa — onucauvuvle 3a001€8aHUA OMHOCAMCA K HNO30HUM (Demonamusm, HOIMOMY
803MOJICHbLE NPOsAGIeHUS Mo2ym Obimb suzyanuzuposansl 6 Il mpumecmpe. Ilpu nanuyuu y niooa no
oannvim Y3U npusnarkoe cunepaxo2enHozo KuuiedHuka yenecoobpasto nanpagums pooumerneti ha J{HK
OUACHOCMUKY MYKOBUCYUO03A — NOUCK Haubolee Yacmuvlx Mymayui, a pebeHKa npu podcoeHuu — Kax
COCMasnAIwWe20 2pynny pucka no MEKOHUeBOMY U1eycy u KUUe4HOU HenpoxooumMoCcmiu.
Ilocne poscoenun — ouacHocmuxka KUuLeyHOU HEeNpOXOOUMOCMU U OCTIOHNCHEHUL 8 COOMBEmMCmMEUU C
KAUHUYECKOU NPAKMUKOU NAYUEeHMO8 C MEKOHUEBbIM UNEYCOM, 0013amenbHas KOHCYIbmayus
cneyuanucma Nno - MyKOBUCYUOO3Y, NposedeHue nomoegoti npoowl, JHK-ouaecnocmuxu. Ilpu
HeB803MONCHOCMU NPOBeOeHUst NOMOBOU Npobbl — obsizamenvhas JJHK-ouaenocmuxa [22].
Juaznocmuxka Ilcesoo-bapmmep cunopoma y nayuenmos c MB

llces0o-bapmmep cunOpom OuacHOCMUpyemcs Ha OCHOBAHUU HATUYUSL ) pebeHKa YCMAHO08IeHHO20
ouaenoza «MyKosucyuoos», XapakxmepHou KIUHUYeCKOU KapmuHvl (cm. pazden 1.6 «Knunuueckas
KapmuHa» U OUOXUMUYECKUX UBMEHEHUU: 2UNOHampuemuu, 2UNOKalIueMuu, 2UnoxXiopemuu,
Memabonuuecko2o axanosa [2].
Juacnocmuka acnepeunne3a npu MyKoGUCUUOO3E CIONXCHA U HepeOKO 3anasovléaent, NOCKONbKY
MHO2Ue OuacHoCmuyeckue Kpumepuu nepecekaromcs ¢ MUNUYHbIMU NPOABLEHUAMU OCHOBHO20
3a601e8aHUA.
s nocmanosku 0uazHo3a Heobxo0UMo KOMNIEKCHOe CRneyuanusuposantoe oociedosanue (maon 6,7).

Tabnuua 6. J{luacnocmuueckue kpumepuu ABJIA coenacno koncencycy @onoa MB (2003) [39].

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

* ypogensv oowezo IgE> 500 eo/mn;

* Hanuuue cneyupuyeckux Aspergillus IgE wiu nonojxcumenvHas KoxchHas npooa ¢ aHmueeHoM
Aspergillus;

* nanuyue cneyugpuueckux Aspergillus 1gG;

* uzmenenusi Ha penmeenozpamme unu KT, peppaxmepnvie k «cmandapmuoiiy mepanuu [12,40].

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

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

/4
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nanuuue KT npusnakos XpoHuuecko2o acnepeuiiesd leeKux,

nanuuue cneyuguueckoeo IgG xk Aspergillus 6 coiopomre kposu,

svisienenue muyenus ASPergillus ¢ oxpawennvix maskax uw/unu ¢ Guoncutinom mamepuaie, uiu
swioenenue Aspergillus spp. npu nocese 6uoncuiinoco mamepuana, 5AJI, mokpomer [41].

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

eammaznromamuimpancgepasvl, 6 meueHue 6Oonee, yem 6 mecayes nNpu UCKIIOUEHUU OPYeUX

NPUYUH [42,43] (creoyem yuecmwb, umo OauHble noOKaA3aMenU UMEIOM HEBbLCOKVIO

cneyuguuHoCms Y NAYUeHmo8 ¢ KUCMO3HbIM Guobpo3om (MyKoBUCYUOO30M));

o [Tlanbnamopnoe ysenuuenue pazmepos newenu u cenezenxu [43];

o Yonunenue npompombunosozo (mpomboniacmuroso2o) spemenu 6 kposu unu 6 naasme [43,89]

o Xapakmepnas Y3U-kxapmuna (HeOOHOPOOHAs 3XO2EHHOCMb NAPEHXUMbL, MANCUCTIOCHD,
3aKpyeiieHue NeYyeHoYHo20 Kpas, Npopacmanue COeOUHUMeNbHOU MKAHU 68 B0POMA NeyeHl),
8blsiBIIeHUE UBDLIMOYHOU CBO0DOOHOU HCUOKOCIU 8 OPIOWHOU NOJOCMU KAK NPUZHAK ACyuma
[44,45,46];

o Obednenue 8eHO3HO20 KPOBOMOKA U (hOPMUPOBAHUE NPUSHAKOE NOPMATbHOU 2UNepPmMeH3UU No
oannvim Y3/I;

o Ilpusnaxu gopmuposanus ubposa/yuppo3a no OaHHbIM HENnPIMOU 21ACMOMEMPUU NeYeHU C
oyenkou cmenenu uoposa no mopgponocuuecxou xknaccugpuxkayuu METAVIR (Tlpunoswcenue
12):5 cmaouu pubposa - om 0 0o 4, 20e FO - omcymemesue pubposa, F1 - nopmanvhsiii pubpos
(36e30uamoe pacuupenue NOPMAlbHLIX Mpakmos) be3z cenm, F2 - nopmanvuoui ¢uobpos u
eounuynvle cenmol, F'3 - nopmanvuwiii hudbpos u muoscecmeennvie cenmol 6e3 {11, F4 —yuppos
neuenu [47];

O Buissnenue 8apuKo3HO-pACUIUPEHHBIX 6€H NUWEB00Ad U  JHCeNYOKA NpU  NPOoGeOeHUU
ouaenocmuyeckou PIIJ]C.

o Tascecmv u cmenenv xKomnencayuu MB-accoyuuposannoeo yupposa neyeHu 8 KIUHUYECKOU
npakmuke npogooumcsi no kiaccugukayuu Yauno-Ilvro (Child-Pugh)(Ilpunosicenue 13)
[48,49].

Jluacnocmuueckue Kpumepuu MyKOBUCUUOO3-3A6UCUMO20 caxapHoz2o ouadema (M3C/):
2unepeiuKemMus Hamowax (ypogens 210K03bl N1a3mMvl Hamowax >7,0 MMonv/) unu «ouabemuyeckuii»
YposeHb 2nt0Ko3bl kposu 6 xooe CI'TT (npu yposre 21toko3bl naasmul Hamowax <7,0 Mmoaw/1 u 2110Ko3bl
nnazmul uepes 2 uyaca 8 xode OI'TT >11,1 mmonv/n), umu nocmnpaHouanrbHas unepiuKemus,
onpeoensiemas HenpepvleHvlM MoHumopureom emokosvl (CGM) npu omcymemeuu cumnmomos [50].

Jluacnocmuka ocmeonoposza y nayuenmoeé ¢ MB esxniouaem oyenky KIUHUYECKOU KAPMUMHbL,

permeenooencumomempuro (IIpunosicenue ['4), rabopamoprvie Memoobl UCCIEO08AHUS.
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Jluaznoz ocmeonoposza npu MB cmasumcs npu nanuuuu:
o I u 0Oonee KOMNPECCUOHHBIX NEPeLOMO8 mel NO360HKOS8, KOMOpble He C6A3aHbl C
8bICOKOIHEP2EMUUECKOU MPABMOll ULU JTOKATbHLIM 3A0071e8aHUeM, NPUBOOAUWUM K USMEHEHUIO
munepanvrou niomuocmu kocmu (MIIK). Ilpu nanuuuu komnpeccuonHvlx nepenomos n0360HK08
0/151 NOCMAHOBKU OUACHO3A OCMEONOpo3ad He mpedyemcsi, umoowvl Z-kpumeputi 6vin < -2 SD.
unu
o Kaunuuecku 3nauumoeo aumamueza nepenomos u MIIK no Z-kpumepurwo <2 SD
(cmanoapmuvle omknionenus). Knunuuecku 3Havyumvlil anammes nepeiomos — 3mo:
1) 2 u 6onee nepenomos onunnwix kocmeti 6 sozpacme 0o 10 nem;
2) 3 u 6onee nepenomos OnuHHbLX Kocmetl 8 ntobom eo3pacme 0o 19 nem [51].

2.1 /Kaj100b1I ¥ aHAMHE3

Cm. paszoen 1.6 Knunuueckas kapmuna.

2.2 DusukajanLHoe 00c/1e/I0BaAHNEe

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

2.3 JIabopaTopHbIe AMATHOCTHYECKHE UCCICI0BAHNSA

Tecmul 015 ycmanognenus 0uazino3a MyKoeucuyuoo3

e Pexomennyercs mpoBeleHHE CKPUHHHIA HOBOPOXKJICHHBIX HA MYKOBUCIUAO3 (HEOHATAJbHBIH
CKPUHHHT, KOMIUIEKC HCCIIeI0BAaHUN ISl AMarHOCTUKY MYKOBHCIIM/I03a), TAK KaK PaHHEE BHISBICHHUE U
CBOEBPEMEHHOE HAyalo Tepaluu TO03BOJSET MPEAYNPEIUTh Pa3BUTHE TOKEIbIX OCIO0XHEHUH,
yIIydlIaeT MoKa3aTeNu (QU3NYECKOr0 Pa3BUTHUA, 3aMEIUISIeT TEMIIbl CHIDKEHUS (YHKIUH JIETKUX,
CHIDKACT MoTpedHOCTh B rocnuranu3anuu [1, 52,53,19,30,2,22,54].

YYP-B, YA - 2).

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

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

nayuenma nHanpasnsaiom 6 Llenmp myxkosucyuoosa (mubo npogunsbroe omoenerue). [Jemu ¢ MEKOHUEBbIM
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uneycom Hezasucumo om ypogusa UPT uyscoaromes 6 nposedeHuu nomogoi npoovl U3-3a 603MOHNCHO2O
V HUX JIOXHCHO ompuyamenvHo2o pesyiomama [2,22].

Onmumanvhsie CpoKU YCMAHOBKU OUACHO3A U HAYANA HAONIOOEHUs NAYUEHMA, BbIAGIEeHHO20 NO
npocpamme HeOHAMAIbHO20 CKPUHUHSA - nepebie 2 mecsiya acusHu [2,22].

Obcnedosanue u HaOIIOOEHUE HOBOPONCOEHHBIX NO NPOSPAMME MACCOB020 CKPUHUHA OOJINCHO
npo8ooUmMbCs ¢ COONOOEHUEM NPUHYUNOE NPODUIAKIMUKU NEPEeKPEeCcmHO20 U BHYMPUDOIbHUYHO2O
UHGUYUPOBAHUS, ONMUMATLHO AMOYIAMOPHO UL 8 YCL08USIX OHe8HO20 cmayuonapa [2].

Tadmmua 8. Drambl HeoHaTanbHOro CkpuHHMHTAa B Poccuiickorn ®epepammu ([Ipukaz Nel85 or

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

| aTan Ha 4-5 nenb y noHomenHoro (Ha 7-8 —ii — y HETOHOIIIEHHOTO)
HOBOPOKJIEHHOTO — OIPe/IeJIEeHNEe NMMYHOPEAKTUBHOTO TPUIICHHA
(1PT) B BbICYIIIEHHOH KaIlje KpOBU

Il sTam [Tpu nonoxutenbHOM pesyibrate (Cut-0ff>99,5 nentust) Ha 21-28-i
JIeHb NOBTOPHBIN TecT Ha PT

Il >Tan [Tpu m0JI0OKUTENHHOM pe3yJIbTaTe — MOTOBAS TPoda

IV stan [Ipu norpaHnYHOM pe3ynbTaTe MOTOBON MPOOBI — JOTOTHUTEIbHBIE

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

. JUis  ITUarHOCTMKM  MYKOBHCLMJIO3a PEKOMEHAYeTCS MpOBEACHHE MOTOBOM  MpOObI
(uccnemoBaHue YPOBHSI XJIOPHIOB B MOTE, KOMILJIEKC MCCICIOBAHUI TSl TUATHOCTUKH MYKOBHCITUI034).
JlJig yCTaHOBJIEHUS JMArHo3a HEOOXOAMMO IMOJYYUTh KaK MUHHUMYM 2 TOJIO)KUTEIbHBIX pe3yibTara.
[ToToBast mpoba MokeT ObITh MpoBeneHa peOeHKy B Bo3pacTte 48 yacoB C BECOM HE MeHee 2 Kr
[1,2,22,55,56].
YYP-B, Y] - 2).
KommenTapuu: /lomosas npoba aensemcs «3010mvimM CManoapmom» OUASHOCMUKU MYKOSUCYUOO03d,
NpPOBOOUMCSL KAK MUHUMYM 08adicObl. B P@ ucnonv3ytomes 2 memoouku nomogoz2o mecma.
1) Knaccuueckuii npsamoti memoO onpeoeieHus 31eKmpOoIUmHO20 COCmasa noma (Xaiopa uuu
Hampus) Memooom nul0KapnuHo8oz2o srekmpoghopesa no I'uocony u Kyxy (1959 2.). Hopma — 0o 30
MMOJIL/N, nocpanudnsie 3Haderus 30-59 mmons/1, nonodxcumensvHulil pe3yivmam - 60 MMoav/11 u evluie
(npu nasecke noma ne menee 100 me) [1,2,6,38,]. Ioxazamenu xaiopuooé eviute 150 mmonv/n
0012ICHbL ObIMb NOOBEPSHYMbL COMHEHUTO.
2) Ilomosas npoba nymem onpeoenenus Npo8OOUMOCU NOMA C NOMOUBIO CREYUATbHBIX NOMOBbIX
AHAU3AMOPO8 KOppeaupyem ¢ onpeoeieHuem ypoeHs X10puoos, No360s1em Nowyyums a0eKeamHulil
pesynvmam npu Koauvecmee noma 6 oopazye — 3-10 mxa. Honyyun wupokoe pacnpocmpaHenue npu

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

noxkazamens: gviute 80 Mmonv/n;, noepanuunvim 3navenuem — 50-80 mmonv/n; HopmanrehviM — 0o 50

mmonv/n. Ioxkazamenu nposodumocmu gviuie 170 Mmoasb/1 001#CHBL ObIMb ROOBEPSHYMbI COMHEHUIO.
Bpems coopa noma ne dondxcno npesviuiams 30 MUHym, MUHUMATLHO OONYCMUMOE KOIUYeCme8o noma
— 15-100 me (15 mxn 6 konnekmope “Macroduct”), ckopocmb nomoomoenenus O0aHCHA Oblmb He MeHee
1 e/m?/mun [22]. ObszamenvubiM AGIACMCA NPeO8APUMENbHOE MUAMETbHOE OYUUeHUe KOUCU
nayuenma [2]. Ocoboco enumanus mpebdyem nNOO2OMOBKA KOJICU V NAYUEHMOS, ONUMETbHO
HAXo0sWUxcs 8 CmayuoHape.
Ilozpanuunvie pe3ynvmamost nomogoii RPOobl.

Bosmooicnbie NPUYUHBL NOCPAHUYHBIX PE3Ylbmanios nomosotu np06bl.'

o HUnousuoyanvnvie ocobenHocmu y nrooeti be3 MyKosucyuoo3d, 0CoOOEeHHO ) 83POCIbIX
o Henpasunvnas noocomoska xk npobe
o Hocumenvbcmeo «msiekux» mymayuii npu Mykosucyuoose [22]
Pexkomenoauuu:
o UCNONIL308AHUE PASHBIX MEMO008 ONpedeneHUs XI0puoo8 nomad, N0MOPHbLE UCCLEO08AHUSL
o pacuwupennviii JJ[HK-ananus (cexeenuposanue 2ena);
o pacuupentoe KAUHUKO-1AO0pamopHoe u UHCMPYMEHMAbHOe obcnedosanue:

Konponozuuecxoe uccneoosanue u Onpedenenue akmueHoOCmu NaLKpeamuyeckoll snacmasvi-1 6 kaie,
NEKMPOIUMBL 8 OUOXUMUUECKOM ObOujemepanesmuieckom auvaiuse kposu (HMccreoosanue ypoeus
Kanus 8 Kposu, Hccrneoosanue ypoeHs X10puoos 8 Kposu), nocee MOKpomvl/ Ma30K ¢ 3a0Hell CMeHKU
enomku (Muxpobuonocuueckoe (KyivmypaibHoe) UCCIe008aHUe CIUZU C MUHOAIUH U 3A0OHEU CIMEeHKU
2IOMKU HA a3poOHble U  PAKYIbMAMUBHO-AHAIPOOHBIE MUKpOOp2anusmvl, Mukpobuorocuueckoe
(KyrtomypanbHoe)  ucciedoéarue MOKpOMblL HA — A3pOoOHble U (PaKyibmamuerHo-ana’apooHbvle
MUKPOOP2AHU3MBL), PEHMEHO2PAhUsL OP2AHO8 2PYOHOU KILeMKU, NA3YX HOCA, CNEPMOPAMMA;

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

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

o MemoO onpedeleHusi pa3sHoCMU HA3ATbHbIX NOMEHYUAN08 WIU UMepeHUe 3JIeKMPUiecKo2o

moxa 6 buonmame KUWKU, OMpaxcaoujue HapyueHue QyHKyuu X10pHo2o Kanaua*.

Ipumeuanue: *B kauecmee OONONHUMENILHO2O MECMA NAYUEHMAM ¢ NOOO3PEHUeM Ha

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

npU HeBbIPANCEHHOU CUMNMOMAMUKE U/UNU NPU HEeNOJHbIX KIACCUYECKUX NPOsGIeHUsx Oone3Hu

Modxcem Obimb peKOMeHOOE%ZHO npoeedeHue uccne0o8anus pasHocmu  Kuueirnvlx nomenyualos

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

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

101.68+10.99 PA/cm?[58].

e PexomeHnnoBaHO MIPOBEJICHHE MOJIEKYJISIPHO-T€HETUYECKOTO HCCIIEeIOBaHUS TUIs
unentudukammuu mytaiuii reka MBTP (CFTR) (Moseky/sipHO-TEHETHYECKOe HCCIe0BaHKe
myrtanuid B reHe CFTR (MykoBHCIIHI03) B KPOBH, KOMITJICKC MCCIIEIOBAHUN JIJISl TUATrHOCTHKH
MYKOBHUCIIHI03a) N0 TIOKA3aHHSIM:

1)  HoBopoxaeHHBIM C MOJOKUTEIbHBIM MPT U MOMOKUTEILHBIMA MM [TOTPAHUYHBIMH
3HAYEHUSMU TIOTOBOM MPOOBI, MEKOHHEBBIM UIEYCOM

2) JiogsMm ¢ MOrpaHWYHBIMHM 3HAYEHUSMH MOTOBOW MmpoObl (cM. Pasmen «/lnarnoctrka
MYKOBHCIIHI032))

3) TlanmeHTaM ¢ KIMHHUYECKAMH MPOSBICHUSAMH KJIACCHUYECKOTO WIIH MOHOCHMIITOMHOI'O
MB

4)  TIpu CFTR-accounupoBaHHBIX 3a00j1eBaHUAX (ITAHKPEATUT, BPOKICHHOE IBYCTOPOHHEE
OTCYTCTBHE CEMSBBIHOCSIIIETO MTPOTOKA/00CTPYKTUBHAS a300CTIEPMUS)

5) PoxactBeHHukaM maipeHToB ¢ MB (mas ompeneneHust cTaTyca HOCHTENIBCTBA I10
YKETTaHUIO)

6) JKenmHaM HOCIE POKICHHUS MEPBOrO peOCHKA ¢ MYKOBUCIIMI030M, a TaK)Ke BO BPEMs
MOCJIEYIOUX OepeMEHHOCTEH MPU HATMYUK peOeHKa ¢ MyKOBHCIIMI030M

7) Ilnox ma 10-12-i Hemene mpu momo3penud Ha MB (mpu Hamwuwu cubca ¢ MB) nmm
0OHapy>XeHHH TUTIEPIKOTECHHOTO KHUIIIEYHUKA MpHU Y 3-00cae10BaHUuT

8)  Monopam rametr u 3MOproHOB B mporpammax IKO (3KO-MKCH), BHyTpUMaTO4HON
WHCEMUHAIUH

9)  CympyXecKuM mapam ¢ BBICOKMM TeHETHUECKIUM puckoMm MB, sxenaronum npoiitu KO-
III'T MB jna npenoTBpamieHus poxkaeHus pebenka ¢ MB  (mpu  orcyrcTBHM

MPOTHBOIIOKA3aHM U orpaHnyeHuid) [2,22,59].
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YYP-C, Y1 -5).
KommenrTapun: Krunuueckyro 3mnauumocmsv OOHAPYHCEHHBIX 2eHEeMUYECKUX 6apuamnmos cieodyem
ycmanasausams ¢ yyemom pekomenoayuti Koncencyca [2], nocmosanno oonosnsiemvlx 643 OAHHbIX:
[60].
Cmpamezusa monexkynapno-2enemuueckon ouacnocmuxu MB exkniouaem neckoibko smanos.
Ha nepeom 3mane npogooumcsi nouck eapuanmos, Haubolee 4acmvlx 8 NONYIAYuu, K KOMOPOU
npunaonesxcum oocnedyemotii [2].
Ha emopom 3mane nposoosm pacuiupenusili nouck 0o1ee peoKux 6apuanmos, UCnoIb3ys
cexgenuposanue no CrHeepy uiu BblCOKONPOU380ouUmenvHoe cekgenHuposanue ceroma (MPS/NGS).
Ananuz exnrouaem ucciedosanue éceil kooupyrouei nociedosamenvrocmu eena CFTR (27 2x30H08),
obnacmeti K30H-UHMPOHHBIX coedunenull, 5’- u 3’- Hexooupyrowux obracmei (do 200-300
HYKIeomuoo8), a makxdce, MHCeIAMENbHO, 2AYOOKUX UHMPOHHBIX obOnacmet, 20e pPAcnONONCEeHbl
8apuanHmvl ¢ OOKA3AHHOU NAMO2EHHOCHbIO.
Ilpumeuanue: npumenenue oanno2o memooa Heobxooumo npu Haznadenuu CFTR-mooynsamopos c
Yenbio UCKIIOYeHUsl KOMNJIeKCHbIX alilefiel, 8IUAIWUX Ha d¢hdekmusnocms mepanuu
Tpemuit s3man. O6biuHbLIMU CKAHUPYIOWUMU MEMOOdMU, 8 MOM YUCILe CEeKBEHUPOBAHUEM, MONCHO
8bIAGUMb  HAPYUWEHUS  NOCIe008AMENbHOCMU — 2eHd, He3HaAyumenbHvle NO  NPOMANCEHHOCHU:
HYKIIeOmuoHnvle 3amensl, HeOonvuue oeneyuu/uncepyuu. Ilepecmpouiku, oxeamsigaroujue HeCKOIbKO
9K30HO8/UHMPOHO8, MAKUMU MEMOOaAMU He 8blA8NAI0Mcs. Pekomendyemces ucnonws3osams cieoyroujue
mexnonoeuu: MLPA — myromuniekcHylo aueazHyio 30H008Vi0 amniugukayuio aubo QFMP —
Konuuecmeenuyto ¢hyopecyenmuyro mynomuniexcuyio I[P [22,30,61].

Tpebosanus x rabopamopuu, nposodsueli anaiuzvl Ha namoeeHuvie sapuanmol cena CFTR,
usnooicenwvl 6 Koncencyce [2].

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

IHpouue _nabopamopuvle _uccinedosanus, npoeooAuwiuecs Nnpu__OuazZHOCMUKe U __68__npouecce

OUHAMUYECK020 HADI00eHnus

L4 PexomengoBaHo MMPpOBCACHUEC BCEM IIAlIMCHTAM C MB 061uer0 (KJ'II/IHI/I‘IGCKOFO) daHaJIn3a KPOBHU
PAa3BCPHYTOT'O C LCJILIO OpI/ICHTHpOBO‘{HOﬁ OICHKHU BOCTTAJIUTCIILHOI'O IMMPOLICCCa, KOHTPOJIS BJIUAHUA Ha

IOoKa3aTcsii KpPOBHU HpOBOI[HMOfI TCpaliiu MU B KOMIUIEKCHOI OIIEHKE HYTPUTUBHOTO CTaTyCa

[2,62,63,64].
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YYP-B, Y1 -3).

KommenTapuu: 6 cpednem Heobxooumas uacmoma npoeodenus UcCie008aHuUsl — eHceK8apmaibHo. B
pamkax obwe2o (KIUHUYECK020) aHAIu3d Kposu HeoOX00UMO: UCCiedo8anue YpoeHs o00we2o
2eM02100UHA 8 KPOBU, UCCILe008AHUe YPOBHSL S3PUMPOYUMOS 8 KDOBU, UCCLe008aAHIUe YPOBHS IeUKOYUMO8
8 KpO8U, UCCIe008aHUe YPOBHS MPOMOOYUMO8 8 KPOBU, OUDDepeHyuposanvlii nOOCUem 1etiKkoyumaos
(netixoyumapuas gopmyna), npPocCMOmMp MA3KA KpoGU Ol  AHAIUZA AHOMAAUU MOp@oocuu
IPUMPOYUMO8, MPOMOOYUMOE U JIeUKOYUMO8, ONpedeleHue YBemo8oeo NoKaA3ames, OonpeoeieHue
Pazmepos 3pumpoyumos, Uccie008aHue CKOpOCmu 0Ce0anus 3pUmpoyumos.

o PekoMeHI0BaHO TpoBeACHHUE O0OMEero (KIMHUYECKOTO) aHaM3a MOYHM BCEM MAIMEHTaM C
MYKOBHUCITHIO30M TPU TEPBUYHONW JHMArHOCTHKE W JUHAMHUYCCKOM HAOMIOACHUH C  IIEJBIO
CBOEBPEMECHHOTO BBISBJICHUS MOPAXKECHUS 1MoueK [65].

YYP-C, Y1 -5)

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

e  Pexomenmyercs mpoBeACHHUE TaOOPATOPHBIX TECTOB JUIS ONPEICICHHS CTEIICHN IMaHKPEaTHIeCKON
HEJIOCTaTOYHOCTH BCEM MAIMEHTaM C MOJI03pEHUEM Ha MyKOBHCITUI03 U TAIIMEHTaM C MyKOBHCIIAII030M
(ompeneneHne aKTUBHOCTH TMaHKpPEATHMYECKOW aiacta3bi-1 B Kaje), CTENEHH KOPPEKIMHU
MAaHKPEAaTHYECKOW HEIOCTaTOYHOCTH —  KOTMPOJOTHYECKOE HWCCICNOBAHUE C  ONpeACTICHHEM
He#TpanbHOro *Xupa B Kaue [1,2,22].

YYP-C, Y11 -5).

KommeHnTapuu: y nayuenmos ¢ coxpanuou @yHKyueli nooxNceryOouHoU dcenesbl OonpeoeneHue
AKMUBHOCTU NAHKPeamu4ecKkol 21acmasvl-1 6 Kanie nposooumcs exce200Ho.

Cpeonsisi uacmoma uccied08anuil y NayueHmos ¢ MyKosucyuoo3om npusedena ¢ Ilpunoscenuu 7.
Mukpobuonocuueckas ouazHocmuka

. PexomeHryeTcst BceM NalMeHTaM ¢ MyKOBHCIIHI030M (HJIU € TI0I03PEHUEM Ha MYKOBHUCIIHIO3)
MHUKPOOHOJIOTHYECKOE HCCICIOBAaHHE MOKPOTHI (MHIYIIMPOBAHHOW MOKPOTHI WJIM TpPaxealbHOTO
acrupara), Wid, B UCKIFOYUTEIBHBIX CUTYAIMIX (U1 MJIAJICHIIEB), OpO(apHHIeaIbHOTO Ma3Ka W/WIIN
KUAKOCTH OpPOHXOAIBBEOJSIPHOTO JlaBaxka JUIsl HISHTU(UKAIMKM TAaTOreHa/-OB W OMNpeAeTeHHUS
YYBCTBUTEIBHOCTH BBIZCTIEHHON Mukpoduopsi [1,2,6,22].

YYP-C, Y1 -5).

Kommenrapuun: Zccredosanue nposooumcst npu nepeuyHou OUaHOCmuKe U 6 npoyecce
OUHAMUYECKO20 HAOI0OeHUs, 8 MOM Yucie, 01 KOHmMpos 3¢gexkmusHocmu mepanuu, He pedice 1 paza
8 3 mec., no nokazauusam - uawe. Takdce npogoOOUMCs KOHMPOTbHOE UCCIe008aHUue Nocie Kypca

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

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

Hanpaenams oemeti 0o 5 nem na ouacHocmuky MUKpoOHou ¢hiopwvl, NOIYUEHHOU ¢ NOMOUBIO
2nybokozo maska uz 3eea. Jna oemeil cmapuie 5-6-nemuneco 6o3pacma u 83pOCiviX peKoMeHOyemcs
NPUOPUMEMHBIM CYUMAMb AHAIU3 MOKpOmbl. Y Oemell ¢ NOAUNOZHBIM CUHYCUMOM — UCCTe008aHUe
PeKOMeHOYemcst NPo8oOUMb Nymem NOAy4eHus 21y00K020 MA3Ka Npu pUHOCKONUU,

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

Haauyue KUCI0moycmoudugblx bakmeputl, Komopbvie 6epymcs u3 MOKpombl nayuenmad.

OCHOBHBIM ~ MUKPOOUOTOZUYECKUM — MeMOOOM OUACHOCMUKU —OPOHXO0Ne20UHOU  UH@eKyuu
AGNAEMC  KVIbMYPANbHbIL Memo0 ¢ NOCe8OM PecnupamopHuvlx 00pasyo8 HA HeceleKmusHble,
celleKmueHble U XPOMO2eHHble NUmamenbHvle Cpeobi.

Lenecoobpasno nposedenue MUKPOOUOIO2UYECKO20 UCCIE008AHUSL PECRUPAMOPHBIX 00pA3Y08
1O peKoMeHOayuu 8pava 6 0OHOU U3 1a60pamopull IKCnepmHno20 ypoeus no MB ue pesice 1 pasa 6 2o0.

Baoicnviv sensemesn ucnonvsosanue cenekmuHulX cped Ol 8blOeNeHUs. MUKPOOP2AHUIMOS,
mpeoyowux ocoowvlie ycio8us KyibmugUpOSanus Wil 015 GblOeNeHUs UX cneyupuueckux, Ces3aHHbIX C
MB mopgpomunos. Ocobenno ons B. cepacia complex, a maxoice S.aureus 6 suoe ghenomuna meaKux
kononuil [66,69].

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

B cnyuae evioenenus SCVs ¢enomuna S.aureus ciredyem ucnonv3osams OONnOIHUMENbHbBIE
memoowt uoenmugpurayuu (I1L[P, macc-cnekmpomempuio).

Ckpunune Ha MRSA nposodumv nymem npsamozo nocega Ouomamepudanla Ha NIOMHbLE
numameJibHovle cpeodl, ¢ OANbHEUWUM OnpedeseHueM Yy8CMeUmelbHOCMU BblOeNeHH020 S.aureus K

yeghokcumuHy OUCKo-Ough@y3uoHHbIM MemoOOM UIU NOCEBOM 00PA3Y08 HA XPOMO2eHHble Cpedbl ONis

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

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

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

s ecex bakmepuil B. cepacia complex, uoenmuguyuposannvix peHomunuyecKumu memooamu
Ha mecm-cucmemax, npoeecmu NOOMEEPHCOAIUYI0 UOSHMUPDUKAYUIO MemOoOamu MOLEKYAAPHOU
uoenmuguxayuu (Macc-cnekmpomempuu Ui MoaeKyIsPHO-2eHeMUYECKUMU MEeMOOaMu,).

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

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

Ha cenexmusnvix cpeoax ons B.cepacia complex npu pymunnom MukpooOuoniocuieckom
uccnedosanuu moxcem Haoarwoamocs pocm ovicmpopacmywux HTMB (naubonee wacmo M.abscessus),
umo mpebyem nposeodeHuss UOeHMUDUKAYUU MOAEKVIAPHLIMU Memooamu (C NOMOWbIO MAcCC-
CHEeKmpoMempuu Uil MOJLEKYIAPHO-2EHEMULECKUMU MeMOOdMU).

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

https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, Memoouueckumu pexomenoayusmu O

MUKpobuono2os «Beioenenue, udenmugpuxayus u onpeoeieHue 4y8CmeumenbHOCmuy K aHmuouomuxkam
Haemophilus influenzae», 2000 2o0a [67,68].

Jnumenvhocms uHKYOQuUU NEPEUUHO20 NOCE8A HeOOX0OUMA CPOKOM He MeHee 7 CYMOK ¢
€IHCCOHEBHBIM NPOCMOMPOM U UZYUEHUEM BCeX 8bIPOCUUX 61008 KooHutl [69].

Hoenmughurayust MUKPOOPeaHU3MO8 ¢ UCNOIb308AHUEM KOMMEPUECKUX MeCm-CUCTEM, MONCEN
nompe608amsv NPOLOH2UPOBAHHO20 Nepuoda uHKybayuu (0o 48 yacos).
Bce mukpoopeanuszmul, evidenenuvie uz ovixamenbHvlx nymeti om nayueumos ¢ MB Oondichvl 6vims
UOSHMUDUYUPOBAHDL KAK MUHUMYM 00 POOd, MUKPOOP2AHUZMbL, UMEIoWUe KIUHULEeCKOe 3HaAYeHue — 00
suoa [70].

B cnyuae svidenenus uz obpasya MuKpoopeanuzmMos, UOeHmu@DUKayuo KOmopsix mexHuiecKu

HeB803MOMNCHO Nposecmu 6 1adbopamopuu, HeoOX00UMo coxpaHeHue Kyibmypsl 0la ee nociedyoujel
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peudenmugpukayuu ¢ UCHOIL30BAHUEM MACC-CHEKMPOMEMPUU UTU  MOLEKVIAPHO-2eHEeMUYeCKUX
memooos [T1].

Onpedenenue 4y8CMBUMENLHOCU — BbIOEIEHHOU MUKPODIOPbI K  aHMUOAKMEPUATbHBIM
npenapamam U - UHMEPNpemayuro  pe3yibmamos UCCie008anus HeoOXo0uMo NpooOUms 6
coomeemcmeuy ¢ aKmydanibHol eepcueli peKOMeHOayulli no ONpeoeieHulo  4y8CmeumeabHOCmu
MUKPOOP2AHUMO8 K aHMUOAKMEPUATIbHLIM NPenapamam uiu HO8blX 6epCcull nocie ux CMynieHus 8
cuny [67].

Baxmepuu, evizvisaiowue xponuueckyro uH@ekyuro npu MyKo8UCYUO03e Mo2ym pacmu 8 8uoe
cMecu  KONOHUANbHBIX MOPGOMUNno8 00HO20 U MO20 e MUKpoopeanusma. HyscmeumenvbHocms
PA3IUUHbIX  MOPHOMUNOE 6 npedeiax 00H020 00pazya Modxdcem 3HAYUMETbHO 6apbUPOBAND.
Heobxooumo onpedenenue anmubuomukopesucmeHmHoCmu Kaxcoo2o evioeienno2o mopgomuna [67].

Onpeodenenue yyecmeumenbHOCMU MURUYHBIX WMAMMOE S.AUTeUs K npomugoMuUKpoOHuLM
npenapamam moxcem Oblmob BbINOJHEHO OUCKO-OUPDDYZUOHHBIM MEMOOOM, MEMOOOM 2PAOUEHMHOU
oMmehy3uu, ¢ UCnorb308aHUeM Mecm-cucmem, OCHOBAHHBIX HA Memoode OnpeoeneHus NOZPaAHUYHbIX
KOHYEHmMpayuul uiu Memooamu CeputiHblx paszsedenuil (onpeoeieHue MUHUMATbHOU NOOA8IAoulell
xkonyeumpayuu (MIIK)) [67]. Onpeodenenue uyscmeumenvnocmu S.aureus Ko 6CeMy HepedHIO
NepeyuUCiIeHHbIX O MeCMUpPOBAHUsl NPOMUBOMUKPOOHBIX NPEnapamos ciedyenm nposooums He yawje 2
paz 6 200. [lpu ecex nocnedyouux MUKpoOUOIOSUHECKUX UCCTIe008AHUAX NPpU GblOeleHuu S.aureus
cnedyem npogooums CKPUHUHE PEe3UCTIEHMHOCMU K S-TaKMaMam ) 6blOeIeHHO20 UWMAMMA C NOMOWbIO
yeghoxcumuna. [12].

Onpeodenenue uyecmeumenvHocmu wmammos P.aeruginosa. /[na munuunvix wmammos
P.aeruginosa mecmuposarnue moocem 66imv bINOIHEHO KAK OUCKO-OUPDYZUOHHBIM MEMOOOM, MAK U
C UCNONb30BAHUEM MeCm-CUCHEM, CO30AHHbIX HA OCHOBE NOCIe008AMENbHbIX PA36e0eHUll KAK 6
sapuanme NO2PaAHUYHbIX KOHYEHMPAayutl, max u ceputinblx pazeedenuti ¢ onpederenuem MIIK, a maxoice
onpedenenue MIIK memooom epaouenma [13,74,75]. Onpeodenenue uyecmsumenvuocmu P.aeruginosa
cedyem npogooums OmMoOeNbHO Ol Kaic0020 MOpghomuna ¢ ykazauem npoghuiisi 4yecmeumenibHoCmu
no kasicoomy mopgomuny. [76].

s uneansyuonuvlx  gopm  mobpamuyuna  Hapady ¢ onpedeleHuem — Cmenexu
yyecmeumenvrHocmu P.aeruginosa ciedyem onpedensmo snavernue MIIK. [TT].

Kommenmapuu:  Hcnanckum cogemom no  Cmamoapmusayuu  4y8CMEUMEIbHOCMU U
pesucmernmuocmu k aumubuomukam MENSURA (Mese Espanola de Normalizacion de la Suseptibilitad
v Resistencia a los Antimicrobianos) é 2005 200y nepecmompenst u ycmanosiensi 60.1ee 8biCOKUe MOUKU
omceyeHus: 0N UHLANAYUOHHBIX POPM 86€0eHUs MOOPAMUYUHA NPU ONPeOeleHUU YYECMEUMENbHOCU

P. aeruginosa mouku onsa uyecmeumenvuvix wimammos <64me/n, O ycmousuusblx wimammos >128we/x,
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NnO CPABHEeHUIo co 3HaueHuem <4me/n Ona uy8CMEUMENbHBIX WMAMMO8 U >4 M/l 0na YCMOUdUBbIX
WmMammos npu napenmepaivHom ésedenuu [18].

OnpedeneHue wyscmaumenbHoOCmu K Koaucmury npogooumcs memooom MIIK. MIIK konucmuna
cnedyem onpeoensims molbKo Menmooom MUKpopassedeHuil 8 oyavone [67].

Cnedyem yuumvleamov, 4mo Kpumepuu O onpeoeieHusi Kame2oputi akmueHOCmu KOJUCIMUHA
N0 OMHOWEHUIO K MUKPOOY OCHOBAHbI HA CbIBOPOMOYHOU KOHYEHMPAYUuu aHmuOaKmepuaibHo2o
npenapama CUCMeMHO20 Oelicmsus. B céa3u ¢ wupokum npumeHeHuem UHATAYUOHHLIX GOopM
npenapama 3mu Kpumepuu mepsiom 00 3HAYUMOCHb, NOCKONbKY 8 CyYde UHANAYUU JIOKATbHbIe
KOHYEeHmMpayuu O0eucmsyouux eeujecms MHOSOKPAMHO NPeGblULalon me, KOmopble MONCHO 00CMUYb
npu napeHmepanrbHoM cnocobde ggedenus. B mo e epems k Hacmoswemy epemenu He onpeoesieHvl
kpumepuu 3uavenus MIIK ona konucmuna npu uHeaniayuoHHOM e2o npumeHenuu. HMcnonvzosanue
Kpumepues, 0CHOBAHHBIX HA CblIBOPOMOYHLIX KOHYEHMPAYUAX, MAKUM 00PA30M, MONCEm NpUBecmu K
owubKamM UHmMepnpemayuu pe3yiomamos UCCie008anus 4y8CMeUmenbHOCmu MUKpOOP2AHU3Mos8 Oisl
UHANIAYUOHHBIX hopm anmubuomuxos [2,77].

Onpeoenenue uyecmeumenvnocmu Burkholderia cepacia complex. I1o uoeonocuu EUCAST ne
npeocmasnaemcsi B03MONCHLIM —PEKOMEHO08amMb  onpeodenienue  Yy8cmeumenbHocmu — baxmepui
B.cepacia complex ons ebioopa npomugoMukpooOHbix npenapamos OJisi mepanuu UHGexyutl, 6b136aHHbIX
npeocmasumensimu 3mou epynnvl Mukpoopearnuzmos. [67]. B ciyuae neobxooumocmu onpeoenenus
yyecmeumenvhocmu B.cepacia complex cnedyem ucnonv3zoeames memoovl u Kpumepuu, onpeoeieHHbvle
akmyanvrvimu cmanoapmamu CLSI (Clinical and Laboratory Standards Institute, Hucmumym
KAUHUYECKUX U 1abopamopubix cmanoapmos). [67].

Onpeodenenue uyscmeumenvnocmu Stenotrophomonas maltophilia. [lpu onpedenenuu
yyecmeumenvHocmu wmamvmos S.maltophilia credyem pykosoOocmeosamvcsi akmyanibHou epcueti
PeKOMeHOayuti no ONnpeoeleHUur0 Yy8CMeUMeNbHOCMU MUKPOOP2AHUSMO8 K HNPOMUBOMUKDPOOHLIM
npenapamam [19].

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

Ilpu evidaue 3aknwuenus nO MUKPOOUOIOZUYECKOMY UCCIEO06AHUIO 1eNecO0OPaA3HO
VKA3b18AMb 2PYNNY GbLOENEHHBIX MUKPOOP2SAHUZMO8 8 COOMBEMCIMEUU PAHICUPOSAHUEM OaKmepull no

UxX KIUHUYEeCKOM) 3HAY€RUI0 npu MyKOGUI/;MOOSQ. B omueme o pesyibmanie uccne0o8anus mamepuana
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om bOonvHo2o nayuenma c¢ MB pexomenoyemcs ykazvleamv HAIU4ue MYKOUOHBIX U HEMYKOUOHLIX
penomunos P.aeruginosa [80].

Ilpu unmepnpemavyuu pe3yniomamos onpeoeneHus 4yecmeumeabHOCImu MUKPOOPZAHUIMOE
cnedyem yKaszvleams CIMAanOapm u 200 U30anusl, N0 KOMopomy npoeoousocs uccieoosanue [67,81,82].

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

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

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

P - Pesucmenmuvlii. MUKpoOOpeanusm oyenugaemcs Kak «Pesucmenmuuliiy npu 6biCOKOU
BEPOSMHOCU  MEPANESMUYECKOU Heyoayu oadxce Npu Y8eIUdeHHOU OIKCNO3Uyuu npenapamad.
*DKcnozuyus ompaxicaem 3a8UCUMOCMb GIUAHUSA NPOMUBOMUKPOOHO20 npenapama Ha 6030youmers 6
ouaze uHpexyuu om nymu 68e0enuss, 003bl, UHMEPBALA 003UPOBAHUS, NPOOOINCUMETbHOCMU UHDY3UU
npenapama, a makice e20 pacnpeoeieHust U nymu 6bl8e0eHUs..

Kpome »smoeo, cnedyem ykazvieamv 6 3aKIOYEHUU, UMO UHMEPNpemayus 3HAYEHUll
MUHUMATbHOU NOOABISIIOWell KOHYSHMPAyUuU Kax 4y8CmeumenbHulil /pe3ucmesmHulil OCyWecmenisemcs
HA OCHOBAHUU Kpumepues, pacCyumaHHblX O/ CblGOPOMOUHBIX KOHYEHMPAyuil npenapama npu e2o
BHympugenHom 68edeHuu. Ilpu Opyeux nymsix npuUMeHeHUs npenapama aHAl0SUYHOe 3HAYeHUe
MUHUMATbHOU NOOABISIIOUEll KOHYEHMPAayuu Modicenm Oblmb UHMePnpemupo8aHo uHave.

B coomsemcmeuu ¢ Ilpuxazom Munzopasea Poccuu 13 oxkmsabopa 2017 2 Ne 804w om «O6
VMBEPAHCOeHUU HOMEHKIAMYPbl MEOUYUHCKUX VCIYe» eCMb HeCKOIbKO YClye: MUKpoOuonio2uieckoe
(Kyiemypanvroe) ucciedosanue ciu3u ¢ MUHOANUH U 3AOHel CMeHKU 2IOMKU HA a3pooOHvie U
Gaxyrbmamuero-anaspoovie MUKPOOP2AHUZ ML, MUKPOOUONIO2UYECKOE (Ky1bmypanvHoe)
uccnedosanue MOKpOmuvl HA  a3poOHble U PAKYIbMAMUBHO-AHAIPOOHBIE  MUKPOOP2AHUSMBI,
Muxpobuonocuueckoe (KyibmypanvHoe) UcCcie0o8anue JaaABANCHOU HCUOKOCMU HA adpoOHble U
@axynbmamuero-anaspooHvie MUKDPOOP2AHU3 MBI, Onpeodenenue Yy6CmeumenbHOCmu

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

Hayuenmam ¢ MB ¢ nooo3penuem na mukooaxmepuo3, evizeanuvtit HTMbB neodoxooumo
uccreoosanue oopazyo8 OUACHOCMUYECKO20 MAMepuana Kak MUHUMYM OOUH pa3 8 200 8 OUHAMUKE
[1,2,6,22].

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

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

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

OUAZHOCMUYUECKO20 _MAMEPUAId__UCROIb3VIOM _MOKDOMY Ul undyuupoeaﬂﬂyio MOKpomy (6

UCKTIOYUMENbHBIX CIVYASX - UCCAE008AHUE MPAXeATbHO20 ACNUPAMA NPU HEGO3MONCHOCTIU NOJLYYUMb
MOKpOmMy/unoyyuposanuyro mokpomy. Credyem nOMHUMb, 4mMO 68 OAHHOM clyuae d¢hghexmueHocms
8bIABIIEHUSL MUKODAKMEPULL O4eHb HU3KAS).

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

V' nayuenmos, ewidensiowux MOKpomy 6 O0CMAmMOYHOM Koauuecmee, O/ UCCIe008AHUS
cobuparom ee ympeHnu10io nopyuro. JJocmamounslii 00vbem ucciedyemor nopyun MOKponvl COCMAgisiem
3 - 5 mn, 8 yensx nogvluleHusi UHGOPMAMUBHOCHU HEOOX0OUMO UCCAE008aMb MOKPOMY, KOMOPYIO
cobuparom 05 UCCAe008aHUSL MPU OHS NOOPSO.

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

noomeepxcoerue 00H020 U MO20 Jice UOAd MUKOOAKmeputi Kak MUHUMYM U3 08YX 00pazyos
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(Muxpobuonocuueckoe (KynbmypaibHoe) Ucciedosanue MOKpomsl Ha aspoduvie U GaKyibmamueHo-
AHA’POOHbBIE MUKPOOP2SAHUZMDL).

Tecmol nHa nexapcmeennyio uyecmeumenvrnocmo HTMB nposoosam uckuouumenbHo Memooom,
ONpeoensIoWUM  MUHUMATBHYIO RO0AsIsIowyio  kKonyenmpayuto npenapama (MIIK) (A426.30.004
Onpeoenenue 4y8cmeumenbHOCMU MUKPOOP2SAHUIMOE K AHMUMUKPOOHBIM XUMUOMEPANEBMUYECKUM
npenapamam memooom pazeeoeHuli).

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

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

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

Memoowvt ouaznocmuxku mukobakmepuosa.

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

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

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

Ilocesvr Ha scudkyro numamenvHyio cpedy bynvon Muoonopyka TH9 (8 aemomamuueckou
cucmeme ywema pocma (Ananusamop b6axmepuono2udeckuil 0nisi UOeHMUPDUKAYUU MUKPOOP2AHUIMOS
UBJ] (Ona in vitro OuacHocmuxu), a8mMoMamudeckuti) (Ons KyJIbMusUposanus Mukobakmepuii))
IIpooonsicumenvrocms uccnedoganus 45 ouell.

ITocegvl Ha niomuvle numamenvhvie cpedwt Jesenumeiina-Hencena, @unn-1l ucnonvzyromes
Kak pezepsHvle OudacHocmuyeckue memoovl. IIpodonsxcumenvHocms  uccieoosanusi 84  Ows.
Hocmosepnas kaunuueckas unmepnpemayus pe3yiomamos MUKpoOUoI02Uu4ecKo2o 00C1e008aHus Ha

Haiuyue Muxobaxmepuii O0ocmueaemcsi npu 003A3aMeNbHOM COOMOOeHUU CedyIouec0 Npasuid:

38



MONEKYNAPHO-ceHemuieckoe,  MUKPOCKONUYecKkoe U  KVIbMYpalbHOe UCCLe008aHUe — OONHCHDL
npoU3600UMbCA NAPAILIENbHO MOILKO U3 OOHOU U MO dice NPodbl OUASHOCMUYEeCK020 Mamepuaia.

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

IIpu mepBuuHOM BhIgcHcHMHM B. cepacia complex, Achromobacter spp., Ralstonia spp.,
Pandorea spp., Cupriavidus spp., Inquilinus spp., uaeHTH()UKALINIO PEKOMEHIYETCS HCII0JIb30BaTh
MacCC-CIIEKTPOMETPHIO WJIM MOJICKYJIIPHO-TEHETHUECKUE METOJBI C IEIbI0 JUATHOCTUKU HATUIHS
MEPEUUCICHHBIX MUKPOOPraHU3MOB y nanueHTa ¢ MB [71].

YYP-C, Y11 -5).
KommenTapmii: 6 [Ipuxaze Munzopasea Poccuu om 13 okmsabps 2017 2 Ne 804u «O6 ymeepawcoenuu
HOMEHKIAmMypbl MEOUYUHCKUX YCIY2» OaHHble YCIy2U He NPeoCcmasiensi.
. PekoMeHyeTcss MHKOJIOTMYECKOE HCCeoBaHue OuoMarepuana mnanueHTam ¢ MB ¢
MOJI03PEHUEM Ha TPUOKOBBIC MOPAKEHUS JICTKUX M JUII KOHTPOJIS IMPOBOJMMON TEpaIUU: MOKpPOTA,
MIPOMBIBHBIC BOJIBI OpPOHXOB, OPOHXOATBBEOJIAPHBIN JIaBaXK, OWOITATHI, ONMEPAMOHHBIA MaTepHall
(mpstMast MUKpPOCKOTIHSI OHOMaTepHralia, METOT JIIOMUHECIIEHTHO!H ((pIyopeCcieHTHOM) MUKPOCKOITHH C
OKpacKkod KalmbKO(MIIOOpOM OenbIiM, TOCEeB OumomaTepuwalia Ha arapu3oBaHHylO cpeaxy Calypo B
Mo uduUKauu DMMOHCA), I HACHTU(PHUKAIMA TATOT€Ha/-OB M ONPENEICHUS YYBCTBUTEIBHOCTH
BbIJIEIEHHBIX MUKpomuIieToB [17,39,85,86].
YYP-C, Y11 -5).
KommenTapuu: ¢ coomsemcmesuu ¢ Ilpuxazom Munzopasea Poccuu om 13 oxkmsbopsa 2017 & Ne 804n
«06 ymeepoicOeHuu HOMEHKIAMYpbl MEOUYUHCKUX YCIY2) eCMb HEeCKOJIbKO YCIye. MUKPOCKONUYECKOoe
uccneoosanue MoOKpomovl Ha 2pubvl  (0podcoicesble U MUYETUATbHBIE), MUKPOOUOLOSUYECKOe
(Kyibmypanivhoe) uUcciedo8aHue MOKPOMbl HA — MUYeludivbHvle 2puosl, MUKPOCKONUYECKoe
uccnedosanue OPOHX0AIbEEONAPHOU ABANCHOU HCUOKOCTNU HA 2PpudbL (OPOdICIHCEBbIE U MUYETUATbHBIE),
MUKpobuonocuueckoe (KyivmypaibHoe) UCcied08anue OPOHX0AlbEeOISIPHOU 1ABANCHOU HCUOKOCU HA
epubwbl (0podrcoicesvle U MUYETUATbHBIE).

- Ilocee Ha epubvbl U MUKPOCKONUYECKOe UCCIe008aHue — N0 NOKA3AHUAM, KPAMHOCMb NO
nompeOHOCmU, 8 MOM Yuce, NPU KOHMPOJle NPOBOOUMO20 JIeYeHUS.

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

- Mukpockonus u noces MOKpombvl NO380IAIOM GbIAGUMb KOJIOHU3AYUIO ObIXAMENbHLIX Nymell

Aspergillus spp. y 20-60% nayuenmos ¢ ABJIA.
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- [Ipu muxpockonuu u nocese bAJI unu moxpomwr Aspergillus spp. evisensiiom y 25 — 80% nayuenmos
¢ XAJI. Heobxooumvl nosmopuvie uccie008anus ¢ NpUMeHeHUeMm CHeyupuueckux MUKOI02U4ecKux
Memo008 okpacku u numamenvhvix cped. Onpedenenue suda Aspergillus uepaem ponv npu nasnavenuu
NPOMUBOSPUOKOBLIX NPENaApamos Oasi CUCIEMHO20 NPUMEHEHUs (AHMUMUKOMUKOS) (pedKue 6uobl
Mo2ym Oblmb YCMOUYUBLL K A301AM).

- Dgghexmusnocmv  MUKpoCKonuuecko2o UCCIe008AHUA  YEeTUUUBAEMCs Nocie 00pabomKu
pecnupamopHuix cyocmpamosg xanvkoghuyopom odenvim. Iloces Ha mukonozuyeckue cpedvl ciedyem
nposooums npu memnepamype 300°C u 370°C, npodonscumenvhocms unKyoayuu He meHee 5 CYmox.
Konuuecmesennvie noxkazamenu nocesa pecnupamopHulx O6uocyoOCmpamos He No380AAI0M OMAUYUMD
KOJIOHU3AYUIO ObIXAMENbHBIX NYymel om UHQpeKyuu.

e PexomeHayeTcs mpoBeneHHE JIAOOPATOPHBIX HCCIECTOBAHUN ISl JHATHOCTHKH AIIEPTHYECKOTO
OpOHXOJIETOYHOTO acrepruiie3a; yposenb oomero ummynornoodynuna E (IgE), cneunduyeckue IgE u
IgG x Aspergillus fumigates. Ilpu momo3penun Ha XAJl — peKOMEHIOBAHBI T€ K€ HMCCIIEAOBAHUSA U
ONpeJe/iCHHEe TrajllakTOMaHHaHa B KpoBu (Merabonmra Aspergillus fumigates) (ompenencnue
meTabosuToB rpubos) [1,2,17,22,39,85,86].

YYP-C, Y11 -5).

KomMmeHnTapmii:

- Dosunogunuio nepugpepuueckoii kposu > 0,4x10%1 obviuno evisensiom 6 ocmpoii cmaduu u npu
obocmpenuu ABJIA, 60 8pems pemuccuu u 6 cmaouu Guopo3a KOIUYECMB0 303UHOPUI08 MOICem OblmMb
HOPMAIbHBIM.

- lna ABJIA xapakmepro 3uauumenvHoe yeeauuerue yposHs odoweeo IgE 6 cvisopomke Kposu,
oovluno 6Oonee 500 mxe/n. Bo epemsi pemuccuu 6 no30HUX cmaousix cooepxcauue obuezo IgE 6
CblBOPOMKE KPOBU CHUNCACMCS, XOMSI OCIAemcs 8blile HOPMATbHBIX nokazamednell. Ilosviuienue yposHs
obwezo IgE — pannuii npusnak o6ocmpenus ABJIA, komopulii 603HUKAem 00 KIUHUYECKUX NPOAGIEHUL
3a601e8aHUS.

- Cneyugpuueckue IgE u IgG k Aspergillus evissnsiiom npu oebrome unu obocmpenuu ABJIA.

- Yyscmeumenvnocmo onpedenenus cneyuguueckoeo Aspergillus IgG 6 cvisopomre kposu y
nayuenmos ¢ XAJI cocmasnsem oxono 90%. IIpu smom y 50% nayuenmoe ¢ MB gvisignsiiom nosviuieHue
cneyuguuecxozo Aspergillus IgG 6 cvisopomre kposu 6e3 KIUHUKO-PEHM2EHONOSUYECKUX NPUSHAKOS
XAJL

- Wzonuposannoe nosviuenue ypoers cneyugpuuecxoeo Aspergillus 19G 6 coieopomre kposu 6e3
OONONHUMENbHLIX Kpumepueg ouacHocmuku XAJl ue sasnsiemca ocHosanuem Oas NPOBEOEHUs.

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

- [Ipu XAJI y nayuenmos ¢ MB >¢pghexmueno onpedenenue memaboiumos epubos (2arakmomanHana
(komnonenma xknemounou cmenxu Aspergillus spp. mecm Platelia Aspergillus, Bio-Rad) ¢ BAJL

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

B coomeemcmeuu c Ilpuxazom Mumnzopasa Poccuu 13 oxmsabps 2017 o Ne 804n om «O6
VMBEPAHCOeHUU HOMEHKAAMYPbL MEOUYUHCKUX YCIYe» eCMb HEeCKOIbKO YClye: UCCIedo8anue YPO8Hs
obweco ummyrnoenooyruna E 6 kposu, onpedenenue aumumen kK epubam pooa acnepeunnvt (Aspergillus
Spp.) 8 KpOoBU, KOMNIEKC UCCAe008aHUll OJisl BbIAGNEHUS allepeeHd, onpeoeieHue mMemadoiumos
2pu608).

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

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

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

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

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

° PexomengoBano nanueHTam c MB c M1OJI03PEHUEM Ha ABJIA TS
WCKITIOYCHHMSI/TIOITBEP K ICHUSI MUKOT€HHON CEHCUOUTU3AINK MPOBEICHNE KOKHOM MPOOBI C aHTUT€HOM
Aspergillus (HakoskHBIE HCCTICTOBAHUS PEAKIIUK Ha ayiepredbl) [39].

YYP-C, Y1 -5).
Kommenrapmii: B coomsemcmeuu c [lpuxazom Munzopasa Poccuu 13 okmabops 2017 2 Ne 8041 om
«O06 ymeepacoeHUU HOMEHKIAMYPbl MEOUYUHCKUX YCIYe»: HAKOMCHble UCCIe008aHUs peakyuu Ha

ajjlepeeHal.
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Koocnas  npoba ¢ awmueenom  Aspergillus  omauuaemcs  6vicokoii  duacnocmuueckotl
YY8CMBUMENLHOCIbIO, HO HU3KOU cheyuguunocmoio. Tlonodcumenvrvle pe3yibmamyl KOHCHOU Npoobl
HepeoKo 8bIABIIOM Y DONbHBIX MYKOSUCYUO030M be3 ABJIA.

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

YYP-C, Y11 -5).

KommenTapuu: B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu om 13 okmsabps 2017 e Ne 804u
«06 ymeepoicOeHuu HOMEHKAAMYpbl MEOUYUHCKUX VCAY2». NAMOL020-AHAMOMUYECKOe UCCAe008aHUe
ouoncuiino2o  (onepayuoHHo20)  Mamepuala — MKaHel — J1e2Ko20;  NAMOA020-AHAMOMUYECKOe
uccreoosanue OUONCUNIHO20 (ONEpAYUOHHO20) Mamepuaira mKaHel J1e2Ko20 ¢ HNpuUMeHeHuem
2UCMOOAKMEPUOCKONUYECKUX —~Memo008, MUKpobuoiocuieckoe (KyaibmypaivbHoe) Ucciedo8anue
buonmama Ha muyeruanibHvle cpuosi.

- [lpu cucmonozuyeckom ucciredosanuu buonmama (NAmMoIO020-AHAMOMULECKOM UCCIe008aAHUU
ouoncutinoco mamepuana) npu XAJI uz kasepuvl unu 3016l 80CnaneHus onpeoeisaom ughvl Aspergillus,
NpU3HAKu XpoHudeckoz2o eocnanenus. (OCHOBHOe Ha3HauyeHue OUONCUU o04az2a NOPANCEeHUs —
OUazHOCMUKA HOOYNAPHO2O acnepauiiie3d, a makdice UCKIIOYeHUue HOB00OPA308aAHUS JIe2KUX,
mybepkynesa u np. Omcymcmesue eugh Aspergillus 6 buonmame u3 ouaza nopasxcenus He UCKIIOUAem
ouaznoza XAJI npu nanuuuu opyeux kpumepues ouaznocmuxu [15].

e Pexomenayercsi MUKpOOHOJIOTMYECKOE MCCIEAOBAHNUE OTIEISIEMOrO U3 OKOJOHOCOBBIX Ma3yx
(OHII) (Mukpobuogornyeckoe (KyJIbTypalbHOE) UCCIIEIOBAHNE CMBIBOB U3 OKOJIOHOCOBBIX MOJIOCTEH
Ha  a’poOHble U  (PaKyIbTAaTUBHO-aHA’POOHBIE  MHUKPOOPraHU3MbI,  MHKPOOHMOIOTHYECKOE
(KynpTypanbHOE) HCCIEIOBaHUE MYHKTAaTOB M3 OKOJIOHOCOBBIX TOJIOCTEH Ha HECMopooOpas3yrolue
aHa’POOHBIE MHUKPOOPTaHM3MBbI) I HWIACHTU(UKAIIMK TIATOTeHa/-OB W OMNpENCeHHs ero (Mx)
YYBCTBUTEIBHOCTH K aHTUMHUKPOOHBIM niperiaparam npu XPC Ha pore mykoBucituao3a [87,88].
YYP-C, Y1 -4).

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

OHOOCKONUYECKO20 PUHOXUPYDP2UHUECKO2O0 JIEYECHUAL.
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buoxumuueckoe uccneoosanue Kposu

. PekoMeHOBaHO TIpOBEACHHE BceM mamueHTaM ¢ MB OHOXMMHYECKOTO aHallM3a KpPOBU
o01IeTepaneBTHYECKOTO (oOmmit 0eoK, aIbOyMUH, oTpesieieHne AKTUBHOCTHU
acrapraTaMHUHOTpaHCc(epasbl B KPOBH, OTPEICICHNE aKTUBHOCTH allaHMHAMUHOTpaHc(epassl B KPOBH,
OTpe/ieieHne aKTUBHOCTH TaMMa-TIIoTaMuiITpanc(hepassl B KPOBH, OTPEACICHHE aKTUBHOCTH
menoyHoi Qocdarassl B KPOBH, HCCIEIOBAHNE YPOBHS XOJIECTEpUHA B KPOBH, UCCIICAOBAHUE YPOBHS
TPUTIUIEPUIOB B KPOBH, UCCIICIOBAHUE YPOBHS HATPHUS B KPOBH, UCCIICIOBAHUE YPOBHSI KaJIHsI B KPOBH,
HCCIIEIOBAaHUE YPOBHS XJIOPUJOB B KPOBH, ONPE/E/IEHNE aKTUBHOCTH aMuja3bl B KPOBH, ONpEAEICHHE
aKTHBHOCTH JIMTIa3bl B CHIBOPOTKE KPOBH, HCCIIEJOBAHHE YPOBHS 00IIero OMIMpyOMHA B KPOBH,
HCCIIEIOBAaHUE YPOBHS CBOOOJHOIO M CBA3aHHOIO OMJIMpPYOMHa B KpOBH, HccienoBaHuE ypoBHsA C-
PEaKTUBHOTO OeliKa), eXKeroaHo, Mo MoKa3aHusAM - yaile. MccienoBanue NpoBOANUTCS € LIETBIO KOHTPOJIS
COCTOSIHUSI MEYeHH, (PYHKIUU TMOKETYA0OYHOU JKeJe3bl, IEKTPOJIUTHOTO OOMEHAa M XPOHHYECKOIO
BOCMaJieHus1 corjacHo mokaszanusaMm (Tabm. 10, pazgen 6 «OpraHuzanus OKa3aHUS MEIUIIMHCKOMN
nomoiu») [2,62].

YYP-C, Y1 -5).

KommenTapuii: xonmpons snekmporumos npu ncegdo-bapmmep cunopome nposooums no
nompebHocmu.

. PekoMeHI0BaHO UCClIEIOBaHME KHCIOTHO-OCHOBHOTO COCTOSIHMSI KpOBHU (HMCClE€IOBaHUE
KHCJIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KPOBH, UCCIIEI0BaHNE YPOBHS Oy(epHBIX BEUIECTB B KPOBH),
YPOBHEW HATpus M Kajusl IpU Nojo3peHuu Ha cunapoM llceBmo-baptrep y nanuentoB ¢ MB u npu
KOHTpoJie Tepanuu cunapoma Ilcesmo-baprrep [2,89,90].

YYP-C, Y11 -5).

KommenTapuii: uccredosanue Kuciomuo-ocHOBHO20 COCMOAHUSL U 24308 KPOBU, UCCLe008AHUE YPOBHS
OyghepHbIX Bewgecm8 6 Kposu NpPOBOOUMCS MAKdyiCe Npu Opyeux COCMOSHUAX (Hanpumep, npu
MEKOHUEeBOM uneyce, CUHOPOME OUCMANbHOU UHMECMUHATLHOU O0OCMPYKYUU, NPU XUPYPSUUECKUX
BMeUamenbcmeax u 060cmpenuU GPOHX0Ie204HO20 NPOYecca, NOMpedoBasULe20 20CNUMATU3AYUL)

. PekoMeHI0BaHO BBIMIOJHEHUE KOAryJlIOrpaMMbl (OPHEHTUPOBOYHOTO HCCIEAOBAHUS CHCTEMBI
reMocTasa) BCEM IMalMeHTaM MpU MEepBUYHON AuarHoctuke MB, u mpu Hanmuuuu I1upposa nedeHu 1
pa3 B 6-3 Mec. C IENbI0 KOHTPOJS OEIKOBOCHHTETHYECKOW (YHKIIMHM TMEYEHH U CBOECBPEMEHHOTO
Npe0TBPAIIECHHS TEMOPPArHueCKUX OCIOXKHEHMI [22].

YYP-C, Y1 -5).

Kommenrapmii: makoice uccnedosanue koazynioepammol Modxcem nompebo6amvcs npu OUAeHOCmMuKe U

mepanuu MEeKoHuesoco ujueyca, neped XxupypcudecKkumu emewamelbCcmeadmu U neped NOCMAHOBKOU
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nopm-cucmemol (nopm  UHQY3UOHHBIU/ UHBEKYUOHHDILL, umnianmupyemviii ***) CO2NACHO
COOMBEMCMBYIOUWUM PEKOMEHOAYUSM.
B xauecmee ckpunune-memooa mocym npogooumwscs: Hcciedosanue 6pemeHu  C8epmbl8aHUsL
HeCmabunu3supoBanHou Kposu Ulu pexambyuurayuu niasmsl Heakmueuposannoe, Hccredosanue
8pemenu KpogomeyeHusl.
B nexomopuix cumyayusax modxcem nompedosamvcsa onpeoenreHue mpomMOUHOB020 8peMeHU 8 KPOBU,
onpedenenue akmuenocmu awmumpomouna Il 6 Kposu, uccredoeanue aKmueHOCMU U CEOUCMS
¢axmopa Bunnebpanoa 6 Kposu.
. PexomenioBaHO nccie0BaHNE YPOBHS TTIOKO3BI B KpOBH BeeM manreHTam ¢ MB 1 pa3 B 6 mec.
C LETBI0 KOHTPOJISI SHAOKPUHHON (DYHKITUHU TIOHKEITYA0YHOMN KeJIe3bl, CBOEBPEMEHHOMN IUArHOCTUKU
M3C/ [50,91].
YYP-C, Y11 -5).
. PekoMeH10BaHO B KauecTBE CKPUHMHTIA Ui cBoeBpeMeHHoM auarHoctuku M3C/] mpoBeneHue
opanbHOTO Titoko30TodepanTHoro Tecrta (OI'TT, mpoBedeHWE TIIOKO30TOJIEPAHTHOTO TECTa) C
Harpy3koil riroko3oit (1,75 T riaroko3sl/kr, He Oosnee 75 T), (TOYKH KOHTPOJISA — HATOMIaK, dyepe3 60
MHHYT, yepe3 120 muHyT) BceM aetsMm crapiie 10 jeT (Mo moka3aHHusM paHbIe) €KEToJHO B MEPHO/T
KIHHHYEeCKoM cTabunpHoctu [50,92,93].
YYP-C, Y11 -5).
KommenTapuii: Omxionenus, 6visignenHvle 8 X00e eOUHUYHO20 OPAIbHO20 21H0KO30MONEPAHMHO20
mecma, OONJNCHbL ObIMb NOOMBEPHCOCHbL NOBMOPHLIM MecmoM. Bozmoodicno ons ouacnocmuku
UCNOIb308aMb HENPEPLIGHBILL MOHUMOPUHZ YPOBHSL 2/IIOKO3bL.
Onpeodenenue 2nukemuyu Hamowax u yepes 2 yaca nocjie npuema nuwy 8 meuerue nepgvix 48 uacos
u/unu OI'TT uawe npooosmcs 8 credyrouux Ciy4asx:

1) obocmpenue necounozo 3abonesamnus,

2)  BHYmMpUBEHHAs. AHMUOAKMEPUATbHASL MePaniisl,

3) Hauano npuema KOPMUKOCMEPOUOO8 OJisk CUCEMHO20 NPUMEHEHUSL,

4)  sHmepanbHoe KopmieHue wepe3 30HO Ul 2ACMPOCMOMY,

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

12 nedenv nocne bepemennocmu,

6) naanosas mpancnianmayus opeanos,

7) onepamusHoe emeuamenbcmeo,

8) manuuue cumnmomos ouabema [50,91].
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o Hcnonp3oBanue riaukupoBaHHoro remoryoduna (HDALC) B kauecTBe CKpHUHHMHI-TECTa HE
PEKOMEHJyeTCs B CBSI3U C HEIOCTAaTOYHONH WH(POPMATUBHOCTHIO Uil ManuMeHToB ¢ MB mo stum
nokaszanusim [50,92].

YYP-C, Y1 -5).

Kommenrapuii: y nayuenmos ¢ Mykosucyuoo3om HOpManbHblli RpOQDUIL 2IUKUPOBAHHO20 2eMO2TI0OUHA
He ucKmouaem Haiuyue caxaprozo ouabema. Hccnedosanmue modicem ObimMb HA3HAYEHO C YENbio
Koppekyuu uxcyaunomepanuu y nayuenmos ¢ MB u M3C/], a maxowce nayuenmam c¢ HapyuieHuem
monepanmuocmu Kk eniokoze [94]. Ilpu uapywenuu monepanmuocmu K 210KO3€ Kpome Mmo2o
uccnedyemest yposenv C-nenmuoa 6 kposu [95]. Ilo nokasanusim mocym ucciedo8amscsi mpexoHeaHblil
2NuUKeMudeckuli npoguns

e Pexomennyercs manueHtam ¢ MB u M3CJl npoBeneHue peryiasipHOro KOHTPOJISI YTIEBOTHOTO
oOmMmeHa (ompesesieHre ypoBHS TIIFOKO3bI B KPOBH HE MeHee 3 pa3 B JICHb) C IEJIbI0 CAaMOCTOSITEILHOTO
MOHHUTOPUPOBAHHUS  COCTOSIHWA. V3MepeHWe TIMKMPOBAHHOTO TIeMOTNIOOWHA PEKOMEHIYeTCs
€KEKBapTAIBHO C IEIbI0 KOPPEKIIMU HHCYIMHOTepanuu y narrentos ¢ MB u M3C/] [50,92].
YYP-C, Y1 -5).

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

. PekoMeHI0BaHO IS KOMIUIEKCHOM JTUArHOCTUKM OCTEONOpO3a M JUArHOCTUKH MATOJOTHH
nmoyvek nanveHtam ¢ MB onpenenenne ypoBHs 0011ero ¥ HOHU3UPOBAHHOTO KaybIHs, pocdopa KpOBH,
KpeaTHHHHA CHIBOPOTKM KPOBHM U KiHMpeHca KpeatuHuHa (pacuer no Qopmyne Kokxpodra-I'onra),
11eJ049HOM ocaTassl CHIBOPOTKH KPOBH [2].

YYP-C, Y11 -5).

KommenTapuu: Mzmenenus nabopamopHvix noxazameineu He AGIAIOMCA KPUMepUsmMu NOCMAaHO8KU
ouazHoza ocmeonopo3sa. Jlabopamophvie memoovl UCNONBL3YIOMCA NO NOKA3AHUAM O/ NPO8edeHuUs
oughghepenyuanvHoll  OUASHOCMUKY OCMEOnopo3a ¢ Opy2umu 3a001e8aHUAMU CKelemd, OYeHKU
be3zonachocmu  HA3HAYEHUs  NpPenapamos, BIUAIOWUX ~— HA  MUHepanuzayuio  Kocmel
(anmuocmeonopomuueckux npenapamos), anaiuza NPOYeCco8 GopMUPoOSanus u pe3opoyuu KOCMHoU
MKAHU.

e V¥ Bcex nanueHToB ¢ MB pekomennoBaHO exerogHoe usmepenue yposHs 25-OH Butamuna /| B
KpPOBH, MPEANOYTUTEIHHEE JIETOM M 3UMOH, C IIEJIbI0 CBOEBPEMEHHOTO BBISIBICHUS Ae(pUIINTa BUTAMUHA
D, nox6opa n03e1 BuTamuHa D 1, cOOTBeTCTBEHHO, TPODHIAKTUKE ocTeonopo3a [96].

YYP-C, Y1 -5).
KommenTapuii: Hopmanvusiii yposenv 25(0OH)D cvisopomru kposu - 6onee 30 ne/mn (75 nmonwv/n) u

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

Pabouaa epynna Meoswcoynapoonoco ®onoa Ocmeonoposza (International Osteoporosis
Foundation) u Mecoynapoonou @eodepayuu Knunuueckou Xumuu u Jlabopamopmnoii Meouyunol
(International Federation of Clinical Chemistry and Laboratory Medicine) pexomendyem 0as
UCCe008AHUSL KOCIHO20 0OMEHA 02PAHUYUMbC 08YMsL MAPKEPAMU CblBOPOMKU Kposu: N-KoHyesbvie
nponenmuodvl npoxoanacena I muna (PIN -mapkep xocmeoobpazosanus) cvieopomku kposu u C-
KOHYesble menonenmuobl Moaekyn koanazena I muna, ceazanuvie nonepeunvimu cuuekamu (CTX-
mapkep pezopoyuu kocmu) [97]. Oyenka smux maprepos Modicem npo8oOUMsCs y 3POCbIX NAYUECHNOS
0nsl paHuell oyeHku (uepe3 3 mec.) s¢ghgpexmuenocmu anmupezopomusnou (CTX cviopomku) unu
kocmuoanabonuyeckou (P1NP cvigopomku) mepanuu.

J PekoMeHyeTcss TIpOBOJAUTE MOHHUTOPUHT MccnenoBaHUS YpOBHS JKelie3a CHIBOPOTKH KPOBH
(e’xeroiHO, MO TIOKA3aHUSM - Yallle) C [ENbI0 BBISBICHUS AeUIIMTa Kene3a /WM XPOHHYECKOTO
BocnaneHus [62].

YYP-C, Y11 -5).

. PexoMeHyeTcsi MpoOBOIUTHE MOHUTOPUHT YPOBHEH >KMpPOPACTBOPUMBIX BUTAaMHHOB (A, E, K) u
BUTaMUHa B12 B ChIBOpOTKE KpOBM BceM mainueHTam ¢ MB, 1o nmokazaHusiM ¢ 11eJ1bl0 CBOEBPEMEHHOTO
BBISIBJICHUS MX HEJJOCTATOYHOCTH H afieKBaTHOM Koppekiuu Tepanuu (Taomn. 9, [punoxenwue 7) [2,62].
YYP-C, Y11 -5).

KomMmeHnTapmii:

Tabauya 9. Hopmamuewl ypogHeli umamuHo8 8 cbl8Opomke Kposu nayuenmos ¢ MB

Bumamun A (pemunon) 30-72 ne/mn

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

Bumamun K (menaouona nampus 6ucynoghum) IIpompombunosoe epems
Bumamun B1z (Luanoxobanamun™) 187-883 ne/mn

* pexomenoyemcs onpeoensimv 'y nayuenmog ¢ MB ¢ cuHOpomom KOpOmKOU Kuwiku, nocie
OOWUPHOU pe3eKyuU KUUeyHUKa.

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

Ilokazano, umo ymepenno nosviuiennvie yposHu pemunona (0o 110 me/on) é cvieopomke Kposu
noaoxcumenvro xoppenupyiom ¢ OPB1 (ODPB1>80% y 90% u3z makux nayuenmos), He3a8UCUMO OM
gospacma, NAHKpeamuyeckou @YHKYuu u HYmMpumueHo2o cmamycda, 6Oe3 Kakux-iubo NpUusHaKos

MOKCUYHOCmMU.
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V nueneuennvix nayuenmos c¢ MB zcemoppacuueckuii CUHOPOM MOdCem MAaHUpecmuposams
sumamun-K nedocmamounocmoio. Y HOBOPOINCOEHHBIX U 2PYOHBIX Oemell OHA MONCen NPOABUMbCSL
HEOOBACHUMOU 2eMOPPAULEeCKOl NYPNYPOLl, UHMECMUHATbHBIMU KPOBOMEYEHUAMY, OJIUMEeNbHOU
Kpogomouugocmoio 6 mecmax uHwvekyuu. Cmapuwiue Oemu, HAX00AWUECs HA UHMEHCUBHOU
AHMUOAKMEPUATLHOU Mepanuu Uiy ¢ CONYMCMEYIOUUM NOPANCEHUeM NeYeHU, MAKI’ce CKIOHHbL K
HapyuweHuo npoyeccos Koazyiayuu, oaxce Ha gpoue npuema eumamuna K.

. PexoMeHI0BaHO BCeM MalMEHTAM MYSKCKOr0 MoJia B Bo3pacTe crapmie 15 ner c
MYKOBHUCITHI030M IPOBEJICHUE CIIEPMOTPaMMbI U MOJICKYJISIpHO-TeHeTn4eckoro (ananm3 reHa CFTR,
eclIi He OBUT paHee BBITIOJIHEH) MCCIICOBAHUS C MENBI0 ONPEICIICHNS MTPOTHO3a U TAaKTUKU PEIICHUS
Borpoca pernpoaykimu [98,100,101].

YYP-C, VI -4).

KommenTapuu: cnepmoepammy marodice ciedyem GbiNOIHAMb NAYUCHMAM MYHCCKO20 HNOAd C
VCMAaHOBNIeHHbIM OuacHo3om MB 6 npoyecce Ounamuyeckoeo HAOAOOEHUsT NPU OMCYMCMBUU
azoocnepmuu ¢ 4acmomotl , 8 cpeonem, 1 paz 6 2oo.

e PexoMeHIOBAaHO BCeM TAIMEHTaM MYKCKOro Tiojla B Bo3pacTte crapmie 15 et c¢
MYKOBHCIIUZ030M TPOBEJICHHE TOPMOHAJIBLHOTO MCCJIEAOBAaHUS — OMPEICICHUE YPOBHS OOIIETO
TECTOCTEPOHA M  CTEPOMICBA3BIBAIONICTO TOOynmuHA  (MCCIeIOBaHHWE YPOBHS  TIIOOY/IHHA,
CBSI3BIBAIOIIETO TIOJIOBBIE TOPMOHBI, B KPOBH) B CBIBOPOTKE KPOBH C IICJIBIO JHArHOCTUKH
runoronaausma [102,103,104].

YYP-B, Y1/ - 3).

KoMMeHTapuu: npu BBISBICHUU SHJIOKPUHOJIOTMYECKUX HapyIIeHUH- HaOmomeHue 1 pa3 B ron u
JIeYeHHUE Y Bpada-sHI0KpuHoJora. [Ipy OTCYyTCTBUY SHAOKPHHOJOTUYECKUX HAPYIICHUI -C YaCTOTOM HE
pexe 1 pa3 B 3 roza.

Memoowt noodopa namozenemuyeckoii mepanuu (ueaxkagpmop-+iymaxagpmop)

° [Ipn Ha3Hauenuu mnpenapara uBakadrop+iymakadpTop pPEKOMEHIyeTCs HMETh JaHHbIE O
reTepO3UrOTHOM HOCUTENbCTBE 00ouMHu poauternsimu myranuu F508del (cormacno unctpykium). [pu
OTCYTCTBHH TaKOH MHPOPMAIH PEKOMEHAYETCS POBECTH MOJIEKYIISIPHO-TEHETUYECKYIO TUArHOCTHKY
C [eNbI0 BBISICHEHHS T€TePO3UTOTHOTO HOCUTENbCTBa poauTensmu Bapuanta F508del. Ecnu poaurenu
(unu XoTs OBl OIMH U3 POAUTENEH) M0 KaKUM-THO0 MPUYUHAM HE JIOCTYITHBI JUIS MPOBEACHUS JAHHOTO
WCCIIEIOBAHUS, TO PEKOMEHIYeTCS MAIMEeHTy JAOMOTHUTEIBHO MTPOBECTH aHANIN3 C IENIbI0 UCKITIOUEHUS
HAJIMYUS TPOTSDKEHHOM nenmenuu B obmactu myrtammu  F508del, 1o ects mms  wckiroueHwus

TCMHU3UI'OTHOCTHU 11O ,ZlElHHOﬁ MyTaluu. PGKOMeHﬂyCTCH TAKXXC HCKIIOYHUTHL HOCHUTCIILCTBO

Bapuanta L467F cena CFTR (NM_000492.3:c.1399C>T; NP_000483.3:p.(Leu467Phe)) B cocrae
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KOMIUTIEKCHOTO ayutesst ¢ mytaiueit F508del, mokazanHO MpHBOASAINEro K PE3UCTEHTHOCTH K Teparuu
[105,106,107,108,109,110].
YYP-CVYIA-4).
J Pexomennyercs npumeHeHue GOpCKOJIMHOBOTO TECTA HA KUIICUHBIX OPraHOUIAX, MOTYyUYEHHBIX
OT MAaIMeHTa B PE3yJIbTaTe OWMOIICHUU MPSMON KHUIIKH C LEJIbI0 ONMpEAeNeHUs MOKa3aHui K TapreTHOM
Tepanuu:

o Ilpm penkux wmyramusx reHa CFTR ¢ 1menpio OIEHKHM BO3MOXXHOCTH IPOBEICHUS

naroreHetudeckoi tepamuu [111,112,113,114].

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

YYBCTBUTEIBHOCTH K MBakaTOpy U iyMakadropy [115,116,117]
YYP-C, Y11 -5).
Kommenmapuu:
Ilpu nonyuenuu Kyibmyp OpeaHouod08 U  GbINOIHEHUU (HOPCKOIUHOBO2O MeCma  OONHCHbI
UCNONB308AMbCSL NPOMOKOIbL, pazpabomantvle nood pykosoocmeom []. bexmana [111, 112, 113, 114]

u onucamnmvle 8 omewecmeennou pabome [118].

2.4 UHcTpYMEHTAJLHDBIC TMATHOCTHYECKHE HCCIe10BAHUS

MeToabl BU3YAJU3ALUH JETKUX

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

YYP-C, Y11 -5).

KomMeHnTapuu: penmeenoecpagus modxcem eviagums maxue NpUsHaKu, Kax oegpopmayus u ycuieHue
JIe20YHO020  DUCYHKA,  NHEBMOUOpOo3,  NepudpoHXUalbHas  UHGUILMpaAYUs,  KOHCOIUOAUUSA
(amenexkmaszvl), GPOHX0IKMA3bL, OYILIbI, BbIAGUMb NPOAGIEHUS OPOHXUATLHOU 0OCMPYKYUU. TOKATbHYLE
yuacmru 630ymusl J1e204HOU MKAHU, Y8eludeHue pempocmepHaIbHO20 NPOCMPAHCMEd, VIIOWeHUe
ouagpazmul, a makdice Kugos, ymonujeHue 6poHXUATbHIX CIMEHOK, causucmule npooku. Ilayuenmam c

MYKOBUCYUOO30M NPOBOOUMCSL RO NOKA3AHUAM, 8 cpednem 1 pa3z 6 2 2ooa (IIpunosicenue 7).
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Hannuwviti memoo moorcem Oblmb HEOOCMAMOYHO UHDOPMAMUBEH O MOYHO20 ONUCAHUSA XapaKmepa
USMEHEeHUl 8 JIe2KUX, HO umeem MeHbULylo y4egyio Hazpysky. [lo nacmoswe2o epemenu 6 pazmvix
YeHmpax, Kypupyouux nayueHmos ¢ MyKoGUCYUOO30M, 8 MOM Yucie 3apyOerHCHbIX, OJisl OUHAMUYLECKO20
HaOI00eHUs 3a NAYUEHMOM Yauje UCNONb3YenCs peHmeeHozpaghus, 6 psaoe YeHmMpos - KOMNbIOMeEPHAs
momoepacghus [22].

. PekomenyeTcsi mpoBeneHne KommbioTepHO ToMorpaduu (KT) opraHoB rpymHOM TOJIOCTH
MAIMEeHTaM C TIOJA03PEHUEM Ha MYKOBUCIIH/IO3 U TIAIMEHTaM C MYKOBHCITUI030M C LIEJIBIO OTIPE/ICIICHUS
XapakTepa 1 00beMa MopakeHus JIETOYHOM TKauu [1,2,22].

YYP-C, Y1 -5).

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

Komnvromepnas momoepagus opeanos epyonou norocmu (KT) - sxcnepmuas memoouxa Ot
oemanuzayuu uzmerenuil. Ilposooumcs Huzko0o3nas Komnvromepuas momoepagpus (HAKT) —
CHUDICeHUe cunbl moxa 00 1 mMA/ke maccol 0151 Oemetl u MONOObIX 83pocivlx 8ecom <5() ke 6 couemanuu
¢ Hanpsxcenuem Ha mpyoke 100 kB. Bvinonansiemcs na 2nybune 600xa, npu He803MONCHOCTU 3A0EPHCKU
ovixanus, oemsam 00 3-x em — 8 ycaosusax ceoayuu. 1 paz 6 2 2o0a, npu obocmpenuu — HeouepeoHoe
uccneoosanue. @Pyuxkyuonanvrnoe KT-uccnedosanue opeanog 2pyoOHOU NOIOCMU «HA 6bl0OXe» ONid
OYEeHKU OPOHXUATILHOU 0OCMPYKYUU NPU He803MOoxCHOCmuU evinonnenus KUDB/].

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

- Komnviomepnas momoecpagusa asnsemcs, 8 mom uucie, OCHOBHbIM MemoOoM OUASHOCMUKU
acnepeunneza npu MB. Komnwviomepnas momozpaghus neekux opeano8 2pyOHOU KIemKU MOdicem
8blA6UMb MaKue NPU3HAKU, KAk oOeopmayus u YyCuleHue Je20YH020 PUCYVHKA, NHe8Mopuopos,
NepudPOHXUATILHYIO UHDUILIMPAYUIO, ameleKmasvl, OpOHX0IKMA3bl, O)ILIbL.

- Ilpu ABJIA na KT neexux eviasnawom «iemyduey UH@UIbLMPpaAmvl 8 J1e2KUX, OPOHX0IKmAa3zwl,
pacuiuperue OpPOHX08 U3-34 CKONUBWIEUCA CAU3U («CUMNMOM NepuamKuy»), maxk Hazvléaemvle
CUMNMOMbL  «KOIbYAY U «MPAMBAUHBIX nymelly, npedcmasiaioujue cobol YmoaueHue CMmeHoK
nepugepuyeckux 6poOHX08 6 pe3yibmame NePUOPOHXUANLHOU UHDUILMPAyUU U HUOPO3A, 803MONCHBL
amenexkma3svl. OCHOBHbLIMU DEHM2EeHON0SUYECKUMU NpusHakamu panuux cmaoutl ABJIA sensiomcs
08YCMOpPOHHUEe UHDUTLMPaAmbl, UCHe3aloujue nocie NPUMEeHEeHUs KOPMUKOCIEPOUOO8 Ol CUCTNEMHO20
npUMeHeHUsl;, NPU3HAKU XPOHUYECKO20 NEPUOPOHXUATILHO20 80CNANEHUS U MYKOUOHBIX npo6oK. Tlo30Hee

8bIABNAIOM  08YCMOPOHHUE, NPOKCUMATbHbIE, Hauje 6epxHedoiesble OpPoOHX0IKmMasvl, @Guobpo3 u
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ymonwenue nieepvl. KT — 6onee uyscmeumenvHulli Memoo Gbls6IeHUs YKA3AHHBIX NPUSHAKOS, YeM
penmeenoepaghus.

- ¥V nayuenmos ¢ XAJI na KT 00b1uH0 6b16715110M KOMNLEKC OPOHXOIKMA3Z08, OKPYICEHHLU 30HOL
gocnanenust, unoeoa cooepaicawux acnepeuniomvl. KT npusnax acnepauiiomvl’. 00UHOUHASL NOLOCMb C
COOEPIHCUMBIM, CMEWAIOUUMCSL NPU NEPEMEHe NONOICEHUsT Meid (CUMIMOM «NOSPEMYUIKUY), C
XapakmepHotl npociouKkol 8030yxa (cumnmom «cepnay) [17,39,85,86].

e PekOMEH/IOBaHO TIPOBEJCHUE MAarHUTHO-PE30HAHCHOW TOMOrpaduu OpraHoB TPYJHON KICTKH
naneHTaM ¢ MB B KkadecTBe YTOYHSIONIETO METOJA Uil CHIDKCHHUS JIy4eBOW HArpy3KH IIpU
MHOTOKPAaTHOM KOHTPOJIE BOCHAIUTENBLHOTO Tporecca. Jlo 7 neT — B yCIOBUSX CEIalluH, MOoCie — Ha
cBoOoHOM pixanuu [119,120].

YYP-C, Y11 -5).

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

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

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

MACHUMHKO-PE3OHAHCHAA moxwoepaqbuﬂ OKOJIOHOCO8blX NA3)X.

AOaoMHMHATBbHAS peHTreHorpadus
e PexoMeHZ0OBaHO MpoBeaeHue abaoMuHabHOW peHtreHorpadguu (O630pHast peHTreHorpadus

OpraHoB OpPIONIHON TOJIOCTH) MPH MEKOHHEBOM HWIJICYCE M CHHJIPOME JUCTAIBHONW WHTCCTHHAIBHOU
ooctpykuuu (CAMO) ¢ 1enbro AMarHoCTHKH HEMPOXOAMMOCTH KuIeunuka [ 123,124].
YYP-C, Y11 -5).
KommenTapmii: o630pnas  penmeenocpagusi opeanog OpHOWHOU  NOAOCMU  NPOBOOUMCS 8
BEPMUKATILHOM NOLONCEHUU NAYUEHMA, 8 NPAMOU NPOEKYULL.
C mou dce yenvio npu cUHOpoMe OUCMATbHOU UHMECTNUHATLHOU 0OCMPYKYUU MOXHCEM NPUMEHAMbCSL
KOMNbIOMEPHASE MOMOSPAPUSA OP2AHO8 OPIOULHOU NOTOCTIL.
MeToabl IMATHOCTUKH OCTEOINOPO3a
Onpeodenenue ucxoonou MIIK npu npogedenuu penmeeHOoOeHCUmMoMempuy HA3HAYaAemcs Oemsm
cmapwe 8 1em. Panvuie - npu Hanuyuy maxux akmopos pucka Kax:
1) nuskui UMT (<90% om uoeansnoco UMT),
2) akmusHoCmb e2ouno2o 3abonesanus (OD@B1 <50% oonocnoti),
3) onumenvnas (3 mec u 6onee) mepanusi NEPOPAILHLIMU KOPMUKOCMEPOUOAMU OL5L CUCEMHO20
npuMeHenus,
4)  3a0epoicka noi068020 CO3PeBaAHUs, UNO2OHAOUSM;
5)  Hanuuuu HU3KOIHEpeMUHEeCKUX NEPeloMO8 8 AHAMHESE.
TloemopHvie ucciedosanus pekoOMeHO08AHO NPOBOOUMb OemAM U 83pocibiM 00 50 em.
1) npubnusumenvno uepes 5 nem, ecau Z-kpumeputi eviue -1 SD u nayuenm rnunuuecku
cmabunen,
2) kadcovle 2 200a, eciu Z-kpumepuii mexcoy -1 u -2 SD,
3)  kaoicowlil 200, eciu Z-kpumepuii -2 SD u nuoice unu ecmv HU3KOdHEp2emuyeckue nepeiomvl 8
AHAMHe3e UTU UMEIOMCSL 3HAYUMble (haKmopbl PUCKa 0Cmeonopo3d.
V' owcenwun 6 nocmmenonaysze u myoicuun 50 nem u cmapuie peKOMEHOYemcs NposedeHue
0CMeo0eHCUmomMempuu NPUOIUIUMENbHO
1) xaocovie 5 nem, ecau T-kpumepuil eviue -1 SD,
2) kaxcowvle 2 200a, eciu T-kpumepuit mesicoy -1 u -2,5 SD,
3) escecoono, ecau T-xpumeputi < -2,5 SD umu umeiomcs 3Hauumvlie GAKmMopvl pucka
ocmeonoposa.
Ocmeodencumomempus O0NHCHA ObIMb NpoedeHa 00 HA3HAYEHUs AHMUOCEeONnOoPOMUYecKoll
mepanuu [2].
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e Jlna omenku auHamukun MIIK Ha ¢one nedeHuss ocreomopo3a PEKOMEHAOBAHO IPOBOAUTH
pentrenoaeHcutomerputo (DXA) 1 pa3 B 6-12 mec y nereii crapiue 8 et u 1 pa3 B 12 mec y B3pocibIx
[36,125,126].

YYP-C, Y1 -5).

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

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

e V nereil u moapocTkoB ¢ MB pexoMeHIyeTcst MPOBOJUTH PEHTI€HOACHCUTOMETPHUIO TIOSICHUIHOTO
OTJieNa M03BOHOYHMKA B IiepeHe-3aaHel npoekiuu (0T 0 JIeT) U o mporpaMmMme «Bce Tesno» (¢ 3 JIeT no
MOKa3aHMsIM), HCKIIOYas TOJIOBY W3 pacueTOB KOCTHOW MHHEPAIBHOW IUIOTHOCTH C IENBI0
CBOEBPEMEHHOTO BbIsiBIeHUs cHIDKeHUs: MITK 1 koppekiinu BeISBICHHBIX U3MeHeH i [51]

YYP-C, Y11 -5).

KommenTtapuu: Hccneoosanue MIIK npokcumanvroeo omoena b6eopa y Oemell U NOOPOCMKO8 He
NnpPOBOOUMCSL 8 C8A3U 8aPUADETLHOCMbIO PA3BUMUSL CKellemd.

YV 0emeii ¢ 3a0eporckoii nunelinoco pocma u pazeumus pezyivmamol MIIK 0ondchbl ananuzuposamucsi
€ yuemom abcontomHo20 pocma iy pocmoso2o 803pacma, Ul CPABHUBAMbCS C COOMEEMCMBYIOUWUMU
neouampuyeckumuy 6a3amu OaHHuIX, KIIOYAOWUX cneyuguyeckue 07 603pacma, noaa u eopacma Z-
kpumepuu [51,127].

e V B3pocibix manueHToB ¢ MB pekomeHayeTrcs NpOBOAUTH OCTEOJIEHCUTOMETPHUECKOE
UCCIIeIOBaHUE (PEHTTEHOICHCUTOMETPUIO) MOSICHUYHOTO OTJeNia MO3BOHOYHHMKA B MeEpeIHe-3aHei
npoekiuu U ¢ 20 JeT - NPOKCUMAJIbHOTO OT/eNa OelpeHHON KOCTH (aHanmu3upyeTcs: o01acTh IeHKu
oenpa (Neck) u obmmii mokasarens Oeapa (TotalHip), mis 3axkmroueHus BbIOMpaeTcss HaMMEHBIIIEES
3HaueHue Z- wiu T-KpuTepus) C I[ENbl0 CBOEBPEMEHHOW JMAarHOCTUKH HapyLIEHUS KOCTHOM
MuHepanu3anuu [36,127].

YYP-C, Y11 -5).

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

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

IOoKa3aHuAM, B CPCIHECM - CKCIOAHO C LCIIBIO ONPCACICHUA U JUHAMUYCCKOTO KOHTPOJIA JICT OYHOI
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(GyHKIHH, OTIpeIeNIeHUs] 00paTUMOCTH OOCTPYKIIMU TIPH €€ HATNYKH (TIPU OTCYTCTBUU BO3PACTHBIX WU
MHBIX TIPOTUBOIIOKa3anmii) [1,2,22].

YYP-C, Y1 -5).

KommenTapmii: uccriedosanue @pynxyuu eneuine2o ObIxanus (Cnupomempus) 603MOACHO )y Oemell ¢ 5-
6 snem, 6 mom ciyyae, eciu NAYUEHM MOJXMCEM BLINOJIHUMbL MAHE8p GOPCUPOBAHHO20 BblOOXA,
OUACHOCMUYECKAs YeHHOCMb UCCe008anus y oemeil maaowe 5 nem Hudce. Cnupomempus no3eonsem
KOCBEHHO OYeHUmb ne20unble 00vbembl, 600uniIemuzmMozpapuio npogoosm 0is 6oiee MOUHOU OYEeHKU
JIe20UHBIX 00BLEMO8 NO NOKAZAHUSM.

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

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

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

JIEKAPCMBEHHBIX NPenapamos, 600UnIemusMocpaghusi.

e PexomeHZ0BaHO MPOBEACHUE MYJIbCOKCHMETPHH W/UIIM UCCIICIOBAHUE Ta30BOT0 COCTaBa KPOBU
(nccnenoBanne ypoOBHS KHCIIOPOJa KPOBH, HCCIICAOBAHHE YPOBHS YIJICKHCIOTO ra3a B KPOBH) BCEM
MalyeHTaM ¢ nojo3penneM Ha MB u Bcem manuentam ¢ MB npu kaxaoill rocrnuraiv3aliud, IO
MoKa3aHusM (00OCTpEeHHE XPOHHMYECKOrOo OpOHXOJETOYHOro TIpollecca, HAIWYUE JbIXaTeIbHOM
HEI0OCTATOYHOCTH, TPeOYIOIIel OKCUreHoTepanun) — varie [2,128,129].

YYP-C,¥YI1-5).
YibTpa3ByKoOBbI€ METO/IbI HCCIEI0BAHUS

e PexoMEeHZ0BaHO MPOBEICHHUE YIbTPa3BYKOBOTO HCCIEAOBAHMSI OPraHOB OPIOIIHOW MOJOCTH U
nedyeHu (yIbTpa3ByKOBOE UCCIIEIOBAHIE OPTraHOB OPIOLTHOM MOJIOCTH (KOMIUIEKCHOE), YIbTPa3BYKOBOE
HCCIIeIOBAaHUE TICUYCHHU, YIbTPa3BYKOBOE HCCIIENOBaHKE TernaToOUINapHOi 30HBI) BCEM MAllMEHTaM C
MOJ03PEHHUEM HAa MYKOBHUCIIMI03 U MallMeHTaM C MYKOBHUCLHIO030M, 0C000€ BHUMAaHHUE YAENSATh
CTPYKTYpE MODHKENyI0YHOH JKeTe3bl, ONPEAeTATh TUIl KPOBOTOKA B TIeUeHH (Jomnruieporpadus cocyaoB
MOPTaJIBbHON CUCTEMBI, TYMJIEKCHOE CKAHUPOBAHUE COCYOB MIEUYECHHU) C 1EIbI0 BHISBICHHS N3MEHEHUH,
XapaKTePHBIX JUIs JaHHOTO 3a00JieBaHMs U MX JuHaMukH [1,2,22].

(YYP - C, VI - 5).
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Kommenrapmii: naruuue numelinoco Kpogomoka 6 neueHu ceudemenbcmeyem o GopmuposaHuu
@ubposa. Llenecoobpasno conocmasums ¢ OaHHLIMU HUOPOITACTOMEMPUL.
. PekomeHnnoBano mpoBeneHue (GUOPOITACTOMETPUM TICUCHU (DIACTOMETpHSI TIEYCHH) BCEM
nagueHTaM ¢ MB ¢ menplo OLEHKHM cTeneHu BblpakeHHOCTH ¢ubpo3a no mkaine METAVIR
(ITpunoxenue I'1) [2, 22, 130].
YYP-A YII-1).
KommenTapum: uccredosanue makdice yeniecoobpasHo HA3HAYaAmMe nayuenmam ¢ nooospenuem Ha MB
npU HATUYUU HESICHO20 NOPAXCEHUS NeYeHU.
. PexomeH10BaHO BceM ManueHTaM MY)KCKOTO TI0J1a B BO3pacTe cTapiie 15 JeT ¢ MyKOBHCIIUI030M
BBITIOJTHEHHE YPOJIOTHYECKOTO/aHPOIOTUIECKOTO 00CIIEIOBAaHUSI C TPOBENECHUEM YIIBTPa3BYKOBOTO
uccieoBaHusl TOJIOBBIX opraHoB (Y3M opraHoB MOIIOHKH, YJIBTPa3BYKOBOE HCCIIECIOBAHUE
MPEJCTATENIbHOM JKeJe3bl TPaHCPEKTAbHOEe, YIBTPa3BYKOBOE HCCIIENIOBAaHHE OPraHOB Majoro Tasa
(KOMIUIEKCHOE) JIJIsI BBISIBIICHUSI CTPYKTYPHBIX U MOopdosiornueckux namenenuii [98,104,119,131].
YYP-C, Y11 -4).
Kommenrapuu: npu nanuuuu napywenuii- nosmoproe oociedoganue 1 paz 6 200, npu omcymcmeuu
HapyuieHuti- no mepe Heobxooumocmu, Ho He pedce 1 paza 6 3 200a

e PexkoMEHZOBAaHO  pEeryispHOE  IEPUOJUYECKOe  HdXOKapauorpaduyeckoe  Hcciel0BaHUE
(axoxapauorpadus, Oxo-KI') ¢ mommiepoBckuM aHamu3oM (M3MEpEHHE TpajdcHTa aBICHHS Ha
JIETOYHOM apTepu) y TNanuMeHToB ¢ MB, Tak kak mpu 3TOH TATOJOTHH, OCOOEHHO TIpH
pacnpoCTpaHEHHOM TOPaKEHUHU, BO3MOKHO pa3BUTHE JIETOYHOM THUIEpPTEH3Uu U (HOpMHUpOBaHUE
Jerovnoro cepaia [2].
YYP-C, Y11 -5).
Kommenrapmii: cpeonsis wacmoma nposedenus Oxo-KI'— 1 p/2oo (npedcmasnena ¢ Ipunosicenuu 7).
JuiekTpokapauorpadgus
. PekoMeH0BaHO TMpoBelNeHUE AIEKTpoKapauorpaguu manveHTaM ¢ MYKOBHCIMIO30M IIpU
[IceBno-baprTep cunapome ¢ LENbI0 KOHTPOJIS BAUSHUS 3JIEKTPOIUTHBIX HAPYIICHUN Ha CEpIACUYHYIO
NesITeNIbHOCTD, Mepe/l HA4ajJoM Tepanuy MHTHMOMTOpaMH MPOTOHHOTO Hacoca, MpernapaTaMu MpPOTHUB
HTMBb, npu 1imutenbHOM NMPUMEHEHUH a3UTPOMMIMHA™* Mo APYruM mMokKa3aHUsAM, Ha (OHE Tepamnuu
BBICOKMMH JI03aMH CEJIEKTHBHBIX [32-apeHOMUMETHKOB (2 HEZIENH) ¢ 1eITbIo olleHKH nHTepBaia QT [89,
132]
YYP-C, Y11 -4).
DHI0CKONMUYECKHE METO/IbI HCCIeI0BAHUS

e PexoMeHOBaHO MpoBeeHNE TPaxeoOPOHXOCKONUHU MAIIMEHTaM C MYKOBHUCIIIO30M B CIydasiX

HCO6XO,[[I/IMOCTI/I MMPpOBCACHUA JOIMNOJHUTCIBHOI'O MI/IKpOGI/IOHOFI/I‘ICCKOFO HCCaIcaJ0BaHusg XHIAKOCTU
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OpOHXOATBBEOJISIPHOTO JIaBaXka, C CAHAIMOHHOM IIENbI0 TPU TMOMBITKE PACIPABHUTH aTENEKTa3 JOJIU
JIETKOTO B ciydae Hed(h(HhEeKTUBHOCTH IPOBEICHHS KOHCepBaTUBHOU Tepanuu [1,2,17,85,86].
YYP-C, Y1 -5).

KommenTapmuii:

- TpaxeobpoHnxockonus ¢ CaHAYUOHHOU YENbl0 PACCMAMPUBAEMC 6 KIUHUYECKUX CAYYAAX, KO20d
CmMaHoapmuas — KOHCepeamuenas mepanus — ameiekmasa  (unearayuu  Jlopuazou — anvgha**,
Kopmukocmepouoamu 0as cucmemno2o npumenenus (Ilpeonusonon™*)) ne sgpghexmuena, u mpebyemcs
noomeepocoenue  uoeHmugukayuu  MuKpobHo2o — neuzaxca — nayuewma ¢ OnpeoeleHuem
YY8CMEUMENbHOCMU K AHMUMUKPOOHBIM NPEenapamam.

- Buwicokuii puck pazeumus mpaxeoOpoHxuma npu acnepauiiie3e mpedyem npoeeoeHus pPaHHUX
OpoHxockonuii ¢ nocaedyrowum aabopamopuvim uccieoosanuem bAJI. Kpumepuem ouacnocmuku
ACnepeuUe3Ho20 MpaxeoOpoHXUma AGNAemcs GulasleHue npu OPOHXOCKONUU cneyuguyecKux
UsMeHeHUll (Apumema, U3vA36IeHUsl, NCBOOMEMOPAHO3HbLE USMEHEHUS).

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

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

YYP-C, Y1 -4).

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

e  ®ubponzodaroracTpoyoJA€HOCKONNIO  (330(haroracTpoAyoJICHOCKONHIO)  PEKOMEHIYEeTCs
MIPOBOJMTH BCEM ManueHtaM ¢ MB ¢ uppo3om nedeHu At KOHTPOJIS BAPUKO3HO PACHIMPEHHBIX BEH
numieBoga (BPBII) 1 pa3 B 6-12 mec, npu nogo3penun Ha ['OPB, 3po3uBHO-sS3BEHHBIE MOPAXKEHUS,
BOCHAIUTEbHbIC 3a00JICBaHUs CIIM3UCTON MUIIEBOIA U JKeyaKa [2].

YYP-C, Y1 -5).

e PexTopomaHockomus ¢ OHOTICHEl peKOMEHAYeTC s 10 TOKa3aHUsM MallMeHTaM C M0I03pEHHEM Ha
MB 151 ipoBeCHUS U3MEPEHHSI PA3HOCTH KHIIIEYHBIX MOoTeHIManos [2,137,138].
YYP-C, Y11 -5).

I/IHCprMeHTaHbHaH AUArHOCTUKA MEKOHHEBOI0o Hjieyca
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e PexoMeHIOBaHO TpoBeneHHE 0030pHOM peHTreHorpaduu TpyIHOW M OpIOIIHOM IMOJIOCTH B
IIPSIMOM IPOEKIIUY BEPTUKAIIBHOM II0JIOKEHUH ITanyeHTaMm ¢ MB 1 noo3peHnemM Ha MEKOHUEBBI UIIEYC
C LICJIBIO OLICHKH COCTOSHHS OPraHoB OpronrHoi nonoctu [139].

YYP-C, Y1 -5).

e [lamuenTtaM ¢ MOJO3pPEHUEM HAa MEKOHMEBBIM HIIEyC peKoMeHyeTcss Y3U OpromHol mojaocTu
JUI OLEHKU CKOPOCTH KPOBOTOKAa M MHJEKC PE3UCTEHTHOCTH Ha cocyaax OpbDKEHKU B pa3iIMuHBIX
YPOBHSIX, ONPEICIICHNs HAJIMYUE U XapaKTep CBOOOIHOM KUAKOCTU B MEXKIETIEBOM INPOCTPAHCTBE,
JaTepalbHBIX KaHalaX, MaJoM Ta3y (yJIbTPa3BYKOBOE HCCIICJOBAHUE OPraHOB OPIOIIHON IMOJIOCTH
(KoMILJIEKCHOE), YIbTpa3ByKoBasl Jonimieporpadus cocy1oB OpbKENHKH, YIbTPa3BYKOBOE OIpe/IeIICHHE
KUJKOCTU B OPIOLIHOM MOJIOCTH, YABTPAa3BYKOBOE MCCIEA0OBAHUE OPraHOB MOIIIOHKH, YJIbTPa3ByKOBOE
UCCIIeIOBaHUE OPraHOB MaJIoro Ta3a (koMruiekcHoe)) [139].

YYP-C, Y11 -5).
KommenTapuii: uccredosanue pexomenoyemcs npogooums 8pauom Yabmpa3zgyKo8ou OUASHOCMUKU
COBMECMHO C 8PAYOM-0EMCKUM XUPYD2OM.

e PexomeHnnyercs mpoBeeHHE PEHTTEHOKOHTPACTHBIX METOJIOB UCCIEI0OBAaHUS MPHU MOJA03PEHUU
Ha MEKOHHUEBBIH WJeyC Ul yCTAaHOBJICHUS AUarHO3a, OLIEHKH YPOBHS MOPAXKEHHUS, ONIpeieIeHus o0beMa
KOHTPACTHOTO BEIICCTBA IS IIPOBEICHHSI TOBTOPHOTO TYyroro KoHTpactupoBanus [139].

YYP-C, Y11 -5).

KomMenTapum:

Jluacnocmuueckue memoowvl, npumeHsiemvle Npu 00CAe008AHUU. Uppucozpagus (pempocpaouas),
UHMepPBANbHAs penmeeHozpadus Ol OYEeHKU Naccaxica no  JHCeryOOYHO-KUULEUHOMY MPAaKmy
(A06.17.002 Penmeernokonmpoib npoxoxicoeHuss KOHMpACmHo20 8eulecmsd no JHceiyoKy, MOHKOU U
0600ounotl kuwke, A06.18.002 PenmeenoKOHMPOIb NPOXOAHCOEHUS KOHMPACMA NO MOJICIMOU KUUIKe).

o V HosopodcoenHvix Oemell NpUMEHAIOMCA  8000PACMBOPUMbIE  DEHMEEHKOHMPACHHbLE
sewecmaa Ha ocHoge tioda. Konmpacmmuoe sewjecmseo 6600umcs dHOONPOCEEMHO, UMO MUHUMUSUDYEM
cucmemHoe 8030elicmeue, HO HYICHO YYUMbIBAMb 8030elCmeue HA KUULEUHVIO CMEHKY, NOCKOJIbKY
OGHHBIU PACMBOD 2UNEPOCMONIAPHBIUL U MOXMCEm NPO8OYUPO8aAmMs 0e2UuOpamayuio U Hceryo00uHo-
Kuuieunvle KposomeyeHus. Taxoce 6000pacmeopumoe KOHmMpacmHoe 8eulecmao MOoXCem 6CACbIBaAmvCs
8 KUWEUHUKe, 6bIBOOUMCS 8 SMOM Clyyde OHO NOYKAMU, U Mbl MOJNCEM BU3YANUZUPOBAMb HA
OMCPOYEHHBIX CHUMKAX KOHMPACM 8 cOOUpamenvHotl cucmeme novex. 4moovt MUuHUMU3UPOBAMsb pUCK
NOpasiceHus: CIU3UCMOLL, PeKOMEHOYemcs paseedenue ¢ PU3UON02UYECKUM PACMBOPOM 8 COOMHOUEHUU
1:1.

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

npoosuxcenue dapus no JKKT mpebyem coomeemcmsyroueli nepucmaibmuieckoi aKmusHOCmu,
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KOMOPOU y HOBOPOIHCOEHHBIX demetl Hem. Dmo Modxcem npusecmu K hopmuposanuio 00mypayuoHHoul
KUWEYHOU HeNnpoXoOUMOCmu 0OapuesviMu KAMHAMU HA (QOHe 6CACLIGAHUS IHCUOKOU  uacmu
KOHMPACMHOTU 838€CU.

o Pempocpaonas  uppucocpagus ¢ = 8000pacmeopumMviM - KOHMPACMHLIM — 8EUJeCINBOM.
Konmpacmmnoe eewyecmeo 6sooumcs 6 moacmyro KuwKy uepes 30H0, 3a6€0eHHbll 8 AHYC HA 2TyOuHy 2-
3 cm, ¢ KOHmMpoaeM 3aNOIHEeHUs MOJCMOU KUWKU N00 penmeeHockonueu. Obvem 3anoiHeHus moJicmor
Kuwiky 20 ma/xe, 015 my2020 KOHMPACMUPOBAHUSL BO3MOJICHO Y@eiuueHue obvema 00 25 mi/ke.
Konmpacm 6so0umcsi meonenHo, KOoHmpoaupyemcs Xo0 moacmou KUWKY, ouamemp npoceema KUK,
xapakmep 2aycmpayuu, Haiuyue CcoO0epiHCUMO20 BHYympu npoceema Kuwiku. Ilpu odocmudicenuu
KOHMPACMOM KYNOa CIenou KUWKU He0OX00UMO OYeHUmMb e20 pacnoaoxcenue. Jlanee npoooaxcaemcs
86edeHIe KOHMPACIHO20 8eWecmed, OYEHUBAENCS PACTANCUMOCTb KUK, 3a0pOC KOHMpacma vluie
Bayeunuesot  3acnounku, xapakmep NnOO8300WHOU KUWKU (Ouamemp npoceema, 2aycmpayus,
cooeparcumoe), a MaK#ce 03MONCHOCHb NONAOAHUSL KOHMPACMHO20 BeUjeCmEd 8 pACUUPEHHbLL Omoei
MOHKOU KUWKU U PACCMOsAHUE OM ULEOYEKATbHO20 Veld 00 pacuupenHo2o omoend. /s ayuuie2o
NPOOBUNCEHUST KOHMPACMA NO KUWEYHUKY, BO3MONCHO UCHONb308AMb JIE2KULl MACCAXC NepeoHell
oprownot  cmenxku. Ilo  3asepuwienuu  ucciedo8anuu  He0OX00UMO  3a@urcuposams  0Ovem
UCNONL308AHHOCO KOHMPACMHO20 6eecmed 6 MeOUYUHCKOU OOKyMeHmayuu Oisi NpOoGeOeHUs.
NOBMOPHO20 MY2020 KOHMPACMUPOBAHUSL 8 KAYECBe KOHCEPBAMUBHO20 JIeYeHUsL MEKOHUEBO20 UleyCd.
o PexomMeH10BaHO MTPOBEACHUE NUATHOCTUYECKOH JTalapOCKONUH MAIlUeHTaM C TOJ03PCHUEM Ha
MEKOHHEBBIH UJIEYC Ul YCTAaHOBICHHS MIPUYUHBI KHIIEYHOM Hermpoxoaumoctu [123,139].

YYP-C, Y11 -5).

Kommenrapmii: 6 Hacmosiuuii MOMeHm 8 C8513U ¢ AKMUBHBIM PA3GUMUEM JIANAPOCKONUYECKOU MEXHUKU
U aHecme3Uuoso2udecKko20 Nnocodus HOBOPONHCOEHHBLIM U HEOOHOULEHHBIM OemsAM, OAHHblU Memoo
saensiemcest Haubonee UHOOPMAMUBHLIM U HAUMEHee MPASMAMUYHbIM Olsl Gepupurayuy npuyuH
KUweyHou Henpoxooumocmu. Eciu ecmv 803MONCHOCHb, Xupypeuieckoe 1e4eHue MONCHO GbINOJIHUMDb
JIanapoCKonu4ecku Ui pacuupums oovem ieueHusi 00 MUHUIANAPOMOMUL 8 30He unmepecd, auoo,
UCKIIOYUS AHAMOMUYECKULl OeheKknm, nOCmasums NOKA3AHUS K KOHCEPBAMUBHOM) Ie4eHUIO.

HNHcTpymMeHTAbHAS AUATHOCTHKA CHHAPOMA JUCTATbHON MHTECTHHAILHONH 00CTPYKIHH

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

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

Ilonumas eviueonucanHvle Gakmopwvl, B03MONCHO CHOPMUPOBAMb SPYRNbL PUCKA, CO30AMb
cucmemy npo@uraKmuKu, OUASHOCMUKU U JIe4eHUsL.
. PekomeHnoBaHO mpoBeAeHHE OO30pHON pEHTreHorpaduu OpIOIIHOM MOJOCTH B MNPSAMOM
MPOEKIIUMA BEPTHKATHLHOM TMIOJIOXKEHUU mMarueHTaM ¢ MB u KIMHUKOW HU3KOW OOTYypallMOHHOU
KUIICYHOH HETPOXOJAUMOCTH C IIEJIBIO OIEHKH COCTOSIHUS OpraHoB OpromHoi mosocty [140,141,142].
YYP-C, Y11 -5).
KommenTapuu: npu onucanuu penmeenocpammsl OPIOWHOU no1ocmu ciedyem oopamumes HUMAHUe
makice Ha COCMOosHUEe Ouappazmoi.
o [TaruenTaM ¢ TOJMO3pPEHMEM HA CHUHAPOM JINCTAIBHOHW WHTECTHHAIBHOW OOCTPYKITUU
pekomenayercss Y3M OpromrHOW TOJOCTH Il OLIGHKH XapakTepa COJEPKUMOTO KHICYHUKA,
MPEUMYIIECTBEHHO B TPaBbIX OTHelax OpromHoW mojoctu. OmnpeneneHne HAIWYUAS CBOOOIHOM
KUJKOCTH B MEXKIETIEBOM IPOCTPAHCTBE, JIaTepalbHBIX KaHajdaX, MajloM Ta3y (YyIbTpa3ByKOBOE
HCCIIEIOBAaHUE OPraHOB OPIONIHON MOJIOCTH (KOMILIEKCHOE), YIbTPa3BYKOBOE OMpeeNiEeHUE KUAKOCTU
B OpIONIHOW TMOJOCTH, YJIbTPA3BYKOBOE HCCIEIOBAaHWE OPraHOB MOIIOHKH, YJIbTPa3BYKOBOE
HCCIIEIOBaHUE OPraHoOB MajIoro Tasza (komruiekcHoe)) [140,141].
YYP-C, Y11 -5).
KommenTapuii: uccredosanue pexomenoyemcs npogooums 8pavom YIbmpazgyKo8ou OUa2HOCMUKU
COBMECHO C 8paAYOM-0emCKUM Xupypeom. Yiempazeyk moocem He obecnedumsv a0eK8amHou
8U3YANUIAYUU NPUHUHBL POPMUPOBAHUS 0OCMPYKYULU, MO204 8 NPUHAMUU XUPYPSULECKO20 peuleHUs
HE0OX00UMO PYKOBOOCMBOBAMbCS KIUHUYECKOU KAPMUHOU U OAHHbIM peHmeeHocpapuu
. PexoMeHyeTcsi mpoBeeHHE PEHTIEHOKOHTPACTHBIX METOJO0B MCCIIEOBAHUSI MIPH MOI03PEHUH
Ha CHHJPOM JUCTATbHON WHTECTHMHATBLHOW OOCTPYKIMH IJI1 YCTAaHOBJICHUS JUArH03a, OIEHKU YPOBHS
nopaxenus [140, 142].
YYP-C, Y1 -5).
KommenTapun:
Jluacnocmuyeckue memoowvi, npumensiemvie Npu 00credo8aHuU: uppucozpagus (pempocpaonas),

uUHmepeaivbHas peHmeeHozpaqbuﬂ ons OUYEeHKU naccastca no OfC'e]ZyaO'-lHO'Kl/lwellHOMy mpakmy
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(406.17.002 Penmeenokonmponb npoxoxHcoeHuss KOHMpACmHo20 8eujecmsa no HceiyoKy, MOHKOU U
06000unou kuwke, A06.18.002 PenmeeHOKOHMPOIb NPOXOHCOCHUSL KOHMPACA NO MOJCMOU KUUIKE).

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

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

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

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

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

MUHHJIAIOPOTOMHOTO JIOCTYIIA IIPU MHTeCTUHOTOMUM [142, 143,144].

YYP-C, VI -4).
HccaenoBanue ciayxa
J PekoMeHyeTcs MpoBeIeHNe TOHAILHOM TOPOTOBON ayIMOMETPHH IIPU CYOBEKTUBHOM CHUKCHHUH
ciiyxa W/ TOSBIACHHWM YIIHOTO IIyMa; J0 M TOCNe Kypca Teparnuyd aMHHOTJIMKO3UIAMHU; TIPU YKe
BBISIBJICHHOW CEHCOHEBPAILHOM TYrOYXOCTH B CBSI3U C PHCKOM PAa3BUTHS CEHCOHEBPATBHOU TYTOYXOCTH
Ha (OHE MPUMCHCHUS CUCTEMHON aHTHOAKTEPHAILHOW TEparuy IMperapaTaMi aMUHOTIUKO3UIHOTO
psina, 001 aoNMMH OTOTOKCHYHOCTBIO [2,22,145,146,147]
YYP-C, Y11 -5).
Kommenrapmii: Tonanvuas nopozosas ayouomempus 00OIHCHA BbINOTHAMBCA. ) NPU CYOLEKMUBHOM
CHUDICEHUU CIIYXA U/UNU NOSAGTIEHUU YUWHO20 wyma, 6) 00 u nocie Kypca mepanuu amMuHo2IuKO3uOamu,
8) Npu yice 8blA6NIEeHHOU CEHCOHEBPAIbHOU my20yxocmu He pexce 1 paza 6 200. [{na demeti maaowe 4-1
Jiem (8 3a8UCUMOCIU OM CNOCOOHOCIMU K KOONEpayuu 60 8pemst CyObeKmugHo20 UCCIe008aHUs CLYXA)
ATLMEPHAMUBHBIMU — OOBLEKMUBHBIMU — MemoOaMu  AGISAIOMCA  pecUcmpayus  Gbl36AHHOI
OMOAKYCMUYeCKOU OMUCCUU  W/UTU  DeUCmpayus KOPOMKOAAMEHMHbIX — CIYXO08bIX  6bI36AHHLIX
nomenyuanos, ASSR-mecm.
2.5 Nnble AMarHocTuyecKme uccjae0BaHus

JAnddepennuanbHblii JUATHO3

Haubonee wacmuie nozonoeuueckue ghopmol ons oughgepernyuanvroeo ouaznosa npu MB:
O 8podICcOeHHble aHoManuu bpoHxuarbHoo oepesa (KT, mpaxeobponxockonus),
O mybepkynesHas  uHgexyus  (Koucyremayus — epava-pmuzuampa, npodoa  Manmy, npu
Heobxooumocmu — aniepeer mybepKyie3usili peKOMOUHAHMHbIU, K8AHMUDEPOHOBbIU mecm),
O  UMMYHOOeuyumHoe cocmosiHue (Heobxoo0uMa KOHCYIbmayus epaia-umMmyHo102a (aunepeonoca-
UMMYHOJI02a), OnpedeneHue YposHell UMMYH02100yIun08 ocHogHbix Kiaccos (G, M, A, E), a makaice, no
NOKA3AHUAM, CYOKIACCO8 UMMYHO2I00YIUHO8, YposHs u (pyukyuu T-kiemok, B-kiemox, ¢pacoyumosa,
KOMNOHEHMO8 KOMNJIEMEHMA, eCMEeCMEeHHbIX KULIePO8, MeCnvl Had 6UPYC UMMYHOOeDUYUMA Yelo8eKa
(BUY),
O nepsuyHas yunuapras ouckuwesus (IIL[/]) — pecnupamopuvie CcumMnmomvl, CXOOHblE C
MYKOBUCYUOO30M, NPU OMCYMCMBUU YACMO20 OOUTbHO20 CMYIA C NPUMECHIO HCUPA U 31080HHLIM
3aNAXOM, «CONEHO020» NPUBKYCA KONCHBIX NOKPOBOB MO2YN HAOII00AMbCA Y NAYUEHMO8 ¢ NePEUUHOL
YUIUApHOU  OucKkuHezueu. Xapaxkmepuvie KIUHUYECKUE NPOABLEHUA: XPOHUYECKUl  OpoHxXum,

OpoHxoskmazvl (Y wacmu nayuenmos), XpOHUHEeCKUll CUHYCUM, XPOHUYecKulli omum (mpuaoa
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Kapmacenepa y nonosunvl nayuenmos nepsuuHol YUIUAPHOU OUCKUHE3UEU CONPOBONCOAIOMCSL
CXOOHbIMU KIUHUYECKUMU HNPOAGIEHUAMU U OOPAMHBIM PACNONIONCEHUM GHYMPEHHUX OpP2AHO8),
namono2uyeckue UsMeHeHuss N0 OAHHbIM C8emOBOl MUKPOCKONUU (OMCymcmeue O8UINCEHUS UMU
HeaoeKk8amHblil NAmmepH OBUNCEHUS PECHUYEK MepyamenbHo20 SNUmenus) u/uiu 1eKmpoHHOU
MUKPOCKONUU (NAMOL02Usi CMPOEHUs. peCHUYeK) OUOnmama ciu3ucmou 000104k Hoca u/uiu Opouxa,
2eHemuueckoe ucciedosarnue (¢ nomowwto naueneu, sxnouarowux cenot DNAHS5, DNAH11, DNAIL,
DNAI2, NME8 (TXNDC3), DNAL1, CCDC151, CCDC114, ARMC4, CCDC114, ARMC4, CCDC103,
DYX1C1, SPAG1, LRRC6, DNAAF2, DNAAF1 (LRRC50), C210rf59, DNAAF3, ZMYND10, DNAAF5
(HEATR2), HYDIN [84], RSPH1, RSPH9, RSPH4A, RSPH3, DRC1 (CCDC164), GAS8 (DRC4),
CCDC65(DRC2), CCD(C39, CCDC40, OFDI1 (peoxuii ¢penomun), CCNO, RPGR u MCIDAS (0sa
NOCNEOHUX — NUSMEeHMHble PEeMmuUHUmbl, 00bIYHO OuacHOCmupyembvle y 63pOCIAbIX NAYUEHMO8), KAaK
CKPUHUH2-MEMOO Mocenm Oblmb UCNONIb308AHO UCCTIE008AHUE YPOBHS OKCUOA A30Ma 8 8blObIXAEMOM
HA3a1bHOM 8030yXe (y 6OIbUUHCMBA NAYUEHMO8 C NePEUYHOU YUTUAPHOU OUCKUHE3Uel — CHUJICEH, CM.
KP no oxasanuro meOuyuHcko nomowu 0emsm ¢ nepeudHou YUIUapHo OUCKUHe3uell).
Jughgdhepenyuanvuas ouaznocmuxa MeKoHuaIbHO20 uneyca:

*  boneznv l'upwnpynea, netipounmecmuranioHas OUCHIA3Us

*  Buympuympoouas ungexyus, 6HympuympoOusiii HeKpOmusupyiouwutl IHmepoKoIum

HOB0PONCOEHHO20

*  BuympuympooOuwiii nepumoHum, a02e3usHbulii NepumoHum

»  [lopasicenus nepsnozo annapama mojcmou kuwku [148].
KoHcynabTauuu cnennaaucTon
e Pexomenayercs B BEJICHUU MAIMEHTOB c MYKOBHCIIHI030M UCIOJIb30BaTh
MYJIbTUAUCIUIUIMHAPHBIN MOJAXO0J B BHJY TOrO, 4TO 3a00JIeBaHHE XapaKTePU3YeTCs MOpPaKEHHEM
MHOTHX OPTaHOB U CUCTEM, TPeOyeT KOMIUIEKCHON TEPAaInu, YTO IUKTYET HEOOXOAUMOCTh COBMECTHOTO
BEJICHHUS MallMEHTa CICHHaINCTaMH pa3HbIX mpodueii [2,22].
YYP-C, Y11 -5).
Kommentapum: nayuenmos ¢ MB nabniooaem épau-nyivmononoe (u/unu, 8 0emcKkou npakmuke, epay-
neouamp), UH020a — 8PAU-UHGEKYUOHUCI A MAKIHCE 8PAU-2eHEeMUK, HeOOX0OUMA KOHCYIbMAYUsl 8paid-
2acmposnmepono2a (Ui 6pada-ouemonoza) Ons UCKIIOUeHUs 2unepayuoHo20 COCMOSHUL U e20
KOppeKyuu npu omcymcmeuu 3¢gpgexma om epmenmoszamecmumensHol mepanuu u (1o NOKA3aHUsAM)
npu Opya2ux Nnamono2u4yecKux NpOosAGIeHUsAX CO CMOPOHbL HCETYOOUHO-KUULEYHO20 MpaKmd, epadd-
ouemonoea — O0ns noobopa Ouemvl U (epMeHmHOU mepanuu, KOHCYIbmayus epada-
OMOPUHONAPUH2002A NPU 0OOCMPEHUU XPOHUYECKO20 CUHYCUMA, OUACHOCIUKU UIU OUHAMUYLECKO20

HAOMI0OEeHUsT HA3ANIbHO20 nojaunosa, epada- Cyp()OJZOZCl'OmOprHOJlapuHZOJZOZCl — npu Heobxooumocmu
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KOHMPOJSL ~ CAYX080U  (YHKYuu y  HAYUEHMO8,  HOLYYAIOWUX  npenapamvl,  obradaroujue
OMOMOKCUYHOCMbIO, KOHCYIbMAYUsl 8paya-dHOOKPUHOL02A - NpPU  3A0epicKe pocmd, HNOA08020
Pazeumus U HApYUleHUusx y2iee00Ho20 0OMeHa, 8pavya no JneuedOHol usKyrvmype (unu epaia no
MEOUYUHCKOLL  peaburumayuy, uiu epadya—puzuomepanesma uiu CREYUAIUCMa C  BbICUIUM
(HeMeQuyuHcKuM) 00pazosanuem (UHCMPYKMOP—Memooucm no Jae4ebHol QusKyibmype, Uil
cneyuanucma co CpeoHuM npo@eccUOHAIbHbLIM (MeOUYUHCKUM) 00pazoeanuem (UHCMPYKMoOp Nno
JleueOHOU PU3KYIbmype, MEOUYUHCKAsL CeCmpa No MAcCaxicy, MeOUYUHCKAs cecmpa no guzuomepanuu)
- 01 O00yYeHUs UHeANAYUOHHOU mMepanul,  KUHe3umepanuu, OblIXamelbHbIMU MPeHadcepami,
KOHCYIbMayusi 8pa4a—Kapouoi02a (6paia-kapouoioza 0emcko2o) npu Haruduu 1e204Hou cunepmeH3uu
(necouno20 cepoya), KOHCYIbMAayus 6paia-yponocd, 6paia-yponoca-aHoponoea OemcKozo, epayd-
axkyulepa-euHeko102a no no8oody penpoOyKmMuHoU QYHKYUU, KIUHUYEeCKO20 PapmaKonoea o peueHus
CHIOJCHBIX  BONPOCO8 NO  Mepanuu U NpeoOmepPAujeHUI0/IeUeHUI0  HeHCeNAMeNbHbIX — A6eHUll
JIeKapCMBEeHHOU mepanuu, KOHCYIbmayuy paia-gmusuampa npu OUaecHoOCmuKe U mepanuu 1e204Hoeo
MUKOOAKMEPUO3a , KOHCYIbmayus 6pada-mpancnianmosno2d npu Haauyuy yuppo3a neyeHu, NOKa3aHuil
0J151 MPAHCHIAHMAYUY JIe2KUX U NOCMAHOBKU 8 TUCT MPAHCHIAHMAYUU.

. PexomengoBaHa manueHTaM MYKCKOrO MoJia B BO3pacTe C 15 JieT KOHCyabTalmusi Bpada-
ypoJiora/Bpada - ypoJIoTa-aHIpoJiora JETCKOTO ISl OLIEHKH COCTOSIHUSI PETPOTYKTHBHOW CHCTEMBI H
ompeieNieHus TAKTHKY daibHelmero nadbmoaenus [98,104].

YYP-C, Y11 -5).

KommenTapum: areopumm 06¢ciedosanus u makmuKka peuleHus 60npoca penpooykyuu y myxcuur ¢ MB
npeocmasnena 6 Ilpunosxcenuu I'S.

Koncyremuposanue 8 npoyecce OUHAMUYECKO20 HAOIOCHUSI OCYWeEeCMBIsiemcs Nno mepe
Heobxooumocmu.

e PEKOMEHJIOBaHO TAIMEHTaM MYKCKOI'O TI0Ja C MYKOBHUCIUJIO30M TIPU THUIOIUIA3MU TECTHKYI,
THIIOTOHAIM3Me — HAOJI0IeHUE U 00CIIeIOBaHNE Y Bpaya-dHI0KPHHOJIOTA UK Bpada-ypoJiora/yposora-
aHJIpoJIora JETCKOTO JUISl BBISBJICHUS NMPU3HAKOB SHIOKPHHHBIX, aHAPOJOTHUECKUX HAPYIICHHUA W
pelIeH s BOIIPOca 0 HeOOXOAMMOCTH TOPMOHAIBHOM Koppekiuu [98,99,104].

(VYYP - C, YIUI - 5).

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

Lenu neuenus:
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Obecneuusams MaKCUMALHO 8bICOKOE KAYEeCMB0 JHCUSHU NAYUESHMNA,

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

Obecneuumsv gusuueckoe pazsumue NAYUeHmMa cO2iACHO 803pacmubim Hopmam (docmudiceHue
okazameneu @usuueckoco paszsumus 6 eparuye 25-15 nepyenmunv nocie KoOppeKyuu
HYMPUmMueHo2o cmamyca, pekomenoyemas yeis - 50 nepyenmuiv);

Obecneuums npopuiIakmuxy 0Cci04CHeHUll,

Jleuenue ocnooicnenutl (ncesdo-bapmmep cunopom, mexonueeswviti uneyc, C/HHUO, M3C/,
(MYKOBUCYUOO3-CEAZAHHDIL CaxapHblll ouabem) yuppos nedwenu H6e3\c cuHOpoMom nOpmaibHOU
eunepmensuu,  eunepcnienusmom, KB  (dcenunHokamennas — OOne3Hb),  NOIUNO3HBLU
punocunycum, BIOH  (benkoso-snepeemuueckas  HeOOCMAmMOUYHOCMb),  KPOBOXAPKAHUE,
KposomeueHus ie2ounvie, kposomeuenus uz BPBII (sapuko3no pacuiupennvix 6en nuuje6ooa) u

8epxHell mpemu JHceryoxa.

Obsizamenvhvle cocmasjiAarujue 1e4eHust.

Jluemomepanusi,

3amecmumenvnas mepanus HeOOCMAMOYHOCMU IK30KPUHHOU DYHKYUU HOOHCETYOOUHOU
JHcenesnl;

Mykonumuueckas mepanus;

Jlpenuposanue bpoHxuanrbHo2o oepesa u ieuedHas GusKyibmypa,

AnmubakmepuanvHas mepanus;

Bumamunomepanus,

IIpeoynpesicoamv u neuumv o0bOcmpeHus UHGEKYUOHHO-80CNAIUMENbHO20 Npoyecca 6
oxononocosvix nasyxax (OHII) ona ymeHvuwienus cmeneHu Hucxooaujeli KOHMAMUHAYUU
OpoHXONIe20UHOU cucmembyl;

Tepanus ocnosicnenuii [1,2,6].

3.1 KoncepBaTuBHOE JIeUCHHE

3.1.1 MykoJmnTHYeCKAs Tepanusa

PexomengoBano Bcem mamueHTamMm ¢ MB (38. HUCKIIIOYCHUCM HMCHOIIUX MCIUIIMHCKHC

HpOTI/IBOHOKa3aHI/Iﬂ) IMPOBCACHUC aKTUBHOM MyKOJIHTH‘ICCKOfI TEepalunu C UCJIbKO YMCHbBIICHHUA BA3BKOCTHU

MOKpPOTHI ¥ o0JierueHus ee sBakyaiuu [1,2,6,22].

(VYP - C, YIII - 5).

KomMmeHTapuu: 8s160p exapcmeenHvlx cpedcme onpeoeniemcs UHOUSUOYATbHO.

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

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

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

B knunuueckoul npakmuxe 01 MyKOIUMUYECKOU Mepanuu UCHONb3VIOMC:

o Oopnasaanvgha - paspwieaem 6000poonvle ceszu monexyn JJHK, komopuie A61510mcs OCHOBHO
cocmassaweli 2HOUHOU MOKPOMbL, U A61Aemcsl 0A3UCHOU MYKOIUMU4eCcKol mepanuet, obecneyugaem
aghghexm 6 meuenue cymok. [lpumensiemcs uneanayuouHo 6 0ose 2,5 me 8 Cymku; npu Heobxooumocmu
(pacnpocmparneHuble OPOHX0IKMA3bl- 5 Me 8 cymxu (no 2,5 me x 2 p/ou uepes Hedyaaiizep); XpOHUUeCKull
NOIUNO3HBIU cuHycum - 5 me 6 cymku (2,5 me — uepe3 uebynauzep, 2,5 me - ¢ UCNOIb30BAHUEM
VHUBEPCAIbHOU  UHRASIYUOHHOU  CUCTeMbl ¢ (QYHKYueu nyabcupyioujeli nooauu aspo3ons no
1.25m2=1.25mn 6 kadxicowlil Hocosotl x00) [1,2,22,149].

o 7% eunepmonuueckuti pacmeop Hampus xaopuoa c¢ 0,1% wHampuem 2euanypoHamom
NPUMEHAEMCs UHRANAYUOHHO Yepe3 HeOynauzep no 5 M1 2 paza 6 Oeub, yayyuiaem KIUPEHC
OblXamenbHblX nymell U s67151emcs 0A3UCHOU MYKOIUMUYECKOU mepanuetl ¢ OblCMpblM MyKOAUMUYeCKUM
appexmom [1,2,22,150,38], rakowce mosicem npumensmocs 3% cunepmonuueckuti pacmeop HAmpusi
xnopuoa, ocobenno y oemet miadwe2o sospacma [151].

o Manuumon™* 6 ¢hopme nopowka Ons uHeanAYull yayuuiaem Kiupenc ObiXamenibHblX nymel,
cnocobecmeyem cuopamayuu causu [2,22,152].

Mannumon™* npumensiemcs 6 0oze 400 me 08axcovl 8 OeHb uepes cneyuanbHulll unearsmop. llepeo
HAa3HaYeHuem MAHHUMONA™™* nayuenm 001dcen npolumu mecm Ha OPOHXUAILHYIO 2UNEpPeakmugHOCb
npU HA3HAYEeHUU HAYATLHOU 003bl 8 COOMEEMCMBUY ¢ UHCMpPYKYuel K npenapamy. IIpomusonoxaszan
oemsam 00 6 nem. [losviuaem komniaenmuocms noopocmkos [153].

Mannumon™* u 7% eunepmonuueckuii pacmeop uampusa xaiopuda c¢ 0,1% nampuem
2UATLYPOHAMOM ABNAIOMCI MYKOIUMUKAMU ObICMPO20 OelicmeuUs U COYemaromcs ¢ 00PHA30u anvgha™™*.
Ilepsas uneanayus myxorumudeckoeo npenapama nposooumcs ¢ MO 6 npucymcmeuu epaua.

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

O®B; nocne uHransuu OpoHXONUTHKA >15%) ¢ LENbI0 yIydlIeHUs PBaKyallud MOKpOTBHI, MEpes
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MPUMEHCHHEM HHTASIIACH aHTUOAKTepUaTbHBIX MPEMapaToB, TUIEPTOHHYECKOTO pPacTBOpa HATpHs
XJIOpHU/Ia, Tiepe Kunesutepanuei [1,2,6,22].

YYP-C,¥A1-5).

Kommenrapuii: npomusonoxasanuem a6ns1emcs UHOUBUOYATbHAS HENEPEHOCUMOCTIb.

e Pexomennyercs mnauueHtamMm ¢ MB B kauecTBe OpOHXOJIUTHYECKOW Tepanmuu  Ha3HAYUTH
OpOHXOJIMTUYCCKHUI TpernapaT W3 TPYIIL: CEIICKTHBHBIC [2-a[pCHOMUMETUKH WA aJIPCHEPTHUCCKUE
CpeICTBa B KOMOMHAIIMH C aHTUXOJIHHEPTHUSCKUMU HITH aHTUXOJMHEPTHUIECKHUE CPEACTBA JTHO0 Ipyron
mperapar Ui JICYCHHs] OOCTPYKTUBHBIX 3a00JICBAaHHMM JBIXaTEIbHBIX MyTEH 10 HHIUBUIYATbHBIM
MOKa3aHWsIM B pekuMe «11o TpeboBanuion [1,2,22,154,155,156,157].

(YYP-B, Y1 -2).

Kommenrapuii: 6 peoicume «no mpebosanuio» ucnonv3yemcs celekmughviii bema-2-aopeHoMUMemux
canvbymamon*> 6 monomepanuu umu 6 codemanuu ¢ M-xonunepeHUYeCKUMU npenapamamu
(unpamponus. 6pomud”™”) uau ukcuposannas kombunayus enomepont+unpamponus 6pomud** unu
npenapamvi nponon2uposanno2o oeticmeus (muomponus 6pomud™) aubo Opyeoii npenapam Ons
Jlevenuss 00CmpYKmMUGHbIX 3a001e8aHULL ObIXAMENbHBIX NYMel N0 UHOUBUOYATbHBIM NOKA3ZAHUSM.

Hcnonv306anue 003upOBaAHHBIX A3PO30NbHBIX UHEANAMOPOS 00A3AMENbHO CO CNelcepom, npu
HA3HAYeHUU UHSATIAYUOHHBIX OPOHXONUMUKOS (NPpenapamos 015 ledenus 0OCMpPYKMUBHbIX 3a00.1e6aHULL
ObIXamenbHblX nymetl) (CeleKmusHblll bema-2-a0peHomMumemux caiboymamon™* ¢ monomepanuu uiu 6
couemanuu ¢ M-xonunepeHuuweckumu npenapamamu (unpamponusi opomud™**) unu uxcuposannas
KoMOuHayus enomepoa+unpamponus o6pomud™** unu npenapamvl npoAOHSUPOBAHHO2O OEUCEUs
(muomponuss 6pomuo**) nubo Opyzoco npenapama Onsi jedenus 0OCMPYKMUBHBIX 30A00]e6aHUll
ObIXamebHbIX nymetl No UHOUBUOYANbHBIM NOKA3ZAHUAM) NAYUCHMAM C MAXNCENL0U OPOHX000CcmpyKyuell
(ODB1 <30% om 00121cHO20) UHANAYUU OOIIHCHBI NPOBOOUMBCA NPU NOMOWU Hebynatizepa.

Buibop nymu esedenus npenapama ons nevenuss 06CmMpYKMUBHbIX 3a001€8aHULL ObIXAMENbHbIX NYmel.
npeonoumenue 0Omoaemcs UHeAISIYUOHHOMY NYMU 66€0CHUS.

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

Oyenxa be3onacnocmu JnedeHus: KIUHUYECKU U NO pe3yibmamam 00beKmusHo20 0cMompa
(Hucio cepoeunbiX COKpaujeHull, cepoeyHblLl pumm,).

Ipumenenue npenapamos 6ne 3apeucmpupO8anHblX 8 UHCIMPYKYUU TeKAPCMBEEHHO20 CPEOCMEA
NOKA3AHULL  OCYUeCMBIAemcsi NO PeueHulo epa4yednol Komuccuu, ¢ paspeutenus JlokanvHoeo
IMUYECKO20 KOMUMEMA MeOUYUHCKOU Opeanuzayuu (npu Haiuyuu), ¢ yciosuem NoONUCAHHO2O
unpopmuposanno2o coznacus pooumeinel (3aKoOHHO20 npedcmagumelis) u pebeHka 8 o3pacme cmapuie

15 nem.
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3.1.3 AwnTubéakrTepuaibHas Tepanus (ABT)

3.1.3.1 O0uue NPUHIHUIBI AHTHOAKTEPHAJIBLHOH Tepanuu

e  PexomennoBaHa aHTHOakTepuaibHas Tepanus (rwiaHoBble Kypcbl ABIl B Buzae uHramsumii
yepe3 HeOymaid3ep WM COBMECTHO C TabJeTHpOBaHHBIMH (popMamu, WM BHYTPMBEHHO) BCEM
ManueHTaM C JIETOYHBbIMU MposiBiieHUussMU MB, y koTopblx oTmeuaercs oboctpenue MB (Bkirouast
oboctpeHuss Ha (oHE OCTPOH peCcHUpPATOPHON WH(EKIMH) WX BBISBISIOTCS HOBBIC MATOTCHHBIC
BO30YIUTENIH PeCIUpPaTOpHOi HH(EKIMH B KolmdecTBe Gonee 10° KOIOHHEOOPa3yIOMUX eIUHUI] TIPH
TUTAHOBOM ~ MHUKPOOHMOJIOTHYECKOM HCCIEOBAHUM C IENBI0  JpaJUKalMd  MPUIMHHO3ZHAYMMBIX
MHUKpOOpranusMosB [2,6,22,158,159,160,161].

(YYP-B, Y1 -2).
KommenTapmii: /s epamompuyamenvroi muxpogaopvl (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemybepxynesnvix mMukobaxmeputi uiu
npu UxX XpOHUHECKOM 6blcege 3HAYeHUe umeem a000e KOIUYeCmeo KOJNOHULL, ONpedeleHHoe No
Pe3YIbmMamam MuKpoOUOL02ULeCKo20 UCCie008aHUs.
. [Ipu mnpoBenennu anTuOakTepuanbHOW Tepanuu (ABT)—  OGakrepumanbHON HHPEKIHH B
OpPOHXOJICTOYHOH CHCTEME NalMeHTaM C MYKOBHCIIMIO30M DPEKOMEHIIOBAHO OPHUEHTHPOBATHCS Ha
YYBCTBUTEILHOCTh BbIEIEHHOT0 MuKpoopranusma (Pseudomonas aeruginosa, MRSA, Burkholderia
cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus u Haemophilus infuenzae u
0p.) K aHTHOAKTepHAILHBIM IIPEapaTaM ¢ IeJIbI0 MOBBIIICHHS (G GEKTUBHOCTH JcueHus [2].
(YYP-C, Y1 -5).
Kommenrapuu:  JlabopamopHnoe — onpedeieHue — 4y8CMBUMENIbHOCIU — MUKPOOP2SAHUBMA K
AHMUOUOMUKAM He 8Ce20d NOHOCMbIO CO8NAAEN! C KIUHUYECKUM OMEEMOM HA NPOBOOUMYIO MEPANU0
[2,6,22,159,160,161].

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

THayuenmam ¢ MB naznauarom mMaxkcumaibHble 803pACMHbIE 003bl NPENApamos uiu 003bl,
pekomenoyemvle Ons nayuenmog ¢ MB. B ceazu ¢ msdcecmvio 3a001€8aHUs, HE0OXO0OUMOCMbIO
MAKCUMATILHBIX 003UPOBOK AHMUMUKPOOHBIX NPEenapamos u 0epuyumom 1eKapcmeeHHvlx hopm ons
UHCATIAYUOHHO2O NPUMEHEHUSL 6 MUPOBOU KIUHUYECKOU NpAaKmuke mpaouyuoHuo npumersiiomes Off-

label (6ne uncmpykyuu) uHveKkyUOHHBIE AHMUMUKPOOHBlIE Ccpedcmea 6 6ude  UHeANYULL

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

Ilpomueonokazanun: onpedensomes UHOUBUOYATbHO U 3ABUCAM  OM  UHOUBUOYATLHOU

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

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

o

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

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

(obocmpenus — pemuccus); NPOOOIHCUMETLHOCIBIO  UHDEKYUOHHO20 Npoyecca (XPOHUYecKdsl

unpexyus — enepevie BblAGIEHHbII 6030YOUMEND); IPDEKMUSHOCIIbIO Mepanuu nPeouLecmsyioue2o

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

xapakmepHulx 05t nayuenmos ¢ MB npedcmasnen 6 Ipunosxcenuu I6).

o

Buvioop nymu eeedenusn onpeoensemcsi. U00OM 8030y0umens, 8bla6IeHH020 Y nayueHma, @gazou
3abonesanus (obocmpenue — pemuccus);, npoOOIICUMENLHOCMbIO UHDEKYUOHHO20 npoyecca
(xponuueckas uHpexyus — 6nepevie BuIAGIEHHLIL B030YOUmMENb), MeCmomM OKA3AHUS
MEOUYUHCKOU ~ nomMowu  (ambynamopHas  —  CMAYUOHAPHAS),  IPHEKMUBHOCHbIO
npeduiecmsyroujell aHmubaKmepuaibHol mepanuu. Buympusennoe esedenue aHmubuomuxos
HayuHaemcs 8 cmayuorape ¢ Kypcom jaedenuss 14-21 oenv. Beedenue ocywecmensemcs uepes
nepugepuyeckuli 6eHo3HbIl Kamemep (Kamemep nepugepuyeckuti) uiu yepe3 nopm-cucmemy
(nopm  UHGY3UOHHBII/UHBEKYUOHHDLL, UMIIAHMUPYEeMBIU**¥), Komopvle ycmanasausaromes
C0211aCHO MemooudecKum PYKOB0OOCMEaAM «Benosznuiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONb308AHUEM HEe0OX00UMbLX
nekapcmeenHvlx cpeocms. llopm-cucmemsl ycmauagnusaiomes coenacHo Pacnopscenuio
Ipasumenvcmea Poccutickoit @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepaicoeHuu nepeuns
MEOUYUHCKUX UZ0eNUll, UMNIAHMUPYEMbIX 8 OP2AHU3M Yelo8eKd NpU OKA3AHUU MeOUYUHCKOU
NOMOWU 8 PAMKAX HPOSPAMMbL  20CYOAPCMBEHHLIX 2APAHMULL  OecniamHo20 OKA3AHUS
2padtcoOanam MeOUYUHCKOU NOMOWU, a MAKICe NePeyHs MeOUYUHCKUX U30eTUll, OMNYCKAeMblX N0
peyenmam Ha MeOuyUHCKue uzoenus npu npedoCcmasienuu Habopa coyuanbuslx ycayey. Jlewenue
Modicem npo8oOUMbCs 8 CMAayUuoHape U 8 amoOyIamopHuIX YClosusx. Buympumvlueunviii nyms
86€0CHUSl NPU  MYKOBUCYUOO3€E NPUMEHAMbC He O0NJNCEH 6 CBA3U C  HeoOX0OUMOCMbIO
OUMENbHLIX YACMBIX KYpCo8 mepanuu, max kax npu MB umeiomca ocobenHocmu 6
Gapmarxoxunemuke AMI, p-1akmamHblx anmMuOUOMUKOS, BbIpAXCAOUWUECs 8 YEeluyeHUU
0bvema pacnpeoeneHus HA KULOSPAMM MACCbl Meld U CHUNCEHUU Nepuooa noyeblee0eHUs.
Yeenuuenue cucmemnoco kiupenca 3a cuem yCKOpeHUs MemaOoiu3mMa 6 neyeHu U yseiudenue

no4Ye4Ho20 Kilupenca Ol’lp@d@ﬂ}lmm HeoOX00UMOCmb NPUMEHEHUS 6bICOKUX 003 AHMUOUOMUKOB C

bonee wacmoim ux eederuem [2,22,163,171,172,173,174].

67



o be3onacnocmuv: 6 cea3u c npumeneHuem y NayueHmos ¢ MYKOBUCYUOO30M BbICOKUX 003,
ONUMENbHBIX KYPCO8 U KOMOUHAYUL AHMUOAKMEPUATbHBIX NPenapamos, 00HO8PEMEHHOU mepanuu
JIEKAPCMBEHHBIMU NPEnapamamil pAasHulX CPYnn, a MAaKi#ce 6 CEA3U C BO03MONCHLIM HapyUeHUuem
QyHKYUuU neuenu, ciedyem OCYWeCmesams COOMBEmMCmsayuue KOHMpPOIUpyrowue Meponpusimus
(k1uHuueckue, 1aOOpamMopHvle,  UHCMPYMEHMANbHbIE) Ol  MOHUMOPUPOBAHUSL — 803MOACHLIX
HedxcenamenvHulx 3 exmos  1eKapcmeeHHvlX — npenapamos, Uux —npeoynpexcoeHus u, npu

Heobxooumocmu, mepanuu [2,176].

. IIpu octpoii pecniupaTopHOW HH(EKIMM MalMEHTaM C MYKOBHMCLIHJI030M PEKOMEHI0BAaHO
Ha3HAUYEHUE AaHTUOAKTEpHAJIbHON Tepamud B  JOMAIIHUX YCIOBHAX  COTJIACHO — TPOQIIIIO
YYBCTBUTEIHLHOCTH BBIICJIEHHONW PECTMPATOPHON MHUKPOQIIOPHI B CA3HM C aKTHBAIMEH XPOHHYECKOTO
BOCMAIIMTEIBHOTO Mpoliecca Ha (JOHE MPUCOCIMHEHUS OCTPON pecnupaTopHoit nudekiuu [2,22,89].
YYP-C, YA -5).

Ouyenka rgppekmuenocmu ABT: kiunuuecku (muxopaoka, pecnupamopmuvie CUMIIMOMbL), HO OAHHbIM
1a60pamopHuLX Memo0o08 00c1edosanus (eukoyumos, yposenv C-peakmuenozo 6enka, no NoOKa3aHusim
- NPOKANbYUMOHUHA (UCCIEO08AHUE YPOBHS NPOKALGYUMOHUHA 6 KpOsU)) U NO  OAHHbIM
MUKPOOUONIO2UHECKO20 UCCNe008aHUsL (ApaduKkayus 6030y0umens, nepcucmuposarue, cynepuHgexyus,
cHudiceHue evloenenus 6036youmens <l0* Kononueobpazyowux eOuHuy un OMPUYAMETbHBLI
pe3yribmam nocesa u m.o.).

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

Jlonoanumenshole 3ame4anus’

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

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

3. IIpumenenue APII 6 sude uneanayuil yepes nedyiauzep:

- MOdfcem npo8oOUmMbCsl KaK 8 CIayuoHape, max u 6 OOMAWHUX YCIL08USX,

- 01151 peulenus 60Npoca 0 HA3HAYEeHUU UHLATAYUOHHOU Mepanuu ciedyem nposecmu CRUPOMEmpUIo 00

nepeoﬁ UHeaAyuu aHmuoOuoOmuKka u yepes HECKOJNbKO MUHYn nocjie uHealAayuu (aﬂ}l BblAB/IEHUA
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BO3MOIICHO2O OPOHXOCNA3MA (NPU OMCYMCMBUU 803PACMHBIX UW/UTU UHBIX NPOMUBONOKA3AHULL)) (CM.
pazoen «bponxonumuueckas mepanusay) - neped uneanayueti ABII neobdxooumo npoeecmu uHearAYUIO
opouxonumuxa (npenapama Onsi iedeHus O0OCMPYKMUBHLIX 3a00Ne8aAHUll ObIXAMENbHbIX Nymell).
Cumnamomumemuxu OJis1 UHSANAYUOHHO2O NPUMEHEHUs, Hanpumep, caiboymamon™> 2,5 me yepe3
HeOynauzep (uiu 003upo8anublil a3po3oavhblil unearsmop no 200 — 400 mxe ¢ ucnonvzosanuem
cnevcepa) 3a 15-30 munym 0o umeanayuu aHMuOUOMUKA 8 MOHOmMepanuu uiu 6 codemanuu ¢ M-
XoauHepauyeckumMu npenapamamu (unpamponusi opomud**) unu puxcuposannas KomoOuHayus
genomepon-+unpamponus opomud** unu npenapamel npoIOHSUPOBAHHO2O OeUCmEUs (MUOMPONUs
opomud **)) unu opyeue npenapamol 05 1e4eHus 00CMPYKMUSHbLX 3a001€8aHUL ObIXAMEIbHIX NYMell,
MYKOIUMUKOB, 4 MAKIHCe OPEHANC;

- npu uneanayuu ABIl 6 domawnux yciosusx sxenamenbHo UCNOIb3068aMb HeOyaau3ep, OCHAWEeHHbIU
durbmpom 05 8b10bIXAEMO20 8030VXA,

- npu uneanayuu ABII npednoumumenvree npumeHsams MyHOWMYyK, no cpagnenuto ¢ mackou. Cnedyem
PEKOMEHO008amb NAYUCHMAM Nepexooums Ha npumMeHeHue MyHOUmyKad 6 MAKCMalbHO paHHue CPoKU,
Kax npasuino, ¢ 3-x nemuezo ospacma [177]. Bovixanue npenapama nyuuie ocywecmensimes wepes pom,
npuMeHeHue HOCOBbIX 3AAHCUMOB 80 8peMsl UH2ANAYUU Yyeeruyusaem 3¢)hekmusHocms nedenus,;

- NpU NPoBeOdeHUU UHSATIAYUL 8 YCI0BUAX MEOUYUHCKOU Op2aHU3ayuU 1 amoyiamopHo nayuenmol ¢ MB,
O0JIAHCHBL NONIL30BAMbCS UHOUBUOYATILHBIM HEOYIAU3EPOM C 803MONMCHOCMBIO 3aMEHbl Kaxcoble 3 Mecaya
KOMNJIeKmMa pacnvliumens u mpyoxu 86030yxo800a u puibmpa

- ONMUMANbHLIM HeOynauszepom O01a nayuenma ¢ MB asisiemcs uHeansAYuoHHulll npubdbop ¢
HU3KONOMOYHBIM —~ KOMIPEeccopom  (Vpo8eHb NOMOKA — CoHcamoco 6030yxa 00 6 Jjg/Mun), ¢
npouseooumenvHocmuio 450 me/MuH, CHAOIHCEHHBIL CUCMEMOU KOHMPOJIS UHCRUPAMOPHO20 NOMOKA U
cucmemoll KIanamog 600Xa U 6bl00XA, NO360JAIOWell COKpamums Hnomepu MeOuKameHma 8
OKpYJICarwyo  cpedy,  obecneyugarwull  MAKCUMANbHYIO — 3pekmusHocms  mepanuu,
NPUCNOCOONIEHHDBIN K XUMUYECKOU U MepMUYecKoli Oe3uHGeKyuu U K asmokiasupo8aHuro;

- ona 6gedeHusi meouxkamenma ¢ OHII npumensemcsa nebOynaiizep ¢ yHUBEPCANbHOU UH2ANAYUOHHOU
cucmemotl pyHKyuu nyiscupyrowel nooayu asposoJis,

- 8 Kayecmge MOOUIbHO20 YCMPOUCMBA BO3MONCHO UCHOIb308AHUE MIUi-Hebynatsepa -
Hneanayuonnozo npubopa ¢ emkocmvto OJisi 1eKAPCMBA C 2eHepamopom as’po3ons (mesh), kamepoti
pacneliumens, OIOKOM YNpAasieHUus U NPUCNOcoOieHueM Ol OYUCMKU 2eHepamopa aspo30Jis
(Uneansyuonnoiii npubop Velox mun 055 ¢ npunaonexcnocmsamu) ¢ npou3go0umenbHoCmvio He MeHee
457 me/mun, ¢ cucmemori K1ananos 600Xa U 8bl00XA U HAKONUmMenem 015 a3po30.is, € YCMpPOUCMEoM Ol

ouucmeiku M€M6paHbl, C HepacnvlisAemblm (Ocmamowbm) obvemom He bonee 0,5 M. Bece wacmu maw-
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Hebynauzepa Oo0HCHbl Nooiexcamsv mepmudeckou oOesungexyuu. /na nayuenma c¢ MB e6adcho
npouU3600UMb 3aMEHY KOMIOHEHMOo8 Moul-Hebynauzepa kaxcovle 3 mecsya [178].

4. [Ipumenenue ABII enympo ucnonvzyemces onsi mepanuu obocmpenuti MB (sxntouas obocmpenus Ha
Gone OPHU) 6 domawinux ycrosusx uiu O0isi NPOPUIAKMUYECKO20 le4eHUs. NAYUeHmos, XpOHUYecKu
unguyuposannvix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., HTMB.

5. Ilpumenenue ABII 6nympugenno noxkazamo:

- npu msicenvix obocmpenusx MB (neuenue 6 yciosusx MeOUyuHcKol opeanuzayuu) (He menee, uem
08yMs npenapamamus),

- 6 mex cuyuasx, ko2oa npumenenue ABII 6Hymps u UHSANAYUOHHO OKA3ANOCH HeIPDEKMUBHBIM,

- 011 nIano60lU mepanuu nayuenmos, unguyuposannvix P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., nemybepKyne3Hvix MUKobakxmepuii;

- npu yxyouileHuu medenus 3a001e6anusl U NOAGIEHUU HOBbIX CUMNINOMO8 Y NAYUEHMO8, NOJYUAIOUWUX
ADBII énympe.

6. Opeanuzayus 6HympuseHHOU mepanuu 6 amOYIAMOPHLIX YCIOBUAX CHOCOOCMEYem NOBbIUUEHUIO
KomMniaeHmuocmu, npoguiakmuke obocmpenutl. Ilpebvieanue 6 601bHUYE OMALOUAEMC PUCKOM
nepeKkpecmuHo20 U CYnepuH@UYUpO8aHus pe3UCMEHMHbIMU K  AHMUOUOMUKAM — UWMAMMAMU
MUKDPOOP2AHUZMOB, CMPECCOM, NPONYCKOM WKONbHBIX 3aHamutl. Kpome moeo, npebviganue nayuenma 6
cmayuoxape 3HaYumenbHo 00podxce, uem amoyiamoptoe nevenue. Kamemepusayus éen 0oasno cmana
PYMUHHOU MeOUYUHCKOU npoyedypol 6 mupe Olisi obecnedenus pa3IuyHulX 6U008 6HYMPUBEHHOU
mepanuu. [Iposedenue sHympugenHou mepanuu uepes nepughepuieckuii 6eHO3HuIl Kamemep (Kamemep
nepughepuueckuii) unu nopm-cucmemy (nopm uHpY3UOHHBIU/UHBEKYUOHHBLI, UMNIAHMUDYEMbLIL™**)
A61AeMCs NPAKMUYECKU 6e30NACHbIM, ecliu coONI00amMes OCHOBHbLE YCI08UA: MemOO 00ICeH CMamy
NOCMOSHHBIM U NPUBLIYHBIM 8 NPAKMUKE, 00JHCEH OblmMb 0becneuen be3ynpeyHvlil YX00 3a Kamemepo.
Kamemep ycmanasiusaemcs 6 ycnosusix OHegHO20 CMAyUOHApa Uil 6ble30HOU Opu2adoll Ha Oomy
[2,179,180,181,182].

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

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

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

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

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

2. CnocobrHocmv nayuenma uiu e20 pOOCMBEHHUKO8 K O00VHeHUlo npasuiam yxood 3a
Kamemepom/nopm-cucmemot, NpoxoxtcoeHue o0yueHus NpaKmudecKkum HasblKam,

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

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

5. Iloonucanue ungopmuposanno2o coanacus nayueHmom/3aKkOHHbIMU NPeoCmasumenimu

(nodpobnas ungopmayus — ememoouteckux pexkomenoayusax « Opeanuzayus 6HYmMpuseHHoU mepanuu

nayueHmam c Mykoeucuu()osww 6 aM6yﬂam0prlx YCaosuAiAx»

3.1.3.2 AuTnOaKkTepuajbHas Tepanus NPy BbiCeBe METHIN/IJIMHYYBCTBUTEIbHOI0

Staphylococcus aureus (MSSA) u Haemophilus influenzae

e  PeKOMEHIOBaHO TPH BBIOOPE aHTHOAKTEPHAIBHBIX IPENAapaToOB JUIS TEPAlMH IAIl[MEHTOB C
MYKOBHCIIHI030M ¢ BbiceBoM Staphylococcus aureus u Haemophilus influenzae mpumensrts JIC B
COOTBETCTBUM C YyBCTBHTECIBHOCTBIO C IEIBI0 3pagMKalMd MPUIMHHO3HAYUMOTO BO3OYIHTEISN
(mpeniapathl, JO3UPOBKU M KPATHOCTH BBEJCHUS, peCTaBiIeHbl B Tabaumax 10,11) [2].

(YYP—C, VUL - 5).

Ta6auna 10. AuTrHbGaKTepUaIbHbIE TPenaparsl, IPUMEHAEMbIE Y MAIUEHTOB ¢ MYKOBUCIIHI030M, TIPH
BBICEBE M3 MOKPOTHI/ OpoHXHaIbHOTO cekpera Staphylococcus aureus (MSSA)

AHTHOAKTEPHATbHbII CyTtounsblie 10361 |[CyTO4HBIE 103bI  (Crioco0 BBeaeHust [Kparnocrs
npenapar s aereit TSI B3POCJIBIX BBE/ICHHUSI
AmokcunmnaH+[KinaBynano 60-90 mr/kr 1,5-2 1 (pacuer no [BHyTpb 2-3

Bas Kuciotal**  (cycrmeHsusi |(pacder mo AMOKCHITHIUTHHY )

TS TpUeMa BHYTPb — AMOKCHUIMJUTHY)

MIPOTUBOIOKA3aHa JIETSAM 10 3

MeECSIIEB, TAOIETKH 90-120 mr/kr 3,6-4,8 B/B 3-4
nHCIIeprupyeMble

[POTHUBOINOKA3aHBbI ACTAM IO

2 niet, TabJIeTKH, TOKPBITHIE

[JIEHOYHOH 000J04YKON
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POTUBOIIOKA3aHBI JICTSIM JI0
12 et U ¢ MaccoH Tella MeHee,
40 kr)

OxcauuinH**

200-300 mr/kr

4-12 1

B/B

4-6

Ledanexkcun** (kancymsl
250 MI MPOTUBOIIOKA3aHBI
merssm 1o 10 jeT, TabneTku
250 MT — IPOTUBOMOKA3aHbI
neTsiM 110 7 Jet)

25-50-100 mr/xr

2-4 ¢

BayTpb

34

Ledazomnn**

100-150 mr/xr

4-6 T

B/B

Ledypokcum**
(cycrieHsus st mpuema

BHYTPb — IIPOTUBOIIOKA3aHa
eTsM 110 3 Mec., TaOIeTKH —
IPOTUBOITOKA3AHBI JETSAM 10
3 11eT)

20 -30 mr/xr

05-1r

BnyTtpb

150-200Mr/Kr

3-9r

B/B

LedTpruakcon**

50-80 mr/kr

4

B/B

Ledermum**
(TIpOTUBOTIOKA3aH JETSIM 10 2
MeC. JKU3HH)

100—150 mr/kr

4-6 T

B/B

A3UTpOMUTIIH**

(Tabmetku 125 Mr —
MMPOTHUBOITOKA3aHBI JI0 3 JIET,
CYCTICH3US JIJISI TpreMa
BHYTPH — IPOTHBOIIOKa3aHa
meTsM 10 6 Mec.)

>6 mec.-10 mMr/kr

500 mr

BHyTpb

1
Kypc 7-10 nreit

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

15 Mr/kr

1r

BHyTpb

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

40—50 Mr/kr

1-3r

BHYyTpB

2-3

Kotma namurnmy * *

(p-p 4ns B/B 11 B/M BBeEHUS
[IPOTHUBOIIOKA3aH AETAM 10 3
eT, Karcybl
MPOTHBOMOKA3aHBI JACTSIM JI0
8 JIeT ¢ Maccoit Tenma 10 25kT)

20-40 mr/xr

1,8-2.4r

BayTph

3-4

etsim crapie 3x
iret 40Mr/KT

2,4-2,71

B/B

3-4

Jlokcuiukmma **
(MPOTHBOMOKA3aH ACTSIM 110 8
TeT)

Jlersim ¢ maccoi
mena MeHee 45 Kr B
[EepBBIM 1eHb
lteueHus 4 MI/Kr, B
[TOCTIEMYIOIIHE JTHH
- 2-4 MI/KT.

JleTsam ¢ maccoit
rena Ooiee

45 Kr - KaK
B3pOCIBIM

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

BayTpB

1-2
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Ko-tpumoxkcason

orpum | **
(cycrieH3ust i mpruema
BHYTPH — IPOTHBOIOKAa3aHa

[IPOTUBOIIOKA3aHbI JICTSIM JI0
3 jer, pacTBOp It MHPY3UH
MIPOTUBOIIOKA3aH JAETAM J0 3
meT)

6-10 MI/kr o

[Cynbsdamerokcazon+TpHuMer [TpUMETONPUMY

[IpU TSKEIIOU
MHpEKIHH
BO3MOXXHO

neTsiM 10 6 Helelb, TaOJIEeTKY [yBETUYCHUE J103bI

Ha 50%

320 Mr o
TPUMETOIPUMY

BHyTpb
B/B

Tuamdenukosia rIUIUHAT
ALETUILICTENHAT

250 Mr (B mepBbIC

2-3 IHA JIeYeHus

1032 MOXKET OBIThH

yBeITMUeHA B 2
asa)

500mMr

(B epBbIe 2-3 nHA
neyeHust 103a
MOXKET OBITH
yBEIHYEHa B 2 pasa)

Muramsmmun

Tadonuua 11. AuTnOakTepuanbHbIe MpenapaThl, IPUMEHSIEMbIC Y AIIMEHTOB ¢ MYKOBHCIIUI030M, ITPH
BBICEBE M3 MOKpOThI/OpoHXHagbHOTO cekpera Haemophilus influenzae

AHTHOMOTHK

CyTouHbIE 103bI
InJIg aerTei

CyTOo4HbIE T103bI
IJIsE B3POCJIBIX

Cnoco0 BBeaeHHAA

KparHocts
BBEJICHUSA

AMOKCULIMJUIAH **

60-90 mr/kr

1,5-2r

BHyTpb

2-3

Amokcurmmma+[KinaByaan
oBast KHCITOTa]**
(cycrieHsust It IpreMa
BHYTpb — IPOTHBOITOKA3aHa
eTsIM 10 3 MecsIIIEB,
TaOJICTKU AUCIIEPTUPYEMbIC
[IPOTHBOIOKA3aHbI ICTSIM I10
2 jer, TaOJIETKH, TTOKPHITHIE
IICHOYHOH 000JI0YKOM
[IPOTHBOIIOKA3aHbI ICTSIM 10
12 et 1 ¢ Maccoii Tena
Menee 40 Kr)

60-90 mr/kT
(pacuer mo
AMOKCHITAJUTHHY)

1,5-2 T (pacuer mo
AMOKCHITHJITHHY )

BHyTpb

2-3

90-120 mr/kr

3,6-4,8

B/B

34

Ledypoxcum**
(cycrensus misl mpreMa

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

20 -30 mr/kr

BHYyTpB

150- 200Mr/kr

B/B

Ledukcum

(cycmensust 1yist mprueMa
BHYTpb — IIPOTUBOIIOKA3aHa
eTsiM 10 6 MeCSIIIEB,
TaOJIETKU AUCTIEPTHPYEeMbIe
[TPOTHUBOIIOKA3aHbI IETSIM C
Maccou Tema J0 25 KT,
TaOJIETKH, TIOKPBITHIE
IUIEHOYHOM 000JI0YKOH 1
KarCyJbl MPOTHBOIIOKA3aHBI
metsim o 12 ser)

SMI/KT

400 mT

BHyTpB

1-2

Ledrpuakcon™*

50-80 mr/kr

B/B

1-2

Ledorakcum™**

100-150 mr/xr

2-8 T

B/B

2-4
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Ledenum** /letu c maccoit 4-6 T B/B 2-3
(TpoTuBOMOKa3aH AeTsM 10 [reaa<40xr
2 Mec. KH3HN) 100—150 mr/kr;

JleTstm ¢ maccoi

rema >40 kr — 4-6r—
JIOKCHITMKITIH** [eru ¢ maccoii Tena|l aeap-200 mMr BHyTpb 1-2
(TIpoTUBOMOKa3aH AeTIM 10 |0 45 kr B iepBeiii  ateM 100 Mr oguH
8 jer) eHb - 4 MI/KT, B [pa3 B CYTKH

MOCJISIYIOIINE JHU

- 2-4 MI/KT.

Jlerstm ¢ maccoi

resa boiee

45 Kr - KaK

B3POCIIBIM
Tuampenukona rmuiuaat (500 -1000 mr 1000Mr Nuramsmun 2
ALETHIINCTENHAT

3.1.3.3 AuTub6akTepuaabHas Tepanusi npu MRSA (MeTHIHIITHHPE3NCTEHTHbI

CTaPWIOKOKK) - HH(peKunu

e [lpu nepBuyaom BbiceBe MRSA y cTaOWIBHBIX NAMEHTOB (BHE OOOCTPEHHSI XPOHHUYECKOTO
BOCIAIUTEIBHOTO MPOIIecca) B KauecTBE NMEPBOM JTMHUK Tepanuy IpU OTCYTCTBUU MPOTUBOMOKA3aHHIMA
pEeKOMeHAyeTCsl Ha3HaYeHHE ABYX aHTHOAKTepUasbHBIX MpErnapaToB per os B TeueHue 1-3 mecsies,
yarie 3TO KOMOHWHAIHS pudammumHa™** c (%3701 (0):10)7¢ KHCJIOTOM WA
Cynsdamerokcazon+Tpumeronpum™** (tabim.12) [2,22].

YYP-C, Y11 -5).

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

(#munoyurnunom) ons npuéma Per 0S (mabn.12). /Jonyckaemces monomepanus OOKCUYUKIUHOM ** uiu
Cynvpamemoxcazonom~+Tpumemonpum™*  (mabn.12) [6, 7). Heobxooumo  nommums 0
2enamomoKCULHOCMU NPenapamos.

o Bosmooicnoii  anemepnamueou  aensemcsa  ucnonvioeanue #Heankomuyuna** 6 gopme ona
UHBEKYUOHHO2O NPUMEHEHUS UHSATIIYUOHHO (NPUMEHEHUE GHE 3apecUuCmpupO8aHHbIX 8 UHCMPYKYUU
JIEKAPCMBEHHO20 CPeOCmBa NOKA3AHULL OCYUeCMEIAemcsi N0 PEeueHuio 8pavyeOHol KOMUCCUU, C
paspeuwtenusi JIOKAnbHO20 SMUYECKO20 KOMUMema MeOUYUHCKOU opeanu3ayuu (npu Hawuduu), ¢
yenoguem NoONUCAHHO20 UHDOPMUPOBAHHO20 co2lacusi pooumenell (3aKOHHO20 npedcmasumens) u
nayuenma 6 eo3pacme cmapuie 15 nem) 6 meuenue 3-4 nedens [162,163,168,169,170,183,184] (maoa.
12).

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

3) nonockanue norocmu pma 0,5% goonvim pacmeopom xnopeekcuouna™* ¢ meuenue 2-x Heoeiwv,

4) cenepanvHas yoopKa Hcuno2o0 nomeujeHus,

5) exceonesnas cmena HamenbHO2O Oelbsl 6 meueHue 5 OHell;

6) cmupka nocmenbHuIX NPUHAONEHCHOCMEN, Delbs, NOJOMEHeY 8 peXcuMe 8blCOKOU memMnepamypbl
edHCeHeOebHO 8 MeueHUe 6ce20 Nepuood edeHus;

7) nocne uHuyuayuu JeueHus HeoOX00UMa CMEHA 3YOHLIX WemoK, pACYecoK, WAPUKOBbIX
0e3000panmos, 2yOHoU NoMaowl;

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

e [Ipu mepBuuHoMm BbiceBe MRSA y HecTaOWIBHBIX TAIMEHTOB (TIpU OOOCTPEHHH XPOHHYECKOTO
BOCITAJIUTEIHFHOTO MPOIIecca), PeKOMEHIYETCsI TIPOBECHIE BHYTPHBECHHOW HITH TIEPOPATLHOM TepaIiu
B T€UCHHE 2-X HEJIENb JIMHE30JIUIOM* * MM TeHKOIUTAHWHOM, IIPOYNMHU aHTHOMOTHKAMH, aKTHBHBIMU B
ornomennn MRSA (ta61.12) [2,163,183,184,185].

YYP-C, Y -5).

KommenTapuu: ¥V nayuenmos ¢ uacmoimu obocmpenusamu npu xponuveckom unguyuposarnuu MRSA
B03MOJICHO UCNONb306AHUE UHLATAYUL #EAHKOMUYUHA™™ 6 (popme Ol UHBEKYUOHHO2O NPUMEHEHUs 8
HenpepuleHom pedicume (maon.12) [183,184].

Tabamua 12. AuTuGaKTpUanbHbIe MpenapaThl, IPUMEHSEMbIE Y MAlIUEHTOB C MYKOBUCIUI030M, IIpU
BBICEBE M3 MOKpOTHI/OpPOHXHMAIBHOIO CEKpeTa MeTHIWUIMHpe3ucTenTHoro Staphylococcus aureus

(MRSA)L.

AHTHOAKTepPUATBHBII Cyrtounas no3a niasi | CyrouHnasi 1o3a |Cnocod KpatHocTnh

npenapar Hereit st BBeJICHUS BBeE/eHUNA
B3POCJIbIX

Pudammumma™** 20 Mr/kr/cyT 600-1200 mr  |BayTph 2

(B MOHOTepamuu  He

Ha3HAYAIOT) (maxcumanbHo 600 Mr B

(IpoTHBOTIOKA3aH  JIETSIM CYTKH)

mo 1 roma)

Ko-tpumokcasomn 6-10 Mr/Kkr/CyT IO 320 mr o BryTpb 2

[Cynbdamerokcazon+Tpu rpuMeTornpumy, TPUMETOIPUMY B/B

MeTorpuM|** [IPY TsDKENONH WH(PEKITUN

(cycrieH3ust 1l IpHeMal BOSMOXKHO yBEIHUYEHHE

BHYTPb — 10361 Ha 50%

MPOTHUBOINOKA3aHa  AETSIM

no 6 Hexmenb, TaONETKH

[POTHUBOINOKA3aHbl  AETSIM

no 3 Jer, pacTtBOp IS

MH(Y3UH TPOTHBOMNOKA3aH

netsiM 10 3 ner)

Dy3uaoBast KHCI0Ta 40-60 Mr/kr 2250mr BryTpb 3
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(MpOTHBOMOKA3aHa JCTSIM
o 3 ner)

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

#(no 3 ner) 1-4 roma: 250
MT 3 pa3a B I€Hb

5-12 siet: 500 mr 3 pasza B
MeHb

> 12 ner: 750 mr 3 paza B
MeHb

K namuma** 20-40 mr/kr/cyT 1,8-2,4r BHyTpB 3-4
(mpoTHBOMOKA3aH  JETSIM 40mr/KT/CYT 1,8-2,7r B/B 3-4
o 3 ser)
JlOKCHIIKITHH** [lersim ¢ Maccoli Tena 1 nens-200 mr  [BHyTpB 1-2
(mpoTnBOmMOKa3aH jAeTsiMMeHee 45 Kr B nepBbiil  |3aTem 100 mMr omuH
o 8 Jer) neHb JeueHus 4 pa3 B CyTKH
MT/KT/CYT, B
MocjenyroIIue AU - 2-4
IMI/KT/CYT.
/lersam ¢ maccoii Tena
Oonee
45 Kr - KaK B3pOCIIbIM
TurenukiImH** B Bo3pacre 8-11 jer - HauanpHas no3a - |B/B B Teuenue 30- 2
(IpoTHUBOMOKAa3aH aeTsiM 2,4 MI/KT/CyT 200 mr, manee 100 |60 muH.
o 8 yer) MaKCUMaJbHas 1032 - MT
100 mr
Hoza c 12 go 17 ner
cocrasysier 100 mr.
JTunesomum** mo 12 ner — 20-40 1200 mr BuyTps, B/B 3 — 10 12 ner, 2 -
(TabnerupoBaHHbIC POPMBIMI/KI/CYT (MaKCHMAaJIbHO crapie 12
rpotuBorokazansl  AeTssM/600 mr). Craprme 12 mer
mo 12 mer) - 1200 mr
Bankomuma** 40 mr/kr/cyT 21p B/B 2-4
#BaakoMummH** 250 mr 2 pa3a B aeHb. K 500 mr IMHTaIITnOHHO 2
(bopMBbI st OTMEpPEHHOM J103¢
MHBEKITHTOHHOTO IMO0aBUTH XJIOpHIA
npumenenus)’ HaTtpus 0,9% mo 4 miL.
TelikomIauuu >1 mecsma - 10Mr/kr 800 mr B/B 1-2
(makc. 400 M) BBOASATCS
3 no3bl Kaxzabie 12
HgacoB (HarpyzodHas
mo3a). [locnenyromue 24
gaca 10 MI/kr (Makc.
400 Mr)
OJTHOKPATHO/CYT.
LedTaponuua ¢ocammr**2 mec-2 roma 24 Mr/kr. 600 mr B/B 2
(mporuBonokazan  aeTsam/OT 2-128 ner 36 Mr/kr,
Mo 2 Mec) 12-18 ner 36 mr/kr. —
pa3oBas no3a (PazoBas
Mo3a He AO0JDKHA
mpesbimats 400 mr)
TenaBanumy** narueHTam ctapiue 18 (10 mr/kr B/B (He menee 60 |1

VICT

MUH.)
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Tlpumeuanus:

# - npumeHeHue NEKAPCMBEHHO20 NPENApPAMAa 6HE 3APeSUCTPUPOBAHHBIX 6 UHCHPYKYUU JEeKAPCMEEHHO20 CPedCcmed
NOKA3GHULL OCYUeCEIACTC N0 PeUenulo epayeOHoll KoMuccuu, ¢ paspewenuss JIoKampHozo 3muieckozo Komumema
MeOUYUHCKOU Opeanu3ayuu (Rpu HAIUYULL), C YCI08UeM HOONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUA pooumerell (3aKOHHO20
npedcmasumelis) u pebenra 6 gospacme cmapute 15 nem.

1 -189,162,163,168,169,170,183,184].

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

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

o PekoMeHIyeTcst 0 THOBpeMEHHOE Ha3HaUYeHHE 2—3 MPOTHUBOMUKPOOHBIX MPEMapaTOB U3 Pa3HBIX
IPYII, YTO MPEIOTBpaIiaeT Pa3BUTHE YCTOWYMBOCTH P.aeruginosa u crnocoOCTBYET IOCTHIKEHHUIO
MaKCUMaJIbHOTO KIMHHYeckoro 3ddekra (spagukanuu P. aeruginosa) (ta6:m.13) [2,6,22,158,159,160,
186,187].
YYP-C, Y11 -5).
KomMmeHTapuu: Haubonee uacmo npumeHsiom KOMOUHAYUY AMUHOLTUKOZUOO8 C Yedhanocnopunamu 3—
4 nokonenus (mabn.13). ILlenecoobpaszno nepuoouuecku MeHAmMb KOMOUHAYUU AHMUOUOMUKOS,
appexmusnbvix 6 omuoulenuu cumecHouHou nanouku. Credyem NOMHUMb, YMO 1AOOPAMOPHOE
onpeoeieHue Uy8CMBUMENbHOCIU MUKPOOP2AHUBMA K AHMUOUOMUKAM He 6ce20d HNOIHOCHbIO
cosnadaem ¢ KIUHULECKUM OMBEmMOM HA NPOBOOUMYIO Mepanuro

B msicenvix cayuasx, npu necmabuibHOM COCMOSIHUU, OONYCKAEMCsl HeNPePbleHOe NPUMEHeHUe
npenapama [188].

Pewenue o nasnauenuu neszapecucmpupo8aHHbviX Npenapamos no HCUZHEHHLIM NOKA3AHUAM
NPUHUMAEMC  KOHCUMUYMOM — (hedepanbHOl — MeOUYUHCKOU — Opeausayuu, 6603 npenapama
ocywecmensaemcs 6 COOmeemcmsuu ¢ 3aKOHOOamenbHOU 60a3ou 01 obecneyeHus NAYUeHmos
HezapecucmpuposanHviMu 6 Pd nexkapcmeennvimu npenapamamu no HCUSHEHHLIM NOKA3AHUAM
(ITpuxaz Munucmepcmesa 30pasooxpanenusi u coyuanrpho2o pazsumusi Poccutickoi @edepayuu «O

nopsioKe NpuUMeHeHUsl 1eKapCMEEeHHbIX Cpeocma Y NAYUeHmos Nno IHCUSHEHHbIM NOKA3anuim» om 9
agzycma 2005 2. Ne 494).

Taoauna 13. AnTHOakTepranbHble Mpenaparthl, IPUMEHsIeMble Yy MAIUEeHTOB C MyKOBUCLUA030M, IIPH
BBICEBE U3 MOKPOTHI/OPOHXUAIBHOTO cekpeTa P. aeruginosa.

AHTHOaKTepHANbHBI  |CyTouHas qo3a iA|/CyTouHble 10361 |(Cniocod BBegeHusi KpatHocTh
npenapar nerei TSI B3POCJIBIX BBE/ICHHUSI
IAMUKaLTUH** 20-30Mr/xr 700 — 1500 r B/B 1
[erTamunua** 10 mr/kr 10 mr/kr B/B 1

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

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

MYKOBHCLIHJ030M 0 5 10 mr/xr 800 mr B/B 2

er)

#JleBodaokcanun ** 16-20 mr/kr 500-1000 mr/cytr | BHYTpB 1-2

(nporuBonokasaH a0 18 1620 mr/kr 1000 mr B/B 2

meT)

[edrasumam 150 — 250 mr/kr 6-9r B/B 2-3

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

(TpOTHBOMOKA3aH JETAM

10 2 Mec. JKHU3HH)

[edemum+[cyms0axram] |c 2 mecsiies - 50-80 4 r B/B 2-3

(TPOTUBOIIOKA3aH JETSIM  [MI/KT

M0 2 Mec. JKHU3HHN)

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

[aBuOakTam] ** [IPUMEHSIETCS

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

[TazobakTam]** MIIK st
P.aerugenosa paBHa
vn Goree 2 Mr/i -
30-40 mr/kr (1o
tedTono3any) 4
BBEJICHUS B CYTKU
(kKaXkapIe 6 9acoB))

[unepanuuMH+ 270-360 mr/xr 13,51 B/B 3-4

[Tazobakram]

(TIpOTUBOTIOKA3aH JCTSIM

o 2 yer)

Lledonepazon+[Cymsbakt (150-200 mr/xr 3T B/B 2

aM]**

A3TpeoHam 150-250 mr/xr 3T B/B 4

(TpoTHBOMOKA3aH 110

Bo3pacTta 9 mec.)

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

[{unacratun** NMUIICHEMY

(TIpOTHBOTIOKA3aH JIETIM

M0 3 Mec. JKH3HH)

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

(MPOTHBOMOKA3aH ACTSIM

10 3 Mec. JKH3HH)

Jlopurienem o 18 yer He 3000 mMr B/B 3

TPUMEHSICTCSI

¢)0cq)0MI/IL1HH** 0,2 — 0,4 r/kr 10-12r B/B 3-4

(MPOTHBOMOKA3aH ACTSIM

o 12 mer)

ITpumevanus:
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*Tpumenenue nexapcmeenozo npenapama y 0emeti 6He 3apecUCMPUPOSAHHbIX 6 UHCIPYKYUL TEKAPCMEEHH020 CPeOCmed
NOKA3AHULL OCYWECMBIAEMCsl N0 PeueHuio 8pauedHoll Komuccuu, ¢ paspewenus JIOKaibHo2o 3muueckoeo Komumemad
MEOUYUHCKOU Op2aHu3ayuy (Mpu HAmuyuu) npu HAIduu nOONUCAHHO20 UHQOPMUPOBAHHO20 CO2AACUs pooumerell
(3axoHH020 npedcmagumens) u pebenka 8 o3pacme cmapuie 15 rem

Tpu nanuuuu meOuyuUHCKUX NOKA3aHUU (N0 HCUSHEHHBIM NOKA3AHUSIM, GKIIOUAS UHOUBUOYATILYIO HENePeHOCUMOCHb, Oalee —
MO  JCUBHEHHbIM NOKA3AHUAM) NO PeueHulo 8pavedHOU KOMUCCUU OCYUeCmeIsiemcs: HA3HauyeHue IeKapCmeeHHbIX
npenapamos He no MexcOyHapoOHOMY HENAHMEHMOBANHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOBAHUIO (uacmb 15
cmamou 37 Dedepanvrozo 3axona om 21.11 2011 Ne 323-D3 «O06 ocrosax oxpanvl 300poewbs epaxcoan Poccuiickot
Dedepayuuy u nynkm 6 Ilopsoka Ha3HaveHusi JIeKAPCMBEHHbIX NPenapamos, Gopm peyenmypuvix OIAHKOS Ha
JleKapcmeeHHble npenapanmol, Nopsaoka 0QopmaeHUst YKA3AHHbIX OIAHKOS, UX YYema U XPaHeHUsl, YIMBEPAHCOCHHO20 NPUKAZOM
Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue eépaueb6HOU KOMUCCUU OQDOPMIAEMCS NPOMOKOIOM U BHOCUMCS 6
MEOUYUHCKYIO OOKYMEHMAYUIo nayueHma.

Pewenue o nasnavenuu nezapecucmpupo8anHbix Npenapamos no HCUHEHHbIM NOKA3AHUSAM NPUHUMAEHICS KOHCUTIUYMOM
hedepanvroli MeOUYUHCKOU Op2anu3ayuLl; 6603 NPENapama OCyWecmensnencs 8 COOMEemcmeull ¢ 3aKOH00amenbHol 6azou
0715 obecneyenus RAYUEeHMO8 He3apesucmpuposantvimu 6 P® nexapcmeennvimu npenapamamu no JICUHEHHbIM ROKA3AHUAM
(Ilpuxaz Munucmepcmea 30pasooxpaneHus u coyuarvHo2o pazsumusi Poccutickoi @edepayuu «O nopsioke npumeHeHus.
JIEKAPCMEEHHBIX CPEOCME Y OOJIbHBIX NO HCUZHEHHBIM noKasanusmy» om 9 aszycma 2005 2. Ne 494).

. PekoMeHyeTcsl MpoBeieHne MPOQPIIAKTUYSCKUX KYPCOB aHTHOAKTCPUATBHOW TEeparuu IpH
XPOHMYECKOH KOJOHHU3AIMM HIDKHUX JbIXaTeIbHBIX MyTed P. aeruginosa, s yBelIWYeHHS
IPOIOJDKUTEIBLHOCTH KU3HH marienTos [2,89,163,184,185].

YYP-C, ¥ -5).

KomMmeHTapuii:  credyem  nomHums,  4mo  npogeoeHue  NPOPUIAKMUYECKUX  KYPCO8
AHMUOAKMEPUATbHOU Mepanuu  NpaKmuyecku He CKA3vl8aemcs Ha YCMOUYUBOCU UMAMMO8
MUKPOOP2AHUZMO8 MONbKO NPU CB0EBPEMEHHOU CMEHe NPUMEHSEMbIX NPenapamos.

Ipu wacmoix obocmpenusx uH@eKYUuoOHHO-80CNAIUMENLHO20 NPOYecca 8 OPOHXOIE204UHOU cucmeme
cnedyem yg8eaudusams NPoOONCUMENbHOCMb KYPCO8 aHmMubaKxmepuaibHol mepanuu 00 3 Heoelb U
bosiee, UCNOIL308aMb 6HYMPUBECHHBLI CROCOD 66edenus u lunu cokpawamo uHmMep8abl Mexcoy Kypcamu
ulunu  mexcoy Kypcamu 6/6 mepanuu  npuMeHsmMv  Yunpo@rokcayun™* 6  mabremkax.
Lunpogrnoxkcayun** npumensemcs makice npu Kaxicoou OCMpol pecnupamopHol uHgexyuu u
obocmpenuu O6ponxone2ounoeo npoyecca nezkou cmenenu)[1,6,38,158,161,163,189,190]. V oemeii
maadute 5 Jjem HasHauamov yunpoguoxcayurn™** no pewienuro 6pauedbHO20 KOHCUTUYMA B8UOY
omcymemsus arbmepuamueno2o ABII.

Crparerusi anruouoruxkorepanuu P. aeruginosa ungexuuu npu MB

Dpanukanus Pseudomonas aeruginosa npu nepBuYHOM BbIceBe
o [Ipn oTcyTcTBHM y MalMeHTa KIWHUYECKH 3HAYMMBIX PECIUPATOPHBIX CHUMOTOMOB, MpPH
MUHUMAJbHBIX CTPYKTYPHBIX U3MEHEHHSIX B JIETKUX U MPHU YCIOBUH MPOBEICHUS 0AaKTEPHOJIOTHIECKOTO
MOHHUTOpDHHTa He pexe 4-X pa3 B TOJ PEKOMEHIYeTCs MPOBEACHHE OJHOTO M3 2-X PEeXKHUMOB
aHTUOAKTepUAILHOW  Tepamuud ¢ [eJdbl0  dpaaukanuu  P.  aeruginosa s yBeJIUYEHUs
MPOJIOJKUTENFHOCTH JKU3HU M TPO(UIAKTUKYA CHUXKEHHUS (DYHKIIMH JIETKHX JUIsI BCEX BO3PAacTOB

narmenTos [10, 11, 31]:

79



- HHTISIIMK ToOpamMunHa™* B Buze pactopa 300 Mr x 2 pa3a B IGHb WJIM B BUJIE KAIICYJI C TIOPOIIKOM
JUTst MHTraIsui (00e JiekapcTBeHHBIe (POPMBI IPOTUBOTIOKA3aHBI IS AeTe 10 6 er) 112 mr x 2 pa3a B
neHb B TeueHue 28 nmueit [1,2,6,22,158,159,160] (YYP — A, Y] — 2), Bo3MO)KHa KOMOHMHAITHS C
iunpoduiokcarmaomM™* (Tabim. 13) B reuenue 3-x Henens [1,2,22,89,158,159,160,163,185].
(YYP-A, Y] -2).

WIH
- KOMOMHAIMS MHTAJSIIIMOHHOTO KoscTuMetata Hatpus** (Imin. EJl x 2 pasa B fieHb y neTei Miaiie
8-10 ner, 2 man. EJ] x 2 pa3a B 1eHb y nmamnueHToB 8-10 set u crapiie) (Ui aereit muamme 6 jer
Ha3HayaTh MO PEIICHHI0 BpaueOHOro KoHcwimyma) [163] B TedeHue 3-X MecsieB B COYCTAHUH C
uumnpodaokcarmHoM™** (tabun.13) per 0s u3 pacuera 30-40 Mr/kr/cyTku B 1Ba mpuémMa B T€UEHHE OT 3
HEJIelTb J10 3-X MeCsIIeB B 3aBUCUMOCTH OT Bo3pacTa [2,22,163,185].
YYP-C, YO -5).
Kommenrapumu: 6 Hacmoswee 8pems OezonacHocmv U 3QHeKmusHocms — UHSATAYUOHHO2O
mobpamuyuna™* ookazamna y demeii ¢ 6 mecsiunozo éospacma [191].
B cnyuae ucnonv3osanus uHeanAyuoHHO20 AHMUOUOMUKA 6Nepabvle, Nepedas UH2ANAYUS OO0NHNCHA
npoeoouUmvCsi N0 8padebnvim Haobarwoenuem. Ilpu naruuuu senenutt Oponxocnasma 3a 10-15 munym 0o
uHeanayuu criedyem UCnoib308ams OPOHXOIUMUKU.
Yepez 7 — 14 Ouetl nocie oKoHuaHus Kypca aHmMuOAKmepuailbHol mepanuu HeobdXooumo nposecmu
bakmepuonocuueckoe UCCiIed08anue Mokpomol (21y60ko2o opoghapuneeanvriozo maska [163]) ons
oyenku d¢hgexmusrocmu spaduxayuornon mepanuu [2].
YV cmabunvnuix  nayuenmos ¢ Oonee  madcénvim - 3abonesaHuem  aéeKux — (npu  Hauduu
chopmuposasuiuxcs 6POHX0IKMA308, amMeleKmasax, HUsKUMU QYHKYUOHATIbHbIMU NOKA3AMeniamu), 8
OMCYmcmasuu O0JIHCHO20 bAKmMepuoIo2uiecko2o KOHmpoas (pesce, yem 1 pasz 6 3 mecaya) 603MOHCHO
uHUYUUpyowee OaumenbHoe NPUMeHeHUue UHSAIAYUL MOOPaAMUYUHa 8 HenpepbleHOM pedicume 0o 3-6
mecayes (no pewenuio nevaweco epava) [163]. Bosmoowcno dobasnenue k mepanuu nepopaibHO20
yunpoghnoxcayuna 6 meuenue 3-4 nedenw [2].
. [Ipn HaNMWYMKM KIMHUYECKU 3HAYMMBIX PECHUPATOPHBIX CUMITOMOB, MPU3HAKOB 0OOCTPEHHUS
OpOHXOJIETOYHOrO MpoIlecca, Y HEKOMIUIAGHTHIX MAaIlMEeHTOB PEKOMEHJIOBAH BYXHEIEIbHBIH Kypc
BHYTPUBEHHON KOMOMHHPOBAHHOM (7[Ba MpenapaTa) aHTUCHHETHOWHOM Tepanuy C LENbI0 dpaTKaIluu
Bo30ymurens [89,163,185,190].
YYP -C, YII-5).
KommenTapuu: npeonoumenue omoaémcsa xomoOunayuu yedpmazuouma™* ¢ amuHocIukozuoamu
(mobpamuyun™* unu amuxayun™*). B cayuae couemanus P. aeruginosa co S. aureus pexomenoyemcsi

KOMOUHayust meponenema™* ¢ moopamyunom™* unu amuxayurnom™* (maén. 13) [89].
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Konmponws s¢pgpexmuenocmu maxaice noxkasan uepes 7-14 oneii nocie okoHuaHus mepanuu.
HNuTepMuTTHpYIOIIAsl H XpoHHYeckasi nndexnun P. aeruginosa

Ilpu unmepmummupyroweti ungpexyuu P. aeruginosa gosmooicHocms canayuu MOKpOmbl
nayuenmos ¢ MB 3nauumenvno eviuie, 4em npu XpoHuyeckou. B muozonemnux uccinedoeanusix
NOKA3aHO, 4MO AKMUBHAS AHMUMUKPOOHAS mepanusi no360jsem Hnpedynpeoums Uiy Omcpoyums
pazeumue xpornuueckou P. aeruginosa ungexyuu 6onee uem y 80% nayuenmos ¢ MB.

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

YYP-C, Y11 -5).

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

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

[2,22,190].

WNuransmuu Tobpamunmuaa™* B pactBope s uarasiui 300 mr wim ToOpamuninaa™™* B karicynax ¢
MTOPOILITKOM JUTSl HHTAISAKN - 112 Mr (4 Karcysbl) 1BaK/Ibl B CYTKH HHTEPMHUTTHPYIOITUMHU Kypcamu 28
JTHEN puema, 28 AHeH nmepepsiB, BCETo 6 KypcoB B 1oJ1 (00€ JiekapCcTBEHHBIEC (POPMBI
MIPOTUBOIOKA3aHbI JETIM JI0 6 JIeT)

HJIN

pactBop mis wuransanuii Komuctumerar nHatpus™* 1-4 muH. EJ[/24 vac mOCTOSIHHO WM JIpyrowu
AHTUOMOTHK B HMHTAJSAIUSAX IMOCTOSHHO BCEM JIETSIM C XPOHHYECKOW KOJIOHM3AlMel CHHETHOMHOM
Najxoyky (MPOTUBOIIOKA3aH JIETSIM JI0 6 JIeT)

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

Lpenapamul 0ns enympusennozo ssedenus. Toopamuua™* 10 mr/kr wim Amukanua™** 20 mr/kr 1pas
B aeHb uiu ToOpamuiua™** 10-12 Mr/kr B AeHb (JI0 JOCTUKEHHS B CBIBOPOTKE KPOBU KOHLIEHTpALHH |-
2mkr/mn) Hledrazuaum™* 150-200 mr/kr B neHs B/Buau + Meponenem™* 60-120mr/kr/24uac B/B unu
+ Apyroit aHTHOMOTHK, aKTUBHBIM IPOTUB CUHETHOMHOM nanouku. [Tpu KiMHUYeckoil HeCTaOMIBHOCTH,
B T.4., IpU MPHUCOECTUHEHUH OCTPOIl pecnupaTopHOil MH(MEKUUU: yBeTUUYEHUE MPOJ0JIKUTEIBHOCTU
KypCOB B/B aHTHOAKTEpHaJIbHOW Tepanuu 10 3 Hel. W/WIM COKpaIlleHne HHTEPBAIOB MEXy KypCaMH,
w/unu npuem unpodnokcannuna**/#Odnokcannna** 20-40Mr/Kr/CyTKu BHYTPh MKy Kypcamu B/B
aHTHOAKTepHAbHOW Tepamnuy, a TakXKe HEeMpepblBHAs MHTAISALMOHHAS aHTUOAKTEepHUaJbHAs TEpaIHs
kypcamu ToOpamunnna** u Konuctumerara Hatpus** (o0e iekapcTBeHHbIE (POPMBI IPOTUBONIOKA3aHbI
JeTsM 10 6 JeT)

[Ipumeuanue:
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# IpUMEHEHHe y JeTel JIeKapCTBEHHOT o IperapaTa BHE 3apErHCTPUPOBAHHBIX B HHCTPYKIIMH JIEKAPCTBEHHOTO CPEACTBA
MOKA3aHUH OCYIIECTBISIETCSl 110 PEUICHUIO BpaueOHONM KOMHCCHH, ¢ paspenieHus JIOKalbHOrO 3THYECKOIO0 KOMHUTETA
MEIMIMHCKON opraHu3anuy (NpH HAJMYHH), C YCIOBHEM IIOJIIHMCAaHHOTO WH(OPMHPOBAHHOIO COIJIACHS POIUTENEH
(3aKOHHOT'0 TIPE/ICTAaBUTENST) U peOeHKa B Bo3pacTe crapiue 15 ser;

Tobpamuta** (pactBop [uisi UHTANAMI), ToOpaMHUIMH** (Kamcysisl ¢ MOPOIIKOM [yl WHrajsinuii), Komuctumerar
HaTpus (pacTBOp VISl HHTAJISLNN) -IPOTHBOIIOKA3aHbI JETSIM 10 6 JIeT);

OdokcanyH — mpoTHBOIOKa3aH AeTaM (1o 18 ner);

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

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

O0mme npaBuJIa aHTUMMKPOOHOI Tepanum:

J Pexomennyercs mnpu wununupoBanuu Burkholderia cepacia complex nememiennas
aHTHOAaKTepHalbHas TEPANUUs BCIICACTBUE €€ BRICOKOM BupyneHTHOCTH [1,2,89,163,184,185,192,193].
(YYP-C,¥YIJ-5).
Kommenrapwii: unguyuposanue Burkholderia cepacia complex oocmosepro yxyowaem xiunuueckoe
cocmosnue nayuenma u npoeHos. Ecms omoenvHbie coobujeHus 00 ycneuHou 3paoukayui. HeKOmopbix
uzonsmos Burkholderia cepacia complex ¢ npumenenuem panmneii acpeccusrnoi anmubaxmepuaibHoll
mepanuu 00 popmupoanusi Xporuyeckou ungexyuu. Ipu smom cnedyem yuecms, Ymo 0OKa3amenbHas
baza 6 omuHoweHuu mepanuu OAHHOU UH@eKyuu 6 Hacmosuwee 6pems Heseauxa. Illpenapameoi,
npumensiemvle npu OAHHOU UHeKyuu npeocmasieHvl 8 maoauye 16.

e PexoMensoBaHO IS TEpalMK MalMeHTa ¢ MyKOBHCIIHI030M ¢ BeiceBoM Burkholderia cepacia
complex, kak mpu MEpPBUYHOM BBICEBE, TaK M JUIS JICYCHUS 00OCTPEHHUST OPOHXOJETOYHOTO IMpoliecca
OT/IaBaTh MPEANOYTEHUE KOMOWHAIMU U3 TPEX mpemnapaToB (Kak Oojee 3¢ (HEeKTUBHOM), KypcoMm OT 3
HeJienb ¥ 0oJiee, a Tak’ke KOMOMHHPOBATh BHYTPUBEHHBIN M MHTISIIMOHHBINA U/HITU TIEPOPATBHBIN ITyTh
BBEJICHHS aHTHOAKTEpUAIbHBIX mpemnaparos [163,184,194].

YYP-C, Y1 -5).

Kommenrapuu: Haubonvwyto akmusnocms in VItro coxpansiom Lepmazuoum™*, [Jepmazuoum +
asubakmam™>* Hunepayunnun+Tazobakmam, Meponenem™*, HUmunenem**,
#Cyavghamemorcazon+Tpumemonpum ** u #Tempayuxnunol. B kiunuveckux ucciedosanusx nauboee
apppexmugnbi Meponenem™*, #Tobpamuyun**, #Cynvpamemoxrcazon+Tpumemonpum™*,
#llunepayunun+Tazobaxmam, #oxcuyuxiun™* u #llepmazuoum™** (mabn.15). [Jna onmumuzayuu
ucxo0os «cepacia syndromey» pexomenoyemcs 00s3amenvbHOe GKIIOUEHUE 6 CXeMY JleHeHUs.
#Cynvpamemoxrcazon+Tpumemonpuma**. Dpghexmueno npumenenue mpEXKOMNOHEHMHOU CXeMbl

8HymMpueenno2o 6sedenuss Meponenema™**, Tobpamuyuna™* c [egpmazuoumom™* 6 meuenue 2 -x

Hedenb u bonee (mabn.15) **[1,2,163,184,196].
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o O¢gexmusna onumenvnas, om 3 0o 12 Hedenb, mepanusi NepopalIbHLIMU NPEnapamami
#Cynvghamemoxcazonom+Tpumemonpumom ** u/unu #{oxcuyurnunom ** u /unu
#Xnopamgenuxonom™* (na ¢one eHympusennol mepanuu uiu nocie Hee) (mabn. 15). Ilpu
xponuueckou ungpexyuu Burkholderia cepacia complex pexomendyemes npuem mabiremuposanvix
Gopm #Cynvpamemoxcazona+Tpumemonpuma™* (mabn.15) [1,2,163,184].
o bomvwuncmeo  muxpoopeanuzmos  Burkholderia cepacia complex odemoncmpupyrom
PE3UCEHMHOCMb K AHMUNCEBOOMOHAOHbIM — AHMUOUOMUKAM, — 6KIIOYAs — NPUPOOHYIO
pezucmenmuocms Kk  Konucmumemamy wnampua™* (npomueonokazan oemsam 0o 6 nem) u
amuHnoz2nuxkozudam. B mo oice epems, naxonnena ungopmayus 06 d¢hhexmuenocmu npumMeHeHus.
Tobpamuyuna™*(npomusonokaszan demsm do 6 rem) [1,2,163,184,196].
® B psaode cuyuaes npu Kpaiine mMANCEIOM medeHuu 0o0Ne3HU (mepanus cenayus-cuHopoma)
00NyCmMuMo codemanue 08yxX P-1aKmMaMHbIX aHMUOUOMUKOS (8HYMPUBECHHOTEHYMPUBEHHO U
BHYMPUBEHHO +UHSATIAYUOHHO) U NPUMEHEHUs. CBEPXBLICOKUX 003 AHMUOUOMUKOS (N0 peueHuUo
KOHCUIUYMA UTU 8payeOHOU Komuccuu). Mmeemcs nonioicumenvusii ONblm npumenenus mpex [3-
JIGKMAMHBIX — AHMUOUOMUKOS, 6KIOYaAs 068a Kapbanewema. Llenecoobpasna pomayus u
Hapawueanue 003  AHMUOAKMEPUATbHLIX — Npenapamos 00  CmaduIU3ayuu  KIUHUKO-

penmeenono2udeckoll u rabopamopnou kapmunel [1,2,163,194,196].

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

#TobOpamurniuaa™* (B Bue pacTBOpa WJIM B BHJIE KArCysl C MOPOIIKOM JUISI MHTAIAIMIA), a TaKKe
#Meponenema** u #lleprazuaguma™™, npegHazHaueHHBIX IJI BHYTPUBEHHOTO HCIOJIb30BaHUS
(Ta6m.15). Bo3MOXKHO MHTATIIIMOHHOE IPUMEHEHHE #TraMpeHNKOoJIa TJIMIIMHATA alleTUIIMCTHHATA
(Ta6m.15), BBIOOp MHTAISIIIMOHHOTO aHTUOMOTHKA B 3aBUCUMOCTH OT KITMHUYECKOH (D (PEKTUBHOCTH,

[IEPEHOCHMOCTH M PE3YJIbTAT YyBCTBUTEIILHOCTH B IIOCEBE MOKPOTHI [2,89,162,163,184].

(YYP - C, Y] - 5).

Kommenrtapuii: 06 spaouxayuu Burkholderia cepacia complex mooicno cyoums monvko uepes 200

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

ompuyamelbHblx 6a7<mepu0ﬂoeuqecmtx anaiuzose MOKpombl.

OMHOUeHUU

nayuenmoes ¢

nonoxcumenvuviMu pesyrtomamamu noceeéoé na Burkholderia cepacia complex, nposooumcs norumuxa

cmpooicaiuie2o UHGEKYUOHHO20 KOHMPOS U cueuenudeckux mep [2].

Taoauna 15. AnTHOakTepuaibHble Mpenaparbl, IpUMEHsIeMble Y NallMeHTOB ¢ MYKOBUCIIU030M, IIPU

SpajUKaIiy ¥ Tepanuu HHOEKIMH, BeI3BaHHOM Burkholderia cepacia complex [2,89,162,163,184]

AnTHOaKTEepHANbHBIN npenapat | CyTo4uHas 103a CyTtounast Cnoco0 Kparnocts
IJIsl Aetei 032 1J1 BBe/ICHHU A BBeJICHUsA/CyT
B3POCJIBIX
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Lledrasuaum+[ABudakTam]** B Bo3pacre 3-6 mec. 7,5 T (151 mpu B/B 3
(npotuBonokasan nersM 10 3 mec. (40 mr/kr/10mr/kr;B (cemanusi-cuaapome)
PKI3HH) BO3pacTe bMec-
18ner
SOMr/kr/12,5mr/xr
(MakcUMaJIbHO
2000/500mr)
#lledrasumum** (hopma s 2r 2T Wuransumn 2
MHBEKITUOHHOTO TTPUMEH CHUSI )
#ledrazumum 300 mr/kr or B/B 3
(12r mpu cenanms-
CHHIpOME)
Mepormenem™** 120 mr/kr 6,0r B/B 3
(TIpOTUBOMOKA3aH JAETAM JI0 3 MeC. (9,0 T ipu cemarmsi-
PKU3HH) CHH/IpOME)
#JlopurieHem He pa3zpemren 1,5-3,0 (4,5r mpu B/B 3
Cenanus-CHHIPOME)
[Muneparuumna+[Tazo0akram] 400-500 mr/kr 13,5 B/B 3
(TpOTHBOMIOKA3aH JIETSIM 710 3 Mec.
PKU3HH)
#A3TpeoHam 150-250mr 8 B/B 2-4
(TIpoTHBOIIOKA3aH JACTIM 110 9 Mec.
PKV3HH )
# Ko-TprMokca3on 20 mr/kr (10 2880Mr B/B 1 3
[Cymsdamerokcazon+ [TPUMETOIIPUMY) BHYTPb
Tpumeronpum]** (cycreHsus s
[epopaIbHOr0 TPUMEHEHHUS -
[TPOTHBOITOKAa3aHa JAETsIM 110 6 Heq,
MHBEKIIMOHHAS (hopma -
IIPOTHBOIIOKA3aHKE 0 3 JIET —)
#MwunonukiuH (TpotuBonokazan  |[locme 8 ner: 200Mr BryTpb 1-2
meTsiM 10 8 j1er) 2-3Mr/Kr
umpodmokcamma™* <1 mec. 30 mr/kr; [1,5T BryTpb 2
(mpoTuBoOMOKa3aH feTam 1o 5 ner ¢ | >1 mec. 40 mr/kr
MB u BricesoM P.aeruginosa, mo (750 mr - Makc.)
OCTaIBHBIM TIOKa3aHusM - 10 18 [[8,9]
ITeT, ) 10 Mr/xr 800 mT B/B 2
#JleBodrokcara ** 1620 mr/kr 500-1000 mr/cyT BHyTpB 1-2
16-20 mr/xr 1000 B/B 2
Jlokcuiukmma ** Jletsam ¢ maccoit 1 nern-200 mr 3atem BHYTpB 1-2
(mpotnBomOKa3aH netsM 1o 8§ ner) (rena Menee 45 xr B (100 mMr oguH pa3 B
TIEpBEIi IeHb CYTKH
lteueHus 4 MI/kr, B
MOCIIENYIOIINE JHH
- 2-4 MI/KT.
JleTtsam ¢ maccoit
rena Oojee
45 xr - KaK
B3POCIIBIM
#Xnopamperuxon** 50-100 Mr/kr 2—-4r Buytps, B/B 3-4
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(TabneTK MPOTHUBOIIOKA3aHbI IETSIM
no 3 sier um ¢ Maccoi Tena <20kr)

#TuamdeHrnKona MIMuHAT 500-1000 mr 1000Mmr Muranaauu |2
AN EeTWINNCTENHAT

Tlpumeuanus:

Tpu nanuyuu MeOUYUHCKUX NOKA3AHUL (MO JCUSHEHHBIM NOKA3AHUAM, 6KIIOYAS UHOUBUOYAILHYIO HENEPEHOCUMOCb, ddlee
— NO JICUBHEHHbIM NOKA3AHUAM) NO PEUeHUuI0 6pavyeOHOl KOMUCCUU OCYWEmBIsemcs HAa3HauyeHue IeKapCmeeHHblX
npenapamos He no MexcOyHapoOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOBAHUIO (uacmb 15
cmamou 37 Dedepanvrozo 3axona om 21.11 2011 Ne 323-D3 «06 ocrosax oxpanvl 300po6wbs epaxcoan Poccuiickot
Dedepayuuy u nynkm 6 Ilopadka HasHaueHus JNEeKAPCMEEHHbIX NPENnaApamos, Gopm peyenmypruix OIaHKO8 Ha
JleKapcmeeHHble npenapamol, Nopsaoka 0QopmaeHUst YKA3aHHbIX OIAHKOS, UX YUemd U XPaHeHUsl, YIMBEPAHCOEHHO20 NPUKAZOM
Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue epaueOHOU KOMUCCUU OQDOPMIAENCS NPOMOKOIOM U BHOCUMCS 6
MEOYUHCKYIO OOKYMEHMAYUI0 Nayuenma.

#IlIpumenenue 1eKapCMEEHHO20 NPENAPAMA 6HE 3APESUCHPUPOSAHHBIX 6 UHCIMPYKYUU JeKAPCMBEHHO20 CPedcmed
NOKA3GHULL NPOU3BOOUMCSE NO PeUleHUulo 8paveOHOU Komuccuu ¢ paspeutenuss JIokanbno2o smuuecko2o Komumema
MEOUYUHCKOU OpeaHu3ayuy (Mpu  HAIuYul), npu HAIUYUY NOONUCAHHO2O UHPOPMUPOBAHHO20 CO2NACUS pooumeetl
(3axonnwix npedcmasumeneit) u pebenka ¢ sospacme cmapuie 15 nem.

3.1.3.6 AHTHOaKTepHAIbHAS Tepanusi NPU BbiceBe U3 GPOHXMAILHOTO cekpera Achromobacter

Spp.

OO0uue npaBujIa AHTUMMKPOOHOM Tepanuu:
e [Ipu BeIceBe M3 OpoHXHANBHOTO cekpera Achromobacter spp. pekomeHmOBaHO NPHUMEHSTH

aHTHOAKTEPHAILHYIO TEPAITHIO B COOTBETCTBUU C UYBCTBHTEIBHOCTHIO MUKpOOpranu3ma (tabmuia 16)
[1,2,89,162,163,199,200,202].
YYP-C, Y1 -5).
Kommenrapun: Achromobacter spp. xapakxmepuszyemcsi Myibmupe3ucmenmHoCmoio, CHOCOOHOCIbIO
Gdopmuposamv duopuiLM, YMO 00BACHAEM HEeyOauu AHMUOAKMEPUATLHOU IPAOUKAYUOHHOU mMepanuu
MUKPOOP2AHUMA NPU XPOHUYECKOU UHDEKYUU.
Ilosmopuwiti  evices  Achromobacter  spp.,  conposodxcoarowuiicss — yeeaudeHuem  npooyKyuu
cneyugbuyeckux npeyunumupyoOWUx aHmume, accoyuupyemcs ¢ b6oaee bblcmpbim nadeHuem 1é204HOU
@YHKYUU, CONOCMABUMBIM C MAKOBLIM NPU XPOHUUECKOU CUHESHOUHOU uH@ekyuu (K 3a001e6aHuo
npeopacnonazaem umMmyHooepuyum,).
Haubonee akmugnvimu anmubaxmepuaibHulMu npenapamamit 0isi BHympUBeHH020 66€0eHUs AGIAIOMCS
nunepayuiiun-mazobakmam,  #Hmeponenem™*  u  #cyreghamemokcaszon+  mpumemonpum™*,
Hyepmazuoum™™*, Hyegpenum™*, ona uneanayuii -#xorucmumemam nampus u #yepmazuoum ** (hopma
0151 UHBEKYUOHHO20 npuMeHeHus,) (maon.16) .

e PexomenmoBano mnanumeHtam ¢ MB npu mepom BeiceBe Achromobacter spp. wiu mpu
obocTpeHnn OPOHXOJIETOYHOTO Tpoliecca, cBsi3anHoM ¢ Achromobacter spp. BHyTpHBEHHOE BBEICHHE
KOMOMHAIIMM JIBYX aHTHMOMOTHUKOB Pa3IMYHbIX KIAcCOB KypcoMm 14-21 neHb ¢ Lenblo 3paJuKaiiu

BO3OYIUTEIISA:
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o 1 JIMHUSA - [Munepaunmnmua+Tazobakram/#Meponenem™*/
#Cynbhamerokcazon+Tpumeronpum™* (Tabmn.16);

o 2 gunus —#llebrazugum**, #Munonmkinng, #Komucrumerar marpus**, #Xmopambenukom**;
KoMOMHUpOBaHHas Tepanus #MeponeHem™* u #llunpodmoxcaunu** (JleBodmokcarma™*)
(Tabmn.16).

o AuJabTepHaTuBHasi Tepammsi: #Meponenem** + #Munormkaua\IeBodokcanua**  +
#Xmopambpenukon**+ #Komucrumerar Hatpus**(pactBop Juist uHTansuui) (Tadm.16)
[1,2,89,162,163,184,199,203].

YYP-C, Y1 -5).

e [locme OCHOBHOrO Kypca AaHTHOAKTEPHATbHOW TEpanmuy pPEKOMEHJOBAHO Ha3HAYaTh
#KonuctumeraTt HaTpus™**(pacTBop AJs MHTaISIMNA) (IPOTUBONIOKA3aH AETAM 10 6 Mmec.) Ha 3
Mecsa. MosxHo ucnosib3oBath #Cynbhamerokcazon+Tpumeronpum™** (tabn.16) B Teuenue 1
mecsna [1,2,89,162,163,184,199,200,201,202,203].

(YYP-C, Y1 -5).

e PexkomennoBaHo mpu XxpoHuueckod wuHbekumu Achromobacter spp. y mamuentoB ¢ MB

MPUMEHSATH UTUTENHHO MHTAISIIUY (HbopmMarms o mpenaparax — 1adm.16):

1-s1 iununa: #Komuctumerara HaTpuss** (pacTBOP JJIsT MHTAISIITHI )

2-s1 nuHus: #Mepornenema**

AnbrepHatuBHas Tepanus. #llebrazumum** u #ToOpamunmH (pacTBOp I WHTASIIUN WA
Karcyibl ¢ MOPOLITKOM JIJISl MHT QIS ) **

3-a1 auHun: Jlns jmedeHuss oOocTpeHUi, oOyCIOBICHHBIX Achromobacter spp., WCIOIB3YIOT

KOM6I/IHaI_[I/IIO JABYX aHTHCUHETHOMHBIX AHTHOUOTHKOB Pa3IMIHBbIX KJIaCCOB

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

(YYP - C, YL - 5).

Tabamnua 16. AuTubakTepuanpHblie MpenaparThl, IPUMEHSIEMBIE Y MAIIUEHTOB C MYKOBUCIUI030M, IIPU

BBICEBE U3 MOKPOTHI/OpoHXHaNbHOTo cekpera Achromobacter spp.

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

AHTHOAKTepHAIbHBIE Cyrtounast no3a nisi | Cyrounas Cnocod Kparnocts
npenaparbl aereit Ho3a nus BBeJleHUSI | BBeJEeHUs
B3POCJIBIX
#lledrazmmum** B Bozpacre 1o 2 21 Wuramsauuu | 2
(popma ISt HHBEKITHOHHOTO mec: 25 — 50
MIPUMMEHEHH ) MT/KT/CyT, cTapiie 2
mec — 50-100
MT/KT/CYyT
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JUTSL THTAJISIAH )
(mpoTHBOMOKAa3aH NETIM JI0 6
MeC. JKU3HH)

#ledrasumam 300 mr/kr 9-12r B/B 3
#MeporeHneM™** 250 mr - 500 mr - HNuransauum | 2
(opma ISt HHBEKITHOHHOTO
TIPUMEHCHHUS )
#MeporeneM™** 120 mr/kr 6T B/B 3
Munepanummna+Tazobaktam | 400 - 500 mr/kr 13,5 B/B 3
# Ko-TpuMokcazon 20 mr/kr (110 2880 Mr B/Bu 3
[Cynbdamerokcazon+TpuMer | TPUMETOIPUMY) BHYTpPb
ompum| **
#Jokcnmukmua** Heru ¢ maccoii tena | 1 genp-200 Mmr | BHyTph 1-2

JI0 45 KT B IIEPBEIi 3areMm 100 mr

IIEHb - 4 MI/KT, B OIIMH pa3 B

MOCJISIYIOIINE HH - | CYTKH

2-4 MI/KT.

Jersim ¢ maccon

Tenna oosee

45 xr - KaK

B3POCIIBIM
#Xnmopampenukoa** 50-100 mr/kr 2—-4r Buytps, B/B | 3-4
#Tuamdenukosa TIUIUHAT 500 -1000 mr 1000 mr HNuransauuum | 2
alleTUILMCTENHAT
#KomucTumeraT HaTPHS 2-4 M EJ 2 — 4 muu EJ] Haramanuun | 1
#lledonepason + 150-200 mr/kr 8r B/s 2
[CynbbakTam]**
#Murenem + 50-100 mr/kr B neup | 2-4 v B/B 3-4
[[TumacraTia]** 0 UMHUTIEHEMY
#lImurneneM 250 mr -500 mr - Wuramsamquu | 2
+[Iunacratun]**
#MUHOIMKINH Hersm crapmie 8 mer | Cpemasist BryTps 2

HA3HAYAIOT B HaYaJIbHas 1034

HayajabHOU f03€e 4 npenapara Jis

MT/KT MacChl Tea, B | B3POCIBIX

NaJIbHEHIIeM - 2 coctaiser 0,2

MI/KI MAacChl Tena I, B

Kaxaple 124. NAJILHEUIIIEM -

0,1 r kaxnapre 12
q

#T oOpaMurua™* (pacTBop 600 mr 600 mr HNuransauum | 2

Ilpumeuanus:
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Tpu nHanuyuy MeOUYUHCKUX NOKA3AHUL (MO JHCUSHEHHBIM NOKA3AHUIM, GKIIOUAS. UHOUBUOYANbHYIO HENEePEHOCUMOCb, Odjiee
— NO JICUBSHEHHbIM NOKA3AHUAM) NO PeueHulo 6pauebHOl KOMUCCUU OCYWEMBIAemcs HA3HAYeHUe JeKapCmEeHHblX
npenapamos He no MexicOyHapoOHOMY HEeNAHMEHMOBAHHOMY HAUMEHOBAHUIO, A NO MOP20BOMY HauMeHosanuio (yacmo 15
cmamou 37 Dedepanvrozo 3axona om 21.11 2011 Ne 323-D3 «06 ocrosax oxpanvl 300poebs epaxcoar Poccuiickot
Dedepayuu» u nynkm 6 Ilopadka HasHaueHus JNeKAPCMEEHHBIX NPEenapamos, Gopm peyenmyprvix OIaHKO8 Ha
JleKapcmeeHHvle npenapanol, Nopsaoka 0QopmaeHUs. YKA3AHHBIX OIAHKOS, UX YUema U XPaAHeHUsl, YIMBEPHCOCHHO20 NPUKAZOM
Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue epauebHOU KoMuccuu o@opMAsemcst nPOMoKOIOM U GHOCUMCS 6
MEOYUHCKYIO OOKYMEHMAYuIo nayuenma.

Tpumenenue nexapcmeenno2o npenapama He 3apecucmpupo8anHblX 8 UHCMPYKYUU J1eKAPCMEEHHO20 CPe0CmBEa NOKA3AHULL
NPOU3BOOUMCST O PEUEHUI0 8pa4ebHoll Komuccuu ¢ paspewienus JIOKanbHo20 2Muuecko20 KoMumema MeOUyUHCKoU
opeanuzayuy  (Mpu  HAIUYUY), APU HATUMUU NOONUCAHHO20 UHDOPMUPOBAHHO2O Cco2nacus pooumenell (3aKOHHbIX
npedcmasumerieti) u pebenka 6 sozpacme cmapuie 15 nem.

3.1.3.7 AuTu6akTepuajibHas Tepanus MUKOOAKTepuo3a

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

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

YYP-C, Y11 -5).

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

YYP-C, Y11 -5).

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

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

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

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

OTCYTCTBHUC POCTa MHK06aKTCpHﬁ Ha MUTATCJIBHBIX CPpCAaxX HEC MCHEC YCM B TPCX MOCICAOBATCIBHO

88



B3STHIX OOpas3iax JauarHocThueckoro wmarepuana (Mokpora) [204,205,206,207,208], (Ilpuka3s
Munzapasa PO ot 21.03.2003 Ne 109 «O coBeplieHCTBOBAHUH MPOTUBOTYOEPKYIIE3HBIX MEPOTIPHUITHI
B Poccuiickoit ®enepauun» (IIpmnoxkenue 11), HMHCTpyKIHMs 10 yHU(PHUIMPOBAHHBIM METOJAM
MUKPOOHOIOTUYECKUX HCCIICJOBAHNHN TP BBISBICHUH, TUATHOCTUKHU U JICUCHUU TYOCpKYJIe3a).
YYP-C, Y1 -5).

3.1.3.7.1 AuTn6aKTepuaabHas Tepanusi MUKOOaKTepno3a, BbI3BaHHOro M. abscessus

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

. PexomennoBano nmanuentam ¢ MB 1 HTBM nipoBoauTh aByxdaszHoe JieueHne MUKOOaKTepro3a,
BBI3BaHHOTO TpezcTraButensMu M. abscessus complex — (as3a HHTEHCHBHOTO JICUEHHS JIOJKHA
CMEHSATHCS (a30i MOIEPIKUBAIOIIETO JICYSHHUS C IEIBI0 dpaIuKallii JaHHoro Bo3oyaurens [206,207].
(YVP—C, VI -5).

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

- UHmMeHCuHas (haza OO0NNCHA BKIIOUAMb eHCeOHEBHbIll NepPOPANbHbILL  NpUem MAaKpoIuod
(npeonoumumenvro Hazumpomuyuna**) 6 couemanuu c Hamuxayurnom™* eHympueennHo Ha
npomscenuu 3-12 Hedenb, a makdce O0O0HO2O0 UNU HECKOIbKUX U3 CAeOVIOWUX NpPenapamos:
sHympugenno Hmueeyuraun**, Humunenem+yuracmamun** unu #Hyegpoxcumun (mabn.17), umo
onpeoensemcsi (HO He OUKMYemCsi) pe3yibmamam. mecmos Ha 4y8CmeumelbHOCHmb K AHMUOUOMUKAM,
Jnumenvhocms  hazel UHMEHCUBHO2O JNleHeHUs 3A6UCUM OM CMeNneHu maxicecmu 3a001e6aHus,
PE3YIbMAMO8 HA3HAYEHHO20 eUeHUs U NePEeHOCUMOCIU NAYUEHMOM JeKaAPCMBEHHOL CXembl,

- noooepixcusarouias Gaza O00JNCHA BKIIOHUAMb eHCCOHEeBHbIU NEePOPANbHbIL Npuem MaKpoIuod
(npeonoumumenvro #azumpomuyuna**) u unearayuu #amuxayunom™* ¢ couemanuu ¢ 08yms-mpemsi
U3 Creoyowux OONOJIHUMENbHBIX AHMUOUOMUKO8 NEPOPANbHO. #MuHoyuKiul, #moxkcugroxcayun™* u
#aunezonuo™* (mabn.17). Boibop npenapamos onpedensemcs (HO He OUKMYemcsl) pe3yibmamami
Mecmos Ha 4y8CMEUMENbHOCHb K AHMUOUOMUKAM,

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

Cxema emympugenHo2o 68edeHus #Hamukayuna** c #Hyegoxcumunom w/unu Humunenemom u/unu

#mueeyurxnunom sengemcs naubonee pacnpocmpanennou. K npenapamam ¢ ycmanosenennoii in Vitro
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AKMUBHOCTBIO OMHOCAMC MAKPOAUOwl (Hraapumpomuyun** u #azumpomuyun**), #aunezonuo**, a
maxoice nepuooudecku. #yunpoghroxcayun™* u/unu #moxcuproxcayun**(maon.17).

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

Hapsaoy c¢ #amuxayunom™*, Humunenem+yunacmamun™>, a makoce meponenem™™ sensomcs
npenapamamu 8bl00pa 6 Kavecmee CONYMcCmeyowel 6HYmpUeeHHOU mepanuu,; npenapamsl Umeron
8bICOKYVIO AKMUBHOCMb N VItro, 8 MO 8pemMs KaK npodhuib noOoYHbIX 3(hhekmos brazonpusimuee, 4em y
yeoxcumuna u mueeyukmuHa*> (maon.17).

Axmusnocmo in vitro #xaiapumpomuyuna** neckonvko eviwe, uem y #Hazumpomuyuna**, oouaxo
OaHHble NO GIUAHUIO KAXHCO020 U3 IMUX Npenapamos Ha sxcnpeccuio eena erm [209] npomusopeuusvi
[210,211,212]. #Knapumpomuyun™* (mabn.17) sensemcs b6onee CuibHblM UHSUOUMOPOM (hepMEeHMHOU
cucmemol P450, uem #azumpomuyun™*, nosmomy nobounvie 83aumo0eucmeus npenapamos ¢ Hum
bonee pacnpocmpaneHoi.

#/lunezonuo™* (mabn.17) demoncmpupyem akmusHocms in vitro 6 npubauzumensuo 50% xyremyp M.
abscessus. Tem He meHee, He0OXOOUMO Oe€UCMBOBAMb C 0COOOLU OCHOPOICHOCMbIO NPU JIEYCHUU
NAyueHmo8 ¢ XPOHUHECKUMU CORYMCMBYIOWUMU — UH@EKYUAMU — MEMUYULIUH-DEZUCTEHMHO20
30I0MUCMO20 CMAPDUIOKOKKA, M.K. OIUMENIbHAS. Mepanusi TUHE30IUOOM MOICem CHPOBOYUPOBANTL
pezucmenmuocms MRSA.

Dmopxurononsl u #munoyukiun u #ooxcuyuxiun**(maon.17). peoxo oemoncmpupyrom akmugHOCHb
in vitro, xomsi onu u 8KOUeHbl 8 cmanoapmuyio cxemy ewenus [205,206,207].

e Kareropuyecku HE PEKOMEHAYETCS NPUMEHEHHE MOHOTEpAlud MAaKpOJIUIAAMU WU HHBIM
AHTUMHUKPOOHBIM CPEICTBOM TMpH JIeYeHHMH MHKoOakTeprosa, Bei3BaHHOro HTMB wu3 rpymmer M.
abscessus complex c menpro npegoTBpaiieHus pa3uTus pesucrentaoctn HTMB [205,206,207].
YYP-C, Y1 -5).

Tadmamua 17. AHTHOaKTepUaTbHBIEC TIPENapaThl, IPUMEHSEMbIE Y MAIlIEeHTOB ¢ MyKOBUCIUI030M, TIPH
BBICEBE M3 MOKPOTHI/OpOHXHAIBEHOTO cekpeTa MukoOakrepuit Micobacterium avium complex (MAC) u
Mycobacterium abscessus complex (MABSC) [2,205,206,207], [Tpuka3 Munzapasa P® ot 21.03.2003
Ne 109 «O coBepIleHCTBOBaHUH MPOTUBOTYOEPKYJIE3HBIX Meponpusituii B Poccuiickoit @enepannmny.
WucTpykuums mo yHH(QUIIMPOBaHHBIM METOaM MUKPOOMOJIOTHYECKUX UCCIIEIOBAHUI IPU BBISBICHUH,
JMarHOCTUKH U JIeYCHHH TyOepKyesa.
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IAHTHOAKEpHATBHBIH Npenapar CytouHnas no3a | Cyrounas go3a [Cnocod KpatHocTh
IJIs1 mereit 1151 B3POCJIbIX  |BBeJI€HHUSI BBeIeHUs
HAMHIKaH* * Jletsm: 15-30 15 mr/kr B/B 1
MT/KT
IToxpoctkam: 10-
15 mr/kr
MakcuManbHas
imoza: 1500 mr
H#AMUKamH** 250-500 mr 250-500 mr WuraxsimuonHo |2
#A3uTpOMUITH* * Jletsim: 10-12 250-500 mr BuyTpb 1
MT/KT
ITonpocTkam:
ITO3UpPOBKA IS
B3POCITBIX
MakcumanbHas
imo3upoBka: 500
M
#lledokcuTun 150 200 mr/kr B/B 3-4
MT/Kr(MaKkcHUMab [((MakcuMasbHas
Has qo3a — 12 mo3a — 12 r/neHp)
r/IeHB)
#Kmapurpomura** 7,5 mr/kr 500 mr BHYTpb 2
(MakcuManbHas
imo3a — 500 mr)
He 500 mr B/B 2
E€KOMEHIYeTCsl
#Ko-Tpumokcason [cyns(hamerokcazon + 10-20 Mr/kr 1920 mr BuyTpb 2
TpUMeTOTIPUM|*™* (mo B/ 2
[TPUMETONIPUMY)
#OTamOyToI** Muagenuam 1 |15 mMr/kr BuyTpb 1
meTsiM: 15 Mr/kr
moapocTkaM: 15
MI/KT
#Munenem+[acTaTua]** IPacuer mo3el mo  |Pacuer no3sl o [B/B 2-3
MMHIICHEMY: MMHIICHEMY:
[Ipu macce Tena  |[lanueHTsl €
Imo 40 xr — 60-120[maccoii Tena
MI/KT >50Kr:
(MakcumaibHas  [2-2,25r (1rx2p/nu
imo3a — 2000 mr), |uam 750 Mr x
3p/nH)
[TanimeHTHI C
Maccou Tena
<50xr — 30 mMr/kr
(15 mr/xr x
2p/nH)
#JTunesomua* * <12 met: 10 mr/kr|600 -1200 mr BuyTph 1-2
12 net u craprue:
10 Mr/kr
(MakcUMaTbHas
imo3a- 600 mr)
<12 mer: 10 mr/xr|[600 — 1200 mr  [B/B 1-2
12 net u craprue:
10 Mr/xr
(MakcrManbpHas
imo3a- 600 mr)
#Mokcudmokcarma** 7,5-10 mMr/kr 400 mr BuyTph 1
(MakcrManbpHas
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imo3a — 400 mr B
ITCHB)
7,5-10 mr/ 400 mr B/B 1
(MaxkcuMasbHas
imo3a — 400 mr B
ITCHB)
H#MUHOLMKIVH 2 Mr/kr 100 mr BHyTph 1-2
(MakcumasbHas
imo3a — 200 mr)
#JokcnuukH** <12 met ¢ maccoii 200 mr BHyTph 2
(TIpOTHBOITOKA3aH JAETSM /0 8§ JIeT) rena <50kr:
4MT/KT
12 ner u crapiue:
200 mr
# Pucdammumn** 10-20 Mr/kr <50 xr 450 mr  [BHyTpH 1
(MakcumanbHag  [>50 kr 600 mMr
imo3a — 600 mr)
Pugabyrun™** 5-10 Mr/kr 150-300 BHyTph 1
(MakcuManbHasg (150 mr, ecnu
mo3za — 300 Mr)  |[manueHT
pUHAMAaeT
CUJTBHBIN
HHTHOUTOP
n3odhepmeHTa
CYP3A4
450-600 mr, ecnu
[aLeHT
[PUHIMAET
CHIIBHBII
CTUMYJIATOD
CYP3A4
#CrpenToMuua™®* 20-40 mr/ 15 mMr/kr B/B 1
(MakcuMasbHas |(MakcuMaibHas |B/M
imoza — 1000 mr) |mo3a — 1000 mr)
H#TUrequkiInue™** 8-11 net: 1,2 100 mr B/B 2
MT/KT
(MakcuMabHas
imo3a 50 Mr)
12 net u crapue:
lynapHas o3a -
100 mr, 3aTeM —
50 mT
[Ipumeuanue:

#I1prMeHeHne TeKapCTBEHHOTO TIperapaTa BHE 3apErHCTPHPOBAHHBIX B MHCTPYKIINH JIEKAPCTBEHHOTO CPEJICTBA
MOKa3aHHUH MTPOU3BOIUTCS MO PELICHHUIO BpaueOHOH KOMUCCHH C pa3pereHus JIoKaaIbHOro STHYECKOro KOMUTETa
MEIUIMHCKOW OpraHu3anuy (Mpyd HAJIMYUH), TPH HAIMYUH TIOJIHCAHHOTO HH(OPMHPOBAHHOTO COTJIACHS
ponuTeneit (3aKOHHBIX TpecTaBUTeNel) 1 peOeHKa B Bo3pacre crapiie 15 ner.

Bce npenapatsl, npumensiemsie npu Micobacterium avium complex (MAC) u Mycobacterium abscessus complex
(MABSC) nasnauarorcst Bue uucrpykiuu (0ff-label) mo sxus3nenHbpIM MoKazaHusIM.

Bo3pactHple orpaHuueHWs yKazaHbl B JO3UPOBKAX JUIsi JETed, pacyer INPHBOIUTCS B COOTBETCTBHU C
CornacoBaHHBIMHA PEKOMEHJAIUSIMH AMepuKaHCKoro (oHma KucTo3HOro (uopoza (MyKOBHCIHIO032) U
EBpomneiickoro o0miectBa KHCTO3HOrO (HOpo3a MO JICYSHUI0 MHUKOOAKTEpHO3a y MAlMEHTOB C KHCTO3HBIM
¢$uOpo30M, peKOMEHIAIMSIMH 110 BEICHHIO OOJIe3HEH JIETKUX, BEI3BAHHBIX HETYOePKYJIE3HBIMU MUKOOAKTEPHIMHU
U IpyTHMH COTJIACUTENBHBIME JJOKyMeHTaMu [2,205,206,207].

Taoauma 18. Baxnbie noOOYHBIC/TOKCHYECKHE JEHCTBHSI aHTHOAKTEPUAIbHBIX MPENapaTtoB u
PEKOMEHIyeMble MeTo il KOHTpoJis 3a Oakrepusmu MAC u MABSC npu MB [1,2,176,205,206,207]
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[Ipenapat Yactele moOovHbIe/TOKCHYECKHE | MeTombl KOHTPOIIS
IEHCTBHS
#AMukanuH** [Toueunast TOKCHYHOCTH IIpoBepka KOHLIEHTpaLUU
aMHUKaIlMHA B KPOBH ™
IIpoBepka KOHLIEHTpaLuu
KpeaTHUHHHA B KPOBU
OTOTOKCHYHOCTS (3BOH B ymax, | [IpoBepka cuMnToMaTuku,
MOTEpsI CIyXa Ha BHICOKUX IlepBuuHoe obcnenoBaHue,
4acToTax) MIPOBECHNE TIEPUOUUECKUX
ayJIuorpaMm
#AzurpomunuH** TomHOTa, pBOTA, AUApEs IIpoBepka cUMNITOMAaTHKH
OTOTOKCHYHOCTH IIpoBepka cUMNITOMaTHKH,
ayJIUOTPaMMBI
CunApOM YIJIMHEHHOTO OKT
unTepBaua QT
#Knapurpomunus** l'ematut IleueHouHBIE TTPOOBI
HckaxeHne BKyCOBBIX IIpoBepka cUMITOMAaTHKH
OIIYIIEHU I
3aMeIeHHBIN TTe9eHOYHBIN IIpoBepka cUMITOMAaTHKH
Merabonn3M pudadyTrHa
#llepokcutun Jluxopazka, ChlIlb IIpoBepka cUMITOMAaTUKH

Do3nHOGUINS, aHEMHUS,
JIEHKOIIeHUs!, TPOMOOITUTOTICHUS
WuTtepdhepeHys ¢ ApyruMu
NpOOUPHBIMU aHAIN3AMU IS
U3MEpEeHHs KpeaTHHHHA
CBHIBOPOTKHU KPOBH

OO0mmi KIMHAYECKAI aHaIn3
KpOBH

Hcnonw3oBath npyrue
aHaJN3bI

#Ko-Tpumokca3zon

TomHoTa, pBOTa, TUapes

[IpoBepka cuMNTOMaTUKA

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

JIuxopanka, ChIllb, CHHIPOM

CruBenca-J[»xoHCcOHA [IpoBepka cUMNTOMATHKA
#IramOyTOIT** Hesput 3puTensHOro HepBa [IpoBepka CHMITOMATHKH

[lepudepuueckas HeBponaTus

(TToTEps IIBETOBOTO
3pEHUS/OCTPOTHI 3PEHHS)
[lepBuuHOe oOcnenOoBaHmE 1
HPOBE/ICHHE MTEPUOANIECKIX
TECTOB JUISI IPOBEPKU
I[BETOBOT'O 3PEHHS U OCTPOTHI
3peHns’

3axioueHne odranbMosora
IPY BO3HUKHOBEHUHT
CHMIITOMOB

IIpoBepka CHUMITOMATHKY;
UCCIIeI0BaHNE TPOBOIMMOCTH
HEPBOB

#MuneHeM+IMIaCTCTUH**

T'ematut

[ledenouHbIE TTPOOBI
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#lIMuneneM+uuaacTaTUuH**
(Tpomomkenue Kypca)

TowmHoTa, poTa, TUapes

[IpoBepka cuMOTOMATUKHI

#JIunezonuo** AnemMus, TEHKOICHHUS, OOwmuii KIMHAYECKUH aHaIn3
TPOMOOITUTOI EHUS KpOBH
[Tepudepuueckas HeBponaTHs
IIposepka
CHUMITTOMATHKH/KITMHAYECKasI
Herpur 3putensHoOro Hepsa OLICHKA/3JICKTP O U3 OJIOT U
[IpoBepka cuMnTOMaTUKu
(TOTepst IIBETOBOTO 3PCHUS U
OCTPOTHI 3pEHUS)
[TepBuunOE 00CHETOBaHUE U
MPOBEJICHUE MIEPHOINICCKUX
TECTOB LISl IPOBEPKH
[[BETOBOT'O 3PEHUS H OCTPOTHI
3peHust
3akiroueHre opTaIbMosora
NP BO3HUKHOBEHUH
CHUMIITOMOB
#Moxcudnokcarua™* TourHora, pBOTa, qHAapest [MpoBepka cUMNTOMATHKA
becconnuria, GecrokoiicTBo, IIpoBepka cMMITOMAaTUKHU
TPEBOKHOE PACCTPOHCTBO
TenauHuT IIpoBepka cMMITOMAaTUKH
CBeTouyBCTBHTEIHHOCTh [IpoBepka cHMIITOMAaTHKH
CuHApPOM YIITMHEHHOTO OKI
uaTepBana QT
H#MUHOIMKITIH CBeTouyBCTBHTEIHHOCTh [IpoBepka cHMIITOMATHKH

TomHoTa, pBOTA, IUapes
T'onoBokpyxeHue
IIurmMenTanusa Koxxu

[IpoBepka cuMNTOMaTUKA
[IpoBepka cuMNTOMaTUKA
KimHnueckas onenka

#Pudammuma** u #pudadbyrun™*

OpamxeBoe OKparBaHNe
OMOJIOTMYECKUX KUAKOCTEH
(BO3MOXKHOE OKpAIIIBAHNE
KOHTaKTHBIX JINH3)
T'ematut

TomHoTa, pBOTa, IUapes
Jluxopasxka, 03HO0
TpombonuToneHus

IlouedHas HEXOCTaTOYHOCTH
(pudammumuH)

Y CKOpEeHHBIN MOYEYHBIH
MeTab0I13M MHOTOUUCIICHHBIX
JIeKapCTB

[IpoBepka cCUMNITOMAaTUKU

[TeueHOIHBIEC TTPOORI
[IpoBepka cUMNTOMATHKA
[IpoBepka cUMOTOMATHUKHU
OO0t KIMHAYECKUH aHATH3
KpPOBH

AHanus3sl KpoBU

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

#Pudabyrun**

JleiikoneHus

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

OO0 KIMHUYECKNAN aHaIn3
KpPOBH
[IpoBepka cHMIITOMATHKH

HpOBepKa CHUMIITOMAaTUKH
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#CrpenTomMuua** [ToveuHast TOKCHYHOCTh PerynspHbie npoBepKky ypoBHS
CTPENTOMHUIIMHA B CHIBOPOTKE
KpOBH

PerynspHbie npoBepKky ypoBHS
KpeaTHHHUHA B CHIBOPOTKE
KPOBH

OTOTOKCHYHOCTSH (3BOH B yIlIax,
MoTepst CIIyXa Ha BBICOKUX
4acrorax) [IpoBepka cHMNITOMATHKH,
[lepBuuHOE 00CIIEIOBAHHE,
MPOBEJICHUE MIEPHOINICCKUX

ayJIMorpaMm
#Turenuknua** TomHOTa, pBOTA, AUApEs IIpoBepka cUMNITOMAaTHKH
ITankpeatur IIpoBepka KOHLIEHTpaLuu
AMHUJIA3bI B CHIBOPOTKE KPOBU®
I'unonporenHemust IIpoBepka KOHLIEHTpaLuu
ajgp0yMHHA B CBIBOPOTKE
bunupyOnnemus KpOBH

[IpoBepka KOHIEHTpalUKU
OmpyOnHA B CEIBOPOTKE
KpOBH

! Ins monydyenus makcumanbHOro ypoBHs B 20-30 Ur/MJI M MUHEMAIILHOTO YPOBHS <5-10 pr/miL.
’[Tpu mpueme 25 MI/Kr/IeHb HEOOXOIMMO MPOXOTHTH EKEMECTIHBIE OCMOTPHI

3V nwI1 ¢ MOYeYHO# TOCTATOYHOCTHIO

3.1.3.7.2 AuTubGaKkTepuajibHasi Tepanusi MUK00AKTepH030B, BbI3BaHHbIX MAC

(Mycobacterium avium complex)

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

e B ciydae ¢ 4yBCTBUTEIBHOU K #KIAPUTPOMULIMHY** (hOpPMON TOpaXeHUsT HETYOSPKYIJIE3HBIMU
muko6akTepusmu Jerkux (HTMB) rpynmst MAC pekomMeH0BaHO TPUMEHSTH JICKAPCTBEHHYIO CXEMY
JICYEHHUST HA OCHOBE €XKETHEBHOIO IEpOpalbHOrO ImpueMa Makpoiauaa (IpeanoyTHUTENIbHO
#asurpomunmHa**), #pudamnunuaa** u #aramOyrona** (tabdma. 17) [205,213];

(YYP -C; Y -5).

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

npuema anmudbuomuxog o nevenus HTMBJI epynnot MAC;
IIpu nevenuu HTMBJI epynnet MAC nposodums nauanvhwlil Kypce #amukayuna™>* eHympugento
npU HATUYUU OOHO20 UNU HECKObKUX HUNCECAEOYIOWUX YCIOBULL:
- NOJOANCUMENbHBIN MA30K HA Hanauyue Kuciomoycmoudugvix oakmepuii (KYbB) ¢ mamepuane u3z
ObIXAMENbHBIX NYyMell;
- PeHmM2eHON02UYeCKds KapMUHa 00pa306aHus 6 1e2KuX KagepH uiy majicesou uHgexyuu,

- CUCmemHble NPpU3HAKU 36160]166’61H1/l}l,'
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Jlewenuem nayuenmos ¢ popmoti HTMBJI epynnvt MAC, pezucmenmuoii k #xaapumpomuyuny **,
O0IJHCHBL COBMECMHO 3anumMamvcsi cneyuaaucmol 6 oonacmu HTMB u MB.

Iayuenmoi ¢ 6blcOKOU 6AKMEPUATLHOU HACPY3KOU (CO2IACHO NOJONCUMENbHOMY Pe3yIbmamy 8
mecme MUKPOCKONUU MA3KA MOKPOMbL, HATUYUIO KABEPHbI U/UNU CYUWECNBEHHbIX B0CHANUMENbHBIX
npoyecco8 8 JecKUX, UlU CUCeMAMU4ecKUxX CUMNMOMO8 HA PeHmeeHe) MO2Ym NOYY8CMB06aAmb
VAyuuenue nocie nepeoHauyanvHozo (1-3  mecaya) Kypca uHvekyuu Hamuxkayuma**  unu
#cmpenmomuyuna™*(mabn. 17) 6 dononinenue Kk Cmanoapmuomy Kypcy Jlederus U3 mpex npenapamos
071 nayueHmos ¢ 3abonesanuamu neekux, evizeannvimu MAC. HUmeowuecs 0annbie He NOKA3b18AI0M
Pasnuuuil Mexcoy moKCUHHoOCmolo npu npueme 15 me/ke #amuxayuna™* (mabn. 17) 1 paz 6 denv unu 25
Me/ke mpu pasa 6 neoemo [214].

Ilpumenenue #amuxayuna™* 6 eude uneanrayuii (nekapcmeennas gopma Ons UHveKyuil) (mao..
17) emecmo sHympugsenno2o amuno2auKo3uda moxcem bovlms Hojiee nPeonoUmumenbHblM 86UV MeHee
MUaAmenbHo20 HAOMOO0eHUs U MEHbULe20 MOKCUYECKO20 OelCmeuUs, 0OHAKO OAHHble De3Vibmamos
JledeHUss OCmaromecs HenoIHbIMU, U dQPOEKMUHOCms maxKoeo nedenus Ok NAYUeHMO8 C KABEePHOl
JIe2KUX, ¢ CyOmepaneemuiecKumu ypoGHsIMU JIeKapcme comwumensha [162].

o Kareropuyecku He peKOMEHTyeTCsl IPUMEHEHHE MOHOTEPAITUH MAKPOJIHTHBIM ITPETIapaToM HITH
WHBIM aHTUMHUKPOOHBIM cpencTtBoM mpu jedennn HTMBJI rpynmer MAC ¢ nensio npoduiakTuKd
pasButHs pesucrentHoctr [206,207].

(YYP -C; Y -5).

Kommenrapmii: Ocnosubimu ghakmopamu pucka 0ns pazumust y nayueHmos ¢ 3a0071e6aHUAMU 1e2KUX,
gvizeannvimu MAC, ycmoiiuugocmu x #xnapumpomuyuny™™ s61a0mces Makpoiuonas MOHOmMepanus u
npeovloyujee JeyeHue MaKpoIuoamu ¢ HecoOOMEEMmCmaEyIouwumMu OONOTHAIOWUMU NPenapamami.
Ilosmomy, Heobx00uMO He3aMeOaUMenbHO NPEKPAmums npuem MaKkpoIudos (00bI4HO NPONUCHIBAEMbIX
8 Kauecmee NpomMuGOBOCHAIUMENbHbIX npenapamos npu MB) nocie uzonsyuu muxobaxmepu, npu
IMOM MAKPOIUObL HUKO20A He OOINCHbI NPONUCHIBAMbCSL OJisL Ie4eHUs 3a001e8aHULL TE2KUX, GbI36AHHbIX
MAC, 6e3 08yx coomeemcmayiouux 0ONOIHAIOUWUX NPEenapamos.

Maxkponuonas mepanusi 06bIuHO He PEKOMEHO08AHA NPU 3a001e6anuUsxX eeKux, evizeannvix MAC, npu
yemouuueocmu Kk #xnapumpomuyuny** [213] 00naxo makpoaudst mo2ym oxkazviéams 61a20NPUAMHOE
enusinue npu MB 6Onaeodaps ceoum ceoticmeam ne-anmubuomuxos. Knapumpomuyun-ycmorivuevie
nayuenmol ¢ 3a001e6anusmMu 1e2kux, evizeannvimu MAC, mozym ucnvimuvleame 3¢pghexm om neverus
NnapeHmepaibHo20 AMUHORIUKO3UOA, #pudamnuyuna™* (0oviuno #pupadbymuna™®*) u #amamoéymona™*
8 couemaHuu ¢ OOHUM UNU HECKOAbKUMU OONONHAIOWUMY npenapamamu (yuumvléas Hebobuioe
KOIUYeCm80 OAHHbIX NPAKMUYecKux pexkomeHoayui) (mabn. 17), makumu kax #Hpmopxunononsi

[213,215,216]. #Pupabymun**(mabdn. 17) modxcem dasamov nonroxcumenvuviii 3¢pghekm npu ieveruu
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KIapumpOoMUyuH-yCmou4ugslx NayueHmos ¢ 3a001e6anuamu neckux, avizgannvimu MAC, oonako uacmo
npoABNAIOMCcA NOOOUHble 0eliCmeUus (0COOEeHHO, Nnamono2uyeckKoe usMeHeHue Kposu, paccmpoicmeo
HCENYOOUHO-KUULEYHO20 MPAKMA, NOAUAPMPAN2Us), KOMOpble MPeOyIom CHUINCEHU 003bl UU NOJIHOU
ocmanoseku nevenus [217,218,219].

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

YYP-CYIO-5).

. PexomeHn10BaHO AIMEHTOB ¢ MYKOBHUCIIUI030M C 3a00JI€BaHUSIMU JIETKUX, BbI3BaHHBIME HTMb
obcnenoBath Ha npeamer ABJIA, Tak kak MUKOOAKTEPHO3bl, HEPEAKO COYETAIOTCA C aJIEPTUYECKUM
OpOHXOJIETOYHBIM aCTIePrUILIe30M U/HITH BhiceBamu TprboB poaa Aspergillus B mokpote win oOpasmax

OpoHxoanbBeoSIpHOTO JTaBaxa [205].
(VYP —C V1 -5).

Kommenrapuu: B makux ciyuasx pekomeH008aHo nposooums mepanuio obeux ungexyui. Ilockonvky
#pugamnuyun™* (epynna npomusomybepkyniesHvle npenapamvl) yCKopsiem HnO4eyHulli Memadoausm
MPUA30NI08bIX NPOMUBOCPUOKOBLIX NPEenapamos, JledeHue dcnepeunie3a npu 3a0071e6aHUAX JIeSKUX,
svizeanuvix MAC, npeocmaensemcs bonee crodichvim. llepswviii cnocob — npumensmo #pughadbymun **
emecmo #pupamnuyuna™** (neuenue #Hpugpabymurnom™* conpogosxcoaemcs uHOyKyuel neyeHOUHbIX
Gepmenmos, omuocawuxcs K noocemeticmsy yumoxpoma P450) 6 couemanuu c o0OvIuHBLIMU
dononusowumu npenapamamu 0ns spaouxayuu MAC u #eopuxonazonom™* unu #nozaxonazonom™**,
KOMOopwlll Modicem Oblmb MeHblULe NOOBEPIHCEH OeltiCEUI0 OONONHAIWUX npenapamos #pugdadbymuna **,
uem #eopukonazon**, ¢ Koppekmuposkou 003Upo8KU 8 COOMEEMCMEUU C YPOBHAMU KOHYESHMPAayuil
(mabn. 17) [205,222,223]. IIpu neoocmynnocmu mepanesmuyecko2o i1eKapCmeeHH020 MOHUMOPUHSA

emecmo #pupamnuyuna** moxcem npumensmocs #amuxayun* uepes nedynauzep [162,205,224].
3.1.4 Tepanus nopakeHuii Jerkux, BI3BaHHBIX rpudamu poxa Aspergillus

Pezynomamor nposedennoco 6 HUH meouyunckou mukonoeuu um. I1L.H. Kawkuna ¢ 2014-2017
22. UCCNIeO08aHUsL CGUOEMENbCMEYIom, Ymo KoloHusayusi ovixamenvhvlx nymeu Aspergillus spp.
gosHuxaem y 22% nayuenmog ¢ MB, a paznuunvie éapuanmel acnepeuinesa - 9,2% [225].

Haubonee wuacmvui eapuanm acnepeunne3a y nayuenmos ¢ MB -  amnepeuueckuil
bponxonezounviii acnepeunnes (AbJIA). Yacmoma ABJIA y noopocmkos u e3pocivix nayuenmos ¢ MB
— 10-15%, peoice y demeti maaouezo eospacma [40,41].

XAJI pazsusaemcs y 2-5% nayuenmos ¢ MB. Hnea3zusHblll acnepeuiiies 1eeKux y NayueHmos ¢

MB so3znuxaem peoxo (0,5-1%) [225].
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I'pubvr pooa Aspergillus moeym rkononusuposams ovixamenvhvle nymu nayuenmos ¢ MB unu

6bl3bl6ANIb,

6 3asucumocmu om COCMOSHUA MMMyHHOi;Z cucmemsl nayuenma,

aniepeuyecKuil

oponxonezounviii acnepaunnes (AbJIA), xponuweckuu acnepeunnes neexux (XAJI) u uneazusHwiil

acnepeunnes (MA) [17,39,85,86].

. PexomMeH10BaHO IPUMEHEHNE AHTUMUKOTHYECKUX IIPENApaTOB KaK STHOTPOIIHOM Tepanuu Ipu

ABJIA u XAJI (ta6m.19) [17,39,8
(YYP - C, VI - 5).

5,86].

Ta6auna 19. AuTumukoTHKH, mpuMensiembie ipu ABJIA u XAJI [17,39,85,86]

AHTHMHKOTHK CyTouHbIE CyTtounbie 10361 [[IyTh BBeienusi [KpaTtHoctb
IM03BI /151 1eTel ISl B3POCIbIX npueMa B J1eHb
#Bopukonazon** 18 Mr/kr 400 mr BuyTpb 2
(TIpOTHBOMOKA3aH JETSIM 10 2 JIET)
#Bopukonazon** 18 Mr/kr B 12 mr/xr B B/ 2
(IpOTHUBOIMOKA3aH JETSIM 10 2 JIeT) [[IEPBBIE CYTKH, [[IEPBBIE CYTKH,
Barem 16 mr/kr  patem 8 mr/kr
#lTpakonazon imo 12 met 5 400 mr BryTpb 2
(TabeTKN MPOTHBOITOKA3aHbI MI/KT, cTapiie
meTsM 10 3 J1eT) 12 ner 200 mr
#I1o3akoHa3011 - 300 Mr2pB 1 BHYTPb 1 (B mepBBIH JCHDb
TabJIeTKH neHb, 3aTemM 300 — 2p/nH)
MI/CYT
#I1ozakoHazom** - 600 Mr BHYTPb 2-4
CYCTICH3Hs I IpUeMa BHYTpPb
(mpoTuBOMOKa3aH aeTsiM 1o 13 ser)
#Kacropyarua™* 70 mr/M° B 1-i (70 mMr B 1-it JIeHb, [B/B 1
(TIpoTHBOMOKa3aH JETSIM 10 3 MEC |IeHb, 3aTeM 10 3aTteM 1o 50 Mr
PKV3HH ) 50 Mr/m?
(cyrouHas mo3a
He BoITe 70 MT)
#Amporepurina B 3-5 mr/kr/cyr  [3-5 mr/kr/cyT B/B 1
[mumocoManbHEIH ].
#Amdorepurn B [JInnm bt S Mr/KT/CyT S Mr/KT/CyT B/B 1
KOMITIEKC]
#Amporepunna B** 0,6-1,0 0,6-1,0 mr/kr/cyT [B/B 1
MT/KT/CyT
#Amporepurina B 12,5 mr 12,5 mr HUHT AU N InBa pasa B
[umocoManbHEIH | yepes HEJIEITI0
(popma TSt HHBEKITHOHHOTO HeOymnaiizep’:
[TPUMEHEHH )
(mpoTHBOMOKa3aH AeTsM 10 1 mec
PKU3HH)
#Amporepunne B [JIunwmansriil 2,5 mr 12,5 Mr HUHT AN nBa pasa B
KOMILITEKC] uepe3 HEJeIIo
(popma 17151 UHBEKIMOHHOTO HeOynaiizep:
IpUMEHEHUs])
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IIpumeuanns:
*IIpumenenue nexapcmeenno2o npenapama y oemeti ne 3ape2UCMpupOSARHbIX 8 UHCIPYKYUU TEKADCMEEHHO20 CPeOCmea

NOKA3aHULL NPOU3BOOUMCSE NO peuleHuio 8paveOHol Komuccuu ¢ paspeuienus JIOKanbHo2o ImMuyeckozo Komumemad
MEOUYUHCKOU OpeaHu3ayuy (Mpu HAIUYUL), NpU HAAUYUU NOONUCAHHO20 UHDOPMUPOBAHHO20 CO2NACUs pooumenetl
(3axoHHbIX npedcmagumeriell) u pebenka 6 sospacme cmapue 15 nem.

L - Hpumenenue nexapcmeennvix popm Ons napeHMepanrbHO20 NPUMEHEHUS 6 6UOe UHSANAYULE PAZPEULAeICS KOHCUMUYMOM
CREeYUAIUCMO8 NO JACUSHEHHBIM NOKA3AHUAM C pazpeuterust JIOKAIbHO20 IMUYecK020 KOMUmMmema MeOUYUHCKoU Opeanu3ayuu,
npU HATUYUY NOONUCAHHO20 UHOPMUPOBAHHO20 Co2Nacusi pooumenell (oneKyHa) u pebenxa 6 so3pacme cmapuie 15 nem, 8
VCI0BUAX CREYUATUZUPOBAHHO20 CMAYUOHAPA. B danbHeliuwem npu xopouiell nepeHoCUMoChu npuem npenapama paspeuteH
6 amOy1amopPHLIX YCIOBUSIX.

2 - Uneansyuu #Amgpomepuyuna B [nunocomanvrozo] unu #Ampomepuyuna B [Jlunuonozo xomniexca] mozym 6vimo
albMepHamusoll Ul  OONOJIHUMENbHOU Npomueocpubrosol mepanuei 6 Jjevenuu ABJIA npu nedocmamounou
ahpexmusnocmu  mepanuy  CUCMEMHLIMU  AHIMUMUKOMUKAMU, HenepeHocumocmu  azonvhulx JIC unu nomenyuanbHo
ONACHDIX IeKapcmeenHblx g3aumoodeticmeusix [162,226,227].

Ilpy  Hanuyuu  MeOUYUHCKUX —NOKA3AHULL (MO JCUSHEHHbIM — NOKA3AHUSAM, — GKIIOHAs — UHOUBUOYATLHYIO
HeNnepenocumMocms, oaiee — no HCUSHEHHbLIM NOKA3AHUSM) NO PEeUeHUI0 8Pa4eOHOU KOMUCCUU OCYEMBISIeMCs HAZHAYeHUe
JIEKAPCMBEHHbIX Npenapamos He Nno MeHCOYHAPOOHOMY HEeNaHMEHMOBAHHOMY HAUMEHOBAHUWIO, d NO MOP20BOMY
Haumenosanuro (wacmo 15 cmamou 37 @edepanvrozo saxona om 21.11 2011 Ne 323-D3 «0b6 ocnosax oxpanwl 300po6bsi
epascoan Poccuiickou @edepayuuy u nynkm 6 I[lopsaoka naznauenus 1eKapcmeeHHbix npenapamos, hopm peyenmypHvix
OnanKO8 Ha JNleKapcmeeHuvle Npenapamvl, NOpsiOKa OQOPMIEHUs YKA3AHHBIX ONAHKO08, UX Yuemd U XpaueHus,
ymeepoicoenno2o npukazom Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue pauebnoti komuccuu ogopmasiemcs
NPOMOKOIOM U BHOCUMCSL 6 MEOYUHCKYIO OOKYMEHMAYUIO NAYUEHMA.

Ilpu ucnomvzosanuu #eopuxonazona** u opyeux cpedcme epynnvl mpuazonog ecez0a ciedyem YUumvleans
603MOICHOCHb EKAPCMBEHHbIX 3aumodeticmsuil. Hanpumep, npu nasnauenuu #eopurxonazona** crnedyem ommenHums
pudpamnuyun®*  unu  Opyeue undykmopwl pepmenmog yumoxpoma P-450 (uneubumopvr npomowHou  nomnwl,
Kapbamazenun™*, gpenumoun™*), nOCKoIbKy 6 9MuUX CLyHAsIX mepanesmudeckast KoHyenmpayus #eopuxonazona™™ ¢ niazve
U MKAHAX 00bIYHO He 00CUeaAemcs.

YV nayuenmos, nonyuaiowux orumenvhylo mepanuio #80puxkoHazonom**, mozym pazeumvCsi KOJICHble peaxyuu
gomouyscmeumenvhocmu. Bo epems newenusi nayuenmam pekomeHOyemcs u3be2amv UHMEHCUBHO20 UMU ONUMENbHO2O0

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

° [Tpu ABJIA pexoMeH1I0BaHO IPUMEHEHUE KOPTHKOCTEPOUIOB JJII CHCTEMHOT'O TPUMEHEHUS
U IPOTUBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEJICTB TPYIIIBI TPHUA30JI0B (F¥BOPUKOHA301** U #UTPaKOHA301)
(Ta61.19)[39,85,228].
(YYP-C, Y1 -5).
Kommenrapmii:  #llozakonazon™* npumensaiom npu HenepeHOCUMOCMU UMU HEBO3MONCHOCIU
npumeHenus #eopuxonazona™* unu #umpaxonazona

Hcnonvzosanue kopmuxocmepouoos Ojisi CUCEMHO20 NPUMEHEHUs] PeKOMEHOO08AHO Npu

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

Jna kynuposanus 6pOHX00OCMPYKMUBHO20 CUHOPOMA U IOZUHOPUILHBIX UHDUILIMPAMOS 8 J1e2KUX
HazHauaiom npedHuzonon™* no 0,5-1,0 me/xe/cym uiu Opyeol KOpMUKOCMEPOUO CUCEMHO20
oeticmeust 8 O9KEUBALEHMHOU 003e (Hanpumep, Memuinpeonuzoion™*) e meuenue 14 Oueil 6
3a8UCUMOCIU OM CMeNneHU OPOHX00OCMpPYKmMueHo2o cunopoma. Ilocrnedyowee chudxcenue 0o3vl (om 5
00 10 me kadicovie 0ge Hedenu) 6 meuenue 1-3-5 mecayes. IlpodondicumenbHocmy nevenuss 3a8Ucum om
akmusHocmu u msdcecmu 3abonesanusi. Huzxas noooepacusarowasn ooza (om 5,0 0o 7,5 me / cym)
Modcem  nompebogamuvca 6 meueHue ONUMENbHO20 6peMeHU Ol KOHMPOs 3a001e8aHus U
npedomepawenus peyuousos y nekomopwix nayuenmos. [229,230 ].

Kpumepuamu s¢hghexmusnocmu  cayscam Kynuposanue KIUHUYECKUX NPUSHAKOB, UCHE3HOBEHUE
903UHOPDUNLHBIX UHDUILMPAMOE 8 1ecKUX U CHUdCeHUe Yyposus obwezo IgE 6 coieopomie kposu. Ilocie
docmudicenus 3¢pghexma nocmenenHo CHUNCarom 003y npenapama N10Mms 00 OMMeHvl 8 medenue 3-4
Heoeb.

Bo epemsa pemuccuu nayuenmul 6 cneyuguueckor mepanuu He HyHcOaomcs.

Ipu peyuouse ABJIA 6nosb npumensiiom #eopuxonazon™* unu #umpaxonaszon (mabn.19) 6 meuenue 2—
4 mec, npu svipaxcennom bOC — npeonuzonon™* unu memuanpeonusonon **,

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

Ilpumenenue npomusocpubKOBbIX 1EKAPCMBEHHBIX CPeOCmE epynnbl mpuasonos y nayuenmoe ABJIA
n036015em 00CHMOBEPHO YMEHbUUMb NPUMEHEHUE KOPMUKOCMEPOUOAO08 OJis CUCTNEMHO20 NPUMEHEeHUS,

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

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

KypC MPOTUBOTPHUOKOBBIX JICKAPCTBEHHBIX CPEJICTB, JIeUeHUE «POHOBOT0» 3a00JICBaHUS M YMEHBIICHUE
STPOTEHHOW HMMYHOCYIIPECCHH, a TAKXKE XUPYPTHUECKOTO yAaleHus 04aroB nopaxenus. [15,17,18].
YYP-C, Y1 -5).

Kommenrapmii: [layuenmor ¢ XAJI mnyscoaromcs 6 OnumenvHom HaAOM0O0eHUuu Oisi KOHMPOs
3a0601e8aHUsL U CBOEBPEMEHH020 JledeHust peyuousda. OCHO8Y AHMUMUKOMUYECKOU mepanuu
cocmasnsiem NpUMeHeHUue NepopanvbHuix H#Heopukonasona** unu Humpaxomazona (ma6bn.l19)).
#llozaxonazon™* npumenarom npu  HENEPEHOCUMOCMU  UTU  HEBOZMONCHOCMU  NPUMEHEeHUs
#eopurxonazonra™* unu #umpaxonasona. #Kacnogyneun** (maon.19), a maxowce #Amgpomepuyun B

[runocomanvrouii] unu #Am¢pomepuyun B [JTunuonsiii komniexc] unu obvrunsviil (maba. 19) naznauarom
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8/6 npu HedppekmusHocmu nepopalbHLIX NPOMUBOSPUOKOBLIX NEeKAPCMEEHHbIX CPEOCME 2pPYNNbl
MpuUazonos.

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

MOKpOmBbI.

Koppexyus ummynnozo degpexma 00b1uHo docmueaemcs yCneunbim leyeHuemM 0CHO8HO20 3a001e6aHUs
U CHUdMCEHUEM 003bl KOPMUKOCMEPOUOO08 OISl CUCEMHO20 NPUMEHEHU.

Xupypeuueckoe emeuiamensCmeo — 8adCHbIN KOMNOHEHN KOMNAEKCHO20 Nedenusi XAJl. Oonosnaunvim
NOKA3aHUeM A614emcsl 8bICOKUL PUCK UTU pa3eumue 1e204H020 Kpogomedenus. Ymoovl ymeHbuumeo
8epOSIMHOCMb UHGUYUPOBAHUA MKAHEU U pA36UMuUs cChneyuuyeckol smnuemsl niespvl, 00 U Nocie
onepamueHo2o nedenus npumensom #eopukonazon** unu #umpakonason (xupypauveckomy ne4enuio
MO2ym Npensamcmeosams pacnpoCmMpaHeHHOCHb NOPANCEHUS, MANCECMb COCMOAHUL NayueHma u
8bIPAJNCEHHASL  ObIXAMENbHASL HeOOCMAMOYHOCMb, 4 MAKHCE MHOHNCECMEEHHble ACNePIULIOMDYL.
Yacmoma ocnoxcuenuil (KposomeueHue u np.) npu onepamueHom ievenuu moxcem oocmueamos 5—20%.

3.1.5 Tepanusi BHELIHECEKPETOPHO HEAOCTATOYHOCTH MOMKETYA0UYHOM Kejie3bl

e 3aMecTUTENbHYIO Tepanuio maHkpeatnueckumu depmentamu ([lankpeatun™*), (B Buze
MUHUMHUKpochep, ¢ pH-4yBCTBUTENbHBIM MOKpPHITHEM 0€3 NPUMEHEHHS] METAaKpUIOBOW KHUCIOTHI
[231,232,233,234,235] ¢ nu 6e3 KeIaTHHOBOM KarCyJjibl) PEKOMEHI0BAaHO Ha3HAYATh BCEM IMAI[HCHTaM,
BKJIIOYasi HOBOPOXAEHHBIX ¢ MB, MMM KIMHUYECKUE MPOSIBICHUS KUIIEYHOTO CHHAPOMA WU
HU3KYIO KOHIICHTPAIMIO TaHKpeaTHuecKo »sjactaszbl-1 B kae (<200 MKr/r) mpw OTCYTCTBUHU
npotuBonoka3anuii. llenp BMemaTtenbcTBa — KOPPEKIHMS BHEUIHECEKPETOPHOU MaHKpeaTHuecKoin
HEJ0CTATOYHOCTH (M0 KIIMHUYECKUM MOKa3aTelNsM U OTCYTCTBHE HEHTPAIBLHOTO KHpa B KOIPOTpaMMe)
[2,19,233,234,235,236].

(YYP-B, ¥y - 3).

KOMMGHTapHﬁ: HDM nposedeﬂuu 3aMeCcmumeibHol mepanuu Heobx00uUMo KOHmpoJjaupoeamas.

- nokazamenu KONpOSPAMMbl, 8 Nep8yro ouepedb KOIUYECMBO HelUmpaibHO20 HCUpd,
- ygcmomy u xapaxmep cmynd,
- edlceMeCsuHYI0 npUbasKy Maccvl meaa u OUHAMUKY pOCma nayuenma.

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

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

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

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

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

Oyenka 6e3onacHocmu 1e4enus - N0 KIUHUYECKUM NPUSHAKAM.

Jlonoanumenvhole 3aMeYanUs.

Iloo6op 003 nankpeamuueckux ghepmenmos npo8oOUMcs IMIUPUYECKU.
o Jloza nankpeamuna uHOUBUOYAIbHA OJIsL KAAHCOO20 NAYUESHMA.
o ¥V oborvuwuncmea nayuenmos 003a 00axCHA 0CmMasamvcsi MeHbuie unu He npegoiuiams 10 000 EJ]
no aunaze Ha 1 ke maccvr mena 6 cymxu unu 4000 E/] na 1 e nompebnennoeo scupa.
o Iloobop 003bl MOIN*CHO HaYamMb 8 3A6UCUMOCIU OM MACCbL mejd, 4mo cocmaeisem 6 Hauaie
neuenuss 1000 E/l/ke no nunaze na Kaxcowlili npuem nuwyu 051 Oemeti maaoute wemvipex nem u 500
EJl/ke no nunaze 6o epemsa npuema nuwu 015 Oemell cmapuie yemsvipex Jiem U 83pocivix. B
oanbHeluem 003a MO}cem NOCMeNneHHo NOBbIUAMbCS 00 HOPMAIUZAYUU CUMNIMOMO8 Ceamopeu.
o3y cnedyem onpedensimv makce 8 3A8UCUMOCIU OM GbIPANCEHHOCMU KUULEYHO20 CUHOPOMA,
pe3yibmamos KOHmMpOoJia 3a cmeamopeeti U N000epHCAHUsL A0eK8AMHO20 HYMPUMUBHO20 CIamycad.
o Hosopoowcoennvim na kadxcovie 120 ma numanusi (CMecob Uil HceHCKoe MOIOKO) CIMapmosas 003d
paccuumvisaemcs kak 2500-3333 EJ] nunaser (1/4-1/3 kancynvt npenapama ¢ akmuenocmoto 10 000
EJ[ nunaswer 6 kancyne). Omu 00361 coomsemcemayiom npumepro 600-800 E/] nunaswl na 1 2 nuwesvix
JAHCUPOG WIH TIO Y2-1 MEPHOM JIOKKE KHIEYHOPACTBOPUMBIX Tpanys u3 ¢uakonos [11, 12, 37]. B
Hacmosuee 8pemMsa peKOMeHOYemcs noocyem NAHKpeamudeckux hepmeHmos no nompeonsiemomy
acupy ¢ pacuemom kodguyuenma na 1 ep ocupa. Jloza paccuumviéaemcs UHOUBUOVATLHO.
Jonycmumvie 3nauenus koagppuyuenma om 500 oo 4000 E/] na 1 ep scupa.
o V paoa nayuewmos, ocobennHo npu  6eIKO80—dHEPIeMUUECKOU — HedOCMAmo4HOCU,
2UNepayuoOHoOCmu U Opy2ux COCMOSHUAX, MOA*CEM NOHAO0OUMbCS NOBbIUEHHAST 0034 NAHKPeamuHa
oonee 10 000 E/] no nunaze na 1 ke maccol mena 6 cymxu unu 4000 E/] na 1 2 nompebaennoeo scupa

[237,238,239,240,241,242,243,244,245].
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o He cnedyem nogviuwams 003y gepmenmos 00 ouens gvicoxoul (>18000-20000 Eo nunazwvi/xe 6
cymku). B oanvhetiwem 0oza noosepeaemcsi KOppekyuu HA OCHOBE KIUHUYECKUX CUMNMOMO8 U
nabopamopuwix oannvix. Credyem nomuums, ymo npumepuo y 10% nayuenmos nedocmamounocms
no0HCeNyO0UHOU Jcene3bl He noddaemcs noanou koppexyuu [19].

o agpgexmuenocms mepanuu NAHKPEAMUUECKUMU PEPMEHMAMU UHO20A MONCHO NOBLICUMb NPU

**k
O0OHOBPEMEeHHOM npumeHenuu #Hpamomuouna ~ (npomusonoxazan 6 0emcKoM e8o3pacme),
panumuouna’ (npomusonokasan oemsam 0o 12 nem), omenpazona’ (npomueonoxazan 0emam 00 2
*x

Jem) unu 330Menpaszond  (neiiemvl - NPOMUBONOKA3aHbI Odemsam 0o 1 2o0a, mabremxu
npomugonoKazanvl oemsam 0o 12 nem. Jlannvie npenapamvl mo2ym Obimb HAZHAYEHbI 8 CIyYde
NOMpeOHOCMU  3HAYUMENbHO2O VBelUudeHUuss 003 NAHKpeamudeckux @Gepmenmos u/uiu npu
omcymemeuu  ux JeyebHo2o Ipgexkma, umo Mmodcem Obimb 00YCIOBNEHO NOBLIUEHHOU
KUCTIOMHOCMBIO JHCETYOOYHO20 COKA U HeOOCMAMOUYHbIM oujerayusanuem xumyca 8 12-nepcmmotl
kuwxe [22,89].

3.1.6 Tepanusi SJHIOKPUHHON HEIOCTATOYHOCTH MOIKeTYA0UHOM Kee3bl (M3CI)

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

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

YYP-C, Y1 -5).

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

YYP-C, Y1 -5).

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

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

YYP-C, Y1 -5).

KommenTapuii: Dghpexmusrnocmov nepopanvhvix eunoziukemuueckux cpeocms o mepanuu M3C/[ ne
ookazana. Ilpu newenuu M3CJ] pexomenoyemcs npumensams OONIOCHYIO CXeMYy HpUemda UHCYIUHOS.
Mooicem npumensamvbcsi cmaHOapmublll pexscum 0a3anbHO-60110CHO20 86€0eHUsl UHCYIUHO8, BKII0YAs
KombuHnayuio bazanvnoco (Mucynunsl u ananocu OnumenbHo2o Oeticmeus) u O6blcmpooelcmeayouezo
(Uncynunvl u aumanocu 0Ovicmpo2o Oeucmeus) UHCYIUHA NYymeM MHO2OKPAMHBIX eHCeOHEeBHbLX
NOOKOMCHbIX UHBEKYUU Uiy oOvicmpooeticmsyroujeco uncyauna (Mucynunvl u aumanoeu 6vicmpozo
oelicmeust) nymem Henpepul8HOU NOOKONHCHOU un@ysuu (uncyrunosas nomna). Ilayuenmos ciedyem
HAy4umo yCmanagiueams 003y UHCYIUHOB 8 COOMBENCMBUL C COOEPIHCAHUEM V2Tle80008 & UX Nuuye.
Ecmb ouenv oepanuyenHvle 0anHbie 00 UCNOIb308AHUU NEPOPATLHBIX SUNOTUKEMUYECKUX NPEenapamos
npu M3C/]. U3 nepopanbHulx cunoeiukeMuieckux npenapamos, 3ape2ucmpupo8aHublx Ha meppumopuu
Poccuiickoti  @edepayuu  usyuenvl npou3eoomvie CYIbQOHUIMOUEBUHBI, Mempopmun™™, npoyue
npomusoziukemuieckue npenapamol (penaziunud**) u muazonuounouonsl. Ippexm e doxasam.
AHnanoeu enoxka2oHono0o6Ho20 nenmuoa- 1 (UHKpemunsl Uy UHKpemuHMUMemudeckue ad2eHmol) Mo2ym
uepame 8AX*CHYI0 pONb, HO NOKA mpebyemcs npogecmu OONOTHUMENbHbIE UCCIe008aHUs, 4mMOoDbl
gblHeCmU 00KA3amebHble PeKOMEHOAYUU.

J Bo Bpems o6ocTpeHuil Je€ro4yHoro mnpoliecca pPEKOMEHIYeTCs dYalle MPOBEepATh YPOBEHb
rikemMun (10 3-6 pa3 B J€Hb), KOTOpasl MOBbIIaeTcs Ha (OHE BOCHAICHUS U YBEJIUYUTH 03y
WHCYJIMHA, KaK OOJIFOCHOTO, TaK M 0a3MCHOTO C LIEJIbI0 ONTUMAJIBLHOIO KOHTPOJIS YPOBHS TIIIOKO3BI B
KPOBH U CBOEBPEMEHHOM KOPPEKIMH 103bI HHCYTHHOB [50,91].

YYP-C, YOI -5).

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

J PekomennyeTcss mpoBeneHre MOHHUTOpHHTra ocioxxHeHuit M3CJ] corimacHo MOHUTOPHHTY
Apyrux Gopm nuadera At OpraHu3anuu npodunakruaeckux meponpustuii [50,91].

(YYP-C, Y1 -5).

3.1.7 Tepanus nopakeHusi Ne4eHU

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

(HpOTI/IBOHOKa3aHI/IC J0 3 et JJIg KarlCyJ, HCT HpOTHBOHOKBB&HPIfI UL CYCIICH3WU UIA ITpUEMa BHyTpB)
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nauentaMm ¢ MB ¢ nenbio npenoTBpaiieHus renaroonaInapHol MaToJIOTHU U TEPArui MMEIOLUXCS
MOPaXCHUH MeYEHH PU OTCYTCTBHH MEIUIIMHCKHUX MMPOTHBOTIOKa3aHui [1,2,22,248,249].
YYP-C,¥a1-5).

KomMmeHnTapmii:
Ilpomueonokazanua: unousuodyarvbHas HenepeHoCUMOoCmyb, OCmpble GOCHANUmMENbHble 3A0071e6aHUS

HCENUHO20 NY3bIPAL.
Buvioop nekapcmeennvix gpopm: npenapamol, gvinyckaemvie 8 guoe Kancyl u cupona (0as oemeltl ¢
maccou 0o 34 ke), 0ozuposka 15-30 me/ke 6 cymxu.

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

Ouenka 6e3onacHocmu J1edeHus: HeooxXooum nepuoouyeckull (2 paza 6 200) KOHMPOb AKMUBHOCTU
ANAHUHAMUHOMPAHCPEPA3L, ACNApMamamMuHmopancgepasvl, werouHol gocghpamasvl 8 Kposu (cm.
Pa3zoen 2. Jluacnocmuxa).

Tem ne menee, 6 Hacmosujee 8pems, YOeOUMeNbHbIX OOKAZAMENbHBIX OAHHBIX O NPe0OmEpPaujeHuUl
pazeumust pubposza u yupposa na ¢one npuema YIXK nem [250].

THayuenmam ¢ MB pexomendyemcs MUHUMUZUPOBAMb NPUMEHEHUE 2eNAMOMOKCUYHBIX JIeKAP CMBEHHbLX
cpedcms, uckuouenue anxkozons [2,249].

. PexomeHi0BaHO MpH pa3BUTHH XPOHUUYECKON MIEUEHOYHOM dHIIC(ATONIaTHH, ACIIUTA, BAPUKO3HO -
pacIIMpeHHBIX BEH MHIIEBOA U JKeIynKa 3-4 CTENeHH W KPOBOTECUCHHUS M3 HHUX MPOBOJUTH TEPAITUIO
COTJIACHO COOTBETCTBYIOIIMM KIMHHYECKUM peKoMeHaanusam [2,249,251].

YYP - C; YIIO-5).

KommenTapuu: gopmuposanue maxux OCLONCHEHUL CMPEYAOMCs HeYdacmo, HO, mem He MeHee,
mpebylom SKCMpeHHbIX mep nedeHus. Pady nayuenmos mooicem noHaooOumvcs mpaucnianmayus
neuenu (cm.pazoen 3.4 Xupypeuueckoe neuenue), 6 nacmosiyee epems 6 Poccuiickot Dedepayuu
nposedero 16 mpancnianmayuil.

3.1.8 Tepanus ocreonopo3a y nauueHTos ¢ MB

3aoauamu neueHus ocmeonopoza AGNAOMCA: NpedOmsepaujeHue nepeiomos KOcmel, No8bluleHuUe
Kauecmea JHCU3HU, 3amedNeHue Uil npekpaujerue nomepu KOCMHOU Maccwl, y oemell - obecneyenue
HOPMAbHO20 pocma.

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

YYP-C, YA -5).

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

nanpeHTaMm ¢ MB B kauecTBe TCpariuu HEAOCTATOUYHOCTHU BUTAMUHA Ds BUC IIpUcMa OJJUH pa3 B ICHb
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CKEJHEBHO WM OJMH pa3 B HEACHIO (B SKBUBAICHTHBIX J03aX) JUIs MOJAAEPKAHHMS KOHIICHTPAIUH
25(OH)D coiBopotku He Menee 30 ur/mi (75 amonb/n) (Ta6:m.20) [96,253,254, 255].
(YYP - C, VUL -5).

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

sumamuna D y demeil u é3pocnvix ¢ MB (E/])

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

0-3 1500-2000 2000

4-10 2000-3000 4000

11-18 2000-4000 10000

>18 2000-4000 10000

e PekoMeHIOBAaHO Tepamuio ocreornopo3a mnpu MB  mpoBOAMTH  COTJIACHO — KIIMHUYECKUM
PEKOMEHIaNUsM 110 ocTeonoposy [36,125,252].

YYP-C, Y1 -5).
KommenTapuii: Bonpoc o npumenenuu oucocghonamos pewaemcs 8 uHOUBUOYAILHOM NOPAOKe C
VUemom MUHePaiIbHOU NJIOMHOCIU KOCMHOU MKAHU, MATIOMPABMAMUYHBIX NEPELOMO8 6 AHAMHE3e U
MPAHCHIAHMAYUOHHO20 CIAMYCca
Ilpu newenuu oucoconamamu y nayuenmos ¢ MB nonyuenvt doxazamenvcmea ysenuuenusi MITK
OoHnako manoe uyucio HaONVOEHUll He NO360IULO BbIAGUMb CHUNCEHUE DPUCKA NepesiomMos npu
onumenvrHocmu nevenus 2 200a [256].
Jnumenvnocms  neuenus  Oucgocponamamu  onpedensgemcs  uHousuoyanvHo. Haszumauaromces
bucgpocponamel 6 Oemckoli npakmuxe peuieHuemM KOHCUIUYMA 6paded Ulu Npu paspeuieHuu

Omuueckoco Komumema u NOONUCAHUU blHd)OpMupOGClHHOZO 606p060ﬂbH020 coziacus podumeﬂ;mu

pebenka [257].

106



3.19 Tepalmﬂ XPOHUIECKOI'O PUHOCUHYCUTA H HA3AJILHOI'O IMOJIUIIO3A

e Pexomenmyercs uppuranonnas repanus npu Haamaun XPC [122,258].

(YYP - A, VI - 1).

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

e PexoMeHayeTCs Tepanus KOPTUKOCTEPOHIaMU B BUIC HA3aIBHOTO CIIpesi MPU HAIWMYUHU HA3aJTHHOTO
nostumo3a [96,259,260].

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

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

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

Myxkorumuueckas mepanusi.

3.1.10 KoHcepBaTuBHasi Tepanus Jero4YHoro KPOBOTeYeHUs U KPOBOXaPKaHbS

Jlecounoe kposomeuenue ecmpeuaemcs edxice200no y 4,0% e3pocnvix nayuenmos (pecucmp 2017
2.), Kpoeoxapkamve pazHOU UHMEHCUSHocmu ecmpeyaemcsa uawe. Ilpuyuna paseumus 2mux
OCNIOCHEHUL 3aKII04UAemcsl 8 PeMOOeIUPOSAHUU 1e20YHO MKAHU U PA3BUMUL NAMON0SUYECKU U3BUMbBLX
U YBEeNUUEHHBIX OPOHXUANbHBLIX apmeputl. B psode ciyuaee ameuoepaguuecku e noomeepaicoaemcs
passumue namolo2uieckKux OPOHXUAIbLHbIX apmepuil U NPUYUHOU KPOBOXAPKAHbS ABIAEMCS IPO3UBHOE
nopasjcenue Ciu3UCmMou OpoHX0IKmMa308. JleuebHvlie meponpuamus 6KIOUAOM 6 cebsi CHUMCeHue
AKMUBHOCMU 2HOUHO20 BOCNANIEHUSI 68 OPOHXAX, 2eMOCMAMUYecKyl0 mMepanuio U Xupypauieckoe
nocooue.
. PekoMeHOBaHO B KadyecTBE TI'€MOCTAaTHUYECKON Tepanuu MalueHTaM C KpOBOXapKaHbEeM
OPUMEHATh dTaM3WwIaT** (BHYTPUBEHHO WIM BHYTPb) W/WIM MHIHOUTOpHl  (puOpHHOIU3A:
aMUHOKampoHOBasi ~ Kuciota** u  TpaHekcamoBas  kucrnota**. Ilpu  HesddexkTuBHOCTH
BBIIICNIEPEUHUCICHHBIX ~ NPEnapaToB  pPEKOMEHJOBAHO  IPUMEHEHHWE  MpernapaTtoB  KpOBU:
CBEXX€3aMOpoKeHHas TuiazMa, PakTop cBepThiBaHus kpoBU VIII** dakropsl cBepThIBaHHS KpPOBU
(Dakroper cepthiBanust kpoBu II, VII, IX u X B xomOunammu [[IpoTpoMOMHOBBIN KoMIUTEKC]**,
Onrakor anbda (akTHBUpOBaHHBIN)**) [261,263,264,265].
YYP-C, Y1 -5).
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Kommenrapun: Kypc ecemocmamuueckux npenapamos HA3HAYAemcss HA HECKOIbKO OHell 00
KYRupogaHus Kpogoxapkauvs. Ha evicome necounozo Kposomeuenus OONOIHUMENbHIU 3pdexm
MOodicem oKazame 00KIA0bI8aHUE 2PYOHOU KIeMKU TbOOM.

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

YYP-C, Y1 -5).

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

. PekomeH10BaHO MpoBeaeHNE OPOHXOCKONUHU MalMeHTaM C KpoBOXapkaHbeM Ha (ponHe MB mo
MOKa3aHMsIM BO BpeMsI KPOBOTECUCHHSI/KPOBOXAPKAHBsI C IENBI0 BRISICHEHHS HCTOYHHKA KPOBOTCUCHHS,
KaK 3Tal MOJArOTOBKHY K JalTbHEHIIEMY XHPYPTHIECKOMY ITOCOOHIO, HETTOCPEICTBEHHOTO KYITHPOBAHHUS
KPOBOXapKaHbsI TIPOBEICHUEM OpOHXOOJIOKAINH, CAHAIIMH TPaxeoOpOHXHATFHOTO JIepeBa OT CTYCTKOB
KPOBH TPH MPOBEJICHUU UCKYCCTBEHHOW BEHTHIISAIMU JieTkux [261,264].

(YYP - C, YIII - 5).

J IIpu Hea(h(heKTUBHOCTH KOHCEPBATUBHBIX METOAOB, HAPACTAHUU 3IN30J0B KPOBOXAPKaHbS U
pa3sBUTHM JIETOYHBIX KPOBOTEYEHUH mnamueHtaM ¢ MB pexkoMeHIoBaHO XHpyprudeckoe mnocobdue
[261,264].
YYP-C, Y11 -5).
KommenTapmii: cu. pazoen 3.4 «Xupypeuueckoe neuenuer.
3.1.11 Tepanus abIXaTeJIbHOI HETOCTATOYHOCTH

Hvixamenvuas nedocmamouyHocms - 3mo  NAMONO2UYECKUL CUHOPOM, NPU KOMOPOM NAPYUATLHOE
HanpsiceHue KUciopooa 6 apmepuanvroti kposu menvute 80 mm pm.cm. (SpO2 95%) u/unu napyuanvroe
HanpsiceHue yenekuciozo 2asa ooavuie 45 mm pm.cm.

Ilo eépemenu pazeumus paziudarom ocmpyro (Hapacmanue CUMRIMOMOS 8 MeYeHUe 4aco8 Ul OHell)
U xpoHuueckylo (¢ meyernue neoenv unu mecayeg) JJH. C kiunuueckoi mouku 3peHus yeiecooopasHo
ewe 8bl0eNAmb OCMPYIo ObIXAMeNbHYI0 Hedocmamounocms Ha @Qone xponuyeckou (OJH na ¢gonue
X[H).

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

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

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

. PexomennoBano npoBeneHue kucinopoporepanuu npu PaOz <55 MM pr.cT. B mMokoe, Win npu
PaO, <60 MM.pT.cT. B TOKO€, HO TPU HAIUYHMA OTEKOB, TOJHMIIMTEMHUH, JICTOYHOW THUIEPTEH3UU
[128,129].

YYP-C, Y1 -5).

KommenTapuu: «3or0mouy cmanoapm ouaeHOCmMuKy HapyueHuil 2a3000MeHa — 3a00p aHaiu3 Kpogu
HA KUCTIOMHO-0CHOBHOE COCMOSHUE U3 JIYUEBOll apmepuu.

- Kucnopooomepanusi pekomenoosana ne menee 15-24 uacos 6 oenw

- Lenesoti yposenn.: SpO2 90-92%
. PexomennoBana HeuHBasuBHas BeHTwiinus Jserkux (HUBJI) npu runepkanHuueckoin
JIBIXaTeIbHOW HEJ0CTATOYHOCTH y mManueHToB ¢ MB [266,267,268]. Llens mposeaenuss HUBJI -
HOpMaJIM3allis Win yiaydmieHue razooomena. K momoxutensHsiM 3¢dexkram HUBJI Taxke mMoxHO
oTHecTH 3G (EeKT yIydllIeHus: JpeHaXka MOKPOTHI 3a CUET 3HAUUTEIBHOTO YIIYUIIEHUS KOJUIaTepalbHOM
BenTHIIAIIMK [261,262].
YYP-C, Y11 -5).
KommenTapuu: [loxasanus x neunsasusenou eenmunayuu neekux npu O/H (npu cobrooenuu mpex
VC08Ull):

- Taoicenas ooviwka, yuacmue 8 ObIXaHUU 8CHOMO2AMENIbHBIX MbLUY U NAPAOOKCATIbHOE ObIXAHUE

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

- Boipaoicennas cunoxcemus (PaO2/Fi02)<200 mm pm.cm.

Toxazanus ons eenmunayuu areekux npu X/{H:
- PaCO2>55 mm pm.cm.

- PaCO;z 50-54 mm pm.cm. u 3nuz00vl HOUHOU UNOKCEMUU

- PaCO; 50-54 mm pm.cm. u uacmwie cocnumanuzayuu 8cie0cmaue no8MoOPHsIX 0OpaueHull
T1loobop pexcuma u napamempos 6eHMUAAYUU OYeHb UHOUBUOVATLHO U 80 MHO20 3A8UCUM O UCXOOHO20
COCMOsIHUA nayuenma.
Xponuueckas ovixamenvbHas HeOOCMAMOYHOCb — ABNAEMCA NOKA3AHUEM 0TI PACCMOMPEHUs

HanpaejeHusd nayuerma Ha mpaHcCnilanmayuio 1ecKux (CM. pa3dejz 3.4 ((XMpypZU'-t€CKO€ ]ZelleHI/le»).
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3.1.12 KoncepBaTuBHAas Tepanus MEKOHHEBOI'0 Hjeyca
Dopmbl MEKOHUEBO20 UNEYCA

Heocnooicnennas ghopma - naomuwiii MekoHuil opmupyemcs 6Hympuympooro u 3abugaem
oucmanvHwvle omoevl MOHKOU KUWKU, 8bI13bl16AsL OUIAMAYUIO NPOKCUMATbHBIX, YIMOIUWEHUe KUUEYHOU
CMEHKU U KUULEUHYIO HENPOXOOUMOCHb.

IIpu HeocnodcHeHHOM MEKOHUEBOM UTleyCe 803MONCHA KOHCEPBAMUBHAS MePANUsL.

Ocnoodicnennas gopma 0OCmMpyKyuy KUWKU NPUBOOUM K Ce2MeHMAPHOMY 3a80POMy, ampe3u,
HeKpo3y uiu nepgopayuu KUWKU, MEKOHUEGOMY HNEePUMOHUMY UIU HPOUCX00Um 00pasosanue
2UCAHMCKOU MEKOHUEBOLL NCe8OOKUCTIbL.
OCOJICHEHHbI MEKOHUEBBLI UTLeYC 6Ce20d mpedyem IKCMPEHHO20 Xupypeuiecko2o aevenus [22,269].
J KoHcepBaTiBHas Tepanus MEKOHHEBOTO WIIeyca JUTs TUKBUIAIIUHA HETIPOXOAMMOCTH KHIIIEYHNKA
y manueHToB ¢ MB MokeT ObITh peKOMEH/I0BaHA YIS JIMKBUIAIIMY HEMTPOXOAUMOCTH KHUIICYHUKA TIPU
coOMI0IeHNH HEOOXOIUMBIX YCIOBHM:

o OTCyTCTBHE PEHTT€HOJOTHYECKUX PU3HAKOB XUPYPTHUECKUX OCIOKHEHUN

o OTCyTCTBHE NAaTOJIOTUYECKOTO OTACIAEMOTO U3 JKEITyIKa

o OtcyrcTBHE 00J€BOTO CHHAPOMA

o KomnencupoBaHHbIi MeTabOIMYeCKHid M BoleMudeckuii cratyc [123,270,271].

YYP-C, Y11 -5).
KomMenTapum:
Koncepsamuenvie meponpusimus:

o Ilepopanvhoe 88edenue 8000pacmeopumMo20 KOHMPACMHO20 BEWECBd ¢ PEHM2EHKOHMPOIeM
naccasxca no JKKT (A06.17.002 Penmeenokonmpoib npoxoxcoeruss KOHMpAacmHo20 6euecmaea
no JicenyoKy, MOHKOU U 00000UHOU KUlKe)

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

o Buvicokas ouucmumenvras kiuszma ¢ myxoaumuxkamu - #N-ayemunyucmeun 6 pazsedenuu 3 mn

na 200,0 mn ¢gusuonocuueckoeo pacmeopa NaCl noo yrempazeykosvim konmponem 3anonnenus

KUWeYyHuKa uiu 0e3 maxkoeoeco MAKCUMANbHO WAOAWUM CHOCOOOM Bbl6EPEHHbIM 00beMOM

HcuoKocmu

o llosmopHoe myzoe KOHmMpacmuposauue mMOJICMOU KUWKU  PEHMESeHOKOHMPACMHbIMU

8000PACMBOPUMBIMU PACMBOPAMU C CO30AHUEM KOLO-UNedNbH020 pedutorca [270].

3.1.13 KoncepBaTuBHas Tepanus CHHAPOMA IHCTAIbHON HHTECTHHAIBHOMH 00CTPYKIMH

e Tepanus cunapoma IUCTaIbHON HHTeCTHMHaIbHOU oOcTpykumu (CHAMO) y mnamueHToB c
MYKOBHCII030M C LIE€JIbI0 BOCCTAHOBJICHUS I1aCCaXa KUIIEYHUKA — PEKOMEHIYETCS IIPU OTCYTCTBUHU
MIPU3HAKOB KHIIEYHOW HEMPOXOJUMOCTH IpHUMEHEHHe OoJbIuuX 103 #HauerwnucrenHa** 600-
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1200mr\cyTku, naKTyno3sr** ot 5 10 45 M1 B CyTKH B 3 mpruemMa B 3aBHCUMOCTH OT BO3pacTa, 00MIbHOE
MUTHE, TUIIEPOCMOJISIPHBIE PACTBOPHI, HOPMAIM3ALUs PEKUMa U I03UPOBKU MTpUeMa MaHKPEaTUYeCKIX
dbepmentos [1,2,272,273].
YYP-C, Y1 -5).
Kommenmapuii: Ilpu Hneaghpexmusnocmu nposoOUMOU KOHCEPEAMUBHOU Mepanuu, NPU3HAKax
KUWEYHOU HenpoOXoOUMOCMU — ONEPAMUBHOEe JieYeHUue 6 COOMBEmCmEUU C pPEeKOMEHOAYUsMU No
KULEYHOU HenpoxooOuMoCmu.
B nacmoswee epemsa omcymcemeyiom 0okazamenbcmea 6blCOKO20 YPOSHS O Npeumyuiecmsee mozo uiu
unoz2o mepanesmudeckoeo emewamenvcmea npu CHUO 66udy HebOIbULO20 YUCIA UCCIE008AHUL U
peokocmu danHou namoao2uu y nayuenmos ¢ MB [274].

3.1.14 Tepanus ncesao - baprrep cunapoma
. Jleuenne pasusmerocs [IBC y manuentoB ¢ MB pekomMeHI0BaHO ITPOBOJIUTH IpenapaTaMu
Kamus  xyopuaa**, kanuicOeperaroliuMM AMYPETUKaMH Ui  MNPOQUIAKTHKU  3JIEKTPOIUTHBIX
napymenwii [1,2,89,90].
YYP-C, Y1 -5).
KommenTapuu: Ilepopanvhoe 66edenue xnopuoa kanusa™* 603modcrho npu cHudxiceHuu xkaaus om 3,5 00
3,0 mmonvln, omcymemeuu uzmernenuti na IKI. Buympusennas mepanus - npu CHUNCEHUU KAUSL HUNCE
2,5 mmonwvln, npu nanuuuu usmenenuit na KT, npu onumenvrom Hapyuienuu cocmosHus pebenka.
IIpopunaxmuxa eunoxaruemuu 1-2 mmonv/ke maccel mena no 7% pacmeopy Kauus xaopuoa**,
mepanesmuueckas 003a 8600UMCS BHYMPUBEHHO U3 paciema 2-4 mmonvlke u 6onee  3asucumocmu om
VPOBHS Kanusi 8 KpOGU.
B xomnnexcnou mepanuu ucnonvzyromcsa Kanuticoepezarowjue Ouypemuku — CIAPOHOIAKTOH®*
(npomusonokaszawn demsm 0o 3 nem) uz pacuema I1-3 melke.
Ommena mepanuu npo8OOUMcsi NOCMENeHHO, NOcie HOAHOU CMOUKOU HOPMATU3ayuu ypoeHs
NEKMPOAUMO8 8 KpOBU, NpU CMAOUTbHBIX NpudAsKax eeca U NoO KOHMPONEeM KOHYeHmpayuu
NEKMPOIUMOE 8 EHOZHOU KPOSU.

3.1.15 IlaTtorenernyeckas Tepanus (upaxkagrop+iymaxkadrop)

. Pexomenayercss — mpuMeHeHHe ~— KoMOuHanmu — uBakadroptiaymakaprop  (uBakadTop
(motenumatop Oenka CFTR) + nymakaptop (xoppekrop Oenka CFTR)) y mnauueHToB C
MYKOBHCIHI030M romo3uroTHeix o Mytanuu F508del B rene CFTR ¢ menbio matoreHeTHueckoro
JIeueHusl, MOBBIMICHUsI KojudecTBa akTUBHOro Oenka CFTR Ha mOBepXHOCTH KJIETOK AK30KPHUHHBIX
Kené3, MOBBIIICHUS JETOYHOM (YHKIMHU, CHIKEHHS 4acTOThI JETOYHBIX OOOCTPEHUI U 3aMeJUIeHUs
nporpeccupoBanus 3adoseBanus. [117, 275,276].

YYP-AYAO-1).
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KommenTapumu:

Kombunayus usaxagpmop+iymakagpmop noxaszama O0ns jneueHus MYKOGUCYUOO3A V NAYUEHMOS8 8

go3pacme 2 nem u cmapuie, comozueomuuvix no mymayuu F508del ¢ cene CFTR (3¢pgpexmusnocms u

bezonacnocms  KomOuHayuu usaxagmop+iymakagpmop yCmamoeieHa MoONbKO Y NAYUEHMO8 C

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

ecemepo3ucomuom Hocumenvcmee mymayuu F508del y pooumeneti, pexomenoyemcs 0onoinumenbHoe

obcnedosanue (cm. Pazoen: «nabopamopnvie ouazHocmuyeckue uccie008anusy).

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

6o3pacme 2 iem u cmapuie.

Bospacm

Hoza

Obwan cymounas ooza

demckuil ozpacm 2-5 jem u

Mmacca mena menee 14 ke

00HO cawe
usaxagpmop 125 me/
aymaxagpmop 100 me kaxcowvie 12

yacoe

Hsarxagpmop 250 me/
aymaxagpmop 200 me

Odemckuil ozpacm 2-5 jem u

macca mena 14 k2 u bonee

00HO cauie
usaxaghmop 188 me/
aymaxagpmop 150 me kasxcowvie 12

yacoe

Hesaxagpmop 376 me/
aymaxagpmop 300 me

demckuii 6o3pacm 6-11 nem

2 mabnemxu
Hsaxagpmop 125me/
Jlymaxagpmop 100 me  xaswcovie

12y

Hsaxaghmop 500 me/
aymaxagpmop 400 me

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

nayuernnivl

2 mabnemxu
Hsaxagpmop 125 me/
Jlymaxagpmop 200 me  kagicovie

12y

Hsaxagmop 500 me/
aymaxagpmop 800 me

IIpenapam cnedyem npunumamo ¢ dHcupocooepiicaujel nuujeil

= JIpomueonokazanus

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

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

u Bo epemsa npuema npenapama usaxagpmop+iymaxapmop neodxo0umo KOHmMpPOIUPOSAMs

o AxmusHocmbv aANAHUHAMUHOMPAHCHeEPA3vbl U ACNAPMAMAMUHOMPAHCHeEPasbl 6 Kposu U

HUccneoosanue ypoeus obueco ounupyouna 8 Kposu, Hcciredosanue ypoeHs c80000HO20 U

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

o Ilpu Hasnauenuu usaxkagymopriymaxagpmop HeobX00UMO NPOBOOUMb  UCXOOHOE U

nociedyrouue 00c1e008anus opeana 3peHusi Ha npeomem kamapaxkmol (Koncyrnemayus epaua-
ogpmanvmonoea, Ogpmanvmockonus, Buzomempus, buomuxpockonus enasa)

=  Jdhdhexmusnocmov _mepanuu creoyem oyeHusamv uepe3 6 MecAyes NO CHUNCEHUIO YUCIA

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

HUMT. [117]

= Ilpu omcymcmeuu 3ghhexma uepes 6 mecayes mepanuu npenapamom

usaxagpmop-+aymaxkaghmop Heobxoo0umo:

OONONHUMENbHOE 00CNe008AHUE HA HOCUMENLCMBO KOMNIEKCHO20 ANelsl - CEeKGeHUPOBAHUe
sceco 2ena CFTR Ona ewiaenenus Hocumenbcmea KOMNWIEKCHbIX ajllliel, KOmopwvle MO2ym
obycnagiueams YCMOUYUBOCMb K MApPeemHOU mepanuu (cm  pazoen  «1abopamophbvie
OuacHOCMuYecKue UCCie008aHusLy) (6 mex CIyuasx, K020a CeK8eHUPOBAHUE He DbLIO 8bINOIHEHO
nepeo navanom mepanuu). Ilpu 3mom MUHUMATLHHIM HEOOXOOUMBIM 00BEMOM UCCe008AHUSL 8
oamHom  cayuae  Oyoem  awmanuz  eapuamma  L467F  (NM _000492.3:c.1399C>T;
NP 000483.3:p.(Leu467Phe)), dokazanno npusoosue2o k pesucmenmuocmu k mepanuu [105]
JIH0ObIM 00CMYNHBIM MEMOOOM UCCAE00B8AHUL.

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

namoeeHemu4ecKou mepanuiL)

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

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

NpUMeHeHUss- NPOU3BOOHbIMU MPUAZONA, pudamnuyuHom™** u 36epoboem NpoOovLIPsAGIEeHHLIM

[115]

3.1.16 Tepanusi npenapaTaMy APpyrux rpyni W/Wjim no 0coobIM NOKa3aHUAM

Mna  mepanuu  MB  npumensemcsi  pA0  JIeKAPCMBEHHLIX — Npenapamos  Opy2ux

gapmaxkomepanesmuueckux epynn. Kax npaeuno, pewenue o naznavenuu smux JIC o0ondxcHo

113



npuHUMamyvCs cneyuaiucmamu M@duuuHCKOZZ opearuzayuu qbedepaﬂbyoeo YPO6HA HA OCHOBAHUU

UHOUBUOYATILHBIX NOKA3AHULL

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

O JUIMTEIHHOM BOCIAJIUTEIHLHOM IPOIIECCe, OCIOKHEHHOM 00pa30BaHUEM aTEIIEKTATUYCCKUX
H3MCHEHHUH B JICTKHX;
O BBIP@XXEHHOM U CTOWKOM OOCTPYKTMBHOM CHHIpPOME, PEePpakTEPHOM K JeHCTBUIO [2-
aroHUCTOB;
O aurepruyeckoM OponxosierounoM acnepruiuiese (ABJIA) [1,2,22]

YYP-C, Y1 -5).

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

MONILKO CMAOUNUZUPOBAMb COCMOSHUE NAYUEeHmMA, HO U YIVYUWUMb QYHKYUOHATbHbIE U KIUHUYECKUe

nokasamenu. Yawe 6cezo 0ns noddepircusaroujeil mepanuu HA3Ha4aiom npeonusonon’ no 0,3—

0,5 me/ke maccvl mena nayuenma 6 CYmKuU anvmepHupyrowum xKypcom. Eeo credyem npunumams

6HYmMpsy  uepe3  cymku  (nocmoauno).  Ilpu  ucnonrvzosaHuu - UHLANAYUOHHBIX — DOPM

2NIIOKOKOPMUKOCEPOUODO8 MeONleHHee U 8 MeHbUeM KOIUudecmeae pa3eusaromes noboynvle s¢hgexmsol,

xoms oyenka ux s¢pgexmusnocmu mpedyem nposedenust uccieoosanuil [1,2,277].

. PexomennoBano  Ha3zHaueHue MakponuaoB  (#Kmaputpomumua**,  #AsurpoMuiuH**)

nanueHTam ¢ MB 1 XpoHMYeCKO CHHETHOMHOW MH(EKIIMEH B KaueCTBE MPOTUBOBOCTIATUTENBHBIX JIC

c LENbI0 3aMeJIeHUS POTrPECCUPOBAHUS CHUKCHUS JIETOYHOM byHKINH

[1,2,6,22,163,278,279,280,281]:

o #Asurpomunme** B no3e 250 Mr (mamueHTam ¢ Becom MeHnee 40 xr) u 500 mr (mamueHTram c
BecoM 40 kr u Ooiiee) yepe3 /Ba IHS HAa TPETUH MEXAY MpHeMaMmH NHUIIU. J[JTUTEIbHOCTH
Tepanuu WHAUBUAYaTIbHA y Kaka0ro 6osbHoro [2,163,278,279,280].

YYP-C, YA -5).

o #Knaputpomuiuu®* B no3ze 125 mr (manmentam ¢ Becom menee 40 kr) unu 250 Mr (manueHtam
¢ BecoM 40 kr u 6oJee) Uyepes JAeHb HE3aBUCUMO OT npuema muiu [2,163,281].

YYP-C, YO -4).

e Hecrepounnsle mnpotuBoBocnanutenbHbie npenapatel (HIIBIT) B Hacrosiee BpeMs MOTYT

paccMaTpuBaThCsi KakK  ajJbTepHATHUBA KOPTUKOCTEPOWAAM Uil CHUCTEMHOTO TIPUMEHEHUS C

MPOTUBOBOCIANUTENbHON 1enblo. OIHAKO OTO KacaeTcss ToNbKo #uOympodena*™*. Meroauka

HazHaueHus: #ubynpoden™* naznagaercs B 7o3e 20-30 mr Ha 1 KT Macchl Tena ABaXK/bI B ICHD JCTIM B
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BOo3pacte oT 6 ser. MakcumanbHasi CyTo4YHas J103a JJisi B3pOCIbIX cocTaBiseT 1,2 r. MakcumaibHas
CyTOYHasl 103a Jyisl JAeTeil 1 MOpOCTKOB B Bo3pacte oT 12 1o 17 ner — 1 1 [1,2,22,282,283,284].
YYP-A YII-1).

KommenTapuu: Hecmepouonvle npomugsosocnanumenvHvle npenapamsl OKA3bl8AIOM O00CMAMOYHO
BbIPAINCEHHBI NPOMUBOBOCNAIUMENLHIL IPGeKm, HO Npu ux ONUMENbHOM NPUMEHEHUU BbICOK PUCK
Hedcenamenvublx saenenui. Oocyincoaemcs 803MOHCHOCMb OIUMENLHO2O0 NPUMEHEHUs NpPenapamos,
CeNeKMUBHO  UHSUOUPYIOWUX — YUKTOOKCUCeHA3y-2  (HecmepouoHvle Npomugo8oCnalumenbHule U
npomueopesmamuiecKue npenapamaol), 0OHAKO UX NPOMUBOBOCNANUMENbHASL AKMUBHOCMb HUMCE, YeM
y bonee paHHUX aHano2os.

Ilapayemamon™* memabonuzupyemcs 6 neueHu u obiadaem 2enamomorcuyeckum IQghexkmom, 4mo
KpatiHe HedcelamenbHoy Nayuenmos ¢ MyKoSUCYUOO030M, NPU KOMOPOM NOPANHCEHUS NeYeHU ABNISAIONCSL
OOHUM U3 NPOABIEHUL OAHHO20 3A00N1e6AHUSL.

Jnumenvnocms mepanuu onpeoensemcsi unouguoyaivno. Crnedyem 00HOBPEMEHHO HAZHAYUMD
UH2UOUMOP NPOMOHHO20 HACOCA.

Hcnonvzosanue  cenekmuenvix — uneubumopos yukiookcueenaszvl-2  (IJOI-2)  (necmepouonvle
npomueogoCnalumenvbtble U NPOMuUeoOpesMamuiecKkue  npenapamsl  2pynnvl  KOKCUObl)  He
PEKOMEHOOBAHO U3-3A DPUCKA HENHCeNamenbHblX SGNeHUll HA CepoedHO-COCYOUCMYI0 CUCeEMY Npu
onumenvHulx Kypcax nevenus [285].

Ilpumenenue Humecynuoa (npomusonoxazauw 0o 12 nem) npu MB He 6biA6UN0 NONONHCUMETLHOU
OUHAMUKU MAPKEPO8 80CNALEHUs U nokazamenel (yukyuu neekux [286], npenapam ne pexomendosan
K NpUMEHEHUIO.

e Pexomenpayercs #anetwnmuctenH** B 1o3e 1200 mr B cyTKku y nanueHToB crapiie 12 get u 600 mr B
CyTKH y nered muammie 12 jet B 2 mpuéMa HEPEephIBHO C MEPBOTO JIHSA MPUMEHEHHs #aMHUKalnHa™** B
TEYEHHE BCEro Kypca MPUMEHEHUs U 7 JHeH mocie ero OKoHYaHusi (MUHUMYM 6 HeZlesb) JUIs CHIDKSHU S
OTOTOKCHMYHOCTH. [lpemapar mmeeTr OTYETNUBBIM CIyXOCOXPAHAIOIMUNA dPPEKT MPU aMUHOTIHKO3/I-
CBS3aHHOM TMOTEpE CilyXa, MOHWXKAET PUCK OTOTOKcHYHOCTH Ha 80% u mpeaynpexiaeT pa3BUTHE
AHTHOMOTUKOPE3UCTCHTHOCTH, SIBIISICTCS aHTHOKCHIAHTOM [2].

(YYP-C, YO/ -5).

3.2 Kunesurepanus

e Bcem mamMeHTaM C MYKOBHCIHIO30M B 0053aTEIbHOM TMOPSAKE PEKOMEHIOBAHO MPOBEICHHE
kunesutepanuu (KHT) mo muauBuayansHO# mporpaMMe (METOAWKH APEHUPOBAHUS OpPOHXUAIHHOTO
JepeBa 1 jeueOHast PU3KYIbTYpa) C HEIbI0 YIYUIICHUS IBaKyaluu MOKpoThI [1,2,22,178,268].

(YYP-C, YL - 5).
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KommeHnrTapwmii: kunesumepanus - 0OuH U3 BANCHHIX KOMHOHEHMO8 KOMNIEKCHO20 neyeHus MB.
I'nasnas yenv nposedenuss KuHe3umepanuu — oduyeHue OPOHXUAILHO20 0epeea Om A3KOU MOKPOMbI,
Komopas o10Kkupyem OpoHxu, co30a8das Ycl06us Olisl pa3eumus UH@exyuu 6 6POHX0NE204HOU cucmeme,
a makaice n0O0epPI’canLe 1ecKUxX 8 MAKCUMaibHo pyukyuonaronom cocmosnuu [1,2,6,178]. Ocnosnvimu
memoouxamu KHT asnaromcs:

O NOCMYPANbHBIL OPEHANC,

O NepPKYCCUOHHBIU MACCAN*C 2PYOHOU KIeMKU,

O AKMUBHBIU YUK ObIXAHUSL

O OpeHadiCHble NONONCEHUSL,

O aymozeHmblll OpPeHaxtC;

O mepanus, ¢ NOMOWbIO ObIXAMENbHBIX MPEHANHCEPOS, CO30AIOUUX NOTONHCUMENbHOE 0aslleHue Ha
8b100Xe, 8 MOM YUCTE, C KOHMPOLEM U Pe2yIUPOBAHUEM IMO20 0asleHUs (CneyuaibHvle MAcKu,
PARI PEP I, PEP S cucmemsi, Tpenasicep Ovixamenvhvlii ¢ nepemeHHbIM NOJONCUMETbHBIM
oasnenuem Ha éviooxe PARI o-PEP mun 018 (prammep) u op.);

O OpeHadc ¢ NOMOWbI0 CneyuanbHvlx npubopos no nokasaumuam: Cucmema ouucmru
ovixamenvuvix nymei «The Vest Airway Clearance System, moodenv 105» ¢ npuraonexcnocmamu,
(cucmema ouuweHUss ObIXAMENbHLIX Nymell Om CeKpema MemoooM BblCOKOUACTNOMHOU
ocyunAyuu  2pYOHOU  KIemKu), annapam Oas  UHMPANYIbMOHANbHOU — NePKYCCUOHHOU
senmunayuu  neekux, Mucyggramop-acnupamop mexanuueckuii Comfort Cough Plus
(Komgpopmmuwiii kawenv naroc), SICC2001 Plus ¢ npunaonescnocmamu (omxawiueamens) u op.

Kunesumepanusi naznauaemcs ecem nayuenmam ¢ MOMEHMA HNOCMAHOBKU OUACHO3d, 6 JH00M
go3pacme, KaK ¢ JN€2OYHbIMU NPOSAGICHUAMU 3A00/e6aHUsL, MAK U C KUWEYHbIMU cumnmomamu. Y
2PYOHbBIX Oemell 00bIYHO NPUMEHSAIOM NACCUBHYIO MEXHUKY KUHEe3UMEPANUU, GKIIOYAIOUYVIO:

O cneyuanbhvlie OPEHANCHbLE NOJLONCEHUS], 8 KOMOPBIX YIVUUACMCS d6AKYAYUS CIU3U U3 IESKUX,

O KOHMAKmMHoe OblXaHue,

O Maccaoic ¢ 1é2Koll subpayueli u NO2LANCUBAHUEM,

O KIOnQMmaccadic (nocmykusanue 8 8-mu mouxkax epyoHol KiemKu),

O 3aHAMUS HA SCUMHACMUYECKOM Msiue;

O OblXauue ¢ NOMOWBIO MACKU, CO30a0Uell NOSOICUMENbHOE OABNIeHUE HA 8bl00XE,

O OpeHadic ¢ NOMOWbIO CREYUATILHO20 BUOPAYUOHHO20 ICUTLEMA: Y NAYUEHIMOE C MYKOBUCYUOO30M

8 1I060M 803pacme (0Mm HOBOPOICOEHHO20 00 83POCIO20).

Dppexmusnocms mex unu unvix memooos KHT eapvupyem 6 3agucumocmu om uUHOUBUOYATLHBIX
ocobennocmeu nayuenmog ¢ MB. Yem mnadwe peb6éHok, mem Oonee naccusHvle Memoouxu

OpeHuposanuss cireoyem Ucnonb308amv. HoopodICOEHHVIM BbLINONHAIOM MONLKO NEPKYyCcCUuio U
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Komnpeccuio epyoHou kiemku. Ilo mepe pocma pebénka cnedyem nocmeneHHo 6600umv 0Ooee
aKmueHvle MemoOouKu, 00y4as NAyueHmos mexHuke KOHMpPOIUPYemo20 OMKAULIUBAHUS.

Venyeu no mpuxazy Munzopasa Poccuu om 13.10.2017 N 804u «0O6 ymeepoicoenuu
HOMEHKAAMYpbl MEOUYUHCKUX YCIY2».

O Maccasic npu Xxponuueckux Hecneyuhuueckux 3a001e6aHUAX 1e2KUX
O Obwuil maccaddc u S2UMHACMUKA )y 0emell paHHe20 803pacma
O Maccaoic epyoHol KiemKu MeOUyUuHCKuULL
¢ PekoMeHAYIOTCS MaIMeHTaM ¢ MYKOBHUCIIHIO30M PETYISIPHBIE 3aHATHUS JIeYeOHOH (PHU3KYIBTYpOil ¢
[ENBI0 YAYYIIEHUS 5BaKyallid MOKPOTHI, YKPEIUICHUS JbIXaTeIbHOW MYCKYJIATYpbl, TOBBIIICHHS
AMOIMOHAIBHOTO TOHYyca nanuenTa [1,2,22,178].
(YYP-C, YO -5).
Kommenrapum: 3ansmus n1eue6Hou uzKyibmypou no360asa0m:
O apppexmusno neuumv U Npedynpescoamsv 0O00CMPEHUs XPOHUYECKO20 OPOHXONE20UHO20
npoyecca,
O ¢opmuposams npasuivHoe ObixaHue,
O MpeHUuposamv ObIXaAMeNbHYI0 MYCKYIAMypy,
O YAVYUIAMb 8EHMUNAYUIO TESKUX,
O MOBLIULAMb IMOYUOHAILHYLL MOHYC NAYUEHMA.

C pannezo demcmea (Hauunas 3-x iem) He0OX00UMO CIUMYIUPOBAMb NAYUEHMOB 3AHUMAMbCS
OUHAMUYECKUMU 8UOAMU CHOPMA, CEA3AHHbIMU C HAPY3KAMU CPeOHell UHMEHCUBHOCU, O0COOEeHHO
CONPSANCEHHBIMU C Npebbl8aHuemM Ha ceexcem 8o30yxe. Dusuueckue ynpaxcueHus obe24arom ovuyeHue
OpOHX08 Om BA3KOU MOKpOmMbL U pA36uUearom OblxamenvHyro u odowyro myckyramypy. Hexomopvie
VIPAXCHEHUS. YKPENJIsitom 2pYOHYIO KIemKY U UCAPABIAIOM OCAHKY.

B peoxux cnyuasx msanxcecmv cocmosiHus nayuenma NOIHOCMbIO UCKIIOYAEn 803MONCHOCHb
s3auamus uzuieckumu ynpajxcHenuamu. Ilosmomy 6onpocvl cnopmusHol akmugHocmu (6blO0p 6uoa
cnopma u Hazpy3Ku) 00ICeH peulams leyauuli 8pady.

llayuenmam ¢ MB me cnedyem 3aHumamvcsi 0COOEHHO MPABMAMUYHBLIMU SUOAMU CHOPMA
(maxcénas amaemuxa, ymoon, XokKel U m.n.), NOCKOIbKY OnumelbHoe O2panudeHue Quzuieckou
AKMUBHOCMU, CBA3AHHOE C BOCCMAHOGIEHUEeM NOCle Mpasmvl, HeOIA2ONPUAMHO CKA3bl8Aemcs HA
OPEHANCHOU DYHKYUU TIESKUX.

Yenyeu no npuxasy Munzopasa Poccuu om 13.10.2017 N 804n «0O6 ymeepowcoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCTY2H.

O Jleuebnas ¢uskynromypa npu 3a001€6aHUAX OPOHXONE2OUHOU CUCHEMbL

O  Mexanomepanus npu 3a601e8aHUsAX OPOHXONE20UHOU CUCEMbL
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O JleuebHas ¢huskynbmypa ¢ UCnoIb308aHueM annapamos u mpeHaxcepos npu 3a001e6aHUsIX
OpOHXONE20UHOU cucmeMbl

O Hvixamenvhvie ynpasicheHus openupyroujue

O JleuebHnasa ¢huskynomypa ¢ OuonocUYecKou 0OpamHol C6:a3vl0 NpU  3a0071e8aAHUAX
OPOHXONE20UHOU cuCcmeMbl

3.3 /lueTorepanusi ¥ BUTAMHHOTEPAN U

3.3.1 O0mme NpUMHUMIIBI IMeTOTepanuu y nanueHTos ¢ MB

Juemomepanusi cocmasisiem 8axcuyio uacme komniexcrou mepanuu npu MB [1,2,22].

J PekomeHyeTcss BceM MalMeHTaM ¢ MYKOBHUCIU030M YBEJIUYEHHE CYTOYHOTO MOTPEOICHUS
kanmopuit 10 120-150% mno cpaBHEHUIO C HOpMaMmH IO BO3pacTy, IPONOPLUUOHAIBHOE YBEIMUEHUE
noTpebiieHnss BbICOKOKauecTBeHHOro Oenka (20% oT cyrouHoro kajopaxa) u xupa (35-40% ot
CYTOYHOTO KaJopaXka) ¢ IeJIbI0 MOIePKaHUS aJIeKBATHOIO HYTPUTHBHOTO cratyca [62].

YYP-C, YO -5).

KommenTapmii: Ilayuenmam ¢ MB neobxoouma paumHsas HYmpumuHas noooepicka. Ycmanosnena
HenocpeoCmeenHas Cesa3b mexcoy cocmoanuem numanus u Qyukyuetl neekux. Cywecmseyem npamas
KOppensyus mMexcoy noxazamenem UHOeKca Maccvl meid, QyHkyueli 1e2Kux U npoooIHCUMeNbHOCHbIO
HCUSHU.

Hnoexc maccwor mena (MMT) = macca mena (ke) / keadpam pocma (m?).

Ilpu UMT > 50 nepyenmunsn (npu UMT = 21 — 22 xe/m2 y 83pocivix) 3apecucmpupo8ano
cywecmeeHnnoe ynyuuienue nokazamensi ODB1.

Buvicokuii nepyenmuns noxaszamens eec/sozpacm accoyuupyemcs ¢ ayuuumu nokazamenimu ODBy,
JIUHEUHO20 POCMA, CHUMNCEHUEM CPOKO8 2OCNUMANU3AYUU, CHUNCEHUEM KOIUYeCm8a OPOHX0N1e20UHbIX
obocmpeHull, a maxaice ygeiuueHuem npoooIICUMenTbHOCIU HCUSHU.

benku
Hayuenmovr ¢ MB HysicOailomcss 8 NOBbIUEHHOM Koaudecmee Oeika u3-3a e2o Nnomepb

(manvabcopbyuu) u 8 OONOIHUMENLHOM NOCMYNIEHUU €20 68 Nepuod Kamaboausma npu 1e20YHbLX
obocmpenusix. Ucmounuxkamu nOIHOYEHHO20 benKa A6IsI0mes HAmypaibHble nPoOyKmul (MsCo, nmuyd,
pvlba, MopenpooyKmol, MOJOKO, KUCIOMOLOUHbIE NPOOYKNMbL, MEOpPoe, Culpbl, Atiya). Jemsam cmapuie
200a peKoMeHOYemcsl GKII0Yams 8 PayuoH 8blCOKODENK08ble NPoOyKmbl (Auya, pvlba, meopoz, cvip) He
pedice 3 paz 8 0eHb, MOJIOKO U KUCTOMONI0UHbIe Npodykmbl He meHee 500 — 800 mn 6 Oenw.

B3pocnvim nayuenmam ¢ MyKogucyud0o3om pekomMeHo08ano ynompeoasims 6 OeHv 2 — 3 nopyuu
NPOOYKMO8, CO0epAucaujux OeloK BblCOKOU OUON0SUYEeCKOl YeHHOCMU (MsAco, nmuyd, peloa, Aaya,

meopoe, cuip).
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B kauecmee donoanumenbHoco ucmouHuxka Oeixa peKoOMeHOYemcs UCNONb308aHUe 1e4eOHbIX
cmecell 0Jisl IHMEPANLHO2O U OONOIHUMENbHO20 NUMAHUA. /JonoiHumenvsHoe numanue Ha3Havam no
150 - 200 — 250 ma 1 — 3 paza 6 denv (Hanpumep, Ha 8MOPoO 3a8MpaAk, HA NOJOHUK UIU Neped CHOM,
B03MOJICHO 8 COUemanuu ¢ QpPyKmosvim niope, neuenvem, Xaoneamu u m.n.). K ucnoavsoeanuro
PEKOMEHOYIOMCS CMeCU HA OCHOBE YENbHO20 MOIOYHO20 OelKa (CMAaHOapmHubvle Cneyuaiu3upo8antsie
NPOOYKmMbl SHMEPAILHO20 NUMAHUS) C HOPMATbHBIM UTU NOBLIUEHHBIM cooepicanuem beaxa. B ciyuae
HeO0OCMAamoyHou d¢hghexmusHocmu cmanoapmHelX NPOOYKMOE UCHOIb3VIOMCA CMeCU HA OCHO8e
2UOPOIUZ08AHHO20 MOJIOYHO20 OenKa (Cneyuanu3upo8anuvie Npooymsl IHEPAIbHO20 NUMAHUS HA
OCHOBe  2UOPONUZ0BAHHO20 0ENKA MONOYHOU CblIBOPOMKU) C HOPMATbHLIM UTU  HOBbIULEHHBIM
KOIUYeCmE0oM Kanioputl

Obvem OONOHUMENbHO20 ~ NUMAHUSL  ONpeoeNsiemcsi  CMEeneHbl0o  HYMPUMUBHOU
HeOOCMAamoyHOCmu U Annemumonm.

YV e3pocivix nayuenmos npu pacueme o00veMda OONOIHUMENbHO2O NUMAHUS He0OXO0OUMO
Vuumvleame msdxicecms ovixamenvhou Hedocmamournocmu. Cobniooenue NPUHYUNA «MHO20, He 3HAYUM
XOpowioy y nayueHmos ¢ maxiceio OblxamenbHol HedOCmMamo4HOCMbl0 — NPOPUIAKIMUKA YCUTEHUS
CUHOPOMA 2UNepKamadoIu3Ma npu nepespysKe NUMamerbHbLMu CyOCmpamamii.

Kupuot
Upe38biuaiino 8aXiCHO COXpAHEHUe 8bICOK020 nompeoaeHus iupos nayuenmamu ¢ MB. JKupwoi

AGIAIOMCSL Haubolee dHePeemudeckKy «NJIOMHbIMY dHepeonocumenem (9 Kkaun/e), yeenuuenue Keombl
Jrcupa 6 anepeoodecnevenuu chudxcaem oopazosanue CO2, MunuMuzUpyem e2o 3a0epiucKy 6 opeanusme,
NONONCUMENILHO GlUsiem HA 2a3000MeH 8 ae2Kux. Bo3mooicnocms 6bicoK020 nompebieHus icupa
obecneuusaemcs A0eK8amHol 3amMecmumenbHol hepmeHmHoll mepanuel.

Xoms konuuecmeso dcupa 6 oueme nayuenmos ¢ MB ne oepanuuusaemcs, 6axcHoe 3HaueHue
npuobpemaem e2o KauecmeeHHulil cocmas. B cesizu ¢ mapywenusimu 6 cenamobunuapHol cgepe,
KOJIUYeCme0 HACBIWEHHbIX U MPAHCHCUpo8  (Jicusommuvie  dHcupovl, COOEPACAUUEC 8  IHCAPEHBIX
nPOOYKMax, KOMOACHBIX U30eNUSX, KOXCe RMuyvl, KYJIUHAPHLIE JHCUPbL, MAPeapUH) HEoOXOOUMO
02PAHUYUBAMDb, OMOABASI NPEONOYMEHUE HCUPaM, 002amvlM NOJUHEHACHIWEHHBIMU HCUPHBIMU
kuciomamu (ITHXKK): omeea-6 (Kykypy3noe, noocoiHeunoe mMacio) u ome2a-3 (bHaHoe MAcio, Heup
MOPCKUX PblO) HCUPHBIMU KUCTIOMAMU, NpUpoOHbim eumamunom E. Taxue macna xax — KyKypysHoe
NOOCONIHEUHOE, PAncogoe Cledyem UCNOIb308amb 6 Kauecmeae 0A308blX NPOOYKMOS OISl NPUSOMOBIeHUS
nuwu. A maxkue macia, Kak JAbHAHOE, MBIKEEHHOE, CAPIOPO8oe, MACLO0, MACIO CPEYKUX Opexos,
BUHOCPAOHBIX KOCMOYEK U Op. 8 Kauecmae OONOIHUMENbHOU, OUOI02UYeCKU AKIMUBHOU 000a8KU K nuwye,

8 HeboIbUIOM 00beme, be3 mepmMuieckol 00pabomxu, 000aess 6 20mogvle 600dA.
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Pacmumenvnoe xokocosoe macno - codepycum 6 ceoem cocmase cpeoHeyenoueunvie
mpuenuyepuovt (CLT). Tpueruyepuowt co cpedneti onunoul yenepoorou yenu (C6-C12) sagnsiomes necko
OOCMYNHBIM UCMOYHUKOM IHEpeUl, MaK KaK He HYHCOAIOMC 8 IMYIbAYUU IHCETUHbIMU COMAMU U
2UOpoU3e NAHKPeamudeckol JIUna3ou U J1e2KO 6CACHIBAIOMCS, MUHYA JTUMPDAMUYECKYI0 CUCmeMY,
HEnocpeoCmeeHHo 8 KPOBEHOCHble COCYObl cucmembl 60pomHou envl. QOHaxo, ciedyem 3HAMb, YMo
CLT omuocamcsa K HACLIYEHHBIM HCUPAM, 0011a0aiom KemozeHHbIM Ihgekmom, 8 cea3u ¢ dmum
cnedyem uzbezamo u3ObIMOUHO20 YNOMPEODIeHUS UX 8 PAYUOHE.

P50 cmeceii ons neuebnoco numanus cooepaicam 6 ceoém cocmase CLT. Cooepocanue ux
sapvupyem 6 npeoenax 20-70% scuposoco KOMNOHEHMA, OCMATILHBLE HCUPBL NPEOCMABIEHbL TUNUOAMU
C BbICOKUM COOEPIHCAHUEM ICCEHYUANbHLIX (NONUHEHACHIWEHHbIX) JHCUpHbIX Kuciom. MoodynbHbie
aHrcuposvie cmecu (Imynvcuu) umerom 6 ceoem cocmase moavko CLT. Iloxkazanuem K UCnonb308aAHUIO
MAKux npooOyKmos, cmecell sGIAemcs HeBO3IMONCHOCHb VEeIUdUmy KAlOPUUHOCMb DAYUOHA U
KOMNEHCUPOBAMb CMeamoperd ¢ NOMOWbI0 AO0EeKBAMHbIX 003 MUKPOCPHepuyeckux Gepmenmos,
BbIPAINCEHHASL CMENeHb HYMPUMUBHOU HeOOCMAmOYHOCU.

Yeneeoownt
OHepeemuueckuii degpuyum 60CNOTHAECMC MakKdce 3a cyem yeneso008. Jucaxapuovl, 8 mom

yucne caxap, 8 OONIbUIUHCIBE CTYHUaes NePeHOCAMCs Xopoulo. B ouemy no annemumy exarouarom caxap,
@pyKkmul, craokue Hanumxu, meo, eapeHve, KoHgemvl. B payuone numanus npocmoie y2ne600bl He
02PAHUYUBAIOMCS, OOHAKO, 8 C8A3U C 803PACMAIOUWUM PUCKOM 803HUKHOBEHUS ACCOYUUPO8antno2o ¢ MB
caxapHozo ouabema, ux peKomMeHoyemcs ynompeo.iams moabKO NOCIe OCHOBHBIX NPUEMO8 NUWU, 80
uzbesxcanue peskux KoieOanuti ypoeHs ciuKemMul.

Heobxooumo nomnums, umo y 91% nayuenmos ommeuaemcs Kapuo3Hoe nopasicerue 3y008,
umo mpebyem mujamenbHOU 2u2ueHvl NOJIOCMU PMa U pe2yisapHo20 HAOI00eHUs 8paia-CmMoMamoiozd.

YV nayuenmos, coxpansowux scanodvl Ha ouapero, 830ymue dxcusoma, 601U 8 dHcueome u
nosvluleHHoe 2a3000pazosanue npu ynompeoieHuu MOJI0OYHbIX NPOOYKMO8, HeoOX0OUMO UCKIIOYUMb
nakmasuyro Hedocmamounocmyv. CHudicenue NAKMA3HOU AKMUBHOCMU 6 OUONMAmax CAusUcmon
obonouku mouxou kuwxu 103 demeti ¢ MB u msicenotl nankpeamuueckoi HedoCmamouHoCmbio 0bL10
obnapyoiceno 6 58% (msocenas eunonakmasus 6 31% u ymepennas 6 28% cnyuaes)[287].

Ocobyto epynny cocmasnsaom oOemu, ONEpUpo8aHHvie No NO80OY MEKOHUe8020 uneycd, a
maxoice nayuenmsi, onepuposamnuvie no nosody CHHO, komopvlie mocym umems JIAKMAZHYIO
HeooCmamoyHoCmsb 8 MOl UIU UHOU CMEeNneHU, 8 3a8UCUMOCMU Om OJIUHbL Pe3eKYUul MOHKOU KUWKU
(nocmpesexyuonnwiti CUHOPOM/CUHOPOM KOPOMKOU KUWUKLUL).

Hemam Ha epyoHOM 8CKAPMAUBAHUU, NPU HATUYUU JAKMA3HOU HeOO0CMAamoyHOCMU,

uUcnov3yom dUuoI02UYeCcKy aKmugHsle 000a8KU, cooepicawue 1aKkmasy (raxmasap, iakmaza —oeou u
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op.), Npu CMEWAHHOM UIU UCKYCCIMBEHHOM 8CKAPMAUBAHUU - HUZKOIAKMO3HbLE 3AMEHUMeNU 2PYOHO20
MOJIOKA, a makxice Oe31aKmo3Hble CMeCU Ha 0CHOBe 21YO0K020 2udpoausa beika. [{emsam cmapuie 200a
npU COXPAHAIOWUXCS CUMMOMAX JAKMA3ZHOU He0OCMAamoyHOCMUY, KUUWMEYHOU OUCHYHKYUU NOKA3AHYL
noxyaieMeHmHubvle cmecu OJisl SIHMeEPANIbHO20 NUMAHUS.

B oucecmuu nonumepos eniokosvi — ManbmoOeKCMpUHO8 ¢ HeDONbUWUM YUCTIOM 2TIOKO3HbIX
ocmamxkog (35-8) 6 bonvuwell cmenenu npuHUMAaem yuyacmue 2I0KOAMULA3Ad U Maibmaza (epmenmol
KUWEYHO20 NPUCMEHOYHO20 NUWeBaApeHUst), YeM NaHKpeamuueckas amunasa. ManbmooekcmpuHul
umerom 6oaee HUZKYIO OCMOJAPHOCMb, YeM MOHO- U OUCAXAPUObL, NOIMOMY UX UCNOTb30BAHUE 8
cocmaese Cneyuanu3uUpOBaHHbIX cmecell Ol IHMEPAIbHO2O U OONOIHUMENbHO20 NUMAHUS NO360]5em
CYWeCmBeHHO YBeIudUmy KAIOPUUHOCMb 6e3 Y8enudeHUuss OCMOMUYECKOl Hacpy3Ku Ha KUWK).

Pacwennenue kpaxmana 3agucum om naHKpeamuieckol amuiasvl, NOIMOMY OH YCBAUBAEM A
Xyorce, yem Ou- U MOHOCAXapuobl. Amunopes, makdice Kax Kpeamopes u cmeamopes, HydHcoaemcs 8
KOppexyuu naukpeamurom**. Hznuwku HepacujenienHo2o Kpaxmaia, NOCmynds 6 moJjicmyr KUWKY,
2UOPOTUBUPYIOMCS KUUEUHOU MUKPODIOPOL, 4MO NPU8OOUm K NOBbIUEHHOMY 2a3000pA308aHUIO,
830ymuto u O0JIAIM 8 dHcugome.

THayuenmam ¢ MB ne oepanuuusaromces npodykmuvl u 6ar00a, 6Gozamvle pacmeopumMblmu
nUWesbiMU BOJIOKHAMU (NEeKMUHbL, Kameou), KOmopvlie CnocoOCcmeyiom npo@uiakmuke 3anopos u
cuHopoma oucmanvhou unmecmunarohou oocmpykyuu (CJAHO). QOouaxo, npu coxpanenuu
OUCNeNnMUYecKUX SBIeHUNl He PEeKOMEeHOYemcs 6 OONbUuX Koauvecmeax nuwa, Oocamas 2pyoot
KIemyamkou U 60JOKHamu (00006vle, Kauiu U3 YeibHO2O0 3epHAd, YelbHO3EPHOBOU U PAHCAHOU Xieo,
ompyou, KOCMOUKU, KOJHCUYa om GpyKmos u 08owel, cyxo@hpykmuol, HU3KOCOPMHOE MACO ¢ OOIbULUM
co0epocanuem coeOuHUmMeIbHOU MKAHU), KOMopble YEeTuuuUsam 0ovbem Kauioeblx MAcC U YCUIUBaom
MemeopusM.

. Jlnst oOecrieyeHus MOBBIMICHHBIX YHEPTeTUYECKUX MOTPEOHOCTEH KAJIOPUHHOCTh CYTOYHOTO
palMoHa MalueHTaM ¢ MYKOBHCIUI030M PEKOMEHAYETCS PAacCUMTHIBATh HE Ha (DaKTHUSCKHM, a Ha
JOJDKEHCTBYIOIIMN BEC C YUETOM KaTaOOJIUYECKUX IMPOILIECCOB MPU XPOHUYECKOM BOCIIAJICHUU U UCXOIS
u3 neduuura Maccel Tena (tadm. 21) [2,62].

(YYP-C, Y1 -5).

Kommenrapmii: [lompebnocms 6 snepeuu y Oemeu u 63pocivix ¢ MB, no Ooanmvim paziuyHwix
UCTNOYHUKO8, 00icHA bbimb nosviuiena 0o 120-150%, no cpasnenuto ¢ meopemuueckumu pacuemamu
Ha haxmuueckuil ec, 8 3a8UCUMOCIU OM 8O3PACMA U HYMPUMUBHO20 CMAamyca nayueHma (maoauya
21). 35-40% sceii sHepeemuueckoii nompebHocmu 00IAHCHO obecneuusamucsi wcupamu, 20% berkamu u

60-65% - yenesooamu.
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Ilpu msoucenou Ovixamenvrou Hedocmamounocmu 50 — 60% nebenrkosvix Kanopuil OOANCHO
nPUXOOUMbCSL HA HCUPBL (UMerom Haumenbiuuil ovixamenvhwli kodgguyuenm — 0,7) [288 ]
Cywecmeyrom 00801bHO CLOMNCHbIE POPMYIbL OISl pacyema HeoOX0OUMbIX OONOIHUMENbHBIX KANOpULl,
00HAKO 8 NOBCEOHEBHOU NPAKMUKE MONCHO NOIb30BAMbCS CLEOYVIOUWUMU OPUSHMUPAMU:

o 1-2 200a - 200 xkkan,

o 3-5 em - 400 kxan,

o 6-11 nem - 600 xkxan,

o cmapuwe 12 nem u ons e3pocavix - 800 kkan 6 cymku [1].

Taonuuya 21. Pexomenoyemvle enuuunvl nompedienus: Oeaxka u 3Hepeuu

Boszpacm benok, e/ke/cym Duepeus, kKkan/ke/cym
Munumanvnasn Maxkcumanvras
0- 1200 3-4 (00 6) 130 200
1- 3 200a 4-3 90 - 100 150
3 -10 zem 3-25 70 - 80 100
11-14 nem 25-15 45-70 90
B3pocnvle 2-2,5 35 50
. HenocraTouHocTh mUTaHUsT peKOMEHAYETCSl TUArHOCTUPOBATh, €CIIM MPOLIEHT COOTBETCTBUS

MacChl TI0 POCTY U TIOJTy WU Macco-pocToBoii uuaekc (MPU), pakTudeckas Macca/uueanbHas Macca 1o
pocty u noity X 100% menbme 90% y manueHToB IETCKOro BO3pAcTa, a Y MOJAPOCTKOB U B3POCIbIX -
ecau UMT coctaBiisieT MeHee 18,5KF/M2. Benenue nanmenToB ¢ MB 0oCylIecTBIAIOT B 3aBUCUMOCTH OT
ux ¢usndeckoro craryca (tadm.22). Ilpm mokazanusx Z-score mo MMT ot -1 po -2 cumemyer
JMarHOCTUPOBATH CPETHETSHKENYIO HEA0CTATOUHOCTh MUTAHUS, & IIPU >-2 — TSHKEITYI0 HEJOCTATOYHOCTD
nuTanus [289].

(YYP-C, Y1 -5).

* VYV B3pOCIIBIX TSKECTh HEIOCTATOYHOCTH MUTAHMSI PEKOMEHTyeTCsl OLIEHUBATh 10 nokaszarensim UMT:
UMT — 17 - 15 kr/m? - COOTBETCTBYET HEJOCTATOYHOCTH NUTaHUs cpeAHel crenenu Tsoxkectd, UMT —
MeHee 15 Kr/M? - TSKenoi cTeneHn HefloCTaTOYHOCTH muTanus [288 .

YYP-C, Y1 -5).

KommenTapmii:
Tabnuua 22. /luemonocuueckue pekomeHoayuu no eedeHuro nayueHmos ¢ MB 6 3asucumocmu om

pusuueckozo cmamyca [62]

Heru < 2-x ner Heru 2-18 ner B3pocasie

Coc
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" 3aA€pKKa pocTa C MOMCHTA

TOCJIICAHETO ITOCCUICHUA

Bec 1 gimna > 50 nepuentuas | UMT > 50 nepueHTHIb UMT = 18,5 — 22,0 xr/mM2 nnst | Hopmanst
xeHmuH, 18,5 — 23,0 kr/m2 g | [podunar
MY)KIHH KOHCYJIBTI
MUTaHUS
Bec m jmmnHa <50 >10|HMT < 50> 10 nepuentuns |HUMT < 18,5 kr/mM2, unu camwxenne | Hapymen
HEPICHTHIIb IMorepst WIM  OTCYTCTBHUE | MAcChl Tesla Ha 5% MeHee, 4eM 3a | CTaTyca:
npubaBKK Beca B Mpeblaylye | 2 Mecsia JI00aBJIEH]
2-4 mec SHTEpaIbE
Bec u mmHa < 10 nepuentiis | UMT< 10 nepueHTHIb HUMT croiiko < 18,5 kr/m2, nnu | Hapymen:
[MoTepst > 2 mepreHTUEH Beca | CHIKCHHE UMT OGonee, yem Ha |cTaTyca Ts
5% 3a 2 mpomeanux Mecsa 3oH/10BOE

e PexomeHz0BaHHAas LIeJIb HYyTPUTUBHOW MOJIEpKKU npu MB

- o0ecrnieunTh (PU3NYECKOE PA3BUTHE

ManueHTa COrjIaCHO BO3paCTHBIM HOpMaM (,ZIOCTI/I)KGHI/IG OKazareieh CbI/ISI/I'—IeCKOFO Pa3BUTHA B I'paHULIC

25-75 nepleHTHIb MOCiIe KOPPEKIIUH HyTPUTHBHOTO CTaTyca, peKOMEHIyeMast 1eiib - 50 MepIeHTHIIb),

Jisa B3pocnbix - neneBod UMT = 21 kr/mM2 y sxeHIIUH U 22 KI/M2 y MY>KYUH U IpUpoCT % MbIIIeYHON

Maccel [62].
(YYP - C, VI - 5).

KommenTapmii:

Cucmemamuueckuit n00xo0 K oyenke numanus npu MB

Bospacm

e  Memoovbl oyeHKu, KpamHOCMb

Cmapuwiue demu u 83pocivie

Monumopune maccot mena, pocma, UMT kasicovie 3 mecaya

Monumopune numanus

Lemu u e3pocnvie

- Mapkepbl COCMOAHUA NUMAHUA — K]ZMHM‘!QCKMIJ, OUOXUMUYECKUTI AHATIU3bL

Kpeou, scupopacmeopumbsble 6UMAMUHbL Cbl6OPOMKU

- Monumopue 3amecmumensHol mepanuu GepmMeHmHbIMY NPenapamamu

(nankpeamun™®*) — uepez 3-6 mecayed nocie Hayaiad mepanuu UmU

U3MeHeHUst 003bl

- Onacmasa 8 cmyne exce200HO NPU HOPMATLHOU (YHKYUU NOOHCETYOOUHOU

acenesvl

- OI'TT esrcecoono ¢ 10 nem

ﬂu€m0ﬂ02ul{€CKO€ KOHCYJIbmuposearue

Jlemu u e3pocnvie

Jlemu — kaswcovie mpu mecaya, 83pocivle — Kaxcovie 6 mecayes
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3.3.2 JleTu mepBOro rojaa ;Ku3Hu
I'pyonoe eckapmnueanue

HoeanvHvim 07151 HOBOPOIHCOEHHBIX U Oemell NEPBO20 200a HCUSHU ABIAEMC HENACNEPUZ08AHHOE
2pyOHOe MAmMepuHCcKoe MOJOKO, MAK KAK OHO COOEPIHCUM WUPOKULL CNeKMP 3AWUMHbIX aKkmopos u
OuoI02UeCKU aKMUBHLIX geujecmas. Badchyto ponv uepaem akmuHoOCmMb MepMOoIadUIbHOU TUNA3bl 8
HAMUGHOM (Henacmepuzo8aHHoOM) dHceHcKoMm Mmoaoke. /[ns oemeti ¢ MB noxazana 3awumnas ponv
ecmecmeenHo20 BCKAPMAUBAHUA: MIAO0EHYbl, NOLYYalowue 2pyoHoe MOIOKO, UMeom Jyyuiue
nokaszamenu 1e204HbIX PYHKYUL U HUSKVIO 4aCmomy UHQEKYUOHHBIX INU30008, NO CPABHEHUIO C 0embMUl
HA UCKYCCMBeHHOM eckapmausanuu. Hosopooicoennvle u 0emu nepevlx mecayes HCuzHu, Komopbvie He
MO2Ym CAMOCMOSMENbHO BbICACHIBAMb HEe0OX0OUMbIU 00beM MOIOKA U3 2pyou 68U0Y MANCECMU
cocmosiHus (0bwas ciabocms, 00bIUKA, CePOSUHO-TIe20UHAsI HEOOCMAMOYHOCIb) OO0NIHCHBL NOTYYaAMb
cyedceHHoe Henacmepu308anHoe MamepuHcKoe MOJIOKO U3 OYMbLIOUKU UNU Yepe3 HA302aCmpaibHblil
30HO.

B Hexomopuwix cnyuasx mpedyemcs OONOIHUMENbHOE NOCMYNIEHUEe SHepeuu ¢ HOMOWbIO
obozawenus 2pyoHo20 monoka. Tax, npu nedocmamounou npubaske  gece MoaI0KO MOMCHO 0bo2auyams
0obasnenuem Ha xaxcovie 100 mn npubausumenvro 5 e (1 mepnas nodcka) cyxou cmecu HA OCHOBe
euopoauzama oenxa ¢ CILT.

e Jletam rpyaHoro Bo3pacta ¢ MB u maHkpeaTHdeckoil HEIOCTaTOYHOCTHIO PEKOMEHIYETCS
Ha3Ha4aTh (PEPMEHTHYIO 3aMECTUTEIBHYIO TEpalvio TMpernapaTaMyd TaHKpeaTuHa** (B BuIe
MUHUMHUKpOC(eEp) B KaxJ0€ KOPMIIEHHE C IIEeNIbI0 KOPPEKLUU MaHKpeaTH4eCKOW HEI0CTaTOYHOCTU
[2,62].

YYP-C, Y11 -5).

KommenTapmii: ¢ momenma esedenus neonamaibro2o ckpununea Ha MB 6 Poccuu (2006 2.) nossunace
B03MOJHCHOCMb PAHHE20 HAYANA NedeHUs, 0OHAKO 80NPOC, K020ad U KOMY HAYUHAMb 3AMeCIUmeIbHyI0
mepanuio NaHKpeamuieckumu ghepmenmamu, He 6ce20a sicet. Yposenv nankpeamuueckot 21acmazwl-1
8 cmyjie 8 meueHue nepeo2o 200a HCUZHU MONCEM CYUeCBEHHO 8apbUuposams U 0OHOKPAMHO20 €20
usmepenus He gcez0a docmamouno. Cinedyem oOpueHmupo8amuvcs HA memnvl NpubasKu 6 macce u
nokazamenu Konpozcpammol (narudue cmeamopeu) [62].

Cmewannoe/uckyccmeennoe 6CKapmauganue

V' Oemeil, coxpansiowux yoosnemeopumenbHble MeMnbl QUIUYECKO20 pa3sumus, Mo2ym
UCNONIBb308aMbCA 0ObIUHBIE A0ANMUPOBAHHbIE MOJIOUHbIE CMECU.

Ilpu cmewaHHoM/UCKYCCMBEHHOM BCKAPMAUBAHUU OOILUUHCINGO MIAOEeHYe8, NPU CB0eBPEeMEHHOU
OouazHocCmuKe NAHKPeamu4eckol HeOOCMAmoyHOCmu U ee KOPpeKyuu NaHKpeamuiecKuMu

qbepMeHmaMu, XOopowio pacmym u paseuearonici npu ucnolb306aHuUU 00bIUHBIX adanmupoeaHHblx
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MOJIOUHBIX cMecel ¢ npeobnaoanuem CbleOpOMOUHbIX DeIK08 6 cocmage 0OelKo8020 KOMNOHEHmA
(60:40) [62].

e 'V neTeii mepBOro rojia >KkU3HU ¢ MyKOBUCITHI030M HE PEKOMEH 1yeTCs UCTIOIb30BATh 3aMEHHUTEIH
MOJIOKA ¢ HU3KUM cojepxanneM Oenka (1,1 — 1,3 r/100 mur) u xupa (menee 3,5 r/100 mur), Tak Kak OHU
He 00eCIeYnBalT HyTPUTHBHBIC MOTPeOHOCTH narueHToB ¢ MB [290].

YYP-C, Y1 -5).

e [lpu HenocrarouHO NHpuUOaBKE B Bece y NAIMEHTOB C MYKOBHUCIIHJIO30M PEKOMEHIYETCS
OTJaBaTh MPEANOUYTECHHE BRICOKOKATOPUWHBIM CMECSIM, IMEIOIUM B Ka4eCTBE KHPOBOTO KOMITOHEHTA
CUT u pacTUTeNbHBIC )KUPBI B OMYJIBIHPOBAHHON (JOPME, UTO IMO3BOJISAET YAYUIIUTh YTUIH3AIHIO )KHPa
Y CHU3UTH JI03y MaHKpeaTHueckux pepmenton [291].

(YYP-C, Y1 -5).
KommenTapum: smum mpebosanusm omeeuaiom omoenvbhvie cMeci 015 HeOOHOUEHHBIX U MAI08ECHBIX
oemell.
Mozym npumensamoca: Aumupegpuioxkcnas cmecw, Kuokas cneyuanbHas MONOYHAA cMecb — OA
BCKAPMAUBAHUSL HEOOHOWEHHBIX U Manosechblx Oemel, Cneyuanusuposanuviii npoOyKm O0emcKo2o
ouemuueckoeo i1eyebHo20 NUmManus 015 0emell paHHe20 803pacmd, CMecb CNeYUAIU3UPOBAHHAS CYXAsl
beznakmosnasn (meakuti cyxoii nopowiox), Cyxas cneyuanusuposannas cmecv 0e3z nakmosvl, Cyxas
CneyuanbHas MONIOYHAS CMeCh 018 6CKAPMIAUBAHUS HEOOHOUWEHHBIX U MAJI0BECHbIX Oemell U opyaue.
Ilpu  cMewanHoOM/UCKYCCMBEHHOM — BCKAPMAUBAHUU — OONLUWUHCINBO — MAdOeHyes,  npu
CB0E6PEMEHHOU  OUACHOCMUKE  NAHKPeAmudeckol — HeOOCMAamoyHocmu U ee  KOppeKyuu
NAHKpeamuyeckumMu epmenmamii, Xopouio pacmym u paseusaromcs npu UCNOIb308AHUU OObIYHBIX
a0anmupoBanHbiX MOJIOYHBIX CMecell ¢ npeodIadanuemM Cbl8OPOMOYHbBIX OENK08 8 cocmaege 6eIK08020
xomnonenma (60:40).

e PexkoMeHJ0BaHO Ha3HAUCHHE CMECEi Ha OCHOBE TUIPOJIN3aTOB MOJIOYHOTO OeJIKa MpH ajlIepruu
K OelKkaM KOPOBBETO MOJIOKa M BPEMEHHO — IIOCJIE OMNEpPAaTHBHOIO BMELIATENHCTBA MO-TIOBOJY
mekoHueBoro mieyca win CAWO wnu npyrux OnepaTHBHBIX BMENIATENLCTBAX HAa KHIIEYHHKE C
neuebnoit nesnro [290].

(YYP-C, Y1 -5).

e [lanueHTam, MOJY4arOUIMM MACCHUBHYIO aHTHOAKTEpUAIbHYIO TEpaluio, a TaKKe MOBTOPHBIE
KypChl aHTUOMOTUKOB, PEKOMEH/IOBAHO BBECTH aJAlITUPOBAHHYIO KMCIOMOJIOUHYIO CMECh WU CMECH,
oOoraieHHyo IpoOHOTHKaMU, B KOJIMYeCcTBE /10 1/3 cyTouyHOro o0bemMa KOpMIIEHUS JUTsl OJIIEPIKaHUS
HOpMaJIbHOM MHUKpOdI0ph! Kuteynuka [290].

(YYP - C, VIJI - 5).
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e [lpukopm pexomeHzayercss BBOIUTH B 4—5 Mec. (Kak M B MOMYJSIIMM 30POBBIX IETEH), a
HEKOTOPBIM JIETSM, IIPU HU3KOH MPUOaBKE B Macce - paHblle C LEIbI0 KOPPEKIIUHN JaHHBIX HApYIICHUH
(tabu. 23) [290].

YYP-C, Y1 -5).

Kommenrapuii: nepgvivu 61r00amu npukopma ciysxcam dHepeemuyecku niomusie 61100a; Kauwu Ha
CYEAHCEHHOM MOJIOKE UNIU MOTOYHOU CMECU CO CIUBOYHBIM MACTIOM, 0emcKuti meopoe 4,5-5% orcupnocmu,
oanee 6800mM 080UHOE NIOPE C MACHBLIM NIOPE U PACMUMENbHbIM MACIOM, HCETMOK.

Cnedyem ucnonb308amu 6blCOKOKANOPULIHbIE NPOOYKMbL NPUKOPMA, 0002aUeHHble BUMAMUHHO-
MUHEPATbHBLIM KOMIJIEKCOM: OemcKue MOJI0UHble KAl NPOMbIULIEHHO20 NPOU3800CMEa ¢ 000asieHuem
CIUBOUHO20 MACTA, 0BOWHbBLE NIOpE ¢ 000asIeHUeM PACMUMENTbHO20 MACId, MACA.

Bosmoorcno esedenue macnozo niope 6 kauecmee nepeo2o NPUKOpMa 0emsm Ha ecmecmeeHHOM
BCKAPMAUBAHUU, KAK XOPOWIULL UCTIOYHUK Jicele3d U YUHKA.

Koposve u Kkozve MONOKO MONCHO UCHONB308aMb MONLKO 011 Npueomosienus om0 ¢ 8-9
Mmecayes. B amu dice cpoKu MOACHO 6600UNb HeAOANMUPOBAHHbBLE KUCTOMOI0UHbIe NPOOYKmbl (Kepup,
HaAmMypanbHsll Uocypm), obozawjenHvle Hcusvimu duguoo- u rakmobaxmepuimu. bnooa npuxopma, 6
omauuue om 300posvix oemeiti, noocanugarom. [[onoiHumenbHoe KOIu4ecmso no8apeHHol conu 8 OeHb
opuenmupogouno cocmasnsem 1/8 uaiinoti noxcku (0,6 — 0,7 2) 015 pebenka nepeo2o nomy2oous u % u.
1. (1,25 2) ons pebenka 6-12 mecsyes [290].

Taobnuya 23. Ocobennocmu 88edeHusi NPUKOpMa 0emsam nepeo2o 200a dxcusnu ¢ MB

[TpoaykTh u 6012 Bo3spact (mec)

DpyKTOBOE ITIOPE 7

TBopor 4-5

Kentok 5-6

OBoILIHOE HIOpE 5-6

PacturensHoe Maciio 4-5

Karmra 4 (Ha CUEKEHHOM I'PYIHOM MOJIOKE,
MOJIOYHOM CMECH WJIM THAPOJIN3ATE)

CrnuBOYHOE MACIIO 4-5

MsicHOe mope 45-55

HeagantupoBaHHbBIE KHUCIOMOJOYHBIE 8-9

HanuTKH (Kedup, Horypr)

Cyxapu, xseb 7-8

Pri6a 8-9

3.3.3 [IuTanne JOMKOJbHNUKOB U IKOJbHUKOB M B3POCJIbIX
CmanoapmHuule npuHyunvl NUMaHus 0OUHAKO8bl OJisl Oemell, NOOPOCMKO8 U 63POCIbIX

Ocho8HOU NpUHYUN - KAKMUBHBIILY NOOX00 K humanuio nayuenma ¢ MB 6 niobom eo3pacme
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o Ilumanue pebenxa 001xcH0 6vimb pecyasipuvim (6 pasz 8 OeHb oadice OJisl WKOJIbHUKOS, d MAKICe
0n1 83pocavix, gopmyna 3+3): 3 ocHo8HbIX npuema nuwu (3a8mpax, 0bed, yocun) u 3
00NnoIHUMENbHbIX nepeKyca (2-u 3a6mpakx, NON0OHUK, HA HOUb),

o Ilumanue 00n2cHO ObIMb «NIOMHBIMY. 8 KAAHCObIU OCHOBHOU NPUEM NULYU OOJIHCHBL BKII0UAMbCS
o1100a, coodepoicawjue KawecmeeHHvle JHCUBOMHble OeNKU, YUK (Msco, cyonpoodykmel, pwioa,
AUYa Ul MONOYHbIE NPOOYKMbL — Cblp, MBOPO2), KAUeCMEEHHble MHCUpPbl (pacmumenvHoe,
CIUBOUHOE MACIO, CMEMAHA, CIUEKU), CIIOJNHCHbIE (KPYNbl, X1eb, 080wu) U 6 MeHbulell CIeneHu
npocmule (ppykmol, c1a00Cmu, 8aperve, mMeo) yene8ooul;

o Jlononnumenvubie npuemvl nuwu (nepexycvl: 2-u  3a8Mpax, NOJNOHUK, Nneped CHOM)
0053amenbHbL,; OHU COCOSINM, KAK NPAGUILO, U3 KUCTOMOJIOYHBIX NPOOYKMO8, MEopo2d, (hpyKmoa,
8bINEUKU U YMEPEHHO20 KOIUYEC8Ad CIA00CMEl.

Ilpu myrosucyuoose oo 10% nayuenmos k HOOPOCMKOBOMY 803pacmy gopmupyrom uopos u yuppo3s
nevenu (CFLD - yuppos neuenu, accoyuuposanmwiti ¢ MB); 0o 13% nayuenmog x 20-nemuemy
sozpacmy u 0o 50% x 30 2o00am popmupyrom accoyuuposannwviti ¢ MB caxapnwiti ouabem (CFRD -
ouabem, accoyuuposanuwviii ¢ MB). Ilosmomy, necmomps na mo, umo npu MB, npu omcymcmeuu
annepauteckux peakyutl, 8 MeHCOYHAPOOHBIX PEeKOMEeHOAYUsax paspeuieHvl Jrobdvle NpoOyKmol,
HeKxomopbwle 01100a He PeKOMEeHOYemcs ynompeoasams NOCMOSHHO U 8 OOIbUUUX KOIULeCTBAX:

O NPOOYKmMbl U O1H00A, OCIOACHAIOWUE PAOOMY NEUEeHU U JHCeNUeBbIBOOAWUX NYMell - MY2ONideKue

U mpanc-dcupsvl (Cm. vlute), Kpenkue OyiboHbl, OCmpble, KUcivle 01100a U NPSAHOCU,

O NMpOOYKmbvl  NPOMBIULIEHHO20 — NpOU3B00Ccmea,  codepxcawjue  OOabUoe  KOJIUYEeCmeo

CMaodunU3amopos, UCKYCCMBEHHbIX Kpacumenell U KOHCEepB8AHMO8, MAUOHe3 NPOMbIULIEHHO20

npou3zeoo0cmaa;

O M.H. «KMYCOPHYIO NUWY», 20Mosble cyXue noaygadbpuxamol, hacm-¢ghyo,

O ClaoKue 2a3upo8aHHbvle HANUMKU U HepazdasiieHHble (PyKmogvle HANUMKU NPOMBIULLIEHHO20

npou3zeo0cmaa;

O 6 OONBLULOM KOTUYecmee U OMOeIbHO Om OpyeUx npuemos nuwu — pagpuHupo8anHvle npocmole

yenesooul (caxap, Kongemwl) ¢ yenvio He O0NYCKAmMb pe3Ko20 No0beMa YPOBHSL 2IUKeMUL;

O Npu OuUcnencudeckux aeieHusx — 6ovuiue 06vemsvl NPOOYKMO8, YCUIUBAIOWUX 2A3000pA308aHUe

8 KUuleyHuke: UYeIbHO3ePHOBOL U OMPYOHOU Xaeh, CBexHCYl0 U KUCTYIO OeloKOUAHHYIO,

KPACHOKOYaHHYI0 Kanycmy, 60008vle, C8EKY, KOHCUYY U CeMeUKU Om QpyKmos, opexu, cpuoubl.

L4 HpI/I 6pOHXOJ'ICI“0‘-IHBIX 06OCTpCHI/ISIX, S3HAYUTCIBHOM OTCTaBaHMU B BCCC [JIsI YBCIIMYCHUSA

MOCTYIUICHUSA SHCPIr'h, BBICOKOKAYC€CTBEHHOT'O 6em<a, BHUTaMHUHOB 1 MUHCPAJIbHBIX BCIICCTB B KAUCCTBC
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MEPEKYCOB PEKOMEHYETCS HCIOJIb30BaTh CHEIMAIU3HUPOBAHHBIC BBICOKOIHEPIeTUYECKHE KOKTEHIN
WJIM CMECH JJIsl SHTEPaJIbHOTO nuTanus [2,62].

YYP-C, YA -5).

e PexoMeHz0BaHO oOOrameHHe panyuoHa MOJMHEHACHIIIEHHBIMU JKUPHBIMH KUCIOTAMH, KaJIbIIUEM,
MPOOHMOTHKAMH ISl BOCIIOJIHEHUS TIOBBIIIICHHBIX HYTPUTHBHBIX MOTPEOHOCTEH MarueHToB ¢ MB (cm.
paznen 3.3.1 «O0uue NpUHIUIBI TUETOTepanuy y manueHToB ¢ MBy, xupbl). C 1ennbio 00oTameHus
panroHa omera-3 )KHPHBIMU KHCIOTAMH PEKOMEH/I0BAHO HCIIOJIb30BATh CIIA00COJICHYIO (HE KOMTYEHYIO)
KUPHYIO MOPCKYIO PBIOY: CEJbJib, CEMTY, (OPETh U JP. JIOCOCEBBIE, UKPY 3- 4 paza B HE/IEIIO B KAYECTBE
3akycku [62].

YYP-C, Y1 -5).

e PactutensHoe Maciio (JIbHSHOE, TRIKBEHHOE, KEAPOBOE, MACIIO TPEIKOr0 OpeXa, COeBOe, ParcoBoe,
MOJICOJTHEUHOE, KYKYPY3HOE, OJJMBKOBOE) PEKOMEHIYETCS MCIIOJIh30BaTh B HepaQUHHUPOBAHHOM BHJIE
0e3 TepMuYecKoi 00pabOTKH, M0OaBIsAs B cajaThl U TOTOBBIE OBOIIHBIC OIFOJA, /IS MPUTOTOBJICHUS
JIOMAIITHEro MaioHe3a C IeJIbI0 00OTaIIeHUs palliOHa IMOJIMHEHACKIIEHHBIMU KUPHBIMH KACIOTAMHU U
OMOJIOTHYECKH aKTHBHBIMU BelecTBamu [2,62].

YYP-C, Y -5).

e [lanimentam ¢ MB pekoMeHayeTcsl eKEeTHEBHO YHMOTPeOIsTh, KaAK OCHOBHOM MCTOYHUK KaJbIUS W
BBICOKOKAYEeCTBEHHOTO Oellka - HEeo0e3)KUPEHHBIE MOJIOKO, TBOPOT, ChIP, KUCIOMOJIOUHBIE MTPOIYKTHI,
oboranieHHbIC KUBBIMHU IITaMMaMH MPOOMOTHKOB (OndumodakTepuit M nakToOaKTepUii) — HOTYpPTHI
KOPOTKOTO CpOKa XpaHeHus1, ornokedup u T.11. [2,62].

YYP-C, Y1 -5).

e IIpu popMupoBaHHH caxapHOTro ArabeTa, aCCONMUUPOBAHHOTO ¢ MyKoBHuciua030M (M3CJ] (CFRD)),
PEKOMEHIyeTCS ~ KJIOPUWHOCTh PAlMOHA W COACPIKAHUE >KUPOB COXPAHATH IMOBBIIICHHBIM JUIS
BOCIIOJTHEHHS MOBBIIMICHHBIX HYTPUTUBHBIX MOTpeOHOCTeH manuentoB ¢ MB [2,50,62,91] (cm. pasmen
3.1.6 «Tepanus 3HIOKPHUHHON HEJOCTATOYHOCTH MO HKETy10uHOM skene3nl (M3C/I)»).

YYP-C, Y1 -5).

3.3.4 MUKpPOHYTPHEHTHI H BUTAMHHBI

e Bcem nmersim ¢ MB pekoOMEHI0BaHO TOJCATMBAHKUE MHUIIHM C IEJBI0 KOPPEKIMU OajaHca XJopa U
Hatpus (Tabm. 24,25) [2,62].

(YYP-C, Y1 -5).
Taoauna 24. Cyrounsie nmotpednoctu B conu (NaCl) y nereit ¢ MB [2,62]

Bec pedenka/ <Skr 5-10kr >10 kr
TeMIepaTypa
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OKpYy:Karomei
cpeabl
20 °C 0,8 r/nenn 0,5 r/nenn MuHIMYM
+ 0,8 r/nens/10 xr
25°C 1,5 r/neun 2 r/neHp MunumyMm 2 1/1eHb
+ 1 r/gens/10 kr
30°C 2,8 1/neun 4 r/neup MunumyMm 4 1/1eHb
+ 2 r/nens/10 kr

[Ipumeuanwue: cTapiive €Ty, Kak MPaBUIIO, CAMH PETYIUPYIOT KOJIWYECTBO CONM B CBOMX OJF0J[aX MO MPUHLIUITY
«COJIOHKA Ha CTOJIE».

Tao6auna 25. [IpodunakTryeckue 10361 HATPUS s manueHToB ¢ MB [62]

Bospacr Jorauus Hatpus | Ilpumedyanus

Hetu 0-6 mec 1-2 mmonw/kr/aa | Jlas gereit ¢ puckoM cosieneduiiuTa — Cojlb, pa3BeACHHAS B
BOJIe WK (PPYKTOBOM COKE HEOONBIIMMHU MOPIHSIMA
BTEUEHUE JTH,

Hersam no 10 4 mmonb/kr/mH | [ToObeM conu y TPYJHBIX JACTel, TPOKUBAIOIINX B )KapPKOM

MTOKa3aHUsAM (CM. KJIMMAaTe WM [IPH MOBBIIIEHHBIX TIOTEPSAX KUIKOCTH (pBOTA,

TIPUMEYaHs) MOBBIIIIEHHAS TEMIIepaTypa Tena, Tuapes, TAXUITHOD, WK
MIPH HAJTMYUH CTOMBI Y TPYJHOTO peOeHKa).

Hern ocne 6 mec | Cornenas numia [IpMeHATh B CTPECCOBBIX CUTYAIUAX C M30BITOYHBIX

1 B3pOCIBIC HJIH COJIb HNOTJIMBOCTBIO (JIMXOpajKa, pU3NUecKue Harpy3KH, xKapKast
1oro/ia).

ITpumeuanus:

1/5-1/6 uaitHoit nokKu mpuMepHO cooTBeTcTBYET 15 MMonb NaCl coneBbIX pacTBOpOB, MpeAHAa3HAYEHHBIX IS
mepopanbHoil peruaparanuu [2];

Jlnst mepeBoia MMOITh B MT HATPUS, XJIOpa WIIH HATPUS XJIOpUIa HEOOXONMO YMHOKUTH KOJIMYECTBO MMOJIh Ha
23, 35 uiu 58 (MOJIEKYIISIPHYIO MACCy HATPHsl, XJIOPa WM HATPUs XJIOPHIA) COOTBETCTBEHHO [62].

. Bcem nanmentam ¢ MB pexkoMeHI0BaHO JOMOJHUTEIBHOE BBEJICHHUE MPENapaToB KaJdbLMs: C
EJIBIO TPO(MUIIAKTUKH HEIOCTATOYHOCTH KaJIbIMs B OPraHU3ME M OCTEOIIEHUYECKUX COCTAHU [2,62].
YYP-C,YI1-5).

KommeHnTapuu:  npumensitomcss  npenapamel — Kaivyusi — (Kaibyus — AOKOHAM™*,  Kanbyus

enuyepogocgham) u kombunuposanuwvle npenapamsi (Kanoyus kapoonam~+Konexanvyughepon)

o Bcewm nmamnrenTam ¢ MB pekoMeHI0BaHO Ha3HAUCHUE JKUPOPACTBOPHUMBIX BUTAMUHOB C IEITBIO
BOCIIOJIHEHUS Je(DUIMTa HUX TOCTYIUIGHUS C MUIiledl Ha (OHE MaIbJAUTECTHH U MalibabcopOImu
[2,62,96,291].

(YYP-C, Y1 -5).

Kommenrapmii: 6cieocmeue manvabcopoyuu sgcupa y nayuenmos ¢ MB napywaemcs ecacviganue
ACUPOPACMBEOPUMBIX BUMAMUHOB.

V nayuenmoe ¢ MB xopowo uzeecmmno o nedocmamournocmu eumamuna D u napywenusx gpocgopro-
Kanvyuegoeo oomena. Jleueomnwiii a¢pgpexm gvicoxux 003 eumamurnos A u D nyscoaemces 6 danvretiuem

uzyuenuu. QOOHAKO XOpowilo uzeecmHo, umo 6ce nayuenmsvi ¢ MB ¢ nankpeamuueckoi
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HeO0CMAamoyHOCMbIO eHCeOHeBHO OONIHCHbL NOJYHUAMb OONOIHUMENLHO HCUPOPACMBOPUMbLE BUMAMUHDL
(A, D, E u K) u bema-kapomun, onmumanibHo 8 800opacmeopumoul gopme. Ilayuenmol ¢ coxpanuoi
@yHKYUell No0XCenyOOUHOU Jicesle3bl 0053amelbHO OO0NNCHbL NOYYAMb OONOTHUMENLHO Sumamun E.
Booopacmeopumvle eumamunvl Hasnauaromes nayuenmam ¢ MB 6 obvlunbix npogunakmuyeckux
003UPOBKAX, PEKOMEHOYEMbIX 300POBbIM UYAM COOMEEMCMEYIOUe20 803pACma, 3d UCKII0YeHUeMm
gumamuna C, nompebHoCcmb 8 KOMOPOM y NAYUEeHMO8 NoGbluieHa, u sumamura B12 ciyuasx pezexyuu
Nn00B300UWHOU KULUKU.

B mabnuye 26 npusedenvt pexomenoyemvle npoguiakmuieckue 003Upo8Ku OJisi OONOJHUMENbHO2O

66e0eHUs. ACUPOPACMBOPUMDBLX 6UMAMUHOB, U mepaneesmudecKue 0o3vl sumamuna D ons nayuenmoe c

MB.

Taoauna 26. Pexomenayembie mpoQuiIakTHIecKue 035l dKUPOPACTBOPHUMBIX BUTAMUHOB
OetakapoTeHa s manueHToB ¢ MB [2,62,96,255,292,282,283].

Bumamun E
(pacmeop o5 npuema
srympo [macnsmnwuii]
nPOMUBONOKA3AH
demsam 0o 3 nem)

Yposenv coomnowenua
a-
mokogepon:xonecmepu
n>54

Monumopune no
NOKA3aHUAM, nocie
U3MeHeHUs1 003bl

Buramuubl Ho3upoBka (ME/cyT) ®opma Bbinycka i PO
#Konexanpuudeposr* I kanns = 500 ME (12,5 mke)
* Jlemu 1 200a srcusnu 1000-1500 ME/cym
(Bura D) 1-3 200a 1500-2000 ME/cym
UTaMIH 4-10 nem 2000-3000 ME/cym,
. > 11 rem om 2000 (nemo, ocenv) 0o
Cuisopomounuiti 25 (OH) 4000 (3uma, gecna) ME/cym
D munumym— 6onee 30 To3a 3asucum om
He/mn CHIBOPOMOYHO20 YPOBHSL U
00IXHCHA Pe2YTAPHO
KOPPEKmMupo8amscs
#Anvcha-Toxoghepona 0-6 mec 25 ME (18,4 mr) 30% macaanoui p-p. 1kanas
ayemam 6-12 mec 50 ME (36,8 MI‘) = 6,5 ME (4,8]1/[2)
(kancynoL, 1-4 romga 100 ME (73,5 mr) 10% MchiZ}lelﬁ p-p:
npomusonoxazany 4-10 ner 100-200 ME (73,5 -147,1 1 kanns —V2 ME (1,47 m2)
demsn 0o 18 nem) Crapure 10 ner MT) Macnanvuii pacmeop 8
200-400 ME (147,1 —294,1 kancynax 100 ME(73,5 me) ,
un Mr) 200 ME (147,1 m2) , 400

ME(294,2 me)

#MeHaquoHa HATPHSI
oucynbpuT
(Butramun K)

0-1rom: 0,3 — 1 mr/cyr
Crapme 1 roga: 1 — 10 mr/cyr
[Tpn matonorun nedenun: 10 — 15 mr/cyr

1 mabnemxa 15 me
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(Tabnetkn
MPOTHBOIOKA3aHBI JI0 3
JIET, PacTBOP IS
BHYTPHMBIILICYHOT'O
BBeeHHs — 0e3
BO3PACTHBIX
OrpaHUYEHHI)
Ilpomopmbunosoe spems,
yposenv sumamuna K 6
Kposu

Perunoir** Haunnats ¢ HU3KHX 103. [TogOupats 1o ypoBHIO B 1 kanns 3,44% p-pa = 5000
(BI/IT. Al) CBIBOPOTKE KPOBH (€3KErofHbI N KOHTpOJ'IB) ME ( 15 Mg)

1 opaoice = 3300 ME

0-1 ron 1650 ME (0,5 mr) (1 me)

Hopmbr onpedensiomes 1-6 ger 3300 ME (1 ar) 1 rameyna = 12000 ME (3,6

aabopamopueti, 7 neT u cTapie 5000 ME (1,5 mr) Me)
npoeodswyeii ananus

Monumopune no
NOKA3aHUAM, NOCE
UsMenenust 003bl

Tecm npu
NIAHUPOBAHUU
bepemennocmu

berakapoten Hauvats ¢ 1 mr/kr x cyt — 12 Henens, nanee I kanns = 1 me
(Bera-kapoTuH) nojaepkuBaromas 1o3a — 10 mr/cyt

Mpumevanus: * - mepanesmuueckue 003wl sumamuna D yxazanvl 6 mabauye 20 (mepanusi ocmeonoposa)
Mozeym npumenamvbcs KOMOUHUPOBAHHbIE Npenapamol, Hanpumep, Bumamun E+Pemunon

3.3.5 ArpeccuBHbI€ MeTO/IbI HyTPUTUBHOM NMOIIEPKKHU Yy nauueHTos ¢ MB

K «aepeccusnvimy» memooam HympumusHou noodepaicku y nayuenmos ¢ MB omunocames:
1. 3010080€ sHmMepanvHoe numatnue 8 8ude HOUYHOU SUNePATUMEHMAYUU, Yepe3 HA302aCMPATbHbIL 30HO
wiu wepez nepkymaunyio cacmpocmomy (mpyoxu numamenvbHole 2acmpoCcmoMUYecKUe U eloHalbHble
MIC, MIC-KEY ¢ npunaonesxcnocmsamu). C nomowplo HOYHOU SUNEPATUMEHMAYUU, NPU AOCKEAMHOM
KOHMpO/le NAHKPeamuyecKuMy 3aMeHumensimu, MONCHO donoHumenvuo obecneyums om 30 0o 50%
paccuumannot snepeonompeornocmu [9].
2. [lapenmepanvroe numarue

o Ionnoe (yenHmpanvHblil 6eHO3HbBII Kamemep),; NOKA3AHUAMU AGIAI0MCA!

- COCMOsIHUSL NOCIe ONepayuu Ha KUWEeYHUKe;

- CUHOPOM KOPOMKOU KUWIKU,

- OCMPpbILL NAHKpeamum.

¢ Yacmuunoe (c yenvio OONONHUMENLHO20 NUMAHUA), UCHONL3YEMCs nepugepuieckast

6eHa.
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- HCUPOBBIE IMYTIbCUU,
- 2NIIOKO30-AMUHOKUCTIOMHbIE CMECU, BUMAMUHDL.
o PekoMeH10BaHO IPUMEHEHUE «arpeCCUBHBIX)» METOI0B HYTPUTUBHOM MOIJCPKKHU TIPH:
O OTCYTCTBUU NMPHOABKH B BECE WJIM CHIKEHHE Beca B TCUCHHUE 6 MECSIICB;
o (akTHdeckoit Macce Tena HIKe 3 MePHeHTHIIS;
o (hakTHyeckoit Macce Tena HIKE JOJDKHOTO 3HaYeHus Ha 15% wmu Menee 25 nepueHTHiIs
Ha (OHE JIOMOJHUTEIILHOTO TUTAHUS CIICIUATLHBIMU cMecsimH [2,22,62].
YYP-C,YIAI-5).
Kommenrapmii: «aepeccusnvie» memoovbi HympumueHot no00epI’CKU NOKA3ANU 8eCbMd BbICOKVIO
agppexmusnocmo, 6 ocobennocmu y nayuenmos ¢ MB ¢ 8bipadceHHbiMU HapyWeHUAMU HYMPUMUBHO2O
cmamyca. OOHaKo, ONMUMANbHbIE MEMOOUKU, CXeMbl NPUMEHEHUs, 6UObl U CHOCOObL 66e0eHUs
NUMAMenbHbIX cMmecell, CROCOObL 3aMecmumenbHoU epmMenmHol mepanuu npu nPo8edeHUU 30H00801
UNEPATUMEHMAYUL  HYHCOAIOMC 8  OdlbHelulell ompabomKe 8 NpaKmuke Ome4yecmeeHHOuU
NYIbMOHOIO2UU U NeOUAMPUU.
Ilokazano, 4mo mMoONbLKO NpUMEHEeHUe IHMEPAIbHO20 30H008020 NUMAHUSL Yepe3 2acmpoCmomy
00CMOBEPHO NPUBOOUM K YIVHULEHUIO HYMPUMUBHO20 cmamyca nayuenmos ¢ MB.
3.3.6 IIporpammsbl IBM i1t moadopa auersbl U (pepMEHTHOM Tepanuu JJ1s Bpauei u

MalnMueHToB

Paspabomanwvl npocpammer onss IBM, komopwie nanpasnenvl Ha ONMUMU3AYUIO KOMNIEKCHOU Mepanuuy
MYKOBUCYUO03a u npumensiomess 6 psoe peeunos P [293]. Ilpocpamma DBM «Monumopune
HYMPpUMUBHO20 CMamycd, payuoHa NUMaHus U ¢hepmMeHmHolu mepanuu npu MyKOSUCYUOO3E)
(I'ocyoapcmeennas  pecucmpayuss Ne 2016 660762 om 21.09.16) noszsonsem cokpamumo
mpyoo3ampamol 8payd npu pacuemax UHOUBUOVAIbHOU Ouembl U 003bl 3AMeCMUMENbHOU (hepMeHmHOU
mepanuu. Mobunvnas eepcus npocpammel IBM «Monumopune HympumusHo2o cmamyca, payuoua
numanus U QepmeHmuolu mepanuu npu Mmykosucyuooze. Mobunvnasa eepcusa» (I ocyoapcmeennas
peaucmpayua Ne 2017 661283 om 09.10.17) nomoeaem nayuenmam camocmosmenbHo noooupams 003y
(pepmenmos Ha KadcOwlll nNpuem  nNuWU, 8 pedcume OHIAUH nepedasamsv  OdHHble (8
o0enepcoHUGUUUPOBAHHOM 8UOe) O PUUYECKOM PA3BUMUL, PAYUOHe NUMAHUSL, 0034X NAHKPeamuHa 0
KOHCYTbmayuyu ¢ Jeqyawum 8payom, o0yyaem CAMOKOHMPONIO HAO C8OUM  3a00Je8aHUeEM.

Hcnonvsosanue oannwvix npoecpamm noxkasajilo ce0ro 3¢¢€K’mu6H0€mb 6 KIUHUYECKOU npakmuke

[241,293,294,295].
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3.4 Xupypruueckoe JeyeHue

° [Tpu HEe3(h(HheKTUBHOCTH KOHCEPBATUBHBIX METOJOB, HApPACTAHUU 3IU30/I0B KPOBOXAPKAHbS U
Pa3BUTHUU JIETOYHBIX KPOBOTEUEHMH mamueHTamMm ¢ MB pexoMeHJ0BaHO XHpypruueckoe rnocodue c
EJIbI0 OCTAHOBKH KpoBoTeueHus [261,263,264,265].

(YYP - C, VI - 5).

KommenTapmii: memooukou evibopa sensemcs amMoO0au3ayus OPOHXUAILHLIX apmepuil, 00CMAmMoYHAs
npocmas npoyeoypa, 3aKNoHaroWascs 8 IHO0BACKYIAPHOU IMOOIUZAYUU KPOBOMOUYAWE20 cocyod
UHEPMHBIMU MAMEPUATaMy. IMOOIU3aYUsl N0360J5em KYNUpo8ams 9NU300bl KPOBOXAPKAHbA UIU
SHAYUMENbHO OMCpouUms ciedyiowue 8 2/3 cayuaes. Taxoce modircem nposooumvcsi IHOOCKONUUECKAs.
KaanaumHas oponxonokayus. Pezexyus kposomouaujeco ceemMeHma, 00IU UTU YeN020 1e2KO20 MONCem
NPOBOOUMBCSL MOTLKO 8 UPE3BbIUAUHBIX CAVUASLX NO BUMATbHIM NOKA3AHUSIM.

Hapacmanue necounvix Kposomeuenutl u HEGO3IMONCHOCb UX KOHMPOIUPOBAMb IMOOAUZAYUE —
noKazauue 05 pacCMOMpeHUs NAYUeHma Kaxk KaHouoama Ha mpauchianmayuro 1e2Kux.

. Jleuenne mnHEBMOTOpakca y mnanueHToB ¢ MB pexkoMmeHayeTrcss NpPOBOAUTH COTJIACHO
KIMHAYECKHUM PEKOMEHIAIUSAM TI0 THEBMOTOPAKCY C LENBI0 BHIOOPA ONTHUMAIBFHON TAKTUKH BEICHUS
narrenTa [261,262,296].

YYP-C; YA -5).
KommenTapuu: nuesmomopaxc, no oannvim Hayuonanonozco Peeucmpa, 6 Poccuiickou @edepayuu

scmpeuaemcsi edxice200Ho y 2,39% 63pocivix nayuenmos ¢ MyKoGUCYUOO30M, YUMO HAMHO20 Hauje Yem y
Ooemell, u s61emMCcs  cleocmeuem paszpvlea  cyoniespanvhvix oyan. Ilpu peyuousax ezo
paccmampusaemcs HeobXo00uMoCcms npuUMeHeHus nieepooesd. B maxom ciyuae manunynsyuet esloopa
ABNAEMCS TOKALHBLU XUMUYECKULL nieepodes uiu niegpakmomus. K makum onepayusm, kax pezekyus
CyonespanbHulx Oy, HEOOX0OUMO OMHOCUMCSL C OCHOPONCHOCMbBIO, YYUMbIEAS 603HUKHOBEHUE
OONONIHUMENLHO20 CRAEYHO20 NPOYECcd, Ymo MOodcem 3ampyoHsims 6 OalbHeluemM MmpaHCHAAHMAayuro
JIe2KUX.

. PexomeH1yeTcsi S9HIOCKONMYECKOE XUPYPTUUECKOE JICUCHHE XPOHUYECKOTO PUHOCHHYCUTA
(XPC) Ha QoHe MyKOBUCIHUIO3a TPU BBIPAKEHHOM 3aTPYAHEHHH HOCOBOTO JIbIXaHHSI 3a CUET
HA3aJbHOTO TOJIMII03a W/WIM MEQUalv3alluid JaTepalibHOM CTEHKH IMOJOCTH HOCA; HEKYNHPyeMOM
KOHCEpBaTHUBHBIMU METOJaMH 00OCTpeHUH HH(PEKINOHHO-BOCTIanuTenpHOro mporecca B OHII,
KOTOPBI paccMaTpUBaeTCs B Ka4ecTBE BaXKHOW MPUYMHBI KOHTAMUHAIIUH OPOHXOJIETOYHON CHCTEMBI;
Pa3BUTUM CHHYCOTEHHBIX OPOWTANBHBIX W/WUIM BHYTPUUYEPEIHBIX OCJIOXHEHHH, HE0OXO0IUMOCTH
canaiuu nosioctu Hoca 1 OHIT nmepen TpancmanTtanueii gerkux [297,298,299,300].

(YYP - B, V[T - 3).
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KommenTapuii: 011 oemeti u 63pocivix nayuenmos onmumaibHblM MeMoOOM XUPYPSULECKO20 JleYeHUs
XPC 80 6cem mupe npusHana pacuiupeHHas IHOOCKONUYECcKas yHKYUOHANbHAS PUHOCUHYCOXUPYDUSL
(FESS-Functional Endoscopic  Sinus  Surgery) — manounsazuguwvill, OpeaHOCOXPAHSIOWUL,
PU3UOIOCUYHBITL MEMOO XUPYPSUUECKO20 JeYeHUs 3a001e8aHUll HOCA U OKOJIOHOCO8bIX nasyx. Ilo
knaccugpuxayuu P. J. Wormald (Aecmpanus, 2012), pacwupennas FESS exmouaem 6 cebs
NOIUNOMOMUIO 8 COYEMAHUU C NOTUCUHYCOMOMUEU (MAKCUMATLHO WUPOKUM GCKPbIMUEeM 6cex
NOPANCEHHBIX NOAUNO30M NAZYX, PACUWUPEHUEM COYCMULL 8ePXHEYeIOCMHbIX na3yx 00 7 MM u boiee,
8CKpbIMUEM KIeMOK peulemuamozo 1aoupunma ¢ obHaxcenuem ocHoganus dyepena). Iloxazanusmu
XUPYDUHLECKOMY JIeUeHUIO SGIAIOMCA:  BbIPANCEHHOE 3AMPYOHEHUe HOCO8020 ObIXAHUS 34 Cyem
HA3A1bHO20 NOIUNO3A U/UNU MeOUATU3ayUulU J1amepaibHOl CMeHKU HNOIOCMU HOCA, HeKynupyemoe
KOHCEep8AMUBHbIMU Memooamu odocmpenue uHgekyuoHno-eocnarumenvrho2o npoyecca 6 OHII
KOMOpblll  pacCMampueaemcss 6 Kaiecmee GadCHOU NPUYUHbI KOHMAMUHAYUU OPOHXONE20YHOU
cucmemvl, pazeumue CUHYCO2EHHbIX OpPOUMANbHBIX U/UNU 6HYMPUYEPENHBIX OCLONCHEHULl, CaHayus
nonocmu Hoca u OHII nepeo mpancnaanmayueti neexux. Mzonupoeannas oyenxa pezyromamos KT
OHII ne moocem cnyscumes NOKA3aHUeM K Xupyeuyeckomy aedenuro. Ha oannvui momenm ecmo
ybeoumenvHble 00KA3AMENbCMBA CHUNCEHUSI CTNeNeHU KOHMAMUHAYUY HUMCHUX ObIXAMelbHbIX nymel
nocie puHoxupypeuuecko2o Jnedenus. Tewm He Menee, nayueHmvl U/UNU POOUMENU/3AKOHHbIE
npeocmasumeny OO0AHCHbL OblMb  UHGOPMUPOBAHDL, UYMO XUpypeudeckoe JjeyeHue He s811emcs
cpeocmeom uzneuenuss om XPC u HA3a1bHO20 NOIUNO3A U O BbICOKOL BEPOSMHOCMU PEYUOUBO8 U
nompeoHOCmU 8 NOBMOPHBIX BMEULAMEIbCIBAX.

e PexoMEHZ0BAaHO HANpaBUTh MAlMEHTa C MYKOBHUCLHUIO30M B TEPMUHAIBHON CTaIuu IUppo3a
MEYEHH, HO C OTHOCUTEIILHO COXPaHHOM (PYHKIIMEH BHEITHETO JbIXaHHs K Bpady-TPaHCILIAHTOJIOTY IS
OILIEHKH BO3MOXXHOCTH ITPOBEICHUS TpaHCILIaHTalMy nieueHu [1,2,22].

(YYP-C, YOI -5).

KommenTapmii: padukanvhwiii memoo neuenus. Ilepsas onepayus 6 P® nposedena moavko ¢ 2009 e.
Xupypruueckoe jedyeHrne MEKOHHEBOI0 njeyca

e [lanmentam ¢ MB M MEKOHHEBBIM HIIEYCOM IpPH OTCYTCTBUU BO3MOXKHOCTH KOHCEPBATHBHOIO
JICYEHUS WIH TIPH ero Hed(h(HEeKTUBHOCTH peKOMEHAYETCS MPOBEICHNE OTIEPATUBHOTO JICUEHUS C IENbIO
paspeleHns KUIEeYHONH HEMTPOXOJMMOCTH M TIPEI0TBpaIieHus ocnoxHenuit [123,271,301].

(YYP-C, YO/ -4).

KommenTapun:

Onepamulmoe Jlieyenue
1. ﬂuaeﬁocmuqecmﬂ Janapockonust — J1anapomomusl (npewwyu;ecmeeuno npasocmopoOHHUM

HUJICHENONEepeuHbiM 00CHYNOM, YOOOHBIM O] 8b16€0€HUsL UNEOCTNOMbL)
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Humecmunomomus na epanuye pacuupesHol U CyHCeHHOU KUK

Onopooicnenue omeooauje2o omoena Kuule4HuKa

Iosmadicnas buoncus KUWKU

Buvigedenue xuweunou cmomvl Ha epaHuye pPAcUUPeHHOU U CYHCEHHOU KUWKU (onepayus
8b100pa)

Hanoowcenue mexckuuieuno2o anacmomosa (npu 00CmamoyHom onvime Onepupyioue2o xupypea
U OMCYMCmeuu COMHEHUll 68 NAMONO2UU MOICMOU KUWKU, IHCEeNAMEeNbHO C NpOo8edeHUeM

UHMPAONEPAYUOHHOU OUONCULL)

Ilocneonepayuonnoe edenue:

1.

Ilo soccmanognenuu naccadxca no KUWEYHUKY DHMEpPAlbHas Hazpy3ka He panee 3
NOC1eonepayuoHHbIX CymoxK

Pacwupenue obvema kopmaeHus npu adexeamHol moaiepaHmHoCmu 00vbemy KOpMieHUs
Ilpuopumemmno 2pyoHoe MONOKO, HeobX00uMo cmpozoe coOM0eHUe Mamepvio waoauell
ouembi.

IIpu nooo3penuu Ha MyKOBUCYUOO3 HA3HAYEHUe NAHKpeamuHa™** u3 pacuema HaAYanIbHOU 003bl
600-800 e0 aunaszwvl na 1 epamm sxcupa 6 cmecu unu 6 2pyoHom monoke [22,271]

Ipu b6onvuux nomepsx no KUWEYHOU CmMomMe Nepexo0 Ha leyeOHble CMeCU ¢ YACMUYHbIM UTU
NOJIHBIM 2UOPOAUZOM DenKa

Yx00 3a omeoosawum omoenom xuueunuxa

Bepughuxayus npuuun 603HUKHOBEHUS

Mopgonocus buonmama

I'enemuueckoe ucciredosanue

Kan na nankpeamuueckyto snacmasy

Koncynemayus cneyuanucma no mykogucyuoosy.

Bepughuxayus enympuympoomnoii unghexyuu

OciorcHeHUs KULEUHOTL CIOMbl

Deazunayusa KUWKU

Ilepucmomanwvhwiii depmamum
Iapacmomanvhas epwidca

Manvabcopbyus na ghone KuueuHOU CMombl

Omcymcmeue npubaexu 6 gece

Paouxanvnsiii sman xupypzuueckoi KoppeKyuu
1. IInanosas uepes 2-3 mecaya nocie nepeudHol onepayuu npu:

Cma6wzu3az4uu COCMOAHUA nayuenma

Aoexeamnou npubasku 6 eece
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*  Cmene 8HympubOILHUYHOU (PIOPLL HA K OOMAULHION )
2. Cpounas - uepes 2-3 nedenu nocie nepesuUyHoOL OnepayulL:

s Omcymcmaue 803MOHCHOCMU OOCMUYb B03DACMHO20 00beMa KOPMIEHUs.

*  Hexoppueupyemvle nomepu no cmome

*  Coxpanarowasncs 3a8UcuMOCms Om UH@Y3UOHHOU Mmepanuu

*  Knunuuecku 3nauumvle oua2u uHGexyuu 8 OmkI0YeHHOM omoesne KUUKU

*  OCnodCHeHUsI KUWEYHOU CIMOMbL, CO30AI0UWUX YePO3Y HCUSHU nayueHma
3. Obs3amenvHoe npedonepayuontoe 06ciedo8anue:

*  Pe3ynvmamul MUKPOCKONUYECKO20 0OC1E008aAHUS.

*  HUccrnedosanue MUKpoOOUOIO2UYECKO20 Neu3axca

*  AumezpaoHas peHmeeHKOHMPACMHAS UPPUSOCKONUSL

» llonyyenue pe3ynbmamos HOPpMAIbHOU MOPGoI02UU OUONMAMA CIMEHKU KUUKU
Onepamuenoe neyenue paouKanbHo20 IMANA XUpypuieckoil KoppeKyuu
3axpvimue KuweuHol cmombl ¢ HAIOHCEHUEM MENCKUULEUHO20 AHACMOMO3a
Ilpumeuanue
- JIroboti eapuanm 8p0A*COEHHOU HUZKOU KUULEUHOU HEeNpOXOOUMOCHU V HOBOPOICOEHHO20 mpedyem
nposedeHuss 0000C1e008anusi y pebeHKa Ha MYKOBUCYUOO3, d HAIudue GHYmpuympooHo2o
NCe8OOKUCMO3HO20 NEePUMOHUMA Y HOBOPOICOEHHO20 NO360Jislem MAKCUMATLHO PAHO 3AN0003PUMb
CMEWAHHYI0 POPMY MYKOBUCYUOO3A U HAYAMb JleHeHUe Yaice C NePUOOd HOBOPOICOEHHOCIU (CM. pazoei
«Knunuueckasn kapmuna 3a601esanus unyu cCoCmosHust (2pynnul 3a6onesanutl unu cocmosnutr)y) [301].
- Heobxo0umo cmpemumbcs K Kak MOA’CHO Oo1ee paHHeM) 3aKPbIMUI0 KUUUEUHOU CIMOMb.
TpancmiIanTauus Jerkux
J PexoMeH10BaHO HAMpPaBUTH MAUEHTa C MYKOBUCLU030M TSDKEJIOTO TEYSHUSI, TOPIIUIHOTO K
Tepanuu, 4aCTbIMU 000CTPEHUSAMHU U OCIOKHEHHUSIMU K Bpauy-TPAHCIUIAHTOJIOTY JUTsl pEIICHUs BOIIpoca
0 IIPOBEAECHUH TPaHCILIaHTauK jJerkux [302].
YYP-C, Y1 -5).
KomMmenTapuu: ¢ muposoi npakmuxe mpaucniaumayus aéexkux (1J1) sagnsemcs obwenpusHaHuvim
MemoOoM NeueHUs NayueHmos 6 MepMUHAIbHOU cCmaouu 3a001e6aHull 1€2KUX paziudHoU MUOIO2UU.
Cpeou nokasanuii k TJI y nayuenmos cmapwie 18 nem myxosucyuoos (MB) 3anumaem 3 nosuyuio,
yemynas XOBJI u nézounomy ¢pubpo3sy, u 3anumaem nepgoe Mecmo y nayueHmos 0emcko2o 803pacma
om 6 0o 17 nem. TJI npu mwamenvHom ombope nayueHmos 0OCMOBEPHO Yiyuuiaem noKazamenu
8bIJICUBAEMOCU U KAYeCMB0 HcuzHu. Meouana npooondcumensHocmu Hcusnu nayuenmos nocie TJ1 no
noeody MB xapakmepu3syemcs Hauay4uumu NoKazamenamu npu CpasHeHul ¢ opyeumu 3a001e6aHusMu

u cocmasusiem oonee 11 nem.
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Ocnosanuem 0na nanpagnenusn nayuenma c MB ¢ Llenmp mpancnaanmayuu (L[ T) aenaemca:
1. O®B:1 <30% unu npoepeccusnoe cruxcenue noxkazamens ODB1, necmomps HA MAKCUMANTbHO
BO3MONCHYIO MEPanuio
2.  Jlucmanyus 6 mecme 6-munymnou x00b0w1 menee 400 m
3. Pazeumue nézounoti eunepmenzuu 6 OMCYMCMBUE SUNOKCEMUYECKOU  OblXAMenNbHOU
He00CmamouyHoCmu
4. [Ilpoepeccusnoe yxyouieHue coCmosnus nayuenma, npueoosiyee K 4acmvim 20CRUMaiu3ayusim
screocmaue:
a. Pazsumus u napacmanus ObiXxamenbHOU HEOOCMAMOYHOCMU C NOMPEOHOCMbIO 8 NPOBEOeHUU
HBJI
b. [Iosviwenus anmubuomuxopesucmenm1ocmu, yxXyoueHus: KIUuHU4ecko20 60CCMAHOBIeHUS NPU
000CmMpeHUsxX, pocma 4acmomol 060CmMpeHull U 20CRUMAIU3AYULL
C. Vxyowenus nympumusrnoco cmamyca, HeCMOmMpsi HA OONOJHUMENbHOE YHMEPAIbHOE NUMAHUe
d. Peyuousupyrowux nneemomopakcos
e. Jléeounvix KpogomeueHuli u KpOBOXAPKAHULL, PE3UCTEHMHbIX K IMOOIU3ayuu OPOHXUATbHBIX
apmepuii.
Lenvro obpawenuro 6 LT ssenaemcs ycmanosieHue NOKA3AHUN U UCKTIOYEHUe NPOMUBONOKA3AHULL K
MPAHCNAAHMAYUU TESKUX.

Ilokazanus K mpanHcnaiaHmayuu 1ézKux:
1. Xponuueckas Ovixamenvhas HedocmamouyHocmsb (2unokcemuueckas Gopma Pa02<60

mm.pm.cm.,; eunepkanuuyeckas popma PaCOz >50 mm.pm.cm.)

2. JlnumenvHas HEUHBAZUBHASL GEHMUNAYUSL IESKUX

3. Jlézounas eunepmensus (CHJIA>35 mm.pm.cm npu IXO-KIT, unu CIJIA> 25 mm.pm.cm. no

pe3yibmamam kamemepusayuu cepoya)

4. Yacmwie obocmpenus 3a601e8anus, mpedyoujue cmayuoHapHo2o ledeHus

5. [Ilpoepeccusnoe cuudicenue noxazamenetl QyHKYUU BHEUHE20 ObIXAHUS

6. 4 ¢ynxyuonanvnwiti knacc no NYHA.
Ilpomueonokazanus K mpancnianmayuu 1é2Kux 0enamca Ha adconlomusle U OMHOCUMmebHble.
Bxnao nocreonux 6 npunsimue peuieHuss 0 NOCMAHOBKeE 8 IUCH OHCUOAHUSL ONPEOeNsemcs HA OCHOBAHUU
JIOKANIbHbIX NPOMOKOJI08 U cobcmeenno2o onvima L]T.

Abconomnvie RPOMUBCONOKA3AHUA K MPAHCNIIAHMAUUU JI€CKUX npU MB:
1. Hanuuue 6 anammuesze 310KAYECMEEHHbIX OHKOI02UYECKUX 3a001e6aHULl CO cpoKkamu pemuccuu

nocie coomeemcmeyoujel mepanuu meHee 5 jgem (uckmoyvenue — pax kodxcu TI1-2NOMO, nocne

PAOUKATbHO2O Nledenusl, ¢ pemuccueti bonee 2 nem)
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2.

Taocenasn oucghynkyua unu 3abonesanue Opyeux OpeaHo8 u/uiu cucmem npu OmcCymcmeuu

BO3MOINCHOCMIU CuMy]meaHn’ZHOZZ KoppeKkyuu

3.

Tsaoxcenoe cocmosinue nayuesma, xapakmepusyrujeecsi HapyuleHuem e6umailbHblx qbyHKL{MIZ

opeanuszma (ocmpoe HapyuieHue Mo3208020 KpO800OpaujeHus, Omcpulii UHGaApKm mMuoxkapoa u m.o.)

4
5
6.
;
8

Hexoppezupyemvie napywenus cemocmasza
XpoHnuueckas nepcucmupyioujas HeKOHMpOIUpYyemas MUKpoOHas ungexyus, myoepkynés
Buipasicennas oegpopmayusn epyoHou Kiemku u n0360HOYHUKA

HUMT >35 re/m?

Icuxuueckue HapyueHus ¢ nomepeﬁ deecnoco@wcmu, a0ex8amHo20 KOHmakma, 3aesucumocmu

om NCUxXoaKmueHblx seujecme, ajiKocoJiAd u/unu mabaxka

9.

Omcymcemeue KOMIIAeHMHOCIU U Hadledcaujeli COyuanbHOU NOOOePIHCKU

Ommnocumensvhole npomueonokasanus.:

o & w0 N e

Bospacm cmapwe 65 nem

Oorcupenue 1 cmenenu (MMT 30,0-34,9 ke/m?)

Ipozpeccupyiowee unu maxcenoe ucmowernue (MMT menee 15 ke/m?)

Taoicenviii ocmeonopos ¢ Hanuduem namoio2u4ecKux neperomos Uil 001e8020 CUHOPoOMa
IIpeowecmsyrowue onepayuu Ha 2pyoOHOU KlemKe C pe3eKyuell JIeeKux u/uiu nposeodeHuem
niespooesa

Hckyccmeennas eenmunayus JecKux u/uiy Hauuyue y peyunueHma Cnomo2amenbHO20
Kpo8oobpaujenuss u/unu 3IKCmpaKopnopaibHou MemOpanHol OKCuseHayuu

Buenecounas  kononuzayus — unu  uHQuyuposamue - 8bICOKOPEIUCMEHMHbIMU — UIU
8bICOKOBUPYIEHMHBIMU OAKMeEPUAMU UTU 2pUOAMU

Hanuuue xponuueckoeo supycrnoco eenamuma B u/unu C, BU4-ungpexyuu u/unu CITH/]a
XpoHuueckoe un@uyuposarue OvlXamenbHblX Hymel MAaKuMu MUKPOOPSAHUSMAMU, KaK

Burkholderia cepacia, Mycobacterium abscessus

10. ﬂpyeue 3a00ne6anUsl Wil COCMOAHUA be3 KIUHUYECKUX NPUZHAKOB MEPMUHATIbHO20 NOPANCEHUA

OpZdHOS-MMM/leHelZ.

Iloka3zanusn K Hanpaeéienur 6 llTu HOCMAHOBKE 8 TUCHL 0ICUOAHUSA nayuenma 0emcKozo eo3pacma

6 YEJIOM He Onmauvaromcsi om maKkoesblx y nayueHmoes cmapuie 18 nem. Oonaxo 6 kascoom KOHKpemHOoM

cydae 636eUleHHoe peuleHue NPUHUMaentcsl KOHCUIUYMOM 6 cocmaee Xupypecoe-mpaHCnlanmaoJjlocos,

AHECME3UO0JI02086, neduampo& nYyJ1bMOHOJI0206 U cneyuaiucmoes no MyKOSMCL!M()OS’y.

3.5. PenpoaykTHBHOE 3/10pOBbE MYKYMH ¢ MyKOBUCLHI030M

Huaecnocmuxy cocmosanus penpooykmusHou cucmemvt mysxcuun ¢ MB cm. 6 pazoene 2. «/[uacnocmuxay
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. Pexkomenayercsi  manmMeHTaM ~— MYXCKOTO — TOJa € MYKOBUCIMJIO30M,  HMEIOIIUM
a300CTIePMUIO/KPUTITO300CTIEPMHUIO, TIpOoBeeHnEe Ouoricuu Tectukyn (¢ 18-metHero Bo3pacra). Ilpu
MOJIy4eHUU CIEPMaTO30HMI0B, MPHUTOTHBIX Ul OIUIOJOTBOPEHHS, BO3MOXKHO WX HCIOJB30BaHHUE B
npouenaypax DKO/ICSI (1 kproKoHCepBaIys MPH BO3MOKHOCTH U HEOOXOTUMOCTH), TIPA OTCYTCTBUU
CIIEPMATO30MJA0B — PEKOMEHJOBAHO HWCIIOJIb30BAHUE JOHOPCKMX ramer B mnporpammax BPT mis
COXpaHeHHs Bo3MOXkHOCTH Jetopoxaenus [101,104,130].

YYP-C, Y1 -5).

. PexoMenayercsi manypeHTaM MYXKCKOTO TOJa B Bo3pacte ¢ 15 JeT ¢ MyKOBHCHIHIO30M 0€3
a300CIePMHUH/KPUTITO300CTIEPMUAN KPHOKOHCEPBAIIUS CIIEPMATO30MI0B (110 BOSMOKHOCTH PaHHSs) JUTS
nocieayromero ux ucmnoias3oBanus B nporpammax JKO/ICSI nnst BO3MOXKHOCTH JIETOPOXKACHHS, B
YaCTHOCTH Y HOCcHTelel nmaTtoreHHoro Bapuanta 3849+10kbC>T B rene CFTR [99,303].

YYP-C, Y/ -4).

3.6 BepeMeHHOCTH MPH MYKOBHCIHI03€

HﬂaHupoeaHue 6€p€M€HHOcmu Y JfCeHWUHR C JI0ObIM MAHCENbIM IKCMpazeHunaaibHobiM 3abonesanuem
AeAemci 8aX@CHbIM qbaKl’l’IOpOM npogbwzakmuku OCJIOHCHEHHO20 mMeYeHUA 6€p€M€HHOCWlu u 3a1020m
ycnewuHozo eé 3a6eEPULEHUAL.

Iloozomoska k bepemenHocmu 00NIHCHA NPOBOOUMCSL NO MPeM HANPABIEHUSM:

L4 T'enemuueckoe KOHCYy1bmuposearnue ¢ UYeiblo YmOUYHEeHUsl puckKa poofcdenwz pe6em<a C
MyKOGuCI/;MOOS’OM.
L4 OL;QHKCI KIUHU4YeCKo2o U QbyHKL{MOHaJZbHOZO COCMOAIHUA nayueHmKu.

- 8eCO-pOCmosble XapaKmepucmuKu

- nokazamenu pecnupamopHou hyHKyuu

- uH@eKyuss dblxamenbHbIX nymetl

. Coyuanvhas aoanmayust (NOMOWb 8 NOHUMAHUU NOCIEOCMEULL NPUHSIMO20 PeUeHUsl)
Ilayuenmrka Oondicna 6bImMb 0CEEOOMNICHA O BO3MONCHOM G3AUMHOM GIUAHUU MYKOBUCYUOO3A U
bepemeHHOCmU, PUCKe POANCOeHUsI PeOeHKA ¢ MYKosucyuoozom. lIpunumas 60 GHUMAHUe Hanudue
msadxceno2o Hedyea y mamepu, ciedyem YMOYHUMb, KMo Npu HeobXooumocmu, Oyoem oKa3vleéamy
nomowb 8 yxode 3a pebenxkom. CyuecmeeHHbIM MOMEHMOM NPU MSANCEIOM MeUeHUU 3a001e8aHUs.
a61emcs niaHuposanue 6yoyuje2o 0iisi pebeHKa.

Bo epemsa bGepemennocmu OvixamenvHasi cucmema JHCEHUWUHbL Npemepnesaem 3HAYUMeNbHble
aHamomuveckue u QYHKYUOHAIbHbIE USMEHEHUSL

Iloovem ouaghpaemovl 00 4 cm

Cuuoicenue OEJI, ®OE, OO

Yeenuuenue Ml/lHyn’IHOIZ GeHmuAyuu
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Pocm nompebnenus xuciopooa

T'unepcexkpeyus u omex cau3UCMou ObIXAMENbHLIX Nymell (MPeumMyuecmeeHHo 6 mpembem
mpumecmpe).

CHuoicenue n1e20uHblX 00beMos8 8 coyemanuu ¢ opouxuanvrou oocmpykyuei (OPB1<50%) evizvieaem
3aKpvimue MeIKux ObixamenvbHulx nymeti (<2 mMm) 60 8pemsi CHOKOUHO20 8bl00XA, 00 OO0CHMUNCEHUS
JIe204HOU cucmemol mouxku pasrnogecust (m.e. docmudiceruss @OE). Pannuii 3KcnupamopHwlii KOAIanc
npueooum K 3ampyOHeHUr) OMmXO#COeHUsi MOKPOMbl V NAYUEHMO8 C MYKOBUCYUOO30M. B ciyuae
BbIPAINCEHHBIX 0OCMPYKMUBHBIX HAPYUIEHUTI 8bICOKA ONACHOCMb PA38UMUS MYKOCMA3d, 000CMpeHUs]
UHpEKYUOHHO20 npoyecca, a maxdxice uzMeHeHus Oup@y3uoHHo-nep@y3UOHHLIX OMHOWEHU U
Pazeumus apmepuaibHOU 2UNOKCeMUU.

Duepeemuueckue 3ampamvl OpeaHusMa Mamepu U N100d, 603pocuiue 80 6peMs OepeMeHHOCMU,
mpebytom oonoanumenvHozo yceoenus 300 kxan/cymku. Buewnecekpemophas HeOOCMAamouHOCHb
NOOMCENYOOUHOU Jicenesbl, NPUBOOAWAs K Malboucecmuu u mManbabcopoyuu, mpebdyem 0coOeHHO020
BHUMAHUSL K 8ONPOCAM NUMAHUS U 3AMeCMUMENbHOU mepanuu y nayueHmox ¢ MyKOGUCYUOO30M 8O
8pems bepemenHoOCmu.

Bo epemsa 6Gepemennocmu ysenuuusaemcs o00veM YUpKyaupyroweu niazmel, 4mo HpUBOOUm K
VBENUUCHUIO YACTNOMbl CEPOeUHbIX COKpaujeHul u yoaprno2o obvema. Mexanuueckoe coasieHue
pacmywum ni000M HUNCHell NOJOU 8eHbl bl3bleaem OONOJHUMENbHOe YeenudeHue npeoHazpysku. ¥V
nayuenmox, Cmpaoarowux msaxceiol 1e204Hol Namono2uell, Mo MO}cem Npusecmu K pazeumuio
JIC2OYHOL  2UnepmeHsul, nepezpyske Npagulx omoenos  cepoyd, pa3eumuUem  cepoeyHou
neoocmamourocmu [304,305].

Dakmopsl pucKa HCUIHEYZPOHCAIOULUX OCTIOHCHEHUTL

Haubonee 3nauumvim pakmopom, crudxcarowum nOKa3amenu GblHCUBAEMOCHU ) POOUBUIUX IHCEHUYUH,
saensemes unguyuposanue ovixamenvhuix nymet Burkholderia cepacia complex.

Lpyeumu pakmopamu, onpedensromumu Heb1A2ONPUAMHDBLL NPOSHO3 NPU OepeMeHHOCIU Y NAYUEHMKU
€ MYKOBUCYUOO3OM, ABNIAIOMCL:

Cruoicenue ODB1 menee 50% om 0o2cH020

Huszxuti nympumugnwiii cmamyc nayuenmxku, npudagienue bepemenHol 6 gece menee 4,5 ke

Jlecounas eunepmen3sus

Hngpuyuposanue ovixamenvnoix nymeti Burkholderia cepacia complex.

Caxapuwiti ouabem [306].

o Jlis ompeneneHus: pucka poxkaeHUs peOeHKka ¢ MYKOBHUCIIHIO30M, PEKOMEHOBAaHO MPOBECTH
TeHEeTUUYECKOE HCCciefoBaHue Oyayiiero otTia pebeHka, Tak Kak B CIydae BBISIBJICHHS Y HETO MyTallid B

rene MBTP, puck poxaenus 0osibHOTO pedenka coctaBut 50% [304].
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YYP-C, Y1 -5).

Kommenrapuii: ciedyem maxoice coobwume nayuenmie, umo oadxce eciu pe3yibmam aHaiu3d no
8bIABIEHUIO HAUOOIee YACMBIX MYMAYUll OMpUuyamenbtblll, 0CMaemcs puck HOCUMeIbCmeda 6Mmopbim
pooumenem pebeHKa HeuzgeCMHOU mymayuu. B smom criyyae neobxooumo oanvheluee 2eHemuieckoe
uccneoosanue cena MBTP. Eciu 6mopotl pooumens He A615emcs Hocumenem Mymayuu MyKosucyuoosd,
mo pebenok 6yoem obaucamuvim Hocumenem 0OHOU U3 Mymayuii mamepu, (peHomunuyecKu 300p08biM.
o [TanueHTOK, IIAHUPYIOIHUX OCPEMEHHOCTh, PEKOMEHOBAHO BECTH MYJIbTHAUCIUTUTHHAPHOM
KOMaHJIOW CIIEIUAIIMCTOB B CBS3M C TEM, YTO OEpPEeMEHHOCTh I TAaIMeHTok ¢ MB sBisercs
JOTIOTHATEIFHOW HArPY3KOH MPU UMEIOIIEMCS] XpPOHUYIECKOM 3a00JICBaHIH, KPOME TOTO, HEOOXO0UMO
THIATEILHO MO0UPATH JICKAPCTBEHHBIC MTpenapaThl A1 Tepanuu MB ¢ ydeToM ux 3QpPeKTUBHOCTH JIS
YKCHIIUHBI B Oe30macHOCTH Jyis tioaa [304].

YYP-C, Y11 -5).

Kommenrapmii: Hapsaoy ¢ nabnwooenuem u jeuenuem y 6paia-nyibMOHON02A CAMOe NPUCHATbHOE
BHUMAHUe cliedyem yoeaums oyenke HympumusHoz2o cmamyca. O0s3amenvHa KOHCYIbMayus epadd-
ouemoinoza. Ilpu neobxooumocmu Hasnavaemcs ieyeoHoe numaHue.

Onmumuzayuu cocmosiHusi 300p08bsi (N00aslieHue XPOHU4ecKol uH@pekyuu, yiyuueHue @yHKyuu
BHEWIHE20 ObIXAHUSA, KOMHEHCAYUsl CAXapHo2o Ouabemad, aoeK8amHoe NUumauue u HOPMAIU3AYUs
npoyecco8 nuwesaperusl) NoGvluaem WAaHcbl Ha CKOpoe HACMYNIeHue OepeMeHHOCMU U SGJIAemcs
npogunakmuxkou o0bocmpenust OONe3HU, YUMo NO38OJSAEN CHUZUMb MEOUKAMEHMO3HYIO HAZPY3KY 8
nepeom mpumecmpe, 8 NepuoO OP2aHO2eHe3d.

JleueHne MyKOBHMCLH/032 BO BpeMsi 0€peMeHHOCTH

o PexomentoBaHO ajiekBaTHOE (B MMOJIHOM 00BbEME) JICUeHHEe MYKOBHUCIIM/IO3a Y TalueHTOK ¢ MB
U OCpEeMEHHOCTBIO, YTO SIBISICTCS OCHOBHBIM METOJOM TPO(GUIAKTHKH OCJIOXHEHHOTO TEYCHUS
OepeMeHHOCTH | JicueHus (peToranenTapHoii Hexocratounoctu [304].

YYP-C, Y1 -5).

Kommenrapumn: ocobennocmu usuonocuueckoi adanmayuu K OepemMeHHOCMU, Y8eiudusarouue
Haepy3Ky HA cucmembvl ObIXAHUSL, KPOBOOOPAWEeHUsl, mpebyloujue y8eaudeHus IHePemudecKux 3ampam
opeanuzMa mamepu, Onpeoesiiom HeodX00UMOCMb 3HAYUMENbHO20 PACUWUPEHUsL NPO2PAMMbL TeUeHUs]
amotu epynnet nayuenmox [304].

Heobxo00umo makcumanvho yeeiuuums Kaiopaxic CymouyHo20 payuoHa OepeMeHHbIX, UCHOIb3Ys
8bICOKOKANIOPUTIHBLE NULYEBbLE 00DABKU, NPOOOIHCAN 3AMECMUMETLHYIO PePMEHMHYI0 MEPanuio u npu
HeoOX00UMoCmu aHMayuonyio mepanuro. B cés3u ¢ avicokoll cmenenvbo NPOHUKHOBEHUs O10KAMOpos
Ha-peyenmopos uepe3 naayenmaphuviii  Oapvep, PEKOMEHOO8AHO 3AMEHUMb UX Uucubumopamu

NPOMOHHOU NOMNbI.
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J PexomeHioBaHO TpH HEOOXOAMMCTH HAa3HAYCHHs JICKAPCTBEHHOM Tepanmuu OepeMEHHBIM
naruenTkam ¢ MB ocymectisaTs BeiOop JIC B cooTBeTCTBHH C Kiaccupukanuei (hapMakoIoTHIecKux
MPEerapaToB MO CTENEHW BO3MOYKHOTO PUCKA JUIS IIOJIA C LENbI0 MPEAyNPEeKICHUs PETOTOKCUIECKUX
addexros [304,307].

YYP-C, Y1 -5).

KomMenTapum:

Knaccugpurayus nexapcmeennozo yuepoa ons niooa:

Kamezopusa A Puck mano eeposimen

Kamezopua B B ucneimanusx na sicusommuvix npenapam 0e38pedet, KIuHUYecKue UCnblmaHus He
npoOBOOUNUCH

Kamezopua C B ucneimanusx na jcugommvix 00KA3aH NOMEHYUATbHBIN PUCK O N100aA, KIUHUYECKUe
UCNbIMaHus He NPo8oOUNIUCH

Kamezopusa D J[oxkazan nomenyuanbHulll puck 0isi 1004, KIUHU4ecKutl sgpghekm npenapama
npesviuiaem nomeHYUaIbHbll pUcK 015 n100d;

Kamezopusa X Puck onsa niooa 0okazawn u npegvluiaem iedebroe oeticmaue npenapama.

U3 nepeuucnennvix epynn monvko npenapamvl epynnvl X NOJIHOCMbIO UCKIIOUAIOMC 80 8peMs
bepemennocmu.

s nevenus xponuueckoeo uUHQGUUUPOBAHUSL ObIXAMENbHBIX NYmMell 3010MUCTbIM CMAQDUIOKOKKOM U
Hegepmenmupyrowei I pam-ompuyamenbHotl nal0ykou (NPeumyujecmeeHHo CUHeSHOUHAS UHpeKyls)
80 6pems bepeMeHHOCMU, HeOOX0OUMO AKMUBHO NPOOOINCAMb MAOIEMUPOBAHHYIO, 6HYMPUBCHHYIO U
UHAAYUOHHYIO AHMUOAKMEPUATIbHYIO MePAnULo.

K aummubuomuxam xamezopuu B omuocamcs 6ce npenapamvl u3 2pynnsl HEHUYUILIUHOE U
yeanocnopunos, a marxdce meponeHem™*,  azsumpomuyun**, — spumpomuyun,  aA3MPEoHAM
(NPOMUBONOKA3AHUSA. SUNEPYYECTNEUMETILHOCHIb)

K aumubuomuxam xamezopuu C omHocamca 6ce npenapamsl U3 2pynnsl HMmMOpPXUHOJIOHOS,
cyrbhanunamudos, a  maxdce — umuneHem/yuracmun**,  xnapumpomuyun**,  cenmamuyun *¥,
sankomuyun **, 1une3o0nud** (npomusonoxazanus: cunepuy8cmeumesibHOCmy).

K aumubuomuxam xamezopuu D omuocamcs 6ce npenapamvl u3 2epynnvl MempayuKiuHos,
AMUHOSTIUKO3UOO8, KpOMEe 2eHMAaMUuyuHa™*, a makdce Cynv@anuiamuosbl 6 no30Hue CpoKu
bepemeHHOCIU.

Hneanayuonnas ¢hopma mepanuu npuobpemaem ocobenHoe 3HaueHue 80 epems bepemenHocmu, max
KaK noseonsem O00CMAsisAmb Npenapamsl 6 OpOHXUANbHOe 0epeso, 8 MeHbuiell cmenenu Nosvlulas

nopocosyro KOHyeHmpayuro 6 Kposu.
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Kenwunol, ungpuyuposannvie negpepmenmupyiowen I pam-ompuyamenvrou haopoil, HyHcoaromces 6
npogedenul  HeCKONbKUX KYPCO8 6HYMPUBEHHOU aHMUOAKMEPUATbHOU —mepanuu 3a  epems
bepemeHHOCIU C YUemOoM 03MONCHO20 pucKa 0/1a niooa. Yawe 6ceco npumensaromes yepmasuoum**,
yeghenum**, Mmeponerem ** (MpOMUBONOKA3aHUsL:  2UNEPUYBCMBUMENbHOCHIDb) [304,307].
Kune3utepanus naiueHTOK ¢ MyKOBHCIIHI030M BO BpeMsi 0epeMeHHOCTH

. [Ipu GepemenHocTH manueHTKamM ¢ MB pexkoMeHIOBaHO MaKCHMMalbHO MHTEHCHU(HIMPOBATH
MIPUMEHCHHE MYKOJIMTHYECKUX MPEIapaToB U KWHE3UTEPAIHH JJIs1 COXPAHEHUS IPCHAKHBIX (PYHKIINN
OponxuansHoro nepesa [304,307].

YYP-C, Y1 -5).

KommenTapum: eoiceonesnvie 3anamus Kunesumepanueu ciedyem Hpoooadcams U 80 6pems
bepemennocmu. J{vlxamenvHvle ynpaxscHeHusi He OO0JIHCHbL 8bI3b18aAMb YIMOMIEHUS UIU OObIUKU, NOPIOOK
UX BbINOIHEHUs cledyem HNpUCNOCabIusams K UHOUBUOYANbHLIM OCODEHHOCMAM NAYUEHMKU.
Heobxooumo obecneuumsv 603MOX*CHOCMb BbINOIHEHUS ObIXAMENbHBIX YAPANCHEHUL NPU PA3TUYHbIX
NON0JCeHUAX mena (Cuos unu Jjesxca). Imum mpebo8aHusmM CcoOmEemcmsayiom maxkue mexHUKU
KUHe3umepanuu, Kaxk YUkl aKMueHo20 ObIXAHUS U aymoceHHulll Openadc. Tepanus, ¢ nomouvio
ObIXAMENbHBIX MPEHANCEPO8, CO30AIOUWUX BUOPAYUU OPOHXUATILHOU CMEHKU U/UNU NONONCUMENLHOE
oasyieHue Ha 8bl0oXe, 8 MOM HUCle, C KOHMPOIeM U pe2yIuposaHuem 3mo20 0asleHus (cneyuanbHvle
macku, PARI PEP I, PEP S cucmemvi, Tpenasiep ovixamenvbHbulli ¢ NEPeMEeHHbIM NOAONCUMETbHbIM
oasnenuem Ha 6viooxe PARI o-PEP mun 018 (¢hrammep) u 0p.); noszeonsiem ygeauuums OpeHaAN’CHbLI
aghhexm 8vinoIHAEMBIX ObIXAMENbHBIX YAPANHCHEHUL.

Ediceonesnvle ¢huzuueckue ynpascuenuss makaice Yayuuarom OpeHa’ic OpoHXuaIbHo2o oepesa,
00HAKO huzuvecKas Hazpy3Ka He 00JIHCHA DbIMb MAKCUMATLHOU, MAK Kak Ha (hone nonudicenuss POE u
nosvluleHUs NompebieHUs KUCIopooa Cyujecmsayenm ONnACHOCMb Pa38Uumusi KUCI0POOHO20 20100aHUS
0711 niooa. B kauecmee OuHamuueckux ynpanCHeHutl MOJ#CHO peKOMeHO08amb N1asanue, 2UMHACMUK).
B xommnnexc cumnacmuxu HeobX00UMO 8KIOUUMb YNPANCHEHUS NO YKPENIeHUI MblUlY MA308020 OHA
[308].

Poapbl

o bepemennsim ¢ MB pekoMeHZ0BaHO TUIaHOBOE pojiopaspelieHne (IporpaMupOBaHHBIE POJIbI)
BCIIE/ICTBHE HATUYMS TSDKEJIOTO SKCTPareHUTaIbHOTro 3a001eBaHMsl, 00YCIIaBIMBAIOIIETO PUCK Pa3BUTHUS
OCIIO’)KHEHUH ¥ BO3HUKHOBEHHSI HEOOXOJIMMOCTH HKCTPEHHOTO OKa3aHUsl aKyIIEepPCKUX MOCoOui
[304,307,309].

YYP-C, YA -5).

KommeHnTapumu: poowi crnedyem eecmu uepe3 ecmecmeeHHvle poO0O8bie HYMU ¢ MOHUMOPHBIM

KOHMPONEM 34 COCMOAHUEM POXCeHUuysl, cepoyebueHuem nioda U Xapakmepom pooo8ol
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oesmenvHocmu. Ilpu masxcenom meyeHuu O01e3HU HEOOXOOUMO O0SPAHUYUMb ONUMENbHbLE U CUTbHbLE
nomyau. C 3motl yenvio pekoMeHO08aHa INUZUO- UTU NEPUHEOMOMUSL.
IIposedenue Kecapesa ceuenus y NAYUEHMOK C MYKOBUCYUOO3OM CBA3AHO C BbICOKUM PUCKOM
UHDEKYUOHHBIX OCTLONCHEHUN, HAPYULeHUsl OPOHXUANbHO20 OpeHadXdcd U YCUleHUs OpOHXUATbHOU
oocmpykyuu. Oepanuuenue Gusuueckol aKMUBHOCMU 8 PAHHEM NOCIeONEePAYUOHHOM Nepuooe U
bonegvle  owpyweHus,  npogoyupyemvle — Kauiiem,  3ampyoOHSIONM — OMXOMCOeHUe  MOKPOMBbL.
Tepaneemuueckumu nokazaHusaMu 0Jisl NPOBEOEeHUs Kecapesa ceueHuUsl AGNAI0MCS Haruuue CHOHMAHHO20
NHEBMOMOPAKCA 8 aHamHese, ObIXAMeNbHAsL HeOOCMAMOYHOCMb CO CHUNCEHUeM CAmypayuu Hudice
92%, nokazamenu QyHKyuu eHeuine2o ovixanus menee 50% om 00IHCHBIX 8eNUUUH.
Axywepckue noxazanusi Onsi AOOOMUHAILHO2O POOOPA3PEUeHUs: OeKOMNEHCUPOBAHHAS (hemo-
niayeHmapuas HeoOCMAamoyHOCMb, OCMpAs 2UNOKCUsL NI00d, YNOpHAs  Cc1aboCmb  pOO08ol
0esmenbHOCU.
IIpeonoumumenvHuiii Memoo 06e3001UB8aHUSL POOO8 U Kecapesa cedeHus - INUOYPATbHASL AHeCMe3Usl.
ITocneponoBblii mepuoa

e [locne poxaeHus pedeHKa PpEKOMEHI0BAHO HE CHI)KATh MHTCHCHBHOCTD ITPOBOIMMOM TepamuH,
TaK KakK 3a00ThI O HOBOPOXJIEHHOM MOTPEOYIOT OT MaleHTKH 0osbmuX pusnueckux cui [304,307].
YYP-C, Y11 -5).
Kommenrapmii: napywenue pescuma cHa, numanus, NOCMOAHHAS 3AHAMOCMb 3ACMABIAION
nayueHmox npeHedopezamov pe2yasipHol KueH3umepanuet, nponyckams Kypcbl aHMUuOAKmMepuaibHo2o
JleuenUsl, Ymo npueooOum K CHUICEHUIO 8eCd, YXYOULEHUIO PeCRUPAMOPHOU YHKYUU.
K naxmayuu u epyonomy eckapmausanuro y poouivbHuy ¢ MYKOBUCYUOO30M Cledyem NoOX0O0umo
UHOUBUOYATILHO. BonbuuHcmgey makux poounbHuy aaxkmayus He npomusonoxazana. OOHaxo npu
MAACENOM MeYeHUU 3a001e8aHUS U PAZBUMUU AKYUEPCKUX OCTONACHEHUL, NOMPebo8asuiux 00CPOUHO20
PpoOopaspeuieHust, BO3HUKAIOM NOKA3AHUS K 8bIKIIOYEHUIO TAKMAYUU.
Obcyancoas ¢ nayueHmkou ¢ MyKOGUCYUOO30M ee JcelaHue Cmams Mamepsio, Heobxo0umMo YmoyHUums,
8 KAaKOU CMeNneHu 4YjleHbl CeMbl 20MO8bl NOMOYb 6 YX00e 3a peDeHKoM, MaKk Kak 3abomvl O
HOBOPOIICOEHHOM NOMPedYIom OONbUUX PU3UUECKUX CUIL.

3.7 llanaunaTuBHAA IOMOILL

Hannuamuenas —nomowb  nayueHmam ¢  MYKOSBUCYUOO30M — OKA3bIGAEMCsl HA — OCHOBAHUU

COOMBEMCmMBYIOUWUX HOPMAMUBHBIX OOKYMenmog (cm. TIpunodcernue A3).

4, Mezmunncxaﬁ peaﬁnnnTaunﬂ H CAHATOPHO-KYPOPTHOE€ JICYCHHUEC, MCAUIIUHCKHUE

MNoOKa3aHusd MW IIPOTHBOIIOKA3aHUA K IIPUMECHCHHUI0 METOA0OB MGHHHHHCKOﬁ
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peadWIMTANMH, B TOM 4YHCJIE OCHOBAHHBIX HA HCHOJIb30BAHMU INPHPOAHBIX
JeyeOHbIX GaKkTOpoOB

llayuenmam ¢ MB  pexomenOyemcsa  nposedeHue  UHOUBUOYAILHO — NOOOOPAHHBIX

PeadunumayuOHHbIX MEPONPUAMULL, HAYEEHHbIX HA NOOOEPHCaAHUe 1e20UHOU DYHKYUU.

5. IlpodpunakTuka U aucNaHcepHOe HAOI0eHNe, MeTUIMHCKHE MOKA3aHUS U
NMPOTHBONOKA3aHUA K NIPUMEHEHUIO METOA0B NMPOPUIAKTUKH

Cnoco6oB mnepBuuHoii npodpuiaakruku MB — He cymecTByer. B kauecmee mep 6mopuuHol
npoguraKmuKu 3mo2o 3a001e8anUsl 8bICMYNAION.:

1) oopooosas ouacnocmuka u

2) nHeonamanvhas ouacnocmuxa MB.

. Pexomenayercss BceM TNalMeHTaM C MYKOBUCHUAO30M, IUIAHHUPYIOLUIUM JETOPOXKJIEHUE,
KOHCYJIbTAIlMsl Bpaua-T€HETUKA U MOJIEKYJISIPHO-TEHETHYEeCKoe 00cieloBaHue CYNpyru/cynpyra Ha
HocHuTenbcTBO MyTanuii rena CFTR. B cirydae oOHapyXeHHUs MaTOTEHHBIX BAPUAHTOB PEKOMEH/TyETCS
MpeuMILIaHTaIlMOHHOE TeHeTndyeckoe TectupoBanue (I11'T-M) na MB [2,101,130,303].

YYP-C, Y11 -5).

Ilpogpunaxkmuxa Ilcesdo-bapmmep cunopoma

. PexomennoBansl cneayromue Mepbl aiis npodunaktuku [IceBno-bapTrep cunapoma:

O

CBOGBpeMeHHaﬂ JUarHoCTHKa MYKOBHCIIHMI034,

Nudopmuposanue poaureneit o cumnromax [1bC;

O

O

KoHTposb ypoBHS 31€KTPOIUTOB KPOBU OCOOEHHO y JAETEH paHHEro BO3pacTa;
o IlpodunakTruueckoe Ha3HAUYCHUE HATPUS U3 pacueTa 1-2 MMOJIB/KI/CYT B BUJE IOBapEHHOMN
cosu (1/5-1/6 gaiinoi noxku nmpumepHo cootBercTByeT 15 Mmoas NaCl), coneBbix pacTBOpoOB,
NpeHA3HAYCHHBIX TS TIEPOPATIbHOM peruaparaiu [2].
(YYP-C, YOI -5).
Bakuunauua
Uszeecmno, umo demu ¢ MyKOBUCYUOO30M AGIAIOMC 2PYNNOU PUCKA NO PA3BUMUID UHDEKYUOHHBIX
3a60/1e6anUll U HOCUMETbCMEA MAKUX MUKpoopanuzmos, kak S. aureus, H. influenzae, S. pneumoniae,
MYKOUOHBIX U HeMYKOuonvlx ¢opm P. aeruginosa u Burkholderia cepacia complex. Beicoka
PACNPOCMPAHEHHOCMb CPpedu dSMux oemetl CONymcmayoujell XpoHuyecKol namono2uu, ycyeyonaouell
msadcecms meuenus uHgexyuu u npeopacnonazaioujell K 603HUKHOBEHUIO PA3IUYHBIX OCIOHCHEHUL.
IIpogpunaxmuxa ungexyuii y nayuenmos ¢ MB 0ondcHa ocywecmenamscs He SnU300udecKu, a nymem

NJ1aAHOMEPHO2O 6blNOJIHEeHU Meponpuﬂmuﬁ, npec)ynpe:»cc)aiomux pacnpocmpanernue qu)eKl/ll/ll/l, a
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makdxce Mep, HOBLIUAOWUX O00WYI0 U  CHeyupuyecKylo  CONpOMUBIAEMOCMb  OP2AHUIMA.
Dppexmusnvim  cpedcmeom 6 npedynpexcoeHuu  UHQGEeKYUOHHOU 3a0071e6aeMoCmuy  s161emcs
8AKYUHONPODUIAKMUKA.

e PexoMEHZ0BaHO MPOBEJCHUE BAKI[MHAIIMHM COTJIACHO HAIMOHAJIBLHOMY KaJCHJApI0 MPUBUBOK U
KaJICHIapIo MPO(UIAKTHICCKUX MPUBUBOK 10 MHIEMUYCCKUM IMOKa3aHHUsIM. BakIMHUpPOBATH JETEi
pexomenayercst B a3y peMuccuu, Ha GoHe CTaOMIBLHOTO COMATHYECKOTO COCTOSHUS M IPOBOJIUMOM
tepanuu [310,311,312,313].

YYP-C, ¥ -5).

Kommenrapuii: npomusonokasanus: unoueuoyaibHas HenepeHoCuUmMocme.

- [layuenmoi ¢ XpoHuuecKUM 2enamumom, 68 m.y. ¢ HAYUHAIOWUMCS YUPPO3OM NevyeHUu Mo2ym Oblmb

npUBUMbL 8 Nepuooe pemuccuu Uiu HU3KOU aKmueHOCmu 3a0071e6aHUsi HA (QOHE BbIPANCEHHO20

CHUDICEHUSL YPOBHS MPAHCAMUHA3Z 00 MAKCUMATLHO 00CMUdMCUMbLX genudun [312].

- Tepanusa xopmuxocmepouoamu Osi CUCMEMHO20 NPUMEHEHUsI NPUBOOUM K BbIPANCEHHOU

UMMYHOCYNPECCUU TUttb NPU UCHOIb308AHULU BbICOKUX 003 (MpeoHu3onon™** >2 me/xe/cym uau 20

me/cym ons pebenxa eecom >10 ke) 6 meuenue 14 owneil u 6onee. Takum demsam youmvle 8aKyuHbl

88005MCs 8 00bIUHBIE CPOKU NO 8bI300POBIEHUMU, HCUBbLE 8AKYUHBI 86005IM He panee, yem uepes |
mecay om okoHuanus ievenus. Kak scusvle, max u UHAKMUBUPOBAHHbIE 8AKYUHBI 86005 8 0ObIYHOM
nopsioke auyam, NOIYYArOUUM CMepouorblie npenapamol. KpamrkospemeHuo (0o 1 nedenu) aoodwvie
003bl;, Kypcamiu OIUmenbHoCmsio 00 2 Hedelb HusKue uiu cpednue (00 1 me/ke npeoHu3onona™*)

003bl, OIUMenbHO noododepaicusarowue 003vl (Hanpumep, 5-10 me npeonuzonona™* yepes oemnv); 6

Kauecmee 3amecmumenvHol mepanuu Huskue (gusuonocuueckue) 003bl;, MeCMHO: HAKONCHO,

UH2ANIAYUOHHO, 8 8U0e 21A3HbIX Kaneib, 6Hymps cycmasa [312].

- llayuenmam, Komopvim niaHupyemcs npogeoexue mpaHcniaHmayuy opeaHos (neueHs, neckue),

cnedyem nposecmu 8aKYUHAYUo 00 NPOBeOeHUs. Onepayuul, 8 Cea3u ¢ OaNbHeUWUM NpUMeHeHuem

YUMoCmamuyecKol mepanuu no 0OWenpuUHImviM NPy MPAHCHAAHMAYUU OP2AHO8 PEKOMEHOAYUIM

[310,312,314].

e PexoMeHZ0BaHA BaKIMHAIMS MalMeHTOB ¢ MB mpoTHB MHEBMOKOKKOBOW HH(EKIUU C LEIbIO
npefoTBpalieHus HHQEKIHA, BpI3BaHHBIX S.pneumoniae[310,312,314,315,316,317,318,319,320]
(YYP-C, YO/ -5).

Kommenmapuii: onsa eaxyunayuu oemetl 0o 2 1em ucnonvzyemcs [IneeMoKoKK08as KOHbIO2UPOBAHHAS
saxyuna (IIKB — 13). Cxema 3asucum om 6o3pacma Hayana umMmyHuzayuu. Bakyunayus npogooumcs
CO2NACHO UHCMPYKYUU K npenapamy.

YV 0emeii cmapwe 2 nem, 603m02icHo npumenerue IIneemoxokkogotl nonucaxapuoHou eaxyunul (I111B —

23) 00HOKpammo, ¢ NOBMOPHLIM 88edeHuem yepes 3-5 nem.
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Bakyunayus e3pocnvix nposooumcs npu omcymcmeuu UMMYHU3AYUU NPOMUE NHEBMOKOKKOBOU
ungpexyuu I[IKB — 13, 3amem uepes 12 mecsayee ésooumcs I1IIB — 23 ¢ pesakyunayuetl yepe3 4-5 niem.
Ipu yorce umerowetics npexcreli 6aKYUHAYUY NPOMUE NHEBMOKOKK080U ungexyuu egooumcs I11B — 23,
00HOKpamHo, ¢ pesakyunayueil yepes 4-5 nem [317].

o PekoMeH0BaHa BaKIMHAIUS TIPOTUB TPUIIIA C LI MPEIOTBPANICHISI CE30HHOTO T'PHIIIA H,
COOTBETCTBEHHO, OOOCTPEHHS XPOHUYECKOTO BOCHAIUTENBHOTO mporecca B Jyerkux u OHII y
narrienToB ¢ MB [314,319,321,322,323].

YYP-C,YII-5).

Kommenmapuii: Bakyunayus npomus 2punna ecex 603pacmmubuix 2pynn npoeooumcs 3 u 4 eaneHmusvimu
UHAKMUBUPOBAHHBIMU 8akyuHamu 1 pasz 6 200, oceHvlo, 00 Hayana snudemuu zpunna. [lemsam
OOUIKOTIbHO20 803PACMA, KOMOPble NEPSbIll paA3 HAYANU 8AKYUHUPOBAMbC NPOMUE 2PUNNA, HE0OX00UMO
ssedenue 08yx 003 no 0,25 mn ¢ unmepeanom 4 neoenu.

Ilpu smom 6 Hacmoawee 8pems HEOOCMAMOUYHO PAHOOMUSUPOBAHHBIX UCCAEO08AHUL,
00Ka3b18aAIOWUX  IPPeKmuUsHoCms  GaKYUHAYUU NPOMUE 2PUNNA, YMO C8A3AHO C HeDONbUUM
KOUYEeC8OM NPOBEOCHHbIX UCCIe008AHULl U HUSKUM UX Kauecmeom. Ecmb neobxooumocmo 6
nposedenuu ucciedosanull 6oee sblcoko2o kavecmea [323].

e PexomeH0oBaHa BaKIUHAIIUS TIPOTUB reMOPUIbHON HHMEKIMK TUTA D ¢ 11eNbio MpeaoTBpaIeHus
unbekmii, Be3Banabix H. influenzae [314,320,324,325,326].
YYP-C, Y -5).
Kommenmapuii: nposooumcs MOHOBAKYUHAMU UTU 8 COCMABE KOMOUHUPOBAHHbIX aKyuH. [Ipunumas
80 BHUMAHUE BANCHOE KIUHUHLECKOE 3HAYEHUEe UHDEKYULl, BbI3BAHHBIX 2eMOPUIbHOU NalouKol muna b,
sakyunayusi nayuenmog ¢ MB Oonxcna Ovimb Hauama 8 MAKCUMAIbHO pAHHUE CPOKU,
npeodycmMompeHHvle HaYUOHANbHbIM KaleHOapeM NPUBUBOK (C MpexmecsiiHo20 803paAcma), mpexKkpamuo
c unmepeanom 8 1,5 mecaya, pesaxkyunayus nposooumcs uepes 12 mecayes nocie mpemvei NpUGUSKUL.
Ilpu nauane saxyunayuu 6 6—12 mecsayes HCU3HU OOCMAMOYHO O08YX UHBEKYUL ¢ uHmepsaiom 1—2
Mecaya u pesakyunayuu uepes 12 mecsayee nocie emopoi 0o3vl. Ilocre 2oda eaxyunupyiom
O0OHOKPAMHO.
o PekoMeHOBaHa BaKIMHAIMA TPOTUB BETPSIHONW OCIHBI C IENbI0 MPEAOTBpAIlEHUs JaHHOTO
3aboJieBaHus U ero ocnoxuenui [310,327].
YYP-C, YOI -5).
Kommenmapuii: éaxyunayus oemeti ocywecmeisemcs ¢ 12-mu mecayes Hu3Hu co2iacho UHCmMpYKyuu
no npumenenuro npenapama. Takoice noKasaHo nposedeHue dKCMpPeHHOU NPOPUIAKMUKU 8eMPAHOU
oCnbl KOHMAKMHLIX Oemell, He NPUSUMbIX 8 meueHue nepevix 72- 96 uacoe nocie KOHMAaKma c

3a001e8UUM 8eMPAHOU OCNOU.
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Ocoboe 3nauenue ungexyus Varicella zoster wumeem y nayuenmos nocne nposedenust
MPAHCNIAHMAYUU U NOAYYAIOWUX NPenapamel 2pynnvl KOPMUKOCMEPOUObl O  CUCHEMHO20
npUMeHeHUsl, KpoMe Moo, ONUCAHbI NOBPENCOCHUs 1ecKUX Ha (oHe 3a001e8anuus 6eMpPAHOL OCNOU 8
NONYAAYUU 83POCTBIX NH0O0EU.

J PexomenioBana BakIMHANMS IPOTUB MEHUHTOKOKKOBONH MH(EKIMU C IENBI0 MPEIOTBPALICHHUS
MEHHHTUTOB U €ro ocjaoKHeHu# [328].

YYP-C, Y1 -5).

Kommenmapuii: oonyckaemcs npogedeHue NoaucaxapuonbiMi i KOHbIOSUPOBAHHBIMU BAKYUHAMU Y
8Cex 8O3PACMHBIX 2PYNN, 3apPecUCmpupo8anuvimu Ha meppumopuu P®. Credyem umems 6 6udy, umo
npuMeHeHue NOJIUCAXAPUOHBIX GAKYUH y Oemell 0o 2 jem modcem Ovimb Hedhpexmuenvim. [lpu
Hanu4uy npexcHel aKyuHayuy oemetl NOJUCAXAPUOHOU 8AKYUHOU Cledyem NPosecmu pesakyuHayuo
KOHBIOSUPOBAHHOU 8aKYUHOU uepes 12 mecayes. Bakyunayus nposooumcs coeracho uHCmMpyKyuu no
npUMeHeHUI0 npenapamd.

o PexomeHnoBaHa BakIMHAIUS MPOTHB TemaTtuTa A W remaruta B ¢ menpro mpeaoTBpamieHUs
JIAHHBIX 3a00JICBAaHUH, YUYUTHIBAsK HATMYUE IOPAKCHU MEUeHH B paMKax OCHOBHO# marosoruu [310].
YYP-C, Y -5).

Kommenmapuii: éaxyunayus npogooumcst CO21ACHO UHCMPYKYULU NO NPUMEHEHUI0 NPenapamd.

. PexomenioBaHa BaKIMHALIKAS IIPOTUB POTaBUPYCHOM nHbekmu [329].

YYP-C, Y -5).

Kommenrapmii: saxyunayus npogooumcs coeiacHo UHCMpyKyuu no NpUMeHeHUIo npenapamd.

e PexkoMeHnjoBaHa maccMBHAs MMMYHHU3aIUsl TIPOTUB PECHHPATOPHO-CHHIUTHAIBHON BHPYCHOU
napekuu (PC) ¢ nenpio nmpeaynpexaeHus THKEIbIX GOPM OCTPBIX OPOHXHOJUTOB y aerei ¢ MB
[329,330].

YYP-B, Y11 -2).

Kommenmapuii: pexomenoosano npumenenue npenapama Ilarueusyma6™* — zymanuzuposantuvle
MOHOKIOHANbHble anmumena K benxy ciusnus (benok F) PC — eupyca, 1 paz 6 mecay neped navaiom
snudemuyeckoeo noovema PC-supychoii 3aboneeaemocmu, Komopwlii HauuHaemcs 6 Hosbpe U
npoooaicaemcs 00 anpens (4—5 eeedenuii 3a snudemuyeckutl ce3on). OOHAKO 0N OKOHYAMENbHO2O0
peuteHuss 06 OOHO3HAUHOU UYenecooOpasHOCmu OAHHO20 BMEeUAmenrbCcmea HeoOdX00uMo nposedeHue
oanvretiuux uccreoosanutl [331].

IIpodunakruka acnepruiiesa
. PexoMeH10BaHO MPUHUMATH MEPHI 0 MUHMUMHU3aIMK BeposiTHOCTH nHpuuupoBanu Aspergillus

SPP., B CBA3U C TEM, UYTO JaHHBIM IIaTOTEH PacCIpoCTPAHCH IMMOBCEMECTHO, IIOCTOAHHO IMMPUCYTCTBYIOT B
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BO3JIyXe BHEIIHEW Cpeabl U BHYTPHU IMOMEIICHHH, a IMOJHOCTHIO HCKJIIOYNTh KOHTAKT IMAIMEHTa C
MUKPOMHUIIETaMH HEBO3MOXHO. [{enb BMemarenbcrBa — npeaynpexaeHue ABJIA u XAJT [2].
YYP-C,¥A1-5).

Kommenmapuu: nayuenmol ¢ MB ne 0ondchbl HAX00UMbCA 8 HCUNLIX U OOTbHUYHBIX NOMEUEHUSX,
nopasjcennvix niaecenvio. Heobxooumo creoums 3a cobriooenuem memnepamypHo-6iaiCHOCHHO2O0
pedikcuma 8 nomMewjeHusx, He OONyCKamy Npomeyex, agaputl, 3amonieHuli nodeanioé u m.n. B ciyyae
Nos6IeHUs NPUSHAKOS NIeCeHU 8 NOMeujeHUusx HeobXxooumo nepeeecmu nayuenmos ¢ MB 6 opyeoe
nomewjenue. [{na aukeuoayuu nocieoCmseuil NosaeleHus: niecenu 8 30aHUsIX HeoOX00UMO BblAGUMb U
VCMPAanums NPUYUHY NOABLEHUS CbIPOCMU 6 30aHUU, Npo8ecmu NpoCYwKy u obpabomky o04azoe
OUONOBPeNCOeHUN CMPOUMENbHBIMU OUOYUOAMU, AKIMUBHBIMU NPOMUSE 2PUOO0S.

B keapmupax nayuenmoes ¢ MB, a maxaice O01bHUUHBIX NOMEWEHUSX U NOJUKIUHUKAX, He O0IHCHO Oblmb
Y6emo8 8 2opuiKax, 3UMHUX cados u np. B cesasu ¢ mem, umo Oonvuioe KoIU4ecmso cnop 2pubos
npucymcmeyem Ha 4acmuykax noliu, Heooxooumo uzbezamv Konmaxkma nayuenmos ¢ MB ¢ noinvio,
MujamenbHoO NRPOBOOUMDb GILANCHYIO YOOPKY NOMEUJeHULI.

TIayuenmam ¢ MB credyem uzbecamo mecm ¢ 0060l KOHYeHmpayuel cnop pubos 8 okpyicarowell
cpede — napku, caovl, 1ecd, Mecma CKONJIeHUsl pa3la2arujuxcs Op2aHuieckux eeujecms (KoOMnocmmbie
Maccol, eHUOWas Opesecund, mpasa), 3epHOXPAHUIUWA, CMPOUMeNbHble NIOWAOKU, NOMEUjeHUs C
MeKyWumM peMOHmMoM, He cledyem pabomamsv 6 maxux cgepax, Kak cado8oocmeo, semieoenue,
cmpoumenbcmeao, npedvleams 8 CReYUAIU3UPOBAHHBIX NOMEUEHUAX (KOHIOWHU, KYPAMHUKU U M. O.).
THayuenmoi ¢ MB ne 0013cHbL UCnONIb308AMb 68 NUULY NOOSHUSUIUE UIU 3aNTeCHeselble 080U, A200bl,
@pyKkmul, mak Kaxk 6 npoyecce KOHMAKMA BO3MONCHA UHCNUPAYUSL CNOP MUKPOMUYMO8, 0OCeMeHeHUe
KOJiCU U 00edHCcObl NayUeHmd.

IIpu napywenuu npasun sxcnayamayuu Aspergillus spp. mozym nopasicams cucmemvl 8eHMUIAYUL,

nosmomy Cﬂedyem C60E6PEMEHHO 06C]Zy9fCu6an’Zb uocywecmeinb 3aMeny ¢1/Ulbmp06 KOHOML;MOHQPOG.

6. OPTAHU3ALIUS OKA3ZAHUS MEJUIIMHCKOW NOMOIIA

Ilpu okxaszanuu MeOUYUHCKOU NOMOWU NAYUEHMAM C  MYKOBUCYUOO30M HEO0OX00UMO

UCNONB308aMb MYTbMUOUCYUNTUHAPHBII NOOXO00, YMO 00YCI08NIEHO KAK MANCECMbI0 COCMOSHUS, MAK
U nopasicenuem pasiuuHvix opeanos u cucmem (Ilpunoscenue I'7).
Beoenue nayuenmos ¢ MB npeonoumumenvHo npogooums 6 CReyuaiusupoB8aHHbIX YEHMPAx
(kabunemax unu omoeneHusx mykosucyuoosa). Cnedyem ucnoibosams CmayuoHapo3ameuarouue
MEeXHON02UU.

Jlunamuueckoe nabar0OeHue 6 amMOYIAMOPHO-NOTUKIUHUYECKUX VCI08UAX NpU  OKA3AHUU

NepPEUYHOL MEOUKO-CAHUMAPHOU NOMOWU OCYWeCMBIAem 8pay-neouamp y4acmrosslii (6pav-neouamp,
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UL 8pau-nyIbMOHON02, UNU 6pay obwell Npakmuku, Komopsie HPOuLIU COOMBEmCmEYuUll
memMamuyeckuli Kypc 8 pamKax HpocpamMm HenpepvleHO20 MeOUYUHCKO20 00pa3o8amus, a makdice
umerom onvlm 6edeHus NAYueHmos ¢ OAHHOU HO30702uell, KOHCYIbMmayuu CHeyudiucmos — no
NOKA3AHUAM) C 4acmomotl, OonpeoensieMol mANCeCmbl0 COCMOAHUS NAYUEHMA U UMEIOUWUMUCS
ocnoxcHenuamu oonesnu (1 pas 6 1-3 mecaya unu no nokazanusm). Bnepsvie ouaznocmuposannvie oemu
UIU NAYUEHMbL ¢ MAANCETLIMU PopMamu 3a001e8anusi QOINCHbL HADIIO0AMbCS Yawe (excemecsiuto),
nayuenmsl ¢ jle2Kum Uiy amunuyHvim meuyenuem MB moeym nabarooamscs pexce (kasicovle 3-6 mec.).

Habnioodenue 3a nayuenmom u KOHMpob cOCMOAHUAL HEOOXOOUMO OCYWECMEBTISIMb Pe2YISIPHO 8
VC08UAX OHe8HO20 cmayuonapa. I'ocnuanuzayus npoeooumcs no nokazanusm (Ilpunoscenue I'10) 6
KpY210CYMOUHbIN CMAYUOHAD (8 NYTbMOHONI02UYECKOe, UH(EKYUOHHOe U UHOe OmoeNeHue, 8 umame
KOMOPO20 eCmb CReyuanucmel, UMeloujue Onvlm 6e0eHUs NAYUeHmo8 ¢ 0aHHouU Hozonozuet). [layuenma
20CNUMANUZUPYIOM 8 NANAmM) C YYemoM NOOMEEPIHCOEHHO20 paHee MUKPOOUOLOSUYECKO20 nel3axca
(ocobenno ons P. aeruginosa, B. cepacia complex, MRSA, Stenotrophomonas maltophilia,
Achromobacter spp., HemybepKynesHviX MuKoOaKmepuil, XpOHUYECKUll acnepeuiiesd), npu
B03MOJCHOCMU — UHOUBUOYANbHBILL OOKC. B 3asucumocmu om cocmosHus nayueHma Ccpox
20CNUMATU3AUUU MONCEeM cocmasums om 4 0o 21 Owusi.

Hayuenmovr ¢ MB, wuyoscoarowuecs 6 cmayuoHapHOM JNe4eHUuu 6 pAMKAX NepeudHoll
cneyuanu3supo8aHHOU MeOUKO-CaHUMApPHOU NOMOWU, HANPABIAIOMCA N0 MEOUYUHCKUM NOKA3AHUSIM 8
nYIbMOHONI02UHECKOe, UHPEKYUOHHOEe UIU UHOe omoeneHue (N0 NOKA3AHUAM, YCI08UsL — VKA3AHbL 8bllie)
MEOUYUHCKOT OP2AHU3AYULU 8PAYOM CKOPOU MEOUYUHCKOL NOMOWU, 8PAYOM-NEOUAmMPOM YYACMKOBbIM,
8PAUOM-NYIbMOHONIO20M UTIU UHBIM CREYUANUCTIOM AMOYIAMOPHO-NOIUKIUHUYECKO20 36EHd.

llayuenmos ¢  MYKOBUCYUOO30M, HYHCOAIOWUXCA 6 OKA3AHUU  CHeYyUaiusupo8aHHoU
MEOUYUHCKOU NOMOWU, 6 MOM HYUCIe BbICOKOMEXHOIOSUYHOU, 6 CMAYUOHAPHBIX YCIOBUSX, NO
MEOUYUHCKUM NOKA3AHUAM HANPABIAIOM 8 COOmeemcmayoujee omoeieHue MeOUyUHCKOU Opeanu3ayuu
8PAYU-NYIbMOHONO02 UL 8PAY-NEOUAMD.

Mapwpymuszayus nayuenma 0emcKo2o 803pacma 80 83pOoCiyIo cemsv — 80 63pocvlil yenmp MB,
ocywecmensemces Kk 18 2ooam.

Tayuenmol ¢ MyKOBUCYUOO30M NOTYHAIOM.:

- 8 pamKax nepeuuHoUu MeOuKo-CAHUMAPHOU NOMOWU — NIAHOBYIO U HEOMJIONCHYIO
amoOyIamopHO-NONUKIUHUYECKVIO U NePEULHYIO CReYUanIu3upOBaAHHYI0 HOMOWb (COOMBENMCMEYIOULe20
npogus, no NOKA3AHUAM U 8 3a8UCUMOCIIU OM MAACECMU COCMOAHUS, A MAKIHCE CKOPYIO MEOUYUHCKYVIO

nomown);
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- 8 PAMKAX CReYUuanu3upO8aHHOU MEOUYUHCKOL NOMOWU — CReYUATUSUPOBAHHYIO, 8 MOM YUCe
8bICOKOMEXHONOSUUHYIO MEOUYUHCKYIO NOMOWb, 6 COOMBEMCMEYIOWUX YCI0BUAX OHEBHO20 Ul
KpY2soCcymouHo20 cmayuorapa.

Ilpu nanpasenenuu 6 omoenenue (yeHmp uiu KadOUHem) MyKOBUCYUOO3d, 8PAYOM-NEOUAMPOM
VUACMKOBbLIM UMU 8PAYOM OpY2Oll CReYUaibHOCMU NPeodOCmABIAemcs GblNUCKA U3 AMOYIAMOPHOT
Kapmol (ucmopuu 00/11€3HU) ¢ YKA3aHUemM NpeosapumenbHo20 (Uiu 3aKI0YUMENbH020) OUacHO3d,
conymcmsyrowux — 3a001e8anull, a MAaKkxce UMEIOWUXCA  pPe3yIbmamos 1adO0pamopHbix U
@DYHKYUOHANbHBIX UCCIe008AHUI.

IIpaBuia npopuIaKTUKU NEePeKPECTHON HHPEKUNH IPU MYKOBHCIH103€
[2,309]

1.

1.

Opranusanus okazanusi nomomu nanuenram. Ipopunakruka nudexuun.
OO0umme Mepbl IPOPUIAKTHKHA

e  Mepbl 10 U30JIAIMH OUOJIOTHYECKUX KUAKOCTEH (MOKpOTa, KPOBh) manueHTa ¢ MB.

o Jlesundexuust 060pyAOBaHUS UM MPEAMETOB, KOTOPbIE MOTYT OBITh 3arpsi3HEHBI KUAKOCTAMU U

BBIACJIICHHUAMMN.

L4 CTpOFOG CO6J'IIOI[€HI/IC MCp IpE€aAOCTOPONKHOCTH MCIUIIMHCKUMU pa6OTHI/IKaMI/I IIPpU KOHTAKTC C

nanuesTamMu ¢ MB:

— HWCHOJb30BaHHWE OJIHOPA30BBIX MEIUIIMHCKHX Mep4yaTrok, o00paboTka (OHEHIOCKOIIA,
MyJIbCOKCUMETPA | T.JI.

— HMCIIOJIb30BaHKE OJTHOPA30BbIX MEJIEHOK Il OCMOTpA.

— HCIIOJIb30BAaHKUE OJTHOPA30BbIX XaJIaTOB MPH PadOTe C MAIlMEHTaMU, TPEOYIOIUME COOJIIOICHUS
Mep KoHTakTHOM m3ossiimu (B. cepacia complex, MRSA, mynbprupesuctentHas P. aeruginosa,
Achromobacter spp., HTMB), u Bo BpeMst KHHE3UTEPAIIHH.

— HMCIIOJIb30BaHKE OJTHOPA30BBIX aHTHOAKTEPHAIBHBIX (DUITBTPOB MPU CITUPOMETPHUH.

e KoHTakThl MeX 1y nanueHTaMu ¢ MB 10JKHBI ObITh CBEJCHBI K MUHUMYMY.
e ['urueHa pyk MEIUIMHCKUX PaOOTHUKOB:

1. MeiThe U Ae3uH(EKIUS PYK TPOBOAUTCS:
— TIOCJIE€ CHSITHS MEPUYATOK.

— A0 U IIOCJIC KOHTAaKTa C MalfluCHTOM.
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— II0CJIC KOHTAKTa CO:
— CIIM3UCTHIMU IALMEHTA.
— MOKpOTOH ITalUEHTA.
— IIPEAMETAMHU, 3arPSI3HEHHBIMU MOKPOTOM IAI[MEHTA.
— NIBIXaTeIbHBIM 000PYIOBAaHHEM, KOTOPHIM MOJIH30BAJICS TTALIUEHT.
e lcnonp30BaHME CIUPTOBBIX AHTHCENITHKOB (B BUIE Cal(ETOK, B IUCIICHCEPAX) B KAOMHETaX U B

o0miemM Kopuaope.

L4 MGJII/IIII/IHCKI/IG pa6OTHI/IKI/I, HEMOCPCACTBCHHO KOHTAKTUPYIOIIHE C MMAlITMCHTAMU, HC TOJIKHBI

HCITIOJIB30BaTh HAKJIIAJHBIC HOI'TH.

e licnosnp3oBanne nepuyaToK HEOOXOAUMO MPU: KOHTAKTE C MAIlEHTaMH, TPEOYIOIUMH N30SI,

KOHTAKTEC C MOKpOTOfI HJIM KPOBBIO IMAIITUCHTA

e licnonb3oBaHuEe OJHOPA30BBIX MEJIECHOK, XaJIaTOB, MACOK, 3aIIUTHBIX OYKOB: IPU KOHTAKTE C
OO0JbHBIMU, TPEOYIOUIUMHU H30JSIMM, MPU KOHTAKTE C MOKPOTOM mManueHTa (MpU JApeHaxe,

acrnupaluu, OCMOTpe MalleHTa ¢ MPUCTYOoOpa3HbIM KalllJIeM) WM IIPH KOHTAKTE C KPOBbIO.
e [urueHa pyk naiueHTOB:

—00paboTKa CHUPTOBBIMM AHTHCENTHKAaMH (B HECKOJBKUX KIMHMYECKUX HCCIIEIOBAHUAX
[I0Ka3aHO, YTO 00paboTKa CHUPTOBBIMH AHTHCENTHKAMM yHalnseT OaKTepuu C pykK
sppeKxTrBHEE, 4YE€M MBIThE pYK C AaHTUCENTHYECKMM MbuIOM). Ecim ectb Buaumoe
3arpsA3HEHUE, TO UCIOJb3YIOT MbLIO U aHTHCETHK.
—T0CJ€e MYIbCOKCUMETPHH.
—T0CJ€ KOHTAKTa C MEJUIIMHCKUM 000pY10BaHHEM.
—T0cJe IPOBEACHUS KHHE3UTEPAIIUH.
—I0CJI€ NOCEIIEHUs CaHy3a.
—T0cje IpUeMa BpauoM.

e [lpenmersl (rutatku, caiageTkd, Mackd, OAaHOUYKM W Jp.), 3arpsA3HEHHbIC MOKPOTOW NalMeHTa,

JoJkHBI yruimsupoBatbees cornacHo CanlluH 2.1.7.2790-10 «CanntapHO-3IMAEMUOJIOTHYECKUE

Tpe6OBaHI/I$I K 06paH_IeHI/II-O C MEIUIIMHCKUMHU OTX0JaMmu» KaK OTXO0JbI Ki1acca b.

Je3undexnns B aMOyJIaTOPHBIX YCI0BHAX
OobopynoBanmue:
e CriupoMeTpsl — BHYTPEHHUE MEXaHU3MBI aliapara He CTePUIIN3YIOTCA, He Ie3UH(PHUIIUPYIOTCS.

O6pa60TKa Typ6I/IHBI HJIN JaTYHUKa MPOU3BOIUTCA B COOTBETCTBHUU C
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MHCTPYKLNEH U3rOTOBUTES, 00S3aTEIHHO HCIIOJIb30BAaHUE OTHOPA30BhIX aHTHOAKTEPHATIBHBIX
(GWIBTPOB, MPEANIOYTHTEIHHBI OHOPA30BbIC 3aIrYOHUKU WIIA CTEPHIIN3AIIS MHOTOPA30BbIX. Y
MTaLUEHTOB, MOIEKAIUX MEpaM KOHTAKTHOW M30JIALUH, CIIUPOMETPHUS T0JIKHA IPOBOJAUTHCS HA
oTnenbHOM annapare. Kareropus A

e [lynbcokcumerpsl — 00pabOTKa PyK CIUPTOBBIM aHTUCENITUKOM MOCIIE UCIIOIb30BaAHUSL.

e KunesuTepaneBTHYECKOE 000PYAOBaHUE, MM, MAHKETa TOHOMETPa 00padaThIBAIOTCA

NE3UHPUITUPYIOIIUMH CPEJICTBAMH.

L4 HG6YJ'IaI\/JI3CpI)I M JbIXaTCJIIbHBIC TPCHAXKCPHI TOJIPKHBI OBLITH TOJIBKO HHAWBUAYAJIIBHOTO

HCITIOJIb30BaHMHA.

e TBepable NOBEPXHOCTH (IIJIAHOBBIE TEKYIIHE YOOPKH, a Takke yOopKa 1ociie OKOHUaHus prueMa

MaIMeHTA).

e (OOpaboTka (hoHEHIOCKOTIA TIOCTIE KaXKI0TO OCMOTpa MaIueHTa.

BbisiBJIeHHE HCTOYHUKA, yTell U (PAKTOPOB Nepexayvu.

Bpauam-0akTepuosioramMm u BpauaMm-3MueMH0JI0TaM:

o [IpH TICPBUYHOM BBISBIICHHH Y maienta ¢ MB Bec, Achromobacter spp., MylIbTHPE3HCTEHOTO
kiaona P. aeruginosa u MRSA, a Take Ipu BBISBIEHHH HOBOTO T'€HOTHIIA HEOOXOJUMO IPOBOIHTH
SMUIEMHOJIOTMUECKOE PacciieIOBaHUE C IIEJIbIO BBISIBICHHS HCTOYHHKA HHPEKITUH, (PaKTOPOB ITepeIadH,
a TaKke KOHTAaKTHPOBABIIHKX MalueHToB ¢ MB.

o IIPH BBISBJICHUU HCTOYHUKOB M (PAKTOPOB MH(MEKIHMH TPeOyeTcs MPOBECTH JIOTOJHUTEIbHBIC
JNCUCTBHS, HAIIPUMEP, H30JIAIIUIO TOCIUTAIM3UPOBAHHOrO HarreHTa ¢ MB, T.e. ncTounuka HH(EKIMH,
BHEIUIAHOBIO TPOQHIAKTUYCCKYIO JC3MH(EKIUI0 OOJBHUIBI, a TaKKE MHUKPOOHOIOTHYECKOE
00cIeI0BaHlEe KOHTAKTHPOBABIIIKMX AI[HCHTOB.

. JUIS BBISBJCHHS HCTOYHMKA MHQPEKIUH H (aKTOPOB Ieperayd HeoOXoauMo coOparth
SMUJAEMUOJNOTHUECKU aHaAMHE3 M  MPOBECTH BHYTPUBHJIOBOE THUIUPOBAHUE  BBIJCIEHHBIX
MHUKPOOPraHu3MoB. [Ipu 5TOM UCXOIHUTh U3 MPEIOIOKEH s, YTO mTaMMbl Bee, Achromobacter spp.,
P. aeruginosa u MRSA, BbigeTICHHBIE OT HCTOYHHKA HH(MEKIMH, ¢ OOBEKTOB BHEIIHEH Cpebl,
SABJIAIOIIUXCS (DaKTOpaMHu Miepeiaun, U 0T 00cIeayeMoro nanrenta ¢ MB, 101KHBI ObITh HIEHTUYHBIMH
M0 (EHOTUMTUYECKUM U TEHOTUITUYECKUM CBOHCTBAM.

o Oakrepun Bcee u Achromobacter spp. TunupoBaTh MOJIEKYJIIPHO-TeHETHUECKUMHU METOaMH, TaK

KaK TUIIUPOBAHUC I10 (I)CHOTI/IHI/I‘-ICCKI/IM CBOIMCTBaM UMEET HU3KYIO JTUCKPUMHWHAIITUOHHYTO CIIOCOOHOCTb.
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JUist onepaTUBHOTO aHAIN3a U BBISIBICHHS HCTOYHHUKA UCTIOJIBb30BaTh OBICTPHIE METO/IbI, OCHOBAHHBIC HA
[P wnm npyrue MeToasl TUIIUPOBAHUS.

J TeHETUYECKOEe TUITUPOBAHKWE HAa JAHHOM 3Tale MOTYT BBIIOJHSTH Ja00OpaTOpPUU CTALMOHAPOB,
HCIOJb3ytouue B ceoel nmpakrtuke merox IIP.

o IpU HEBO3MOXHOCTH BHYTPHBHJIIOBOTO THIIMPOBAaHUS B JIAOOpAaTOpHM CTalMoHapa JUls
TCeHOTHITMPOBAHUS HAIIPABIIATH M30JATHI OaKTEPHid B CIICUATM3NPOBAHHBIE JTAOOPATOPUH, UMEIOIINE
000pyI0BaHUE TSI MOJIEKYJISIPHOTO TUITUPOBAHHUS.

J B CIEIMAIM3HUPOBAHHYIO Ja00OPATOPHIO CIIETyeT HAIIPABIIATS:

- Bce u30yiAThl (Bce, Achromobacter spp., mynomupesucmenmuvle P. aeruginosa u MRSA), BriepBbie
BBIJICJICHHBIC OT Ka)KJIOTO MAIEHTa;

J 0 KpaifHeil Mepe, Mo oJHOMY U30JIATY Bcee, Achromobacter spp., mynemupesucmenmuoco P.

aeruginosa 1 MRSA B roj1 OT Ka)/I0T0 MaI[ieHTa,;

. J000M M30JIAT, MOJO3PUTENbHBI Ha BO3MOKHYIO CBSI3b CO BCIBIIIKOM WM TpaHCMUCCHEH

MCXKAY NalUCHTAMU

. rpaMOTpHULIaTEIbHbIE  KOJIMCTUHPE3UCTEHTHBIE MHUKPOOPraHU3MbI, KOTOpble HE  OBLIM

UIACHTU(PUIIMPOBAHBI OKOHYATENILHO MOCJIE PYTUHHOTO aHaJIN3a WM IPU COMHUTEIbHBIX pe3ylibTaTax.

. JIOCTaBKa HM30JISITOB JOJKHA OCYIIECTBIISATHCS MaKCUMaNbHO OBICTPO C COOJIIOJIEHHEM MEp
Ouosnornuyecko 0e30MacHOCTH, MPUMEHSEMBIX IPU YIAKOBKE M TPAHCIOPTUPOBKE MITAMMOB
MHUKpPOOPraHU3MOB corjlacHo caHuTapubiM mnpaBwiam CII  1.2.036095. IlltamMMbl  JOJKHBI
COMPOBOXKIATHCS HAIPABJICHUEM, COJEpXKalluM HHGOPMAalMI0O O TMalueHTe, O MPEeANoIaraeMbixX

HCTOYHHKAX U (baKTOan PHUCKa KOJIOHU3alINH JaHHBIM MUKPOOPIraHU3MOM.

L4 Ha OCHOBAaHUHU JAHHBIX THIIMPOBAHUA PCEKOMCHAYCTCA OCYLICCTBIIATH CJIICKCHUC 34
JUHAMUKOMN pacipoCTpaHCHUA CpEaAr IAllUCHTOB MB KJIOHOB, HMCHOIIINX SINACMHUYCCKOC 3HAYCHUC, a

TAKXKC OLUCHUTH HUPKYIIIIHUIO MCKAYHAPOAHBIX SMTUACMHUYCCKUX KIIOHOB.

MOHMTOPHMHI AHTHOMOTHKOYYBCTBUTEIbHOCTH.

Kpome moarBepkeHIE PUHAIISKHOCTH IITaMMOB K Bee u Achromobacter spp. ¢ momoripto
MALDI- TOF wumum MonekyaspHO-TEHETHUYECKMM METOJ0M W BHYTPUBHIOBOIO THUIHPOBAHUS B
pedepeHc-1abopaTopun JOKHO MPOBOIUTHCS TAKXKE ONpeieeHne aHTUOMOTUKOYYBCTBUTEIIBHOCTH U
MOHUTOPUHT aHTHOMOTUKOPE3UCTEHTHOCTH (Tabnuna 5), MOJEKYIIpHO-TeHETUUECKU MOHUTOPHUHT 32
NOMYJISAMeH BO30yIUTeNsl - CEKBEHMpPOBaHUE BO30ynuTenel, uccienoBaHUEe MHUKPO3BOIOLMOHHBIX

MponeccoB, CICIKCHUC 3a USMCHYUBOCTLIO BO36y,Z[I/ITCJIeI‘;I, a TaKXKeE HCO6XOI[I/IMO CO3JaHUC U BCACHUC
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0a3 TaHHBIX BO3OYIUTEICH.

B tabnuue 27 npuBeaeHbl aHTUMUKPOOHBIE MPEMapaThl, Ppe3HCTEHTHOCTh K KOTOPBHIM OCHOBHBIX
BO30yAUTENIEH XPOHHYECKOW HWH(EKIHMH JITKHX y NalueHToB ¢ MB sBisercs KIMHUYECKH |
SMUJAEMHUOJIOTMYECKH 3HAYUMOM U IIOJIEKUT MOHUTOPHHTY.

Tabéaunma 27. AHTUMHKpOOHBIC TMIpemaparbl, PE3UCTEHTHOCTh K KOTOPBIM IOJUICIKHUT

MOHHUTOPHHTY.
Muxkpo-opranusm |S.aureus P.aeruginosa Bcc Achromobacter S.
SPp.

[TpoTuBOMUKpOOHBIHOETAa-TakTaMHbIe  J[pyrue oera-Jlpyrue oera-Jlpyrue 6era-/If
npernapar aHTHOAKTepHATbHBICTIAKTAMHBIE JTaKTaMHBIE ITaKTaMHBIE ma
CHCTEMHOTO MpernapaTsl aHTHOAKTepUATbHBICAHTHOAKTEPHATIbHBIE AHTHOAKTepUAIbHBIE  [aH
TeCTBUS npyrue OeTta-npenapaTsl npenapaTsl npermapaTsl Tp
JTaKTaMHBIE (Hedanocnopunsr  (Lledhamocnopunsr  (L{edhamocnopunst (I
AQHTHOAKTepUATEHBIEPACITUPEHHOTO pacuImpeHHOTO paciipeHHOro pa

HpenapaThl crekrpa?) crekrpa?) cnekrpa’)Kapbanenempic

DTOPXUHOJIOHBI KapOGanenemsl Kapbanenembr DEHUKOJIBI D

Pudamnuuun™* DTOPXUHOJIOHBI AMpeHUKOIBI Ko-Tpumoxcazon Ke

Maxkpoauabl AmuHOrIMKO3uAbl  Ko-TpuMOKCa301 [Cynshamerokcazon+ An

Jlunezomug** Konuctumerar [ Cynshamerokcazon+Tpumeronpum| Kc

Bankomurma™* HATpUs Tpumeronpum]**  [Koauctumerar Hatpusi [C

Tt

nedorakcum®*,  medrpuakcon®™, medonepazon, uedomnepazon+[CyaprdOakTam]**,
nedrazuaum**, nepauropen, nepukcum, negrudyren, nepenum™*, nepmupom u ap.

MoJieKynpHO-TE€HETHUYEeCKU MOHUTOPUHI TO3BOJIUT BBIIBUTH BO3HUKHOBEHHE HOBBIX
SMUAEMUYECKUX KIOHOB; BOSHHMKHOBEHHE HOBBIX KJIIOHOB C BBICOKON BHUPYJIEHTHOCTBIO B pe3yJibTare
TOPU30HTAIBHOTO nepeHoca IEHOB 17011 MEXBHUI0BOI peKoMOUHALINY; HOBBIX
AHTHOMOTHKOPE3UCTEHTHBIX KJIOHOB, W3MEHEHUS AHTUTCHHBIX CBOWCTB. OJTO TOMOXET CJeNaTh
SMUJAEMUYECKOE TMPOTHO3UPOBAHWE M O0OCHOBaTb CBOEBPEMEHHOE BMEMIATENILCTBO B XOJ
AMUAEMUYECKOTO TpoIiecca.

Ha ocHOBe TONY4YeHHBIX JAaHHBIX MPOBOJUTCS SHUAEMHOJOTHYECKas JUAarHOCTUKA C
OTpe/ieIeHueM THIA 3MUAEMUYECKOTO Tpoliecca M0 BeAyIIeMy HyTH IMepeJadyd U SMUAEMUYEecKoe
IpOorHo3upoBaHue. JlaHHbIE SMMIEMHOJIOTMYECKOTO MOHUTOPHHIAa MOTYT OBITh MCIOJIB30BaHbI B
KauyecTBE OCHOBBI MpPH pa3paboTKe HaydHO O0OOCHOBaHHBIX S((EKTHBHBIX Mep Mo Oopbbe ¢
pacnpoctpanenueMm Bce, Achromobacter spp., mymbrupesucteHTHBIX P. aeruginosa u MRSA,
MUKOOakTepuil U rpuboB cpeau nauueHToB ¢ MB u B nomyssiiuu B nesiom. IIpu atoMm, B ciydae ¢ MB,
KaK U MPH JPYTUX XPOHUUECKUX MHPEKIHIX, pe3yJIbTaThl IPOBOJUMBIX MEPONPUATHI OyIyT 3aMETHbI

4Cpe3 MHOTHUC I'OAbI.
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Opranu3zanus aM0yJJaTOPHOH M CTALIMOHAPHOM MOMOIIHU

. IIpuem nanuentoB ¢ MB He [NOMKEH OCYIIECTBIATHCA B MOJUKIMHUKAX, TAE€ HAXOIATCA
OJTHOBPEMEHHO Jipyrue nanueHTsl ¢ MB. Pabota amOynaTopHOro HeHTpa U cTalMoHapa peryiupyeTcs
[TocranoBnenuem [ maBHOTO TOCynapcTBeHHOTO caHuTapHOTO Bpada PD ot 28 suBaps 2021 r. N 4 "O6
yIBEep)KJIeHHH caHUTapHbIX npaBuia u HopMm CanlluH 3.3686-21 "CanutapHO-31THAEMHOIOTHIECKUE
TpeboBaHus 10 MpoduiakTuke HHPEKIMOHHBIX Oone3neit”, [Ipukazom M3uCP PO ot 15 mas 2012 r.
Ne 5351 «OO0 yTBEpKICHUH TIEPEUHS METUITUHCKUX U TTHIEMHUOJIOTMICCKUX MTOKA3aHUN K Pa3MEIICHHIO
MaIMeHTOB B MaJIOMeCTHBIX majiarax (6okcax)» (http:// legalacts.ru/doc/prikaz-minzdravsotsrazvitija-

rossii-ot-15052012-n-535n/) u pexomenparmsmu European Cystic Fibrosis Society.

. [TanieHTHI TOJKHBI OBITH Pa3/IeIeHbl Ha IOTOKH B 3aBUCUMOCTH OT MUKPO(IIOPHI IbIXaTEILHOTO
TpakTa. [lanMeHTsl He TOKHBI KOHTAKTHPOBATh B 30HAX OKUJIAHMS, KaK, HAPUMEp, B PETUCTPATypeE,
najaTax, OTJCJICHHUSIX alTeKu U PeHTTreHosIoruu. Bo Bpemst mpeObIBaHUs B CTallMOHAPE MAI[UEHTHI HE
JIOJDKHBI TIOJTH30BATHCS OJTHOM KOMHATOW, BAHHOM WM TyajeToMm. [lamueHT ¢ MHUKpOOHOJIOTHIECKUM
BBICEBOM U3 MOKpoThl Oaktepuil Burkholderia cepacia complex, MeTHMIMIUIMH-PE3UCTEHTHBIX
Staphylococcus aureus, Achromobacter spp., HETYOepKyJIe3HBIX MUKOOAKTEPHI JOJHKEH MTPUHUMATHCS
Ha aMmOyJlIaTOpHOM IIpHUEME B OTAEILHOM OOKCE C OTIENbHBIM BXOJOM, HE 3aX0Js B LIEHTP

MyKoBHcIHA03a (i B MO).

. [TarmeHTH € MYKOBHUCLH030M HE IOJKHBI KOHTAKTHPOBATH B 30HAX 0)KHUJIAHUS, KaK, HAIpUMED,
B perucrparype, najuarax, OTACJICHHUSIX anTeKd U PEHTreHoNoruu. llanueHTsl ¢ MyKOBHUCIIMI030M
JOJKHBI  00ecreynuBaThCs  OJHOPA30BBIMU  JIMIEBBIMM ~ Mackamu, Oaxwiamu. [lamuentsr ¢
MYKOBHUCIIII030M IIPH HAXO0K/IEHUU B OJJTHOM MIOMEIICHUHU JI0JKHBI IEPKAThCS HA PACCTOSIHUU HE MEHEe
2 M JIpyr OT JApyra W coOmrojaTh Bce Mephl npoduiaktuku. [locie mpuema KakJIOro mnanueHTa

MIPOBOAUTCS 00paboTKa MOBEPXHOCTEH MebesH, MPUOOPOB U ABEPHBIX PYUEK.
. [TarmeHTH! 0OECTIEUUBAIOTCS OJHOPA30BBIMH MacKaMu, OaxXHJIaMu.

L4 Bpa‘II/I JOJIDKHBI OBITH 00€eCIIeUeHbI OJHOPA30BbIMHU XaJlaTaMH, MAaCKaMH, IICPpYATKaMH, JOJIZKCH

OBbITh OOecTieueH JOCTYI K CPeICTBaM Je3uH(EKINH PyK U TPHOOPOB.

2.
3.

IIpaBuiia oxkuaaHuA MPUeMa Bpa4ya B NOJIMKJIMHUKE
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e Bce ManuMCeHTbI ¢ MYKOBHUCHUJ030M, OXKHAAas Hadajla IMpucMma, 00s13aHbI HaXOOUTHBCA B J]I/H.[GBOﬁ

MacCke.

e ['wruena pyk (00paboTKa Ae3MHOUITUPYIONTIM PACTBOPOM U3 OECKOHTAKTHBIX TUCIIEHCEPOB B 30HE
OKMJaHMsI, HCIOJIb30BAaHUE aHTUOAKTEpUAIbHBIX TE€JIel WM CHOUPTOBBIX CaNPETOK s

HHAUBUAYAJIBbHOT'O I/ICHOJII)30BaHI/I$I) .

e CrureBBIBaHHE MOKPOTHI JIOJDKHO OCYIIECTBIIATHCS MAIIMCHTOM B OYMa)KHBIHN IIATOK WK calieTKy,
MOXHO OaHOYKY (OJHOpPa30BbIM CTakaH) ¢ KpbIIKOW. Kareropuuecku 3ampemiaercs >BaKyaiiust

MOKpPOTHI B pAaKOBUHY, AYIIEBYIO KaOUHY UM YHUTA3.

° HaIII/ICHTI)I B 30HC OXHWIAAHUA JOJDKHBI HAXOAUTBCA APYr OT JApyra Ha pacCTOSIHUMU HE MCHCC 2

METPOB.

e He pexoMeHnayeTcsi UCIOJIb30BaTh MPEIAMETHI, KOTOphIE HENb3si 00padoTaTh MOCEe MOCEUICHUS

[lenTpa MykoBUCHIIII03a (MATKHE UTPYIITKH H TIP.).
e He pexomenayercs mpuHUMATh MUILY, HAXOAACH B 00IIEH 30HE 0KUIAHUS TIpUEMa.

e B 1eHTpe MyKOBHUCIHI03a MPABHWIA MTOBEICHUS MAIIMCHTOB JOHKHBI OBITh pa3MEIICHbI Ha JIOCKE

0OBSIBIICHUH, Ha caliTe opranu3anuu (WWW.mUKoviscid0z.0rg) v JOCTYITHBI /15 03HAKOMIICHHS.

IIpaBuia Haxo:kaeHusi nanueHToB ¢ MB B cranuonape.
° [Tepen rocrmTanu3anueld MaMEeHThl ¢ MYKOBHUCIIMIO30M CAAIOT MUKPOOHOJOTUYECKUA aHAIN3
MOKpOTHI (He mo3aHee 4em 3a 1 mecsn). [lanueHTsl pa3MenarTcs B OJJHOMECTHBIC MmajiaThl (OOKCHI)

COTJIaCHO MUKpPO(]IIOpe AbIXaTeNbHOTO TPAKTA.

° lNocniuranuzanus mauuentoB ¢ Burkholderia cepacia complex ocymectBusiercss B jneueOHbIC
YUPEXKJICHUS, HUMCIOIINE CIEIHaIN3UPOBaHHbIe OOKChl Ui jJaHHOW wuHpekuuu. [lanmeHTsl,
unduupoannbie Burkholderia cepacia complex, Achromobacter spp., HeryOepkyse3HbIMU
MUKOOAKTEPUSIMU WM YCTOWYMBBIMU K BaHKOMHUIIMHY SHTCPOKOKKAMH, JIOJKHBI pa3MemaTbCcs B
OTJIeNbHOM Majate/00Kce ¢ AyIIeM U TyaJeTOM, JKelaTeIbHO C OTJENbHBIM BX0J0M. [ocnuranuzanus
MAIMEHTOB C PE3UCTEHTHOH (rIopoii BeeTcss B MPUEMHOM OTAETICHUH TSl HH(PEKIMOHHBIX MallieHTOB;

MaIMCHTBI ITPOXOJAT B MAJIAThI (6OKC]':>I) qcpes3 OTHENbHBIN BXOJ.

. [lanieHTl € MYKOBHUCIUI030M, HWHQHUIMPOBaHHBIE WHON (IOpoil, pasmemiarorcs B
OJHOMECTHOM TajaTe ¢ AyIIEM U TyajeToOM WM C JIPYrMMH DAlMEHTaMM, HE CTPaJarolUMH

MYKOBUCIIUIO30M U C HU3KHUM PUCKOM I/IH(bI/IL[I/IpOBaHI/IH.
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. Bokcel U1 manmMeHToB €O CTAaHIOKOKKOBOM M CHHETHOMHOW HMHQEKIHEH 3KeIaTelIbHO
pa3Melars Ipy IJIAHUPOBAHUHU OTACJICHUs B IPOTUBOIIOJIOKHBIX KOHIIAX KOPHUIOPA WIM HA Pa3HBIX

oTaXax.

L4 Bce ManuMEeHTbl € MYKOBHCHUJIO30M IIOCJIC TpPAHCIUIAHTAIWW AOOJDKHBI HAaxXOJUTHLCSA B

OJHOMECTHOH I1ajiaTe.

o Jlns nmanmentoB ¢ MmykoBucuuao3zoM ¢ Burkholderia cepacia complex u Achromobacter spp.,
HGTy6CpKyJ'I€3HLIMI/I MI/IK06aKTepI/I$IMI/I 1501048 YCTOfIqHBBIMH K BAHKOMHWIWHY SHTCPOKOKKAMH, HOJIZKHO
OBbITh OT/IEIbHOE MEAUIIMHCKOE 000PYI0OBaHUE IS KaXKOr0 MalueHTa (MHANBUYalIbHbIA CIIHPOMETD,

(OHEHIOCKOTI, MYJIBCOKCUMETP, TIIFOKOMETpP, TOHOMETP U T.JI.).

L HOCGHIGHI/IG AUArHOCTUYCCKUX MpoueaAyp NanucHTOB MYKOBHUCIITH030M JOJI’KHO INIAHUPOBATLCS

COTJIaCHO MUKpPO(]IIOpe AbIXaTeNbHOIO TPAKTa.

. Jesundexuuss MmoMeneHnid, o0OpyaoBaHUS W T.J. MPOBOAMTCSA corjacHo CaHUTapHO-
snuaemuonornyeckue  npaswia v HopmaruBel  CanlluH  2.1.3.2630-10  "Canurtapho-
SMUAEMHUOJIOTHYECKHEe TPeOOBaHUSI K OPraHU3ALMSIM, OCYIIECTBIISIIOIINM METUIIUHCKYIO JAESITEIbHOCTD"
(YyTB. mocTaHOBJEHHEM [ JTaBHOTO TOCYIapCTBEHHOTO caHWTapHOro Bpada P® ot 18 mas 2010 r. N
58)Taruentsr, wHpuIupoBanHbie Bce, MRSA, HTMB wau ycTOWYMBBIMH K BaHKOMHUIIUHY™**

SHTEPOKOKKAMHU, JIOJDKHBI Pa3MeNiaThCs B OTIASIBHOM masaTte/00Kce ¢ AyIieM U TyalleTOM, JKeIaTeTbHO

C OTACJIBHBIM BXOJOM.

L4 HaHI/IeHTBI C MB, KOTOpBIC nOMa CIIAT B O,HHOﬁ KOMHAaTe, MOI'yT B CTallMOHapPEC HAXOAUTHCA B

OJIHOM majare.

L4 ITaruenToB O6y‘~IaIOT KalllJIsATh B 6YMa)KHBII71 IIJIaTOK, B CaJ'ICI)CTKy HnIn O,I[HopaSOBBIﬁ CTaKaH C

KpLIH.IKOfI, KOTOPBIC 3aTEM YTUIIN3UPYIOT.

L4 Ca.]'[(beTKI/I, HCIIAaYKAaHHBIC MOKpOTOﬁ, MaluCHTbI HOOJOKHBI YTHIIM3UPOBATH B 3aKPBITHIC

KOHTCﬁHCpH, OTKPBIBAIOIIUCCA 0e3 KacaHus PYK.

° B CTAllUOHAPHBIX YCIIOBHUAX TIIAIIUCHTHI C MB HCIIOJIB3YIOT TOJIBKO HWHIAWUBHUAYAJIBHOC
O60py,[[OBaHI/Ie (I[BIXB.TGJ'IBHBIC TPCHAXKEPHBI, allllapaTbl JII KUHC3UTCpPAIIUH, I/IHFaJ'I}ITopBI), KOTOpOC

IIPUHOCAT ¢ c000il U3 JoMa.
. OO6pabaTbIBaTh pyKH MEPE] BHIXOI0M M3 MalaTHI.

. N36eraTh KOHTAKTOB € APYrMMHU NarueHTamu ¢ MB.
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. B 00uix nomemnieHusx Aep:KaThCst OT APYTrUX NAIMEHTOB HA PACCTOSTHUM HE MEHEe 2 METPOB.
. Hcnonp30BaTh TULEBYIO MACKY.

. Jnarnoctuueckue ciy:k0bl (KaOMHET peHTreH-IuarHocTuky, ¥Y3U u 1p.) 10KHBI ObITH

OCBEJIOMJICHBI O IIPaBUJIAX U30JIALMU NauueHToB ¢ MB.

° [IpaBwuia moBeACHUS B CTAIMOHAPE IOJDKHBI OBITH BBIIAHBI POJIUTEIISIM U PEOCHKY/TIAITUCHTY

MPY TOCHUTAIIM3ALUMA U Pa3MENICHbI CANTe MEAUIUHCKON OpraHU3aINH.

HNn:xkeHepHblii MyTh pemieHUs1 HH(PEKIMUOHHOT0 KOHTPOJISA NPH MJIAHUPOBKE OT/Ae1eHHS,
BEHTHJISIIIUH.

[InanupoBanue  oTaeneHuss  mpoBoautTcss  corsacHo  [loctanoBnenwto  ['maBHOTO
rocyaapcTBeHHOTro canutapHoro Bpada P® ot 18 mas 2010 r. N 58 "O6 yrBepxaenuu CanlluH
2.1.3.2630-10 "CanuTapHO-3IHIEMHOJIOTHYECKIE TPeOOBAaHHUS K OpPraHU3aIHsIM, OCYIIECTBIISIONIIM
MEIMIIMHCKYIO AEATEIbHOCTh'" C N3BMEHEHUSIMU U JOTIOJIHEHUAMHU OT: 4 MapTa, 10 utons 2016 r.

[Inan OGokca ISl MalMEeHTOB cO CTapUIOKOKKOBOM W CHHErHOWHOW HHQEKIMei: BXOon u3
KOpHUIOpa OTIENEHMSI, MPU BO3MOXHOCTH - TaMOyp Ha BXOJE€ C PAKOBHMHOW; CaHUTApPHBIM y3enl ¢
PaKOBUHOM U XkeJaTelbHO AyIlIeM; Majara.

ITnan 6okca ans manueHToB ¢ B. cepacia complex u Achromobacter spp: muis MeAUIIMHCKOTO
MepcoHana peKOMEHAyeTcs IUIAHUPOBaTh BXOJ W3 KOPHAOpPa OTIENCHHUS B IUII03 Ha BXOAE U3
OTJIeNIeHUsI, TaMOyp MpY HAIMYMHM HECKOJIBbKUX NAJIaT C PAKOBUHOM; CAHUTAPHBIN Y3€J1 B Ka)KJI01 majiate

C paKOBI/IHOfI; HaJ'IaTa(bI), JJI ITAaHUEHTOB U POJACTBEHHUKOB BXO/I C YJIMIIBI.

IIpaBuia m mMetoabl 00pPadOTKH W CMEHbl HHIAJATOPOB, HeOyJai3epoB M bIXaTeJbHbIX
TpeHa:KepoB (IPY HHAUBHUIYAJIbHOM UCIOJIH30BAHUYN U B CTAIHOHAPE)
! Henonnas oOesunghexyus cnocobocmeyem pocmy 6axmepuil, U mem CAMbIM Y8eIuyusaem puck
UHDUYUPOBAHUSL.

HeOymnaiizep 1 uCnoyib30BaHHbIE TPUHAUICKHOCTH TOJDKHBI ObITh TIIATEIHHO OUMIIEHBI MOCIE
Ka)K70ro npuMeHenust. Jle3nHpekins T0KHa MPOBOUTHCS HE PeXKe OJTHOTO pa3a B JCHb.

IloaroToBKa K OUHCTKE

e Otcoeaunute TpyOKy OT HeOyaiizepa,
e Pa3Gepure HeOynaiizep Ha COCTaBHbIE YaCTH;

L4 HpI/I HCIOJIb30BAHUU MYHAIITYKA C KJIalTaHOM OCTOPOKHO BLITAIIIUTH CHHMM KJIaIlaH BHIJIOXA U3

THE3Ja B HAKOHCYHHUKCE. Knaman JOJDKCH OCTaBaThCA NPHUCOCAUHCHHBIM K MYHALITYKY,
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VX0 3a COeTMHUTENBbHOMN TPYOKOH

e [loaKirounuTh COENMHUTENBHYIO TPYOKY K KOMIIPECCOPY;
e BKIIOYNTH KOMIIPECCOP;

e OcTaBUTh KOMIIpECCOp B pabOTarOmEeM COCTOSHHM JIO TeX TIOp, I0Ka KOHJICHCAT,

oOpa3oBaBIIMiics B TpyOKe, HE OyAET yAaleH BO3IyXOM, IPOXOISIINM Yepe3 TPyOKy;

- TIpH 3arpsS3HEHUN U U3MEHEHHH 1IBETA TIACTMACChl TPYOKY-BO3AYXOBO/I CIEAYET 3aMEHUTh.
Ouncrka
e JlomecTuth Bce neTanu HeOynai3epa B TEIUIYIO BOJOIMPOBOJHYIO BOJY C HEOOJBIINM

KOJIMYECTBOM KUJKOCTH JIJI MBIThSI TOCY/Ibl HE MEHEE YEM HA 5 MUH;
e TmareabHO MPOMBITH BCE ACTAIHN B MPOTOYHOU BOJIE;

L 21.]'[?1 YAaJICHUA JINIITHEH BOJABI BCTPAXHYTH JACTAIHN,

Zle3I/ItheK! [

[Tocne 09MCTKY MPOBOANTCS JE3MH(EKITHSI COCTABHBIX YacTel HeOynaii3epa U NCIOIb30BaHHBIX
MPUHAISKHOCTEN (KpOoMe COSAMHUTENBHBIX TPYOOK). DddekTruBHas Ne3UH(EKITNS BO3MOXKHA TOJIBKO
ecnu HeOymaii3ep ObUT TIATETLHO OYHUIIICH.

Ilpu ucnonv3oeanuu Macku ¢ pe3UHOGLIMU JIEHMAMU: DPE3UHOBbIE JIeHMbl MO2YN
noogepeamuvCsi MOAbKO OHUCHKe (CMmupkKe), MAK Kak npu Oeucmeuu 6blCOKUX MmeMnepamyp,
UCNONIb3YeMbIX NPU Oe3uHGeryul, OHU MO2Ym OblMb NOBPENCOCHDL.

HCSI/IH(beKHI/IH KUITTYCHUEM

e [lomecTuTh BCE JCTAaJIM B KUIIAOIYHO BOAY HE MCHEC 4YEM Ha 5 MUHYT. HCHOJ’IBSY@TC?I qucTasa

KaCTpProJIAA U CBCXKasd BOJa C IOHUKCHHBIM COACPIKAHNCM KaJIbIHA.

IInacmux mosicem pacniagumscsi, eciu OH 6CIMYRUN 8 KOHMAKM ¢ 20psSyum OHom kacmpronu. Tlosmomy
cnedyem yoeoumuscs, Ymo 8 Kacmprojie 00CmMamouHo 800bi.

I[eBI/IHd)CKHI/IH C MOMOIMBKO CTAHAAPTHOTO TCPMHUUYCCKOTO I[eBI/IHd)eKTODa I ACTCKHUX 6VTI>I.]'IOLIGK (ue

IUJIsI MUKPOBOJIHOBOM He‘{I/I)

st a¢pdexkTuBHON Ae3MH(EKINN UCHOb3yeTcs Ae3UHPEKTOp ¢ pabounuM LUKIOM HE MeHee 6
MUHYT. Bo Bpems ne3uHpexum, 4To0bl ONpeaeIuTh NPO0DKUTEIBHOCTD MPOLEAYphl Ae3UH(DEKINY U
KOJIMYECTBO BOJIbI, HEOOXOIMMOE ISl ATOTO, HEOOXOAMMO CJIeI0BaTh MHCTPYKLUHU MO 3KCIUTyaTal[uu
Ne3uH(EKTOPa, KOTOPBIH UCTIONIb3YETCH.

Henonnast nesuHgpexius crnocoOCTBYeT pocTy OakTepuil, U TEM CaMbIM YBEIHMYMBAET PHUCK
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uHbumpoBanus. Jle3uHdeKIys HE 3aBepIllieHa, eClIM ObUla MPEKpalieHa 10 aBTOMATHYECKOIro
BBIKITIOUEHHSI J1e3UH(EKTOpa, UM MHUHUMAIBHOE BpeMsl Je3MH(EKIUH, YKa3aHHOE B MHCTPYKIIUHU I10
IKCIUTyaTalK Je3WH(PEKTOpa He UCTEKI0. Jle3nH(EKTOp MOJDKEH COAEPkKAThCS B YUCTOTE, U €ro
paboTOCIIOCOOHOCTH CIEAYET PETYIIPHO KOHTPOJIMPOBATH.

I[e3I/IHd)CKIII/I$I C IMOMOIIBbIO MUKPOBOJIHOBOT'O I[GBI/IH(beKTODa

MHuUKpOBOJIHOBEIE Ae3uH(EKTOpHl 00ecreunBaT 3)(HEeKTUBHYIO Ae3MH(EKINI0 KOMIIOHEHTOB
W31 B CTAaHIAPTHOM KOMMEPUYECKOW MUKPOBOJHOBOM IIEYH.

CocraBHble yacTu HeOynai3epoB, COAEpKAIIME METAJUINYECKHE KOMIIOHEHTHI HE SBISETCA
YCTOWYMBBIMU K BO3JEHCTBHIO MUKPOBOJIH, U, CIEIOBATENILHO, OHU HE JIOJKHBI I€3UH(DUIINPOBATHCS B
MHKPOBOJIHOBOM IEYH.

[TomecTUTh KOMIIOHEHTHI U3/1ENHSI B IE3UH(EKTOP, OCTAaBUB IOCTATOUHOE MMPOCTPAHCTBO MEXKTY
HUMHU, 4TOOBI Iap MOT HAJIe)KHO MPOHUKHYTH KO BCEM MOBEPXHOCTSIM.

VYcnoBus ne3nHpeKkny B MUKPOBOJTHOBOM MEUH:

MouHocTh B BaTTax Bpems ae3nnpexuuu Bpems oxnaxaeHus
850-950 4 mun. 2 mumn.
600-850 6 muH. 2 mun.

Nudopmanust o KoaumuecTBe BOJbI, HEOOXOIUMON AJs mpoliecca Ae3uH(GEKINH, BKIOYEHa B
MHCTPYKIUU MO SKCITyaTaluy Ae3UHPEKTOpa 1 MUKPOBOJHOBOM MeyH.

KoMmoHeHThI u3aenust He TOJDKHBI MOJIBEPraThCsi BO3IEHCTBUI0O MUKPOBOJIHOBOTO M3IY4YEHHUS,
€CJI OHHM HE HaXOJATCSl B MUKPOBOJIHOBOM Je3uH(eKTope. Eciu KOMIOHEHTHI U3/1eHsl TOABEPratoTCs
HarpeBy B MHUKPOBOJHOBOW meud Oe3 3amuThl Je3uH(EKTOpa, OTAENbHBIC JIeTalld MOTYT OBITh
MTOBPEK/ICHBI.

Henb3s ms nesuHpexuny ucnoiab30BaTh GYHKIMIO TPUJIS, TaK KaK 3TO TOXKE MOXKET MPUBECTH
K MOBpEXIeHUI0 00padaThiBaeMbIX yacTeil HeOymnaiizepa.

JleauH(ekuns He CYUTAeTCs 3aBEPUICHHON JOLKHBIM 00pa30M, €Ciii He COOII0ACHO yKa3aHHOe
MUHUMAaJbHOE BpeMs JIe3UH(EKINH, a TaKke Tpedyemasi BbIXOJHasi MOIIIHOCTh MUKPOBOJIHOBOM TEUH.
Jlesundexkrop Takke JODKEH OBITh UWCTBIM. PerynspHo mpoBepsiiTe pabdoTOCIOCOOHOCTH
MUKpPOBOJIHOBOTO je3uHpexTopa. Jns ne3uH(EeKInu HCIOoNb3yeTcsl TOJNBKO BOJA, HHUKOTAA He
HCIIOJIb3YIOTCA XUMUYECKUE BEIIECTBA.

XUMHYECKas OUUCTKA C ,HC3I/IHd)eKLII/ICI>'I

Ounctka u ne3uH(EKIHst MOTYT OBITh MMPOBEAEHBI B pAMKaxX OJJHOTO LUKJIA TPU TOMOIIH
XUMHYECKUX BemiecTB. C 3TOM HENbI0 UCTOIb3YeTCsl CPENICTBO Ae3UHPHUIHpYomiee «boMHKC TTIOC»
(«Bomix plus»). lns obecrieueHus: 6e30MaCHOCTH MPU OOPAIICHUU ¢ XUMUYECKUMU BEIECTBAMHU

CHCHYﬁTC HHCTPYKIUH I10 SKCIUTyaTalluu ,Z[e3I/IH(I)I/IL[I/IpyIOIJ_ICFO CpeacTBa, B YaCTHOCTHU IIpUJIar aeMoi
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MHCTPYKLMU IO TEXHUKE 0€30I1aCHOCTH.
[MpuroToBsTe 2% pacTtBop cpeacTBa ae3uHpuimpyromero «bomukc mioc» («Bomix plus»)
nyreM cMemuBanus 10 mi koHneHTpaTa ¢ 500 M1 BOZOIIPOBOAHOM BOJIBI.

e [lomecTuTs BCe AeTAIM B IPUTOTOBIICHHBIN PACTBOP U OCTABBTE UX TaM HA 5 MUH.

Ecnu 3nauumenvho npegvlicums nepuoo npumeHeHus, mo niacmmaccosbie 0emanu MO2ym umend
3anax de3uHguyupyrowe2o cpeocmsa.

. TimareabHO BBIMBITH BCE JETANU B MPOTOYHOMN (CBEKEBCKUIISTYEHHON WM JUCTUIUIMPOBAHHOM )
BOJie (OCTaTKu JEe3MH(UIMPYIOMIETO CpPEACTBA MOTYT BBI3bIBATH AJUIEPIMUECKUE PEaKIuu WIn

pazzipakxeHue CIU3UCTOM 000I0UKH).

-YTUIU3UpOBATh UCHOJB30BAHHBIN pacTBOp (pa3z0aBiIeHHBIN pacTBOP MOKHO BBUIUTH B KAHAJIM3ALIHIO).

BusvanbHbli KOHTPOJIb

TpebOyeTrcss oCMOTpEeTh BCE KOMIIOHEHTHI M3JCNIHS TOCTE KKIOM YUCTKA W JIe3MH(EKIINHU.
3aMeHHUTe HEeUCIpaBHbIe, 1e()OPMUPOBAHHbIE HIIM CUJIBHO 00ECIIBEUEHHBIE YaCTH.
Brnaxnas cpema MoxkeT cnocoOCTBOBaTh pocTy Oakrepuid. [losTomy ciemayeT yaaiuTh BCE YacTH
YCTpOIICTBA U3 KaCTPIOIU WM Ie3UH(EKTOpa ociie OKoHYaHus fe3uHdexkunnu. Heo6xoaumMo BbICYIIUTD
Bce JeTainu. Puck MHQUIIMPOBaHUS CHUXKAETCS, KOT/1a JeTai MOJHOCTHIO BBICYIICHBI.

CyIKka ¥ XpaHeHue

e [lomMecTuTh BCe AeTalM HA CYXYIO, YUCTYIO M BIUTHIBAIOLIYIO IIOBEPXHOCTH JIJISl IIPOCYILIKH.

e 3aBepHyTh HeOynaiizep B uucTyio candeTky 0e3 Bopca (Harpumep, B YUCTOE KyXOHHOE

HOJ'IOTCHI.[G) " JEPKHUTE €0 B CYXOM, 3alllUIIEHHOM OT IIBIJIIKM MECTC.

He cnenyer ocraBnate HeOynaiizep Ui XpaHEHUS] B BAHHOM KOMHATE.

Crepunu3anys B YCJIOBHAX cTallMOHapa

HpI/I HaXO0XKXJACHHHU ITallMCHTA B CTAllUOHAPC He6yna17136p " NPpUHAJIC)KHOCTU MOT'YT
noABCPraTbCa aBTOKIIABUPOBAHUIO KAXKIbIC 3-4 nHs. Meton CTCpUIIM3allMd MOXKCET OBITH IMIPUMCHCH
JJIA HSHCHHﬁ, KOTOPBIC TPOLJIIN OYUCTKY U ,Z[eSI/IH(beKI_[I/IIO.

IloaroToBka ¥ mpolieAypa aBTOKJIaBUPOBAHUS

VYnakyiiTe Bce OTJeNbHbIE AETAIN B CUCTEMY CO CTepHIBbHBIM O6apbepoM cormacHo DIN EN
11607 (Hanpumep, B OyMa)KHO-TIJICHOUHYIO YITAKOBKY).

MakcumanbHas Temneparypa 1 Bpems crepunuzanuu: 121 °C, no MeHbIIel Mepe, B TeueHHe
20 mun. i 132 °C / 134 °C, no MeHbIIeH Mepe B TeUCHHE 3 MHH.

XpaHeHue

CrepuibHblil HeOynaiizep MOKET XpaHUTHCS B OyMa)kHOM IakeTe 10 3 CyToK, B OMKce — 70 7
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CYTOK.
He cnenyer moaBeprars cTepuiIn3aiy B3pOCIyIO U IETCKYIO MITKHE Macku 0e3 ctabuinszaropa
MAaCKH, TaK KaKk 3TO MOXET IPUBECTH K MOoTepe (HOPMBI MO BO3ACHCTBHEM BBICOKUX TEMIIEPATYP.

CojaepxaHue B OYHNCTKA KOMIIpeccopa

e OuyuCTKYy pa3peuiaercsi MpOBOJUTH TOJBKO B TOM CIIydae, €CIM YCTPOICTBO BBIKIIOYEHO U

ceTeBasi BUJIKA BbIHYTA U3 PO3ETKHU.
e (CymiecTByeT OMacCHOCTh MOBPEXKACHUS YCTPONUCTBA W3-3a IPOHUKHOBEHHUS KUAKOCTEH.
e 3ampemaercs pacHblIATh KHUAKOCTh HA KOMIIPECCOP MIIH CETEBOM KaOeb.

e JInst OUMCTKU HApYKHOM MOBEPXHOCTU KOMIIPECCOpa CIEAYET MCIOIb30BaTh YHCTYIO BIAKHYIO

(cMoueHHYIO0 J1e3UH(EKINOHHBIM CPEICTBOM) Cal(ETKYy.

3amena hunpTpa

[Ipu cTaHgapTHHIX YCIOBUSX dKCIUTyaTaluu (GUIBTP KOMIIpeccopa TpeOyeTcst 3aMEHATh uepes
kaxpie 200 gacoB pabOThI, HO HE PEXKE OJHOTO pasa B TOJ.
Crnenyet peryasipHO poBepsTh GUiIbTp (mocie kaxaou 10-i mpouenypsl). Eciu oH 3arpsizHeH (MMeeT
Cephli MM KOPHYHEBBIM OTTEHOK) WJIM 3aCOpEH, €ro HeoOxoaumo 3ameHuTh. Ecnmu dunbTp cran
BIIQXKHBIM, €T0 TaK)Ke TPeOyeTcsi 3aMEHUTh HOBBIM.
Ouuwgams hunomp u ucnonv3oeams €20 NOGMOPHO 3anpeuwjaemcs!
XpaHUTh KOMIIpECCOP M MNPUHAIICKHOCTH CIEAYeT B CYXOM MeCTe, 3allUIIeHHOM OT
MIPOJIOJKUTENEHOTO JCHCTBHS IPSIMBIX COJTHEUHBIX Jyuel. He pekoMeH1yeTcst XpaHuTh KOMIIPEccop Ha
0ankoHe, B aBTOMOOWUJIE, B 3aMbIJICHHBIX U BIQKHBIX TOMEIEHUSX.

CpOoKH MCII0JIH30BAHUS He6vna1?13epa U KOMIIpECCcOopa.

. BricTpo u3HamBaeMble KOMIUIEKTYIOIINE, TaKue Kak HeOymai3ep, MyHIIITYK UIH Macka,
TpyOKa-BO3IyXOBOJI M (PHIIBTP K KOMIIPECCOPY MOAJIEKAT PETYAIPHON 3aMeHe, He peke OJIHOTO pa3a B

roj, a B CIiydac CUJIbBHOTO 3arpsA3HCHUS, I[e(bopMaL[I/II/I HJIN IIOJIOMKH - HCMCAJICHHO.

. IIpu KonoHM3aMK aHTUOMOTUKOPE3UCTEHTHOI MUKPOOHOH (utopoii cMeHy HeOynaiizepa
PEKOMEHyeTCs IPOU3BOAUTH MOCIIE KAXKJI0I0 Kypca MHTAJIIUOHHON aHTHOAKTepHaIbHON Tepanuu

niu 1 pa3 B 2-3 Mec. B ocranbHbIX ciaydasx He pexe 2 pa3 B TOJ.

L4 KOaneccop JOJDKCH OBITh CIKETOJAHO ITPOTECCTUPOBAH CIICHHUAIINCTAMU TEXHUYECKOU
MO AACPIKKHU.
L4 O)I(H,Z[aeMLIfI CpC,[[HI/Iﬁ CpOK CJ'Iy>K6BI KOMIIpECCOpa MHTAJIIHMOHHON CUCTEMEI OIpCACIACTCA
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COIJIACHO AKCILTyaTaAllMOHHON JTOKyMEHTALIUU.
JlpIXaTeJibHbIe TPEeHa)Kepbl HCIOJB3YIOTCI M 00pabaThIBAIOTCS AaHAJIOTUYHO. JlpIXaTenbHbIe

TpeHa)kxephl 0€3 BOBMOKHOCTH X JIe3WH(EKIINH HE JTOJDKHBI HCIIOJIb30BaThes Oosee | mecsa.

Opraﬂmauuﬂ oﬁyqe}mﬂ H Jocyra mafueHToOB ¢ MYKOBUCIHH/1030M

JULY, wikonnt, u opy2ue oopazoeamesivHvle yupercoeHus

e B 07HOIi TKOJIE MOTYT YYUTHCSI HECKOJIBKO TanineHToB MB, HO OHM HE TOJDKHBI 00y4YaThCs B

onHOM kiacce. Kateropust A

e [laruentst MB He HOHKHBI HAXOAUTHCS B OJTHOM TIOMEIIEHHUH (CTOJIOBas, (PU3KYIBTYPHBIH 3a11)

oaHoBpeMeHHo. Kareropust B

e Ecmm onn HaxXoJATCAd B OHOM INIOMCIICHUH, JOJIKHBI ACPKATHCA HA PACCTOAHUH HE MCHEC 2M

JpyT OT Apyra u cobmoaath Bce Mepsl mpodunaktuku. Kareropus B

e Vuyurens u MeAULHUHCKHE PAOOTHUKH JIOJKHBI ObITH MH(OPMUPOBAHBI O TIPAaBHJIAX MOBEACHUS

JIETEN B IIKOJIE.

HlIxonwl 015 pooumenen u opyzue meponpuamus, noceauernvie MB

Opranuzanys KON Jjs MalMEeHTOB, COBMECTHOIO OTIbIXa W MEPONPUSTHH, MpPOBEACHUE
Mpa3aHUKOB 115 nanreHToB ¢ MB Henomyctumbl! LIIKOIBI MpoBOAATCS TSl pOAUTENEH, POJACTBEHHUKOB
U uX noneuyutened. {7 manueHTOB BO3MOXHBI IIKOJBI B CHUCTEME OH-JallH, B BHUJE€ BEOMHApOB.
[MamentBel ¢ MB  gomksel wu30eraTh mnpsiMoro KoHTakta. HeoOxoaumo paspalaTbiBaTh
oOpa3oBaTenibHble TporpamMmbl Mo MB, He Tpelymomiue NpsSMOTO KOHTAaKTa MEXAY MallleHTaMU:
BHJICO3AIMKCH, BUACOKOH(EPEHIINH, 00pa3oBaTenbHbIe MopTaiibl B MuTepHeTe [110; 23].

Cmpoumenbcmeo, pemMonm, cado8ooyecKue padomaot

[Taruentst ¢ MB pomkHbl u30eratb MeCT, TA€ MPOBOJISATCS CTPOUTENBCTBO, PEMOHT H
caJI0BOTYEeCKUE PabOThI, 4TOOBI H30ekaTh KOHTakTa co criopamu Aspergillus spp. IManuentam ¢ MB He
cienyer paboTaTh Ha MPpUycaeOHBIX YIacTKaX ¢ UCTIOIB30BAHUEM KOMIIOCTA U TIp.

Opzanuzayusa cCaHamopHo-KypopmHozo JieueHus

Opranu3zanus CIOPTUBHBIX Jarepei, JETHUX IIKOJ, COBMECTHOTO OTAbIXA JIJIsl TAllUEHTOB C
MB nenonyctumal

[Ipu opranuzanuu caHaTOPHO-KYPOPTHOTO JICUeHUs] TPEOOBAHUS MPEIBABISIOTCS aHAIOTUYHO,
Kak mpu rocruTanusanuu (cM. Opranusanus aMOyIaTOPHOU U CTalloHapHOH noMotwn). [pu

opranu3anu CaHATOPHO—KYPOPTHOI'O JICUCHHU B OAWH 3aC31 NOJDKHBI OBITH HaIpaBJICHbI IMTAIIUCHTHI C
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OJTHOTHIHOUM MUKpodIopoii. Cremayer pa3MeniaTh MalueHTOB HA OTACIHHBIX dTaXKaX WM B Pa3HBIX

KOopmycax, HC JOIMYCKAaTh UX KOHTAKTA IMPU BBITIOJHCHUN JUATHOCTUYCCKUX U JIEYEOHBIX nmpoueayp, B

CTOJIOBOM U HUI'POBBIX KOMHATAax.

7. lonoaHuTeabHasi uHGopmanus (B ToM 4yuciae GakTopbl, BIUAIOIINE HA UCXO]

3200J1eBAHUA WM COCTOSTHUSA)

MB — xpoHudeckoe HeuzjaeunuMoe 3a00JIeBaHle, M03TOMY MALUEHThl HY)XKJIAIOTCS B aKTUBHOM

AVCITIaHCEPHOM Ha6J'IIO)IeHI/II/I N HCIPECPLIBHOM JICHCHHH. v OJHHUX TMAUCHTOB, HECMOTPA Ha

CBOEBPEMEHHYIO JMATHOCTHUKY U aJIeKBAaTHYIO TEpAIINIO0, OPaKeHNE OPOHXO0IErOUHOM CUCTEMBI OBICTPO

MPOTPECCUPYET, Y IPYTUX - ITMHAMHUKA U3MEHEHUH OoJiee OnaronpusitHa. MHOTHE MAIIUEHTHI I0)KUBAIOT

A0 B3POCJIOTO U JAXE 3p€JIoro Bo3pacTra.

Kpurepuu oueHKH KayecTBa MeIMUUHCKOU MOMOLIHU

Tabumma 28

Kputepuu orieHKH KadecTBa MEIUKO-CAHUTAPHOI TTOMOIIH B3POCIBIM U JETSM MPH KHCTO3HOM (hrOpo3e

(myxoBuctmose) (koasl mo MKbB - 10: E84)

Ne /i1

Kputepuu kauectra

O1ieHKa BBITOJIHEHUS

1

BeimonHeHo onpeneneHue akTHBHOCTH MAHKPEATHIESCKON DIIacTa3bl-
1 B xane He pexe 1 pasa B 12 MecsimeB (y MEpBUYHBIX IMAIIMEHTOB
MIPH YCTAHOBJICHUH JIMArHO32 U Y TIAIIMEHTOB C COXPaHHOU
9K30KPUHHOHN (DYHKIHMEN TOKEITYI0THOM JKeme3sl (C
ITAaHKPEATHIECKOM 3macra3oii-1 6omee 200 MKT B T Kaa))

Ja/Het

Bremonnaen nmprem (0cMOTp, KOHCYJIbTAIAS) Bpada-
racTposHTEeposIora (MM Bpada-IueTosiora Win Bpavya-nieiuarpa,
MPOIIEAIIero 00y4eH!e Ha TEMATHYECKOM [TUKJIE IO
MYKOBUCIIHJIO3Y), JUTSl UCKITFOUCHUS TUTIEPAIIMTHOTO COCTOSIHUS U
€ro KOPPEKIUH MIPH OTCYTCTBUU AP PeKTa OT
(epMEHT03aMECTUTEIILHON TePANUU U IPU HATTMYHH OEITKOBO-
SHEPreTHYECKON HEOCTATOYHOCTH

Ja/Het

Bremonaen npreM (0cMOTp, KOHCYJIBTAINS) Bpada-
OTOPUHOJIAPUHTOJIOTA TIPH 00OCTPEHNU XPOHUYECKOTO CHHYCHTA
€cJIM He OB BBIIOJIHEH B PE/IIECTBYIOIINHA ToJl

Ja/Het

BeinonHeno MUKpoOH0TOrHYecKoe HCcileqoBaHue oceBa (aopsl B
MOKpoOTe ((haprHTeanbHOM Ma3Ke UM WHIYLUPOBAHHOW MOKPOTE
WM TpaxeaJbHOM acnupare) He pexe | pasza B 3 mecsna

Ja/Het

BrimonHeHo onpenenenue GyHKIMN BHEIIHETO JAbIXaHUS MalUeHTY
crapuie 5 niet (ecii He ObUIO BBIIIOJHEHO B MPE/IIECTBYIOMHE 3
Mecsia)

Ja/Her

[IpoBenena anTuOaKTepuaIbHAs TEPANUS HE MEHEE, YEM ABYMSI
npenapaTtaMyi BHYTPUBEHHO (IIPH TSKETIOM 00OCTPEHUH CO CTOPOHBI
JBIXaTEIbHOI0 TPAKTa)

Ja/Her
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7 [IpoBoauTcst hepMeHTO3aMECTUTENLHAS TEPAITUS IPEapaToOM

MaHKpeaTUHA B BUJIC MUHUMHUKPOCHEP C KUCIOTOYCTOWYUBOM

00010YKO# (TP CHUKCHUU YPOBHS MaHKPEaTUICCKOM 31acTa3bi-1 B

kasie MeHee 200 MKT B T KaJia IpU OTCYTCTBUM METUIIUHCKUX
MTPOTHUBOINOKA3AHHI) Ja/Her

Tabmuna 29.

KpI/ITCpI/II/I OLICHKHU Ka4yeCTBa CHC].[PIaHPI3HpOBaHHOI>i MCHHHHHCKOﬁ IMOMOIIX B3POCJIBIM U JCTAM IIPU KUCTO3HOM
¢bubpose (mykosuciumo3) (koael mo MKbB - 10: E84)

Ne n/n | Kpurepun kauecTBa Ol1eHKa BBITOJHEHUS
1 | BeimonHeHo onpeneneHne aKTUBHOCTH MTAHKPEATHYECKOM 371acTa3bl-
1 B xase (eciu He MPOBOIWIOCH B MpeAmecTByomnme 12 mec) (y
NEPBUYHBIX IMAIIMCHTOB IIPU YCTAHOBJICHUU OHWAarHo3a u'y
MAIMEHTOB C COXPAaHHOH SK30KPUHHON QYHKIMEH TOMKETyI0THON
xKeJie3bl (C TaHKpeaTHieckol anacra3oii-1 6onee 200 Mkr BT kana)) | Ja/Her
2 | BeimosHeH mpueM (0cMOTp, KOHCYJIbTallHsI) Bpada-
racTposHTeposora (Wi Bpada-IueToiora WK Bpada-TieauaTpa,
MpoIIeNnero 00y4eHne Ha TEMATHYECKOM [IUKJIE TI0
MYI(OBI/ICIII/I)IOSY), JJI UCKITFOYCHU A TUIICPpAalluAHOIO COCTOAHUA U
€ro KOPPEKIIUU TPH OTCYTCTBHH dPQeKTa OT
(hepMeHTO3aMECTUTENFHON TEpaIiuy U NPH HAJIMYUHU OEIKOBO-
SHEPreTUYECKOM HETOCTaTOYHOCTH Ja/Her
3 | BeimosiHeH mpreM (OCMOTP, KOHCYIBTAIINS) Bpada-
OTOPHUHOJIAPUHI0JIOra NIPU 0OOCTPEHUU XPOHUUECKOTO CUHYCUTA U
€CJIM He OBIT BBITIOTHEH B IPEIICCTBYIOMUN IO Ha/Her
4 | BeimonHEeHO MUKPOOHOIOTHYECKOE HCCIIE0BaHUE TIoceBa (IIOPHI B
MOKpoTe ((hapUHIealbHOM Ma3Ke UM HHAYLIHPOBaHHON MOKpPOTE
WK TpaxeaabHOM acnupate) (eciu He ObUIO BEITIOTHEHO B
MpEALIECTBYIONME 3 MecsNa, JIN00 NPU HAIMYUH TOTOTHUTEIbHBIX

TTOKa3aHUi) Jla/Her
5 | BrImonHeHo onpeseneHne QYHKIMHA BHENTHETO AbIXaHWsI MAIIHEHTY
crapiie 5 et Jla/Her

6 | [IpoBenena anTnOaKTepHaNbHAs TEPAIUS HE MEHEe, YeM IBYMSI
IpenapaTaMyu BHYTPUBEHHO (IIPH TSKETIOM 00OCTPEHUH CO CTOPOHBI
TIBIXATEIBHOT'0 TPAKTa) Jla/Her
7 | [IpoBenena pepmeHTO3aMECTUTENBHAS TEPAITHS TIPENAPATOM
MaHKpeaTHHa B BUJE MUHUMUKPOC]EP ¢ KUCIOTOYCTOHUMUBON
000JIOYKOM MPU CHIKEHUH YPOBHSI MTAHKPEATHIECKOM d1acTas3bl-1 B
kaine (MeHee 200 MKT B T KaJa) Mpu OTCYTCTBUH MEIHITMHCKIX
MIPOTHUBOIIOKA3aHUN Ha/Her
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Ipunoxkenue Al. CoctaB paGoueii rpynnbl o pa3padoTke v nmepecMoTpy

KJIMHAYECKUX PeKOMEHIAIU I

CocraB pa0oueii rpynnsi:

BapanoB A. A. - akan. PAH, npodeccop, a.M.H., nouyetnsiii [Ipesuaent Coroza nenuatpoB Poccun,
coBeTHUK pykoBoautenss HUM neauarpun u oxpans! 310poBbs neteii LIKb PAH, rnaBHbIN BHEIITaTHBIN
cnenuanucT neauatp Munsapasa Poccun

Hama3zoBa-bapanosa JI.C. - akan. PAH, npodeccop, n.M.H., [Ipesnnent Coro3a neauatpon Poccuu;
nact-nipe3unenT EPA/UNEPSA; pykoBoautens HUU neauatpuu u oxpausl 310poBbs aereit [IKb PAH,
3aBenyromas Kadenpoi (akympTeTckoi mneamaTpuu nenuarpudeckoro daxynsrera ®I'bOY BO
«PHUMY um. H.U. IIuporosa» Munsapasa Poccuu, riiaBHbli BHEIITATHBIA JETCKUN CIELUATUCT 10

npo¢unakTnyeckoit Mmeauimue Munzapasa Poccun
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Kyues C.H. - un.-xopp. PAH, npodeccop, n.m.H., [Ipe3uneHT Accouuariy MEAUIUHCKIX T€HETHKOB
(AMTI'), mupexrop ®I'bHY «Meauko-reneTnueckuil HayuyHblii eHTp UM akagemuka H.IT boukoBa»
MunoOpHayku Poccuu, riiaBHbINM BHEIITATHBIA CHIEMATHMCT TI0 MEIUIIMHCKOM reHeTrke MuH3apaBa
Poccun

AsaeeB C. H. — n.m.H., pod., wieH-koppecniorneHT PAH, 3aBenyromuii kadeapoit myTbMOHOJIOTHH
WNuctutyra Knunnueckoir Meguuuasl @I'AOY BO «llepBbiii MoCkOBCKHI TrocCylapCTBEHHBIN
MenuuuHckui yausepcuteT uM. .M. CeuenoBa» Munznpasa Poccuu (CeueHOBCKUN YHUBEPCUTET);
pykoBoauTens KinHU4eckoro otaena @I'bY «Haydno-ncecnenoBaTenbCKkuii MHCTUTYT MTYJIBMOHOJIOTHH
@denepallbHOT0  MEAUKO-OMOJOTMYECKOIO  areHTCTBa», TJIaBHBIM  BHEMITATHBIM  CIELUAIHMCT
myJibMOHOJIOT MuH3apaBa Poccnn

MoneBuvenko E.B. — a.M.H., podeccop kadeapsl OHKOJIOTUH, T€MATOJIOTHH U JYy4eBOW Tepanmuu
nequatpudeckoro ¢akynpreta ®I'BOY BO «PHUMY um. H.U. TluporoBa» Mwunsnpasa Poccum,
IJIaBHBIA BHEIITATHBIA JETCKUM CHENHAINCT MO MAJUIMATUBHOW MEIMIIMHCKON momolnu MuH3apaBa
Poccun

Beaesckuii A.C. - n.m.H., ipod., [Ipesunentr MOO «Poccuiickoe PecnimparopHoe O0111ecTBO» TITaBHBIN
BHEIITATHBIH TyJIbMOHOJIOT JlemaprameHTa 3apaBooxXxpaHeHHss MOCKBBI, 3aBeayronui kadeapou
MyJIBMOHOJIOTUH  (paKyabTeTa JOTMOJHUTENBHOTO TpodeccuonambHoro obpaszoBanus ['BOY BIIO
PHUMY um. H.U. [Tuporosa Munsznpasa Poccuu

KonapatrbeBa E.U. - n.m.H, ipod., pyKOBOAUTEIh HAYYHO-KIMHUYECKOTO OTJIE]a MYKOBHCIIHI03a
OI'BHY «Meauko-reHeTHYeCKUi HaydHbld meHTp uM. akagemuka H.IT BoukoBay MunOOpHAyKH
Poccun, PykoBoaurens nentpa MykoBucuni03a «HayduHo-nccnenoBaTenbCKuidi KIMHUYECKUNA HHCTUTYT
nerctBa MuHHCTepcTBa 3ApaBooxpanenrs MockoBckoi o0nactuy, 3apenyromas kapeapoi ['enetnxu
0oJe3Hel AbIXaTenbHON cucTeMbl IHCTUTYTa BBICIIETO U JOMOJHUTENBHOTO PO(ECCHOHAIBLHOTO
obpazoBanuss ®I'BHY "MI'HILI, skcnept komureTra MO AMAarHOCTUKE U peructpy EBpomeiickoro
o6iectBa o MmykoBuciuao3y (ECFS)

Cumonoa O.HU. - 1.M.H., 3aBenyronias nyabMoHonornyeckum otaenennem OI'AY «HMMUL] 310poBbst
nereii» MunsnpaBa Poccuu; mpodeccop kadenpsl menuatpuu U aeTckoil pesmarosiorun OI'AOY
«[lepepiit MI'MY um. N.M. CeuenoBa» MunszapaBa Poccun (CeueHOBCKUN VYHHBEpPCHUTET);
PYKOBOAUTEINb KabuHeTa MykoBUcIU103a Mopo3zosckoit JII'Kb Nel

Kammupckas H.FO. - a.m.H, npod., TIaBHBIM Hay4dyHBIH COTPYIHUK J1a0OpaTOpPUM TEHETHYECKOU
snuaemuonorun GI'bHY «Menuko-renetndeckuii Hay4yHbli LeHTp uUM. akagemuka H.IT boukoBa»
Muno6pHayku Poccun, uieH pabodux rpymil SKCIEpTOB MO HEOHATAIbHOMY CKPHUHUHTY U PETHCTPY

EBpomneiickoro obmiectBa mo mykoBuciuaosy (ECFS)
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Illepman B. /1. - K.M.H., BEAyIIHI HAYYHBIH COTPYJHUK HAYYHO-KIMHUYECKOTO OTJEIa MyKOBUCIUI03a
u jgoueHT Kadenpsl ['eHeTnkn OoNie3HEW JABIXaTENbHOW CcHCTeMbl WHCTHTYTa BBICHIETO U
JOTIOTHUTEIBHOTO TpodeccruoHanbHoro obOpaszoBanus PI'BHY «Meauko-reHeTHYeCKuii HaydHBIN
ueHTp uMm. akagemuka H.IT BoukoBa» MunoOpHayku Poccun, unen paboueil rpynmbl 3KCIIEPTOB IO
HEOHAaTAJIkHOMY CKpHHUHTY EBpormetickoro obmectsa no mykosucuuao3sy (ECFS)

BoponkoBa A.JO. - K.M.H., Beaylluidl Hay4yHbI COTPYIHUK HAay4YHO-KJIMHUYECKOIO OT/AEIA
mykoBucuuaosa, ®I'bHY «Menuko-renernyecknii Hay4Hbld HeHTp uM. akagemuka H.IT boukoBa»
Muno6pHayku Poccun

Amesuna EJL. - x.M.H. 3aBeayromias 1adboparopuerd mykoBuciuaosa, ®I'bY HUU Ilynemononoruun
OMBA Poccun, noueHTt kadenpsl ['eHeTnku Oosie3Hel AbIxaTenbHON ccTeMbl IHCTUTYTa BBICIIETO U
JOTIOJHUTEIBHOTO TIpoeccronansuoro oopazoanuss ®I'BHY "MI'HLI.

I'emounkas T.E. - 1.M.H., mpodeccop, pyKOBOIUTENH OT/ENA TepaneBTUYECKON myiapMoHoiorun HUN
nynemoHosiornn HKUL, ®I'BOY BO TICII6 T'MY umenu akagemuka H.I1.ITaBnoa Mwun3zapasa
Poccun.

Kpacosckmnii C.A. - K.M.H., cTapIlIii HAYYHbIN COTPYAHUK JlabopaTopuu mykoBucuuaoza ®I'bY HUN
nynsMoHoJiornn ®MBA Poccum, Beaymiuii HaydHbId COTPYAHUK  HAYYHO-KIMHUYECKOTO OT/Eela
mykoBucuuaoza ®I'BHY «Menuko-renetnyeckuii HaydHbld LeHTp uUM. akaaemuka H.IT BoukoBay»
Muno6pnayku Poccun.

Yepmencknit A.I'. — k.M.H., cTapmuii HaydHblii coTpyaauk HUW nynemonosnorun HKHUL], ®T'BOY
BO TICII6 I'MY umenn akanemuka H.I1.ITaBnoBa Mun3zapaBa Poccun

Crenanenko T. A. - k.M.H., 3aBeAywomias MyJIbMOHOJOTHYECKUM oTAenaeHueM Ne2, (CaHKT-
[TerepOyprckoe I'BY3 ¢’ I'oponckast mHOronpoduibHas 6onpHUIIA No 2

CeaumssinoBa JI.P. - k.M.H., Beaymuid Hay4yHblii cotpyaauk HUW nenuatpun 1 oXpaHbl 3J0POBbS
nereii [IKb PAH MunucrtepctBa Hayku U Bbiciiero oOpasoBanusi Poccuiickoii denepannu, IOLEHT
kadenpsl nmenuatpun U nerckoil pesmatonorun GI'AOY «llepsoiit MIMY um. U.M. CeueHoBa»
MunsznapaBa Poccun (CeueHOBCKUM YHHBEpPCUTET), AOUEHT Kadeapsl (akyIbTETCKOW MNeAuaTpuu
neauarpudeckoro akynprera ®I'BOY BO «PHUMY um. H.U. ITuporosa» Munsnpasa Poccun
Bummnesa E.A. - 1.M.H., 3amecTuTens pykoBoautens no Hayke HUM neauatpum u oxpaHbl 310pOBbs
nereit LIKb PAH, npodeccop xadenps! (akyabTeTcKoi NmeanaTpuu NeIuaTpudeckoro ¢axysibTrera
OI'bOY BO «PHUMY um. H.U. IIuporosa» Munzapasa Poccun

I'opunosa 10.B. - k.M.H., cTapmuii Hay4yHbli coTpytHUK PT'AY «HMMUL 310poBes nerei» Mun3apasa
Poccun

PocaaBueBa E.A. - x.M.H., Benymuil HayuHsli coTpyaHuk DPI'AY «HMMUI[ 3mopoBbs aerein»

Munsapasa Poccun.
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Amepoa UK. - 1.M.H., 3aBenytomias otaenenueM mynbmoHosiorun 'bKY3 A0 «UI'b»

HNavenkoBa H. A. - nm.H., npod., 3aBenyromas kadempoir merckux Oonesnelr ¢ kypcom IIO,
KpacHosipckuii Tocy1apcTBEHHBIH MEAUIMHCKUI yHUBEepcHTET UM. Ipod. B.d. Boiino-Scenenxoro
3uipsanoB C.K. - nmpodeccop, 1.M.H., 3aBeayronuii kageapoit o0me U KIMHUIECKOW (papMaKOIOTHH,
OI'BOY BIIO Poccuiickuii yHUBEpCUTET APY:KObI HAPOJIOB

OnunaeBa H.J. - npodeccop, a.m.H.,, mupekrop ['BY3 M3 MO «Hay4Ho-uccienoBaTenbCKui
KIIMHUYECKUM MHCTUTYT AeTcTBa MUHHUCTEpCTBA 3/ipaBooxpaHeHus MOCKOBCKOW 00iacTu», IJIaBHBIM
neauatp MockoBckoit o0nacTu

Maxcumbruesa T.}O. — crapuinii HaydHbIN COTPYAHUK HAYYHO-KIMHUYECKOTO OT/IE1a MyKOBHCIIUI03a
OI'BHY «Menuko-reHeTnueckuii HayyHblid 1eHTp uM. akagemuka H.I1 boukoBa» MwuHoOpHayku
Poccun

OpaoB A.B. — K.M.H., 3aB. OT/IeJIEHUEM ITyJIbMOHOJIOTHH, JOLEHT Kaeapbl eauaTpun 1 HEOHATOJIOTUN
C3I'MY, I'bY3 «/lerckas ropoackas 6onpHuiia Cesatoit Oabrm»

Cembikun C. 1O. - k.M.H., 3aBenytomuii otaeneHueMm nenuarpun, @I'BY «Poccuiickas aerckas
KJIMHAYecKas 6onmpHUIIa» Mun3apasa Poccun

Yepuyxa M. 1O. - 1.M.H., Benylmuii HAyYHbIH COTPYAHHUK JIAOOPATOPUH MOJICKYIIIPHOM ITHIEMHUOJIOTUH
rociiuTasibHbIX HHGeknu, PI'BY "HULIOM um. H.®.I'amaneun " Munzapasa Poccun

Ilarunsn 1. A. — npodeccop, I1.M.H., 3aBe uii J1abopaTopueil MOJIEKYISIPHON SMUAEMHOIOTHH
rocrnutanbHbix HHGekunit, PI'BY « DHUIDOM um. H.®. M'amanen» Munszapasa Poccun

ABetucsH JI. P. — 1.M.H., Benyluii HaydHbIH COTPYAHUK JIAOOPATOPUH SITHUIEMUOIOTHU TOCTTUTATBHBIX
napeknui OI'bY «HannoHambHBIN MCCIETOBATEILCKUM IIEHTP SMHAEMHOJIOTHA U MHKPOOHOJIOTHH
uMeHu novyetHoro akagemuka H.®. I'amanen» Munszapasa Poccuun

IymkoBa I'.JI. - HayuHbIl cOTpyAHUK Jaboparopuu MykoBucuumaoza ®I'bY HUU nmynsMoHoIOTHI
O®MFBA Poccun.

KpbrioBa H.A. - HayuHblil coTpynHuk nabopatopun Mykosucuunosza ®I'bY HUU nynsmononorun
OMBA Poccun

JponoB M. A. - k.M.H.. moueHT kadenapsl nerckux 0oaesneit PIAOY BO Ilepswii MITMY um. U.M.

CeuenoBa Munsnpasa Poccun (CeueHOBCKMIT YHHUBEPCUTET), Bpay-KiInHN4Yeckuil dhapmakosor I'BY3

M3 MO «HayyHOo-HCCIIEIOBATENLCKUN  KIMHUYECKUM  HHCTUTYT  JOEeTCTBA  MHMHHCTEPCTBA

3JpaBOOXpaHeHUs MOCKOBCKOM o0macTu»

KoctblieBa M. H. - k.M.H., noueHT kadeapsl kiauHu4yeckoi (apmakonornn PHUMY um. H.M.
[Tuporosa, 3aB. oTaeneHueM KianHu4Yeckoi papmaxonorun @PI'bY PIAKB
Kenenuna JI.A. — mpocdeccop, A.M.H., 3aBeqyromias Kadeapoil NeauaTpuu, SHIOKPUHOJIOTUU U

abunuronoruu @I u 110 CIIGI'TIMY, r. Cankr-IlerepOypr.
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Kaunmko H.H. — 1.M.H, mpodeccop, 3aBeayromnuii kadheapoit KTMHUIECKOW MUKOJIOTHH, aJJIePrOJIOTHH
n ummyHosorun ®I'bOY BO "Cepepo-3anagHblii rocyAapCTBEHHbIH MEAMLIMHCKUNA YHUBEPCUTET
umenn .M. MeunukoBa" Munsapasa Poccun

Bop3osa 10. B. — x.M.H., 3aBellyrol1asi MUKOJIOIMUECKON KIMHUKOW, JOUEHT Kadeapbl MEIULIMHCKON
mukpobuonorun PI'BOY BO "Cesepo-3anamHpiii rocy1apCTBEHHBIH METUIIMHCKAN YHHUBEPCUTET HM.
N.M.MeunukoBa Munsnpasa Poccun

BacunbeBa H. B. — 1.6.H., nmpodeccop, mupekrop HUM memumuackoit mukonoruu um. [1.H. Kamkura
3aB. kadenpoir meauuuHckoi Mukpoouonorun ®I'BOY BO "Cepepo-3anagHblii rocyaapcTBEHHBIH
MenuuuHCcKui yHuBepceutetr umeHn .M. Meunukosa" Munzapasa Poccun

BoromoJgioBa T. C. — k.0.H., 3aBenyromas HNJI mukonornyeckoro MOHUTOpUHra U OMOJIOTMU I'pUOOB,
noueHT kadeapel MenuuuHckoil Mukpoouonorun @I'bOY BO "Cepepo-3anaanblii rocyaapCTBEHHBIH
MeauIMHCKu yHuBepcuteT nMeHn M.1. MeunnkoBa" Munszapasa Poccuun

Cunepanckas A. A. - 1.M.H., ipodeccop kadeapsl peHTI€HOJIOTHH U PaTUAIlMOHHON METUIIUHEI,
[lepriit Cankt-IlerepOyprckuii rocyiapcTBEHHbIM MEAWLMHCKUM YHUBEPCUTET MMEHM aKajJeMHUKa
N.II1. [TaBnoBa.

BapanoBa U.A. - 1.m.H., mpodeccop kadeapbl TOCIUTAILHON TEPANUH MeAUaTPUIECKOTO (DaKyapTeTa,
I'bOY BITIO PHUMY Munsapasa Poccun um. H.W. [Tuporosa, r. Mocksa.

®dypman E.I' - unen-xkoppecnionaenr PAH, npodeccop, 3aBenyrommuii kadenpoit dakynbTeTCKON U
TOCIUTATBHON TeAuaTpuM, MpopekTop mo Hayke IlepMckuil TocynapcTBEHHBIH MEIUIIMHCKHIMA
yauBepcuteT (III'MY) um. akanemuka E. A. Barnepa

Hlagpuna B.B. - gouent kadenpsl ¢(akylIbTeTCKOW W TOCHUTAIbHON menuatpuu, llepmckuii
rocyaapcTBeHHbIN MeauiuHckuii yausepeutet (IITMY) um. akamemruka E. A. Baruepa (PI'bOY BO
[II'MY um. akanemuka E.A. Baruepa Mun3znpasa Poccuu.

Hlamos H. ®., 3aBenyromuid OTIEICHUEM XUPYPIrMHU HOBOPOXKJIECHHBIX HeoHaTonmornueckoro
crarmoHapa ['bY3 MO "MockoBckuii 00J1aCTHOM IIEHTpa OXpaHbl MaTEPUHCTBA M JeTCBA', Bpad-
JNETCKUW XUPYPT, KAHAUAAT MEIULIMHCKUX HaYK.

IlerpoBa H.B. - 1.6.H., Benymuii HaydHBI COTPYIHHUK JTAOOPATOPUU T€HETUUYECKOM AMUAEMUOIOTUN
®I'BHY «Menuko-reHeTudeckuii Hay4HbIil 1eHTp uM. akaaemuka H.IT BoukoBa» MwuHOOpHayKH
Poccun

Hamxos U. B. — k.M.H., 3aB 3 xupyprudyeckuMm otaeneHueM OI'bY «HanumonanbHblil MEIUIIMHCKUI
WCCIEA0BATENbCKUN LIEHTP TPAHCIUIAHTOJIOTUA U MCKYCCTBEHHBIX OpPraHOB HMMEHHM aKaJeMHKa
B.N.ITymakoBa»

HupyasaukoBa O. M. — 1.M.H., npodeccop kadeapsl TPAHCIUIAHTOJIOIMH U UCKYCCTBEHHBIX OPTraHOB

HepBoro MOCKOBCKOTO TOCYAapCTBECHHOT'O MCAUIIMHCKOI'O YHUBCPCUTCTA UMCHU HN.M.CeueHoBa
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Honakos JI. II. — K.M.H., 3aBENyIOIIMI JETCKUM OTOPUHOJAPUHIOJIOTMYECKUM OTIEICHUEM
Benylnii HayuHblli coTpyaHuKk PI'BY HannoHanpHbII MEIMIMHCKUN MCCIIEIOBATEIbCKAM LIEHTP
oropunonapunrosiorun ®MBA, Poccun, nouent kadenpst otopunonapunroioruu @110 ®I'BOY BO
PHUMY VM. H.A.ITuporosa
CBuctymkun B.M. — npodeccop, a.M.H., mupextop knunaukn Kinunauku bonesneit yxa, ropia u Hoca
OI'AOVY BO Ilepsoiit MI'MYVY um. .M. CeuenoBa Munsapasa Poccun (CeueHoBckUil YHUBEPCUTET),
IJaBHBIA BHEWITAaTHBIA OTOpuUHOJIapuHroyor LleHtpaneHoro ®denepanbHoro oxpyra Poccuu, Bpau
BBICILIEH KaTETOPHUH

CunbkoB J.B. — x.M.H., noreHT kadeapsl bose3neit yxa, ropiaa u Hoca, Bpad BBICHIEH KaTETOpPHH.
Kadenpa bonesneit yxa, ropmia u Hoca ®I'AOY BO Ilepseiit MI'MY um. U.M. CeuenoBa Mun3zpana
Poccun (CeueHOBCKUI YHUBEPCUTET)

Yepupix B.b. — 1.M.H., T.H.C., 3aBeIyIOIIHN Ja0OpaTOpUX T€HETUKHU HapyeHni penpoaykuun GI'BHY
«Meauko-reHeTHYECKH HaydHbIi [eHTp uM. akajemuka H.IT boukoBay

Penuna C.A. — Bpau-reHeTUK, KOHCynbTaTuBHOE otaenenne PI'BHY «Menuko-renerndeckuii
Hay4HbIU HEeHTp uM. akagemuka H.IT boukoBa»

BaaroBunos . A. — K.M.H., Bpad neauaTp, ajuieprojor/iMMYyHOJIOT, MJIAJIIITUH HAYIHBIH COTPYTHUK
ab0paToOpUK BaKIIMHONIPO(PUIAKTUKH U UMMYHOTEpANuy ajiepruueckux 3adonesanuit ®I'bHY HUU
BaKIIMH U CHIBOPOTOK M. M.11.MeunnkoBa; acCUCTEHT Kaeapsl meauaTpuy uM. akagemuka M. 5.
CrynenvnkuHa, PocCHiiCKU HAalTMOHAIBHBIA UCCIIEIOBATENBCKUI METUIIMHCKUI YHUBEPCUTET UMEHU
H.W. ITuporosa

Koctuno MLII. — 1.M.H., ipodeccop, 3acayeHHbIi aesTenb Hayku PD, 3aBeayromuii 1aboparopueii
BaKIIMHOMPO(UIAKTUKYA U UMMYHOTEpANuu ajjiepruueckux 3adoneBanuii HUM BakiuH u CbIBOPOTOK
nM. N1.11. Meunukoga.

Konaparenko O.B. — 1.M.1., 1o1ieHT kKadeapsl oO11ei 1 KITMHUYECKOW MUKPOOHOIOTHH, IMMYHOJIOTUU
u ajueproyiorun ®I'6OY BO CamI'MY Munsapasa Poccun

JIlsmun A.B. - 1.M.H., goueHT kadeapsl o0meld U KIMHUYECKOW MUKPOOHOJIOTUH, UMMYHOJIOTUH U
ameprosorun PI'bOY BO CamI’'MVY Muniznpasa Poccuun

IMoaukapnoBa C.B. — k.M.H., 3aBenytomas Oaktepuosiorudeckoil nadoparopueir I'bY3 «I'KbNel5
uM.O.M.Dunarosa JI3M»

IMoasikoB A.B. - un.-xopp. PAH, npodeccop, 1.6.H., 3aB. 1a06. IHK-nuarnoctuku ®I'bHY MI'HII,
ryaBHBId HayuHblid coTpyaHuk iab. JIHK-mmarnoctuku ®@I'BHY MIHII, 3aBeayromuii xadenpoit
MoOJIeKYJIsIpHOM reHeTuku U ononHpopmaruku UBuII10 ®T'EHY MI'HL, coBeTHHK.

Ansin T.A. - K.M.H., cTapmuii HaydHslid coTpyauuk y1ad. JIHK-auarnoctuku ®I'BHY MI'HLI, Bpau-

1a00paTOPHBIN FeHETHKH J1a0. MoJIeKy sipHO-TeHeThnYeckoi tuarnoctuku Nel ®I'BHY MI'HL, nouenr
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kadenper MonekynsipHol reHeTrku U ouonHpopmaruku UBu/lIIO ®I'BHY MI'HILI, noueHT kadenps
obmeit u meaunuackoi renetuku Mb® PHUMY um.H.U.ITuporosa.l'onasamreiin J.B. - 1.6.H.,
npodeccop, 3aBenyroomuii Jlaboparopuelr TeHeTMKH CTBOJIOBBIX KieTok; DPI'BHY «Menuko-
reHeTUYECKU Hay4yHbIN 1eHTp uMeHH akagemuka H.I1. boukoBa» Munobpnayku Poccun.

Byxaposa T.b. - k.06.H., Beqymuii Hay4yHblil COTpyAHUK JIabopaTOpuu reHeTUKU CTBOJIOBBIX KIIETOK;
mapexTop WHCTUTyTa BBICHIETO M JIOTOJIHUTENHRHOTO mpodeccrnoHanbHoro obpasoanus, PI'BHY
«MenuKko-reHeTH4ecKUil HayuHbli ieHTp uMenu akagaemuka H.I1. BoukoBa» MunoOpnayku Poccuu.
Edpemona A.C. - x.0.H., cTapiinii HAy4yHBIM cOTpyIHUK JIabopaTOpuu reHeTUKH CTBOJIOBBIX KJIETOK;
OI'BHY «Menuko-reHernyeckuii HaydHbli eHTp nMeHu akagemuka H.I1. boukoBa» MunHoOpHayku
Poccun.

OBcsankuna E.C. — 1.M.H., npodeccop, 3acayxeHnHbiit Bpau PO, pykoBoauTe b J€TCKO-TI0APOCTKOBOTO
otaena ®I'BHY «llenrpansubiit HUU TyGepkymne3a»

IManoBa JI.B. — na.M.H., B.H.c. naercko-nogapoctkoBoro otaena PI'BHY «lenrpaneusii HUN
TyOepKye3a»

Yeprammua U.B. n.m.H., OTBY «/leTcknii HaydHO-KIMHUYECKHIN TEHTP MHMEKITMOHHBIX OO0JIe3HEH
®MFBA Poccuny, 3aBeayromias OTACICHUEM MEAUIIMHCKON peaduaInuTaum

Asmopuvl noomeepaicoarom omcymcmeue uHaAHCOB0U NOOOEPIHCKU/KOHMAUKMA UHMEPeCO8, KOMOPbllL

HEe0OX00UMO 0OHAPOO0BAMD.
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Ipunoxenne A2. Merono/iorus pa3padoTku KIMHUYECKUX PEKOMEHAalui

]_Ie.]'leBaﬂ AYJAUTOPUA JAHHBIX KIIMHUYECCKUX peKOMeHI[aHHﬁ:

Bpaun-nynemoHoJI0TH

Bpauun-neauarpsl

Bpauu o0meii BpaueOHON NpakTUKHU (CeMEHbIE Bpayun )

Bpaun-renetuku

Bpauu amieprosoru-nMMyHoOJIOTH

Bpauun-racrposureponoru

Bpauu-sanokpunonoru

Bpaun—nuerosiorn

Bpaun-oToprHOIapUHTOJIOTH

Bpauu — cypnionoru - oTOpMHOIAPUHTOJIOTH

Bpauu mo nedebHOM GU3KyAbTYpe (MM Bpadyd MO MEAUITMHCKOW peabMiIMTalliuy, U Bpaur—
¢bu3noTepaneBThl, WIM CHEHUATUCTBl C BBICIIMM (HEMEIUIMHCKUM) oOpa3oBaHUEM
(MHCTPYKTOPBI—METOIUCTHl MO JiIe4eOHOM (U3KYNbType, WU CHEHHATUCTBl CO CPETHUM
npodecCHOHANBHBIM  (MEAMIIMHCKAM)  OOpa3oBaHWEM  (MHCTPYKTOPBI IO  JIeYeOHOU
GU3KYIBTYpE, METUIIMHCKUE CECTPhI [0 MACCAXy, MEIUIIMHCKHE CECTPhI IO (DHU3HUOTEPAITHH)).
Bpauu ¢hyHKIIMOHATBEHON AMArHOCTUKH

Bpauu —axyuiepbel-ruHeKo10ru

Bpauu — yposioru

Bpauu yponoru-anaponoru geTckue

Bpauu — kapauonoru

Bpauu kapauosioru nerckue

Crynentsl MmenuuuHCcKux BY30B

OOyuaromuecs: B OpAMHATYpe U UHTEPHATYpE

METO,JIBI, HCIO0JIb30BAaHHBbIC 1JIHA cﬁopa/cenelculm JA0Ka3aTeJdbCTB:

TIOUCK B DJICKTPOHHBIX 0azax JaHHBIX.

Onucanue MeTO0B, NCIOJIb30BAHHBIX VIS cOOpa/cesIeKIIUM 10KAa3aTe/IbCTB:

JIOKa3aTeJIbHOU Oa3oii JJIsL peKOMeHI[aI_II/Iﬁ SABJIAIOTCA HY6J'II/IK3.I_II/II/I, BOIICAIIMUE B KOKpaHOBCKYEO

6ubnumoteky, 6a3pl nanubiXx EMBASE 1 MEDLINE. I'myOuHa nmoucka cocrasisiia 5 JeT.

MeTOIlbI, HCIOJb30BaHHBbIC AJId OLHCHKHN KaYeCTBAa U CHJIbI 10KA3aTE/IbCTB:

L4 KOHCCHC}/C OKCIICPTOB,;
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. OneHka 3HaYMMOCTH B COOTBETCTBUM C PEUTUHIOBON CXEMOM.

Tabnuua 1. Illkana orieHKH ypoBHEH 10CTOBEpHOCTH HoKa3aTeabcTB (Y /1J1) 1ist METOI0B THArHOCTUKH
(mMarHoCcTUYECKUX BMEIIATEIbCTB)

Y1 A|PacinpoBka
CucremaTdeckue 0030pbl UCCIICIOBAHUU C KOHTPOJIEM pe)epPEHCHBIM METOI0M WITH
1. |cucremarnueckuu 00630p paHIOMU3HPOBAHHBIX KIMHUYECKUX UCCIIETOBAaHUN C IPUMEHEHUEM
MeTa-aHaau3a
OTtnenbHBIC UCCIIEIOBAHUS C KOHTPOJIEM peepeHCHBIM METOIOM WJIH OT/ACIbHBIC
2 paHI[OMI/I3I/IpOBaHHI)Ie KIIMHUYECKUEC NCCICAOBAHUA U CUCTCMATHYCCKUEC O630pBI I/ICCJ'IGI[OB.’:lHI/II/Iv
" |mroboro nu3anHa, 3a UCKIIFOUEHUEM PaHIOMHU3UPOBAHHBIX KIIMHUYECKUX UCCIICIOBAHUH, C
MIPUMEHEHHUEM METa-aHalln3a
UccnenoBanus 6e3 mMocie10BaTeIbHOTO KOHTPOJIS peepeHCHBIM METOIOM MJIH HUCCIICIOBAHUS C
3. pe(l)epeHCHI)IM METOJ0M, HE ABIAONIUMCA HE3aBUCUMBIM OT I/ICCJ'IC)IyCMOFO METOda UIIN
HepaHI[OMI/I3I/IpOBaHHBIe CpaBHI/ITeJ'ILHI)IG HUCCIICA0OBaHHA, B TOM YHCJIC KOFOpTHBIe HUCCIICOOBAHUA
4. |HecpaBHUTENBHBIE UCCIIEIOBAHMS, ONTUCAHNE KIIMHUYECKOTO CITydast
5. I/IMGGTCSI JINIIb O6OCHOBaHI/Ie MEXaHu3Ma )IeI/IVCTBI/ISI NI MHCHHC 3KCHepTOB

Tabmuua 2. Illkama oreHKH ypoBHeW gocTtoBepHOCTH gokaszarenbetB (YIJ) mas meromos
npopUIAKTUKH, JieueHUs u peabmmurtanuu (MpodHIaKTHYECKUX, JIeYeOHBIX, peaOHIUTAIMOHHBIX

BMEIIIATEIbCTB)
Y 1/I|PacmndpoBka
1 CucremaTuecku 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKUX UCCIIEIOBAaHUN C IPUMEHEHUEM
MeTa-aHalu3a
OTtnenbHBIE PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCIIEI0BAHUS U CUCTEMATUYECKUE 0030PbI
2. |uccrienoBaHUU J1IO00TO AM3anHa, 32 UCKIIOYEHHUEM PaHA0OMU3UPOBAHHBIX KIIMHUYECKUX
MCCIIeIOBAaHUH, C IPUMEHEHUEM MeTa-aHalu3a
3. |HepanmomusupoBaHHbIE CPAaBHUTENIbHbBIC UCCIEA0BAHNUS, B TOM YHCIIE KOTOPTHBIE UCCIIEIOBAHUS
4 HecpaBHUTENbHBIE HCCIIEIOBAHUS, ONTUCAHUE KIIMHUYECKOTO CIyYasi UJIU CEPUU CITy4aesB,
" |uccienoBaHue "Cily4an-KOHTPOJIb"
5 Mmeetcs nuib 000CHOBaHUE MEXaHU3Ma JCUCTBUS BMEIIATEIbCTBA (JOKIMHUYECKUE
" |uccrenoBaHUs) WM MHEHHE SKCIIEPTOB

Tabmuma 3. Illkana oneHku ypoBHEW yOeautenbHocTH pekomenparmu (YYP) mis meronos
npo(UIAKTUKH, AMArHOCTHKH, JCUeHHS M peabunurtanuu (Ipo(UIaKTHYECKUX, THArHOCTUYECKHUX,
JeUeOHBIX, peabUIMTAHOHHBIX BMEIIATEILCTB)

YVYP

Pacmndposka

A

CunpHas pekoMeHaanus (Bce paccMaTpuBaeMble KpUTEPUHU dPPEKTUBHOCTU (MCXObI) SBIISIOTCS
BaKHBIMHU, BCE UCCIIEAOBAHUS UMEIOT BBICOKOE WM YAOBIETBOPUTEIBHOE METOI0JIOTHUECKOE
KaueCTBO, X BBIBOJBI IO MHTEPECYIOIIUM UCXOJIaM SIBIISIFOTCSI COTJIACOBAHHBIMHU )

YcrnoBHas pekoMeHaamus (He Bce paccMaTpuBaeMble KpUTeprun d3PPEKTUBHOCTH (MCXOIbI)
SIBJISTFOTCSI BAXKHBIMH, HE BCE MCCIIEOBAHUS UMEIOT BHICOKOE WM YIOBJIETBOPUTEIHHOE
METO/I0JIOTMYECKOE Ka4eCTBO /I UX BBIBOJIBI IO MHTEPECYIOIUM UCXOJaM HE SBISIOTCS
COTJIAaCOBAHHBIMH)

Cnabas PEKOMCHAAUA (OTCYTCTBI/IC J0Ka3aTCJIbCTB HAJICKAIICTO Ka4yC€CTBA (Bce
PaCCMATPpHUBACMBIC KPUTCPUU 3(1)(1)CI(TI/IBHOCTI/I (I/ICXO,I[LI) SABJIAIOTCSA HCBA)KHBIMH, BCC
HCCIICAO0BAHUA UMCIOT HU3KOC MECTONOJIOTUYCCKOC KAaYC€CTBO U UX BBIBO/JIbI IO UHTCPCCYHOIIIUM
NCXO0daM HE ABJIAIOTCA COI‘J'IaCOBaHHBIMI/I)
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MeToabl, MCTIOJIB30BAHHBIE /ISl AHAJIN3A I0KA3aTeJIbCTB:

o O0630pbI ONTyOIMKOBAaHHBIX METa-aHAIIN30B;

. CucremaTudeckue 0030pbI ¢ TAOIUIIAMH JIOKA3aTEIbCTB.
Onucanue MeTO0B, HCIOJIB30BAHHBIX VISl AHAIU3A I0KA3aTeJIbCTB:

[Tpu oT6ope myOnMKannii KaK MOTEHIIMAILHBIX UCTOYHUKOB JIOKA3aTEIbCTB UCIIOIb30BaHHAs B
KQXKJIOM HCCIICIOBAHUU METOJOJIOTHS M3y4daeTcsl Uil TOTO, YTOObl YOEIUTHCS B €€ BaJMTHOCTH.
Pe?;yJII)TaT HU3Y4YCHUA BJIMACT HAa YPOBCHbL NO0KaA3aTCJILCTB, HpI/ICBaI/IBaeMBIfI Hy6JII/IKaIII/II/I, 49TO, B CBOIO
04UCpeCab, BIIMACT Ha CUJTY BBITCKAIOINX U3 HEC peKOMeHZ[aIII/II‘/'I.

Ha mnponecce o1jeHKHM, HECOMHEHHO, MOKET CKa3bIBaThCi M CYOBEKTHBHBIN (akrop. g
MHUHUMH3AIMA TIOTCHIIMAIBHBIX OIMOOK Ka)X70€ HMCCIEJOBAaHUE OIEHHWBAJIIOCH HE3aBUCHUMO, T.€. TO
MEHbLIEH Mepe ABYMS HE3aBHUCHMBIMHU ujieHamMH padodeil rpynmnbl. Kakue-nubo paznuuus B OLEHKaX
00CYXTalTMCh YK€ BCEH TPYNION B MOJHOM cocTaBe. [Ipr HEBO3MOKHOCTH JTOCTHXKCHHSI KOHCEHCYCca
IIPHUBJICKAJICA HE3aBUCHUMBIN OKCIICPT.

Tadauubl 10KA3aTEJIbCTB:

Tabnuiel [0Ka3aTENbCTB 3aMOIHUINCH YeHaMU pabodeil rpymibl.
MeToapbl, MCIOJIb30BAHHBIE VISl GOPMYJIMPOBAHUS PEKOMEHIALMIA:

KonceHncyc skcnepTos.

JKOHOMHYECKHUI aHAIU3:

AHanM3 CTOMMOCTH HE TPOBOAMJICA U NyOnukauuu 1o  (HapMaKodKOHOMHKE HE

aHAJIM3UPOBAIIUCE.
MeTtoa BaIuaM3alUU PEKOMEH 1AM :

o Buemnnsis skcniepTHas OIICHKA;

o BuyTpeHnHss skcriepTHas OlEHKa.
Onucanue MeTo1a BAJIUAN3ANUN PEKOMEH AU

Hacrosimue pekoMeH1anum B mpeaBapuTeIbHON BepcUn ObLITU PELIeH3UPOBaHbl HE3aBUCUMBIMHU
9KCIEPTaMHU, KOTOPBIX MOMPOCUIN MPOKOMMEHTHUPOBATH MPEXK/IE BCETO TO, HACKOJIbKO MHTEPIPETALUs
JI0Ka3aTeNbCTB, JIEKAIINX B OCHOBE PEKOMEH A, TOCTYIHA JJI TOHUMAaHHUSL.

[Tony4yeHbl KOMMEHTApUU CO CTOPOHBI Bpayeil IEPBUYHOTO 3B€HA B OTHOLICHHUH JI0XOTYUBOCTH
W3NI0KEHUS PEKOMEHJAMi M WX OIICHKHM BaXHOCTH PEKOMEHIAlMi Kak padouero MHCTPYMEHTa
MMOBCETHEBHOM MTPAKTUKH.

[IpenBaputenbHas Bepcus Oblila TAK)Ke HAMIPABIICHA PEIEH3EHTY, HE NMEIOIEMY MEIUIIHHCKOTO
oOpa3oBaHus, IS MMOTYYSHUS KOMMEHTAPHEB ¢ TOUKU 3PEHUs IEPCIIEKTUB MalMEHTOB.

KoMMeHTapuu, mojiydeHHbIE OT SKCIIEPTOB, TIIATEIHHO CHCTEMATH3UPOBAIUCH U 00CYXKAANChH

npeaceaareyicM U 4JiCHaMu pa60qel71 TPYIIIBI. Ka;mmﬁ IIYHKT OGC}’)KI[&JIC}I, U BHOCUMBIC B pC3YyJIbLTATC
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9TOT0 M3MEHEHUS B PEKOMEHJALMU PErucTpUpoBayIvCh. Eciau XK€ M3MEHEHUsT HE BHOCHIIUCH, TO
PErUCTPUPOBAIKCH IPUUYHUHBI 0TKA3a OT BHECEHUS U3MEHEHUH.
KoHcynbpTanus v 3kcnepTHasi OLEHKA:

[IpoexT pexoMeHanuii ObUT PeLIEeH3UPOBaH HE3aBUCUMBIMH AKCIIEPTaMU, KOTOPBIX MOIPOCUIH
IIPOKOMMEHTHUPOBATh, PEXK/IE BCET0, T0XOUYMBOCTh U TOYHOCTh MHTEPIPETALIMH JOKA3aTeIbHOMN 0a3bl,
JIE)KAILE B OCHOBE PEKOMEH AN,

PaGouas rpynna:

JUis  OKOHYATeNbHOM pelakuuh M KOHTpOJS KadecTBa PEKOMEHJAluuu OblIM  [OBTOPHO
IIPOAHAJIN3UPOBAHBI YieHaMH pabodeil rpymibl, KOTOPbIe MPUILUIN K 3aKI0YEHHIO, YTO BCE 3aMEUYaHUs
1 KOMMEHTApUH SKCIEPTOB MPUHATH BO BHUMAHUE, PUCK CUCTEMAaTHYECKUX OMIMOOK MpHU pa3paboTke
peKOMEeHaLN CBEIEH K MUHUMYMY.

IHopsiiok 00HOBIEHHS KIMHUYECKHX PEKOMEH AU,

MexaHn3M OOHOBJIEHMSI KIMHUYECKHX PEKOMEHJALUNA MpeaycMaTpUBaeT HUX CHCTEMaTHYECKYIO
aKTyaJIM3alllIo — HE PeXe YeM OJMH Pa3 B TPU I'0Jia, a TAKXKe MPH MOSBICHUH HOBBIX JaHHBIX C MO3UIIUN
JI0Ka3aTeIbHOM MEIUMIMHBI [0 BOMPOCaM IUArHOCTUKHU, JIEYEHMs], MPOPHIAKTUKN U peaduIuTaiuu
KOHKPETHBIX 3a00JIeBaHU, HATMYMKY 000CHOBAHHBIX JOMNOJHEHNUI/3aMEeYaHUN K paHee yTBEPKIEHHBIM

KP, Ho He yvanie 1 pa3a B 6 Mecsues.
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Ipunoxkenue A3. CripaBoYHbIe MATEPHAJIbI, BKJIIOYAsl COOTBETCTBHE OKA3AHUMN K
NPUMEHEHHUIO U IPOTHUBOINOKA3AHUI, CIIOCO00B NIPMMEHECHHS U 103 JIEKAPCTBEHHBIX

NpenapaToB, HHCTPYKIUH N0 NPUMEHEHHUIO JIEKAPCTBEHHOI 0 Mpenapara

HOpﬂI{KI/I OKAa3aHUs MeJIUIMHCKOI MOMOILIM:

1. Ilpuka3z MuHucTtepcTBa 3/[paBoOXpaHeHus U colanbHOro pazsutus PO ot 16 anpens 2012 r.

N 3661 "O6 yrBepxaeauu [lopsiaka okazanus neamaTpuyeckoit momomu"

2. Tlpuxa3z Munucrepctpa 3npaBooxpanenus PO "O0 yreepxkaenuu [lopsinka okazanus

MGI[I/IHI/IHCKOﬁ IIOMOIITHN OOJILHBIM C BPOXIACHHBIMHU U (I/IJ'II/I) HacCJICACTBECHHbBIMU

3a0osneBaHusMU" OT 15 HOs0pst 2012 r. Ne 917H.

CTaH[l,aprl OKa3aHusd Me[ll/llll/ll-lCKOi/i MMOMOIIIH:

1.

CrangapT cienMaau3upoBaHHON MeINLIMHCKON TOMOIIHM TP KKUcTo3HOM ¢ubdpose (IIpukas
Munszapasa Poccun ot 28.12.2012 Ne 1605h).
CrangapT nepBUYHON MEIUKO-CAaHUTAPHON OMOIIIM NP KUCTO3HOM ¢udpo3e (IIpukas

Munszapasa Poccuu ot 20.12.2012 Ne 1206H)

HNudopmanus o JekapcTBeHHBbIX cpencTBax: https://grls.rosminzdrav.ru/

OcHOBHbIE HOPMATHBHO-TIPABOBbIE AKThI, PeryJMpylolIHe 0Ka3aHue

NAJTJIHATHBHOH MeIMIIUHCKON MMOMOIIH

1.

®denepanpubiii 3ak0H "O BHeceHun u3MeHeHnid B DenepanbHbiii 3akoH "OO 0CHOBaxX OXpaHbI
300poBbsi TpaxaaH B Poccuiickoit ®enepanuu’ 1o BONpocaM OKazaHUsA MNaJUIMATUBHOU
MeaummHckoi momomu” ot 06.03.2019 Ne 18-D3.

[Ipukaz MunzapaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «OG06
YTBEPKACHUU TOJIOKEHHSI 00 OpraHu3alyy OKa3aHus MajNIMaTUBHOM METUIIMHCKOM MOMOIIH,
BKJIIOUAsl MOPSAOK B3aMMOJCHCTBUS MEAMIIMHCKUX OpraHu3aluid, OpraHu3aluii ColuaIbHOro
oOcinykUBaHUST U OOUICCTBEHHBIX OOBEAMHEHHMH, HMHBIX HEKOMMEPUYECKUX OpraHU3aIui,
OCYILIECTBIISIOLINX CBOIO JICSITENLHOCTD B cpepe OXpaHbl 310POBHSD.

[Ipukaz MunznpaBa Poccun Ne 348n ot 31 mas 2019 roma «O06 yTBep)KIEHUU TEpeyHS
MEIMLHUHCKUX U3JEIUH, NMpeJHa3HAUYECHHbIX AJI1 MOAJEPKAHUS OPraHOB M CUCTEM OpraHu3Ma
YEJI0BEKa, IPEeI0CTABIIAEMbIX JIJISl UCIOJIb30BAHUSA HA JOMY».

ITpuka3 MunsnpaBa Poccun Ne 505H ot 10 wmronst 2019 ronma «O6 yrBepxaenun Ilopsnka
neperay OT MEIUIMHCKON OpraHu3aluy MalHueHTy (ero 3aKOHHOMY MPEACTABUTENIO)
MEIUIIMHCKUX WM3ACTUH, MpeJHa3HAYeHHBIX U MOJAepxKaHus (YHKIHA OPraHOB U CHUCTEM
OpraHu3Ma 4eJlOBeKa, /ISl UCTIOJIb30BAHUS Ha IOMY MIPU OKa3aHUU NaJUNTMATUBHON MEAUIIMHCKOMN

TIOMOIITH.
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5.

[Tpuka3z M3 PO Ne 831 ot 3 oktsa6ps 2019 roga «O06 yTBep>KI€HHHM BEAOMCTBEHHOM IE/IEBOM

nporpammsl «Pa3BUTHE CUCTEMBI OKAa3aHUS NAJUIMATUBHOW MEAUIIMHCKON TOMOILIN.

HpO‘lI/Ie HOPMATHUBHO-IIPABOBbI€C JOKYMEHTBI, ¢ YY€TOM KOTOPLIX pa3p360TaHbl KIMHUYECCKHE

PECKOMEHIA NN

. @enepanbHbrii 3akoH oT 30.03.1999 N 52-®3 "O caHUTapHO-3MUICMHOJIOTHICCKOM OJIArOIIOTyIHH

Hacenenus" (CoOpanue 3akoHonarenscTBa Poccuiickoit @enepamnuu, N 14, cr. 1650; 2002, N 1 (u. 1),
ct. 2; 2003, N 2, ct. 167; N 27 (1. I), ct. 2700; 2004, N 35, ct. 3607; 2005, N 19, ct. 1752; 2006, N 1,
ct. 10; 2007, N 1 (4. I), ct. 21, 29; N 27, ct. 3213; N 46, ct. 5554; N 49, ct. 6070; 2008, N 24, cT. 2801,
N 29 (u. I), ct. 3418);

2.

10.

®enepanbHblil 3ak0oH 0T 21 HOs0ps 2011 r. Ne 323-03 «O0 ocHOBax 0XpaHbl 3/J0POBbsI IPaXIaH
B Poccuiickoii ®eaepanumn» (Cobpanue 3akoHoaaTenbcTBa Poccuiickoit deneparuu, 2011 r., No
48, ctT. 6724);
MexnyHapoaHas KiaccupUKanusi OoJie3HEW, TpaBM M COCTOSTHHM, BIMSIIOIIMX Ha 370POBbE
(MKB - 10);
I'OCT P 52600 -2006 «IIpoTtokosbl BemaeHusi OonbHBIX. OOmme monoxenus» (ITpukas
®denepaibHOrO areHTCTBA MO TEXHUYECKOMY PEryJIUpoBaHuI0 U MeTpoJsioruu oT 05.12.2006 Ne
288);
[Ipukaz M3 PO ot 19 suBaps 1995r. Ne 8 O pa3BUTHM U COBEPIICHCTBOBAHUHU JIEATEIHLHOCTH
J1a00paTOpPHil KIMHUYECKOWM MHKPOOHOJIOTHUH (0aKTepHOJIOTHH) JIeYeOHO-TPO(HUITAKTHUECKIX
YUPEKICHU.
[Tpuka3z M3 PO ot 20 nexabps 2012r. Ne 11831 O6 yTBep>KAeHUN HOMEHKIIATYPBI T0HKHOCTEH
MEJHUIIMHCKUX PAOOTHUKOB U (papMalieBTHUECKUX PaOOTHUKOB.
[Ipukaz M3 P® ot 23 wutonsg 2010 r. Ne 541n. Enunelii kBanupuKalmOHHBIA CIIPABOYHUK
JOJKHOCTEH PYKOBOJAMTEJICH, CHENMaINCTOB U ciayxammx, pasaen Ksanmuduxanuonssie
XapaKTEePUCTUKH JOJKHOCTEH pabOTHUKOB B cpepe 3paBOOXpPaHEHHUS.
CanlluH 2.1.3.2630-10 "CanutapHO-30UAEMUOJIOTHYECKHUE TpPeOOBAHMUS K OpPraHHU3aIMsIM,
OCYILECTBIISAIOIUM MEAUIIMHCKYIO AEATEIbHOCTD"
MP 4.2.0114-16 Metoasl KoHTpojs. buonormdeckue u MukpoOuosorudeckue (HakTOpBl.
JIaGopaTopHasi JMarHoCTHKa BHEOOJIbHUYHON THEBMOHUH ITHEBMOKOKKOBOM aTHONIOTHH. MP M3
PC®OCP or 19.12.1991. Metoabl 6aKTepHOIOTHUYECKOTO MCCIIEAO0BAHMS YCIOBHO-TTATOT€HHBIX
MUKPOOPraHU3MOB B KIIMHUYECKOH MUKPOOHOIOT U

®enepanbHbiil 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUU U3MEHEHUH B cTaTbhio 40

@®enepanbHoro 3akoHa "OO o00s3aTenbHOM MEIUIIMHCKOM CTpaxoBaHuuM B Poccuiickoit
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Oenepauun" u PenepanbHblil 3ak0H "OO0 OCHOBax OXpaHbl 310pOBbs rpakaaH B Poccuiickoit
®egepanun" Mo BOMpocaM KIMHAUYECKUX PEKOMEHIAIIUN».

11.  IIpuka3z Munszapasa Poccuu Ne 1031 ot 28.02.2019 r. «O6 yTBep:KA€HUH MOPSIKA U CPOKOB
pa3paboTKU KIMHUYECKHX PEKOMEHIAIHH, WX TepPecMOTpa, TUMOBOH (POPMBI KIMHHYECKHX
pexoMeHAaluui U TpeOOBaHUNH K MX CTPYKTYype, COCTaBy M HaydHOH OOOCHOBAHHOCTH
BKJIIOUAEMOI B KJIMHUYECKUE PEKOMEHIAMKU HHDOPMAaLUN».

12. Ilpuka3 MunsnpaBa Poccum ot 13.10.2017 N 804n "OO yTBEp>KICHWHM HOMEHKIIATYPHI
MEIUIIUHCKUX YCIyT".

13.  Ilpuka3 MuHucTepcTBa Tpyzna U conuanbHoi 3anmTbl PO ot 27 aBrycra 2019 . n 5851 "O
KJIaCCU(PUKAUAX U KPUTEPUSAX, HCIHOJb3YEMBIX IPU OCYIIECTBICHUH MEIUKO-COLUAIbHON
9KCIEPTU3BI rpakJaH (eaepalbHbBIMU FOCYIaPCTBEHHBIMU YUPEKICHUSIMHU MEUKO -COLIMaTbHON
skcreptusbl” (BeTymaeT B cuity ¢ 1 suBaps 2020 roza);

14. TIlpuka3 MunucrepctBa 3apaBooxpaHeHusi P® ot 14 sguBaps 2019 r. Ne 4n
«O0 yTBep)KIEHUM MOPs/IKa HAa3HAYEHHs JIEKAPCTBEHHBIX IpernapaTtoB, (GOpM pelenTypHbIX
OJIaHKOB Ha JIEKapCTBEHHBIE MpenapaThl, MOpsika 0PopMIIEHUs YKa3aHHBIX OJIaHKOB, UX yyeTa
Y XpaHECHHUS»

15. Ilpukaz MWUHUCTEPCTBO 3JpaBOOXPAHCHHs M COLMAILHOTO pa3BuUTHUs Poccuiickoit
Oenepannu «O mopsAaKke MPUMEHEHUS JIEKAPCTBEHHBIX CPEACTB Y OOJBHBIX MO YKU3HEHHBIM
nokazanusam» ot 9 asrycra 2005 r. Ne 494

16. Hudopmanuonnoe nucbMo Munsapasa Poccun 1o BO3MOKHOCTH 3aKYIKU JIEKAPCTBEHHOTO
npenapara o TOPrOBOMY HaVMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

17. TIlepedeHb crienuanu3upPOBaHHBIX MPOIYKTOB JI€UEOHOTO MUTAHUS IJIs JETe-MHBAIUI0OB HA
2020 rox, Pacniopsixenue I[IpaButenbcrBa Poccuiickoit deneparuu ot 11 gexadps 2019 roga Ne
2984-p

Ilpumepwt ouaznoszos:

—Kucmosnwiii  ¢pubposz noodoicenyoounoii oicenesvt  (Mykogucyuooz — E84.0) [ecenmomun
F508del/F508del], nézouno-xuweunas ¢hopma, cpeonemsadxcenoe meuenue. XpoHuueckui OpoHXum.
Hvixamenvrasn neoocmamounocms 0-1 cmenenu. Xponuueckas ungexyus Ps.aeruginosa. Xponuueckas
NaHKpeamuyeckas He0OCMAamoyHOCmb, madxicendas cmenensb. Omemasanue 8 QuU3ULECKOM pa38UMuULU.
bOH 2cm.

— Kucmosnwiii pubpos (myxoeucyuooz — E84.8) [cenomun: 2143delT/ ne useecmnal, nezouno-
Kuweunas gopma, msicénoe meuerue. Xpounuueckuii ouggysmnoiti opouxum. Pacnpocmparnénnvie
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yunuHopudeckue OPOHX0IKMA3bl o0boux nézkux. ObocmpeHue OPOHXONE20YHO20 Npoyecca HO
oponxumuueckomy muny. [vixamenvnas nedocmamounocmv Il cmenenu. Xpoumuueckas uHghexyus
Staphylococcus aureus, xponuyeckas ungexyus Pseudomonas aeruginosa, Achromobacter ruhlandii
(nepsuunbiil gvices). XpoHuueckuti NOIUNOZHO-CHOUHbLU NAHCUHYcum. XpoHu4ecKas NaHKpeamuieckast
HedoCmamoyHocmy, msdxcenas cmeneus. [[yodenum. Bynvoum. Hedocmamounocms npuspamuuxa.
Jlyooenocacmpanvuviii peghiroxc. Anmpanvruoiii eacmpum. L{uppos neuenu (F4 no wkane METAVIR -

no 0aHHvIM pubposnacmomempuu neveru). Hapywenue monepanmuocmu x enoko3se.
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Ipunoxkenue b. AjiropuTMbl 1eCTBUIA Bpa4ya

[TarmenT ¢ monospeHMeM Ha MYKOBHCLIHIOS

Y

JluarHocTiRa < _

Koncyneramua
MPOYHIBHOTO
CHIENMATNCTA

Juarnos
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Y

JucnancepHoe HAOMFOIEHME H IEIEHHE C
TEPHOTHYECKHM KOHTPOIEM B
CITELMATHNPOE ZHHOM

MYyJIBEMOHOIOI HMECKOM OTIENIEHHH

Teparma

sdderTEHa’

HET
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[punoxenue B. Uudopmaums 1is nanmeHra

MyKoOBHCII/I03 — T'CHETHYECKOe 3a00JieBaHuE, KOTOpPOEe OOYCIOBICHO MYTAlUsIMH B TEHE
MYKOBHCIIIO3HOTO TPAaHCMEMOpPAaHHOTO pETyasTopa MPOBOIUMOCTH. B pe3ynbprare reHeTH4ecKOTo
nedekra cekper OONBITMHCTBA JKEJIe3 BHEUTHEW CEKPEIMH CTYIASTCS, 3aTPYAHACTCS €ro dBAKyaIHs.

[Ipu MyKoOBHCIMIO03€ HApYIIEH HOPMAJbHBIA OTTOK CIIM3H W3 JBIXaTeNbHBIX ITyTEH, YTO
MPUBOAMUT K 3aCTOI0 MOKPOTHI M BOCHAJICHHUIO, MOTOMY y MAIIMEHTOB YacTO OTMEYAeTCsl Kalleib C
BBIJICJICHHEM MOKpPOTHI, HEPEIKO y TaKOro peOeHKa JOKTOpa BBICIYIIUBAIOT BIIAXKHBIC W/WIN CyXUe
JIOKaJIbHBIE WJTU PACTIPOCTPaHEHHBIE XPUTIBI B JIETKUX

3a0osieBaHrEe MYKOBUCINI03 (KUCTO3HBIA (HOPO3) XapaKTepu3yeTcsl TeM, YTO B TOM WJIM MHOM
CTETIEHH B MATOJIOTHUECKUH MPOIECC BOBJIEKAETCS BECh OPraHW3M, HO B OOJIBIICH CTETIEHU - OPraHbl
TIBIXaHUs, TTODKETYIOUHAs JKele3a, MeUYeHb, KEITYHbIE TYTH, KeIyJOYHO-KHIIEUYHBI TPaKT, TIOTOBEIE
xene3bl. braromapst paHHel JUAarHOCTHKE ¥ HOBEHIIUM TEpPANeBTHUECKHM pPEKHMaM, MYKOBHCIHIO3
(xucTo3HbIN (PUOPO3) AaBHO MepecTasl ObITh TOJIBKO MEeIUATPUUYECKOM MPoOIeMOo.

AJIEKBaTHOE CBOEBPEMEHHOE W PETYISIPHOE JICUCHUE, a TaKKe PeaOMIIMTAIMs CIIOCOOCTBYIOT
YIIy4IIEHHUIO TPOrHO3a U KaYeCTBa KU3HH Yy OOJIbIIMHCTBA MAI[UEHTOB.

JlnarHocTuka ¥ JieYeHHe MaueHTOB ¢ MyKOBHUCIIHI030M MPOBOIUTCS MYJIbTHINCIUIUTMHAPHOM
KOMaHI0M, BKJIIOYAIOIICH Bpada—IyJIbMOHOJIOTa (MeauaTpa), Bpadya—IueTosIora, Bpada 1o JIeueOHOU
¢bu3kynpType (WM Bpadya MO MEAMIIMHCKOW peaOuiIuTaIuu, Wik Bpada—(pu3HOTepaneBTa, WIH
CHeIHaMCTa C BBICIIUM (HEMEIUIMHCKUM) 00pa3oBaHHEeM (MHCTPYKTOpAa—METOAMCTa MO JieueOHOM
¢bu3KyIbTYpe, Bpaua mo jgeueOHoN (GU3KYIbTYpe) WIH CHEIUAINCTA CO CPEAHUM MPO(EeCcCHOHATLHBIM
(MeguIMHCKUM) 0Opa3oBaHWeM (MHCTPYKTOpa MO JiedeOHOU (PU3KYIbType, MEIUIIMHCKYIO CECTPY IO
Maccaxxy, MEIUIIMHCKYI0 cecTpy N0 (u3MOTepanuu), Bpaya - OTOPUHOJIAPUHIOJIOTA,  Bpaya-
racTpO’HTEPOJIOra, ICUXOJIOTa.

HckmounTensHO BaKHBIM SBIISIETCS €KEAHEBHOE MPOBEACHNE MEPOTIPUSATUH, CIOCOOCTBYIOLTUX
OUMCTKE JIbIXaTENIbHBIX IMyTeH. DTUM TEXHUKaM M METOJuKaM oOydaeT Bpau-(pU3UOTEpaneBT B
CHEIHATM3UPOBAHHOM IIEHTPE MYKOBUCIIUI03A.

OO0I11eCTBEHHBIE MECTA

IIpn mocemeHun MeCT MAacCOBOIO CKOIUIEHMS JIIOACH ManueHTaM C MYKOBUCHIUIO030M
HE00X0AMMO COOJIOAATh CTaHAAPTHBIE MEpbl MPOPHUIAKTUKN MHPEKIHHA, PeKe BCEro BKIIOYAIOIINE
B ce0s:

- I'urueny pyk.
OO6pabaTbIiBaTh pyKH aHTHOAKTEpHAIBHBIM Te€JIeM WIM CHUPTOBBIMU calipeTKaMH Mepes] MPUHITHEM

IMHUIIH, TMMOCJIC MOCCIICHUA TyalieTa, IMOCJIIC KOHTAKTa C KUBOTHBIMH WJIKM WUI'PBI Ha JETCKOM IIOIIagKe
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(pabote Ha oropojie u T.1)

- Homienue nuieBoit Macku.

Oco0eHHO B TaKUX BBICOKOPUCKOBBIX TI0 BUPYCHOM Harpy3Kke MecTax, Kak MeTpo, a3poIopT, BOK3al, Ha
JNCTCKUX TpPa3JHUKAX, KYyJIbTYPHO-MACCOBBIX MEPOTPUATHSAX B 3aKPBITBIX MMOMemeHusx. Ilpu
OpraHU3aIu MEPOIIPUSTUI HA BO3IyXe HOIICHHUE JTUIICBOM MACKH HE 0053aTeIbHO.

- Tlocie Bo3BpamieHUs U3 MECT MAacCOBOTO CKOILJICHHS JIFOJICH BBIMBITH PYKH, YMBITh JIMIIO, TIPOMBITh
Ha3aJbHBIM JyIIIEM HOC, CMCHHUTD OJICHKY.

Tlamentsl MB B 01HOU ceMbe

e He wucnoms3oBaTh 0O0mMe mpeaMeThl  (3yOHBIE  IIETKH, TOCYAa, JbIXaTeIbHOE W

KHHE3UTEPANIEBTUUECKOE 000PYI0BAHUE).

° HpOBOHI/ITI) KHHC3UTCpAIIMIO B PAa3HBIX KOMHATaX W B PA3HOC BpPEMsA, HE HCIOJIb30BaTh

JIbIXaTeJIbHbIE TPEHAXKEPHI APYT Ipyra.

e [lammuentsl ¢ MB, He uBYyIIHE B OJTHON CEMbE, TOJDKHBI COOTIOAATH MEPHI IPEIOCTOPOKHOCTH: HE

3J10pOBaThCS 3a PYKY, U30eraTb TECHBIX KOHTAKTOB, JEPKAThCS APYT OT APYr HA PACCTOSHUH 2 M.

O6paboTka HeOynai3epa (0UNCTKa, Ae3WH(EKITNS) TTOCIe KaKI0TO UCII0JIb30BAHUS.

5.10. IlpopuiaakTKa BOAHOT0 NYTH MHPUITUPOBAHUS

e Boga uz-moa kpaHa. MoxeT coaepXaTh aTUMIWYHBIE MHKOOAKTEPUH, CHHETHOWHYIO MaJOuKYy,
rpubbl. Bona, ounineHHas ¢ MOMOIIbIO (QUIBTPOB, HE MpPOIycKaromuxX vactuibl > 0,2 MKM,
Oe3oMmacHa, HO TEM HE MEHEE MCIOJIb30BaTh €€ KaK MUTHEBYI0 MOXKHO TOJIBKO MOCIE KUIISYCHHUS.
Jl51g pa3BeieHUs HHTASIIIMOHHBIX PACTBOPOB MCMOJIb30BaTh CTEpUiIbHYIO Boay. CTepuibHas BoJa

MOKET CO BpEMCHEM KOHTaMHUHHUPOBATHCA, KaK 6BICTpO 9TO MPOUCXOIUT, HEU3BECTHO.

e Acnuparopsl, HeOynai3zepsl (BO3MOXKHA Nepenadya UH(EKIuu oT o0opyIoBaHUs MalUeHTy). [
a’p030JIbHON TEpanuu HCIONb3YIOTCA TOJIBKO CTEPUIIBHBIE PACTBOPHI, MPUMEHATh HX CIEAYET C
cobmronenneM acentuku. [locne kaxa0ro NCMoib30BaHUSI HEOOXOAUMO MPOBOAUTE A€300paboTKy

" CTCPpUIIU3ALUIO O60py,HOBaHI/I$I.

L4 HYLHCBHC KaOWHBI B 6aCCCﬁHe, AKBaIlapKu, OaccelfHBl Majoro oobeMa (B TOM YHUCIIC OCTCKHC

OacceiHbl pH 0TeNsAX), OaHU/CayHbl MOTYT CTaTh HCTOYHUKOM MH(EKIUH.

e Bogoemsl co cTos4el uiu 3an}13H€HHOI>'I BO,Z[OI>'I, POOHUKH (He6OJIBH_II/Ie 03€pa U BOAOXpaHHUIINIIIA,

0COOEHHO C OOJIBIINM KOJIUYECTBOM JUKHUX IITHI] 1 ,Z[p) MOTYT CTaTb UCTOYHUKOM I/IH(I)CKL[I/II/I.

HDOd)I/IJ]aKTI/IKa BOAHOI'O ITYTH I/IHd)I/IHI/IDOBaHI/IH
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[Tonockate poOT ¥ yOTPEOISITH B MHIIY TOJIBKO KHIISTYEHYIO WU OYTUIMPOBAHHYIO BOJIY.
Wcmonp3oBarts JJISL I/IHFaJISILIHOHHOﬁ TCpaIvu TOJLKO CTCPUJIBHBIC PACTBOPHI.

CMbIBaTh BOJly B YHUTA3€ TOJBKO MPHU 3aKPBITOMN KPBIIIIKE.

OO6pabareiBaTh HeOyIai3ep Mocie KakI0TO UCIIOIb30BAHMS.

Mensts punbTphl 1 HeOynaii3ep 1 pa3 B 6 Mecs1eB U NpU IPOBEACHUH dpaIUKallMOHHON Tepanuu

MH(DEKIHH.
Je3uHpumpoBaTh Ha3adbHBIN IYIII MTOCIE KaXX0T0 UCTIOIb30BaHUS.

VY nereii paHHero Bo3pacTta i aHajdn3a MUKPOOHOU (IOPBI TPOBOIUTH TITyOOKHN Ma30K U3 3€Ba

nimn nonyanL MOKpOTy, I/ICHOHBSYS[ HH)II/IBHHYHJIBHBIﬁ acnI/IpaTop.
He MbIThCA B my1mieBoit kabWHE 10 ¥ MOCTIE TTOCEIICHHS OacceiHa.
N3berate kymaHus B MENKUX OacceiHax, akBamapkax, 3arpsi3HEHHBIX BOJOEMaXx.

He ynoTtpe6nsats Boay M3 HCTOYHUKOB M POJIHUKOB.

5.11. IInmeBoi nyTh uHpUIUPoBanusi. [IpopuaakTuka NUIEBOro NyTH HHPUIMPOBAHUSA

[InmeBoii myTe HHOUIIMPOBAHUS

1. HemocTtaTo4HO TPOMBITHIE OBOIIH/(DPYKTHI/SITOIBI

2. HekauecTBeHHas TepMuyeckas 00padoTKa MpoayKTOB

3. Mcnonp30BaHMe B MUIITY HECBEKUX OBOIICH/(PPYKTOB/STOT

4. T'pubb1 Aspergillus spp. MoryT coziepkathCst B KyKypy3e, opexax, CEMEeHaX M 3epHe

HDO(bI/IJ'IaKTI/IKa IUICBOI'0 IYTHU I/IH(bI/IHI/IDOBaHI/IH

Hcnonb3oBate anst 00paboTKH OBoLIEH, Arol U (PYKTOB CHEUHATbHbIC Ae3MHPHUIMPYIOIINE

cpeacTBa.
A,Z[eKBaTHaH TCPpMHUYCCKaAA 06pa60TKa MACHBIX U MOPCTIPOAYKTOB.

He ncnons3oBats B MMUIny NOArHUBIINE WA 3aIIJICCHCBCIIBIC OBOILU, ATO/bI, (I)pYKTLI.

5.12. Bo3ayuHo — KaneJbHbIi U KOHTAKTHBIH MyTH 3apa:xenus. [Ipopuiakruka

Bo3ayiiHo —KanenabHbIi 1 KOHTAKTHBIN IYTH 3apakeHuUs.
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1. Bo3aymHo-KkanenbHBIH MyTh Nepesadyd MHPEKIHH — 3TO 3apaKEHHE depe3 BO3]yX, B KOTOPBIH
[IONAIal0T U PACHpPOCTPAHSIOTCS HA PAcCTOSTHUE OKOJO 2 M IpPH PA3roBOpe, Kallle U YUXaHUU
MAIEHTOB MeNlbYailiine OpbI3TH M Kallld CIIOHBI U HOCOBOW CIIM3H, COJepXalue Bo30yauTeneit
Oone3neld — KamenbHas WHGQEKIUs (OCHOBHBIE BO30YAWTENH XPOHUYECKOTO MHKPOOHO —
BOCHAJIMTEIBHOTO IpoIiecca apixarenbHoro tpakra (Bee, MRSA, mynbTupesucrentras P. aeruginosa,
Achromobacter spp., HTMB), a taxke rpumnm, aHruHa, audTepusi, KOKIIOII, KOPb, CKapJIaTHHA,
TyOepkyie3). Ilpu BBICBIXaHUM ITHX OPBI3T M Karellb BO30YAUTENH OOJIE3HH JIOJITO COXPAHSIOTCS B
MbUIM— TblIeBas HH(pEKLKA. 3apakeHHe MPOUCXOANT IIPH BJIbIXaHUU BO30yaAUTENEH O0sIe3HEN.

2. KoHTakTHBIE ITyTh Yepe3 MOBEPXHOCTH, TAKKE MOXKET ObITh MPUUMHON HH(PULIMPOBAHUSL.

3. Aspergillus spp. o6uTarT B MOYBE U HAa PACTHUTEIBHBIX OCTaTKaX. B CBS3HM ¢ 3TUM OHH MMOCTOSHHO
NPUCYTCTBYIOT B BO3IyXe BHEIIHEH cpensl W BHyTpu nomerneHuid. [Tockonbky Aspergillus spp.
pacnpoCTpaHeHbl TOBCEMECTHO, IOJHOCTHIO HCKIIOYMTh KOHTAaKT IalMeHTa C MHUKPOMHIIETaMU
HEBO3MOXKHO, TEM HE MEHEEe CIIeAYeT CTPEMHUTHCSI MAKCUMAJIbHO CHU3UTh PUCK MH(OUIIUPOBAHUS.

4. PecriupatopHbI€ BUPYCHI ABIISIIOTCS BaXKHBIMU MATOr€HaMU JJ1sl TaniieHToB ¢ MB. Bupycsl, Takue kak
pecrupaTtopHO-CHHIIMTHANBHBIA BHUpyc (RSV), BHpyc Tpumnma, BHpyC mHaparpuima, ajaeHOBHPYC W
PUHOBHUPYCHI, UMEIOT OTHOCUTENIFHO KOPOTKUE MEepHoJbl MHKyOaruu (MeHee 1 Henenu), a mepenada
MPOMCXOJUT B OCHOBHOM IOCPEACTBOM MPSIMOIO KOHTakTa C WH(UIHMPOBAHHBIMHU JIIOJBMHU WU
KOCBEHHOTO KOHTAaKTa, Kacasch MHOUIMPOBAHHBIX MpeaMeToB. KamnenbHas nepenaya WH(EKIIMOHHBIX
pEeCIMpaTOPHBIX CEKPETOB MPOUCXOJUT C BUPYCOM Tpumma U aaeHoBupycamu. Jletn ¢ MB He Gomnee
BOCIIPUMMYUBBI K HH(EKIUSIM BHPYCHBIX DPECIUPATOPHBIX IMYTEH, YeM HX 370POBbIE CBEPCTHUKHU.
OpHako pecriupaTropHble BUPYCHBIE 3a00JIeBaHUs MOTYT Y HUX MPOTEKaTh TSXkKejee U ClocOOCTBOBATh
Pa3BUTHIO OaKTepUaIbHON MH(MEKIINH.

IIpodunakruka .

e He noaxoauts k Ipyrum nanveHtam ¢ MB Omike, yem Ha 2 M.
e llcronp30BaTh JINIEBEIE MACKH.

e lcnonp30BaTh JIMIIEBYKO MACKy BO BpEM: MOBBIIIEHHON 3a00JIEBAEMOCTH U INOCCIICHUA

OOIIECTBEHHBIX YUPEKICHHUH, a TAKKe IPH MOCEICHUH JIeUeOHBIX YUPEeKICHUH.
e OOpabaTbIBaTh TOBEPXHOCTH ITOCIIE MAIMEHTOB.
e (OOpaboTka pyK.

e Ilamuentel ¢ MB He I0/DKHBI HAaXOJUTHCS B JKHJIBIX U OOJIBHUYHBIX NMOMCIICHUAX, TTOPAKCHHBIX

IJI€CCHBIO.
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HGOGXOI[I/IMO CJICIUTH 3a CO6JHOII€HI/I€M TEMIICPATYPHO-BJIAJKHOCTHOI'O pC)KMMA B IOMCIICHUAX, HC

JIOITyCKaTh IPOTEYEK, aBapUH, 3aTOIICHUI MOABAJIOB U T.II.

B CJIydac MOsBJICHUA MMPHU3HAKOB IJICCCHU B IIOMCIICHUAX HCO6XOIII/IMO MEPCBCCTU MMAITUCHTOB MB

B JIpyroe NOMeUIeHue.

Jy1st TUKBUIAIIMY TIOCTICACTBUIM TIOSIBJICHUS TJIECEHU B 3[JaHUSAX HEOOXOIUMO BBISIBUTH 1 YCTPAHUTD
MPUYUHY TIOSBJIEHUS CBHIPOCTH B 3JaHUU, IMPOBECTH TMPOCYIIKY U 00pabOTKy oOuaros

6HOHOBp€)KJICHPII>i CTPOUTCIIBHBIMU 6I/IOHI/II[aMI/I, AKTHUBHBIMHU ITPOTHB FpI/I60B.

B KBapTHUpax NauveHTOB C MB, a TaKke OOMBHUYHBIX IIOMCIICHUAX U IIOJIMKIMHHUKAX, HE JOJI?KHO

OLITH IBCTOB B ropmkax, 3MMHHUX Caa0B H IIp.

B cBsi3u ¢ Tem, yTO 00JBIIOE KOJUYECTBO CIOp I'pUOOB NMPUCYTCTBYET HA YACTHUKAX IMBLIH,
HeoOxouMo n30eratb KOHTaKTa MauueHToB ¢ MB ¢ mbuibio, TIIATENBHO MPOBOIUTH BIIAXKHYIO

yOOpKY TOMEIICHUH.
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Hpunioxenue I'. IlIkajabl oneHKH, BONMPOCHUKH U APyrue OLeHOYHbIEe
HHCTPYMEHTbI COCTOSIHUS MALMEHTA, IPUBEICHHbIC B KINHUYECKUX
PEKOMEHAALMAX
Ipunoxenne I'l. llIkana ouenku crenenu pudposa neuenu METAVIR (Meta-
Analysis of Hisological Data In Viral Hepatitis) — MeTa-aHajn3 rucToJIOru4ecKux

AAHHBIX TP BUPYCHBIX IermaTuTax

Hcrounnk: [332 (B moaudukaruu 333, 334,335].

Tumn: mkana oneHku

Hasnauvenme: onenka crenenu ¢Gpudpo3a neyeHu

OueHoYHbIN HHCTPYMEHT: IIKaia

Conep:xaHue U KJI0O4:

3Ha4YeHWs  DJACTUYHOCTH  TEYEHW TPU  PANIMYHBIX  cTagusx  ¢ubOpo3a  (TpaH3ueHTHas

¢dbubposnactomeTpus) (DracToOMETPHS TICUCHH )

Cramus pubpo3sa 3Ha4YeHHS JTACTUYHOCTH
( xITa)

FO (oTcyrcTBHe Gpubpo3a) <58

F1 (nerkuii pudpo3) 5,8-7,2

F2 (ymepennsiii pubdpo3) 7,2-9,5

F3 (BepaskeHHBIN (HrOpo3) 9,5-12,5

F4 (tuppo3) >12,5
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Hpunoxkenue I'2. Kinaccupukauus acneprusiiesa

Brigenstor nare cranuii Aniepeuueckoeo bporxonecounozo acnepeunneza (AbJIA)*:

- ocrpas craaus,

- pemuccus,

- obocrtpenue,

- T'KC-3aBucumas

- ¢ubpos.

*y marueHToB ¢ MykoBucuno3oM ABJIA Hepeako MpoTekaeT Kak MEJIEHHO MPOTrpeccupyroliee

3aboJieBaHKe, YKa3aHHBIC CTAJIMU BBIICIUTH He yaaercs [15,39].

o Xponuueckuii acnepeunnes neckux (XAJI)

XpOHUYECKUH acTiepruiijies JIErkux — cOOpHOE MOHSATHE, KOTOPOE BKIIOYAeT™*:

*¥ 'y manmeHToB ¢ MyKoBHCHHA030M XAJl mpoTekaeT MNpeuMyIIecTBEHHO

HOZIYJIAPHBIA acepruiies,

OJIMHOYHAM acreprussoma,

XPOHUYECKHI KaBEPHO3HBIN aCIEPTUILIES,
XPOHUYECKUH (UOPO3UPYIOIINI acTIepTrUiLIes,

OIOCTPHIN MHBA3UBHBIN acreprusuies/

Kak HOIYJISIPHBII

acreprusuie3, OAMHOYHAS acIIepruiijioMa MK XpOHUYECKHI KaBePHO3HBIH aciepruuies [17,18].

e Acneprusuie3Hblil TpaxeoOpOHXUT
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Hpuioxkenne I'3. [IIkana oneHKH TAKECTH U CTENIEHH KOMIIEHCALIMM LIUPPO3a

Yaitaa-IIsro (the Child—Pugh score)

Hcrounuk: [48], Baymaanus mkaasl B PO He mpoBoaniIach.
Tumn: mkana oneHku
Ha3HnauyeHme: oleHKa CTEIIEHH KOMIICHCAIIUH [IPPO3a MEUCHU

OueHoYHbIN HHCTPYMEHT: IIKaia

Conepxanue:

Banbl 1 2 3
IIpusHaku
DHiedanonatus Her MHHUMAJIbHbBIE KOMa

IPOSIBIICHUS

Acnut OTtcyTcTBYET KOHTPOJIUPYETCS pedpaKkTepHBbIit
bumpyons (Mmmons/m) | <34 34-35 >51
AnpOymMuH (T/71) >35 28-35 <28
[TpoTpomOuHOBOE <4 4-6 >6
Bpems’ (cek.)

! 3nauenus nporpoMOUHOBOro BpeMeHHu 4-6 cek. cooTBeTCTBYET Npubn3uTeabHo 50% 1 40% OT HOPMBI
COOTBETCTBEHHO

Kiacc nuppo3a BeICTaBISETCS B 3aBUCUMOCTH OT CyMMBI 0aJlJIOB 110 BCEM ITapamMeTpam.
Kirou:

CymMma 6amtoB 5—6 COOTBETCTBYET Kiaccy A, npu cymme 7-9 — kinacc B, a nmpu obmieit cymme
B 10 -15 OamnoB BeicTaBisercs kiace C.

Oxxumaemasi MpoOJOJDKUTEIBHOCTh KM3HU Yy MAIMEHTOB Kiacca A coctaBisier 15—20 ner,
MOCJIeOTNepallMOHHAs JIETATBHOCTD MPH MOJIOCTHOM XUPYPrHUecKoM BMemaTenbeTe - 10 %.

Kiacc B sBnsiercss mokazaHueM JUIsi paCCMOTPEHHsI BOIIPOCa O MEpecasike MEeYeHU; MPU ITOM
MOCJICOTNIepAlMOHHAS JIETATBHOCTD ITPH TOJOCTHOM XHUPYPrHYECKOM BMeIaTesbeTBe gocturaet 30 %.

Y OonpHbix kiacca C oxumaemas MPOAODKHTEIBHOCTh JKM3HH jJocturaetT 1-3 roma, a
MOCJICOTNepallMOHHAs JIETAIBHOCTD MPH TOJIOCTHOM BMeIIaTenbeTse - 82 %.

Ha ocHoBanmm xputepueB Yaitnma - I[lblo mpemiokeHO OIeHWBATh HEOOXOJUMOCTH B
TpaHCIJIAHTAIIMM TIEYEHU: BBICOKAs HEOOXOJMMOCTh Y TAIMeHTOB, OTHOcsmuxcs k kmaccy C,
yMEpeHHas - y MallueHTOB Kiacca B v Hu3Kas - y marpeHToB kiacca A [336]

OneHka BBKMBAEMOCTH MAIMEHTOB C IIUPPO30M NIEUEHU

[https://www.gastroscan.ru/handbook/117/7543].

Kiace no Yaiina-I1sto bamnel ['oguunast BBKUBaeMoCTb, % JIByXJI€THSISI BEDKMBAEMOCTh, %o
A 56 100 85
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7-9 81

57

10-15 45

35
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Ipunoxenune I'4. Penrrenogencuromerpus y nanueHros ¢ MB

Heysnepeemuueckas penmeenosckas Oencumomempusi  (Penmeenooencumomempus) (DXA)
ABNAEMCS «30]I0MBIM CIMAHOAPMOM» KOTUYECHMBEEHHO20 ONpeoeieHusi KOCMHOU MAcCCbl (MUHEPATbHOU
naromuocmu kocmu unu MIIK).

B cospemennou knunuueckou npakmuke unousuoyanvruas MIIK cpasuueaemcs ¢ peghepencrot
oazou oannvix. Haubonee npuemnemovim cnocobom oyenxku MIIK sensiemces oyenxa ¢ nomowwto T-u Z-
Kpumepues.

T-kpumepuii npedcmasnsem coOOU KOAUYECMBO CMAHOAPMHLIX OMKIOHEHUU 8bluie U HUNCEe
cpeoHe20 nokaszamesi NUKA KOCMHOU MAccyl Y MONOObIX. lIpumeHum monvKo y HCeHujuH 6 nepu- u
nocmmenonayse u y myxcuun 50 nem u cmapwue [127,337].

YV oemeii, noopocmkos, 63pocavix (Mysrcuun maaouie 50 nem u HeHWUH 8 npemeHonayse) ons
oyenxu MIIK ucnonvzyemcs Z-kpumeputl (KOauuecmeo CMAaHOAPMHLIX OMKIOHEHUU 8blide U HUMNCE
cpeoneco noxkazamensi OJis IUY AHAI02UYHO20 8o3pacma). T-kpumepuil Huko2oa He ucnoavsyemcs (A).

B cnyuae, kocoa codepoicanue kocmmuvix munepanos umu MIIK no Z-xpumepuio
coomeemcmayem ypoguio < -2 SD, cnedyem npumensmos mepmur «HU3KOE COOEpHCAHUE MUHEPATA 8

xkocmu unu nuszkasi MIIK ons dannozo xpononoz2uueckozo éospacmar [51,127,337].
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Ipunoxkenue I'S. Anroputm 00cjie10BaHMs M TAKTUKA pellleHUs] BOIpoca

penpoayKuuu y Mmyx4ud ¢ MB

4{ MonekynapHO-reHeTHYECKM NOATBeP XA HHbIM AnarHos «MyKoBMcuMao3» |

|

Cnepmaronoruyeckoe uccnegosarme l

l

Asoccnepmmn/

!

L . P Hopmosoocnepmua

g

|

BUONCHMA AMYKA ]

|

I Obcnenosanue cynpyri (reHeTuuecKoe, penpoaykTonoriuyeckoe) l

1

Nposegenne IKO/ICSI.
MNpu BbicoKom prcke MB —
nperMmnNadHTauMoHHan
Anarnoctvia (NrA)

Pewenune BONPOCA O KPUOKOHCEPBALMM CNEPMATO30MA0B

/ nnasuposaHue BepemerHOCTH

bepemeHHOCTS

Po—

|

Orcyrcrsme
bepemeHHOCTH

|

OTtcyTcrsmne Hacrynuna

GepemeHHOCTH [

MNpexaranocHas
AMArHOCTUKA
(no nokazauuam)

[

| Pewenune 06 ucnonsiosaHnm AOHOPCKUX Nnporpamm BPT

Anroputm o6cneI0BaHNS U TAKTUKA PELISHHS BOTIPOCa PENPOyKLNH, KOTOPbI 3aBUCUT OT TpEX
COCTAaBIISIOLIUX: PE3YyJIbTaTOB T'€HETHUYECKOTO OOCIeOBaHMs, PEe3yJbTaTOB CIEPMHUOJIOTHYECKOTO

HCCIIEIOBAHUS U CTaTyca (PepTUILHOCTHU CYNPYTH.
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Ipunoxenne 1'6. J/lanHble 0 NPUPOAHON PE3UCTEHTHOCTH BeAYILIMX

MHKpoopranusmMos npu MB

[Error! Reference source not found.]

S. aureus obGmamaeT MPUPOAHONW YCTOMYMBOCTBIO K a3TPEOHAMy, TEMOIWUIMHY, MOJMMHKCHHY B/
KOJIMCTHHY, HATMJIUKCOBON KHCIOTE U erazuaumy™*,

Bce HI'OBb o6nagaroT mpupoAHON YCTOMUMBOCTBIO K OEH3WINEHULWUIMHY**, medanocrnopuHam
MEPBOTO W BTOPOTO TOKOJICHHS, TIIMKOTIENTHIaM, (Py3UJOBON KHCIIOTE, MAaKpPOJIHIaM, JTHHKO3aMHU/IaM,
CTpernTorpaMuHam, pupaMouiuHy**, rTanToMUIMHY** 1 TuHE30Iu Ty ™ *.

P.aeruginosa mpupogHO yCTOWYMBA K aMIUIWUIMHY, aMOKCHIMJUIMH/KJIABYJIaHOBAs KHCIIOTE,
nedazomuay**, nedanekcuny**, nedamoruny, nedampoxcuny, nedorakcumy**, medrpuaxcony**,
spraneHeMy**, xnopampeHUKoIy**, KaHAMUIUHY**, HEOMMIIMHY, TPUMETONPUMY, TETPALUKIUHY,
TUTCIUKITHHY**,

Achromobacter  xylosoxydans mpupogHO  YCTOWYMB K  aMIUILIHHY**,  1ieda3onuHy**,
nedanekcuny**, nedanoruny, nepaapokcuiy, nehorakcumy**, ne@rpuakcony**, spraneaemy™*.

B.cepacia complex mnpupoaHo ycToWYMBa K aMIUOWUIMHY**, aMOKCHIIMJIJINH/KJIaBYJTaHOBOM
KHuCIoTe™*, aMIUIAUTH/CyTbOaKTaMy** | TUKAPLIUJUTHHY, MUATICPAITJUTHHY,
TUKAPIWLIAH/KIaBYJIaHOBOM KHCIIOTE, TUTIEpAIlMILINH/Ta300akTamy, nedazonuny**, nedanexcuny™**,
nedamotuny, uedanpokcuny, uedorakcumy**, nedbrpuakcony**, asrpeonamy, ospramneHemy**,
numnpodiokcauuy**, xnopamdeHrKoIy**, aMUHOTIMKO3UAaM, TPUMETONPHUMY, (oChHOMUITUHY™*,
MOJIMMHUKCHHY B/ KoHCTHHY.

Stenotrophomonas maltophilia IPUPOIHO ycToiunBa K AMITALAITHHY * ¥,
aMOKCHUIIILUTIH/KJIaByJIaHOBOU KucjaoTe**, aMIUILINH/CYIbOakTaMy**, TUKAPIULUIHHY,
MUIMEpAlMIUIMHY, MHIepalUuH/Ta3o0aktaMy, nedazonuny**, unedanexcuny**, wnedanotun,
uedangpokcuiny, uedorakcumy**, medrpuakcoHy**, asrpeoHamy, dprarneHeMy**, HMUIIEHEMY,
MeporeHeMy™**, aMHHOTIMKO3UIaM, TpumeTtonpumy, (ochomuruny**, terpanukauny. Ho mosxer
OBITh YYBCTBUTENIbHA K TPUMETONPUM/CYIb(paMeToKca3omy™*.

Haemophilus influenzae npupoaHo ycroiurBa K TIMKOMENTHIAM, JIHHKO3aMHUIAM, TalTOMHUIIMHY**,

JTMHE30IUYy ™ ™, (y3u0BOI KUCIIOTE, CTPENTOrPaMUHAM.

217



Hpuniaoxenne 1I'7.

Ilepeuyenn

J1adopaToOpHBIX

u

HHCTPYMECHTAJbHBIX

I/ICCJIe)IOBaHI/Iﬁ H KOHchIbTaIII/Iﬁ CIIeIMnaJamucCcTOB, OCYIIECTBIAECMBIX B CpEIHEM

Ip1 IMHAMHAYIEC€CKOM HaﬁJIIOI[eHl/II/I MaAanqUEHTOB ¢ MYKOBUCIIUI030M

Bun oociienoBanus

Ilpu
NepBUYHOM
oOpaieHun

IlnanoBbIi
BH3HT
(kaxablie 3
Mec.)

Kaxnbie 6
MecsieB

E:xeroano

Kaxnanie
2 roga

I1o noxazanusam

DKamoObl, anHamHe3

+

+

AHTPOITOMETPHUSI C OI[EHKO
10 TIPOICHTIIIBHBIM PSiaM
M TUHAMHKON

+

+

Knunnueckuit ocMoTp

Crmpomerpus
(nccrmemoBanue
HECITPOBOIIMPOBAHHBIX
JIBIXAaTCIIbHBIX OG’beMOB H
ITOTOKOB)

CrimpomeTpus ¢ TIpo0oi ¢
OPOHXOMUTHKOM
(nccrmemoBanme
NBIXaTENTbHBIX 00BEMOB C
MpUMEHEHUEM
mekapcTBEHHBIX
MpernapaToB)

Bouiern3Morpadus:

[Tynbcokcumerpus

OOmmMii aHaTu3 KPOBU

(OOt (KITMHIISCKHIA )

AHAITN3 KPOBH
a3BEpPHYTHIN)

broXuMHYeCKUM aHAIN3
KpoBH

(aHamM3 KpoBH
OHMOXUMHYECKUI
00IIIeTepaneBTHIECKH,
MCCIIeIOBAHHUE YPOBHS
[ITFOKO3bI B KPOBH)

OpUEeHTUPOBOYHOE
MCCIIe0BaHNE TeMOCTasa
(xoarymorpamma)

+ (o
TTOKA3aHUIM )

OpanbHbINA
[JIFOKO30TOJIEPAHTHBINA TECT
(OI'TT), cyrounoe
MOHHTOPHPOBAHUE
rIIMKeMUN®
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Buna odcienoBanus

Ilpn
MepPBUYHOM
o0pameHun

IlnanoBbIH
BHM3UT
(kaxablie 3
Mec.)

Kaxxnarble 6
MecsLeB

E:xeroano

Kaxnnie
2 roga

I1o noxazanusam

(mpoBeneHue
[JIF0OKO30TOIEPAaHTHOTO
TecTa, UCCIeIOBaHUE
YPOBHSI TJIIOKO3bI B KPOBH
METOJIOM HEMpPEepHIBHOTO
MOHHUTOPUPOBAHUS)

MukpoOHoIOrnIecKuit
AHAITN3 MOKPOTBI
(HaMeHOBaHMS YCIYT B
COOTBETCTBHU C
HomenknaTtypoi
MEIUIIUHCKHUX YCIYT YCITyT
CM. KOMMEHTapuil B
pazmene 2.3.
«JlabopatopHast
ITMATHOCTUKA))

Komnponorus
(korrposoruyeckoe
MCCIICTOBAHIIC)

OrnpenencHne akKTUBHOCTH
MaHKpeaTU4eCKOu
hmacrassl-1 B kane?

+ (mpu
COXpaHHOU
9K30KpHHHOU
GbyHKIMH
MO/HKEy 104
HOM JKEJIE3BI)

DneKTpoKaparorpadus
(OKI)

Oxokapauorpadpus (3XO-
KT

'Y3U opranoB OpronrHoit
ITOJIOCTH, JonIuIeporpadus
(ypTpa3ByKoBOE
MCCIIeI0BaHNE OPTaHOB
OPIOIITHOM TOIOCTH
(KOMITIIEKCHOE),
YIBTPa3BYKOBOE
MCCIIeIOBaHUE TICYCHH,
YIBTPa3BYKOBOE
MCCIIeI0OBaHNE
rernaToOMILTHAPHON 30HBI)

DImacTom CTpHsA MICUCHU

Pentrenorpadus opraHos
CPYAHOM KIIETKU
(penTrenorpadust JIErKux)

KT opranoB rpyaHoit
KIJIETKY (C 5 JIeT UK 10
MOKa3aHHIM)
(KOMIIBbIOTEpHAS
roMorpadus JTerkux)

219



Buna odcienoBanus

Ilpn
MepPBUYHOM
o0pameHun

IlnanoBbIH
BHM3UT
(kaxablie 3
Mec.)

Kaxxnarble 6
MecsLeB

E:xeroano

Kaxnnie
2 roga

I1o noxazanusam

MarsuTHO-pe30HAHCHAs
roMorpadus opraHoB
CPYAHOM IIOJIOCTH

KT ma3yx Hoca (¢ 5 ner)
(koMmbrOTEpHAS
TomMorpadus IpUIaTOYHBIX
nasyx Hoca, roprann)’

MarHuTHO-pe30HaHCHAs
roMmorpadus
OKOITOHOCOBBIX Ma3yX'

OcTeoIeHCHTOMETPHS
(peHTreHoIeHCUTOMETPHS)

I+

I+

I+

IAOTOMUHAIbHASA
eHTreHorpadus

Orenka nepuiuTa
BUTaMUH A (oTpeneneHue
KOHIICHTpAIMH BUTAMHHA
A (peTnHOIa) B CBIBOPOTKE
Kkposu*)

Orenka nepuIuTa
BUTaMUH D —
(uccremoBanue ypoBHS 25-
OH ButamuHa /[ B KpoBH)

Orenka nepuIuTa
BUTaMUH E:
(ompemeneHue ypoBHeEH a-
rokodepona®n
XOJIECTEPUHA B CHIBOPOTKE
KPOBH, a TAKKE HX
COOTHOIIIEHUS)

Orenka mepuInuTa
BuTamuHa K:
(ompeneneHue
MPOTPOMONHOBOTO
(TpOMOOITIIACTHHOBOT0)
BpEMEHU B KPOBH WJIH B
[Ia3Me)

+ (00s13aTEIBHO-
nepen
OIepaTHBHBIM
BMEIIATEIbCTBO
M, IpU
KPOBOTEUCHUSIX)

Ornenka nepunura
BuTamuna K (onpenencuue
ypoBHsi BuTamiHa K B
CBHIBOPOTKE KPOBH')

+

Butamun B12
(onpeneneHne ypoBHS
BHTaMUHA
B12(mmanokobanamMuH) B
KPOBH)

+ (BceM
MAI[UeHTaM C
MB ¢
CHUHIPOMOM
KOpOTKOMH
KHIIIKH )

Koucynpranus
OTOPUHOJIAPUHTOJIOTa
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Buna odcienoBanus

Ilpn
MepPBUYHOM
o0pameHun

IlnanoBbIH
BHM3UT
(kaxablie 3
Mec.)

Kaxxnarble 6
MecsLeB

E:xeroano

Kaxnnie
2 roga

I1o noxazanusam

DHIOCKOIMHS HOCOTTIOTKH
(sHmOCKOMMUECKast
SHJIOHA3aJIbHAS PEBU3US
[OJIOCTH HOCA,
HOCOTJIOTKH)

ToHaJIBHAS TOPOTOBast
QyJHOMETpPHS
(perucrpanus BEI3BAHHON
OTOAKyCTHYECKON SMUCCUU
W/WIN PEruCTpanus
KOpOTKOJIATEHTHBIX
CITyXOBBIX BBI3BaHHBIX
IMOTEHI[MAJIOB, ASSR-TeCT)l

Koncynpraius Bpaya-
nmueronora

KoHcynpranus ncuxosora

KoHTposIb HaBBIKOB
KHHE3UTEPAIy U
HCIIOJIB30BAHUS
NBIXATEIBbHBIX TPEHAKEPOB
1 nprOOpPoB

Koncynpraimus Bpaya-
racTpoOIHTEPOIIOTa

DubporzodaroracTpomyos
CHOCKOITHUS
(300haroracTpoayoneHOCK
OTTHST )

KoHcynpranus Bpaya-
9HIOKPHHOJIOra

KoHcynpTanus Bpaya-
TPAHCIUIAHTOJIOTA

KoHcynpranus Bpaya-
Kapawonora (Kapauoaora
ITETCKOT0)

KoHcynpTanus Bpaya-
yposora (yposnora-
AHIpOJIOTa JIETCKOT0)

KoHcynpTanus Bpaya-
aKylIepa-rTHHEKO0JI0ra

PexoMeHnaluu mo
IMeKapCTBEHHOMY
00€ecIIeueHI 0, BHECEHHE
M3MEHCHHH B
[PETMOHATIBHBINA PeecTp 1o
IMeKapCTBEHHOMY
00€CIICUEHHIO

["omoBoi snUKpU3
(Bmucka s MCO) ¢
CKOMEHIAIUSIMH U
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COrJIacusl U BHECEHUE
NTAHHBIX [IALMEHTa B
HallMOHAJIbHBINA PETUCTP

Ilpn IlnanoBerii | Kakabie 6 Kaxnarpie|llo moxkazannsam
MePBUYHOM BU3UT MecsineB 2 roga
Buna odcienoBanus E:xeroano
oOpamenun | (ka:xkable 3
Mec.)
IUIAHOM HAOJIIOAEHNS HA
rom
IMognucanue +
WH(OPMHPOBAHHOTO

[Ipumevanus:

! B orytenbHBIX BO3pacTHBIX IPYIIAX ¢ ydeToM Bo3pacta [2]
2 Jlns1 NaLMEHTOB C HOPMAIbHBIM YPOBHEM 3J1aCTa3bl, T.€. COXPAHHON (yHKIMeH nokenynouHoi xee3sl (MKB 10 — E.84.

0).

8 OrcyreTByer B yrBepskaeHHol HoMmenknatype Meauuunckux yeyr (Ipukas Munsapasa Poccun ot 13.10.2017 Ne 804w).
*ITpy HAIMYMK MOJMCUHYCHTA U TIOJMIIOB HOCA — Yallle
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Hpunoxenune I'S. PacumdppoBka npumevanuii

... — mpemapar BXOJMT B IepeuyeHb >KM3HEHHO HEOOXOMMMBIX M BAKHEHIINX JIEKapCTBEHHBIX
npenapatoB (Pacnopsixenue [IpaButensctea PO ot 12.10.2019 Ne 2406-p «O06 yTBep:kIeHUU NEPEUHS
KU3HEHHO HEOOXOAMMBIX M BaXKHEHMIIUX JIEKApCTBEHHBIX IpernaparoB Ha 2020 rox, a Takke nepedHen
JIEKapCTBEHHBIX IMpEnapaToB s MEAUWLUHCKOTO NPUMEHEHUS M MHUHUMAaJIbHOIO aCCOPTUMEHTA
JIEKapCTBEHHBIX IPENapaToB, HEOOXOIUMBIX Ul OKa3aHUs MEIUMLMHCKON noMoim» », Pacnopsokenue
[TpaBurensctBa PO ot 23 HOs16ps 2020 1. Ne 3073-p

# - npumenenue off-label — BHe 3aperucrpupoBaHHBIX B WHCTPYKIMH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUH OCYIIECTBIISETCS [0 PEIIeHHI0 BpaueOHOM KOMHCCHM, C paspemieHus JlokanbHOro
THUYECKOI0 KOMHTETAa MEAMIMHCKOW OpraHu3anuu (IpU HaJU4uu), C YCJIOBHEM IOJIHCAHHOTO
MH(OPMHUPOBAHHOT'O COTJIACHS POJUTENEH (3aKOHHOTO IIPECTABUTENSA) U MallMeHTa B BO3pacTe cTaplile
15 sert;

*XH - MEOMIMHCKOE M3/ETNe, UMIUIAHTUPYEMOE B OpraHM3M 4YeJIOBeKa MPH OKa3aHHHU MEIUIUHCKOMN
MOMOIIM B paMKax HpPOrpaMMbl TOCYJapCTBEHHBIX TapaHTUN OECIUIATHOTO OKa3aHMs TpaxaaHaM
MEIUIIMHCKON ITOMOIIH.

XXX - mpoayKT muTaHus, BKItoueH B Pacniopspkenue [IpasutensctBa PO ot 7 nexadpst 2020 r. Ne 3242-

p OO0 yTBepXAECHUU MEpeyHs CHEIUATM3UPOBAHHBIX MPOJYKTOB JIEYEOHOTO MUTAHUS Ui JeTei-

naBamunoB Ha 2021 1.

Hpuiaoxkenne I'9. CMecu 1151 J1e4eOHOTO U TOMOJTHUTEILHOI0 MATAHUSA TSI

MaluEeHTOB ¢ MYKOBUCITUIAO30M

I'pynma XapaKTepucTUKa CMECH [Ipumenenue, npegHa3HauYCHUE
st mereit 1 Morto4HbIe CMeCH Uil HICKYCCTBEHHOT 0/ IOTIOJHUTEIBHOTO MoutouHbIe cMecH I eTel 1-ro
rofia >KU3HH BCKapMJIMBaHUS HEJOHOUIEHHBIX U MAJIOBECHBIX JleTel 1-ro | roga *xu3HH, ¢

rona xwu3nu. Coaepkanue 6enka 1,9 — 2,2 /100 mi, 20% HEIOCTAaTOYHOCTBIO IUTAHMS
CLT B cocraBe >KUPOBOr0 KOMITOHEHTa CMECH. (runotpodueit)
DHeprerudeckas neHHOCTh cMecu 77 — 100 kkan/100 ma
CMecH
st mereit 1 CMecH Ha OCHOBE TITyOOKOTO THIPOJIA3a MOJIOYHOT O Oenka Cwmecn mis nereit ¢ MB s
rofa KU3HA (ka3enHa, CHIBOPOTOYHOrO Oenka), ¢ BKiIroueHueM 50-60% SHTEPATHHOTO MUTAHUS TIOCIIE
CUT B cocraBe ®)HPOBOr0 KOMIIOHEHTA, O€3JIaKTO3HBIE oleparyy 1mocjae MEKOHHEBOTO
wieyca, a TakxKe IPH aJUIEPTHH K
OekaM KOPOBBETro MOJIOKa
Jusa nereit U3o- (1 xxam/mi) u ramep(1,5 xkxan/mir) KanopuitHbie DHTEepaIbHOE U TOTIOTHUTETHHOE
crapme | roma MOJIOYHBIE CMECH, C BBICOKHM COZIEpKaHNEeM OemKa, IS MUTaHKe JUIsl 1eTel crapie 1
nereif crapmie | roga. CMecn MOTyT OBITh CyXHMU H TO/1a, CUTIMHT, HOYHAS
KHUJKHIMH, ¢ Pa3HBIMH (omymeHHbIMA M3 P®) BKyCOBBIMH | THIIEpATMMEHTALHS
nobaBKaMu
Hyrpusn Cranmapr (cyxas cMech, C HEHTPaIbHBIM BKYCOM,
WM CO BKYCOM KIIyOHUKH, OaHaH, BAHUIIH, Kapamenn)™****
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Hyrpusn Cranmapt (Kuakasi CTepHiIN30BaHHasi CMECh, C
HEWTpaIbHBIM BKYCOM, MM CO BKYCOM KITYOHHKH, OaHaH,
BaHWIIH, Kapamemn)****

Hytpusn CTaHmapT ¢ NUIIEBBIMH BOJIOKHAMH (CyXasi CMeCh,
C HEUTPAJBHBIM BKYCOM, WJIH CO BKYCOM KITyOHHKH, OaHaH,
BaHWIH, Kapamesn)****

Hytpusn CTaHmapT ¢ MUIIEBHIMHA BOJIOKHAMH (SKUIIKAsI
CTepHIM30BAHHAS CMECh, C HEUTPATIBbHBIM BKYCOM, HJIH CO
BKYCOM KJIIYOHHKH, OaHaH, BAHWIIN, Kapamerru)****

Hyrpuson spsanct Hytpunpunk cyxas cmech™****

HytpunulprHK ¢ MUIIEBBIMU BOJOKHAMH, CO BKYCOM
BaHWJIH, JKUJKasi popma****

Hns nereit
crapure 1 roga

U3o- (1 xkxan/mi) u runep(1,5 Kkan/mit) KalnopuiHble CMECH
Ha OCHOBE IIYOOKOr'0 THIIPOJIM3a MOJIOYHOIO OerKa, JIst
nereii crapiie 1 roma; ¢ conepxkanuem CLT 50-60%
YKHPOBOro KoMroHeHTa. CMecH MOryT OBbITh CyXHMH H
KHUJKUMU, C pa3HbIMH (onyiieHHbIMA M3 P®) BKkycoBbIMU
Jo00aBKaMu

DHTepaIbHOE U JOTOIHUTENbHOE
MUTaHue Jyist ieTeit crapiie |
rojia, rocie onepanui Ha
opranax JKKT, ¢ aneprueit k
OeKaM KOPOBBEI'0 MOJIOKA,;
CHUIIMHI', HOYHas
FI/IHepaHI/IMeHTaHI/IH

Js nereit
crapiie 3 JeT u
B3POCIIBIX

U3o- (1 kxan/mi) u runep(1,5 — 2 kkan/mit) KalopuiHble
CMeCH, C BBICOKHM CoJiepskaHueM Oenika, JIs AeTei crapiie
3 net 1 B3pocnbIX. CMecH MOTYT OBITh CYXUMH U SKUIKHMH,
C pa3HbIMU (omyreHHsIMU M3 P®) BKycoBBIMU
no0aBKaMu

Hytpusn Ctangaprt (cyxas cMech, ¢ HEUTPaJIbHBIM BKYCOM,
WJIN CO BKYCOM KITYOHUKH, OaHaH, BAHUIH, Kapamesn)****

Hytpusn Ctanmapt (Kuakas CTEPIIIN30BAHHAS CMECH, C
HEUTPaJbHBIM BKYyCOM, WIIH CO BKYCOM KIIyOHHKH, OaHaH,
BaHWIIH, Kapamesn)****

Hytpuss CtaHmapT ¢ NMIIEBBIMU BOJIOKHAMH (CyXast CMECh,
C HEUTPAJBHBIM BKYCOM, HJIH CO BKYCOM KIyOHHKH, OaHaH,
BAaHWIIH, Kapamen)™ ***

Hytpuss CTaHmapT ¢ NUIIEeBBIMH BOJIOKHAMH (SKUIIKAsT
CTepHIM30BaHHAS CMECh, C HEHTPAIbHBIM BKYCOM, HJIH CO
BKyCOM KIIyOHWKH, OaHaH, BAHWIN, KapaMenn)™****

HytpusH DHeprus (Kuakasi CTepHIN30BaHHAS CMECh, C
HEUTPaJBHBIM BKYyCOM, WITH CO BKYCOM KIYOHHKH, OaHaH,
BaHWIH, Kapamenn)™

Hyrtpuson snBanct Hyrpuapuak cyxas cmecp™***

Hytpunu/lprHK ¢ NUILIEBBIMU BOJIOKHAMU, CO BKYCOM
BaHWIIH, )KUAKas popma****

DHTEepaIbHOE U TOTIOTHUTEIHHOE
MUTaHuEe JUIA JeTel crapiie 3 JieT
U B3POCIIBIX, HOYHAs
THIIepaTIMEHTALNA
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Jna nereit W30- 1 runepkagopuiiHbIe MOJIOYHBIE CMECH C HU3KUM JI71s1 TONONMHUTENBHOTO U

crapuie | rora ¥ | TIMKEMHYECKUM HHAEKCOM, JUIS IITAHUS MTAIIAEHTOB C SHTEPAILHOTO MTUTAHMSI, HOYHOH

B3POCIIBIX C caxapHbIM J1a0eToM THIEpATMMEHTALNH TAMEHTOB C

MB- Hytpusn /InaGer (kuakast cTepuiIn30BaHHasi CMECH, C MB 1 acconuupoBaHHBIM

ACCOLMMPOBAHH | HEUTpaJIbHBIM BKYCOM, HJIH CO BKYCOM KITYOHWKH, OaHaH, caxapHbIM JTHa0eTOM

BIM JIHa0ETOM BaHWIH, Kapamemn)****

Cpeanernerno- Omynbeus 50% unu 100% Macno cpeHerenoyevyHbIX JlomonuurenbHOE MUTaHUE —

YeYyHbIE tpuriunepunos (CLT) WCTOYHHUK JIETKOYCBOSIEMBIX

Tpurauuepuasl | JIMKBHIDKEH KUIKast dKUPOBAs IMYIbCUS* *** KaJiopuii - uid AeTer crapiue 1
roja

**** Brmouenvt 6 Pacnopsioicenue [pasumenscmsea P® om 7 dexabps 2020 2. No 3242-p O6 ymeepoicoernuu nepeunst
CReyuanu3upOBaHHbIX NPOOYKMO8 euebHo20 numanus 0ns demei-uneanudos na 2021 e.

MNPUJIOKEHUE T10 MOKA3AHUSI K TOCHUTAJIU3ALIUUA
(CTALIUOHAPHOMY JIEYEHWUIO) JETEH W B3POCJBLIX C
MYKOBHUCLIAT030M

[ KannpanoB H. U. CoBpeMeHHast TMarHOCTHKA, TEPAMHS ¥ COIUATIbHAS alanTalnst OOJIbHBIX
MyKoBHCIIH1030M B Poccutickoit ®eneparuu // [Meqnatpus. — 2014, — Ne 4. — C. 6-11.].

1. Tspxenmoe o60CcTpeHre OPOHXOJETOYHOTO TPoIiecca ¢ MPU3HAKAMU JBIXaTEIbHON HEIOCTATOYHOCTH.
2. JlerouHoe KpOBOTEUEHHUE, KPOBOXapPKAHbE HEKYITUPYIOIIEECS.
3. ITHeBMOTOpAKC.
4. KpoBoTeueHue U3 BapuKo3HO-pacmiupeHHbiX BeH (BPB) nmumesoaa, BPB BepxHux otnenon
KeNynKa.
5. Ilpu3Haku KMIIEYHOW HEMPOXOIUMOCTH
6. CunzpoM notepu cosjeit (ncesao-baprrepa CHHIPOM — rUMIOKANUEMHUS, TUTIOHATPUEMUS,
TUIOXJIOPEMHUS], aTKaJI03) TSDKEION CTEeNeHH, TpeOYyIOIUi KPYTriIoCyTOYHOTO MOHUTOPUHTA
AIIEKTPOJIUTOB, BHYTPUBEHHOI'O BBEJICHUS AJIEKTPOJIUTOB.
7. HeoOxomumoCTh MpoBeICHUS TUIAHOBOW WIIH, IIPU PA3BUTHUHU HETSHKEIIOr0 000CTpeHu,
BHYTPUBEHHOHN aHTHOAKTEPHAILHOM Tepanuu Mpu OTCYTCTBUU BO3MOXKHOCTH IPOBE/ICHUS €€ B
YCIOBUSX THEBHOTO CTAllMOHApA WM CTAIlOHApa Ha JIOMY.
8. Heo0xoauMoCTh MIaHOBOTO OMEPATUBHOTO BMENIATEILCTBA.
9. YcraHoBKa BEHO3HBIX IOPTOB, FACTPOCTOMBI.

10. Heo6x0AMMOCTh OIIEpaTUBHOTO JIEUYEHUS OCIOKHEHUH MYKOBHUCIIN03a (TTOJIUIIOTOMUS,
paauKanbHas ratMOPOTOMUS, CIICHIKTOMUS, CKIIEPO3UPOBAHNE BEH MUILEBOAA U T.J.).

11. Octpslii maHKpeaTUT U 000CTPEHUE XPOHUYECKOTO.

12. TpaHcruiaHTalMs JIETKUX, IEYECHHU.
13. TepmuHanbHas pa3a MyKOBHCIUA03A.
14. [Ipyrue, He CBsI3aHHBIE C MYKOBUCLHI030M KU3HEYTPOKAIOLINE COCTOSHHUSL.
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