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KarwueBble cj10Ba

AnTHOAKTEpUANIbHAS TEpaIus;
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MykoBucuIna03;

HeoHaranpHbIil CKPUHUHT
[TaHKkpeaTnueckast HEAOCTaTOYHOCTb;
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XpOHUYECKU OPOHXHT.



Cnucok coxkpauieHui

ABII - anTu6akTepuaibHbIE MpernapaThl

BUY — Bupyc uMmyHoaeduiiuTa yenopexa

JHK — nezoxcuprOoHyKIeMHOBAs KUCIOTA

HNMT - unnexkc Maccol Tena

NPT - *MMyHOpPEaKTUBHBIN TPUIICUH

KT - komnbroTepHast Tomorpadust

JIITY - neyeOHO-IpO(PUITAKTUYECKOE YUPEIKICHHUE

MB - mykoBHUCIIA03

MBTP - TpancMeMOpaHHBIN PEryIsaTOp Te€Ha MyKOBHCIIH032a
HIIBII - HecTepougHbIe IPOTUBOBOCIAIIMTENIBHbIE IIPETapaTh
O®BI1 - 06beM GopcHpOBaHHOTO BBIIOXA 33 CEKYHY
[THXK - noyimHeHAaChIIIIEHHBIEC dKUPHBIE KUCIOTHI

[II/I - nepBuyHas nuiMapHasi JUCKUHE3Us

CLT - cpeanenenovyeyHble TPUTITULIEPUABI

YIXK - ypcone3zokcuxoseBasi KUCIOTa



TepMI/IHLI H onpecacjacHus

XpoHuYeckass MaHKpeaTH4ecKas HeJIO0CTATOYHOCTb Yy TMAIMEHTOB C KUCTO3HBIM (PuOpo3om
(MyKOBHCIIMJIO30M) OIPEAENISIEeTCS aKTUBHOCTBIO 3JacTa3bl-1 B cTysne: KojeOaHWs aKTUBHOCTHU
anmactazbli-1 B cryme or 100 mo 200 MKr/r kama CBUAETENBCTBYIOT 00 YMEPEHHOW CTEIEeHH
9K30KpPUHHOM HEIOCTATOYHOCTH MOJKEIYAOYHOW JKEJe3bl; CHUKEHHE I10Ka3aTelsl aKTUBHOCTU
anacta3bl-1 B cryne menee 100 MKI/T Kajma BBISABIISICT TSDKEIYIO CTENEHb IMaHKPEaTUYeCKOU
HEJ0CTaTOYHOCTH.

Cragum nMppo3a y nalueHTOB ¢ KUCTO3HBIM (GHOPO30M (MYKOBHCIH030M) YCTAaHABIMBAIOTCS 110
mkane METAVIR: F1 — ¢uOpo3 Tonbko mopranbHBIX TpakToB; F2 — mopranbHbiii ¢udpo3 c
OIMHOYHbIMH cenTamu; F3 — ¢uOpo3 mopranbHBIX TPAKTOB C MHOXKECTBEHHBIMU CeNTaMH 0e3

uuppo3sa; F4 — uuppos.



1. KpaTrkast unpopmanus

1.1 Onpenejienue

Kucro3nsiit ¢pubpo3 (MykoBuciumo3 - MB)— ayTocoMHO-peliecCUBHOE MOHOTEHHOE
HaCJIe/ICTBEHHOE 3a00JIeBaHUE, XapPaKTEPUIYIOLIEECs MOPAKEHUEM BCEX SK30KPHUHHBIX KemE3, a
TaKXKe )KU3HEHHO BaKHBIX OPTaHOB U CUCTEM.

1.2 DTHOJIOTUS M IATOreHe3

I'en MB 6b11 n3onupoBan B 1989 r., oH pacmosio)keH B cepeJuHE MIUHHOTO Iieda 7
ayTOCOMBI, COAEpKUT 27 3k30HOB U oxBaTeiBaeT 250 000 map HykneoTunoB. OH KOHTPOJIUPYET
CTpYKTYpy U (QyHKnmio Oenka, HazBanHoro MBTP - tpancmemOpanuswii perynstop MB. Ha
CETOMHAIIHUN JIeHb BbIIENeHO okoyo 2 000 myrammii reHa - TpaHCMEMOPaHHOTO PpEryisTopa
npoBogumoctu MykoBucuuaoza (MBTP), orBercTBeHHBIX 3a pa3Butue cumntomMoB MB. Cpenn
HUX, COIJIACHO JaHHBIM HAlMOHAJIBHOTO PErucrpa, Haubojiee YacTO BCTPEYAIOTCS CIIEAYIOIINE
myranuu: F508del (52,79%), CFTRdele2,3 (6,32%), E92K (2,65%), 2184insA (2,02%),
3849+10kbC>T (1,65%), 2143delT (1,65%), G542X (1,33%), N1303K (1,33%), W1282X (1,11%),
L138ins (1,06%).

MBTP nokanmusyercs B anmuKaIbHOM YacTH MeEMOpaHbl SMIHUTEIHAIBHBIX  KIETOK,
BBICTHJIAIOIUX BBIBOJHBIC MPOTOKU JKEJe3 BHEIIHEeW ceKpenuu (MOTOBBIX, CIIOHHBIX, XKeJe3 B
OpOHXax, NOJUKENTyIOYHON >Keye3e, KHUIICYHUKE, YPOTEHUTAJIBbHOM TpakTe), OH pEryIUpyeT
TPAHCHOPT JIEKTPOJUTOB (TJIABHBIM 00pa3oM XJIOpa) MEXIY 3TUMH KIETKAMH U MEKKJIETOYHOU
xuakoctero. [locnennue uccnenoBanus nokasanu, uro MBTP sBisiercs cOOCTBEHHO XJIOPUTHBIM
Ka"HaJioM. Mytranuu resa MB HapymaroT He TOJIBKO TPAaHCIIOPT, HO U CEKPELUI0 HOHOB Xyopa. [Ipu
3aTpyAHEHUH UX MPOXOXKACHUS Yepe3 KICTOUHYI0 MeMOpaHy yBEIMUMBAETCs peadcopOLust HaTpus
KEJIE3UCTBIMU KJIETKaMH, HapylIaeTcsl 3JIEKTPUYECKUH IOTEHIHMal IIPOCBETa, 4YTO BBI3BIBACT
U3MEHEHHE DJIEKTPOJIMTHOTO COCTaBa M JETHIPATALMI0 CEKpeTa Kejle3 BHEIIHEH cekpenuu. B
pe3yabTaTe BBIACIAEMBIN CEKPET CTAHOBUTCS YPE3MEPHO T'YCTHIM U Bs3KMM. Ilpm aTOM cTpaparor
JIETKHUE, JKEIYJOYHO-KUIIEUHBIH TPaKT, MEUYEHb, MOKEIYI0UYHAs JKEJIe3a, MOUYEIO0JIOBas CHUCTEMA
(tabm. 1) [1,7].

Tabumna 1 - ITarorenes MB

OpFaHBI 1 CUCTEMBI IlaTomoruueckue IPOLCCChI Koneunsrit peE3YJIbTAT
Jlerkue BpOHXOO6Cpr1(HI/IH, I[BIX(:lTeJ‘IBHaH HCI0CTAaTOYHOCTD,
CHWIKCHHUC TOJICPAHTHOCTH K I/IH(beKHI/II/I, JICrO4YHas runepTeH3usd,
KOJIOHHM3 a1y JAbIXaTCIIbHBIX r[yreﬁ cepacuHas HEJOCTATOYHOCTb.
Pseudomonas aeruginosa (P. aeruginosa) u
APpYyrumMunu IIaTOJIOIr'MYCCKUMU
MHKpPOOPraHu3MaMu,
XPOHHUYICCKOC BOCITAJICHUEC JAbIXAaTCJIIbHbBIX
myTed, OpPOHXO0IKTAa3Hl, JCCTPYKIUS
NApCHXNMBI JICTKUX.
INomkenynouHas xenes3a OOCTpYKIHS TPOTOKOB JKENE3bI, Hapymenue cTyna (vacThIi,
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TIOSIBJICHHE KHUCT,

HEJIOCTATOYHOCTh  TTOJDKEIYIOYHOH  HKEe3bl
(BHYTpEHHE - U BHEIITHECEKPETOpHas),
KHUIIeYHast Marbadbcopomusl.

JKUPHBIH, 37IOBOHHBIHN, OOMIEHBIN),
CHIDKEHHE HYTPUTHUBHOTO CTaTyca
(y mereii — oTcTaBaHWE B Pa3BUTHH),
aBUTAMHHO3BI,

BBITIAJICHUS TIPSIMOW KHIIIKH,
caxapHbIll uaber.

Ileuenn XOJ'IGCTa3, XOJICIINTHUA3. HI/IppO3 IICYCHU, CUHAPOM
HOpTaJIBHOﬁ TUIICPTCH3UU,
TUTICPCIUICHU3M, IICYCHOYHAaA
HCIOCTAaTOYHOCTD

Kumreunnxk VBenuueHue BSI3KOCTH/ aJIrC3UBHOCTU KaJIOBBIX Kumreunas HCIPOXOAUMOCTb

Macc

PenponyktuBHast cucrema (y
MYXKYHH)

OOCTpyKIMsT ®  TOCIEIYIOMIast becrinonue
BBIHOCSILLIUX [IPOTOKOB SIMUEK,

a300CcHepMust

aTpe3us

[TporpeccupoBanue JErOYHON U CEpACUYHOM HEJOCTATOYHOCTH SIBJIIETCSl HanOoliee 4acTon

NPUYMHON cMepTH 00MTBbHBIX (95%).

1.3 DnuaemMuoaorus

Yacrora MB konebnercsi cpenu mnpexacraButeneit espomeougoB ot 1:600 mo 1:17000

HOBOPOXKIEHHBbIX. B P® wyacrora MmykoBucuuaosa cocrasisier 1o gaHHeiM PI'BY Menuko-

reHeTu4eckoro Haygnoro reHrpa 1:10000 HoBopokaeHHBIX [1].

1.4 KogupoBaune no MKB 10
Kucrto3nsiii ¢udpos (E84):

E84.0 - Kucro3uslit ¢puOpo3 ¢ IErouHbIMU MPOSIBICHUSIMH;
E84.1 - Kucro3uslii puOpo3 ¢ KUIICUHBIMU TPOSIBICHUSIMH;
E84.8 - Kucro3uslii puOpo3 ¢ ApyruMu NposiBICHUSIMHU,;
E84.9 - Kucro3usiii prOpo3 HEYTOUHEHHBIH;

1.5 IIpuMepbl TUATHO30B

0 Kucmogubpos nooscenyoounoii sceneszvl (mykosucyuoos — £84.0) [ecenomun F del 508/F

del508], néeouno-kuweunas gopma, cpeonemsoicenoe meuenue. Xponuueckuii OPOHXUM.

Hvixamenvuas nedocmamounocmv (-1 cmenenu. Xponuueckass naHKpeamuieckas
HeooCmamoyHocmo, msajcenas cmenensb. Omcemaganue 8 Yu3u4ecKkom pazsumull.
Myxosucyuoos [eenomun: eemeposzucoma no mymayuu 2143delT], necouno-xuweunas
dopma, msaicénoe meuenue.
oughghy3nwiii

oboux

Xponuueckuui oponxum. Pacnpocmpanénnvie YuUnuHOpuyecKue

OpoHxodKma3zvl néekux.  ObocmpeHue  OpoOHXONE20YHO20 — Hpoyecca  NO

oponxumuueckomy muny. [JeixamenvHas Hedocmamouynocms Il cmenenu. Xponuueckuii
NOJIUNO3HO-2HOUNBIU nancunycum. HasanvHolti nonunos 2 cmenenu
XpoHuueckas naHkpeamuueckass HeOOCMAMOYHOCMb, MsAdiceNds cmenens. J[yooenum.

Bynvoum. Hedocmamounocmv npuspamuuxa. /[yooenozacmpanvhuiil pegharoxc. I acmpum




anmpanvrozo omoena sxucenyoka. Luppos neuenu (F4 no wxare METAVIR - no daunvim

Gubposnacmomempuu nevwenu,).

HapyweHue moiepannHocmu K 2noKo3se.

1.6 Knaccudukanus

Bcemupnas

MykoBucuna03a,

Opranuzanus 31paBoOXpaHEHuH, MexnyHnapoaHas Accouunarus

EBpomeiickass Temarmdeckas Cerp 1o mpoOnemam MyKOBUCIUIO3,

EBpomeiickast Accorarnysi MyKOBUCIIU03a OPraHU30BaIl COBMECTHYIO pab0odyro Tpynmy ¢ Hebio

pa3paboTKu HOBOU KIIACCHU(UKAIUH.

[Tocnenusisi akTyanbHas Bepcus Ui MexIyHapoaHOH Kiaccupukanuu OoJe3HEH HOBOTO

MEePecMOTpa BBITJISIUT CISAYONUM 00pa3zom [7]:

(0]

(0]

(0]

Knaccuueckuii MyKOBHCITUIO3 C MTAHKPEATHIECKON HenocTaTogHOCThIO (Pl);
Knaccuueckuit MyKOBHCIII03 C HEHAPYLICHHON (PYHKIIMEH MOJHKETYT0YHOM JKeIe3bl
(PS);

ATUIIUYHBIM MYKOBUCLUO3;

M30JIMPOBAHHAS OOCTPYKTHBHAS A300CTIEPMUS |

XPOHUYECKUI HaHeraTI/ITl;

alueprideckuii Gporxonerounsii aceprumies (ABPA);

JICCEMHHUPOBAHHBIE GPOHXOIKTA3bI

i y3HBIH HaH6p0HXI/IOJII/ITl;

CKJIEPO3UPYIOLIUN XONAHTHT

HCOHAaTaJIbHAA TMICPTPUIICUHOTCHEMU,

1 oo .
- no Kpaumel mepe, 00HA U3 MYMayuti UOeHMUPUYUPOBana.

Tem He wMeHeE,

Ha CCFO,Z[HHH_IHI/Iﬁ JCHb, B KIIMHUYECKOM MPAKTUKEC MHCIIOJIB3YCTCA

KiaccuuKaiys, npeacTaBicHHas B Tadmuie 2 [1].

Tabanna 2 - Knuanueckas kiaccuuiaiyss MyKOBHCIIHI03a

XapaKTepucTHKa OPOHXOJIETOYHBIX N3MEHEHUH

®aza u

aktuBHOCTh | Kimumueckass | Dupockonmyeckast | @ynkuumoHanbHas: | OcinokHeHUS
®dopma mporecca BEHTWIISLIMOHHAS
6omne3Hn HEI0CTaTOYHOCTb

Tun Crenesb

1. 1. 1. Bpouxwur: OHAO0OPOHXHT: Ob6crpykr | | Abcrecchl,
CMmemaHHas Pemuccus OCTpBIiA, KaTapajbHbIH, WBHBIN ATEJEKTAa3bl,
(;rerouno- pELMIVBHUPYIO | KaTapaJlbHO- I ITHEBMO-
KHUILICYHAs) 2. LW, THOMHBIH, Pectpukr IIUOIIHEBMOTOPAKC,
2. AKTUBHOCTB: | XpOHUUYECKUI | THOMHBIN VBHBIN Il JIETOYHOE CEPALE,
Jlerounas Masasi, KpPOBOXapKaHue,
3. cpenHss, 2. ITneBmoHus: | OrpaHUYEHHBIH, Kom6mnan KpOBOTEYEHUE
Kumeunas BBICOKasI TIOBTOpHAS, pacIpocTpaHEeHHbI | pOBaHHBIH (;rerounoe,




PEIMIUBUPYIO | 1. KEIMYOIHOE)

3. mas raiiMOpUT, OTE€UHBIN
OboctpeHue: CHHAPOM, LIUPPO3
OpOHXWT, [I€YEHY, JKBUBAJICHTEI
ITHEBMOHUS MEKOHHAJIBHOIO UIeyca,

BBIIIaACHUC HpHMOﬁ
KHUIIIKHW, OTCTaBaHUC B
(l)I/I3I/I‘IGCKOM Pa3BUTHH

JIOTIOMTHUTENBHO BBIIENAIOTCSA: COJIbTEpsAomas ¢opMa WIM CHHAPOM IceBao-baprrepa
(runokanuii- W Harpuemuss Ha  (oHe  MeTabOJIMYECKOro  ankano3a), HeOHaTalbHas

THIEPTPUIICHHOTEHEMHS, a TAKXKE PA3IMYHbIC aTUITMYHBIE (POPMBI 3200JI€BaHUSL.

B Oynymem, mo wmepe yrinyOneHuss 3HaHUHM, 5Ta KIacCU(HKAIMS Takke MNoTpedyeT

HepecMoTpa.

2. lMarHoCTHKA

Huaenoz MB noomeepxcoaemcs npu HAwuuu 00HO20 Ul 0Oolee XApaKmepHbix
Genomunuueckux nposeieHuii MB 6 couemanuu ¢ 00Ka3amenbCmMeaMy HAIUYUS MYyMayuu 2eHd
MBTP, makumu Kak: 8blAGleHUue KIUHUYecKU 3Hayumvlx mymayuii 2ena MBTP npu

CEHOMUNUPpO6AHUU UTIU yBelUUYEeHUE YPOBHA xzzopudoe 6 CeKpeme nomoesvlx scenes 001bHO2O.

e PexoMenayeTcs Wi NOCTAaHOBKMU JuarHo3a MB HCIoJib30BaTh THArHOCTUYECKUE KPUTEPHUHU.

Kommenrapumn: /[na pewenus npobnem ouacnocmuku MB, ¢ mom uucie u e2o0 amunuyusix
Gdopm, Ovliu pazpabomamnvi Kpumepuu, CO2IACHO KOMOpbIM ob0s3amenvHbim 011 MB
ABNACMNCA HATUYUE XAPAKIMEPHO20 KIUHUYECKO20 CUHOPOMA NIIOC 00KA3AMeNbCME0 KaKo2o-
UOO HapyuwieHUs QYHKYUU XJI0PHO20 KAHAIA.
B nacmoswee epems cywecmeyem HeCKOIbKO 8APUAHMOE OUACHOCMUYECKUX KpUmepues
MB, xomopvimu nonv3yromes cneyuanucmuol [1]. B ciyyae Oocmynnocmu CKpuHuHea
HOBOPONCOEHHBIX U MEMOOUKU USMEPEHUS PA3SHOCMU HA3AbHLIX NOMEHYUAN08 AKMYalbHa
cxema, npedcmasieHuas 6 maonuye 3. /[ noomeepicoeHus OuazHo3a 00CMamo4Ho umems
08a NPU3HAKA, NO 0OHOMY U3 KAAHCO020 CMOA0YdA.

Tabéauua 3 - Jluarnoctuueckue kpurepun MB.

XapakrepHble KIMHUYECKUE IlonmoXUTETbHBIN TOTOBEIN TECT
nposiBiieHus MB (maTonorust OpraHoB JbIXaHUS U
MPUAATOYHBIX Na3yX HOCA, JKEITYyI0YHO-KUIIEYHbIE
HApYIICHUS U HAPYIICHUS TUTAHUS, CHHIPOM TIOTePH
coiseil, 00CTpYKTHBHAs a300CTIEPMHUSI)

MB y cubcos IonoxwurenbHas pa3sHOCTb Ha3aIbHBIX
Ilnroc | norenumanos
IlonoxuTeNnbHbII HEOHATAJIBHBIA CKPUHUHT JIBe 3HaunMble myranuu B reHe MBTP




Hpyeum eapuanmom OuacHOCMU4ecKux Kpumepues AGNAemcs KOMOUHAYUS NPUZHAKOS,
npeocmasnennvlx 6 mabauye 4. Jlanuvie Kpumepuu pazpabomanvi 2pynnou e8poneucKux

akcnepmos [7] .

Taoauna 4 - Jlnarnoctuyeckue KpUTepuu, yreepxaeHHsle EBponelickumu cranaapramu 2014
roja
[Smith A.R., 2014].

[MonoxwuTenpHas moToBas npoda
n/nim
JBe myranuu MBTP, Bri3siBaronme MB (cornacuao 6aze CFTR-2 http://www.cftr2.org)

n

HeoHnaTanpHas rUnmepTpUIICHHOTCHEMUS

Win

XapaxkTepHble KIMHIYECKIE MTPOSBICHUS, Takue Kak A y3HbIe OPOHX0IKTa3kl, BRICEB U3 MOKPOTHI 3HAUMMOM IS
MB naroreHHO# MUKpPO(hIOPHI (0COOCHHO CHHETHOWHOM MAaIOYKH), YK30KpUHHAS MTAaHKPEATHI eCKas
HEIOCTATOYHOCTh, CHHIIPOM TIOTEPH COJICH, OOCTPYKTHBHAS a300CIICPMUS

2.1 ’Kaao0bl 1 aHAMHE3

C pannezo 6ospacma coOmeemcmeyon CUMRMOMAmMuKe OpPOHXOIe20YHOU uH@ekyuu. Y
OonbuUHCMEa Oemell OMMEUArmecs Yacmo peyuousupyiowue pecnupamopuvie UH@exyuu ¢
AGNeHUsIMU Oponxuma. JJocmamouro pano NOSGSEmcs Kauenb ¢ 8bloeleHueM HOUHOU MOKPOMbL.
TIlomumo 3moeo modicem ommeuamvcsi ceucmaujee ObIXAHUe, CAbIUUMOE HA PACCMOSHUU U/UTuU
«opanvHas  kpenumayusay. Ilpu pacnpocmpaneHHOM — npoyecce ¢ GAPUKOZHLIMU  U/UNU
mewomuamoimu B9 mooxcem ommeuamvcs ooviuxa. Taxoce obpawaem 6HUMAaHue Haluyue
3a0epaHcKU npubasKU 6ecd, Yacmvlil OOUNbHDIL, C NPUMECHIO HCUPA U 3T080HHBIM 3ANAXOM CMYIL.
KooicHvle nokpogel umerom «coneHvliil» npusKyc.

Ilepeuuciennvle pecnupamopHvie CUMRMOMbL, KpOMe YaAcCmo2o OOUlbHO20 Cmyld ¢
APUMECHIO HCUPA U 3TI080HHBIM 3ANAXOM U «COJIEHO20» NPUBKYCA KONCHBIX NOKPOBOE MO2YM
HAOI00amvbCs y NAYUeHmos ¢ NepeUHON YUIUAPHOU OUCKUHe3Uell

Hanuuue y 0071bHOC0 CcUMNMOMO8, YKA3AHHLIX 6 mabauye 6, mpebyem npogeoeHus
oughgpepenyuanvnozo ouaenoza MB. Heobxooumo yuumvigamsv, umo nepeuHu CUMAIOMOS,
npedcmagiennvle 6 mabdauye 6, COCMABNIEHbl 6 NPUMEPHOM COOMEEMCMEUL  KANCOOU U3
PaccmMampusaemvlx 03pacmuulx epynn 6oavhvix MB. Jl060u U3 yKa3aHHbIX CUMNMOMO8 MOdlCem
Habnooamvcs y demell MAAOuLe20 Uil Cmapuie2o 803pacma

Taoauna 6 - Kinnnnueckue nposisneHus, Tpedytomue auddepenunanbHoro quarsosa ¢ MB

BO3paCT CHUMITOMEI 1 CHUHIPOMBI

I'pynuoit PeumauBupyroime Uiy XpoOHUYECKUE PECITUPATOPHBIE CUMIITOMBI, TAKHE KaK KaIleJIb WIHA OJbIIIKA
PeumauBupyromas niu XpoHUUECKasi THEBMOHUS

OrtcraBaHue B PU3HMUECKOM Pa3BUTUH

HeodopMmiteHHBIN, OOMIHHBIN, MACISTHUCTHIA U 3JIOBOHHBIN CTYIT

XpoHuueckas quapes

Boinagenue npsiMoi KMIIKA

3aTsHKHASI HEOHATAJIbHAS XKeJITyXa
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CoreHblil BKyC KOXHI

TermoBo# ynap Wiy qeruapaTanys Ipy sKapKoi moroje

XpoHHUEeCcKask TUIOAIEKTPOIUTEMHUS

JlaHHBIE ceMelHOrO aHaMHe3a O CMEPTH JIeTel Ha MepBOM IOy KM3HH WM HaJIW4ue cuOCOB CO
CXOJHBIMH KIIMHHYECKUMH TIPOSBICHUSIMHA

I'mnonporennemust / oTekn

JlomKONbHBIN

Crolikuii Kamrens ¢ win 0e3 THOHHOW MOKPOTEI

JmarHoctTuueckyu HesCHasl peLUAUBUPYIOLIAs UM XPOHUYECKAs! OJIbIIIKA
OrcTaBaHue B BECE U POCTE

Brimagenue npsMoi KAMIKY

MuBarunanus

XpoHuueckas auapes

CumnroM «OapabaHHBIX MTAJIOUYEK)

Kpucranasl conu Ha koxe

I'unmoronnyeckas aeruapaTanys

I'mnosnexTponuTeMus 1 MeTabOIMYECKNH aIKaio3

I'enaromeranust Wiy AMarHOCTUYECKH HESICHOE HapyleHne QyHKIUH NeYeHN

IIxonsHBIA

XpoHHUYECKUE PeCIUPATOPHBIE CUMITOMBI HEACHOM 3THOIOTUU
Pseudomonas aeruginosa B MokpoTe

XPpOHUUECKUI CUHYCUT

HazanpHe1i monumos

BponxoskTaszbl

CumnroM «OapabaHHBIX MTAJIOUYEK)

XpoHuueckas nuapes

CHHIPOM JHCTATEHOW UHTECTHHATHHON 00CTpYKIIH
INankpeaTur

Boinagenue npsiMoi KMIIKA

CaxapHbIii TuabeT B COYCTAHUU C PECITUPATOPHBIMI CUMIITOMAMHU
I'ematomeramms

3aboeBaHue eUeHH HESICHOM STHOIOTUU

IonpocTku
B3pOCTIBIE

I'noiinoe 3a0oneBaHKe JIETKUX HESCHOW ATHOIOTUH

CumnroM «OapabaHHBIX MTAJIOUEK)

INankpeaTur

CHHIPOM JHCTaIbHONW MHTECTUHAIBHON 00CTPYKIIMI

CaxapHslii 1naber B COUeTaHUN C PECIIMPATOPHBIMU CUMIITOMaMH
IIpu3Haky uppo3a NEUEHH U NOPTAIBHONW TMIIEPTEH3UN
OtcraBaHue B pocTe

3azeprKka MOJIOBOrO pa3BUTHUS

NudepTunbHOCTE ¢ a300cTiepMHUeH Yy JIUI MYKCKOT0 TI0JIa
CHmwxeHne GepTUIBHOCTH Y JIUI )KEHCKOTO 10J1a

2.2 Ou3uKkaIbHOE 00CIeT0BAHUE

Braoicuviti  koxnoweno0oOmsill kawens ¢ SHOUHOU 653KOU MOKpOmMOU HAOI00aemcs ¢

nepsvix Hedelb JHCU3HU, UH020ad 6NI0Mb 00 peombl, 00biwka. Moeym Habiwdamevcs paziudnvie

oehopmayuu epyonou xkremku. Ilpu pacnpocmpaHeHHOM NOPadCeHuu J1e204HOl MKAHU HepeoKo

MOMNCHO 06Hapy9fcumb KOCBEHHblE NPU3HAKU XpOHI/lll€CK012 2UnoKcuu. aequPMCZL}MM KOHYEBbLX

gbaﬂaHz najlbyee no muny ((6apa6aHHbl)C nanvyes) u/unu Hoemeti no muny «4acoeblx CmeKoJ».

Ilepymopro HAO necKumMu MOMCem GulCIVUUBAMbCSA KOPOOOUHbI OMMEHOK 36YKA U/Ulu

V4acmKy NPUMynieHus, npu aycKyIbmayuu — ociabieHue OblXauus, cyxue u pazHoKanubepHvle

(npeuMymecmeeHHo cpedHeny%lpltamble) 6/1AJICHblIE XPUNbl JIOKANbHblIE USU PACNPOCMPAHEHHRbLE, 6

3asucumocmu om obvema nopasiCerus.
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IIpu obcnedosanuu GepxXHUX ObIXAMENbHBIX NYMell GbIAGNAEMC XPOHUUECKUU NAHCUHYCUM,

Hepeoko noaunosmuvlil. Ilpu obcredoganuu xHcenyO0ouHO-KUUEYHO20 MPAKma HCUBOm YeeludeH 8

pasmepax («asayuaduiiy), 6 ciydae pazeumus yuppo3a - 2enamocnieHomMeanus.

2.3 JIaGopaTopHAasi AMATHOCTHKA

PexoMeHyeTcs IpoBeeHNE CKPUHUHIAa HOBOPOKIEHHBIX Ha MyKoBUCLUA03 [ 1,7].

(Cuna pexomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB A).

KommenTapuii: [Iposooumcs y ecex nHogopodicOennvix. Ha nepgom smane 6 8bicyuleHHOM
nAmHe Kpo8U OYEHUBAIOM COOepiHcanue UMMyHopeakmusroz2o mpuncuna (MPT). Obpasysi ¢
nosviuieHHviM  cooepoicanuem HUPT wuanpaensiom na JHK-munuposanue ¢ yenvio
oonapyosicenus mymayuii 6 eene MBTP. Ilpu eviaerenuu 1 unu 2 mymayuil pe3yivmamol
CKDUHUH2A ~ CUUMAIOMCS  NOJONCUMENbHbIMU, U  001bHOU Hanpaensiemca 6 Llenmp
MyKogucyuooza (mubo npogunvHoe omoeneHue 051 OAHHOU KAme2opuu Nnayuenmos)
gepugpuxayuu ouacnosa. Ecau mymayuu ne ewiasnenvi, a cooepocanue HUPT 6 kposu
8bICOKOE, NPOBOOAM NOMOGYI0 Npoby. [1o3umuensiti NOMOBLILL Mmecm y MaKux auy maxxice
PAacyenusaiom Kax Noa0NCUMENbHbIN pe3yIbmam CKpUHuHed, U 60bHble HANPAasIsAomcs 6
Llenmp myxosucyuoosa (6o npoghunvHoe omoeneHue).

Ilpomoxon ckpununea na MB 6 Poccuu exnrouaem 4 smana:

- UPT,

- nosmopnuwiil UPT,

- NOMoBYvl mecm u

- JIHK-ouaenocmuxy, npu 5mom moOJIbKO nepevie mpu seisiiomcs obszamenvhvimu [1]
(mabn. 5).

Tabnuya 5 - Dtanel HeOHaTaTBFHOTO CKpUHUHTA B Poccuiickoit deneparuu

| sTan Ha 3-4 nens y nonomeHHoro (Ha 7-8 —ii — y HEJOHOIIIEHHOTO) HOBOPOKICHHOTO —
onpejieieHne MMMyHopeakTuBHoro tpurncuHa (MPT) B BbICylIEHHOH KaIljie KpoBU

Il aran [Tpu nonoxxutensHOM pesyabTare (0osiee 70 Hr/mi) Ha 21-28-i1 1eHb OBTOPHBIH
tect Ha PT

Il sTan ITpu nonoxurensHOM pesyabTare (6osiee 40 Hr/mi) — moroBas npoda

IV sran ITpu norpannunoM pesynbrare — JIHK - nuarHoctuka

JInst TMarHOCTUKU MYKOBHUCIIHJIO32 PEKOMEHIYETCs KOJUYECTBEHHOE OIpEeesICHHE YPOBHS
XJIOPUJIOB B TOTE.

(Cnaa pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH /10KA3aTEJbCTB A).

KommenTapun:

Knaccuueckuii memoo onpedenenus 31eKmpoIumHo20 cocmaga noma (Xaopa uiu Hampus)
MemoooM RNULOKaApnuHo8o2o 3nekmpogopesa no lubcony u Kyky (19592.) sensemcs

«30]10muImM cmaHdameM OMCZZHOCmuKM», npoeodumc;z mpoeKkpammno. HozpaHuquze
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sHauenuss xaopa 40-59 mmonwv/n, namonocus 60 mmonv/n1 u eviue (npu Hagecke noma He
menee 100 me) [1,2,3,7].

Ilomoswiti mecm ¢ NOMOWbIO CNEYUATLHBIX NOMOBBIX AHATUZAMOPOE NO3601em NOAYUUMD
pe3yibmam 31eKmpoaumos 6 meyenue 30 Munym, ¢ MUHUMATbHOU Hageckou 6 3-10 mxe.
IIpu onpedenenuu npogOOUMOCMU NONOHCUMENLHBIM PE3YIbMaAmom OJisl MYKOBUCYUOO3A
cuumaemcs noxkazamensv: eviuie 80 mmonv/n;, nozpanuunvim 3uauvenuem: 50-80 mmonv/n;
HopmanvHelm — 00 50 mmonw/n. Ilokazamenu npogooumocmu eviuie 170 MMob/1 00NHCHBL
ObLIMb NOOBEPSHYMbI COMHEHUIO.

Ilpu omcymcmeuu enomunuueckux nposasieHuli ouazno3 MB moocem cuumamvcs
VCMAHOBIEHHbIM 8 MeX CILYYAsX, Ko20d:

- y obcnedyemozo @visignena xoms 6vl 00Ha mymayusi eena MBTP u/unu nonoscumenvhvie
pe3yibmamsl  NOMOBOU Npobvl, a y POOHVIX Opambes uiu cecmep 00C1E0YeMO20
noomaepocoer ouacnos MB;

- xoms 6v1 00Ha mymayust cena MBTP u/unu

- NOJI0JHCUMETIbHBIE Pe3VIbMAmbl NOMOBOU NPOOLI ObLIU BbIABGNIEHBL Y HOBOPOIHCOeHH020 [1,7]

B kayecTBe JOMOJIHUTEIBHOTO TECTa MOXET OBITh PEKOMEHJOBAHO IPOBEACHUE
MCCIICIOBAHUS PA3HOCTH HA3aJIbHBIX TOTCHIHAJIOB.
KommeHnTapuu: 6 nopme npedenvt pazHocmu nomenyuanog koneoaomes om -5mV oo -40

mV; y 60abHbIX MYKOBUCYUOO30M dmu npedevl cocmasasiiom om -40 mV oo - 90 mV [1,7].

PexomenyeTcss MHKpPOOMOJIOTHYECKOE HCCIENOBAaHHE MOKPOTH  (MHIYIUPOBAHHON
MOKPOTHI, TpaxealbHOTO acmupaTa) s HACHTU(UKAIUKM TaToreHa (IMaTOreHOB) U
OTIpeIeNIeHNUs] YyBCTBUTEIBHOCTHU BBIJIEIIEHHON MUKpodutopsl [1,7].

(Cuna pekoMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH J0KA3aTEJIHCTB A).

Pexomennayercss mpoBelcHHE J1a0OPAaTOPHBIX TECTOB YIS ONPEICIICHUS  CTCTICHU
MaHKPEATHUECKOW HEIOCTATOYHOCTH (KOTPOJIOTHS - OMpPEIC/ICHHE HEUTPaTbHOTO KHpa B
Kajsie, ayactasa kana) [1].

(Cuna pexomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB A).

Pexomennayercst mpoBeaeHHME JIAOOPATOPHBIX — MCCIEAOBAHMM  HA  ajuIeprHYecKUit
OpoHxoJerounbiii acrepruies [1,7].

(Cuna pekomeHaanuu 1; ypoBeHb 10CTOBEPHOCTH J0Ka3aTebeTB C).

KommenTapuii: yposenv oowezo ummyrnoznodoyiuna E (1gE), cneyugpuuecxkue 1gE u 19G «

Aspergillus fumigatus, soszmooicno nposedenue Kodxcho2o mecmuposanus ¢ AHMUSEHOM
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Aspergillus fumigates.

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

Pexomennyercst mposenenne koMmmbiotepHoi Tomorpaduu (KT) opranos rpyaHoit moyioctu
[1].

(Cuna pekomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH 0KAa3aTeJIbCTB B).

KommenrTapuii: Penmeenocpagusi opeanoé 2pyoHoll KiemKu MOJiCem Gblsigums maxue
NpuU3HaKu  Kak —oegopmayus U YCUleHue JNe20YHO20  PUCYHKA,  NHe8MOpuopos,
NepUOPOHXUATILHYIO  UHDUIbMPAYUIO,  ameleKkmasvl, OPOHX0IKMA3vl, OYLIbl, OOHAKO
OaHHbILL MemOoO 8ce Jice HedOCMAMOYHO UHGOPMAmMugeH npu MyKosucyuoose.

B nacmosawee epems KomnvlomepHas momozpagua A61Aemcs OCHOBHLIM MemoooM

ouazHocmuKu uzmeneHull 8 ieckux npu MB.

PexomeHnoBaHo y Bcex manueHToB ¢ MB uccienoBaTh GyHKIHIO BHEIIHETO AbIxaHus [1].
(Cuna pexkoMeHaanuu 1; ypoBeHb J0CTOBEPHOCTH J0Ka3aTebeTB C).

KommenTapuii: uccieoosanue @yHxkyuu enewine2o Oblxanusi (CRUPOMEMPUI) BO3MONCHO )
Oemell ¢ 5 1em, 6 mom cuyuae, eciu NAYUeHmM MOHCen 8bINOTHUMb MAHESD POPCUPOBAHHO20
8b100Xd, OUACHOCMUYECKAs YEHHOCMb UCCAe008aHus )y Oemell maaduie 5 jem Hudice.
Haubonee yacmo y nayuenmos ¢ MB eviasnaiomcs obcmpykmusHvlie U pecmpuxkmueHvle
Hapywlenus 8eHmMuiaAyuu (8 3a8UCUMOCmMU Om o0bvema U Xapakmepa HNopaAXdCeHUs!

OpPOHXUATBLHO20 Oepesa).

PexomMeH/I0BaHO TpOBEICHUE TPaxXCOOPOHXOCKONMUHM C CaHAIMOHHOM LeJiblo, TpU
HCOGXO,Z[I/IMOCTI/I MMpOBCACHHUA HOOIOJHUTCIIBHOTO MI/IKpOGI/IOHOFI/I‘ICCKOFO HUCCICOO0BaHHUA
KHUJIKOCTH OpOHXOAJbBEOJSIPHOTO JIaBa)ka, NPU TOMBITKE paClpaBUTh aTeNeKTa3 JIOJU
JIETKOTO B ciiydae Hed(phEeKTUBHOCTH MPOBEICHUS KOHCEPBAaTUBHOM Teparnuu [1].

(Cuuia pexomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTedbCTB C).

KomMeHTapuii: xoncepsamuenas mepanus 3axknioyaemcs 6 NPOBEOeHUU UH2ANAYUL
00pHa3bl anva uepe3 KOMNpeccOpHulil HeOynauzep, 6 HEeKOMOpblX CAyuasx- Mmepanus

NPeOHU30I0HOM NEPOPATLHO.

PekoMeHI0BaHO peryisipHOe MEePHOIUIECKOe IXoKapauorpaduaeckoe uccnemaoBanue (Oxo-
KT') ¢ gonmnepoBckuM aHanu30M (M3MEPEHHE IPaIMEHTA ABJICHUS HA JIETOYHOU apTepun) y
naiueHToB ¢ MB, Tak kak mpu 3TOW TATOJOTHH, OCOOEHHO MPH PACIPOCTPAHCHHOM
MOPAXEHUHU, BO3MOXKHO DPA3BUTHE JIETOYHOW THUIEPTEH3UU U (HOPMHpPOBAHHE JIETOYHOTO

cepana [1].
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(Cuna pexkomMenaanuu 1; ypoBeHb J10CTOBEPHOCTH J0Ka3aTeJbcTB C).

PekomennmoBano mnamueHTamM ¢ MB  mis MCKIIOYEHHS/TIOATBEPKIACHHS TYOCpPKYJIE3HOM
MHOEKIH TMpoBeaeHne npoObl MaHTy (ecnu He Obula TPOBEACHA B JEKPETHPOBAHHBIC
CpPOKHM), TIpH HEOOXOJUMOCTHM — ajUlepreH TYOepKyNe3Hbld  peKOMOMHAHTHBIH,
KkBaHTU(EpOHOBEIIT TecT) [1].

(Cuna pexkoMeHaanuu 1; ypoBeHb J10CTOBEPHOCTH J0Ka3aTebcTB C).

PexoMeH10BaHO TIPOBECHUE YIBTPA3BYKOBOTO MCCIIEOBAHMS OPraHOB OPIOIIHON TOJIOCTH
U TeYeHH, oco00e BHUMaHWE 0o0paliaTh Ha HaJM4YHe KUCT B TODKENYJOYHOH JKele3e U
OTIPENIENATh THIT KPOBOTOKA B TieueHH. [1].

(Cuuia pexomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebCTB C).

KomMmenTapmii: Hanuuue JnuHeliHo20 KpOBOMOKA 6 NeveHU CeUdemenbcmeyem o
gopmuposanuu ¢ubposa. L]enecoobpaszto conocmasuma c OaHHbIMU

gubposracmomempuu.

PexomennoBano mnpoBeneHue (UOPOINACTOMETPUN TEUEHH C IENbI0 OLEHKH CTENeHU
BhIpakeHHOCTH (prOpo3a no mkaine METAVIR.[1].
(Cuuia pexomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebCTB C).

2.5 JIndpdepeHnuaabHbIH IHATHO3

Haubonee wacmoie nozonocuueckue ¢hopmul 011 oughghepernyuanvriozo ouazrnoza npu MB:
8p0dHCOeHHble anomanuu bpouxuanvroeo oepesa (KT, mpaxeobponxockonus),
mybepKkynesnas — uHgexyus  (KoHcyromayus — ¢muszuampa, npodba  Manmy,  npu
HeobXxooumocmu — ajiiepeen MmyOepKyIe3Hbll pPeKOMOUHAHMHBIL, K8AHMUDEPOHOBbIL
mecm);

UMMYHOOehuyumnoe cocmosanue (HeoOX00uMa KOHCYIbMAyus 6paiva UMMYHOL02A
(annepeonoza-ummynonoea), onpeoenenue YpogHel UMMYHO2I00VIUHO8 OCHOBHLIX KIACCO8
(G, M, A, E), a makoice, no nokasauusm, cyoKiaccos8 UMMYHO2N00YIUHO8, YDOGHA U (PYHKYUU
T knemox, B knemox, ¢hacoyumosa, KOMNOHEHMO8 KOMNIEMEHMA, eCMEeCMEeHHbIX KUNIEPOS,
mecmul Ha 8UPYC UMMYHOOeuyuma yenosexka (BUY),

nepeuuHas YUIUAPHAs OUCKUHE3Us — XApaKmepHvle KIUHUudeckue NposasieHus (mpuaoa
Kapmaeenepa y nonosunst 60nvhblx  nepéuunou yuauapuou ouckunesueu (I1L[J]):
XpOHUUECKUUl OpPOHXUM, XPOHUYECKUU CUHYCUm, 00pamHoe pacnoniodceHue 6HYMpPEeHHUX
0p2aHo8) c6emosas U ANeKMPOHHAS MUKPOCKONUS OUONMAMA CAUUCMOU 000N0UKU HOCA

u/unu 6p0Hxa, KdaK CKpMHMHZ'Men’IOa Modcem Oblmb UCHONL306AHO UCCIEO08AHUE YPOBHA
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oxcuda azoma 8 6bl0bIXaeMOM HA3AIbHOM 6030yXe (Y OONbWUHCEA NAYUEHMO8 C
NepeUYHOL YUTUAPHOU OucKuHezuell - cHuodicer) (cm. KP no oxazanuio meOuyunckou

noMOWU OemsiM ¢ NePEUYHOU YUTUAPHOU OUCKUHEZUELL).

3. Jleuenue

Lenu neuenus:
Obecneuusamvb MaKCUMATILHO B8bICOKOE KAYeCMB0 JHCUHU NAYUEHNA,
IIpedynpesxcoams u neuums 000CMPEHUs XPOHUYECKO20 UHDEKYUOHHO-80CNANUMENbHOO0
npoyecca 6 6POHX0NE20YHOU cucmeme;
Obecneuusams a0ek8amMmblll pAYUOH U PEHCUM NUMAHUSL.
Obs3amenvhvie cocmasasroujue 1eyeHus:
Memoouxu Operuposanusi OpOHXUATbHO20 Oepesa U 1eieOHAs PU3KYIbmypa,
Jluemomepanusi;
Mykonumuyeckas mepanus;
Aumubaxmepuanvras mepanusi,
3amecmumenvuas mepanusi HeOOCMAMOYHOCMU IK30KPUHHOU DYHKYUU NOOHCETYOOUHOU
Jrcenesvl;
Bumamunomepanus [1,7]

3.1 KoncepBaTHuBHOE JIeUEeHHE

Mykonumuueckue npenapamul

PexomeH10BaHO NPOBEACHUE AKTUBHOW MYKOJIMTUYECKOM TEPAIIHH.

(Cuna pexomeHaanuu 2; ypoBeHb JIOCTOBEpHOCTH Hoka3aTeiabeTB C) [1,2,3,7].
KommenTapun.

Buvibop nexapcmeennuvix cpedcma: onpedensiemcs UHOUBUOYATLHO.

Buibop nymu  68edenus: npeonoumeHue omoaemcs — UHSATAYUOHHOMY  B8€OEHUIO
MYKOUMUKOS.

Oyenka s¢hgpexmusnocmu nevenHusn. KIUHUYECKU (OYeHKA CYMOYHO20 Oebema MOKpOmul,
U3MeHeHUll ee KOHCUCTNEHYUU, OYEeHKA CmeneHu ObIXameabHOU HedOCMAamoyHOCmu,).

Oyenxa 0OezonacHocmu  JeyeHus:  KIUHUYECKU  (CReyuanbHulX  npoyeoyp  OyeHKu
be3onacHocmu SMux 1eKapcmeeHHblX CPeOCms He CYyujecmeayen).

Hononnumenvnvle 3ameuanus: Bce cnocobvl pazocudicenus MOKpomuvl HeoOX00UMO
KOMOUHUpO8amMy ¢ yoanieHuem ee U3 OblXAMeabHbIX NYymel, UCNOb3YA  Memoobl

KuHesumepanuu. Heped CeaHcomM KuHesumepanuu oHcerameilbHo, a npu  HaAiuduu
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OpoHX006CcmpPYKYUU — 00A3AMENLHO, UHSATSAYUIM MYKOTUMUKOSE OOJIHCHBL NPeOUEeCme06amb
UHATAYUY OPOHXOUMUKOB.
B knunuueckoil npakxmuxe npumensemcst HeCKOJIbKO KIACCO8 MYKOIUMUYECKUX NPEenapamos:
0 Oopuaza anepa™’ (ko0 ATX: ROSCB13) - paspeisaem 600opodnsie
ceazu monekyn JHK, komopwvie a61110mcsi OCHOBHOU COCMABAAWeld 2HOUHOU
MOKPOmbL
(Cuna pexomenoayuu 1, yposens docmoseprocmu doxkazamenvcms A) [1].
Kommenmapuii: Ipumensiemcs uneanayuonto 6 0oze 2,5 me 6 Cymki.
0 7% eunepmoHuyecKull pacmeop Hampusi X10puda ¢ 2UaiypoHo8ol
kucnomou™ (ko0 ATX A12CA0I) npumensiemcs uHeanayuoHHo uepes nebyaatizep no
Smn 6 Oenv, yyuwiaem KIupeHc ObIXameabHblX nymel.
(Cuna pexomenoayuu 1, yposensb docmoseprocmu doxkazamenvcms B) [1,7].
O Mannumon 6 gpopme nopowika Onsl UHSANAYUL  YIYHUAEm KIUPEHC ObLXAMETbHbIX
nymeti, cnocobcmeayem 2uopamayuu Ciuzu.
(Cuna  pexomenoayuu 1; yposeno Oocmoseprnocmu  Ookazamenvcms B)  [10].
Kommenmapuui: Ipumensemcsa 6 0oze 400 me 06adncovt Oenv uepez uneanamop. Ileped
HA3HAYeHUeM MAHHUMONA nayuenm OOJJCeH Npoumu mecm Ha  OPOHXUATbHYIO
2UNEPPeaKmusHOCMb NPU HA3ZHAYEHUU HAYATbHOU 003bL.
0 muonel, ayemuryucmeur’* (koo ATX: RO5CB0I) - ucnoavsyemcs
UHEATISIYUOHHO, 6HYMPb, 6/6 U PEKMALbHO, 6bINYCKAEMC s 6 8Ude 2Panyi, mabiemox,
HOPOUIKO8, pacmeopos, npumersiemcs uz pacuema 30me/xe/cym 6 2-3 npuema
(Cuna pexomenoayuu 2; yposensb docmoseprocmu doxkazamenvcms C) [1].
O cmumynamopwvl 6bipabomKu 1e2ouno2o cypgakmanma. amopoxcor™ ™
(k00 ATX: RO5CB) - ucnonvzyemcs enympo 1-2me/xe/cymku ¢ 2-3 npuema u 6/8 3-
Sme/ke/cymxu, evinyckaemcs 6 6ude cupona, mabiemox, pacmeopos O 6/8
88e0eHUs
(Cuna pexomenoayuu 2; yposensb docmoseprocmu doxkazamenvcms C) [1].

EpOHXOJl umuueckue npenapamal

PexomeHnoBano Ha3HaueHUE OpOHXOIUTHYECKOH Teparuu [1,7].
(Cunaa pexkomeHaanuu 2; ypoBeHb I0CTOBEPHOCTH /10Ka3aTeJbCTB B)

KomMeHnTapuii: NpoTUBONIOKa3aHUs: UHIUBUyalIbHasl HETIEPEHOCUMOCTb.

(0] PGKOMGH,Z[yeTCH npu BO3HHUKHOBCHHHU 3aTPYAHCHHOI'O [JbIXaHWUSA W  OJBIIIKH

Ha3HauuTh caapoyramon ™ (Koo ATX: RO3CC02) B pexume «1o TpeGoBanuio» [1].
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(Cunna pexkomennanuu 2 ypoBeHb 10CTOBEPHOCTH B);
0 Pexomennayercs nepen NpoBeJCHUEM KHHE3UTEPAIMK HAa3HAYHUTH caibOyTamon [1].

(Cuna pexomeHaanuu 2 ypoBeHb 10CTOBepHOCTH B);

0 Pekomennyercs mpu Hamuuuu oOpaTUMON OPOHXOOOCTPYKIUH (IIPHPOCT YPOBHSA
O®B; nocne uHranauuu OpoHxonuTUKa> 15%) Ha3HAUUTH. P2-aAPEHOCTUMYIATOP
(canmpOyTaMoi) B COYETAaHMU ¢ M-XOJIMHOJUTHKOM (umparpomus opomur - (Koo
ATX: RO3BB0I) wnu mpoJIOHTMPOBAHHBIC Tpemnapatsl — canmerepon (Koo ATX:
RO3AKO06) uu popmoreposr™™ (Kox ATX: RO3AC13) wiau TroTporust OpoMum "
(Koo ATX: RO3BB04) [1].

(Cunaa pexkomennanuu 2; ypoBeHsb goctoBepHocTu B - C);

Kommenrapwmii: npumenenue muomponusi 6pomuda y oemeu Off label - e6ne
3apecucmpupoGaHHbIX 6 UHCHMPYKUUU J1eKAPCHIBEHHO20 CPeOCmea NOKA3aHuil, ¢
pazpewenua JlokanbHo2o IMuuecko20 KomMumema MeOUYUHCKOU Op2aHu3auyuu, npu
HAMUYUU NOONUCAHHOZ0 UHPOPMUPOCAHHO20 co2nacusn pooumerneil (OneKyHa) u pebenKa

6 so3pacme cmapuie 14 Jiem, 6 yCiaoeuiax Cneyuaiu3upoeannozo cmauuouapa)

[TarieHTaM ¢ HOYHBIMH SIH30JAMH YAYIIbS W TPU HEBO3MOXXHOCTH PETrYJISIPHOU
UHTASIMOHHON ~ Tepamud  PEKOMCHIOBAHO  PacCMOTPETh  BONPOC  HAa3HAYCHUS
MPOJIOHTMPOBAHHBIEC TEOPHUIUTUHBI BHYTPS [1].

KommenTapnii:

Buvibop nymu ésedenusi: npeonoumernue omoaemcs UHSAIAYUOHHOM) 86€0eHUIO.

Oyenka 3¢gexmuenocmu neveHus. KIUHUYECKU (CUMNMOMbL OPOHXO00OCMPYKYUu) U no
OaHHBIM CRUPOMEMPULL.

Oyenka 6e3onacnocmu n1eyeHus: KIUHUYeCKU U no pe3yibmamam 00beKmugHo20 0CMOmpa
(HUCO cepOeuHbIX COKpaujeHull, cepOeyHblll pumm,).

HononnumenvHvle 3ameyanus: NpU HA3HAYEHUU OPOHXOMUMUKOE OdemaAm 0o 10 nem u
oonbHbIM ¢ msdxceno opouxoodocmpykyuen (ODB1<30% om 0019CcH020) uHeaNAYUU
O0JIHCHBL NPOBOOUMBCS NPU NOMOWU HeOYatizepa Uy yepe3 cneticep.

Anmuobaxkmepuansnvie npenapamot (ABII)

PexomennoBana aHTHOaKTepHadbHas Tepamusl BCEM IAalUMEHTaM C  JIETOYHBIMHU

nposiBieHussMH  MB, y KoTopbIX oTMmeuaercss oOoctpeHne MB  wiM  BBISBISIOTCS
o 34

BO30OYIUTENIN pecnupaTopHol MHGEKIUU B KoimdectBe Ooee 107 KoJIIOHMEOOpa3yromux

CAWHUL IIPpU IIJIaHOBOM MI/IKpOGI/IOHOFI/I‘ICCKOM HUCCIICAO0OBAHNM, WM HpPHU XPOHHUYCCKOM
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BeiceBe P.aeruginosa (ruranoBeie kKypcel ABIl B Buje mHransuumii dyepes HeOynaiizep, mpu
HE00XOAMMOCTH B COYCTAaHUM C BHYTPUBEHHOIM Tepanuei) [2,3,4,5,6,8].

(Cunaa pexkomennanuu 1; ypoBeHb I0CTOBEPHOCTH A)

KommenTapun:

IIpomueonokazanusa: onpedensiiomcs UHOUBUOYALHO U 3A8UCAM OM UHOUBUOYATbHOU
HenepeHoCUMOCmu (8 MoMm 4ducie auiiepeus), Xapakmepa CONYMCMEYIOWUX 3a0071e6anull
(enasnwvim 0Opazom 3a601e6aHus nNeveHUu U NoyYeK) u 603pacma 601bHO2O0.

Boioop nexapcmeenuvix cpedcme onpeoensiemcs. 8UOOM 6030y0umeis, GblAGIEHHO20 Y
001bHO20,; Uy8CmMBUMENbHOCIbIO  6030youmens (in vitro) x Oannomy ABII;  ¢a3zou
3abonesanus  (0bocmpenus — pemMuccus);  NPOOOIHCUMENbHOCIbIO  UHQEKYUOHHO2O0
npoyecca (xpoHuyeckas UH@eKyus — anepsvie GblANIeH bl 8030)0UMens).

Boioop nymu eeedenusn onpedensiemcs: 8U0OM 6030y0umeis, 8blA8IEHHO20 VY 00IbHO20;
gasoil 3abonesanusi (06ocmperue — pemuccus); NPOOOINCUMETLHOCbIO UHGEKYUOHHO2O0
npoyecca (XpoHuueckas UH@eKyus — 6nepevie GuIAGIEHHbI 6030YOUmeny); Mecmom
OKA3aHUSI MEOUYUHCKOU NOMOWU (AMOYIaMOpHAsA — CMAYUOHAPHAS); IDDEKMUEHOCIbIO
npeoulecmsyroujeti aHmudaKxmepuaibHoUu mepanuu.

Ouyenka Ighhexmusnocmu neuenusn. KiuHUYeCKU (CUMNMOMbL UHDEKYUOHHO20 npoyecca —
JUXOPAOKA, Xpunvl 6 Je2Kux), no OaAHHbIM JAAOOPAMOPHLIX Memooo8 00c1ed08aHUs
(netikoyumos, yposenv C-peakmuenozo 0enka) U no OAHHbIM MUKPOOUOIOSUYECKO2O0
uccnedosanus (Apaouxayus 8030youmens, nepcucmuposanue, cynepuH@ekyus, CHudM3ceHue
svidenenus 6036youmens <10" kononueobpasyrouux eduruy u m.o.).

Ouenka 6e3onacHocmu 1e4enus: 3a6UcCUm om NPUMEHIEMO20 NeKAPCMEEHHO20 CPeOCmad
(J/IC) u nposooumcs ¢ y4uemom 603MONCHBIX HeNHCENaAMENbHBIX 1eKAPCMBEHHBIX PeaKYUlL.
Jononnumenshule 3amevanusn:

1. Ilpu Hnaznavenuu ABIl cnedyem ucnoavzosamsv rombunayuu JIC ¢  paziuunviv
MexaHusmom Oelicmeus  (Hanpumep, [-1aKmamuvie AHMUOUOMUKU 6 KOMOUHAYUU C
amunoenuxkozuoamu). Ilpu evidenenuu 6 Mokpome OONLHO2O OOHOBPEMEHHO O08)YX
MUKpoopzanusmos evibop ABII 3aeucum om ceoiicme 60.1ee pe3ucmeHmuo20 030y0Umers.
2. Ilpumenenue ABII 6 ude uneanayuii uepes nedyravsep:

- MOdCem npo8oOUMbCs KAK 8 CIMAyuoHape, maxk u 6 OOMAWHUX YCI08UAX (Npu HAIUYUU
Hebynauzepa u coomeemcmseyrowux HA8bIK08 y 00IbHO20 uau e2o Oauskux). Eciu nem
VC08UTL 01 pe2yIsAPHO20 NPOBEOCHUs UHSANAYUU 8 OOMAUHUX YCOBUSAX, IyYle nepeimu K

npuemy ABII 6nympo,
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- 01 peuleHus 60nNpoca O HAZHAYEHUU UHSATAYUOHHOU mepanuu ciedyem npogecmu
CRUpOMempuio 00 Nepeoll UHANAYUU AHMUOUOMUKA U Yepe3 HEeCKOAbKO MUHYM nocie
uneanayuu (0115 8vis61eHUSL BO3MONCHO20 OpoHXocnasma). Y demeii 0o 6 nem be3onacHocmo
mepanuu OYeHUu8aemcs, UCX00 U3 HAAUYUA CUMNMOMO8 OPOHX00OCMpPYKyuu (noseieHue
KQUAISL UTU XPUNBL 8 JIe2KUX),

- neped uneanayueiu ABIl HeobXoOumo nposecmu  UHANAYUIO  OPOHXOIUMUKOS
(canvoymamon 2,5 me uepe3 nedynauszep 3a 15-30 munym 0o uHeanayuu awmubUOMUKA),
MYKOTUMUKOS, a MAKHCe NOCMYPANbHBIUL OPEHANC,

- npu uneanayuu ABIl 6 oomawimux ycnosusx, eciu 8 OOHOM NOMewjeHuu ¢ OONbHbIM
npoACUBAIOM 0emu, HeoOX0OUMO UCNONb308amb Heby1ali3ep, OCHAWEeHHbIU Guibmpom Os
8b106IXAEMO20 8030YXA;

- npu uneanrayuu ABIl nyuwe npumenams MyHOWMYK (3a2YOHUK), ueM MAcCKy, 3d
uckarouenuem demeti 0o 3-x nem. Bovixanue npenapama nyuuie ocywecmsiims uepe3 pom,
npUMeHeHUe HOCOBbIX 3ANCUMO8 60 BpeMA UHRANAYUU Yeeruuugaem 3Ppekmuenocms
Jleyenusl;

- npu nposedeHuu uneansayul ¢ ycaosusx JIIY, bonvusie, unguyuposannsie P. aeruginosa u
ocobenno B. cepacia, 0onicHbl nonb306ambCst UHOUBUOYAILHBIM HEOYIAZ3EPOM.

3. Ilpumenenue ABII enympo ucnonvzyemcs 0nsi mepanuu obocmpenuii MB 6 domawnux
YE08UAX U OJis RPOPUIAKMULECKO20 NeueHUs OOTbHbIX, uHGuyuposannvix P. aeruginosa;
4. Ilpumenenue ABII 6nympueenno noxazamo:

- npu madxcenvix obocmpenusix MB (neuenue 6 ycrnogusx JIIY);

- 015 npoghunakmuuecko2o Jedenust 60abHbIX, uH@uyuposannsix P. aeruginosa, ¢ mex
cnyuasx, koeoa npumenenue ABII enymps okasanocv nesgghexkmusnviM (6HympuseHHas
mepanus 8 OOMAWHUX YCLOBUSAX),

- npu yxyouieHuu meueHus 3a0071e6aHus U NOAGIEHUU HOBbIX CUMNMOMOE ) OONbHBIX,

noayyarowux ABII 6nympu (6Hympueennas mepanus 8 OOMAUWHUX YCIOBUAX),

e Pexomennainuu no antuOaktepuanbHOW Teparmuu Staphylococcus aureus m Haemophilus
influenzae npencrarnens! B Tabmuie 6.

(Cuna pexomenaanuu 2; ypoBenb jgocroBepuoctu C) [8].

Tadauna 6 - AHTHOMOTUKH, IPUMEHsIEMbIE Y OOJIbHBIX MYKOBHUCIIUI030M IIPU BHICEBE U3

oponxuanbHoro cekpera Staphylococcus aureus u Haemophilus influenzae

AHTHONOTHK CyTouHbI€ JO3BI ISl IeTel CyTouHbI€ O3B [Iyrb BBeaeHuUs Kpatnocts npuema B
JIIS1 B3POCIIBIX JICHb
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Amoxkcunmnina+Kiia 40-100 mr/xr 1521 Buytpb 2-3
BYJIaHOBAsI
kuciora™”™
(pacuer o
aMOKCHIWIUIMHY)
Koo ATX: JO1CA04
Oxcarmmma™"™" 100 mr/kr 2r BuyTpb 4
Koo ATX: JOICF04
Jlokcumukmua™"" Hertu crapie 8 net ¢ 1 nenp-200 mr BuyTtps 1-2
Koo ATX A0IAB22 Maccoii tena 10 45 kr 3aTeM
1 nens neyenus 2,2 Mr 100 mr onuH pa3 B
JOKCHLIMKJINHA / KT 2 pa3a B CYTKH
JieHb, a 3aTeM 2,2 — 4,4
MI/KT B OJTHOM J03¢ wiH 1,1
— 2,2 MI/KT Macchl Tena 2
pasa B JIeHb.
HetsaMm ¢ Maccoii Tena 6onee
45 xr (c 12 ner)
JOKCHULIMKJINH Ha3HAYaroT
KaK B3pPOCIIBIM
Ledanekcuu™"" 25-50-100 mr/xr BuyTpb 3-4
Koo ATX: JOIDB01
Hedakiop 20-40 mr/kr 1.5r Buytps 3
Koo ATX:J01DCO04 Ho 1 rona 375mr
1-7 ner 500 mr
>Tner 1,5r
Hedukenm 8Mr/Kr 400 mr Buytps 1-2
Koo ATX:J01DDO08 6mec-1ron - 75mr
1-4 roma-100mr
5-10 ner-200Mr
11-12ner-300mr
Asurpomurun™®* >6mec-10MI/KIB 1eHb 500 mr BuyTtps 1
Koo ATX: JOIFAIO 15-25kr-200Mr Kypc 7-10 nneit
26-35kr-300mMr
36-45kr-400MT
Knapurpomurua™*™ 15mr/xr Ir BuyTpb 2
Koo ATX: JOIFA09 1-2r-125 mr
3-6 ner-250 mr
7-9 ner-375 mr
>10 ner-500 mr
Jixozamurmu™"* 40-50 mr/kr 1-3r BuyTpb 2-3
Koo ATX:JO1FAO07
Knuagamunuma™® 20-40 mr\kr 1,8r-2,4r Buytps 3-4
Kon ATX: JOIFFO1
Hedomepazon+Cynn Hetu ot 1 mec no 12 mer - 2-4r B/B 2 (4)
Oakram™ 80 mr/kr (MakcUMaibHO 8 T)
Koo ATX:J01DD62 1o edorepaszony
Jis Tsoxenbix nHpeKmuit 1o
160 mr/kr
Ko-tpumokcazon™"** 6-10 mr\kr mo 320mr BuyTpb 2-3
Koo ATX: JO1EEOQ1 TPUMETOIIPUMY 10 TPUMETONPUMY
Ho Smec 240 mr 1600mr
6 mec-5n1er-480 mMr 1o
6-121e1-480 -960 Mr CyITb(POMETOKCA30
Crapme 12 ner -1920 mr ny
TP TSDKENOW MH( KN
BO3MO)KHO YBEJIMUCHHE
n03sl Ha 50%
Pupamouua™ 10-20 mr/kr 0,6-1,2r BHYTpb 2-4
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Koo ATX: J044B02
@DysunoBas KUCIO0Ta 40-60 mr/kr 2,25T BHYTPb 3
Koo ATX JO1IXCO1
XiopamQpeHuKon 50-100mr/xr 2-4rB BHYTPH 3-4
Koo ATX JOIBAOI
OyKIOKCALUIUIAH 100 mr/kr 4-8 v B/ 3-4
Kon ATX:JO1CF05
Ledrpuakcon™ 50-80 mr/kr 4r B/B 1-2
Koo ATX:J01DD04 B/mblmeyno
Llepypoxcum™"™
Koo ATX:J01DCO02

20 -30 mr 05-1r BayTps 2
Hedypoxcum
aKCeTHII

3-9r B/B 3-4

Hedypokcum HaTpust 150- 200mr/kr

Anmubaxmepuanvhas mepanus npu eviasienuu ¢ mMokpome P. aeruginosa

PexomenyeTcsi OJHOBpEMEHHOE Ha3zHaueHUE 2—3 MPOTUBOMUKPOOHBIX IPErnapaToB M3
Pa3HBIX TPYIII, YTO MPEAOTBPAIACT Pa3BUTUE ycTOWYMBOCTH P. @eruginosa u coco0cTByeT
JTOCTIDKEHUIO MaKCHMAaJbHOTO KJIMHHWYecKoro sddekra. Haumbosee dvacTto NpUMEHSIOT

KOMOUHAITNH (Tabmn.7).

AMHUHOIJIMKO3UJIOB C 3—4 nokoaeHus

nedanocnopuHaMu
IlenecooOpa3Ho NEPUOTUYECKH MEHATh KOMOHMHAIMM aHTHOMOTUKOB, S(PQPEKTHBHBIX B
OTHONIICHUH CHUHETHOWHOW manouku. CliemayeT MOMHHTH, 4TO J1ab0OpaTopHOE OIMpeeicHHe
9yBCTBUTEIHLHOCTH MUKPOOPTraHM3Ma K aHTUOMOTHKAM HE BCET/a MOJTHOCTHIO COBIAIACT C
KJIMHHUYECKHM OTBETOM Ha IMPOBOIUMYIO Tepanuto [2,3,4,5,6,8].

(Cuna pekoMeHIanuu 2; ypoBeHb AocToBepHocTH C).

KommenTapun. B 3apybedxchvlx pekoMeHoayusx npucymcmeyem maxdice 8blnyujeHHHAs 8
2013 2. nopowkosas opma xorucmumemama HaAmpus (8 KANCyiax yepe3 CneyudibHulll

uneanamop) [7] - Ha ceeoouawnuil Oedb Ha meppumopuu Poccuiickoii ®@edepayuu

npenapam He 3apecucmpuposan.

Tadauna 7 - AHTHOMOTUKH, IpUMEHsieMble Y 00JbHBIX MB, 1pu BbIceBe U3 OpOHXHATIBLHOTO

cekpeta Pseudomonas aeruginosa

AHTHONOTHK Jlo3a B cyTku Juist ieTeit CyTOouHbI€ O3B IIyts Yucno npuemMoB B
JUTSL B3POCITBIX BBCIICHUS JICHb

AMukanua™ 15-20 mr/kr 700-1000 mr B/B 1-2
Kon ATX:J01GBO06 KonmenTparms nepe BBEACHUEM CISAYIONICH O3HI mpenapara < 3Mr/I
[enTamunus™ 10 mr/kr | 10Mr\kr | B/B | 1-2
Kox ATX:J01GBO03
Tobpamuua™ [MukoBast KOHIIGHTpAIKSA B CEIBOPOTKE KPOBH uepe3 lyac mocie BBeneHus 3-4 10351
Kon ATX: J01GBO01 6omee 10mr\in, MuHIMAaITBHAS (TIEpEl BBEICHUEM CIIEAYIONIEH 0361 npenapara) < lmr/in
Lunpodokcamua™ ™" 15-40 mr/xr 1,5-225r BHYTPb 2-3
Kog ATX: JOIMAO2 10 mr/kr 800 mr B/B 2
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Lleprasumum™ 150-250 mr/xr 6-91 B/B 2-3
Kox ATX: JO1DDO02

Llepenum™ 100-150 mr/kr 4-6 1 B/ 2-3
Kon ATX:J01DD08

[Muneparmmua+Tazo00 270-360 mr/kr 13,5t B/B 3-4
aKTam

Kox ATX: JO1CRO5

Tukapumwinua+Kinasyn B/B

aHOBAas KUCJIOTa 320-400 mr/kr 9-18r 4
Kom ATX: JO1CRO3

Hedormepazon+Cynpoa 150-200 mr/xr 8r B/B 2
KTam™

Kon ATX: JO1DD62

A370UMILITUH 300 mr/xr I5r B/B 3-4
Kon ATX: JOICAQ9

A3sTpeoHam 150-250 mr/xr 8r B/B 4
Kox ATX: JO1DFO1

Nmunenem+Iunacrar 50-100 Mr/kT B ICHB 11O 2-4r B/B 3-4
un™ UMUIICHEMY

Kon ATX: JO1DH51

Meponenem™ 60-120 mr/xr 3-6T B/B 3
Kox ATX: JOIDHO02
Komnucrumerat Hatpust 50 TBI1¢c-75 THIC EJI/KT 6 muH EJ] B/B 3

Kon ATX: JO1XBO1

TMpumenenne npenapara y gereii off label — BHe 3aperHCTPUPOBAHHEIX B HHCTPYKIHH
JICKapCTBEHHOT'O CPE/ICTBA MOKa3aHUH, ¢ pazperieHust JIOKkaabHOro 3THYeCKOro KOMUTETa
MEIULMHCKOW OpraHu3aliuy, Ipyu HATMYUU TTOANMKUCAHHOTO HH()OPMUPOBAHHOTO COTTIACHS
ponuTeneii (ornekyHa) 1 peOeHKa B Bo3pacTe cTapiue 14 jet, B yCIOBUAX CHEIHATU3UPOBAHHOTO
CTallMOHAapa

PexoMentyeTcst mpoBeeHHe MPOPHIAKTUIECKHX KYPCOB aHTHOAKTEPUAILHOM TEpaIii TPH
XPOHUYECKON KOJIOHHM3AI[MM HIDKHUX JIBIXaTeNbHBIX IMyTed P. aeruginosa yBennmyuBaroT
MPOIOJDKUTEILHOCTD JKU3HU maiueHToB [2,3,4,5,6,8].

(Cuna pexomeHaanum 2; ypoBeHb JIOCTOBEPHOCTH AoKa3aTebcTB C).

KommenTapmii:  Buwecme ¢ mem  npogedeHue  NpoQUAAKMUYECKUX — KYPCO8
AHMUOAKMEPUATbHOL  MePanuy  NPAKmuyecku He CKA3bleaemcsi HA  YCMOUYU8OCmu
WMAMMO8  MUKDPOOP2AHUIMOB, HO MONbKO NPU CEO0CBPEMEHHOU CMEHe NPUMEHSIEMbIX
npenapamos.

Ipu uacmeix 060cmpenusx UHGEKYUOHHO-BOCNATIUMENTLHO20 NPOYEeccd 68 OPOHXOECOUHOL
cucmeme crnedyem YeeIudu8amsb NPOOOINCUMENbHOCHb KYPCO8 AHMUOAKMEPUATbHOU
mepanuu 00 3 HeO., UCNOAb3YS GHYMPUBEHHBIU CNOCOO 66edenus, u (Wii) COKpauwamo
UHMEPBANbL  MeXCOy — Kypcamu, U (uiu) medxcoy  Kypcamu — NPUHUMAmMs — GHYMPb
yunpoghnoxcayun [2,3,4,5,6,8].

Cmpamezusn anmubuomuxomepanuu P. aeruginosa ungexyuu npu MB
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Ilpu unmepmummupyroweti unghexyuu P.aeruginosa osmodicHocmy canayuu MOKpOmbl
oonvHbix MB 3HauumenvHO 6bluie, YeM NpU XPOHUUECKOU. B MHO20MemHUX uccie0o8anusx
NOKA3AHO, YMO AKMUBHAS AHMUMUKPOOHAs mepanus no3eousem npedynpeoums Uil Omcpoyums
pazeumue xponuueckou P. aeruginosa ungexyuu 6onee uem y 80% donvuvix MB. Eciu spadukayust
P. aeruginosa nocre npogedennoco Kypca aHmubGUOmMuKomepanuu He npouzouLid, u y 601bHO20
PAa3éunace — XpOHUYecKas  CUHESHOUHAs — UMpeKyus,  mo  HA3HAYeHUue  UHSANAYUOHHOU
npomugocunecHounol mepanuu (Tobpamuyun 6 nyope u pacmeope uiu KOIUCMUMEMAm HAmpusl)
n0360J5em YMEHbWUMb PUCK pA38UMUs 000CmpeHull OPOHX0Ne20YH020 npoyeccd, CmeneHb
BbIPAINCEHHOCU PECRUPAMOPHBIX NPOAGNEHUU, COKPAMUMb YUCLO KVPCO8 MabIemupo8aHHol uiu
BHYMPUBEHHOU AHMUOAKMEPUATLHOU MePnU U  VIYYUUmMb HOKA3amenu @YHKYUU GHEuHe20
ovixanus (ma6ba.8) [8].

Taoauna 8 - Cxema aHTHOAKTEpUATBHON TepaNuu MPU XPOHUUECKON CHHETHOWHOW MH(EKIINH.

Wuramsimuu To6pamunaa B pactBope 300mr unu ToOpamunmza B mynpe - 112 Mr (4 xarcyisl)
JBAX/bl B CYTKM MHTEPMUTTHUPYIOIIMMHU KypcamMu 28 nHeW npuema, 28 THEH mepepbiB, BCero 6
KypcoB B roJl (Cunjia pekoMmeHIanuM 1 ypoBeHb 10CTOBEPHOCTH A0Ka3aTeJIbCTB A)

HJIN

pactBop Kommctumerara narpus 1-4 mun. EJ/24 yac mocTosiHHO WMIM Jpyroil aHTUOMOTHK B
MHTATALUAX TOCTOSIHHO BCEM JETSAM C XPOHUUYECKON KOJIOHU3AMEN CHHETHOMHONM Nal0OuYKu

(Cunna pexomennanuu 2 ypoBeHb A0CTOBEPHOCTH A0Ka3aTedbcTB C)

VY GONBHBIX C MPOTPECCUPYIOIIUM CHIKEHUEM (DYHKIIMHU JIETKUX U YaCThIX 0OOCTPEHMSIX, a TaKKe
IIpU HEIOCTATOYHOM 3((eKTe OT MHTATALMOHHON aHTHOAKTEpUAIbHOM TEpanmui OCHOBHON PEXUM
TEpanuy BKIIOYACT: 2-X HEACNbHBIH Kypc BHYTPHUBEHHOH aHTUMHMKpPOOHOW Tepamuu Kaxjble 3
Mecsa

IIpenapamul 0na enympusennoeo esedenus. Toopamunua 10 mr/kr unn AMukauus20 mr/kr 1pas B
nenb uinu ToOpamummu 10-12 Mr/kr B AeHb (10 JOCTHXKEHHUS B CHIBOPOTKE KPOBU KOHILIEHTPAIIHH
1-2mkr/mn) +LHedrazunum 150-200 mr/kr B nens B/Buin + Mepomnenem 60-120mr/kr/24uac B/B win
+ Apyroi aHTUOMOTHK, AKTUBHBIA MPOTHB CHHETHOWHON MaJIOUKU

(Cuna pexkomennanuu 2 ypoBeHb A0CTOBEPHOCTH A0Ka3aTesdbeTB C)

[Ipy  KIUHUYECKOW  HECTAOMIBHOCTH:  yBEIMYEHHE  IPOJOJDKUTEIBHOCTH  KYpCOB  B/B
aHTHOaKTepHalbHasl Tepanmus 10 3 HeA. W/WIM COKpAllleHHEe MHTEPBAIOB MEXAY KypcamH, W/Win
npueM Lunpodnokcaunna/Odnokcanuaa 20-40Mr/ Kr /CyTKM BHYTpPb MEXIY KypcamMu B/B
aHTUOAKTEpUATbHOM TEpanmuy, a TakXKe He IMpepblBHAS WHTASIIMOHHAS aHTHOAKTepUalbHas
Tepanus Kypcamu ToOpamunaa u Konaucrumerara HaTpus.

Anmubaxmepuanvnas mepanus npu eviasienuu 6 mokpome B. cepacia

e Pexomennyercs mnpu wuHpummpoBanun Burkholderia cepacia complex wememnenHoe
TepareBTUYECKOE BMEIIATEIbCTBO BCIIEICTBUE €€ BHICOKON BUPYJICHTHOCTH.
(Cunna pexomenganum 2; ypoBeHsb qoka3zaTeabers C).
Kommenrtapuii: HWuguyuposanue B.cepacia 0ocmogepHo yxyouwiaem — KIUHUYECKoe

cocmosiHue 601bH020 U npoeHo3. Ecmb omodenvubvie coobwenus 06 ycnewHol 3paoukayuu

24




HEeKomopulx  usonamos  B.cepacia  C  npumenenuem  pamHeu  a2peccusHol

anmubaxmepuanrbHol mepanuu 00 Gopmuposanus xpoHuyeckou ungexyuu [1,7].

PexomenyioBaHo mpu BbIOOpe aHTUOMOTHMKA, KaK NpU TEPBUYHOM BBICEBE, TaK W IS
JeueHus 000CTpeHHs OpOHXOJIETOYHOTO TIpolecca HEoOXOAWMO PYKOBOJCTBOBATHCS
CIICAYIOIIMMHU TipuHItnamu [1,7]:
1.  Komb6unanus u3 Tpéx npemnaparoB ssisercs Oonee apdexruBnoit. Kype ot 3 Henens
u Oouee.
2.  llenecooOpa3HbIM sBISETCS KOMOMHALIMS BHYTPUBEHHOTO U MHTAJISLMOHHOTO ITyTeH
W/WIIH TIEpOPALHOTO BBEJICHUS aHTHOAKTEpUAIIbHBIX ITPETapaToB.
3. HauGomnburyio aKTUBHOCTh in vitro COXPaHSIOT LedTazuaum,
[Munepammumnua+Tazobakram, Meporienem, HMunenem, Ko-Tpumoxcazon Hu
Terpanuknuael. B xiImHWYeCKHX HUccieqoBaHUsSX HaumOolee 3¢ deKTUBHB MeporeHeM,
To6pamunmy,  Ko-tpumokcazon,  Ilunmepaumnun+TazobOaktam, — JIOKCHIMKIMH |
Hedrasumum. Jlns onTUMH3aMKA  HCXOJOB  «Cepacia syndrome» pexoMeHIyeTcs
o0s3aTeNbHOE BKIIIOYEHHE B cXxeMy JiedeHus Ko-Tpumokcasona. ((heKTHBHO MpUMEHEHHE
TPEXKOMIIOHEHTHOM CXeMbl B/BEHHOTO BBeAeHUS MepomneHema, ToOpamunmua c
[edTazugumom B TeueHue 2 -x Hememb U Oosee (Tadm.11)
4.  DOddextuBHa gmuTensHas, oT 3 g0 12 Hexenb, Tepamus MEpPOPaTbLHBIMHU
npemapatamu Ko-tpumakco3osioM u /uinu JIOKCHIIUKIUHOM | /i XaopamM(peHUKOIOM
(Ha ¢oHe BHYTpMBEHHOW Tepamuu uiau mocie Hee). Ilpu XpoHWueckoi WHGEKIHH
Burkholderia cepacia pekomennyercst npuem tabnetrupoBaHHbIX popM Ko-Tpumokcasoa.
5. BompmmucTBO ~ MuKpoopranmsmoB  Burkholderia  cepacia  memoHcTpupyroT
PE3UCTEHTHOCTh K AHTHUIICEBJOMOHAJHBIM aHTUOMOTHKAM, BKIIOYas TMPUPOJHYIO
pesucreHTHOCTh K Kommctumeraty Hatpus M AMHMHOTIHMKO3MIaM. B To jxe Bpewms,
HakorieHa nHpopmanus o0 3¢pdexkruBHOCTH TpUMeHeHus: ToOpamunHa.
6. B psapme ciaydyaeB mpu KpaiiHe TSDKEJIOM TEYEHHMH OOJIE3HH JOMYCTHMO COYETaHHe

JBYX JTAKTAMHBIX aHTUOMOTUKOB (BHYTPUBEHHO U MHTAJSILIMOHHO).

Jns nerei crapmie 12 €T W B3pOCHBIX PEKOMEHIOBAHO HMHTANSIUOHHOE NPUMEHEHUE
ToGpamunmaa, Meponema u lledrasumuma, npeaHa3HAYEHHBIX JUIsI BHYTPUBEHHOTO
UCTIOJIb30BAHUS.

(Cunna pexomenganum 2; ypoBeHb qoka3zaTeabers C).

KommenTtapuii: 06 spaduxayuu Burkholderia cepacia moorcrno cyoums monvko uepes 200

nocie nocieoHe20  6bicesd npu  yciosuu, KaxKk MUHUMYM, mpex ompuyamelbHblx
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OAKMEPUONOSUYECKUX — AHAU308 MOKpOmbl. B omuowenuu 6GOabHbIX, 6bICE6AIOUUX
Burkholderia cepacia, nposooumcs norumuxa cmpoosicaiiuie2o uH@EeKyuoHHo020 KOHMpOJisL U

eueuenuyeckux mep [8].

AHmuﬁaKmepuanbHaﬂ mepanusa npu eévlcese U3 6p0quaJle020 CeKpema
Achromobacter xylosoxidans

e Jlpu BpiceBe u3 OponxmanbHOro cekpera Achromobacter xylosoxidans pexomenmoBaHo
COOITIO/ICHHE CIICTYIOLINX MTPABHI aHTHMUKPOOHOHN Teparuu:
1. Ilpum mepBoM BbiCEBe W/WIM CBS3M €ro ¢ O0OOCTPEHHEM OpPOHXOJIETOYHOTO
mpolecca MCIHOJIL3YIOT BHYTPHUBEHHBIE aHTHOMOTHKM KypcoM 14-21 nenb. Ha3znawaercs
Konuctumerar Hatpust Ha 3 Mmecsia (BHYTpUBEHHAs Tepanus U B MHTAISAIMAX), BO3MOXKHO,
C TepOpaTbHBIMH aHTUOMOTUKAMH. MOXHO HCIOJIb30BaTh AMOKCHIMILIMHKIIaBYIaHOBAS
kucnota (miu Ko-tpumokcazon) B Tedenue 1 mecsiia u uHraipsuuu Komuctumerara HaTpus
B TEUEHUE 3 MECSIIEB.
2. Ipu xpoHWueckod WH(EKIUH HCHOIB3YETCs IUTENbHO HHraasiuuu Konmcrumerara
Hatpus (1-s nuHMSA), TpU OTCYTCTBUM d(dekTa HazHayaroT MHransmu MeporeHema (2-s
JIMHHSA).
3. Achromobacter xylosoxidans xapakrepu3yeTcst MyJIbTUPE3UCTEHTHOCTBIO, CIIOCOOHOCTHIO
dbopmupoBath OHOPMIBEM, YTO OOBSICHSET HEYJAYM aHTUOAKTEPUATHLHOU dPaTUKAIMOHHON
Tepanuyi MEKPOOPraHU3Ma MPU XPOHUYECKOH MH(EKITHH.
4.  CoriacHo MEKAYHapOJHBIM  PEKOMEHIAIMSIM, s JiedeHHs  0OOCTpEHHH,
oOycnosnennsix ~ Achromobacter  xylosoxidans, wucnone3yror KOMOMHALUIO — JBYX
AQHTUCHHETHOWHBIX aHTUOMOTHKOB Pa3JInYHbIX KiaccoB (Tad:. 9) [8].
(Cunna pexkomennanuu 2 ypoBeHb 10Kka3ateabcTB C)
KommenTapuii: porv Achromobacter xylosoxidans npu MB oxonuamenvHo He onpedenena,
8 CBA3U C ueM, UEMKOU cmpamecuu OMHOCUMENbHO CPOKO8 U 00béMa JNeyeHus He
paszpabomano. Iloemopuviii evices A.xylosoxidans, conpogodcoarowuiics yeenudenuem
NPOOYKYuU  cneyuguueckux npeyunumupylowux auwmumen daccoyuupyemcs c 0Ooiee
OvicmpbiM nadenuem 1E204HOU DYHKYUU, CONOCMABUMbBIM C MAKOBLIM NPU XPOHUYECKOLU
CUHESHOUHOU UHGperyuu (K 3a601e8aHUI0 NPeOpacnoiazaem uMmyHoOoeduyum)

Tadmmua 9 - AnTHOMOTHKH, TIPUMEHsieMbIe TIpu BbiceBe Burkholderia cepacia

complex, Achromobacter xylosoxidans

Ha3zpanue npenapara CyrouHas no3a CyrouHas Croco6 KpaTtnocts
JeTu J03a BBEJICHUS BBEJICHUS
B3pocasle
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Lleprasumum™ 300 mr/xr 9-12r B/B 3
Koo ATX: J01DDO02
HedTazumum B Bo3pacre 10 2 2r Wuransmm 2
Koo ATX: J01DDO02 Mmec: 25—

50 mr/kr/cyT,

cTapuie 2 Mec —

50-100 mr/xr/cyr
Meponenem™ 120 mr/kr 6r B/B 3
Koo ATX: JOIDHO02
Meponenem™ 250 mr -500 mr - WHransmuu 2
Koo ATX: JOIDHO02
Munepamma+TazobakTam 400-500 mr/kr 13,5 B/B 3
Koo ATX: JO1CR05
Ko-tpumokcazon™"** 20mr/kr (10 2880mr B/B u BHYTpPB 3
Koo ATX: JO1EEQ1 TPUMETONIPUMY)
Jlokenuuknun™"* 100-200 mr 1 menn-200 | Buytps 1
(crapme 12 jer) MT 3aTeM
Koo ATX: A01AB22 100 mr
XiopamQpeHuKon 50-100 mr\kr 2-4r Baytps 3-4
Koo ATX: JO1BAO1 B/B
Tuamdennkona rIUIUHAT 500 -1000 mr 1000Mmr Wuransymm 2
AlCTHIINCTCHHAT
Koo ATX: JO1BAO2
Konucrumerar HaTpus 2-4 miH. EJ] 2 -4 wma EJl | Uaramsmm 2
Koo ATX:J01XB0O1
! - ns Achromobacter xylosoxidans

ITankpeamuueckue gpepmenmor ™
L4 3aMeCTI/ITeJ'H>HyIO TCparunro MI/IKpOC(bepI/I‘ICCKI/IMI/I MaHKPCAaTUICCKUMHU (bepMeHTaMI/I

PEKOMEH/JIOBAHO Ha3HA4YaTh BCEM HOBOPOXAEHHBIM ¢ MB, uMEOIHUM KIMHUYECKHE

IIPOSIBJIEHUSI KUIIEYHOTO CUHAPOMA MM HU3KYIO0 KOHIEHTpauuio aactasbl-1 B kane (<200

MKr/T) [9].

(Cuna pexomennanuu 1 ypoBeHb 10Ka3aTeabCTB B).

KommeHTapmii: npogedeHuY  3aMeCmumenbHol — mepanuu  HeoOX00UMO
KOHMPOIUPOBANb.:

- noKazamenu KonpoSpamMmbl,

- yacmomy u xapakmep cmyia,

- edcemMecsuHYI0 NPUbABKY MACchl mend u OUHAMUKY POCMA NAyueHmd.

s eoccmanoeneHus — A0eK6AMHOU — ACCUMUTAYUU — JICUpA  Cledyem — NPUMeHsmb

8bICOK0Ihekmuenvle Murpocghepuueckue nawkpeamuyeckue gepmenmol. Ilpu smom
npumeHeHuu 6 OONbWUHCMBE ClyYyaes YOAeémcsi KOMNEHCUpoeamv Cmeamopero U
VMeHbUUmMb dehuyum maccol meid.

Ilokazanus: 8ce 6o0NbHbIE C NPUSHAKAMU HEOOCMAMOYHOCIU DYHKYUU NOOHCETYOOUHOU
Jcenesvl (cmeamopesi (HeUmpanbHblil JHCUP 8 KONPOSPAMME), CHUNCEHUE KONPOJOSUYECKOU

anacmaswl 1 menee 200 mke/e).
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IIpomusonokazanus: UHOUBUOYATbHAS HENEPEHOCUMOCTID.

Buibop nexapcmeennvix cpedcms: npenapamvl namkpeamunda’ ', gvinyckaemvle 6 6uoe
MUHUMUKpocghep u mukpomabiemok ¢ pH-uyscmeumenvuvim noKpolmuem u Heiamunosoll
Kancynoii.

Buvibop nymu ésedenusi: 6nymps 00 uu 80 8pems eovl.

Oyenka 3¢ppexmusHocmu ieyenus: K KIUHUYECKUM NOKA3AMeNm a0eK8amHou 003UposKu
NAHKpeamuyeckux Gepmenmos ciedyem OmMHeCmu: YiyyuleHue npudasku eeca Oemell,
VMeHbulenue ob0vema Cmynd, yMeHblUleHUue 3J1080HHO20 3anaxd, ucue3Hogenue Oonell 6
arcusome. JlabopamopHule nokazamenu — yMeHvbuleHue cmeneHu cmeamopeu.

Oyenxa 6e30nacHocmu 1eyeHus no KIUHU4eCKUM NPUSHAKAM.

JononnumenvHule 3amedanus:

1. I[1oobop 003 nankpeamuueckux epmenmos npo8oOUmMcst SMAUPULECKU.

(o] Hauanvhvie 0o3v1: 0emu epyonozo gozpacma: 3300-5000 EO nunazvt na 100-150 ma.
Mmonoka unu monourou cmecu [9] ;

(o] oemu cmapuie 1 200a — 2000-6000 E0 nunazvl /ke/cymxu (500-1000 EO auna3zvl /xe
Ha ocnosnou npuem nuwu u 250-500 EO nunazvl na donoanumensiuwiti npuem nuwu) [9]. He
cedyem nogvluiams 003y hepmenmos 00 ouens svicokoll (>18000-20000 EO nunaswet / ke 6
cymku). B 0anvhetiwem 003a noosepeaemcs Koppekyuu Ha 0CHO8e KIUHUYECKUX CUMNIMOMO8
u aabopamopHuix Oaunvix. Cnedyem nomHums, uymo npumepno y 10% 6onvHBIX
HeOOCMamoyHOCHb NOONCELYOOHUHOU Jicelle3bl He noddaemcst noanou koppekyuu [9].

2. [lanxkpeamuueckue @epmenmvl He cledyem HA3HA4amv nocie eovl. Kancynwl,
cooepoicawjue MmeiKue NOKpvlmvle 000J0UKOU MAOIemKU U MUHUMUKDOCHepbl, MOICHO
8CKpbIBAMb U NPUHUMAMb UX COOEPAHCUMOE OOHOBPEMEHHO C HeDONbUUM KOIUYeCmEoM
U, U NPUHUMAND YEeTUKOM, He 8CKPbl8asl, eCiid PeOEHOK Yice 00CMAamo4Ho O0IbuLol u
MOJHCEM NPOSIOMUMb KANCYILY.

3. D¢gexmuenocmv mepanuu naHKpeamudecKumu —QepmeHmamu  uUHo20d MONCHO
noevicums npu 00HOSpemeHHOM npumenenuu  Gamomuouna™ (Koo ATX: A02BA03),
panumuouna™ (Koo ATX: A02BA02), omenpasona™ (Koo ATX: A02BCO1) unu
azomenpazona™ (Koo ATX: AO2BCOS5) (Cuna pexomenoayuu 2; yposens 00Ka3amenbcme
C). Dmu cpeocmsa mozcym 6vimeb HA3HAUEHBL 8 MOM CyYAe, KO20Ad mpedyemcst 00CMAamoyHoO
8bICOKOE YGenudeHue 003 NAHKPeamudeckux @QepmMeHmos u/unu npu Omcymcmeuu ux
nieuebHo2o pgexma, umo modxcem Ovimb 00YCIO6IEHO NOBBIUEHHOU KUCTOMHOCMbIO
AHCENYOOUHO20 COKA U HEOOCMAMOUHBIM OWENAYUSAHUEM XUMYCA 8 1 2-nepcmHuoul Kuuixe.

Ilpenapamul opyeux pynn
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Jna mepanuu MB npumensemcs psao npenapamog opyeux gapmaxonocudeckux epynn. Kak

npasuio, peuterue o Hazwawenuu smux JIC Oondcno npunumamovcs cneyuarucmamu JITY I

YPOBHA HA OCHOBAHUU quueudyaﬂbelx NOKA3AHUII.

PexomeHtyeTcst pacCMOTpPETh Ha3HAYCHHUE CUCTEMHBIX TTTIOKOKOPTHUKOCTEPOUIOB MPH:

- TSDKEJIOM TEYEHUHU, 00YCIIOBIEHHOE YaCTBIMU OOOCTPEHHUSIMH C SIBICHUSMHU BBIPAKECHHOM
JBIXaTeIbHOW HEIOCTAaTOYHOCTH;

- JUINTEIbHOM BOCTIAJIUTEIILHOM IPOIIECCE, OCIOKHEHHOM 00pa30BaHUEM aTeJIeKTaTUYECKUX
U3MEHEHUU B JIETKUX,

- BBIPQKEHHOM U CTOHKOM OOCTPYKTHBHBIA CHHIpOME, pedpakTepHOM K JIEHCTBUIO ;-
aroHUCTOB.

(Cunaa pexomenganum 2 ypoBeHb q0Ka3atesibeTB C).

KomMmeHTapmii: cucmemmvie 2110KOKOPMUKOCMEPOUOLL 8 MANbIX 003AX NOMO2AIOM He
MONLKO CMAOUIUZUPOBAMb COCMOSHUE NAYUEHMA, HO U VIYYUUmMb (DYHKYUOHAIbHbIE U
KAIuHudeckue noxazamenu. Yawe 6ceco 0ns noodepxcugarowel mepanuu HA3HAYAIOM

¢, 6K

NpPeoOHU30JI0H (k00 ATX:H02AB06) no 0,3-0,5 me/ke maccer mera nayuenma 8 cymku
anomepuupyrowum Kypcom. Eeo credyem npunumame enymps uepe3 cymiu (ROCMOSHHO).
Ipu ucnonvb308aHUU UHSATAYUOHHBIX POPM 2THIOKOKOPMUKOUOOE MeOlleHHee U 6 MEHbULeM

Koudecmae pazeusaiomcs nobounvle s¢hgpexmot [1].

PexomeH10BaHO Ha3HAYCHHE MAKPOJIHUIOB (KJIAPUTPOMHUIIMH, A3UTPOMHLMH) OOJIBHBIM C
XPOHUYECKOH CHHETHOMHON MHQEKIMel B KadyecTBE MPOTUBOBOCHAIUTENBHBIX U
ummyHoMoaynupyronux JIC, a Takke B KauecTBe aHTHOKcHIaHTa [1,7]:

a3UTPOMUIIMH

(Cuna pexomenganuu 1 ypoBeHb 10Ka3aTelbCTB B)

KJIApUTPOMHIINH

(Cuna pexkomennanuu 2 ypoBeHb q0Ka3aTeabcTB C)

He  pexomenayercss mMpoKoe€ U JJIMTEIbHOE  IPUMEHEHHE  HECTEPOUIHBIX
IpoTHUBOBOCHIANUTENbHBIX NpenapaTos (HIIBII).

(Cuna pexomenaanuu 2 ypoBeHb goka3ateibers B) [1,7].

KommenTapnii: HIIBII 0Ka3vl8aom 00CcmMamoyHo 8bIPAICEHHBI
NPOMUBOBOCNANUMENbHBI  )heKkm, HO npu Ux OIUMENbHOM HNPUMEHEHUU YACHmo

paseusaromcs C€pbé3Hbl€ OCJIOHCHEHUAL. O6cy9fc0aemc;z BO3MONCHOCMb  OJIUMENIbHO20
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npumerenus npu MB HIIBII, cerekmugHo uHeuOUpYIOWUX YUKIOOKCUEHA3Y-2, 0OHAKO UX

npomueoeocnaiumenlbHasl AKmueHOCmMb Rualice, 4em 'y bonee PAHHUX AHAN02086.

B nacmosawee epemsa nem sghghexmusnozo neuenus, Komopoe Mo2io Obl npeoomepamumy

npoepeccuposanue nopadxceHuss neueHu y ooavhwvix MB. B nocieonee oecamunemue ons mepanuu

OONIbHBIX C nopasiCeHuem nevenHu npumMeHAIonicsa npenapamnvl prOO€3OKCI/DCOJZ€6012 KUcCjiomyl

¢, 6K

(VIIXK). Hapsoy c mnpenapamamu YJXK 6onvHble ¢ yuppo3om neueHu OOJIHCHbL HOAYHAMb

¢, 6K

naxmynoszy”°* u opyeue JIC 6 coomeemcmesuu co Cmanoapmamu ievenus 3mozo 3abonesanus [1].

PexomenmyeTcss Ha3HaYeHUE MpenapaToB ypCOAE30KCHX0JeBOi kuciotel (kox ATX:
AO05AA02) [1].

(Cuaa pexkomennanuu 2; ypoBeHsb Aoka3atejbeTB C).

KommenTapmii:

Ilokazanus: 6éce 601bHbIE C 2enamomezanuel, CUHOPOMOM XONecmasd, YUppo3om neyeHu,
UBMEHEHUAMU NAPEHXUMbl NEeYeHU U IHCENYHLIX NPOMOKO8 NO OAHHbIM YIbMPAa38YKO8020
Memooa ucciedo8anusl.

Ilpomueonokazanusn: uUHOUBUOYANbHAS HENEPEHOCUMOCMb, OCMpble  80CNAIUMENbHbLE
3a001e8aHUSA HCENUHO20 NY3bIPSL.

Buvibop nexapcmeennvix cpedcms. npenapamul, 8binyckaemvle 6 guoe kancyi u cupona, 20-
30me/ke 6 cymku.

Oyenxa 2¢hghexmusHocmu nevenuss: KiuHuwecku u no oannvim Y3HU u pubposnacmoepaguu
(I paz 6 6 mecayes).

Oyenxa Oezonachocmu Jnedenus: HeoOXooum nepuooudeckuil (I pas 6 200) Kommpob

VPOBHA MPAHCAMUHA3, WeNOYHOU (hocdhamaszbl KpOBU.

PekoMeHI0OBaHO  paccMOTpPETh  BONPOC O  TPAHCIUIAHTAMM  I€YEHH MAlUEHTaM
TEPMUHAIBHOM CTaJMU LUppO3a IMEYEHH, HO C OTHOCUTEIBHO COXpPaHHOH (QyHKIMEH
BHEIIIHEro abixaHus [1].

(Cuna pexkomennanuu 2; ypoBeHsb Aoka3ateibeTB C).

KommenTapuii: Paduxanvroiti memoo neuvenus. Ilepsas onepayusi 8 P® nposedena monvko
62013 2.

3.2 Kunesurepanus

JleTssM ¢ MYKOBUCHHIO30M PEKOMEHJIOBAHO IIPOBEACHUE KUHE3UTEpAuu (METOJUKA
IPEHUPOBaHUsI OPOHXUATILHOTO JiepeBa U JieueOHas puskynbTypa) [1,7].

(Cunna pexomenganuu 2 ypoBeHb 10Ka3aTeIbCTB A)
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KomMmeHTapwmii: KHHE3UTEPAIIUS - 0OUH U3 BAIHCHLIX KOMHOHEHMO8 KOMNIEKCHO20 JledeHus
MB. I'nasnas yenv nposedenus KuHe3umepanuu — OoduujeHue OPOHXUATbHO20 Oepesd Om
CKONJIeHULL 853KOU MOKPOMbL, OJOKUPYIOWUX OPOHXU U NPedpacnonazarnuux K pa3eumuio
uH@ekyuonuvix 3abonesanuti  Oponxonézoynou cucmemwvt [1,7]. Haubonee uacmo
ucnov3yom ciedyoujue MemoouKu KUHe3umepanuu.

O nocmypanvhblil Openadtic,

O nepKycCUOHHDII MACCAdHC 2PYOHOU KIemKU,

O  aKkmugHbIUL YUK ObIXAHUS,

O Kommponupyemoe omKauiusaHue.
Kunesumepanus nokazana 6cem HOBOPONCOCHHbIM U OemsM Nepevlx Mecsiyes IHCUHLU,
oonbHbiM  MB. YV epyomsix  Oemell  00bIYHO  NPUMEHSIOM — NACCUBHYIO — MEXHUKY
KUHe3Uumepanuu, KIoYauyio;
NOJ0JICEHUS, 8 KOMOPBIX YIYUUACTCS I8AKYAYUSL CAU3U U3 TE2KUX,
KOHMAKMHOe OblXanue;
maccaic ¢ 1é2Koil subpayueri u no2na3cuganHuem,

3AHAMUA Ha MAUe,;

O O O O O

OPEHAadNC ¢ NOMOWBIO CREYUATbHO20 SUOPAYUOHHO2O JHCUTEMA: Y NAYUEHMO8 C
MYKOBUCYUOO30M 8 11060M 803pacme (0m HOBOPOAICOEHHO20 00 83POCLO20).

Dghpexmusrocmos mex unu UHLLX MEMOO08 8APLUPYEM 8 3A8UCUMOCTIU OM UHOUBUOVATbHBIX
ocobennocmetl nayuenmos ¢ MB. Yem mnaouie peb6énox, mem 601ee naccugHvle MemoouKu
OpeHuposanus credyem ucnoib308ams. HoeopoicoEnnbim GbINOIHAIOM MOILKO NEPKYCCUIO
u Komnpeccuio epyouou knemxu. Ilo mepe pocma pebOénxa ciedyem nocmeneHHo 6600UMb
bonee  akmuenvle  MemOOUKu, 00yYds  NAYUEHMO8  MeXHUKe  KOHMPOIUPYEMO20

omKauljiuearu:l.

PexomeHtyt0TCs perynspHble 3aHATHS JIeueOHOM (PU3KYIBTYpOid
KommenTapum: 3ansamus 1eue6Hou usKyibmypou no3601a10m.:
O o¢gexmusno newumv U  npedynpexcoamsv — 000CMPeHUs  XPOHUUECKO20
bponxonézounozo npoyecca,
Gopmuposams npasuivbHoe OvixaHue;

MPEHUPO8ams ObIXAMENbHYIO MYCKYIAMYPY;

O O O

VAYUULAMS 8EHMUNAYUIO TIESKUX,
O noswviwams SMOYUOHANLHBIU CMAMYC PEOEHKA.
C pannezo demcmea Heo6XO0UMO NOOWPAMb dHcelaHue NAYUeHMOo8 3AHUMAMbCI TI00bIMU

OUHAMUYECKUMU  SUOAMU cnopma, C6A34HHbIMU  C onumenbHbIMU Hazpyskamu cpeOHeLZ
31



UHMEHCUBHOCMU, OCODEHHO CONPAJICEHHLIMU ¢ NpebbleaHueM Ha ceexceM B8030yXe.
Dusuueckue yYnpagicHeHus o0bne2dalom oOuuujeHue OPOHX08 Om BS3KOU MOKPOmbl U
pazeusaiom ovixamenvHylo myckyiamypy. Hexomopule ynpasicnenust yKpenisiiom epyonyio
KIemKy U UCnpasisiiom OCauky. Peeynsipnvlie @usuyeckue Hacpysku — yayuuiaom
camouyecmeue OO0NbHLIX Oemell U obne2uardm o0OWeHue co ceepcmuuxkamu. B peokux
CYHASIX MAHCECb COCMOSIHUAL OOILHO2O NOIHOCMBIO UCKTIOYAEm 803MONCHOCIb 3AHAMUSI
QuzuYecKUMU YNPANCHEHUAMU.

Cmpaoatowum MB Odemsm ne ciedyem 3aHUMAMbCA 0COOEHHO MPABMAMUYHBIMU BUOAMU
cnopma (maxcénas amiaemuka, @ymoon, Xokkeu u 0p.), HNOCKOIbKY OAUmMeNbHOe
ocpanudeHue QuaUuecKol aKmuGHOCMU, CEA3AHHOE C BOCCMAHOBNIEHUEM NOCLe Mpasmbl,
HeOIa2oNPUMHO CKA3bIBAEMCSl HA OPEHANCHOU DYHKYUU NESKUX.

3.3 JIluera U BUTAMUHOTEPANIUS

ﬂuemomepanuﬂ cocmaejisiem 6aJdCHYI0 4acnib KOMNJIEKCHOU mepanuu npu MyKO@MCL{MdOb’e

(MB) [9].

Pexomennyercst auery 6onbHbIX MB MakcuManabHO MpHOIMKATh K HOPMaJbHOM, OGoraToi
OeNKaMu M KalopusiMH, 0€3 OrpaHUYCHUI B KOJIHMYECTBE KUPOB [I].

(Cunna pexkomeHnnanuu 2; ypoBeHb A0Ka3aTeJbCcTB B).

KommenTtapuii: [layuenmam ¢ MB neobxoouma panuss u «acpeccuuasy HympumuHas
mepanus.  YcmanoenieHa HenocpeocmeeHHds C643b MedCOy COCMOSHUeM NUMAaHus U
@yuxyueu neckux. Cyujecmgyem npamas KOpperayus mexncoy noKkazamenem UH0eKca Maccol
mena, QyuKyuel 1eeKux u npoooaHCUMeIbHOCMbIO HCUSHU.

HUMT = macca mena (ke) / keaopam pocma ()

Ilpu UMT > 50 nepyenmunsa 3apec2ucmpupo8ano cywecmeenHoe YiyduieHue noKasames
O®DB,;.

Buicokuii nepyenmuns nokazameins 6ec/603pacm accoyuupyemcsi ¢ Ay4uumu noKasamenamu
O®B1, nunelno2o pocma, CHUMNCEHUEM CPOKO8 20CNUMANUZAYUY, CHUNCEHUEM KOIUYecmed
OPOHXO0-T1e20UHbIX 000CMPeHUll, a MAaKHCe YEeIudeHUeM NPOOOIHCUMETbHOCU HCUSHU.
benku

Fonvuvie MB  myscoaromes 6 NOGblUEHHOM Koauuecmee Oelka u3-3a e20 Nomepw
(manvabcopbyuu) u 6 OONOIHUMETbHOM NOCMYNIEHUU €20 8 Nepuod Kamaboiusma npu
nie2ounblx obocmpenusx. McmouHuxamu NOIHOYEeHHO20 OenKa A6IAMCA HAmypalbHble
npooyKmul (MAco, nmuya, psvloa, MOpenpooyKmul, MOJIOKO, KUCIOMOIOYHbIE NPOOYKMbL,

meopoe, cuipbl, Auya). lemam cmapwe 200a peKOMeHOVemcs 6KIo4ams 6 pAayuoH
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8bICOK0OENKOBbLE NPOOYKMbL (AlYa, pblba, meopoe, cvip) He pexce 3 pa3 8 OeHb, MOIOKO U
Kuciomonounvie npooykmol He menee 500 — 800 mn 6 Oenw.

B kauecmee oononnumenbHo2o ucmouHuka 6eaka peKomeHoyemcs UCnoIb308anue 1e4eOHbIX
cmecell 01 IHMEPANbHO2O U OONOJIHUMENbHO20 Numanus. J{ononnumenvHoe numauue
nazuauarom no 150 - 200 — 250 mn 1 — 3 pasza 6 denv (Hanpumep, Ha Mopoll 3a86MpPax, Ha
NOJOHUK UNU Neped CHOM, BO3MONCHO 6 COYEemAaHUuu ¢ @QPyKmosviM niope, nedeHbeM,
xnoneamu u m.n.). Obvem OONOIHUMENbHO20 NUMAHUA ONpeoelsiemcs CMmeneHblo
HYMPUMUBHOU HeOOCMAMOYHOCMU U ANNeMUmom pedenKa.

Kupo

Upe3sbiualino 8AX*CHO COXPAHEHUe 8blCOKO20 nompebnenus rHcupos 6onrvhvimu MB. JKupul
ABNAIOMCA HAUOOIee IHEPeeMUYecKU «NIOMHbIMY dHepeoHocumenem (9 kkan/e), yeeruuenue
K80Mbl JHcupa 6 dHepzoobecnevenuu cHudcaem odpazosanue CO,, munumusupyem e2o
3a0epocKy 6 opeanuzme, NOJOHCUMENbHO 6lUAem HA 2a3000MeH 6 ne2kux. Bozmoowcnocmo
8bICOKO20 ~ nompebneHus  dcupa  obecneuusaemcs  AO0eK8AMHOU  3aMecmumenbHol
gepmenmnoii mepanuei.

Xomsa konuuecmeo scupa 6 oueme 601vHbix MB ne ozpanuuusaemcs, 6ajicHoe 3nHaueHue
npuobpemaem e20 KauecmeeHHwvlll cocmas. B ceéa3u ¢ napywenuamu 6 cenamoounuapHou
cghepe, KOaULECMBO HACLIWEHHBIX U MPAHC-HCUPOS (HCUBOMHDBLE IHCUPLI, COOEPAHCAUUEcs] 8
JAHcapenvix npoOyKmax, KoioacHuIX U30enusax, Koxce nmuybvl, KyJIUHApHble HCUPbL, MAP2SaAPUH)
HeobXo0uUMo 02panHuUUBamo, omoasas — npeonoumenue  HCUPAM, boeamuvim
noauHeHacvlyeHHbiMu  Hcupnuvimu  kucromamu (IIHXKK) omeea-3, codepocawumes 6
PACMUmMenbHuIX maciax Oe3 mepmuieckou oo6pabomku, dcupe MOPCKUX pulb. Yayuuiume
HCUPHOKUCTIOMHBIU NPOPUTL nOMO2aem GKII0UeHUe 6 pPAYUoH MAaxKux HnpooyKmos, Kak
JIbHAHOE, Pancogoe, cagiopogoe, NOOCOIHEYHOe MACIO0, 2PeyKiUe Opexu, MACO MyHYd.
Dnepeemuueckyo niomMHOCMb PAYUOHOE NO360JIAeM Y8eIUUUmMsb 0ONOIHUMENbHOe NUMAaHUe
CMeCAMU C 8KIIOYEHUEM 8 IHCUPOBOLU KOMNOHEHm cpedHeyenodeunvix mpueauyepuoos (CLT).
Tpuenuyepuowvt co cpedneti onurnou yerepoorou yenu (Ce-Ciz) asnaomces ieeko 00CMynHblM
UCMOYHUKOM O9HEp2uU, Max KAK He HYHCOAIOMCA 8 IMYIbaAYUU IHCETUYHLIMU CONAMU U
2UOpoU3e NAHKpeamudeckol JIUna3ou, U JecKo BCacbl8AlOMCs, MUHYA JUMPDAMUYECKyio
cucmemy, HenocpeoCmeeHHO 8 KPOBEHOCHble COCYObl CUCMEMbl BOPOMHOU  GEHbl.
Cooepoicanue CLT 6 cneyuanuzuposannvix cmecix cocmasnsiem 40 - 70% ocuposoco
KOMNOHEHMA, OCMANbHblEe HCUPbL NPeoCmasienbl TURUOAMU C BbICOKUM COOepHCaHUeM

ICCEeHYUAIbHbIX (nOﬂuHeHaCblmeHHle) HCUPHBIX KUuciom.
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IIpu HeB03MOJMCHOCMU KOMNEHCUPOBAMb CMeamopery ¢ NOMOWbIO  AOeK8AMHBIX 003
MUKpocghepuueckux —@hepmenmos, GO3HUKHOBCHUU OCLONCHEHUU (8blinadenue Npsmoll
KUWIKY), NPU  BbIPAICEHHOU CMENneHu HYMPUmMuGHol HeOOCMAmMOYHOCIU BO3MOICHO
0bo2awerue Heuposo2o KOMNOHeHma payuona cneyuaivHoimu npenapamamu CLT.
Yeneeoon

DHepeemuyeckutl depuyum 60CHOIHACMCSA MAKHCE 3a cuem yeneso0os. ucaxapuovl, 6 mom
yucie caxap, 8 OOIbWUHCMEe CIyuaed NepeHocsimcs xopowio. B ouemy no annemumy
GKIIOYAIOM caxap, pyKmol, Cia0Kue HANUMKU, Meo, eapenve, KoHgemvl. B payuone
NUMAHUsL npocmule Yeiegoobl He 02PAHUYUBAIOMCS, OOHAKO, 6 C653U C 803PACMAIOUWUM
PUCKOM 803HUKHOBEHUsL AcCoyuuposanioeo ¢ MB caxapnoeo ouabema, ux pexomenoyemcs
YHoOmpeobnsams MoaAbKo NOCIe OCHOBHbIX NPUEMO8 NUWU, 60 U3Dedcanue pe3Kux KoieOaHul
VPOBHSL 2IUKEMUU.

Heobxooumo nomnums, umo y 91% 6oavHbix ommeuaemcs KapuosHoe nopagicenue 3008,
umo mpebyem MWAMeENbHOU 2USUeHbl NOJOCMU PMA U Pe2YIspHO20 HAOM00eHUs
cmomamonoea. Ocpanuyenue 1aKkmo3vl y OONbUWUHCMEA OONbHBIX He mpeOyemcs, max Kax
JIAKMA3HAsi HeOOCMAMOYHOCMb, NO-8UOUMOMY, 6CmMpeyaemcs He udauje, dem 6 oOwell
RONYIAYUU.

B oucecmuu noaumepos 2noko3vl — MarbmoOeKCMpPUHO8 ¢ HeOOIbUUM YUCTOM 2THOKO3HBIX
ocmamkos (5-8) 6 Oonvuiel cmenenu npUHUMAem yudacmue 2IIOKOAMUNA3d U MAlbma3d
(hepmenmul KuueUHO2O NPUCMEHOYHO20 NUWEBAPEHUs), YeM NAHKPeamuiecKas amMunasd.
Manvmodexcmpunvl umerom 601ee HUZKVIO OCMOJSAPHOCHb, YeM MOHO- U OUCAXapuobl,
NO3MOMY UX UCNONB308AHUE 8 COCMABe CREeYUATUIUPOBAHHBIX cMecell OJisl IHMEPATbHO20 U
OONOIHUMENbHO20 NUMAHUSL NO3605€M  CYWECMBEHHO YEeIuuums KAaIOPUHOCMb 6e3
V8eUeHUs OCMOMUYECKOU HA2PY3KU HA KUUIKY .

Pacwennenue xpaxmana 3asucum om NAHKpeamuyeckou —amMuidzvl, HOIMOMY OH
yeeausaemcs xyoice, uem Ou- U MOHOCAXAPUObL. Amunopes, makdice Kak Kpeamopes u
cmeamopesi,  Hy#COaemcs 8 KOppeKyuu NAHKPeamuyecKumu 3amenumensmu. Mzauwxu
HepacuenienHo20 Kpaxmaud, NoCmynas 6 moicmyio KUKy, cUOpPOIUSUPYIOMC KUUUEYHOU
MUKPODIIOPOT, 4mo npugooum K HOBbIUEHHOMY 2A3000paA308aHUI0, 830YMUI0 U OOIAM 8
acugome.

Fonvnviv MB me oepanuuusaromesi npooykmsl u  01100a, 6oeamvie pacmeopuMbiMu
NUWEBLIMU  BOJIOKHAMU (NeKMUHbL, Kameou), Komopvie Cnocoocmsylom npoguiakmuke
3anopo8 U CUHOpoma OucmanvHol unmecmunanvHou oocmpyxyuu (CHHUO). Oonako, npu

COXpAaHerUuu oucnenmuyeckux sA61eHull He peKOMeHOyemc;l 6 DONbUIUX KOIUYEeCEax nuwa,
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bocamas 2epybou Kiemuamkou u 60J0OKHAMU (00006ble, Kawiu U3 YEIbHO20 3epHd,
YeNbHO3EePHOBOU U PAHCAHOU XNieb, ompydu, KOCMOUKU, KOdCuya om Qpykmos u ogowel,
CYXO®PYKMbl, HUZKOCOPMHOE MACO C OONbUUM COOEPHCAHUEM COCOUHUMENbHOU MKAHU),

Komopble yseauduearont 00veM Kanosulx macc u ycuausarom memeopusm.

[ToTpebGHOCTD B 3HEpruu y nereit ¢ MB, o qaHHBIM pa3iYHbIX HCTOYHUKOB, JOJDKHA OBITH
nosbimeHa 10 120-200% 1o cpaBHEHUIO ¢ TEOPETHUECKUMH pacyeTaMu Ha (PaKTHUECKUi
BEC, B 3aBUCHMOCTH OT BO3pacTa W HYTPHTUBHOIO cTaTyca OoibHOro (tabmuma 11).
KanopuiiHOCTh CYTOYHOTO palroHa PEKOMEHIYETCS PaCCUMTHIBATH HE HA (PaKTUUECKHIA, a
Ha JIOJDKCHCTBYHoMIH# Bec [9)].
(Cunna pexomeHnanuu 2; ypoBeHb A0Ka3aTeJbCcTB B).
KommenTapmii:
Cuumaemcs, umo Koauvecmso Kaiopui 8 payuore 60abHo20 MB donicrno cocmasiame 120-
200% om xanopasica, pekomenoyemo20 300posbiM Oemsam mozo dice gozpacma, 35-45% eceti
9Hepeemu4eckoli nompebHocmu 00IHCHO obecneuusamucs xcupamu, 15% 6enkamu u 45-
50% - yenegooamu.
Cywecmsyrom 0080bHO CNLOJCHbLE Popmybl 0151 paciema HeodX0OUMbIX OONOTHUMETbHBIX
Kanopui, OOHAKO 6 HNOBCEOHEeBHOU NPAKMUKE MONCHO NONb308AMbCA  CAeOVIOWUMU
OpUeHmupamu:

o 1-2200a - 200 kkan,

o 3-51em - 400 kkan,

o 06-11 nem - 600 kxan,

o cmapuwe 12 nem - 800 kkan 6 cymku.

Taoauna 11 - PekomeHngyemble BeWYHHbI TOTpeOIeHns 6eIKa U SHEprun

Bo3spact benok, r/kr/cyt DHeprusi, KKajl/Kr/CyT
MuHumanbHas MaxkcumMaibHast

0-1rox 3 -4 (o 6) 130 200

1-3rona 4-3 90 - 100 150

3 - 10 ner 3-25 70 - 80 100

11-14 ner 25-15 45-70 90

HenocrarouHocTs MUTaHUS PEKOMEHYETCS KOHCTATUPOBATh, €CIIM IMPOLIEHT COOTBETCTBHUS
Maccel IO POCTYy © MOy WIH Macco-poctoBoii uHaekc (MPU), dakruueckas

Macca/uaeanbHass Macca 1mo pocty u noiy x 100% wmenbme 90% y mamMeHTOB JETCKOTO
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BO3pacTa, a y MOAPOCTKOB U B3pocibIX - eciu UMT cocrasiisier meHee 18,5kr/M”. Benenue
naueHToB ¢ MB ocymecTBiIsiIOT B 3aBUCUMOCTH OT MX (puznueckoro craryca (tabdm.10).
[Ipu noxazanusix Z-score mo UMT ot -1 o -2 ciieqyer AMarHoCTUPOBATH CPEAHETSHKEITYIO
HEJIOCTAaTOYHOCTh MUTAHUS, a IIPH > -2 — TSHKENIYI0 HEJI0CTaTOYHOCTh nmuTaHus [9].

(Cunna pexkomeHnnanuu 2; ypoBeHb 10Ka3aTeJbCcTB B).

Ta6auuna 10 - fuetonorndeckre peKOMEHIAINH 110 BeIeHUIO 001bHBIX MB B 3aBUCHMOCTH OT

¢u3nveckoro craryca

Bospacr <2 ner 2 - 18 ner

Hopwmainbsnoe cocrosaue mutanus | MPU = 90-110% MPU = 90-110%

nporiIakTHYECcKoe

KOHCYJIbTUPOBaHHE

[Tocne nepecmotpa pexxruma JIroboe cHIKEHNE TEMIIOB MPU = 85-89% wmmu motepst Macchl Tema B

MIUTAHUS PACCMOTPETh YBEJIMYEHUS MACCHI Tea nocsienHue 4-6 MecseB HaOMIOCHUS WITH

HEOOXOANMOCTb BBEICHUS OTCYTCTBHUE €r0 HapacTaHUs uyepe3 6 MecsALEeB

CHELMAIbHBIX CMECEeH HaOII0NeHUS

ArpeccuBHOE TUTAHUE: YEPE3 HeB03MOXHOCTB yay4IINTh MPU<85% wnn najieHnue Macchl Tea HIDKe 2

racTpOCTOMY M Ha30TacTpajibHBIA | HyTPUTUBHBINA CTAaTyC Ha (QoHe MepIeHTWIA Ha (oHEe MPUMEHEHUH

30H]; MAPEHTEPAIbHOE IUTAHUE | IPUMEHEHUS NONOIHUTEIbHOIO JIOMOJTHUTENBHOI O SHTEPAIBHOIO TUTAHUS
SHTEPAIEHOTO MTUTAHUS

Zlemu nepeéoco 2004 HCU3HU

VYV nerell mEPBBIX MECSLEB >KU3HU ONTUMAIBHOM NMHUILEH SBISIETCS MATEPUHCKOE MOJIOKO,
pexoMeHayeTcss 100aBIsATh MUKpPOTPaHYJIMPOBAaHHBIC MaHKpeaTHueckue (EepMEHTHBIE
npernaparsl B Kaxaoe kopmienue [9].

(Cunaa pexkomeHnaanmuu 2; ypoBeHb I0Ka3aTeabcTB B)

KommenTapuii: C momenma 66edenus neonamanwvhoz2o ckpununea Ha MB 6 Poccuu (2006
2.) NOABUNACL BO3MONCHOCMb DAHHE20 HAYANA NeYyeHUsi, OOHAKO 60NpOC, KO20d U KOMY
HA4YUHAmMb 3aMecmumenbHylo mepanuio NAHKpeamudecKumu oepmenmamii, He 6ce20a sCeH.
Ypoeenv snacmazvi-1 6 cmyne 6 meuenue nepeoco 200a HCUZHU MOHCEM CYUECMBEHHO
8apbUpo8amsd U 0OOHOKPAMHO20 €20 UBMEPEHUs. He 6ce20a 00CMmAamoyHo. Y nayueHmos c
NepeOHAUANbHLIM — YpoHeM  dnacmaszvl  Hudce 50 mKe/e  naHKpeamuueckas
He00CMAamoyHOCMb COXPAHACMCI NONCUSHEHHO, OOHAKO NPU NEPEOHAYAbHOM YPOBHE Gblilie
50 mxe/e y paoa nayuenmos k ospacmy I 200a 6HewlHeceKpemopHas (OYHKyus Moxicem
0Cmagamscsi COXpaHHOU.

Hoeanvuvim 051 HOBOPOJCOEHHVIX U Oemell Nep8o2o  200d  JHCUBHU  ABIAEMCS
Henacmepuszo8anHoe 2pyoHoe MONOKO, MAK KAK OHO COO0epHCUm WUPOKULL CHeKmp

3AUUMHbIX qbaKmopoe u ouonocuuecku aKmueHvix eeuecmse. BCZOfC'HyIO PpPoJb  ucpaem
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AKMUBHOCb MEPMONAOUTLHOU TUNA3bL 8 HAMUBHOM (He NaACMepu308aHHOM) MHCEHCKOM
monoke. /s demeu ¢ MB nokazana 3auumuas poiib eCmecmeeHHO20 BCKAPMIAUBAHUSL:
MIA0eHYbl, noryyaowue epyoHoe MOIOKO, UMEOm Jyyuiue NoKa3ameiu 1e20YHbIX YHKYULL
U HU3KYIO YACTOMY UHQDEKYUOHHBIX FNU30008, NO CPABGHEHUIO C OeMbMU HA UCKYCCMBEHHOM
sckapmaueanuu. HosopooicOennvie u 0emu nepevix mMecsayes JdCuznu, Komopbvie He Mo2ym
CAMOCMOSIMENLHO BbICACLIBAMb HE0OX00UMbIL 00beM MONOKA U3 2pyou 88UOY MHCeCmu
cocmosinus (0bwas crabocmy, 00bIUKA, CePOSUHO-1e20UHASl HeOOCMAMOYHOCHb) O0NHCHbL
NOYYamb CYeHCeHHOe Henacmepu308anHOe MAmMepuUHCKoe MOJ0OKO U3 OYMblLIOUKY UIU Yepe3
HA302acmpanvHbulll 30H0. 1 pyOHOe MOA0OKO Modicem NoIHOCMbIO 0becnedums nompeoHocmu
pebenka 0o 4 — 6 mecayes JiCU3HU, OOHAKO 6 HEKOMOPbLIX CAYYAsX mpedyemcs
OJononnumenvbHoe NOCMynieHue SHepeul ¢ nomMowbio obozaujenus 2pyonozo monoka. Tak,
npu He0OCMamouHoUu npubaske 8 6ece MOJOKO MOJICHO o0bozaujams 000asleHuem Ha
kascovie 100 mn npubruzumenvro 5 2 (I mepnas n0dicKa) cyxou cmecu HA OCHOBe

euopoauzama oenxa ¢ CLT.

[Tpu cMemaHHOM/UCKYCCTBEHHOM BCKAapMIIMBAHUK PEKOMEHIYETCsl OTAAaBaTh MPEANOYTEHUE
BBICOKOKQJIODUMHBIM CMECSIM, HMMEIOIUM B KauecTBe »upoBoro kommnoHeHTa CLT u
pacTUTENbHBIEC KUPHI B AMYJIBI'MPOBAHHOW (OpME, YTO MO3BOJSIET YAYUIIUTh YTHIIN3ALUIO
KHpa U CHU3UTH 03y MAHKPEATHUYECKUX 3aMEHHUTENeH. DTHUM TpeOOBaHUAM OTBEYAIOT
OTJIEIbHBIE CMECH JUIsl HEJOHOIIEHHBIX M MAJIOBECHBIX JeTeil. Y neTel, COXpaHSIOIMIMX
YIIOBJIETBOPUTENIbHBIE TEMIbl (U3NYECKOTO PA3BUTHUS, MOTYT HCIIOJB30BaTHCSI OOBIYHBIC
aJlanTHPOBAaHHbIE  MOJIOYHbIE CMECH, OJHAKO JUIsI  MCKYCCTBEHHOI'O/CMEIIaHHOTO
BCcKapmuinBaHus nereii ¢ MB [9].

(Cuaa pexkomeHaanuu 2; ypoBeHb I0Ka3aTeabcTB B)

He pexomenmyercst ucnosib3oBath 3ameHurenu ¢ Hu3kum (1,1 — 1,3 /100 mi) conepxanuem
oenka [9].

(Cunaa pexkomeHnaanuu 2; ypoBeHb I0Ka3aTeabcTB B)

[Ipy HemocTaTOYHBIX TEeMIlaXx NPUOABKM B Bece PEKOMEHJOBAHO Ha3HayaThb CMECH,
COJIep/Kalli€ B COCTaBE JIMIUIAHOIO KOMIIOHEHTa CpPEIHELENOYEYHbIE TPUTIULEPU/bI
(CLIT). ITpu runotpoduu Ha3HAYAIOT CMECHU HAa OCHOBE THAPOJIM3ATOB Oelika ¢ BKIIFOUEHUEM
CUT ne menee 50% xupoBoro kommnoneHTa [9].

(Cunaa pexkomeHaanmuu 2; ypoBeHb I0Ka3aTeabcTB B)

[TanenTam, MOJTy4aromyM MAaCCUBHYIO aHTHOAKTEpHAIIbHYIO TEPAIUIO, a TAK)KE TTOBTOPHBIE
KypChl aHTHOMOTHKOB, PEKOMEHJIOBAHO BBECTH JaNTHPOBAHHYIO KHCIOMOJIOYHYIO CMECh

WIH CMeCh, OOOTAlICHHYIO NPOOMOTMKAaMHU, B KojimdecTBe a0 1/3 cyrouHoro oObema
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KopmiieHHs. [IpUKOPM pPEeKOMEHIyeTCsl BBOJIUTHh B 4—5 MecC., a HEKOTOPBIM JIETSIM PaHbIIIe
npu HU3KO# nprbaBke B Macce (Tadu. 12) [9].

(Cnia pexkoMeHIanMu 2; yPOBeHb 10Ka3aTeabCTB B)

Kommenrapuii: [lepsvimu 61100amu npukopma cayxcam sHepeemuyecku niommsie o1ooa:
KA HA CYEHCeHHOM MONOKe UMU MOJOYHOU CMeCU CO CAUBOYHBIM MACIOM, OemCKUll
meopoe 4,5-5% owcupnocmu, Oanee 8800AM 0B0WHOE NIOpe C MACHLIM Niope U
PACmumenbHulM Maciom, sxHceamok. Credyem ucnonb308ams 6blCOKOKALOPULIHbIE NPOOYKMbl
npuxopma, obozawjeHuvie SUMAMUHHO-MUHEPATbHbIM KOMNJIEKCOM: OemcKue MOJ0UHble
KA npOMbIUIEHHO20 NPOU3BOOCMBA € 000ABIEHUEM CIUBOUHO20 MACIA, 080UJHblE NIOpe C
odobasnenueM pacmumenbHo20 Macia, Mmacd. Bo3mooxcno esedenue MACHO20 niope 6
Kavecmee nepeoco NPUKOPMA OemsM HA eCmeCmBeHHOM GCKAPMAUBAHUU, KAK XOPOUIUL
UCMOYHUK JHcene3a U YUHKA.

Koposbe u ko3ve MOI0KO MOJNCHO UCNONIB308AMb MONLKO OISl NPUOMOsieHus 61100 ¢ 8—9
Mmecayee. B omu e cpoku MOXNCHO 6600UMb HeA0AnMUpPOBAHHbBIE KUCIOMOLOUHbIE
npooykmul  (Kegup, HamypaivHuli tiocypm), o00ocaujeHHvle AHcusbiMu - Ouguio- u
nakmobaxkmepusamu. [lemam panHe2o 603pacma HA3ZHAYAIOM NOIUSUMAMUHHBIE 00DABKU,
on00a npukopma, 8 omaudue om 300p0os8viX Oemel, nodcaiugarom. JlononHumenvHoe
KOIUYeCm80 NOBAPEHHOU CONU 8 OeHb OPUEHMUPOBOUHO cocmaeisem 1/8 uatinou nodicku

(0,6 — 0,7 2) onsa pebenxa nepsoco nonyeoous u Y u. 1. (1,25 2) onsa pebenka 6-12 mecsyes.

Taoauna 12 - Oco6eHHOCTH BBEJCHUS TPUKOPMA JIETSIM NEPBOT0 Toa kxu3Hu ¢ MB

[poxyxTs! u OnrONTA Bospacr (mec.)

MDpYKTOBOE THOPE 6

TBopor 4-45

Kenrox 5

[Trope oBomiHOE 45-5

Macio pacTuTensHoe 45-5

Kama 4 (Ha TPYTHOM MOJIOKE, MOJIOYHOH CMECH WJIM TMIpOIIN3aTe
6enka)

Maciio cMBOYHOE 4

ITrope MscHOE 5-55

Mosnoko 8 — 9 (s mpUTOTOBIICHUS OJIFON)

Kedmp, riorypt 8-9

Cyxapw, xy1e0 7 — 8 (NIICHNYHBIH, BBICIIETO COPTA)

ITumanue 00KOIbHUKOB U WIKOTIBHUKOG

OcHOBHOU NPUHYUN - KAKMUBHBIILY NOOX00 K NUMAHUIO pebeHKa 6 11060M 803pacme

* [lumanue pebenkxa O00HCHO Obimb peeyniapHuiM (6 pas 6 OeHb Oadice Ol WKOIbHUKOS,

dopmyna 3+3): 3 ochosuwix npuema nuwu (3a8mpax, 00eo, ycun) u 3 OONOITHUMENLHBIX NepeKyca

(2-11 3aémpak, nonoHux, Ha HOUb),
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» [lumanue O00nXHCHO ObIMb (NIOMHBIM»: 6 KANCObIL OCHOBHOU Npuem NUWU OOJHCHbI
BKIIOYAMBCSL O1100a, cooepiicaujue KaieCmeeHHble JHCUBOMHble DeNKU, YUHK (MACOo, CYyOnpooyKmel,
pulba, aiya uiu MoaIouHble NPOOYKMbl — Cbip, MBOPO2), KAYeCMEeHHble HCUPbl (PAcmumenvHoe,
CIUBOUHOE MACNO, CMEMAHd, CIUBKU), CILOJCHble (Kpynbl, Xaeb, 06owju) u 6 MeHbuiel CMmeneHu
npocmule (ppykmol, craoocmu, saperve, meod) yene8o0bl,

HononnumenvHvie npuemvl nuwjyu  (nepexkycewl. 2-il 3a8mpax, NOJOHUK, Nneped CHOM)
00513amenbHbl; OHU COCMOAM, KAK NPAGUNIO, U3 KUCIOMOJOYHBIX NPOOYKMO8, meopozd, (hpyKmos,

6blNeYKU U YMEPEHHO20 Kojludecmea cradocmeli.

e PexomeHyeTcs pu OPOHXOJIETOYHBIX 000CTPCHUAX, 3HAYUTEIIBHOM OTCTABAHUU B BECE IS
MEPEKYCOB  JKEJIATeIbHO HCIOJIb30BaTh CICHUATU3UPOBAHHBIC BBICOKOIHEPIETUYCCKUE
KOKTEIIIN WIJIM CMECH JIIsl SHTepaJIbHOTO muTanus [9].

(Cuaa pexkomeHnanuu 2; ypoBeHb A0Ka3aTeJbCTB B)
Kommenrtapmii: [lokazanuem K OONOIHUMENbHOMY RUMAHUIO CHEYUATUIUPOBAHHBIMU
BbLCOKOKATOPULIHBIMU CMECAMU SBIISLEMCL:

O J1000€e CHUdCeHUue HOPMAIbHLIX (B03PACMHBIX) NPUOABOK MACCHL MENA/POCMA;

0 akmuueckas macca mena Hudxice 25 nepyeHmus.

K evicoxokanoputinbim omuocames cmecu, codepaicawue donee 70 kkan/100 mn ona oemeti
00 12 mec, om 100 0o 150 kxkan/100mn - ona oemeti 1 — 6 nem; om 150 oo 200 xxan /100mn
— 0711 demeli cmapuie 7 jiem U 83POCIbIX.

Ipu mykogucyudoze 00 10% 601bHbIX K ROOPOCMKOBOMY 803pacmy hopmupyiom Guopos u
yuppos neuenu (CFLD - yuppos neuenu, accoyuuposannwviii ¢ MB),; 0o 13% 6onvuuix k 20-
nemuemy ospacmy u 0o 50% x 30 2ooam hopmupyrom accoyuuposanmnsiti ¢ MB caxapmwiii
ouabem (CFRD - ouabem, accoyuuposannwviii ¢ MB). [losmomy, Hecmompsi Ha mo, 4mo npu
MB, npu omcymcmeuu aniepeutecKux peakyuil, paspeuenst i0ovie nPoOyKmul, HEKOMopble
O1100a He peKomMeHOyemcs ynompeo.iams NOCMOSHHO U 8 DONbULUX KOAUYECMBAX.!

O npodykmsl u 011004, OCIOANCHANOWUE PAOOMY NeHeHU U IHCendedbleo0sUUx nymetl -
MY20NaeKue u mpanc-Jcupsvl (CM. gvluie), Kpenkue 6y1bonbl, ocmpble, KUcavle 61i00d
U npaHocmu;

O NpPOOYyKmMbl NPOMBIULIEHHO20 NPOU3BOOCMEA, cooepicaujue 00abuloe KOIUYECmeo
CcmMaobunu3amopos,  UCKYCCMBEHHbIX — Kpacumeneli U KOHCEP8AHMO8,  MAtioHe3
NPOMBIULEHHO20 NPOU3BOOCMEA;

O M.H. «MYCOPHYIO NUWLY», 20mosble cyxue noaygabpuxamsi, pacm-¢ghyo;

O clnaokue 2a3upoOBaHHble HANUMKU U  HepazbasiieHHvle (QPYKmMogvle HANUMKU

NPOMbBIUIIEHRO20 npou%odcm@a;
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O 6 OonbWOM KoIudecmee u OmoeibHO om Opy2ux Npuemos nuu — pagpuHUpo8aHHvle
npocmole y2negoovl (caxap, KoHgembvl) C yeivlo He OONYCKAMb Pe3Ko2o noovbema
VPOBHS 2UKeMUU;

O npu Oucnencuueckux seleHusx — Ooabuiue 00veMbl NPOOYKMOS, YCUTUBAIOUWJUX
2a3000pazosanue 6 KuuleyHuKe: YeIbHO3EPHOBOU U OMpPYOHOU Xaeb, C8excyio u
KUCTIYIO 0OeNlOKOYAHHYI0, KPACHOKOUYAHHYIO — Kanycmy, 00008bvie, C8eKLy, KOMCUYy U

cemeuku om pykmos, opexu, 2puob.

BaxHO [OMOJIHUTENBHOE MMOJICAIMBAaHUE THIIM M 00OTallleHHEe €€ TOJUHEHACHIIICHHBIMU
KUPHBIMH ~ KHCJIOTaMH, KajbleM, npoOuotukamu (tabn. 13). PekomeHI0BaHO
UCTOJb30BaTh CIA00COJICHYI0 (He KOMUYEHYIO) XKUPHYIO MOPCKYIO PBIOY: Celbab, CEMTY,
¢openb u zip. T0coceBbie, HKPY 3- 4 pa3a B HEJENIO B KAYECTBE 3aKyCKH.

Kommentapun: Pacmumenvsnoe macno (ibHaHOe, MblK6EHHOE, KeOpogoe, MAcClO cPeYKo2o
opexa, coesoe, pancogoe, HNOOCONHEUHOe, KYKYPY3HOe, ONUBKOBOe) DEeKOMEHOYem sl
UCNONBb306AMb 8 HEPAPUHUPOBAHHOM 6ude Oe3 mepMuieckol obpabomxu, 000asnss 6
canamol u 20mogvle 080ujHble ON1100a, O/ NPUSOMOGIEHU OOMAUHE20 MAIOHE3A.
PexomeHyeTcst eXeIHEeBHO YHOTpPeONATh, KaK OCHOBHOW MCTOYHUK KaJbIUs U
BBICOKOKAQUECTBEHHOTO O€JiKa - Heo0e3)KUPEHHbIE MOJIOKO, TBOPOT, CBIP, KUCIOMOJIOYHBIE
NPOAYKTHI, OOOramieHHble S>KUBBIMH IOTaMMaMH NpoOHMOTUKOB (Omdumodbakrepuin u
JAKTOOAKTEPHil) — HOTYpThI KOPOTKOTO CPOKA XpaHEHUs, OMOKepHp U T.I.

[Tpu popmupoBanum caxapHoro auadera, accouuupoBanHoro ¢ mykosucuugozom (CFRD),

PECKOMCHAYCTCA KaHOpHﬁHOCTB palnroHa U COACPIKAHUC ) KUPOB COXPAHATH MOBBLIICHHBIM.

Taoauna 13 - MuHMManbHbIE CyTOYHBIE TOTPEOHOCTH B HATPUH, XJIOPE U KaJIMU y AeTei ¢

MB
Bospacr Harpunii (mr) Xnop Kanmit (mr)
(mr)
Munaamre 120-200 180-300 500-700
1 rona
Crape 225-500 350-750 1000-2000
1 rona

[Taunentam ¢ MB pexoMeH10BaHO JONOIHUTENbHOE BBeAeHuE Kanblus: 400-800 mMr netsiM;
800-1200 mMr moapocTKaM M B3POCIIBIM.
PexomeHnioBaHO Ha3HAYCHUE KUPOPACTBOPHMBIX BUTAMHUHOB [9].

(Cuaa pexkomeHnanuu 2; ypoBeHb A0Ka3aTeJbCTB B)
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KommenTapuii: [locieocmeuem manvabcopoyuu scupa y 0OoavHvix MB  sgnsemcs

HapyuieHue e6cacvbl6drus Hcupopacmeopumsblx 6UmMamMUuHos. PeKOMedeemc;z npoeodumb

edHce200HbIL MOHUMOPUHE UX YPOBHS 8 CblBOPOMKe Kposu (mabauya 14).

Tab6umuna 14 - KoHTposabs ypoBHS )KUPOPACTBOPUMBIX BUTAMHHOB B CBIBOPOTKE KPOBU

601bHBIX MB (pekoMeH1yeTcst eKeroJHblii MOHUTOPHHT)

Buramun A (perunon)™™ (Kog ATX AL1CA) 30-72 ur/min
Burtamus /I (sprokansuudepos) 30-100-150 ar/mn
Burtamun E >0,7 mr/mn
0-TOKO(epOII/X0JIeCTEPUH >5,4 mr/t

Butamun K (Menannona Hatpust
oucynsur)™ (Kox ATX B02BA)

[TpoTpomOUHOBOE Bpems

Huskue yposHu scupopacmeopumvlx UmMamuHo8 pecucmpupyiomcs Npakmuyecku y 6cex
OONbHBIX, HecMOMps HA adeKeamuyro 3amecmumenvuylo mepanuio. Ilokazano, umo
VMEPEeHHO NnosbluleHHble YposHu pemunona (0o 110 me/on) 6 cwvlgopomke Kposu
noznoxcumenvio koppeaupyiom ¢ O@By1 (ODPB1 > 80% y 90% u3z makux nayuenmos),
He3asucumMo om 603pacmd, NAHKpeamudeckou (YHKyuu u Hympumuenoco cmamyca, 6e3
KAKUX-1ub0 npusHaKo8 moKCuyHOCmu. V' neneuenvix Oonvuvix MB cemoppacuueckuii
cumopom  modxcem  Manugpecmuposamv  eumamun-K  medocmamounocmero. Y
HOBOPONCOEHHbIX U 2PYOHbIX  Oemell OHA  MOXdCem  NPOSABUMbCSA  HEOOBACHUMOU
2emMoppazuieckol.  NYpnypou, — UHMECMUHANbHLIMU — KPOBOMEYEHUAMU,  OAUMENbHOU
KpPOBOMOUUBOCMbIO 68 Mecmax unvekyull. Cmapuiue oemu, HAxX00AWUecs HA UHMEHCUBHOU
AHMUOAKMEPUANbHOU Mepanuu Uiy ¢ CONYMCMEYIOWUM NOPAXCEHUEM NedYeHU MAaKmce
CKJIOHHbI K HAPYWLEHUIO NPOYecco8 Koaz2yaayuu, oaxce Ha gpone npuema eumamuna K.

YV 6onvubix MB xopowio uzeecmno o HeOOCMAamoyHocmu 6umamuna /| u HapyuweHusx
gocopno-karvyuesoco obmena. Jleweonwviti 3¢pghexm evicoxux 003 eumamunod A u J[
Hyscoaemces 8 oanbHetiuwem usydyeHuu. OOHaKo xopouio uzeecmuo, umo éce bonvHvie MB ¢
NAHKpeamuyeckou HeoOCMamo4HOCMbI0 eHCeOHe8HO OOINCHbL NOLYYAMb OONOTHUMENbHO
acupopacmeopumvie sumamunvt (A, A, E u K) u Oema-xapomuwn, onmumaivHo 8
godopacmeopumoii popme. Ilayuenmovl ¢ cOXpaHHoOU GYHKYUeN NOOHCETYOOUHOU dHCee3bl
0053amenvbHo  00NCHBL  NOAYYAMb  O0NOIHUMenvHo eumamun E. Bodopacmeopumbie
BUMAMUHBL Ha3Haualomcs 00oabHbiM MB 6 00biyHbIX npoghunaxmuueckux O003UposKax,
PEKOMEHOYeMbIX 300POBbIM TUYAM COOMBEMCMEYIouie20 603pacma, 3d UCKIIOYEHUEM
gumamuna C, nompebHOCMb 8 KOMOpoM Y 60NbHbIX nogblulena, u eumamuna B12 cayuasx

pe3exyuu n008300UHOU KUK,
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B mabnuye 15 npusedenvi pexomenoyemvie O003UPOBKU Ol OONOTHUMENLHO20 B6e0eHUs.
ACUPOPACMBOPUMBIX BUMAMUHOS.

Taoauna 15 - PekoMeHyemble 10351 dKUPOPACTBOPUMBIX BUTAMUHOB U OeTa-KapoTHHA JUIS
0onpHBIX MB.

BuramuHbl XapakTepucThka O00JIbHBIX J1038b1
A Bce ¢ [TH* 4000-10000 ME/cyr**
| Bce ¢ [TH* 400 - 2000 ME/cyT**
E Bce: 0-6 mec 25 ME/cyt **
6-12 mec 50 ME/cyr
1-4 roma 100 ME/cyr
4-10 ner 100-200 ME/cyr
Crapre 10 ner 200 — 400 ME/cyr
K Bce ¢ [TH 2 - 5w, cyT
IIPU MATOJIOTHH MTEUYEHU 10 mr/cyr
bera-kapotun Bce ¢ [TH 0,5 — 1 mr/kr/cyt, makc. 50 mMr/cyt

*[1H — nankpeamuyeckasi HedoCmamoyHOCHb

**[Tepeo0 00HUX eOuHUY UsMepeHull 003 BUMAMUHO8 8 Opyeue.
sumamun A: 1 me = 3333,3 ME
sumamun /1: 1 mxe = 40 ME;
sumamun E: 1 me = 1,36 ME

AzpeccusHnvle MemoObl HympUmueHoii noooepicku y 6oavnovix MB
K «aepeccusnvimy memooam nympumueHot noooepicku y 60abHbix ¢ MB omnocames:

1. 3omoosoe sHmepanvHoe numanue 6 6UOe HOUHOU UNEPATUMEHMAYUY, Yepe3
HA302ACMPAnbHblll  30HO  UAU  uYepe3 nepkymauuylo eacmpocmomy. C  nomMowwpro HOUHOLU
eunepanumMenmayuy, npu aoeK8amHoM KOHMPOAe NAHKPEAMUUECKUMU 3AMEHUMENSIMU, MONCHO
oononnumenvro obecneyums om 30 0o 50% paccuumannoii snepeonompebrocmu [9].

2. [lapenmepanvhoe numarnue

0 [lonnoe (yenmpanvbHblll 6eHO3HBI Kamemep), NOKA3AHUAMU AGTIAIOMCA:

- COCMOSIHUA NOCTe Onepayuu Ha KUuleyHuKe,

- CUHOPOM KOPOMKOU KUWKU,

- ocmpblil naHKpeamum.

0 Yacmuumnoe (¢ yenvio OONOTHUMENLHO2O NUMAHUS), UCNOIb3YEeMC sl Nepu@epuiecKkas 6eHa.:
- JICUpOBbIe IMYIbCUU,

- 2NIOKO30-AMUHOKUCIIOMHblE CMeCU, 6UMAMUHDbL.

e PexoMeHI0BaHO IPUMEHEHUE «arpECCUBHBIX» METOJI0B HYTPUTUBHOM MOIEPKKH MPU:
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O OTCYTCTBHH MPUOABKU B BECE WJIM CHI)KCHHE Beca B TEUCHUE 6 MECSIIEB;

O (akTUYECKOU Macce Tena HUKeE 3 TIepIeHTHIIS,

O (aKkTUYECKON Macce Tella HIDKE JIOJDKHOTO 3HaueHus Ha 15% v MeHee 25 mepreHTHIs
Ha ()OHE JIOTIOJIHUTEIILHOTO TUTAHUS CIICHUATBHBIMU cMecsiMu [9].

(Cuna pexkomennanuu 2 ypoBeHb 10Ka3aTeabcTB C)

KommenTapuii: «Aepeccusnviey memoovl HympumueHOU HOOOePI’CKU NOKA3AIU B8eCbMd
8bICOKYI0 2¢hhexkmusHocms, 8 ocobennocmu y 601bHbLIX MB ¢ 8bipasiceHHbIMU HapYuleHUsMU
Hympumuero2o cmamyca. OOHAKo, ONMUMAIbHble MeMOOUKU, CXemMbl NPUMEHEHUs, GUObL U
Cnocobbl  66edeHUsT NUMAMENbHbIX CcMecell, CNnocodbl 3aMeCmMUmMenbHol  epMeHmHOu
mepanuy npu NpoGeOeHUl 30HO08OU 2UNEPATUMEHMAYUU HYHCOAIOMCs 6 OdlbHeluel
ompabomxke 8 NPAKMuKe 0me4ecmeeHHOU NYIbMOHOI02UU U NEOUAPUU.

Ilokazano, ymo moabKO NPUMEHEeHUe SHMEPAILHO20 30HO08020 NUMAHUS OOCMOBEPHO
nPUBOOUM K VIAYHUULEHUIO HYMPUMUBHO20 cmamyca 60bHbix MB.

3.4 Xupypruueckoe JeyeHue.

e He pekoMeHIOBaHO IIMPOKOE MPUMEHEHHE XHPYPrHYECKOrO JICUCHUsS TMAIMeHTaM C
MYKOBHCITH1030M [1].
(Cuna pexomenaanuu 1; ypoBeHb jgoka3areiabcTB C)
KommenTtapuii: I/lpu onacuwix (6onee 200 mn/cym) KposomeyeHusx uiu KpOBOXAPKAHbE
(HeKOHmpoaUpyemoe  KOHCEpBamueHol  mepanueli) Memooom  8vlbopa  A6IAEmCs

amboauzayus dbpouxuanvrol apmepuu [1].

4, PeaOuauranus.

Ilayuenmam ¢ MB  pexomenoyemcs nposedenue peabUIUMAYUOHHBIX MEPONPUAMUL,

HAayeleHHbIX Ha N000epIiIcane 1e204HOU QYHKYUU.

5. IlpopuiakTuka v JUCHIAHCEPHOE HAOIIOeHHE

5.1 Ilpodpnaakruka

Cnocobog nepsuunou npogunaxkmuku MB — ne cywecmeyem. B xauecmee mep 8mopuyHou
nPOGUIAKMUKU IMO20 3a00Ne8aHUsL BbLICIYNAIOM.:

1) oopoodosas ouacnocmuxa u

2) neonamanwvhas ouacnocmuxa MB.

5.2 BeneHue nanueHToOB

Hayuenmor ¢ MB 0omicHbl HAX0OUMbC HA AKMUBHOM OUCNAHCEPHOM HabOaooenuu. [lo

docmudicenuu eospacma 1 2o0a 601bHbix MB Heobxooumo obcredosams ne pedice 1 paza 6 3 mec.,
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4Umo no3eosaem cieoumns 3a OUHAMUKOU 3abonesanus (maobn. 16) u ceoespemeHHo Koppucuposams

mepanuio.
Taoauna 16 - [lepeuens 1a00paTOPHBIX U MHCTPYMEHTAIBHBIX UCCIICIOBAHUH,

OCYIIECTBIISIEMBIX ITPH aMOYJIATOPHOM OCMOTpE.

HccnenoBanus, KOTOphIE HEOOXOIUMO TIPOBOAUTE TIPU O0s13aTenbHOE eKeroJHoe 00CIe0BaHue
KaxxaoM npuéme nanuenTa (1 pas B 3 mec.)

AmnTtponomerpus (poct, Macca Tena, AepUIUT Macchl | BuoxuMmmdeckoe rccieoBanne KpoBu (AKTUBHOCTD
TeIna) Ne4EHOYHBIX (PEPMEHTOB, COOTHOIIECHHE OCIIKOBBIX (hPaKIIH,
JIEKTPOIUTHBIA COCTAB, KOHIIEHTPALHS TIIIOKO3BI)

OOmmit ananu3 MOYn Komrsrorepnas Tomorpadust opraHoB rpyJHOH KIETKH
Konponoruueckoe uccienoBanue VY IbTpa3ByKoOBOE HCCIIEJOBAHUE OPIaHOB OPIOIIHOM MOJIOCTH
Knunnuecknit ananus xpopu™ OKTI'

Bakrepuonorudeckoe UCCIea0BaHUE MOKPOTHI (TIpH Oubpo330(haroracTpoIyoaeHOCKOIHS
HEBO3MOXKHOCTHU COOpaTh MOKPOTY — Ma3Ka ¢ 3aHei
CTCHKH TJIOTKH) Ha MUKPO(IOPY U YYBCTBUTEIEHOCTh
K aHTHOHOTHKaM *

HUccnenoBanne ®BJ1* OcMOTp OTOPUHOIAPUHTOJIOTOM

Omnpenenenne SpO,* TecT Ha TONEPAaHTHOCTB K IIIIOKO3€

*HOHOHHI/ITCHBHO HUCCICAOBAHUC TIIPOBOJAAT IIpU MOABJICHHU TIPHU3HAKOB O6OCTpCHI/IH I/IH(bCKL[I/IOHHO'
BOCIIAJIMTCIILHOIO IMponecca B 6p0HXOHéF0"IHOI>’I CHUCTEMEC.

Jleuenue OonvHbix MB npeonoumumenbHo npo8oOUmMb 8 CHeYUANUIUPOBAHHLIX YEHMPAX.
Tepanus MB He ocpanuuusaemcs pamkamu MeOUKAMEHMO3HO20 JeyeHus: 0Ooavhbim MB
mpebyemcsi KOMNJIEKCHAA MEOUYUHCKASL NOMOWb NPU AKMUBHOM Y4aCMuU He MOAbKO épayell, d
Mmakce MeOUYUHCKUX cecmep, OUemono2o8, KUHe3Umepaneemos, HCUX0N0208 U COYUALbHbIX
pabomuukos. B ycrosusx pecuonanvrnozo yenmpa MB pexomenoyemcs pe2ynapHoe ambyiamopHoe
HaOn0oenue 3a 0ONbHLIMU, C 20CNUMANU3ayuell 8 CReYuarusupoSanHylo KIUHUKY (omoeneHue
NYIbMOHONIO2UU  (pedce - 2ACMPOIHMEPONIO2UU) MHOONPOPDUNLHBIX VUPEXHCOeHUll) 8 cayyae
Pazeumus UHGEKYUOHHBIX UIU OPY2UX OCTIOHCHEHUU 3a001e6aAHUSL.

Ilepesoo nayuenma 60 83pociaviii yenmp MB donoicen 6vims 3aseputer k 18 2ooam. C 16 oo
18 nem - nepexoouwlii nepuod. J{iumenbHocmv NpeOblGaAHU 6 KpPYeloCYMOUHOM/OHEBHOM
cmayuonape cocmaensem 6 cpeoHem 14-21 Oenv 6 3agucumocmu om mANCECMU MedeHus
3a601e6anus u conymcmeayowux ocioxcuenutl. Ilayuenmos neobxooumo odociredosams Kadxcovie I-
3 mecaya. Bnepevie  ouacnocmuposannvlie Oemu UiU NAYUEHMbL C MANCENbIMU Gopmamu
3a601e8aHUsA 00NHCHBI HAOIIO0AMbCA euje uauje (excemecsayto), mo20a KaKk nayueHmol ¢ 1ecKum
unu amunudnvim mevenuem MB mocym nabniodamucs peoice (kadxcovie 3-6 mec.).

IIpu omcymemeuu MeOUyuHCKUX NOKA3aHull K 20CRUManu3ayuy OO1bHbvle Hanpasiaomcs Ha
amoy1amopHO-NOIUKIUHUYECKOe 00JIeYUBanUe )y 8pava-neouampa u nyJa1bMoHoL02a.

HauueHmbl C 6p0H)C0']Z€201£HblMM 3a001e6aHUIMU nojiaydyarmom.
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- 8 pamMKax NepeuyHOl  MEeOUKO-CAHUMAPHOU  NOMOWU —  MepanesmuyecKyio,
neouampuyeckyo noMoujb,

- 8 pamMKax CneyuanusUpoOSaAHHOU MEOUYUHCKOU NOMOWU — NYIbMOHOLOSUYECKYIO
MEOUYUHCKYIO NOMOUb.

Bpauu-nynemononocu oxasweieaiom Mmeouyunckyro nomowpp 6oavHoiM ¢ MB Ha ocHoge
83AUMOOCLICMBUSL C 8PAYAMU OPY2UX CHeYUATbHOCTEIL.

Okaszanue MeOuyuHcKou nomowu 60avubim ¢ MB 6 pamkax nepeuyHot MeouKo-caHumapHou
nOMOWU 8 AMOYIAMOPHO-NOTUKTUHUYECKUX VUPENCOCHUSIX OCYUWeCMBI[emcs YUACMKOSbIM 8PAYOM-
neouampom, 6 COOMEEMCMEUU C YCMAHOBIEHHbIMU CMAHOAPMAMU MEOUYUHCKOU NOMOWU C
VUEmoM PeKOMeHOayull 8payeti-ny1bMOHON0208.

IIpu nanpasnenuu Kk 8payy-nyibMOHOIOZY 8PAYAMU-NEOUAMPAMU YHACTIKOGBIMU U 8PAYAMU
Opyeux CcneyuamrbHoCmel NpeodoCmasisiemcs: GbINUCKA U3  AMOYIAMOPHOU Kapmbl (ucmopuu
Oone3Hu) ¢ yKazaHuem npeosapumenbHo2o (Uiu 3aKIo4UmenbHo20) OUacHo3d, CONYMCMEYIOUUX
3ab01e6anull, a MAK’Ce UMEIOWUXCSL OAHHBIX 1AO0PAMOPHBIX U PYHKYUOHATLHBIX UCCTEO08AHULL.

IIpu He603MOJCHOCMU OKA3AHUS MEOUYUHCKOU NOMOWU 6 KaOuHeme 8paia-nyibMOHOL02A
OONbHbIE HANPABTAIMCS 6 OMOeNeHUue NYIbMOHOIO2UU O 8bIpAOOMKU MAKMUKU 6€0eHUs U
nPosedeHUs HeOOX00UMO20 CREYUATUSUPOBAHHOZO JIeYeHUS.

Tayuenmor ¢ MB, nysxcoarowuecs 6 CmayuoHapHoOM Ne4eHUU 8 paAMKax NepeuUtHol MeouKo-
CAHUMApPHOU NOMOWU, HANPABTAIOMCS NO MEOUYUHCKUM NOKA3AHUAM 6 mepanesmuieckue u
neouampuyeckue omoeieHuss MeOUYUHCKUX OP2AHU3AYULL 8PAYAMU CKOPOU MEOUYUHCKOU NOMOWU,
spavamu-neouampamy  y4acmrko8blMu u 8PAYAMU-NYTbMOHOTIO2AMU amobyramopHo-
NONUKTUHUYECKUX YYUPEHCOCHUIL.

Ilayuenmvr ¢ OPOHXO-N€2OUHBIMU  3A00NE6AHUAMU  NO  MEOUYUHCKUM — NOKA3AHUSM,
HYAHCOAIOWUXCS 8 OKA3AHUU CReYUATUIUPOBAHHOU NYTbMOHOI0SUYECKOU CMAYUOHAPHOU NOMOWU,
HANpagnawmes 6 OmoeleHUus NYIbMOHOIOSUU OeMCKUX MeOUYUHCKUX OP2aHU3AYULL 8pavoM-
NYIbMOHONI020M, 8PAYOM CKOPOU MEOUYUHCKOU NOMOUJU.

Ilpu nesgpghexmuenocmu neuenus 00bHbIE C OPOHXO-1E20YHBLIMU 3A00NEBAHUIMU NO
MEOUYUHCKUM NOKA3AHUSAM Nepesoosimcst U3 mepanesmuieckux U neouampuieckux omoeieHull 8

omoenenue nyJ1bMOHROJI02UU 0emcKux MeduI/}MHCKI/DC OPZCZHI/BCZL}MIZ.
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6. I[OHO.]]HI/ITC.HLHaﬂ I/IH(l)OpMaIII/Iﬂ, BJIUNAIOIIAA HA TCHCHHUEC U UCX0Q

3a00J1eBaHUSA/CMHAPOMA

6.1 Ucxoapl 1 NPOrHo3

MB — xpoHuueckoe HensneunMoe 3a00eBaHKe, TOITOMY OOJIbHBIE HYKJIAIOTCSI B aKTUBHOM
JMCTIAHCEPHOM HAOJIOZCHUM W HENPEPHIBHOM JICUYCHHM. Y OJHHUX IallMeHTOB, HECMOTpS Ha
CBOECBPEMEHHYIO JIMAarHOCTUKY M aJE€KBATHYIO TEPAIUIO, MOPAXEHHE OPOHXOJErOYHOW CHCTEMBI
OBICTPO MPOTPECCUPYET, Y APYTUX AUHAMHKA U3MEHEHUH Oojee OnaronpusTHa. MHOTHE MAIlMEHTHI

AOKUBAKOT OO0 B3POCIIOro U AaKC 3pCJIOro Bo3pacrta.

KpnTeplm OIICHKHU KaYeCTBa MeI[I/IIII/IHCKOﬁ noMoIiu

Tadauna 1 - Opranu3aluOHHO-TEXHUYECKUE YCIIOBHS OKA3aHUSI MEAUIIMHCKON MOMOIIHU JAETSIM

C KMCTO3HBIM (pUOPO30M (MYKOBHCLUIO30M).

ClicMuaJIn3pOBaHHasA, B TOM YHCJIC

Bua MeanuuHCKOMH MOMOIIH
BBICOKOTEXHOJIOTUYHAS, MEIUITMHCKAS TTOMOIIh

Bospactnas rpynmna JeTU

YcnoBusa okazaHus

MCHHHHHCKOﬁ IIOMOIITH CTallMOHApHO, B THCBHOM CTAallMOHAPC

dopma OKa3aHHUs MEIULMHCKOU
MTOMOIIA

IIJ1a”HoOBas

da3a 3a0oneBaHus, APYTrHe
XapaKTEPUCTHUKH (TIpU HAJIUYUH)

Ta6auna 2 - Kpurepuu kauecTBa oKa3aHusi MEIUIMHCKON MOMOIIIH JIETSM C KUCTO3HBIM

¢$bubpo30M (MYKOBUCITUIO30M).

Ne Kpurepnii YpoBeHb YpoBeHb
JAOCTOBEPHO yoenuTenbH
CTH OCTH
A0Ka3aTelb peKoMeHan
CTB ui
BelnmonHeHo  ompeneneHue  MaHKPEaTUYECKOM 1 A
nacta3bl B Kajle (€caM He IPOBOJAWIOCH B
npenuecTsyronme 12 mec)
BbInosHeHo MUKpOOHOJIOTHYECKOE UCCIEI0BAaHHE 1 B
noceBa (Guopsl B MOKpOTe (MHAYLHMPOBAHHOM
MOKpPOTE, TPaxeaJbHOM aCIHpPATE)
[IpoBenena aHTMOAKTEpHATIbHAS TEpamusl IBYMS 1 B
IpernapaTamMy IE€pOpalbHO M HHTAISLHUOHHO C
LENbI0 DpaJuKallMd Ipd IEPBUYHOM BBICEBE
CHHETHOWHON MH(EKINN He3aMeUTUTEIBHO
[IpoBenena ¢epMeHTO3aMECTUTENbHAS —Tepanus 1 B
IIpenapaToM NaHKpeaTHHa
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S. Beinonnena KOHCYJIbTalUs Bpaua- 2 B
raCcTpPOdHTEPOJIOra JUTSt HCKIIIOUCHUS
TUIIEPALUIHOTO COCTOSHUS U €TI0 KOPPEKLUHU IIpU
OTCYTCTBUH s dexra oT
(bepMEeHTO3aMeCTUTENBHOM TEepaIny -

6. IIpoBenena Tepanus MIAaHKPEaTUYECKUMHU 2 B
dbepmentamu B o3¢ He Bhimel2 Teicsy EJ[ mo
JIMIase B CyTKU

7. BelnonHena koHCyabTalUs OTOPHUHOJIAPUHIOJIOrA 2 B
pu 000CTPEHUHU XPOHUYECKOTO CHHYCHTA

8. IIpy HanmuuMM Ha3aJbHOTO IOJIMIIO3a IIPOBEJCHA 2 B
KOHCYJIbTAIIHs] OTOPHHOJIAPHHIOJIOTa

9. Brinosinena KOHCYJIbTALINA Bpaya- 2 B

TPAHCIUIAHTOJIOTA NPU HAJIWYUM LUPpPO3a MEYEHU
1 NTIOCTAHOBKA B JIUCT TPAHCIUIAHTALIMU

10. |BeimosnHeHa IIOCTAaHOBKaA YPE3KOKHOU 2 B
racTpoCTOMBI " npoBesieHa HOYHAas
THIEpATTUMEHTAIUS TIPU MOKa3aTeNsX Beca MeHee
10% neprenTuns

11. | HocTmwkeHue nmokaszareneil (GU3NIecKoro pa3BUTH 2 B
B rpanune  25-75%  mocne  KOppEKIUu
HYTPUTUBHOTO CTaTyca

12. |OrcyrcTBHE IITAMMOB CHHETHOMHOM NaloOukd B 1 B
[I0OCEBAaX MOKPOTHI HJIM Ma3Ke M3 PpOTOTJIOTKH
NanueHTa I0CIe 3aBEpUICHHUs Kypca Tepanuu
JUIMTENLHOCTBIO 3 MecsiIa

13. |OtcyrcTBHE HEHTPAIBHOTO KHpa B KOIPOrpamMme 1 C
Ha ¢done KOPPEKLHUH JI03Bbl
(hepMEeHTO3aMeCTUTENBHOM Tepanuu

Cnncok jqurepaTtypbl

1. MykoBucuuno3. Ilog penakumeinr H.M. Kamnpanosa, H.}FO. Kammpckoii.
MEITPAKTUKA-M.: 2014. 672 c.

2 P.A. Flume, P.J. Mogayzel, K.A. Robinson Cystic Fibrosis Pulmonary Guidelines:
Treatment of Pulmonary Exacerbations. Am. J. Respir. Crit. Care Med. 2009; 180: 802—808.

3. P.J. Mogayzel, E.T. Naureckas, K.A. Robinson Cystic Fibrosis Pulmonary Guidelines.
Am. J. Respir. Crit. Care Med. 2013; 187: 680—-689.

4. F. Ratjen, A. Munck, P. Kho, G. Angyalosi Treatment of early Pseudomonas
aeruginosa infection in patients with cystic fibrosis: the ELITE trial. Thorax. 2010 ;65 (4) : 286-
291.

5. G. Taccetti, E. Bianchini, L. Cariani. Early antibiotic treatment for Pseudomonas
aeruginosa eradication in patients with cystic fibrosis: A randomised multicentre study
comparing two different protocols. Thorax. 2012; 67 (10) :853-859.
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6 M. Proesmans, F. Vermeulen, L. Boulanger, J. Verhaegen, K. De Boeck. Comparison of
two treatment regimens for eradication of Pseudomonas aeruginosa infection in children with
cystic fibrosis. J Cyst Fibros. 2013; 12(1):29-34.

7. A. R. Smyth, S.C. Bell , S.Bojcin , M.Bryon, A. Duff, P.A. Flume European Cystic
Fibrosis Society Standards of Care: Best Practice guidelines J Cyst Fibrosis. 2014. v.13. S23-
S42.

8. HaunoHanmpHBIN KOHCEHCYC 10 MYKOBHCIUAO03Y. Paznen « AHTUMHKPOOHAs Tepamusy».
[Tenunatpus umenu I'.H. Cniepanckoro. 2014. 1. 93. Ne4, ctp. 107-122.

9. M. Sinaasappel, M. Stern, J. Littlewood, S. Wolfe, G. Steinkamp, Harry G.M.
Heijerman. Nutrition in patients with cystic fibrosis: a European Consensus. J Cyst Fibrosis.
2002 (1): 51-75.

10. D. Bilton, G.Bellon, B. Charlton, P. Cooper, K. De Boeck, P.A. Flume Pooled
analysis of two large randomised phase Il inhaled mannitol studies in cystic fibrosis J Cyst
Fibrosis. 2013 (12): 367-376.
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Hpuinoxenue Al CocraB padoueil rpynibl

Cocras paboueii rpynnbi:

BapanoB A.A. akan. PAH, npodeccop, a.Mm.H., [Ipencenarens Mcnonakoma Coro3a neuaTpos
Poccuu;

Hama3zoBa-bapanosa JI.C., akan. PAH, npodeccop, a.M.H., 3amectutens [pencenarens
Hcnonkoma Coro3a neguarpos Pocenu;

CumonoBa O.U., 1.Mm.H., wieHn Coro3a neauatpoB Poccuu;

Kammupckas H.FO., 1.M.H, pod

Konaparbesa E.W., n1.m.H, ipod

I'opunoga 10.B., x. M.H.; wieH Coro3a neguarpos Poccun

PocnaBueBa E.A., k. M. H, wieHn Coro3a neauatpoB Poccun

Kpacosckmnii C.A., K.M.H.

CeanmssinoBa JI.P., k.M.H., wien Coro3a neguatpos Poccuu;

Asmopwsl noomaepaicoaiom omcymcmaue QUHAHCOBOU NOOOEPIHCKU/KOHPDAUKMA UHMEPeCOs,

KOMOopblll He0OX00UMO 0OHAPOO08aAMb.
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Hpuioxenue A2. MeTonoiorust pa3padoTki KIMHUYECKUX PEKOMEH AUl

IleneBasi aynuTopusi JAaHHBIX KJIMHHYECKHUX PEKOMEHIALMI:
e Bpauu-nmynbMOHOJIOTH
e Bpauu-nenuarpel
e Bpauu o0meii BpaueOHON NPAaKTUKHU (CeMeiHbIE Bpayun)
e Bpauu -reHeTuKu
e Bpauu amieprosoru-uMMyHOJIOTH
e Bpauu-racTpo3HTEpPOJIOTH
e Bpauu- SHIOKPUHOJIOTU
e Cryaentsl MenuuuHckux BY3o0B
e OoOyuaromuecs: B OpAUHATYPE U UHTEPHATYpPE

Metoambl, ucnoab3yeMble I cOopa/cesieKIMM J0KAa3aTeJbCTB: IOUCK B 3JIEKTPOHHBIX
0a3zax TaHHBIX.

Onucanue MeT00B, HCIOJIB30BAHHBIX /ISl OLIEHKH Ka4eCTBAa M CWJIbI J0Ka3aTeJbCTB!
JI0Ka3aTenbHOM 0a30¥ AJs1 peKOMEHIAIMH ABIISIOTCS MyOIuKauy, Bomeamue B KoxpeHOBCKYIO
oubnmoteky, 6a3el nanabix EMBASE, MEDLINE u PubMed. I'nyouna nowucka - 5 nert.

MeToabl, HCIIOJIB30BAHHBIE /ISl OLEHKH KAa4eCTBA M CHJIbI J0KA3aTeIbCTB:

®  KOHCEHCYC JKCIIEPTOB;

®  OILICHKA 3HAYUMOCTHU B COOTBETCTBUU C PEUTUHIOBOM CXEMOM.
MeToabl, HCIOJIB30BAHHBIE 1JIS1 AHAJIM3A 10KA3aTEJIbCTB:

e  0030pHI OMYOIMKOBAHHBIX META-aHAIHU30B,;

e  cucremMaTtuyeckue 0030pbl ¢ TaOIMIIAMH JI0KA3aTEIbCTB.

Onucanue MeTOA0B, HCIO0JIb30BAHHBIX /ISl AHAJIN3A 10KA3aTeIbCTB

[Tpu oTOOpe myOauKanuii, Kak NOTEHIHATBHBIX HCTOYHUKOB JJOKA3aTeIbCTB, UCTIOIb30BaHHAs
B K2XJIOM HCCJIEIOBAaHUU METOIOJIOTHUS M3ydaeTcs JUid TOTO, YTOObI YOETUThCA B €€ BAIUIHOCTH.
Pe3ynbpTar n3ydeHus BIMAET Ha YPOBEHb JJOKA3aTENbCTB, IPUCBAUBAEMBIH MTyOJIMKAIIUH, YTO B CBOIO
odepelib, BIUAET Ha CUILYy PEKOMEHAALMM.

JUiss MUHUMM3AIMKA T[OTEHIMAIBHBIX OMIMOOK KaXJ0€ HCCIEIOBAHUE OLIEHUBAIOCH
He3aBUCHMO. JIF0ObIe pa3nuyurs B OI[EHKaX 00CYKJAIHCh BCEH IPYIITON aBTOPOB B TIOJHOM COCTAaBeE.
IIpy HEBO3MOKHOCTH AOCTHUKEHUSI KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCUMBIN DKCIIEPT.

Tabumubl 10Ka3aTENbCTB: 3aM0JHAINCh ABTOPAMH KIIMHUYECKUX PEKOMEHIALIU.

Metoapl, HCHOJB30BaHHBIE UId (OpMYJMPOBAHMA PEKOMEHIALU: KOHCEHCYC

HKCIIEPTOB.

50



HNuauxaTops nodpokavecTBeHHoii mpakTuku (Good Practice Points — GPPs)

Pexomenryemasi oOpoKauecTBeHHas MPAKTUKA 0a3UpyeTcs Ha KIMHUYECKOM OIIbITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIAIHIH.

JKOHOMHUYECKH aHAIN3

AHanmu3 CTOMMOCTHM HE TMPOBOAMJICS M MyOnuKamuu 1o  (apMaKO’IKOHOMHKE HE
aHAJTN3UPOBAIIHCE.

Metoa Bajuaauuym peKoMeHIauuin

e  BHemHss dKCIEpTHAs OLICHKA.
e  BHyTpeHHSS 3KCIIEpTHAs OLICHKA.

Onucanne MeTOa BATHIALMHN PEKOMeEH AU

Hacrosimme pexkoMeHmanmMu B TNPEABAPUTEIBHON BepcHHM  ObUIM  pEIICH3HPOBAHBI
HE3aBUCHUMBIMHU  JKCIIEPTaMH, KOTOPBIX, TPEXKIE BCEro, IMONPOCHIN NPOKOMMEHTHPOBATH,
HACKOJIBKO JOCTYIHA JUI TIOHMMaHMsS HMHTEpPIIpETalysl J0Ka3aTeNbCTB, JeXKamas B OCHOBE
PEKOMEH 1alluil.

Ot Bpaueil NEpBUYHOTO 3BEHA TNOJYY€Hbl KOMMEHTAapUU B OTHOUICHHH JIOXOJYUBOCTH
M3JI0KEHHS TAaHHBIX PEKOMEHAINM, a TaKXKe MX OLIEHKA BaKHOCTH MpEIaraéMbIX PEeKOMEHIAIHH,
KaK HHCTPYMEHTA IMOBCETHEBHON MPAKTUKH.

Bce koMMeHTapuu, MOJy4YeHHBIE OT OSKCIEPTOB, TIIATEIbHO CHCTEMATU3UPOBAIHNCH U
oOcyX1anuch wieHaMH padoyeil rpynmsl (aBTopamMu pekoMeHaanuii). Kaxapiii myHKT o6cyxaancs
B OTJICJIHOCTH.

KoHcyabTanus U 3KcnepTHAs OLeHKa

ITpoekT pekoMeHaaluii ObUT PEIICH3UPOBAH HE3aBUCUMBIMHU IKCIIEPTAMH, KOTOPBIX, MPEKIC
BCEro, TNOMPOCHWJIM IMPOKOMMEHTUPOBATh JOXOAYMBOCTH W  TOYHOCTh  HMHTEpPIpPETAIHH
JI0Ka3aTeNIbHOM 0a3bl, JIexkallel B OCHOBE PEKOMEHIAIIHIA.

Pabouas rpynna

Jlnsi OKOHUYATENbHOM pEeNaklUU W KOHTPOJS KayecTBa PEKOMEHJAIMKU OBbLIM IMOBTOPHO
MPOAHATM3UPOBAHbl WiIEHAMH pabodell Tpynmbl, KOTOpbIE HPUILIM K 3aKIIOYEHHIO, YTO BCE
3aMEYaHusl ¥ KOMMEHTapUU SKCIIEPTOB NMPHHITHI BO BHUMAHHUE, PUCK CHCTEMATHYECKHX OIIMOOK
pu pa3paboTKe peKOMEHJAIUN CBEIEH K MUHUMYMY.

OcCHOBHbBIE peKOMEHAAIH T

Cuna pexomenpauuii (1-2) Ha OCHOBaHHUM COOTBETCTBYIOLIUX YpOBHEHN J10Ka3arenbCcTB (A-C)
Y UHUKATOPBI T0OpOoKavuecTBEHHOM npakTuku (Tadiu. 1) — good practice points (GPPS) nmpuBoastcs
NIPU U3JI0KEHUU TEKCTa PEKOMEHIAITHH.

Tabauna I11 - Cxema AJ1 OLEHKH YPOBHS pEKOMEHIAIUH
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Crenennb CooTHoLIeHHE puUcKa | MeTomonoruueckoe kavecTBO | [losicHeHMs o
JI0CTOBEPHOCTH U MIPEUMYILECTB UMEIOITUXCS JIOKA3aTeNIbCTB MIPUMEHEHUIO
peKoOMeH A peKoMeHaanuit
1A ITonw3a otuernuBo | HamexxHeie HerpotuBopeuuBble | CunpHas
CuabHast MIpEeBaIUPYET HaJ | JOKa3aTelbCTBA, OCHOBAHHBIE  HA | PEKOMEHAALHUA,
peKoMeHaanusl, pucKkamMu u | xopouio BbionHeHHBIX PKUW  wnm | xoropast MOXET
OCHOBAHHAN Ha | 3aTpaTamuy, 00 | HEONMPOBEPKUMBIC  JTOKAa3aTEIbCTBA, | MCIIOIB30BATHCS B
JI0KA3aTeJIbCTBAX HA000pOT MIpeICTaBJICHHbBIE B KaKoi-1r00 | OONBIIMHCTBE CITydacB
BBICOKOI'0 KauecTBa npyroi hopme. Y OPEUMYIIECTBEHHOI'O
JanpHelne uccinenoBaHusl BpsA JIM | KOJIMYECTBA MALIMEHTOB
M3MEHAT HAIIy YBEPCHHOCTH B OIICHKE | 0e3 KaKuX-Iu00
COOTHOILIEHUS TIOJIb3bI U PUCKA. U3MEHEHUH "
HUCKJIIOUCHUN
1B ITonw3a otuernuBo | JlokazarenbcTBa, ocHOBaHHble Ha | CuibHas
CuabHast MpEeBAIUPYET Haja | pesyabTatax PKW, BBINOJHEHHBIX C | pEKOMEHAALHSA,
peKoMeHaanusl, puckamMu U | HEKOTOPBIMU OrPAaHUYEHUSMH | IPUMEHEHUE KOTOPOU
OCHOBAHHAN Ha | 3aTpaTamuy, 60 | (IPOTUBOPEUUBEIC pe3yNbTaThl, | BO3MOXKHO B
JI0KA3aTeJIbCTBAX HA000pOT METOOJIOTHUECKHE omuOKH, | OONBIIMHCTBE CITy4YacB
YMePeHHOro KauecTBa KOCBCHHBIC WM CIy4YaiiHbIE U T.IL),
mu00  APYruX BECKAX OCHOBAHHUSX.
Hanpreiimme wuccnemoBanus — (ecmu
OHU TIPOBOJIITCS), BEPOSTHO, OKAXYT
BJIMSIHUE Ha Hallly YBEPEHHOCTh B
OLICHKE COOTHOLIEHUSI TOJIb3bI U pUCKa
1 MOT'YT U3MEHHUTH €€.
1C ITons3a, BEpOATHO, | JlokazaTtenbCTBa, OCHOBaHHblE HAa | OTHOCHUTEIBHO CHUIIbHAS
CuabHast Oyzmer IMpeBaTUpOBaTh | 0OCEPBAIIMOHHBIX HCCIIEIOBAHUSX, | PEKOMEHAALINA,
peKoMeHaanusl, HaJ BO3MOXKHBIMHU | OECCHCTEMHOM KIIMHHYECKOM OIIBITE, | KOTOpas MOXET OBITh
OCHOBAHHAN Ha | pUCKaMU u | pesyapratax PKW, BBIMOTHEHHBIX € | U3MEHEHA npu
JI0KA3aTeJIbCTBAX 3aTpaTamu, 00 | CyIIECTBEHHBIMU HEAOCTAaTKaMHU. | MOJYyYEHUU
HHU3KOI'0 Ka4yecTBa Hao0opoT JIrobas OLICHKA s¢dexra | moKazarenscTB  Oonee

PACHCHUBACTCA KaK HCONIPCACICHHA.

BBICOKOI'O Ka4€CTBa

2A

Caabas pexomeHaanus,
OCHOBAHHAS HA
J0KA3aTeJIbCTBAX

BBICOKOI'0 Ka4eCTBa

Ilonp3a comocTaBUMa
C BO3MOXHBIMHU
PUCKAMU U 3aTpaTaMU

Hanexnrie JIoKa3aTeIbCTBa,
OCHOBAaHHEBIE Ha XOpOoLIo
BBIIOJTHEHHBIX PKM HITH
MOJITBEPIKICHHBIE IpYrUMHU

HCONPOBCPIKNUMBIMU JaHHBIMH.
I[aJIBHefIHIHe HCCJICAOBAHUA BpsA JIN
HU3MCHAT Hallly YBEPCHHOCTL B OIICHKC
COOTHOUICHUA TTOJIb3bI U PHUCKA.

Crnabast peKOMCHIAIIHS.

Bri6op HaWITy4IIen
TaKTUKA Oyzner
3aBHCETh or
KIIMHAYECKON

CUTYyaLNH
(oOcTosTensCTB),
MalyeHTa WITH
COLMAIBHBIX
MPEANOYTEHUM.

2B

Caabas pexomeHaanusi,
OCHOBAHHAN Ha
JI0KA3aTeJIbCTBAX

YMEPEHHOTr0 KauecTBa

Ilons3a comocraBuMa
C pUcKamMu H
OCJI0XKHCHHSIMH,
OJIHAKO B DTOM OIICHKE
ecThb
HEONpeAeIEHHOCTD.

JlokazaTtenbCTBa, OCHOBAaHHBIE  Ha
pesynbratax PKW, BbINONHEHHBIX C
CYILLECTBEHHBIMU OrpaHUYEHUSAMHU
(mpoTHBOpEUYNBHIC pe3yNbTaThI,
METOJIOJIOTMYECKUE JeEKTHI,
KOCBCHHBIC WU CIy4alHbIC), WIA
CUJIbHBIE JI0Ka3aTebCTBa,
MpEeICTaBIEHHbIE B KaKoi-11b0o

nIpyroii hopme.

Hanprelimme wuccnenoBanus — (ecnu
OHH TIPOBOMATCS), CKOpEe BCEro,
OKaXYyT BITUSTHUC Ha HaIIy

YBEPCHHOCTL B OLCHKE COOTHOILICHUSA
T1I0JIB3bl U pPUCKA U MOTI'YT USMCHUTD €C.

Crnabast peKOMCHIAIIHS.

AnbTepHaTUBHAs
TaKTHKA B
OIPEIEIICHHBIX
CUTYaIHAX MOXET
SIBUTHCS JUISt

HEKOTOPBIX NalMeHTOB
JIYYIIAM BBIOOPOM.
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2C

Caabas pexomeHaanus,
OCHOBAHHAN Ha
JI0KA3aTeJIbCTBAX

HHU3KOIo KadeCcTrBa

Heomno3naunoctr B
OIICHKE COOTHOILICHHMS

MOJB3BI, PHUCKOB U
OCIIOKHEHHI, I10JIb3a
MOXKET OBITH
COIIoCTaBUMa C
BO3MOKHBIMU
pUCKaMu u
OCJI0’KHEHHSIMH.

Jloka3atenbcTBa, OCHOBaHHBIE  Ha
00CepBaIMOHHBIX HCCIIEI0BaHHUsX,
0CCCHUCTEMHOr0 KIMHHYECKOrO OITbITa
mm PKM ¢ cymecrBeHHbIMU
HEJI0CTaTKAMH. Jrobas OLICHKA
a¢dexra pacieHuBaeTcs KaK
HEompeIe/ieHHas.

OueHp ciabast
pEeKOMEHIAINS;
aJbTePHATUBHBIC
MMOJIXOBI MOTYT OBITH
HCIIOJIB30BAHBI B

PaBHOH CTENEHU.

*B tabmuie nu@poBoe 3HAYCHUE COOTBETCTBYET CUJIE pEKOMEHIAINi, OYKBEHHOE - COOTBETCTBYET

YPOBHIO JJOKa3aTeJIbHOCTH
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Ipuinoxenue A3. CBA3aHHbIE JOKYMEHTbI

IHopsaaxu okazaHusd MeIMUMHCKON MOMOIIH:
1. Ilpuka3 MuHucrepcTBa 31paBOOXpaHEHUS U COLUAIBHOTO pa3BUuTUs PO oT 16 anpens
2012 r. N 3661 "OO0 yrBepxaenuu [lopsiika okazaHus neanaTpudeckoil momomu"
2. Ilpuxa3 Munuctepcrpa 3npaBooxpanerust PO "O6 yreepxxaenuu [lopsaka okazanus
MEAULMHCKON MOMOIIM OOJILHBIM C BPOKJICHHBIMU U (WJIM) HACJIEICTBEHHBIMU
3aboneBanusMu" ot 15 HOsAOpst 2012 1. N 917H.
CranaapTsl oKka3aHusl MeIUIIUHCKON MTOMOIIH:
1. CranpapT cuenuaIn3upOBaHHON MEAMIIMHCKOM MOMOIIU MPU KUCTO3HOM (hudpo3e
(ITpuka3z Munzapasa Poccun ot 28.12.2012 N 1605H).
2. CranaapT nepBHYHON MEIMKO-CAHUTAPHOM MOMOIIH MpHU KUCTO3HOM pudpose (IIpuka3z

Mumnzapasa Poccun ot 20.12.2012 N 1206H)
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Hpn.ﬂomeﬂne b. AJ]FOpI/ITMbI BCACHHA IMAIIMCHTA

HaHI/IeHT C IMOAO3PCHNUEM Ha MYKOBHUCIIHU03

A4

Huarnoctuka (ctp.9)

I

Kouncynpranus
pomIIbHOTO
CIICLMAJINCTA

Juarxos
MOATBEPXKIEH?

JA

v

Z[I/ICHaHCGPHOG Ha6J'IIO,HeHI/Ie " JICYCHUC C
NEepUOANICCKUM KOHTPOJIEM B

CHEUATH3UPOBAHHOM
MyJIEMOHOJIOTUYECKOM OT/IEJICHUN
(ctp. 16,44)

Tepamus
s¢dexruBHa? '

TA

HET
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[Mpunoxenue B. Uudopmauusa 1is naumeHToB

MyKoBHCII/I03 — T'eHETHYeCKOoe 3a00JeBaHue, KOTOpoe OOYCIIOBICHO MYTallUsIMU B T€HE
MYKOBHUCIUJO3HOTO  TPAaHCMEMOPAHHOTO  peryisTopa HpOBOAMMOCTH. B pe3ynbrare
TCHETHYECKOTO JedeKkTa ceKkpeT OOJNBIIMHCTBA JKee3 BHEIIHEH CEeKpelMH Crymiaercs,
3aTPYAHSECTCS €r0 DBAKYallHsl.

IIpn mMykoBUCLHI03€ HApyLIEH HOPMAJbHBIM OTTOK CIIM3M M3 JbIXAaTEIbHBIX ITyTE€H, 4TO
IIPUBOJUT K 3aCTOK0 MOKPOTHI ¥ BOCIIAJICHUIO, IIO3TOMY Yy ITALIMEHTOB 4aCTO OTMEYAETCs Kallellb
C BBIJICTICHHEM MOKPOTHI, HEPEIKO Yy TAaKOTO peOeHKa JOKTOpa BBICIYIINBAIOT BIAXKHBIC H/HITU
CyXUe JIOKaJIbHbIE WIN PACIIPOCTPAHEHHBIE XPUIIBI B JIETKUX

3aboneBanue mMyKosucyuoo3 (KUCTO3HBIA (UOPO3) XapakTepuszyercs TeM, 4TO B TOW WK
MHOM CTETIeHH B MMaTOJOTHYECKUI MPOLIECC BOBJIEKAETCS BECh OPraHU3M, HO B OOJIBIIEH CTETIeHN
- OpraHbl JIbIXaHUs, TOJDKEIYJOYHAs JKelle3a, II€YEeHb, JKEIIYHBIC IYTH, XKEITYJOYHO-KUIIECYHBII
TpaKkT, IOTOBbIC XKeye3bl. biarogaps paHHEW NMAarHOCTUMKE M HOBEWIIHMM TEpPaleBTUYECKUM

peXuMaM, MYKOBHCIUIO3 (KUCTO3HBIN (puOp03) AaBHO mepectasl ObITh TOIBKO MEeAUaTPUIECKON

poOIeMOH.

AJleKBaTHOE CBOEBPEMEHHOE U PETyISPHOE JICUCHUE, a TAKKE peabuIuTaIus ClIOCOOCTBYIOT
VIIYYIIEHUIO TPOTHO3a U KaYeCTBA KU3HH Y OOJIBITUHCTBA OOTHHBIX.

Jnarnoctuka u JICUCHUEC MaIueHTOB c MYKOBHUCLIHI030M MIPOBOIUTCS
MYJIbTUIUCHUIUIMHAPHOW KOMAHJIOW, BKIIOYAKOLIEH Bpadya MyJbMOHOJIOra, JHUETOJIOTa,
OTOPHHOJIAPUHTOJIOTa, TACTPOIHTEPOJIOTA, ICUX0JI0Ta, PU3NOTEepareBTa.

HckmounTennbHO ~ BaXKHBIM  SABJSICTCS  €XKEOHEBHOE  IPOBEICHHE  MEPOIPUATHI,
CHOCOOCTBYIOIIUX OYHCTKE JBIXaTEIbHBIX MyTeld. DTHM TEXHUKAaM U METOJHKaM 00ydJaeT Bpad-

(bHBHOTepaHeBT B CIICIUATIM3UPOBAHHOM HECHTPC MYKOBUCIIUAO34A.
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Hpuiaoxenue I'l. Cmecu 1Jisl J1e4eOHOT0 U TOMOJTHUTETLHOT0 MATAHUSA JIs1

00JbHBLIX MB

I'pynma HaszBanue npoxykra, pupma-u3roToBUTENH, CTPaHA- [Ipumenenue, npenHazHaueHUE
[IPOU3BOJUTEID
Ha ocnHoBe JleTckre MOJIOYHBIE CMECH C MOBBIIICHHOM KBOTOH OenKka 1 3aMEeHUTENb TPYIHOTO MOJIOKa
HEJbHBIX KaJIOpUHHOCTHI0, ¢ BKitoueHuem CLT: JUI HETOHOIICHHBIX U

OEJIKOB MOJIOKA

Ipe-Hyrpunak (Hyrpurek, Poccus),
[Ipe-Hau (Hectne, lIBetinapus);
[pe-Hyrpunon (Hyrpumus, [onnangus),
Cummnax Ocobas 3abora (3660tT, CIIA),
Opuco-Ilpe (Opucnenn, Iommanams);

Xymana JITI+CUT (Xymana, I'epmanust)

CwMecn U1 SHTEpaIbHOTO MIUTAHUS JUIs AeTel crapire 1
rona: Hyrpuan FOnuop (Hyrpurek, Poccunst), Hyrpunn,
Hytpunu ¢ numessiMu BostokHaMmu, Hytpunu Oneprus,
Hyrpunn dpunk (Hyrpunms, omnanaus), Knunyrpen
Onmop, Pecypc FOunop, (Hectie, IlBeiinapus),
[emualllyp (3660t, CILIA).

CMmecH u1g SHTEpATIBHOTO MUTaHUA AJIS AeTed cTapiie 3 JeT
u B3pocnbix: Hyrpusn Cranpapt, HyrpusalIMMyH,
Hyrpusnllynemo, Hyrpusn Ocreo (Hyrpurek, Poccus),
Knunyrpen Ontumym, Pecypc Ontumym, M3ocype, Imnakr
Opau (Hectne, IBefinapus), Hyrpuson, Hyrpuson c
MIUIIEBBIMY BotokHaMu, Hytpuson Dueprust (Hyrpunus,
Tlomnannust), Mzokan (Mun Jxoncon, CILIA), Duuryp 2
(2660Tt, CIIA) u mp.

MAaJIOBECHBIX JeTel 1-ro roma
JKM3HH, JTOIIOJTHUTEIBHOE
[UTaHUE K €CTECTBEHHOMY
BCKapMJIUBAaHUIO

3aMeHUTENh TPYAHOTO MOJIOKA
J71s ieTeit crapiue 5-6 mec,
MO YYArOIIUX MTPUKOPM

DHTepanbHOE U JOTOIHUTEIBHOE
MUTaHue UIg AeTei oT 1 roga o
6-10 meT, HOYHAs
THITCPaTUMCHTAIIHS

DHTepanbHOE U JOTOIHUTEIHHOE
NUTaHue Juist 1eTeit crapiie 3 et
1 B3POCIIbIX, HOUHAS
rUNepaIuMeHTalus
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Ipuinoxenue I'2. PacmudpoBka npumMedanunii

.. X — JleKapCTBEHHBIN TPEnapat, BXOiuil B [lepedeHp )KU3HEHHO HEOOXOMMBIX M BKHEHIIHX
JIEKapCTBEHHBIX NIPENapaToB A MEAULMHCKOro npuMeHeHus Ha 2016 rox (Pacnopsokenue
IIpaButensctBa PO ot 26.12.2015 N 2724-p)

."¥ — exapcTBEHHBIN Mpenapar, BXosiuii B [lepedeHp IeKapCTBEHHBIX MPENapaToB [Ist
MEUIIMHCKOTO MPUMEHEHUS, B TOM YUCIIE JIEKAPCTBEHHBIX NIPENApaToOB ISl MEAULIUHCKOTO
MPUMEHEHHsI, HA3HAYAEMBbIX 10 PEIICHUIO BpaueOHbIX KOMUCCUN METUIIMHCKUX OpraHu3alui

(Pacnopsbxenue IlpaButensctsa PO ot 26.12.2015 N 2724-p)

... 7H — mpenapatsl u3 nepedns 7 Hozonoruil (Pacnopspkenue [IpaBurenscrea PO ot 26.12.2015 N
2724-p)
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