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Cnucok coxkpameHui

ABJIA — anmnieprudeckuii OpOHXOJIETOYHBIN acTIepriiuies

ABII — anTHOaKkTepuanbHbIe IpenapaTsl

ABT — anTubakrepuanbHas Tepanus

BAJI — 6poHX0aIbBEOISPHBIN JTaBaX

BOC — 6poHX000CTpYKTUBHBIN CUHIPOM

B3 — 6poHx03KTa3bI

BOH — 6enkoBo-3HEpreTHUecKas HEJOCTaTOUHOCTD

BUY — Bupyc ummyHoaeduinTa yenoBexa

BPBII — Bapuko3HO pacliupeHHbIE BEHBI ITUAIIEBOA

JAHK — ne3oxcupruOoHyKI€MHOBAsK KUCIOTA

KKBb — xemuyHokameHHast 00JIe3Hb

NA — uHBa3uBHBIN acnieprusiies

WBJI - s in vitro JUarHOCTUKH

NKCH — nHTpanuTomiazMaTuyeckasl MHbEKIIHs cliepMaTo3ouja

NMT — nnnexc maccel Tenna

NPT — uMMyHOpEaKTUBHBIN TPUIICUH

KNU®B/] — komruiekcHOE uccieaoBanue GyHKIIMA BHEITHETO JbIXaHUs
KC — kopTukocrepouHble npenaparbl

KHT- xune3urepanus

KT — xomnbrotepHas Tomorpagus

JIC — nexapcTBeHHbIE CPEICTBA

MBJI — kapbanenemasbl Kjlacca MeTao-f-1akramas

MB — MykoBHCLIMI03

MBTP — mykoBHCIUI03HBII TpaHCMeMOpaHHbIi perymsarop npoBogumoctu (CFTR — Cystic
Fibrosis Transmembrane conductance Regulator)

M3C]I — mykoBHUCIH/103-3aBHCHMBII caxapHbiit quabet (CFRD- cystic fibrosis related
diabetes)

MO — MeauIMHCKas OpraHu3anys

MIIK — MuHMMaIbHas TOJABIISIONIAs] KOHLIEHTPALUs

MPT — MarHUTHO-pe30HaHCHAasI TOMOTpadust

HI'OB - HedepMmeHTHpYIOITHE TPAMOTPUIIATEIBHBIC OAKTEPUHN



HBJI — sennBa3uBHAs BEHTWIANNA JIETKUX

HIIBII — HecTepougHble IPOTUBOBOCIIAIMTENIBHBIE IIPENapaTh
HTBM — HetyOepKyne3Hblil MUKOOAKTEpPHO3

HTT — napyiiieHue ToJIEpaHTHOCTH K TITIOKO3€

O/IH — ocTpas npixaTesbHasi HEAOCTaATOYHOCTh

OHII — 0x0J10HOCOBBIE NTA3YXHU

OPU — octpas pecipaTopHas HHPEKIHS

O®B; — 00BeM (HOpPCUPOBAHHOTO BBIJIOXA 32 CEKYHIY

OI'TT — opasnbHbIi IITIOKO30TOJIEPAHTHBIN TECT

OEJI — o0miast eMKOCTb JIETKHX

OO — ocTaTrouHbIil 00bEM JETKUX

I1BC — nceBno-baptrep cunapom (CuHApOM TceBno-bapTTepa)
[II'T-M — nperMIUIaHTalIMOHHOE T€HETUYECKOE TECTUPOBAHUE Ha MYKOBUCIIN/I03
ITH — nonumsl HOCa

ITH’KK — nonuHeHachIEeHHbIE )KUPHBIE KUCIIOTHI

[TL/] — nepBuyHas nuiInapHas JUCKUHE3US

[TIIP — nonuMepa3Ho-1IeNHAs PEaKIus

PC -Bupyc — pecniupatopHO-CUHIIMTHATILHBINA BUPYC

CIUO — cunapoM TucCTanbHOW HHTECTHHAIBHOU OOCTPYKIIUH
CJIA — cucronuueckoe 1aBjIeHNE B JIETOYHON apTEPUH
CIIN I — cunapoM npruoOpeTeHHOro MMMyHoAehUuInTa

CUT — cpennenenoyeyHbie TPUTIIUIICPUTBI

TJI — TpancIIaHTalUUs JIETKUX

TOJIA — TpoM0O03MO0IHSI IETOYHON apTepUn

YAXK — ypcone30oKcuxoeBast KUCIOTa

OITIC — pubporzodaroracTpoayo1eHOCKOTIHS

®OE — pyHKIIMOHAIBHBIA OCTATOYHBIN 00BHEM JIETKHX

XAJI — XpOHMUECKHN acIepruie3 JETKUX

XPC — xpoHHUeCKHii pUHOCUHYCUT

[{OI'-2 — uHrHOUTOPHI TUKIOOKCUTEHA3bI-2 (HECTEPOHTHBIC TIPOTHBOBOCTIATUTENILHBIC U
MPOTUBOPEBMATUYECKHUE MPENapaThl IPYIIbl KOKCHObI)

I[T— ueHTp TpaHCIUTAHTALIUU

OBM — 351€KTpOHHO-BBIYUCIIUTEIbHAS] MAIIUHA

OKO — s3kcTpakoprnopaibHOE OIIOJOTBOPEHHE



9x0-KI" — sxokapauorpadust

AISC — 10THOCTD TOKa KOPOTKOTO 3aMBIKAHUS

ASSR Ttect — auditory steady-state response (peructpaiivsi BHI3BaHHBIX aKyCTHUYCCKHX OTBETOB
MO3ra Ha IOCTOSTHHbIE MOJIYJIMPOBAHHBIE TOHBI)

Bcc - Burkholderia cepacia complex

CGM - continuous glucose monitoring (HempepbIBHBIT MOHUTOPUHT TIFOKO3bI)

CLSI -Clinical and Laboratory Standards Institute (MHCTHTYT KIMHUYECKHX H JIAOOPATOPHBIX
CTaHIapTOB)

EUCAST - EuropeanCommittee on Antimicrobial Susceptibility Testing, EBpomnetickuii
KOMMUTET I10 OIPEAEICHUIO YyBCTBUTEIBHOCTH K aHTUMUKPOOHBIM IIperapaTam

MENSURA - Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
Antimicrobianos — MiciaHCK#ii COBET MO CTaHAapPTU3AIMN 1yBCTBUTEIBHOCTH U
PE3UCTEHTHOCTH K aHTHOMOTHKAM

MLPA — MyJbTHIIIIEKCHAS JTATA3HAS 30HI0BAsT aMILUTH(UKAIAS

MRSA — methicillin-resistant ~ Staphylococcus aureus  (MeTHUIMIUTHHPE3UCTEHTHBIN
Staphylococcus aureus)

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

NYHA — knaccuduxanyst XpOHU4eCKOH cepieYHON HEA0CTATOYHOCTH MO (PYHKIIMOHATILHOMY
knaccy (kmaccupuramms Hpro-MopKekoii KapIuoIorHueckoil acColualiim)

Pl — kmaccuyeckuii MyKOBHUCIIU103 € A0COIIOTHOM MaHKpeaTn4eckoil HeJOCTaTOYHOCTBIO

PS — xmaccudecknii MyKOBUCIIHI03 ¢ HEHAPYIIEHHOW (DYHKIIMEH TTOKEITYT0THOM Kee3bI

QFMP — konmuectBeHHas QuryopeciieHTHas MyibTuruiekcHas [11[P



TepMuHbI U onpeaeIeHUs

E84.0 - Kucro3ublii pudpo3 c aérounbivu nposisiaeHusimu (MKb 10 - E84.0) unm xinaccuueckuit
MYKOBHUCII/I03 C HEHApPYIICHHOH (yHKIMEH MOJpKeTya04Hoi xenessl (PS) - ciyuan ¢ HopmanmbHOU
9K30KPUHHOM (yHKLMEH MOHKETyA0YHOM *Keme3bl, MOATBEPKIACHHON pe3yapTaTaMu JabopaTOPHOIo
uccleloBaHusl (OTCYTCTBHE HEUTPAJbHOTO »Hpa B KOIPOrpaMMe, YPOBEHb ITaHKpEaTU4eCKON
anacta3bl-1 B cryne He Hmxke 200 MKr/r kana). [Ipy reHeTHYecKOM HCCIEIOBAHUU BBISABIISIOTCS

MYTaIlH, TP KOTOPIX (PYHKIUS MOIKEITYT0UHON KeJe3bl OCTACTCS OTHOCUTEIBHO COXPAHHOM.

E84.8 - Kucro3ublii ¢puopos ¢ apyrumu nposisienusimu (MKB10- E84.8) mimm xmaccuueckuit
MYKOBHUCIIMJI03 C THaHKpearndeckol HenocratouHocThio (PI) cooTBeTcTByeT KiaccuueckoMy
MYKOBHUCIM103y ¢ a0COJIIOTHOM MaHKpEaTH4eCKON HEJOCTATOYHOCTBIO O€3 U C OCI0KHEHUSIMH.
XpoHuyeckass NaHKpPeaTH4YecKasi HeJ0CTATOYHOCTh Yy INAlMEHTOB C KUCTO3HBIM (ubdpo3zom
(MyKOBHMCLUI030M) OIpENeNAeTCs] aKTUBHOCTBIO MAaHKPEaTHUeCKOM 3yactas3bl-1 B cTyne: KoyebaHus
aKTUBHOCTH 3J1acTasbl-1 B cryne ot 100 g0 200 MKI/T Kaja CBHIETEIBCTBYIOT 00 YMEPEHHOH CTETIeHU
AK30KpUHHOM HEIOCTATOYHOCTH IOJDKENYIOYHOM JKele3bl; CHI)KEHHE II0Ka3zarensi aKTUBHOCTU
anacta3bl-1 B cryne MeHee 100 MKI/T Kajga BBIABISET TSDKENIYK CTENEHb IaHKpeaTH4ecKon
HEJ0CTaTOYHOCTH.

Cragum uMppo3a y NalyeHTOB ¢ KUCTO3HBIM (prOpo30M (MYKOBHUCIIUIO30M) YCTaHABIUBAIOTCS IO
mkaine METAVIR (ITpunoxenue I'l): F1 — ¢ubpo3 TonbpKo nopraibHbIX TpakToB; F2 — mopTanbHbIil
¢ubpo3 ¢ oguHOuHbIMU cenTamu; F3 — ¢puOpo3 mopTanbHBIX TPAKTOB C MHOXKECTBEHHBIMHU CENTaMHU
6e3 uuppo3sa; F4 — nuppos.

/KM3HeHHBIMM TNOKa3aHUSIMM TIPU MYKOBHCLMJIO3€ SBISIFOTCS SKU3HEYI'POKAIOIIUE COCTOSIHHS
(MEKOHMEBBIN WJIEYC, CUHAPOM IOTEPH COJH, JIETOYHOE KPOBOTEUEHHUE, MHEBMOTOPAKC, OEIKOBO-
sHepreTuyeckas HemoctatoyHocTb 3 cT, JIH (apixarenbHas HenocratouHocts) M JICH (nerouno-
cepieyHast HeJIOCTaTOYHOCTb) JIFOOOW CTENEHH, a TAK)KE COCTOSIHUSA, OTCYTCTBHE aJIeKBaTHON Tepanuu
KOTOpBIX BIEYET 3a cOOOW yMEHbIIEHHWE MPOJOKUTEIbHOCTH MU3HU MAlUEHTOB, a HMEHHO,
BHEUIHECEKPETOpHas MaHKpeaTHueckas HEeJAOCTaTOYHOCTb, NEPBUYHBIM  BBICEB  (BBISBICHHUE),
MHTEPMUTTUPYIOIIAs ¥ XPOHUYECKass MHPEKIHs JETKUX, OMITHapHBIA IUPPO3 NEYEHU, MyKOBUCIIUI03-
acCOIIMMPOBAHHBIA CcaxapHbId aAMabeT (MHCYIMHO3aBUCUMBIN). Ilpum HanuuuuM BbIMIE YKa3aHHBIX
">KU3HEHHBIX TIOKa3aHWI'" 1O PElIeHNI0 BpauyeOHOM KOMUCCHH MOTYT OBITh Ha3HA4YEHBI TIpenapaThl Mo

TOProBOMY HAMMCHOBAHMUIO.



1. KpaTtkas nndopmanus no 3a001eBaHNI0 WIH COCTOSTHUIO (Tpynme 3a00JieBaHuil
HUJIM COCTOSTHU)

1.1 Onpenejaenne 3a00J1eBaHNUsSI MM COCTOSTHNUSA (IPVIIBI 3200/1€BAHMIT HJIN COCTOSIHU)

Kucto3nenii  ¢ubpo3 (MykoBuciumao3d, MB) — ayTocoMHO-peliecCHBHOE MOHOTEHHOE
HACJICJICTBEHHOE 3a00JIeBaHIE, XapaKTEPU3YIOIIEECs MOPAKCHUEM BCEX IK30KPUHHBIX KENE3, a TaKKe
’KM3HEHHO Ba)KHBIX OpPraHoB u cucteM [1,2].
1.2.9THosioTHsl _M__mAaTOreHe3 3a00JieBAHMS _WJIHM _COCTOSIHUSL (IpPyniibl__3a00JeBaHUN _WJIH

COCTOSIHM 1)

I'en CFTR (MBTP - TpancmMeMOpaHHBIH PeryiasiTOp NMPOBOAMMOCTH MYKOBHCIIHI032) OBLI

uneHtudumupoBad B 1989 r. ['eH pacroyiokeH B cepeuHe JUIMHHOTO IJIeda 7 ayTOCOMBI, COJICPIKHT
27 sk30HOB U oxBarbiBaeT 250 000 map HykiaeoTunoB. OH KOHTPOJIUPYET CTPYKTYpY U (DyHKIUIO
ognouMménHoro Oenka. Ilociemnue wucciaemoBanus nokaszand, yto MBTP sBiasgerca coOcTBEHHO
XJIOPUJIHBIM KaHAJIOM.

benoxk MBTP nokanu3yeTcsi B alluKaJIbHOM YaCTH MEMOpPaHbI SMUTETUATBHBIX KJIETOK, BHICTUJIAIONIUX
BBIBOJIHBIC IIPOTOKHM JKEJIe3 BHENIHEH cekpenuu (IMOTOBBIX, CIIOHHBIX, JKejIe3 B OpoHXax,
MO/DKENYA0OYHON JKeTle3e, KHUIIEYHUKE, YPOTCHHTAIbHOM TpPaKTe), OH pEeryjIupyeTr TpPaHCIOPT
AJIEKTPOJIUTOB (TJIAaBHBIM 00pa3oM XJIOpa) MEXy dTUMHU KJIETKAMU U MEKKIJIETOYHOU >KHUIKOCThI0. B
0aze HGMD (The Human Gene Mutation Database;
https://my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.php) ommcano okono 2 000 myraruii reHa

- CFTR), orBeTcTBeHHBIX 32 pa3BuTHe cuMnToMoB MB. Ilo coctosinuto Ha 31 utons 2020 roga Ha BeO-
caiite MexayHapoaHoro mpoekta CFTR2 (https://cftr2.org) npencraBieno 360 mnaTOTeHHBIX
BapUAHTOB HYKJICOTHUIHOU mocienoBarenbHocT reHa CFTR. OHU mpemsTcTBYIOT CHHTE3y Oelika
CFTR, ero TpaHcnopTy K anMKajJbHOW MeMOpaHe KJIETKH WIM HapylIaloT ero (QyHKIHIO B KaueCcTBE
KaHala aHUOHOB Xjopa. B 3aBucumoctu oT BiusHus Ha QyHKiuto Oenka CFTR Bce BapuaHThI
HYKJICOTHTHOHM TocienoBateibHOcTH reHa CFTR monpasaenstor Ha 7 ocHOBHBIX KitaccoB [De Boeck
K. Cystic fibrosis in the year 2020: disease with a new face. Acta Paediatr. 2020; 109(5): 893—
899. DOI: 10.1111/apa.15155, Lopes-Pacheco M. CFTR modulators: Shedding light on precision
medicine for cystic fibrosis. Front. Pharmacol. 2016; 7: 275. DOI: 10.3389/fphar.2016.00275.]
W3BecTHO, YTO OAWH M TOT K€ BapHaHT MOXET BBI3BaTh HECKOJBKO BUAOB HapyIICHUS
CTPYKTYpHI WK QYHKIMU O€JKa, U He JUIsl BCeX BapUAHTOB HYKJIEOTUIHON MOCIE0BAaTEIbHOCTH reHa
CFTR onpenenen kiacc
CornacHo JaHHBIM HAIMOHAJIBHOTO PETrHCTpa Hanbojee 4acTO BCTPEUAIOTCs CIEAYIOUIHEe MYTalluu:

F508del (53,14%),CFTRdele2,3 (6,18%), E92K (3,11%), 3849+10KbC>T (2,29%), 2143delT (2,05%),


https://my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.php
https://doi.org/10.1111/apa.15155

2184insA (1,88%), 1677delTA (1,76%), N1303K (1,69%), W1282X (1,63%), L138ins (1,46%),
G542X (1,43%) [3].

Myramuu rena CFTR Hapymailor He TOJBKO TPAaHCIOPT, HO M CEKPEelHi0 MOHOB Xjopa. [lpu
3aTPyIHEHUHM MX MPOXOXKACHUS depe3 KIETOUHYI0 MeMOpaHy yBEJIMYMBAETCs peadcopOIus HATpHs
KEJE3UCTBIMM ~ KJIETKaMM, HapyllaeTcsi SJeKTPUYECKUH TMOTEHLMan IPOCBETa, YTO BBI3BIBACT
U3MEHEHUE DJIEKTPOJIMTHOIO COCTaBa M JETMAPATALMI0 CEKpeTa >Kejie3 BHEIIHEeW cekpeuuu. B
pe3yibTaTe BBIIEISAEMBI CEKPET CTAHOBHUTCS YPE3MEPHO TIyCTBHIM M Bs3KMM. lIpm sToM cTpanmaror
JIETKHE, JKEITyJ0YHO-KMIIEUHBIH TpPaKT, I€YeHb, IMOJDKETyJOYHAas »)Kelle3a, MOYENoJioBas CUCTEMa
(tabim.1) [1, 4].

Tab6aunna 1. [Tatorenes MB

Oprassl 4 CHCTEMBI [TaTonornyeckue Npoueccs Koneunslit pe3ynpTar
Jlerkue BponxoobcTpykiius, JlpIxarenbHast HEIOCTaTOYHOCTb,
CHIDKCHME  TOJEPaHTHOCTHM K | JIETOYHas TMIEepTeH3Hs,
nHpekuuu, cepJieuHasi HeJJOCTaTOUYHOCTb.
KOJIOHM3aLlKs JIbIXaTeIbHbIX IyTel
Pseudomonas  aeruginosa  (P.
aeruginosa) u JPYTHMHA
MaTONOTMYECKHMU
MHUKPOOPraHU3MaMH,
XpOHHYECKOE BOCIIAJICHHE
JBIXaTENbHBIX myTeH,
OpPOHXO0IKTA3bI, JIECTPYKIIMS
MIaPEHXHUMBI JIETKHUX.
[Momxenynounas sxenes3a OO6cTpyKIHs MPOTOKOB JKETE3Hl, MekoHueBHIH HIeyc
MOSIBJIEHUE KUCT, Hapymenue CTyJa (dacTsrIii,
HEIOCTAaTOYHOCTh MO/KETYJOYHOM | SKUPHBIN, 37T0BOHHBIN, OOUIIHHBIN),
HKeJe3bl (BHyTpeHHE - U | CHIXXEHHE HyTPUTHBHOTO cTaTyca (y
BHEIIHECEKPETOpHAas), JIeTeil — OTCTaBaHUE B Pa3BUTHH),
KHIIeYHast MasibabcopOomus. ABUTAMUHO3BI,
BBINAJICHNS IPSIMON KHUIIIKH,
caxapHbIil [uaber.
Xonecras, X0OJIENUTHa3. Muppos MEYEeHH, CUHZIPOM
HOPTAIbHON THIIEPTEH3NUH,
[Teuens TUIIEPCIUIEHU3M, Me4YEeHOYHAs
HEI0CTaTOYHOCTb,
xegHokameHHas 6ose3Hs (OKKB)
YBennueHnue Kumeunas HEmpoxXoauMOCTh
BSI3KOCTH/aAT€3UBHOCTH  KajoBeiX | CANO
Kumeunnx .
Macc BBINTAJICHAS TIPSIMON KHIIIKH,
O6cTpyKIust coycTHi | XPOHHYECKUH PUHOCHHYCHT,
OKOJIOHOCOBBIX ~ Ma3yX, 3aCTOH | MOJMITEI B OKOJIOHOCOBBIX Ma3yxax u
CIM3M B THa3yxaX, KOJIOHM3aLuUs | MOJOCTH HOCa.
CIIM3UCTOH  OOOJIOYKH  TOJIOCTH
HOCa M OKOJOHOCOBBIX MAa3yx
OKOJIOHOCOBBIE Ma3yXH MIaTOJIOTMYECKOH MUKpOQIIopoil (B
ToM umcne P. aeruginosa),
(dopmupoBaHue MOJIUTIOB B
OKOJIOHOCOBBIX masyxax c
pacmpocTpaHeHHEM B IOJIOCTb
HOCa.
DeKTpONHTHBI Gananc l'umokanuemus, rtunoHatpuemus, | CHHAPOM nceBﬂo-EapTTepa -
TUIOXJIOPEMHUS, AJIKAJIO3 CHUHJIPOM TIOTEPH COJIEN




OOctpykuust 1 mociexytomas | becruogue
aTpe3ns BBIHOCAIIMX IPOTOKOB
SIMYEK.

A3zoocnepMust

Hpor‘peccnpOBaHI/Ie JIETOYHOM H cepz[equfI HEAOCTATOYHOCTH SBJIACTCA Haubosiee 4YacTou

PempoxykTuBHas cuctema (y My>K9HH)

IIPUYMHON cMepTH nauueHToB (95%).

CriekTp MUKpPOOPIaHU3MOB, CBSI3aHHBIX ¢ MH(PEKIMAMHU JbIXaTeNbHBIX MyTel y manueHToB ¢ MB
MPOIOIDKACT PACHIMPATHCS M WCCIICAOBAHHMS MHKPOOHMOMA JIETKUX Y JAHHOW KaTerOpUH TAIMEHTOB
JEMOHCTPUPYIOT ~ CIIOKHBIM ~CHHEPTU3M MEXAY KYJIBTUBUPYEMBIMH M  HEKYJIbTHBHPYEMBIMHU
MHUKpPOOpraHu3MamMu. MHKpOOUOIOTHYecKass TUarHocTuka y mnanueHtoB MB  umeer  pan
0cOOEHHOCTEH, KOTOpble HEOOXOAWMO YYUTHIBATH MPH OpraHU3aluu paboThl C JaHHOM Kareropuei
MAI[MCHTOB.

Yamie Bcero B OTAEISIEMOM HWKHHX JIIXaTEIbHBIX MYyTEH y manueHToB ¢ MB BwIsABISIOTCS S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. bonee Tunuusbie
pecriuparopHbie matorensl, Takue xkax H. influenzae, S. pneumoniae, M. catarrhalis takxe moryt
UIrpaTh BAXHYIO pOJIb B pa3BUTUU OpOHXOJErOYHOro mpouecca. Y mnauueHtroB ¢ MB moxer
BCTpEUACTCS XPOHUYECKAs KOJOHHM3AILMs MUKPOOpPraHu3Mamu cemeiictBa Enterobacteriales.

NmeroTcss HaOMIOACHUS BBIACICHHUS W3 HIDKHHX JIbIXaTeJIbHBIX NyTed mnanueHtoB ¢ MB
HedepMmeHTHpYIOIMX TpaMoTrpuliateibubix Oakrepuit (HI'OB Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) /laHHble BHIbI SIBJISIOTCS OJIM3KOPOJICTBEHHBIMH,
UMEIOT TeHETHUYEeCKOe CXOACTBO ¢ Oakrtepusmu poma Burkholderia. Ouum peako Bbigensirotcst y
nanueHToB ¢ MB, ogHako omucaHbl Cilydyad BBIJENIEHUS UX NpPH XpoHUYeckoil uHpexnuu. Her
JOCTaTOYHOTO KOJMYECTBA MCCIEIOBAHMM, YKa3bIBAIOIMIMX HAa BO3MOXHOCTH IEpeadd IMTaMMOB OT
MAIMeHTa K IMalUeHTY.

Jlpyriue MHUKpPOOPIraHU3Mbl, UMEIOLIUE 3THOJOrHYeckoe 3HaueHue npu MB: HeryOepkynesHble
mukobakrepun (HTMB) - Mycobacterium abscessus complex, Mycobacterium avium complex u
Ipyrue MUKOOaKTepuu, rpudsl - Aspergillus spp., Scedosporium spp., Trichosporon spp., eupycoel -
Respiratory syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza
virus, Human metapneumovirus. Bo3pacTraeT BBIABISIEMOCTh HETYOSPKYJIE3HBIX MHKOOAKTEpUH Yy
MAIMEHTOB CTapiiero Bospacra. Mycobacterium abscessus complex u Mycobacterium avium complex
SIBJSIFOTCSL HAUOOJIee YacTo BCTpeyaronmmMucs [2].

OCOOEHHOCTSAMU XPOHUYECKON MHPEKINH JIETKUX y OOJBHBIX MYKOBUCIIHIO30M SIBIISIETCS TO, YTO
naHHas MHEKIHs B 2/3 ciyyaeB BbI3BIBACTCS HE MOHOKYJIBTYPOH, a accolMaieii MUKpOOPTaHU3MOB.
3a pyOexxoM 5STH TMOKa3zaTend B JBa pa3 HWwkKe — B 35% wHccienyeMblx 00pasioB
OponxoanbBeossipHoro jiaBaka (BAJI) BeIBISIIOT pocT ABYyX MuKpoopranu3moB u B 10% cioyuaes

accolMaluu TpeACTaBlIeHbl Tpemss W Oornee BuUJaMU MHKpoopranusmoB. Haumboinee wyacto
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BCTpEYAIOIICHcs accomuanueil sBisiercss couetanwe P. aeruginosa u S. aureus [[Harumsa W.A.,
Kanpanos H.M., Yepnyxa M.IO., I'B. AuekceeBa, C.IO. Cewmbixun, Aserucsan JIL.P., H.IO.
Kammpckas, H.B. IluBkuna, I'.A. [lanununa, A.b. baros, I'.I1. Bycyek. MukpoOHBIi neii3ak HUKHUX
JBIXaTEIbHBIX MYTEH y Pa3IWYHBIX BO3PACTHBIX T'PYII JeTel, O0IBHBIX MYKOBHUCIHI030M. KMOU
2010; Ne 1: c¢. 15-20.; Yepnyxa M.IO., lllarunsan N.A., Kanpanos H.U., AnekceeBa I'.B., Kamupckas
H.IO., Aserucsn JIL.P., Cembikun C.}O., lanununa ['.A., Ilomuxapnoa C.B., IluBkuna H.B.
[Tepcucrennus Burkholderia cepacia y 60nbpHbIX MykoBuciaozom. dKMOU 2012; Ne 4: ¢. 93-98. ]. B
COCTaBe MHKpPOOHBIX acCOIMaluii BBIACISUIM  OJHOBpeMEeHHO P.aeruginosa MyKOWIHBIA U
HeMyKouaHbIH (eHoTunsl. Kpome P.aeruginosa, 9acto BbIICISUIM JAPYTHX —MPEACTaBUTENEH
HeepMEHTHPYIOIUX TpaMOTpHUIATeNIbHBIX MuKpoopranu3moB — Burkholderia cepacia complex,
Achromobacter spp., S.maltophilia, A.baumanii u mp. [Demco C.A., Stern R.C., Doershuk C.F.
Stenotrophomonas maltophilia in cystic fibrosis: incidence and prevalence. Pediatr. Pulmonol 1998;
25(5):304-8.; Liu L., Coenye T., Burns J.L., Whitby P.W., Stull T.L., LiPuma J.J. Ribosomal \DNA-
directed PCR for identification of Achromobacter (Alcaligenes) xylooxidans recovered from sputum
samples from cystic fibrosis patients. J. Clin. Microdiol 2002; 40(4):1210-3. ].

[Ipu aHanu3e AaHHBIX MUKPOOMOJIOTUYECKUX HCCIEIOBAHUN YCTAHOBJICHO, YTO MHUKPOOPTaHU3MBI
obutH BhIAENEHBl Y 61,9% nereii B Bozpacte 10 1 roaa, y 92,9% - B Bo3pacte 1-4 rona, y 93.8% - B
Bo3pacte 5-7 jer u B Bo3pacte 8-14 m 15-18 y 100% nereir. DT0 CBUACTEILCTBYET O TOM, YTO
KOJIOHM3ALMs JIETKUX MHKPOOpraHM3MaMu OOJBHBIX MYKOBHUCIIMI030M HadyMHAETCs, (PaKTHUUECKH, C
NIEPBBIX AHEH I1OCIIE POKIECHUS M JOCTUTaeT MakCHMyMa yXke K 5 rogam »usHu. B Bo3zpacte 1o 1 rona
Oonee yeM y 1/3 OONBHBIX MYKOBHCLUHIO30M HW)KHHUE JbIXaTelbHbIE IMYTH elle He 0O0CeMEeHEHbI
MHUKpPOOpPTraHu3MaMHy, B Bo3pacTe 1-4 JeT HW)KHUE JIbIXaTelbHbIE IMyTH OOCEMEHEHBI MOYTH y BCEX
6oibHBIX (92,9%), a k 8-18 romam — y 100% OoabHBIX. XPOHHUYECKYIO CTa(pUIOKOKKOBYIO,
CHUHETHOMHYIO WJIM CMEIIaHHYI0 HH(EKLNI0 TUarHOCTUPYIOT y 25% nerelt yxe B Bo3pacte 1-4 rona, B
Bo3pacte 5-7 net —y 50% OonbHBIX, B Bo3pacte 8-14 et —y 65% u x 18 rogam — y 80% GoabHBIX
mykoBuctuaozoM [lllarmasa U.A., Kanpamos H.U., Yepnyxa M.IO., I'.B. Anekceera, C.I1O.
Cembixkun, ABetucsH JI.P., H.}O. Kammpckas, H.B. IluBkuna, I'.A. lanununa, A.b. baros, I'.II.
Bycyek. MukpoOHBIii nel3ak HUKHHUX JbIXaTeIbHBIX MyTEH y pa3iIMyHbIX BO3PACTHBIX TPYIMI JETEH,
0osbHBIX MyKoBHCIHA030M. JKMDBOU 2010; Ne 1: ¢. 15-20]

[Ipu oneHKe MUKPOOMOIOTHYECKOT0 MPO(MUIsS PECHUPATOPHOTO TPaKTa BBISABIEH POCT YaCTOTHI
BbICEBA IPaMOTPHUILIATETILHON (DIIOPHI C YyBETMUEHUEM BO3pacTa OOJbHBIX.

Haubonpmras yactora nHumpoBanus S.aureus orMedeHa B Bo3pacTHou rpymnne 12-16 ner, rae
oHa coctaBuia 64,5%, P. aeruginosa B 24-28 ner ¢ yactotoit 55,0%, B 3TOi e BO3pacTHOW Ipyrie

MakcuManbHOe WHGuUpoBanue Burkholderia cepacia complex, xoropoe coctaBmio— 22,6%, S.
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maltophilia B 16-20 et — 5,6%. Achromobacter spp. mocturaer cBoero nuka y mamueHTOB crapiie 36
JIeT, rae ee yactora cocraBmia 14,3%. MRSA mnmeer aBa nyuka MakcHMMajlbHOH dacToThl, B 20-24 roaa
u 32-36 ner, rae ero yactora coctasmia 11,4% u 10,5%, cOOTBETCTBEHHO.

YacroTa XpoHHYECKOro HH(PUIIMPOBAHUSI IbIXaTENbHBIX MyTel S. aureus cocrasiuset 56,0 %, P.
aeruginosa — 32,1 %, Bcc — 6,6 %, MRSA- 6,4%, Achromobacter spp.-3,9%, S. maltophilia— 3,4 %. B
7,5%  cinyyaeB  nAbIXaTelbHbIE  TYTH  OOJNIBHBIX ~ XPOHWUYECKM  WHQUIMPOBAHBI  JIPYTOM
IpaMOOTPHUIIATEIBHON (IIOPO, Cpear KOTOPHIX HauboJiee YacTO BCTPEYAIOIIMECS IMPEACTAaBUTEIH
cemeiictBa Enterobacteriales (Klebsiella spp.: Klebsiella pneumonia, Klebsiella oxytoca, Raoultella
(Klebsiella) ornithinolytica; Escherichia coli, Serratia spp., Proteus spp. u ap.), a Takke
peACTaBUTENIM He)EePMEHTUPYONUX rpaMoTpuiiarenbubix Oaktepuii (HI'OB) (Pseudomonas spp.: P.
stutzeri, P. oryzihabitans, P. montelii, P. putida, P. koreensis, P. fluorescens, P. fragi, P. luteola;
Acinetobacter spp.: A. baumanii, A. Iwoffii, A. haemolyticus, A. calcoaceticus, A. junii, A. pittii, A.
anitratus.). Y psjga Man@eHTOB BCTPEYACTCS MHUKCT-WH(QHUIUPOBAHUE PECHHPATOPHOIO TPaKTa
pa3IMYHON HETICeBJOMOHAHON TpaMoTpuiaTeabHor (opoit. [lons manneHToB, MHPHUIMPOBAHHBIX
HTMB cocrassier 0,9 %.

Hpyroit 0coOGEHHOCTBIO MHUKPOGIOPHl MPH XPOHUYECKOM HMHQPEKUUU JEeTKUX Yy OOJNbHBIX
MYKOBHCIIHIO30M SIBJISIETCS Pa3JIMyHasl PE3UCTEHTHOCTh K aHTUOMOTUKAM TpEICTaBUTENeH OJJHOTO U
TOTO € BHUJA BO3OYAHUTENS, MEPCUCTUPYIOMIETO y OOJBHOTO B JIETKHUX. DTO OOYCIOBJICHO Kak
(heHOTUTIMYECKON TETEPOTCHHOCTBIO, KOTOpasi SIBISETCS PE3YJIbTaTOM aJanTallid MHUKpPOOpPTraHU3Ma
MpU TEPCUCTEHIMH O] BO3ACHCTBHEM aHTUOMOTHUKOTEpANMU W/MIU UMMYHHON CUCTEMBI, TaK U C
W3MEHUYUBOCTHIO, CBS3aHON C TE€HETUYECKMMH HW3MEHEHHUSMH, MPOUCXOIAIIMMH B OaKTepHsIX Mpu
MEPCUCTEHIIUN - MPUOOPETEHUEM WJIU TOTepell MOOUIIBHBIX T€HETHYECKUX DJIEMEHTOB, UMEIOIINX B
CBOEM COCTaB€ TEHBI PE3UCTEHTHOCTH K aHTHOMOTHMKaM. JlaHHas OCOOCHHOCTh HMEET Kak
KIIMHUYECKOe, TaK W DJIHJIEMHUOJIOTUYECKOE 3HAueHHWE M JIOJDKHA paccMaTpuBaThesl Kak (hakTop,
orpaHnyuBaromuil 3((HEeKTUBHOCT, aHTUOMOTUKOTEPANIUH, CIOCOOCTBYIONINI BEKUBAHUIO OaKTepuit
1 (popMUPOBAHUIO XPOHUUECKOW MH(PEKIHMH. ITOT (PaKT SBISETCS BaKHBIM JJISI KJIUHUIIMCTOB U €I
pa3 TMoATBEp)KIaeT HEOOXOJAMMOCTb HCCIIEIOBAHHUS AHTHOMOTUKOYYBCTBUTEIBHOCTH BBIICIEHHBIX
W30JISITOB TIPU HA3HAYCHUHM AHTHOMOTHKOTEpAaNWHM W YKa3blBaeT HAa HEOOXOJUMOCTh MPUMEHEHUS
KOMOMHHPOBAHHOW aHTHMOMOTUKOTEpAMU TpU JIEYCHUH XPOHHUYECKOW uHpekmuu y OonbpHbIX MB.
[ABetucsn JI.P., MenseneBa O.C., Uepnyxa M.I1O., llaruasa U.A., Tuxomupos E.E., Ilpummmnos
A.Il'., PycakoBa E.B., Xaumsu M.M., KougpateeBa E.M., BoponkoBa A.IO., Illepman B.JI.,
Kpacosckuit C.A., AdanacreBa M.B. Dnugemuonornyeckue 1 MUKpOOHOJIOTHYECKHUE OCOOCHHOCTH
XPOHUYECKONH MH(EKIUU JETKUX y OOJIBHBIX MYKOBHCIIMAO030M BBI3BaHHOW Staphylococcus aureus.

[Memmarpus. XKypuan um. I.H. Cnepanckoro. 2020. T. 99. Ne 2. C. 102-11110.24110/0031-403X-
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2020-99-2-102-111; CusinoBa E.A., Uepnyxa M.IO., Aserucsn JI.P., llarunsa U.A, A.T'. [Ipununos,
E.N. KonapatseBa, IIpunyrnesuu T.B., T'opaee A.B., Kammpckas H.}O, H.U. Kanpanos, . A.
WnwenkoBa, Kpacosckuii C.A..BoponkoBa JLIO., Amenmuna E.JI., M.B. VYcauea MoHuTOopuHr
XPOHUYECKON MH(EKINHU JIErKUX y O0JbHBIX MyKOBUCLUA030M, BbI3BaHHOM OakTepusMu Pseudomonas
aeruginosa. [lemuarpus. XKypuan um. I'.H. Cnepanckoro: Hayu. xxypn./ UHzn-Bo: OO0 «Ilenuarpus»
Mocksa, Tom 97, Ne2, 2018 C.77- 86.]

PazButuio acmepruiie3a JIETKMX Yy ManueHToB ¢ MB  cmocoOcTBYrOT — HapylieHue
MYKOLWJIMAPHOTO KJIUPEHCAa U UIMMYHHOI'O OTBETA, a TAaKXKe IPOJOJDKUTEIbHAS aHTHUOAKTepUalbHas U
IIIOKOKOPTUKOCTEPOUIHAS TEepaIus.

Kononu3anus apixatenbHbix nyteir y nmanuentoB ¢ MB Aspergillus spp.- BeisiBnenue rpu6oB
pona Aspergillus B >50% o00pa3iioB MOKpOTBI WM B TE€YCHHE >0 MECSICB B TOJ, OTCYTCTBHE
MHCTPYMEHTAJIbHBIX MPU3HAKOB YXYALICHHS JIETOYHOM (DYHKLUH, a TAK)Ke OTCYTCTBUE KIMHUYECKUX
npu3HakoB oboctpenuss MB [5,6].

B Hacrosimee BpeMsi HeT yO€AMTENBHBIX JaHHBIX O HETATHUBHOM BIHMSHUUA KOJIOHHU3ALUU
Aspergillus spp. npixaTenbHbIX myTeit Ha QYHKIHIO AbiXaHus maiueHnToB ¢ MB [5,6,7]. Kogonu3zarust
AbIXaTeNbHBIX MyTel mnamueHToB ¢ MB rpubamu Aspergillus spp. He siBisiercss mOKa3aHHEM st
Ha3zHaueHus npotuBorpuokoBsix JIC.

Hawubornee pacnpocTpaHeHHBIM OCIIOKHEHHEM, o0yciioBiieHHbIM Aspergillus spp., y manueHnTos ¢
MB sBisercst amuteprudeckuii Oponxonerodnsiii acnepruuie3 (ABJIA). ABJIA xapaktepusyercs
pa3sBUTHEM pEaKIMM THUIEPUYyBCTBUTENBHOCTH | THUMAa NpHU KOJOHU3AIMM JIbIXaTEIbHBIX IyTeH
Aspergillus spp., kotopasi 6e3 JeueHHs MPHUBOJUT K Pa3BUTHIO (HUOpO3a JIETKUX M HEOOpaTUMOM
JBIXaTEJIbHON HEOCTaTOYHOCTH. Y manuMeHToB ¢ MB MHBa3UBHBIA acHepruiuie3 BCTPEUYAETCsS PEAKO,
Jare KaK OCJIOKEHEHHE MOCIIe TPAHCIUIAHTAIINY JITKUX Ha (POHE MMMYHOCYIIPECCHUBHOM TEpaInu.

WHuBa3zuBHOrO nopakeHus TkaHen Jerkux npu ABJIA oObIYHO HE MPOUCXOAUT, XOTS COUETaHHE
¢ XAJI BeistBiisitot y 10% manuentos. OcuoBHblie Bo30yautenu ABJIA — A. fumigatus u A. niger [8,9].

Xponudeckuit acnepruiuies jerkux (XAJ) nmpeacrasisieT co0oil MEAJIEHHO TPOTPECCUPYIOMTUN
JECTPYKTUBHBI TpollecC B JIETKHX, o0OycioBieHHbd rpubamu Aspergillus spp., B panee
CYIIECTBOBABIIUX OPOHXO03KTa3ax, MOJOCTAX U mp. OmnucaHa reHeTHdecKas MpeapacrnoiokeHHOCTh K
aTOMY 3a00JI€BaHUIO, CBsi3aHHas ¢ AedurmroM i quchynkuueit Th-17 aumponuros [10,11].

Meuorue nanupeHtsl ¢ MB 1o paszsutus XAJl monydain MHTQISIIUOHHBIE WIM HU3KHE J03bI
KOPTHKOCTEPOUJOB JJisi CUCTeMHOro mnpumeHenus. Kpome toro, paszutuio XAJl crocoGcTByeT
NOBBIIIICHHOE cofepykanue konunuii Aspergillus spp. B okpyskaromieid cpene, B TOM 4HCiIe B )KUJIBIX U

MIPOM3BOJICTBEHHBIX MomenieHusx. OcHoBHble Bo30yauTenn XAJI — A. fumigatus, A.flavus u A.niger.
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be3 nmeuenns XAJl npuBOAMT K YXYALICHUIO KadyecTBa XWU3HU MAalMEHTOB ¢ MB u yBenumyeHuro
JIETAIbHOCTH.
1.3 Dnuaemuosorus 3a00JeBaHUsl _MJIH __COCTOSIHUSL _ (TPYINBI _3200J€BAHMI _ WJIH

COCTOSIHMI)

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

HOBOpOXAEHHbIX. B P® wuacrora mykoBucuupo3a cocrasisier no aaHibiM PI'BHY «Menuko-
TeHETUYECKUIl Hay4HbIW IIeHTp uM. akanemuka H.I1. BoukoBa» 1:9000 HoBOpoXAeHHbIX [1,3].

1.4 Oco0eHHOCTH KOAUPOBAHNS 32001€BAHNS MU COCTOAHNA (rpynnbl 32001€BAHNIT HIH

COCTOSTHMI) 10 MeXAYHAPOIHOM cTATHCTHYEeCKOH KIaccudukanuu 0oJiesHeii 1 nmpoodJaeM,

CBfAI3aHHBIX €0 310poBbeM (MKD 10)

Kucrosnsriii pudpos (E84):

E84.0 — Kucrosnbiii (puOpo3 ¢ IErouHbIMU POSBICHUAMU,
E84.1 — Kucro3ublit pubpo3 ¢ KHIICIHBIMH IPOSBICHUIMH
E84.8 - KuctozHnslif pnbpo3 ¢ ApyrumMu MposBICHUSMHU;

E84.9 — KucTosHblii (prbpo3 HeyTOUHEHHBIN-.

! Koo E84.1 Uszonuposannoti xkuweunou ¢opmel nem 6 coepemeHnou knaccugukayuu BO3 u
Eeponeiickout  Accoyuayuu Myxosucyuoosa. Koo ES84.1 - xucmosuvii @uopos ¢ KuledHblMU

NPOSIGIEHUSAMU He peKOMeHOyemcsi ucnoivzosams [12,13].
2
-B nacmosiwee epems —
Dneonpeoenennviii Ouaznos npu NOLOHCUMENIbHOM HEOHAMANLHOM CKPUHUHSE HA MYKOBUCYUOO3

2) y nayuenmog 106020 603pacma u3 pynnvl PUCKa no MyKOSUCYUOO3Y, KOMOPbIM HA OCHOBAHUU

pe3yibmamos 00c1e008anus He YOaemcs OKOHYamenbHO UCKIIOYUMb UIU NOOMBEPOUMsb OUACHO3.

1.5 Kaaccudukammsa 3a00JeBaHUd WJIM  COCTOAHUA (rpynnbl  3200J€BAHUHA WM

COCTOSIHM)

Knaccudukanus, npunsaras BO3, Mexaynaponnoit Acconumanueit MykoBucunaosa, EBpormneiickoit

Accormanueit Mykosucuuaosa [1, 2, 3, 4,5, 7, 8, 9]:

o Kiaccuuecknii  MyKOBHCIIUIO3 € TAHKPEATHYECKOW HEIOCTATOYHOCTBIO (CMEIIaHHAs WU
NerouHo-Kkuieunas Gpopma 3abonesannus’), Pl. E84.8.

o  Krnaccuyeckunii MyKOBHCHUMIO3 C HEHapyleHHONW (YHKIMEH MOKEeTyJOYHONH IKele3bl
(mpenMyIeCTBEHHO JIero4yHas ¢hopma 336OJ'IeBaHI/I$Il), PS. E84.0.

o HeompeneneHnHslit Tuarto3 mpu MoJI0KUTETFHOM HEOHATATHHOM CKPHHHHTE Ha MYKOBHCITHIO3.

E84.9.
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o 3aboneBanus, accoruupoBanubie ¢ reHoMm CFTR(MBTP)

. U30JIMPOBaHHAS OOCTPYKTHBHAS a300CHEPMHUS;
. XPOHUYECKUI TaHKPEATHT;
. JIMICCEMUHHPOBAHHBIE OPOHXOIKTA3bI.

B KJIMHUYECKOH MPAaKTHKE MCIOIb3YeTCs Kiaccu(uKaIus, mpeacTaBieHHas B Tabuuie 2 [2].

Tabauna 2. Knuauueckass kiaccupukanuss MyKOBUCIHI03a (TpeasiockeHa Ha ocHoBe Paboueit
kinaccudukanuu mykoBuciuaosa (Paunnckuii C.B., Kanpanos H.U., 2000), pekomenmanuii BO3 u

EBponeickon acconuanuu MYKOBHCILIMJ103a), OITyOJIMKOBAaHO -
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf
Dopma XapakTepucTHKA OPOHXO0JIEr0YHbIX U3MEHEHH IIposBnenus OcnoxHeHus
Knunnueckas ®dazau Crerens JIH?
aKTHUBHOCTb
mporecca

Kaaccnuec | XpoHudeckuit Bue XpoHunueckuii |AGcreccsl,

KM OOCTPYKTUBHBIA  |00OCTpEHUS . CT. |(THOMHBIH, aTEJIEKTa3bl, THEBMO-

MYKOBHCIH |ODOHXHUT Ob6octpenne Tun | Il CT.  |TOJMIIO3HO- MTUOITHEBMOTOPAKC,

103" BponxoskTassl 00oCTpeHMS: 1. CT.  |THOMHBIN) KpOBOXapKaHWE,

Cwmemanna |(Jlokanu3oBaHHble |OOocTpeHue PUHOCHHYCUT |KpPOBOTEUYEHHE

s WU u XPOHUYECKOTO Cunznpom (;merouHoe,

JIErOYHO-  |IMCCEMHUHHMPOBAHH |OpOHXHTA ICEBIO- KeIyJo4HOe),

KHIIeYyHas |pie) ¢ ykazanueMm |[IHeBMoHUS (¢ Baptrepa IIePrUIeCKUi

(¢popma JIOKaJIU3aluu yKa3aHUEM Azoocniepmust  |OpOHXOJIETOUHBIN

3a0oJesanu | [THeBMOGUOpO3  |TOKaNHM3aImm) PeumauBupyro |acneprumie3 (ABJIA),

A CMernaHHbIN THTT Ui JIETOYHAas TUIICPTEH3HS,

(MykoBHCIL MaHKPEaTHT MOJIMITO3 HOCA.

HJI03 C MekoHuEeBbIH MIEYyC,

NaHKpeaTH SKBUBAJICHTHI

4ecKoil MEKOHHEBOT0 UIIEyCa,

HeI0CTAaTOoY BBIIAJICHUE TPSIMON

HOCTBIO — KHLIKH

E84.8) uppo3 neuenn

Jlerounas (6€3 u ¢ mopTanpHOI

dopma runep-

3a00/1eBaHH TEH3HCH)

a1 XKb

(MykoBHCIL OtcraBanue B

HA03 C ($U3NUECKOM Pa3BUTHH.

HEHapylIeH benkoso-

HOH JHEpreTuyecKas

dpyHkuumei HEJOCTAaTOYHOCTh

MO/IKeTy/10 Hapymenue

YHOM TOJIEPAHTHOCTHU K

JKes1e3bl yrieBoaam

- E84.0) MyKoBHCINAO3-
aCCOLIMMPOBAaHHBIN
caxapHbIii 1uader
CHuxeHue
MHUHEPAIBHOU

IIOTHOCTH KOCTHOM
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TKaHU
Bropuunbiii
OCTEOIIOpPO3
AMwuIION103 IT0YEK
CuanoaaeHuT
Buramuna K-
ne(pUITUTHBIC
COCTOSIHHS
(remopparudeckas
00JIe3HB)

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

Jpyrue nHpEKIHH.
Muxkpo6Hble
acCOIUAIIH

Hpyrue dhopmbr:
Heonpenenennsplii AnarHo3 npu NOJI0KUTEIILHOM HEOHATAILHOM
CKPMHMHIE Ha MyKOBHCIMI03 — E84.9.
3aboneBanns, accouupoBanmsie ¢ renom CFTR (MBTP):*
—  HW30JUpOBaHHas OOCTPYKTHBHAS a300CIIEPMUS;
— XPOHHWYECKUH MAaHKPEATHT; JIUCCEMUHUPOBAHHBIE OPOHX0IKTa3bI

Ipumeuanus:

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

2 Cmenenb  Ovixamenvnoii HedOCmamounocmu — ycmauasiueaemcs —coziacno  «Kuaccugurayuu  Ovixamenvbroii
neoocmamounocmuy (Hayuonanvnoe pyxkosoocmeo no 6Oonesusim opeanos ovixanus, 2010). Cmenenv msadcecmu
3a601€8aHUA PEKOMEHOYENICs He YKA3bl8amb UCX005 U3 NePBUYHO-XPOHUUECKO20 MeYeHUsl, NONUOP2AHHO20 NOPANCEHUS U
NnpocpeoueHmHo20 meueHusl.

¥ [Monookcumensuvlii HCOHAMANBHBLI CKPUHUHS WU HEOHAMALBHAS 2UNCPMPUNCUHOLCHEMUS. HE AGNAIOMCS OUACHOZ0M U 8
KAACCUPUKAYUIO He BKTIIOUEHbl, NAYUeHMAamM ¢ HeOHAMAIbHOU SUNepmpuncuHo2eHemMuell pekomenoyemcest ¢ 1 200 nposecmu
nosmopHo nomogyr npoby. Hcnonvzyemcsi HOGull OUACHO3 — «HEONPEeOeNieHHbIll OUACHO3 NPU  NOJIOHCUMETbHOM
HEOHAMAnIbHOM CKPUHUH2E HA MYKOBUCYUOO3 )

* Koo MKB PEKOMEHOYemcsl UCNONb308ANMb U3 COOMBENMCMBYIOUUX PA30E08.
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Taoncecmv cocmoanus ycmanaenueaemcs coznacuo Ilpunooicenuto k npukazy Munucmepcmea mpyoa u coyuanbHou
sawumel Poccutickoti @edepayuu «O kraccu@urkayusx u Kpumepusax, UCNOIb3YEMblX HPU OCYWeCmBIeHUU MeOUKo-
COYUANBbHOU  IKCNepmU3bl  2paxcoaH  (QedeparbHblMu  20CYOAPCMBEHHbIMU — VUPEHCOCHUAMU — MEeOUKO-COYUATbHOL
axcnepmusvly (¢ 01 aneaps 2019, cm. paszden «CnpagouHvle mamepuanvl, 6KIOHAS COOMEEMCMEUe NOKA3AHUL K
NPUMEHEHUIO U NPOMUBONOKA3AHUU, CHOCOO08 NpUMeHeHus U 003 JNeKAPCMBEHHbIX NPEenapamos, UHCMPYKYuu no
NPUMEHEHUIO IeKAPCIMBEHHO20 NPENAPAMAy)

B 6ynyiem, no mepe yriayOieHus 3HaHH, 3Ta KiaccuuKalys Takke NoTpedyeT nepecMorpa.

1.6 Kaunnueckasg KapTuHa 3a00JeBAHUA HJIM COCTOAHHUA (rpynnbl 3200J1€BAHMI MJIH

COCTOSIHMA)

Myxkosucyudosz moaicem 6bimsb 3aN0003PEH NO CAe0YIOUUM NPU3HaAKam (maoa. 3,4).

Hanuyue enympuympooéno no oanmnvim Y3U - cunepaxoceHHo20 KuuleyHUKd, MeEKOHUEBblll
uneyc - npu poHcOeHuUuU.

B nepuooe nosoposrcoennocmu 3amsadxicnas Heonamanvhas sceamyxa, sumamur K-3agsucumvle
2emoppazuyeckue COCMosAHUsL, MEKOHUeblll UleyC.

Mexonuegulii unreyc — 3mo CUHOPOM, XAPAKMEPUIVIOWUXCA NPOSAGTIEHUEM HUZKOU 0OMypayuoHHOU

KUWLEYHOU Henpoxooumocmu, 6e3 nepepviea npoceéema KuuieyHot mpyoku. /lanHoe 3abonesanue npu
MYKOGUCYUOO3e 00YCO8NIEHO MEXAHUYeCKUMU NpuduHamu - obaumepayuell npoceéema HNIOMHOU
MEKOHUANbHOU NPOOKOI.
B muposoui obwenpunamou npakmuxe cuumaemcs, umo 6 90-95% cayuaes smuonozueli MEKOHUEE020
uneyca seugemcs mykosucyuoosz [l4].  Mexonueswiti uneyc ouacnocmupyemcs y  15-20%
HOBOPOJICOEHHBIX C MYKOBUCYUOO30M. B esponeiickux cmpanax nayuenmol ¢ MEKOHUEBbIM UNEYCOM
noonedxcam o00s3amenvHoMy 06credosanuio Ha mykosucyudos [1,15].  Ilo Odanneim peeucmpa
nayuenmos ¢ MyKosucyuoozom P®, dona nayuenmog ¢ MyKoBUCYUOO30M, NEPEHEeCUUX MeKOHUEBbll
uneyc npu poxcoeHuu, 6 epynne oemeti nepo2o 200a xcuzHu cocmaeuna 22,1% nayuenmos, umo
ompasicaem e2o peanvhyio pacnpocmpanennocms [16].

3aodeporcka npubasku eeca, wacmolil, 0OUILHBLIL, C RPUMECHIO HCUPA U 3/1060HHBIM 3ANAXOM
CMYJl, NOGLILUEHHDIL aNNemum, 8 603pacme Nocie 200a MU300bl 8bINAOCHUSL NPAMOU KUWKU, INUZ00bL
3a0epocKu  cmyia ¢ KIUHUYeCKUMU  NPOAGIEHUAMU  YACMUYHOU UMY  NOJNHOU  KUUEYHOU
Henpoxooumocmu (CUHOpom OucmanbHol unmecmurnanrvhou oocmpyxkyuu — C/IHO).

C paunmnezo eo3pacma BO3MOJCHbI HABAZUUBLIL KOKIIOWENOOOOHbIU Kauwlelb, Yacmo
peyuousupyrowue pecnupamopHsvie UH@EKYuUu ¢ AGLEHUAMU OPOHXUMOS, NHEBMOHUL, MOdCem
ommeyamuvcs ceucmsaujee ObIXaHue u/unu «OpatbHas Kpenumayusny, 0OblUWKA, Kauelb ¢ gbloeNeHuem
CHOUHOU MOKPOMbL, 8 MOM HUCIe 8He Nepuo008 0OOCMPEHUs, BladCHble PASHOKANUOEepHble XpUunbvl

pasnoﬁ cmeneHu jJokaiusayuu 6 3a6UCumMocmu om pacnpocmpaHeHHocmu npoyecca.
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B paumnem 6o3pacme ommeuaromca 9nu3006i  nposasieHull CUHOpOMA Homepu  coieil
(cunokanuemusi, 2unOHaAMpuUemMus, 2UNOXI0PeMUsL) — NOmeps 8ecd, CPbICUBAHUS, PEOMA, B510Ch, OMKA3
om eovl. Bcreocmeue nomepu 31eKmMpoaumos ¢ HOMOBOU IHCUOKOCMBIO, OCOOEHHO 6 YCI0BUAX
VCUEHH020 NOMOoOomoeNeHuss (MUXopaoKka, Hcapkas no2oda, npeodvléanue 6 cayHe, @uauyeckue
HAa2py3Ku), uepe3 dHceryO0OuUHO-KUULeUHbI MPaKm, He0OCmamouyHoe NnocmynjieHue coiel ¢ nuwel u
8000U (0cobeHHO ) Oemell NEpBO20 2004 JHCUZHU NPU OMCYMCMEUU OOMAYUU CONU) MOMCEm
paszsusamuvcs Ilcesoo-bapmmep cunopom (I15C).

Cunopom maHugecmupyem npeuMyujecmeeHHo HaA Nepeom 200y JHCUZHU ) NAYUEHMO8 C
MYKOBUCYUOO30M U SBIAEMCI IHCUSHEYZPOICAIOWUM COCOAHUEM, NOIMOMY DPACCMAMPUBAEMCIL C
MOUKU 3PEeHUs. MANCEN020 U ONACHO20 0ClodcHenus MB, mpebyrowezo 6 onpedeieHHbIX CAy4asx
akcmpenno2o emeuiamenvemed. IIBC moocem 6Ovimv nepgvim  cumnmomom MB. Knunuueckue
NPOAGNIEHUL: OM 3A0EPAHCKU PU3UYECKO20 pazeumus 00 OCMPO20 COCMOSHUSA, NPOMeKaue20 ¢
OMKA30M OM e0bl U NUMbSL, 8I0CIBIO, CPLI2ZUBAHUAMU U PEOMOLL, NpU3HAKamu decuopamayuu. Yacmo
OWUOOYHO NPUHUMAEMCS 3a OCMPYIO KUWEUHYIO UHDEKYUIo, NAmMOoa02uio noyekK, dopeHo2eHUmanbHblil
cunopom [2].

«Con1envlit» nPpUGKyc» KOHCHBIX NOKPOBOE.

Jepopmayuu 2pyonoit knemku.

Dopmuposanue npuzHaAK08 XPOHUUECKOU SUNOKCUU 6 gude dehopmanyuu KOHUeBbIX hanane
u HoZmeil no muny «6apabanHvIX NALOYEK» U «4ACOBbIX CIEKOL).

Ilpusnaku xponuueckozo zaumopuma, NOJIUNO3IHO20 CUHYCUMA.

Myxkosucyuoos-accoyuuposannsie 3avonesanusn newenu (cysticfibrosis-associatedliverdisease
(CFLD) sxnrouarom 6 cebs makoe MHO2000pa3zue HO30102Ull KaK: OUTUAPHBIL Yuppo3 neveHu ¢ u oes
CUHOPOMA 6HYMPUNEUEHOUHOU NOPMATbHOU 2UNEPMEN3UU, Nepcucmupyloujee nosvlueHue YpOosHs.
neyeHouHvlX ¢hepmenmos, uopo3, cmeamo3s, IHCENYHOKAMEHHAs. OONIe3Hb U U30AUPOBAHHO JIUULD
YIbMpazeyKosuvle usmenenus napenxumvl nevernu [17,18].

Bempeuaemocms MyKo8ucyu0o3-accoyuuposantol 2enamoouiuaptol namoio2ul 0 6cem mupe
npumepno 37,9%, npuvem 2,5% nemanvuwblx UCX0008 OmMMeYAemcs UMEHHO N0 NpuduHe
Ooexomnencayuu 3abonesanuti newenu [19]. Ilo Eeponeiickomy Peecucmpy nayuenmog c
mykosucyuooszom sa 2017 2. npoyenm nayueHmos ¢ yuppo3om nevyeHu u nopmaibHOU cunepmensueli 8
Benuxoopumanuu cocmasnsiem — 1,51% (149 nayuenmos om 8344), ¢ Poccuu sce — 4,42% (136
nayuenmos om 2291) [3]. Luppos neuenu ¢ nopmanvrou cunepmensueu 3apukrcuposan y 4,5%
nayuenmos P® ¢ 2017 2, be3 nopmanvrou eunepmensuu — y 2,3%, yuppo3 neuenu (2unepmensus He

uzgecmua) y 0,7% 6onvHbIX U nopadicerue neveHu oe3 yupposa —y 15,9% nayuenmos.
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Y 1,5% nayuenmoe nopasicenue neuenu A6711€mcs nNepeviM KAUHUYECKUmM cumnmomom MB;
UMEHHO NOIMOMY 6 OUASHOCIMUYECKUU aleopumm npu Yuppo3e NnevyeHu HesACHOU dMUoIocuu
PEKOMEHOYemcsl 8KII0Yams Nomoswlil mecm 0Jist uckmoyenus MB [17,18].

Topasicenue neuenu, kax u mMHoz2ue opyaue geHomunuyeckue npossieHus MB, 3asucum He
MOIbKO U He CMOIbKO om 2eHemuveckoco depexma u muna mymayuu CFTR, Ho om Oelicmeus eeHo8-
Moougpuxkamopos, Haxooawuxcs ene aoxkyca CFTR, nanpumep, Z annenv ecena SERPINAI (al-
antitrypsin unu ol-antiprotease) [2,3/ u awrene A VNTR 6 cene eNOS4 [12], u om ¢hakmopos
OKpydHrcaroujeli cpeowl, BKI0YAsL AMPOSEeHHbIe.

Knunuuecku npu gpopmuposanuu yupposza newenu OUaAZHOCMUPYEmcs y8eiuyeHue Heueoma 3a
cuem 2enamocnieHoMe2aniuu, pacuiuperie no8epXHOCMHbIX 6eH HA nepeonell OPIOWHOU CmeHKe.

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

C 6ospacmom y nayuenmog ¢ MB nepeoko pazsusaemcs u IHOOKPUHHAA HEOOCMAMOYHOCHb
HOO0XHCETIYOOUHOU Hcenezbl (MyKOSUCYUOO3-3aeucumblil caxapHuiti ouabem (M3CJ]), komopulil, Kak
npasuno,  npomexkaem — OECCUMHMOMHO, U  MOdcem  00120€  6peMs  OCMA8AmvCs  He
ouacnocmuposanHvim. Ilpu smom uzeecmuo, umo yoice 3a 2—4 200a 0o manugpecmayuu ouabema
VXYOWaomes nokasamenu HympumueHo2o cmamyca u ovixamenvHou @yukyuu. Kombunayus MB u
ouabema oxaszvieaem He2amMueHoe GIUAHUE HA NPOOOIHCUMENbHOCMb JHcu3Hu. Tak, cpeouss
npooo.dcumenbHocmy dHcusnu nayuenmos ¢ M3C/ nudice no cpagnenuto ¢ nayuenmamu 6e3 ouabema,
Mmeouana svidxcusaemocmu y nayuenmos ¢ M3CJ/{ cocmaensaem 24 2o0a, no cpasnenuio ¢ 32 2ooamu y
nayuenmos ¢ MB, no 6e3 ouabema [20].

Y 6onvuuncmea nayuenmog mysncckozo nona cnudcena ghepmunoHocmes.

B 6onvwuncmese cnyyaes pepmunvrocms dHceHuyuH, O0IbHBIX MYKOBUCYUUOO30M, COXPAHEHA.
Oonaxko 6 onpedeneHHblX CHYYaAsxX B03MOJCHO bOecniooue, 00YCI08NIEHHOE AHOBYIAMOPHBIM
MEHCMPYANbHbIM YUKTIOM U 8MOPUYHOU AMeHOpeell, 8bI36AHHOL UCMOWeHUeM NAYUEHMKU.

Haubonee uacmou npuuunoti cHudcenus GepmuibHocmu y NAYyueHmox ¢ HOPMATbHbIM
08VIAMOPHBIM YUKIIOM ABIAEMCS USMEHEHUs. 600HO20 U DJIeKMPOJIUMHO20 COCMABA Yep8UKATbHOU
causu, 6 ceasu ¢ boavuum xkoauvecmeom MBTP 6 yununopuueckom snumenuu wietiku Mamxu. B
pesynvmame YepeuKaibHblll cekpem (omoeniemoe Weluku MamKu) cmaHo8UMcs CIUWKOM BA3KUM,
umo cHudicaem cnocobrnocms k oniodomeoperuio [21,22].

Hanuuue y nayuenma cumnmomos, YKA3aHHblX 6 mabauye 3, mpebyem npogedenus
oughgpepenyuanvrozo ouacrnoza MB. Heobxooumo yuumwvieams, 4mo nepeyHu CUMAMOMOS,

npedcmaeﬂeHHble (&3 ma@zuue 3, cocmaenenbl 6 NPpUMEPHOM  coomeemcmeuu Kaxcoou u3
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paccmampusaemvlx 803pacmublx epynn nayuenmos ¢ MB. JI1o0ou u3 ykasauHvlx CUMIIMOMO8 MO*CEM

Habnooamvcsi y demell MAAOue20 Uil Cmapuie2o 803pacma

Ta6auna 3. Knuandeckue nposieieHus, Tpedyromue nuddepenimanbHoro nuarnosa ¢ MB [1,2,23].

Bo3spacr

CHUMIITOMEBI U CUHIPOMBI

I'pynnoi

PenunuBupyromme win XpoHUYECKUE PECITUPATOPHBIE CUMIITOMBI, TAKHE KaK Kalleib WX
OJIBITIIKA

PenynuBupyronias iy XpoHUYeCKast MHEBMOHUS

OrcraBanue B PU3NICCKOM Pa3BUTHH

HeodopmiieHHbIi, OOWITBHBIN, MACJISTHUCTBINA U 3JIOBOHHBIH CTYJT

XpoHuueckas auapes

Brimagenue npsMon KUKy

3arsKHas HeOHaTalbHas JKeJNTyXa

ConeHslif BKyC KOXKHU

TemnoBoli ynap win aeruapaTaius Opy xKapKoi noroae

XpoHUUYECKasi THUIOAIEKTPOIUTEMHUS

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

I'umonporennemMust / otexn

MeKOHUEBBIN UIIEYC

JlouKoIBHBIN

Croiikuii kamens ¢ wid 6e3 THOMHOI MOKPOTHI

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

OrtcraBaHue B BECE U POCTE

BrinaneHnue npsiMoi KUILIKH

MNuaBarnnanusa

XpoHuueckas 1uapest

CumriitoMm «0apaOaHHBIX MATOYCK)

Kpucramnsl conu Ha KoXKe

I'umoToHu4Yeckas geruapaTanus

I'umosnexTpoiauTeMus ¥ METabOIMYECKUH aKaso3

I'emaTtomeranys wim AMarHOCTUYECKH HEsICHOE HapyIlieHne (QYHKITUHU ITeYeHH

IIxonbHEBIH

XPpOHUYECKUE PECIUPATOPHBIE CUMIITOMBI HESICHOM ATHOJIOTUU
Pseudomonas aeruginosa B Mmokpote

XPpOHUYECKUI CUHYCHT

HazanpHb1i moanmos

Bponxoskrassl

Cumnrom «bapabaHHBIX MATOYEK)

XpoHuueckas nuapest

CHHIpPOM TUCTATHOW WHTECTUHAIBHON 00CTPYKIINH
ITankpearur

Brinanenue npsmMoi KUIIKU

CaxapHbliif 1uabeT B COYETaHUH C PECIIUPATOPHBIMI CUMITOMaMHU
I'emaromeranus

3aboiieBaHye MTEUYEHH HESICHOM STHOJIOTHI

[onpoctkn
B3pOCIIbIE

)54

I'HotliHOE 3a00MNeBaHNe JTETKUX HESICHOM STHOJIOTHH

Cumnrom «0apabaHHBIX MATOYEK»

ITankpearur

CuHHAPOM IUCTAIBHON WHTECTHHAIBHOW OOCTPYKLIUH

CaxapHbliif 11a0eT B COYETaHUH C PECIIUPATOPHBEIMU CUMITOMaMHU
IIpu3naku uuppo3a NeYeHu U NOpPTaIbHON TMIEPTEH3UN
OrtcraBaHue B pOCTe

3azieprKKa MOJIOBOTO PA3BUTHS

MNHQepTHIEHOCTE ¢ a300CTIEPMHUEH Y JIUIT MY>KCKOTO TI0J1a
Camxkenne QepTUILHOCTH Y JIUIT JKEHCKOTO TI0J1a
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Tabauna 4. Kinnauueckue nposiBICHUS, XapaKTepHbIE ISl MyKoBHcLUI03a [ 2,23].

Bricokocnennuunsnie 1iaa MB

Menee cnenugpuynbie 111 MB

Co cmoponbl cucmemuvl RUWEeAPEeHUA
e  MeKOHMEBBIN UIIEYC
e  DK30KpUHHAs HEJIOCTAaTOYHOCTh
MOJKENYTOYHOM JKEJIe3bl Y JeTer

Co cmoponvl cucmembl RUULEGAPEHUA.
e OrcraBanue HU3NIECKOTO PA3BUTHUS
I'unonporennemus
Jeduuut KupopacTBOPUMBIX BUTAMHUHOB
CHuHIOpOM JHMCTaJbHOM HHTECTHHAIBHON
o0CTpyKIUHN
PexranbHbli Mposanc
bunuapnsiil nuppos
[TopTanpHas runepTeH3us
KKb y nmereéi 0e3 TeMOIUTHYIECKOTO
CHUHIpOMa
[lepBUYHBIN CKIEPO3UPYIOLIUN XOJaHTUT
e DK30KpUHHAA HEJI0OCTaTOYHOCTh
MODKEITYI0UHOMN JKEIe3bl Y B3POCIBIX
e PenuauBupyrOnIMil NaHKPEATUT

Co cmoponbl dblxamenvuplx nymeii:

e Xponuueckas  WHQEKIHs,  BBHI3BAaHHAsS
MyKOUIHOM popmoii PS. aeruginosa

e DBpOHXODPKTa3bl B BEPXHUX JONAX 000MX
JIETKUX

e Ilepcuctupyromas WHQEKIMs, BHI3BAaHHAS
B. cepacia

e  XpOHUYECKHUI
THOWHBIN CUHYCHT

THOMHBIN/TIOJIUIIO3HO-

Co cmoponbvl ObIXxamebHblx HYmei:

e XpoHuueckas 581071 peuuauBupyromas
uHeKnus, BbI3BaHHas S. aureus, P.
aeruginosa, Achromobacter spp., H.
Influenzae

(] Peurrenonornueckue IMpU3HAKHU
6pOHX03KTa3OB, aTCJICKTa30B,
FHHGpHH(bHﬂHHH 501051 XpOHHUYCCKad
WHQUIBTPAIUSL Ha peHTreHorpaMme

OPTaHoOB I'PYAHON MOJIOCTH
e KpoBoxapkanbe, cBsi3aHHOE C TUPPY3HBIM

MOpaXEHWEM  JIETKUX, OTJIMYHBIM  OT
TyOepKyJie3a WiId BacKyJIuTa

e XpOHWYECKHI  W/WIH  TPOAYKTHBHBIH
Kalienb

e Annepruueckuit OpOHXOJIEr OYHBIH
acIepruuies

e XpOoHUYECKHUI THOWHBIN/TIOJINTIO3HO-
THOMHBINA CUHYCUT

e PeHTreHomorudeckue MIpU3HAKU

XPOHUYCCKOI'O NaHCUHYCHUTA

ggzzoe:

e  CHHIPOM BIIEKTPOJIMTHBIX HAPYIICHUH
e BpoxaeHHOe IBYCTOpDOHHEE OTCYTCTBHE
CEMSIBBIHOCSILMX IPOTOKOB

gggzoe:

e VYToMNmeHne KOHLEBBIX (anmaHT

e QOcreonenus/ocreonopo3 B Bo3pacte <40
neT

e Herunuuneiii quader

Ilpu MB mnepeoxo ecmpeuaemcsi 0CHEOROPO3, KOMOPbBIU V OMUX NAYUEHMO8 6ce20d HOCUM
8MOPUYHDBLL XapaKmep.
K npuuunam eco pazsumus y nayuenmoe ¢ MB ommnocam: Xponuueckuti MUKpooOHO —

BOCNATUMETIbHBLLL npoyecc, Oeqbub;um sumamuna D u K, HU3Koée nompe@ze%tue Kaabvyus, HU3KAA
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Quszuueckas axkmueHOCmb, caxapuviti Oouabem Ha ¢one MB, mpancniaHmayus o0peaHos u
UMMYHOCYRPeCCUBHAs Mepanus, SUNOKCUsl U SUNEPKanHus, oeuyum KOCMHOU MACCbl U HapyuleHue
MUKPOAPXUMEKMOHUKU KOCIU 8CIe0CmElUe HeOOCMamo4Ho20 Habopa NUKA KOCMHOU MACChbl 8 NEPUOO
AKMUBHO20 pocma u U30bIMOUHOU KOCMHOU NOMePU ) 83POCIbIX.

B nexomopuix pabomax nokazaa 83auMOCEs3b PA3IUYHBLIX MYMAYUll /Uiy ux KoMOuHayuil
(F508del u op.) ¢ pazeumuem nuskoii kocmuoti maccol [24,25], bonvuwuncmeo opyeux asmopos ne
ommeuarom OaHHOU CE53U.

Pexomenoayuu no ghopmynuposke OuacHo3a u3znodNiCeHvl 8 KIUHUYECKUX PEKOMEHOAyusx no
ocmeonopozy. CoenacumenvHas KOMUCCUSL NO €BPONEUCKOM)Y KOHCEHCYCY peuwund UCnOIb308amb
mepmun «bonesnu kocmu npu MBy (8xmouarowuii HUZKYIO MUHEPANbHYIO HIOMHOCMb KOCMU U
nepenomsl), a He «ocmeonoposy. [ns P®, yuumvléas ocobeHHOCMU MeOUYUHCKO20 obecnedenus,
PEeKOMeHOYemcs 0Cmasums OuazHo3 — ocmeonopos [26,27,28].

Yacmoma ocmeonoposza npu MB 6 demckom u noopocmkogom gospacme cocmagnsem om 20
00 50% u yeenuuusaemcs nocae 18 nem orcusnu (50 - 75%) [29].

1lo oannvim poccutickux uccreoosamenel 6 0emMcKOM 03pacme Yacmoma CHUNCEHUSI MUHEPATbHOUL
naiomuocmu kocmu (MIIK) cocmasisiem om 33 0o 65,2% u ocmeonopoza - om 7,7% 0o 15,6%
[30,25].

Bo e3pocnoii nonynayuu nayuenmos ¢ myxosucyuoozom uacmoma Huskux noxasameneu MIIK
cocmasnsina 43,6%, ocmeonoposa - 8,4% [26].

Knaccugukarus acnepruiiesa Jerkux npejacTaBieHa B mpuiaoxenun I'1.

Annepeuyeckuii OpoHxonezounblil acnepeuiies y nayuenmos ¢ MB npomexaem xponuyecku ¢
nepuoouveckumu odbocmpenuimu. OCHOBHbIMU KIUHUYECKUMU NpusHakamu obocmpenus ABJIA
ABNAIOMCS HeKOHmMpoaupyemoe mevenue MB, npucmynel yoyuivs, Kaueib ¢ MOKPOMOLl, cooeparcaujeti
KOpUYHesble UNU YEPHble GKIIOUEHUS. U CIUZUCTbIE NPOOKU, OPOHXO0OCMPYKMUBHBLI CUHOPOM U/UTU
BO3HUKHOBEHUE IO3UHODUILHBIX UHDUIbMPAmMos, 001U 6 epYOHOU KlemKe, pe@pakmephoe K
NPUMEHEHUI0  AHMUOAKMEPATbHbIX NPEenapamos nosvluleHue meMnepamypvl mend, a makice
cHudiceHue ovixamenvHou gyuxyuu. Ilpu onumenvnom meuenuu ABJIA pazeusaemcs 3agucumocms om
KOPMUKOCMeEPOUd08 0. CUCMEMHO20 NpUMeHeHUs, hopmupyemcs u uopo3 neekux, npueoosumyuil K
ovixamenvrou Hedocmamourocmu [8].

Xponuueckuui acnepeunnes aeekux. IIpooonscumensnocmo XAJI > 3 mec. Haubonee uacmoie
NYTbMOHAIbHbIE CUMNIMOMbL — NPOOYKMUBHBIU Kaelb, 00bIUKA U KPOBOXAPKAHbE, NPOSPECCUBHOEe
CHUICeHUe J1e20YHOU yHKYuu, obwue — cyogedpurumem, obwas ciabocmev U CHUINCEHUE MACChl
mena, CHUMCeHue MONePaHmHOCIU K HASPY3KAM, OMCYmMcmeue ulu HenoaHull omeem Ha

NOTHOYEHHbIN KYPC aHMUOAKMEPUATbHOU mepanuu wupoko2o cnekmpa Oeticmeus. XAJI uacmo
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npunumairom 3a obocmpenue MB, obycrosnennoe O6axmepuarbHuiM 6030yOoumenem, U HA3ZHAYAOM
HeaphexmusHyI0 8 SMux Cryyasx mepanuio aHmubakmepuatbHuMu npenapamamu pesepsa [8,10,11].

Ilpocnosz: XAJI nepedko ouacnocmupyrom no30HO U JedeHue npoeooam neadekéamuo. bes
neuenuss XAJI mpusooum K yxyowlenuro Kawecmea dicusHu nayuenumos ¢ MB u  yeeauuenuro
nemanvrocmu. Jlemanvnocmo npu XAJI 6 nepsvie 6 mecsayes nocie ouaenosa cocmasnsiem 15 — 30%.

Haubonee wacmas HenocpedcmeeHHaﬂ npuduHa cmepmu — j1eco4Hoe Kposomederue.

2. lnarnocTuka 3a00/1eBaHUS WM COCTOSTHUS (TPYNIIbI 3200 1€BAHNMH WIH
COCTOSIHMII), MEIUIIUHCKHE MOKA3aHUSA ¥ NPOTUBONOKA3aHUS K IPUMEHEHHNI0

METOA0B THATHOCTUKH

Juaenoz MB noomeepoicoaemcss npu  Haauyuu  00HO20 uiu  Oonee  XapakmepHulx
genomunuyeckux npossnrenuti MB 6 couemanuu ¢ doxazamenvcmeamu napyuienus ¢yukyuu MBTP,
MAaKuUMU Kax: GvlAlleHue KIUHUYeCKU 3Hauumvlx mymayuti eena MBTP npu eenomunuposanuu uiu
yeenuyeHue ypoeHs XJI0puoo8 8 cekpeme NOMOBbIX dicene3 nayuenma. Jna peuwenus npoodnem
ouaenocmuku MB Oviiu paspabomamnvt Kpumepuu, CO2NACHO KOMOPbIM 00s3amenbHbim 0nsi MB
A6IAEMCA HANUYUE XAPAKMEPHO20 KIUHUYECKO20 CUHOPOMA NIIOC OO0KA3AMENbCME0 KAaKo20-1ubo
HapyuieHus QYHKYuU XJ10pH020 KAHAIA OOHUM U3 MemOoO0s.

B nacmoswee epems cywecmeyem HeCKOIbKO 8apUAHmos OuacHocmuieckux kpumepues MB,
KOmMopwiMu nonv3yiomes cheyuanucmol [1,2].

Haubonee pacnpocmpaneno ucnonvzoéanue OUACHOCMUYECKUX Kpumepues, YMmeepHCOeHHbIX
Esponetickumu cmanoapmamu u HayuoHaIbHLIM KOHcencycom (mabauya 5) [115].

Tab6aununa S. Jluarnoctuyueckue KpUTepuu, yrBepxkaeHusle EBponeiickumu crangapramu 2014 rona,
nepecmotp 2018 roza [15,31] u HarpoHaabHBIM KOHCEHCYCcOM (2016) [2].

ITonoxurenbHbINA pe3yJIbTaT IOTOBOIO TECTA
U/ nim
Jige myrtarmn MBTP (CFTR), Be3biBaromne MB (cormacHo 6a3e CFTR-2 http://www.cftr2.org)

n

HeonaranpHas rUIEpTPUTICHHOT €HEMUS

N

XapakTepHble KIMHUYECKHE TIPOSIBIICHHS, TAKHE KaK TU(PPy3HbIE OPOHX0IKTA3bl, BEICEB U3 MOKPOTHI
3HaunMoi st MB nmaroreHHO# MUKPOQIIOphI (0COOCHHO CHHETHOMHOM MaIOYKH ), 3K30KpUHHAS
MaHKpeaTHyecKas HeJI0CTaTOYHOCTh, CHHIIPOM ITOTEPHU COsel, OOCTPYKTHBHAS a300CHEPMHUsI

Jluaznocmuka 00mypayuonnoil KuuieuHoil Henpoxooumocmu (6 m.4., MEKOHUEB020
uneyca)e nepuooe HoBOPOIHCOEHHOCMU

Kuweunvie nposenenus mykosucyuooza 6 nepuooe HOBOPOHCOEHHOCU MO2YM CBOOUMbCS He
MONbKO K  opmuposanuio MeKoHueso2o uneyca. Tlakdce MYKoSUCyuooz Mmoodcem  Obimb

OUAcHOCMUPOBAH y NAYUeHmos ¢ GHYMpUympoOHOU nepgopayuelil MOHKOU KUWKU, NPUSHAKAMU
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NepeHecenHo20  GHYMPUYMPOOHO20 — IHEPOKOIUMA  (6HYmpuympobHoe Gopmuposarue cnaex,
NepUMOHUM) U NPU HAPYUWEHUU NPOXOOUMOCIU MOIACMOU KUWKU, NPU HOPMATbHOM (POPMUPOBAHUU ee

HepBHO2Oo annapama.

Anmenamanvhaa — onucaHuvie 3a00/E6AHUS OMHOCAMCA K NO30HUM (hemonamusim, NOIMOMY
B03MOJICHbBIE NPOAGLEHUSL MO2Yym Obimb euzyanusuposanst 8 ||l mpumecmpe. Ilpu naruuuu y niooa no
Ooannbim Y3U npusnaxkog 2unepiaxoceHHo20 KUWMEYHUKA YeaecooOpasHo Hanpasums pooumeneli Ha
JHK ouacnocmuky myKo8ucyuoo3za — nouck Hauboee yacmolx Mymayuil, a pebeHka npu podcoeHuu —
KaK cocmasgsaiowe20 epynny pucka no MeKoHue8omy uieycy u KUeuyHol HenpoxooumMocmu.
Ilocne poycoenua — ouacnocmuka KUuuledHoUu HeNnpoXoOUMOCMU U OCIOHCHEHULL 8 COOMBEMCMEUU C
KAUHUYECKOU NpAaKmMuKou nayuenmos ¢ MEKOHUEBbIM UNEYCOM, 0043amenvHas KOHCYIbmayus
cneyuanucma no  MyKOBUCYUOO3Y, NposedeHue nomogou npoowl, [[HK-ouacnocmuxu. Ilpu
HeB03MONCHOCU NPOB8eOeHUst NOMOoGol npoowl — oosizamenvhasn JJHK-0uaenocmuxa [15].
Huaznocmuka Ilceedo-bapmmep cunopoma y nayuenmose c MB

Ilcesoo-bapmmep cuHOpom OUAeHOCMUPYEeMcsi HA OCHOBAHUU HAUYUSL ) PeDEeHKA YCMAHOBIEeHHO20
ouacnoza «Mykosucyuoos», xapaxmepHou KIUHUYecKol xKapmumusl (cm. pazoden 1.6 «Knunuueckas
KapmuHa» U OUOXUMUYECKUX USMEHEeHUll: 2UNOHampuemuu, 2UnOKaluemMuu, 2unoxXiopemuu,
Mmemabonuuecko2o arkanosa [2].
Juaznocmuka acnepeunne3a npu MYKOSUCHUUOO3E CIONCHA U HEpeOKO 3anazovléaem, HOCKOJIbKY
MHO2Ue OuasHOCmuyYecKue Kpumepuu nepecekaromcs ¢ MUNUYHLIMU NPOSAGIEHUIMU OCHOBHO20
3a001e8aHUSL.
Jna nocmanosku ouazHoza HeoOX0OUMO KOMNIEKCHOe CHeyuanusuposannoe obdcredosarnue (maon
6,7).
Tabnuua 6. /Juacnocmuueckue kpumepuu ABJIA coenacno koucencycy @onoa MB (2003) [32].

* yxyouleHue medenusi MyKogUCYUO03a: Kauieib ¢ MOKpOmou, cooepicaujeli Ciusucmeole npooKu,
ooviwKa, npucmynsvl yoyuibs, cHudcenue JKEJI, O®B1, ocmpoe unu nepcucmupyioujee
YXyOuleHue coCMosIHUsA, He C8A3AHHOE ¢ OPY2UMU NPUYUHAMU,

* ypogens obueco IgE> 500 ed/mn;

* Hanuuue cneyuguueckux Aspergillus IgE  wiu nonoxcumenvHas KOJCHas npoba ¢ aHMueeHoM
Aspergillus;

* nanuuue cneyuguuecxkux Aspergillus 1gG;

* uzmenenus na penmeenozpamme unu KT, pedhpaxmepnvle k «cmandapmuouy mepanuu [5,33].

Tabauya 7. /Juacnocmuueckue kpumepuu XAJI coenacno pyko8oocmey no OudacHOCmuKe u Jie4yeHuo
xXponuueckozo acnepeunnesza (2016) [2].

Vxyowenue meuenus MB, omcymcmeue unu Henonuwvlti omeem Ha 2-4 —HeOenbHblll Kypc
AHMUOAKMepUaIbHOU Mmepanuu WUpoKo20 CNeKmpa 0eticmeus
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Hanuyue KT NPUSHAKOB XPOHUYUECKO20 acnepcujllesd J1ecKux,

nanuuue cneyuguuecxoeo IgG k Aspergillus e coisopomrke kposu,
sovisenenue muyenust ASpergillus 6 oxpawennvix maskax w/unu 6 Guoncutinom mamepuaie, uiu
svroenenue Aspergillus spp. npu nocese uoncuiinoco mamepuana, 5AJI, mokpomer [34].

Juaznocmuka wuppo3a neuenu y nayuenmoe ¢ MB:
Tosviwenue anaHuHaMuHompaucgepasoi, acnapmamamuHompaucgepasvl u

eammazniomamurmpancgepasvl, 6 meyerue bonee, wem 6 mecayes NpuU UCKIIOUEHUU OPYUX
npuyun [35Leung DH, Narkewicz MR. Cystic Fibrosis-related cirrhosis. J Cyst Fibros. 2017
Nov;16 Suppl 2:S50-S61] (creoyem yuecms, umo Oanmvie nokazamenu UMEIOM HEBbICOKYIO
cneyuguuHOCmy Yy NAYUEeHmMos8 ¢ KUCMO3HLIM (UOPO30M (MYKOBUCUUOO30M));

Iansnamopnoe ysenuuenue pasmepos neuenu u cenesenxu [Leung DH, Narkewicz MR. Cystic
Fibrosis-related cirrhosis. J Cyst Fibros. 2017 Nov;16 Suppl 2:S50-S61];

Vonunenue npompomounosoco (mpomboniacmunogozo) epemenu ¢ kposu unu ¢ niasme [Care
of Children with Cystic Fibrosis Royal Brompton Hospital, 2020. The 8 th edition
https://www.rbht.nhs.uk/sites/nhs/files/Cystic%20fibrosis%20guidelines/CF%20G%202020/CF
%20guideline%202020%20FINAL _edited.pdf (8.7 Pseudo-Bartter’s syndrome
https://www.rbht.nhs.uk/sites/nhs/files/Cystic%20fibrosis%20guidelines/CF%20G%202020/8.pdf,

Leung DH, Narkewicz MR. Cystic Fibrosis-related cirrhosis. J Cyst Fibros. 2017 Nov;16 Suppl
2:550-S61]

Xapaxkmepnas  Y3U-kapmuna (He0OOHOPOOHAsE 9X02EHHOCMb NAPEHXUMbL, MANCUCTIOCHID,
3aKpyeleHue NeYyeHOUHO20 Kpdasl, NPopacmanue COeOUHUMeNbHOU MKAHU 6 60POMA NEeYeHlU),
8blsBIIeHUE U3DOLIMOUHOU CBOOOOHOU HCUOKOCU 68 OPIOWHOU NOJOCMU KAK NPU3HAK ACYyuma
[36,37,38];

Obeonenue 8eHO3H020 KPOBOMOKA U (POPMUPOBAHUE NPUSHAKOE NOPMATLHOU 2UNEPMEH3UU 1O
oannvim Y3/I;

Ipusznaxu popmuposanus ¢ubposza/yupposza no 0aHHbIM HENPIMOU INACMOMEeMPUU NeYeHU C
oyenkou cmenenu Quoposa no mopgonocuuecxou xkiaccuguxayuu METAVIR (IIpunoswcenue
12):5 cmaouii ¢pubposa - om 0 oo 4, 2oe FO - omcymcmaue ¢hubposa, FI1 - nopmanvhwiii
Pubpos (36e30uamoe pacuiupeHue NOPpmMAlbHLIX mMpakmosg) ez cenm, F2 - nopmanvuuiii
@Puopos u eounuynvie cenmoi, F3 - nopmanvuwiii pubpos u muodcecmseentvle cenmol oe3 L1,
F4 —yuppos neuenu [39];

Buisignenue  6apuxosHo-pacuupenHvix 6eH  nuuesooa U - dceryoka npu  npoeedeHuu

ouaenocmuyeckou PIIJ]C.
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o Tasxcecmv u cmenenv xKomnencayuu MB-accoyuuposannozo yupposza neueHu 6 KIUHUYECKOU
npakmuke nposooumcsi no knaccuguxayuu Yavno-ITero (Child-Pugh)(/lpurosicenue 173)
[40,41].

Juaznocmuueckue Kpumepuu MyKOSUCUUOO03-3A8UCUMO20 caxapHozo Ouadema (M3C/):
2unepaiuKemMust Hamowax (Yyposerv 210K03bl Naamvl Hamowax >7,0 MMonv/1) uiu «ouabemuyeckuily
ypogens 2ntoko3vl kposu 6 xooe CITT (npu yposue entoko3vl niaazmel Hamowjax <7,0 mmonv/n u
2noKo3vl naasmul yepes 2 yaca 6 xooe OI'TT >11,1 mmonv/n), unu nocmnpanouanbHas cunepeiukemus,
onpeoeisiemast HenpepvieHvim monumopurzom 2uoxosvl (CGM) npu omcymemeuu cumnmomos [42].

Juaznocmuka ocmeonopo3a y nauuenmos ¢ MB exitouaem oyenky KIUHUYECKOU Kapmumsl,

penmeenoodencumomemputo (Ilpunoxcenue I'4), rabopamoprvie mMemoosl uccied08aHusl.
Juaznoz ocmeonopoza npu MB cmasumcs npu nanuuuu:

o I u 6Oonee KoMNpecCUOHHLIX NepeloMO8 mell NO360HKO8, KOMOpvle He CBA3AHbl C

8bICOKOIHEPSEMULECKOU MPABMOLL UTU TOKATbHLIM 3a001e8anHueM, NPUBOOSYUM K USMEHEHUIO

muHepanvrot naomuocmu kocmu (MIIK). Ilpu uanuyuu KOMHPECCUOHHBIX NEPENIOMO8

NO3B0HKO8 OJis1 NOCMAHOBKU OUACHO3A OCMEeoNnopo3a He mpeoyemcs,, umoovl Z-kpumeputi Ol

<-2SD.

unu

o Kaunuvecku 3nauumoco amammnesa nepeiomos u MIIK no Z-kpumepuro <-2 SD

(cmandapmmuvle omknonenus). Knunuvecku 3nauumoiii anammes nepeiromos — 3mo:

1) 2 u 6onee nepenromos onunnvix kocmetl 6 os3pacme 00 10 iem;

2) 3 u 6onee nepenomos OnunHblx Kocmet 6 1obom eo3pacme 00 19 nem [43].

2.1 ’Kaao0bl 1 aHAMHE3

Cm. pazoen 1.6 Knunuueckasn kapmuna.

2.2 duzukajabHoe 00cae10BAHUE

Pebenky ¢ nooospenuem na MB cnedyem nposecmu noinoe gusuxaibHoe obciedosanue, m.x.
npu 3Mom 3a601e8aHUU UMEIOMCS MYTbIMUOPSAHHBLE NPOABTIEHUSL.
Cwm. pazoen 1.6 Knunuueckas kapmuna.

2.3 JIa0opaTopHbIe TUATHOCTHYCCKHE HCCIeT0OBAHUS

Tecmul 011 ycmanogienus Ouazno3a MyKogucuuoos

e PexoMeHIyeTCsl TPOBEICHUE CKPUHUHTAa HOBOPOXICHHBIX HAa MYKOBHUCIH/03 (HEOHATATbHBIH
CKPUHUHT, KOMILUICKC MCCIICIOBAHUH JIJIsl TUArHOCTUKU MYKOBHUCIIM/03a), TAK KaK paHHEE BbISIBICHUE U
CBOEBPEMEHHOE HAdyajo TEPaldd I03BOJIIET MPEAYNPEIUTh Pa3BUTHE TSHKEIBIX OCIOXKHEHHUH,
yIydIraeT MoKa3arenn (U3NYECKOrO pa3BHTHSA, 3aMeUIIeT TEMITbl CHUKEHHS (QYHKIHUH JIETKHUX,
CHIDKAeT moTpeOHOCTh B rocniutanu3aiuu [1, 44,45,12,23,2,15,46].
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YYP-B, Y1/ - 2).

KommenTapmii: /Iposooumcs ¢ Poccutickoii @edepayuu y 6cex HOBOPOHCOEHHDIX.

Ilpomoxon cxpununea 6 P® exarouaem 3 obszamenvhvix smana: UPTI, UPT2, nomosas npoba
(mabauya 8). Ha nepsom smane 6 kposu HOB0POMCOEeHHbIX (4-5 Oenb y OoHOWweHHbIX, 7-8 OeHb
HeOOHOUWleHHbIX) onpedendemcs yposenv HPT. Bzamue o00pasyos Kposu ocyuecmeniemcs 6
coomeemcmeuu ¢ Ilpuxazom Nel85 om 22.03.2006 "O maccoeom 06ciedosanuu HOBOPOHCOECHHBIX
Odemeltl Ha HacreocmeeHnvle 3abonesanus’”. Ilpu npegviuwenuu nopozogozo ypoens UPT nposooumcs
pemecm na 21-28 Oenv owcusnu. Ilpu nonodicumenvbHom pemecme NpPOBOOUMCS NOMOBAs npooa.
llo3umuenas nomosas npoba pacyeHusaemcs Kax MNOIONCUMENbHBIU pe3yIbmam CKpUHUHeA, U
nayuenma Hanpasiarom 6 Llenmp mykosucyuoosza (mubo npoghunvnoe omoenenue). lemu c
MeKOHUeBbIM Uneycom Hezasucumo om yposus UPT nysjcoaromes 6 nposedenuu nomogot npobvi uz-3a
BO3MOICHO20 Y HUX JIOJHCHO ompuyamenvbHo2o pesyromama [2,15].

Onmumanvhsle CpoKU YCMAHOBKU OUASHO3A U HAYALA HAONIOOEHUs NAYUeHmd, Bbla8leHHO20 NO
npocpamme HeOHAMaiIbHO20 CKPUHUH2A - nepsvle 2 mecaya xcusnu [2,15].

Obcnedosanue u HaAOIOOEHUE HOBOPONCOCHHBIX NO NPOSPAMME MACCOB020 CKPUHUHA OOJIHCHO
npoBOOUMbCA ¢ COONOOeHUeM NPUHYUNOE NPODUIAKMUKU NEePeKPecmHO20 U GHYMPUOOIbHUUHO2O
UHDUYUPOBAHUSL, ONMUMATILHO AMOYIAMOPHO UL 8 YCI08USIX OHe8H020 cmayuonapa [2].

Tadnamua 8. Drambl HeoHaranbHOro ckpuHHMHTa B Poccuiickoit ®enpepammm ([Ipukaz Nel85 or

22.03.2006 «O maccoBoM 00CII€I0BaHUM HOBOPOJKIEHHBIX JIETEH HA HACJICICTBEHHBIC 3a00JIEBAHU).

| aTan Ha 4-5 nens y goHomeHHOTO (Ha 7-8 —if — Y HEJTOHOIIICHHOT0)
HOBOPOJKJEHHOTO — OIIPEIETICHNE UMMYHOPEAKTUBHOTO TPUIICUHA
(IPT) B BeICYIIIEHHOH KaIljie KpOBU

Il sTan [Tpu monoxwurensHOM pe3yinbrate (Cut-off>99,5 nenruns) na 21-28-i
JICHb NOBTOPHBIN TecT Ha NPT

11l 5Tan [Tpy NOJOXKUTETBHOM pe3yabTaTe — NOTOBasl Mpoda

IV stan [Tpu morpaHU4YHOM pe3yibTaTe MOTOBOM MPOOBI — AOMOJHUTEIbHbBIE

MCETOJBbI 06CJ'I€I[OB8.HI/I}I, BKJIrO4as I[HK'I[I/Ial"HOCTI/IKy, OIIPECACIICHUC
Pa3HOCTU KMIICYHBIX IMTOTCHIUAJIOB U JPYIUc.

e Jln [MarHOCTUKM MYKOBHCIM/I032 DPEKOMEHJYETCs IPOBEJEHHE TIOTOBOM  MPOOHI
(uccrienoBanue YpoBHS  XJIOPUAOB B MOTE, KOMIUICKC HCCIACIOBAHMWA Ui  JUATHOCTHKHU
MYKOBHCIMI03a). JIJI1 yCTAHOBJICHHS JHarHo3a HEOOXOAMMO TOJYYUTh KAk MHUHHUMYM 2
MOJIOKUTEIBHBIX pe3ynbTaTa. [loToBast mpoba MokeT ObITh TTpOBeIeHa peOeHKY B Bo3pacTe 48 4acoB ¢
BecoMm He MeHee 2 kr [1,2,15,47].

YYP-C,¥YIAA-5).
Kommenrapuu: Ilomosas npoba asnsiemcs «3010mvlM CMAHOAPMOM» OUASHOCTMUKU MYKOBUCYUOO03A,

NPOBOOUMCA KAK MUHUMYM 08adicObl. B P® ucnonv3ytomes 2 Memoouku nomoeozo mecma.
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1)  Knaccuueckuii npsamoti memooO onpeoeneHus 31eKMpOIUMmHO20 COCmasa noma (Xaiopa uiu
Hampus1) Memooom NULOKApnuHo8o2o0 snekmpogopesa no Luocony u Kyxy (1959 2.). Hopma — oo
30 mmonv/n, nocpanuunvie 3navenus 30-59 mmonv/n, nonodcumenvhvili pesyromam - 60 Mmonv/n u
eblute (npu Hasecke noma ne menee 100 me) [1,2,4,31,]. IHokazamenu xnopuoos eviwe 150 mmonv/n
00J194CHBL ObIMb NOOBEPSHYMbL COMHEHUIO.
2) Ilomosas npoba nymem onpeodeneHusi npo8OOUMOCMU NOMA C NOMOUWBIO CNEYUATbHBIX HOMOBbIX
AHAU3AMOPO8  KOppenupyem ¢ onpeoeieHuem YpPOGHs XA0pUO08, NO3604em  NOLYYUMb
aoeksammuulil pe3yibmam npu Koauvecmee noma 6 oopasye — 3-10 mxa. [lonyuun wupokoe
pacnpocmpanenue npu HeOpeHUU Macco8020 CKPUHUHEA HOBOPOHCOEHHDIX.
Ilpu onpeodenenuu npoeOOUMOCMU  NONOHCUMENLHBIM — PE3YIbmamom Ol MYKOBUCYUOO3d
cuumaemcs noxazamensv: eviuie 80 mmonv/n; nocpanuunvim 3uauenuem — 50-80 mmonv/n;
Hopmanvubim — 00 50 mmonw/n. Ilokazamenu nposodumocmu eviue 170 mMmons/n 0ondicHbl Obimb
no08epeHymbl COMHEHUIO.
Bpems cbopa noma ne oonscno npesviwamo 30 murym, MUHUMATLHO OONYCMUMOE KOIUYECHE0 NOmda
— 15-100 me (15 mxn 6 koanekmope “Macroduct”), ckopocms nomoomoenenus 00NKHCHA ObIMb He
menee 1 2/m*/mun [15]. Obsa3amenvhvim a61semces npedsapumenbHoe muamenbHoe OYUeHUue KO#CU
nayuenma [2]. Ocoboco eHumanusi mpedyem no020MOBKA KONHCU YV NAYUEHMO8, ONUMENbHO
HAX00AWUXCcs 8 cCmayuoHape.
Ilozpanuunvie pe3yromamel nOmMoGoI nPoobHL.

Bozmooicnvie NPpUYUHblL NOCPAHUYHRbLX PE3YIbMAmoe nomoeoll np06bl.'

o Hnousuodyanvuvie ocobennocmu y niooeti 6e3 MyKosucyuoo3da, 0coOeHHO y 83POCbIX
o Henpasunvnas noocomoska x npooe
o Hocumenvcmeo «msiekuxy mymayuii npu mykosucyuoosze [15]
Pexomenoauuu:
o UCNONIb308AHUE PASHBIX MEMOO008 OnpedeieHUs XI0pUd08 noma, NoGMopHsle UCCIe008aHUS,
o pacuwupennsii JJTHK-ananuz (cexeenuposanue cena);
o pacuupeHntoe KAUHUKO-1AO0pamopHoe u UHCMPYMEHMANbHOE obcnedosanue:

Konponozuueckoe uccnedosanue u Onpeoenenue akmueHocmu naHKkpeamuyeckot snacma3svi-1 6 xaze,
INEKMPOIUMbL 8 DUOXUMUYUECKOM 00wWemepanesmuyeckom ananuze kposu (Mccreoosanue ypoeus
Kanus 8 Kposu, Hccrneoosanue ypoeHs X10puoos 8 Kposit), noceg MOKpOmuvl/ MA30K ¢ 3a0Hell CMeHKU
enomxu (Muxpobuonozuueckoe (KyibmypaibHoe) UCCIe008aHUe CAU3U C MUHOAIUH U 3A0HeU CMeHKU
2NIOMKU HA a’spobHble U  PaKyIbmamueHo-anaspoouvie Mukpoopzanusmvl, Mukpobuonocuueckoe
(Ky1bmypanivhoe) Ucciedosauue MOKPOMbL HA  a’3poOHble U aKyIbMaAmueHo-aHaspooHble

MUKPOOP2AHU3MbL), PEHM2eHo2padus op2ano8 epyOHOU KIemKU, Na3yX HOCA, CNepMOcpamMmMa;
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o Habnoenue 8 YyeHmpe MyKo8UCYUO03a 00 OKOHYAMENbHO20 NPUHAMUS peueHUsl O OUASHO3e.
He cnumaromcs ¢ yuema, noka ouaznos ne 6yoem uckiroueH,

o Memoo onpeodenieHus pasHOCMU HA3ANbHLIX NOMEHYUAN08 UIU UBMepeHUe DNeKMPULecKO20
moxa 6 buonmame KUWKU, ompasxcaoujue HapyuieHue QyHKyuu Xa10pHo2o kanaua*.

Ilpumeyanue: *B kauecmee OonoinumenbHo2o mecma nAYyueHmMam ¢ NOOO3PEHUeM Hda
MYKOBUCYUOO3, OCOOEHHO 6 COMHUMENbHBIX CAYHAAX NPU HOZPAHUYHBIX 3HAYEHUSX NOMOBO20
mecma, npu HeblPANCEeHHOU CUMNMOMAMUKEe U/UIU NPU HENOJHbIX KIACCUYECKUX NPOAGIEHUAX
bonesHu Mmodicem Oblmb PEKOMEHO0B8AHO NpoBedeHuUe UCCIe008aHUS DPA3HOCMU  KULUEUHbIX
nomenyuanos [1,2,4,31,48].

Coenacno cmaHOapmubiM ONEPAYUOHHLIM NPOYEOYPAM, Ol USMEPEHUs DPASHOCMU KUULEYHBIX
NOMEHYUAN08 UCHONb3VIOMCA PEeKMAlbHble OUOnmMamuvl, NOLYYEHHble NPU PEKMOPOMAHOCKONUU.
/s npoeedenus uccinedoganus Heobxooumo He menee 4 obpaszyos duonmamos. Pexomenoyemvie
pedepenmuvle 3HaueHUs (KOHMPONbHblE NOKA3amenu 300p0o8biX NH00el) Npu UCHOIb308AHUU
memooa OPKII ¢ PD: nromunocme moka xopomkozo samvikanus (A1SC) 6 omeem na 6sedeHue
amunopuoa (Cmumyiayusi Hampuesvlx KAHauio08) 8 KOHMpOabHOU epynne cocmasuna 8.98+3.42
,uA/cmz. Usmenenue AISC 6 omeem na 86edeHue hopckonuna (Cmumynsyus Xi0pHuIX KAHAL08)
cocmaeuno 25.78+4.41 ,uA/cmz. B omeem mna egedenue eucmamuna AISC uzmensemcs 6
NONOACUMENLHYIO CIOPOHY, YMO Ompasxcaen 6xo0 UOHO8 Kanus 6 Kiemku. IIpu smom niomuocme

moxa cocmaguna 101.68+10.99 uA/cm?[49].

e PexomeH0BaHO IIPOBEJICHHE MOJIEKYJISIPHO-T€HETHYECKOT O UCCJIEIOBaHUS JUISE
unentudukammu mytanuii reka MBTP (CFTR) (MonekyssipHO-reHeTHUECKOe HCCIIeI0BaHNE
mytanuid B reHe CFTR (MykoBUCIINI03) B KPOBH, KOMIUIEKC MCCIEIOBAHUHN ISl TUATHOCTUKU
MYKOBHUCIIM/1032) 10 TOKa3aHUSIM:

1)  HoBopoxkaeHHBIM ¢ TOJOKUTETbHBIM MPT ¥ MOJO0XKUTETBHBIME WU MOTPAaHHYHBIMUA
3HaYEHUSMH MOTOBOU POOBI, MEKOHUEBBIM HIIEYCOM

2) JloasaMm ¢ TOTpaHUYHBIMHM 3HAYSHHUSMH TOTOBOW mpoObl (cM. Paszmen «J/lmarHocrtmka
MYKOBHCIIM103a»)

3) TanmeHTaMm ¢ KIMHAYECKUMH TPOSBICHUSIMH KJIACCHYECKOTO MM MOHOCHMIITOMHOTI'O
MB

4)  Ilpm CFTR-acconunpoBaHHBIX 3a00JIeBaHUAX (maHKpeaTur, BPOXIEHHOE
JIBYCTOPOHHEE OTCYTCTBHE CEMSIBBIHOCSILETO MPOTOKA/O0CTPYKTUBHASL a300CTIEPMHUST)

5) PonacrBennukam mnamnueHToB ¢ MB (s ompeneneHus craryca HOCHUTEIBCTBA 10

YKETTaHUIO)
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6) JKeHmumHaMm mocie poXACHHS MEPBOr0 peOeHKa ¢ MYKOBHCIIHIO30M, & TAKXKE BO BpeMs

MOCIIEAYIONMUX OEPEeMEHHOCTEH P HATMYUU PeOeHKa C MYKOBHCIIUI030M

7) Ilmom ma 10-12-i Henene npu nojo3penur Ha MB (mpu Hanmuyum cubca ¢ MB) winm

0oOHapyXEeHHH TUIEPIXOTCHHOI0 KUILIEYHHUKA NpHU Y 3-00cie10BaHUI

8)  Jonopam ramer u 3mMOpuoHOB B mporpamMmax DKO (DKO-MKCH), BHyTpUMAaTOYHOM

WHCEMUHAIIH

9) CynpyxeckdM TapaM ¢ BbICOKUM TE€HETHYECKMM pHUCKOM MB, jkenaromuM npoiTu

OKO-III'T MB nans mpenoTBpamieHuss pokiaeHus pedeHka ¢ MB  (mmpu  oTcyTcTBHH

IPOTHBOIIOKA3aHKUI U orpannyeHuii) [2,15,50].

YYP-C, ¥4I -5).
Kommenrapun: Kiuunuueckyo 3HauumMocmov OOHAPYIHCEHHBIX 2eHEMUYECKUX 6aApUAHMO8 cledyem
YCmaunagnueams ¢ yuemom pexomenoayuu Kowncencyca [2], nocmosanno obnoeisemvix 6a3 OaHHbIX!
[51].
Cmpamezusa monekynaphno-zenemuueckoii ouaznocmuxu MB exnouaem Heckonbko Imanos.
Ha nepeéom smane nposooumcsi NOUCK 6aApuUaHmos, Hauboiee 4acmvlx 6 NONYIAYUU, K KOMOPOLl
npunadaedxcum oociedyemoiil [2].
Ha emopom 3mane nposoodsm pacuupeHuvili NOUcKk 0oiee peoKux 6apuanmos, UCNnoJb3ys
ceksenuposanue no Coneepy uiu 6viCOKOnpouzsooumenvHoe cekgenuposanue 2enoma (MPS/NGS).
Ananusz exnrouaem ucciedosanue éceli kooupyrouwei nociedogamenvrocmu eena CFTR (27 2x30H08),
obracmeti IK30H-UHMPOHHLIX coeOuHenuti, 5’- u 3’- nexooupyrowux ooracmeu (0o 200-300
HYKIIeOmuoo08), a makdice, IHCelAmenbHo, 2nY0OKUX UHMPOHHLIX obaacmetl, 20e PAchOJIOHCEeHbl
8apuaHmul ¢ 00OKA3aAHHOU NAMO2EHHOCMBIO.
Ilpumeuanue: npumenenue 0anno2o memooa Heobxooumo npu Hazuadenuu CFTR-mooynsamopos ¢
Yenvio UCKTIOYEeHUsT KOMNJIEKCHBIX alileliel, GIUAIWUX Ha d¢hgdexmuenocms mepanuu
Tpemuii yman. OOblyHLIMU CKAHUPYIOWUMU MEmMOOaMU, 8 MOM YUCIe CEeKBEHUPOBAHUEM, MON’CHO
8bIABUMb  HAPYWEHUS  NOCIe008aMeNbHOCMUY — 2eHd, He3Hayumenvhvle No  NPOMANCEHHOCHIU:
HYKJleomuonvle 3amenvl, Heborvuiue oeneyuu/uncepyuu. llepecmpouku, oxeamwiéaroujue HECKOIbKO
9K30HOB/UHMPOHOB, MAKUMU MEeMOOaMU He gvlasnaomcs. Pexomendyemces ucnonvzosams cieoyowue
mexHonocuu. MLPA — mynomuniiekcHyro nueasuylo 30H008yI0 amniuguxayuro aubo QFMP —
Kouuecmeennyo gyopecyenmuyro myabmuniexcuyio I[P [15,23,52].
Tpebosanus k n1abopamopuu, nposooswell aHaiusvl Ha namoeennvie sapuanmol cena CFTR,
uznoogicenvt 6 Koncencyce [2].
Coenacno  oannvim  Eeponeiickoeo  koucencyca no MB, npoeedenue pacuiupennoco

MonexyaapHo2o ucciredosanus 2ena CFTR noszgonsem evisigums namoeenHwill sapuanm 8 98%. Smo
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Modcem Oblmb C8A3aHO AUOO ¢ mem, YUMo UCNOb308AHHbIE MEMOObl He NO3GONUNU NPOAHATUSUPOBAMb
Pe2UOHbL 2eHa, 20e pAchoNaA2alomcs NAMO2eHHvle 2eHemuyeckue 6apuanmsel, aubo ¢ AeleHuem
00HOPOOUmMeNbLCKOU oucomuu, oo ¢ penoxonusmu MB [15].

Ipouue nabopamopnvie ucciedosanus, RNPOGOOAUIUECA NPU  OUAZHOCHMUKE U 6 npouecce

OUHAMUYECKO20 HADAI00eHUA

e PexoMmeHI0BaHO MPOBEICHUE BCeM MaiueHTaM ¢ MB o0miero (KIMHUYECKOT0) aHAIM3a KPOBU
Pa3BEPHYTOTO C LENbI0 OPUEHTHPOBOYHOM OIICHKH BOCIIAJIMTEIBHOTO MPOLIecca, KOHTPOJIS BIUSHUS HA
MoKa3aTeay KPOBU TMPOBOAMMONM Tepanmud M B KOMIUIEKCHOW OIEHKE HYTPUTHUBHOTO CTaTryca
[2,53,54,55].

YYP-B, Y11 - 3).

KommenTapuu: 6 cpeonem neobxooumas uacmoma nposedeHus UCCie008anusi — eHcek8apmaibHo. B
pamkax oobwezo (KIUHUYECK020) aHAIU3a KpoBU HEO0OX0OUMO. UCCIed08anue YpOoGHs 00ue2o
2eM02100UHa 8 KpOBU, UCCIe008aHue YPOGHS OPUMPOYUMOE 6 KpPOBU, UCCIe008aHUE VPOBHSL
JEUKOYUMO8 8 KpOBU, UCCAe008aHUe YPOBHI MPOMOOYUMOE 8 KPOBU, OuP@epeHyupo8anHvlil NoOOCHem
JetiKoyumosg  (etikoyumapHnas Gopmyia), npocMoOmp Mas3ka Kpoeu Oiisi aHAIU3A  AHOMATULL
Mopgonocuu 3pumpoyumos, mpomooyumos u JneluKoyumos, onpeoeienue Y8emoso2o NoKa3ameis,
onpeoesnerue pasmepos 3pUmpoyumos, UCCie008aHue CKOPOCMU 0CeOanUst SPUMpOoYUmMos.

o PexoMenoBaHo mpoBeaeHHE OOIIET0 (KJIMHUYECKOT0) aHalM3a MOYM BCEM IMAllMEHTaM C
MYKOBUCII/I030M TP MEPBUYHOM JMArHOCTUKE U JIMHAMUYECKOM HAOJIOJEHMH C IEJbI0
CBOEBPEMEHHOTO BhIsABICHHS MopaxkeHus nouek [Nazareth D, Walshaw M. A review of renal disease
in cystic fibrosis. J Cyst Fibros. 2013 Jul;12(4):309-17].

YYP-C, Y1 -5)

Kommenrtapmii: kpamnocms uccnedosanus — ne pesce 1-2 paz 6 200, npu Heobxooumocmu - yauye
OnpeneneHue HATUYMS NAHKPEATHYECKON HEIOCTATOYHOCTH

e PexomeHmyercs mpoBeeHNE TAOOPAaTOPHBIX TECTOB IS ONPEACTICHHS CTETICHN MTaHKPEaTHIeCKOM
HE/JOCTaTOYHOCTH BCEM TMAalMeHTaM C TOJO03pEHHMEeM Ha MYKOBUCIMJI03 M MAalMeHTaM ¢
MYKOBHCIIU/I030M (OIpe/ieJIeHHe aKTHMBHOCTH TAHKPEATHYECKOW dyactasbl-1 B Kaje), CTeleHH
KOPPEKINH MaHKPEATHUECKOW HETOCTATOYHOCTH — KOMPOJIIOTHIECKOE MUCCIIEOBAHKE C ONPEACTICHIEM
He#TpabHOrO *XHpa B Kajue [1,2,15].

YYP-C,¥aA1-5).

Kommenrapuu: y nayuenmos c¢ coxpanHou @yukyuei nooxceryO0OuHoOU dHcele3vl OnpeoeieHue
AKMUBHOCU NAHKPeamu4ecKkol 21acmasvl-1 6 Kane nposooumcs exce2o0Ho.

CpeoHnsas uacmoma uccied008anuil y nayueHmos ¢ MyKosucyuoozom npueeoena 6 llpunoscenuu 7.

Mukpoobuonozuueckas ouaznocmuka
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o PexoMeHyeTcst BceM MalleHTaM ¢ MyKOBUCIIUI030M (MJIH C MOJA03PEHUEM Ha MYKOBHCIIHIO3)
MUKpPOOHOJIIOTMYECKOEe HCCIEAOBAHUE MOKPOTHI (MHIYLIMPOBAHHOW MOKPOTHI WM TpaxeaabHOro
acTmparta), Wi, B UCKIIOUYUTEIBHBIX CUTYalHUsIX (U1 MIIAJCHIICB), OpoapuHTeanTbHOr0 Ma3Ka W/Win
KHUJKOCTH OpOHXOAIBBEOJISIPHOTO JIaBaxka JUIsl HMJICHTU(GUKAWK TIATOTCHAa/-OB U  OINpPEACTICHUS
YyYBCTBUTEIBHOCTH BbIIEIeHHOM MUKpodops [1,2,4,15].

YYP-C,¥aA1-5).

Kommenrapuu: Zccnedosanue nposooumcsi npu nepeuyHou OudeHOCmuke U 8 npoyecce
OUHAMUYECK020 HAOMI0OeHUs, 8 MOM Yucie, 01 KOHMpoas 3pgexmusnocmu mepanuu, He pedxce 1
pasa 8 3 mec., no noxazauusm - yauje. Takoce npo8ooOUmMcs KOHMpOJIbHOE UCCIe008aHUe Nocie Kypca
AHMUMUKPOOHOU mepanuu npu 20CRUMAIU3AYUY UTU C Yelblo OYeHKU d¢hghekmusnocmu npogederus
spaoukayuu  npu  nepeuuHom  evicege P. aeruginosa u  Opyeou  epamompuyamenbHou
anmubuomukopezucmenmuou gaopwvi (uepes 7-10 ouell om navana mepanuu).

IIpu xpoHnuyeckoll epamompuyamenrbHOU AHMUOUOMUKOPEIUCEHMHOU hlopeHanpasiams
Ha MuKkpoouonocuueckoe o0ciedosanue 0O0abHbIX nayuenmos ¢ MB 6 nepuod npogeoemus
IPAOUKAYUOHHOU Mepanuu — eHceMecsiyHo C UYelbld OYEeHKU dPhekmusHocmu SauUMUHayuy
8030youmeneti,

Hanpasnsams oemeti 00 5 1em Ha OuacHOCMuKy MUKpoOHOU (hiopsl, NOIYUEHHOU ¢ HOMOUBIO
2nyboxo2o maska u3 3eea. [na demeil cmapuie 5-6-1emue2o 6o3pacma u 83poCiviX peKOMeHOYemcs
NPUOPUMEMHBIM CYUMAMb AHAIU3 MOKpombl. Y Oemell ¢ NONUNOZHBIM CUHYCUMOM — UCCIe008aAHUE
PEKOMEHAYemcs npo8oOUMb nymem NOJLYUeHUs 21YO0K020 MA3KA NPU PUHOCKONULU,

Ilpu nanuuuu HenpouszoIbLHO20 OMXAPKUBAHUSA Y NAYUEHMO8 CO CMAOUILHLIM MmeYyeHUuem
OONe3HU PeKOMEeHO08AHO HANPAGIAMb NAYUEHMOE eNCe200HO O/l UCCIe008aHUsl OUACHOCMUYECKO020
mamepuana na ewviaenrenue HIMB. /{na ckpununea HTMB nyscHo ucnonvzoeams nocegvl u Masku Ha

Hanuyue KUCI0moyCmouyugblx baxmeputl, Komopbvie 6epymcs U3 MOKpomsl nayuenmad.

OCHOBHBIM ~ MUKPOOUONOSUYECKUM — MeMOOOM OUACHOCIUKU OPOHXO0Ne20YHOU  UH@eKyuu
ABNAEMCA  KYIbMYPATbHBIL MEmMo0 ¢ NOCEBOM PeCnupamopHulx o0pasyo8 Ha HeceleKmugHble,
cenleKmugHbvle U XpoMo2eHHble NUMAameibHble CPeobl.

Llenecoobpasno nposedenue MUKPOOUOLOSUYECKO2O UCCAEO08AHUSL PECRUPAMOPHBIX 00paA3Y08
10 peKoMeHOayuu 8paya 8 0OHOU U3 1abopamoputl SIKCnepmuo2o ypoeus no MB ne peoice 1 pasa 6 200.

Baoicnvim aensiemcsa ucnonv308anue CeleKmusHuIX cped O blOeNeHUsl MUKPOOPSAHUZMOS,
mpebylowux ocodvle Ycio8us Kyabmueupo8anHuss Uiy OJis 8blOeNeHUsl UX CneYUupuuecKux, C6A3aHHbIX C
MB mopgomunos. Ocobenno onsn B. cepacia complex, a makoice S.aureus 6 suoe gpenomuna meaKux

kononuit [56,57].
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s nosviuenus eeposimuocmu 6vloeneHuss S.aureus y nayuenmos ¢ MB pexomenoyemcs
UCNONbL306aMb O00HY U3 CENeKMUBHbIX Cped — MACO CONe8OlU azap/cene30 COoNesoll azap ulu
XpomozceHHblll azap 0 S.aureus.

B cnyuae evioenenus SCVs gpenomuna S.aureus ciredyem ucnoinb3o8ams OONOJHUMENbHBLE
memooul uoenmugpuxayuu (ITL[P, macc-cnekmpomempuio).

Ckpunune na MRSA nposooums nymem npsamoz2o0 noceéa Ouomamepuaid HA NIOMHblE
numameinvHule cpeobl, ¢ OAIbHEUWUM onpeoeseHuemM 4y8CmeumenrbHOCmu 6bl0eenHo2o S.aureus K
yepoxcumury Oucko-ouhhy3uoHHbIM MeMoOOM UIU NOCEBOM 00PA3Y08 HA XPOMO2EeHHble CPedbl OJis
MRSA.

Hcnonvzosanue cenexkmugnvlx cped (acap MaxKouku, acap OHoo, yempumuoHwlll azap ¢
Yempumuoom) moxcem nomous 8 uoenmuguxayuu P.aeruginosa.

s nosvlienus gepossimuocmu o6Hapyscenusi B.cepacia complex 6 pecnupamoprom obpasye
om nayuenma ¢ MB cmpoeo pexomeHOyemcs ucnoivb308aHue celeKmugHol cpedvl 01 B.cepacia
complex (BCSA unu opyaue noaumuxcun cooepicawjue cpeowl).

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

s ecex B. cepacia complex, uoenmughuyupoannvlx (heHomunuvecKumu memooamu Ha
mecm-cucmemax, npoGecmu NOOMEEPHCOAWYIO  UOCHMUPDUKAYUIO  MemoOaMU  MOAEKVISAPHOU
uoenmuguxayuu (Macc-cneKkmpomempuy Uil MoJIeKyIsApHO-2eHeMUYeCKUMU Memooamu).

Hoenmughuxayuro 0o pooa muxpoopeanuzmos, omuocawuxca Kk Achromobacter spp.
PEKOMEHOYemcst NPo8OOUMb  (PEHOMUNUYECKUMU MeMmOOaMU HA KOMMEPUECKUX Mmecm-CUucmemax.
Buoosyro uoenmuguxayuio pexomendyemcs npogooums MOAEKVIAPHbIMU Memooamu ( ¢ HOMOWbIO -
Macc-CneKmpomMempuy Uiy MOJLEKYIAPHO-2eHeMUYEeCKUMU Memooamu).

Hoenmugpuxayuro S.maltophilia pexomendyemcsa nposooums heHomunuieckumu mMemooamu ¢
UCNONb308AHUEM KOMMEPUECKUX MEeC-CUCTEM,).

Ha cenexmusnwix cpeoax 011 B.cepacia complex npu pymumnom muxpobuonocuveckom
uccneoosanuu  modxcem Haobaroamvcs pocm  ovicmpopacmywux HTME  (naubonee uacmo
M.abscessus), umo mpedyem npogedeHus uoeHMupuUKayuu MoIeKyIapHuIMU Memooamu (C NOMOWbIO
Macc-cneKmpomMempuu Ui MOaeKyIAPHO-2eHeMUIeCKUMU MeMOOamu).

Hoenmugpuxayuro H.influenzae cnedyem nposooumv 6 coomeemcmeuu c¢ Pexomenoayusmu
«Onpedenenue 4y8cmeumenbHOCMU MUKPOOPLAHUZMO8 K AHMUMUKPOOHbIM npenapamamy, 2021 e.

https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, Memoouueckumu  pexomendayusmu  Ons

MUKPOOUOI0208 «BbloeneHue, udeHmuguxkayus u onpeoeieHue 4yecmseumeabHoCmy K aHmuOUOmuKam

Haemophilus influenzae», 2000 2o0a.
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https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf

JnumenvHocms UHKYOQUUU NEPBUYHO20 NOCe8A He0OX00UMA CPOKOM He MeHee 7 CYMOK C
€IHCEOHEBHBIM NPOCMOMPOM U USYUEHUEM BCEX BbIPOCUUX 8U008 KoaoHull [DT].

Hoenmugpuxayus MuKpoopeanuzmo8 ¢ UCHONb30BAHUEM KOMMEPUEeCKUX meCcm-cucme,
Modicem nompeb08amv NPOJIOHUPOBAHHO20 Nepuooda uHKyoayuu (0o 48 uacos).

Bce muxpoopeanuszmul, evioenenuvie uz ovixamenbhvlx nymet om nayuenmos ¢ MB oondicnbl Obimo
UOEHMUPDUYUPOBAHBI KAK MUHUMYM OO0 POOd, MUKPOOP2AHU3MbI, UMelouue KIUHUYecKoe 3HaueHue —
0o suoa [58].

B cnyuae svloenenus uz oopazya MuKpoopeanuzmMos, UOeHmupuUKayuo Komopulx mexHuvecKu
HEBO3MOJICHO NpOBecmu 8 1aOopamopuu, HeodXoo0umMo COXpaneHue Kyibmypbl 015 ee Nociedyouerl
peudenmugpukayuu ¢ UCHOIL30BAHUEM MACC-CNEKMPOMEMPUU UTU  MOAEKYIAPHO-CeHeMULeCKUX
memooos [59].

Onpedenenue  uy8CmMEUMENbHOCMU  BbIOCIEHHOU MUKPOPDIOPbL K aHMUOAKMEPUATbHbIM
npenapamam U UHMEPNPEMayuro  pe3yibmamos UCCIe008aHUs HeoOX00UMO Nposooums 6
coomeemcmeuu ¢ aKmydanibHOU 6epcueli PeKOMeHOAyulli Nno ONnpeoeieHuio  4y8cmeumenbHOCmu
MUKPOOP2AHUIMO8 K AHMUOAKMEPUATbHLIM NPEnapamam Uil HO8blX 6epCuti nocie ux 6CMynieHus 8
cuny [Pexomendayuu «Onpedenenue uy8CmMeUmMenbHOCMU MUKPOOPSAHUIMO8 K AHMUMUKPOOHBIM
npenapamamy, 2021 2. https://lwww.antibiotic.ru/minzdrav/category/clinical-recommendations/].

Baxmepuu, svizvlearowue XpoOHUYECKy10 UHDEKYUIO Npu MYKOBUCYUOO3€e MO2YM PACMU 8 8uUde
cMecu KOTOHUANbHBIX MOPGOMUNo8 00HO20 U MO20 dHce MUKpoopearHusma. HyecmeumenbHocmb
PA3IUYHbIX  MOPHOMUNOE 8 Nnpederax O00H020 00pasya Modcem 3HAYUMENIbHO 8apbUupo8ams.
Heobxooumo onpedenenue anmudUOmMuKope3ucCmeHmHOCMU KAdHCO020 BblOENeHH020 Mopdomuna
[Pexomenoayuu  «Onpedenenue  uyecmeumenbHOCmMuU — MUKPOOPSAHUBMOG K AHMUMUKPOOHBIM
npenapamamy, 2021 2. https://www.antibiotic.ru/minzdrav/category/clinical-recommendations/] .

Onpedenenue yyecmeumenbHOCIMU MURUYHBIX WMAMMOE S.aureus Kk npomugoMuKpoOHuIM
npenapamam modxicem 0vbiMb BbINOJIHEHO OUCKO-OUDDYZUOHHBIM MEMOOOM, MEMOOOM 2PAOUEHMHOU
om@pgy3uu, ¢ UCnonrb308aHuem mecm-cucmem, OCHOBAHHbIX HA Memooe ONpedeieHUs: NOCPAHUYHBIX
KOHYEHMpayull uiu Memooamu CeputiHblX pazeedenull (onpeoeienue MUHUMATbHOU NO0A8IsAowell
konyenmpayuu (MIIK)) [Pexomenoayuu «OnpedeneHue 4y8cmeumenrbHOCMU MUKPOOP2AHUIMOS K
anmumukpoouvim npenapamamy, 2021 2. https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf].
Onpeodenenue uyecmeumenbHOCmu S.aureus Ko 8cemy Nepeunto NepeyucieHHblx O Mmecmuposanus
NPOMUBOMUKPOOHBIX NPEnapamos ciedyem npogooums He uauje 2 pas 6 200. Ilpu écex nocnedyouux
MUKPOOUONIO2UYECKUX UCCLe008AHUAX NpU  ebloenenuu  S.aureus ciedyem npoeooUms CKPUHUHS

Pe3UCmeHmHocmu K B-1akmamam y evioenenno2o uimamma ¢ nomowwvio yegorxcumuna. [Gilligan, P.
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H., D. L. Kiska, and M. D. Appleman. 2006. Cumitech 43, Cystic Fibrosis Microbiology. Coordinating
ed., M. D. Appleman. ASM Press, Washington, D.C. c. 10-19].

Onpeodenenue uyecmeumenvHocmu wimammos P.aeruginosa. /[ns munuunvix wmamvmos
P.aeruginosa mecmuposanue mosicem Obimov GbINOIHEHO KAK OUCKO-OUPDDYIZUOHHBIM MEMOOOM, MAK U
C UCNOJIb306AHUEM mecm-cucmem, CO30aHHbIX HA OCHOBE NOCAE008AMENbHbIX pa3ee¢)enuﬁ KdaK 6
sapuanme NOSPAHUYHBIX KOHYEHMpayuu, maxk u ceputiHulx pazeeoenuii ¢ onpeodenenuem MIIK, a
maxaice onpedenenue MIIK memooom epaouenma [Burns JL, Saiman L, Whittier S, Krzewinski J, Liu
Z, Larone D, Marshall SA, Jones RN. 2001. Comparison of two commercial systems (Vitek and
MicroScan-WalkAway) for antimicrobial susceptibility testing of Pseudomonas aeruginosa isolates
from cystic fibrosis patients. Diagn Microbiol Infect Dis 39:257-260, Marley EF, Mohla C, Campos
JM. 1995. Evaluation of E-Test for determination of antimicrobial MICs for Pseudomonas aeruginosa
isolates from cystic fibrosis patients. J Clin Microbiol 33:3191-3193, Di Bonaventura G, Ricci E,
Della Loggia N, Catamo G, Piccolomini R. 1998. Evaluation of the E test for antimicrobial
susceptibility testing of Pseudomonas aeruginosa isolates from patients with long-term bladder
catheterization. J Clin Microbiol 36:824-826]. Onpeodenenue uyscmseumenvnocmu P.aeruginosa
cedyem npogooums OMOeIbHO Ol KAAHCO020 MOPHOMuUNA ¢ yKazanuem npoghuiis 4y8cmeumenbHOCmu
no kaxcoomy moppomuny. [Zebouh M, Thomas C, Honderlick P, Lemee L, Segonds C, Wallet F,
Husson M-O. Direct antimicrobial susceptibility testing method for analysis of sputum collected from
patients with cystic fibrosis. J Cystic Fibrosis 2008; 7: 238-243].

s uneanayuownvix  gopm  mobpamuyuHa — Hapsady ¢ OnpeoeleHueMm  ChmeneHu
yyecmeumenvrHocmu P.aeruginosa cneoyem onpedensmo 3nauenue MIIK. [Morosini MI, Garcia-
Castillo M, Loza E, Perez-Vazquez M, Baquero F, Canton R. Breakpoints for predicting Pseudomonas
aeruginosa susceptibility to tobramycin in cystic fibrosis patients: use of highrange Etest strips. J Clin
Microbiol 2005; 43: 4480-4485].

KOMMeHmapuu.' HUcnanckum coeemom no cmaﬂdapmusauuu uyecmeumenlbHocmu u
pesucmenmuocmu K  anmubuomuxam MENSURA (Mese Espanola de Normalizacion de la
Suseptibilitad y Resistencia a los Antimicrobianos) ¢ 2005 200y nepecmompenvl u ycmanogienvl bonee
BbICOKUE MOYKU OMmCedeHus OJiA UHSAJIAYUOHHBLIX ¢0pM g6eoerus m06paﬂ4uuuHa npu onpedeﬂeHuu
yyecmeumenvHocmu P.  aeruginosa mouxku 018 YYBCMEUMENbHLIX WMAMMO8 <64me/n, 04
VCMOUYUBbIX wmammos >128me/n, no cpasnenuro co 3HaveHuem <4me/n 0N UYBCMBUMETbHLIX
wWmammos u >4 me/n 01 yCmouyublx Wmammos npu napenmepaivhom egeoenuu [Poole K, Srikumar
R. 2001. Multidrug efflux in Pseudomonas aeruginosa: components, mechanisms and clinical
significance. Curr Top Med Chem 1:59-71].
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Onpedenenue uyscmeumenvHocmu K Koaucmuny nposooumcs memooom MIIK. MIIK
KOIUCMUHA Cledyem onpeoeiisimb MOJNbKO MemoooM MUKpopaseedenuil 8 Oyavoue [Pexomenoayuu
«Onpedenenue yyeacmeumenrbHOCMU MUKPOOP2SAHUZMO8 K HPOMUBOMUKPOOHBIM npenapamamy, 2021 .
https://www.antibiotic.ru/minzdrav/category/clinical-recommendations/].

Cnedyem yuumwvieams, 4mo Kpumepuu 01 onpeoeieHus Kame2opuii akmusHOCmu KOJIUCMUHA
no OMHOWEHUI0 K MUKPOOY OCHOBAHbI HA CbIBOPOMOYHOU KOHYEHMPAyuu aHmubaKxmepuaibHo2o
npenapama CUCmemMHo20 Oeucmeus. B c6a3u ¢ wupokum npumeHeHuem UH2ATAYUOHHBIX GOpM
npenapama 3mu Kpumepuu mepsiom c0 3HAYUMOCMb, HOCKOJbKY 8 ClyYde UHAAYUU JIOKATbHble
KOHYeHmpayuu 0elicmsyrouux eeujecmes MHO2OKPAMHO NPebluLalon me, KOmopble MONCHO 00CMUYb
npu napeHmepaibHoM cnocobe 8gedenus. B mo dce epems K HacmosueMmy pemMeHu He OnpeoesieHvl
Kkpumepuu 3navenuss MIIK onsa xonucmuna npu uHeanisyuoHHOM e20 npumeHnenuu. Hcnoavzosauue
Kpumepues, OCHOBAHHBIX HA CbIBOPOMOYHBIX KOHYESHMPAYUAX, MAKUM 00pA30M, MOMNCEm NPpUsecmu K
OWUOKAM UHMEPNpemayuu pe3yibmamos UCCIe008anUs. 4y8CMEUmMeIbHOCU MUKPOOP2SAHUIMO8 Ois
UHeAnAYUOHHBIX hopm anmubuomuxos [Hayuonanvhulii xoncencyc «Mykosucyuoos: onpeodenenus,
ouaznocmuueckue kpumepuu, mepanusi» 20162 cmp.52-57, Morosini MI, Garcia-Castillo M, Loza E,
Perez-Vazquez M, Baquero F, Canton R. Breakpoints for predicting Pseudomonas aeruginosa
susceptibility to tobramycin in cystic fibrosis patients: use of highrange Etest strips. J Clin Microbiol
2005; 43: 4480-85].

Onpeodenenue uyecmeumenvnocmu Burkholderia cepacia complex. Ilo uoeonocuu EUCAST
He Nnpeocmasiiemcs G03MOINCHbIM PEKOMEHO08amyb onpedeiieHue 4y8CmeumenbHoCmu oOaKxmeputl
B.cepacia complex ona evibopa npomusoMukpoOHbIX npenapamog Ons mepanuu UHQpexyul,
8bI36AHHBIX NPEOCMAsUMeNAMU MOU 2PYNNbl MUKPOOpeanusmos. [Pexomenoayuu «Onpedenenue
YYBCMBUMENLHOCIIU — MUKPOOP2AHUSMO8 K AHMUMUKPOOHbIM — npenapamamy», 2021 2.
https://www.antibiotic.ru/minzdrav/category/clinical-recommendations//. B cnyuae neobxooumocmu
onpeoenenus wyecmsumenvHocmu B.cepacia complex cnedyem ucnonv3zoeams memoovl U Kpumepuu,
onpeodenennvie axmyanvHoimu cmanoapmamu CLSI (Clinical and Laboratory Standards Institute,
Hncemumym Kiunuueckux u 1abopamopHulx cmanoapmos). [Pykoeoocmeo no mMukpoOuonocuieckoll
ouazHocmuke uHgexkyuti ovixamenvhvlx nymeu y nayuenmos ¢ mykosucyuoozom / C. B. Ilonuxapnosa,
C. B. XKununa, O. B. Konopamenxo [u op.]. — Teepw, 2019. —128 c].

Onpeodenenue uyscmeumenvnocmu Stenotrophomonas maltophilia. Ilpu onpedenenuu
yygcmeumenvHocmu wmammos S.maltophilia ciedyem pyxosoocmeosamvpcsi akmyanivbHoOU eepcueti
Knunuueckux  pexomenoayuii no  onpeoeieHuro  4yBCMEUMENbHOCU — MUKPOOP2AHUZMOS8 K

npomusomuxkpobuwvim npenapamam. [Hogardt M, Ulrich J, Riehn-Kopp H, Tummler B. EuroCare
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quality assessment of diagnostic microbiology of cystic fibrosis isolates. J Clin Microbiol 2009; 47:
3435-3438].

Onpeoenenue uyscmeumenvnocmu Achromobacter spp. B nacmosiwee epemsi He onpeoeietvl
cmanoapmsl onpeoeneHus yyscmeumenbHocmu wmammos Achromobacter spp. Ilpu neobxooumocmu
onpedenenus  uyecmeumenvhocmu  A.xylosoxidans  credyem — pykosoocmeosamvci — OK/DJ]
(Hesuoocneyuguueckumy)  nocpaHuuHbIMu  3Hauvenuamu  ona  MIIK 6  coomeemcmeuu ¢
pexomenoayusimu EUCAST nubo coenacno axmyanvhou eepcuu Kiunuueckux pexomeHOayuil.
[Pexomenoayuu  «Onpedenenue  uyecmeumenbHOCmu — MUKPOOPSAHU3MOE K AHMUMUKPOOHbIM
npenapamamy, 2018 2. https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf].

Ilpu evidaue 3akn0OYeHUA RO MUKDPOOUOIOZUUECKOMY UCCE008AHUIO YeleCO0OPA3HO
VKA3bl8amb 2PYNny 6bl0ENeHHbIX MUKPOOP2AHUZMO8 8 COOMBEMCMEUU PAHICUPOBAHUEM OaKkmepull no
UX KIUHUYECKOMY 3HAYEeHUI0 npu MyKoguyuoosze. B omueme o pe3ynomame uccie0o8anus mamepuana
om 6onvHoco nayuenma ¢ MB pexomendyemcs ykasvieams Hanuuue MYKOUOHBIX U HEMYKOUOHBIX
genomunos P.aeruginosa [PykogoOcmeo no Muxpoouoioeuueckou OuacHocmuke uH@eKyull
ovixamenvHblx nymeti y nayuenmog ¢ mykogucyuoozom / C. B. Ionuxapnosa, C. B. Kuwuna, O. B.
Konopamenxo [u op.]. — Teepw, 2019. —128 c.].

Ilpu unmepnpemayuu pe3yibmamos onpeoeieHus YyecmeumeabHOCMmu MUKpooOpZaHuImos
crnedyem YKazwleamv CMaHoapm u 200 U30aHUs, NO KOMOPOMY NPOBOOUNOCH UCCAe008aAHUE
[Pexomenoayuu  «Onpedenenue  uyecmeumenbHOCmMu  MUKPOOPSAHUBMOG K AHMUMUKPOOHbIM
npenapamamy, 2021 2. https://www.antibiotic.ru/minzdrav/category/clinical-
recommendations/https://eucast.org/ast_of bacteria/guidance_documents/ EuropeanCommittee on
Antimicrobial Susceptibility Testing, Eeponetickuii Komumem no onpeoeieHuio 4y8cmeumenbHoOCmu K
AHMUMUKpoOHbiM  npenapamam, https://clsi.org/ Clinical and Laboratory Standards Institute,
Hnemumym kaunuueckux u 1a60pamophvix cmanoapmos).

Ilpu unmepnpemayuu pe3ynromamos onpeoeneHus YyeCMEUMENbHOCMU  Clledyem
ucnoavzoeams nozpanuunsie 3navenus EUCAST 10.0 ona ouyenku pezyismama no 00HOU u3 mpex
Kamezopuil 4yecmeumenbHoCmu:

Y - UYyscmeumenvuvill npu CMAHOAPMHOM pedCUuMe OO03UPOBAHUA: MUKPOOP2AHUIM
oyeHugaemcs Kaxk « YyecmeumenbHulii npu CManOapmHoMm pexcume 003UPOBAHUA» 8 MOM Clyyde, eciu
VPOBEHb AKMUBHOCMU NPOMUBOMUKPOOHO20 NPenapama ceuoemenbCcmeayem o0 8blCOKOU 8eposiImHOCMU
aghghexmusnocmu mepanuu npu CMAHOAPMHOM percume 003UpOBaAHUSL.

Y - YyecmeumenvHulii npu yEeiuueHHOU IKCHOZUYUU: MUKPOOPSAHUSM OYEHUBAEMC KAK
«HyecmeumenvHulii NpU  YBEIUYEHHOU IKCNOUYUU»™, eclu YpoGeHb aKMUSGHOCMU Npenapama

ceudemeﬂbcmeyem 0 8bICOKOU eeposamrocmu Sde)eKmMGHOCWlM mepanuu npu yeejiudernunu IKCnosuyuu
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npenapama nymem KOPpPeKyuu pedxcuma O003Upo8aHus uiu 01a200aps e20 KOHYEeHmMpayuu 6 odaze
ungexyuu.

P - Pe3ucmenmHbvlil: MUKpOOp2aHu3m oyeHugaemcs Kaxk «Pezucmenmmuviily npu evicoxou
8EPOSIMHOCMU  MePAnesmu4eckol Heyoauu oajce Npu YEEeIUYEHHOU OKCNO3uyuu npenapamad.
*Oxcnosuyus ompasicaem 3a8UCUMOCMb GIIUAHUSL NPOMUBOMUKPOOHO20 npenapama Ha 8030youmens 6
ouace uHghekyuu om nymu 66e0eHus, 003bl, UHMEPBANA O03UPOBAHUS, NPOOOIHCUMETLHOCIU UHDY3UU
npenapama, a maxaice e2o pacnpeoenenusl U Nymu 6bl8eOeHUs.

Kpome omoeo, cnedyem ykazvigamv 6 3aKIOUEHUU, HMO UHMepnpemayus 3Ha4eHutl
MUHUMANBHOU — NOOAsNAWel  KOHYeHmpayuu  Kak — 4YBCMBUMENbHbIL  /pe3ucmeHmHublil
ocywecmensaemcs Ha OCHOBAHUU Kpumepues, pAcCHUMAHHBIX Ol CblGOPOMOYHBIX KOHUEHMPAYuti
npenapama npu e20 6HYMpUGeHHOM 6edeHuu. Ilpu Opyaux nymsax npumenenus: npenapama
amanocuyHoe  3HAUeHue - MUHUMAIbHOU  nooasiawel.  KOHYeHmpayuu  modcem — OblmMb
UHmMepnpemuposano uHade.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsops 2017 2 Ne 804n om «O6
VMBEPHCOeHUU HOMEHKAAMYPbl MEOUYUHCKUX YCAY2» eCMb HEeCKONbKO YCAy2: MUKPOOUOIo2UYecKoe
(Ky1emypanvhoe) ucciedo8anue Ciu3u ¢ MUHOAIUH U 3dO0Hel CMeHKU 2JIOMKU HA adpobHble U
Gaxynemamugno-aHa’podHbie MUKDOOP2AHUIMYL, MUKpobduonocuieckoe (kyr1emypanvroe)
uccne0osanue MOKpomvl HA  adpobHvle U haKyIbmamueHoO-aHaspoobHble  MUKPOOP2AHUMBL,
Muxpobuonocuueckoe (KyiomypaibHoe) UCCIe008aHUE NABANHCHOU HCUOKOCMU HA aA3POOHbIE U
Gaxynemamugno-aHaspoodHbie MUKDOOP2AHU3MY, Onpeoenenue 4y8CMEUmMenIbHOCmu
MUKDOOP2AHUBMO8 K NPOMUBOMUKPOOHLIM — XUMUOMEPANe8mu4eckuM  npenapamam  OUCKo-
oughy3uoHHbvIM MemoooM, Onpeodenenue Yy8CMEUMeNIbHOCMU MUKPOOP2AHUZMO8 K
NPOMUBOMUKDOOHBIM XUMUOMEPANEBMUYECKUM NPEenapamam Memooom 2paoueHmuou ouggysuu,
Onpeoenenue YY68CMBEUMenNbHOCMU MUKDOOP2AHUZMO8 K NPOMUBOMUKPOOHBIM
XUMUomepanesmMuueckumM npenapamam memooom paszseoenuti, OnpeoeneHue 4y8CMEUMETbHOCU
MUKDOOP2AHUIMO8 K NPOMUBOMUKPOOHBIM XUMUOMEPANEBMUUECKUM NPEenapamam ¢ UCnoib308aHUuem
asmomamudeckux — amanuzamopos, OnpedeneHue  YYBCMBUMENbHOCMU — MUKPOOP2AHUSMOE K
NPOMUBOMUKPOOHBIM XUMUOMEPANEBMUYECKUM NPENApamam Memooom NOZPaHUdHbIX KOHYEHMPayuil.

Iayuenmam ¢ MB ¢ nooospenuem na mukooaxmepuo3s, evizéanuwvtit HTMB neobxooumo
uccreoosanue oopazyo8 OUACHOCMUYECKO20 MAmMepuana KaKk MUHUMYM OOUH pd3 8 200 8 OUHAMUKe
[1,2,4,15].

Ilokazanuem K uccredosanuro oOuacHocmuveckoeo mamepuara wa HTME cnyscam:
ompuyamenvHas KIUHUYECKAs U/UIU PEeHMeHON02UecKas OUHAMUKA NpU OMCYMCMEUU HOBbIX

namoeenos, omcymcmeue ¢pghekma om npoOOUMOU aAHMUOAKMePUAIbHOU mepanuu. B xauecmee

38



OUACHOCMUYECK020 Mamepuana UCnoib3yom: MOKpOmy (Ui UHOYYUPOBAHHYIO MOKPOMY), 8 CIV4asX

omcymcmeusi Mokpomsi — cmulg ¢ pomoziomxu (CPI), oponxoanveeonapuuiii iasadic (BAJI).

Il nposepku noodospenuti, umo nayuenm ¢ MB 3apasicen muxobaxmepusimu, 6__Kauecmige

OUAZHOCIUYECKO20 _MAMEPUAIA__UCNOIABIVIOM _MOKPOmMY Ul uHOyb;upoeaHHy;o MOKpomy (6

UCKIIOYUMENbHBIX CIVYAAX - UCCLe008aHUe MPAXedIbHO20 ACNUPAma NPU He8O3MOICHOCIU NOJLYHUMb
MOKpomy/unoyyuposanuyto moxpomy. Ciredyem nOMHUMb, YMO 8 OAHHOM Ciryyae 3pghekmuenocms
BbIABIEHUSL MUKODAKMEPULL OUeHb HUZKASL).

s uccneoosanuii na wanuuue HTMBE He _ciedyem ucnoniv306amov mpaHCOPOHXUATLHYIO
ouoncuio (TBB) u e3samue opoghapuneeanbhvix MAa3Kos.

YV nayuenmos, ewidensiowux MoKpomy 8 00CMAMOYHOM KOIudecmee, 0. UCCIe008aAHUS
cobuparom ee ympeHHIOl nopyulo. [locmamounvlii 00vem ucciedyemou nopyuu  MOKpOmbl
cocmaensiem 3 - 5 Ma, 6 yesax noGblleHUs: UHPOPMAMUBHOCU HEOOXOOUMO UCCIe008aMb MOKPONY,
KOmMopyo cobuparom 0Jis1 UCC1e008anust mpu OHs noopso.

3uauumvivu Kpumepuamu Mmukobaxmepuosa y nayuenmos ¢ MB sagnaiomcs credyrouue
pe3yibmamsl MAmepuanla u3 ObIXAMENIbHbIX Nymell. HONONCUMETbHbIL Pe3yIbmam HA HAIuYue
kucromoycmouuuswvlx 6axkmepuii (KVB) npu muxpockonuu npenapamos ¢ okpackou no Lluno-
Hunvceny unu nromunecyenmuvimu Kpacumenamu (Muxpockonuueckoe ucciedosanue MOKpOmvl Ha
muxobakmepuu (Mycobacterium spp.), Hanuuue pocma HTMB na numamenvhvix cpedax u
noomeepxcoeHue 00HO020 U MO20 Jce 6U0d MUKODaKmepul Kak MUHUMYM U3 08YX 00pazyos
(Mukpobuonozuueckoe (Kyromypanivhoe) ucciedo8arue MOKpomvl Ha aspodHvie U GaxyibmamueHo-
aAHa’poOHbvle MUKDOOP2AHUZMbL).

Tecmul na nexapcmeennyio wyecmeumenvrocmo HTMB nposoosm uckuouumenbHo memooom,
onpeoenaiowumM MUHUMAILHYIO nooasnaiowyio Konyenmpayuio npenapama (MIIK) (Onpedenenue
YYECMBUMENbHOCMU — MUKPOOP2AHUBMO8 K NPOMUBOMUKPOOHBIM — XUMUOMEPANeSmuUYecKum
npenapamam mMemooom pazeedeHull).

C yenvio Kommpoas 3¢gexmusnocmu xumuomepanuu He pedxce, wem paz 6 1-3 mecsaya
HeoOX00UMO NPo8ooums noces Mokpomsl Ha visisienue HTMB ¢ ouacnocmuueckom mamepuane [60].

Kpumepuem s¢pghexmusnozo neuenus sensemcs omcymcmeue pocma Muxkobaxmepuii Ha
NUMAMENbHBIX CPeOax He MeHee Yyem 8 mpex NoCie008amelbHO 63MbIX 00PA3YAX OUACHOCTNIUYECKO20
Mamepuana.

Ilocne 3asepwienus Kypca Xumuomepanuu MuKoOAKmMepuo3a HeodX00uUMo MNOCMOAHHOE
OuHamuueckoe Habooenue 3a COCMoAHUeM NAYUeHMa U pe2yiapHoe, He pedce Yem pas 6 6 mecayes

nabopamopnoe obcnedosanue Ha Haauyue uiu omcymemeue HTMB 6 ouacnocmuueckom mamepuare.
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Memoowvt ouaznocmuku mukodakmepuosa.

Heobxooumo uccnedosanue memooom I[P 01 uCKIOYeHUs HAIUYus 8 UCCIedyemMoMm
mamepuane  Mycobacterium  tuberculosis  complex (MTPK) (MoaekyiapHno-6uonozuueckoe
uccneoosanue MOKpomol, OPOHXOANbBEOJAPHOU ABANCHOU HCUOKOCU UL NPOMBIBHBIX 800 OPOHXO08
Ha Mycobacterium tuberculosis complex (muxobaxmepuu mybepxynesa)).

Memoowr mukpockonuu c¢ okpackou no L{umo-Hunbceny unu 1momMuHecyeHmubiMu Kpacumensamu
HACMOAMENbHO PEKOMEHOYemcs GKIIUAMb 6  ANCOPUMM  MUKPOOUONIO2UYECKOU  OUACHOCMUKU
MUKOOAKMEPUATbHBIX UHPDEKYUIL.

Buvioenenue xynomypor  muxpooaxmepuii. HTMB  ocywecmensemcss UCKIIOUUMENbHO 6
CReyuanUu3UpOBAHHLIX 1AO0PAMOPUSIX PMUSUAMPUYECKOU CILYHCOBbL.

Ilocesvt nHa ancuokyro numamenvuyio cpedy bynvon Muodonopyka TH9 (8 asmomamuueckoii
cucmeme ywema pocma (Ananusamop 6axmepuono2udeckuil 0l UOeHMUPUKAYUU MUKPOOPLAHUZMO8
UBJI[ (ons in vitro OuacHOCMUKU), A8MOMAMU4ecKull) (Oas KyIbMusUuposanus Muxobaxmepuii))
IIpooonscumenvrocmo ucciedosanus 45 ounei.

Ioceevl na niomuvle numamenvhuvie cpedwi Jlesenwmeiina-Hencena, @unn-1l ucnonvzyromes
KaKk pesepsnvie OudacHocmuueckue memoowvl. IIpooondxcumenvnocms ucciedosanus 84  Ows.
Jocmoeepnas kiuHuueckas uHmepnpemayus pe3yibmamos MUKpoOUoI02U4ecko2o 00cied08anus Ha
Hanuyue Mmuxobakmepuu oocmueaemcsi npu 00513amenbHOM COONOOeHUU CAedyIoulec0 npasuila:
MONeKYIAPHO-2eHemu4eckoe,  MUKPOCKONUYecKkoe U  KVIbMYPAlbHOe  UCCIe008aHUe  OOJHCHbL
npPOU3800UMbCA NAPANIETbHO MOLKO U3 0OHOU U MO dHce NPodbl OUASHOCMUYECKO20 MAmepuand.

Ilpu evidenenuu u3 pecnupamopHvlx o06pasyos oOvicmpopacmywux HTMB, cnedyem
Hanpaeisims wmammsl 8 MUKPOOUOTIO2UYECKYIO 1a00pamopuio 9KCNepmuo2o ypoeHs 0l ONpeoeneHus
YYBCMBUMENbHOCMU K AHMUOAKMEPUATIbHLIM NPenapamam.

ITpu mepBuuynoM BbigeneHun B. cepacia complex, Achromobacter spp., Ralstonia spp.,
Pandorea spp., Cupriavidus spp., Inquilinus spp., uaeHTH()HUKAINIO PEKOMEHAYETCS HCIIOJIb30BaTh
MAacCC-CIIEKTPOMETPUIO WIJIH MOJIEKYJIIPHO-TCHETHUSCKHE METOABl C IEIbI0 JIMAarHOCTUKU HATUIHS
MEPEYHCIICHHBIX MUKPOOPTraHU3MOB y naneHTa ¢ MB [59].

YYP-C, YA -5).

KommenTapmii: 6 Ilpuxaze Munzopasea Poccuu om 13 oxmsaops 2017 2 Ne 804u «O6 ymeeparcoenuu
HOMEHKIAmMYypbl MEOUYUHCKUX YCIY2» OaHHble YCILy2U He NPeOCmAasieHsi.

° Pexomenayercs MUKOJIOTHYECKOE WCCIeIOBaHUEe OnomMarepuana mnanueHtam ¢ MB ¢
MOJIO3PEHUEM Ha TPUOKOBBIC MOPAKEHUS JICTKUX M JUISI KOHTPOJS MPOBOJUMOM TEPAIUU: MOKPOTA,
MIPOMBIBHBIE BOJIbI OPOHXOB, OpPOHXOATHBEONSPHBINA NaBaX, OMOMTATHI, OMEPALMOHHBIA MaTepHal

(mpstmMasi MUKpOCKOTIHsI OHOMaTepHalia, METO/] JIIOMUHECIICHTHOU ((JIyOpECIIEHTHOM) MUKPOCKOIIUH C
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OKpacKol KaibKO(pIroopoM OenbiM, TOCEB OmomaTepuaiia Ha arapuzoBaHHyl cpeay Cabypo B
MomupUKAMK DMMOHCA), AN WACHTU(HUKAIMKA IATOTeHa/-OB M OIpEeNICHUs] YyBCTBUTEIBHOCTH
BBIJICNICHHBIX MUKpomulieToB [10,32,61,62].

YYP-C,¥aA1-5).

KommenTapuu: ¢ coomeemcmeuu ¢ Ilpuxkazom Munzopasea Poccuu om 13 okmsabpsa 2017 & Ne 804u
«O6 ymeepotcoeHuu HOMEHKIAMypbl MEOUYUHCKUX VCILY2» eCMb HECKOIbKO VCIy2!MUKPOCKONUYECKoe
uccnedosanue MOKpoOmsvl Ha 2pubvl (Opodcocesvle U MUYETUATbHbIE), MUKPOOUOLO2UYECKOe
(Kyrbmypanvhoe) ucciedosanue MOKPOMbl HA  MUYETUAIbHble  2pudbl, MUKPOCKONUYECKOE
uccneoosanue  OPOHXOANLBEONAPHOU  JIABAICHOU  JCUOKOCMU — HA  2pubbl  (Opodicoicesvie U
MUYeTUaibHble),  MUKpoOuoiocuyeckoe  (Kyibmypaivhoe) UCCIed08anue  OPOHXOANbEeOISAPHOU
JIABANCHOU HCUOKOCIU HA 2PUObL (OPOdHCIHCEBbIE U MUYETUATLHBLE).

- Iloces Ha epubbl U MUKDOCKONUYECKOE UCCAeO08AHUE — NO NOKA3AHUSM, KPAMHOCHbL NO
nompebHOCmU, 8 MOM YUCILe, NPU KOHMPOLE NPOBOOUMOSO JIeUEeHUSL.

- Lenmpughyeuposanue BAJI u 6ponxuanvHoco acnupama, a makice npuUMeHeHue MyKOAUMmuKos
nosviuiaem 3@ GekmusHoCcms OUACHOCUKU.

- Mukpockonust u noces MOKpOmbl NO3BOJSIOM GbIAGUMb KOJIOHU3AYUI) ObIXAMENbHBIX Nymell
Aspergillus spp. y 20-60% nayuenmos ¢ ABJIA.

- Ilpu muxpockonuu u noceée BAJI unu moxpomwur Aspergillus spp. ewvisisnsiom y 25 — 80%
nayuenmos ¢ XAJI. Heobxooumvl no8mopHvle UCCAe008AHUSL C NPUMEHEeHUeM CHeyu@uyeckKux
MUKOJLO2UYECKUX Memo008 OKpacku u numamenvhuix cped. Onpedenenue euda Aspergillus uepaem
PO NpU  HA3HAYEHUU  NPOMUBOSPUOKOBLIX — NPenapamos Ol CUCEMHO20 — NPUMEHEHUs.
(anmumurxomuxos) (pedkue 6udbl Mo2ym bOblmb YCMOUYUBLL K A301AM,).

- Dghhexmuenocmb MUKPOCKONUUECKO20 UCCIe008AHUSL  YBeaUuyueaemcs nocie o0opadbomxu
PeCnupamopHulx cyocmpamos xanvkoguyopom denvim. Iloces na mukonozuueckue cpeovl ciedyem
npogooums npu memnepamype 300C u 370C, npodondxcumenbHocms UHKYOayuu He menee 5 CYmoKx.
Konuuecmsennvle noxkazamenu noceéa pecnupamopHvix OUOCYOCMPAmos He NO380AAI0M OMIUYUMD
KOJIOHU3AYUIO ObIXAMENbHBIX NYMel 0m UH@EeKYUU.

o Pexomenayercs mpoBeneHue TaOOPATOPHBIX HCCIECIOBAHWNA MJi JAUArHOCTUKU aIJIEPrHYEeCKOro
OpOHXO0JIETOYHOTO acleprusuie3a: ypoBeHb obiero ummynornoodynuna E (1gE), cnermuduueckue IgE u
IgG k Aspergillus fumigates. Ilpu momo3pennu Ha XAJl — peKOMEHIOBaHBI T€ K€ MCCIIEIOBAHUS U
OmpejieJICHue TrajlakTOMaHHaHa B KpoBu (Mertabomnmrta Aspergillus fumigates) (ompenenenue
meTaboautoB rpudos) [1,2,10,15,32,61,62].

YYP-C, Y41 -5).

KommenTapmnii:
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- Dosunogunuro nepugepuueckoii kposu > 0,4x10%1 o6biuno swisssom 6 ocmpoti cmaouu u npu
obocmpenuu ABJIA, 60 épema pemuccuu u 6 cmaouu Guopo3a Koauuecmseo 303UHOPUIOE MOodHicem
ObIMb HOPMATLHBIM.

- llna ABJIA xapaxmepho 3HauumenvHoe yseauuerue yposHs obwezo IgE 6 cvigopomke Kposu,
obviuno odonee 500 mke/n. Bo epems pemuccuu 6 nozoHux cmaousx coodepoicanue ooweeo IgE 6
CbIBOPOMKE KPOBU CHUICAEMCS, XOMS OCMAemcs @blile HOPMAlbHuIX nokazamenell. Ilogviuenue
yposHs obweeo IgE — pannui npusnax obocmpenus ABJIA, komopwili 603HUKaAem 00 KIUHUYECKUX
npossnenull 3a001e8aHus.

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

- Yyecmeumenvhocmo onpedenenus cneyuguueckoeo Aspergillus IgG 6 cvigopomke kposu y
nayuenmos c¢ XAJI cocmasnsem oxono 90%. Ilpu smom y 50% nayuenmos c¢ MB ewiagnsaom
nosviuenue cneyupuuecxkozo Aspergillus IgG 6 cvisopomre kposu 6e3 KIUHUKO-PEHM2EHOL02ULECKUX
npusnarxos XAJIL.

- Uzonuposannoe nosviwenue ypoehs cneyughuueckoeo Aspergillus IgG 6 cwisopomre kposu e
O00noIHUMeNbHbLIX Kpumepueg ouacHocmuxu XAJI ue aensiemcs ocHosanuem 01 NPOBeOeHUs:
AHMUMUKOMUYECKOU mepanuu.

- Cooeporcanue obuezo IgE npu XAJI mooscem 6vims ymepenrno nosviuero (100-500 Eo/n), unozoa
onpeoensiiom cneyugpuueckuri Aspergillus IgE.

- Ilpu XAJI y nayuenmoe c¢ MB >¢pexmusno onpedenenue memaborumos 2pubos
(eanaxmomannana (komnonenma xnemounou cmenxu Aspergillus spp. mecm Platelia Aspergillus, Bio-
Rad) ¢ BAJL

- Cneyughuunocms u uyecmeumenbHocmo onpeoenenus 2arakmomannana 8 bAJI npesviwarom 80%,
Ymo evluie pe3yibmamos Ucc1e008anUs CbleOPOMKU Kposu. Onmumanvusill OUACHOCMUYECKUU UHOEKC
onmuueckou naomnocmu mecma Platelia Aspergillus ¢ BAJI ne onpedenen: npu ucnoavszosanuu
nokazamens 0,5 — nosviwaemcs uyscmsumenbHocms memooa, npu 1,0 — cneyughuunocms.

B coomeemcmeuu c¢ Ilpuxazom Munzopasa Poccuu 13 oxkmsabopa 2017 2 Ne 804n om «O6
VMBEPAHCOeHUU HOMEHKAAMYPbL MEOUYUHCKUX VCIYe» eCMb HEeCKOIbKO YCaye: UCCIe008anue YPO8Hs
obwezo ummyHnoznooyiuna E 6 kposu, onpedenenue anmumen k epubam pooa acnepauinvl (Aspergillus
Spp.) 6 Kposu, KOMNIEKC UCCe008aHUll Ol BblaGleHUs allepeeHd, onpeoeieHue Memaboaumos
2pub08).

Hayuenmam ¢ MB cnedyem escecoO0no onpoensims Konyenmpayuro ooweeo IgE 6 cvigopomie
Kposu.

Ecnu yposenv obowezo IgE cocmasnsem 200-500mxe/n u ecmv nooospenue Ha ABJIA, crnedyem

noemopunib dnaius yepes 1-3 mecaya,
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Ilocne nauana neuenuss AbJIA HeoOX00UM MOHUMOPUHE C KIUHUYECKOU OYEHKOLL, YPOBHEM 00ueco
IgE 6 cwisopomke, cnupomempuell (Uccie0o8anue HeCHpoBOYUPOBAHHLIX 00BEMO8 U NOMOKO08) U
penmeenozpaghuetl epyoHou Kiemku (penmeenozpaghus neekux). Bo epems nevenus KoHyeHmpayuro
obweeo IgE 6 cvigopomie credyem uzmepsams Kaxcovle 6—8 Hedenb.

B nepuoo pemuccuu monumopune obweco IgE 6 cvigopomke credyem npogooums kadicovie 3
Mecaya 6 meueHue nepeozo 2004, a 3amem Kaxcovie 6 mecayes.

Usmepenue Aspergillus-cneyugpuueckux IgE u IgG (onpedenenue anmumen xk 2epubam pooa
acnepeunnvl (Aspergillus spp.) 6 Kposu) 60 8pems ieuenus He YeaocooOPaA3HO, NOCKOIbKY UX YPOBHU He
KOppenupyrom co  CHUdceHuem ob0we2o  cvligopomounozo IgE  unu KIUHUYECKUX — UlU
DPEHM2EeHONI02UYECKUX NPOSGTIeHULL)

° PexomennoBano anueHTam c MB c MOJIO3PEHUEM Ha ABJIA TS
WCKITIOUCHUS/TIOITBEPKCHUSI MHKOTCHHOW CCHCHOWIHM3AIMU TIPOBEACHHE KOXHOW MpOOBI ¢
antureHom Aspergillus (Hako>kHbIC HCCIIEIOBAHUS PEaKLIMK Ha ajuieprensl) [32].

YYP-C, Y1 -5).

Kommenrapuii: B coomsemcmeuu ¢ Ilpukasom Munsopasa Poccuu 13 okmaopa 2017 2 Ne 8041 om
«06 ymeepaicoeHuu HOMEHKAAMYpPpbl MEOUYUHCKUX VCIye»: HAKONMCHble UCCIe008AHUS PeaKyuu Ha
annepzeHbl.

Kooicnas  npoba ¢ ammucenom  Aspergillus — omauuaemcss  evicokoit  Ouaznocmuueckol
YYBCMBUMENbHOCMbIO, HO HU3KOU cneyuguynocmoio. Ilonosxcumenvhole pe3yibmamol KONCHOU Npoodbl
HepeOoKO 8bIABAIOM )Y OONbHBIX MYKOBUCYUO030M be3 ABJIA.

e PexomeHayeTcs MaToNIOrOaHATOMUYECKOE HCCIEAOBaHUE OMOMCUITHOTO (OMepaliOHHOTO)
MaTepuaia TkaHell serkoro y mauueHtoB ¢ MB u XAJl ¢ ummnpernanueit cepebpom no I'omopu—
['pOKOTT C 1eNbI0 JUArHOCTUKHM HOMYJSPHOTO acTepruiiiesa, a TakKe UCKIIOUEHUsT HOBOOOpa3oBaHUs
Jerkux, Tybepkysesa [10,61,62].

YYP-C, Y1 -5).
KommenTapuu: B coomeemcmeuu ¢ [Ipuxazom Munzopasa Poccuu om 13 okmsabps 2017 e Ne 8§04u
«06 ymeepatcoenuyu HOMEeHKIAmypbl MEOUYUHCKUX VCIIY2». NAMOJI020-AHAMOMUYECKOe UCCIe008aHUe
buoncuiinoco  (onepayuonHozco) mamepuaia — mMKaHel — J1e2K020;  NAMOA020-AHAMOMUYECKOe
uccnedoganue OUONCUNIHO20 —(ONEPAYUOHHO20) Mamepuala mKaHel Jeckoeo ¢ NpuMeHeHuem
2UCMOOAKMEPUOCKONUYECKUX — MemOo008, MUKpoOUoniocuueckoe (KyibmypaibHoe) UCCIe008aHue
buonmama Ha MuyenuaibHvle 2pubsl.

- IIpu eucmonoeuueckom ucciredosanuu 6uonmama (RAmoa020-aHamoMU4ecKom UCCIe008aHUU
ouoncuiinoco mamepuana) npu XAJl uz xasepuvl unU 30HbI GOCNANEHUSA ONpeOensaiom 2uguvl

Aspergillus, NPUSHAKU XPOHUYECKO20 60CNAJIEHUAL. Ocnosroe nasznauenue buoncuu ovaza nopasicerust
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— OuazHoCmuKa HOOYJIAPHO20 dAchnepauie3d, d MmMaKxce UCKII0YeHUue HOB000pA308aHUS JIe2KUX,
mybepxyneza u np. Omcymcemeue eugh Aspergillus 6 buonmame u3z ouaza nopajcenus He UCKIOYAem
ouaenosa XAJI npu nanuuuu opyeux kpumepues ouacnocmuku [8].

e PexoMenayercss MUKpOOMOJIOTHYECKOE MCCIIEAOBAHUE OTAEISIEMOr0 U3 OKOJIOHOCOBBIX IMa3yX
(OHII) (MukpobuoIornYecKoe (KyJIbTypajabHOE) MCCIICAOBAHUE CMBIBOB U3 OKOJIOHOCOBBIX TOJIOCTEH
Ha  adpoOHble U  (DaKyJIbTATUBHO-aHA’POOHBIE  MHUKPOOPraHU3MBbL,  MHUKPOOHOJIIOTHYECKOE
(KynbTypanbHOE) HCCICIOBAaHUE ITYHKTATOB M3 OKOJIOHOCOBBIX TOJIOCTEH Ha HECMOpooOpa3yroine
aHa’pOOHBIE MHUKPOOPTaHWU3MBI) ISl HICHTH(HUKAIMU IaTOTeHA/-OB M OMpeAeNieHus ero (ux)
YYBCTBUTEIHHOCTH K aHTUMHKPOOHBIM Tpenapatam mpu XPC Ha poHe MykoBHcinmao3a [63,64].
YYP-C, Y1 -4).

KomMmeHTapuii: xoronuzayus cune2HOUHoOU naioukol ooviuno navunaemces umenno ¢ OHII; 6 6onee
panHem go3pacme u 00CMOBEPHO yawje umeem mecmo y 6oavhvix MB ¢ noaunosuvim XPC. Mamepuan
0o/101ceH Oblmb NONYYeH HA CMEPUTbHBIU MAPeGblil MAMNOH U3 BEPXHEUEIOCHHbIX NA3YX MemoO0OM
OUacHOCMuUYecKou  NYHKYUU  Nnasyxu, UHMpPAONepayuoHHo nymem 3abopa 3sKkccyoama U3
BEPXHEUENIOCIHBIX NA3YX WU NPU 30HOUPOBAHUU Yepe3 PACULUPEeHHOe COYCmbe Y NAYUeHMO8 Nocie

DHOOCKONUYECKO20 PUHOXUPYD2UUECKO2O0 JI€HEHUAL.

buoxumuueckoe uccnedosanue Kpogu

e PexomengoBano mnpoBeneHue BceM ManueHTamM ¢ MB OHOXMMHYECKOTO aHaimu3a KpPOBHU
o011IeTepaneBTHYECKOro (oOmumit 0eoK, aJIbOyMUH, OInpezeiIeHne aKTUBHOCTH
acaptaraMmuHOTpaHc(depasbl B KPOBH, ONPEIEICHIE aKTUBHOCTH aJJaHUHAMUHOTpaHCepa3bl B KPOBH,
ompeJie]IeHUe AaKTUBHOCTHM TaMMa-TIoTaMuiITpaHcdepasbl B KPOBH, OINPEIACICHHE aKTUBHOCTH
menouHoil ocdaraszbl B KPOBH, UCCIEOBAHIE YPOBHS XOJIECTEpPUHA B KPOBH, HCCIEAOBAHNE YPOBHS
TPUTJIMLIEPUJIOB B KPOBH, HCCIECJOBAaHUE YPOBHS HATpUsi B KPOBU, MCCIIEOBAHUE YPOBHS Kalus B
KpOBHU, HCCIIEJOBAaHUE YPOBHS XJOPUIOB B KPOBH, ONpPEIEICHUE AKTUBHOCTHM aMUJIa3bl B KPOBH,
ompe/ielieHue aKTUBHOCTH JIMTIA3bl B CBIBOPOTKE KPOBH, UCCIIEAOBAHUE YPOBHsI 001ero ounupyornHa B
KpOBH, UCCIIEIOBAaHUE YPOBHS CBOOOIHOTO M CBS3aHHOTO OMIIMPYOUHA B KPOBH, UCCIICOBAHUE YPOBHS
C-peakTuBHOTO Oe€nKa), €XKErogHo, MO TMOKa3aHUsAM - yaimie. VccrmemoBaHue MPOBOAMTCS C IIENBIO
KOHTPOJSI COCTOSIHUSI TI€YeHH, (YHKIUU TIOHKEITyTOYHON >Kele3bl, AJIEKTPOJUTHOTO OOMEeHa U
XPOHUYECKOTO BOCTalieHusi corjacHO mokazanwsm (Tabm. 10, pasmen 6 «OpraHuzamusi OKa3aHUs
MEIUIMHCKON TToMomuy) [2,53].

YYP-C, YA -5).

Kommenrapmii: xonmponv 2nekmponumoe npu ncesdo-bapmmep cunopome npoeooums no

nompebHocmu.
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o PexoMeHI0BaHO UCClIEJOBAaHME KHCIOTHO-OCHOBHOIO COCTOSIHUA KpOBHU (MCCIEI0BaHUE
KHUCJIOTHO-OCHOBHOT'O COCTOSIHUS M Ta30B KPOBH, MCCIeI0BaHNE YPOBHA Oy(epHBIX BELIECTB B KPOBH),
YPOBHEW HATpHs U Kanus IpU noAo3peHuu Ha cunapoM Ilcesno-baprrep y manuentoB ¢ MB u npu
KOHTpoJie Tepanuu cunapoma Ilcesno-baprrep [2,65,66].

YYP-C, Y1 -5).

KommeHnTapmii: uccredosanue Kuciomno-ocHO8H020 COCMOANUA U 24308 KPOBU, UCCLE008AHUE YPOBHS
Oygepuvix Gewjecms 6 KpoGU NPOBOOUMCA MAKdCce Npu Opyeux COCMOAHUAX (Hanpumep, npu
MEKOHUeBoM uneyce, CUHOpPOME OUCMANbHOU UHMECMUHANbHOU 0OCMPYKYUU, Npu Xupypeuueckux
BMeamenbCmeax u 060cmpeHuy 6pOHX0Ie204H020 Npoyeccd, NOmpedoBaAsULIe20 20CHUMANU3AYUL)

. PexoMeH10BaHO BBINIOJIHEHUE KOAryJlorpaMMbl (OPUEHTHUPOBOYHOTO HMCCIEAOBAHUS CHCTEMBI
reMocTasa) BCeM MalMeHTaM Ipu MEepBUYHON AuarHocTuke MB, u npu Hamuuuu 1upposa nedeHu 1
pa3 B 6-3 Mec. C LeNbl0 KOHTPOJS OCIKOBOCHMHTETHYECKOM (DYHKIMM NEUYEHHM U CBOEBPEMEHHOIO
NpEeOTBPAIICHUS TEeMOPPArHYeCKUX OCI0XKHeHuH [15].

YYP-C, ¥4 -5).

KommenTapmii: maxoice uccnedosanue xoazynozpammol Modicem nompeboeamuvcs npu OUASHOCMuKe u
mepanuu MeKoHUe8o20 uneycd, neped XupypeuuecKumu eMeulamensCmeamu U neped NnocmaHo8Kol
nopm-cucmemol (nopm UH@DY3UOHHBIU/UHDEKYUOHHBLI, umnianmupyemolil ***) C021aCHO
COOMBEMCMBYIOUWUM PEKOMEHOAYUSIM.

B kauecmee ckpunune-memooa moeym npogooumwvcs: Hccnedosanue 6pemeHu C8epMbl8AHUsL
HeCmabunusuposanHou Kpoeu Uiy pexkanbyugurayuu niasmvl Heakmugupoeannoe, Hccneoosanue
8peMeHU KPOBOMEYEHUS.

B nexomopuwix cumyayusx mooicem nompeoosamuvcs onpeoenenue mpomMoOUHo8020 6peMeHU 8 Kpoeu,
onpedenenue akmusHocmu axmumpomobuna III 6 kposu, uccredosanue aKmuHOCMU U CBOUCME
¢axmopa Bunnebpanoa 6 kposu.

o PexoMeHn10BaHO MccreioBaHUE YPOBHS TJIIOKO3bI B KpOBH BceM mnanueHtam ¢ MB 1 pa3 B 6
MEC. C IeNIbI0 KOHTPOJS OSHJIOKPUHHOM (YHKIMU TOJPKETYIOYHOM >Kesle3bl, CBOEBPEMEHHOMN
muarnoctuku M3C/] [42,67].

YYP-C, Y1 -5).

o PexoMeH10BaHO B KaueCcTBE CKpUHHUHTA JUIsl CBOeBpeMeHHOM nuarHoctukn M3CJl npoBeneHue
opanpHOTO Titoko30TonepanTHoro Tecta (OI'TT, mpoBeaeHME TIFOKO30TONEPAHTHOTO TeCTa) C
Harpy3koi rmoko30i (1,75 r raroko3el/kr, HE Oonee 75 T), (TOUKH KOHTPOJIS — HaTomak, depe3 60
MUHYT, uyepe3 120 muHyT) BceM aetsm crapie 10 jer (1o moka3aHUsIM paHbIIIE) €KEr0JHO B MEPHOL
KJIMHAYECKON cTabmibHoCTH [42,68,69].

(YYP - C, YIUUI - 5).
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Kommenrtapuii: Omknonenus, evisgnenHvle 8 X00e eOUHUUHO20 OPAIbHO20 2IH0KO30MONEPAHIMHO20
mecma, OONNHCHbL ObIMb NOOMBEPAHCOEHbl NOBMOPHBLIM MecmoM. Bosmoocno 0nsa OouasHocmuxu
UCNOIb3068AMb HENPEPBIBHBIIL MOHUMOPUHE YPOBHSL 2TIIOKO3bI.
Onpeoenenue 2nuxemuyu Hamowaxk u depes 2 uaca nocjie npuema nuwyu 6 medenue nepgvix 48 uacos
w/unu OI'TT uawe nposoosmcs 6 credyIwWuUx Ciyuasx.

1) obocmpenue necounoeo 3abonesanus,

2)  BHYmMpUBeHHAs AHMUOAKMEPUATbHASL MEPAnus,

3) Hauano npuema KOPMUKOCMEPOUOO8 OJis CUCIIEMHO20 NPUMEHEHU,

4)  sHmepanvHoe KopmieHue yepes 30H0 Uil 2ACMPOCIOMY,

5) nranuposanue 6epemennocmu u nepuoo depemennocmu (12-16 neo u 24 -28 ned) u uepes 6-

12 Hedenwv nocne bepemeHnocmu,

6) naanosas mpancnianmayus Opeanos,

7) onepamusHoe emeulamenbcmeo,

8) manuuue cumnmomos ouabema [42,67].
o Hcnonp3oBanue riukupoBanHoro remoriodomna (HDALC) B kadecTBe CKPHHUHI-TECTa HE
PEKOMEHAYeTCS B CBSI3M C HEIOCTaTOYHOM HH(OPMATUBHOCTHIO Ui MalueHToB ¢ MB mo stum
nokazanusim [42,68].
YYP-C, Y1 -5).
Kommenrtapuii: y nayuenmog ¢ MyKoSUCYUOO30M HOPMANbHBIUL NPOPUIL  2NUKUPOBAHHO2O
2eM02100UHA He UCKTIoYaem Hatudue caxapiozo ouabema. Mcciredosanue modcem Oblms HA3HAYEHO C
yenvro Koppekyuu uxcyiunomepanuu y nayuenmoe ¢ MB u M3CJ/[, a makoce nayuenmam c
Hapywenuem moaepanmuocmu k 2mokose [Boudreau V, Reynaud Q, Rabasa-Lhoret R. What is the
Real Usefulness of Glycated Hemoglobin Levels for Diabetes Screening in Patients With Cystic
Fibrosis? Can J Diabetes. 2019 Feb;43(1):1-2/. Ilpu napywenuu monepanmuocmu K 210K03e Kpome
moeo ucciredyemcs ypogenv C-nenmuoa 6 kposu [Yi Y, Norris AW, Wang K, Sun X, Uc A, Moran A,
Engelhardt JF, Ode KL. Abnormal Glucose Tolerance in Infants and Young Children with Cystic
Fibrosis. Am J Respir Crit Care Med. 2016 Oct 15;194(8):974-980]. Ilo noxazanusim mocym
UCCIe008amvbCsi MPEXOHeBHbIU 2IUKeMUYeCKUll npoguty

e Pexomennyercs manuentam ¢ MB u M3CJl mpoBeneHe peryisspHOTr0 KOHTPOJIS YIIIEBOTHOTO

oOMeHa (orpeieieHrue ypOBHS TITFOKO3BI B KPOBH HE MEHee 3 pa3 B JIEHb) C IEIBI0 CAMOCTOSATEIBHOTO
MOHHUTOPUPOBAHUS COCTOSIHUA. VI3MepeHHWe TIMKHPOBAaHHOTO TEMOTJIOOWHA PEKOMEHIYeTCs
€XKEKBAPTAJIBHO C [IEJIbI0 KOPPEKIIMU HHCYIMHOTepanuu y naruentos ¢ MB u M3CJ] [42,68].

(YYP —C, VI - 5).
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KomMmMmeHnTapuu: yenesoe 3nauenue yposHs 2iuKuposaHno2o cemo2nobuna Ha ¢oue newenus M3CJ]
cocmasnsiem <7%.

o PekoMeHZ0BaHO Ui KOMILUIEKCHON AMAarHOCTUKH OCTEONOpO3a M AMArHOCTUKH MaTOJOTHH
noyek nanueHTam ¢ MB onpeznenenue ypoBHs 00IIero ¥ HOHU3UPOBAHHOTO KaJbIus, (hocdopa KpoBH,
KpeaTMHHHA CHIBOPOTKM KPOBU U KJIHMpeHca KpeatuHuHa (pacuer mo dopmyne Kokpodra-I'onra),
1ea049Hoi GocdaTassl CHIBOPOTKH KPOBH [2].

YYP-C,¥aA1-5).

Kommenrapum: Hzuenenus nabopamopHulx noxasameneu He AGNAIOMCA KPUMEPUAMU NOCNAHOBKU
ouazno3a ocmeonopo3sa. Jlabopamophvie Memoobl UCHONL3VIOMCA NO NOKA3AHUAM Ol NPO8eOeHUs
oughghepenyuanvHoll OUACHOCMUKU OCMEOnopo3a ¢ Opy2umu 3a00/1e8aHUIMU CKelemd, OYeHKU
be3onachocmu  HA3HAYEHUs. — NpPenapamos, GIUAIOWUX —~ HA — MUHEpanuzayuio - Kocmeu
(anmuocmeonopomuueckux npenapamos), aHalU3a NPOYeCco8 GOPMUPOSanUs U pe3opoyuu KOCMHoU
MKAHU.

e V¥ Bcex nauueHToB ¢ MB pexomen1oBaHO exeroanoe uzMepenue yposHs 25-OH Butamuna /1 B
KpOBH, MPEANOYTHTEIbHEE JE€TOM W 3MMOH, C LEJIbl0 CBOEBPEMEHHOTO BBISBICHUSA JePUIITA
BuTamuHa D, mogaoopa 10361 BuTaMmuHa D 1, COOTBETCTBEHHO, MPOopUIaKTHKK ocTeornoposa [70].
YYP-C, ¥4 -5).

KommenTapmii: Hopmanwvusiii yposenv 25(0OH)D cvisopomku kposu - 6onee 30 ne/mn (75 umonwv/n) u
menee 100 ne/mn (250 Hmonw/n).
Hccneoosanue 1,25 (OH)-D ne pexomenoosano [70].

Pabouas epynna Mescoynapoonoco ®onoa Ocmeonoposa (International Osteoporosis
Foundation) u Meoacoynapoonou @edepayuu Knunuuveckou Xumuu u Jlabopamopnou Meouyurbi
(International Federation of Clinical Chemistry and Laboratory Medicine) pexomendyem oOns
UCCIe008aHUsI KOCMHO20 0OMEHA 02PAHUYUMBCA 08YMs MAPKEPAMU CblOPOMKU Kposu: N-KoHyesbie
nponenmudsl npoxoniazena I muna (PIN -mapkep xocmeoobpazosanus) cvieopomku kposu u C-
KOHYegble menionenmuobl Moaekyn koanacena I muna, ceszannvie nonepeunvimu cuuekamu (CTX-
mapxep pezopoyuu kocmu) [Lee J., Vasikaran S. Current recommendations for laboratory testing and
use of bone turnover markersin management of osteoporosis.Ann Lab Med 2012;32:105-112.].
Oyenka 2mux Mapkepos mMoxcem nposoOUMbCA Y 83POCIbIX NAYUEHMO8 011 paHHell oyeHKu (yepe3 3
mec.) appexmusnocmu anmupezopomusnou (CTX cvieopomiu) unu xocmuoanabonruvecxkou (PINP
Cbl8OPOMKU) Mepanuu.

J PexomeHyeTcsi IpOBOIUTH MOHUTOPHHT McciieoBaHUS YpOBHS JKejie3a CBIBOPOTKH KpPOBH
(e’xerofiHO, MO TMOKa3aHUSAM - Yallle) ¢ LeIbI0 BBISIBICHUS AeUIMTa Kele3a W/HIU XPOHUYECKOTO

Bocnasienus [53].
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(YYP - C, YT - 5).

PexoMenayeTcsi mpoBOJUTH MOHUTOPHHT YPOBHEH KUPOPACTBOPUMBIX BUTaMUHOB (A, E, K) u

BUTaMUHA B1y B CBIBOPOTKE KPOBH BCEM MarueHTam ¢ MB, 1o nokaszaHusiM ¢ 1EIb0 CBOEBPEMEHHOTO

BBISIBJICHHS UX HEJOCTATOYHOCTH M aJicKBaTHOM Koppekiuu tepanuu (Taomn. 9, [Tpunoxenune 7) [2,53].

(YYP - C, YL - 5).

KommenTapmii:

Tabnuya 9. Hopmamuswl ypogHell 8UmamuHo8 8 Cbleopomke Kposu nayuenmos ¢ MB

Bumamun A (pemunon) 30-72 ne/mn

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

Bumamun K (menaouona nampus bucynvgum) IIpompombunosoe epems
Bumamun B, (Luanoxobanamun*) 187-883 ne/mn

* pexomenoyemcs onpeodensimev 'y nayueHmos ¢ MB ¢ cuHOpomMom KOpOmMKOU KUWKU, NOCTe
00WUPHOU pe3eKyul KUUEeYHUKA.

Hu3sxue yposnu ocupopacmeopumvix SUMAMUHO8 pPe2UCMPUPYIOMCA NPAKMUYecKku )y 6cex
nAayueHmos, HeCMOmps Ha A0eK8AMHYIO 3AMECMUMENbHYI0 MePanuio.

Ilokazano, umo ymepenHo noevluieHnbvle YposHu pemunoaa (0o 110 me/on) 8 cviopomke Kposu
nonoxcumensro koppeaupyrom ¢ ODB1 (ODB1 >80% y 90% u3z maxux nayuenmos), He3a8Ucumo om
603pacma, NAHKpeamuyeckou QYHKYuu u HympumueHo2co cmamyca, 6e3 Kakux-iubo npusHaxKos
MOKCUYHOCU.

V neneuennvix nayuenmos ¢ MB cemoppacuueckuil cUHOpOM Modxcem Manugecmuposamo
sumamun-K nHedocmamounocmoio. ¥V HOB0POI’COEHHBIX U 2PYOHBIX Oemell OHA MOdHCem NPOABUMbCSL
HeOOBACHUMOLL 2eMoppacuieckol nypnypou, UHMEeCMUHATbHbIMU KPOBOMEUEHUIMU, OJUMENbHOU
Kposomouusocmovio 6 Mmecmax unvekyuu. Cmapuwiue oOemu, Haxooswuecss HA UHMEHCUBHOU
AHMUOAKMePUAIbHOU Mepanuu Ul ¢ CORYMCMEYIOUWUM NOPAdXCeHUeM NedeHu, maxdxice CKIOHHblL K
HapyweHuro npoyeccos Koazyiayuu, oasxce Ha ¢ore npuema sumamuna K.

PexoMeHI0BaHO BCeM MNAaUEHTAM MYKCKOI0 110J1a B BO3pacCT€ CTapuie 15 nmer c

MYKOBHCIIHJIO30M ITPOBEJICHUE CIIEPMOTPaMMBbI M MOJIEKYJIIpHO-TeHeTHueckoro (aHaim3 rena CFTR,

eCclIi He OBLI paHee BI)IHOJ'IHCH) HCCICA0BAaHHMA C LCIBIO ONMPEACICHUA MMPOTrHO3a U TaAKTUKH PCIICHUA

BoTpoca penpoaykiuu [71,73,74].
YYP-C, YA -4).

KOMMCHTapI/II/l: cnepmozpavmy  makorce Cﬂedyem 6bINOJIHAMb nayuenmam mysHCccKkoeo noaa ¢

YCMAaHo8NeHHblM  ouacHosom MB 6 npoyecce oOunamuuecko2o HaONOOEHUs Npu OMCYMCMEUU

asoocnepmuu ¢ 4acmomoi , 8 cpeonem, 1 paz 6 2o0.
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e PexoMmeHgoBaHO BCEeM TMAIMEHTaM MYXXCKOTO Tiojia B Bo3pacTe crapmie 15 et ¢
MYKOBHUCIIMIO30M IIPOBCACHHUEC TOPMOHAJIBHOI'O HCCICAOBAHUA — OIPCACIICHHUC YPOBHA O6IJ_I€I‘O
TECTOCTEPOHA H  CTEPOMCBS3bIBAONICTO  T0oOyiauHAa  (MCClIeIOBaHHME YpPOBHS — II0OYyJIWHA,
CBA3LIBAIOIICT'O IIOJIOBBIE TOPMOHEBI, B KpOBI/I) B CBIBOPOTKE€ KpOBH C MLCJIBKO AWArHOCTUKHU
rumnoronaausma [75,76,77].

(YYP - B, VI - 3).

KomMmeHTapuu: npu BBIABICHHHM SHIOKPUHOJIOTHYECKUX HapylIeHW- HabmoaeHue | pas B rox u
JICUCHHUC Y Bpada-SHAOKpPHUHOJIOrA. HpI/I OTCYTCTBHUH SHIAOKPUHOJIOTHYCCKUX HapymeHI/Iﬁ-c JaCcTOTOH
He pexe 1 pa3 B 3 rona.

Memoowt noobopa namozenemuueckoi mepanuu (ueaxkagpmop-+aymaxagpmop)

° [Ipu HazHaueHuM mnpenapata wuBakapTOp+aymMakadpTOp PpPEKOMEHAYETCS HMETh IaHHBIE O
reTepPO3UTOTHOM HOCUTENILCTBE 00ouMu poaurtensimu myrauuu F508del (cormacuo nuctpykumn). [lpu
OTCYTCTBHHM  Takoi MHGOpMAIMM  PEKOMEHAYETCS  MPOBECTH  MOJEKYJISIPHO-TEHETUYECKYIO
AUArHOCTUKY C HCJIbIO BBIACHCHUS I'CTCPO3UTOTHOIO HOCHUTCIIBLCTBA POAUTCIIIMH BapHaHTa F508del.
Ecnu poputenu (wnm XoTs Obl OJMH W3 POAUTENEH) MO KaKUM-THOO MpUYMHAM HE JOCTYIHBI JUIS
MMPOBCACHUA OAHHOTO UCCICAOBAHMNA, TO PCKOMCHAYCTCA MAIUCHTY AOMOJHUTCIIbHO IIPOBCCTH aHAIN3
C LENbI0 MCKJIFOUCHHS HaIM4Hs MPOTSHKEHHOH neneumu B obnactu myrtamuun F508del, To ectp s
HUCKIIHOYCHUSA TEMHU3UTOTHOCTH 110 ,HaHHOfI MyTaluu. PCKOMCHZ[yCTCSI TaKXK€ UCKIIFOUYUTHh HOCUTECIIBCTBO
BapuaHTta L467F cena CFTR (NM_000492.3:c.1399C>T; NP_000483.3:p.(Leu467Phe)) B cocrage
KOMIIJICKCHOT'O aJlJICIIA C MYTaHI/IGfl F508de|, AOKa3aHHO IPUBOAAIICTO K PE3UCTCHTHOCTU K TCpAIlUU
[Baatallah N, Bitam S, Martin N, Servel N, Costes B, Mekki C, Chevalier B, Pranke I, Simonin J,
Girodon E, Hoffmann B, Mornon JP, Callebaut I, Sermet-Gaudelus I, Fanen P, Edelman A, Hinzpeter
A. Cis variants identified in F508del complex alleles modulate CFTR channel rescue by small
molecules. Hum Mutat. 2018 Apr;39(4):506-514. doi: 10.1002/humu.23389. Epub 2018 Jan 16.
PMID: 29271547, Landsverk ML, Douglas GV, Tang S, Zhang VW, Wang GL, Wang J, Wong LJ.
Diagnostic approaches to apparent homozygosity. Genet Med. 2012 Oct;14(10):877-82. doi:
10.1038/gim.2012.58. Epub 2012 May 17. PMID: 22595940, Hantash FM, Rebuyon A, Peng M,
Redman JB, Sun W, Strom CM . Apparent homozygosity of a novel frame shift mutation in the CFTR
gene because of a large deletion. J Mol Diagn 2009;11:253-256, RRechitsky S, Strom C, Verlinsky O,
Amet T, Ivakhnenko V, Kukharenko V, Kuliev A, Verlinsky Y. Allele dropout in polar bodies and
blastomeres. J Assist Reprod Genet. 1998 May;15(5):253-7. doi: 10.1023/a:1022532108472. PMID:
9604756; PMCID: PMC3454764, Hantash FM, Redman JB, Goos D, Kammesheidt A, McGinniss MJ,
Sun W, Strom CM. Characterization of a recurrent novel large duplication in the cystic fibrosis

transmembrane conductance regulator gene. J Mol Diagn. 2007 Sep;9(4):556-60. doi:
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10.2353/jmoldx.2007.060141. Epub 2007 Aug 9. PMID: 17690208; PMCID: PMC1975096, Hantash
FM, Redman JB, Starn K, Anderson B, Buller A, McGinniss MJ, Quan F, Peng M, Sun W, Strom CM.
Novel and recurrent rearrangements in the CFTR gene: clinical and laboratory implications for cystic
fibrosis screening. Hum Genet. 2006 Mar;119(1-2):126-36. doi: 10.1007/s00439-005-0082-0. Epub
2005 Dec 17. Erratum in: Hum Genet. 2006 Apr;119(3):352. PMID: 16362824].

(YYP - C Y - 4).

o PGKOMCHI[yeTCH IMPUMCHCHHC (bOpCKOJ'II/IHOBOFO TECTAa HAa KMIICYHBIX OPraHouaax, MmoJIy4CHHBIX
OT TMaIMeHTa B Pe3y/IbTaTe OMOICHUU MPSIMON KHIIKU C LEIbI0 ONMpEACIICHUs] TTOKa3aHU K TapreTHOU
Tepal’II/II/I:

o Ilpum penkux wmyramusax reHa CFTR ¢ 1menplo OLIGHKHM BO3MOXHOCTH IPOBEIEHUS
natoreneruueckoir Tepanuu [Dekkers J.F., van der Ent C.K., Beekman J.M. Novel
opportunities for CFTR-targeting drug development using organoids. Rare Dis.
2013;1(e27112) DOI: 10.4161/rdis.27112, Boj S.F., Vonk A.M., Statia M. Su J., Vries R.R.G.,
Beekman J.M., Clevers H. Forskolin-induced swelling in intestinal organoids: an in vitro assay
for assessing drug response in cystic fibrosis patients. J Vis Exp. 2017;120 :55159. DOI:
10.3791/55159, Dekkers J.F. Berkers G., Kruisselbrink E., Vonk A., de Jonge H.R., Janssens
H.M., Bronsveld 1., van de Graaf E.A., Nieuwenhuis E.E.S., Houwen R.H.J., Vleggaar F.P.,
Escher J.C., de Rijke Y.B., Majoor C.J., Heijerman H.G.M., de Winter—de Groot K.M., Clevers
H.,van der Ent C.K., Beekman J.M. Characterizing responses to CFTR-modulating drugs using
rectal organoids derived from subjects with cystic fibrosis. Sci Transl Med. 2016;
8(344):344ra384. DOI: 10.1126/SCITRANSLMED.AAD8278, Vonk A.M., van Mourik P.,
Ramalho A.S., Silva lLA.L., Statia M., Kruisselbrink E., Suen S.W.F., Dekkers J.F., Vleggaar
F.P., Houwen R.H.J., Mullenders J., Boj S.F., Vries R., Amaral M.D., de Boeck K., van der Ent
C.K., Beekman J.M. Protocol for Application, Standardization and Validation of the Forskolin-
Induced Swelling Assay in Cystic Fibrosis Human Colon Organoids. STAR Protoc. 2020 Jun
19; 1(1): 100019. DOI: 10.1016/J.XPR0.2020.10001].

o IIpu orcyrctBuu 3¢ddexta oT (COrIacHO WHCTPYKIMHU) depe3 6 MecsleB ¢ Hadana
Tepanuu
o Bcem mammenTam - HOCHUTENSIM  KOMIUIEKCHOTO — ayielsl  JiJIi  BBISICHEHUSA

4yBCTBUTEIBHOCTU K MBakadropy um mymakadptopy [Connett GJ. Lumacaftor-ivacaftor in the
treatment of cystic fibrosis: design, development and place in therapy. Drug Des Devel Ther.
2019 Jul 19;13:2405-2412, Berkers G, van Mourik P, Vonk AM, Kruisselbrink E, Dekkers JF,
de Winter-de Groot KM, Arets HGM, Marck-van der Wilt REP, Dijkema JS, Vanderschuren
MM, Houwen RHJ, Heijerman HGM, van de Graaf EA, Elias SG, Majoor CJ, Koppelman GH,
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Roukema J, Bakker M, Janssens HM, van der Meer R, Vries RGJ, Clevers HC, de Jonge HR,
Beekman JM, van der Ent CK. Rectal Organoids Enable Personalized Treatment of Cystic
Fibrosis. Cell Rep. 2019 Feb 12;26(7):1701-1708.e3, Southern KW, Patel S, Sinha IP, Nevitt
SJ. Correctors (specific therapies for class 1l CFTR mutations) for cystic fibrosis. Cochrane
Database Syst Rev. 2018 Aug 2;8(8):CD010966]
(YYP-C, YIUIL-5).
Kommenmapuu:
Ilpu noayuenuu Kyriomyp O0peaHouoo08 U  BbINOJHEHUU (HOPCKOIUHOBO20 MecCmda  OONHCHDbL
UCNONL308AMbCL  NPOMOKObL, paspabomanmnvle noo pykosoocmeom Jl. Bexmana [Dekkers J.F., van
der Ent C.K., Beekman J.M. Novel opportunities for CFTR-targeting drug development using
organoids. Rare Dis. 2013;1(e27112) DOI: 10.4161/rdis.27112, Boj S.F., Vonk A.M., Statia M. Su J.,
Vries R.R.G., Beekman J.M., Clevers H. Forskolin-induced swelling in intestinal organoids: an in vitro
assay for assessing drug response in cystic fibrosis patients. J Vis Exp. 2017;120 :55159. DOI:
10.3791/55159, Dekkers J.F. Berkers G., Kruisselbrink E., Vonk A., de Jonge H.R., Janssens H.M.,
Bronsveld I., van de Graaf E.A., Nieuwenhuis E.E.S., Houwen R.H.J., Vleggaar F.P., Escher J.C., de
Rijke Y.B., Majoor C.J., Heijerman H.G.M., de Winter—de Groot K.M., Clevers H.,van der Ent C.K,
Beekman J.M. Characterizing responses to CFTR-modulating drugs using rectal organoids derived
from subjects with cystic fibrosis. Sci Transl Med. 2016; 8(344):344ra384. DOI:
10.1126/SCITRANSLMED.AAD8278, Vonk A.M., van Mourik P., Ramalho A.S., Silva 1.LA.L., Statia
M., Kruisselbrink E., Suen S.\W.F., Dekkers J.F., Vleggaar F.P., Houwen R.H.J., Mullenders J., Boj
S.F., Vries R., Amaral M.D., de Boeck K., van der Ent C.K., Beekman J.M. Protocol for Application,
Standardization and Validation of the Forskolin-Induced Swelling Assay in Cystic Fibrosis Human
Colon Organoids. STAR Protoc. 2020 Jun 19; 1(1): 100019. DOI: 10.1016/J.XPR0.2020.100019] u
onucannvie 6 pabome [Konopamvesa E.H., Menvanosckas FO.JI., Eppemosa A.C., Byramenxo H.B.,
byxaposa T.b., I'onvowmerin /I.B., 30066unosa A.3., Hukonosa B.C., )Kexatime E.K., Kawupckas
H.IO., Menxousn I'I., Oounaesa HJ]., Kyyes C.H. Onvim npumeneHus memooo8 OyeHKU
¢ynxyuonanvnocmu anuonnoeo xawana CFTR y nayuenmos ¢ ycmarnosnenuviv u npeononazaemvim

ouaznozom mykosucyudosa. Cubupcrkoe meouyunckoe obospenue. 2019; N 2.:C.60-69].

2.4 UHCTPpYMEHTAJbHBIE TMATHOCTHYCCKHE HCCICTOBAHUS

MeToasl BU3yaJIU3alMH JEIKUX
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o Pexomenayercst mpoBeleHHE pEHTTeHOrpaguu OpraHoB TpynHoW kieTku (Penrtrenorpadus
nerkux, PentreHorpadust nerkux unudpoBas) ManueHTaM C IOJAO03PEHHEM Ha MYKOBUCIHAO03 U
MAaIMEeHTaM ¢ MYKOBHCIIMIO30M C LIEJNbIO OMPENEICHUsI XapakTepa U o0beMa MOpaXEeHUs JIETOYHON
Tkanu [1,2,15].

YYP-C,¥aA1-5).

KommenTapuu: penmeenocpagusa modcem eviseums maxue npusHaxu, Kak oegpopmayus u ycuieHue
JIe20YHO20 — PUCYHKA,  NHeBMO@uOpo3,  NepubpoOHXUanbHas — UHQGUABMPAyus,  KOHCOAUOAYUSL
(amenexmaswl), OPOHXOIKMA3bL, OV/IbL, BbIAGUNMD NPOSAGIEHUS OPOHXUANLHOU 0OCMPYKYUL: TOKATbHbIE
yuacmku 630ymusl J1e20YHOU MKAHU, V8eludeHue pempocmepHalbHO20 NPOCMPAHCmMed, YHIoujeHue
ouagpazmul, a maxaice Kughos, ymoaujerue OPOHXUATbHBIX CMEHOK, ciuzucmole npooxu. Ilayuenmam c
MYKOBUCYUOO30M NPOBOOUMCSL NO NOKA3AHUAM, 6 cpedHem 1 pasz 6 2 2ooa ([Ipunosicenue 7).

Hannwiti memoo moocem Ovimb HEOOCMAMOUHO UHGOPMAMuUEer O/ MOYHO20 ONUCAHUS XapaKmepa
USMEHEHUl 8 JIe2KUX, HO uMeem MeHbuLylo Jy4esylo HazpysKky. [o nacmoswe2o epemeHu 8 pasHvix
yewmpax, Kypupyrowux nayueHmos ¢ MYKOBUCYUOO30M, 6 MOM Hucie 3apyOedcHvix, O
OUHAMUYECK020 HADII00eHUs 30 NAYUEHIMOM Yauje UCHONb3Yemcs peHmeeHozpaghusl, 8 psoe yeHmpos -
KomnvlomepHas momoepagus [15].

o Pexomenpayercsi mpoBenenue kommbioTepHoit ToMorpadguu (KT) opranoB rpyaHoil monoctu
MaleHTaM C TOJO3pEHHEeM Ha MYKOBHCIUI03 M TMAalMeHTaM C MYKOBHCIHIO30M C IIEJTBIO
OIpe/Ie/IeHUs XapakTepa U 00beMa opakeHust JJeroyHoi Tkanu [1,2,15].

YYP-C, Y1 -5).

Kommenrapuii: B nacmosiwee 6pems Komnoslomepnuas momozpagus s1611emcs OCHOSHbIM MemoOoM
ouacHocmukuy uzmeHeHul 6 teckux npu MB.

Komnviomepnas momoepaghusi opeanog epyonou nonocmu (KT) - sxcnepmuas memoouxa 0ns
Odemanusayuu usmenenuu. IIposooumcs HU3K0003Has KomnviomepHas momoepagua (HAKT) —
CHUMICeHUe cubl moxa 0o 1 MA/ke maccwl 0151 Oemetl u MOJIOObIX 83POCHbIX 6ecom <50 ke 6 couemanuu
c HanpsoceHuem Ha mpyoxke 100 kB. Bulnonwsemcs Ha enyoune 800Xd, Npu HEBO3MOICHOCU
3a0epxcKu Ovbixanus, oemsam 00 3-x aem — 8 yciosusx cedayuu. 1 pas 6 2 2ooda, npu obocmpeHuu —
gHeouepeonoe uccrnedosanue. Pyukyuonanrvnoe KT-uccnedosanue opeanog epyonoli norocmu «Ha
8b100Xe» 01 OYEHKU OPOHXUANLHOU 0OCMPYKYUU NPU HeB03MOXHCHOCMU 8binoaHeHus KU DB/,

- KT-aneuoepagpus  opeanos epyomou nonocmu (KT + emympueennoe 6onocHoe
Kowmpacmuposanue) / nep@ysuonHas cyunmuepagus neekux npu nooospenuu uHa T1IJIA, nepeo
MpaHcnIaHmayuerl 1e2Kux, npu Kpo8oxapKaHboi)

- Komnviomepnaa momozpagusa asnsemcs, 6 mom yucie, OCHOGHbIM MEmMOOOM OUACHOCIMUKU

acnepeunneza npu MB. Komnviomepuas momoepagus neeKux opeanos 2pyoHOU KIemKU MOd’Cem
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8bIABUMb MAKUe NPU3HAKU, KaK Oeopmayus u YCUleHUe JIe20YHO20 PUCYHKA, NHeBMOpuopos,
NepUOPOHXUANTLHYIO UHDUILMPAYUIO, AMENEeKMA3bl, OPOHXOIKMA3b, OVILIbL.

- Ilpu ABJIA na KT neexux @vlasnsiiom «iemyyuey UHOUILMPAmMvl 8 1eeKUX, OPOHX0IKmAa3zvl,
pacuiuperue OPOHX08 U3-3d CKONUBWIENCS CAU3U («CUMNMOM NepuamKuy), maxk Hazvieaembvle
CUMNMOMbL  «KOAbYAY U «MPAMBAUHBIX Nymely, npedcmasisiowue coOol Ymonaujenue CmeHoK
nepugepuyeckux OpoHx08 6 pezyibmame NePUOPOHXUANLHOU UHGUILMPAYUU U PUOPO3A, BO3MONCHBI
amenexma3zvl. OCHOBHbIMU PEHM2EHON02UYeCKUMU NpUsHakamu panuux cmaouti ABJIA ssnsaomcs
08YCMOPOHHUE — UHDUILMPambl,  ucuezarwue NOCie NPUMEHEHUs.  KOPMUKOCMEPOUuoos  OJis
CUCMEMHO20 NPUMEHEHUsl, NPUSHAKU XPOHUYECKO20 NEPUOPOHXUATLHO20 BOCHANICHUS U MYKOUOHBIX
npo6ok. Ilozonee vlANAIOM 08YCMOPOHHUE, NPOKCUMATIbHBIE, Yaluje 8epXHe)oeqble OPOHXOIKMA3bL,
@ubpos u ymonwenue niespvl. KT — Oonee uyscmeumenbHulii Memoo 6bla6leHUs YKAZAHHbIX
NPUBHAKOS, YeM PeHmMeeHO2papusl.

-V nayuenmos ¢ XAJI na KT 00bluHO 6bIA615A10M KOMNIEKC OPOHXOIKMA308, OKPYICEHHbI
30HOU B0CHaNeHUs, uUHo20a cooepacawux acnepeuiriomvl. KT npusnak acnepeuniomvl:. OOUHOUHAS
NOIOCMb  C  COOEPAHCUMBIM, — CMEWAIOWUMCS  NpU  NepemeHe  NOJ0NCeHUus mena  (CUMNMOM
«NOSPEMYUWIKUY), C XAPAKMEPHOU NPOCIOUKOU 8030yxa (cumnmom «cepnay) [10,32,61,62].

e PekOMCH/I0OBaHO TMPOBEJACHWE MAarHUTHO-PE30HAHCHONH TOMOrpaduu OpPraHoOB TIPYJHOW KJICTKH
narieHTaM ¢ MB B KkadecTBe YTOYHSIONIETO METOAA JUISl CHIDKEHHS JIy4eBOM HArpy3KH IIpU
MHOTOKPAaTHOM KOHTPOJIE BOCHAIUTEIBLHOTO Tporiecca. Jlo 7 JeT — B YCIOBUSIX Celalluy, Mocjie — Ha
cB0OOIHOM jibixanuu [78,79].

YYP-C,¥A1-5).

Metoabl BU3yaIu3ali 0KOJIOHOCOBBIX NMAa3yX
. Pekomennyercss mnpoBeneHue KommbloTepHoi Tomorpadguu OHII (koHycHo-myueBas win

mynptucnupanpHas) win MPT OHII npu mnepBUYHON OIEHKE MATOJOTMYECKOro Ipolecca B
OKOJIOHOCOBBIX Ma3yXax M MpH MOATOTOBKE K KaXXKIOMY PHUHOXUPYPTHMUECKOMY BMEIIATEIbCTBY
[80,81].

YYP-C, Y11 -4).

KommenTapmii: KT OHII npouzsooumcs 8 akcuanibHol nioCKOCmMuU ¢ peKOHCmMpYKyuell u300padcenust
8 KOPOHAPHOU U cacummanvHou npoexkyusx. /lemam He pexomenoyemcs evinonnenue KT OHII 6e3
KAUHUYECKUX NOKA3aHUU (C Yenvlo OUHAMUYECKO20 HAOM00eHUs), M.K. 9MO 6 3HAYUMENbHOU Mepe
yeenuuusaem CyMMAapHylo Jyueeyio Hacpy3Ky (8 c6A3U ¢ HeobXO00UMOCMbI0 NepuoOUYecKo2o
svinonnenusi KT opeanos epyonoti knemxu). Bapocavim KT OHII nposooumcs 1 pas 6 1-2 2oda unu
yawe no noxkazanuam. B snauyumenvuou mepe namocnomonuynvimu 01 XPC npu MB KT-npusnaxamu

AenAromca. éemuHepanwauuﬂ u Me()uaﬂus*auuﬂ KpiO‘lKOGMOHOZO ompocmka 6 coYemaHuu ¢
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3anoHeHuemM 8epxXHedentoCmHOl Na3yxXu NIOMHbIM COOEPHCUMBIM, SUNONIA3US (6N10Mb 00 azeHe3uu)
JIOOHBIX U KAUHOBUOHLIX NA3YX, MeOUaiu3ayus («MeouanbHoe GulOyXaHuey) 1ameparbHOlU CMEeHKU
nosocmu Hoca, Oonee ObLICMpbIll POCM 3a0HUX KIEMOK peuemuamoco 1adupuHma no CpasHeHuro ¢
nepeonumu. JlondicHbl  oyeHusamuvcs. Haiuyue noaunogé Hoca (cmenenv IIH -1, coenacno
knaccugpurxayuu Johansen LV, 1993), nocaeonepayuonnvie usmenenus.. Penmeenocpagpus OHII ne
saensiemcsi ungopmamusnvim memooom ouacnocmuku XPC npu MB. MPT oxononocosvix nazyx
maxoice He modcem Ovimb anbmepuamuson KT, m.x. ne nozeonsem oyeHumsv cOCMOAHUE KOCMHBIX
CMpYKmyp.

B coomeemcmeuu c¢ Ilpuxazom Munzopaea Poccuu 13 oxmsaops 2017 e. Ne 804n om «O6
VMBEPHCOCHUU HOMEHKAAMYPbl MEOUYUHCKUX YCIVe». KOMNbIOMEPHAs Momozpagus npuoamoyHbix
nazyx Hoca, 20pmMaHu, CRUPATbHASL KOMNBLIOMEPHAs MOMOo2padusa NpuoamoyHvlx nazyx Hocd,

MACHUMHO-PE3OHAHCHAA m0]l/l02pa¢l/lﬂ OKOJIOHOCO68blX NA3yX.

AOnoMuHaJbHAs peHTreHorpadgus
e PexkoMeH/0BaHO MpoBeAeHUE abJoMuHaIbHOW peHTreHorpaguu (OO630pHas peHTreHorpadus

OpPraHOB OPIOIIHOHM TIOJIOCTH) MPH MEKOHHEBOM HWIIEYCE M CHHAPOME TUCTAIBHON WHTECTUHATBHON
oocrpykiuu (CANO) ¢ 11e11b10 AMarHOCTHKH HEMPOXOAUMOCTH KullieuHuka [82,83].
YYP-C, Y1 -5).
Kommenrapmii: o630pnas  penmeenocpagus opeanog OprowHoU  noiocmu  npogoOUmcs 8
BEPMUKATILHOM NOLONCEHUU NAYUEHMA, 8 NPAMOU NPOEKYUU.
C mou dce yenvio npu cuHOpome OUCMATbHOU UHMECTNUHATLHOU 0OCMPYKYUU MOXHCEM NPUMEHSIMbCSL
KOMNbIOMEPHASL MOMOCPADUSL OP2AHO8 OPIOUIHOL NOTOCMIU.
MeToabl AMATHOCTHKH 0CTEONOPO3a
Onpeodenenue ucxoonou MIIK npu nposedenuu peHmeeHOOEHCUMOMempUU HA3ZHAYAemcs O0emsm
cmapwe 8 nem. Panvue - npu nanuuuy maxux ¢pakmopos pucka Kax:
1) nuskuu UMT (<90% om uoeanvrozo UMT),
2) axmusHocmb ne2ouno2o 3abonesanus (ODB1 <50% Oonxcuoi),
3) oOnumenvnas (3 mec u Oonee) mepanus RNEPOPANLLHLIMU KOPMUKOCMEPOUOAMU  OJIsL
CUCMEMHO20 NPUMEHEHUSL,
4)  3a0eporcka noio8o2o CO3PesaHUsl, 2UNO2OHAOUIM;
5) Hanuuuu HU3KOIHEpeemuUUeCcKUX NepelomMos 8 AHAMHESe.
TloemopHule uccredosanus peKoMeHO08AHO NPOBOOUMb OemAM U 83POCAbIM 00 S0 nem:
1) npubnusumenvno uepes 5 nem, ecau Z-xpumepuii eviue -1 SD u nayuenm rnunuuecku
cmabuien,

2) kadicovle 2 200a, ecau Z-kpumepuii medicoy -1 u -2 SD,
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3)  kadwcowll 200, ecnu Z-kpumepuil -2 SD u nudwce unu ecmv HU3KOdHEp2emuyeckue nepesomvl 8
aHamuese Ui UMeromcs 3Hauumble (hakmopsvl pucka 0Cmeonopo3d.
V' orcenwyun 6 nocmmenonayse u myocuun 50 nem u cmapuie pexkomeHOyemcs HpogedeHue
ocmeoOdeHcumomMempuu NPUOGIU3UMENIbHO
1) kaoicovie 5 nem, eciu T-kpumepuii éviue -1 SD,
2) kagwcovle 2 200a, ecau T-kpumepuit medxcoy -1 u -2,5 SD,
3) eocecoono, ecau T-kpumeputi < -2,5 SD unu umeromcs 3Hauumvle GaAKmMopwvl pPucka
ocmeonoposa.
Ocmeoodencumomempus 00NNHCHA OblMb NPOGEOeHA 00 HAZHAYEHUS AHMUOCMEONOPOMULECKOU

mepanuu [2].

e Jlna ouenkn guHamuku MIIK Ha Qone nedenus ocreomopo3a PEKOMEHJIOBAHO IPOBOJUTH
pentreHonencuromerputo (DXA) 1 pa3 B 6-12 mec y ngereit crapme 8 sner u 1 pa3 B 12 mec y
B3pocibix [29,84,85].
YYP-C,¥Ya/1-5).
KommenTapuii: penmeenooencumomempuro dicenamenvHo HpPoOGOOUMb HA OOHOM U MOM  Jice
annapame (OeHcumomempe KOCMHOM PEHM2EHOBCKOM) OOHUM U MeM Jice CReYUanIuCmoM.
Penmeenoepagus  xocmeui cxenema nayuenmam ¢ MB oOna  Ouacnocmuku ocmeonopo3a He
nposooumcsi, npumensiemcs npu nepenomax [29].
e V nereil u noapocTkoB ¢ MB pexkoMeH1yeTcs NPOBOANUTE PEHTTEHOAEHCUTOMETPHIO MTOSICHUYHOTO
OTJeN1a TO3BOHOYHMKA B NepeHe-3aaHell npoekiuu (ot 0 JeT) U 1o nporpaMMme «Bce Teno» (¢ 3 ner
[0 TOKa3aHUsM), HMCKJIIOYas TOJIOBY M3 pacuyeToB KOCTHOW MMHEpPAIbHOM IUJIOTHOCTU C IIEJIBIO
CBOEBPEMEHHOT0 BhIsiBIeHHs CHIbKeHUs1 MITK U KoppeKiuu BbISIBICHHBIX H3MeHeHHH [43]
YYP-C, Y1 -5).
Kommenrapun: Hccreoosanue MIIK npoxcumanvnozo omoena 6edpa y Oemeti u noOpOCHMKOS He
npoBoOUMCs 8 C853U 8apuUAbENbHOCMbIO PA36UMUS CKelemd.
YV 0oemeii ¢ 3adeporckoii nunelinoco pocma u pazeumus pezyivmamol MIIK 0onxcHbl ananu3uposamocs
c yuemom  abCONIOMHO20 poCmMaA UAU  POCMOBO20  803pACMA,  UMU  CPABHUBAMbCA  C
COOMBEMCMBYIOWUMU  NEOUAMPUYECKUMU 6a3amMu  OGHHBIX, BKIIOUAIOWUX chneyuguyeckue O
so3pacma, nona u sospacma Z-kpumepuu [43,86].

e V B3pociblx manueHToB ¢ MB pekoMmeHayeTcs NpOBOAMTH OCTEOJIEHCUTOMETPUUECKOE
uccienoBaHue (PEHTIeHOJEHCUTOMETPUIO) MOSICHUYHOTO OT/eNia MO3BOHOYHUKA B TEpeaHe-3aHel
npoekuu U ¢ 20 JIeT - MPOKCUMAIIBHOTO OTJiesIa OeIpEeHHON KOCTH (aHATM3UPYETCsl 00JIacTh MIEHKH

oenpa (Neck) u obmmii mokazarens Oeapa (TotalHip), mis 3akimtoueHuss BHIOMpaeTCs HAUMEHBIIIEE
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3HaueHne Z- Wi T-Kputepus) C IeNbl0 CBOCBPEMEHHON JHMAarHOCTHKH HAPYIICHHS KOCTHON
MuHepan3aiuu [29,86].
YYP-C,¥YA1-5).

Omnpenenenne pyHKIUHM BHEITHET O IbIXaHUS
e PexomennoBano mpu mnojo3peHud Ha MB u y mamuenTtoB ¢ MB wucciaenoBath GyHKIHIO

BHCITHETO  JIBIXaHUS: CHHPOMETPHS — B CpeAHEM Kaxasle 3 Mecsauna (MccieoBaHHe
HECIIPOBOIIMPOBAHHBIX JBIXaTEIbHBIX O0BEMOB M IOTOKOB, MPU HEOOXOJUMOCTU — JOIMOIHUTEIEHO
UCCIICIOBaHKE  JbIXaTEJIbHBIX OOBEMOB C  NPUMCHEHHEM  JIGKAPCTBCHHBIX  IPENapaToB),
OoomuruietusmMorpadus — IO MOKa3aHUSM, B CpPEAHEM - €XKEroJHO C UENbI0 ONpeAesieHUus u
JTMHAMUYECKOTO KOHTPOJS JIETOYHOW (DYHKIMH, OmpeneseHus: o0paTUMOCTH OOCTPYKIMH TIpU €€
HaJM4YuK (TIPH OTCYTCTBUU BO3PACTHBIX MIIM MHBIX POTUBOIIOKa3anuii) [1,2,15].

YYP-C,¥a1-5).

KommenTapuii: uccredosanue gpynkyuu sHewne2o Obixanus (Cnupomempus) 603MOHICHO )y oemeti ¢ 5-
6 nem, 6 mom cnyuae, eciu nayuewm Modicem GbINOJIHUMb MAHe8p GopcuposanHo2o 6v100Xa,
OUacHOCMUYecKas YeHHOCMb Uccie008anus y demeul maaouie 5 nem Hudxce. Chupomempus no3eonsem
KOCBEHHO OYeHUMb jle20yHble 00bembl, D0OUNIemuIMocpapuio npoeoosm 0as Ooiee MOYHOU OYEeHKU
JIe2OUHBIX 00BEMO8 NO NOKAZAHUSM.

Haubonee uacmo y nayuenmos ¢ MB evlasnsaromes obOcmpykmuenvie U pecmpukmugHble
HapyweHus 8eHMUIAYuY (8 3asucumocmu om o00vemMa U Xapakmepa NopadxceHusi OPOHXUANbHO2O
depesay).

Ilpu uccneoosanuu DB/ na paumnux cmaousx ABJIA obviuno GvLaGHAIOM  NPUSHAKU
OPOHXUANBHOU 0OCMPYKYUU, NO Mepe NPOoSPecCuposanusi 3a001e8anUs — COuemanue 00CmpyKmueHbixX
U pecmpuKmuGHbIX HapyueHull.

B coomeemcmeuu c Ilpukazom Munzopasa Poccuu 13 oxmsabpsa 2017 2 Ne 804n om «O6
VMBEPHCOCHUU ~ HOMEHKIAMYpbl — MEOUYUHCKUX — YCIye»:!  UCCIe008aHUe  HeCnpo8OUUPOBAHHLIX
ObIXAMENbHBIX 00beMO8 U NOMOKOS, UCCLe008aHue ObiXAMENIbHbIX 00beM08 ¢ NpUMeHeHueMm

JIEKAPCMBEHHBIX NPEenapamos, O0OUNIemu3zmMocpaghusi.

e PekoMeH/I0BaHO MPOBEACHHE MYJIbCOKCUMETPHH W/ UCCIIeIOBaHUE Ta30BOTO COCTaBa KPOBU
(nccreoBaHre ypOBHS KHCIIOPOAa KPOBH, MCCIICAOBAHHE YPOBHS YITIEKHUCIIOTO ra3a B KPOBH) BCEM
MamnyeHTaM ¢ nojo3peHneM Ha MB u Bcem manmuentam ¢ MB mpu Kaxaod rocnuTaiu3alyu, Mo
MOKa3zaHusM (00OCTpEHUE XPOHMUYECKOTO OpOHXOJIETOYHOrO TMpollecca, HAIWYUe JbIXaTelbHOU
HEJI0OCTaTOYHOCTH, TPeOYIOIIeH OKCUreHoTepanuu) — varie [2,87,88].

YYP-C,¥YIAI-5).
YabTpa3ByKOBbI€ METOAbI HCCJIEI0OBAHUS

56



e PekoMeH/I0BaHO TPOBEACHHUE YIBTPA3BYKOBOTO HCCIICIOBAHHSI OPTaHOB OPIOIIHOW MOJOCTH U
neyeHu  (yIbTPa3BYKOBOE  HCCIIEIOBaHHME OpPraHOB  OpIOIIHOW  MOJOCTH  (KOMIUIEKCHOE),
VIIBTPa3BYKOBOE HCCIICIOBAaHUE TEYCHU, YIbTPA3BYKOBOE HCCIICIOBAHUE TeMaTOOMIMAPHON 30HBI)
BCEM TAIMEHTaM C MOJO03PEHHEM Ha MYKOBHUCIHJIO3 M IMAalMEHTaM C MYKOBHCIIHIIO30M, 0CO00€
BHUMaHUE YACNATh CTPYKType MOJKENyI0YHON >Kene3bl, ONpEeAeNsTh THI KPOBOTOKAa B I€UEHU
(mommuieporpadusi COCyI0B MOPTAIBHONW CHUCTEMBI, AYILUICKCHOE CKAaHUPOBAHUE COCYIOB IECUCHH) C
IIEJIbIO BBISIBJIICHUS] M3MEHEHU, XapaKTePHBIX [UIs JaHHOTO 3a00JIeBaHus U UX quHamukw [1,2,15].
YYP-C, YA -5).

KommenTapuii: unanuuue nunetino2o Kpogomoxa 6 neueHu ceudemenbcmeyem o GHopMuposanuu
¢ubposa. Llenecoobpaszno conocmasums ¢ OAHHLIMU PUOPOINACTIOMEMPULL.

o PekomennoBano mnpoBeneHue QuOposIacTOMETpUN TEUEHU (PIACTOMETpHUs II€UYEHH) BCEM
nanueHraM ¢ MB C 1enplo OIEHKH CTeNeHW BhIpaXeHHOCTH (uoposza mo mkane METAVIR
(ITpunoxenue I'1) [2, 15, 89].

(YYP-A, Y] -1).

KommenTapuu: uccredosanue maxoice yenecoobpasHo HA3HA4amv NAYUEHMAM C NOOO3DeHUeM Ha
MB npu Hanuuuu HesACHO20 NOPANCEHUs NeYeHU.

. PexomennoBaHo BceM TMalMEHTaM MYXXCKOrO Tojla B Bo3pacTe cTapmie 15 Jer ¢
MYKOBHCIIH/IO30M BBITIOJTHEHUE YPOJIOTHYECKOTO/aHIPOIOTHUYECKOT0 00CIe0OBaHUS C MPOBEIACHUEM
yIbTPa3BYKOBOTO HCCIENOBaHUS TMONOBBIX opranoB (Y3U opraHoB MOIIOHKH, YJIBTPa3BYKOBOE
HCCIIEI0BAHUE MPEACTATENIBHON KeJle3bl TPAHCPEKTAIIbHOE, YJIbTPa3BYKOBOE MCCIIEIOBAHUE OPraHOB
Majoro Ta3a (KOMIUIEKCHOE) [Jisi BBISBICHUS CTPYKTYPHBIX U MOPQOJOTHUECKUX H3MEHEHUH
[71,77,78,90].

YYP-C, Y1 -4).

Kommenrapuu: npu nanuuuu Hapywenuii- noemopuoe oociedoganue 1 pasz 6 200, npu omcymcmesuu
HapyuieHutl- no mepe Heobxooumocmu, Ho He pedice 1 paza 6 3 200a

e PexkoMEHJOBaHO  pEryJsIpHOE  IMEPUOIUYECKOE  HIXOKApAHOrpadUyecKoe  HCCIIeIOBaHUE
(oxokapauorpadus, Dxo-KI') ¢ gomrmiepoBckuM aHaau30M (M3MEpPEHHE TpaaueHTa JaBiICHHS Ha
JIETOYHOM apTepuu) y TmanueHtoB ¢ MB, Tak kak mnpu 3TOW TATOJOTHH, OCOOEHHO TMpH
pacipoCTpaHEHHOM TOPAKEHUH, BO3MOXKHO pPa3BUTHE JIETOYHOW THIEPTEH3UH U (HOpPMUPOBAHHE
JeroyHoro cepamna [2].

YYP-C,¥YII-5).
Kommenrapmii: cpeonsiss wacmoma nposedenus Ixo-KI'— 1 p/200 (npedcmasnena ¢ Ipunosicenuu 7).
iIeKTpoKapaAnorpagus

o PekoMeHZ10BaHO TMpOBENEHUE AIIEKTPOKapAUOTpapuu MauUeHTaM C MYKOBHUCIHI030M MpH
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[IceBno-bapTTep cunapoMe ¢ 11€/1bI0 KOHTPOJISL BAUSHUS 3JEKTPOJIUTHBIX HAPYIICHUNH Ha CepIeUHYIO
NesTeNbHOCTD, TIepe/l HA4YaJIoOM Tepalnud WHTHOMTOpaMH MPOTOHHOTO HACOCA, MpernaparaMu MpPOTHB
HTMB, npu aimTensHOM NPUMEHEHUH a3UTPOMHMLMHA** 10 IpyruM moka3aHusiM, Ha (OHE Tepanuu
BBICOKMMH JI03aMU CEJIEKTUBHBIX [2-aJpeHOMUMETHKOB (2 HeAenu) C 1eJibl0 OlleHKH uHTepBana QT
[65, Snezana Zivanovi¢, Ljiljana Saranac, Gordana Kosti¢ The case of pseudo-Bartter's syndrome: an
atypical presentation of cystic fibrosis Facta universitatis Series: Medicine and Biology Vol.15, No 1,
2008, pp. 33 - 36 UC 616-056.7-053.2]
YYP -C, YA — 4).9u10cKonnyecKue METOABI HCCIeI0BAHUS

o PexomeH1I0BaHO MpoBeneHHE TPaxeoOPOHXOCKONUHU MalMEHTaM C MYKOBHCIIHJIO30M B CIIydasix
HEOOXOMMOCTH TIPOBEJCHUS JONOJHUTEIBHOTO MHUKPOOHOIOTHYECKOTO HCCIEIOBAHUS JKUIKOCTH
OpOHXOAITBBEOIISIPHOTO JIaBaXKa, C CAHAIIMOHHOM IIETbI0 NPU MOIBITKE PACIpPaBUTh aTEIEKTa3 JTOJH
JIETKOTO B ciydae Hed(pPEeKTUBHOCTH MPOBEACHUS KOHCEepBaTUBHO# Teparuu [1,2,10,61,62].
YYP-C,¥a1-5).
KommenTapmuii:
- Tpaxeobpouxockonus ¢ CAHAYUOHHOU YENbl0 PACCMAMPUBAEMCS 6 KIUHUYECKUX CAYYasx, Ko20d
cmaHoapmuasl  KOHCepeamueHas. mepanusi — ameinekmasa  (unearsayuu  Jlopnazou — arvgha™**,
Kopmuxocmepouoamu 0as  cucmemnoz2o npumenenus (Ilpeonusonon**)) wne s¢gpgpexmusna, u
mpebyemcs noomeepaicoenue UOeHMUDUKayuu MuKpooHo2o neusaxca nayueHma ¢ onpeoeieHuem
YY8CmMEUmMenbHOCmu K AHMUMUKPOOHBIM NPEenapamam.
- Buicoxuii puck pazeumus mpaxeobpouxuma npu acnepeuiiese mpedyem npoeeoeHus pPAHHUX
bponxockonuti ¢ nociedyiowum aabopamoprvim ucciedoganuem bBAJI. Kpumepuem ouacHocmuxu
ACNnepeunIe3Ho20  MmpaxeooOpouxuma s61sAemcs GvlAgleHue npu OPOHXOCKONUU CHeyu@duuecKux
UBMeHeHUll (Apumema, U3vA36leHUsl, NCBOOMEMOPAHO3HbLE USMEHEHUS).
B coomeemcmeuu c Ilpuxkazom Munzopasa Poccuu 13 oxmsabops 2017 2 Ne 804n om «O6
VMeep#HcOeHUU HOMEHKAAmypbl MEOUYUHCKUX yeayen: mpaxeoOpoHXOCKonusl,
8UOCOMPAXe0OPOHXOCKONUSL.
. PexomeHyeTcsi mpoBeleHHE HYHIOCKOIUHU IMOJIOCTH HOca (SHIAOCKOMHYECKas JHJOHA3aIbHAs
pEBU3HS TIOJIOCTH HOCA, HOCOTJIOTKH) ManueHTaM ¢ MB mo nokasanusiM: pu HEOOXOAUMOCTH OIIEHKH
BBIPOKEHHOCTH XPOHUYECKOTO PUHOCHHYCHUTA, CTETICHH HA3aJIbHOTO MOJIMIO03a, YTOUHEHUS TTOKa3aHUN
K PHHOXHPYPIHUECKOMY JICYEHHUIO, OIICHKH pPE3yJIbTaTOB HHIOHA3AIBHBIX JHIOCKOMHMYECKHX
XHPYPru4YecKux BMemarenbeTs [92,93,94].
(YYP-C, Y1 -4).
KommenTapmii: sunoockonus nonocmu Hoca 6binoIHAEmMCA OMOPUHONAPUH2ON020M. YHacmoma

uccnedo8anus onpeoensemcs UHOUsUOYaIbHo 6 sagucumocmu om mevenuss XPC.
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e  DubporzodaroracTpoAyoJCHOCKONHIO  (330(aroracTpoyoIeHOCKONHNIO)  PEKOMEHIYeTCs
MIPOBOAMTH BCEM MalueHTaM ¢ MB ¢ 1iuppo3om nedeHu sl KOHTPOJIS BAPUKO3HO PACIIUPEHHBIX BEH
nuuesoga (BPBII) 1 pa3 B 6-12 mec, npu nogo3penun Ha I'OPB, 3po3nBHO-S3BEHHbIE MTOPAXKEHMUS,
BOCIAJIUTEIIbHBIC 3a00JICBaHMUs CIIM3UCTOM MHUIICBO/IA U XKelyaka [2].

YYP-C,¥aA1-5).

e PexropoMaHOCKONUS ¢ OMONCHENW PEKOMEHIYETCs MO MOKa3aHUsIM MalKueHTaM C IMOJ03PEHHEM
Ha MB 11 ipoBeieHUs U3MEPEHHSI Pa3HOCTH KHIIEUHBIX MOTeHI[HaoB [2,95,96].
YYP-C,¥aA1-5).

HNHcTpyMeHTa/IbHASI INATHOCTHKA MEKOHUEBOT0 HIeyca

e PexomeHnnoBaHO mpoBeAeHHE O030pHOW peHTreHorpaduu TpyaHOW M OPIOIIHOW MOJOCTH B
IIPSAIMOM IIPOEKLMU BEPTUKAIBHOM IIOJIOKEHMM mHanueHTaMm ¢ MB u nmono3peHneM Ha MEKOHUEBBIN
WJICYC C IIeJIBI0 OLIEHKH COCTOSHUS OPraHOB OPIOIIHO# mosoctu [97].

YYP-C,¥Ya/1-5).

e [lamuenTtaM ¢ MOJO3peHUEM HAa MEKOHHEBBIM mieyc pekoMeHayercss Y3 OproniHoi mojaocTu
JUIS OLIEHKH CKOPOCTH KPOBOTOKA U WHIECKC PE3MCTEHTHOCTU Ha COCyAax OpbDKEHKH B Pa3iMYHBIX
YPOBHSIX, ONpEAeNiCHUs] HaJM4ue M XapaKTep CBOOOTHOM KHJIKOCTH B MEXKIIETIEBOM IMPOCTPAHCTBE,
JaTepalibHBIX KaHallax, MaJoM Ta3zy (yJIbTPa3BYKOBOE HCCIICIIOBAHUE OPraHOB OpIOLIHOM MOJOCTH
(KOMIUZIEKCHOE),  yJIbTpa3ByKoBas  jomruieporpadust COCyqoB  OpbDKEHKH,  YIBTPa3BYKOBOE
OIpeJIeNIeHUE JKUAKOCTH B OPIOIIHOW MOJIOCTH, YJIBTPAa3BYKOBOE HCCIIEOBAHUE OPraHOB MOILIOHKH,
YJIBTPa3ByKOBOE UCCIIE0BAHUE OPTraHOB MaJIoOro Taza (KoMiuiekcHoe)) [97].

YYP-C,¥A1-5).
KommenTapuii: uccredosanue pexomenoyemcs npogooums 8pavom yIbmpazeyKosou OUAcHOCMUKU
COBMECMHO C 8PAYOM-0EMCKUM XUPYDP2OM.

e PexomeHIyeTcst MPOBEICHNE PEHTTCHOKOHTPACTHBIX METOJIOB MUCCIIEIOBAHMS TIPU TTOI03PEHUHU
HAa MEKOHHUEBBIN WJeyC [Isl yCTaHOBJICHUS AMArHO3a, OIEHKH YPOBHS TMOPAXKEHUS, ONpeaeTeHHs
00bEeMa KOHTPACTHOTO BEIIECTRA IS TPOBEACHUS TIOBTOPHOTO TYrOro KoHTpacTupoBanus [97].
YYP-C, Y1 -5).
KommenTapun:
Juacnocmuyeckue memoowvi, npumernsemvie npu 00CIe008aHUU: Uppucocpadusi (pempozpadHas),
UHMEPBANbHASL  peHmeeHoepadus  On  OYEeHKU NAccaxca no  AHceryOOUHO-KUUEUHOMY MPAaKmy
(PenmeeHOKOHMPONb NPOXOHCOEHUS KOHMPACMHO20 8euecmed no HceryoKy, MOHKOU U 000004HOU
Kuuike, Penmeenokonmpons npoxoxicoenus Konmpacma no moJicmou KuuiKe).

o V HosopoocOennvix Oemeli NpUMEHAIOMCA  8000PACMBOPUMbIE  PEHM2EHKOHMPACMHblE

eewecmea  Ha  OCHoee tooa. Konmpacmﬂoe seuecmeo 8600UMCs SHOOUPOCGQmHO, umo
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MUHUMUZUPYEM  CUCTEeMHOe B8030elicmeue, HO HYIHCHO YYUMbIBAmb 6030elicmeue HA KUULEeUHYIO
CMEHKY, NOCKOIbKY OAHHbIL PACMBOP 2UNEPOCMONIAPHBIIL U MOACEM NPOBOYUPOBAMb 0e2UuOpamayuio u
JHceny0oUHO-KuueyHvle kKposomeuenus. Takace 6000pacmeopumoe KOHMPACMHOE 8eUjecneo MOoHCem
8cacvleamvecsi 6 KUUIeYHUKe, B6blBOOUMCS 6 OMOM Clyyde OHO NOYKAMU, U Mbl MOJNCEM
8U3YATUSUPOBAMb HA OMCPOYEHHBIX CHUMKAX KOHMpACm 8 cobupamenvHol cucmeme nouex. Ymobwvi
MUHUMUSUPOBAMb DUCK NOPANCEHUS CAUSUCMOU, PEKOMEHOYemcs paszeedeHue ¢ QQu3uoiocuyeckum
pacmeopom 8 coomuouieHuu 1:1.

O Bseoenue Oapuegoli 636ecu HeOONYCmMUMO Y OAHHOU 2PYNnbl NAYUEHMO8, NOCKOTbKY
npoosudicenue oapus no JKKT mpebyem coomeemcmayroweli nepucmaibmuieckol aKkmueHoCmu,
KOMOPOU y HOBOPOIHCOCHHBIX demell Hem. Dmo ModHcem npusecmu K opmMupo8anuo oomypayuoHHol
KUWEYHOU HenpoxoouMocmu OapuesbiMu KAMHAMU HA QOHe 6CaCbI8aHUs HCUOKOU  dacmu
KOHMPACMHOU 836€CU.

o Pempocpaonas  uppucocpaghus ¢ 6000pACMEOPUMBIM  KOHMPACMHBLIM — BEUJECHIBOM.
Konmpacmnoe eewgecmeo 6eooumcs 6 moacmyro Kuwiky uepes 30H0, 3a6€0eHHblU 6 AHYC HA 21YOUHY 2-
3 cm, ¢ KOHmMpoaeM 3AanOoiHeHus. MOJCMOU KUwKU noo penmeeHockonueu. Obvem 3anonHeHus
moncmotl kuwiku 20 mi/ke, 01 my2020 KOHMPACMUPOBAHUS BO3MOJNCHO Yyeenudenue obvema 0o 25
mi/ke. Koumpacm eeooumcs mednenno, KOHmMpoaupyemcs xo0 moacmou KuwKu, ouamemp npoceéema
KUWKU, XapaKkmep 2aycmpayui, Haaiudue coo0eprHcumo20 sHympu npoceema xuwku. Ilpu oocmudsicenuu
KOHMpAcmom KYNnoida Clenot KUK HeoOX00umMo OyeHums e20 pacnonodcenue. Jlanee
npoooIACAemcs: 6edeHUe KOHMPACMHO20 8eecmad, OYEeHUBAeMCcs pACMANCUMOCIb KUWKU, 3a0poc
KoHmpacma evluie bayeunuesoli 3acionku, xapakmep noo8300WHOU KUWKU (Ouamemp npoceema,
2aycmpayus, CO0epHCUMOe), a MaAKHCe BO3MONCHOCMb NONAOAHUS KOHMPACMHO20 8eujecmsd 8
pacuupennsili. omoenl MoOHKOU KUWKU U PACCMOSIHUE OM ULEOYEKANbHO20 Y2ld 00 PACUUPEHHO20
omoena. J{na nyuuie20 npoo8UINCEHUS KOHMPACMA NO KUUEYHUKY, 803MONCHO UCNOIb308AMb KUl
maccadic nepeowell oprowiHot cmenku. Ilo 3aeepuienuu ucciedo8anHuy HeobXoouMo 3aguxcuposams
00beM UCNONIL30BAHHO20 KOHMPACMHO20 8euecmed 8 MeOUYUHCKOU OOKyMeHmayuu O npogeoeHus
NOBMOPHO20 MY2020 KOHMPACMUPOBAHUSI 6 Kayecmee KOHCEPBAMUBHO20 Je4eHUs MeKOHUeB020
uneyca.

o PexomMeH0BaHO TIPOBEIEHUE AMATHOCTHUYECKON JIAITAPOCKONNH MAIIMEHTaM C MOI03pEeHUEM Ha
MEKOHHEBBIN WIICYC /I YCTAaHOBJICHHS MTPUYMHBI KHIIIEYHOUW HerpoxoaumocTh [82,97].
YYP-C,¥YAA-5).

Kommenrapuii: 6 nacmoswuii momenm 6 c6a3u ¢ AKMUBHLIM pa3eumuem J1anapocKonudeckoll
MEXHUKU U aHeCme3UONO0SUYeCKO20 NOCOOUsl HOBOPONCOEHHBIM U HEOOHOUIEHHbIM OemsM, OaHHbli

Memoo sensiemcs Haubolee qubOpMdmuGHblM U Haumernee mpaemanmuinbim ons eepuqbukauuu npuvyuH
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KUULEYHOLL Henpoxodwwocmu. Ecau ecmo 603MOIUCHOCNb, XUpYypcUUeCcKoe j1e4eHUue MOICHO 6blNOJTHUMDb
JanapocKkonu4deckKu uiu pacuupums obvem nevenusi 00 MuUurulanapomomuu 6 30He unmepeca, Jl1/l60,
UCKTIIOYUE AHATNOMUYECKUTL Oeqbekm, nocmaeuntb NOKA3aHusl K KOHCEPAmMu6HOMY J1€4eHUIO.

HNHcTpyMeHTAJIbHAS THATHOCTUKA CHHAPOMA IMCTAJIBHON MHTECTUHAJBLHOM 00CTPYKIMH

Cunopom OucmanbHOU UHMECMUHATLHOU OOCMPYKYUU — MO YACMHLIUL CAYYAU HUZKOU
00MYPayUOHHOU KUUUEUHOU HEenpoOXOOUMOCMU, B0ZHUKAIOWUL NPU HAPYUWEHUU KUUEUHO20 MPaH3uma
Y nayueHmos ¢ MyKOGUCYUOO30M, cCmapuie HeoOHamaibHo20 eo3pacma. /lanHoe 3abonesanue peoko
gcmpeuaemcs 6 gozpacme 00 2 jem, 8 CUIY 0COOEHHOCMU Ouemvl U COXPAHEHUU NepCmalbmuiecKkol
akmueHocmu Kuwiku. /[nsa pazeumus onucvleaemo2o cuHopoma Heobxoo0umo couemaniue HeCKONbKUX
Gaxmopoe — HapyuieHHAs cekpeyuss NUUesapumeibHbIX (epmMenmos, NUWesol payuoH, coCmosuull
U3 npooyKmos, NpusoOaAwux K 3a2yCmeHulo KUueyHo2o Xxumyca (puc, s61oKo, epywia, OaHaH,
Xne600ynouHble U30enus. NUeHUYHbIL X1e0, MAaKapoHbvl, neuyeHve, Kapmodenv, uat, oicene, MICO,
Kypuya uiu puloa), a makice 0eKOMNeHcayus KUWKU Had pOHe XPOHUUEeCKO20 PACMANCEHUS. KUULEYHOU
CMEHKU. 36160]166’61HM€ npossaendiemcsa no muny Kauloeoco 3asedjd, HO xapaxmepHOd 0COOEHHOCMbIO
Aensdaemcsa mo, umo 06cmpy7<uuﬂ npoucxodum gvluie MOJICMOU  KUWKU U cmaHdapmeze
KOHCEpBamugHvle Memoovl paspeuteHus Kaio8o2o 3aeana Oyoym He 3QgekmusHsi.

Ilonumas eviuieonucanHvie GaKxmopwvl, B03MONCHO CHOPMUPOBAMb SPYANbL PUCKA, CO30AMb
cucmemy npogbuﬂaKmuKu, OUACHOCIMUKY U JIeYeHUS.

o PexoMmenoBaHo mpoBereHHE O0030pHONW peHTreHorpaduu OpIOIIHOM MOJOCTH B MPSAMOM
MPOEKIIMH BEPTUKAIBFHOM TOJOKEHUM TalueHTaM ¢ MB U KIMHUKONW HH3KOH OOTyparMmoHHOM
KUIIEYHOW HEMPOXOAUMOCTBIO C IENBIO0 OIEHKH COCTOSIHUSI OpraHoB OpromrHo#i mosoctd [Munck A,
Alberti C, Colombo C, Kashirskaya N, Ellemunter H, Fotoulaki M, Houwen R, Robberecht E, Boizeau
P, Wilschanski M; CF/Pancreas ESPGHAN Working Group and DIOS Study Group. International
prospective study of distal intestinal obstruction syndrome in cystic fibrosis: Associated factors and
outcome. J Cyst Fibros. 2016 Jul;15(4):531-9. doi: 10.1016/j.jcf.2016.02.002, Sandy NS, Massabki
LHP, Gongalves AC, Ribeiro AF, Ribeiro JD, Servidoni MFCP, Lomazi EA. Distal intestinal
obstruction syndrome: a diagnostic and therapeutic challenge in cystic fibrosis. J Pediatr (Rio J). 2020
Nov-Dec;96(6):732-740, Canny JD, Brookes A, Bowley DB. Distal intestinal obstruction syndrome
and colonic pathologies in cystic fibrosis. Br J Hosp Med (Lond). 2017 Jan 2;78(1):38-43].

YYP-C, Y1 -5).

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

° [TaimenTamM C TOMO3pEHHEM Ha CHHIPOM JHUCTAIBHONW WHTECTUHATBLHON OOCTPYKIIUH
pexomenayercst Y3U OpromIHON TMONOCTH ISl OIICHKH XapakKTepa COACPKUMOTO KHIIECYHHKA,
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MPEUMYIIECTBEHHO B TPaBBIX OTAENax OpromHoN mojoctu. OmnpeneneHne HAIWYUS CBOOOTHOM
KUJIKOCTH B MEXKIIETIEBOM MPOCTPAHCTBE, JIATEPAIbHBIX KaHajdaxX, MajoM Ta3y (yJIbTPa3BYKOBOE
HCCJIEIOBAaHNE OPIaHOB OPIOIIHOM MOJIOCTH (KOMIUIEKCHOE), YJIbTPa3BYKOBOE ONPEAEIEHUE KUAKOCTU
B 6pIOI_HHOI71 IIOJIOCTH, YIBTPA3BYKOBOEC HCCICAOBAHHUEC OPraHoB MOIIOHKH, YJIIBTPa3BYKOBOC
HCCIe0BaHUE OpPraHoB Majoro ta3a (komruiekcHoe)) [Munck A, Alberti C, Colombo C, Kashirskaya
N, Ellemunter H, Fotoulaki M, Houwen R, Robberecht E, Boizeau P, Wilschanski M; CF/Pancreas
ESPGHAN Working Group and DIOS Study Group. International prospective study of distal intestinal
obstruction syndrome in cystic fibrosis: Associated factors and outcome. J Cyst Fibros. 2016
Jul;15(4):531-9. doi: 10.1016/].jcf.2016.02.002, Sandy NS, Massabki LHP, Gongalves AC, Ribeiro
AF, Ribeiro JD, Servidoni MFCP, Lomazi EA. Distal intestinal obstruction syndrome: a diagnostic
and therapeutic challenge in cystic fibrosis. J Pediatr (Rio J). 2020 Nov-Dec;96(6):732-740, Canny JD,
Brookes A, Bowley DB. Distal intestinal obstruction syndrome and colonic pathologies in cystic
fibrosis. Br J Hosp Med (Lond). 2017 Jan 2;78(1):38-43].
(YYP-C, Y - 5).
KommenTapmii: ucciedosanue pexomendyemcs npogooums 6pavom yibmpa3eyKo8ou OUASHOCMUKU
CO6MECMHO C GpGItOM'aemc‘KuM XUpypeom. Yﬂbmpa36‘yl< Modcem He obecneuums A0eKe8aAmHOU
BU3YATUZAYUU NPUYUHBL POPMUPOBAHUS OOCMPYKYUU, MO20d 8 NPUHAMUU XUPYPSUHLECKO20 PeuleHus
HE0OX00UMO PYKOBOOCMBOBAMbCSL KIUHUYECKOU KAPMUHOU U OAHHbIM peHmeeHozpaguu
o PGKOMGHI[yeTCH IMPOBEACHUC PCHTTCHOKOHTPACTHLIX MCTOAOB UCCIICAOBAHUA TIPHU TOAO3PCHUN
Ha CUHAPOM I[HCTaﬂBHOﬁ HHTECTUHAIILHOU 06Cpr1<III/II/I JJI1 YCTAaHOBJICHUA JUAardHo3a, OUCHKU YPOBHA
nopakenust [Munck A, Alberti C, Colombo C, Kashirskaya N, Ellemunter H, Fotoulaki M, Houwen R,
Robberecht E, Boizeau P, Wilschanski M; CF/Pancreas ESPGHAN Working Group and DIOS Study
Group. International prospective study of distal intestinal obstruction syndrome in cystic fibrosis:
Associated factors and outcome. J Cyst Fibros. 2016 Jul;15(4):531-9. doi: 10.1016/}.jcf.2016.02.002,
Canny JD, Brookes A, Bowley DB. Distal intestinal obstruction syndrome and colonic pathologies in
cystic fibrosis. Br J Hosp Med (Lond). 2017 Jan 2;78(1):38-43].
YYP-C, Y1 -5).
KommenTapun:
Jluaecnocmuyeckue memoovl, npumensiemvle npu 00CI008aHUU. Uppucozpadus (pempozpaomnas),
UHMEPBANIbHASL peHmeeHo2paus 0l OYeHKU Nnaccaxca no  JHCenyOOYHO-KUUEUHOM)Y MPAKmy
(PeHmeeHOKOHMPOb NPOXOHCOCHUS KOHMPACHMHO20 8euecmed no HceiyoKy, MOHKOU U 00000UHOU
Kuwxe, Penmeenokonmpons npoxosicoenus Koumpacma no mojicmou KumKe).

o V oemeii ¢ myxo8ucyuoozom u CUHOPOMOM OUCMANLHOU UHMECMUHAILHOU 00CmMpPYyKyuu

yenecoobpasHo npumMeHeHue 8000PAcmEOPUMbBIX PEHMSEHKOHMPACMHbL CPeOCm8, COOEPHCAUUX
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100. Konmpacmnoe cpeocmeo 6800UMCS S3HOONPOCBEMHO, UMO MUHUMUSUPYEN CUCTEMHOe
gozdelicmeue, HO HYICHO YYUmMbléamv 6030elicmeue Ha Kuuwleunylo cmenky. Taxowce
8000pacmeopumoe KOHMpPAcmHoe cpedCcmeo MOoHcem 8CACLIBAMbCS 8 KUUeUHUKe, 8bl600UMCS 8
9MOM Clyuae OHO NOYKAMU, U Mbl MOJCEM BUZVANUZUPOBAMb HA OMCPOYEHHLIX CHUMKAX
KOHmMpacmuoe cpedcmeo 8 cobupamenvHol cucmeme nodex. Ymobvl MUHUMUUPOBAMb PUCK
Nopadicenusi CIUUCMOU, PeKOMeHOYemcs pazeeoenue ¢ pacmeopom nampus xaopuoa 0,9% e
coomnowenuu 1:1.

o Bseoenue 6apus cynvghama oonycmumo y OAHHOU epynnevl NAYUEHMO8, HO He JHCeNAMeNbHO
nockonvky npoosudxcerue oapus no KKT mooicem Ovimb HapyuieHo, 8 cledcmeue
0EKOMNECUPOBAHHO20 ~ COCMOAHUA  UWKUNEPUCMATbIMUYECKOU — AKMUBHOCMU, KOMOPOU Y
HOBOPOJICOEHHbIX Oemell Hem. Dmo Modcem npugecmu K GopmMuposanuo 00mypayuoHHou
KUWEYHOU HEnpoXoouMoCcmu OapuesbiMu KAMHAMU HA (QOHe 6Cachléanus JHCUOKOU Yacmu
KOHMPACMHO20 CPeOCmaa.

Pempozpaonas uppuzozpagus c 600opacmeopumvim KOHmMpAcmuwvlm cpeocmeom. Konmpacmuoe
cpeocmeo 8800UMCsL 8 MOJCMYI0 KUWKY Yepe3 30HO, 3a68e0eHHbl 8 aHyC Ha 2ayoumy 2-3 cm, ¢
KOHMpO/ZleM 3anoJHeHUsi MOACMOU KUKy noo penmeenockonueti. Obvem 3anoiHeHUus mMoJicmou
Kuwku 20 ma/ke, O my2020 KOHMPACMUPOSAHUS BO3MONCHO Y8enuueHue obvema 0o 25 mia/ke.
Konmpacm 6sooumcs meoneHHo, KOHmMpoaupyemcs Xxo0 moacmou KUWKY, ouamemp npoceema KUK,
xapakmep 2aycmpayuu, Hamuyue CcOo0epHCUMO20 GHYmpu npocsema Kuwiku. Ilpu Ooocmudicenuu
KOHMpPACmom  Kynoia Clenoi KuliKu HeoOXo0uMo OyeHums e20 pacnonodcerue. Jlanee
nPOO0NNCAEMCIL 86€0CHUE KOHMPACIMHO20 CPEOCmEd, OYEHUBAEMCSl PACMANICUMOCb KUWKU, 3a0poC
KoHmpacma evluie bayeunuegoil 3aciouKu, xapakmep noo8300UHOU KUWKU (Ouamemp npoceéema,
2aycmpayus, cooepiHcuMoe), a MaxdxHce BO3MONCHOCHb HNONAOAHUS KOHMPACMHO20 CPeOCmed 8
Pacuiuperuviti. omoes MOHKOU KUWKU U PACCMOSIHUE OM ULEOYEKATbHO20 yeld 00 PACUUPEHHO2O0
omoena. J{ns ayuuieco npoosUNCeHUss KOHMpAcma no KUMEYHUKY, B03MONCHO UCNOIb306AMb JIe2KULL
maccasic nepeoHetl OPIOUWHOU CMEHKU.

J PexomeH1I0BaHO paccMOTpETh MPOBEACHHE IUArHOCTUYECKOH J1arnapoCKONUU MaleHTaM C
MOJIO3PEHUEM Ha CHHIPOM JUCTAIFHOW WHTECTHHAIBLHOW OOCTpyKIHMH Oe3 aHaMHe3a ONepaTHBHBIX
BMEUIATENILCTB Ha OpIOMHON moJocTH (MPU OTCYTCTBUM CIMaeK) Il BepU(PUKALUU MPUUYUHBI
KHUIIEYHOU HEMPOXOJUMOCTH U JIJIsl 00ecTiedeHusl BU3yalu3alui Mecta OOCTPYKIMU NPH PUMEHEHUN
MHUHWJIAIOPOTOMHOTO JocTyna npu uHtectuHotoMum [Distal intestinal obstruction syndrome and
colonic pathologies in cystic fibrosis. Br J Hosp Med (Lond). 2017 Jan 2;78(1):38-43. Alattar Z,
Thornley C, Behbahaninia M, Sisley A. Proximal small bowel obstruction in a patient with cystic
fibrosis: a case report. Surg Case Rep. 2019 Sep 13;5(1):143, Abicht T, Jones C, Coyan G, Stites S,
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Moncure M. A technique for the surgical treatment of distal intestinal obstructive syndrome by hand-

assisted laparoscopy. Surg Laparosc Endosc Percutan Tech. 2012 Jun;22(3):e142-3].

Hccaenosanue ciayxa

J PekoMeHnayercss mMpoBEeACHHWE TOHAIBHOW IMOPOTOBOM ayAHMOMETPUH TIPU CYOBEKTHBHOM
CHIDKEHHMH CJTyXa M/WIIU MOSBJICHUHU YIIHOTO LIyMa; JI0 M MOCJEe Kypca Tepalnuy aMHHOTIIMKO3UIaMHu;
IIPU YK€ BBISBIICHHON CEHCOHEBPAIBLHOW TYrOYXOCTH B CBSI3M C PHCKOM Pa3BUTHUSI CCHCOHEBPAILHOU
TYroyXxoCTH Ha (OHE MPHUMEHEHHs CHCTEMHOW aHTHOAaKTepHallbHOW Teparuu mpernapaTamMu
aAMHHOTJIMKO3HMIHOTO psijia, 00J1aJaf0IMMH OTOTOKCHYHOCTRIO [2,15,98,99,100]

YYP-C,¥YA1-5).

Kommenrapmii: Tonanvhas nopocosas ayouomempusi OOJIHCHA SbINOIHAMbCA: @) NPU CYOEKMUBHOM
CHUDICEHUU CLYXA U/UNU NOSGIEHUU YWHO20 WyMa; 6) 00 U nocie Kypca mepanuu amuHo2IuKO3UOamu;
8) Npu yoice 8blABIEHHOU CEHCOHEBPANbHOU my20yxocmu He pedce 1 pasa 6 200. /[na demeti maaouie 4-
7 nem (8 3a8ucumocmu om CnocoOOHOCMU K KOOnepayuu 80 8pems CYObeKMUBHO20 UCCIe008AHUS
CyxXa) anbmMepHAmuHbIMU — OOBEKMUBHBIMU —MEeMmoOamMu  SGNAIOMCSA  PecUcCmpayusi  Gbl36aAHHOU
OMOAKYCIMUYECKOU  OMUCCUU  U/UTU  PecUCmpayus KOPOMKOIAMEHMHBIX —CIYXO6bIX — 6bl36AHHbIX
nomenyuanos, ASSR-mecm.

2.5 MHble THATHOCTHYECKHE HCCAST0BAHUSA

JudpdepeHunanbHbIA 1MArHO3

Haubonee uacmoie nozonozuueckue ghopmol ons oughgpepenyuanvrozo ouasrnosza npu MB:
O 8podicOeHHble aHOMANUU OpoHxuanbHozo depesa (KT, mpaxeobponxockonus),
O mybepkynesHas uHghekyus  (Komcyibmayus — epaua-¢omuzuampa, npooa  Maumy, npu
HeobXxooumocmu — aniepeer myoepKyie3Hvili peKOMOUHAHMHBLU, K8AHMUDEPOHOBbLI mecm);
O  UMMYHOOeuyumnoe cocmosnue (Heobxoouma KOHCYIbMayus epaia-umMmyHon02a (aniepeonoea-
UMMYHOI02a), onpeodenenue yposHell UMMYHO2I00yIuHo8 ocHogHblx kaaccoe (G, M, A, E), a maxkarce,
Nno  NOKA3AHUSIM, CYOKIACCO8 UMMYHO2I00YIUHO8, YpoeHs u Gyukyuu T-xnemox, B-xiemox,
Gacoyumosa, KOMNOHEHMO8 KOMNIEMEHMd, eCMeCMEeHHbIX —KUNIepo8, Mmecmvl HA — GUPYC
ummyHnooegpuyuma uenogexa (BUY);
O nepsuunas yuauapHas ouckunesus (IIL[J]) — pecnupamopHvle CUMNMOMbL, CXOOHblE C
MYKOBUCYUOO30M, NPU OMCYMCMBUU HACMO20 OOUNBLHO20 CMYNA C NPUMECHIO HCUPA U 31080HHbIM
3anaxom, «COJNEH020» NPUBKYCA KOHCHBIX NOKPOBOE MOZYM HAONI00AMbCA Y NAYUEHMO8 C NePEUUHOL
YUnUapHou  OucKuHezueu. Xapakmepuvlie KIUHUYECKUE NPOAGLEHUA: XPOHUYECKUll  OpoHXum,

OpoHXO3KmMA3wbl (Y uacmu nayuenmos), XPOHUUeCKUl CUHYCUM, XPOHUYeCKul omum (mpuaoa
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Kapmazcenepa y nonosunvl nayuenmos nepeuuHou YuiuapHou OUCKUHE3Uel CONPOBOHCOAIONCSL
CXOOHbIMU KAUHUYECKUMU NPOAGIEHUAMU U OOPAMHBIM PACHONIONCEHUM GHYMPEHHUX OpP2AHO8),
namono2uiecKkue UMeHeHUus no OAHHLIM CEEMOBOU MUKPOCKONUU (OMCYMCmeue OBUNCEHUs UTU
HeaoeKeammubvlli NAmmepH OBUNCEHU PEeCHUYeK MepyamenbHo20 >numenus) u/uiu 21eKmpoHHOU
MUKPOCKONUU (NAMOI02UsL CMPOEHUSL PeCHUYEK) Ouonmama ciusucmoi 00010uKy Hoca u/uiu OpoHxa,
2eHemuueckoe ucciedosanue (¢ nomowwpto nauenet, sxknouarowux 2enol DNAHS5, DNAH11, DNAIL,
DNAI2, NME8 (TXNDC3), DNAL1l , CCDC151, CCDC114, ARMC4, CCDC114, ARMCA4,
CCDC103, DYX1C1, SPAG1, LRRC6, DNAAF2, DNAAFl1 (LRRC50), C2lorf59, DNAAF3,
ZMYND10, DNAAF5 (HEATR2), HYDIN [84], RSPH1, RSPH9, RSPH4A, RSPH3, DRC1
(CCDC164), GAS8 (DRC4), CCDC65(DRC2), CCDC39, CCDC40, OFDI (peoxuii ¢penomun),
CCNO, RPGR u MCIDAS (08a nocneonux — nuemeHmHvle pemunumsl, 00bIYHO OUdSHOCIUpYemble y
83POCIbIX NAYUEHMO8), KAK CKPUHUHS-MEemOoO Modxcem Obimb UCNOIb308AHO UCCIe008AHUE YPOBHS
oKcuda azoma 8 BblObIXAeMOM HA3ANbHOM 8030yxe (V OONbUUHCMBA NAYUEHMO8 C NepPeUdHOU
YUIUapHou ouckuHesuel — cHudcer, cm. KP no oxasanuro meouyunckou nomowu 0emsm ¢ nepeuyHoll
YUIUAPHOU OUCKUHe3Uell).
Hughdepenyuanvuas ouaznocmura MeKOHUAILHO20 ULEyCa:

*  bonesnusv I'upwnpynea, netipounmecmuHanibHas OUCNIA3US

*  Buympuympobnas unghexyus, 6HympuympoOHlil HeKpOMuuUpyouwuLl SHMepoKoIum

HOBOPOIHCOEHHO20

*  BnympuympoOnuiti nepumoHum, a02e3uHslii NepumoHum

»  Tlopaoscenus nepsrnoeo annapama moacmou kuwxu [101].
KoHncynabTanum cnenuuajncTron
e Pexomennyercs B BEJICHUU MAIMEHTOB c MYKOBHCIIHI030M UCIIONIb30BaTh
MYJbTUAUCIUILUTHHAPHBIA TIOJX0J B BHIY TOTO, YTO 3a00JIEBaHWE XapaKTePU3YeTCsS IMOpPaKEHUEM
MHOTUX OPraHOB W CHCTeM, TpeOyeT KOMIUIGKCHOH Tepanuu, 4YTO JHKTYyeT HEO0O0XOIUMOCTh
COBMECTHOT'O BEJICHUS MAIlEHTA CIeUATMCTaMH Pa3HbIX mpodmuiei [2,15].
YYP-C, YA -5).
Kommenrapum: nayuenmos ¢ MB nabmiodaem epau-nyivmononoe (u/unu, 6 0emckou npakmuxe,
8pau-neouamp), UH020a — 8PAY-UHPEKYUOHUCT A MAKICE BPAY-2eHEMUK, He0OX00UMAa KOHCYIbMAayusl
8PAYA-2ACMPOIHMEPONIo2a (UIU 8pada-ouemono2a) 0ns UCKII0UEeHUs 2UNnepayuoH020 COCMOSIHUS U €20
KOppeKyuu npu omcymcemeuu dgpgexma om gepmenmozamecmumenbHol mepanuu u (o nNOKa3aHusaM)
npu Opy2ux Namoso2UYecKUx NpOAGIEHUAX CO CMOPOHbL HCeNyOOUHO-KUUEUHO20 MPAaKma, epaya-
ouemonoea — O noobopa Ouemvl U (DHepMeHMHOU mepanul, KOHCYIbmayus epava-

OMOpUHOIaApuHzo102a npu 06ocmpeHuu XPOHUYECKO20 CuHycuma, OUASHOCIMUKY UTIU OUHAMUYECKO20
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HabN00eHUs HA3AIbHO20 NONUNO03A, 8pada- Cypoo02a-0MOPUHOIAPUHL0I02a — NPU HEe0OX00UMOCmU
KOHMpOsL  CAYX060U  (DYHKYUu y  NAYUeHmo8,  HOIYUAIWUX  npenapamsl,  obradarowue
OMOMOKCUYHOCIbIO, KOHCYIbMAYUsi 8pavya-3HOOKPUHON02A - NPU 3A0epicKe pocmad, HOJL08020
pazeumusi U HaApyuleHuusx yeneo0H020 0OMeHda, 6pauya no JeyeOHOoU u3Kyribmype (Uiu epaia no
MEOUYUHCKOU  peabunumayuu, uiu epaida—@pusuomepanesma Uil CREYUAIUCMa C  GblCUIUM
(HeMeQUYUHCKUM) 00pazosanuem (UHCMPYKMOP—Memooucm no J1e4eOHol @usKyibmype; Uil
cneyuanucma co CpeoHuM HpoheccuoHanbHuM (MEeOUYUHCKUM) 00pazosanuem (UHCMPYKmMop no
JeyeOHol  QusKkyrbmype, MeOUYUHCKASL cecmpa No  MAccajxcy, MeOuyuHckas cecmpa no
¢uzuomepanuu) - O 0OVUEHUsT UHEANAYUOHHOU mMepanuu,  KUHezumepanuu, OblXamelbHbIMU
mpeHasicepamu, KOHCYIbmMayus 6pavya—Kkapouonoza (8paua-kapouono2a 0emcko20) npu HAIUduu
JIE2OUHOU  2UnepmeH3uu  (1e204H020 cepoya), KOHCYIbMAyus 6paua-ypouno2d, 6pavda-ypono2d-
anoponoza  0emcKo20, 6pava-aKyulepa-euHeKono2a no Nnosody penpoOyKmuHou  QyHKyuu,
KIUHUYecKo20  papmakonoea  Ofsi  peuwlenus  CIOJCHbIX ~ 80NMPOCO8  NO  mepanuu U
npeoomepPaujeHUI0/IeYeHUI0  HeHCeNAMeNbHbIX SAGIEHUNl JIeKaPCMBEHHOU Mmepanuu, KOHCYIbmayuu
gpaua-gpmuszuampa npu OUASHOCMUKe U Mepanuu J1e204YH020 MUKOOAKmMepuosa , KOHCYIbmayus
8PAYA-MPAHCHIAHMON02A NPU HATUYUU YUPPO3ad NedeHU, NOKA3AHUll O/ MPAHCNIAHMAYUU 1ecKux u
NOCMAHOBKU 8 IUCH MPAHCNIAHMAYUU.

J PekoMeHzi0BaHa MalMeHTaM MYKCKOTO IoJia B Bo3pacTe C 15 5eT KOHCynbTalus Bpaua-
ypoliora/Bpaya - yposora-aHaposora JeTCKOTO JUIsl OLIEHKH COCTOSIHUSI PEIPOAYKTUBHON CHUCTEMBI U
OIpe/IeTICHUS TAKTHKH JaibHelero Hadmonenus [71,77].

YYP-C,¥A1-5).

KommenTapuu: ancopumm obcnedoganus u maxmuxa peuleHus 60npoca penpooyKyuu y MyHcuuH ¢
MB npedcmaenena 6 Ipunooswcenuu I'5.

Kouncynomuposanue 8 npoyecce OUHAMUYECKO20 HAONIOO0EHUsI OCYWEeCmensaemcs Nno mepe
Heobxooumocmu.

e PexkoMeHIOBaHO MalMEHTaM MY)KCKOTO IOJia C MYKOBUCIUIO30M TpPU TUIOIUIA3HH TECTHKYI,
TUINOTOHAIM3Me — HabmogeHue W o0cleJoBaHME Yy Bpauda-dHAOKPUHOJIOra WM Bpaya-
ypoJtora/yposora-aHiposiora IeTCKOTO JUIs BBISBICHUS MPU3HAKOB DHJIOKPUHHBIX, aHJAPOJIOTHUECKUX
HApYIICHUI U PEIICHUs BOMPOCa 0 HEOOXOAUMOCTH TOPMOHATBHOM Koppekuuu [71,72,77].

(YYP-C, VI - 5).
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3. .JIC‘ICHI/IC, BKJIIO4Yad MEIUKAMCHTO3HYIO H HCMCIUKAMCHTO3HYIO TCPAIIUH,
AUETOTEPAININIO, 066360J1HB3HI/I€, MEAULIMNHCKHUEC NIOKA3aHUA ! IIPOTUBONIOKA3aAHUSA K
NPUMEHCHHUI0O METOAOB JICUCHUHA

Lenu neuenus:

o Obecneuusamsb MAKCUMANLHO 8bICOKOE KA4eCMBE0 HCUZHU NAYUCHMA,

o [Ilpedynpesxcoams u neuums 000CMPEHUs XPOHUYECKO20 UHPDEKYUOHHO-80CNATUMENLHOO0
npoyecca 8 OpoOHX0E204HOU cucmeme;

o Obecneuumsv usuueckoe pazgumue NAYUEHMa CO2NACHO 803PACMHBIM Hopmam (Oocmudicenue
oxazamenell ¢usuyeckoco pazeumusi 8 cpanuye 25-15 nepyenmunv nocie KoppeKyuu
HYMpUMUBHo20 cmamyca, pekomenoyemas yenwv - 50 nepyenmuniv);

o Obecneuums NpopUIAKMUKY OCIOHNCHEHUL,

o Jleuenue ocnoxcuenuti (nceedo-bapmmep cunopom, mexonuesvii uneyc, CHHO, M3C/,
(MYKOBUCYUOO3-CEAZAHHDIL CaXapHblil ouabem) yuppos nederu 6e3\c cuHoOpomMom nOPmMaibHOU
eunepmensuu,  eunepcnierusmom, KB  (dcenunokamennas — 60ne3Hb),  NOIUNO3HBIU
punocunycum, bBOH  (benkoso-snepeemuueckas  HeOOCMAMOYHOCMb),  KPOBOXAPKAHUE,
KposomeueHus ne2ounvle, Kposomeuenus uz BPBII (6apuxo3no pacuupenHvlx 6eH nuugesooaq)
U 8epxHell mpemu JHcenyoxa.

Obszamenvhvie cocmagnaowue ie4eHus:

o  [Muemomepanus;

O 3amecmumenvHas mepanusi HEOOCMAMOYHOCMU IK30KPUHHOU YHKYUU NOONHCELYOOUHOU
Jrcenesvl;

O  Mykonumuueckas mepanus;

O /Ipenuposanue 6poHxuanbHo2o 0epesa u ievebnas usKyibmypa;

O  Aumubaxkmepuanvras mepanus,

o Bumamunomepanus;

o [Ilpedynpexcoamv u aeyumv obOCmMpeHUss UHPDEKYUOHHO-80CNATUMENLHO20 Npoyeccd 8
oxononocosvix naszyxax (OHII) Ons ymenvuwieHuss cmenenu HUCX00aujeli KOHMamuHayuu
OpoHXONIe20UHOU cucmeMbl;

o Tepanus ocnoxcnenuti [1,2,4].
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3.1 KoncepBaTuBHOE JIeUeHHE

3.1.1 MykoJanTH4eckas Tepanus

e  PexomeHnoBaHO BceM mamueHTaM ¢ MB (32 HCKIIIOUYCHHEM MMEIONIMX MEIUIUHCKHE
MIPOTUBOIOKA3aHUs) TPOBEICHUE AKTUBHOW MYKOJIUTHYECKOW TEepanmuu C IEIbl0 yMEHBIICHHS
BSI3KOCTH MOKPOTBI M 00J1eryenus ee sBakyanuu [1,2,4,15].

(YYP-C, Y11 -5).

KomMmMmenTapuu: gv100p iekapcmeenHvix cpedcme onpedeniemcs uHOUSUOYalbHO.

Buibop nymu esedenus: npeonoumeHnue omoaemcs UH2AIAYUOHHOMY 86€0EeHUI0 MYKOIUMUKOS.

Oyenka >¢pexmuenocmu neveHus: KIUHUYECKU (OYeHKA CYMOYHO20 KOAUHeCmed MOKPOMBbL,
UBMEHEeHUIl ee KOHCUCMEHYUU, OYEHKA Cenenu ObIXAmelbHOU HeOOCMAamoYHOCMU,).

Oyenka be3onacHocmu jeyeHus: KIUHUYeCKU (CneyuanbHbvlx CIManoapmu308aHHbIX MemoOUuK OYeHKU
Oe30nacHoCcmu SMuUX 1eKapCmeeHHbIX CPeOCmE He Cyujecmayen).

HononnumenvHole 3ameuanus. 6ce CHOCOObI PAHCUNCEHUS MOKPOMbL HEOOXOOUMO KOMOUHUPOBAMb C
yoaneHuem ee u3z OblXamelbHblX Nymell, UCHOAb3Ysi Memoobl Kunesumepanuu. Ileped ceancom
KUHe3UMepanuuy  JiCeiamenbHo, d Npu HAIUNUU  OPOHXO0OCMPYKYuu — 003amenbHO, Nnepeo
UHATAYUAMU MYKOJIUMUKO8 NPOBECMU UHLATIAYUU OPOHXOIUMUKOB.

B knunuueckoii npakmuxe 0Jisi MyKOIUMUYECKOU MePanu UCHOIb3VIOMCA.

o Oopnaza amsgpa - paspeisaem 600opoduvie ceszu monexyn JJHK, xomopvie sgisiomcs
OCHOBHOU cocmasnsauell 2HOUHOU MOKPOMmMbl, U A61Aemcs 0A3UCHOU MYKOIUMUYeCcKol mepanuetl,
obecneuusaem s¢pgexm 6 meuenue cymox. Ilpumensemcs uHearAyuoHHo 8 0oze 2,5 me 6 cymku, npu
Heobxooumocmu (pacnpocmpaneHvle OpoHxXodIKma3svl- 5 me 6 cymku (no 2,5 me x 2 p/ou uepes
HeOynauzep);, XpOHUUeCKUli NOTUNO3HBIL cUHycum - 5 me 6 cymku (2,5 me — uepe3 Hebynatisep, 2,5 me -
C UCNONL30BAHUEM YHUBEPCANbHOU UHCATAYUOHHOU CUCTeMbl C (DYHKYUel RyIbCcupyrowel nooayu
aspozonsi no 1.25me=1.25mn 6 kaxcowtii Hocosotl xo0) [1,2,15,102].

o 7% eunepmonuveckutl pacmeop Hampus xaopuoa c 0,1% wnampuem euanyponamom
NPUMEHACMCA UHSATAYUOHHO uepe3 HeOyaauzep no 5 M1 2 paza 6 OeHb, Yayuuiaem KIUpeHc
ObIXaMenbHbIX nymeu U A6NAemca  OA3UCHOU — MYKOAUMUYEcKOoU mepanuei ¢ Oblcmpbim
mykonumuyeckum sgpgpexmom [1,2,15,103,31], rakowce mosicem npumensmocs 3% eunepmonuueckuil
Pacmeop Hampus Xaopuod, ocobenno y oemei miaowezo eospacma [104].

o Mannumon™* @ opme nopowika 0O uneanAYuu yayduiaem KIUPEHC ObIXAmMeNbHbIX nymel,
cnocobcmeyem euopamayuu causu [2,15,105].

Mannumon™* npumensiemcs 6 0oze 400 me 08axcovl 8 Oenb uepe3 cneyuanbHulli unearsmop. llepeo

HA3HayeHuem MauHumonia™* nayuenm 0odiceH npoﬁmu mecm Ha 6p0quaJleyi0 cuneppeaxkmueHocnto
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npuU HA3HAYEeHUU HAY4aIbHOU 003bl 8 COOMEEMCmMEUL ¢ UHCmpyKyuell K npenapamy. IIpomueonoxaszan
oemsim 00 6 nem. [losviuwaem xomniaenmuocms noopocmros [106].

Manunumon®* u 7% eunepmonuueckuti pacmeop Hampus xaopuda c¢ 0,1% wuampuem
2UATYPOHAMOM ABTISIFOMCS MYKOIUMUKAMU ObLCMPO2O OetiCmBUsl U COYemaromcst ¢ 00pHAa30l anb@a™™.
Ilepesas uneanayus mykoaumuyeckoeo npenapama npogooumcs 6 MO 6 npucymcemeuu paua.

3.1.2 BpouxoauTnyeckasi Tepanus

e  PexomeHI0BaHO Ha3HAYEHUE UHTASAIMOHHON OPOHXOMUTHYECKON Tepanuu nanueHtam ¢ MB
pU HAJTMYUU OOpaTHMMOM WIJIM YaCTHYHO OOpaTUMON OpOHXMAIbHOW OOCTPYKUIHMH (TPUPOCT ypPOBHS
O®B; nocne uHransuuu OpoHxonuTuka >15%) c 1enplo ynydileHus 5BaKkyallid MOKpPOTHI, Mepen
NPUMEHCHHEM HWHTASIIMEH aHTHOAKTePUABLHBIX TPENapaToB, THIIEPTOHUYECKOTO PacTBOpa HATPHS
XJIOpH/a, Tiepe]] Kunezutepanueii [1,2,4,15].

(YYP-C, Y1 -5).
Kommenrtapmii: npomusonokasanuem a61s1emcs UHOUBUOYATbHASL HENEPEHOCUMOCTb.

e Pexomennyercs manmeHtaMm ¢ MB B KkauecTBe OpOHXOJMTHYECKOW TEpanmvy  HA3HAYUTh
OpPOHXOJIMTUYECKUN Tperapar W3 TPYIIL: CEICKTHBHBIC [32.alpCHOMHUMETUKU WM aJIPCHEPTrUYCCKUE
cpeacTBa B KOMOMHAIMM C aHTHXOJMHEPTMYECKHMMH WJIM AHTUXOJIMHEPTHYECKHE CpelcTBa JHOO0
Apyroi mpenapar Ui JIEYeHUS OOCTPYKTHUBHBIX 3a00JICBaHMW JIBIXATENbHBIX MyTEH 1o
HHIUBHIYATbHBIM ITOKa3aHUAM B peXHUME «Io TpedoBanutoy [1,2,15,107,108,109].
(YYP-B,yaJ-2).

Kommenrapuii: 6 peoicume «no mpebosanuroy ucnonv3yemcs celekmuguvili bema-2-a0peHoMumemux
canvbymamon*> @ Monomepanuu unu 8 coyemanuu ¢ M-XonuHnepeHUYeCKUMU Npenapamamu
(unpamponus 6pomud ) unu QuKcuposanHas KombuHayus peromepon+unpamponus Gpomud** unu
npenapamvl nponoH2UposanHozo Oeiicmeus (muomponus 6pomud ) aubo Opyeoi npenapam Ois
Jledenus 06CmMpYKMUBHbIX 3a001€8aHULL ObIXAMENbHBIX Nymel No UHOUBUOYATIbHBIM NOKA3AHUSM.
Hcnonvzosanue 003UpOBAHHBIX AIPO3ONLHBIX UHEANAMOPOS 00A3AMENbHO CO Chelcepom, npu
HA3HAYEeHUU  UHSANAYUOHHBIX  OPOHXOIUMUKOG (npenapamos OJia  JledeHus  O0OCMPYKMUGHbIX
3a601e6aHull ObIXAMENbHLIX Nymell) (celeKmueuvili Oema-2-a0peHOMUMEMUK CcatbOymamor** e
MOHOmMepanuu uiu 8 covemanuu ¢ M-xonunepeHuueckumu npenapamamu (unpamponus 6pomuod **)
unu  Quxcuposannas  KomoOuHayus — penomeponrtunpamponus — opomud**  unu - npenapamol
NPOJIOH2UPOBAHHO20 Oelicmeusi (muomponus Opomud**) nubo Opyeoeo npenapama 015 JedeHus
06CMPYKMUBHBIX 30001€8aHUTL ObIXAMENbHBIX NYMel N0 UHOUBUOYATbHBIM NOKA3AHUAM) NAYUEHMAM C
msicenou bponxooocmpyryueti (ODPB1 <30% om 0012CcH020) uneanraAyUU OONHCHBL NPOBOOUMBCSL NPU

nomowu Hebynauszepa.
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Buibop nymu esedenus npenapama 0ns neveHus 06CmpyKmusHuIX 3a0071€8aHUL ObIXAMENbHBIX NYMelL.
npeonoumenue 0moaemcs UHeAIAYUOHHOMY RYMU 66€0eHUSL.

Oyenxa s¢hghexmusnocmu nevenus: KIUHUYECKU (CUMNIMOMbBL OPOHXO0OCMPYKYUuu) u no
OAHHBIM CRUPOMEMPUL.

Oyenka 6e30nacHocmu nedyeHus: KIUHUYeCKU U No pe3yibmamam 00beKMUBHO20 0CMOmpa
(4uUcno cepOeuHbIX COKpaujeHull, CepoeyHblli pUmm,).

Ilpumenenue npenapamos 6He 3aAPecUCPUPOBAHHBIX 6 UHCMPYKYUU JIeKAPCMBEHHO20
cpedcmea NOKA3AHULL  OCYWeCMENAemcss N0 PeuleHur) 6padyeOHol KOMUCCUU, C paspeuieHus
Jlokaneno2co smuueckoco Komumema MeOUYUHCKOU OpeaHu3ayuu (npu Haiuyuu), ¢ ycioguem
NOONUCAHHO20 UHGOPMUPOBAHHO20 co2nacus pooumeell (3aKOHHO20 npedcmasumens) u pebeHka 8
gozpacme cmapuie 15 nem.

3.1.3 AnTudbakrepuagbHas tepanusi (ABT)

3.1.3.1 O0mue NnpUHIHUIBI AHTHOAKTEPHATBHOH Tepanuu

e  PexomenjoBaHa aHTHOakTepuayibHas Tepanus (miaHoBble Kypchl ABII B Buzme mHramsumi
yepe3 HeOynai3ep WM COBMECTHO C TaOJeTUPOBAaHHBIMM (hOpMamMH, WJIM BHYTPUBEHHO) BCEM
MaueHTaM C JIETOYHbIMU IposBieHusIMU MB, y kotopbix oTmeuaercs oboctpenue MB (Bkiarouast
o0ocTpeHrsi Ha ()OHE OCTPOW PECHUPATOPHONW WH(EKIMH) WM BBISBISIOTCS HOBBIC MATOTCHHBIC
BO3GYIUTENN PECIIMPATOPHON HH(EKIHH B KomudecTe Gonee 10° KOMOHHEOOPA3YIOIIHX ¢HHHL] MPH
IUIAHOBOM  MHUKPOOHMOJIOTMYECKOM MCCIIEJOBAHUU C IEIbI0 3paJUKalMd NPUYMHHO3HAYMMBIX
MUKpoopranu3mos [2,4,15,111,112,113,114].

(YYP-B, Y11 -2).

Kommenrapmii: /[nsa epamompuyamenvnou mukpognopvr (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemybepkynesnvix muxobaxmepuil uiu
npu UX XPOHUYECKOM 6biCege 3HaueHue umeem Jni000€ KOAUUECMBO KOJNOHUL, ONpeodeleHHoe No
pe3ynbmamam MUKpoOUOIo2UYecKo20 UCcie008anusl.

. [Ipu nposenenun antuOakTepuanbHoi Tepanuu (ABT)—  OakTepuanbHOW HH(EKIMH B
OpOHXOJIETOYHON CHUCTeME MalUeHTaM C MYKOBUCIIMIO30M PEKOMEHJI0OBAHO OpPHUEHTHPOBATHCS Ha
YyBCTBUTEIBHOCTh BBIIEIIEHHOTO MuKpoopranusma (Pseudomonas aeruginosa, MRSA, Burkholderia
cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus u Haemophilus infuenzae u
0p.) X aHTHOAKTepHAIbHBIM TperapaTam ¢ EeNbI0 NOBHIIEeHUS () ()EKTHBHOCTH JeueHus [2].

(YVP - C, YL -5).
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Kommenrapuu:  Jlabopamopnoe — onpeoeineHue  4y8CMBUMENIbHOCU — MUKPOOP2AHUBMA K
AHMUOUOMUKAM He 6ce20d NOJIHOCMbIO CO8NAOAem C KIUHUYECKUM OMBEmoM HA HPOB8OOUMYIO
mepanuio [2,4,15,112,113,114].

Ilpu e6vibope ammubuomuxa yenecooopasHo yuecmov 3¢pgexmusHocms panee NPOBOOUMBIX
Kypcos anmubakmepuanvrou mepanuu [2].

Hayuenmam ¢ MB nazunauarom MaxkcumaibHble 803pACMHble 003bl NPEnapamos uiu 003vl,

pekomendyemvle 01a nayuenmos ¢ MB. B ceasu ¢ maxcecmvlo 3a601e8aHus, HeobX00UMOCMbIO
MAKCUMATILHBIX 003UPOBOK AHMUMUKDOOHLIX Npenapamos u 0euyumom i1eKapcmeeHHblx Gopm OJis
UH2ATAYUOHHO20 NPUMEHEHUS. 8 MUPOBOU KIUHUHECKOU NPAKmuke mpaouyuoHHo npumernsiomcs Off-
label (sne uncmpyxyuu) unvexyuonnvie awmumukpoOHvle cpedcméa 6 6ude  UHeANAYUL
[65,115,116,117,118,119,120,121,122,123].
¢ Ilpomueonokazanua: onpedensitomcsi UHOUBUOVAILHO U 3ABUCAM  OM  UHOUBUOYATLHOU
HeNnepeHoCuMocmu (8 mom 4ducie aiiepeuiu), Xapakxmepa CONYMCMEYIOUWUX 3a001e8aHull (21A8HbIM
0bpazom 3a001e6aHus neyeHu u nNoYeK) u 603pacma nayueHma.
o Buioop nexapcmeennvix cpeocme onpeoensemcs: 6UOOM 8030yOumens, 6blAGIEHHO20 Y
nayuenma,; Yy8cmeumenbHOCmvlo 6030youmens (in vitro) k oanmomy ABII; ¢a3zou 3abonesanus
(obocmpenusi — pemuccus);, NPOOOINCUMETLHOCMBIO UHDEKYUOHHO20 npoyecca (XpoHuuecKas
uHpexyus — enepevie GblAGIEHHbIU 6030YOUMEND); IPHEKMUSHOCIbIO Mepanuu NPeouLecmsyioue2o
obocmpenus 1e20uHoll unpexkyuu (OaHHvle 0 NPUPOOHOU Pe3UCTNEHMHOCMU OCHOBHbIX NAMO2EHO8,
xapaxmepuwix 015 nayuenmos ¢ MB npeocmasenen 6 [punoscenuu 16).

o Bulbop nymu éeedenusn onpedensemcs: 6uo0om 6030youmesis, 8biA61EHHO20 y nayueHma, pazotu
3abonesanus (0bocmpenue — pemMuccust);, NPOOOIHCUMENLHOCMbIO UHDEKYUOHHO20 npoyecca
(XpoHuueckas uH@ekyusi — 6nepevie BuIAGIEHHLIN 6030YOUMeEnb), MeCmOM OKA3AHUS
MEOUYUHCKOU — nomowu  (ambynramopuas  —  cmayuoHapuas),  s¢gexmusnocmoio
npeduiecmsyrowelt. anmubaKkmepuaibHol mepanuu. BHympueennoe esedenue aHmudOUoOmuxos
HauuHaemcs 8 cmayuonape ¢ Kypcom aedenusi 14-21 denv. Beedenue ocywecmensemcs uepes
nepughepuyeckull 8eHO3HbIU Kamemep (kamemep nepugheputeckuti) uiu yepes nopm-cucmemy
(nopm UHGY3UOHHBLI/ UHBEKYUOHHBLL, UMIAAHMUPYEeMbLUL***), Komopvle YCcmaHasIuearomcst
CO211ACHO Memoouyeckum PYKOBOOCMBAM «Benosnwiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONb308AHUEM HeobXo0uMblx
nekapcmeenHvlx  cpeocms.  Ilopm-cucmemsl  yemanasausaiomesi coenacho Pacnopsiscenuio
Ilpasumenvcmea Poccutickoti @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicoenuu
nepeyHs MeOUYUHCKUX U30eNUll, UMNIAGHMUPYEMbIX 6 Op2aAHU3M 4Yelo8eKd NpU OKA3aHUU

MEOUYUHCKOU NOMOWU 6 PAMKAX NPOSPAMMbL 20CYOAPCMEEHHbIX 2apaHmuil 0ecniamHozo
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OKA3AHUSL 2PANCOAHAM MEOUYUHCKOU NOMOWU, A MAKICe NepedHsi MeOUYUHCKUX Uu30enutl,
OMNYCKAeMbIX NO peyenmam HaA MeOUYUHCKue u3oenuss npu npedoCmaesieHuu Haobopa
coyuanvuvlx ycayey. Jleuenue mooicem nposooumvcsi 8 cmayuoHape u 6 amoOyIamopHuix
VCA08UsX. BHympumblueunlil nyms 66e0enust npu MyKOSUCYUO03€e NPUMEHAMbCS He O0JINCEH 8
CBA3U C HEOOXOOUMOCMbIO ONUMENbHBIX YACMbIX KYPCo8 mepanuu, mak kax npu MB umeromcsi
ocobennocmu 6 apmaxoxurnemuxe AMI, f-1akmamuvix aHmMuOUOMUKO8, BbIPANCAIOUIUECS 8
yeenuwenuu obvema pacnpeoeieHuss HA KULOSPAMM MACCbl Mmeid U CHUICeHUU Nepuood
nonysvi6eOeHUsl. Yeenuuenue cucmemHno20 KIUPEHCA 3a CHem YCKOPeHUus Memabonausma 6
neyeHu u yseiuueHue noYeyHo20 Kiupenca onpeoension Heooxo0umocnms NPUMEHEHUS. 8bICOKUX
003 anmubuomuxos ¢ bonee wacmoim ux eedenuem [2,15,116,124,125,126,127].
o Be3onacnocme: 6 ceszu ¢ npumenenuem y NAYUEHMO8 C MYKOBUCYUOO30M BbICOKUX 003,
ONUMENbHBIX KYPCO8 U KOMOUHAYUN AHMUOAKMEPUATbHBIX NPenapamos, 0OHOBPEeMEHHOU Mmepanuu
JIEKaPCMBEHHbLIMU NPEenapamamiy. pa3HvlX Spynn, d MAaKice 6 CesA3U C BO3MOJICHbIM HApPYUleHUeM
@dyHKyuU newenu, ciedyem OCYWeCmeIsimb COOMEEMCMEYIWUe KOHMPOIUpYiowue Meponpusmust
(KIuHU4eckue, 1aO0pamopHvle, UHCMPYMEHMANbHble) Ol  MOHUMOPUPOBAHUSL — BO3MOJICHLIX
HedHCeNamenvHblX — 3phekmos  N1eKapCcmeeHHbIX — Npenapamos, Ux NnpeoynpexlcoeHus U, npu

nHeobxooumocmu, mepanuu [2,129].

. IIpu octpoit pecrnupaTOpHOW HH(GEKIMM MALUEHTaM C MYKOBHCLHJ030M PEKOMEHJI0BAaHO
Ha3HAue€HUE AaHTUOAKTEepHalIbHON Tepamuu B JOMAIIHUX YCIOBHMAX  COIVIACHO  HPOQHIIIO
YYBCTBUTEIBHOCTH BBIJCIIEHHON pECIMpPaTOpHOM MHUKPOQIIOPHI B CA3M C aKTHBAaLMEH XPOHUYECKOTO
BOCIAJIMTEIBHOTO Mpoliecca Ha (hoHe MPUCOSAUHEHHS OCTPON pecnupaTopHoit nHpekuu [2,15,65].
(YYP-C, Y1 -5).

Ouenka r¢pghexmusnocmu ABT: krunuuecku (muxopaoxa, pecnupamopHvie CUMNMOMbL), NO OAHHBIM
1abopamopubix  Memooog obcnedosanus (netikoyumos, ypogenv C-peakmuenHozo 0Oenka, no
NOKA3AHUAM - NPOKATbYUMOHUHA (UCCIe008aAHUe YPOBHS NPOKATbYUMOHUHA 8 KPOBU)) U NO OAHHbIM
MUKPOOUONIO2UHECKO20 UCCNe008aHUsL (ApaduKayus 6030youmeins, nepcucmuposanue, cynepurn@exyus,
cHudcenue evloetenusn  6o30youmens <l10* kononueobpasyiowux edunuy uru ompuyamenbHbiil
pe3yibmam nocesa u m.o.).

Ouenka Ge3onacnocmu Jie4enusn: 3a6uUcum om npumeHsemozo aekapcmeennoeo cpeocmsa (JIC) u
NPOBOOUMCSL C YHEMOM BO3MONCHBIX HEHCENAMENbHbIX ABTIeHU.

/Jlononnumensnoie 3ameuanus.

1. Ilpu nasnauenuu ABII cnedyem ucnonvzoeams xomounayuu JIC ¢ pasiuunbivM MexaHusmom

Oelicmeus (Hanpumep, [-1aKkmamubvle AHMUOUOMUKU 8 KOoMOUHayuu ¢ amunoz2auxozuoamu). Ilpu
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8blOeNIeHUU 8 MOKpPOMme NayueHma 0OHOBPEMEHHO 08YX MUKpoopeanuzmoe evloop ABII 3asucum om
ceoticme boiee pe3ucmenmHo2o 6030y0umens.

2. O0Ho6pemenHoe Ha3HayeHue npenapamos 0l UH2ANAYUOHHO2O U 6HYMPUBEHHO20 Nymell 66e0eHUs
OOHOUL (hapMAKONOSUUeCKOl epynnbl He peKomeHOyemcs. Bozmooicno HasnauveHnue uHeansiyuoHHOU u
eHympugentnoti ABT 00HO8peMeHHO NO peuwleHur) KOHCUIUYMA CHeYyuaiucmos u ¢ Yuemom
@apmakonozuyeckoll epynnvl nPenapamos.

3. l[Ipumenenue ABII 6 sude uneansyuil wepes Hedynauzep:

- MOJICem npo8oOUMbCsL KAK 8 CMAYUoOHape, max u 6 OOMAWHUX YCILIOBUSX,

- 0151 peuteHUsi BONPOCA O HA3HAYEHUU UHSATSYUOHHOU mepanuu ciedyem nposecmu CRUPOMEmpuo 00
nepeoll UHeanAYuU AHMUOUOMUKA U Yepe3 HECKONbKO MUHYM Nocie UHeanayuu (01a 6blsNeHUs
BO3MOJICHO20 OPOHXOCNA3MA (NPU OMCYMCMEUU 803DACIMHBIX U/UTU UHBIX NPOMUBONOKA3AHULL)) (CM.
pazoen «bponxonumuueckas mepanusy) - neped uneanayueil ABIl Heobxooumo nposecmu uHeanIAYUIO
opouxonumuxa (npenapama O JedeHus O0OCMPYKMUBHLIX 3A00/1e8aHUll ObIXAMENbHLIX Nymeli).
Cumnamomumemuru Ojisl UHSATAYUOHHO20 NPUMEHEHUs, Hanpumep, caibdymamon™* 2,5 me uepes
HeOynauzep (unu 003uposanivill a’po3onvuvitl uneansmop no 200 — 400 mxe ¢ ucnonvzosanuem
cneticepa) 3a 15-30 munym 00 uneansyuu aHMuUOUOMUKA 6 MOHOMEpAnuu uiu 6 codemanuu ¢ M-
XONuHepeuyeckumuy npenapamamu (unpamponusi opomud**) unu pukcuposannas KomoOuHayus
¢enomepon-+unpamponus opomud** unu npenapamel npOIOHSUPOBAHHO2O OeUCMEUs (MUOMPONUs
opomud**)) unu Opyeue npenapamor Onsi J1e4eHUs: OOCMPYKMUBHBIX 3A00NE6AHUTL ObIXAMETbHbIX
nymetl, MyKOIUMUKOS, A MAKHCE OPEHANC,

- npu uneansiyuu ABIT 6 doMawHux YCi08UsAX JHCeNaAmenbHO UCNOIb308AMb HeDYaal3ep, OCHAUeHHbII
dunbmpom 0ns 8b10bIXAEMO20 8030VXA;

- npu uneanayuu ABII npeonoumumenvhee npumensimos MyHOWMYK, no cpasHenuro ¢ mackoi. Cnedyem
PEKOMEHO068aMb NAYUCHMAM Nepexooums Ha NPUMEHEHUe MYHOWMYKA 8 MAKCMAIbHO PAHHUE CPOKU,
Kkax npasuio, ¢ 3-x aemnezo eospacma [130]. Bowixanue npenapama nyuwe ocywecmensimo uepes
POM, NPUMEHEHUE HOCOBLIX 3AACUMOB 80 BPEMSL UHSATAYUU Yeeaurusaem dPhexmusHocmy ieueHus;

- NpU NPoBeOeHUU UHSANAYULL 8 VCI0BUAX MEOUYUHCKOU OP2aHU3ayuu u amoOyiamopHo nayueHmol ¢
MB, oonotcHbl nOIL306aMbCA UHOUBUOYANLHBIM HEOYIAUZIEPOM C BO3MONCHOCIBIO 3AMEHbI Kadicoble 3
Mecaya KOMNIeKma pacnvliumens U mpyoKu 030yxo6800a u (puibmpa,

- ONMUMAnNbHLIM Hebynauzepom 0aa nayuenma c¢ MB sengemcs uHeanAYUOHHLLL NpuUOOp C
HU3KONOMOYHbIM ~ KOMNPeccopom (Ypo8eHb Nomoxa cacamoco 6030yxa 0o 6  ja/mun), ¢
npoussooumenbHocmoio 450 me/MuH, cHabHICEHHbIU CUCTEMOU KOHMPOIA UHCRUPAMOPHO20 NOMOKA U

cucmemoull Kianamos 600xa u 8blOOXCl, l’lO36’0JZ}ZiOI/L;€IZ COKpamumbs nomepu MeouKamenma 6
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OKpydcaowyio  cpedy,  obecneuusarOwull  MAKCUMATbHYIO  9pekmusHocms  mepanuu,
NPUCNOCOONEHHBIU K XUMUYECKOU U MepMU4ecKoli Oe3uH@deKyuu u K a8moxiaeupo8aHuI0;

- ona esedenuss meouxkamenma 6 OHII npumensemcs nedynauzep ¢ YHUBEPCANbHOU UHSANAYUOHHOU
cucmemou YyHKyuu nyiscupyoujell nooadu aspo3oJis,

- 8 Kayecmee MOOUNLHO2O YCMPOUCMBA BO3MOJNCHO UCNONb308AHUE MIW-HeOyaauzepa -
Hueanayuonno2o npubopa ¢ eMKocmvio 05 1eKapCmed ¢ 2eHepamopom asposons (mesh), kamepotl
pacnvliumens, ONI0KOM YAPAGIEHUs U NPUCNOCOONeHueM OJisl OYUCMKU 2eHepamopa a3po30.s
(Hneansyuonnwiii npubop Velox mun 055 ¢ npunaonesxcnocmamit) ¢ npou3e00umenbHOCmvio He MeHee
457 me/mun, ¢ cucmemotl K1ananos 800Xa u 6bl0oxa U HaKxonumenem OJisi adpo30is, ¢ YCMpPOUCMBOM
OJIsl OUUCMKU MeMOPAaHbl, C HEPACHbLISIEMbIM (Ocmamoyunbim) obvemom ne donee 0,5 ma. Bce uwacmu
MIW-Hebynatzepa OO0JIICHbL NOOeHCams mepmudeckoi oesungexyuu. /s nayuenma ¢ MB eadcho
nPOU3800UNMb 3AMEHY KOMNOHEHMO8 Mau-Hebynauzepa kaxcovle 3 mecaya [131].

4. Ilpumenenue ABII 6nymps ucnonvzyemces ons mepanuu obocmpenuti MB (sxnrouas obocmpenus Ha
¢one OPH) 6 oomawnux ycrosusx uau 0isi nPoQuiaKkmuuecko2o iederus nayueHmos, XpoHuyecKu
unguyuposannwix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., HTMP.

5. I[Ipumenenue ABII énympusenno nokazamo:

- npu msiceavix obocmpenusix MB (newenue 6 yciosusx MeOUYuHcKol opeanuzayuu) (ne menee, 4em
08yMs npenapamamu),

- 8 mex cayuasx, koeoa npumenenue ABII 6Hympb u uHeanIAYUOHHO OKA3ANOCH HeIPPEKMUBHBIM,

- 0115 nAAHOBOU mepanuu nayuenmos, unguyuposannsix P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., nemybepKyne3HbIX MuKobakxmepui,

- npu yxyouileHuu mevenus 3a001e6anus U NOSAGIEHUU HOBbIX CUMNMOMO8 )Y NAYUEHMO8, NOJYUAIOUWUX
ABII enympe.

6. Opeanuzayus 6HymMpuseHHOU mepanuu 6 aMOYIAMOPHLIX YCI0BUSX CHOCOOCMEYem NOBbIULEHUIO
KoMniaeHmuocmu, npoguiaxmuke obocmpenuil. Ilpebvisanue 6 OOnbHUYE OMAOWACMCA PUCKOM
NnepekpecmHo20 U  CYNePUHQUUUPOBAHUSL  PE3UCTNEHMHbIMU K — AHMUOUOMUKAM — WMAMMAMU
MUKDPOOP2AHUIMOB, CIPECCOM, NPONYCKOM WKOIbHLIX 3aHamull. Kpome mozo, npebvisanue nayuenma
8 CmayuoHape 3HAYUMENbHO 00podce, YeMm amoOyramopHoe nedenue. Kamemepusayus een 0asHo
cmana pymuHHOU MEeOUYUHCKOU Npoyedypou 6 mupe 011 obecnedenus pasiuyHulX 6U008
gHympugennot mepanuu. [Iposedenue enympuseHHol mepanuu uepe3 nepugepuieckuii 8eHO3HbIl
Kamemep (kamemep nepugepuueckuit) unu nopm-cucmemy (nopm uH@Y3UOHHBLIL/ UHLEKYUOHHDILL,
UMNIAGHMUPYEMbLU***) sigs5emest npakmuyecku 6€30NacHbIM, eciu COOI00AIOMCsL OCHOGHbBLE YCI0BUSL:

Memoo O00JIHCeH Ccmamb HOCMOSAHHLIM U NPUBBLIYHbIM 6 NpaKnuke, odoJicen bvimb obecneuen
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be3ynpeynvlil Yxo0 3a kamemepom. Kamemep ycmanagnueaemcs 6 yclio8usx OHeBHO20 CMayuoHapa
unu évle30noul bpucadot na oomy [2,132,133,134,135].

Ilpoghuns nayuenma, Komopomy moxcem RpPOBOOUMbCA GHYMPUBEHHAA AHMUOAKMEPUATbHAA
mepanus 6 00MAauIHUX yci08UsAX

1. Onvim panee npo8oOUMOT BHYMPUBEHHOU AHMUOAKMEPUATbHOU Mepanuul 8 YCa08UsX CIMAYUOHAPa
2. Ilayuenm, Hyscoarowuiicss 8 nposeoeHuu niaHo8o20 Kypca aHmMubaKkmepudarbHol mepanuu, uiu
umerowuti 0Oocmpenue XpOHUYecKko20 OPOHX0e20YH020 npoyecca, He MpedyroWULl KpyeioCymo4Ho20
Habn0OeHus MeOUYUHCKUM CReyudalucmom, 6 MmMOoM Yucle nayueHmsl C MANCeIbIM MmedeHuem
3ab0ne8anusi 8 CMAOUILHOM COCMOSHUU, NOJIYYaAruwue Ha 00oMy Kuciopooomepanuio (obecneuervl
KOHYEHMpamopom KUciopooa, annapamypotl 01 HeUHB8A3UBHOU GeHMUIAYUU 1e2KUX)

3. IlonosxxcumenvHoe omuowieHue nayueHma u 4UNeHO8 CeMbU K HPOBEOEHUIO BHYMPUBEHHOU
AHMUOAKMepUAIbHOU Mmepanuuy, OMCymcmeue He8poI02U4ecKUx U NCUXO2EHHbIX HapyueHuUll, Komopbie

Mmocecyni npeniamcmaeosamas 6€30naCHOMy l’lpO8€0€HuIO JAeYeHUs 8 OOMAULHUX YCIo8UAX

Ycnoeua, neobxooumeire 0na nauana mepanuu ¢ 0omawiHUX ycao06uUaAX:

1. Yooeremsopumenvuvie canumapHule yC108Us NPOACUBAHUSL CEMblL

2. CnocobHocms nayueHma uiu e20 POOCMBEHHUKO8 K O0OyYeHUur npasulam yxooa 3a
Kamemepom/nopm-cucmemou, nNpoxoxHcoeHue 00yueHus NPaKmu4ecKkum HasblKam;,

3. Komnnaenmunocms cembu NO BbINOJIHEHUN) PEKOMEeHOayuu 6paia 3a Npeovbloywuti nepuoo
HabnroeHus;

4. IlpeosapumenvHvili OCMOMpP CHREYUATUCIIOM NO MYKOBUCYUOO3Y 6 YCI08UAX MEOUYUHCKO20
yupeoicOeHuUs, nepeoe 8gedeHue aHmubaKxmepualbHo2o npenapama/npenapamos 6 JII1Y (cmayuonap
00H020 OHs, OHEBHOU CMAYUOHAD), OYEHKA NEePeHOCUMOCMU Mepanuu, 3a UCKII0YeHUueM Cryuaes,
K020a yace umeemcs Onvlm NpUMeHeHUs. KOHKPeMmHo20 1eKapCmeeHH020 npenapama,

5. I[loonucanue ungopmuposannozo coanacus NayueHmMoM/3aKOHHbIMU NPeOCMasUMensmu
(noopobuas ungopmayus — emMemooudeckux pexomenoayuax «Opeanuzayus 6HYmMpu8eHHOU mepanuu

nayuermam c Mykoeucqudos’om 6 aM6yﬂamoprzx YCHAOBUAXY»

3.1.3.2 AnTH6aKkTepuaabHas Tepanus NPHU BbICeBe METHIWVIMHYYBCTBUTEIbHOIO

Staphylococcus aureus (MSSA) u Haemophilus influenzae

L4 PexomennmoBano npu BBI60pC aHTI/I6aKTCpI/IaHBHBIX npemnaparoB AJid TEpalruu IMAllUCHTOB C

MyKOBHCIHI030M ¢ BhiceBoM Staphylococcus aureus u Haemophilus influenzae mpumensts JIC B

75



COOTBETCTBHMH C YYBCTBUTCJIIBHOCTBIO C MCJIBIO OSpaJuKaluh IMPUYUHHO3HAYNMOI'O B036y,I[I/ITeJ'I${

(mpemnapatbl, JO3UPOBKH U KPaTHOCTh BBEIICHHMS, peICTaBiIeHbl B Tabmumax 10,11) [2].

(YYP-C, YL - 5).

Ta6uuma 10. AuTnbGakTepruaabHbIE MPenaparsl, IPUMEHSIEMBIE Y MAIMEHTOB ¢ MYKOBHCIIUI030M, TIPH
BBICEBE U3 MOKPOTHI/ OporxuanbHoro cekpera Staphylococcus aureus (MSSA)

AHTHOAKTEPHAIbHBIH
npenapar

CyTouHble 103bI
IS meTeii

CyTo4Hble 103bI
17151 B3POCJIBIX

Crioco0 BBeaeHus

KpaTHocTh
BBe/eHUs

AMmokcuimuuH+Kinapynanos
ast kucinota**  (cycneHsus
TSI TPYeMa BHYTPh —
[IPOTHBOIIOKA3aHa JAETAM J10 3
MecCsILEB, TA0JIETKH
UCTIEpTHPYyeMbIe
HpOTI/IBOHOKa3aHI>I JCTSAM I10
2 neT, TabJIeTKH, MOKPHITHIE
[JIEHOYHOH 000JI0YKOi
HpOTI/IBOHOKa3aHI>I JCTAM 10
12 neT u ¢ Maccol Telia MeHee,
40 xr)

60-90 mr/kr
(pacueT 1o
AMOKCHUIWJUIMHY )

1,5-2 r (pacuer mo
AMOKCHIIILUTHHY )

BryTpb

2-3

90-120 mMr/kr

3,6-4,8 T

B/B

3-4

Oxcarmng™**

100 mr/kr

2r

BuayTtps

200-300 Mr/kr

4-12 1

B/B

Lledanexcun™* (kancynsl
250 MI IPOTUBOIOKA3aHbI
netsiM 1o 10 neT, TabneTku
250 MI — IPOTUBOTIOKA3aHbI
ITETSIM 110 7 JIeT)

25-50-100 mr/kr

2-4 1

BuyTpb

Ledazomma™*

100-150 mr/kr

4-6 T

B/B

Ledbypoxcum™**
(cycnieH3us s mpuema

BHYTPb — IPOTUBOIIOKA3aHa
IeTsIM 110 3 Mec., TaOJIeTKH —
IIPOTHUBOIIOKA3aHBbI ACTAM 10
3 neT)

20 -30 Mr/kr

05-1r

Bnytps

150-200mr/Kr

3-9r

B/B

Ledrpuakcon™*

50-80 Mr/kr

B/B

1-2

Ledenmm™*
(TIpOTHUBOIIOKA3aH JETSAM 10 2
MeC. )KH3HH)

100—150 mr/kr

4-6 T

B/B

2-3

AZUTPOMHUIIAH**

(Tabnerku 125 mr —
MTPOTUBOIIOKA3aHEI JI0 3 JIET,
CYCIICH3HUs 1)1 IpreMa
BHYTPb — IPOTHBOITOKA3aHa
neTsM 1o 6 Mec.)

6 mec.-10 Mr/kr

500 mr

BuyTtpb

1
Kypc 7-10 nueit

Knaputpomuma™*
(TabneTkn —
IPOTHUBOIIOKA3aHBbI IETSIM 110
12 ner)

15 mr/kr

1r

BuayTtps

Jxozamurma* *
(TTpOTHUBOIIOKA3aHUE - TIPH
Macce Tena 6onee 10 kr)

40—50 mr/kr

1-3r

BuyTtpb
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Kimmanamuma* *

(p-p IS B/B ¥ B/M BBEICHUS
[MPOTUBOIIOKA3aH JACTAM J0 3
TIeT, KarcyJibl
MPOTHUBOIIOKA3aHbI ICTSIM JI0

8 J1eT ¢ Maccoii Tena 10 25kr)

20-40 Mr/xr

1,8-2,4r

BuayTtps

34

JleTssm crapmre 3x
et 40Mr/kr

2,4-2, 71

B/B

Jloxcuukmua* *

neT)

(TIPOTHUBOIIOKA3aH AETSAM 10 8

JleTstM ¢ Maccoi
Telra MeHee 45 KT B
[IEPBBIN IEHb
iteueHus 4 MI/KT, B
MOCIEAYIONINE THHI
- 2-4 MI/KT.

JleTsim ¢ Maccoit
Temma bonee

45 Kr - KaKk
B3POCIBIM

1 neus-200 mr
3areM 100 mr oguH
[pa3 B CyTKH

BuayTtps

1-2

Ko-Tpumokcazon

orpuM |**
(cycnieH3us ajs npuema
BHYTPb — IPOTUBOIIOKA3aHa

[TPOTUBOIIOKA3aHbI JETSIM JI0
3 neT, pacTBOp I HHY3HIA
[IPOTHBOIOKA3aH AETAM /10 3
eT)

6-10 MI/KT O

[Cynbdamerokcazon+TpumMeT TpuMeTOIpUMY

[IPU TSDKEJION
WHEKIHN
BO3MOXKHO

neTsM 1o 6 Helelnb, TaOJIeTKH [yBeTNIeHNE 1036

Ha 50%

320 mMr o
TPUMETOTIPUMY

BuayTtps
B/B

TuamdeHnkona riMnuHaT
AETWINCTENHAT

250 mMr (B IepBbIC

2-3 IHA IeUeHnus

Im03a MOXeT OBbITh

YBEJIMYEHA B 2
aza)

500Mmr

(B mepBBIe 2-3 mHS
lTeueHus m03a
MOJKET OBITH

yBennueHa B 2 pasa)

Maranauun

Ta6aunna 11. AHTHONOTHKY, TPUMEHSIEMbIE Y TTAI[UEHTOB ¢ MYKOBHUCLIUI030M, IIPU BHICEBE U3
MOKpOTBI/OponxuansHoro cekpera Haemophilus influenzae

AHTHOMOTHK CyTtounsblie 10361  |[CyTouHbIe 10361 (Cnoco0 BBeaenus [KpaTHocTh
nJist nerei I1J151 B3POCJBIX BBeJICHHS

IAMOKCHITHILTHH** 60-90 mr/kr 15-2r BryTpb 2-3

Amoxkcurinina+Kiapynano [60-90 mr/kr 1,5-2T (pacuer mo [BHyTpH 2-3

Bast Kucimora** (pacuet o AMOKCHILIMJUINHY)

(cycrieHsust it IpruemMa AMOKCHIIMJUIAHY)

BHYTpB — IpoTHBOIIOKazaHa (90-120 mr/kr 3,6-4,8 B/B 3-4

meTsiM 10 3 MecsIeB,

Ta0JICTKU AUCTICPTUPYEMbIC

[TPOTHUBOIOKA3aHbI ICTSM 10

2 neT, TabJIeTKH, ITOKPHITHIC

MICHOYHO!N 000I0YKOM

[TPOTHUBOIIOKA3aHbI ICTSIM JI0

12 et u ¢ maccoii Tena

mMeHee 40 kr)

edbypoxcum** 20 -30 mr/xr 05-1r BHyTpb 2

(CycrnieH3us Ij1s mpuemMa 150- 200Mr/KT 3-9r B/B 3-4
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BHYTPB — TPOTHUBOIIOKA3aHA
meTsiM 10 3 Mec., TaOJIETKH —
[TPOTUBOIIOKA3aHbI JIETSIM JI0
3 jer)

[edukcrm SMT/KT 400 Mr BryTpb 1-2
(cycnensust auist mprema
BHYTPb — TPOTHUBOINOKA3aHA
meTsaM 10 6 MecsIIeB,
TabJIeTKN AUCTIEPTUPYEMBIC
IMPOTUBOIIOKA3aHKI JICTSIM C
Maccoi Tena 10 25 Kr,
TaOJICTKH, TIOKPHITHIC
TJICHOYHOM 00O0JIOUKON 1
KarcyJibl MPOTUBOTIOKA3aHbI
metsM 10 12 jeT)

LedTprakcon™** 50-80 Mr/kT 4T B/ 1-2
Ledhorakcum™* 100-150 mr/kr 2-8 B/ 2-4
Ledbemum** 100—150 mr/kr 4-6 T B/ 2-3

(IPOTUBOIIOKA3aH AETSAM IO
2 Mec. )KU3HH)

Jlokcummkmua** Jetn ¢ maccoii Tena|l neap-200 mr BryTpb 1-2
(mpoTHuBOMNOKa3aH AeTsAM 10 |10 45 kxr B epBblit  3aTem 100 mMr oguH
8 jeT) NIeHb - 4 MI/KT, B [pa3 B CyTKH

[ocjenyonme JH1

- 2-4 mr/Kr.

JleTsim ¢ maccoit

Tena Oornee

45 Kr - KaKk

B3pOCIIBIM
Tuamdpenukona rimunuaatr 500 -1000 mr 1000Mr MHramsmun 2
AIETHIILMCTENHAT

3.1.3.3 AuTub6akTepuanabHas Tepanusi npu MRSA (MeTHIMIIMHPE3UCTEHTHbI

cTa@UI0KOKK) - HHpeKIun

e [Ipu nepBuynom BeiceBe MRSA y cTaOWJIBHBIX MAIMEHTOB (BHE OOOCTPEHHS XPOHHYECKOTO
BOCHAJINTENBHOIO NPOLIECCa) B KAYECTBE NEPBOM JIMHUM TEPAIIMU IPU OTCYTCTBUH IIPOTHUBONOKA3aHUM
PEKOMEHIyeTCsl Ha3HaueHHe JBYX aHTHOaKTepUabHBIX IMpernapaToB per os B TeueHue 1-3 mecsies,
qarie 3TO KOMOMHAaIMA pudammumHa** c by3unoBoi KHUCJIOTOH WA
Cynshamerokcazon+Tpumeronpum™** (tadim.12) [2,15].

(YYP-C, YA -5).

KommenTapun:
o ¥V nayuenmos cmapwe 12 nem pupamnuyun™** moocem couemamuvcs ¢ OOKCUYUKTUHOM **

(#murnoyurxnunom) ons npuéma Per 0S (maébn.12). Jonyckaemcess monomepanusi QOKCUYUKAUHOM ** unu
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Cynvpamemoxcazonom+Tpumemonpum™*  (mabn.12) [6, 7). Heobxooumo  nommums 0
2enamomoKCcU4HOCMY NPenapamos.

¢ Bosmoorcnoti  anbmepHamugoll A61Aemcs UCnoIvb3o8anue Heankomuyuna** 6 gopme ona
UHBEKYUOHHO20 NPUMEHEHUS UHSATAYUOHHO (NPUMEHEHUE 6He 3apecucmpupO8AHHbIX 8 UHCMPYKYUU
JIEKAPCMBEHHO20 CPeOCmBA NOKA3AHULL OCYUEeCMEIemcsi N0 PeuleHur) 8payeOHOl KOMUCCUU, C
paspewienuss JIokanbHo20 3mMuuecko20 KoMumema MeOUYUHCKOU opeanuzayuu (npu Haauduu), ¢
yeanosuem NOONUCAHHO20 UHGOPMUPOBAHHO20 coz2nacusi pooumenell (3aKOHHO20 Npeocmasumens) u
nayuenma 6 eozpacme cmapuie 15 rem) 6 meuenue 3-4 neoens [115,116,121,122,123,136,137] (mabx.
12).

o C yuemom 3Hanuii 0 mecmax 603modxucHou konronuzayuu MRSA, napaninenvno, 00HO8peMeHHO ¢
HA4anom 3paoukayuoHHOU mepanuu, HeobXoouma oopabomka KoHiCU, NOJOCMU HOCA U POMO2IOMKU
AHMUCENMUKAMU, A MAKIHCE Oe3UHPEKYUSL OKPYICAIOWEl CPedbl:

1) osuoonazaneno mynupoyun 2% 2 pasa 6 Oewb + 00pabomka KOJMCU BOOHBIM PACMEOPOM
xnopeexcuouna** 0,5% e meuenue 5 oneii;

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

4) cenepanvras yoOopra JHeuno2o nOMeweHus:;

5) exceonesnas cmena HamenbHo2o Oenbs 6 meduenue 5 Ouell;

6) cmupka nocmenvbHbiX NPUHAOIEHCHOCHEl, Dellbs, NOJIOMEHEY 8 PedCcuMe 8blCOKOU memMnepamypbl
eJHCeHeOeNbHO 8 MeyeHUe 6Ce20 Nepuood edeHus;

7) nocre uHuyuayuu JeueHus HeoOX0OUMA CMEHA 3YOHbIX WemoK, pACYecOK, WAPUKOBHIX
0e3000paHmos, 2yOHOl NoMaobl,

8) 6ce unenvl cemvu, a makxdxice OOMAUIHUE HCUBOMHbIE OOJCHLL ObIMb 00Ce0068aHbL U, 8 Clydae
uoenmuguxayuu MRSA, canuposanoi.

e [Ipu mepsuuHoM BbiceBe MRSA y HecTaOWIBHBIX MAanUEHTOB (MPU OOOCTPEHUH XPOHUYECKOTO
BOCHIAJIUTEIFHOTO MPOIIeCca), PEKOMEHIYETCS IPOBEJCHIE BHYTPUBEHHOW HITU TIEPOPATLHOM Tepariu
B TEUEHHUE 2-X HEeJeNb JIMHE30IUAOM™** MM TeUKOIJIaHMHOM, IPOYMMH aHTHOUOTHKAMH, aKTUBHBIMU
B otHomeHnn MRSA (ta61.12) [2,116,136,137,138].

(YYP-C, Y/ -5).

KommenTapuu: V nayuenmos ¢ uacmoimu obocmpenusimu npu xponuueckom unguyuposanuu MRSA
B03MOJICHO UCNONIb30GAHUE UHSATAYUL HBAHKOMUYUHA™™ 6 popme O/ UHBEKYUOHHO20 NPUMEHEHUs 8
HenpepuvlgHom pedicume (maba.12) [136,137].

Tabauna 12. AuTnOakTpuaibHbIe Mpenaparhl, IPUMEHsIEMbIE Y MAUEeHTOB ¢ MYKOBUCIIHI030M, TPU
BBICEBE W3 MOKPOTHI/OpPOHXHMAIBHOTO CEKpeTa METHIMIUIMHpe3ucTeHTHoro Staphylococcus aureus
(MRSA).

|AHT1/16aKTepnaJILHLn71 | CyTtounasi 1o3a s | CyToyHas 103a |Cn0c06 |KpaTH0cn> |
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(TpOTHBOMIOKA3aH JIETAM

2,4 Mr/kr/cyT

200 wmr, ganee 100

60 MuH.

npenapar Hereii IS BBeJICHUS BBeICHUSA
B3POCJIBIX

Pudammuua™* 20 mr/kr/cyT 600-1200 mr  [BHyTpb 2
(B MOHOTEpamuud  HE
Ha3HAYaroT) (maxcumansHO 600 MT B
(IpOTHUBOMIOKA3aH  JCTSIM CYTKH)
o 1 roga)
Ko-tpumokcaszon 6-10 Mr/kr/cyT o 320 Mr no BuyTpb 2
[Cynbdamerokcazon+Tpu [rpuMeTonpumMy, TPUMETOIIPUMY B/B
METOIIPHM | ** MPH TSDKETTON HHQEKITNN
(cycmieH3usi Uil TpHeMa BO3MOKHO YBEIUYCHUE
BHYTPb — 10361 Ha 50%
[MPOTHUBOIIOKA3aHa  JIETSIM|
mo 6 Hedenb, TaOIETKH|
MPOTUBOIOKA3aHbI  JIETSIM
no 3 Jer, pacTtBop I
WHQY3UH MPOTHUBOMOKA3aH
meTsM 70 3 JeT)
Dy3ua0Bast KUCIOTA 40-60 mr/kr 2250mr BayTps 3
(mpotuBomnokazana gaerTsaM#<l roma: 1S5mr/kr 3
o 3 neT) jpasa B JIeHb

#(mo 3 mer) 1-4 rona:

250 mr 3 pasa B ICHb

5-12 net: 500 mr 3 pazal

B JICHD

12 met: 750 mr 3 pasal

B JICHD
Knuapamuua ™ * 20-40 mr/kr/cyT 1,8-2,4r BuyTpb 3-4
(mpoTHBOMOKa3aH  JAETAM 40mr/KT/CYyT 1,8-2,7r B/B 3-4
1o 3 Jer)
Joxcuukmua™ * JleTstm ¢ Maccoii Tena 1 nens-200 mr  |BHYTpPB 1-2
(mporuBomoKa3aH  AersaMMenee 45 kr B mepBbiid  |3aTeM 100 Mr onuH
o 8 neT) IneHs edenns 4 pa3 B CyTKH

MT/KT/CYT, B

MocIeAyIoye IHu - 2-4

MT/KT/CYT.

/leTstm ¢ Maccoii Tena

bonee

45 Kr - KaK B3pOCIBIM

Turenukua** B Bo3pacTte 8-11 jer - HayvanbHasg no3a - [B/B B Teuenue 30- |2

o 8 yer) MaKCUMAaJIbHAs 1034 - MT
100 mr

Hozac 12 no 17 mer

cocrasysieT 100 mr.
Ulunezomua™* imo 12 net — 20-40 1200 mr BuyTtps, B/B 3 — 1o 12 ner, 2 -
(TabneTHpOBaHHEIC MT/KT/CYT (MAKCUMAIILHO crapmie 12
dhopmer potuBomnoka3zanel600 mr). Craprme 12 met
netsaM 10 12 net) - 1200 mr
Bankomurma™* 40 mr/kr/cyT 2r1p B/B 2-4
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#BaHnkoMHUIIUH* * 250 mr 2 paza B aenb. K 500 mr MHramsamuoHHO 2
(bopmBI IS OTMEPEHHOH 03¢
WHBEKIIMOHHOTO IMo0aBHUTh XJI0pUAA
npuMeHeHs)” HaTpus 0,9% no 4 mu.
TelkoILuIaHUH 1 mecsama - 10Mr/xr 800 mr B/ 1-2
(Makc. 400 mT) BBOIATCS
3 1036l Kaxaple 12
JacoB (Harpy3o4Has
imo3a). [Tocnemyromue 24
gaca 10 mr/kr (Makc.
400 mr)
OJTHOKPATHO/CYT.
[edrapomunaa (ocamun**2 mec-2 roma 24 Mr/Kr. 600 mr B/B 2
(mpotuBomnokazan  aetaMOT 2-128 net 36 mr/kr,
o 2 mec) 12-18 ner 36 mr/kr. —
pasoBas mo3a (PazoBas
Im03a He JOJKHA
npesbimath 400 Mr)
TemaBanmmH** maruerTaM ctapire 18 (10 mr/kr B/B (ne menee 60 |1
et MHH. )
Ipumeuanus:

# - npumeHeHue 1eKAPCMBEHHO20 NPENapama GHe 3apecUCmpUpOBaHHbIX 6 UHCMPYKYUU JIeKAPCMBEHHO20 Cpedcmed
HOKA3aHULL OCYWeCmeIsiemcsi No peueHuio 8pavednol Komuccuu, ¢ paspewenus JIOKanbHo2o smuuecko2o Komumemad
MEOUYUHCKOU Op2anu3ayuu (npu HAIuyul), ¢ YClosueM NOONUCAHHO20 UHMOPMUPOBAHHO20 CO21ACUs pooumeel
(3akoHHO20 npedcmasumenis) u pebeHka 8 o3pacme cmapuie 15 nem.

1 .[65,115,116,121,122,123,136,137].

Dnuodemuonocuveckue ucciedoganus OdemoHcmpupytom, umo MRSA accoyuupyemcsa co
CHUJICEHHOU 1E204UHOU (hyHKYUel, Oonbulel nNompeOHOCMbI0 8 MeOUKAMEHMO3ZHOU mepanuu u Xyouieti
gvlorcusaemocmoio. s apaouxayuu 6036youmenst UCHOIb3YIOM OOCMAMOYHO ACPECCUBHbIE CXeMbl

JIEHEHUA.

3.1.3.4 AuTn6akTepuaabHas Tepanus NPU BbIBJIEHUH B MOKPOTE/OpOHXHATBLHOM CeKpeTe
P.aeruginosa

o PGKOMGHI[yeTCSI OOIHOBPCMCHHOC HA3HAYCHUC 2-3 HpOTI/IBOMI/IKpO6HHX IpernapaTroB H3
pasHBIX TPYII, YTO TPEAOTBpAIlaeT pa3BUTHE YCcToHumMBOCTH P.aeruginosa u crmocoOCTByeT
s dexra
[2,4,15,111,112,113, Garazzino S, Altieri E, Silvestro E, Pruccoli G, Scolfaro C, Bignamini E.
Ceftolozane/Tazobactam for Treating Children With Exacerbations of Cystic Fibrosis Due to
Data. Pediatr. 2020 May
5;8:173https://www.eucast.org/fileadmin/src/media/PDFs/EUCAST _files/Rationale_documents/Ceftol
ozane-tazobactam_Rationale 1.0 20200515 v1.pdf].

YYP-C, Y1 -5).

JOCTHIXKCHHIO MaKCHUMaJIbHOI'O KIMHHUYCCKOTI'O (3pazu/11<au1/m P. aerug i nosa)

Pseudomonas aeruginosa: A Review of Available Front

KOMMeHTapI/II/I: Haubosee yacmo NPpUMEHAIOM KOM6MHCZI/;MM AMUHOSTUKO3UOOE C ued)aﬂocnopuuamu

3—4 noxonenuss (mabn.13). ILlenecoobpaszno nepuoouuecku MeHsmMb KOMOUHAYUU AHMUOUOMUKOS,
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aghpexmuenvix 6 omHowlenuu curecHouHou nanouxu. Credyem noMHumv, 4mo J1abopamopHoe
onpeodenienHue YY8CMBUMENbHOCIU MUKPOOP2AHUZMA K AHMUOUOMUKAM He 6ce20d NOTHOCMbIO
coenadaem ¢ KIUHUYECKUM OMBEMOM HA NPOBOOUMYTIO MePanuio

B msaocenvix caydasx, npu HecmabuIbHOM COCMOAHUU, OOI’lyCKael’l’ZC}l HenpepvleHoe

npumenenue npenapama [139].

Pewenue o nasnauenuu nezape2ucmpuposaHuvix NPenapamos no HCUZHEHHbIM HOKA3AHUAM
NPUHUMAEMCA  KOHCUTUYMOM — (hedepanvholi  MeOUYUHCKOU  OpeaHusayuu, 6603 npenapama
ocywecmensaemcs 8 COOMBemcmeuu ¢ 3aKOHOOAMeNbHOU 60a30u 01 obecneyeHus NayueHmos
He3apeaucmpuposanHviMu 6 P® nexkapcmeennvimMu npenapamamu Nno HCUSHEHHbIM NOKA3ZAHUAM
(ITpuxaz Munucmepcmea 30pasooxpanenus u coyuanvro2o passumus Poccuiickoi ®@edepayuu «O
nopsioke NpuUMeHeHUs JeKaApPCMEEHHbIX CpeoCme Y NAyueHmos Nno HCUSHEHHbIM NOKA3aHusm» om 9
aszycma 2005 2. No 494).

Ta6auna 13. AnTnbOakTepruanbHbIe MPenapaThl, IPUMEHIEMbIC Y MAIMEHTOB ¢ MyKOBUCITHI030M, TIPH

BBICEBE M3 MOKPOTBI/OPOHXHATLHOTO ceKpeTa P. aeruginosa.

AnTHOaKTepuaidbHbIii  |CyTouHas q03a Aas(CyTounbie 10361  (Cnoco0 BBenenusi [KpatHocTb

npenapar meTei 1151 B3POCJIBIX BBeIeHUS

AMUKaIH* * 20-30Mr/kr 700 - 1500 r B/B 1

[erramMurug** 10 mr/xr 10 mr/xr B/B 1

ToOpamunyH

Lnmpodaokcanua™** #<1 mec. 30 mr/kr; (1,51 BryTpb 2

(mpoTtuBOMOKa3aH feTsM ¢ | >1 mec. 40 Mr/kr

MYKOBHUCIIHJIO30M JI0 5 (750 mr - makc.)

beT) 10 mr/kr 800 mr B/B 2

#JleBodnokcanun ** 1620 mr/kr 500-1000 mr/cyt  |BHYTpB 1-2

(nporuBonokaszas 1o 18 (1620 mr/xr 1000 mr B/B 2

meT)

HeQ)Ta3I/IL[I/IM** 150 — 250 Mr/kr 6-9 r B/B 2-3

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

(TpOTHBOMOKA3aH JIETAM

0 2 Mec. )KHU3HH)

Llepenum+cynpOaktam  |c 2 mecsues - 50-80 4 r B/B 2-3

(IPOTHBOMOKA3aH AETSM  [MI/KT

0 2 Mec. )KU3HH)

[edrazuaum + aBubakTam |no 18 jieT He 750/1500 mr B/B 3

** MPUMEHAETCS

Ledronoszan + #30-40 mr/xr Or B/B 3 (B cilyuae, eciu

Tazo0akTam™* MIIK mis
P.aerugenosa paBHa
v Gostee 2 Mr/i -
30-40 mr/kr (110
nedrono3any) 4
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BBEJICHUS B CYTKH
(KaxxapIe 6 9acoR))
[unepanuIna-+ 270-360 Mr/kr 13,51 B/B 3-4

Tazo0akTam
(TPOTHBOIIOKA3aH JICTSIM
o 2 yier)
Ledhonepazon/Cynsoakta |150-200 mr/xr 8T B/B 2

M**

A3TpeoHaM 150-250 mr/kr 8T B/B 4
(IPOTHBOMOKA3aH /10
BO3pacTa 9 mec.)

Nmunenem+ 50 — 100 mr/krmo  2-4 T B/B 3-4
[{unacraTua™* MMUTICHEMY
(IpOoTHBOMOKA3aH JIETAM
M0 3 Mec. )KH3HH)

MeporeHem 60-120 mr/KT 3-6T B/B 3
(TpOoTHBOMIOKA3aH JIETAM
0 3 Mec. )KM3HH)

JlopuneneM o 18 ser He 3000 mMr B/B 3
[TPUMEHSICTCS

Q)OC(IJOMI/IHI/IH** 0,2 — 0,4 r/kr 10-12r B/B 3-4

(TpoTHBOTIOKA3aH JIETAM

1o 12 net)

IIpumeyanus:

*Ipumenenue nexapcmeenozo npenapama y demeii ene 3ape2ucmpupoanibix 6 UHCIMPYKYUU TEKAPCMBEHHO20 CPeOCMEa
HOKA3aHULL OCYWeCmeIsAemcs No peueHuio 8pavednol Komuccuu, ¢ paspeuwenus JIOKanwHo2o smuuecko2o Komumemad
MEOUYUHCKOU Op2aHu3ayuu (Mpu  HAIUYUYU) NPU  HATUYUU NOONUCAHHO20 UHGOPMUPOBAHHO20 CO2LACUsl pooumeel
(3axonH020 npedcmasumeins) u pebeHka 6 sozpacme cmapuie 15 rem

Tpu nanuuuy MEOUYUHCKUX NOKA3AHULL (MO HCUSHEHHBIM NOKA3AHUSM, GKIIOYAs UHOUBUOYAbYIO HENePeHOCUMOCHb, Odlee
— N0 OJICUBHEHHBIM NOKA3AHUSAM) NO DPEUleHUI0 6paYeOHOl KOMUCCUU OCYUIeCMEISIemcsl HA3HAYEeHUe 1eKapCmEeHHbIX
npenapamos He no MeNCOYHAPOOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHO8AHUIO (wacmb 15
cmamvu 37 Dedepanvrozo saxona om 21.11 2011 Ne 323-D3 «O6 ocnosax oxpanvl 300po6vs cpadcoan Poccuiickoii
Dedepayuuy u nynkm 6 Ilopsadka HasHaueHuss NEKAPCMBEEHHLIX NPEnaApamos, Gopm peyenmyprvix O1aHKO8 Ha
JleKapcmeeHHble npenapamvl, HOpsOKd OQOpMIeHUs. VKA3AHHLIX ONAHKOS8, UX Yyuyemd U XPAHeHus, YMEepICOeHHO20
npuxazom Munsopasea Poccuu om 14.01.2019 Ne4n). Pewenue épaueOHOU KOMUCCUU OQPOPMISLEMCS NPOMOKOIOM U
BHOCUMCS 8 MEOUYUHCKYIO OOKYMEHMAYUIo nayuenma.

Pewenue o nasnavenuu nezapecucmpupo8aHHbIX NPenapamos no HCUHEHHbIM NOKA3AHUAM NPUHUMAEMCA KOHCUTUYMOM
GedepanbHoll MeOUYUHCKOT Op2anU3aAyul; 8603 NPEnapama OCYWeCmeisemcs 6 COOMEEemCcmeuu ¢ 3aKOHO0AMenNbHOU
6a3otl 0 obecneuenusi NAYUEHMO8 He3apPecUCMPUPOBAHHbIMU 68 P® nexapcmeennblMu npenapamamu no JHCU3HeHHbLM
nokazanuam (IIpuxaz Munucmepcmea 30pasooxpanenuss u coyuanvho2o pazeumus Poccuiickou @edepayuu «O nopadxe
npUMEHEeHUs IeKAPCMEEHHbIX CPeOCmE Y DOIbHBIX NO ICUSHEHHbIM NoKazanusm» om 9 aseycma 2005 2. Ne 494).

. Pexomennyercsi mpoBeneHHe MPOQPIIAKTHUECKUX KYpPCOB aHTHOAKTEPHAIBLHOW Tepanmuu Mpu
XPOHUYECKOW KOJIOHW3AIlMM HIDKHUX JIbIXaTeJIbHBIX MyTed P. aeruginosa, uis yBeIHYCHHS
IPOIOJDKUTEILHOCTH KHU3HH TaruenTos [2,65,116,137,138].

(YYP-C, Y/ -5).

KommeHnTapmii: credyem — NOMHUMD, umo  npogedeHue  NPOPUIAKMUYECKUX — KYPCO8
AHMUOAKMEPUAIbHOU Mmepanuy NPaKmuidecku He CKA3bl8aemcs HA YCMOUYUBOCU UWMAMMO8
MUKDPOOP2AHUZMOB MOTbKO NPU CBOEBPEMEHHOL CMeHe NPUMEHSAEMbIX NPEenapamos.
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Ilpu wacmeix o0b60CMpeHUsx UHDEKYUOHHO-BOCNATUMENbHO20 NpOYecca 6 OPOHXONEC0UHOL
cucmeme cinedyem Y8eaudusams npoooJHCUmMenIbHOCMb KYPCo8 aHmubaxmepuaibHou mepanuu 00 3
Hedenb u Oonee, UCNONL306AMb GHYMPUBEHHLLL CNocob 6gedenusi u lunu coxpawamos uHmepsaiv
medncoy kypecamu ulunu medxncoy Kypcamu 6/6 mepanuu NPUMeHsms YUnpo@ LoOKCayun™* ¢ mabiemkax.
Lunpogrokcayun** npumensemcs makdice npu KanHcOOU OCMPOU PeCRUPAMOPHOU UHDeKyuu u
obocmpenuu OpoHxone2ouno2o npoyecca aeekou cmenenu)[1,4,31,111,114,116,140,141]. V oemei
Maadute 5 Jjem HA3HA4aAmMb Yunpo@uoxcayun™** no peweHuro 8pauedHO020 KOHCUIUYMA BBUQY
omcymcemasus anemepuamusrnozo ABII.

Crparerust antuonoruxorepanuu P. aeruginosa ungexuuu npu MB
Jpagukamus Pseudomonas aeruginosa npu nepBUuYHOM BbICEBe

. [lpy oTCyTCTBUMM y MalUEHTa KIWHWUYECKH 3HAYMMBIX DPECHUPATOPHBIX CHMITOMOB, IPH
MUHUMAQIBHBIX ~ CTPYKTYPHBIX  W3MEHCHHUSX B JIETKUX W TPH  YCJIOBUU  TPOBEICHUS
0aKTEepHOIOTUYECKOT0 MOHUTOPHUHTA HE pexke 4-X pa3 B O pEKOMEHAYETCS TPOBEACHNE OJJHOTO U3 2-
X PSKUMOB aHTHOAKTEPHAIbHOM Tepamuu C IeIbl0 dpaaukaimu P. aeruginosa ajist yBequueHHs
MPOJOJDKUTEILHOCTH JKU3HU W MPOQWIAKTUKUA CHWKEHUS (YHKIIMU JICTKUX IS BCEX BO3PAcTOB
nanuenros [10, 11, 31]:
- HMHrajauuu TobdpamuuuHa** B Buae pactBopa 300 mr x 2 pa3a B J€Hb WIM B BUJE Kamcyil ¢
MOPOLIKOM JJISl HHTATAIMN (00€e JleKapcTBeHHBbIE (OPMBI TPOTUBOIIOKa3aHb! I Aereil 1o 6 net) 112
MI X 2 pasa B JeHb B TeueHue 28 mmeit [1,2,4,15,111,112,113] (YYP — A, Y — 2), Bo3MOXKHa
KOMOMHAIMS c nunpogIokcauHoOM ** (Tabm.13) B TEUYEeHUE 3-x HeZelNb
[1,2,15,65,111,112,113,116,138].
(YYP-A, VIO -2).

Wi
- KOMOWHAIMsI WHTASIMOHHOro KonucTuMerata Hatpus** (Imin. EJl x 2 paza B JeHb y netei
mtamie 8-10 jer, 2 M. EJT x 2 pasa B nens y maiueHToB 8-10 jet u crapie) (s gereit muaamiie 6
JIeT Ha3Ha4aTh M0 PEHICHUI0 BpayeOHOro KoHcwianmyma) [116] B TeueHune 3-X MecsIeB B COUYETAHUU C
unpodrokcannHoM™* (tabn.13) per os u3 pacuera 30-40 Mr/kr/cyTku B J1Ba puéMa B T€UeHHE OT 3
HeJlelb J10 3-X MecsIeB B 3aBUCMOCTH OT Bo3pacta [2,15,116,138].
(YYP-C, Y1 -5).
Kommenrapumu: 6 nacmoswee 6epems 6Oesonachocmv U dQhekmusHocmy — UHATAYUOHHOSO
mobpamuyuna™* ooxazana y oemeti ¢ 6 mecsiunozo éo3pacma [142].
B cnyuae ucnonvzosanus uneanayuoHHO20 AHMUOUOMUKA 6Nnepeble, Nepéasi UHeANAYUS OOJIHCHA
npoeoouUmvCs N00 8payedOHuIM Habarwoenuem. Tlpu nanuuuu senenun oporuxocnasma 3a 10-15 munym

0o uHeaIAYuUUu Cﬂedyem UucnoJjib3o6aniob 6p0H)COJZMmuKM.
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Yepez 7 — 14 Ouetl nocie okoHuaHus Kypca aHmMubOAKmepuaibHou mepanuu HeobXooumo nposecmu
bakmepuonocuueckoe Uccied08anue Mokpomol (21y60ko2o opogapuneeansvrnoco maska [116]) ons
oyeHKu 2¢hghexmusrocmu spaduxayuonHou mepanuu [2].
YV cmabunvnuix  nayuenmos ¢ 0Oonee  mANCENLIM - 3abonesaHuemM  J1€eKUX  (npu  HAIUYUU
cghopmuposasuiuxcsi OPOHX0IKMA308, amenekmasax, HUSKUMU (PYHKYUOHAIbHLIMU NOKA3AMeNIMU), 8
omcymemeuu 00IHCHO20 6AKMeEPUOIO2UYecKo20 KOHmMpos (pedce, yem 1 paz 6 3 mecaya) 603MOHCHO
uHUyuupyrowee OnumenbHoe npuMeHeHue UHeAIAYUll moopamuyuHa 6 HenpepvleHom pexcume 0o 3-6
mecayes (no pewenuro neyawe2o epaya) [116]. Boszmooscno dobasnenue k mepanuu nepopaibHo20
yunpoghnokcayuna 6 meuenue 3-4 neoenw [2].
o [Ipy HanMUUMKU KIMHUYECKH 3HAYMMBIX PECHUPATOPHBIX CUMITOMOB, MPU3HAKOB OOOCTPEHHUS
OpOHXOJIErOYHOTO TPOIECca, Y HEKOMIUIAGHTHIX MAIEHTOB PEKOMEHIOBAaH ABYXHEICINBHBIH Kypc
BHYTPHBEHHOW KOMOMHMPOBAHHOM (JBa Mperapara) aHTUCUHETHOWHOW TEParuy ¢ HENbI0 dPaTuKaIiH
BO30yauTens [65,116,138,141].
YYP-C, YII-5).
KommenTapuu: npeonoumenue omoaémces xomdunayuu yepmaszuouma™* c¢ amunoerukozudamu
(mobpamuyun™* uru amuxayun™*). B cryuae couemanus P. aeruginosa co S. aureus pexomendyemcs
KOMOUHayust meponenema™* ¢ moopamyunom™* unu amuxayurnom™* (maén. 13) [65].
Koumpone s¢ppexmusnocmu maxowce noxkazam uepes 7-14 OHeil nociie OKOHUAHUS Mepanuu.
HNutepMuTTHpYOLIas U Xponnueckasi mHdexmun P. aeruginosa

Ilpu unmepmummupyoweu ungexyuu P. aeruginosa 6ozmoocHocms canayuu MOKpOmbl
nayuenmos ¢ MB 3unauumenvno eviuie, 4em Npu XpOHUYECKOU. B mHo2onemHux uccnedo8aHusx
NOKA3aHO, 4MO AKMUBHAS AHMUMUKDOOHAs mepanus No360Jsem Npedynpeoums ulu Omcpoyums
paszsumue xporuueckou P. aeruginosa ungexyuu 6onee uem y 80% nayuenmos ¢ MB.

e PexomenmoBano, ecnu  opamukanmus  P.aeruginosa  mocine  TPOBEICHHOTO  Kypca
AHTUOMOTHKOTEPANIMU y TAIMeHTa ¢ MYKOBHCIMJIO30M HE IPOW3OIDIa M Yy TalMeHTa pPa3BHIIACh
XPOHUYECKAs] CHHETHOWHAas WHQEKIHs, Ha3HAYCHHE WHTASIITMOHHOW MPOTHBOCHHETHOWHON Tepanuu
(ToOpaMutIH** (Karcynbl ¢ MOPOIIKOM ISl MHTAJSIUI, pacTBOP JIJISl MHTAJSIIUIN) WM KOTUCTUMETAT
HaTpus (pacTBOp JJIsl MHTAIIAIME)) (Taba. 14) [265].

YYP-C, Y1 -5).

KomMmenTapum: nosgonsiem ymeHvuwiumes puck passumus o00cmpeHull 6POHX01e204H020 npoyeccd,
cmeneHb — GbIPANCEHHOCMU — PECNUPAMOPHLIX — NPOAGIEHUN,  COKpAmMmumv  YUCIO  KYPCO8
Mabnemupo8aHHol Ui 6HYMPUBEHHOU AHMUOAKMEPUANTbHOU MepnY U  YIyYuums nokasamenu

@yukyuu enewne2o ovixanus [2,65].
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Tabauna 14. Cxema aHTHOAKTEpHATBHON TEpANTUU IPH XPOHUUECKOM CUHETHOMHOM MH(EKITUH

[2,15,141].

Wuransuun Tobpamununa** B pactBope ains unransinuii 300 mr wmu ToOpamunimaa™* B karcymnax ¢
MTOPOIITKOM JUTsl HHTATSAIUN - 112 mr (4 Karncysibl) 1BaKIbl B CYTKH HHTEPMUTTUPYIOIIUMH KypcaMu 28
IHEW npuema, 28 nHel nepepsiB, Bcero 6 KypcoB B rojl (00e jJekapcTBeHHbIE (hOPMBI
IIPOTUBOINOKA3aHbl JETSIM 110 6 JIET)

HJIN

pactBop misa wHramsanui Komuctumerar Hatpus™* 1-4 muiH. EJ[/24 4ac mMOCTOSSHHO WM JIpYyro
AHTHOMOTHK B HMHTASAIMAX IMOCTOSHHO BCEM JETSIM C XPOHUYECKOW KOJOHW3alUeld CHUHETHOWHOMN
Naj04Ky (IPOTUBOIIOKA3aH JAETIM 110 6 JIeT)

VY nmanueHToB ¢ MPOrPEeCcCUPYIOUINM CHI)KEHHEM (YHKIIMH JIETKUX U YacThIX OOOCTPEHHSX, a TaKKe
IPU HEAOCTATOYHOM S((PeKTe OT MHTaNSIHOHHOW aHTHOAKTEPHATBLHOM Tepamuud OCHOBHOM PEXUM
Tepanuy BKIIOYAET: 2-X HEJIEeNbHBIN KypC BHYTPUBEHHON aHTUMUKPOOHO Tepamnuu Kax/jable 3 Mecsia

LIpenapamul ons snympusennozo esedenus. Toopamurua™* 10 mr/kr wim Amukanua™* 20 mr/kr 1pas
B JeHb Wik ToOopamurma™** 10-12 Mr/Kkr B 1eHb (IO TOCTHKEHUS B CBIBOPOTKE KPOBU KOHIIEHTPAIIUU
1-2mkr/mi) +Ledrazunum™** 150-200 mr/kr B nens B/Bumm + Meponenem™* 60-120mr/kr/244ac B/B
WIM + Jpyrod aHTUOMOTHK, AaKTUBHBIA MPOTUB CHHETHOWHOW mamouku. [lpu kiInmHHUYEcKoit
HECTa0MJIBHOCTH, B T.4., NMPU NPUCOCIMHEHUH OCTPOH pPEeCHUpPaTOPHON HWH(EKIHMH: YBEIHYCHHE
MPOJOIKUTENFHOCTH KypCOB B/B aHTHMOAKTEpUAIbHON Tepamuu [0 3 HEd. W/HWIW COKpalleHHe
UHTEPBAJIOB MEXIy Kypcamu, wu/win 1npueMm Llunpoduiokcammua**/#0dnokcanuna**  20-
40MI/KT/CyTKH BHYTPb MEXIY KypcamMHu B/B aHTHOAKTEpPHAIbHON Tepamuu, a TakKe HempepbIBHAs
MHTSIIMOHHAs aHTHOAKTepHaIbHas Tepanus Kypcamu ToOpamunmaa** u Konmucrumerara Hatpus™*
(06e nexapcTBeHHbIE (POPMBI IPOTUBOIIOKA3aHbI JIETAM /10 6 JIET)

IIpumeuanue:

# IpUMeHEHNe y JeTel JIeKapCTBEHHOTO IIpenapaTa BHE 3aperHCTPHUPOBAHHBIX B HHCTPYKIMH JIEKAPCTBEHHOTO CPEJCTBA
MOKa3aHUH OCYIIECTBISIETCS 110 PEIICHUI0 BpaueOHOW KOMHCCHH, ¢ paspeuieHus JIOKaIbHOTO 3THYECKOTO KOMHTETA
MEIUIMHCKON opraHu3anuu (MpH HAJIWYMH), C YCJIOBHEM IIOJINHCAHHOTO HH(MOPMHUPOBAHHOTO COTJIACHS POJHUTEINICH
(3aKOHHOTO TIpe/ICTaBUTENST) U pebeHKa B Bo3pacTe cTapiie 15 er;

TobpamuruH (pacTBOp AJIs WHraJsHiA), ToOpaMuIiiH (Karncyisl ¢ MOPOMIKOM Ui HHTamsimi), Komuctumerar HaTpus
(pacTBOp IUIS HHTAIAINI) -TIPOTUBOIIOKA3aHBI IETSIM 10 6 JeT);

OdrokcanuH — MPOTHBOMOKAa3aH aeTsM (10 18 mer);

ITpotuBonokaszanus amst ocranbHbIX JIC — cM. Tabu.13.

3.1.3.5 AuTn6akTepuaIbHas Tepanus NPU BbiceBe U3 MOKPOTHI/OPOHXHATBHOIO CeKpeTa
Burkholderia cepacia complex

OO0mume npaBu/ja aHTUMUKPOOHOM Tepanuu:

o Pexomennyercs mnpu unbunupoBanuu Burkholderia cepacia complex nememienHas
aHTHOAaKTepUalbHAs Tepaluus BCIECACTBHE €€ BBICOKOW BHpysenTHocTH [1,2,65,116,137,138,143,144
].

(YYP-C, YOI -5).

Kommenrapmii: unguyuposanue Burkholderia cepacia complex docmosepro yxyowaem knunuueckoe
cocmosnue nayueHma u npocHos. Ecmb omoenvHble cooOwjenus 06 ycnewHou dpaouxayuu
nexomopwuix uzoasmos Burkholderia cepacia complex ¢ npumenenuem panneii  acpeccushoii
anmubaxmepuanrbHol mepanuu 00 GopmMuposanus Xxpouudeckou uHgpexyuu. [lpu smom credyem
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yuecmsv, ymo Ooxazamenvhas 6a3a 6 OMHOWEHUU Mmepanuu 0aHHOU UHpeKyuu 8 Hacmosiwee 8pems
negenuxa. [lpenapamel, npumensiemvle npu 0aHHOU UHdekyuu npedcmasienvl 8 maonuye 16.

e PexoMeHI0BaHO IS TEpAllMK MalMEHTa ¢ MyKOBHCIHI030M ¢ BeiceBoM Burkholderia cepacia
complex, kak mpu MepBUYHOM BBICEBE, TaK W IS JICUCHHUS 0O0OCTPEHMsI OPOHXOJIETOYHOTO Mpoiiecca
OT/IaBaTh MPEANOYTCHUE KOMOMHAIMK U3 TPEX mpenaparoB (kak Oosiee 3G (HEKTUBHOMN), KypcoM OT 3
Hezlelnb U Oosee, a Takke KOMOWHUPOBATh BHYTPUBEHHBIM M MHTAISIIUOHHBIA W/WIH TIEPOPATHHBIN
NyTh BBEACHUS aHTHOAKTepHAIBLHBIX rpenaparoB [116,137,145].

YYP-C,¥a1-5).
Kommenrapuu: Haubonvwyio akmusnocms in VItro coxpansiom [lepmazuoum™*, Llepmasuoum +
asubakmam™>* Hunepayunnun+Tazobaxkmanm, Meponenem**, Umunenem**,
#Cynovhamemoxcazon+Tpumemonpum™**  u  #Tempayurnunor. B knunuueckux uccnedoeanusx
Haubonee 3ppexmusnvr Meponenem™*, #Toopamuyun™**, #Cyrochamemoxcazon+Tpumemonpum™*,
#llunepayunun+Tazobaxmam, #oxcuyuxnun™* u #llepmazuoum™** (mabn.15). /s onmumuzayuu
ucxooos «cepacia syndrome» pexomenoyemcs o00s3amenvHoe GKIOHEHUE 6 CXeMy JIe4eHUs.
#Cynovghamemoxcazon+Tpumemonpuma™*. Dgghexmusno npumenerue mpEXKOMNOHEHMHOU CXeMbl
gHympuseHno2o e6sedenus Meponenema™*, Toopamuyuna** c [egpmazuoumom™* 6 meuenue 2 -x
Hedenwv u bonee (maobn.15) **[1,2,116,137,147].
o Oggexmuena onumenvuas, om 3 0o 12 nedenrvb, mepanus nepopaAlbHLIMU NpPenapamamu
#Cynvpamemoxrcazonom~+Tpumemonpumom ** u/unu #/[okcuyuxnunom™* u /unu
#Xnopamepenuxonom™* (na ¢pone enympusennou mepanuu unu nocie uee) (maoba. 15). Ilpu
xponuueckou unghexyuu Burkholderia cepacia complex pexomenoyemes npuem mabnemuposanmvix
popm #Cyrvpamemorcaszona+Tpumemonpuma** (mabn.15) [1,2,116,137].

o bBomvwuncmeo  muxpoopeanuzmos  Burkholderia cepacia complex  demoncmpupyrom

PE3UCMEHMHOCMb K GHMUNCEBOOMOHAOHbIM — AHMUOUOMUKAM, — 6KIIOYAS — NPUPOOHYIO
pezucmenmuocmy Kk Konucmumemamy wnampusa™** (npomusonokazan odemsam 0o 6 jnem) u
amuHoz2nukozuoam. B mo oce epems, naxonnena ungopmayus 06 s¢pgpexmuenocmu npumeHenus

Toopamuyuna™*(npomusonokaszan demsim 0o 6 rem) [1,2,116,137,147].

® B paode cayuaeé npu KpaiiHe maAdCeNOM meyeHuu 0one3Hu (mepanus cenayus-cuHopoma)

00nycmumMo covemanue O08YX [-1aKMAMHBIX AHMUOUOMUKOS (6HYMPUBEHHO+EHYMPUBEHHO U

BHYMPUBEHHO T UHEANAYUOHHO) U NPUMEHEHUS C8EPXBLICOKUX 003 AHMUOUOMUKO8 (N0 peueHUo

KOHCUIUYMA Ulu 8pavebHou komuccuu). Mmeemcs nonoxcumenvhviil Onvlm npuMeHenus mpex [3-

JIGKMAMHBIX ~ AGHMUOUOMUKOS, 6KIOYas 06a Kapbanenema. Llenecoobpaszna pomayua u

Hapawueanue 003  AHMUOAKMEPUATbHLIX — npenapamos 00  CMAOUIU3AYUU  KIUHUKO-

penmeenonocuueckoll u rabopamopnou kapmunwl [1,2,116,145,147].
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o Jlns pereir crapmie 12 JeT W B3pOCHBIX PEKOMEHIOBAHO WHTAMAIMOHHOE MPUMECHEHUE
#ToOpamuniuaa™* (B BUJE pacTBOpa WJIM B BHJIC KaIlCyJl C TIOPOIIKOM JIsl MHTAJISINI), a TaKKe
#Meponenema*™* u #lledrasmmuma**, mpenHa3HaYCHHBIX JJIs BHYTPUBEHHOTO HCIOJIb30BaHUS
(Tabm.15). BO3MOXHO HHTAISIIIHOHHOE TPUMEHEHHUE #THaM(EHUKOJIA TTUIIUHATA alleTHIIMCTUHATA

(Tab6mn.15), BBIOOp HHTAJISAIMOHHOTO AHTHOWMOTHKA B  3aBHCUMOCTH OT  KIMHHUYECKOMN

3¢ peKTUBHOCTH,
[2,65,115,116,137].

(YYP-C, Y1 -5).
Kommenrapmii: 06 spaduxayuu Burkholderia cepacia complex moowcno cyoume monvko uepes 200

INEPEHOCUMOCT MW PE3YJIbTAaT UYYBCTBUTCIBHOCTH B IIOCEBE€ MOKPOTHL

nocie nocieoHe2o NOA0NCUMETbHO20 pesyibmania nocesa npu  yciosuu, KaAK MUHUMYM, mpex

ompuyamelbHblx 6al<mepu0fzoeuqecxux aAHAaAIU306 MOKpombl. B omnowenuu nayuenmoe ¢

nonoxcumensubiMu - pezyiemamamu nocesos na Burkholderia cepacia complex, nposooumcs
ROIUMUKA CMPONCALULe20 UHPEKYUOHHO20 KOHMPOIS U 2uuernudeckux mep [2].
Ta6uuma 15. AutrbakrepuaabHbie Tpenaparsl, IPUMEHSIEMbIE Y MAI[MEHTOB ¢ MYKOBUCIIHI030M, MIPH

SpajMKaIlMK ¥ Tepanuu nH(EKINH, BeI3BaHHOU Burkholderia cepacia complex [2,65,115,116,137]

AnTHOaKTepuaIbHbIA npenapaTt | CyTouHasi 103a CyTtounas Cnoco0 Kpatnocts
I Aereit 032 I BBE/ICHUS BBe/JIeHH/CYT
B3POCJIBIX
Iledrasumum+[ABubakram]** B Bo3pacte 3-6 mec. 7,5 (151 npu B/B 3
(mpotuBomOKa3aH jieTsM 10 3 mec. |40 mr/kr/10mr/kr;B cenarus-cuaapome)
PKU3HH) BO3pacTe bmec-
18ner
S0Mr/kr/12,5Mr/Kr
(MakCUMabHO
2000/500mr)
#lledrazunum ** (hopma ast 2r 2T MHransmm 2
MHBEKIIMOHHOTO TIPUMECHEHHS)
#lledrasmmm 300 mr/kT or B/B 3
(121 mpu cenanms-
CUHJIpOME)
MeponeHem™ * 120 mr/kr 6,0r B/B 3
(TIpOTUBOTIOKA3aH JETSAM 10 3 Mec. (9,0 T ipu cenarus-
PKU3HH) CUH/IpOME)
#llopunieHeM He paszpemien 1,5-3,0 (4,5T ipu B/ 3
CeTaIus-CHHAPOME)
[Munepanmumua-+Tazo0akram 400-500 mr/kr 13,5 B/B 3
(IpOTHBOIIOKA3aH JIETSAM JIO 3 MecC.
PKU3HN)
#A3TpeoHaM 150-250mr 3 B/ 2-4
(IpOTHBOIIOKA3aH AETsIM 10 9 Mec.
PKU3HH)
#Cynbdamerokcazon+Tpumeronpu 20 mr/kr (1o 2880mr B/B u 3
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M** (cycrieH3usl 1J1sl IEPOPaIbHOTO [TPUMETONPUMY) BHYTPb
MPUMEHEHUS - TPOTHBONIOKA3aHa
neTsM 10 6 Hel, UHBEKIIUOHHAS

(hopMa - MPOTUBOIIOKA3aHUE JI0 3

et —)

#MwunonukH (TpotuBomokazad  [[locie 8 mer: 200Mr BryTpb 1-2
neTsIM 110 8 JIeT) 2-3Mr/KT

Llunpoduokcannn™* <l mec. 30 mr/kr;  |1,5T BryTpb 2

(TIpoTHBOMOKA3aH AeTsAM A0 S5 jeT ¢ |>1 mec. 40 Mr/kr
MB u BeiceBoM P.aeruginosa, mo  |(750 mr - maxc.)
OCTAJIbHBIM TMOKA3aHUsIM - 70 18 [8,9]

ITeT, ) 10 Mr/xr 800 Mr B/ 2
#JleBodnokcanun ** 16—20 mr/kr 500-1000 mr/cyT BryTpb 1-2
16—20 mr/kr 1000 B/ 2
JloKCUITHKITHH* * JleTsim ¢ maccoit 1 nenp-200 mr 3aTtem |BHYTpb 1-2
(mpoTtuBomOKa3aH feTsM 1o 8 neT) [rena meHee 45 kr B {100 Mr oquH pa3 B
[IEPBBII ICHb CYyTKH

imeueHus 4 MI/Kr, B
MOCTICTYIONIHE THU

- 2-4 MI/KT.

JleTsim ¢ Mmaccoit

Tena 0oJiee

45 Kr - KaK

B3POCIIBIM
#XnopampeHukor** 50-100 Mr/kr 2—-4r Buytps, B/B 3-4
(TabneTKH MPOTUBOIIOKA3aHBI JETSIM
10 3 JteT Wi ¢ Maccoi Tena <20Kr)
H#TuamdeHnkosa rIMIUHAT 500-1000 mr 1000Mr Muranaouu 2
ALIETUILUCTEUHAT
Ipumeuanus:

Tpu nanuuuu MeOUYUHCKUX NOKA3AHUTL (RO HCUSHEHHBIM NOKA3AHUSAM, KIIOYAsT UHOUBUOYATIbHYIO HENEPEHOCUMOCHIb, Oalee
— NO JICUBHEHHbIM NOKA3AHUIM) NO PEUEeHUI0 6PAYeOHOU KOMUCCUU OCYUeMGISiemcsl HA3HAYEHUe NeKapCMEEHHbIX
npenapamos He no MeNCOYHAPOOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHO8AHUIO (wacmb 15
cmamvu 37 Dedepanvrozo saxona om 21.11 2011 Ne 323-D3 «O6 ocHosax oxpaHul 300po6bs cpadcoan Poccuiickoii
Dedepayuuy u nynkm 6 Ilopsadka HasHaueHuss NEKAPCMBEEHHLIX NPEnapamos, Gopm peyenmyprvix O1aHKO8 Ha
JleKapcmeeHHble npenapamvl, NOpsOKd OQOpMIeHUs. YKA3AHHLIX ONAHKOS8, UX Yyuemd U XPAHeHus, YMEepiICOeHHO20
npuxazom Munsopasea Poccuu om 14.01.2019 Ne4n). Pewenue spaueOHOU KOMUCCUU OQPOPMISLEMCS NPOMOKOIOM U
BHOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUI0 nayuenmd.

#Ilpumenenue nekapcmMeeHHO20 Npenapama 6He 3apeUCMpPUpPOSaHHbIX 6 UHCMPYKYUU J1eKAPCMEEHHO20 CPedcmea
NOKA3QHUTL NPOU3BOOUMCSE NO PEUEeHUIo 8pAYeOHOU KoMUuccuu ¢ paspeutenuss JIOKambHo2o smuuecko2o Komumemd
MEOUYUHCKOU Opeanu3ayul (Mpu HAIUYUL), NPU HATUYUU NOONUCAHHO20 UHMOPMUPOBAHHO20 CO2NACUSL pooumelell
(3axonnvix npedcmasumeneti) u pebenxa 6 éo3pacme cmapuie 15 nem.

3.1.3.6 AuTHOaKTepHATBLHAS Tepanus NPU BhIceBe U3 OPOHXMAIBLHOTO cekpera Achromobacter

spp.

OO0mme npaBuJIa aHTHMHKPOOHOM Tepanum:
e [lpu BhiceBe M3 OpoHXHMaIBHOTO cekpera Achromobacter Spp. peKOMEHIOBaHO MPUMEHSThH

AHTUOAKTEPUATTBHYIO TEPAITUIO B COOTBETCTBHH C YyBCTBUTEIBHOCTHIO MHUKpOOpranu3ma (tabdimua 16)
[1,2,65,115,116,150,151,153].
(YYP-C, YA -5).
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Kommenrtapuu: Achromobacter spp. xapakmepu3zyemcs mMy1omupe3ucmenmHocmsio, ChoCOOHOCMbIO
Gopmuposame 6uopunvm, umo odvACHAEM HeyOauu AHMUOAKMEPUATbHOU IPAOUKAYUOHHOU Mepanuu
MUKPOOP2AHUMA NPU XPOHUYECKOU UHDeKYUU.

IlosmopHviti  6vicee  Achromobacter  spp.,  conpogodxcoarowuiicss  ygenuueHueMm  NpoOyKyuu
cneyuguueckux npeyunumupyrowux awmumesn, accoyuupyemcs ¢ 0Oonee OblcmMpbiM NAOeHUueM
NIE204HOU  (PYHKYUU, CONOCMABUMBIM C MAKOBLIM NPU XPOHUUECKOU CUHeSHOUHOU uHpexkyuu (K
3ab01e6anuto npeopacnoiazaem UMMyHooepuyum).

Haubonee axmusnvimu aumubaxmepuaniouoiMu npenapamamu Ol GHYMPUBEHHO20 668€0eHUs
ABNAOMCA NUNEpayuIIuH-mazooaxmam, #meponenem™* u #Hcynoghamemoxcason+ mpumemonpum™*,
Hyepmazuoum™™>, #yepenum**, ona umneansyuni  -#xonucmumemam wnampus u Hyegpmazuoum™*
(¢hopma Ons unvexkyuonnoeo npumenenus) (maon.16) .

e PexomenmoBano manueHtaMm ¢ MB mpu mepBom BeiceBe Achromobacter spp. wmm mpu
000CTpeHNH OPOHXOJIETOYHOrO Mpoliecca, cBsa3aHHoM ¢ Achromobacter spp. BHYTpUBEHHOE BBEICHUE
KOMOWHAIMK JIBYX aHTHOMOTHKOB PA3JIMYHBIX KIAcCOB KypcoMm 14-21 neHb C IeNnbi0 dpaauKaiin
BO3OYAUTEINS:

o 1 JINHUSA - [Tunepanumuma+Tazo0aktam/#MeponeHem ™ */

#CynbdamerokcazontTpumeronpum™* (Tabmn.16);

o 2 gaunua —#ledprazumum™*, #gMunouukmun, #Konmuctumerar Hatpus**, #Xnopambenukor™*;
KoMOMHMpoBaHHas Tepanus #Meponenem™* u #llunpodnoxcamuu™** (JleBodmokcanun™**)
(Tabmn.16).

o AJabTepHaTHBHasi Tepamusi: #Meponenem** + #Munouuknun\WleBodnokcanuu** +
#Xmopampenukon**+ #Komuctumerar wHarpus**(pactBop Juis  MHTAIANME)  (Tabdm.16)
[1,2,65,115,116,137,150,154].

YYP-C, Y1 -5).

e [locie oOCHOBHOrO Kypca aHTHOAKTepHATFHOW Tepalmud PEKOMEHJOBAHO Ha3HAYaTh
#Konuctumerar HaTpus™*(pacTBop JUIsl MHTAISIIUN) (IPOTUBOIOKA3aH AETAM 10 6 Mec.) Ha 3
Mecsa. MoxHo ucnonb3oBath #Cynbhamerokcazont+Tpumeronpum™** (Tabdn.16) B Teuenue 1
mecsa [1,2,65,115,116,137,150,151,152,153,154].

(YYP-C, YA -5).

e PexomeHz0BaHO mpu XpoHuueckod wuHpekiuu Achromobacter spp. y namuentoB ¢ MB

NPUMEHSTH JUINTENbHO UHTATIIMK (Hpopmarus o npenapaTax — 1ab:m1.16):
1-1 simuuna: #Konuctumerara HaTpus** (pacTBOP AJIS MHT AL )

2-s1 auHus: #Meporenema**
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AnvrepHaTuBHas Tepanus. #llebrazuaum** u #ToOpamunmH (pacTBOp I WHTASIIUN WA

KarcCyJbl C MOPOILIKOM JJISl MHT QIS ) **

3-a JuHua: [ nmedenust obocTpeHMid, 0OYCIOBICHHBIX Achromobacter spp., MCTOIB3YIOT

KOMOMHAIIUIO

IBYX

aHTHCUHETHOMHBIX

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

(YVP - C, YIUI - 5).

AHTUONOTHUKOB

Ppa3INIHbIX

KJIaCCOB

Ta6auua 16. AaTnbaKkTepragbHbIe penaparsl, IPUMEHsIEMbIE y TAIIMEHTOB ¢ MYKOBUCIUI030M, TIPU

BBICEBE U3 MOKPOTHI/OpoHXHaNbHOro cekpera Achromobacter spp.

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

AHTHOaKTepUATbHbIE Cytounas n03a nisa | Cyrounas Cnoco0 KpaTtnoctn
npenaparbl aereit Ho3za nas BBe/JeHUs BBe/IeHUs
B3POCJIBIX

#llepTazugum™* B Bo3pacte 10 2 mec: | 2T Nuransauun | 2
(dbopma 151 HHBEKITMOHHOTO 25 — 50 mr/kr/cyT,
NPUMMEHEHHUSI) crapie 2 mec — 50—

100 mr/kr/cyT
#lledTazuanm - 300 mr/kr 9—-12r B/B 3
#Mepomenem™* 250 mr - 500 mr - Wuransmuu | 2
(popma 17151 UHBEKIIMOHHOTO
MIPUMEHEHUS )
#Mepomnenem™* 120 Mr/kr 6T B/B 3
[Munepanmnnmua+TazobakTam 400 - 500 mr/kr 13,5 B/B 3
#Cynbdamerokcazon+Tpumer | 20 mr/kr (o 2880 mr B/Bu 3
onpum** TPUMETONPUMY) BHYTDb
#Jloxcuuka™ * Hetu ¢ maccoii Tena | 1 gerap-200 mr BryTps 1-2

110 45 KT B IepBHIH 3atem 100 mMr

JIeHb - 4 MT/KT, B OJIMH pa3 B

MOCJEAYIOUINE IHU - | CYTKH

2-4 Mr/KT.

Hetam ¢ maccoii Tena

Oonee

45 Kr - KaK B3pOCIIBIM
#Xnopampenuxom** 50-100 mr/kr 2—-4r Buytps, B/B | 3-4
#TuamdeHnkona ruuIyuHaT 500 -1000 mr 1000 mr Nuransauun | 2

AlCTHIINHUCTCHHAN
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#Konuctumerar HaTpus** 2-4 mua EJT 2 —4 mmu EJT Wuramsmun | 1

#lledpomnepazon + Cynsbakram | 150-200 mr/kr 8r B/B 2
#Umunenem + Hunactatua ** | 50-100 mr/kr B geup | 2-41 B/B 3-4

110 IMUTICHEMY
#Umunenem +lumactatua** | 250 mr -500 mr - WHransmun | 2
#MUHOTMKITIH Hetsm crapmre 8 met | Cpemnsis BayTps 2

HA3HAYaIOT B HavaJbHas J103a

HavYaIbHOU 103¢ 4 rpemnapara st

MT/KT MaccChl T€ja, B | B3POCIBIX

NalIbHEHIIEM - 2 coctaBseT 0,2

MT/KT MacChl TeJia T, B JaJIbHEHIIIEM

Kaxaple 124. - 0,1 r xaxxapIe

124

#TobOpamuua** (pactBop st | 600 mr 600 mMr Wnransauum | 2
WHT QTSI )

(mpoTHUBOMOKa3aH IETAM /10 6
Mec. KU3HN)

Ipumeuanus:

Tpu nanuuuu meOUYUHCKUX NOKA3AHUU (N0 HCUSHEHHBIM NOKA3AHUAM, 8KIIOYAL UHOUBUOVAILHYIO HENepeHOCUMOCHb, Odjlee
— NO OJHCUBHEHHBIM NOKA3AHUAM) NO DPeuleHur0 8payeOHOU KOMUCCUU OCYUemBIiAemcs HA3HAYeHUe JIeKApCMEeHHbIX
npenapamos He no MexcOyHapoOHOMY HeNaHmMeHmMO8aAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHO8aHUI0 (Yacmy 15
cmamou 37 @edepanvroco 3axona om 21.11 2011 Ne 323-®P3 «06 ocnogax oxpanvl 300posbs epadxcoan Poccutickoil
Dedepayuuy u nywkm 6 Ilopsaoka HasHaueHus 1eKAPCMBEHHBIX Npenapamos, Gopm peyenmypHuix ONAHKO8 HA
JleKapcmeeHHble npenapamovl, NOpPsOKA OQOpPMIeHUs. VKA3AHHLIX OIAHKO8, UX YYyemd U XPAHeHUsl, YMEEPICOEHHO20
npuxazom Munsopasea Poccuu om 14.01.2019 Nodn). Pewenue epauebnoil komuccuu 0OQOpMALemcsi NpomoKoiom U
BHOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYuio nayueHma.

Ilpumenenue nexapcmeenHoco npenapama 6He 3apeUCMPUPOBAHHbIX 8 UHCMPYKYUU JIeKapCmEeHH020 Ccpedcmsd
HOKA3aHULL NPOU3BOOUMCS NO DEWEeHUIo 8payebHoll Komuccuu ¢ paspeuienus JIOKanbHo2o >muyeckozo Komumemad
MeOUYUHCKOU Opeanu3ayuu (Mpu Hamuuuy), npu HAIYUU NOONUCAHHO20 UHQOPMUPOBAHHO20 Cco2lacusi podumenet
(3aKoHHbBIX npedcmasumenell) u pebenka 6 6ospacme cmapute 15 nem.

3.1.3.7 AuTuOaKTepua bHasi Tepanus MUKoOaKTepno3a

THopaosicenue neexux, e6vizganHoe HemybepkyiesHvimu muxkooaxmepuimu (HTMB), moocem

npeocmasisims Cepbe3nyl0 ONACHOCMb OJisl 300p06bs nayuenmos ¢ MB, oonako na cospemenHom
amane OUASHOCMUKA U edenue MUKobakxmepuo3a e CmaHoapmusupo8aHbsl.
o PekoMenayeTcsi TMarHOCTUYECKU 3HAYMMBIMU KPUTEPUSIMU MUKOOAKTEpHO3a y IMalUEHTOB C
MB cuuTath: MOJIOKUTENbHBINA Ma30K Ha HaJIM4Ke KucioToycrounBsix 6aktepuit (KYB) B marepuane
W3 AbIXarenbHbIX nyTel, Hanuuue pocta HTMb wnun MBT Ha nutaTensHbIX cpenax, MOATBEPKIACHHUE
OJIHOTO M TOTO K€ BHJIa MUKOOAKTEpU KaKk MUHUMYM M3 JBYX 00pa3lioB, HAIMYUE PE3yIbTaTOB TECTa
nekapcTBeHHON wyBcTBUTenbHOCTH HTMB [155,156,157,158,159], (ITpuka3 MunszapaBa PD ot
21.03.2003 Ne 109 «O coBeplIeHCTBOBaHUU MPOTHBOTYOEPKYJIE3HBIX MeponpusTHii B Poccuiickoit
®enepanuny». (IIpunoxenne 11) UHCTpyKIMs M0 yHUPHUIUPOBAHHBIM METOAAM MUKPOOHOIOTMYECKUX
UCCIIETOBaHUM NPU BBISABIEHUY, TMaTHOCTUKHU U JICYEHUU TyOepKye3a).

(YYP - C, YT - 5).
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e [Ipu BBIOOpe anTHOMOTHKOB Ay Tepanuu uHbekun HTMb y manuentoB ¢ MB pexomenmoBano
OPHEHTUPOBAThCS Ha TECT Ha JICKAPCTBCHHYIO YYBCTBUTEIBHOCTh C LEJIBIO MOBBIIICHUS
s dexruBHOCTH Teparnuu [157,158].

YYP-C,¥aA1-5).

KommenTtapuu: Cxemwr neuenus HTMB na ocrnose Coenacosannvix pexomeHoayuti Amepuxanckoeo
¢onoa kucmosnozo ubposza (myxosucyuoosa) u Eeponetickozo obwecmsa kucmosznozo ¢udoposa no
JleYeHUI0 MUKOOAKmepuo3sa y Nayuenmos ¢ KUCMO3HbIM Guopo3om.

Peoicumor npuema anmudbuomuxos npu ungexyuu HTMB npeocmasnenvt 6 Tabauye 17, a 3navumvie
nobounvie d¢hhexmoi/a61eHus mokcuunHocmu onucansl 8 Tabauye 18.

Cnedyem yuecmsv, ymo mecm Ha nekapcmeennyio uyecmseumenvhocmos HTMB ne ececoa koppenupyem
¢ mepanesmuyeckoll QhGekmusHocmoio npenapama.

o PexomennoBano xpurepuem 3¢ddexruBaoro neuenuss HTMb y mamuentoB ¢ MB cuutats
OTCYTCTBHE POCTa MHKOOAKTEpHIl Ha MHUTATEIBHBIX CpeJax HE MEHEe YeM B TPeX MOCIEI0BATEIbHO
B3ATHIX O0Opasax JUarHOCTHYeCKoro Marepuana (mokpora) [155,156,157,158,159], (IIpukas
Munzapasa P® ot 21.03.2003 Ne 109 «O coBepuICHCTBOBAHMM MPOTUBOTYOCPKYIE3HBIX
meponpusitiii B Poccuiickoit ®enepanum» ([Ipunoxenne 11), MHCTpYKIMS 10 YHUPHUIMPOBAHHBIM
METOJIaM MHUKPOOMOJIOTHYECKUX HCCIEAOBAHUN TIPH  BBISABICHWHW, JHUArHOCTUKH W JICYCHUU
TyOepKynesa).

YYP-C, Y1 -5).

3.1.3.7.1 AuTH6aKTepUaTbHAs Tepanusi MUKOOAKTepHo3a, BbI3BaHHOro M. abscessus

Yuumuieas nedoocmamox OAHHBIX KIUHUYECKUX UCCIe008aHull, cywecmayem Oonvuioe paznooopasue
HasHayaemvlx pedcumos mepanuy. Obwumu credyem cyumame ciedyloujue Coeaaco8anHble
pexomenoayuu no anmubuomuxomepanuu nayuenmos ¢ MB npu M. abscessus [157,158]:

o PexomennoBano mnammedtam ¢ MB u  HTBM npoBoauth AByx(dasHoe JeueHHe
MHKOOAKTepHo3a, BBI3BAHHOTrO mpeacTaButensmu M. abscessus complex — ¢dasa uHTEHCHBHOTO
JICYCHHUS JIOJDKHA CMEHSTHCSA (a30d MOAICPKUBAIOIIETO JICUCHUS C IEJIbI0 JPaTUKAIUU JTaHHOTO
Bo30yauTens [157,158].

(YVP - C, VI - 5).

Kommenrapuu: Vxazannvie 6 mabauyax u cxemax anumubakmepuanivHvle npenapamvl ¢ PD ne
umerom noxazanusi HTMB, no smo nokazanue yKaA3aHo 80 6ceX 6 3apyOedrtCHbIX KIUHUYECKUX
pexomenoayusx no MB [157,158].

- UHmMeHCUSHas aza OONCHA BKIIOYAMb  €ICeOHEBHbIll NepPOpalbHbll  Npuem MakpoIuod
(npedonoumumenvro #Hasumpomuyuna**) 6 cowemanuu c¢ Hamuxayunom™* eHympueenno Ha

npomsidcenuu  3-12 Hedenvb, a makdce 00HO20 UNU HECKOAbKUX U3 CLeOVIOUUX Npenapamos:
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sHympueenno Hmueeyuxiun**, Humunenem+yuracmamun** unu #Hyegoxcumun (mabn.l7), umo
onpedensemcs (HO He Oukmyemcs) pe3yibmamamu — mecmo8 Ha — YYECMEUMENIbHOCMb K
anmubuomukam, JnumenbHocms @azvl UHMEHCUBHO2O JleYeHUs 3A8UCUM OM CMEeneHU MAXCeCmu
3a601€8aHUs, Pe3YIbMAMO8 HA3HAYEHHO20 JIeYeHUs U NEePEeHOCUMOCTIU NAYUEHMOM JeKapCMEEHHOLL
cxemul;

- noodepacusaiowas ¢hasza O00NNHCHA BKIIOUAMb eHCeOHEBHbI NEePOPANbHLIL Npuem MaxKpoiuod
(npeonoumumenvro #Hazumpomuyuna™*) u uneanayuu #amukayunom™* ¢ couemanuu ¢ 08yms-mpems
U3 Cneoyiowux 0ONOJHUMENbHbIX AHMUOUOMUKO8 NePOPAIbHO. H#MUHOYUKIUH, #MoKkcudrokcayun™™* u
#aunezonuo™* (maba.17). Bvibop npenapamosé onpedensemcs (HO He OuUKmMyemcs) pe3yibmamamu
Mecmos Ha 4y8CmeUumeIbHOCMb K AHMUOUOMUKAM,

JlevenueM nayuenmos ¢ muxooaxkmepuozom, evizeannvim HTMB uz epynnvi M.abscessus complex
OOJIIICHBL COBMECHO 3AHUMAMbCsL cneyuanucmsl no MB u mukobakxmepuo3am, HOCKOIbKY 00801bHO
Yacmo y makux NayueHmos MNOAGIAEMCsl JeKAPCMBEHHAs HeNepeHOCUMOCb U UHMOKCUKAYUS, U
mo2oa mpebyemcs UsMeHUmb cxemy npuema aHmuOUomuKos;

Cxema eHympugennoeo 6eedenus #Hamuxayuna** c #Hyegoxcumunom u/unu Humunememom u/unu
#mueeyuxnunom séisemces naubonee pacnpocmpanennou. K npenapamam ¢ ycmanosnennot in Vitro
AKMUBHOCMBIO OMHOCAMCS MAKPOaUOul (#xnapumpomuyun** u #azumpomuyun**), #arunezonuo**, a
makaice nepuoouyecku. #yunpoproxcayun™* u/unu #moxcugpnoxcayun™*(maobn.17).

Bosnukaem 6ce 6onvuie onacenmuti no nogooy moco, 4mo JiedeHur) Nnayuenmos ¢ uHgexyuell,
evizgannou M. abscessus, y xomopvix umeemcsa aubo cen erm [160] (umo ¢enomunuuecku
guipadicaemcs 8 UHOYYUOENbHOU pe3sucmeHmHocmu K mMakpoauoy), aubo mymayus 23S rRNA (umo
npUBOOUM K 8blCOKOU KOHCIMUMYMUBHOU Pe3UCMEHMHOCMU K MAKPOIUOY) MOACEM NPensamcmeosanms
nepexoo ¢ GHYMPUBEHHOU HA NEPOPATbHYIO Mepanuio  (Y4umoléas OMHOCUMENbHO —HUSKVIO
ahpexmusHoCmb nepoparbHO20 NpuemMa AHMUOUOMUKOB), U 6 MAKOM CyYde Modcem Oblmb NOKA3aHA
NPOOONANCUMENLHASA/CBEPXNPOOOIICUMENbHAS  GHYMPUBEHHAA — mepanusi — 08yma U Oolee
a¢hhexmuenviMU AHMUOUOMUKAMU.

Hapsaoy c¢ #amuxayunom™*, #Humunenem~+yunacmamun™>, a marxoce meponenem™™ saenaomcs
npenapamamu 8bl00pa 6 Kavecmee CONnymcmeyoweu 6HympUeeHHoU mepanuu, npenapamsl umerom
8bICOKYIO AKMUBHOCMYb N Vitro, 8 Mo epems Kak npoghuis nobounsix s¢hghexmos drazonpusmuee, yem
V yeoxcumuna u mueeyuknuna™*> (maon.17).

Axmusnocmo in vitro #xaiapumpomuyuna** neckonvko eviuie, uem y #Hazumpomuyuna**, oonako
OaHHble NO GIUAHUIO KAXHCO020 U3 IMUX Npenapamos Ha skcnpeccuto 2ena erm [160] npomusopeuussi

[161,162,163]. #Knapumpomuyur (mabn.17) sensemcs 6oaee CUlbHbIM UHSUOUMOPOM (DEPMEHMHOU
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cucmemvl P450, uem asumpomuyun, nosmomy nobounvie 83aumooeticmaus npenapamos ¢ Hum boee
pacnpocmpanensi.

#/lunezonud** (mabn.17) demoncmpupyem akmugHocms in vitro 8 npubauzumenvuo 50% xyiomyp M.
abscessus. Tem we meHee, He0OXO0OUMO Oelicmeosams ¢ 0COOOU OCMOPONCHOCMbIO NPU NeYeHUl
nayuewmos ¢ XpPOHUYEeCKUMU CONYMCMEYIOUUMU — UHGEKYUAMU — MeMUYULTUH-DEe3UCTEHMHO20
3010MUCO20 CMAPDUNOKOKKA, M.K. OIUMENbHAS Mepanus TUHE30IUOOM MOHCem CHpo8OYUPOBAMb
pesucmenmuocms MRSA.

H#HDmopxunononst u #munoyuxiur u #ooxcuyuxaun**(maon.17). peoko demoncmpupyom akmusHOCHb
In Vitro, Xomsi OHU U 6KIIOYEHbL 8 caHOapmuyto cxemy aevenus [156,157,158].

e Kareropuyecku He peKOMEHAYETCS NPUMEHEHHUE MOHOTEpPANuu MaKpOJIUAAMU WM HHBIM
AHTUMUKPOOHBIM CpEICTBOM IPH JIEYeHUH MHKOOakTepuo3a, BbizBaHHOro HTMB w3 rpymmer M.
abscessus complex ¢ tenpro npeaoTBpaiieHust passutus pesucrenraoct HTMb [156,157,158].
YYP-C, ¥4 -5).

Tadauua 17. AaTubakrepraibHbIe MpPenapaThl, IPUMEHSIEMbIE Y TTAIIMEHTOB ¢ MyKOBUCIIUI030M, TTPH
BBICEBE U3 MOKPOTHI/OpOHXHAILHOIO cekpeTa MukobakTepuii Micobacterium avium complex (MAC) u
Mycobacterium abscessus complex (MABSC) [2,156,157,158], ITpuka3 Munsapasa P® ot 21.03.2003
Ne 109 «O coBepiieHCTBOBaHUH MPOTUBOTYOEPKYIE3HBIX MeporpusaTii B Poccuiickoit denepanum.
WucTpyKius Mo yHUPUIUPOBAHHBIM METOAAM MHUKPOOHOJIIOTHICCKUX MCCIICAOBAHUN MIPU BHISBICHHH,
JMArHOCTHKH U JICYCHUU TyOepKyesa.

IAHTHOaKepHAJIbHBIN Npenapar

CyTtouHnas 103a
nJIs perei

CyrouHas 103a
[IJ151 B3POCJIBIX

Cnoco0
BBeIeHUS

KpatHocTb
BBeEICHHSI

HAMUKaH* *

UTeTsm: 15-30
MI/KT
IMompoctkam: 10-
15 Mr/kr
MakcumanbHas
imo3a: 1500 mr

10-30 Mr/kr

B/B

1

HAMUKaLUH**

250-500 mr

250-500 mr

MHraaairnoHHo

HA3UTpOMUITUH**

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

250-500 mr

BayTpb

#lledoxcutun

140-160
MT/KT(MaKCUMaJIb
Has 103a — 12
I/JIeHb)

150 mr/kr
(MaxcuMabHas
no3a — 12 1/nenp)

B/s

#Kmapurpomumua**

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

500 mr

BuyTpb

He
E€KOMEHTYETCSI

500 mMr

B/B

#Ko-Tpumokcason (cynbdameTokcazon +
TpuMeTorpum)**

10-20 Mr/kr
(o

[TPUMETOIIPUMY)

1920 mr

BuyTpb

B/B
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H#OTamOyTOI** MnaneHuam u 15 Mr/kr BuyTps 1
imeTam: 15 mr/kr
moxpocTkam: 15
MT/KT
#lMuneHeM+IIacTaTHH ™ ITpu macce Tema (3T B/B 3
imo 40 xr — 30-40
MT/KT
(MakcUMaTbHASI
imo3a — 1000 mr),
Mpy Macce Tena
bonee 40 kr— 21
#Jlunesommua** 12 ner: 10 mr/kr|600 -1200 mr BuyTps 1-2
12 ner u crapuie:
10 mr/kr
(MaxcuManbHas
imo3a- 600 mr)
<12 met: 10 mr/xr [600 — 1200 Mr  [B/B 1-2
12 ner u crapuue:
10 mr/kr
(MakcUMaTbHAsI
imo3a- 600 mr)
H#Mokcugmokcarma** 7,5-10 mr/kr 400 mMr BuyTph 1
(MakcuMaibHas
imo3a — 400 mr B
ITeHB)
7,5-10 mr/ 400 mr B/B 1
(MakcuMaibHas
imo3a — 400 mr B
TeHB)
H#MUHOLMKINH 2 Mr/Kr 100 mr BHyTph 1-2
(MakcUMaTbHAsI
imo3a — 200 mr)
# J|OKCHUITUKINH <12 net ¢ maccoii 200 Mr BuyTpb 2
(TIpOTUBOITOKA3aH JETSIM J0 8 JIET) resa <50xr:
4mr/KT
12 ner u crapuue:
200 mr
#Pudammun (pudamoumm)** 10-20 mr/KT <50 kr 450 mr  BHyTpH 1
(MakcumanbHasg  [>50 xr 600 mMr
imo3a — 600 mr)
Pugabyrun** 5-10 Mr/kr 150-300 BHyTph 1
(MakcumanbHas (150 mr, ecnu
imo3a — 300 Mr)  |[manueHT
PUHUMAET
CHITbHBII
MHTAOUTOP
n3odepmeHTa
CYP3A4
450-600 mr, eciu
MAIEeHT
MPUHAMAET
CUJIBHBIN
CTUMYJISATOP
CYP3A4
#CrpenroMurua* * 20-40 mr/ 15 mr/kr B/B 1
(MakcuManbpHas |(MakcuMaibHas (B/M
imo3a — 1000 mr) |mo3a — 1000 mr)
H#Turerukaun** 8-11 nmet: 1,2 100 mr B/B 2
MT/KT
(MakcuMasbHast
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Imoza 50 mr)

12 ner u crapuue:
yIapHas 103a -
100 Mr, 3aTemM —
50 mMr

[Tpumeuanmue:

#I1puMeHeHHe JIeKapCTBEHHOTO MpenapaTa BHE 3apETHCTPUPOBAHHBIX B MHCTPYKIIMH JIEKAPCTBEHHOTO CPE/ICTBA
MOKa3aHUH MPOM3BOIUTCS TI0 PEIICHHIO BPayeOHOM KOMHCCHU C pasperieHus JIOKalIbHOrO 3THYECKOTo
KOMHTETa MEAWIMHCKOW OpraHm3anuu (MpH HAJMYMH), NPHU HAJTHMYUK MOANUCAHHOTO HH(POPMHUPOBAHHOTO
corjacusi poauTenei (3aKOHHBIX MpeCcTaBuTeNei) U peOeHKa B Bo3pacte crapiie 15 ner.

Bce npemapatei, npumensembie npu Micobacterium avium complex (MAC) u Mycobacterium abscessus
complex (MABSC) nasnauatorcst Bue uncrpykuuu (0ff-label) mo sxu3HeHHBIM MOKa3aHUAM.

Bo3pactHple orpanmueHns ykazaHbl B JO3MPOBKaxX JUIA JeTeil, pacdeT NPUBOAUTCS B COOTBETCTBHH C
CornacoBaHHBIMH PEKOMEHAAUMSIMH AMEPHKAHCKOTO (OHIAa KHCTO3HOTO (udpo3a (MyKOBHCLUAO32) H
EBpomeiickoro obmiecTBa KHCTO3HOTO (prOpo3a IO JIEYEHHI0 MHKOOAKTEpHO3a Y MAIMEHTOB C KHCTO3HBIM
¢udpo3oM, pEeKOMEHIAIMSIMA 10 BEACHHIO OOJIE3HEW  JIETKWX, BBI3BAHHBIX  HETYOEPKyJE3HBIMH
MHUKOOAKTepHSIMHU U IPYTUMHU COTJIACHTENILHBIMU ToKyMeHTamu [2,156,157,158].

Tadnmua 18. Baxuble 1O0OYHBIC/TOKCHUECKHE JICHCTBUS aHTUOAKTEPUAIBHBIX IPEHApaToB MU
peKoMeHIyeMble MeTo bl KoHTposts 3a 6aktepusimu MAC u MABSC npu MB [1,2,129,156,157,158]

[Ipenapar YacTeie moO0YHBIE/TOKCHIECKHE | MeTOIbI KOHTPOIIA
JlefcTBUA
#AmuKanuH** [loueynast TOKCUYHOCTD [IpoBepka KOHIIEHTpaLUU
AMMKAIIMHA B KPOBH
IIpoBepka KOHILIEHTpALIUU
KpeaTUHHHA B KPOBH
OTOTOKCHYHOCTS (3BOH B ymax, | [IpoBepka cCHUMITOMaTHKH,
MOTEPS CITyXa Ha BBICOKHUX [lepBruunoe oOcnenoBanue,
JacToTax) NPOBEJICHHE TIEPUOANIECKUX
ayauorpaMm
#AsuTpoMuIuH** TomrHoTa, pBOTa, ANApeEs [IpoBepka cuMnTOMaTHKH
OTOTOKCHYHOCTh [IpoBepka CUMIITOMATHKH,
ayJHOTpaMMBI
CHHIpPOM YIUIMHEHHOTO OKT’
unTepBaua QT
#Kmnapurpomumums** I'ematut [edeHnounsle MPOOEI
HckaxeHne BKYCOBBIX [IpoBepka cUMIITOMaTHKH
OUIYILIEHUI
3aMe JIeHHBIH ITeYeHOYHBIH IIpoBepka CUMIITOMATHKHA
MeTaboan3M pudadyTrHa
#lledokcutun Jluxopanka, Chirb [IpoBepka cuMIITOMaTHKH
Do3uHoprHs, aHEMUS, OO0uInii KITMHUYECKHUN aHaIH3
JIEHKOTIEHHUs, TPOMOOIIUTOIICHHS | KPOBH
Wntepdepenuus ¢ ApyrumMu
NPOOUPHBIMU aHATU3AMH JUIS Ucnonb3oBaTh apyrue
WU3MEpEeHHs KpeaTHHHHA aHaJN3bI
CBIBOPOTKH KPOBHU
#Ko-TprmMokcazomn TomHoTa, pBOTA, TUApES IIpoBepka CUMIITOMATHKHA
(CynnshameTokcazont AHewmus, TEHKOTICHNUS, OO0mwmii KITMHAYECKUA aHaTN3
TpUMETOIpUM ) ** TPOMOOIIUTOTICHUS KpOBHU
Jluxopanka, Chillb, CHHAPOM
CruBenca-/[»xoHcoHa IIpoBepka CHUMIITOMATUKU
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#ITamOyTOI**

Hespur 3putensHoro Hepsa

[lepudepuueckas HeBpomaTHs

[IpoBepka cuMITOMaTHKH
(moTeps LBETOBOTO
3PEHUST/OCTPOTHI 3PCHU)
ITepBuunOE 0OCIICIOBAHNUE H
MPOBEICHUE EPUOTUECKIX
TECTOB I IPOBEPKHU
LIBETOBOT'O 3PEHHSI H OCTPOTHI
3peHus’

3aktoueHue odranbpMosora
IIPY BO3HUKHOBEHUH
CHUMIITOMOB

IIpoBepka CUMNTOMATHKY;
UCCIIEI0BAHUE NIPOBOIUMOCTH
HEPBOB

#MuneHeM+UIacTCTUH*

I'ematur

[Teyernounble MPOOHI

#lIMuneHeM+1uIacTaTHH**
(mpomomkeHme Kypca)

TowmHoTa, pBOTA, IUApEs

IIpoBepka cCUMIITOMATUKA

#JInnezomumg** AneMus, 1eHKOIIEHN, OO1mumii KIMHAYECKHUI aHAIN3
TPOMOOIIMTOTICHHSI KpOBH
[epudepuueckas HeBpomaTHs
IIpoBepka
CHUMITTOMATHKH/KITMHAYECKast
Hespurt 3putensHoro Heppa OIICHKA/3JICKTPO(PU3NOIOTUS
[IpoBepka cUMIITOMaTHKH
(moTepst LUBETOBOT'O 3pEHHUS U
OCTPOTHI 3pEHU)
[TepBuuHoe 00CICIOBAHNE U
MIPOBEICHNE EPUOTTUECKIX
TECTOB IS IPOBEPKU
[[BETOBOI'O 3PEHUSI K OCTPOTHI
3peHus
3axutoueHue oTaabMoIora
NpY BOBHUKHOBEHUH
CHUMIITOMOB
#Moxcudnokcaua™* TomHoTAa, pBOTA, ANApES [IpoBepka cumMnTOMaTHKH
Bbecconnnma, 0ecrIOKOHCTBO, IIpoBepka CUMIITOMATHKHI
TPEBOKHOE PACCTPOHCTBO
TenauauT [IpoBepka cuMITOMaTHKH
CBeTOUYYBCTBHTEJIBHOCTh [IpoBepka cuMITOMaTHKH
CuHIpPOM YIUTHHEHHOTO OKT
unteppana QT
H#MMUHOUUKINH CBeTOUYYBCTBHTEIBHOCTh [IpoBepka cuMIITOMaTHKH

TowmHoTa, pBOTA, IUApEs
TNonoBokpyxeHue
ITurmeHTanus Koxu

IIpoBepka CUMIITOMATUKA
IIpoBepka CUMIITOMATUKA
Knununueckast oneHka

#Pudpammuuua™* u #pudalOytun™*

OpamxeBoe OKpalTuBaHKe
OHMOJIOTHYECKUX KUIKOCTEN
(BO3MOXKHOE OKpAIIBAHHE

HpOBCpKa CHUMIITOMaTUKH
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KOHTaKTHBIX JIMH3)
I'enatut

TowmHoTa, pBOTA, IUApEs
Jluxopaska, 03HOO
TpomOoruTOTICHHS

[Toueunas HETOCTATOYHOCTH
(pudammuimm)

Y CKOpeHHBIN TOYEUHBIN
MeTa00JIM3M MHOTOUHCIICHHBIX
JIEKapCTB

ITeuenodnbie IPOOBI
[IpoBepka cuMITOMATHKH
[IpoBepka cumMnTOMaTHKH
OOwmumii KITMHUYECKHI aHAIN3
KpOBH

AHaM36I KPOBH

Koppexkuus 103upoBKH Ipyrux
JIeKapCTB/yPOBHSI B
CBIBOPOTKE, NTPH HATWIAN
TaKOBBIX

#PudalOytun™* Jleiikonenus OOumii KIMHUYECKUI aHATTN3
[epennuii yBeut (npu KpOBH
COYETaHUH C ITpoBepka cuMOTOMaTHKN
KJIAPUTPOMUIITHOM )
I'pumnIo3Hple CHUMITOMEI,
nonmapTpanrus, nomamuanrus | [IpoBepka CUMIITOMATHKH
#CrpenTomMunuH** [ToyeuHast TOKCHYHOCTH Perynsipabie mpoBepky ypOBHSI
CTPENTOMHLINHA B CHIBOPOTKE
KpPOBHU
Perynsipabie mpoBepKy YpOBHSI
KpEaTHHHUHA B CHIBOPOTKE
KpPOBHU
OTOTOKCHYHOCTH (3BOH B yIIax,
MOTEPsI CITyXa Ha BBICOKUX
4acTOTAaX) ITpoBepka cuMNTOMATHKH,
[TepBuuHOE 0OCNIETOBAHNE,
NPOBEJICHHE TIEPUOANIECKUX
ayJMoTpaMM
#Turermmkmuan™** TomHOTa, pBOTA, ANApEs ITpoBepka cUMITOMAaTHKA

[Tankpearur

[IpoBepka KoHLIEHTpaMU
AMUITA3bI B CHIBOPOTKE KPOBH®

['mnonporenHeMus ITpoBepka KOHIEHTpAIUU
abOyMUHA B CHIBOPOTKE
Bunupyounemust KpOBH

IIpoBepka KOHIIEHTpAIIUU
OmMpyOrHA B CHIBOPOTKE
KpPOBHU

! Jlnst monyuenHns MakCHMaIbHOro ypoBHs B 20-30 [I/MJT # MEUHUMAIBHOTO YPOBHS <5-10 pur/mi.
[Ipu npueme 25 Mr/kr/aeHb HEOOXOIUMO MPOXOAUTH €KEMECIUYHbIE OCMOTPbI

VY U1l ¢ TOYEYHOU JOCTATOYHOCTBIO

3.1.3.7.2 AuTn6aKkTepuajbHas Tepanusi MHUKOOAKTepHO030B, BbI3BaHHBIX MAC

(Mycobacterium avium complex)

Obwumu cnedyem cuumamov credyioujue peKoMeHoayuu no aHmubUOMuKOmepanuy NayueHmos ¢
MB, unguyuposanuvix MAC (Mycobacterium avium complex): [156,157,158]
e B ciayyae ¢ 4yBCTBUTEIBHON K #KIAPUTPOMUIIUHY** (hopMOU MOpaKeHUsT HETYOEPKYIIC3HBIMU

mukobakTepusimu Jierkux (HTMB) rpynmer MAC pexomMeH10BaHO TPUMEHSTH JICKAPCTBEHHYIO CXEMY
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JeYeHWss Ha OCHOBE €XKEIHCBHOTO IMEPOPANBHOrO MpHeMa Makpoiuaa (TPearmoYTUTETBHO
#azutpomuiiuHa**), #pudamourmaa** u #aramOyrona** (rads. 17) [156,164];
(YYP —C; VIIJI -5).

KommenTapumu:
He pexomenodyemcs npumenams npepuleucmylo cxemy (mpu paza 8 Heoenio) nepopanrbHO20

npuema aumubuomurog ons newenuss HTMBJI epynnovt MAC;
Ipu newenuu HTMBJI epynnvt MAC nposooumsv nHauanvHulil Kypc #amukayuna™* eHympueenHo

npU HATUYUU OOHO20 UTIU HECKOIbKUX HUNCECTIeOYIOUWUX YCI0BUIL:

- NOJI0JCUMENIbHBLIL MA30K HA HAludue Kuciomoycmouuusvix bakmepuil (KYb) 6 mamepuane u3z

ObiXamenbHblX nymeti,

- PeHmM2eeHoI02u1ecKas KapmuHa o0pa308anUs 6 1ecKUX KagepH Ui msiceiol un@exyuu,;

- cucmemHvle NPUHAKU 3a001e8aHUsL,

Jlewenuem  nayuenmos ¢ gopmou  HTMBJI  epynnet  MAC,  pesucmenmmuoi K
#raapumpomuyuny**, 0ondicHbl coemecmHuo 3anumamvcst cneyuaaucmol 6 oonacmu HTMB u MB.

Ilayuenmul ¢ vicoKOl OAKMEPUATLHOU HAZPY3KOU (CO2NACHO NONONCUMENbHOMY pe3yibmany 8
mecme MUKPOCKONUU MA3KaA MOKPOMbl, HATUYUIO KABEPHBI U/UNU CYUJeCBEHHbIX 8OCHAIUMENbHbIX
npoyeccos 6 NecKux, Ulu CUCMEeMAMmu4ecKux CUMNMOMO8 HA PeHmeeHe) MO2YMm NOYy8Cmeosanmbs
VAy4ueHue nocie nepeorauanvHozo (1-3  mecaya) Kypca umvekyuu Hamukayuma**  unu
Hempenmomuyuna™* (mabn. 17) 6 dononnerue Kk CMaHOApmMHOMY KYpPCY JledeHus U3 mpex npenapamos
07151 nayueHmos ¢ 3abonesanusmu neekux, gvizeannvimu MAC. Hmerowuecs dannvie He noKazvléawm
Pasnuyuil Mexicoy moKCcudHocmolo npu npueme 15 me/xe #amukayuna™* (maon. 17) 1 pasz 6 doenv uiu
25 me/ke mpu pasa 6 nedemo [165].

Ipumenenue #amuxayuna™* 6 eude uneanayuii (nexapcmeenHas Gopma 0as uHvekyuti) (mao:.
17) emecmo suympusenno2o amuno2iuko3uda moxcem ovims 6ojiee npeonoumumelbHbIM 66Uy MeHee
MuamenbHo20 HAONI0O0EHUs. U MeHbUle20 MOKCUYeCcKo20 Oeucmeusi, 0OHAKO OAHHble pe3ylbmamos
JleYeHUsi OCmaromcs HenoHbiMu, U 2peKkmusHocms maxkoeo aedyeHus Oisi NAYUueHmos ¢ KA8epHOU
JIe2KUx, ¢ cyomepanesmudecKumu ypoGHIMU 1eKapcme comHumensvia [115].
J Kareropudeckn He pPEeKOMEHIyeTCs NMPUMEHEHHE MOHOTEpAIMH MaKpOJUIHBIM IPErapaToM
WA UHBIM aHTUMHUKPOOHBIM cpeacTBoM npu sedennn HTMBJI rpynnst MAC ¢ nenbio npouiakTuku
pas3BuTHs pesuctenTHocTH [157,158].
(YYP-C; Y1 -5).
Kommenrtapuii: Ocnosnvivu ¢haxmopamu pucka ona passumusi y nayueHmos ¢ 3a001esanusmu
neekux, evizeannvimu MAC, ycmouuugocmu K Hxkaapumpomuyuny™*  aeiaomcs  MakpoauoHasl

MOHOmMepanus u npedbzdywee JleyerHue MCZKPOJZMOCZMM C Hecoomeemcmeyrouiumu OOI/IOJZH}UOWMMU
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npenapamamu. Ilosmomy, HeobX00UMO He3aMeOaUMeNbHO NPEeKpamums npuem MaKkpoauoos (00bIuHO
NPONUCHIBAEMbIX 8 Kauecmee Npomuso8oCHAIUMeNbHblX npenapamos npu MB) nocie usonayuu
MUKoOaxmepuii, npu 9MOM MAKPOIUObL HUKO20Ad He OONHCHbI HPONUCHIBAMbCA  OJisl  Je4eHUs]
3a6onesanuil 1eckux, gvizeannvix MAC, 6e3 08yx coomeemcmayouux OONOIHAIOWUX NPenapamos.
Maxkponuonas mepanus 00bIYHO He PEKOMEHOO08AHA NPU 3a00]1e8aHUAX ecKuX, gbizsanHbvlx MAC, npu
yemotiyusocmu k #rxaapumpomuyuny™* [164] oonaxo maxponudsl mocym oxazeléams O1A20NPUSIMHOE
enuanue npu MB 6nazodapsa ceoum ceoticmeam He-aHmubuomukos. Knapumpomuyun-ycmoudugole
nayuenmsl ¢ 3a001e6aHuaMuy e2Kux, evizeanuvimu MAC, mocym ucnvimeieamo 3¢hghekm om neyeHus
napeHmepaibHo20  AMUHO2AUKO3UOa,  #pugamnuyuna™*  (obviuno  #Hpugpabymuuma™*)  u
Homamobymona** 6 couemanuu ¢ OOHUM UTU HECKOLLKUMU OONOIHAIOWUMY Npenapamamu (y4umleas
HebonbUoe KOIUYEeCMB0 OAHHLIX HNPAKMUYEeCKUX pexomeHoayut) (maba. 17), maxumu Kak
#pmopxunononwr [164,166,167]. #Pupabymun**(mabn. 17) mooxcem oOasamv nOLONCUMETbHDLU
aghghexm npu neuenuu KIAPUMPOMUYUH-YCIIOUYUBLIX NAYUEHMO8 C 3A00]1e8AHUAMU  JIe2KUX,
gviz3eanubimu MAC, 00HaKko uacmo nposieisiomcs nobounvie Oeticmeus (0COOEHHO, NAMONOSULECKOe
UMeHeHue KpoGU, pPACCMPOUCMBO HCENYOOUHO-KUUEYHO20 MPAKMA, NOAUAPMPAnzus), KOmopwvle
mpebyiom CHudiCenUss 003bl Uil NOAHOU ocmanoeku nevenus [168,169,170].

o B cnywasx BeisiBieHus y nanueHtoB ¢ MB 6onee onnoro Buma HTMB pexomennyercs
MPOBOANTh MHUKPOOMOJIOTUYECKOE HCCIEOBaHWE I OIpeNeleHHs TOro, Kakas/Kakue U3
MUKOOAKTEpUid BBIACNSAETCS TOCTOSHHO, U KaKasi/Kakue SBJSIFOTCS TPUYUHON MOSBICHUS 3a00IeBaHUS.
[171,172].

(YYP-C Y1 -5).

o PexoMeHJ0BaHO MAIMEHTOB C MYKOBHMCLHUIO030M C 3a00JI€BaHUSIMU JIETKHX, BBI3BAHHBIMU
HTMB o6cnenoBate Ha mnpeamer ABJIA, Tak kKak MHKOOAKTEpUO3bl, HEPEIKO COUETAIOTCS C
JUIEPrHYecKUM OpOHXOJErOYHBIM aClepriuIe30M W/WiK BbiceBamu TpuboB poma Aspergillus B

MOKpOTE Wi 00pa3iax OpoHX0albBeOIIPHOTo jJaBaxa [156].
YYP-CYAAO-5).

KommenTapum: B maxux cayuasx pekomMeHO08aHO NPOBOOUmMb MmMepanuro odeux uH@ekyuil.
Tockonvky #pugamnuyun™* (epynna npomusomybeprynesHvle npenapamsl) ycKopsiem HNOYedHblil
Memadonu3M — mpuazoiosblx  NPOMUBOSPUOKOBHIX — NPEenapamos, JedyeHue dacnepeuiie3d  npu
3abonesanusnx neekux, evizeanuvix MAC, npedocmasnsemcs 6onee cnodcnvim. llepswiii cnocob —
npumensmo  Hpugabymun**  emecmo  #Hpupamnuyuna**  (neuenue  #Hpupabymurom™*
conpogodcoaemcs UHOYKYuell ne4eHOuYHbIX (HepMeHmos, OMHOCIWUXCA K ROOCEMEUCMBY YUMOXPOoMA
P450) 6 couemanuu c¢ obviuHbLIMU OonoaHAOWUMU npenapamamu 01 dpaouxkayuu MAC u
#eopuxonazonom™* unu #nosaxonazonom**, komopuwiii modicem ObimMb MenvuLle NOOBEPHCEH OeUCBUIO
donoausawux npenapamos #pugpadbymuna**, yem #eopuxonazon**, ¢ kKoppekmuposrol 003UposKU 8

101



coomeemcemsuu ¢ yposusamu Kouyewmpayuii (maon. 17)  [156,173,174]. Ilpu nedocmynnocmu

mepanesmu4ecKkozco

JleKapcmeerHnoco

MOHUMOPpUHZA

npumensmocs tamuxayun™® uepes nebynaizep [115,156,175].

emecmo

3.1.4 Tepanus nopakeHuii Jerkux, BbI3BaHHbIX rpudamu poxa Aspergillus

#pugamnuyuna**

moorcem

Peszynomamer nposedennoco 6 HUU meouyunckoii muxonoeuu um. I1.H. Kawkuna ¢ 2014-2017

22. UCCIeO008AHUSL CEUOEMENbCMEYIoN, 4mo Koaonuzayus ovixamenvhvlx nymeti Aspergillus spp.

gosnuxaem y 22% nayuenmos ¢ MB, a paziuunvie éapuanmol acnepeuniesa - 9,2% [176].

Haubonee wuwacmuiti eapuanm acnepeunnesa y nayuenmog ¢ MB

annepeuyecKull

bponxonecounvlil acnepaunnes (AbJIA). Yacmoma ABJIA y noopocmkos u e3pocivix nayuenmos ¢ MB

—10-15%, peoice y demeti maraowezo 6ospacma [33,34].

XAJI passusaemcs y 2-5% nayuenmos ¢ MB. Hnea3usHblil achepauiiie3 1e2Kux y nayueHmos ¢

MB sosnuxaem peoko (0,5-1%) [176].

I'pubwr pooa Aspergillus moeym rononusuposams ovixamenvhvle nymu nayuenmos ¢ MB unu

6bl3bl6ANDb,

6 3aeucumocmu om COCMOAHUA MMMyHHOIZ cucmemsl nayuermada,

annepaudecKutl

bponxonecounvlil acnepeunnez (AbJIA), xponuuecxuii acnepeunnes aeexkux (XAJI) u uneazusHwill

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

. Pexomen0BaHO IPUMEHEHUE aHTUMUKOTHYECKUX ITPENApAaTOB KaK YTUOTPOITHON TEPANMH IIPU

ABJIA u XAJI (ta6:1.19) [10,32,61,62].

(YYP-C, VI - 5).

Tabauna 19. AuTumuxoruky, npuMmensemMslie nnpu ABJIA u XAJI

(IpoTUBOIIOKA3aH AETSIM JI0 3 Mec

JACHDb, 3aTEM I10

3aTeM o 50 mr

AHTHMHUKOTHK CyTo4HbIe Cytounsbie 10361 [[IyTh BBenenns |KpaTtHocTh
IM03BI 1JIs1 1eTel 115l B3POCIbIX npueMa B JieHb
#BopukoHnazom** 18 TF/KF 400 mr BHyTpb 2
(TIpOTHBOTIOKA3aH JIETSM JI0 2 JIET)
#BopukoHazom** 18 Mr/kr B 12 Mr/kr B B/ 2
(IIPOTHBOIIOKA3aH JETAM 10 2 JIET) [[epBBIC CYTKH, [[EPBBIC CYTKH,
3atem 16 mr/kr  BateM 8 mr/kr
#TpakoHazon o 12 ner 5 400 mr BayTpb 2
(TabmeTKH MPOTHBOIIOKA3AHBI MI/KT, CTapIie
meTsM 70 3 JeT) 12 et 200 Mr
#llozakonazom™** - 300mr2psB1 BHYTPb 1 (B nepBbIii AeHB
TabJIeTKN neHs, 3ateM 300 — 2p/nH)
Mr/cyT
#Ilozakonazom** - 800 mr BHYTpPb 2-4
CYCIEH3HS AJIs IPHEMa BHYTPb
(IpOTHBOIIOKA3aH AeTsAM 10 13 jer)
#Kacnodyuruu** 70 mr/M° B 1-i |70 Mr B 1-if neHs, [B/B 1
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PKU3HH ) 50 mr/m°
(cyTouHas mo3a
He BoIie 70 Mr)
#Amporepuuun B 3-5 mr/kr/cyr  [3-5 Mr/kr/cyt B/B 1
[ummocomanbHBbIH |.
#AmpoTepuiua B [JInnuaabiii S5 MI/KT/CYT S5 MI/KT/CyT B/B 1
KOMILIEKC].
#Amborepurua B** 0,6-1,0 0,6—1,0 Mr/kr/cyT [B/B 1
MT/KT/CYyT
#Amporepuuun B 12,5 Mr 12,5 Mr HUHT AN Ba pasa B
[MTocomabHEbIH | uepes HEIEIIO
(hopma 1St HHBEKITHOHHOTO HeOynaitzep’:
MIPUMEHEHU)
(mpoTHBOIOKA3aH AeTsIM 10 1 Mec
PKV3HH )
#Amporepunma B [Jlunuaneiidl2,5 mMr 12,5 Mr HUHT QAN Ba pasa B
KOMILIEKC ] uepes HEIISITI0
(bopma 1St HHBEKITHOHHOTO HeOyaitzep’:
MPUMEHEHHS)
IIpumeyanus:

*Ipumenenue nexapcmeennozo npenapama y demeii ne 3apeucmpupoeantbix 6 UHCMPYKYUU J1eKaPCMBEHHO20 CPeOCmaa
NOKA3GHULl NPOU3BOOUMCS NO peuieHulo 8pauebHOl Komuccuu ¢ paspeuienus Jlokanbhozo smuyeckozo Komumema
MEOUYUHCKOU Op2anu3ayuu (Npu HAIuyuu), ApU HATUYUU HOONUCAHHO20 UHQOPMUPOBAHHOZ0 CO2NaAcCUs pooumeel
(3aKoHHbIX npedcmasumenell) u pebenka 6 6ospacme cmapute 15 nem.

L - Ipumenenue nexapcmeentvix popm O napeHmepaibHO20 NPUMEHEHUs. 8 BUOe UHLANAYUI PA3PEULACIICA KOHCUIUYMOM
CReyuanucmos no JiCUSHEHHbIM NOKA3AHUAM ¢ paspeutenus JIOKAnbHO2O 3mMuueckoeo Komumema MeOUYUHCKoU
opeanuzayuu, npu HAIUYUU HOONUCAHHO20 UHPOPMUPOBAHHOZO cozlacusi pooumeneli (OnekyHa) u pebeunka @ gospacme
cmapuwie 15 nem, 6 ycrnosusx cneyuanu3uposanHo2o cmayuoHapa. B OanbHeliuiem npu xopouiel nepeHoCcumMocmu npuem
npenapama paspeuter 8 ambyiamopHuIX YCa108UsIX.

2. Hueanayuu #Amgpomepuyuna B [runocomanvroeo] unu #Am¢omepuyuna B [J/lunuonozo xomniexca] mozym 6vimo
anbmepHamugou Ui  OONOJHUMENbHOU Npomusocpubkosoti mepanueii 6 newenuu ABJIA npu nedocmamournou
aghpexmusHocmu mepanuu CUCMEMHbLIMU AHMUMUKOMUKAMU, HenepeHocumocmu a3onvHuix JIC unu nomenyuansHo
ONAcHbIX leKapcmeennvix e3aumooeticmeusix [115,178].

Ilpu  Hanuuuyu  MeOUYUHCKUX  NOKA3AHUU (MO JICUSHEHHbIM — NOKA3AHUAM,  6KIIOYAA  UHOUBUOYAILHYIO
HenepeHoCUMOCmo, oaiee — No HCUSHEHHbIM NOKA3AHUAM) NO peuleHUI0 8pa4eOHOl KOMUCCUU OCYUeMBIIAemcs HA3HAYEeHUe
JIeKapCMBEHHbIX Npenapamos He Hno MeHCOYHAPOOHOMY HeNnaHmeHmMO8AHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY
Haumenosanuio (yacmo 15 cmamou 37 @edepanvrozo 3axona om 21.11 2011 Ne 323-D3 «Ob6 ocnosax oxpanvl 300p06bsl
epavicoan Poccutickoii @edepayuuy u nynkm 6 [lopsoxka Ha3HAYEHUs: TeKAPCMEEHHbIX NPEnapamos, )opm peyenmypHoix
OaHKO8 HA JIeKapCMEeHHble Npenapamsl, Nopsioka O@OpMIeHUs YKA3AHHBIX ONAHKOS, UX Yyuemda U XpaueHus,
ymeepcoenno2o npuxazom Munzopasa Poccuu om 14.01.2019 Nedn). Pewenue 6pauedOHOU KOMUCCUU OQOPMILEMC
NPOMOKOIOM U 6HOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUI0 NAYUeHma.

IIpu ucnonvzosanuu #eopuxonazora™* u opyeux cpedcms epynnvl mpudasonog 8cecoa Ciedyem YYumvléambo
B803MOIICHOCMb NEeKAPCMBEHHBIX 83aumoleticmauti. Hanpumep, npu nasnauvenuu #eopurxonasona** ciredyem ommenumo

pupamnuyun**  uau  opyeue unoykmopwvi pepmenmos yumoxpoma P-450 (uneubumopwvl npomonHou nomnwl,
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Kapoamazenun™*, genumoun™>), nockoabky 6 dmux Ccayuasx mepanesmuyecKas Kouyenmpayus #Heopuxonazona** e
naazme u mKaHsix 0ObIYHO He 00CMUAENCS.

YV nayuenmos, nonyuarowux onumenvnylo mepanuio #eopuxonazonom**, mozym pazgumuvcsi KOJCHble peaxyuu
gomouyscmeumenvrocmu. Bo epemsi ieueHuss nayueHmam peKoMeHOYemcs u3be2ams UHMEHCUBHO20 UIU ONUMENbHO20

06J1yll€Huﬂ NPAMBIM COJTHEYHBIM CEENMOM.

Tepanusg ABJIA

o ITpu ABJIA pexoMeH10BaHO IPUMEHEHUE KOPTUKOCTEPOUOB ISl CHCTEMHOT'O IIPUMEHEHUS
U TPOTUBOIPHOKOBBIX JIGKAPCTBEHHBIX CPEJACTB TPYIIbI  TPHA30JIOB (#BOpUKOHA30I** M
#urpakonason) (Ta6m1.19)[32,61,179].
(YYP-C, Y1 -5).
Kommenrapmii: #llozakonazon™* npumensrom npu HenepeHOCUMOCU ULU  HEBO3MONCHOCHU
npumenenus #eopukonazona™** unu #umpaxonazona

Hcnonv3o6anue kopmukocmepouoos 0/ CUCIEMHO20 NPUMEHEHUs. PEeKOMEHO0B8AHO Npu
gvipasiceHHom oponxoodocmpykmugnom cunopome (BOC), nanuuuu 303unounbHbIX UHDUILMPAMOS 6
JIe2KUX Uy HedghghekmusHocmu npuMeHenus npomueocpUOKo8biX 1eKAPCHMEEHHbIX CPeOCme 2pynnbl
mpuaszonos [32,61,179].
s kynuposanusi 6poHX00OCMPYKMUBHO2O CUHOPOMA U I03UHODUILHLIX UHDUILIMPAMOE 6 JeSKUX
HazHayaiom npeoHu3onon™* no 0,5—1,0 me/ke/cym unu Opy2oli KOpmMUKoCcmepouo CUCmemMHO20
NPUMEHEHUsL 8 IKBUBANCHMHOU 003¢ (Hanpumep, MemuinpeOHusonon**) ¢ meuenue 14 Oueii 6
3a8UCUMOCMU OM CIMeNneHU OPOHX00OCMPYKMUHo2o cunopoma. Ilocnedyowee cHudxcenue 0o3vl (om 5
00 10 me kadcovie 0e nedenu) 8 meuenue 1-3-5 mecayes. IlpooondicumenbHocmy nedenus 3a8UCUm om
akxmuenocmu u msdxcecmu 3abonesanus. Huskas noodeparcusarowas 0oza (om 5,0 oo 7,5 me / cym)
Modcem nompebosamvcsi 8 meyeHue ONUMENbHO20 6BPeMeHU O KOHMpOoas 3a0071e8anus U
npedomepawenus peyuousos y nekomopwix nayuenmos. [Lattanzi C, Messina G, Fainardi V, Tripodi
MC, Pisi G, Esposito S. Allergic Bronchopulmonary Aspergillosis in Children with Cystic Fibrosis: An
Update on the Newest Diagnostic Tools and Therapeutic Approaches. Pathogens. 2020 Aug
31;9(9):716, Ibrahim Ahmed Janahi, Abdul Rehman, and Amal Rashid Al-Naimi Allergic
bronchopulmonary aspergillosis in patients with cystic fibrosis.Ann Thorac Med. 2017 Apr-Jun;
12(2): 74-82, Jitendra Sisodia; Tushar BajajAllergic Bronchopulmonary Aspergillosis Treasure
Island (FL): StatPearls Publishing; 2021 Janhttps://www.ncbi.nIm.nih.gov/books/NBK542329/ ].
Kpumepuamu s¢hgpexmusnocmu  ciyscam Kynupoganue KIUHUYECKUX NPUSHAKOB, UCUE3HOBEHUE
903UHOPDUILHBIX UHDUILIMPAMOE 8 NIecKUX U CHudicenue yposHs obwezo IgE 6 cvligopomre Kkposu.
Ilocne oocmuoicenusi 3¢ghghexma nocmenenHno cHudiCcaom 003y npenapama 6ni0Mb 00 OMMEHbl 8
meyenue 3-4 nHeoens.

Bo eépemsa pemuccuu nayuenmol 6 cneyuguueckoii mepanuu He HyHcOArOMcs.
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Ipu peyuouse ABJIA 6noev npumensiom #eopuxonazon™* unu #umpaxonazon (mabn.19) 6 meuenue 2—
4 mec, npu svipadicennom BOC — npednuzonon™* uiu memuinpeOHu3onon™*.

Kpome peyuousa ABJIA noxazanusmu K HA3HAYEHUIO MPUA30T08 ABNAEMCA 3A8UCUMOCHbL OM
KOpMUKocmepouoos OJisi CUCIMEMHO20 NPUMEHEHUs, UX He0OCMamouHas 3P ekmusHocms u
8bIpadiceHHble Hedcerameinbhbie dhhexmopi.

IIpumenenue npomugoepubKoBbIX 1eKAPCMBEHHBIX CPEOCME 2pYynnbl mpuazonos y nayuermos ABJIA
no360./11em 00CMOBEPHO YMEHbUUUMb NPUMEHEHUE KOPMUKOCMEPOUOO8 Ol CUCTNEMHO20 NPUMEHEHUs,
npUBOOUM K YIYUUEHUIO QYHKYUU BHEUHe20 ObIXAHUSL U YMEHbUEHUIO Yacmombl peyuoueos ABJIA.

Tepanusa XAJI
° PexomennoBano B kauectse jeueHuss XAJl y nanuentoB ¢ MB ncnonbs30BaTh JUIMTENbHBIN

Kypc TIPOTUBOTPHUOKOBBIX JICKQPCTBEHHBIX CPEACTB, JIedeHHE «()OHOBOTO» 3a00JCBaHHUS U
YMCHBIIICHUE STPOTCHHOH HMMMYHOCYIPECCHH, a TakKe XHPYPTHUYECKOTO YAAJICHUS OYaroB
nopaxkenus. [8,10,11].

YYP-C, Y1 -5).

KommenTapmii: [layuenmor ¢ XAJI nyscoaromes 6 OnumenvHOM HAOAOOEHUU OJisl KOHMPOJIS
3ab01e6aHUsl U Cc80e8peMenHo20 nedeHus peyuousa. OcCHO8Y AHMUMUKOMUYECKOU mepanuu
cocmaensiem npumeHeHue nepopanvhvlx #Heopuxoumazona**  unu H#umpaxoumazona (mabn.l9)).
#llozakonazon™** npumensitom npu  HENEPEHOCUMOCMU — UTU  HEBOZMONCHOCMU — NPUMEHEHUS.
#eopukonazona™** unu #umparxonazona. #Kacnogyneun** (maon.19), a marxoce #Amgpomepuyun B
[nunocomanvnouii] unu  #Am¢pomepuyun B [Jlunuouwiti  xomnaexc] wuiu  obwiunviti  (mabn.l9)
HA3HA4aom 6/8 npu HedPHEKMUHOCMU NEPOPATLHBIX NPOMUBOCPUOKOBLIX JIeKAPCMBEHHBIX CPeOCme
2pynnvl mpuazoos.

AnvmepHamugnsiii Memoo JeyeHus — #eHympunoiocmuoe 8sedenue ampomepuyuna B**.
Baoicnoii  cocmasnaroweri newenus XAJI y 6onvuvix MB sensemcs ynyuulenue 3KCHeKmMopayuu

MOKPOMBbL.
Koppexyusi  ummynnoco oegpexma o06viuno Oocmuzcaemcsi YCNewHuIM Je4eHueM OCHOBHO20
3a601e6aHUS U CHUNCEHUEM 003bl KOPMUKOCMEPOUOO8 OJisL CUCIEMHO20 NPUMEHEHUS.
Xupypauueckoe emeuamenbcmeo — 8AHCHbIN KOMNOHEHM KOMNAEKCH020 aeveHusi XAJl. OOnosHauHbim
NOKA3aHUuem ABIAemcs 6blCOKULL PUCK UTU PA3eumue 1e204Ho20 KposomedeHus. Umobvl ymeHbuums
8epOsIMHOCMb UHGUUYUPOBAHUSA MKAHEU U pA36UmMuUs cneyuguyeckol smnuemsl niespvl, 00 U nocie
onepamugHo2o nedenuss npumensrom #eopukonason™* unu #umpaxonazon (Xxupypauueckomy JeueHuro
MO2ym Npensamcmeosams pacnpoCmpaHeHHOCMb NOPAICEHUS, MAICECMb COCMOSAHUAL NAYUeHma u
8bIPAIICEHHAs  ObIXAMENbHA HeOOCMAMOYHOCMb, A MAKHCEe MHONCECMBEHHbIE ACNEPIUTIOMDL.
Yacmoma ocnooicnhenuii (Kkposomeuenue u np.) npu onepamueHOM JedeHuu Moxcem 0ocmueams 5—
20%.
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3.1.5 Tepanusi BHEIIHECEKPETOPHON HEJOCTATOYHOCTH IMOMMKETYT0YHOH KeJIe3bl

e 3aMecCTUTENbHYIO Tepanuio maHkpearnueckumu ¢epmentamu (Ilankpeatun**), (B BHIe
MUHUMUKpOchep, ¢ pH-IyBCTBUTENBHBIM TOKPHITHEM 0€3 MPUMEHEHHS METaKpUIOBOH KHCIOTHI
[180,181,182,183,184] ¢ wuam ©Oe3 >KEJIATHHOBOW KarlCyjbl) PEKOMEHJOBAHO Ha3HAYaTh BCEM
ManueHTaM, BKJII0OYas HOBOPOXAEHHBIX ¢ MB, uMmeromuM KIMHUYECKUE MPOSBICHUS KHILIEYHOTO
CHUHIpPOMA WJIM HHM3KYI0 KOHIICHTpAIMI0 TMaHKpeaTH4ecKol smactasbi-1 B kane (<200 MKr/r) npu
OTCYTCTBUHM IPOTUBOINOKa3aHui. [Llenp BMemarenbcTBa — KOPPEKLUS BHEIIHECEKPETOPHOM
MaHKPEATHYeCKONH HEIOCTATOYHOCTH (IO KJIMHUYECKUM II0Ka3aTelisiM U OTCYTCTBUE HEUTpPaIbHOTO
*upa B Korporpamme) [2,12,182,183,184,185].

(YYP-B, Y] - 3).

KOMMeHTapHﬁ: Iipu npoee()eHuu 3AMeCmMUmenbHou mepanuu HeobX00uMo KOHmpoJjauposeamau.

- noKasamenu KONPOSPaAMMbl, 8 NEPEYI0 0uepedb KOIUUECHE0 HEUMPALbHO20 HCUPA,
- yacmomy u xapakmep cmyna,
- edIceMeCsIYHYI0 NPUbABKY MACCbl meia u OUHAMUKY POCMA NAYUEHMA.

s eoccmanosieHuss  A0eK8AMHOU — ACCUMUTIAYUU — dcupa  cledyem — NPUMEHSMb
8bICOK0IhekmueHble NaHKpeamuyeckue gepmenmsl 8 guoe MUHUMUKPOCep, Ymo 8 OONbuUHCEe
cyuaes no3eoisen KOMNEeHCUpo8ams Cmeamopero U YMeHbuums 0eqpuyum maccol meid.

Tlokasanus: 6ce nayueHmvl ¢ HPUSHAKAMU HEOOCMAMOYHOCMU 3K30KPUHHOU (DYHKYUU
nOO0JHCENYOOUHOU  dcelesbl  (cmeamopesi  (HEUmpAnbHblll  HCUP 8  KONpO2pamme),  CHUdICEeHUe
naukpeamuyeckou snacmasvl-1 menee 200 mke/2).

IIpomueonoxazanus: UHOUBUOYATbHASL HENEPEHOCUMOCb.

Bvibop nymu esedenusi: 6Hympob 00 u 60 epems Kaxcooeo npuema nuwu. Ilankpeamuueckue
(epmenmol He crnedyem HasHauamv nocie edvl. Kancynwl, codepoicawue MUHUMUKPOCHeEPLL, MOICHO
BCKPBIBAMb U NPUHUMAMb UX COOEPAHCUMOE OOHOBPEMEHHO C HeOONbUUM KOAUYECTNBOM MU, UTU
NPUHUMAMb  YETUKOM, He 6CKpbleas, eciu pebeHOK yce O0CMAMOYHO OONbUOU U  MOdCem
nPO2IOMUMs KANCymy.

Oyenka s¢hpexmusnocmu nevenus; K KIUHUYECKUM NOKA3AMenaM d0eK8amHou 003Uupo6KU
NAHKpeamuyeckux pepmenmos ciedyem omuecmul. yayuueHue npubasku eeca oemell, yMeHbuleHue
obvema cmyna, e2o 4acmomsl, YMeHbUeHUe 3T1080HHO20 3ANaXa, UCUe3HO8eHUe Oolell 8 JHcusome.
Jlabopamopnvie noxazamenu — ymenvbuieHue cmeneHu cmeamopeu.

Oyenka 6e3onacnocmu j1eyeHus: - N0 KIUHUYECKUM NPUSHAKAM.

JlonoanumenvHrble 3aMe4anus.:

Iloo6op 003 nankpeamuueckux ghepmenmos nposooOUMcs IMIUPUYECKU.
o  Jo3a nankpeamuna uHOUSUOYANbHA 015 KAHCO020 NAYUEHMA.
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oV borvwuncmea nayuenmos 0o3a 00ndcHa ocmasamscs Menvbute uiu He npesviwams 10 000
EJ[ no aunase na 1 ke maccot mena 6 cymxu unu 4000 E/] na 1 2 nompebaennozo sxupa.

o  Iloobop 003b1 MOJNCHO HAYAMb 6 3ABUCUMOCTIU OM MACCHI Med, YMmo COCMAsiaem 6 Hauaje
neuenust 1000 E[l/ke no qunase na xasicowviii npuem nuwu 0as oemei maiaouwe yemoipex jem u 500
EJl/ke no nunasze 6o @pems npuema nuwu Ons Oemell cmapuie yemvlpex Jiem U 63pocivix. B
oanvHeuuem 003a Moxcem NOCMeneHHo NOBbLUAMbCA 00 HOPMAIUZAYUU CUMIIOMOS8 CMeamopeu.
o3y cnedyem onpeodensmv makdice 6 3a8UCUMOCIU OM GbIPANCEHHOCMU KUULEUHO20 CUHOPOMA,
Ppe3yIbmamos KOHMpPos 3a cmeamopeeti U N000ePAHCAHUS A0eK8AMHO20 HYMPUMUBHO20 CMAMYCd.
o Hosopoowcoennvim na kasicovie 120 mn numanus (cmecv ulu HCeHCKOe MOJIOKO) Cmapmosas
003a paccuumulgaemcs kax 2500-3333 EJ] nunazvl (1/4-1/3 kancynel npenapama ¢ akmuHOCMbIO
10 000 EJ[ nuna3zvl 6 xancyne). Imu 003vl coomeemcmeyiom npumepro 600-800 E/] nunazvl na 1 2
RUWYEBBIX HCUPOS WITH TI0 Y5-1 MEPHOIT JTOXKKE KUILICUHOPACTBOPUMBIX rpaHyi u3 ¢uakonos [11, 12,
37]. B mnacmosuwyee 6pemsi peKoMeHOYemcs RNoOCYem NAHKPeamuyeckKux (epmenmos no
nompebnsemomy Hcupy ¢ paciemom kodpuyuenma na 1 ep ocupa. [loza paccuumvieaemcs
unousuoyanvro. Jonycmumoie 3uavenus kodgpuyuenma om 500 oo 4000 EJ] na 1 ep scupa.

o V pada nayuenmos, ocobeHHo npu  6eIKOBO—IHEPIEMUUECKOU  HedOCMAmO4HOCHU,
2UNEPAYUOHOCU U OPY2UX COCMOAHUSX, MOACEM NOHAOOOUMBCA NOBLIULEHHAS 003d NAHKPeamuHd
bonee 10 000 EJ no nunaze na 1 ke maccor mena 6 cymxu uau 4000 E/] na 1 2 nompebrennoco
acupa [186,187,188,189,190,191,192,193,194].

o He cnedyem nosviuams 003y ¢pepmenmos 0o ouensv gvicokou (>18000-20000 Eo nunazvi/ke 6
cymku). B OanvHetiwem 0o3a noosepeaemcs KOppeKyuu HA OCHO8e KIUHUYECKUX CUMNMOMOS8 U
nabopamoprulx  Oauuvix. Cnedyem  nomHums, umo npumepno y 10%  nayuenmos
HeO0CmamoyHOCmb NOOXNCEYOOHHOIU Jcele3bl He noddaemcst noanou koppexyuu [12].

o aghdexmuenocmv mepanuu NAHKPeAMudecKUMU epmMeHmamu UH020a MONCHO NOBLICUMb NPU
00HOBpEeMeHHOM — npuMenenuu H#pamomuduna  (npomusonokasan 6 Oemckom — eospacme),
paHumu()uHa** (npomusonokazan demsam 0o 12 nem), omenpaa'wza** (npomusonokazar demsam 00 2
nem) uau 330/wenpa30ﬂa** (neinemsvl - NpomMuUBONOKAsaHvl Odemsam 00 1 eoda, mabremku
npomugonokazanvl demsam 0o 12 nem. Jlannvie npenapamol mocym Obimb HAZHAYEHbL 6 CyYde
nompebHOCMU  3HAYUMENbHO20 VBeIUYeHUsi 003 NAHKPeamudeckux @epmenmos u/uiu npu
omcymcemeuu ux JeyebHoeo apgexkma, uymo Mmodcem ObIMb  00YCI0BNEHO NOBLIUEHHOU
KUCTIOMHOCMBIO HCETYOOYHO20 COKA U HeOOCMAMOYHbIM Oujelauusanuem xumyca 8 12-nepcmuot

kuwxe [15,65].
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3.1.6 Tepanusi 3HAOKPUHHOI HETOCTATOYHOCTH MOIAKeJTYA04YHOM xkese3bl (M3C/)

Jlewenue ouabema npu MB (M3C/]) 6 yenom 00ascHo coomeemcmaosams Cmanoapmam HOMowu 6cem
nayueHmam ¢ ouabemom, HO UMEIOMCA 0cobble Mpebo6aHus K Je4eHUur0 NayueHmos ¢
mykosucyuooszom [42,67].

o PexomennoBano neuenne nanuentoB ¢ M3C/l y ciennanucToB MHOTONPOQHIEHOW KOMaH/IbI,
uMeromie onbIT padotel ¢ M3CJl, 1 pu 3TOM NOAJAEPKHBATh KOHTAKT W KOHCYJIBTHPOBATHCSI CO
CIELUAINCTAMH TI0 MYKOBHCUUAO3Y C Ienbl0 3()()EKTUBHOrO BEIEHUS MAIMEHTOB C YYETOM
0COOCHHOCTEH OCHOBHOTO 3a0o0neBanus [42,67].

(YYP-C, Y11 -5).

e [Tpu neuennn M3CJl pekoMeHIyeTcs OOy4YeHHE CaMOCTOSTCILHOMY yXOmy Ipu auadere,
WHCYJTUHOTEpanus 1 adpoOHast Harpy3ka He MeHee 150 MUH B HE/IETIO C 1IeNIbI0 aIeKBATHOTO KOHTPOJIS
M3C/I u npenoTBpalieHust ociaoxueHui [42,67].

(YYP-C, Y11 -5).

o PexoMeH10BaHO COOMIOACHNE PEKOMEHAAINI 110 TUTAHUIO AIIIEHTOB C MYKOBUCIIHI030M IS
nanuentoB ¢ M3C/l. U3menenne motpebiieHHus] KaJOpHil, *KUPOB, OEIKOB, YII€BOJOB WJIH COJIA B
pe3yJibTaTe JAUArHOCTUKH JuadeTa He JOMycKaeTcs. PekoMeHayeTcss paBHOMEPHOE paclpe/ieiieHue
YIJIEBOJIOB B TEUYEHHE CYTOK U 3aMeHa padUHUPOBAHHBIX Ha 3alIMIIEHHBIC C IIENbI0 MOICPKAHUS
HYTPUTHUBHOTO ctaryca [42,67].

(YYP-C, Y1 -5).

e Pexomenayercs neunts M3CJl y namuentoB ¢ MB wuHCynMHaMu, a He NEpOPAIbHBIMH
THTOTJIMKEMHYECKAMH TIpeTapaTaMy C IeJIbI0 ONTUMATBHOTO KOHTPOJIS YPOBHS TIIOKO3BI B KPOBU
[42,67,195,196].

(YYP-C, Y1 -5).

Kommenrtapuii: S¢pgpexmusnocms nepopanvHulx eunoenuxkemuveckux cpeocms onsi mepanuu M3CJ[
ne ookazana. Ilpu nevenuu M3CJ] pexomendyemces npumensime OONIOCHYIO CXEMY Npuemda UHCYIUHOS.
Mooswcem npumenamvbcsi cmaHOapmublll pexcum 6a3anbHo-00110CHO20 86€0€HUsI UHCYIUHO8, BKII0UAS
KOMOUHayuio 6asanvroco (Mucynunbl u ananiocu OaumenbHo2o Oeticmeus) u 06iCmpooeticmeyouezo
(Uncynunvt u ananozu 0Oblcmpoco Oelcmeus) UHCYIUHA NymemM MHO2OKPAMHBIX eHCeOHEeBHbIX
NOOKOJMCHbIX UHBbEKYUll uiu ovicmpoodelcmayroweeo uHcyiuna (Mucyrunvl u aumanoeu 0vicmpozo
Oelicmeusl) nymem Henpepul8HOl NOOKOICHOU UH@Y3uu (uncyiunosas nomna). Ilayuenmos ciredyem
Hay4yumo yCmMaHagiueams 003y UHCYIUHOE 8 COOMBEMCMBUL C COOEPAHCAHUEM Y21e80008 8 UX NULYe.
Ecmb  ouenv  ocpanuuennvie Oanmvie 00 UCNONb308AHUU NEPOPANLHLIX — CUNOSTUKEMUUECKUX
npenapamos npu M3CJ]. H3 nepopanvuvix 2uno2iuxemuyeckux npenapamos, 3apecucmpupo8aHmblix

Ha meppumopuu  Poccuiickoti  @edepayuu  uzyuemvl  NpPousBOOHvle  CYIbDOHUIMOUESUHDL,
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memepopmun**, npouue npomueoerukemuveckue npenapamol (penaziunud**) u muazoruouHOUoHbL.
Dehghexm ne doxazan.

Ananocu  enokazonono0odono2o nenmuoa-1(UnKpemunsvl UlU UHKPEMUHMUMEMUYecKue d2eHmoi)
MO2Yym uUcpams BAMNCHYIO pPOAb, HO NOKA mpebyemcsi npogecmu OONOJHUMENbHblE UCCIe008aHUS,
umoovlL bIHECMU 00KA3AMeNbHble PeKOMEeHOAYUU.

o Bo BpeMmsi o0ocTpeHHil JE€ro4Horo mpoiecca pPeKOMEHIYeTCs dYalle MpOBEpSATh YPOBEHb
rikemun (10 3-6 pa3 B JICHB), KOTOpasl MOBBIMIAETCS Ha (JOHE BOCHAIICHUS M YBEIUYUTH 103y
WHCYJTUHA, KaK OOJIFOCHOTO, TaK M 0a3MCHOTO C LEIbI0 ONTUMATHHOTO KOHTPOJISI YPOBHS TIIOKO3BI B
KPOBH U CBOEBPEMEHHON KOPPEKIIMHU A03bI HHCYIHHOB [42,67].

(YYP-C, Y11 -5).

KommenTapmii: Ilayuenmam ¢ mykosucyudoszom npu HapyuieHuu moaepanmuocmu k 2noxosze (HTT),
0coOeHHO 60 6pemsi obocmpenus 3a00/e8aHUs MAK JHce MOdCem Nompebo8amvcs UHCYIUHOBAS
mepanus.

e Pexomenayercs mnpoBeneHue MoHUTOpuHra ocioxkHeHudt M3CJ] cormacHO MOHHUTOPHUHTY
apyrux popm muabera st OpraHU3anuy NpopHIaKTHIECKUX Meporpustuii [42,67].

(YYP-C, Y1 -5).

3.1.7 Tepanus nopa:keHusi nNe4eHu

. Pexomennyercs HasHaueHHME TpenaparoB  ypcoje3okcuxosieBoil  kucnote** (VY IXK)
(mpoTHBOIOKa3aHue 10 3 JeT I Kamcyda, HeT MpPOTHBOIMOKA3aHWW JUIsl CYCHEH3WU ISl Tpuema
BHYTph) manueHtam ¢ MB c¢ 1menpio mpenoTBparieHusi TenaToOuIHapHOW MAaTOJOTHH M Teparuu
HUMEIOIINXCS TOPaKEHUH MMeYSHU TIPU OTCYTCTBHH MEIUIIMHCKUX pOTHBONOKa3anuii [1,2,15,197,198].
(YYP-C, Y] -5).

KommenTapnmii:
IIpomueonokazanusn: uHOUBUOYATILHASL HENEPEeHOCUMOCHb, OCMpble GOCHANUmeNbHble 3a00/1e6aHUSA

HCENUHO20 NY3bIPAL.
Boioop nekapcmeennvix ¢popm: npenapamol, gulnyckaemvie 8 gude Kancyi u cupona (0ns oemelil ¢
Mmaccoti 0o 34 ke), 0ozuposka 15-30 me/ke 6 cymku.

Ouyenka 3ppekmuenocmu newenusn: Kiunuvecku u no oauuvim Y3HU u ¢pubposnacmoepaghuu (1 pas 6
12 mecsayes) (cm. pazoen?. Jfuacnocmuxa,).

Ouenka 6e3onacHocmu neueHus: Heooxooum nepuoouyeckull (2 paza 6 200) KOHMPOIb AKMUSHOCMU
ANaHUHAMUHOMPAHCGepasvl, acnapmamamunmopancgepasvl, weirouHou gocghamasvi 8 Kposu (cm.
Pazoen 2. Jluaenocmuxa).

Tem ne menee, 6 Hacmosiuee 8pems, yo6eOUMeNbHbIX OOKAZAMENbHBIX OAHHLIX O NPeOOMEPAUjeHUl

pazeumus pubposza u yupposa na ¢gone npuema YAXK nem [199].
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Iayuenmam ¢ MB  pexomenoyemcsi MUHUMUZUPOBAMb  NPUMEHEHUe  2eNAmOmMOKCUYHBIX
JIeKAPCMBEHHBIX cpedcms, uckaouenue anxoeous [2,198].

. PexoMEeHI0BaHO TMpH pa3BUTUM XPOHUYECKOW TIEYCHOYHOW dHIe]aIonaThy, acIura,
BapUKO3HO-PACIIUPEHHBIX BEH MHUIIECBOA M JKEITyaKa 3-4 CTENCHN M KPOBOTEUYCHUS U3 HUX MPOBOIUTH
TEPAITUIO COrIAaCHO COOTBETCTBYIOIIMM KIMHHYCCKUM pekoMenaarusam [2,198,200].

YYP - C; YOI-5).

KommenTapumn: gopmuposanue maxux OCIONCHEHUL 8CMPEUAOMCcs He4acmo, Ho, mem He Mehee,
mpebylom 5KCMpPEeHHbIX Mep aeyeHus. Pady nayuenmos moodicem noHadoObumvcs mpancniaHmayus
neuenu (cm.pazoen 3.4 Xupypeuueckoe neuenue), 8 nHacmosuee spems 6 Poccutickou Dedepayuu
nposederno 16 mpancnianmayuil.

3.1.8 Tepanus ocreonopo3a y nanuentos ¢ MB

3a0auamu neuenus ocmeonopoza AGNAIMCA. NpeOOMpaujeHue neperomos Kocmel, NosbluleHUe
Kayecmea JHCU3HU, 3amedieHue Uil npekpaujenue nomepu KOCMHOU Maccwl, y oemell - obecneyenue
HOPMAbHO20 POCmA.

o PexoMeH10BaHO JIeYCHHE OCHOBHOTO 3a00JIEBaHUS P BTOPUIHOM OCTEOIOPO3€ Yy MAIUCHTOB
¢ MB [29,70,84,201].

(YYP-C, Y1 -5).

o Konexanbuudepon®*, B Tom uncne, B BUAe Kaneiab A MpUeMa BHYTPh, peKOMEHIOBAaH BCEM
narueHTam ¢ MB B kadecTBe Tepanuu HEeJ0CTaTOYHOCTH BUTaMuHa D B BHJIe TipreMa OJIWH pa3 B JICHb
©KEHEBHO WJIA OJWH pa3 B HeAeno (B SKBHUBAICHTHBIX J03aX) IS MOJJEPKAaHUS KOHIEHTPAIUU
25(OH)D ceiBopoTku He MeHee 30 ur/mi (75 amons/) (ta6a.20) [70].

YYP-C, Y] -5).

KommenTapun:
Tabnuua 20. /[o3vl konexanvyugeponra™* (sumamuna D3) u pexomenoayuu no nevenuro deguyuma

sumamuna D y demeii u 3pocivix ¢ MB (EJ])
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Bospacm, 20061 IIpogpunaxmuueckas 0o3a, Maxcumanvnas nevebnas
ME 0oza, ME
0-3 1500-2000 2000
4-10 2000-3000 4000
11-18 2000-4000 10000
>18 2000-4000 10000

e PexoMeHAOBaHO Tepamui ocreonopo3a npu MB  nOpoBOAMTH  COMIACHO  KIMHUYECKUM
PEKOMEHIaLusIM 10 octeonopo3y [29,84,201].

YYP-C,¥Ya1-5).
KommenTapuii: Bonpoc o npumenenuu oucgocgonamos peuwiaemcs 6 uHOUBUOVALILHOM NOPsOKe C
VUemom MUHepaibHOU NIOMHOCMU KOCMHOU MKAHU, MALOMPABMAMUYHBIX NEPEeoMO8 8 aHaAMHe3e U
MPAHCNIAHMAYUOHHO20 CINAMYCa
Ipu neuenuu ducghocghonamamu y nayuenmos ¢ MB nonyuenvr doxazamenvcmea ysenuuenus MIIK
OoHnako manoe uucio HaAOIOOeHUll He NO380NULO BbIAGUMb CHUICEHUE DPUCKA NeperiomMos npu
onumenvrnocmu aevenus: 2 2ooa [202].
Jnumenvnocmes  neuenus  oucgocponamamu  onpeoensemcsi  uHousuoyanvHo. Haznauaromces
oucgocponamvl 6 Oemckoll npakmuxe peweHuem KOHCUIUYMA 6payeil ulu Npu paspeueruu
Dmuueckoeo Komumema u NOONUCAHUU UHPDOPMUPOBAHHO2O O0OPOBOILHO2O CO2NACUSL POOUMETIMU
pebenxa [203].

3.1.9 Tepanusi XxpOHMYECKOI0 PUHOCHHYCHTA ¥ HA3AJIBHOI0 MOJIHII032

e Pexomenayercst uppuranuonsas tepanus npu Hammuun XPC [81,204].

YYP-A YOO -1).

KommenTapuu: npomsieanuss nonocmu Hoca npogoosamcs — usomonuueckumu  (0,9%) unu
eunepmonudeckumu (3%) conesvimu pacmeopamu 2 paza 6 Cymku (uiu uawe no NOKA3AHUAM)
edceOHe8HO neped nposedeHuem UHeaIAYUL 8 NOI0CMb HOCA.

e PexoMenayercst Tepanusi KOPTUKOCTEPOUIaMH B BHJIE HA3AIBHOTO CIIpesi PY HAIWYHH Ha3aJIbHOTO
nosumosa [70,205,206].
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YYP-A, YOI -1).
Kommenrapumu: oOokasana s¢ggexmusnocmsv 6 OMHOWEHUU YMEHbUEHUs. pazmepa NOIUNos;

npeonoumenue ciedyem 0omoagams KOPMUKOCMEPOUOAM 8 8UOe HA3AIbHO2O0 Chpes C HaumeHvbluel
cmenenvlo cucmemnoll abcopoyuu (momemasona gpypoam 6 doze 400 mxe 6 cymxu y 83pocavix, 200
MKe 8 cymKu y oemelti ¢ 2-X Jiem, OaumenbHbiMu Kypcamu om 2 00 12 mecsayes, 6 HEKOMOPLIX CAYHAsX —
oonblie), 8 Mm.4. NOCIe PUHOXUPYPSULECKO20 JIeYeHUsL.

Tepanus xpoHnuyecko2o0 NOIUNO3HO20 PUHOCUHYCUMA OopHa3ou anv@a** - cm. pazoen 3.1.2

Mykonumuueckas mepanusl.

3.1.10 KoncepBaTnBHAas Tepamnus JIer0YHOI0 KPOBOTeYeHHUS M KPOBOXapKaHbs

Jlecounoe kposomeuenue ecmpeuaemcs edxcecoono y 4,0% e3pocivix nayuenmos (pecucmp
2017 2.), kposoxapranbe pAsHOU UHMEHCUBHOCMU 6cmpedaemcs yawe. [Ipuuuna pazeumus 3mux
OCJIOJICHEHUU 3AKTI0YAEMCs 8 PeMOOeNUPOSAHUU JIe2OYHOU MKAHU U PA36UMuU NamoaoSudecKu
U3BUMBIX U YBETUYEHHLIX OPOHXUANbHBIX apmeputi. B psade ciyuaes awneuozpagpuuecku He
noomeepxcoaemcs pazeumue namoloeudeckux OPOHXUANbHBIX apmepull U NPUYUHOU KPOBOXAPKAHbS
ABNIAEMCS IPO3UBHOE NOPANCEHUE CIUSUCMOU OPOHX0IKMA308. Jleuebubie Meponpusmus 8KIOUAIOM 8
cebsl CHUdICeHue aKmueHOCMU 2HOUHO020 B0CNANIeHUs 8 OPOHXAX, 2eMOCMAMUYecKyro mepanuio u
Xupypauueckoe nocoobue.
J PexoMeHJ0BaHO B KayecTBE TIe€MOCTAaTMYECKOW Tepanmuu NalueHTaM C KpPOBOXapKaHbEM
NPUMEHSTh dTaM3uiaT** (BHYTpUBEHHO WJIM BHYTPb) W/WIM HHTHOUTOpPH  (QUOpHHOIM3A!
aMUHOKampoHOBass  Kuciota** u  TpaHekcamoBas  kucimotra**. Ilpu  HesddexTHBHOCTH
BBIILICTIEPEUNCIIEHHBIX ~ MPEnapaToB  pPEKOMEHJOBAaHO  NPUMEHEHHWE  NpenapaToB  KPOBH:
CBEXKE3aMOpPOKEHHAs ITUIa3Ma, KPUOMPEIHUIUTAT, (aKTopel CcBepThiBaHUS (DakTOpBl CBEPTHIBAHUS
kpoBu II, VII, IX u X B komOunamuu [[IpoTpoMOuHOBBIM KoMIUIeKc|**, Onrakor anbda
(aktuBHpoBaHHbIi)**) [207,209,210,211].
YYP-C,¥aA1d-5).
Kommenrtapuu: Kypc ecemocmamuueckux npenapamog HA3HAYAEMC HA HECKOIbKO OHell 00
Kynupoeanusi kposoxapkauvs. Ha evicome ne2ounoco KposomeueHusi OONOIHUMENbHBIU IPghexm
Modicem 0Kazams 00KIA0bl8aHUe 2PYOHOU KILeMKU TbOO0M.
o PekoMeHZ0BaHO TMpH BO3HUKHOBEHUM KpOBOXapkaHbsi y MmanueHtoB ¢ MB Ha ¢one
MaHHu]ecTau 000CTpeHHss OpPOHXOJIETOYHOr0 IMpoliecca 00s3aTeIbHOE Ha3HaueHHEe aHTHOMOTHUKOB
[207,210].
YYP-C,¥a1-5).
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KommenTtapumn: Heob6xooumo nomuums, 4mo KpoBOXapKaHve Modcem Oblmb Cle0cmeuem Uil
yeyeybnamucs nepedo3uposkoll eenapuna™®®, ucnonv3ylowezocs O0is NPOMbI6AHUS Nepugdepuieckux
BEHO3HbLIX KAMemepos.

J PexomeHn10BaHO MpoBeaeHHE OPOHXOCKOMHUH MAIlUeHTaM C KpoBoxapkaHbeM Ha (pone MB 1o
MOKa3aHMsIM BO BPEMs KPOBOTCUCHHS/KPOBOXAPKaHbsI C LIEJIbI0 BHISICHEHHSI HCTOYHUKA KPOBOTEUCHHS,
KaK 3TaIl HOJATOTOBKH K JaJbHEHUIIEMY XUPYPIHYECKOMY TTOCOOHIO, HETTOCPEICTBEHHOTO KYITHPOBAHUS
KpPOBOXapKaHbsI POBEICHHEM OpOHXO00I0KAMH, CAHAIIMH TPaxeoOPOHXHUAIBHOTO JIEPEBA OT CTyCTKOB
KPOBH IIPH NPOBEJICHUU NCKYCCTBEHHOW BeHTHIIsIMY Jierkux [207,210].

(YYP - C, YIUUI - 5).

o [Tpu HerdHEeKTUBHOCTH KOHCEPBATHBHBIX METOJIOB, HAPACTAHUU JIMH30]I0B KPOBOXAPKAHBS U
Pa3sBUTHH JIETOYHBIX KPOBOTEYEHHWH mamueHtaM ¢ MB pekoMeHIOBaHO XHpypruyeckoe mocodme
[207,210].
YYP-C,¥a/1-5).
KommenTapuii: cy. pazoen 3.4 «Xupypeuueckoe neyeHuer.

3.1.11 Tepanusi AbIXaTeIbHOI HEJOCTATOYHOCTH

Lvixamenvuas neoocmamounocms - 3mo  NAMONO2UYECKUL CUHOPOM, HPU KOMOPOM NAPYUATbHOE
HanpsdceHue Kuciopooa 8 apmepuanvHou Kpoeu menvwe 80 mm pm.cm. (SpO2 95%) w/unu
napyuaIbHoe HanpsdiceHue YeieKuciozo 2aza oonvuie 45 um pm.cm.

Ilo epemenu paszsumus pasnuuarom ocmpylo (Hapacmanue CUMAIIMOMOG 8 meyeHue 4acos unu OHeti)
U Xponuueckylo (6 meuenue neoenv unu mecayes) /[H. C knunuueckou mouku 3peHus: yeiecooopasHo
ewe Buloensamsb OCmMpYI0 ObIXamenbHyl0 HedoCcmamouyHocms Ha ¢one xponuueckou (OH na ¢one
X/H).

Ipuuuna pazsumus xponuueckou /[[H y nayuenmos ¢ MB - cmpykmypHvlie usmeHeHus 1e2Kux,
KOmopble passusaromcs 6cle0Cmsue XpoHUYecKko20 OpOHX0Ne20YH020 npoyecca U Npusoosuue K
CHUMCeHUulo  abcontomuol niowaou 2azoobomena. Ilpuuunon passumus OJH — obocmpenue
XPOHUUECKO20 ~ CHOUHO20  OPOHXONE20UHO20 npoyecca 6 JecKUXx, Je20uHoe KpoomeueHue,
nneemomopaxc. Ilpuuunoti ons pazeumus OLH mocym Ovimb u o0bwumu, 8 YACMHOCMU paA38umMue
BUPYCHOU NHEBMOHUU 8 pA32ap dINUOeMUU PUNNA.

Jpyeum, easichvim komnonenmom 6 passumuu JIH y nayuenmoe ¢ MB sensemcsa crabocmov u
ymomaeHue OblXAMeabHOU MYCKYAAMYpbl, OYEHb YACMO CONpogodcoarowue msidxcenoe medeHue
3a601e6aHUSL.

o PexomennioBano nposeneHue kuciaopogorepanuu npu PaO; <55 MM pr.cT. B mokoe, Win npu
PaO;, <60 MM.pT.CT. B TOKOE, HO MIPU HAJTMYMU OTEKOB, MOJUIIMTEMUH, JICTOYHOM runepTen3uu [87,88].
YYP-C,¥I1-5).
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Kommenrtapuu: «3010moti» cmandapm ouacHocmuku HapyueHul 2a3000mena — 3a60p anaius Kposu
HA KUCTIOMHO-0CHOBHOE COCMOSIHUE U3 TIV4e80U apmepui.

- Kucropooomepanus pexomenoosana ne menee 15-24 uacos 6 oenv

- lenesoui yposenwv: SpO, 90-92%
o PexomennoBana HeuHBasuBHas BeHTwinug Jerkux (HUBJI) npu runepkanHuueckoit
IBIXaTeIbHOM HEJOCTAaTOYHOCTH y manueHToB ¢ MB [212,213,214]. Llens mposeaenuss HUBJI -
HOpMaJM3aIus Wik yiydmeHue razooomena. K monoxutensubiM 3¢ dexkram HHUBJI Takxke MOXKHO
oTHecTH 3(P(DHEKT YIydIIeHUs IPeHa)Ka MOKPOTHI 3a CUET 3HAUUTEIBHOTO YIIYYIIEHUS KOJUIaTepabHOMI
BenTrsiun [207,208].
YYP-C,¥a1-5).
KommenTapuu: [loxasanus xk nHeunsasuenou eenmunayuu neekux npu O/H (npu cobrooenuu mpex
YCa08uti):

- Taicenas ooviuika, yuacmue 6 ObIXAHUU 8CHOMO2AMENLHBIX MbLULY U NAPAOOKCANbHOE ObIXAHUE

- Yacmoma ovixanusn>25 6 MuHymy
- Pecnupamopnuwiii ayuoos (pH<7,35) u eunepxannus (PaCO2>45 mm pm.cm.)

- Buipaowcennas eunokcemust (PaO,/F102)<200 mm pm.cm.

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

- PaCO, 50-54 mm pm.cm. u 3nu3006l HOUHOU cUnoKcemuu
- PaCO; 50-54 mm pm.cm. u yacmule cocnumanusayuu 6ciedcmaue NOSMOPHbIX 0OpaueHull
Iloobop pesicuma u napamempog GeHMUNAYUU OYEHb UHOUBUOVATILHO U 80 MHO20 3ABUCUM OM
UCXOOHO020 COCMOAHUSA NAYUEHMA.
Xponuueckas OvixamenbHas HeOOCMAMOYHOCb — AGIAEMCA NOKA3AHUEM 01 PACCMOMPEHUS.
HAanpagnieHuss Nayuenma Ha mpancniaHmayuro aieckux (cm. pasoen 3.4 «Xupypeuueckoe neuenuey).
3.1.12 KoncepBaTHBHAs Tepanus MEKOHHEBOI0 Hieyca
Dopmbl MeKOHUEB020 UNeyCa
Heocnooicnennaa popma - niomuwlii MeKoHuil popmupyemcs 6HympuympooHo u 3abueaem
oucmarnvhvle 0moensbl MOHKOU KUWKU, bl3bl8as OUNAMAYUI0 NPOKCUMANbHBIX, YIMOIUeHUe KUeYHOU
CMEHKU U KUUEYHYIO HenpoXOoOUMOCb.
IIpu nHeocnoscHeHHOM MEKOHUEBOM UNeYCe BO3MONCHA KOHCEPBAMUBHAS MePANUs.
Ocnooicnennas ghopma 06cmpyKyuy KUWKY NPUBOOUM K Ce2MEeHMAapHOMy 3a80pomy, ampe3uu,
HeKpo3y unu nepgopayuu KUWKYU, MEKOHUEeBOMY NEePpUMOHUMY UlU HPOUCXooum oopazosanue
2USAHMCKOU MEKOHUEBOU NCeBOOKUCTbI.

OcnodicHeH bl MEKOHUEBbLI ULEYC 8ce20a mpedyem 9KCMpPeHHo20 Xupypeuueckoo nevenus [15,215].
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o KoHcepBaTuBHast Tepanus MEKOHHEBOTO WIeyca I JIMKBUAAUUKA HEMPOXOJAUMOCTH
KHIICYHUKA y MalnueHToB ¢ MB MoxeT ObITh PEeKOMEHIIOBaHA JUIsS JIMKBUIAIMKA HEMPOXOJUMOCTH
KHIIIEYHHUKA TPU COOJTFOICHUN HEOOXOMMBIX YCIIOBUIA:
o OtcyTcTBHE PEHTTEHOIIOTUYECKUX MPU3HAKOB XUPYPTHUESCKUX OCIIOKHEHUHN
o OTCyTCTBHE NATOJIOTUYECKOTO OTACISIEMOT0 U3 JKEITyIKa
o OtcyrcTBHE OOJIEBOTO CHHIpOMA
o KommeHcupoBaHHbIli MeTabOIMYECKUI 1 BoJieMU4ecKuii craryc [82,216,217].
YYP-C,¥a1-5).
KommenTapum:
Koncepsamuenvle meponpusimusi:
o Ilepopanvroe 68edeHue 8000PACMBOPUMO2O KOHMPACIIHO20 BeUeCmBAa ¢ PeHMEeHKOHMPOIeM
naccaxca no JKKT (PenmeeHOKOHMPOb NPOX0AHCOeHUsT KOHMPACMHO20 8eecmed no HceyoKy,
MOHKOU U 000004HOU KUUKe)
o Ilepopanvno mykonumuku (#N-ayemunryucmeun 6 pazeedenuu 1:5 6 0oze 1,0 mn/ke)
o Bsicokas ouucmumenvuas kiusma ¢ mykoaumuxamu - #N-ayemuryucmeun 6 pazeedenuu 3 miu
na 200,0 mn gusuonocuueckoeo pacmeopa NaCl noo yrempaszeykoevim konmponem 3anonmeHus:
KUeyHuKa uiu 0e3 mako8o20 MAKCUMANIbHO WAOAWUM CNOCOOOM BbIBEPEHHBIM 00BEMOM
Jrcuoxocmu
o IlosmopHoe myzoe KOHmMpacmuposauue MOJICMOU KUWKU PEeHM2eHOKOHMPACMHbIMU
8000PACMBOPUMBIMU PACMBOPAMIU C CO30AHUEM KONO-UNeabHo20 peghuiokca [216].

3.1.13 KoncepBaTUBHAsl Tepanus CHHAPOMA TUCTAIbHOI HHTECTHHAJIBLHONH 00CTPYKIMHI

e Tepanus cuHapOoMa AHMCTANBHOM HMHTeCTHMHATIbHOW oO0cTpykuuu (CIWO) y manueHToB C
MYKOBHCIIMJI030M C LIEJIbI0 BOCCTAHOBJICHUS NAaCCA)Ka KUIIEUHUKA — PEKOMEHAYETCS IPU OTCYTCTBHH
IPU3HAKOB KHIIEYHONW HENPOXOJUMOCTH IpHUMEHEHHe Oomibliux 103 #HanerunucrenHa**  600-
1200mr\cyTkH, makTyn03el** oT 5 10 45 Mu B cyTku B 3 mpuema B 3aBHCHMOCTH OT BO3pacTta,
OOMJIbHOE NHTHhE, TMIIEPOCMOJISIPHBIE PACTBOPBI, HOpMalIM3alMsl peXUMa U JIO3UPOBKH IpuemMa
naHkpeaTuueckux pepmentos [1,2,218,219].

YYP-C,¥A1-5).

Kommenmapuii: Ilpu nesghgpexmusnocmu npo8oouUMOU KOHCEPEAMUBHOU mepanuy, NPUIHAKAX
KUUWEYHOU HenpoXoOUMOCMU — ONEpamueHoe JleYeHUue 6 COOMBEmCmEUU C DPEeKOMEHOAUUAMU NO
KUUEYHOU HenpoxooumMoCmu.

B nacmosuwee apemsa omcymemayiom 00KkazamenbCmea 8biCOKO20 YPOSHs O NPeuMywecmse mozo uiu
unoeo mepaneemuyeckozo emeuiamenscmea npu CHHUO 66udy HebOnbuio2o ducia ucciedo8anull u
peokocmu dannou namono2uu y nayuenmos ¢ MB [220].

115



3.1.14 Tepanus ncesao - baprrep cunapoma
. Jleuenue pazsusiieroca I1bC y nmanuenTtoB ¢ MB pexomMeH10BaHO IIPOBOAMTH IpenapaTamu
Kanust  xJjopupa**, kanuicOeperarolmiuMu IUYpPEeTHKAaMH s NPOQHIAKTUKUA  SJIEKTPOIUTHBIX
Hapymenwii [1,2,65,66].
YYP-C,¥a1-5).
Kommenrapumn: /lepopanvhoe 6gedenue xnopuoa Kaaus™** o3moricHoO npu cHudxceHuu kaaus om 3,5
00 3,0 mmonvln, omcymemeuu usmenenuti na K. Bnympueennas mepanusi - npu CHUNCEHUU KAausl
nuoce 2,5 mmonvln, npu nanuuuu uzmenenuti na IKI, npu OnumenvHoM HAPYUEHUU COCMOSHUS
pebeHka.
Ilpopunaxmuxa eunoxaruemuu 1-2 mmonv/ke maccet mena no 7% pacmeopy kanus xiopuoa**,
mepanesmuueckas 003a 6600UMCsL GHYMPUBEHHO u3 pacuema 2-4 mmonvlke u bonee 6 3a8ucumocmu
Om YPOoBHS Kausi 8 KPOGU.
B xomnnexcnou mepanuu ucnonwvsyromcsa Kanuticoepezaowue Ouypemuxu — CIAPOHOIAKTOH**
(npomusonokaszan demsm 0o 3 nrem) uz pacwema I1-3 melke.
Ommena mepanuu npogooumcs NOCMeENneHHo, Nocie NONHOU CHOUKOU HOPMANU3AYUU VPOBHS
91eKMPOIUMo8 6 KpoGU, Npu CmabUlbHblX Npubaskax eeca U NOO KOHMPOIeM KOHYEeHmpayuu
91eKMPOIUMO8 8 6EHO3HOU KPOBU.

3.1.15 MaroreHeTnyeckas Tepanus (uBakadrop+aymakadrop)

. Pexomenayercss  npuMeHeHHe — KoMOuWHaimu — uBakadpToptiymakaprop  (uBakadTop
(motenumatop Oenka CFTR) + naymakaprop (kxoppekrtop Oenxka CFTR)) y mnauueHToB
MYKOBHCIIM030M T'OMO3UIOTHBIX I10 MyTalluy F508del B rene CFTR ¢ 1enpr0 maTOreHeTH4ECKOro
JICYCHUs, TIOBBIIICHUS KoJMndecTBa akTuBHOrO Ocika CFTR Ha MOBEpPXHOCTH KIIETOK IK30KPUHHBIX
XKeJ€3, TOBBIIIECHUS JIETOYHOW (DYHKIIMH, CHUIXKEHUS YacTOTHI JIETOUYHBIX OOOCTPEHUN M 3aMeIJICHHS
nporpeccupoBanus 3abonesanus. [Wu HX, Zhu M, Xiong XF, Wei J, Zhuo KQ, Cheng DY. Efficacy
and Safety of CFTR Corrector and Potentiator Combination Therapy in Patients with Cystic Fibrosis
for the F508del-CFTR Homozygous Mutation: A Systematic Review and Meta-analysis. Adv Ther.
2019 Feb;36(2):451-461. doi: 10.1007/s12325-018-0860-4, Wainwright CE, Elborn JS, Ramsey BW,
Marigowda G, Huang X, Cipolli M, Colombo C, Davies JC, De Boeck K, Flume PA, Konstan MW,
McColley SA, McCoy K, McKone EF, Munck A, Ratjen F, Rowe SM, Waltz D, Boyle MP;
TRAFFIC Study Group; TRANSPORT Study Group. Lumacaftor-lvacaftor in Patients with Cystic
Fibrosis Homozygous for Phe508del CFTR. N Engl J Med. 2015 Jul 16;373(3):220-31. doi:
10.1056/NEJM0a1409547, Southern KW, Patel S, Sinha IP, Nevitt SJ. Correctors (specific therapies
for class Il CFTR mutations) for cystic fibrosis. Cochrane Database Syst Rev. 2018 Aug
2;8(8):CD010966].
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(YYP-A, VI -1).

KommenTapuu:

Kombunayus usaxagpmop+iymaxagpmop nokasana 011 neyeHus MyKoSUCYUOO3A V NAYUEHMO8 8
so3pacme 2 nem u cmapuie, 2omozucomuvix no mymayuu F508del 6 cene CFTR (3¢ppexmusnocmo u
be3onachocms KOMOUHayuu usaxkagmop-+iymakagpmop ycmamogiena moNbKo Yy NAYUEHMO8 C
MYKOBUCYUOO30M, 2omo3ucomuvlx no mymayuu F508del 6 cene CFTR). Ilpu omcymcmeuu OanHbIX 0
2emepo3ucomuom Hocumenvcmee mymayuu F508del y pooumeneti, pekomenoyemcs donoinumenvHoe
obcnedosanue ((cm. Pazoen: «nabopamophule ouazHocmuueckue uccie008aHusy).

Tabnuya. Pexkomendyemasn 003upoeéka npenapama ueakagmop+iymaxagmop y nayuenmos 6

6o3pacme 6 1em u cmapuie.

Bospacm Jo3za Oowaa cymounasn 003a
Odemckutl 8o3pacm 2-5 n1em u | 00HO caue Heaxagpmop 250 me/
macca mena menee 14 ke usaxagpmop 125 me/ aymakagmop 200 me

aymaxagmop 100 me

xaoicowle 12 uacoe

demckutl 8o3pacm 2-5 n1em u | 00HO caue Heaxagpmop 376 me/
macca mena 14 ke u bonee usaxagpmop 188 me/ aymakagmop 300 me
aymaxagmop 150 me

xaoicowle 12 uacoe

Ooemckuii gozpacm 6-11 nem | 2 mabnemxku Hsaxagmop 500 me/
Hsaxagpmop 125me/ nymaxagpmop 400 me
Jlymaxagpmop 100 me

Kxaoicovle 12 u

Odemckuii go3pacm ¢ 12 nem u | 2 mabnemxu Hsaxaghmop 500 me/
cmapuwe, a maxice 83pocivie | Meaxagpmop 125 me/ nymaxagpmop 800 me
nayuenmol Jlymaxagpmop 200 me

Kxaxcowvie 12 y

IIpenapam cnedyem npunumamo ¢ dHcupocooepaircaujeli nuujet

=  JIpomueonokazanus

Hemckuii gospacm 0o 2 1em 0711 1eKAPCMEEHHOU POPMbL 8 SPAHYIAX,
Jemckuti 6o3pacm 00 6 1em 0151 1eKapcmeeHHOU hopmuvl 8 mad.iemKax.

- Bo epemsa npuema npenapama ueatcaquopﬂzwnaxad;mop Heo0X00UMO KOHMPOIUPOGAMb

o Axmusnocmv ananuHamMuHompaumcgepasvl U ACNapmMamamuHOmpancgepazvl 8 Kposu U

Uccneoosanue yposns obwezo ounupyoumna 6 kposu, Hccnedoeanue ypoeHs c60000H020 U
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Cc8A3aHHO20  OunUpYOUHa 8  Kpo8u  neped  HAYAIOM  JleYeHus — Npenapamom

usakagmop-taymaxagmop, xadxcovie 3 mecaya 6 meuenue nepeo2o 200a mMepanuu, a 3amem

00UH pa3z 6 200.

Ilpu  Haszumauenuu usaxagpmoptiymaxagpmop Heobxo0umMo nNPoBOOUMb  UCXOOHOE U

nocnedylowue 00Cc1e008anusi Op2ana 3perus Ha npeomem kamapaxmel (Koncynomayus epaua-
ogpmanvmonoza, Ogpmanvmockonus, Buzomempus, buomuxkpockonus enasa)

Ippekmugnocms _mepanuu ciredyem oyeHusamv uepez 6 mecsayeg no CHUMCEHUIO YUCIa

obocmpenuti, nompeonocmu 6 ABT, yukyuonarvnoim mecmam (nomosas npoda, memoo
OPKII — npu omcymcmeuu CHUdCenusi noxasamenel nomosou npoowvl), noxazamensim
cnupomempuu, HUMT. [Southern KW, Patel S, Sinha IP, Nevitt SJ. Correctors (specific
therapies for class Il CFTR mutations) for cystic fibrosis. Cochrane Database Syst Rev. 2018
Aug 2;8(8):CD010966]

Ilpu omcymcmeuu 3¢hhexma uepes 6 mecsayes mepanuu npenapamom

usaxagpmop+iymaxagpmop Heobxo0umo:

00NoNHUmMeNbHOEe 00CIe008aHUe HA HOCUMENLCMBO KOMNIEKCHO20 ALNeNs - CEeKGeHUPOBAHUe
sceco cena CFTR Ons ewissnenus Hocumenbcmea KOMNJIEKCHBIX dililel, KOmopvle Mo2ym
obycnasnueams YCMoUuYuU8OCmMs K MApeemHou mepanuu (cm  pazoen  «1abopamophwie
OUACHOCTIUYECKUEe UCCLe008AHUAY) (8 meX CAYYasX, K020d CeK8EHUposanue He Oblio
8bINOJIHEHO neped Hauyanom mepanuu). Ilpu 3mom MUHUMATLHLIM HEOOXOOUMBIM 00bEMOM
uccnedosanusi 8 0aHHom ciydae oyoem ananus eapuarnma L467F (NM_000492.3:¢.1399C>T;
NP _000483.3:p.(Leu467Phe)), OokazaHno npusoosujeco K pe3UuCmeHmHOCmU K mepanuu
[Baatallah N, Bitam S, Martin N, Servel N, Costes B, Mekki C, Chevalier B, Pranke I, Simonin
J, Girodon E, Hoffmann B, Mornon JP, Callebaut I, Sermet-Gaudelus I, Fanen P, Edelman A,
Hinzpeter A. Cis variants identified in F508del complex alleles modulate CFTR channel rescue
by small molecules. Hum Mutat. 2018 Apr;39(4):506-514. doi: 10.1002/humu.23389. Epub
2018 Jan 16. PMID: 29271547.] mo6bim 0ocmynuvim MemoOoM UCCIe008AHUS.

nposedeHue HopCcKoIUHO08020 Mmecma HA KUUeYHbIX opeaHoudax  (cm. pasden Memoovl

no0bopa namozeHemu4ecKol mepanuiL)

Jleuenue nayuenmoes cnedyem npekpamums npu nosviuenuu akmuenocmu AJT uiu ACT >5
sepxuux epanuy Hopmvl (BHI) unu npu noswviwenuu axmuenocmu AJIT unu ACT >3 BI'H 6
couemanuu ¢ yposHem obwezo ounupyouna >2 BI'H. npu eviasnenuu kamapaxkmol.

Cnedyem nomHums 0 B03MOMCHBHIX JIEKADCHMBEHHBIX G3AUMOOEHCMEUAX (CO2NACHO

UHCMPYKYUU K npenapamy), 6 m.d., ¢ NPOMu8ocPUOKOBbIMU NPEnapamamu 01 CUCEMHO20
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NpUMeHeHUsl- NPOU3BOOHBIMU MPUA301A, PUGAMIUYUHOM™* ™ U 386epoboeM NpoObIPsAEIEHHBIM
[Connett GJ. Lumacaftor-ivacaftor in the treatment of cystic fibrosis: design, development and
place in therapy. Drug Des Devel Ther. 2019 Jul 19;13:2405-2412]

3.1.16 Tepanus npenapatamMu APyrux rpynn u/MjM 1mo oco0bIM MOKa3aHUsAM

s mepanuu  MB  npumensemcs — psd  JeKAPCMBEHHVIX — NPenapamos  Opyeux
@apmaxkomepaneemuyeckux epynn. Kax npasuno, pewenue o nasnavenuu smux JIC OondxcHo
NPUHUMAMBCS CREYUANUCIAMY MeOUYUHCKOU op2aHu3ayuu ¢heoepaivbHo20 YPO8HA HA OCHOBAHUU

UHOUBUOYATILHBIX NOKA3AHULL.

e PekoMmeHayeTCsl pacCMOTPETh Ha3HAUYEHUE KOPTUKOCTEPOUIOB AJIsi CUCTEMHOIO IPUMEHEHHUS TIPH:
O TSKEJIOM TE€YEHHM, OOYCIIOBIEHHOM YacThIMU OOOCTPEHUSIMU C SIBICHUSMHU BbIPAKECHHOU
JBIXaTeIbHON HEJ0CTaTOUHOCTH;

O JUINTEIbHOM BOCHAIMTEIHLHOM IPOLIECCE, OCI0KHEHHOM 00pa3oBaHUEM aTEIeKTaTUYECKUX
W3MEHEHUH B JIETKUX;

O BBIPAXEHHOM U CTOMKOM OOCTPYKTUBHOM CHHIpOME, pedpakTepHOM K JeHCTBUIO [3o-
aroHUCTOB;

O amreprudeckom OponxosierouHom acnepruiese (ABJIA) [1,2,15]

(YYP-C, YO -5).

Kommenrapmii: kopmukocmepouovt 01 CUCMEMHO20 NPUMEHEHUSI 8 MANbIX 003X NOMO2aom He

MONILKO CMAOUIUZUPOBAMb COCMOSIHUE NAYUEHMA, HO U VAVYUWUMb QYHKYUOHAIbHbIE U KIUHUYECKUe

noxazamenu. Yawe ececo 01 noddeprucusaiowesi. mepanuu Hazuauaom npednusonon. no 0,3—

0,5 me/ke maccol mena nayuenma 6 cymxu anvmepHupyrouum Kypcom. Eeo ciedyem npunumame

BHYMpbL  yepe3  cymku  (nocmosauwo).  Ilpu  ucnonrvzosamuu - UHATAYUOHHBIX — DOPM

2NIIOKOKOPMUKOCMEPOUO08 MeONeHHee U 8 MEeHbUleM KOIUYecmee paseuearomces nobounvle s¢hghexmeol,

xoms oyenka ux dQppexmusnocmu mpedyem nposedenus ucciedosanuil [1,2,221].

o PexomennoBano  HazHaueHue MakponuaoB (#Kmaputpomuruu**,  #Asurpomunun**)

naruenTam ¢ MB u xpoHudeckoil cuHernoiHoi nnpekuueil B kauecTse NpoTuBoBocHanuTenbHbIX JIC

C LEeNbI0 3aMeJJIeHUS MPOrpecCUPOBaHUS CHYKCHHUS JICTOYHOM byHKITUN

[1,2,4,15,116,222,223,224,225]:

o #Asutpomunua** B 103e 250 mr (mamuenTtam ¢ Becom MeHee 40 kr) u 500 mr (mamueHTam c
BecoM 40 kr u Ooinee) vepe3 aBa THS HA TPETHH MEXKAY MpUEMaMH MHUINU. JJTUTETbHOCTH
Teparuy MHIUBHIyadbHA Yy KaXKa0oro 6onsHoro [2,116,222,223,224].

YYP-C, YOI -5).
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o #Kmapurpomurua** B mo3e 125 mr (manueHTam ¢ Becom meHee 40 kr) wiu 250 mr (manueHTam

¢ BecoM 40 kr u Oosiee) uepe3 JieHb HE3aBUCUMO OT npuema nuiy [2,116,225].

(YYP-C, YA -4).
e Hecrepounnbsle mnpotuBoBocnanutenbHble npenaparsl (HIIBII) B Hacrosimee BpemMs MOryt
paccMaTpuBaThCs Kak ~albTepHATHBA KOPTUKOCTEPOMAAM JJii CHUCTEMHOrO TMPUMEHEHHUs C
MIPOTHBOBOCTIAVIMTENILHON 1enbto. OJHaKo ATO Kacaercs Toyibko #uOympodena**. Meroauka
HazHaueHus: #uOynpoden** naznayaercs B go3e 20-30 mr Ha 1 Kr Macchl Tena ABaX/bI B JCHD JACTIM
B Bo3pacte oT 6 yier. MakcumalibHasi CyTouHas J03a JUIsl B3pOCiibiX cocTaBiseT 1,2 r. MakcumanbHas
CYTOYHas 7034 JJIs JIEeTEi 1 MOJPOCTKOB B Bo3pacte ot 12 1o 17 ner — 1 r [1,2,15,226,227,228].
(YYP-A, YI1-1).
Kommenrapuun: Hecmepououvie npomusosocnaniumenbHvle Npenapamvl OKA3bI6AIOM 00CMAMOYHO
BbIPAINCEHHBIL NPOMUBOBOCNATUMENbHBLU IPGeKm, HO NPU UX OIUMENbHOM NPUMEHEHUU 8bICOK PUCK
Hedcenamenvhvlx Aenenul. Qbcyoscoaemcs 603MONCHOCMb ONUMENbHO20 NPUMEHEHUs Npenapamos,
CeleKMUBHO  UHUOUPYIOWUX —YUKIOOKCUSEeHA3Y-2  (Hecmepououvle NpoOmueo8oCnaiumenvhsvie U
npomueopesmamuieckue npenapamaol), 0OHAKO UX NPOMUBOBOCHATUMENbHASL AKIMUBHOCMb HUICE, YeM
y bonee panHux anano2os.

Tapayemamon™* memaboruzupyemcs 6 neuenu u obraoaem 2enamomorcuieckum s¢@gexmon,
umo KpauHe HexdCeramesbHOy NAYUEHMO8 C MYKOBUCYUOO30M, NpU KOMOPOM HOPAdCEeHUs NedeHU
ABNAIOMCA OOHUM U3 NPOABIEHUL OAHHO20 3A00/Ie8AHUS.

Jnumenvnocms mepanuu onpeoensemcs uHousuoyanvro. Crnedyem O0OHOBPEMEHHO HAZHAYUMb
UHUOUMOP NPOMOHHO20 HACOCA.

Hcnonvszosanue  cenekmueHvlx — uneubumopos yuxiookcueenasvi-2 (LJOI-2)  (necmepouonvle
npomueogoCnalumenvhble U  NPOMUBOpesMAMUYecKue Npenapamsl  2pynnel  KOKCUObl)  He
PEKOMEHO0B8AHO U3-3A DPUCKA HENHCeNaMeNbHbIX SGNeHUll HA CepOedHO-COCYOUCMYI0 CUCEMY Npu
onumenvhvix Kypcax nevenus [229].

Ilpumenenue numecynuoa (npomuseonoxaszan 0o 12 nem) npu MB He 6b1A6UN0 NONOHCUMENLHOU
OUHAMUKU MapKepo8 eocnanenus u nokazamenei ynxkyuu neekux [230], npenapam ne pexomenoosan
K NPUMEHEHUTO.

e Pexomenayercs #auerunuuctenn™* B no3e 1200 mMr B cyTku y nauueHToB crapuie 12 get u 600 mr
B CYTKH y aered mianuie 12 et B 2 npuéma HeNmpepbIBHO ¢ MEPBOTO JIHS MPUMEHEHUs #amMuKaruHa™**
B TEUCHHE BCErO Kypca TMPUMEHEHHWS W 7 THEeW Mociie ero OKOHYaHWs (MHHUMYM 6 HEHeb) s
CHIDKCHUS OTOTOKCHMYHOCTH. [IpemapaT wuMeeT OTYETIUBBIN cIyxocoXpaHsomui >Qdext mnpu
aMMHOTJIMKO3/1-CBSI3aHHOM MOTEpe CiIyXa, MOHMKAET PUCK OTOTOKCHUYHOCTH Ha 80% U mpeaynpexaaer

pa3BUTHE aHTHOMOTUKOPE3UCTEHTHOCTH, SIBJISIETCS aHTHOKCUIAHTOM [ 2].

120



(YYP-C, YL - 5).

3.2 Kunesurepanus

e Bcem manmmeHTaM ¢ MYKOBHCIMIO30M B 0053aTEIBHOM TIOPSIIKE PEKOMEHIOBAHO IPOBEIICHHE
kuaesuTepanuu (KHT) mo maauBuayabHON mporpaMMe (METOAMKHU JTPEHUPOBAHHS OPOHXHUATHHOTO
nepeBa u jieucOHas GU3KyaIbTypa) ¢ UENbI0 YIydIIeHNs 3BaKyaluid MOKpoThI [1,2,15,131,214].
(YYP-C, VYO -5).

Kommenrapmii: kunesumepanusi - 0OuH U3 8ANCHbIX KOMNOHEHMO8 KOMNIEKCHO20 jeyenus MB.
I'nasnas yenv nposedenuss KuHezumepanuy — ouuyeHue OPOHXUAILHO20 0epesad Om a3KOl MOKPOMBbI,
Komopas O10Kupyem OpoOHXU, €030a6as YCA08Us Ol paA3eumusi UHpeKyuu 6 OpPOHXONE0UHOU
cucmeme, a Maktce NOOOEPIHCAHUE JeSKUX 8 MAKCUMATbHO GyHKyuonarvhom cocmosnuu [1,2,4,131].
Ocnognvimu memoouxamu KHT aenaiomcsi:

O NOCMYpanbHbIL OPEHANC,

O NepPKYCCUOHHBLU MACCANHC 2PYOHOU KIeMKU,

O AKMUBHBLI YUK ObIXAHUSL,

O OPEHAdICHbLE NONOICEHUSL,

O aymoeeHHblll OPeHaAd’c;

O mepanus, ¢ NOMOWbIO ObIXAMENbHBIX MPEHANCEPOB, CO30AIOUUX NOTONACUMETbHOE 0aslleHue Ha
8b100X€e, 8 MOM YUCTE, C KOHMPOIEM U PE2YIUPOBAHUEM IMO20 OAGIEHUsL (CReYUabHble MACKU,
PARI PEP I, PEP S cucmemsi, Tpenasicep OvixamenvHblili ¢ nepemMeHHbIM HON0HCUNENbHBIM
oasnenuem na éviooxe PARI o-PEP mun 018 (¢prammep) u op.);

O OpeHajxdc ¢ NOMOWbIO CHeyuanvbHblx npubopos no nokazawuam: Cucmema oducmru
ovixamenvuvix  nymeti  «The Vest Airway Clearance System, moodenv 105» ¢
NPUHAONEHCHOCIAMU, (CUCmeMa OYuweHUs: ObIXAMEeIbHbIX NYymell Om CeKpema Memooom
BbICOKOUACTMOMHOU  OCYULIAYUU 2PYOHOU  KIemKu), annapam OJisi UHMPANYIbMOHAIbHOU
NepKyCCUOHHOU eHmunAyuu neekux, Hucygpramop-acnupamop mexanuueckuii Comfort
Cough Plus (Komghopmuwiti xawens nnoc), SICC2001 Plus c¢ npunaonrexcnocmsamu
(omxawnueamens) u op.

Kunesumepanusi nasnauaemcs 6cem nayuenmam ¢ MOMeHmMA HNOCMAHOBKU OUACHO3d, 6 JH0OOM
gozpacme, KAk ¢ J1€20YHbIMU NPOSAGIEHUAMU 3a00Ne6aHUs, MAK U C KUMMEYHbIMU cumnmomamu. Y
2pyOonbIX Oemell 00bIYHO NPUMEHSIOM NACCUBHYIO MEXHUKY KUHe3Umepanuu, 6KIo4aruyio:

O cneyuanvHbie OPEHANHCHbIE NOLONCEHUS, 8 KOMOPBIX VIYYULAeMCs I8AKYAYUS CIUZU U3 TESKUX,

O KOHMAaxmuoe OblXxanue,

O Maccadic ¢ 1é2Koll subpayueli u NO2LANCUBAHUEM,

O Knongmaccadic (nocmykusauue 8 8-mu MoUKax epyoOHoU KiemKu),
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O 3aMAMUS HA SUMHACTNUYECKOM Mde;

O Oblxauue ¢ NOMOWbIO MACKU, CO30atowell NOLONCUmMenNbHoe 0deleHue Ha 8bl00Xe;

O OpeHadic ¢ NOMOWbI0 CHEYUaIbHO20 BUOPAYUOHHO20  JiIcunema: Yy  NaAyuewmos ¢

MYKOBUCYUOO30M 8 1H0O0M 803pacme (0m HOBOPOICOEHHO20 00 83DOCI020).
Ippexmusnocmv mex unu unvix memooos KHT eapvupyem 6 3asucumocmu om uHOUBUOYATIbHBIX
ocobennocmeu nayuenmog ¢ MB. UYem mnadwe pebGéHok, mem Oonee naccusHvle MemoOUuKu
OpeHUupoB8aHusi ciedyem Ucnonb308amv. Ho80pOHCOEHHBIM 6bINOIHAIOM MOALKO NEPKYCCU0 U
Komnpeccuio epyoHotu kaemku. Ilo mepe pocma pebénka ciredyem NOCMENeHHO 6800umv 0Oojiee
akxmuenvlie MemoouKu, 00y4as nayueHmos mexHuKe KOHmpOoaupyemo20 OmKauIU8aHus.

Yenyeu no mpukazy Munzopasa Poccuu om 13.10.2017 N 804u «O6 ymeepoxcoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCTY2H:

O Maccasi npu xpoHuueckux Hecneyuguueckux 3a001e6aHUAX 1e2KUX
o Obwuil maccadxc u 2UMHACMUKA ) 0emell panHe20 803pacma
O Maccasic epyonotl Kiemku MeOUYUHCKUL
e PexoMEeHAYIOTCS MaleHTaM C MYKOBHUCLHU030M PETYJISpHbIC 3aHATHUS JIEYeOHON (PU3KYIBTYPOH C
[ENbI0 YIYYIICHUS ABaKyalldd MOKPOTBHI, YKPEIUICHHS JBIXaTCIIbHOH MYCKYJIATyphl, ITOBBIMICHUS
AMOIIMOHAIBHOTO TOHYyCa naruenTa [1,2,15,131].
(YYP-C, Y1 -5).
Kommentapum: 3ansamus neuebnoti puskyibmypou no3eoasaom:
O apppexmusHo neuumsv U NPeOynpecoamsv 0O00CMPEHUs XPOHUUECKO20 OPOHX0E20UHO20
npoyecca,
O opmuposams npasuivbHoe ObIxaHue,
O MpeHUuposamv ObIXaAMeNbHYI0 MYCKYIAMYpPY;
O VAYYUAMb BEHMUNAYUIO TIESKUX,
O NOGLIUAMb IMOYUOHANLHBIL MOHYC NAYUEHMA.

C panneco oOemcmea (nauunas 3-X Jem) HeOOXOOUMO CMUMYIUPOBAMb NAYUEHINO8
3AHUMAMbCA OUHAMUYECKUMU 8UOAMU CROPMA, CEA3AHHBIMU C HASPY3KAMU CPeOHell UHIMEHCUBHOCMIU,
0CODEHHO CONPANCEHHLIMU C NpedbleaHueM Ha ceedceM 6o30yxe. Dusuueckue YnpasiCHeHUs
obnezuaiom ouuweHue OPOHX08 OM GA3KOU MOKPOMbL U PA36UEAIOM ObIXAMEIbHYI0 U 00UIo
myckyramypy. Hexomopoie ynpasxcuenus ykpenisom pyonyio KiemKy u UCNpagisaiom 0CaAHKY.

B peoxux cayuasax msasicecmv COCMOAHUAL NAYUEHMA NOTHOCMBIO UCKTIOUAEN 803MOICHOCHb
3ansamus uzuyeckumu ynpasicnenusamu. Ilosmomy 6onpocvl cnopmusHou axmusHocmu (66100p 6uoa

cnopma u Ha2py3Ku) O0JIAHCEH peuiams euaujuti 6pay.
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Iayuenmam ¢ MB ne cnedyem 3aHUMAmMbCsi 0COOEHHO MPABMAMUYHBIMU GUOAMU CHOPMA
(maxcénas amaemuxa, ¢ymoon, XokKeu u m.n.), NOCKOIbKY OIumenbHoe ocpanuienue Guzuyeckoll
AKMUBHOCMU, CBA3AHHOE C B80CCMAHOBIEHUEM NOCie MpAasmbl, HeOIa2ONPUAMHO CKA3bl8Aemcs Ha
OPEeHAaNCHOU (YYHKYUU NESKUX.

Yenyeu no mpuxkazy Munzopasa Poccuu om 13.10.2017 N 804u «O6 ymeepowcoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCTY2H:

o Jleuebnas ¢huzkynomypa npu 3a601e6aHUAX OPOHXONE2OUHOU CUCTEMbL

O  Mexanomepanus npu 3a001€6aHUAX OPOHXOIE2OUHOU CUCTEMDbL

o JleuebHas ¢husKynbmypa ¢ UCnoib308aHuemM annapamos u mpeHaxncepos npu 3a001e6aHUsIX
OpOHXONE20UHOU cUCTmeMbl

O /lvixamenbHvle ynpaxcHeHus openupyoujue

o Jleuebnas @uskyromypa ¢ Ouonocuueckou O0OpPamHol C64A3bI0  NPU  3A00NEBAHUAX
OPOHXONE20UHOU CUCTeMbl

3.3 Iluerorepanug ¥ BUTAMHMHOTEPANUHA

3.3.1 O0mme NnpUHIMIIBI JMETOTEPANIMH y nanueHToB ¢ MB

Huemomepanus cocmasisiem 8axcnyio uacmo komniekchou mepanuu npu MB [1,2,15].

J PexoMenyercss BceM ManyMeHTaM ¢ MYKOBHUCIIMI030M YBEJIMYEHHE CYTOYHOTO MOTPEOIeHUS
kanmopuii 10 120-150% mno cpaBHEHHIO ¢ HOpMaMmH IO BO3PACTy, MPONOPLUOHAIBHOE YBEIMYEHHE
noTpebiieHus: BhICOKOKauecTBeHHoro Oenka (20% ot cyrouHoro kamopaxka) u skupa (35-40% ot
CYTOYHOTO KaJIOpaka) C MENbI0 TOICPKaHMsI aJIeKBaTHOTO HYTPUTHBHOTO cTaryca [53].

(YYP-C, Y1 -5).

Kommenrapmii: [layuenmam ¢ MB neobxoouma pannsas HympumuseHas noooepoicka. Ycmanosnena
HenocpeoCmeenHas C6s3b mMedxcdy cocmosnuem numanus u gyuxyuetl neekux. Cyuecmseyem npamas
KOppensiyus Mexncoy nokasamenem UHOeKca Maccvl meid, QyHKyuel 1e2Kux U npoooadCUmeIbHOCmvio
HCUSHUL.

Hnoexc maccer mena (UMT) = macca mena (ke) / keadopam pocma (MZ).

Ipu UMT >50 nepyenmuns (npu UMT = 21 — 22 xe/m2 y 83pocivix) 3apecucmpupo8aro
cywecmeennoe yayuuienue noxasamens ODB;.

Buicoxuii nepyenmuns noxkazamens 6ec/eospacm accoyuupyemcs ¢ ayduumu nokasamenimu OPBy,
JIUHENIHO20 POCMA, CHUINCEHUEM CPOKO8 20CNUMANU3AYUU, CHUICEHUEM KOAUYeCm8a OPOHXO0Ne20YHbIX
obocmpenutl, a maxoice ygeaudeHuem npoooIHCUMENIbHOCTIU HCUZHU.

benku
Hayuenmor ¢ MB Hysxcoaromcsi 8 NOBblUEHHOM Koludecmee Oelka u3z-3a e20 Nnomeps

(manvabcopbyuu) u 6 OONOIHUMENLHOM HOCMYNJIEHUU €20 8 Nepuod Kamaboausma npu Je204YHblX
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obocmpenusax. Hcmounuxamu nonHoyenHo2o 0Oenxka AGNAI0MCe HaAmypaivHvle HpoOyKmul (MACO,
nmuya, pvloa, MopenpooyKmul, MOIOKO, KUCIOMOLOUHbIe NPOOYKMbL, MEOPO2, Cbipbl, Atya). emam
cmapwie 200a peKoMeHOYemcs 6KIYAMb 8 DPAYUOH 6blCOKODENK0o8ble NpOoOyKmul (atiya, pwloa,
meopoe, cvip) He pedice 3 pa3 8 0eHb, MONOKO U KUCIOMONOUHbIE NPoOyKmbl He menee 500 — 800 mn 6
OeHb.

B3pocnvim nayuenmam ¢ MyKOBUCYUOO30M PEKOMEHO08AHO ynompebasimy ¢ 0eHb 2 — 3 nopyuu
NPOOYKMO8, CO0epicauux OeloK 6blCOKOU OUO0SUYeCKOU YeHHOCmuU (Msco, nmuya, pwlba, Aauya,
meopoe, culp).

B kauecmee dononnumenvHoco ucmouHuxa Oenxka pekomeHOyemcs UCNoIb308aHue nedeOHbLX
cmecell 07151 IHMEPATbHO20 U OONOTHUMENbHO20 NUmaHnus. /lonornumensrHoe numanue HA3HA4AOM Nno
150 - 200 — 250 mn 1 — 3 paza 6 Oenv (Hanpumep, Ha 6MOPOU 3A8MPAK, HA NOJOHUK UIU Neped CHOM,
B03MOJCHO 8 COUEMAHUU C PPYKMOBLIM NIOpe, neueHbeM, Xa1onvamu u m.n.). Oovem 00noIHUmMenIbHO20
NUMaHus onpeoesiemcs CmeneHvblo HympumueHo HedoCMmamoyHOCmMu U Annemumom.

YV e3pocnvix nayuenmoe npu pacueme o00vema OONOIHUMENLHO20 NUMAHUSL HEe0OX0OUMO
yuumvléames maxcecms ovixamenvHou Hedocmamounocmu. CobarodeHue npuHyuna «MHO20, He
3HAUUM XOpowioy y NAYUEHMO8 C MANCENOU ObIXamelbHOLU He0OCMAmMOYHOCIbIO — NPOPUIAKMUKA
yCueHus CUHOpOMA cunepKamadonu3mMa npu nepezpyske NUMamenbHblMu cyocmpamamu.

Kupo
Upe3abluaiino 8adCHO COXpAHeHUe 8blCOK020 nompedienus dcupos nayuenmamu ¢ MB. Kupoi

A6IAIOMCA HAUbONee dHepeemUdecKu «NJIOMHbIMY dHepeoHocumenem (9 kkaun/e), ysenuuenue Keomvl
aocupa 6 sHepeoobecneyenuu cHudxcaem obpasosanue COi MuHUMUSUpPYEmM €20 3A0epHCKY 8
op2anuzme, NONOACUMENbHO 6lUsem HA 2a3000MeH 8 ne2Kux. Bosmoocnocme evicokoco nompebaenus
JHcupa obecneyusaemcs A0eK8AMHOU 3aMeCmMUmenbHol pepmeHmHoU mepanuei.

Xoms xonuuecmeo sicupa 8 oueme nayuenmos ¢ MB ne ocpanuuusaemcs, 8ajxcHoe 3HaueHue
npuobpemaem e2o KayecmeeHHvlli cocmas. B ceazu ¢ napywenusmu 6 cenamodunuapuou cgepe,
KOIUYECMB0 HACLIYEHHbIX U  Mpancocupos (drcusommuvie dcupvl, cooepiucawjuecss 6 HCApeHbix
NPOOYKMAx, KONOACHBIX U30eNUsX, Kodce NMmuyvl, KVIUHAPHLIE JHCUPbL, MAPeapuH) HeoOX00UMO
02paHUYUBAMb, 0MOABAss NPeOnouYmeHue HCUpam, 002amviM HONUHEHACHIWEHHBIMU HCUPHBIMU
kucnomamu (ITHXKK): omeea-6 (kykypysunoe, noocoineurnoe macio) u ome2a-3 (MbHAHOE MACIO, HCUD
MOPCKUX pbl0) HCUPHBIMU KUCTOMAMU, NPUpoOHuiM eumamunom E. Taxue macna kaxk — KyKypy3Hoe
NOOCONIHeUHoe, pancogoe ciedyem UCNONb308amb 6 Kauecmee 0A308bIX NPOOYKMo8 Ol
npuecomoeneHus nuwu. A maxkue macna, Kax JbHAHoe, MblKGEHHOe, cagioposoe, MAclo, MACIO ePEeYKUxX
0pexo8, BUHOSPAOHLIX KOCMOYeK U Op. 8 Kauecmee OONOIHUMENbHOU, OUON0SUYeCKU aKMUBHOU

dobasku Kk nuuje, 8 HeOOIbLUWOM 00veme, be3 mepmuiecKol 00pabomku, 006assAa 8 20moevle O.104A.
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Pacmumenvnoe koxocosoe macno - coodepocum 6 ceoem cocmase CpeoHeyenoyeyHvle
mpuenuyepuowvt (CLT). Tpueruyepuowi co cpedueti onunou yenepoonou yenu (C6-CI12) sgnsiomes
J1e2KO OOCMYNHBIM UCHOYHUKOM IHEP2UU, MAK KAK He HYHCOAIOMCS 8 IMYNbeaYUU HCETUHBIMU CONAMU
U 2udponuze NaAHKpeamudeckol IUna3ou U 1e2Ko 8CACbIBAIOMCs, MUHYSA TUMPDAMULECKYI0 CUCTEMY,
HEenocpeoCmeenHo 8 KpOBeHOCHble cOCYObl cucmemvbl 60pomuou 6eHvl. OOHAKO, credyem 3HAmb, Ymo
CLT omuocamcsi K HACBIWEHHBIM HCUPAM, 001aA0aAl0m Kemo2eHHbIM d(gexkmom, 6 cea3u ¢ IMum
cnedyem usbez2amov uz30bIMOUHO20 YNOompeoieHUs UX 8 payuone.

P50 cmeceii ons neuedbnoco numanus cooepoxcam 6 ceoém cocmase CLT. Cooepocarnue ux
sapvupyem 6 mnpedenax 20-70% ocupo6oco KOMNOHEHMA, OCMANbHbIE JHCUPLL NPEOCmABieHbl
JUNUOAMU C BbICOKUM COOEPIHCAHUEM ICCEHYUATbHLIX (NOIUHEHACLIUEHHBIX) HCUPHBIX KUCTIOM.
Mooynvnvle drcuposvie cmecu (amyrnvcuu) umerom 6 ceoem cocmage moavko CLT. Iloxazanuem K
UCNONIL30BAHUIO MAKUX NPOOYKMOS8, CMecell ABIAeMCs HEBO3MONICHOCMb YEeIudums KaloOpUUHOCMb
pPAyuonHa U KOMHEHCUpPO8amsb Cmeamoperd ¢ HNOMOWbI0 A0eK8AMHbIX 003 MUKPOCHepuiecKux
Gepmenmos, 8ulpadiceHHas cmeneHs HympumueHoUu HedoCmamoyHOCHU.

Yeneeoowt
Onepeemuueckutl oegpuyum 80CNONIHAEMC MAKJice 3a cuem y2ne80008. [ucaxapuowvi, ¢ mom

yucie caxap, 8 OONbUWUHCMBE CyYae8 NepeHoCcamcs xopowlo. B ouemy no annemumy exmouarom
caxap, @pykmol, ciadkue HANUmMKU, Meod, GapeHve, KOHGemvl. B payuone numanus npocmoie
Venegoovl He 02PAHUYUBAIOMCsl, O0OHAKO, 6 C653U C BO3DACMAIOUUM PUCKOM  B03HUKHOBEHUS
accoyuuposannoco ¢ MB caxapnozco ouabema, ux pekomenoyemcsi Ynompeoasims MoaAbKO NOCIe
OCHOBHbBIX NPUEMOB NUWU, 80 U3DEHCAHUE PE3KUX KOJIeOAHULL YPOBHS TUKEMUU.

Heobxooumo nomnums, umo y 91% nayuenmoe ommeuaemcs Kapuosnoe nopajiceHue 3008,
umo mpebyem MWAMENbHOU 2UUEeHbl NOJOCMU pma U PecyispHo20 HAOMOOeHUs: 8paia-
cmomamonoea.

YV nayuenmos, coxpansowux scanobei Ha ouapero, 830ymue dcugoma, OOIU 8 dKHcusome U
No8blUleHHOe 2a3000paA308aHue NPU YNOMPEOIeHUU MOLOYHBIX NPOOYKMO8, HEODX0OUMO UCKTIOYUNMDb
nakmaszHyro Heoocmamounocms. CHUdCeHUue NaKmasHol aKmueHOCmu 6 Ouonmamax CausucCmoll
obonouxu mouxou xuwxu 103 oemeti ¢ MB u msaicenou nankpeamuyeckoi He00CmamoyHoCmoio ObLIO
obHapyxceno 8 58% (msoicenas eunonrakmasust 6 31% u ymepennas ¢ 28% cayuaes)[231].

Ocobyro epynny cocmagnsaiom Oemu, ONepuposanHvle No NOB0OY MEKOHUeB020 uneycd, d
makoce nayueHmvl, onepuposanusvie no nosody CHHO, komopvie mocym umemsv IAKMA3HYIO
He0oCmamoyHoOCmy 8 Mol UlU UHOU CMeneHu, 8 3a8UCUMOCMU OM OJIUHbL Pe3eKYUU MOHKOU KUWKU

(CUHOPOM KOPOMKOU KUWKU).
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B Oucecmuu nonumepos 2noko3vl — MAIbMOOEKCMPUHOE C HEOOTbUUM YUCTIOM 2NHOKO3HBIX
ocmamkosg (5-8) 6 bonvuiell cmeneHu NpUHUMAEm Yuacmue IoKoamuLa3a u mMaibmasa (ghepmenmot
KUWEYHO20 NPUCMEHOYHO20 NUWesapenus), yem HNaHKpeamuueckas amunaza. Manbmoodexcmpurol
umerom 6onee HUZKVI0 OCMOIAPHOCMb, 4YeM MOHO- U OUCAXAPUObl, NOIMOMY UX UCHOAb308AHUE 8
cocmase CReyuanu3UpOBAHHLIX cmecell 0isi IHMEPAIbHOZO U OONOIHUMENLHO20 NUMAHUSL NO360JIsem
CYWeCmEeHHO YEeauyUums Kal0pUUHOCMb 6e3 Y8eauteHus 0CMOMUIEeCKOl Ha2PY3KU HaA KUUIKY.

Pacwennenue kpaxmana 3agucum om naHKpeamuyeckou amunasvl, NOIMOMY OH YCBAUBAETNCS
Xyorce, uem Ou- U MOHOCAXapuobvl. Amunopes, makdice KaKk Kpeamopesi u Cmeamopesi, HylHcoaemcsi 8
KOppexkyuu naukpeamurom**. Hznuwku HepacujenienHozo Kpaxmaid, noCmyndas 6 mojicmyr KUwKy,
2UOPONIUBUPYIOMCA KUWMEUHOU MUKPOGQIOPOU, 4mo NpUEOOUmM K NOBLIUEHHOMY 2dA3000pa308aHuio,
830ymut0 u OOJIAM 8 Hcugome.

Hayuenmam ¢ MB ne ocpanuuugaromcs npooykmul u 6a100a, Oozcamovle pacmMEOopUMbIMU
nUWesbIMU BOIOKHAMU (NEKMUHbL, Kameou), KOmopvie CnocoOCmayiom npo@uiaKkmuke 3anopos u
cuHopoma oucmanvHou unmecmuHanrohou oocmpykyuu (CHHUO). Oomaxo, npu coxpameHuu
OUCNEeNnMUYecKUX SsI8IeHUll He DPeKOMEeHOYemcs: 6 OONbWUX KoIuuecmeax nuwa, 6Oozsamas 2pyootl
KAemyamkou u 60JOKHamu (00006vle, Kawiu U3 YelbHO20 3ePHd, YelbHO3EPHOBOU U PIUCAHOU XieD,
ompyou, KOCMOYKU, Kodcuya om (GpyKkmos u 08owuell, Cyxo@pyKmol, HU3KOCOPMHOE MACO C OOTbUUM
cooepicanuem coeOUuHUmMenbHOU MKAHU), KOMopble Y8eTUuUsaom 0ovem Kauio8blx MACC U YCUIUBAIom
MemeopusM.

o Jlist obecriedeHHs MOBBIMIEHHBIX YHEPTETUICCKUX MOTPEOHOCTEH KAIOPUHHOCTH CYTOYHOTO
paroHa TarueHTaM ¢ MYKOBUCITHIO30M PEKOMEHIYeTCS PacCUYMTHIBATh HE Ha (PaKTUUYCCKUI, a Ha
JOJHKEHCTBYIOIINI BeC C y4eTOM KaTabONIMUYECKHUX MPOIECCOB MPH XPOHUYECKOM BOCMAJICHUH U
ucxojs u3 Aedurmra Maccol tena (tabm. 21) [2,53].

(YYP-C, Y1 -5).

KommenTapmii: [lompebnocmv 6 suepeuu y Oemeil u 63pocivix ¢ MB, no oanumvim pasiuyHvix
UCTMOYHUKO8, 00JIcHA Obimb nosviuierna 0o 120-150%, no cpasnenuro ¢ meopemuueckumu pacuemamu
Ha ghakmuyecKuil 8ec, 8 3a8UCUMOCTU OM 803pACMA U HYMPUMUBHO20 Cmamyca nayuenma (mabauya
21). 35-40% eceii snepeemuueckoli nompebHocmu Q0NAHCHO obecneuusamvcs scupamu, 20% berkamu
u 60-65% - yenesooamu.

Ilpu msoicenoii OvixamenvHou Heoocmamounocmu 50 — 60% Hebenkogvlx KANOPUli OOIHCHO
NPUXOOUMbCSL HA JHCUPbL (UMerom HauMeHbuull ovixamenvHulll koagguyuenm — 0,7) [Pykosodcmeo no

KAUHUYECKOMY numanuto noo pedaxyueti B.M. Jly¢pma, u30. 3-e nepepabomannoe, Apm-Ixcnpecc

CIl6: 2016e.,409c ]
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Cywecmsyrom 00801bHO CLONCHBLE POPMYAbL 0I5l paciema HeodX00UMbIX OONOJHUMENbHBIX KAN0pUll,
00HAKO 6 NOBCEOHEBHOU NPAKMUKE MONCHO NONb308AMBCA CLEOYIOUWUMU OPUCHMUPAMU.:

o 1-2 200a - 200 kkan,

o 3-5zem - 400 kkaun,

o 6-11 nem - 600 kxan,

o cmapwe 12 nem u ons e3pocavix - 800 kxan ¢ cymru [1].

Taonuya 21. Pexomenoyemvle enununbl nompeoienus Oeaxka u sHepeuu

Bospacm benok, e/xe/cym Ouepeus, kkan/xe/cym
Munumanvuas Maxcumanvras
0-1200 3-4(006) 130 200
1-3200a 4-3 90 - 100 150
3-10 zem 3-25 70 - 80 100
11-14 nem 25-15 45-70 90
B3spocnvie 2-2,5 35 50
° HenocratouyHocTh MUTaHUS PEKOMEHIYETCS TUATHOCTHUPOBATh, €CIIA MPOICHT COOTBETCTBHS

MAacchl 10 POCTY M TMOJIy WM Macco-poctoBoi mHIeke (MPU), dakTuueckas macca/uaeanbHas macca
1o pocty u noxy X 100% mensie 90% y nanneHToB AETCKOrO BO3pacTa, a y MOAPOCTKOB M B3POCIBIX
- eciu UMT cocrasiisier MeHee 18,5KF/M2. Benenune nannentoB ¢ MB ocyliecTBISIIOT B 3aBUCUMOCTH
oT ux ¢usnueckoro craryca (tadmn.22). Ilpu nokazanusx Z-score mo UMT or -1 no -2 cnenyer
IMAarHOCTHPOBATh  CPENHETSDKENYI0  HEIOCTaTOYHOCTh MNHUTAHWSA, a Npu  >-2 —  TSDKEIYIo
HEJIOCTATOYHOCTh muTanus [232].

(YYP-C,¥yaa-5).

* VYV B3pOCHBIX TSAXKECTh HEIOCTATOYHOCTH MHHUTAHMUS PEKOMEHIYETCS OIEHMBATh IO IOKa3aTesiM
UMT: UMT — 17 - 15 kr/m® - COOTBETCTBYET HEJOCTATOYHOCTH ITUTAHMS CPEITHEN CTETIEHU TSAXKECTH,
UMT — menee 15 kr/M® - TSDKeNOM CTENEHH HEIOCTATOMHOCTH IIHTAaHUS [PykoBoacTBO 1O
KIIMHUYECKOMY MUTaHWI0 Toj penakiueidr B.M. Jlydra, uza. 3-e mepepabortanHoe, ApT-DKcmpecce
CII6: 2016r.,409c¢ ].

YYP-C, Y1 -5).

KommenTapnmii:
Tabnuya 22. /luemonozcuueckue pexomeHoayuu no eedenuro nayuenmos ¢ MB 6 zasucumocmu om

Qusuueckoco cmamyca [53]

Hetu < 2-x et Heru 2-18 ner B3pocinbie CocrosiHue

IUTaHUA
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Bec u mmua >50|UMT > 50 [ UMT = 18,5 22,0 | HopmanbHOE COCTOSTHUE
MEPLCHTUIb HEPLIEHTHIb KI/M2 mis skeHmuH, 18,5 | nuranus:
- 23,0 kr/M2 g | [Ipodunaktuueckoe
MY>KYHH KOHCYJIbTUPOBAaHHE  TI0
BOIIPOCAM MMHUTAHUS
Bec u mmaa <50 > 10 | UMT < 50 > 10|UMT < 18,5 kr/m2, unu | Hapymenue
MEePIEHTHITh IEPLEHTHIb CHIDKEHHE MAcChl Tejla Ha | HyTPUTUBHOIO  CTaTyca:
IMoteps win | 5%  MeHee, 4yeM 3a 2 |KOppeKIUs  JUEThl U
OTCYTCTBHE MpuOaBKHU | MECALA no0aBlieHHE TPOIYKTOB

Beca B MpeabLAyIIue 2-

4 mec

OHTCPAJIbHOT'O ITUTAHUA

Bec u pgmuua <10

MEPLUEHTUIb

UMT< 10 nmepuentuiib
[ToTeps > 2
MEpUECHTWIEN Beca U
3aJiep>KKa pocta ¢
MOMEHTa TOCJIEIHEr0o

MOCCIICHUA

UMT croiiko < 18,5
Kr/M2,

HUMT o6onee, ueM Ha 5%

Wi  CHMKCHHC

3a 2 mpoleAmnx Mecsla

Hapymenue
HYTPUTUBHOIO  CTaryca
TSKEIION  CTEICHHU:

30HI0BOE ITUTAHUE

e PexkoMeH/10BaHHAs 11€7b HYTPUTUBHOW MoanepxKu npu MB - obGecnieunts ¢pu3nueckoe pazBUTHE

ManueHTa COrjiiaCHO BO3paCTHBIM HOpMaM (HOCTI/DKGHI/IG oKazareiei @HSHHCCKOFO Pa3BUTHA B I'PpaHULIC

25-75 mepueHTHSIb TOCIe KOPPEKIWHW HYTPUTHBHOTO CTaTyca, pPEKOMEHIyeMas Ielb -

50

nepueHTuis), s B3pocnsix - nenaeBoid UMT = 21 kr/m2 y skeHIIUH U 22 Kr/M2 Y MY>KYUH U TIPHPOCT

% MBIIIeYHO# Macchl [53].

(YYP - C, VIJI - 5).

KommenTapmii:

Cucmemamuueckuii n00xo0 K ouyenke numanus npu MB

Bospacm

o Memoowi oyenku, KpamHocmy

Cmapwiue oemu u 63pocvie

Monumopune maccol mena, pocma, UMT kaosicovie 3 mecsaya

Monumopune numanus

ﬂemu u 63pociible

HCejle3vl

U3MeHeHUst 003bl

- Mapxepvl cocmosinusi numanus — KIUHUYECKUl, OUOXUMUYECKUTI AHANU3b
Kp6ou, Jicupopacmeopumbsle 6UMAaMuHsl Col60pOMKU
- Monumopue 3amecmumenvHoll mepanuu @HepMeHmHbLIMU npenapamami

(nankpeamun**) — uyepez 3-6 mecayee nocie HA4ANA MeEPAnUU UIU

- Dnacmaza 6 cmyne exnce200HO NPU HOPMATbHOU DYHKYUU NOOAHCETYOOUHOU
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- OI'TT earcezoono ¢ 10 nem

ﬂuemwloeuqecxoe KOHCYIbmupoesanue

ﬂemu u e3pocivle ﬂemu — Kaoicovle mpu mecAaya, 63pocivble — Kasicovle 6M€C}11/[€8

3.3.2 JleTu nepBOro rojaa :Ku3Hu
I'pyonoe éckapmnueanue

Hoeanvhvim 011 HOBOPOJCOEHHLIX U Oemell  Nep8oco 2004  JCUBHU  SGJISemCs
Henacmepu308anHoe cpyoHoe MAMeEPUHCKOe MOIOKO, MAK KAK OHO COOepICUM WUPOKUL CHeKmp
3AUUMHBIX akmopos u OUuoIocUHeCcKU AKMUBHBIX eujecms. Baowcnyio ponv uecpaem axkmuenocmo
MepMONAOUILHOU TUNA3bl 8 HAMUBHOM (Henacmepuzo8aHHoM) HceHCKom monoke. [ns oemeti ¢ MB
NOKA3aHA 3AUWUMHAS PO  eCMEeCMBeHHO20 BCKAPMAUBAHUS: MAAOEHYbl, NOayuarwue 2epyoHoe
MONOKO, UMEIom Jiyyuiue NoKa3amenu JjAe2O4YHbIX (DYHKYUNl U HU3KVIO 4aCmomy UHMEKYUOHHBIX
9NU30008, NO CPABHEHUIO C OembMU HA UCKYCCMBEHHOM 6cKapmausanuu. Hoeoposicoennvie u demu
NepavIX Mecsayes HCU3HU, KOMopvle He MO2YM CAMOCMOAMENbHO BblCACHIEAMb He0OX00UMbLE 00beM
MOJIOKA U3 2pyou 68Uy MANCECMU COCMOSAHUA (00was c1abocmv, 00bLUKA, CEePOeYHO-1e20UHAs
HeOOCMAamoyHOCmyb) OOJINHCHbL NOLYYAMb CYEHCEHHOE HENACMePUu308aHHOe MAMEPUHCKOE MOLOKO U3
OVMBLIOYKU UU Yepe3 HA302ACMPATIbHBIIL 30HO.

B nexomopuix cnyuasx mpebyemcs OONOIHUMENbHOE NOCMYNIEHUe dHepeUU ¢ HOMOUbIO
obocawjenus 2pyoHo2o Monoka. Tak, npu HedocmamouHoUu npubdaske 6 8ece MOIOKO MONCHO
obozawams dobasnenuem Ha Kaxcovie 100 mn npudrusumensro 5 2 (1 mepuas noscka) cyxou cmecu
Ha ocHoge 2udpoauzama oenxa ¢ CLT.

e Jlersm rpyaHoro Bo3pacta ¢ MB u maHkpeaTHuecKoW HEIOCTaTOYHOCTBIO PEKOMEHIYeTCs
Ha3HayaTh (EPMEHTHYIO 3aMECTHTENbHYIO Tepamuio IMpernapaTaMu MaHkpeaTuHa** (B Buue
MUHUMHKpOc(ep) B KakI0€ KOPMIIEHHE C IIeNbI0 KOPPEKIUH MaHKPEaTHYeCKOW HEAOCTaTOYHOCTH
[2,53].

YYP-C,¥YA1-5).

KommenTapuii: ¢ momenma 6gedenuss Heonamanvnozo ckpununea Ha MB 6 Poccuu (2006 2.)
NOSABUNACH BO3MONCHOCMb PAHHE20 HAYALd JjedeHus, OOHAKO B0NpOC, K020d U KOMY HAYUHAMb
3aMecmumenvbHyl0  mepanuro  NAHKpeamudyecKuMu gepmenmamu, He 6ce20a scCeH. YpoeeHb
naHKpeamuyeckou snacmasvi-1 6 cmyne 6 meuenue NeP8O2O 2004 HCUSHU MOICEM CYUeCEEHHO
gapvbuposams U 0OHOKPAMHO20 €20 usmepenus He ecezoa oocmamouno. Cnedyem opueHmuposamovcs
Ha memnvl nPpUbABKU 6 MAcce U ROKA3amenu Konpozpammsl (narudue cmeamopeu) [53].

Cmemaunoe/ucxyccmeeuuoe 6CKapmiueanue
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Y oOemeii, coxpansowux yoosenremeopumenbHvle memnsvl QUIUYECKO20 pPA3BUMUL, MO2YM
UCNONBL308aMbCA 00bIUHbIE A0ANMUPOBAHHbIE MOJIOYHBLE CMECU.
Ilpu cmewanHoM/UCKyCCMEeHHOM BCKAPMIAUBAHUU OONbUUHCIBO MAAOeHYe8, NpU CB0e8PEeMEHHO
ouazHoCmuKe NAHKpPeamuyeckol HeOOCMAamoyHoCmu U ee KOppeKyuu NauKpeamuyecKumu
gepmenmamu, xopowo pacmym u pazeusaromcs npu UCNOIb308AHUU OObIYHBIX A0ANMUPOBAHHBIX
MONOUHBIX cMecell ¢ npeobaadanuem CblBOPOMOYHBIX 0OENK08 6 cocmage 0OenrK08020 KOMNOHEHMA
(60:40) [53].

e V gerell mepBOrO TOAa JKU3HU C MYKOBHUCIMIO30M HE PEKOMEHIYETCS HCIOJIb30BaTh
3aMEHUTENM MOJIOKAa ¢ HU3KUM cojaepxanueM Oenka (1,1 — 1,3 r/100 mur) u xupa (menee 3,5 r/100
MJT), TAK KaK OHM He 00eCIIeUnBaOT HYTPUTHBHBIC OTpeOHOCTH nanueHToB ¢ MB [233].

(YYP-C, Y1 -5).

e [Ipu HemocraTouHO¥ mpuOaBKE B Bece y MAIMEHTOB C MYKOBHUCIIHI030M PEKOMEHIYETCS
OTJIaBaTh MPEANOYTCHNE BRICOKOKAIIOPUIHBIM CMECSIM, UMEIONINM B Ka4€CTBE )KHPOBOTO KOMITOHEHTA
CUT wm pacTHTENnbHBIC XUPHI B dMYJIBIUPOBAHHOW (OpME, YTO TO3BOJISCT YIYUIIUTH YTHUIH3AIUIO
’KHpa U CHU3UTD 103y MAHKpeaTHuecKux GpepmeHToB [234].

(YYP-C, Y11 -5).
Kommenrapuu: osmum mpebosanusam omeeuarom omoenvbHble cmecu Ol HeOOHOULeHHbIX U
ManoeecHvix oemel.
Moeym npumenamoca: Anmupegriokcuas cmecs, Kuokas cneyuanvuas MoN0YHAA cMmecChb O
BCKAPMAUBAHUSA HEOOHOWEHHbIX U ManogecHvlx Oemel, CneyuanuzuposanHvill npooyKm 0emcKo2o
ouemuyecko2o 1eyedHo20 numanusl 0Jisk 0emeti panHe20 803pPAacma, CMecb CHeYUaIu3UpoBaHnas cyxas
besnaxmosnas (meakuil cyxou nopowok), Cyxas cneyuanruzuposanuas cmecv Oe3 naxkmosvl, Cyxas
cneyuanbHas MOJIOYHASL CMeCh OISl 6CKAPMIUBAHUSL HEOOHOULEHHBIX U MATIOBECHbIX Oemell U Opyaue.
Ilpu  cmMewaHHoOM/UCKYCCMBEHHOM — 8CKAPMIUBAHUU — OONbUUHCINGO — MIAJeHYes,  npu
cB0e8peMeHHol  OuaeHOCmuKe  NAHKPeamuieckou  HeOOCMAamoyHoCmu U ee  KOppeKyuu
NAHKpeamuyecKumMu gepmenmamu, Xopouio pacmym u pazeusaiomcs Npu UCHONb308AHUU OObIYHbIX
a0anmupoBanHvIX MOJOYHBIX CMecell ¢ npeodIadanuemM cbl8OpOmMOYHbIX DENK08 8 cocmaege 0enK08020
komnonenma (60:40).

e PexoMeHIOBaHO Ha3HAYeHHWE CMeceld Ha OCHOBE THAPOIU3aTOB MOJIOYHOTO Oe€llka IpH
aepruu K OelKaM KOpPOBBETO MOJIOKA M BPEMEHHO — TIOCJE OMNEPaTHBHOTO BMEIIATENbCTBA TO-
noBoay MekoHnueBoro wieyca uin CANMO nnm 1pyrux onepaTUBHBIX BMEIIATENbCTBAX HA KUIIEYHHUKE
¢ neuebHoit nenpio [233].

(YVP - C, YL - 5).
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e [lanmenTam, MOTYYalONIUM MAaCCHUBHYIO aHTHOAKTEPUAIbHYIO TEPAIUIO, a TAaKXKe MOBTOPHBIC
KypChl aHTHOMOTHKOB, PEKOMEH/IOBAHO BBECTU aJalTUPOBAHHYIO KHCIOMOJIOYHYIO CMECh HIIH CMECH,
oborameHHyl0 NpoOMOTHKAaMH, B KoJuuecTBe 10 1/3 cyroyHoro oObeMa KOPMIICHUS —JJst
NOJIICPXKAHUST HOPMAIIbHOM MUKpOQIIOphI KumeyHuka [233].

(YYP-C, YA -5).

e [IpuxkopMm pexomeHayeTcs BBOAUTH B 4—5 Mec. (Kak M B MONYJSLUU 370pPOBBIX JeTell), a
HEKOTOPBIM JIeTSM, NpPH HHU3KOH NpHOaBKE B Macce - paHblIe C LEJIbI0 KOPPEKIHH ITaHHBIX
Hapymenwuii (tadu. 23) [233].

YYP-C, Y41 -5).

KoMmMmenTapuii: nepsvivu O1100amu npuxopma ciysxcam snepeemuyecku naomHuvle 61100a.; Kawu Ha
CYEICEHHOM MOJNOKe UNU MOJIOYHOU CMeCU CO CIUBOYHBIM Maciom, Oemckuii meopoz 4,5-5%
JACUPHOCTUL, Oajiee 8600M 0BOUHOE NIOPE C MACHBIM NIOPe U PACUMETbHBIM MACTIOM, HCENMOK.

Cnedyem  ucnonv306ams  6bICOKOKANOPUlIHbIE — NPOOYKMbL  NPUKOpMA,  0bozaujeHnbvle
BUMAMUHHO-MUHEPATILHBIM KOMNIEKCOM: 0emcKue MON0OUHbLe KAUll NPOMbIULIEHHO20 NPOU3BOOCMEA C
00basieHueM CIUBOUHO20 MACA, OB0UHbBLE NIOpe ¢ 000ABNIeHUEeM PACUMENbHO20 MACAA, MACA.

Bo3mooicHo 66e0enue MACHO20 Nope 8 Kayecmeae nepeo2o NPUKoOpMa 0emsam Ha ecmecmeeHHOM
BCKAPMAUBAHUU, KAK XOPOULUT UCIOYHUK Jcelle3d U YUHKA.

Kopogve u Kko03be MONOKO MONCHO UCNONL306AMb MOALKO O Npuecomogienusi o100 ¢ 89
Mmecsiyes. B smu dice cpoKu MOACHO 6800UMb HEAOANMUPOBAHHbIE KUCTOMONIOUHbIe NPOOYKMbL (Kedhup,
Hamypaivuslil o2ypm), obozaujeHnvle Hcusvimu ouguoo- u rakmobaxmepusmu. barooa npuxopma, 6
omaudue om 300po8uix demell, NOOCaIusaom. JJonoiHumenbHoe Ko1uiecmseo nogapeH ol cou 8 0eHb
opuenmuposouro cocmaensem 1/8 uavinou noxcxku (0,6 — 0,7 2) ons pebenka nepeoco noyeoous u % u.
1. (1,25 2) onsn pebenxa 6-12 mecsyes [233].

Taonuya 23. Ocobennocmu 86e0eHUst NPUKOPMA 0emam nepeo2o 200a xcusHu ¢ MB

[TponyxTsl M G012 Bospacrt (mec)

DpyKTOBOE ITIOpE 4

TBopor 4-5

Kenrox 5-6

OBoIIHOE ITIOpE 5-6

PacturensHOE Macio 4-5

Karmra 4 (Ha CIIC)KEHHOM I'PYAHOM MOJIOKE,
MOJIOYHOM CMECHU MJIU TUAPOJIN3ATE)

CauBOYHOE MAcio 4-5

MscHoe mope 45-55

HeamanTupoBaHHbIE KHCIOMOJIOYHBIE 8-9

HamuTKH (kedup, Horypr)

Cyxapu, xj1ed 7-8

Priba 8-9
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3.3.3 [IuTanue JO0MKOJbHUKOB H IIKOJbHUKOB M B3POCJIbIX
Cmanoapmuvle npunyunvl NUMAanUsi 0OUHAK08bL OJisi Oemell, NOOPOCMKO8 U 83POCIIbIX
OcHOBHOU NPpUHYUN - «AKMUBHBILLY NOOX00 K numarnuto nayuenma ¢ MB 6 1rob6om so3pacme

o [Ilumanue pebenxka Oondicno Ovimb pecynsapHuim (6 pasz 6 O0eHb Oadice Ol WKOJILHUKOS, d
makaice 05 83pocavix, hopmyna 3+3): 3 ocHoHbIX npuema nuwu (3aempax, 06eo, yocum) u 3
OONOJHUMENbHBIX NepeKyca (2-il 3a8mpax, NOAOHUK, HA HOUb);

o [lumanue 00n*CHO ObIMb «NJIOMHLIMY. 6 KANCObIN OCHOBHOU NpUeM NUWU OO0JHCHBI
sKaOUamvCs  O1100a,  codepoicaujue  KaueCmeeHHble JHCUBOMHble OenKU, YUHK (Msco,
cyonpooykmel, poloa, Atya uiu MOJI0YHbIe NPOOYKMbL — Cblp, MBOPO2), KAYECMBEHHbLE HCUPLL
(pacmumenvHoe, CIUBOUHOE MACIO, CMEMAHA, CAUBKU), CNLOJCHble (KpYnbl, X1eb, 080wu) u 6
MeHbulell cmenenu npocmele ((pyKkmol, c1adocmu, 8apeHve, meo) yenesoobl,

o [HononHumenvHvle npuemvl nuwu (nepexycvl. 2-ii  3a8mMpax, MNOJOHUK, Neped CHOM)
0053amebHbl, OHU COCMOAM, KAK Npasuio, U3 KUCIOMONOYHLIX HNPOOYKMO8, Meopoad,
@PpyKmos, epineuKu u yMepeHHo20 KOIU4ecmaa ciadocmell.

Ipu myrkosucyuodosze 0o 10% nayuenmos k noOpocmro8omy ospacmy hopmupyiom ¢uopos u yuppos
nevenu (CFLD - yuppos neuenu, accoyuuposanmwiii ¢ MB); oo 13% nayuenmoe x 20-nemmnemy
gozpacmy u 0o 50% k 30 codam gopmupyrom accoyuuposannwiti ¢ MB caxapnviii ouabem (CFRD -
ouabem, accoyuuposanuviti ¢ MB). Ilosmomy, necmomps na mo, umo npu MB, npu omcymcmeuu
annepeudeckux peakyuil, 6 MedCOYHAPOOHbIX PEeKOMeHOayusax paspeutenvl arodvle NpoOYKmbl,
HeKomopuvle 011004 He PeKOMeHOYemcs YRompeo.isams NOCMOSHHO U 8 OOIbUIUX KOIULeCTNBAX:

O MpoOyKkmbl U 011004, OCIOMNCHAIOWUE pAOOMY HNedeHu U JHCenyesbleoOSUX nymel -

MYy2oniaeKue U mpanc-Jcupvl (cm. 6vlule), Kpenkue 0)IbOHbl, OCMpble, KUCIble O0a100ad U

NPAHOCIU;

O NpOOYKmMbl  NPOMBIULIEHHO20 — NPOU3BOOCMBa,  codepicaujue  OOvbUoe  KOIUUECEO

CMaoduUnU3amopos, UCKYCCMBEHHbIX Kpacumelel U KOHCEeP8AHMO8, MAlioHe3 NPOMbIULILIEHHO20

npou3zBo0Cmaea;

O M.H. «KMYCOPHYIO NUWYY, 20mOo8ble cyXue noaygadbpuxamel, pacm-¢ghyo,

O cnaoKkue 2a3uposanHvie HANUMKU U HepasdasieHHble GpyKmosvie HANUMKU NPOMbIULIEHHO20

npou3800cmaa;

O 6 OONbUIOM KOTUYECmEe U OMOeIbHO Om OpyeUx npuemos nuwju — paguHupo8aHusvlie Npocmuole

Venegoowl (caxap, KOHgpempl) ¢ yenvio He OONYCKAMb Pe3K020 NOObeMA YPOBHS UKEMULL,

O npu  OUCnencudeckux AGleHusx — Oolvuue 00veMbl  NPOOYKMOS,  YCUTUBAIOWUX

2azoobpaszosanue 6 KUWEUHUKe: YEeNbHO3EPHOBOU U OMpPYOHOU X1eb, C8elcYI0 U KUCTVIO
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0enoKoyanHyo, KpACHOKOYAHHYI0 Kanycmy, 60008ble, C8EKNY, KOMCUYY U ceMeyKu om (pyKkmos,

opexu, epuoebi.

e [Ipu OpOHXOJICTOYHBIX OOOCTPEHHSX, 3HAYMTEIBHOM OTCTABAaHHMH B BECE ISl YBEIMUYCHHS
MOCTYIUICHUSI JHEPTUH, BBICOKOKAYECTBEHHOTO OejKa, BUTAMHHOB W MUHEPAJIbHBIX BEIICCTB B
Ka4yecTBE TEPEKYCOB PEKOMEHJIYETCSl HCIIOJIb30BaTh CIEIHATU3UPOBAHHBIC BBHICOKOIHEPTETHUCCKUE
KOKTEHIT MIIM CMECH JUIS SHTepalbHOro muranus [2,53].

(YYP-C, YA -5).

e PekoMeH0BaHO O0OTaleHHe PAalMOHA TOJMHEHACHIIIICHHBIMU JKUPHBIMH KHCIOTaMH, KaJIbIIHEM,
MPOOMOTHUKAMH JIsI BOCIIOJTHEHUS TIOBBIIIICHHBIX HYTPUTHBHBIX MOTPEOHOCTEH manueHToB ¢ MB (cm.
paznen 3.3.1 «O0mue npuHIMIBI AUeTOTepanuy y narnueHToB ¢ MBy, xupsbl). C 11e/b0 00orameHus
pammoHa omera-3 KHPHBIMH KHCJIOTAMH PEKOMEHJIOBAaHO HCIOJIb30BaTh CJIA00COJCHYO (HE
KOIYEHYIO) JKUPHYI0 MOPCKYIO PBIOY: CElb/b, CeMry, Gopeiib U IIp. JOCOCEBbIe, UKPY 3- 4 pa3za B
HEJIEJI0 B KauecTBe 3aKkycku [53].

(YVP - C, YU - 5).

e PacrutenpHOE Macio (JbHSHOE, THIKBEHHOE, KEIPOBOE, MACJIO TPEIKOr0 Opexa, COeBOE, ParicoBOE,
MOJICOJTHEYHOE, KyKYPY3HOE, OJIMBKOBOE) PEKOMEHJIYETCSl UCIIOIBb30BaTh B HEpa)UHUPOBAHHOM BHJIE
6e3 TepMuyeckoil 00pabOTKH, 10OaBIAS B cajaThl M TOTOBbIE OBOIIHBIE 0J1t0Ja, IS IPUTOTOBJICHUS
JIOMAIlIHEro MaioHe3a C 11eJIbl0 000TralleHus] PaloHa NOJMHEHACHIIIIEHHBIMU XUPHBIMU KUCJIOTAMU U
OMONIOTMYECKH aKTUBHBIME BeriecTBamu [2,53].

(YYP-C, Y1 -5).

e [larmentam ¢ MB pexomeHyeTcsl €KE€IHEBHO YMOTPeOIsITh, KaK OCHOBHOW MCTOYHHK KAJIBIUS H
BBICOKOKQUECTBEHHOTO Oellka - HEe0OE3)KUPEHHBIE MOJIOKO, TBOPOT, CHIP, KHCJIOMOJIOYHBIE MTPOAYKTHI,
oOoraiieHHble KUBBIMU IITAMMaMH MPOOHOTHKOB (OnpuaobakTepuii u nakToOakTepuil) — HOTypTHI
KOPOTKOT'O CpOKa XpaHeHus, Onokedup u T.1. [2,53].

(YYP-C, Y1 -5).

e [Ipu QopMHupOBaHUM caxapHOro JuabeTa, acCOLMMPOBAHHOTO ¢ MyKoBuciuao3oM (M3C/]
(CFRD)), pekomeHIyeTCs KaJOPHUHHOCTH paIliOHA M COJCPIKAHUE KHPOB COXPAHITH MOBBIMICHHBIM
JUISl BOCIIOJIHEHHSI TOBBIIICHHBIX HYTPUTHBHBIX MOTpeOHOCTeW manueHToB ¢ MB [2,42,53,67] (cwm.
paznen 3.1.6 «Tepamnusi 3HIOKPUHHON HEOCTATOYHOCTH TODKETyn0uHOM xkene3bl (M3C)»).

(YVP - C, YL - 5).
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3.3.4 MUKpPOHYTPHEHTHI 1 BUTAMMHBI

e Bcem nersiv ¢ MB peKkOMEHIOBaHO IMOJCAIMBAHUE THIIK C IIEIbI0 KOPPEKIMU OanaHca Xjopa H
Hatpus (tabm. 24,25) [2,53].

(YYP - C, YIUI - 5).
Ta6auna 24. Cyrounsie nmotpednoctu B conu (NaCl) y nereii ¢ MB [2,53]

Bec pedenka/ <Skr 5-10 kr >10 kr
TeMIepaTrypa
OKpY:Karomei

cpensl

20 °C 0,8 r/nenn 0,5 r/neun MunuMyM

+ 0,8 r/nens/10 xr

25°C 1,5 r/nens 2 r/neHn Munumym 2 1/71eHb
+ 1 r/nens/10 kr

30°C 2,8 r/nenn 4 1v/neup Munnmym 4 1/1eHb
+ 2 r/nenn/10 kr

[Tpumedanue: cTapime JeTH, Kak MPaBUiI0, CAMH PETYIUPYIOT KOJMUYECTBO COJTM B CBOUX OJIIOJIax 1O MPHUHIUITY
«COJIOHKA Ha CTOJIEM.

Tadanua 25. [podunakrudeckue 10361 HATPHs s naneHToB ¢ MB [53]

Bo3spacr Joranus natpus | llpumeyanus

Hetu 0-6 mec 1-2 mmonw/kr/aa | Jlns neteit ¢ puckoM coseneduiuTa — Cojlb, Pa3BeICHHAS B
BOJIe WK (PPYKTOBOM COKE HEOOJBIIUMH MOPLUIMU
BTCUCHHE JIHS,

Jetam o 10 4 MmMmosb/kr/aH | TToObeM comu y TpyIHBIX JeTel, MPOKUBAIOIINX B )KAPKOM

MOKa3aHUsAM (CM. KJIMMATE WK MPU TOBBIIIEHHBIX MTOTEPSX KUIAKOCTH (PBOTA,

PUMEYaHVs) MOBBIIICHHAS TEMIIEpATypa Tela, Juapesi, TAXUITHO), UITU
MPY HAJTUYUH CTOMBI Y TPYJTHOTO peOCHKa).

Hetu mocne 6 mec | Conenas nuiia [TpUMeHSITh B CTPECCOBBIX CHTYaIUSIX C N30BITOYHBIX

1 B3pOCITBIC WU COJIb MOTJIUBOCTHIO (JIUXopajika, GU3NISCKUE HATPy3KH, JKapKas
TI0To/a).

[Ipumevanus:

1/5-1/6 4aitnoii noxku nmpumepHo coorBercTByeT 15 Mmoisib NaCl coneBbIX pacTBOPOB, MpeIHA3HAYCHHBIX IS
mepopaNbHOl peruapaTanuu [2];

Jlnist mepeBo/ia MMOJIb B MT" HATPUS, XJIOpa WM HATPHS XJIOPHUIa HEOOX0IMMO YMHOXHTH KOJTMYECTBO MMOJIb Ha
23, 35 nu 58 (MOJIEKYIISIPHYIO MAacCy HATPHs, XJIOpa UK HATPHUS XJIOPHJIA) COOTBETCTBEHHO [93].

o Bcem nmanmentam ¢ MB peKOMEHIOBAHO JIOIOJHUTEIBHOE BBEICHUE INPENapaToB KaJIbIIMS:
400-800 mr getsim; 800-1200 Mr moapoCTKaM U B3POCIBIM C IENBI0 MPOMUITAKTHKH HEJOCTATOYHOCTH
KaJIbIIMsI B OPTaHU3ME M OCTEOTICHUYECKUX cocTsHui [2,53].

(YYP-C, Y11 -5).

KommenrTapuu: npumensiomca  npenapamel  Kanoyus — (Kanibyus — 2IOKOHAm™*,  Kanvbyus

enuyepogocgham,  kanvyus — kapbowam) u  KoMOuHuposanuwvle  npenapamsi  (Kanvyus

kapbonam+Konexanvyugpeporn)
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. Bcem nanuentaMm ¢ MB peKOMEHIOBAaHO HAa3HAYEHHUE >KUPOPACTBOPUMBIX BUTAMUHOB C
LeJIbI0 BOCMOJIHEHUS JeduuTa X NOCTYIUICHUS ¢ MUIeH Ha OHEe MaTbIUTreCTUU U MalibabcopOuuu
[2,53,70,234].

(YYP-C, YA -5).

KommenTapuii: sciedcmesue manvabcopoyuu srcupa y nayuenmos ¢ MB napywaemcs ecacvisanue
HCUPOPACTNBOPUMBIX BUMAMUHOSB.

Y nayuenmos ¢ MB xopowo uzeecmno o neoocmamounocmu eumamuna D u napywenusax gpocghopno-
Kanbyuesoeo oomena. Jleueonwiti s¢hgpexm gvicoxux 003 eumamurnos A u D nyscoaemces 6 danvhetiuenm
Oonako Xopowo U38ecmHo, ¢ MB c¢ naunxkpeamuueckou

U3y4erHuu. umo e6ce nayueHmbvl

HeOOCMAmMOYHOCMbIO — €HCEOHeBHO  OOJJCHbL  NOAYYAmb  OONOJIHUMENbHO — JHCUPOPACMEOPUMbLE
sumamunvt (A, D, E u K) u 6ema-kapomun, onmumanvro 8 sodopacmeopumoii gpopme. Ilayuenmol ¢
COXPAHHOU (DYHKYUEU NOONCETYOOUHOU Jicele3bl 0053amelbHO 00NNCHbL NOLYYAMb OONOJIHUMENIbHO
sumamun E. Boodopacmeopumvie eumamumvbl HasHayaomcs nayuenmam ¢ MB 6 00biuHbIX
nPOPUIAKMULECKUX 003UPOBKAX, PEKOMEHOYEMbIX 300POBbIM TUYAM COOMBEMCMBYIOue20 803pacmad,
3a uckmouenuem sumamuna C, nompeOHOCmb 6 KOMOPOM Y NAYUEHMO8 nosbluleHa, U sumamuna B12
cayuasx pezekyuu n008300UHOU KUWUKU.

B mabnuye 26 npusedenvi pekomenoyemvie npoghurakmuieckue O003UpPOsKU OJisi OONOJIHUMENTbHO20
68E0CHUSL JHCUPOPACMBOPUMBIX BUMAMUHOS, U Mepanesmuyieckue 003bl sumamuna D s nayuenmog ¢
MB.

Ta6auna 26. PekomeHnyeMblie MpoGUIaKTUIECKHE J03bI JKUPOPACTBOPUMBIX BUTAMUHOB U
OerakapoTeHa ais manueHToB ¢ MB [2,53,70,235].

Buramunsl HosupoBka (ME/cyT) ®opma BbInycka 1Jis1 PO
KOJ’ICKaJ'IBI_II/I(bepOH** 1 xkanna = 500 ME (12,5 mxe)
(Butamus D) Iemu 1 200a scusnu 1000-1500 ME/cym
1-3 200a 1500-2000 ME/cym
Coisopomounsiii 25 (OH) 4-10 nem 2000-3000 ME/cym,
D munumym— Gonee 30 > 11 zem om 2000 (remo, ocenv) 0o
. 4000 (3uma, séecna) ME/cym
Jlosza 3asucum om
CHIBOPOMOUHO20 YPOBHS U
Q0IICHA Pe2YNIAPHO
KOPPEeKMUpO8amoCsi
Anvgha-Toxoghepona 0-6 mec 25 ME (18,4 mr) 30% macnanviii p-p: 1kanas
auemam (BumaMuH 6'12 MEC 50 ME (36,8 MF) = 6,5 ME (4,8 MZ)
E) 1-4 roma 100 ME (73,5 mr) 10% macnsamnviil p-p:
4-10 net 100-200 ME (73,5 —147,1 I xanna = 2 ME (1,47 me)
Crapre 10 et MT) Macnanwiii pacmeop 6
Z_p OGeIb COOMMNOMLENIL 200-400 ME (147,1 —2941 | xancyaax 100 ME(73,5 m2) ,
moxod)epwz:xwzecmepu Mr) 200 ME (147’1 Me) » 400
n> 5.4 ME(294,2 me)
Monumopune no
NOKA3aHUAM, NOCTe
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UsMeHenust 003bl

Menaanona HaTpus 0-1rox: 0,3 — 1 mr/cyT 1 matnemxa 15 me
oucynbhuT Crapme 1 roga: 1 — 10 mr/cyr

(Butamun K) ITpu naronorun neuenu: 10 — 15 mr/cyt

(TabneTkn

MPOTUBOIOKA3aHBI A0 3
JIeT, pacTBOP IS
BHYTPUMBILIEYHOTO
BBeJICHUA — 0e3
BO3PACTHBIX
OTpaHUYEHUIN)
Ilpomopmbunosoe spems,
ypogens sumamuna K 6

Kposu
Petunon** HaunnaTe ¢ HI3KUX 103. [TogOupaTs Mo ypoBHIO B 1 kanna 3,44% p-pa = 5000
(Bur. Aj) CBIBOPOTKE KPOBH (€3KETOIHBIA KOHTPOJIb) ME (1,5 me)

1 opaoswce = 3300 ME
0-1rox 1650 ME (0,5 mr) (1 m2)
Hopmw onpedfﬂﬂiomc;z 1-6 got 3300 ME (1 1) ! raneyna = 12000 ME (3,6
nabopamop 1feu, 7 neT u crapuie 5000 ME (1,5 mr) me)
npoeoosyeti aHau3
Monumopune no
NOKA3AHUAM, NOCILE
u3MeHeHUst 003bl
Tecm npu
NAAHUPOBAHUU
bepemenrnocmu
berakaporen Hauarts ¢ 1 mr/kr x cyt — 12 Henenb, gajiee 1 kannsa = 1 me

(beTa-KapOTHH) noJyiep kuBatomas 1o03a — 10 mr/cyr

Ipumeuanusi: * - TepaneBTHUECKre 10361 BuTaMuHa D ykazanel B Tabnwmie 20 (Tepamus ocTeonoposa)

MoryT npuMeHsThCsSI KOMOMHHUPOBaHHbIE TIpenaparsl, Hanpumep, Butamun E+Perunon

3.3.5 ArpeccuBHBIC MeTOAbI HYyTPUTHUBHOM NMOJAEPKKH y nanueHTos ¢ MB

K «aepeccusnvimy memooam HympumugHou noooepaicku y nayuenmos ¢ MB omnocames:
1. 30n0060€ sHmepanvHoe numauue 8 Guoe HOYHOU UNEPATUMEHMAayul, yepe3 Ha302acmpaibHbllL
30HO unu uepe3 nepkymauuyio eacmpocmomy (mpyoku numamenbHvle 2ACMPOCMOMUYECKUE U
eronanvhvle MIC, MIC-KEY ¢ npunaonexcnocmsamu). C noMOwblo HOYHOU cunepaiumenmayuu, npu
A0eK8amHOM KOHMpPOJle NAHKPeamudeCKUMU 3aMeHUMeNs MU, MONCHO OONOIHUMENbHO 0becneyums om
30 0o 50% paccuumannoii snepeonompedornocmu [9].

2. I[lapenmepanvroe numanue
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o Ilonnoe (yenmpanvhoulii 6eHO3HbIL Kamemep); NOKA3AHUAMU ABNAIOMCA!
- COCMOsIHUS NOCIe Onepayuu Ha KUuleyHuKe,

- CUHOPOM KOPOMKOU KUK,

- OCMpblll NAHKpeamum.

o Yacmuynoe (c yenvio OONOIHUMENbHO20 NUMAHUL), UCHONb3Yemcs nepugepuieckas

- HCUPOBBLE IMYNLCUU
- 2NIIOK030-AMUHOKUCTIOMHbLE CMECU, GUMAMUHbI.
J PexoMeH10BaHO IPUMEHEHHUE «arpECCUBHBIX» METOA0B HYTPUTUBHOM MOAJEPIKKH IIPU:
O OTCYTCTBUHU IMPHOABKH B BECE WJIM CHUYKEHUE Beca B TE€UCHHE 6 MECSIIEB;
o (hakTHyeckoi Macce Tena HUXKE 3 ePLEeHTHIIS;
O (QakTHYEeCKOW Macce Tella HIKE JODKHOTO 3HadeHus Ha 15% wmm wmenee 25
nepUeHTHISA Ha (OHE AOMOTHUTEIBHOTO MUTAHUS ClIeHUAIbHBIMU cMecsiMu [2,15,53].
(YYP-C, ¥ -5).
KommenTapuii: «acpeccugnviey memoovl HYMpUmMusHoU no00epiHCKU NOKA3AIU 8eCbMd BblCOK)IO
appexmuenocms, 6 ocobennHocmu 'y nayuenmos ¢ MB ¢ evipascenHbIMU  HAPYUWEHUAMU
Hympumugero2o cmamyca. QOHaxko, onmumaibHvle MemoOuKu, cxemvl NPUMEHEHUs, UObl U CNOCOObl
88e0eHUs NUMAMeNbHbIX cCMecell, CNOCo0bl 3aMeCcmUmenbHol (hepMeHmHOol mepanuu npu nPoeeodeHuu
30HO060U 2UNeparuMeHmayul Hyscoarmces 8 oaivHetiuell ompabdomke 8 NPAKmMuKe omeyecmeeHHoul
NYJIbMOHONO2UU U NEOUATNPUU.
Ilokazano, umo moabKO npumeHeHue 3SHMEPAIbHO20 30HO08020 NUMAHUA Yepe3 2ACMPOCHOMY
00CMOBEPHO NPUBOOUM K YIIYYULEHUIO HYMPUMUBHO20 cmamyca nayuenmos ¢ MB.
3.3.6 IIporpammsl OBM 111 mogdopa 1ueTsl M (pepMEHTHOM Tepanuu AJs Bpadeil u

MNalnMueHToB

Paspabomanvr npoepammer onss DBM, xomopvie Hanpasienvl HA ONMUMU3AYUIO KOMNJIEKCHOLL
mepanuu  MyKOBUCYUOO03a4 U Npumensiomcs 6 pside peeunos P® [236]. I[lpoepamma DBM
«Monumopune Hympumuenozo cmamyca, payuoHa RNUMAHUs U ¢HepMeHmHol mepanuu npu
mykosucyuooze» (I'ocyoapcmeennas peeucmpayus Ne 2016 660762 om 21.09.16) noszeonsem
COKpamumv mpyoo3ampamoul 6paia npu paciemax uHOUSUOYaIbHOU Ouemsl U 003bl 3AMeCmMUMenbHOU
Gepmenmnoii mepanuu. Mobunvnaa eepcus npozpammel IBM  «Monumopune nympumunoco
cmamyca, payuoHa NUMauus U QepmeHmHou mepanuu npu myKosucyuooze. MobunvHnas eepcusy
(I'ocyoapcmeennas  peeucmpayuss Ne 2017 661283 om 09.10.17) nomocaem nayuenmam
CamocmosamenbHo noooupams 003y (HepMeHmMo8 HA Kaxicovlli npuem Nuu; 8 pedxcume OHIAUH
nepeoasamv OaHHble (8 0enepCoHUPUYUPOBAHHOM 8Ude) O Pu3UYeCKOM PA3BUMUL, PAYUOHE NUMAHUS,
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003ax nankpeamura ons KOHCYyabmayuu ¢ jaedawum 6paiom, 06yltaem CAMOKOHRmMpPOJo HAO CBOUM
sabonesanuem. Hcnonvzosanue OaHHbIX npozpamvm nokasauio ce0io aqbqbekmueHocmb 8 KIUHUYECKOU

npaxmuxe [190,236,237,238].

3.4 Xupyprudeckoe JJe4yeHue

o ITpu HEe3((HheKTUBHOCTH KOHCEPBATHBHBIX METO/A0B, HApaCTaHUU 3IM30/10B KPOBOXApKaHbs U
Pa3BUTHH JIETOYHBIX KPOBOTECUCHM manueHTaMm ¢ MB pexoMeHJ0BaHO XHUPYprHUECKOE MOCOOHe C
eJIbI0 OCTaHOBKU KpoBoTeuenus [207,209,210,211].

(YYP - C, YIUUI - 5).

KommenTapmii: memoouxou evibopa sensiemcs 2mMooauzayus OPOHXUANbHBIX apmeputi, 00CMamo4Hdas
npocmas npoyeoypa, 3aKiUaoWascs 6 SHO0BACKVIAPHOU IMOOIU3AYUL KPOBOMOUYAWe20 cocyod
UHEPMHbIMU Mamepuaramu. Imoonuzayus no3eojisem Kynuposams 3NU300bl KPOBOXAPKAHbA UNU
3HAYUMENbHO OMCPOoYUms credyrowue 6 2/3 ciyuaes. Takoce modircem npogoOUMbCsL IHOOCKONUYECKAsL
K1anauuas oponxonoxayus. Pesekyus kpogomouawe2o ceecmenma, 00U Uil Yeno2o 1e2Ko20 Modcem
NPOBOOUMBCSL MOJILKO 8 UPEe3BbIYALIHBIX CIYHASAX NO BUMAILHIM NOKA3AHUSM.

Hapacmanue necounvix kpogomeueHuti u He8O3MONCHOCMb UX KOHMPOIUPOSAmMb dMOOIU3ayUel —
noKa3anue 071 paccMompeHus nayueHma Kax KaHouoama Ha mpaHCcniaHmayuio 1e2Kux.

. Jledenne mnHEBMOTOpakca y mnanueHToB ¢ MB pexkoMeHayeTcs NpOBOIUTH COTJIACHO
KIIMHAYECKIM PEKOMEH/IAIUSAM 10 MTHEBMOTOPAKCY C LENbI0 BEIOOpa ONTHMAIbHON TaKTUKU BEIECHUS
naruenta [207,208,239].

YYP-C; YA -5).
KommenTapuu: nuesmomopaxc, no danuvim Hayuonanvnoco Pecucmpa, ¢ Poccutickou @edepayuu

gcmpeuaemcs edxnce2o00Ho y 2,39% 63pocivix nayuenmos ¢ MyKogUCyuo030M, Ymo HaAMHO20 Yaiye Yem y
Oemetl, u sAeugemcs cleocmeuem paspviéa cyoniespanvHvlx oyan.  Ilpu  peyuousax ezo
paccmampusaemcs. HeoOX00UMOCMb NpumMeHenus nieepooesd. B makxom cnyuae manunynayuei
8blOOpa ABNAEMCA IOKANbHBIN XUMUYECKUL nieepooe3 unu niespakmomus. K maxum onepayuam, xax
pesekyus  cyOnnespanbHelx Oyn, HeobX00uMO OMHOCUMCA C OCHOPOACHOCHbBIO,  YUUMbIEAs
BO3HUKHOGEHUE OONONIHUMENbHO20 CHAEYHO20 Npoyeccd, Ymo MOJCem 3ampyoHsamb 6 OdlbHeuulem
MPAHCRAAHMAYUIO TIeSKUX.

J PexomeHyeTcst SHIOCKOIMYECKOe XUPYPrUUecKoe JIeUeHHEe XPOHUYECKOT0 PUHOCHHYCHUTA
(XPC) Ha ¢QoHe MyKOBUCIUAO3a NPU BBIPAKEHHOM 3aTPYJHEHHH HOCOBOTO JbIXaHHUS 3a CueT
HA3aJHOTO IOJIMIT03a /WM MeIuali3aliy JIaTepaIbHOW CTEHKH MOJIOCTH HOCA; HEKYNHPYeMOM
KOHCEpPBAaTHBHBIMH METO/JaMU 00OCTpeHHH HH(PEKIMOHHO-BOCHaNUTeNbHOro mporecca B OHIIL,

KOTOPBIN paccMaTpuBaeTcs B Ka4YeCTBE BaKHOW MPUYMHBI KOHTAMHUHALUU OPOHXOJETOUYHONW CUCTEMBI;
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pPa3BUTUM CUHYCOTE€HHBIX OpPOUTAIBHBIX W/WIM BHYTPUUYEPENHBIX OCJIOXHEHUH; HEOOXOIMMOCTU
canaiuu nosioctu Hoca 1 OHIT nepen TpancianTamueit gerkux [240,241,242,243].

YYP-B, Y11 - 3).

KommenTapuii: 0ns1 Oemeii u 63pociviX nayueHmos ONMUMALLHbLIM MemOOOM XUPYPSUYECKO20
nevenuss XPC 60 6cem Mupe HNpUSHaHA pACUUPEHHAS SHOOCKONUYECKAsl (DYHKYUOHAbHASA
punocunycoxupypeusi  (FESS-Functional Endoscopic  Sinus  Surgery) —  manounsazushsiil,
0pP2AHOCOXPAHAIOWUL, UUOIOUYHBIL MEMOO XUPYPIUUecKo2o JleueHus 3a0oneeanuli Hoca U
okononocosvlx nazyx. Ilo xknaccuguxayuu P. J. Wormald (Aecmpanus, 2012), pacwupennas FESS
gKnOYaem 6 cebsi  NOAUNOMOMUIO 8 COUEMAHUU C NONUCUHYCOMOMUEU (MAKCUMATLHO WUPOKUM
BCKpLIMUEM 8CEX NOPANCEHHBIX NOAUNO30M NA3VX, PACUWUPEHUEM COYCMULL 8ePXHEYUENIOCHHbIX NA3VX
00 7 MM u bonee, BCKpblmuem KiemoK peuemiamozo 1a0UpuHma ¢ 0OHaxicenuem 0CHOBAHUS Yependa,).
Tlokazanuamu K Xupypauueckomy leyeHuro A6Ia0mcs. blpaiceHHoe 3ampyoOHeHUue HOC08020 ObIXAHUS
3a cuem HA3ANLHO2O0 NONUNO3A U/UNU MEOUANU3AYUU JTAMEPAIbHOU CMEHKU NOJNOCMU HOCd;
HeKynupyemoe  KOHCEePBAMUBHbIMU — Memooamu  obocmpenue  UHGEKYUOHHO-B0CHANUMENLHO2O
npoyecca ¢ OHII, komopwiii paccmampusaemcs 6 Kauecmee 6aNCHOU NPUYUHbL KOHMAMUHAYUU
OpPOHXONIe20UHOU  cucmeMbl, pa3eumue CUHYCOLEHHLIX OpOUMANbHLIX U/UNU  8HYMPUUEPENHbIX
ocnoocuenutl;, canayus nonrocmu Hoca u OHII neped mpancnianmayueti neexkux. Hszonuposannas
oyenka pezynomamoe KT OHII ne mooicem cayxicumv noxaszanuem K xupyeudeckomy aedenuro. Ha
OanHbILL MOMEHmM eCmb yoeoumenbHble 00KA3amenbCmea CHUNCEHUs. CIeneHyu KOHMAMUHAYUU HUNCHUX
ObIXaMeNbHbIX Nnymeli Nocie PUHOXUPYP2UYeCcKo20 JledyeHus. Tem He MeHee, nayueHmvl U/unu
POoOumenu/3aKoHHble NpeoCcmagumentt O0IHCHbL ObIMb UHGOPMUPOBAHDBL, YMO XUPYPIULECKOe JleYeHUe
He sengemcs cpeocmeom usneverus om XPC u nazaneHo2o noaunosa u O GblCOKOU 8EPOSMHOCMU
Peyuousos u nompebHOCmu 8 NOBMOPHLIX BMEULAMenbCmeax.

e PexoMeH/JI0BaHO HAMPaBUTH MAIUEHTa ¢ MYKOBHCIIUIO30M B TEPMHUHAIBHON CTAaIUU IUppO3a
MEYCHHU, HO C OTHOCHTEIHLHO COXpaHHOW (DYHKIIMEH BHEIIHETrO JBIXaHHS K Bpady-TPaHCILIAHTOJIOTY
TSl OLICHKU BO3MOYKHOCTH TIPOBE/ICHUS TPaHCIUTaHTaluu neueHu [1,2,15].

YYP-C, Y11 -5).

KommenTapuii: paoukanvuwiiit memoo neuenus. Ilepsas onepayusi 6 P® nposedena moavko ¢ 2009 2.
Xupypruueckoe JjieueHHe MEKOHHEBOT0 Hiieyca

e [lammenram ¢ MB M MEKOHHEBBIM HIIEYCOM TPH OTCYTCTBUH BO3MOXHOCTH KOHCEPBATHBHOTO
JICUCHUS WU TIPH ero Hed(PPEKTUBHOCTH PEKOMEHIYETCS MPOBEACHHE OIEPATHBHOTO JICUCHHS C
IEJIBIO Pa3pPEIICHUS KUIIICYHON HEMPOXOJAUMOCTH | MTPEI0TBpaIleH sl ocliokHeHul [82,217,244].
YYP-C, Y1 -4).

KommenTapun:
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Onepamu(moe Jieuenue

1.

o > N

Huaenocmuyeckasn nanapockonus — J1anapomomus (RpeumyuecmeeHHo npasoCmopoHHUM
HUJICHENONEPEUHBIM 00CIYNOM, YOOOHBIM OJlsl 8b18€0EHUSL UNEOCHOMbL)

Humecmunomomus Ha epanuye pacuuperHou u CyHCeHHOU KUUKU

Onopoosicnenue omeoosauje2o omoena KuuleYHuKd

Iosmasicnas buoncus KUWKU

Buigedenue kuwieunoll cmomvl HA epamuye pPACUUPEeHHOU U CYICEHHOU KUKu (onepayusi
evibopa)

Hanoowcenue medsxckuuwieunoeo anacmomosa (npu OOCMAmMOYHOM ONblMe ONepupyioule2o
Xupypea u OMCYMCMGUU COMHEHULl 6 NAMOL02UU MOJICMOU KUWKU, JHCENAMeNbHO C

nposedenuem UHMpPAonepayuoHHoOU Guoncuu)

Hocneonepauuonnoe eéeoenue:

1.

Ilo 6occmanoenienuu naccadxca noO KUWEYHUKY DHMEPANbHAs Hazpy3ka He panee 3
NOCIeONepayuoOHHbIX CYMOK

Pacwupenue ob6vema xopmaenus npu adexeamuoi moiepaHmHocmu 06vemy KopMieHUs
Ilpuopumemmno 2pyonoe MoONIOKO, HeoOX00uMO cmpozcoe coONM00eHue Mamepvio waoauel
ouembi.

Ilpu nooospenuu Ha MyKOBUCYUOO3 HAZHAYEHUe NaHKpeamuHa** u3 pacuema HaA4aibHOU 003bl
600-800 e0 aunaszwr na 1 epamm sncupa 6 cmecu unu 8 epyorom moiaoke [15,217]

IIpu b6onvwux nomepsax no KUWEYHOU cmome nepexoo Ha leyeOHble CMecU ¢ YACMUYHbIM UTU
NOJIHBIM 2UOPOIU3OM DeNKa

Vx00 3a omeoosiwum omoenom KuueuHuka

Bepugurxayust npuyun 603HUKHOBEHUSL:

Mopdgonocus buonmama

I'enemuueckoe ucciedosanue

Kan na nankpeamuueckyio snacma3zy

Koncynemayus cneyuanucma no Mmykogucyuoosy.

Bepugurxayus enympuympoobnou ungexyuu

OcnosicHeHus KUeUHOoll CIOMbl

Deazunayus KuwKu

IlepucmomanvHuiti depmamum
llapacmomanvhas epuidica

Manvabcopbyus na gpone KuuieuHot cmomol

Omcymcmeue npu6a6i<u 6 gece

Paouxansnutii sman xupypzuueckoi KoppeKyuu
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1. Ilnanosas uepes 2-3 mecsaya nocie nepeuUdHoOl onepayuu npu.
*  Cmabunuzayuu cocmosanus nayuenma
*  Aodexsammuou npubasxu 6 eece
*  Cmene 8HYyMpUOOILHUYHOU (IOPLL HA « OOMAUUHION »
2. Cpounas - uepes 2-3 nedenu nocie nepeudHol onepayuu.
*  Omcymcmsue 803MOACHOCMU OOCIMUYb 803DACMHO20 00beMa KOPMAEHUs
*  Hexoppueupyemvle nomepu no cmome
*  Coxpaunsarowasncs 3a8UcCUMOCMb Om UHQYIUOHHOU mepanuu
*  Kaunuuecku 3Hayumvle oyacu UHQeKyuu 6 OmkIOYeHHOM omoene KUWKU
*  OcnodicHeHUss KUUEYHOL CIOMbL, CO30AI0UWUX Y2PO3Y HCUSHU nayueHma
3. Obszamenvhoe npedonepayuontoe 06ciedo8anue:
*  Pezynvmamul MUKPOCKONUYECKO20 0OCIE008aAHUS.
*  Uccnedosanue Mukpobuonocuiecko2o netisaica
*  Aumezpaouas penmeeHKOHMPACMHASL UPPUSOCKONUSL
* [lonyuenue pe3ynibmamos HOpMAaIbHOU MOphoI02UU OUONMAMA CIMEHKU KUUKU
Onepamuesnoe neuenue paouKanibHO20 IMANA XUPYPUUECKOU KOPPEeKYUuU
3axpvimue KuuieuHol CmoMbl ¢ HANOHCEHUEM MENCKUULEYHO20 AHACMOMO3a
Ilpumeuanue
- Jloboii eapuanm 6poicOeHHOU HU3KOU KUUEUHOU HenpoXoOUMOCMU V HOBOPOICOEHHO20 mpebyem
nposedeHuss 0000cned08anusi y pebeHKka Ha MYKOGUCYUOO3, a HAIudUue GHYMpuympooOHo2o
NCeBOOKUCIO3HO20 NEPUMOHUMA Y HOBOPOIHCOCHHO2O NO360J8em MAKCUMATbHO PAHO 3aN0003PUMb
CMEWaHHy0 (opmy MYKOBUCYUOO3A U HAYAMb JleYeHUe yice C Nepuood HOBOPOICOEHHOCMU (CM.
paszoen «Knunuveckas wxapmuma 3ab6onesanusi uiu  COCMOAHUS  (2pynnvl  3a001e8aHUll  UIU
cocmosinuti)») [244].
- Heob6x00umo cmpemumuvcsi K KaK MOHCHO O0Jlee paHHeMy 3aKpblmut0 KUUEYHOU CIOMbI.
TpancniaanTauus Jerkux
J PexomMeH10BaHO HANPaBUTH MAIEHTa ¢ MYKOBHCIIH030M TSDKEIIOTO TEUSHHSI, TOPIUIHOTO
K Tepamuy, YacThIMH OOOCTPEHHSIMH U OCIOKHEHUSMU K Bpady-TPAHCIUTAHTOJIOTY JUIS PEIICHHS
BOIPOCA O MPOBEJICHUHU TPAHCILIAHTAIINY JIeTKUX [245].
YYP-C,¥a1-5).
Kommenrapuu: 6 muposoti npaxmuke mpauncniaumayus néekux (TJ1) aensemcs obwenpusHaHHbIM
MemoooM NedeHusi NayueHmos 8 MepMUHAIbHOU cmaouu 3a001e8aHULl 1E2KUX PA3TUYHOL SMUOIOSUU.
Cpeou noxazanuti k TJI y nayuenmos cmapwe 18 nem myxosucyuooz (MB) 3anumaem 3 nozuyuio,

yemynasa XOBJI u nézounomy ¢ubpo3y, u 3anHumaem nepeoe mecmo y nayueHmos 0emcko2o 603pacma
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om 6 0o 17 nem. TJI npu mwamenohom omoope nayuenmosd O0OCMOBEPHO Yayduiaem NoKazamenu
BbIXCUBACMOCU U KA4eCcmB0 dHcusHu. Meouana npooonxicumenbHoCmu Hcusnu nayuenmos nocie TJ1
no noeody MB xapaxmepuzyemcs HAQUAVHWUMU NOKA3AMENAMU NPU CPABHEHUU C OpyUMU
3abonesanuamu u cocmaesnsiem oonee 11 nem.
Ocnoeanuem ona nanpaeienus nayuenma c MB ¢ Ilenmp mpancnnanmayuu (L{T) agnaemca:
1. O®B; <30% unu npoepeccusnoe cuuxcenue noxkazamens ODBi, Hecmomps Ha MAKCUMANbLHO
B03MOJNCHYIO MEPANUIO
2.  Hucmanyus 6 mecme 6-munymHou xo0bowt menee 400 m
3. Paszsumue 11€204HOU eunepmeH3UU 8 OMCYMCMEUE 2UNOKCEMUUECKOU  OblXAMeNbHOl
HeodoCmamoyHocmu
4. IlpocpeccusHnoe yxyouieHue cocmosanus nayuenma, npueoosuee K 4acmvlimM 20CHUMAIU3ayusIm
screocmaue:
a. Pazeumusa u napacmanus ovixamenbHOU HEOOCMAMOYHOCU ¢ NOMPEOHOCMbIO 8 NPOBEOeHUU
HBJI
b. [Iosviwenus anmubuomuxopesucmenmuocmu, yxXyouenus KIUHU4ecKko20 60CCMAHOBNIEeHUs. NPU
0bocmpeHusx, pocma 4acmomul 060CMpeHull U 20CNUManru3ayuil
C. Vxyowenus nympumusnozo cmamyca, HeCMOMPs HA OONOIHUMENbHOE SHMEPATIbHOE NUMAHUe
d. Peyuousupyrowux nheemMomopaxcos
e. Jlézounvix KposomeueHull u KpOBOXAPKAHUU, PE3UCTEHMHbIX K IMOOaU3ayuu OpOHXUANbHBIX
apmeputl.
Lenvio obpawenuro ¢ L[T saensemcsa ycmanosieHue NOKA3AHUN U UCKTIOYEHUE NPOMUBONOKA3AHULL K
MPAHCHAAHMAYUYU TESKUX.

Ilokazanusa K mpancnianmayuu 162Kux:
1. Xponuuecxkasa oOvixamenvHas HedocmamouyHocms —(2unoxcemudeckas @opma Pa0,<60

mm.pm.cm.,; eunepkanuuyeckas popma PaCOy >50 mm.pm.cm.)

2. numenvHas HEUHBA3UBHAS GEHMUNAYUS IECKUX

3. Jlézounasn cunepmenzusn (CHJIA>35 mm.pm.cm npu DXO-KI, unu CIJIA> 25 mm.pm.cm. no

pesyivmamam Kamemepusayuu cepoya)

4. Yacmoeie obocmpenus 3a001e6anus, mpedyoujue CmayuoHapHo2o jledenus

5. [Ilpoepeccusnoe crudicenue nokazamene QYHKYUU HEUIHE20 ObIXAHUS

6. 4 ¢gynxyuonanvuwiii knacc no NYHA.
Ilpomueonokazanusa K MmpancnAaHmMayuu 1é2KUX 0enamca Ha abconlomusle u OMHOCUmenbHble.
Brnao nocnednux 6 npumnamue pewieHus 0 NOCMAHOBKE 8 JUCI O0XCUOAHUS ONpeoesiemcs Ha

OCHO6AHUU JIOKAJIbHbLX NPONIOKOJI06 U cobcmeenHo20 onvima HT
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Aoconomuvie RNPOMUBCONOKA3AHUA K MPAHCRIAHmMAUUU J1€2KUX npu MB:

1.

Hanuuue 6 anamnese 310KaueCmeeHHbIX OHKOIO2UYECKUX 3A001e8aHUll CO cpokamu pemuccuu

nocie coomsemcmayrowei mepanuu meree 5 aem (uckirouenue — pax xkoxcu T1-2NOMO, nocne

PAOUKANBbHO2O JleyeHUsl, ¢ pemuccuetl bonee 2 nem)

2.

Taoicenasn ouchynkyua uau 3abonesanue Opyeux OpeaHo8 U/Uiu cucmem Hpu OMCymcmeuu

BO3MOINCHOCMU CuMy]meaHMHOIZ Koppexkyuu

3.

Taoicenoe cocmosinue nayueHma, Xxapakmepuszyloujeecs HapyueHuem GUMANbHbIX OYHKYuil

opeanusma (ocmpoe HapyueHue M0o3208020 KpOBO0OOpaujerusi, Omcpulil UHGBaApKm mMuokapoa u m.o.)

4.
5
6.
7
8

Hexoppezupyemvle napyuienus cemocmasa
Xponuueckas nepcucmupyrowdas HeKOHMpoIupyemas MUKpooHas ungexyus, myoepKynés
Buvipaoicennas oeghopmayus epyomnoii kiemxu u NO360HOYHUKA

UMT >35 ke/m®

Icuxuueckue Hapywerusi ¢ nomeped deecnoco6nocmu, aA0eK8amuo2o KOHmakma,

3asucumocmu ont NCUXOAKMUBHbIX 6eulecme, aiKo2coJiA u/unu mabaxa

9.

Omcymcmeue KoMNniaenmHOCmu U Hadaexcaujeti CoOYuanbHOU NO00ePIHCKU

Omnocumenvhole npomueéonoka3anus.:

o > w0 N e

Bospacm cmapwe 65 nem

Ooicupenue 1 cmenenu (UMT 30,0-34,9 KZ/MZ)

IIpocpeccupyrowee unu maxcenoe ucmowenue (MMT menee 15 KZ/MZ)

Tsoicenviti ocmeonopos ¢ HanUdueM Namoi02u4ecKux neperomos Uiy 601e6020 CUHOPOMA
IIpeowecmsyrowue onepayuu Ha 2pyoOHOU KlemKe C pe3eKyueli Ne2KUX u/uiu nposeoexuem
nieepooesa

Uckyccmeennas eenmunayus JecKux u/uiu Hauudue y peyunueHma 6CHnoMo2amesibHO20
KpP0800Opaujenuss u/uiu 3KCmpaKopnopaibHolu MemMOPAHHOU OKCULeHAYUU

Buenecounas  xononusayus  unu - uH@uyuposanue - BbICOKOPE3UCMEHMHbIMU — UTU
8bICOKOBUPYIEHMHBIMU OAKMEPUAMU UTU 2PUOAMU

Hanuuue xponuuecxoeo supycrnozo cenamuma B uw/unu C, BUY-ungexyuu u/unu CIIH/]a
Xponuueckoe uHuyuposanue OvixamenvbHblX NYymMeu MAaKuMu MUKPOOPSAHUSMAMU, KAaK

Burkholderia cepacia, Mycobacterium abscessus

10. ﬂpyeue 3a001e6aHUS UL COCMOAHUS 0e3 KIUHUYECKUX NPUSHAKO6 MEPMUHATIBHO20 NOPAINCEHUA

OPZGHOG'MuuxleHelZ.

Ilokazanua k Hanpaeenuro 6 llT U NOCMAHOBKE 6 JUCH ONCUOAHUA nayuenma 0emcKozo

eo3pacma 6 YeiomM HE Onmaudaronicia om makoevlx y nayueHmos cmapuie 18 nem. Oonako 6 Kazxcoom

KOHKpEMHOM cCilydae 636€UEeHHOe peuleHue npuHumaemcs KOHCUIUYMOM 6 cocmase Xupypeoe-
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MPAHCHIAHMONI0208,  AHECMe3UON0208,  Neouampos,  NYIbMOHON0208 U  CHEYUATUCMO8  NO
MYKOBUCYUOO3.

3.5. PennpogyKkTHBHOE 310pOBbe MY:KYMH ¢ MYKOBHCLH/I030M
Jluaenocmuxy cocmosiHus penpooyKmueHou cucmemvl Myxcuun ¢ MB cm. 6 pazoere 2.
«/luacnocmuxa»
. Pexomenayercss  manuMeHTaM ~— MYKCKOIO — [ojJda C  MYKOBHCHMJIO30M,  HMMEHOIIUM
a300CIEePMHIO/KPUTITO300CIIEPMUIO, TPOBeeHue Ouorcuu TecTukyn (¢ 18-nmernero Bo3pacra). Ilpu
MOJIYYEHUU CHEPMAaTO30MI0B, MPUTOJHBIX Uil OIUIOAOTBOPEHHUS, BO3MOKHO HMX HCIIOJIb30BAHHE B
nponeaypax IKO/ICSI (1 kpruokoHcepBalus TP BO3MOKHOCTH M HEOOXOIUMOCTH), TIPU OTCYTCTBUHU
CIIEPMAaTO30MI0B — PEKOMEHIOBAHO HCIIOIb30BAaHHE JOHOPCKMX ramer B mnporpammax BPT mia
COXpaHEHHsI BO3MOXKHOCTH JieTopoxaenus [74,77,90].
(YYP-C, Y1 -5).
. Pexomenayercsl manueHTaM MYXCKOTO Mojia B Bo3pacTe ¢ 15 et ¢ MykoBUCIUAO30M 0e3
a300CTIEPMHH/KPUTITO300CIIEPMUN KPHOKOHCEPBALIKS CIIEPMATO30MI0B (110 BOSMOXKHOCTH PAHHSS) IS
MOCIIEAYIONMET0 UX ucmoib3oBanus B nporpammax DKO/ICSI s BO3MOXHOCTH JCTOPOXKICHUS, B
YaCTHOCTH Y HOCUTeleH maroreHHoro Bapuanta 3849+10kbC>T B rene CFTR [72,246].
(YYP-C, VI - 4).

3.6 BepeMeHHOCTH MPH MYKOBHCIH/103€

HJZGHMPOGCIHHQ 6€p€M€HH00mM Y JfCEHWUR C JF0ObLIM MANCENbIM IKCmpazceHumdalbHbIM 3abonesanuem
A6JIAEemcs 6AHNCHbIM ¢aKm0p0M I’lpO¢MJZCleuKM OCJIOJHCHEHHO2O MmeYeHUs 6epemeHHocmu u 3ajilocom
ycneuwHozco eé 3a6EPULCHUAL.

Iloozomoeka k bepemenHoCmU OONXHCHA NPOBOOUMCS. NO MPEM HANPABLEHUM.

L4 T'enemuueckoe KOHCYy1bmuposanue ¢ UYeiablo YMOYHEHUA pUCKA pOJfCO@HMﬂ p€6€HKCI C
MyKOGuCI/;u()OS’OM.
L4 OueHKa KIUHU4YeCKozo u d)yHKl/;uOHa]leOZO COCMOAHUA nayUeHmKu.

- 8eCo-pocmosvie XapaKmepucmuru
- noxasamenu pecnupamopuoul yHKyuu

- UHGheKyUs ObIXamenbHbIX nymell

J Coyuanvras adanmayus (NoMowb 8 NOHUMAHUU NOCTEOCMEULL NPUHAMO20 PeuleHUs)
Tayuenmka OonxicHa OblmMb 0CBEOOMIEHA O BO3MOICHOM G3AUMHOM GIUSHUU MYKOGUCYUOO3A U
bepeMeHHOCmU, PUCKe POoXCOeHUst pebeHKA ¢ MYKOSUCYUO030M. [Ipunumas 60 eHumanue Hanuyue
msadxceno20 Heoyea y mamepu, ciedyem YMOUYHUMb, KMO Hpu HeobXooumocmu, Oyoem oKa3vleéamb
nomows 8 yxooe 3a pebenkom. CyujecmeeHHbIM MOMEHMOM NpU MANCEIOM MeyeHuu 3a001e6aHUs.

A6/15emcs NIaHUposarnue 6yoywe2o 0Jisi pebeHKa.
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Bo epems bOepemennocmu OblXamenbHAsi CUCMEMA JHCEHWUHbL Npemepnesaem 3HAYUMENIbHbLE
anamomuieckue u YYHKYUOHAIbHbIE USMEHEHUSL

Iloovem ouaghpacmol 00 4 cm

Cuuorcennue OEJI, ©OE, OO

Yeenuuenue munymmuou eenmunsayuu

Pocm nompebnenus xuciopooa

T'unepcexpeyus u omex ciu3UCMOU ObIXAMENbHBIX Nymell (NpeumyecmeeHHo 6 mpemvbem
mpumecmpe).
CHudicenue n1e2ouHblx 00bemMo6 8 covemanuu ¢ bponxuanvrou oocmpykyueti (OPB1<50%) evizvisaem
3aKpvimue MeiKux OblxamenbHvlx nymet (<2 Mm) 80 8pemsi CNOKOUHO20 8bl00Xd, 00 OOCMUNCEHUS
JIe20UHOU cucmemol mouxku pasrogecus (m.e. oocmudicenuss @OE). Pannuii 3kcCnupamopHwiii KoJ11anc
npueooum K 3ampyOHeHUr) OMXONCOeHUsI MOKPOMbl V NAYUEHMO8 C MYKOBUCYUOO30M. B ciyuae
BbIPAINCEHHBIX OOCMPYKMUBHBIX HAPYUEHUL 8bICOKA ONACHOCMb PA36UMUs MyKOCMA3ad, 000CMmpeHUs]
UHpEeKYUOHHO20 npoyecca, a maxdxce uUMeHeHus Oup@y3uoHHo-nep@y3UuOHHbLIX OMHOUEHU U
Pazeumusi apmepuaibHoll SUNOKCEMUU.
Duepeemuueckue 3ampamvl opeaHusmMa mamepu U Ni00d, o3pocuiue 80 epemsi bepemenHOCmiu,
mpebyrom oononHumenvHoz2o yceoenus 300 kkan/cymxu. Buewmnecexpemopuas nedocmamouHocns
NOOHCENYOOUHOU Jicee3bl, NPUBOOAWAS K MAlbOuceCmuy U mMaibabcopoyuu, mpedyem ocoOeHH020
BHUMAHUSL K BONPOCAM NUMAHUA U 3AMECTUMENbHOU mepanuy y NayueHmox ¢ MyKOSUCYUOO30M B8O
8pems bepeMeHHOCmU.
Bo epems bepemennocmu yeenuuusaemcs 00vem YUpKyaupyiowel niaMbl, 4mo Hnpueooum K
VBENUYEHUI0 4aCmOombl CepOeyYHbIX COKpaujeHuti u yoapHoz2o obvema. Mexanuueckoe coagneHue
Pacmywum nio00oM HUNCHel NOJOU 8eHbl 8bI3bleAenl OONOJIHUMENbHOE YeenudeHue npeoHazpy3ku. V
NAYUeHmMoK, Cmpaoarwux MmaiCenol l1e2OYHOU NAMoao2uell, Mo MONCem NPUGecmu K pa3eumuro
JIC2OUHOU — 2UNepmensuy, nepecpysKe Npaevlx  Omoenos  cepoyd, pazeumuem  cepoeyHoll
Heoocmamounocmu [247,248].
Daxkmopul pucKa HcuzHeyZpoHcarowux 0Clo0HCHEHU
Haubonee 3nauumvim pakmopom, cHUdICAroOWum noKazamenu 8biHCUeaeMoCmu y poOUSUIUX HCEHUJUH,
sensiemcs unguyuposanue ovixamenvhulx nymeti Burkholderia cepacia complex.
Hpyeumu  gpakmopamu, onpedensouumu  HeOIACONPUAMHDBIL  NPOSHO3 NpU  OEepeMeHHOCmU Y
NAYUueHmMKU ¢ MyKOBUCYUOO30M, SGNAIONCAL:

Cruorcenue ODPB1 menee 50% om 0ondxcHozo

Huskuii nympumuenvlii cmamyc nayuenmxu, npudasnenue bepemennol  eece menee 4,5 ke

Jlecounas cunepmen3ust
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Hnpuyuposanue ovixamenvnoix nymeti Burkholderia cepacia

Caxapnoui ouabem [249].
o s onpeneneHusi pucka poxkJaeHHs peOeHKa ¢ MYKOBHUCIIHI030M, PEKOMEHOBAHO MPOBECTH
TCeHETUYECKOE MCCIIEOBaHME OYAyIIero oTia peOeHKa, TaK Kak B CIydae BBISIBICHUS Yy HETO MYyTalluu
B reie MBTP, puck poxaenus 6osbHOr0o pederka coctaBut 50% [247].
YYP-C,¥a1-5).
Kommenrapuii: ciedyem maxoice coobwums nayuenmke, umo o0azxce eciu pe3yibmam aHaiuzd no
8bIAGNEHUIO HAUOOIee YACbIX MymMayuli OmpuyamenbHulil, OCMAaemcs puck HOCUmMenbCmea 6mopvim
pooumenem pebeHKa Heu38eCmHoU mymayuu. B amom ciyuae neobdxooumo oanvHeliuee ceHemuieckoe
uccneoosanue 2ema MBTP. Eciu emopoii pooumenb He AG1demcs Hocumenem Mymayuu
MYKOBUCYUOO3d, MO pebeHoK 0Oydem 00IUamHbIM HOCUMeneM OOHOU U3 Mymayuii mamepu,
Genomunuyecku 300po8bIM.
o [TarueHTOK, MIAHUPYIOMIMX OepeMEHHOCTh, PEKOMEHJOBAHO BECTH MYIbTHUAMCUUILTMHAPHOM
KOMaHOW CHEIUAIIMCTOB B CBSI3M C TEM, YTO OEPEeMEHHOCTh I TMalueHTok ¢ MB sBisercs
JIOTIOJTHUTEIBHON HArpy3KOU MPU UMEIOLIEMCS] XpPOHUYECKOM 3a00JI€BaHUH, KPOME TOT0, HEOOXOJMMO
THIATENFHO MOJOMpAaTh JIEKApCTBEHHBIE Mpenapathl Mg Tepanuu MB ¢ yderom ux sddexTuBHOCTH
IS JKSHIIMHBI U 0€30MaCHOCTH s 110/a [247].
YYP-C, YA -5).
KommenTapuii: Hapsady c mabarooenuem u nedenuem y 6pada-nyibMOHON02A CAMOe NPUCMATIbHOE
BHUMAHUe clledyem YOelums oyeHKe HympumusHo2o cmamyca. OQbs3amenvbHa KOHCYIbmMayus epada-
ouemonoea. Ilpu neobxooumocmu Hasnavaemcs neyeonoe numanue.
Onmumuzayuu cocmosiHus 300p06bsi (nodasienue XpoHU4ecKou uHgexkyuu, yayuuienue @yHKyuu
BHeWwHe20 ObIXAHUS, KOMNEHCAyus caxapuo2o ouabema, adekeamHoe numauue U HOPMAIU3AYUS
npoyeccos nuwesapenus) nogvluiaem UWaHcbl Ha CKOpoe HACMYNieHue OepemMeHHOCmU U A815emcs
npoguraxmuxot obocmpeHus 0601e3HU, YMO NO3B0AAem CHU3UMb MeOUKAMEHMO3HYI0 HACPY3KY 6
nepeom mpumecmpe, 8 nepuoo op2aHo2eHesd.
JleyeHue MyKOBHCI[H/1032 BO BpeMsi 0epeMeHHOCTH
° PexomenoBaHo ajiekBaTHOE (B MOJTHOM 00BEME) JIeUeHUE MYKOBHCIIHI03a y TarmeHTok ¢ MB
U OEpEeMEHHOCTHIO, YTO SBISETCS OCHOBHBIM METOJOM MPO(HUIAKTUKH OCIOKHEHHOTO TEUEHUs
OepeMEeHHOCTH | JieueHHs (heToIIaleHTapHON HemocTaToOYHOCTH [247].
YYP-C, Y1 -5).
KommenTapuu: ocobennocmu ¢usuonocuueckoi adanmayuu K OepemMeHHOCMU, Y8eauuusaoujue

Haz2py3Ky Ha cucmemvl ObIXAHUSA, KpPOBOOOpaweHus, mpedylowue Y8eruueHus IHepeemuyecKux
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3ampam opeanuzmMa mMamepu, onpedensiton HeoOXo0UMOCHb 3HAUUMENLHO2O0 PACUWUPEHUSL NPOSPAMMbL
Jlewenust smotl epynnvl nayuenmox [247].

Heobxo0umo maxcumanvbho yeemuuums Kauiopaxnc CYmMoOYHO20 pAYUOHA OepeMeHHbIX, UCNONb3YA
BbICOKOKANIOPULIHbIE NUUjesble 000ABKU, NPOOOIICAMb 3AMECUMENbHYI0 (PepMEeHmHYI0 mepanur u
npu  HeoOXo0uUMoOCmu awmayuoHyro mepanuto. B cessu ¢ 6vlcokoill cmenenvlo NpOHUKHOGEHUS!
onoxamopoe Hj-peyenmopos uepe3 niayeHmapHulii Oapvep, PEKOMEHO0B8AHO 3AMEHUMb  UX
ueubumopamu. NPOMOHHOU NOMNbL.

J PekomeHnnoBano mpu HEOOXOJMMCTH Ha3HAYCHHS JICKAPCTBEHHOH Tepamuu OepeMeHHBIM
nanpueHtkaMm ¢ MB  ocymectBiasate  BeiOOop JIC B cOOTBETCTBMHM ¢ KiaccHdUKaIuei
(bapMakoJIOTHYECKUX TpEnapaToB IO CTEIEHM BO3MOXHOTO pHCKa Ui IUIOa C  IEJIbI0
npeaynpexaeHus perorokcuueckux 3ddexros [247,250].

YYP-C, Y1 -5).

KommenTapun:

Knaccugpurayus nexapcmeennoeo ywepoa onsa niooa:

Kamezopua A Puck mano eeposimen

Kamezopusa B B ucnoimanusix na jcugomuwix npenapam 6e38peoeH, KiuHudeckue UCnblmanus He
NnPOBOOUNUCH

Kamezopus C B ucnvimanusix Ha #CUBOMHbBIX OOKA3AH NOMEHYUATbHBLI PUCK OJIsl N100A, KIUHUYECKUe
UCNBIMAHUSL He NPOBOOUTUCD

Kamezopus D J[oxkazan nomeHyuanvbHulil puck 0Jisi n100a; KIuHU4eckuil agpgexm npenapama
npegvluiaen NOMEeHYUAIbHbIL PUCK 05 NA100A,

Kamezopua X Puck 0na nnooa 0oxazan u npesviuiaem jeyedroe oelicmsue npenapama.

U3 nepeuuciennvix epynn monvko npenapamovl epynnvl X NOIHOCMbIO UCKIIOUAIOMCS 60 6peMs.
bepemennocmu.

Jna neuenusi XpoHuuecko2o UHGUUUPOBAHUsL ObIXAMENbHbIX NYMel 30J0MUCTbIM CIAPUIOKOKKOM U
Heghepmenmupyroweu I pam-ompuyamensroti naiouxkol (NpeumyuecmeeHHo CUHecHOUHAsA UHGeKyls)
80 6pems bepemMeHHOCmU, He0DX0OUMO aKMUBHO NPOOOIHCAMb MADIEMUPOSAHHYIO, BHYMPUBEHHYIO U
UHEATIAYUOHHYIO AHMUOAKMEPUATLHYIO MEPANUIO.

K anmubuomuxam xamezopuu B omHocamcs 6ce npenapamvl U3 2pynnvl NEHUYULIUHOE U
yeghanocnopunos, a makxce MmeponeHem™*, — azumpomuyun**, — spumpomuyuH, asmpeoHam
(NpOMUBONOKA3AHUA: SUNEPUYECMEUMENbHOCTb)

K anmubuomuxam wxamezopuu C omuocamcs 6ce npenapamvl U3 2pynnvl GMOPXUHOLOHOS,
cynbhanunamuoos, a  maxdxce — umuneHem/yuracmun®*,  krapumpomuyun**, — cenmamuyun **,

gankomuyun **, 1unez01u0** (npomusonoxazanus: 2unepuy8cmeumenrbHOCmy).
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K anmubuomuxam xamezopuu D ommuocamcs 6ce npenapamvl U3 Spynnvl MempayuKiuHos,
AMUHOTUKO3UO08, KPOME 2eHMAMUyuHa™>, a makdce Cyib@anuiamuobl 6 MNo30Hue CpoKu
bepemennocmu.

Hueanayuonnas gopma mepanuu npuoopemaem ocobenHoe 3nauenue 60 epems OepemMenHoCmuy, max
KaK no3eojsiem 00CMmasisims npenapamsl 6 OPOHXUAIbHOe 0epedo, 8 MeHbliel CMeneHu No8blulds
NOPO208YI0 KOHYEHMPAYUIO 8 KPOBU.

Kenwunul, unguyuposannvie nepepmenmupyioweri I pam-ompuyamenvHou Gaopou, HyHcoaromes 6
npoGedenul  HeCKONbKUX KYPCO8 BHYMPUBEHHOU AHMUOAKMEPUATbHOU Mepanuu 3 8pems
bepemeHHOCIU ¢ Y4emoMm 803MOICHO2O pucka 01 niooa. Yawe sceeo npumensromes yepmaszuoum **,
yeghenum™*,  meponenem™**  (mpomusonokazanusi: - 2UNEPUYECMEUMENLHOCHIb) [247,250].
KuHe3uTepanus nanueHToOK ¢ MyKOBUCIIHI030M BO BpeMsi 0epeMeHHOCTH

o [Ipu GepemenHOCTH ManeHTKaM ¢ MB pekoMeHI0BaHO MaKCHMMalbHO MHTEHCH(DUIIMPOBATH
MIPUMECHEHHE MYKOJIMTHYECKUX MPEMapaToB U KUHE3UTEPANUN JIJISI COXPAHSHUS TPCHAXKHBIX (DYHKIIHN
OponxuansHOro aepesa [247,250].

YYP-C, Y1 -5).

KomMmenTapum: eorceonesnvle 3anamus Kunesumepanueu cieoyem HpoOoIXcamsv U 60 68pems
bepemennocmu. J[lvixamenvHble YNpadsCHeHUsi He OO0NHCHbI 6bl3bIBAMb VIMOMIEHUS UL OObIUKU,
NOPAOOK UX 8bINOJHEHUS Cledyem NPUCNOCadIu8ams K UHOUBUOYATIbHbIM O0COOEHHOCMAM NAYUEeHMKU.
Heobxo0umo obecneuumsv 803MONCHOCHb 6bINOIHEHUSL ObIXAMENbHBIX VAPANCHEHUU NPU PA3TUYHBIX
NON0JCEHUAX mena (Cuos uau Jnexca). dmum mpebo8aHusM COOMEEmMCcmseyom maxkue mexHUKU
KUuHe3umepanuu, Kaxk YUkl aKmueHo20 ObIXaHus U aymoeenHwlil Openadxc. Tepanus, ¢ nomouvio
ObIXAMENbHBIX MPEHANCEPOS, CO30AIWUX BUOPAYUU OPOHXUATLHOU CMEHKU U/UIU NOIOHCUMETbHOEe
oasjienue Ha 6bl0oXe, 8 MOM UYUCTe, C KOHMPOJeM U Pe2yiuposanuemM 3mo2o 0aeieHus (CneyuaibHvle
macku, PARI PEP I, PEP S cucmemuvl, Tpenasicep OvixamenvbHulli ¢ NepemMeHHbIM NOA0HCUMENbHbIM
oaenenuem Ha 6vi0oxe PARI 0o-PEP mun 018 (¢hrammep) u Op.); noseonsiem ygeaudums OpeHaA’CHbllU
apexm 8bINONHAEMBIX OLIXAMENLHBIX YAPAHCHEHUL.

Ediceonesnvie usuueckue ynpasicHenuss maxaice Yayuuiaom OpeHaxrc OPOHXUAIbHO20 depeaa,
00HAKO huzuueckas Hazpy3Ka He 00JIHCHA OblMb MAKCUMANbHOU, MAK Kak Ha ¢one nonudicenus POE
U nogvluleHuss NOMpeOaeHUs: KUCIOPOOAd CyujeCmayem OnacHOCmyb Pa3eumusi KUCIOPOOHO20 20100AHUS
0714 nnooa. B kauecmee ounamuueckux ynpaxcHeHutli MOJ}CHO peKOMeH008amy niasanue, 2UMHACIUKY.
B xomnnexc eumnacmuxu HeobXo00umo 8KII0UUMb YAPAICHEHUSL NO YKPENIEeHUI0 MblUiY MaA308020 OHA
[251].

Poanl
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o bepemennsiM ¢ MB pekoMeH10BaHO IUIaHOBOE POJOPA3PELIEHHE (IIPOrPaMUPOBAHHBIE POAbI)
BCJICJICTBHE HAJIMYUS TSDKEJIOTO OKCTPAreHUTAILHOTO 3a00JieBaHUs, OOYCIIaBIMBAIOIIETO PHCK
pPasBUTHs OCJOXHEHMH W BO3HUKHOBEHHS HEOOXOAMMOCTH SKCTPEHHOIO OKa3aHUs aKyIIEepPCKHX
nocodutii [247,250,252].
(YYP-C, Y11 -5).
KommenTapumn: poosl ciredyem eecmu uepe3 ecmecmeeHHble pOoO08ble NYMu ¢ MOHUMOPHBIM
KOHMpONeM 3a COCMOSHUEM POdCeHuyvl, cepoyebueHuemM niooa U Xapakmepom poooeou
OdesamenvHocmu. Ilpu mascerom meyeHuu OONE3HU HEOOXOOUMO OSPAHUYUMb ONUMENbHbIE U CUTbHbIE
nomyeu. C 3motl yenvio peKkoOMeHO08AHA INUZUO- UTU NEPUHEOMOMUSL.
IIposedenue kecapesa ceuenus y NAYUEHMOK € MYKOBUCYUOO3OM CBA3AHO C 6bICOKUM PUCKOM
UHDEKYUOHHBIX OCTIOJNCHEHULl, HAPYULeHUsT OPOHXUANbHO20 OpeHaxdcd U YCUleHUs OpOHXUATbHOU
obcmpykyuu. Oepanuvenue husuieckol aKMuHOCMU 6 PAHHEM NOCIeONEPAYUOHHOM Nepuooe u
Oonegvle  owyweHus,  nposoyupyemvle  Kauiiem,  3ampyoOHSIOm — OMX0XHCOeHUue  MOKPOMb.
Tepaneemuueckumu noxazauusimu ONisl  NPOBEOCHUS Kecapeda CeYeHUusl SGAIOMCS — HAnudue
CNOHMAHHO20 NHEEMOMOPAKCA 6 AHAMHe3e, ObIXAMEeNIbHAs HeOOCMAMOYHOCHb CO  CHUJICEHUEM
camypayuu Hudxce 92%, nokazamenu QyHKyuu sHewne20 Ovixanus menee 50% om 00NNCHbIX BETUUUH.
Axywepcxkue nokazanusi 011 AO0OMUHANLHO2O POOOPA3PeUleHUss: O0eKOMNEeHCUPOBAHHAs (emo-
nIAyeHmapHas. HeOOCMamo4HOCMb, OCMpPAsl 2SUNOKCUsL NA00d, YNOPHAsL CA1abocmb  PoO0BoU
OoesimenbHOCHU.
IIpeonoumumenvbHwiii Memoo 06e3001usaHus poo08 U Kecapesda cedeHus - INUOYPAIbHAsL AHeCme3usl.
ITocneponoBslii mepuoa

e [locne poxnenus pebeHka peKOMEHIOBAHO HE CHIDKATh HHTEHCHBHOCTD ITPOBOIUMON TEPAInHy,
TaK Kak 3a00Tbl 0 HOBOPOXKJICHHOM MOTPEOYIOT OT MAMEHTKU 00JbInX pusndeckux cun [247,250].
(YYP-C,¥Yaa-5).
Kommenrapmii: napywenue pedxcuma cHa, numanus, NOCMOSHHASL 3AHAMOCMb  3ACMABIION
nayueHmox npenedopezamsv pe2yiapHoll KueHumepanuetl, nponycKkams Kypcbl aHMUOAKmepuaibHo2o
Jledenus, Ymo npueoouUm K CHUMCEHUIO 8ecd, YXYOULeHUI peCRupamopHoll YYHKYUU.
K nakmayuu u epyonomy 6CKApMIUBAHUIO Y POOUNbHUY C MYKOBUCYUOO30M cledyem HNoOX0O0Uums
unousuoyanvho. bonvuwiuncmey maxux poounvHuy araxmayus ne npomueonoxazana. OOoHako npu
MANCENOM — medeHuu 3a001e6aHuss U  pa3sUmuu  aKyuepCcKux OCI0NCHEeHUll, Nompedo8asuiux
00CPOUHO20 POOOPA3PEUEHUsL, BOZHUKAIOM NOKA3AHUSL K 8bIKIIOUEHUIO TAKMAYUU.
Obcysrcoas ¢ nayueHmKou ¢ MyKoSUCYUOO30M ee JcelaHue Cmams Mamepbio, He00X00UMO YMOUYHUMDb,
8 KaKolu CmeneHu ujeHbl CemMbU 20MO8bl NOMOYbL 6 YX00e 3a peDeHKOM, MAaK Kak 3a60omul o

HOBOPONCOEHHOM NOMPeOYIOM OONbUUX PUUYECKUX CUTL.
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3.7 IIanauaTuBHAA MOMOIIL
Hanimamuenas nomowp  nayueHmam ¢  MYKOBUCYUOO30M — OKA3bIBAEMCsl HA — OCHOBAHUU

COOMBEMCMBYIOWUX HOPMAMUBHBIX OOKYMeHmos (cm. [Ipunosicenue A3).

4. MenMuMHCKAasA peadMIMTALIMA M CAHATOPHO-KYPOPTHOE JieYeHUue, MeIMLIMHCKUe
NMOKA3aHHUSI W INPOTHBONOKA3AHUS K TMPHMEHEHHMI0O MeTOA0B MeAULMHCKOM
peadmaMTAllMM, B TOM YHCJE OCHOBAHHBIX HA MCIOJb30BAHNHM NPHPOIHBIX
Jie4yeOHbIX (PaKTOPOB

Hayuenmam ¢ MB  pexomenOyemcsi  nposedeHue  UHOUBUOYATbHO — NOOOOPAHHBIX

PeaduIumayuOHHbIX MEPONPULMULL, HAYEJIeHHbIX HA N000epICcanie 1e204HOl QYHKYUU.

5. [IpopuiakTuka M AMCNaHCEpPHOe HADJII0leHHe, MeIUIIMHCKHE TIOKA3aHNsI U
NPOTUBONOKA3aHNS K IPUMEHEHUI0 METOI0B NPOPUIAKTUKHA

Cnoco6oB mepBu4HoOil npoduiaakruku MB — He cymecrByer. B kauecmge mep 6moOpuuHol
npouUIAKMUKU 21020 3aD0]1e8aAHUsL 8bICIYNAIOM.:
1) oopooosas ouacnocmuka u
2) neonamanvhas ouaznocmuxa MB.
. PexoMeHnayercsi BceM MalMeHTaM C MYKOBHUCIIMJIO30M, IUIAHMPYIOLUIUM JETOPOKICHUE,
KOHCYJIbTAIlMsl Bpaya-T€HETUKAa U MOJIEKYISIPHO-TEHETHUECKOe OO0CiIeIOBaHUE CYNpYyTu/cynpyra Ha
HocuTenbcTBO Mytanuii reHa CFTR. B ciyyae oOHapyXeHHs TaTOTeHHBIX BAPUAHTOB PEKOMEH/TYETCS
MpeuMILIaHTallMOHHOE TeHeThuueckoe TectupoBanue (I1II'T-M) na MB [2,74,90,246].
YYP-C, Y1 -5).
Ilpogpunaxkmuxa Ilceedo-bapmmep cunopoma
J PexomeH10BaHBbI crieyrone Mepsl 1yt npoduinaktuku [lcesno-baprrep cunapoma:
o CBoeBpeMeHHas TMarHOCTHKA MYKOBHUCIIHI032,;
o Hndopmuposanue poaureneit o cumnromax I[16C;
o KoHTposb ypOBHS 37IEKTPOIUTOB KPOBH OCOOCHHO y JIeTell paHHEero BO3pacTa;
o IIpodunakTrueckoe Ha3HAUYCHHE HATPHUS U3 pacueTa -2 MMOJIB/KI/CYT B BH/I€ TIOBAPEHHOM
conu (1/5-1/6 vaitHoit noxku npumepHo cootBercTByeT 15 MMosib NaCl), coneBbix pacTBOpOB,
npeHa3HAYCHHBIX IS TIEPOPAIbHOM peruapaTanuu [2].
(YYP-C, YA -5).
Baxyunauus
H3zeecmno, umo oemu ¢ MyKoSUCYUOO30M SAGNAIOMCI 2PYNNOU PUCKA NO PA3ZGUMUI0 UHQDEKYUOHHBIX

3a601e6aHUL U HOCUMETbCMBA MAKUX MUKPOOp2anu3mMos, kax S. aureus, H. influenzae, S. pneumoniae,
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MYKOUOHBIX U HeMyKououwvix popm P. aeruginosa u Burkholderia cepacia complex. Bwicoka
PACNPOCMPAHEHHOCMb CPeOU IMUX Oemell COnYmcmeayioujell XxpoHU4ecKol namoio2uu, ycy2yonsaowet
msdcecms medenus UH@eKyuu u npeopacnoiazaujell K 603HUKHOBEHUIO DA3TUYHBIX OCIOHCHEHUU.
Ipogpunaxmuxa ungexyuii y nayuenmos ¢ MB 00ondicHa ocywecmensimovcs He SnU300UYecKU, a nymem
NIAHOMEPHO20 BbINOJIHEHUSL MEPONPUAMULL, NPeOynpercoaomux pacnpocmpanerue uxgexkyuu, a
makdce mep, NOGLLUUAIOWUX O00WYI0 U  CHeYUPUUECKyl0  CONPOMUBIAEMOCIb  OP2aAHU3MA.
Dhexmusnvim  cpeocmeom 6 npedynpexcoeHuu UHQGEKYUOHHOU 3a06071e6AeMOCmU  A61Aemcs
BAKYUHONPODUIAKMUKA.
e PekoMeHJIOBaHO MPOBEJICHUE BaKIIMHAIIMKA COTJIACHO HAI[MOHAJIHHOMY KaJleHAApPI0 TPUBHBOK U
KaJCHIApI0 MPOPHIAKTHYECKUX MPUBUBOK MO JMUIACMUYSCKHM TOKa3aHUsAM. BaKIMHUpOBaThH JeTei
pexomenayercst B a3y peMuccuu, Ha GpoHe cTabMIBHOIO0 COMATHYECKOTO COCTOSHUS M MPOBOJIAMOM
Tepanuu [253,254,255,256].
(YYP-C, Y1 -5).
Kommenrapmii: npomusonokasanus: uHou8udyaibHasi HENEPEHOCUMOCHb.
- [layuenmol ¢ XpOHUYECKUM 2enamumom, 6 m.4. ¢ HAUUHAIOWUMCS YUPPO30M NeYeHU Mo2ym Oblmb
npUeUmMbvL 8 Nepuooe PemMuccul Uil HU3KOU AKMUSHOCMU 3a0071e6aHUs HA (QOHe BbIPANCEHHO20
CHUDICEHUSL YPOBHSL MPAHCAMUHA3 00 MAKCUMALLHO 00Cmudcumblx seauyun [255].
- Tepanus xopmuxocmepoudamu Oasi CUCMEMHO20 NPUMEHEHUSI NPUBOOUM K GbIPANCEHHOU
UMMYHOCYRpeCCUU TUldb NPpU UCHONIb30BAHUU BbICOKUX 003 (npeonu3onon™* >2 me/ke/cym unu 20
me/cym onsa pebenka secom >10 ke) 6 meuenue 14 oneii u 6onee. Takum demsam youmole 8aKyuHbvl
8800AMCSL 8 0ObIYHBIE CPOKU NO BbI300POGICHUU, HCUBbLE BAKYUHBL 66005IM He paHee, yem udepe3 |
Mmecay om OKOHYaHusi fevenus. Kak owcusvle, mak u UHAKMUBUPOBAHHbIE BAKYUHbI 66005M 8
00bIUHOM NOPsIOKe TUYAM, ROLYYAIOUWUM CMEPOUOHbIE Npenapamvl. KpamrkospemeHHo (0o 1
Heoenu) nodvle 003bl, KYpCamu OIUMENTbHOCMbI0 00 2 Hedelb HU3Kue uiu cpeonue (0o 1 me/ke
NpeoHU30I0HA™*) 003bl,; dIUMeNbHO nodoeprcusaowue 003vl (Hanpumep, 5-10 me npeonusonona™*
uepez OeHv), 8 Kauecmee 3amMeCmumenvHol mepanuu Huskue (gusuonozuyeckue) 003vl;, MECMHO:
HAKOJICHO, UHCATIAYUOHHO, 8 BUOe 2IA3HbIX Kaneib, sHympb cycmasa [255].
- Iayuenmam, KOmMopviM NIAHUPYEMCs NPOBeOeHUe MPAHCHIAHMAYUY OP2aHO8 (nedeHb, JecKue),
cnedyem npogecmu 8aKYUHAYUIO 00 NPOBEOeHUs. ONepayull, 6 Césa3U ¢ OAlbHeUM NPpUMEHeHUeM
YUMocmamuyeckol mepanuy no 0OWenpuHamsiM npu MpaHcniaHmayuu OpeaHo8 peKoOMeHOayusam
[253,255,257].
e PekoMeH0BaHa BaKI[MHAIMS MAlMEHTOB ¢ MB NpOTHB MHEBMOKOKKOBOW HMH(EKIIUH C IIETbIO
npeaoTBpaleHus HHPEKIUI, BEI3BaHHBIX S.pneumoniae[253,255,257,258,259,260,261,262,263]
(YYP-C, Y1 -5).
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Kommenmapuii: onsa saxyunayuu demeui 0o 2 nem ucnonvsyemcs [IHeeMOKOKK08as KOHBIO2UPOBAHHASA
saxyuna (IIKB — 13). Cxema 3asucum om 8o3pacma Hayaia umMmyHuzayuu. Baxyunayus npoeooumcs
CO2NACHO UHCMPYKYUU K NPEnapamy.

Y oemeii cmapwe 2 nem, sozmoosicno npumenenue Ilneemoxokkogoi noaucaxapuornou eaxyunwl (I111B
— 23) 00HOKpammo, ¢ NOBMOPHLIM 86e0eHUeM Yepe3 3-5 iem.

Bakyunayus e3pocnvix nposooumcs npu omcymcmeuu UMMYHUSAYUU NPOMUE NHEBMOKOKKOBOU
ungpexyuu I[IKB — 13, 3amem uepes 12 mecayes ésooumcs I1IIB — 23 ¢ pesaxyunayueti uepes 4-5 nem.
Ilpu yorce umeroweticsi npedjicHell 8aKyuHayuu NPoOmue NHeBMOKOKKo8ou ungexkyuu esooumcs I111B —
23, oonoxkpammuo, ¢ pesakyunayuet yepes 4-5 nem [260].

o PexoMenoBana BakIMHAIM TPOTHB TPUIINA C LENbI0 MPEIOTBPAICHHS] CE30HHOTO TPUIIA U,
COOTBETCTBEHHO, OOOCTPCHHSI XPOHHUYECKOI'O BOCHAIUTEIBHOrO mporecca B Jyerkux u OHIT y
narreHToB ¢ MB [257,262,264,265,266].

(YYP-C, Y1 -5).

Kommenmapuii: Bakyunayus npomue cpunna 6cex 803pACMHbIX 2pynn nposooumcs 3 u 4
BANICHMHBIMU UHAKMUBUPOBAHHBIMU 8aKyunamu I paz @ 200, oceHvio, 00 HaAuala dnUdeMuu cpunnd.
Lemsam dowkonvHo2o 6o3pacma, KOmopbvie NEPsvlll pa3 HAYAIU BAKYUHUPOBAMbCA NPOMUS SPUNNA,
He0bx00uMo 8gedenue 08yx 003 no 0,25 mn ¢ unmepsanom 4 neoenu.

Ilpu smom 6 Hacmoswee 8pems HeEOOCMAMOUYHO PAHOOMUSUPOBAHHBIX UCCAEO08AHUL,
OJokazvleaowux 3QdexmueHocms GaAKYUHAYUU NPOMUE CPUNNA, YMO CBA3AHO C HebONbUUM
KOIUYEC8OM NPOBEOCHHbIX UCCIe008AHUL U HUSKUM ux Kadecmeom. Ecmb neobxooumocms 6
nposedenun Ucciedosanutl bouee 8blcokoeo kavecmesa [266].

e PexkoMeHgoBaHa BakIMHALKSA MPOTHB TreMopuibHOW wHpeknuu Tuma b ¢ mensio
npepoTBpanieHus uHbekwii, Bei3Banubx H. influenzae [257,263,267,268,269].
(YYP-C, Y1 -5).
Kommenmapuii: nposooumcs MOHOBAKYUHAMU UL 8 COCMABE KOMOUHUPOBAHHBIX akyuH. [Ipunumas
80 GHUMAHUE BANCHOE KIUHUYECKOE 3HAYeHUe UHDeKYUll, 8bI36AHHbIX 2eMOpUIbHOU nanoukol muna b,
gakyunayusi nayuenmog ¢ MB Oonxcna Ovimb Hauama 6 MAKCUMANLHO PAHHUE CPOKU,
npeoycCMompeHHvle  HAYUOHANbHLIM — KaleHOoapeM NpPUBUBOK  (C  mpexmeciauno2o  603pacma),
mpexkpamHo ¢ uwmepgaiom 8 1,5 mecaya, pesaxyunayus nposooumcs yepe3 12 mecsayes nocie
mpemveti npueusku. Ilpu nauane eaxyunayuu 6 6—12 mecsayes HCuzHu 0OCMAMOYHO 08YX UHBEKYULL C
unmepsaiom 1-2 mecaya u pesaxyunayuu uepes 12 mecsayes nocie emopoti 003vi. llocre 2oda
BAKYUHUPYIOM 0OHOKDAMHO.
o PekoMenoBaHa BaKIMHAIMS TPOTHUB BETPSHOW OCHBI C IEIbI0 TMPEAOTBPAIICHUS JTaHHOTO

3a00JIeBaHUs U €ro ocoXHeHu# [253,270].
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(YYP-C, Y1 -5).

Kommenmapuii: eaxkyunayus Oemeiti ocywecmeisemcs ¢ 12-mu  mecayes HCU3HU COSNACHO
UHCMpPYKYuu no npumeneHuro npenapama. Takoice nokazano npogeodenue IKCMpeHHOU npoQuIaKmuxku
BeMPSHOU OCNbl KOHMAKMHBIX Oemell, He Npusumvix 6 meuenue nepsvix 72- 96 uacos nocie
KOHmMaKma ¢ 3a001e8uum 6empsHoLl OCHOLL.

Ocoboe 3nauenue ungexyuss Varicella zoster wumeem y nayuenmos nocie nposedenus
MPAHCAAAHMAYUY U  NOTYYAIOWUX NPenapamel 2pynnvl KOPMUKOCMEPOUObl Ol  CUCMEMHO20
npuMeHenus, Kpome mozo, ONUCAHbl NOBPEHCOeHUs 1e2KUX Ha ¢hoHe 3a00nesanus 6empsHOLU OCHOlL 8
NONYNAYUU 83DOCTBIX NH0O0EU.

o PexoMenoBaHa BakIIMHAIMS MPOTHB MEHUHTOKOKKOBON MH(EKIIUU C IEeNbI0 MPEAOTBpAILeHUs
MEHUHTUTOB U €ro ocioxueHui [271].

(YYP-C, Y1 -5).

Kommenmapuii: oonyckaemcs nposedenue NOAUCAXAPUOHBIMU U KOHBIOSUPOBAHHBIMU BAKYUHAMU )
8cex 803pACMHbIX 2PYNN, 3ape2ucmpuposanHuimu Ha meppumopuu P®. Cnedyem umems 6 8udy, 4mo
npuMeHeHue NOIUCAXAPUOHBIX GaKYuH y Oemel 00 2 jem modcem Ovimb Hedhpexmuenvim. Ilpu
HAIUYUY NpedtcHell 6aKyuHayuyu oemetl NOIUCAXAPUOHOU BAKYUHOU Cledyem Nposecmu pesaKkyuHayuo
KOHBIO2UPOBAHHOU 8aKYUuHOU uepe3 12 mecsayes. Baxyunayus npogooumcs co2iacho uHCmpyKyuu no
npuMeHeHUo npenapama.

o PekoMeHj0BaHa BakIMHAIMS TPOTHB remaThTa A W Temaruta B ¢ Ienpio MmpeaoTBpamieHus
JaHHBIX 3a00JIEBaHUH, YUUTHIBAs HAJTMUYUE TOPAXKCHUH MTEUeHH B paMKaX OCHOBHOM matosioruu [253].
(YYP-C, Y1 -5).

Kommenmapuii: eaxyunayus npo8ooumcst CO21acHo UHCMPYKYUuy no npuMeHeHuio npenapama.

o PexomeH10BaHa BaKI[MHAIIKS TIPOTUB POTABUPYCHOW HHMpeKIHH [272].

(YYP-C, Y1 -5).

KommenTapuii: gakyunayus nposooumcs co2nacHo UHCmMpyKyuy no NPUMeHeHuto npenapama.

e PekxoMmeHI0BaHA MAcCHBHAs WMMYHH3AIUs TPOTHB PECHUPATOPHO-CHHIIMTHATHLHOW BUPYCHOM
unpexuuu (PC) ¢ uenpro mpeaynpexaeHus TsHKeIbIX (opM OCTphIX OPOHXHOIUTOB y aeTet ¢ MB
[272,273].

YYP-B, Y11 -2).

Kommenmapuii: pexomenoosano npumenenue npenapama Ilanueuzymad™* — 2ymanuzuposanHvie
MOHOKIOHANbHbIE anmumena K 6enxy cauanus (benox F) PC — supyca, 1 pas 6 mecsay neped Hauaniom
snudemuyeckozo noovema PC-eupycnou 3aboneéaemocmu, KOMOPbL HAYUHAEMCs 6 Hosa0pe U

npoooaxcaemcs 00 anpens (4—5 egedenuil 3a snudemuyeckuti ce3on). QOHaKo Ol OKOHYAMENbHO2O
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peuteruss 00 OOHO3HAYHOU Yeneco0OPa3HOCMU OAHHO20 BMeulamenbCmea HeoOX00UMO NposedeHUe
oanvHeliwux ucciedosanuti [274].

IMpoduiaakTuka acneprumiiiesa
° PexoMeH10BaHO MPUHUMATH MEPhI 10 MUHHUMHU3AIMK BEpOsITHOCTH nHpuuupoBanu Aspergillus

SPP., B CBS3MU C TE€M, YTO AAHHBIN MATOTE€H PACHPOCTPAHEH IMOBCEMECTHO, MOCTOSHHO MPHUCYTCTBYIOT B
BO3JlyXe BHEIIHEH Cpelbl U BHYTPH IOMEIICHUN, a IMOJHOCTHIO HCKIIOYUTH KOHTAKT IAlUEHTa C
MHUKpPOMHUIIETaMH HeBO3MOXHO. L{enb BMemarenscTBa — npeaynpexaeHune ABJIA u XAJl [2].
(YYP-C, Y1 -5).

Kommenmapuu: nayuenmor ¢ MB He 00101cHbl HAXO0UMBCA 8 HCUNLIX U OOLHUYHLIX NOMEUCHUSIX,
nopasiceHnvix niecenvlo. Heobxooumo cnedoumsv 3a cobnooenuem memnepamypHo-8ladCHOCHHOZ0
pedcumMa 8 nomeujeHusx, He 0OnycKams Npomeyex, aeapuil, 3amonieHull nooeanoe u m.n. B ciyuae
nosA6IeHUsl NPUSHAKOB NIECeHU 8 NOMewjeHUsX Heobxooumo nepesecmu nayuenmos ¢ MB & Opyeoe
nomewgenue. J[nsa 1uKeuOayuu nocie0Cmsull NOSAGNeHUs: NieceH 8 30aHUAX HeoOX00UMO 6bls8UMb U
VCMPAaHums NPUYUHY NOSGNEHUs CLIPOCMU 8 30aHUU, NpPo8ecmu NPOCYWKY U 00pabomky 04azos
OuonospedcoeHuli cmpoumenbHblMu OUOYUOAMU, AKMUBHBIMU NPOMUSE 2PUOOS.

B xeapmupax nayuenmos ¢ MB, a makoce 601bHUUHBIX NOMEWEHUAX U NOJUKIUHUKAX, He OOJHCHO
ObIMb YBEMO8 8 2OPUIKAX, 3UMHUX ca008 U np. B ceazu ¢ mem, umo 6orvuioe koaruvecmao cnop epubos
npucymcmeyem Ha 4acmuyKkax nwuliu, Heooxooumo uzbezams Konmaxma nayuenmos ¢ MB ¢ nuiiwio,
MuamenbHo HPOBOOUMb GILANCHYIO YOOPKY NOMEUJeHUl.

Iayuenmam ¢ MB cnedyem uzbecams mecm ¢ 60160l KOHYeHmpayueu cnop epubos 6 OKpyicaroujell
cpede  — napxu, caovl, Jeca, Mecma CKONWIEHUS pasla2aruuxcs OpeaHUYecKux 6euecms
(KoMRoCmHble Macchl, HUWAA Opesecund, mpasa), 3epHOXPAHUIUWA, CMPOoUmenbHbvie NI0WAOKU,
nomewjeHuss ¢ MmeKywum pemMOoHmoM, He cledyem pabomams 6 maxkux cgepax, Kak cado8o0Cmeo,
3emnedenue,  CMpoOUmMenIbCmMeo, npedvleamb 6 CReYUATUSUPOBAHHBIX NOMEeWeHUsX (KOHIOWHU,
KYPAMHUKY U m. 0.).

Iayuenmoi ¢ MB He 0011cHbl UCNOIL306aMb 8 NUWY NOOZHUBUIUE UTU 3aNeCHeselble 080U, 2000,
@pykmol, mak Kaxk 6 npoyecce KOHMAKMA B03MONCHA UHCAUPAYUSL CNOP MUKPOMUYMO8, 0OcemeHeHue
KOJiCU U 00edHCcObl NayueHma.

Ilpu napywenuu npasun skcniyamayuu Aspergillus spp. mozym nopasxcams cucmemvl 8eHMUIAYUU,
nOOMOMY  Cledyem  CB0EBPEMEHHO  OOCIYIHCUBAMb U OCYWECMEIamb — 3aMeHy  (Quibmpos

KOHOUYUOHEPOS.

6. OPTAHU3AIIMSI OKA3BAHUSA MEJIUIIMHCKOHN IMMOMOIIH

154



Ilpu okasanuu MeOUYUHCKOU NOMOWU NAYUEHMAM C  MYKOBUCYUOO30M HEoOX0OUMO
UCNONBL3068AMb MYTLIMUOUCYUNTUHAPHBIN NOOXO00, YMO 00YCI0BNEHO KAK MANCECMbIO COCMOAHUSA, MAK
U NOpadiceHuem pasiudHsix opeanos u cucmem (Ilpunoscenue I°7).

Beoenue nayuenmos ¢ MB npednoumumenbHo npogooums 6 Cneyuaiu3upo8anHulxX YeHmpax
(kabunemax unu omoeneHusx mMykosucyuoosa). Ciedyem ucnoibosams CMayuoHapo3amewarouue
MEeXHONI02UU.

Hunamuueckoe HabaooeHue 6 amOYIAMOPHO-NOIUKIUHUYECKUX YCI08UAX NPU OKA3AHUU
NEePEUYHOL  MEOUKO-CAHUMAPHOU NOMOWU  OCYUecmensem 6pad-neouamp yiacmrosviil (8pau-
neouamp, uiu 8paq-nyIbMOHONI02, UTU 8PAY 00Uell NPAKMUKY, KOMOpble NPOULTU COOMEEMCMEYIOUWULL
memMamuyeckuli Kypc 8 pamKax NpOcpAMM HeNpepul8HO20 MeOUYUHCKO20 00pAa308aHus, a mMakice
umerom Onvlm 6e0eHus NAYUeHmos8 ¢ OAHHOU HO3002uell, KOHCYIbMayuu CHeyualucmos — no
NOKA3AHUAM) C YACMOMOU, ONpeoessieMOu MNCECMbI0 COCMOSHUS NAYUEHMA U UMEIOUUMUCS
ocnodicnenusmu oonesnu (1 paz 6 1-3 mecaya uiu no noxaszaumusm). Bnepgvle OuazHocmuposaHvie
demu uiu nNAyuewmvl ¢ MANCENLIMU Gopmamu 3a001e6aHUss OOJNHCHbI HAOMO0AMbCA  dawe
(edcemecsiuHo), nayueHmovl ¢ €KUM UlU amunuyHolmM meyenuem MB mocym nabarooamvcs pedsice
(kaorcovle 3-6 mec.).

Habnwooenue 3a nayuenmom u KOHMpPOIb COCMOSHUSL HEOOXOOUMO OCYUWeCMEIsiMb PeSYIsPHO 6
VC08UAX OHe8HOo20 cmayuoHapa. I ocnuanuzayus nposooumcs no nokazanuim (Ilpunosxcenue 1'10) 6
KPY20CYMOUHbIIL CIMAYUOHAD (8 NYTbMOHONI02UYECKOe, UHDEKYUOHHOe U UHOe OmOeNeHue, 8 Wmame
KOMOpo2o ecmb CReyuaiucmol, umerwue Onvlim 6e0eHus NAYUEeHMO8 ¢ OAHHOU HO30102Uell).
THayuenma cocnumanuzupyrom 6 naiamy ¢ y4emom noOMeEEPHcOeHHO20 paHee MUKPOOUOIOSULECKO20
netizadxca (ocobenno ons P. aeruginosa, B. cepacia complex, MRSA, Stenotrophomonas maltophilia,
Achromobacter spp., HemyOepKyne3HblX MUuKOOaKmepuul, XpOHUYECKUUl acnepauiiesda), npu
BO3MOJICHOCIMU — UHOUBUOYANLHBILL OOKC. B 3aeucumocmu om cocmosiHus nayueHma CcpoK
2ocnumanuzayuu modcem cocmagums om 4 00 21 owusi.

Iayuenmor ¢ MB, Hyscoarowuecss 6 CMAYUOHAPHOM JeYeHUU 6 PAMKAX NepPeUYHOU
CReYuanu3UpOBAHHOU MEOUKO-CAHUMAPHOU NOMOWU, HANPABIAIOMC NO MEOUYUHCKUM NOKA3AHUSIM 8
nYIbMOHONI02UYECKOe, UHPDEKYUOHHOe Uy uHoe omoenenue (no noKa3auuaMm, yCio8us — YKA3aHbl
gvllle) MEOUYUHCKOU Op2aHU3AYUU BPAYOM CKOPOU MeOUYUHCKOU NOMOWU, 6paiomM-neouampom
VUACMKOBbIM, 8PAYOM-NYIbMOHOIO2OM UTU UHBIM CHEYUATUCIOM AMOYIAMOPHO-NOJUKTUHULECKO2O0
36eHd.

Ilayuenmog ¢  MYKOBUCYUOO30M, HYHCOAIOWUXCA 6  OKA3AHUU  CHeYUualusupo8aHHouU

MEOMMMHCKOZZ nowowu, 6 mom uucie 6blCOK0m€XHOJZ02M'-tHOZZ, 6 CMmMAyuOHApPHbLIX YCIOBUAX, NO

155



MEOUYUHCKUM — NOKA3AHUAM — HANpAGNAIOmM 8  coomeemcmeyoujee omoenieHue MeOUYUHCKoU
opeaHuzayuu pay-nyiIbMOHONI02 ULU 8PAYU-NEOUAMP.

Mapwpymuzayus nayuenma 0emcKko20 603pacma 60 63POCAYI0 CeMb — 80 83POCAbIU YEeHmpP
MB, ocywecmensemcs k 18 cooam.

Tayuenmol ¢ MyKOBUCYUOO30M NOTLYYAIOM.:

- 8 pamKax nepeuyHol MeOUKO-CAHUMAapHOU NOMOWU — NIAHOBYIO U HEOMIONCHYIO
amoy1amopHO-NOIUKIUHUYECKYIO U NEPBUYHVIO CHeYUATUSUPOBAHHYIO NOMOWb (COOMBEMCMBYIOue2o
npouns, no NOKA3AHUAM U 8 3d8UCUMOCMU OM MANCECMU COCMOSAHUA, A MAKice CKOPYIO
MEOUYUHCKYIO NOMOWUWD);

- 8 PAMKAX CReYUANU3UPOBAHHOU MEOUYUHCKOU NOMOWU — CREYUATUSUPOBAHHYIO, 8 MOM YUCTe
8bICOKOMEXHONIO2UYHYIO MEOUYUHCKVIO NOMOWb, 8 COOMBEMCMEYIOUUX VCI0BUAX OHEBHO20 UNU
KpY210CYMO4YH020 CMAYUOHApPa.

Ilpu nanpasnenuu 6 omoenenue (YeHmp uiu KaOuHem) MYKOSUCYUOO3d, 8PALOM-NeOUampom
VUACMKOBbLIM UNU 8PAYOM OpPY2OU CHREYUAIbHOCMU NPeooCmAasisaemcs: 8blNUCKA U3 amOyIamopHOLU
Kapmul (ucmopuu 601€3HU) ¢ YKA3aHUeM NpedsapumenbHoco (Ui 3aKI0YUmMensHo20) OudeHo3d,
cCOnymcmeylowux —3a001e8anuti, a mMaxdce UMEIWUXcs pe3yibmamos 1aO0pamopHulx U

DYHKYUOHATbHBIX UCCTIE008AHULL.
I[IpaBuia npopuIaKTHKU NepeKpecTHOH HHPEKIUN NP MYKOBUCILIMA03€
[2,252]
1.
1.

Oprannsanus oxka3anus nomomu nanuenram. Ilpoguiaakruka nadexknnn.
O0mme Mepbl NPOPUIAKTHKH

e Mepbl 10 U30JIAINH OMOTOTUYECKUX KUAKOCTEH (MOKpPOTa, KPOBb) marueHTa ¢ MB.

o Jlesundexius 060pyI0BaHUS WU TPEIMETOB, KOTOPHIE MOTYT OBITh 3arpsi3HEHBI JKUJIKOCTSIMH U

BBIACIICHUAMMU.

L4 CTpOF oc CO6HIOI[€HI/IC MCp MPEAOCTOPOKHOCTH MCAUITMHCKUMHU pa6OTHI/IKaMI/I IIpU KOHTAKTC C

nanuedTamMu ¢ MB:

— WCIOJIb30BaHWE OJIHOPA30BbIX MEIUIIMHCKUX MepyaTokK, o0paboTka (QOHEHIOCKOIA,
MyJIBCOKCUMETPA H T.JI.
— UCTIOIh30BaHUE OJHOPA30BBIX MEIEHOK 711 OCMOTpA.

— HCIOJIb30BaHKUE OJJHOPA30BBIX XaJlaTOB MpPU pabOTe ¢ MalMeHTaMHU, TPEOYIOIUMH COOTI0ICHUS
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Mep koHTakTHOM wm3ossmuu (B. cepacia complex, MRSA, mynastupesucrentHas P. aeruginosa,
Achromobacter spp., HTMB), u Bo BpeMsi KHHE3UTEpaIuu.
— UCIIOJIb30BAHUE OJJTHOPA30BBIX AHTHOAKTEPUATIBHBIX (DHIBTPOB IIPU CITUPOMETPHH.

KonrakTel Mexy nanrentTamu ¢ MB 1051KHBI OBITh CBEJICHBI K MUHUMYMY.
['uruena pyk MeIMIMHCKUX PaOOTHHUKOB:

1. MbIThe U Ae3uH(pEKIUs PyK IPOBOAUTCS:
— M0CJIE€ CHATHUSA NIEPUYATOK.
— 10 Y IIOCJIE KOHTAKTA C Mal[UEHTOM.
— II0CJIE KOHTAKTa CO:
— CJIM3UCTBIMU [TALIUEHTA.
— MOKpPOTOH IalMEHTA.
— IIpeAMETaMHU, 3arpA3HEHHBIMU MOKPOTOM ITALMEHTA.
— JIbIXaTeJIbHBIM 000PYI0BaHUEM, KOTOPBIM IOJIb30BAJICS MALUEHT.
Vcnonp30BaHue CIMPTOBBIX aHTHCETITUKOB (B BUJIE cali()eTOK, B IUCIICHCEPax) B KAOMHETaX U B

o0mieM Kopuaope.

MeaunuHcKue pa60THI/IKI/I, HETIOCPCACTBCHHO KOHTAKTHPYIOIIUEC C [TAIUCHTAMHU, HC NOJIKHBI

HCIIOJIB30BaTh HAKJIAJHBIC HOI'TH.

Hcnons3oBaHue epyuaToxk HeO6XO,Z[I/IMO IIpU: KOHTAKTEC C MallUCHTaMU, Tpe6y'IOIJ_[I/IMI/I HU30JIAINH,

KOHTAKTC C MOKpOTOﬁ HJIM KPOBBIO ITAITUCHTA

Hcnonn3oBanne OJHOPA30BBIX IICJICHOK, XajJlaTOB, MACOK, 3alllUTHBIX OYKOB: IIPHU KOHTAKTEC C
6OJ'IBHBIMI/I, Tpe6y10H_II/IMI/I H30JIAUH, IPHU KOHTAKTC C MOKpOTOI\/'I namucHTa (HpI/I APCHAXKE,

acrupalnuu, OCMOTpe NalMeHTa ¢ IPUCTYNO0Opa3HbIM KalllJIeM) HJIM IPU KOHTAKTe ¢ KPOBBIO.
['uruena pyk nanueHToB:

706pa60TI<a CIIMPTOBBIMHU aHTUCCIITUKaAMU (B HECKOJIBKHUX KIIMHUYCCKUX HMCCICAOBAHHUAX
IIOKa3aHo, 4TO 06pa60TI<a CIIMPTOBBIMHU  AHTUCCIITUKAMU  YAATACT 6aKTepI/II/I C PyK
3(b(I)CKTI/IBHCC, 4YCM MbBITBEC PYK C QaHTUCCOTUYCCKUM MLIJ'IOM). Ecimu ecth BUIHUMOC
3arpsA3HEHUE, TO UCITOJIB3YIOT MBIJIO U aHTHUCCIITUK.

—II0CJIC ITYJIbCOKCUMETPHH.

—IIOCJIC€ KOHTAaKTa ¢ MCAUIIMHCKHM O60py,Z[OBaHI/IeM.

—IIOCJIC ITPOBCACHNA KUHC3UTCPAIINU.
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—IOoCJie TIOCEIICHUS CaHy3a.

—[0cJIe IpUeMa BPayoM.
[Ipenmers! (rnatku, candeTkd, Mackd, OAHOYKU M Jp.), 3arpsS3HEHHbIE MOKPOTOW MalUMeHTa,
ToJDKHBI yTuinu3upoBathes corsiacHo CanlluH 2.1.7.2790-10 «CanutapHO-311MIEMUOIOTHYECKUE

Tpe60BaHI/I5I K 06pameHmo C MCAUMIITMHCKHMMHU O0TXOJaMM» KaK OTXOAbI Ki1acCa b.

Je3undexnns B aMOy1aTOPHBIX YCI0BHUAX

OobopynoBanue:

CriupomeTpsl — BHYTPEHHUE MEXaHU3MBI allliapara He CTEPHIIU3YIOTCS, He Je3UHPHUIUPYIOTCS.

O6pa60TI<a Typ6I/IHbI WM JaTYUKa IIPOU3BOAUTCA B COOTBCTCTBUHU C

MHCTPYKLIHMEH U3TOTOBUTENS, 003aTeIbHO HCII0JIb30BAaHUE OJTHOPA30BbIX aHTHOAKTEpHUATbHBIX
(GUIBTPOB, NPEANOYTUTEIbHBI OHOPA30BbIE 3aIYOHUKH WM CTEPUIN3ALMs MHOTOPa30BbIX. Y
MAIMEHTOB, NOIIEKAIMX MEpaM KOHTAKTHOM M30JISIUH, CIIHPOMETPHS 10JIKHA IPOBOIUTHCS Ha
otnenbHOM annapare. Kareropus A

[TynscokcumeTpsl — 00paboTKa pyK CHMPTOBBIM aHTUCETITUKOM ITOCIIE HCTIOIb30BAHMUS.

KI/IH63I/ITepaHCBTI/I‘IeCKOC o6opyz[0BaHHe, MsAYU, MAaHKETAa TOHOMCTpaA O6pa6aTBIBaIOTCH

Ne3UH(OUIPYIOLTUMU CPEJCTBAMH.

He6yna1713ep},1 N ObIXAaTCJIbHBIC TPCHAXKCPBI JOJIPKHBI OBLITH TOJIBKO HHIAWBHUIYAJIBLHOT'O

HUCIIOJIB30BaHMA.

TBepabie mOBepXHOCTH (TUTAHOBBIE TEKYIUE YOOPKH, a TaK)Ke yOOpKa Mociie OKOHYaHUS ITpremMa

MalUEHTA).

O6paboTka hoHEHAOCKOMNA MOCIIE KKIOTO OCMOTpA MallMeHTa.

BrisiBiIeHM e MCTOYHUKA, TyTell U (PAKTOPOB IepeIavu.

Bpayam-0akTepuoJioraM 1 BpauaM-31uAeMH0JI0raM:

IpY MEPBUYHOM BBISBICHUHU y nanenta ¢ MB Bcece, Achromobacter spp., MyIbTHPE3UCTEHOTO

kioHa P. aeruginosa u MRSA, a Takxe Mpu BBISIBJICHUH HOBOTO T'€HOTHIIA HEOOXOJUMO TPOBOIMTH

AMUJEMUOJIOTHYECKOE pAacCleJOBAaHUE C II€JbI0 BBISIBIICHUS WCTOYHWKA WHQEKINH, (HaKTOPOB

nepeayu, a Tak)ke KOHTAKTUPOBABIINX MAalMEHTOB ¢ MB.

IIpU BBIABJICHUU HUCTOYHUKOB H (I)aKTOpOB I/IH(I)CKI_II/II/I Tpe6yeTC$I IMPOBECTU AOMOJHUTCIILHBIC

,Z[GI\/'ICTBI/ISI, HanmpuMmep, U30JA0UI0 TOCTIMTAIIU3UPOBAHHOI'O IMMAIIUCHTA C MB, T.C. HICTOYHHUKAa I/IH(beKI_[I/II/I,
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BHEIUIAHOBIO MPO(UIAKTHYECKYIO JIe3UH(MEKIUI0 OOJBHUIIBI, a TaKXe MHUKPOOHOIOTHYECKOE
o0cieToBaHNEe KOHTAKTHPOBABIIUX MAIIHCHTOB.

. JUISL BBISIBJICHHST HUCTOYHMKAa WH(EKIMU U (PaKTOpOB IMepenadn HeoOXoaumMo coOparth
SNUAEMHUOJNIOTMYECKUA aHaMHE3 U TPOBECTH BHYTPUBHJIOBOE THUIHUPOBAHUE  BbIJACIECHHBIX
MHKpPOOpPraHu3MoB. [Ipu 3TOM UCXOIUTh U3 MPEAONIOKEHH S, YTO mTaMMbl Bee, Achromobacter spp.,
P. aeruginosa u MRSA, BblIeeHHBIE OT HMCTOYHHKA HMH(EKIMH, C OOBEKTOB BHEIIHEW CpEJbl,
SABIIIOIIUXCS  (aKTOpaMu Tepeladu, M OT obOciueayemMoro mnamweHta ¢ MB, 10KHBI OBITH
UJCHTUYHBIMU 110 (EHOTUIMUYECKUM U T€HOTUITUYECKHM CBOHCTBAM.

o 6akrepuu Bcc m Achromobacter spp. tunupoBaTh MOJEKYJISIPHO-TCHETHYSCKUMH METOIAMHU,
TaK Kak TUIUPOBAaHHWE MO (PCHOTUIMYECCKHM CBOWCTBAM HWMEET HH3KYIO JIHUCKPUMHHAIIMOHHYIO
CIIOCOOHOCTH. JIJIsT OTIepaTHBHOTO aHAIN3a M BBISIBIICHUS MCTOYHUKA HCIIOJIB30BATh OBICTPHIE METO/IBI,
ocHoBanHbIe Ha [11IP wiu apyrue MeTo sl THTUPOBAHUSL.

o TeHETHYECKOE THITMPOBAHKWE HA JAHHOM JTarle MOTYT BBIMOJIHATH JIAOOPATOPUH CTAlIMOHAPOB,
ucrnonb3yroume B cBoeil npaktuke meron [TLP.

o P  HEBO3MOXXHOCTH BHYTPUBHUIOBOTO THUIUPOBAaHUS B JA0OPATOpPHHM CTallHOHApA IS
TeHOTUITUPOBAHUS HANPABIATH U30JIATHl OaKTEepuil B CHENMATU3UPOBAHHBIE J1A0OPATOPHH, UMEIOIINE
00opyoBaHUE JIJIsi MOJICKYJIIPHOTO TUITMPOBAHHUS.

o B CIEIMAIM3UPOBAHHYIO TaOOPATOPUIO CIIEAYET HAMPABIATh:

- Bce usouAThl (Bee, Achromobacter spp., myromupesucmenmusie P. aeruginosa u MRSA), BriepBbie
BBIJICTICHHBIC OT KKJIOTO MAaIlMeHTA;

o 10 KpaiftHeW Mepe, 1Mo ogHOMY u3oisity Bcee, Achromobacter spp., myromupesucmenmmnozo P.

aeruginosa u MRSA B 1o 0T KaX/I0T0 MaI[HeHTa,;

L4 000 HU30JIAT, HO,Z[OSpI/ITCJ'IBHHﬁ Ha BO3MOXHYIO CBA3b CO BCIIBIIIKON HIIH TpaHCMHCCHCﬁ

MCKAY NalUCHTaMU;

L4 TpaMOTPHULATCIBHBIC  KOJIUCTHUHPC3UCTCHTHBIC  MHUKPOOPTraHU3MBbI, KOTOPBIEC HC ObLIH

I/I,Z[CHTI/I(I)I/II_[I/IPOBaHLI OKOHYATCJIbHO ITOCJIC PYTUHHOI'O aHAJIN3a WKW IIPU COMHUTCIIbHBIX PE3YyJIbTaTax.

J JIOCTaBKa HM30JIATOB JOJDKHA OCYILECTBIIATHCS MAaKCHUMAaJIbHO OBICTPO € COOJIIOJEHUEM MEp
Ouosornyeckoil 0e30MacHOCTH, TPHUMEHSEMBIX IPU YIIAKOBKE M TPAHCIOPTUPOBKE IITAMMOB
MUKpPOOPTraHU3MOB corylacHO caHuTapHbiM  npasuinam  CIT 1.2.036095. IlltaMMbl  JOJKHBI
COIMPOBOXAATbCA HAIMpPaBJIEHUEM, COJEpX allUM HH(OPMALMI0O O TMAalUeHTe, O MpeAnoJaraeMbix

HUCTOYHHUKAX U q)aKToan PUCKA KOJIOHU3AIIMKU JaHHBIM MUKPOOPIraHU3MOM.

° Ha OCHOBAHUHU [MJAaHHBIX THUIHUPOBAHUA PCKOMCHAYCTCA OCYIICCTBIIATH CJIICXKCHUC 3a
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JTUHAMUKOU PAaCTIPOCTPAHCHHS Cpear MarueHToB MB KIIOHOB, MMEIOIIMX SMUACMHUYECKOE 3HaUCHUE, a

TAKIKC OLCHUTH HUPKYJIIIUIO MCXKAYHAPOAHBIX SITUACMHUYCCKUX KJIOHOB.

MOHMTOPUHT AHTHOMOTUKOYYBCTBUTEIBLHOCTH.

Kpome noareeprkaeHue MpruHAUISKHOCTH IITaMMOB K Bee u Achromobacter spp. ¢ momormipto
MALDI- TOF wunu MONEKyaspHO-TEHETUYECKMM METOJOM U BHYTPUBHIOBOTO THIIMPOBAaHUS B
pedepeHc-1abopaTopuu JOJKHO TPOBOIUTHCS TAKXKE ONPEICICHNE aHTUOMOTHKOYYBCTBUTEILHOCTH U
MOHUTOPUHI aHTUOMOTUKOPE3UCTEHTHOCTH (Tabsuua 5), MOJIEKYISIpHO-TeHETUYECKUI MOHUTOPHHT 32
HonyJsinue Bo30yauTelss - CEKBEHHPOBAaHUE BO30yAMTENEH, MCCIeI0BaHME MMKPO3BOJIIOLIMOHHBIX
IIPOLIECCOB, CIIEKEHUE 32 U3MEHYMBOCTHIO BO30YIUTENEH, a TAK)KE€ HEOOXOAUMO CO3/1aHUE U BEJICHUE
0a3 TaHHBIX BO30yAUTENCH.

B Tabmuue 27 mnpuBeneHbl aHTUMUKPOOHBIE IIpenaparbl, PE3UCTEHTHOCTh K KOTOPBIM
OCHOBHBIX B030ynuTeneil XpoHUYecKol MH(EKLIUH JETKUX y HanueHToB ¢ MB sBisieTcsl KIMHUYECKU
1 3MMJIEMUOJIOTUYECKU 3HAUMMOMN U MOJIEKUT MOHUTOPHUHTY.

Tabnmunma 27. AHTUMHKpPOOHBIE Ipenaparbl, PE3UCTEHTHOCTb K KOTOPBIM IOAJICKUT

MOHHUTOPHHTY.
Muxkpo- S.aureus P.aeruginosa Bcc Achromobacter |S.maltophila
OpraHusm
SPp.
AMII B-nakTamsl Iedanocnopuns! Lledanocnopunsillepanocnopunsiliedanocrnopunst
@O TopXUHOIOHBI(PACIIMPEHHOTO  |(PACIIUPEHHOTO (PaCIIMPEHHOTO (pacHIMpeHHOTro
PudaMIuIiH  CrieKTpa’) criexTpa’) criexTpa’) criexTpa’)
Maxkponuasl  KapOanenembl — Kapbanenembl Kapbamenembl |DOTOPXMHOIOHBI
Ulunesomua**  @dropxuHonoHbl | DEHUKOIBI DEeHUKOIIBI KapOaneneMmsl
Bankomununa™* Amunornuko3uasiKo-tpumokcason Ko-tpuMokcazon @eHUKOIIbI
Konuctun Konuctun Ko-TpuMokcazon
1-  nedorakcum™*, nepTpuakcon™*, nedornepasoH, neomnepazon+[Cynapbakram]**,

nedrazuaum®*, nedpauropen, nepukcum, nepTudyren, nepenum™*, nepmupom u ap.

MouekynapHO-TeHETUYECKHT MOHUTOPHUHT TIO3BOJUT BBISIBUTH BO3HUKHOBEHHE HOBBIX
SMUJEMUYECKUX KJIOHOB; BO3HUKHOBEHHE HOBBIX KJIOHOB C BBICOKOW BHUPYJIIEHTHOCTHIO B PE3YJbTaTe
TOPU30HTAIBHOTO nepeHoca TE€HOB W MEXBHUIOBOM pPEKOMOUHAIINY; HOBBIX
AHTUOMOTHKOPE3UCTEHTHBIX KJIOHOB, W3MEHCHUS AaHTUTCHHBIX CBOWCTB. JTO TIOMOXET CJeaTh
SMUJIEMUYECKOE TMPOTHO3UPOBAHME W OOOCHOBAaTH CBOECBPEMEHHOE BMENIATEILCTBO B XOJI
AMUAEMHUYECKOTO Mpoliecca.

Ha ocHOBe mONYy4eHHBIX [AAHHBIX MPOBOAUTCA HHUIAEMHUOJIOTMYECKAs JIMarHOCTHKA C

ompeJieJICHUEM THIA SIUAEMHAYECKOr0 TpoIecca Mo BEAYHIEMY IMYTH Tepeladyd U AIMUIEMUYECKOE
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MPOrHO3UpOBaHUE. JlaHHBIE SMUAEMHOJOTHYECKOTO MOHUTOPUHIA MOTYT OBITH HCIIOJIb30BAHBI B
KayecTBE OCHOBBI IpH pa3paboTKe HayyHO OOOCHOBaHHBIX 3((EeKTUBHBIX Mep 1o Ooprbe ¢
pacripoctpanenneM Bcce, Achromobacter spp., MynsTHpesucTeHTHBIX P. aeruginosa u MRSA,
MHUKOOAKTEpHii ¥ TpUOOB cpeu naneHToB ¢ MB u B momyssiuu B enom. [lpu aToMm, B ciaydae ¢ MB,
KaK ¥ MpU IPYTUX XPOHUUYECKUX MHPEKUHUAX, PEe3yIbTaThl MPOBOJIUMBIX MEPOIPHUATHI Oy1yT 3aMETHBI
4yepe3 MHOTHE TO/IbI.

Opranu3anus aM0yJaTOPHON U CTANIMOHAPHOI MOMOIIHU

o [Ipuem mnamuenToB ¢ MB He J0MKEH OCYHIECTBISATHCS B MOJUKIMHUKAX, T/I€ HAXOAATCA
OJIHOBPEMEHHO Apyrue nanueHTsl ¢ MB. Pabota am0ynaTopHOIro LIEHTpa U CTallMOHapa PEryIupyeTcs
[TocranoBnenuem ['11aBHOTO rocynapcTBeHHOTO caHuTapHoro Bpaua PO ot 28 suBaps 2021 r. N 4 "O6
yTBepKaeHHH caHuTapHbIX npaBui u HopMm CanlluH 3.3686-21 "CanutapHO-31111€MHOIOTHYECKUE
TpeboBaHus 1Mo npoduiakTuke HHPEKINOHHBIX O0ose3neit’”, [Ipukazom M3uCP PO ot 15 mas 2012 r.
No 535H «OO0 yTBepKI€HMHM TIEPEUHS] MEIUIMHCKUX U SIHAEMHOJOTUYECKUX TOKa3aHUM K
pasMEIEHUIO TAalMEeHTOB B MaloMecTHhIX manarax (6okcax)» (http:// legalacts.ru/doc/prikaz-
minzdravsotsrazvitija-rossii-ot-15052012-n-535n/) u pexomenmanusmu European Cystic Fibrosis

Society.

J [TanieHTBl AOJKHBI OBITH pa3fefeHbl Ha TOTOKM B 3aBUCHUMOCTH OT MHUKPO(IOpHI
JBIXaTeNbHOTO TpakTa. [laueHTsl He JOKHBI KOHTAKTUPOBAThH B 30HAX OXHJIAHUS, KaK, HallpuMep, B
perucrparype, najiarax, OTICICHUAX allTeKd U PEHTTeHOJIorud. Bo Bpemst mpeObIBaHMs B CTallMOHAPE
MMAAECHTBl HE JOJDKHBI IIOJIb30BAaTbCA OJHOM KOMHATOW, BaHHOM win TyanetoMm. [lamueHTt c
MHUKPOOHOJIOTHYECKUM BBICEBOM M3 MOKpOTHI OakTepuil Burkholderia cepacia complex, MeTHUIIMIIINH-
pesucteHTHbIX Staphylococcus aureus, Achromobacter spp., HeTyOepkyse3HBIX MHUKOOAaKTepUi
JOJDKEH TPHHUMATHhCST Ha aMOyJIaTOPHOM TpHeMe B OTAEIBHOM OOKCE C OTIENBHBIM BXOIOM, HE

3ax0fs B IEHTP MyKoBHcIua03a (miu B MO).

o [TanueHTBl ¢ MYKOBHCLMAO30M HE JOJDKHBI KOHTAKTHUPOBAaTh B 30HaX OXKUJAHUA, Kak,
HallpuMep, B pPETHUCTpaType, MajaTax, OTAENCHUAX aNTeKu M peHTreHonoruu. IlanmeHTsr ¢
MYKOBHUCIIMJIO30M JIOJDKHBI OOECeunBaThCid OJHOPA30BBIMU JIMIIEBBIMH MacKaMu, OaXuIaMH.
[TanueHTsl ¢ MYKOBHUCLMIO30M IIPU HAXOXKIEHUU B OJHOM IIOMELIEHUU JOJDKHBI JIEpXKAThCA Ha
paccTosIHUM HE MEeHee 2 M Jpyr OT Jpyra u coOiroaaTh Bce Mephl npoduiaktuku. Ilocne npuema

Ka)KJI0T0 MalMeHTa MpoBOUTCs 00paboTKa MOBEPXHOCTEH Mebenn, MpuOOpPOB U IBEPHBIX PyUEK.
J [TareHTH 00ecTIeYnBaIOTCS OJTHOPA30BBIMH MacKaMH, OaxuiIaMu.

L Bpatm JOJIKHBI OBITE 0OeCIIeYEHEI OIHOPA30BBIMH XajlaTaMH, MaCKaMH, II€pUaTKaMiu, JOJIKCH
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OBITH 00ECTICUEH JTOCTYII K CPEJICTBAM JIe3UH(MEKITNU PYK U TPUOOPOB.

2.

3.

[ ]

l'[paBm]a OKHUAaHUSA NpUueMa Bpavia B IIOJTUKJINHUHKE

e Bce mamueHTHl ¢ MYKOBHUCHOHUI0O30M, OXHJas Ha4dajla IIpucMma, 00s13aHBI HaxoaAuTbCA B HHHeBOﬁ

MacCke.

e [uruena pyk (0o6paboTka Ae3MHOUIMPYIOIIMM PACTBOPOM M3 OECKOHTAKTHBIX UCIEHCEPOB B
30HE OXHJIaHUS, HCIIOJIb30BAHUE AHTHOAKTEPHAIBHBIX T'eed WJIH CHUPTOBBIX CaIPETOK IS

HHAUBUAYAJIBbHOI'O I/ICHOJ'II)30BaHI/I$I).

e CruieBbIBaHHE MOKPOTHI JOJKHO OCYIIECTBIISITHCS MAIMEHTOM B OyMaXKHBIM IUIATOK WITU
caiipeTky, MOKHO 0OaHOYKY (OJHOPA30BBIA CTAaKaH) C KpBIMIKOW. KaTeropuyecku 3amperiaercs

9BaKyallisi MOKPOTHI B PAKOBHHY, TYILIEBYIO KaOMHY WM YHHUTA3.

o [lamueHTHsl B 30HE OXUJAHUS JOJDKHBI HAXOJIUTHCS Apyr OT Apyra Ha pacCTOSAHUHU HE MCHEC 2

METpOB.

e He pexomenayeTcss MCIOJIB30BATh MPEAMETHI, KOTOpPbIE HENb3si 00paboTaTh MOCIE MOCELIECHUS

IlenTpa MyKoBHCHII1032a (MATKUE UTPYLLIKU U TIP. ).
e He pexomeHayercs NpUHUMATD MUILY, HAXOASCH B 001EH 30HE 0)KMJIaHUS IpHUeMa.

e B HOCHTPC MYKOBUCHIM03a IMpaBUJida MOBCACHHUA IMAIUCHTOB HOJIKHBI OBITh PasMCIICHBI Ha TOCKE

00BsIBJICHUI, Ha caiiTe opranu3aimu (WWW.mukoviscidoz.org) u JOCTYMHBI 1715l 03HAKOMIICHHSI.

IIpaBuia HaxoxaeHus nauueHros ¢ MB B craunonape.
o [Tepen rocnuranu3anyeil MaUeHTbl ¢ MyYKOBUCLUI030M CAAI0T MUKPOOHOIOTHYECKUN aHAIN3
MOKpOTHI (He mo3/Hee ueM 3a 1 mecan). [lanueHTs! pa3MeriaiTcs B 0OJHOMECTHbIE MayiaThl (OOKCHI)

COTIACHO MUKPO(DIIOpE IbIXaTeIbHOIO TPAKTA.

o [Nocnuranuzanus manueHToB ¢ Burkholderia cepacia complex ocymiectBisiercss B Jie4eOHBIE
YUPEKIEHUS, HMEIONIME CIelUaTn3upOBaHHble OOKCHl I JaHHOW uHGekuuu. [lanueHTsr,
undurnmposanusie Burkholderia cepacia complex, Achromobacter spp., HeTyOepKyIe3HBIMU

MI/IKO6aKTepI/IHMI/I U1 YCTOI\/'I‘II/IBBIMI/I K BaHKOMHIIMHY OHTCPOKOKKAMH, AOJIKHBI pasMCIIATHECA B
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OTJIETTLHOM TajaTe/00KCe ¢ IYIIeM U TyaJeTOM, JKEJIaTeNbHO C OTACIbHBIM BXOJOM. [ ocruTamu3amms
MAlMEHTOB C PE3UCTCHTHON (QUIOpOH BeJAeTCS B MPUEMHOM OTACICHHH ISl WHQMEKIHOHHBIX

MAIMEHTOB; MAIMEHTHI IPOXOIAT B mManaThl (OOKCHI) Yepe3 OTACTbHBINA BXO/I.

o [TarueHTsl € MYKOBUCIUAO30M, HWHGUUIUPOBAHHBIE WHON (Iopoi, pa3MeniaroTcs B
OJIHOMECTHOM MajlaTe C JylieM U TYaJleTOM WM C JAPYTMMH MalMeHTaMH, HE CTPaJalolluMU

MYKOBHUCIIM0O30M U C HU3KHUM PUCKOM I/IHq)I/II_II/IpOBaHI/ISI.

° Bokchl 11 manuMeHToB €O CTAaQUIOKOKKOBOM M CHHETHOWHOW WH(MEKIuen KeaaTebHO
pa3Melarb Ipy MJIAaHUPOBAHUM OT/ACJICHUS B MPOTUBOMOJIOKHBIX KOHIIAX KOPHUAOpa MM Ha Pa3HBIX

oTaXax.

L4 Bce manmentel ¢ MYKOBUCIIMUAO30M TIOCJIC TpAHCIUIAaHTAOWU HOOJDKHBI HaXOAUThCA B

OJITHOMECTHOH I1ajiaTe.

. Jlns manueHToB ¢ MykoBucuuao3oM ¢ Burkholderia cepacia complex u Achromobacter spp.,
HeTy6epKYJ163HLIMI/I MI/IKO6aKTepI/I}IMI/I nim YCTOI‘/'ILII/IBBIMI/I K BAHKOMHIIMHY DHTCPOKOKKaMH, NOJIKHO
OBITh OTZIENBHOE MEAUIIMHCKOE 000pyIOBaHNE ISl KAXKIOTO MalMeHTa (MHIUBUAYAIbHBINA CITUPOMETD,

(boHEHI0CKOTI, TYJILCOKCUMETP, TIIIOKOMETP, TOHOMETP U T.1.).

L4 ITocemenue JUAarHoOCTHYCCKUX npoueanyp MMannrcHTOB MYKOBUCIIUIO30M JOJIDKHO

IJTAHUPOBATHCS COITIACHO MUKPOQIIOPE JbIXaTEIbHOTO TPAKTA.

J Jesundexnuss mnoMeleHuii, obopymoBaHMs M T.A. HpoBoauTcs coryacHo CaHuTapHO-
snuaeMuonornueckue  mpaswia u - HopMatuBel  CanlluH  2.1.3.2630-10  "CanurapHo-
SMHUIEMHOJIOTHYECKHEe  TpeOOBaHMS K  OpraHW3alMsM,  OCYIIECTBISIIONIMM  MEIHIIMHCKYIO
NesTeNbHOCTh" (YTB. IOCTAaHOBJIEHHEM [ J1TaBHOTrO rocyaapcTBEHHOro caHuTapHoro Bpaua P® ot 18
mas 2010 r. N 58)Ilauments, unduuupoBanusie Bce, MRSA, HTMb wumu ycroiuuBeIMH K
BAaHKOMMIIMHY** SHTEPOKOKKaMHM, IOJDKHBI pa3MelaTbcs B OTIENbHOM majare/0okce ¢ AylieM U

TyaJICTOM, XKEJIATCIbHO C OTACIbHBIM BXOAOM.

L4 [TanpeHTHI ¢ MB, KOTOPLIC JOMa CIAT B OJHOM KOMHATC, MOTYT B CTallTUOHAPC HAXOJAUTHLCS B

OJTHOI manare.

o [TarueHTOB 00y4alOT KalUIATh B OyMa)KHBIM MJIATOK, B CaI(ETKy MM OAHOPA30BbIN CTaKaH C

KpBII.HKOﬁ, KOTOPBIC 3aTCM YTUIIU3UPYIOT.

o Canderkn, ucnaykaHHbIE MOKPOTOM, MAIMEHTHl JOJDKHBI YTUIM3UPOBATh B 3aKpPbITHIC
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KOHTEIHepbI, OTKpbIBatOLMecs 6€3 KacaHHs pyK.

o B cranuonapHbpix ycioBusiX manueHTsl ¢ MB  HCHONB3yIOT TOJNBKO WHAWBHAYAJIbHOE
o0opynoBaHue (IbIXaTelIbHbIE TPEHAXKEPbI, almaparbl [UIsl KUHE3UTepalluu, WHTAIATOPbI), KOTOpOe

MIPUHOCHT C COOO0M U3 0Ma.

o OO0pabatpIBaTh PYKHU MIEPE]l BEIXOIO0M U3 TAJIATHI.

° N36eraTth KOHTAKTOB C IPyruMU NanueHtamu ¢ MB.

o B 00mmx momemeHusx AepkaTbCst OT JPYruX MAMeHTOB HA PACCTOSHUH HE MEHEe 2 METPOB.
o Hcnonp30BaTh JIMIIEBYIO MAcKy.

o Jnarnoctuueckue ciyx0bl (KaOMHET peHTreH-IuarHocTuky, Y 3U u 1ip.) A0IKHBI ObITH

OCBCAOMIICHBI O ITpaBUJIaX U30JIANHUU ITAIUCHTOB C MB.

° [TpaBwiia moBeIeHUS B CTAIIIOHAPE JTOJIKHBI OBITH BBIIAHBI POJUTEIISIM U PEOCHKY/TIAITUCHTY

MPY TOCIUTAIN3AUMN U PA3MELIEHbI CATe MEAULIMHCKOW OPTaHU3aLUH.

HNn:keHepHbIii MyTh pelieHUs1 HH(PEKUMOHHOT0 KOHTPOJIS NPH IVIAHUPOBKE OT/AeJIeHus,
BECHTHJISILIVH.

[InanupoBanue  otneneHus  npoBoauTcss  corjnacHo  IlocranoBnenunto  ['maBHOTO
rocygapcTBeHHOro canutapHoro Bpada P® ot 18 mas 2010 r. N 58 "OO0 yrBepxaenuu CanlluH
2.1.3.2630-10 "CanuTapHO-31TUIEMHOJIOTHICCKHE TPEOOBAHUS K OpraHU3aIlUsM, OCYIICCTBISIOIINM
MEIUIMHCKYIO IEATENBHOCT" ¢ U3MEHEHUSIMU U TONOJHEHUSAMHU OT: 4 MapTa, 10 utons 2016 r.

[Inan Ookca [Isi MAIMEHTOB CO CTAa(QMIOKOKKOBONM W CHHETHOWHOW HHQEKIueil: BXOI U3
KOpHUJ0opa OTHAENEHHUs, MPH BO3MOXKHOCTH - TaMOyp Ha BXOJI€ C PaKOBUHOW; CAaHUTAPHBIN y3€l ¢
PaKOBUHOM U KeJaTeJIbHO AyIIeM; Majara.

[Tnan Gokca st marueHToB ¢ B. cepacia complex u Achromobacter spp: ans MEITUITMHCKOTO
MepcoHalla PEKOMEHJYeTCsl IUIaHUPOBAaTh BXOJl M3 KOpHAOpa OTIAEICHUS B ILUIO3 Ha BXOJAE U3
OTNIETICHUsA, TaMOyp MPU HAJUYNM HECKOJBKUX MajlaT C PAaKOBHHOW; CAHUTAPHBIN y3€ll B KaXKIOH

majaTe ¢ paKOBUHOM; manata(bl), IJIs MAIIHEHTOB M POJACTBEHHUKOB BXOJI C YIIHIIBI.

IIpaBnia m meroabl 00padoOTKH MW CMEHbI HMHIAJIATOPOB, He0yJal3epoB M IbIXaTeJbHBIX
TpeHakepoB (IPU HHAUBUAYATbHOM HCIOJIb30BAHUHU H B CTALIMOHAPE)
! Henonnas Oesungexyus cnocoocmeyem pocmy Oakmepuii, u mem CAMbIM Y8eIUUUBAem PUCK

UHGUYUPOBAHUSL.
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HeOGynaiizep u UCMOIB30BaHHBIC TPUHAICKHOCTH JOJIKHBI OBITh TIIATEILHO OYHIICHBI ITOCTIE
KaK70ro puMeHeHusl. Jle3nHpeKnus JoHKHA MPOBOAUTHCS HE PEKE OJTHOTO pasa B JCHb.

IToAroToBKa K QUUCTKE

e OrcoenuHute TPyOKY OT HEOymaii3epa;
e Pa3bepure HeOyaii3ep Ha COCTaBHBIC YaCTH;

° HpI/I HCIIOJIb30BAHWU MYHIIITYKA C KJIAIIaHOM OCTOPOKHO BBLITAIIUTH CHMHMHU KJamaH BbIOXa

M3 rHe3ga B HAKOHCYHUKE. Kmanan AOJIKEH OCTaBaThCA NPHUCOCINHCHHBIM K MYHILUITYKY,

VX0 32 COEIMHUTENRHON TPYOKOH

e [loaxi04YUTH COETMHUTENBHYIO TPYOKY K KOMIIPECCODY;
e BxiIouuTh KOMIpECCOp;

e OcraBUTh KOMIIpECCOp B pabOTAarOImIEM COCTOSHHM JO TeX TI0p, IOKa KOHJEHCAT,

o0pa3oBaBlIMiics B TpyOKe, HEe Oy/eT yaaleH BO3IyXOM, IPOXOIAIINM Yepe3 TPYOKy;

- IIPY 3arPS3HCHUN U U3MEHEHUH IIBETA TIACTMACCHI TPYOKY-BO3AYXOBOJI CIIEAYET 3aMEHUTh.
OunctKa
o [IlomecTuTh BCEe neTam HeOymai3epa B TEIUIYIO BOJOIPOBOJHYIO BOJAY C HEOOJBIINM

KOJIMYECTBOM KHUJIKOCTH JUISl MBIThS IIOCY/IBI HE MEHEE YEM Ha 5 MHUH,;
e TmareapsHO IPOMBITH BCE AETAIN B IPOTOYHOMN BOJIE;

° I[J'IH yaajieHud JIMIITHEN BOIBI BCTPAXHYTb ACTAJIN,

ﬂe3I/IH§hngI/I5{

[Tocie oumcTkM mpoBOAMTCA  JAe3MH(MEKIMS COCTaBHBIX vacTed  HeOynaifzepa W
MCIOJIb30BaHHBIX MPUHAIIIEKHOCTEN (KpOME COeMHUTENBHBIX TPYOOK). DddexTuBHas ne3uHPEeKIus
BO3MO’KHA TOJIBKO €CJIM HeOyaii3ep ObLI TIATEIbHO OYHIIIEH.

Ilpu wucnonvzoeanuu Macku ¢ pe3UHOGLIMU JIEHMAMU: PE3UHOBble JIeHMbl MO2YM
no0GepeamuvCcsi MOAbKO O4UCHKe (CmupKe), Maxk Kax npu Oeucmeuu 6blCOKUX memnepamyp,
UCNONIb3YeMbIX NPpU 0e3UuHGeKyul, OHU MO2Ym OblMb NOBPEHCOEHDI.

Jlesnadeknus KUImsYeHueM

e IlomecTuth Bce JC€TaJIi B KUIAIIYIO BOOY HEC MCHEC 4YCM Ha 5 MUHYT. HCHOJ’IBSyeTCSI qucTas

KaCTproJIsd U CBEXKasd BoAa C MIOHMKCHHBIM COACPIKAHUEM KaJIbIIU.

Ihacmux mooicem pacniasumscs, eciu OH ecmynum 6 KOHmaxkm C 2cOpAdUM OHOM Kacmpiojiu.
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Iloosmomy credyem ybeoumucs, umo 6 Kacmproie 00Cmamo4Ho 600bl.

Jlesundeknus ¢ IMOMOLIBI) CTAHIAPTHONO TEPMUUECKOro Ae3uHGEKTOpA Ul AETCKUX OVThUIOUYEK (HE

JUI1 MUKPOBOJIHOBOM He4Yn)

Jnst apdexkTrBHON Ne3nH(PEKINHI UCTIONB3YeTCs Ne3UH(EKTOp C pabounM ITUKIOM HE MEHee 6
MUHYT. Bo Bpems ne3anHeKInm, 4To0bl ONPEeeIUTh MPOI0JIKUTEIBHOCTD TPOLEAYPHI Ie3nHPEKITUU
Y KOJIMYECTBO BOJIbI, HEOOXOIMMOE JIJIsl 3TOr0, HEOOXOIUMO CIIE0BATh HHCTPYKIIMHU 10 SKCIUTyaTalluu
ne3uH(eKTopa, KOTOPBIA UCTIONB3YETCSI.

Henonnast ne3uH@eKus crnocoOCTBYET POCTY OaKTepuid, U TEM CaMbIM YBEIUYHMBACT PUCK
uHOUIMpoBaHus. [Ie3uH(EKIyss He 3aBeplieHa, ecld Obula MPEKpameHa 0 aBTOMATHYECKOTro
BBIKJTIOUCHHSI JIC3SUH(PEKTOpA, WIM MHHUMAIBLHOE BpeMs Je3UH(EKINH, YKa3aHHOE B HHCTPYKIIMH TI0
SKCIUTyaTalu Je3uH(EeKTopa He HCTEKIo. J[e3nH(peKTop MODKEH COAep)KaThCsl B YUCTOTE, M €ro
paboTOCIOCOOHOCTH CIEIYET PEryJIipHO KOHTPOJIHPOBATb.

HGSI/IHd)CKI_II/IH C IMIOMOIIBIO MUKPOBOJHOBOI'O I[e3I/IHd)eKTODa

MUKpOBOJHOBBIC J1e3MH(DEKTOPBI 00eCTIeunBaOT YPPEKTUBHYIO JC3UH(PEKIIUI0 KOMIIOHSHTOB
W3/1eN1s B CTAHIaPTHOM KOMMEPUYECKOW MUKPOBOJIHOBOM IIEYH.

CocraBHble yacTu HeOylai3epoB, COJEpIKallhe METaNIMYeCKue KOMIOHEHTHI HE SBISETCS
YCTONYMBBIMU K BO3/ICHCTBHUIO MUKPOBOJIH, U, CIIEOBATEIHHO, OHU HE JOJKHBI Je3UH(GUIIUPOBATHCS B
MHKPOBOJIHOBOM IT€YH.

[ToMecTHTh KOMITOHEHTBHI H3JIENHsS B JAE3MH(EKTOp, OCTaBUB JOCTATOYHOE IPOCTPAHCTBO
MEXy HUMH, YTOOBI ITap MOT HAJI€KHO MPOHUKHYTH KO BCEM MOBEPXHOCTSIM.

YcaoBus I[e3I/IH(I)eKI_II/II/I B MHKpOBOJ’IHOBOﬁ ncyun:

MoumHocTh B BaTTax Bpems ne3undexkuun Bpems oxJaxkaeHust
850-950 4 mumn. 2 mumn.
600-850 6 mumn. 2 MUH.

WNudopmanus 0 KOJIUYECTBE BOJbI, HEOOXOIUMOM JUIsl mpoliecca Je3uH(PEKINH, BKIOYEHA B
MHCTPYKLUU 1O SKCIUTyaTalluy A€3UH(EKTOpa 1 MUKPOBOJIIHOBOM MEYH.

KOMITIOHEHTHI u3Jenus He TOJKHBI TOABEPraThCsl BO3ACHCTBUIO MUKPOBOJIHOBOTO M3JIyYEHHS,
€CITM OHU HE HaXOJATCS B MUKPOBOJIHOBOM Jie3uH(peKkTope. Ecii KOMIOHEHTH! U3AEIHs 10IBEPTaloTCs
HarpeBy B MHKpPOBOJHOBOH meun Oe3 3aIiuThl Ae3MH(EKTOpa, OTIeNbHBbIE JeTald MOTYT OBITh
ITOBPEXKICHBI.

Henb3s q1st Ae3smH@peKuny 1eroib30BaTh (PYHKIMIO TPUJIs, TaK KaK 3TO TOXE MOXET IPUBECTU
K MTOBPEXJICHUIO 00pabaThiBaeMbIX yacTel HeOyaii3epa.

Jle3snH(exnus He CUUTaeTCs 3aBEPLUICHHON JODKHBIM 00pa3oM, €l He COOIII0IEHO YKa3aHHOe

MUHHMaJIbHOE BpeMs JIe3uH(EKINH, a TaKKe Tpedyemas BBIXOHAs MOIIHOCTh MUKPOBOJIHOBOM MEYH.
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Jle3uHpekTop TakkKe JOHKEH OBITh YHCTBIM. PerymspHo TmpoBepsiiTe pabdoTOCIOCOOHOCTh
MHUKPOBOJIHOBOTO jAe3uH(pekropa. s ne3anHpeKnun HCIoab3yeTcss TOJIBKO BOAA, HHUKOTAA HE
UCIOJIL3YIOTCSI XHMHUECKHUE BEIIECTBA.

XuMHuyecKasi OYHUCTKA C Ae3nHeKInen

OuncTka 1 Je3uH(EKIMsI MOT'YT ObITh IIPOBEACHBI B paMKax OJJHOI'O IIUKJIA IIPU IIOMOLIH
XUMHAYECKHX BemecTB. C 3TOH LEbI0 HCIIONIB3YETCsl CPEACTBO e3uHpUIMpyomee «boMHUKC MITFOC»
(«Bomix plusy). [lnst obecrieueHus: 6€30MacHOCTH P OOPAIICHUH ¢ XUMUYSCKUMU BEIIECTBAMU
clieyiiTe MHCTPYKLMU 10 3KCIUTyaTalluy Ae3UH(DUIMPYIOILIEro CPeICTBA, B YACTHOCTH MPUIJIaraeMoi
MHCTPYKLIMU 10 TEXHUKE O€30M1aCHOCTH.

[puroroBbTe 2% pacTtBOp cpenctpa aesuHpunupyoomero «bomukc miocy («Bomix plusy)
nyreMm cMemuBanus 10 mi koHeHTpata ¢ 500 M1 BOZOIPOBOJAHOM BOJIBI.

e JlomecTuTs BCE AE€TANN B IPUTOTOBIIEHHBIN PacTBOP M OCTaBbTE X TaM HA 5 MMH.

Ecnu 3nauumenvro npegvicums nepuoo npumeHeHus, mo niacmmaccosvie 0emaniy Mo2ym umems
3anax oe3uHguyupyrowezo cpeocmaa.

o TiarenbHO BHIMBITH BCE AETAIN B IPOTOYHOM (CBEKEBCKUIITYEHHON WM AUCTUIUIMPOBAHHON)
Boje (OCTaTKM Je3WH(UIMPYIOUIETO CPEICTBA MOTYT BBI3BIBATh AJUIEPTHUECKUE PEAKIUU MU

pa3apakeHue CIU3UCTON 000T0UKN).

-YTUIHM3UpOBATh MCIIOJIb30BaHHbIN pacTBOp (pa30aBieHHBIH PaCTBOP MOXKHO BBUIMTH B KaHAJIHU3ALMIO).

BusvyanabHBIN KOHTPOJIE

Tpebyercs OCMOTpPETh BCE KOMIIOHEHTBI H3JENUS IOCHE KaKIOW YUCTKH M JI€3MH(EKIUH.
3aMeHUTe HEeUCHpaBHbIe, 1e(OPMUPOBAHHBIE UM CUJIBHO 00ECIIBEUEHHBIE YaCTH.
Brnaxnas cpena moxer cmnocoOcTBOBaTh pocTy Oakrepuii. IlosTomMy crienyer ynanuTh Bce 4acTH
YCTpPOHCTBA M3 KACTPIOIM WIM Je3uH(EeKTopa Iocie OKOH4YaHusa ne3uH¢exkuuu. Heobxomumo
BBICYLIUTH BCE JeTali. PUCK MHUIMPOBAaHUS CHUXKAETCS, KOTa JIeTaJId MOJIHOCTHIO BBICYILIEHBI.

Cylilka 1 XpaHeHue

e IlomecTuTsh BCe JAC€TalIi Ha CYXYIO, YUCTYIO U BIIMTHIBAIOUIYIO ITOBEPXHOCTH IJIA ITPOCYIIIKH.

e 3aBepHYTh HeOynaii3ep B UUCTYIO caldeTKy 6e3 Bopca (HarpuMep, B YUCTOE KyXOHHOE

HOJ'IOTCHI_IC) " JACPIKHUTEC €ro B CYXOM, 3allIMIIICHHOM OT IIbUIA MECTC.

He CJICOYCT OCTAaBJIATH He6yna1713ep IJId XpaHCHUS B BaHHOI KOMHATE.

Crepunn3anys B YCJIOBHSAX CTallMOHApa

[Ipu HaXOXKeHUY TAIlMEHTa B CTAallMOHape HeOyai3ep u MPUHAICKHOCTH MOTYT

noaABCPraTbCda aBTOKJIABUPOBAHUIO KaKIABIC 34 JIHA. MGTOI[ CTCPpUIIN3allU MOKET OBITh MMPUMCHCH
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TUTSI M3IEITHE, KOTOPBIE MTPOIILIIN OYHCTKY U AC3UH(]EKITHIO.

HOZ[I‘OTOBKa U nponcaypa aBTOKJIaBUPOBAaHUA

VYnakyiiTe Bce OTJeNbHBIC IETAIN B CHCTEMY CO CTepHIIbHBIM Oapsepom cormnacHo DIN EN
11607 (mampumep, B OyMa)KHO-TICHOYHYIO YIIAKOBKY).

MakcumanbHas Temrneparypa u Bpems crepuinzanuu: 121 °C, mo MeHbIIei Mmepe, B TeUeHUE
20 muH. wu 132 °C / 134 °C, no MeHbIIIel Mepe B TCUCHHUE 3 MHH.
XpaHeHue

CrepunbHbIN HEOYMa3ep MOKET XPaHUTHCS B OyMaKHOM IaKeTe 10 3 CyTOK, B Oukce — 10 7
CYTOK.

He cneanyer mnoxaBeprarb CTepuiIM3alMM B3pOCIYI0 U JIETCKYIO MsTKME Macku 0e3
cTabmim3aTropa MacKd, TaKk Kak 3TO MOXKET IMPUBECTH K MOTepe (OPMBI MOJ BO3ACUCTBUEM BBICOKHX
TEeMIEeparyp.

CoepkaHMe M OYHCTKA KOMIIpEccopa

L4 O‘II/ICTKy pa3pemacTcsa IMpOBOAUTH TOJIBKO B TOM Cliy4ac, CCJIN YCTpOﬁCTBO BBIKJIFOUYCHO H

ceTeBasl BUJIKA BBIHYTA U3 PO3ETKU.
e (CyuiecTByeT OMacHOCTb OBPEKICHUS YCTPONUCTBA U3-32 IPOHUKHOBEHUS JKUIKOCTEM.
e 3ampemaercs pacubUIATh KHUJIKOCTh HA KOMIIPECCOP MITU CETEBON Kabelb.

L4 I[J'Ifi OYHCTKH HaPY)I(HOI;'I IMMOBEPXHOCTU KOMITpECCOpa CICAYCT MCII0JIb30BATh YUCTYIO BJIAKHYIO

(cMOUEHHYIO 1€3MH(EKIIMOHHBIM CPEJICTBOM) Cal(eTKy.

Jamena GmibTpa

[Tpu cTaHAApTHBIX YCIOBUSX JKCIUTyaTallMu (GUIBTp KOMIpeccopa TpeOyeTcs 3aMeHsTh Yepes
kaxibie 200 yacoB paboThI, HO HE PEXKe OAHOTO pasa B TOJ.
Crnenyet perynsipHO mpoBepATh GuiabTp (mocie kaxaou 10-it mpouenypsl). Eciu oH 3arpsizHeH (MMeeT
Cepblil UM KOPWUYHEBBIH OTTEHOK) WJIM 3aCOpPEH, ero HeoOXoaumo 3aMeHuTh. Ecim dumbTp cran
BIIQXKHBIM, €T0 Tak)Ke TpeOyeTcsi 3aMEHUTh HOBBIM.
Ouuwams ghunvmp u ucno1b308ams €20 NOGMOPHO 3anpeuiaemcs!
XpaHUTh KOMIIPECCOpP W TPHHAUICKHOCTH CJIEIyeT B CYXOM MeCTe, 3all{IIeHHOM OT
MIPOJIOIKUTENFHOTO IEUCTBUS MPSAMBIX COMHEYHBIX NMyuyeil. He pekoMeHayeTcs XpaHUTh KOMIIPECcop
Ha 06aTKoOHE, B aBTOMOOWIIE, B 3aMBbUICHHBIX U BIAYKHBIX TTOMEIICHHUSIX.

CpOoKH HCIIOJIF30BAHUS He6vnal713epa 1 KOMIIpECCcopa.

L4 EBICTpO HN3HANINBACMbIC KOMIIJICKTYIOIHUE, TAKUC KaK He6yna1713ep, MYHAIITYK UK MacCKa,

TpyOKa-BO3yXOBOJ U (PUIBTP K KOMIIPECCOPY MOAJIEXKAT PETYIIPHON 3aMeHe, He peKe OJTHOTO pa3a B
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rona, a B Cjiyda€ CHUJIbHOT'O 3arps3HCHUA, z[e(bopMaum/I WJIN ITIOJIOMKH - HEMCAJICHHO.

o [Tpu KomoHMU3AIMH AaHTUOMOTUKOPE3UCTECHTHON MUKPOOHOH (1opoii cMeHy HeOymaiizepa
PEKOMEHIYEeTCsl IIPOU3BOIUTD MOCIIE KAKIOT0 Kypca HHTISIIMOHHON aHTHOAKTepHATbHON TepaIuu

unu 1 pa3 B 2-3 mec. B ocTtanibHBIX cliydasix HE pexe 2 pa3 B TO/I.

o Kommnpeccop nomkeH ObITh €XKEroHO MPOTECTHPOBAH CIEHHUATUCTAMH TEXHUIECKOM
MONJEPIKKH.
o O’kuiaeMblii CpeHHIA CPOK CITY>KOBI KOMITPECCOpa MHTANIIIUOHHON CHCTEMBI OTIPEIENAeTCs

COINIACHO 3KCILTyaTallMOHHON TOKYMEHTALUU.
JlbIxaTejibHbIe TPeHaMepbl HCIOJB3YIOTCS U 00paldaThIBAIOTCS AHAJIOTMYHO. JlpIXaTenbHble

TPCHAXKCPBI 0e3 BO3MOKHOCTH HX ,Z[GSI/IHQ)GKI_II/II/I HE JOJI2KHBI MCIIOJIB30BaThCsA 6ounee 1 MEcCiaa.

Opranmaunﬂ 06yqe}mﬁ nH A0ocyra malfueHToB ¢ MYKOBUCIIUI030M

JULY, wkonnt, u Opy2ue odpazoseameibHble yuUpeHcoenus

e B 01HOM 1IKOJIE MOTYT YYUTHCSI HECKOJIBKO ManneHToB MB, HO OHM HE TOJDKHBI 00y4aThCsl B

olHOM kiacce. Kateropus A

e [lanmentst MB He HOKHBI HAXOAUTHCS B OJTHOM MOMEIICHUH (CTONOBasA, (DU3KYIBTYPHBIN 3a1)

onHoBpeMeHHO. Kareropus B

e Ecinm oHM HaxXOOATCS B OJHOM NIOMCHICHUH, JOJIKHBI ACPKATHCA Ha PACCTOSAHUN HEC MCHEC 2M

JPYT OT ipyra u coboaaTh Bce Mepsl npodunaktuku. Kareropus B

e Vyurens u MeIULUHCKHE PAOOTHUKH JIOJKHBI ObITh UHGOPMHUPOBAHBI O MPAaBUJIaX MOBEACHUS

JieTel B IIKOJIE.

Illkontbl 012 podumenieil u opy2ue meponpusamus, noceauwiernnovie MB

Opranuzanysg MIKOJ A IMAlMEHTOB, COBMECTHOIO OTIbIXa M MEPOIPHUATHH, IPOBEICHHE
Mpa3IHUKOB JUIs ManueHToB ¢ MB  Hemomyctumel! IIKoabl HpoBOAATCS Uil pOAMTENEH,
POJICTBEHHUKOB U UX TorneuyuTeneil. [ manqueHToB BO3MOXHBI IIKOJIBI B CUCTEME OH-JIaliH, B BUJE
BeOuHapoB. [lanmentssl ¢ MB nomkHbel u3beraTh npsiMoro konrtakra. Heo6xoaumo pa3pabareiBaTh
oOpa3oBaTenbHble MporpaMmbl o MB, He TpeOyromue mNpsMOro KOHTaKTa MEXIY MalMeHTaMU:
BUJICO3aITUCH, BUI€OKOH(DepeHnu, oopa3oBarenbHbie nopTainsl B Mutepuere [110; 23].

Cmpoumeibcmeo, pEMOHM, CA006004YECKUE DADOMbI

[Tanimentel ¢ MB nomkHBl m30eratb MeCT, T€ IPOBOIATCS CTPOUTEIBCTBO, PEMOHT |
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caJIoBOUECKHE paboThI, 4TOOBI H30eKaTh KoHTakTa co criopamu Aspergillus spp. ITanuenram ¢ MB He
crneayer paboTaTh Ha MpUycageOHBIX YIaCTKaX C UCMOIb30BAHUEM KOMITOCTA U TI.

Opzanuzayus canamopHo-KypopmHozo ieueHus

Opranu3anys CHOPTUBHBIX JIarepei, JIETHUX IIKOJI, COBMECTHOI'O OT/bIXa [Vl NAllUEHTOB C
MB nenonyctumal

[Tpu opranu3zanyy caHATOPHO-KYPOPTHOTO JICYSHUS TPEOOBAHUS MPEIbSIBIAIOTCS aHAJIOTHYHO,
Kak rpu rocoutaiguzanuu (cM. Opranuzanust aMOyIaTOpHOM U cTalimoHapHO# nomoutn). [lpu
OpraHu3allK CAaHATOPHO—KYPOPTHOI'O JIEYEHHUS B OJJMH 3a€3]1 10JIKHBI ObITh HallpaBJI€Hbl NAILIUEHTHI C
OJHOTUIIHON MUKpodopoit. CrenyeT pa3mMelaTh MalMeHTOB Ha OTJENIBHBIX 3TaXKaxX WM B Pa3HbBIX
KOpIIycax, He I0yCcKaTh UX KOHTAKTAa IPH BBIIIOJIHEHUH JIUAarHOCTUYECKUX U JIEUeOHBIX MPOLEnyp, B

CTOJIOBOH U HUI'POBBIX KOMHATAaXx.

7. lonosHuTeIbHASA HH(POpManusa (B TOM yncjie (aKTOPbl, BJUSIONIAE HA UCXO/
3a200J1eBAHUA WIH COCTOSTHUS)

MB — XPOHHUYCCKOC HCU3JICUUMOC 3a6OJ'IeBaHI/Ie, IMO3TOMY HAIUCHTHI HYXKXJAOTCA B aKTUBHOM
AUCIIAaHCCPHOM Ha6J'IIOI[eHI/II/I H HCIPCPBIBHOM JICHCHUMU. Yy OJHUX IMaOUCHTOB, HCCMOTPSA Ha
CBOEBPEMEHHYIO JHArHOCTUKY M aJ[EKBATHYIO TEPANHIO, MOPAKEHUE OPOHXOJETOYHOW CHUCTEMBI
OBICTPO MPOTPECCUPYET, y NPYTUX - JUHAMHUKA U3MEHEHUN Oosiee OyaronpusitHa. MHOTHE MallMEeHThI

AOXKHUBAKOT 4O B3POCIIOro U JaKe 3pCJIOTO BO3pacTa.

Kpurepuu oneHku kayecTBa MeAULMHCKONH IOMOLIH

Tabmuna 28

Kputepru OIleHKH KayeCcTBa MEIMKO-CAaHUTAPHOM TTOMOIIK B3POCIIBIM | JIETSIM TIPH KHCTO3HOM (HOpo3e
(mykoBucino3e) (koasl mo MKB - 10: E84)

Ne i/ | Kpurepuu kadecTa Or11eHKa BBITTOTHEHIIS

1 | BemonHeHo omnpe/ieneHrne akTHBHOCTH MTaHKPEaTHIECKOM 31acTasbl-
1 B kasne He pexe 1 pasa B 12 Mecsines (y HEpBUYHBIX NAIIMEHTOB
NPY YCTaHOBJICHUH AMArHO3a U Y MAlMeHTOB C COXPaHHOM
9K30KPHHHOU (DYHKITUEH TOKEITy IOYHOH JKee3bl (C
naHKpeaTH4ecKoil anacTa3oii-1 6onee 200 MKT B T Kana)) Ha/Het

2 | BemonHen npuem (0OCMOTp, KOHCYJIBTAIMsI) Bpada-
racTpodHTeposiora (MM Bpada-IUeToliora ik Bpavya-reuarpa,
IpOIIeANIero 00y4eHne Ha TeMaTHYECKOM IUKJIE TI0
MYKOBUCLHUO3Y), JUISl UCKITIOUEHHS TUIIEPALIMTHOTO COCTOSIHUS 1
€ro KOPPEKLHH NPU OTCYTCTBUH 3P deKTa OT
(bepMeHTO3aMeCTUTEIbHON TePaiy U IIPH HAJIMYUN OSITKOBO-
SHEPIreTUYECKON HEAOCTATOUHOCTH Ja/Her
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BrimonzeH npueM (0CMOTp, KOHCYJIbTalus1) Bpaya-
OTOPUHOJIAPUHI0JIOTA IPH 000CTPEHUHN XPOHUYECKOr0 CHHYCHUTA U
ecJii He OBl BBITIOJHEH B MPEIIECCTBYIOIINH IO

Ha/Her

BrInomHEHO MUKPOOHOIOTHYECKOE UCCIICIOBAHUE TIOCEBA (IIOPHI B
MoKkpoTe ((hapuHTeaTbHOM Ma3Ke MM WHIYIIUPOBAaHHOW MOKpPOTE
WJIN TpaxealbHOM acmupare) He pexke 1 pasza B 3 mecsia

Ha/Het

BrinonHeHO onpenencHre GyHKIIMH BHEITHETO JbIXaHUS MAIIUCHTY
crapiie 5 yet (eciu He ObUTO BBITIOJHEHO B IPEANIECTBYIONIUE 3
MecsIa)

Ha/Het

IIpoBenena anTnOaKTEpUAIbHAS TEPAIHI HE MEHEE, YeM JBYMS
mpernaparaMyu BHyTPUBEHHO (TP TSHKEIIOM 00OCTPEHUU CO CTOPOHBI
JIBIXaTEILHOTO TPAKTA)

Ha/Her

[IpoBogutrcs pepMeHTO3aMECTUTENbHAS TEPAIIH [IPerapaToM
[aHKpeaTHHa B BUAEC MUHUMHUKPOC]EP ¢ KUCIOTOYCTONUUBON
000J104KOH (TIPU CHUKEHUH YPOBHSI TAHKPEATHUECKOM A1acTasbl-1 B
kasie MeHee 200 MKT B I' Kajla IpU OTCYTCTBHM MEIULUHCKUX
MTPOTHUBOIIOKA3aHUH )

Ha/Het

Tabauma 29.

Kputepun oneHKH KayecTBa CreaTu3upOBAHHON MEIUIIMHCKON MTOMOIIN B3POCIBIM M JICTSM TPU KHCTO3HOM
¢bubpose (Mmykosuciumo3) (koasl mo MKB - 10: E84)

Ne i/t

Kputepuu xauecta

O11eHKA BBITIOJTHEHUS

1

BrinonHeHo onpeaeneHne akTHBHOCTH MAaHKPEATHIECKOM AI1acTasbl-
1 B Kare (eciau He IPOBOIWIIOCH B MpenmiecTBytomue 12 mec) (y
NEPBUYHBIX MMALNEHTOB IPU YCTaHOBJICHUU INArHO3a U 'y
MAIMEHTOB C COXPAaHHOH SK30KPHHHOW QYHKIIEH TOKETyT0UHON
JKele3bl (¢ MaHKpeaTHdecKoi anacta3oii-1 6onee 200 MKT B T Kana))

Ha/Her

BeimonzeH npueM (0CMOTp, KOHCYJIbTalKsl) Bpaya-
racTpo3HTeposIora (UM Bpaya-auerosiora Wi Bpadya-leauarpa,
MPOIIEANIeT0 00yYeHHEe Ha TEeMAaTHYECKOM IUKJIE 10
MYKOBUCLHUO3Y), [UIsI UCKITIOUCHHS THUIIEPALIUTHOTO COCTOSIHUS U
€ro KOPPEKLHH IPU OTCYTCTBUH 3 deKTa OT
(bepMeHT03aMeCTUTENBHOM TePaIUU 1 NIPY HAJTMYUH OETTKOBO-
SHEPreTHYECKON HEOCTATOYHOCTH

Ha/Her

BrimonzeH npueM (0cMOTp, KOHCYJIbTalLMs1) Bpaya-
OTOPUHOJIAPUHI0JIOTA IPH 000CTPEHUH XPOHUYECKOTO CHHYCHUTA U
ecny He ObUI BBIMOJIHEH B MPEANIECTBYIOUTNHI IO

Ha/Her

BrimonHeHO MEUKpOOHOIOTHYECKOE UccTIeJoOBaHue MoceBa (PIopsl B
MoKpoTe ((haprHTreanbHOM Ma3Ke WM WHAYIHPOBAaHHON MOKpPOTE
WM TpaxeallbHOM acrupate) (eciy He OBUIO BHIMOJIIHEHO B
MpeIIIecTBYIOMue 3 Mecsa, I1u00 MPH HAJIMYNUHU TOTIOTHUTEIHHBIX
MTOKa3aHUH)

Ja/Her

BrimonHeHO onpeneneHne GyHKIMHA BHEITHETO JbIXaHUS TAIlUCHTY
crapuie S Jiet

Ha/Her

[IpoBenena anTHOaKTepHalIbHAS TEPAITHS HE MEHEE, YeM JIBYMS
npenapaTaMyd BHYTPUBEHHO (IIPH TSHKEIIOM OOOCTPEHHUHU CO CTOPOHBI
JIBIXaTeJIbHOTO TPAKTA)

Ja/Her

[Iposenena pepmenTO3amMecTUTENBHAS TEPAITHS TIPENAPATOM
NaHKpeaTHHa B BUAE MUHUMHUKPOC]EP ¢ KUCIOTOYCTONUMBON
000JI0YKOH TIPH CHIKEHHH YPOBHS TAHKPEaTHUECKOH 31acTa3bl-1 B
kane (MeHee 200 MKT B T KaJia) MPU OTCYTCTBUH METUITHHCKIX
MPOTUBOIIOKA3aHUI

Ja/Her
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IIpuioxkenue Al. CocraB padoyeil rpynnsl o pa3padorke u nepecMoTpy

KJIMHUYECKHUX PeKOMEeH Al
Cocras padoueii rpynmnsi:
BapanoB A. A. - akan. PAH, npodeccop, a.M.H., nodetHsii Ilpesnnent Coroza neauatpoB Poccun,
coeTHUK pykoBogutens HMM nemmatpum m oxpasnsl 370poBba aered IIKb PAH, rnaBHbIit
BHEUITAaTHBIN CrielMaIUCT neauarp Munzapasa Poccuun
Hama3zoBa-bapanosa JI.C. - akan. PAH, npodeccop, a.Mm.H., [Ipesuaent Coro3a neauatpoB Poceun;
nact-npe3unenT EPA/UNEPSA; pykoBomurens HUU nmeamatpum u oxpansl 310poBbs neredd LIKB
PAH, 3aBenytomias xadenpoii paxynpTeTcKoil nenuarpun neguatpudeckoro ¢akynsrera ®I'bOY BO
«PHUMY um. H.U. ITuporoBa» MunznpaBa Poccuu, ri1aBHbIA BHEIITATHBIA JETCKUNA CHEIIMATUCT MO
npodumiakTuyeckoit MeauuuHe Munzapasa Poccun
Kyues C.HU. - un.-kopp. PAH, npodeccop, 1.M.H., [IpesuneHT Accounanui MEAUIMHCKUX T€HETHKOB
(AMT'), nupextop ®I'BHY «Meanko-reHeTnueckuii HayuHbli 1eHTp M akajgemuka H.I1 boukoBay
MunoOpHayku Poccuu, riiaBHbIN BHEIITATHBIA CHEHATMCT IO MEAUIIMHCKON TeHeTuke MuH3ipaBa

Poccun
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AaeeB C. H. — a.M.H., npod., wieH-koppecnionneHT PAH, 3aBexyromuii kadenpoit myasMOHOJIOTHH
Wuctutyra Knunnueckoit Memuuuasl @I'AOY BO «llepBbiii MOCKOBCKHH TroCylapCTBEHHBIN
MenuuuHckui ynusepcuteT uM. .M. CeuenoBa» MunsznpaBa Poccuu (CedeHOBCKHIT YHUBEPCUTET);
pykoBoauTellb  KiauHW4Yeckoro  otaena  ®PI'BY  «HayuHo-uccienoBaTenbCKUW ~ HMHCTUTYT
nyaeMoHoorun - denepanbHOr0O  MEIUKO-OMOJIOrMYECKOT0 AareHTCTBAa», TIJIaBHBIA  BHEIITATHBIN
CIIELIMAIUCT NyJIbMOHOJIOr Mun3apasa Poccuun

IMoseBunuenko E.B. — n.m.H., npodeccop kadeapbl OHKOIOTHH, TeMATOJOTUU U JIYYeBOW Teparuu
nequarpuieckoro ¢akyiapreta ®I'BOY BO «PHUMY um. H.U. IluporoBa» MunsnpaBa Poccuwu,
IJIaBHBIA BHEIITATHBIA JAETCKUN CHEHMAIMCT MO MAJNIMATUBHOM MEIUIIMHCKOW momoinu MwuH3apaBa
Poccun

BeaeBckuii A.C. - n.m.H., npod., [Ipesunear MOO «Poccuiickoe Pecrnmparoprnoe OOriecTBo»
[JIABHBIM BHEIITATHBIA MyJabMoOHOJIOT [lemapramenTa 3apaBooxpaHeHuss MOCKBBI, 3aBENyHOLIUN
kadenpoii myIbMOHOJOTUHU (DaKyIbTeTa JOMOIHUTEIBHOrO MpodeccrnoHanbHoro odpazosanus ['bOY
BIIO PHUMY um. H.W. ITuporosa Munsznpasa Poccuun

KonaparbeBa E.W. - 1.M.H, pod., pyKOBOAHWTETs HAYYHO-KIMHUYECKOTO OTJENIa MYKOBHCIIHI03a
OI'BHY «Menuko-reHeTuYecKkuil Hay4yHbld LeHTp uM. akaaemuka H.IT BoukoBa» MunoOpHayku
Poccun, 3aB. otmenenuem MykoBuciupoza ['bY3 MO «MOKLA», mnpodeccop kadeapsl
(GakynbTeTCKOM W TOCHUTANIbHOM neauatpuu, llepMckuili rocygapCTBEHHBIM  MeIMLMHCKUAN
YHUBEPCUTET, JKCIEPT KOMHUTETa MO JIUArHOCTHKEe EBporelckoro o0ImecTBa MO MYKOBUCIHIO3Y
(ECFS)

CumonoBa O.M. - n1.M.H., 3aBenymoomas IylbMOHOJNOTHUeCKUM otaeneHueM OPI'AY «HMMUI]
310poBhs neTeit» MunsnpaBa Poccun; mpodeccop kadenpsl meauaTpud U JAETCKON PEeBMATOJIOTHH
OI'AOY «lepoiit MI'MY um. .M. CeuenoBa» Munszapaa Poccun (CeueHOBCKUIT YHHUBEPCUTET);
PYKOBOJIUTENb KabuHeTa MyKkoBUcI103a Mopo3zosckoit JII'Kb Nel

Kamupckas H.FO. - a.mM.H, mpod., TIaBHBIM HaydHBI COTPYIHUK J1abOpaTOpUU TEHETUYECKOU
snuaemuoniorun ®I'bHY «Meauko-renetndyecknii HaydHblil neHTp uM. akaaemuka H.IT BoukoBay
Muno6praayku Poccuu, wieH pabouux Tpymnm AKCIEPTOB M0 HEOHATATHHOMY CKPUHHUHTY U PETHCTPY
EBporneiickoro obmiectBa no mykosuciuaody (ECFS)

Ilepman B.J[. - K.M.H., BeIylMd HaydHbId COTPYAHUK HAy4YHO-KJIIMHMYECKOIO OTHea
mykoBucunaoza ®I'BHY «Meauko-renerndyecknii HaydyHbld 1eHTp uM. akagemuka H.IT Boukxoa»
Muno6puaayku Poccuun, uneH pabouedt Trpynmbl 5SKCHEPTOB 1O HEOHATAIBHOMY CKPHHHHTY

EBporneiickoro obmiecta no mykoBucuuao3y (ECFS)
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BoponkoBa A.FO. - KM.H., BeOylIUAd Hay4YHBI COTPYIHUK HAYYHO-KJIMHUYECKOTO OTIeNa
MykoBucuunosza, ®I'bHY «Menuko-reneTndeckuii HayyHblii 1eHTp uM. akagemuka H.IT boukosa»
Muno6pHayku Poccun

Amesmna EJL. - x.M.H. 3aBenyromas jsadoparopueii mykouciuao3a, ®I'bY HUU IlyneMonomorum
OMFBA Poccun

I'emounkas T.E. - g.m.H., npodeccop, pyKOBOAUTENIb OTIENAa TEPANMEBTHUYECKON MYITHbMOHOJIOTHH
HUU nynemononorun HKUL], ®I'BOY BO IICII6 TI'MVY wumenu akanemuka W.ILIlaBnoBa
Munznpasa Poccun.

KpacoBcknii C.A. - K.M.H., CTapIIuii Hay4HBIH COTPYAHHK jabopatopun MykoBuciumgosza OI'BY
HUWN nynsmononorun ®MBA Poccun um HaydHO-KJIMHUYECKOro oTnaena MykoBucuupoza ®I'BHY
«MeauKo-reHeTHUeCKUi HayuHblid LeHTp uM. akagemuka H.IT boukoBa» MunoOpHayku Poccun.
Yepmenckuit A.I'. — k.M.H., ctapmuil HayuHslii corpynHuk HUM nynsmononorun HKUL], ®THOY
BO ITICII6 I'MY umenu akanemuka H.I1.ITaBnoBa Munsnpasa Poccun

Crenanenko T. A. - K.M.H., 3aBeAywoolias myJbMOHOJIOTHYeCKUM oTAesnenneM No2, CaHKT-
[TerepOyprckoe ['BY3 ©° T'oponckast MEHOTONIpOodHIBEHAS O0TpHIIA Ne 2°°

CequmssinoBa JI.P. - k.M.H., Benymuii Hayunslid cotpyanuk HUW neamatpun m oxpaHsl 310pOBbS
nereii [IKb PAH MunucrtepctBa Hayku U Bbiciiero oopasoBanus Poccuiickoit denepaiuu, JOLEHT
kadenpsl nenuatpun U gerckoil pesmaronorun O®I'AOY «llepssiit MI'MY um. .M. CeuenoBa»
Munzapasa Poccun (CeueHOBCKUN YHUBEPCUTET)

Bummnesa E.A. - 1.M.H., 3amecturens pykosoaurens no Hayke HMM neauatpum n oxpaHsl 310pOBbS
nereit IIKb PAH, nouent kadeapsl (axkylbTeTCKOW MNeauaTpuM IeauaTpuyeckoro (akymnbrera
OI'bOY BO «PHUMY um. H.U. ITuporosay Munsapasa Poccun

I'opunoBa 10.B. - x.M.H., crapumii HayuHblii corpynHuk ®PI'AY «HMUL| 310poBest nereit»
Munsapasa Poccuun

PocaaBuesa E.A. - k.M.H., Benymuil HayuHbeli coTpysHuk DPI'AY «HMMUIl 3mo0poBbsa nereit»
Mun3apasa Poccun.

Ameposa U.K. - 1.M.H., 3aBenyromas oraenenrem nyinsmoHonorun 'bBKY3 SO «II'b» ornenenune
IIyJIBMOHOJIOTUH

HNavenkoBa H. A. - n.m.H., mpod., 3aBenyromas kadenpoit nerckux Oonesneir ¢ kypcom IIO,
KpacHosipckuii rocyiapcTBeHHbI MEAUIIMHCKUM yHUBEpcUTET UM. TIpod. B.®. Boiino-Scenernkoro
3bipsinoB C.K. - mpodeccop, A.M.H., 3aBenyromuii kadenpoit odmel u KIMHUIECKOU (apMaKoJIOTHH,
®I'bOY BIIO Poccwuiickuii yHuBepcuTeT OpyK0bl HAPOIOB

OnunaeBa H.J. - mnpodeccop, n.m.H., mnaBHbeli Bpau [BY3 MO «Jlerckuii KIMHHYECKUN

MHOTONPO(GMIBbHBINA HEHTP MOCKOBCKOI 0071aCTY, INIaBHBINA nienuaTp MOCKOBCKON 00J1acTH
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MakcumbiueBa T.FO. - HayuHbI COTPYAHUK HAyYHO-KJIMHUYECKOTO OTAENa MYKOBHUCIIMA03a,
®I'BHY «Menuko-reHeTH4ecCKuid Hay4dHbI meHTp uM. akaaemuka H.IT BoukoBa» MunoOpHAayKH
Poccun

OpsoB A.B. — K.M.H., 3aB. OTJCIIEHHEM IyJbMOHOJIOTUH, JOLEHT Kadeapbl MNEeAUATPUU U
neonatosiorun C3I'MY, I'BY 3 «Jletckas ropoackas 6onbpHuIAa CBSITOM OJBIN»

Cempbiknn C. 1O. - x.M.H., 3aBenyroumuil otaenenueM nexuatpuu, ®PI'BY «Poccuiickas nerckas
KIIMHUYeckas OoybHUIIa» Mun3npasa Poccun

Yepuyxa M. 0. - nMH., Beaymuid HaydyHBIH COTPYAHUK JaOOpaTOpPUU MOJICKYJISIPHON
AMUAEMUOJIOTHH TocnuTaabHbIX HHPeknui, I'BY "HULOM um. H.®.I"'amanen " Munznpasa Poccuun
Mlarunsa U. A. — npodeccop, 1.M.H., 3aBeIyIONIHHA JabopaToprueil MOJICKYISIPHOU SHIEMHUOJIOTUN
rocruTtanbHbX HHOekuuit, PI'BY « DHULOM um. H.®. 'amanen» Munsnpasa Poccun

ABerucsin JI. P. — 71.M.H., BeaymMii HaydHbI COTPYOHMK J1IaOOpaTOpUM SHHIEMHOJIOIUU
rocnutalibHBIX HMHpekuid PI'BY «HanuoHaabHBIM HCCIENOBATEILCKUN IEHTP AMUIACMHUOJIOTHH M
MHUKPOOHOJIOTMY UMEHH 1oveTHoro akagemuka H.®. 'amanen» Munsnpasa Poccun

IlymkoBa I'.JI. - Hay4HBId cOTpyAHHK JabopaTopuu mykoBucuuaoza ®I'bY HUUM mynmemoHoOMOTHU
OMBA Poccun.

KpbrioBa H.A. - HayuHblil coTpynHuk jgabopatopun MykoBucuunosza ®I'bY HUUM nyneMoHosnorun
OMBA Poccun

HAponoB U. A. - x.M.H., no1ieHT kKadeapsl aerckux 6onesneit ®I'AOY BO Ilepsriit MI'MY um. .M.
CeuenoBa Munszapasa Poccun (CedueHoBckuil YHUBepCHUTET), Bpau-KIMHUYeckuid papmakosor Y /Kb

Koctbiea M. H. - k.M.H., noueHT kadenpsl kiauHudeckod dapmaxonornn PHUMY um. H.JM.
[Tuporosa, 3aB. oTnenenreM kinHudeckon papmakonoruu ®I'bY PJIKb

Kenennna JILA. — mpodeccop, n.M.H., 3aBeAyromas kadeapoil TMeauaTpuu, SHIOKPUHOJIOTUU U
aowmronorun OIT u JITIO CIIGITIMY, r. Cankr-IleTepOypr.

Kaumko H.H. — n.M.H, npodeccop, 3aBenyromuii kadeapoi KITMHUYECKOH MUKOJIOTHH, aJlJIeprojorun
n ummyHonornn @I'bOY BO "Cesepo-3anaaHblili roCyAapCTBEHHBIM MEIUINHCKUN YHUBEPCUTET
nmenu N.1. MeunukoBa" Mun3npasa Poccuun

Bop3osa 10. B. — k.M.H., 3aBeyromias MUKOJIOIMYECKON KIMHUKOM, JOIEHT Kadeapbl MeTUIIMHCKON
mukpobuonorun ®PI'bOY BO "Cesepo-3anagHblii rocy1apcTBEHHBIH MEUIIMHCKUNA YHHUBEPCUTET HM.
N.M.MeunukoBa Mun3apasa Poccuun

BacuaseBa H. B. — 1.6.H., npodeccop, nupexkrop HUU megumunckoit mukonorun um. [1.H. Kamxkuna
3aB. kadenpoit MeauuuHckoi Mukpoouonorun ®I'BOY BO "Ceepo-3amaaHblil ToCcyaapCTBEHHBIH

MeauIUHCKUIN yHuBepcureT umenu M.1. Meunukosa" Munsnpasa Poccun
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BoromousioBa T. C. — k.0.H., 3aBeayromtast HUJI Muko10orngeckoro MOHUTOpUHTa U OMOJIOTUH TPUOOB,
JOLIEHT  Kadeapsl MEAUIMHCKOW  MuKpoOuonoruu  DPI'BOY  BO "CeBepo-3armnaiHblit
rocy1apCTBEHHbIN MeAMIIMHCKUM yHUBepcuTeT uMeHnu V.. MeunukoBa" Mun3npasa Poccun
Crnepanckas A. A. - 1.M.H., ipodeccop Kadeapsl peHTICHOJOTHH U PaTHaIlMOHHOW MEIUIIUHBI,
[TepBorit Cankt-IleTepOyprckuii TOCyIapCTBEHHBIM MEIUIIMHCKUN YHHUBEPCUTET MMEHHU aKaJeMHKa
N.II. I1aBnoBa.

BapanoBa U.A. - 1.M.H., npodeccop kadeapsl TOCHUTAIHHON Tepanuu NeJuaTpruueckoro hakynpTeTa,
I'bOY BIIO PHUMY Munsapasa Poccun um. H.U. [Tuporosa, r. Mocksa.

®ypman E.I' - unen-koppecnonnentr PAH, npodeccop, 3aBenyromuii kadenpoit GpaxynbTeTCKONH U
TOCIIUTAIBHOM IT€IMaTpuM, NPOPEKTOp MO Hayke [lepMCKUI TOCYyRapCTBEHHBIM MEIUIIMHCKUN
yausepcureT (II'MYVY) um. akanemuka E. A. Baruepa

IMaapuna B.B. - jgoueHt kadenpsl GakylIbTETCKONH W TOCHHUTAIBHOW menuatpuu, l[lepMckuit
rocyaapcTBeHHbld MeauiuHckuii yausepeutet (II'MY) um. akagemuka E. A. Baruepa (®I'BOY BO
[II'MY uwm. akanemuka E.A. Barnepa Munsznpasa Poccun.

Hlanos H. ®., 3aBeayromuid OTACICHUEM XHUPYPIHMM HOBOPOXAEHHbIX HeoHaTosornyeckoro
crarmoHapa ['bY3 MO "MockoBckuii 00J1aCTHON IIEHTpa OXpaHbl MaTEpPUHCTBA M JIeTCBA", Bpay-
JNETCKUM XUPYpPr, KaHAUAAT MEIULIUHCKUX HAYK.

IlerpoBa H.B. - 1.0.H., Benymuii Hay4HbI COTPYIHUK JTAOOPATOPUH T€HETUYECKOM SIUIEMUOTIOTHI
OI'BHY «Menuko-reHeTnyeckuii HayuyHbld LeHTp uM. akaaemuka H.II BoukoBa» MunHoOGpHayku
Poccun

MMamkos U. B. — k.M.H., 3aB 3 xupyprudeckum otneneHueM OPI'bY «HannonanbHbIM MeIUIIMHCKUN
UCCIIEIOBATENbCKUM LIEHTP TPAHCIUIAHTOJIOTUM U HCKYCCTBEHHBIX OpPraHOB HMEHM aKaJeMHUKa
B.N.IlTymakoBa»

HupyasaukoBa O. M. — 1.M.H., mpodeccop kapeapsl TPAaHCIUIAHTOJIIOTUHA U UCKYCCTBEHHBIX OPTraHOB
IlepBoro MockoBCKOro rocyjapcTBEHHOTO MEINLIMHCKOrO yHuBepcuTeTa nMeHn M.M.CeueHoBa
Hoasikos JI. II. — K.M.H.,, 3aBEAyIOIHUN JETCKUM OTOPHUHOJAPUHTOJIOTUYECKUM OTJEIECHUEM
Benymuid HayyHbli coTpyaHuk PI'BY HammonanbHbI MEIUUIMHCKHN HCCIIEIOBATENBCKUI IIEHTP
oropuHonapunrosorun ®MBA, Poccun, nonent kadpeapsl oropunonapunronorun G0 OI'BOY
BO PHUMY UM. H.N.ITuporosa
CBuctymkud B.M. — npodeccop, n.M.H., nupexrop kinuHuku Kinnuku bonesneii yxa, ropina u Hoca
OI'AOY BO IlepBoiit MI'MYV um. .M. CeuenoBa Munszapasa Poccuu (CeueHoBckHil YHUBEPCUTET),
[JIaBHBIM BHEWITATHBIA oTOpuHONapuHroior llenTpansHoro ®enepanbHoro oxkpyra Poccum, Bpau

BBICILIEH KaTeropmuu
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CunbkoB J.B. — k.M.H., noneHT Kadeapsl bonesnelt yxa, ropia U Hoca, Bpad BBHICIICH KaTETOPHH.
Kadenpa bonesneii yxa, ropna u Hoca ®I'AOY BO Ilepsoiit MIMY um. .M. CeuenoBa Mun3zapasa
Poccun (CeueHoBCcKkuil YHUBEPCUTET)

Yepubix B.b. — n1.M.H., Tr.H.Cc., 3aBeayronui J1a0OpPaTOPUU TEHETHKW HAPYIICHUH pPENpOAYKIIUU
OI'bHY «Meauko-reHeTuuecKkuii HaydHbld LeHTp uM. akagemuka H.IT boukoBay»

Pennna C.A. — Bpau-reHeTux, KoHCyJbTaTuBHOE otaeneHue PI'BHY «Menuko-reneTnyeckuii
Hay4HbIU LHeHTp uM. akagemuka H.IT boukosa»

BaaroBuaos JI.A. — K.M.H., Bpau neAuaTp, ajuIeprojor/MMMYyHOJIOT, MITaIIIMNA HAYIHBIA COTPYIHHUK
Jab0paTOpUH BaKIIMHOIIPO(PMIAKTUKH U UMMYHOTEpANHK ajieprudeckux 3abonesannii ®I'bHY HUN
BaKIIMH U CBIBOPOTOK UM. I.M1.MeuHnKOBa; acCUCTEHT Kadeaphl eANaTPUH UM. akagemuka M. 5.
Crynenukuna, Poccuiickuil HalMOHAJIBHBIN HCCIIEI0BATENbCKUM MEUIIMHCKUN YHUBEPCUTET UMEHU
H.W. ITuporosa

KoctunoB ML.II. — 1.M.H., mpodeccop, 3acnyKeHHbIH esTenb Hayku PO, 3aBeayronuii nabopatopueit
BaKIMHOMPO(MUIAKTUKA U IMMYHOTEpAIHH ajieprudeckux 3adoneBanniit HUM BakiuH 1 CBIBOPOTOK
uM. M1.1. MeunukoBga.

Konaparenko O.B. — k.M.H., goueHT kadeapbl oOmed U KIMHUYECKOH MHKPOOHOIOTHH,
nMmmyHoustoruu 1 aiepronorun @I'bOY BO CamI'MY Muniznpasa Poccun

JIamun A.B. - K.M.H., Jo1EHT Kadeapsl o01ell U KIMHUYECKOH MHKPOOMOJIOTUH, UMMYHOJIOTHH U
amneprosorun ®I'bOY BO CamI’'MVY Munsapasa Poccun

IMoaukapnoBa C.B. — x.M.H., 3aBeaytomas Gakrepuonornueckoil nadopatopueir ['bY3 «I'KBNel5
um.O.M.Dunarosa [I3M»

MonsikoB A.B. - un.-kopp. PAH, npodeccop, a1.0.1., 3aB. na6. JHK-auarnoctuku ®I'BHY MI'HII,
IaBHBIM Hay4dHbld coTpyaHuk nab. JHK-muarnoctuxku ®I'BHY MIHILI, 3aBenyrommuii kadeapoi
MoOJIeKYyJIsIpHOM reHeTuku u 6nonHpopmaruku UBulI1O ®T'BHY MI'HLI, coBeTHUK.

Ansin T.A. - Kx.M.H., cTapmuii HaydHslid corpyauuk yad. JIHK-auarnocruku ®I'BHY MI'HILI, Bpau-
abOpaTOPHBI TEHETHKH J1ad. MoJeKysipHO-reHeTndeckord auarHoctuku Nel OI'BHY MI'HII,
noteHT Kadeapsl MosiekynsspHoi reHeTuku u ononHdpopmatukun UBuJIIIO ®I'BHY MI'HLI, nouent
kadenpsl obmeit u menuimHckoi reaetukn Mb® PHUMY um.H.U.ITuporosa.I'onbamreiin J1.B. -
1.6.H., mpodeccop, 3aBenywomuii Jlaboparopueii reHeTukn cTBOJOBBIX KieTok; PI'BHY «Menuko-
reHeTUYeCKui Hay4yHbIN 1IeHTp uMeHH akagemuka H.I1. boukoBa» Munobpuayku Poccun.

Byxaposa T.b. - x.0.H., Beayuuii Hay4dHblil coTpyaHUK JIabopaTopuu T€HETUKU CTBOJIOBBIX KJIETOK;
aupexTop MHCTUTyTa BBICHIETO M JIOMOJHUTENBRHOTO MpodeccruoHaibHoro obpazoanus, PI'BHY

«Menuko-reHeTU4ecKHii HaydHbIi neHTp uMenu akajaemuka H.I1. boukoBa» MunoOpnayku Poccun.
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E¢pemoa A.C. - k.0.H., cTapmuii HAy4HbI cOTpyAHUK JIabopaTOopuu reéHeTUKH CTBOJIOBBIX KJIETOK;
OI'BHY «Menuko-renernyeckuil HaydHblii eHTp uMeHu akagemuka H.I1. boukoBa» MuHoOpHayku
Poccun.

Asmopbl noomeepaicoarom omcymcmeue QUHAHCOB0U NOOOEPIHCKU/KOHPDAUKMA UHMEPeCO8, KOMOPblL

HEe0bX00UMO 0OHAPOO0BAMD.
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IIpunoxenue A2. MeTonoJiorusi pa3padoTku KIMHUYECKUX PeKOMeHAAaluil

IleneBasi ayauTOpHs JAHHBIX KIMHUYECKHUX PEKOMEHIALMIl:
e Bpauu-nyJabMOHOJIOTH
e Bpauu-niequarpsl
e Bpauu o6muieii BpaueOHOM MPaKTUKHU (CEMEHHbIE Bpayun)
e Bpauu-reneruku
e Bpauu ajuieprojaoru-uMMyHOJIOTH
e Bpaun-ractposnreposioru
e Bpaun-3HIOKPUHOJIOTH
e Bpauu—nueronoru
e Bpaun-oTOopuHOIAPUHTOJIOTH
e Bpauu — cypnonoru - OoTOpMHOJIAPUHTOJIOTH
e Bpauu no seue6HON (uU3KyNbType (WK Bpayd MO MEIUIMHCKON peaOUIMTaluK, WIK Bpauu—
¢u3norepaneBThl, WIA CHEHMATUCTBI C BBICIIUM (HEMEAMLMHCKUM) 00pa3oBaHUEM
(MHCTPYKTOPBI-METOJUCTBl O JIe4eOHOM (U3KYNbTYpe, WU CHELHAIUCTBl CO CPEIHUM
npodecCHOHATbHBIM  (MEAMIMHCKUM)  oOpa3oBaHHMEeM  (MHCTPYKTOPHI 1O  JiedeOHOM
(GU3KYIBTYpE, MEIHUIIMHCKHE CECTPBI [0 MACCAXKY, MEUIIUHCKUE CECTPHI MO (HHU3HOTEPAIINH)).
e Bpaun pyHKIMOHANBHON TUAarHOCTUKH
e Bpauu —akymeprl-ruHeKoI0ru
e Bpauu — yposoru
e Bpauu yponoru-aHnaponoru 1eTckue
e Bpauu — xapauonoru
e Bpauu kapauosoru gerckue
e Crynentsl MequimHCckX BY30B
e OOyuaroluecs B OpAUMHAType U UHTEPHATYpe
Metoabl, HCIIOIb30BaHHbIE 1JIsl COOPA/CeIeKIINH J0KA3aTeIbCTB:
MIOUCK B DJIEKTPOHHBIX 0a3ax JaHHBIX.
Onucanue MeTO/10B, HCNIOJIb30BAHHBIX /151 c00pa/cesleKINHU 10KAa3aTelbCTB:
JIOKa3aTeIbHOM  0a30i  JUIsi  PEKOMEHJIAIMK  SIBJSIOTCS  IMyOJIMKAllMW, BOIIEAIINE B
KoxkpanoBckyto 6ubanoreky, 6a3sl ganabix EMBASE u MEDLINE. I'mybuna noucka coctaBisiia 5
JIeT.

MeTOI[l)I, HCHOJIB30BAHHbIC 1JIAl OICHKH Ka4Ye¢CTBA U CHUJIBI 10KAa3aTeJ/JIbCTB:
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o KoHceHcyc dKCriepToB;

. OneHka 3Ha4MMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOM.

Tabmuua 1. Illkama oreHkH ypoBHEH gocToBepHOCTH jgokaszatenseTB (V) mis meromoB
JMAarHOCTUKY (IMAarHOCTHYECKUX BMEIIATEIILCTB)

VY 1JI|PacundpoBka
Cucremaruveckue 0030pbl UCCIIETIOBAHHI ¢ KOHTPOJIEM peepEHCHBIM METOIOM WITH

1. |cucremaruueckuii 0030p paHJIOMU3UPOBAHHBIX KIMHUYECKUX UCCIICIOBAHHUIA C TPUMEHEHUEM
MeTa-aHalin3a
OTaenbHBIC UCCIIEIOBAHUS C KOHTPOJIEM pehepeHCHBIM METOJOM UJIH OTACIbHBIC

o [PAHIOMH3HPOBAHHbIC KIMHWYECKHE HCCIIE/IOBARMS 1 CHCTEMATHUECKHE 0030pbI UCCIICIOBAHUI

" |mo0oro nu3aiiHa, 3a NCKJIFOYCHUEM PaHIOMH3UPOBAHHBIX KIMHUYECKUX MCCIIEAOBAHUM, C

NPUMEHCHHEM METa-aHaju3a
HccnenoBanust 03 MOCIIEA0BATEILHOTO KOHTPOJISI pepepEHCHBIM METOJIOM WJIM UCCIICTOBAHHMS C

3. |[pedepeHCHBIM METOOM, HE SIBJISTFOIIMMCS HE3aBHCHMBIM OT UCCIICyEMOTO METOa HITU
HEpaHJI0OMH3UPOBAHHbBIC CPABHUTEIILHBIC UCCIICIOBAHHS, B TOM YUCIIC KOTOPTHBIE UCCIICIOBAHUS

4.  |HecpaBHUTENbHBIC CCIICIOBAHMUS, ONTUCAHNE KIIMHUYECKOTO CIIydast

5. |Mmeetcs munis 000CHOBAaHUE MEXaHU3MA JACHCTBHS I MHCHHE YKCIIEPTOB

Tabmuua 2. Illkama OIGHKM YpOBHEH JocTOBepHOCTH jokaszatenbeTB (Y/J) mis meromoB
npoUIaKTUKH, JieueHHs W peabwiutanuu (MpopHIaKTUIECKUX, JeYeOHbIX, peabHUINTAIHOHHBIX

BMEIIATEIILCTB)
Y II[PacungpoBka
1 CuctemaTnueckuii 0030p paHI0MHU3UPOBAHHBIX KIMHUYECKUX UCCIIEOBAaHUN ¢ IPUMEHEHUEM
MeTa-aHaln3a
OTnenbHbIE paHJOMU3UPOBAHHBIE KIIMHUYECKUE HCCIIEJOBAHUS M CHCTEMAaTHIECKHE 0030PBI
2. |uccienoBaHMi 1000T0 H3aiiHa, 32 UCKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
VCCIIEIOBAHH, C TPUMEHEHUEM MeTa-aHaJIn3a
3. |HepanmomMu3upoOBaHHbIE CPaBHUTEIBHBIC UCCIICIOBAHNUS, B TOM YHCIIE KOTOPTHBIE UCCIICIOBAHUS
4 HecpaBHUTEIbHBIE HCCIIEJOBAHUS, ONIMCAHUE KIIMHUYECKOTO CITydasi MJIM CEpUH CIy4aeB,
" |uccrnenoBanue "ciry4aii-kKOHTPOJB"
5 Vmeercst M 000CHOBaHME MEXaHU3Ma JICHCTBHS BMEIIATENLCTBA (JOKIMHIHYECKUE
" |uccnenoBaHMs) WM MHEHHUE SKCIIEPTOB
Tabmuma 3. Illkana oueHkw ypoBHeW yoOeaurenbHOocTH pekomenpanuii (YVYP) mis wmeromos

npoGWIAKTUKY, JIMATHOCTHUKH, JICUeHHs W peaOwimurtaiuu (MpopHIaKTUYECKUX, TUArHOCTUYCCKUX,
JICUeOHBIX, peaOMIMTAIMOHHBIX BMEIIATEIHCTB)

YVP

Pacmmdposka

A

CubHas peKkoMeHa1us (Bce paccMaTpruBaeMble KpUTEpUU 3PPEKTUBHOCTH (MCXO/IbI) SBIISIOTCS
BaYKHBIMHU, BCE MCCIIEAOBAHNS UMEIOT BHICOKOE WIIH YIOBIETBOPUTEIHLHOE METOJI0JIOTUYECKOE
KaueCTBO, X BBIBOJBI 110 MHTEPECYIOIIMM UCXO0/1aM SIBJISIFOTCS COIVIACOBAaHHBIMU )

YcioBHas pekoMeHaalus (He Bce paccMaTpuBaeMble KpUuTepuu 3PpPeKTUBHOCTH (MCXOIbI)
SABJIIFOTCA BaXXHBIMH, HE BCEC UCCIICAOBaHUA UMCIOT BBICOKOC MJIN YAOBJIICTBOPUTECIIHEHOC
METO0JIOTMYECKOe KaueCTBO M/MIIM UX BBIBOJBI 10 MHTEPECYIOLIUM UCXO0AaM He SBIISIOTCS
COTJIACOBAaHHBIMU)

Crnabas pexomeHaamnus (OTCYTCTBUE JOKA3aTEIbCTB HA/JICKAIIETO KauecTBa (Bce
paccMmarpuBaeMbie kputepun 3H(GEKTHBHOCTH (MCXOIbI) SBISIOTCS HEBAKHBIMU, BCE
WCCIICIOBAHMSI UMEIOT HU3KOE METOI0JIOTHIECKOE KAUeCTBO M UX BBIBOJIBI 1O MHTEPECYIOIINM
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‘ ‘I/ICXOI[aM HE ABJIAIOTCA COFJ'IaCOBaHHI)IMI/I)

Metoabl, HCIIOJIb30BAHHBIE /ISl AHAJIN3A 10KA3aTeIbCTB:

o O0630pbI ONTyOIMKOBAaHHBIX METa-aHAJIU30B;

. Cucremarnueckue 0030pbl ¢ TAOIUIIAMU JOKA3ATEIbCTB.
Onucanue MeTO10B, MCNIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3aTEJIbCTB:

[Tpu oTbope myOnuKanuii Kak MOTEHIIMATBHBIX UICTOYHUKOB JIOKA3aTEIbCTB UCIOIB30BAHHAS B
KaX/I0M HCCJIEIOBAHUU METOIOJOIHS M3Y4aeTcsi A TOro, 4TOObl yOemuThCsl B €€ BAJTUIAHOCTH.
Pesynbrar n3ydyeHus BIMsAET HA YPOBEHb JOKA3aTENbCTB, IPUCBAUBAEMbIN MyOJIMKAIlMHU, YTO, B CBOIO
ouepe/ib, BIUSIET HA CHITY BHITEKAIOIIUX U3 HEE PEKOMEHIAIHil.

Ha mpomecce omeHkH, HECOMHEHHO, MOXET CKa3bIBaTbCs M CYOBEKTHUBHBINA akTtop. s
MUHUMU3ALMN [TOTEHIUAIbHBIX OIIMOOK Ka)/J10€ HCCIIEJOBAaHHE OLIEHHWBAJIOCh HE3aBUCHMO, T.€. IO
MEHBIIIeH Mepe IBYMsl HE3aBHCUMBIMH 4YieHaMH paboueil rpymnmsl. Kakue-nubo pa3nuuus B OIEHKaX
00CYXKIaJIMCh YK€ BCel TPYMIoi B MOJHOM cocTaBe. [Ipu HEeBO3MOXKHOCTH JIOCTHIKEHHUSI KOHCEHCyca
MIPUBJICKAJICS HE3aBUCHUMBII SKCIIEPT.

Tabamnubl 10Ka3aTEIBCTB:

Tabnuibl [OKa3aTeIbCTB 3aMOMHUIMCH WICHAMH paboueil rpymibl.
Metoabl, HCTIOIb30BaHHbIE /151 GOPMYIUPOBAHUS PEKOMEH/IAIIMIA:

KoHceHcyc 3kcnepTos.

JKOHOMHUYECKHI aHAIU3:

AHanmM3 CTOMMOCTHM HE TMPOBOAWICS U MyONuUKamuu 10  (HapMaKOIKOHOMHUKE HE

AHAITN3UPOBAIKCH.
MeToa BauaM3aluy peKOMEH A ui:

. BHemHss skcniepTHas OLICHKA;

. BHyTpeHHs14 SKCIepTHAs OLICHKA.
Onucanue MeTOAa BAJIMAN3ALNUN PEKOMEH AN

Hacrosume pekoMeHaaluy B peABapUTENbHON BEPCUU OBbLITN pELeH3UPOBAHBI HE3aBUCUMBIMU
SKCIEPTaMHU, KOTOPBIX MOMPOCHIIA TPOKOMMEHTHUPOBATh MPEK/E BCETO TO, HACKOIBKO MHTEPIPETALUS
JI0Ka3aTeNIbCTB, JIEKAIINX B OCHOBE PEKOMEH AL, TOCTYIHA JUIsl TIOHUMaHHUS.

ITosrydyeHbl KOMMEHTApUH CO CTOPOHBI Bpauel IEPBUYHOIO 3B€HA B OTHOIIEHUH JIOXOJAUYUBOCTH
U3JIOKEHUSI PEKOMEHJAlMi M WX OIEHKH BAa)KHOCTH PEKOMEHJalMi Kak padouero HMHCTPYMEHTa
MOBCEHEBHOW MPAKTUKH.

[IpenBaputensHass Bepcus Oblla Takke HampaBlieHa PEIEH3eHTy, He HMEIoIeMy

MECIHUIMHCKOI'O O6p330BaHI/I}I, AJId TOJTYYCHUS KOMMCHTApPUCB C TOYKH 3PpCHUS IEPCIICKTUB ITAIUCHTOB.

200



KommenTapuu, monydeHHbIE OT SKCIEPTOB, TIIATEIHHO CHCTEMATHU3UPOBAINCH U 00CYKAAINCH
mpejceaaTeneM U wieHaMu padodeit rpymnmbl. Kaxapiii MyHKT 00CyXIancs, © BHOCUMBIC B PEe3yJIbTaTe
3TOT0 M3MEHEHHUSI B PEKOMEHAAIMU PErucTpupoBaiuch. Eciau ke M3MEHEHHs HE BHOCUIIUCH, TO
PETUCTPUPOBAIUCH IPUUMHBI OTKa3a OT BHECEHUSI U3MEHEHUH.

KoHcyabTanus v 3kcnepTHasi OLeHKA:

[IpoexT pekoMeH1aluii ObLT PEIEH3UPOBAH HE3AaBUCUMBIMU SKCIIEPTAMH, KOTOPBIX MOMPOCUIN
MIPOKOMMEHTUPOBATh, MPEXKAEC BCET0, MOXOAYMBOCTh W TOYHOCTh HHTEPIIPETAIMU JOKa3aTeIbHOMI
0a3bl, JIexKallel B OCHOBE PEKOMEHIAIUH.

PaGouyas rpynna:

Jlist  OKOHYATeNbHOM pENAKIMM M KOHTPOJIS KadecTBAa PEKOMEHJAMH ObUIM  MOBTOPHO
MIPOAHAIM3UPOBAHBI WICHAMH pabodeil TPYMIIbl, KOTOPBIEC MPUIIUIA K 3aKIIOYEHUIO, YTO BCE 3aMEUaHUS
Y KOMMEHTapHH SKCIIEPTOB MPUHATHI BO BHUMaHUE, PUCK CUCTEMaTHYEeCKUX OMIMOOK Mpu pazpaboTke
pEeKOMeHIaluii CBEICH K MUHUMYMY.

Iopsiiok 00HOB/IEHUS KIMHUYECKHX PEKOMEH AU,

MexaHu3M OOHOBJICHHSI KJIMHUYECKUX PEKOMEHJALUNA MpeayCMaTpUBaeT HUX CHUCTEMATHYECKYIO
aKTyallu3allii0 — HE peXe YeM OJMH pa3 B TPU Trojia, a TaKkKe MpU TMOSBICHUM HOBBIX JAaHHBIX C
MO3UIUU JIOKA3aTeIbHOM MEIUIMHBI IO BONPOCaM JUArHOCTHKH, JICUYEHHUs, NPOPUIAKTHKH U
peadmIHUTaIi KOHKPETHBIX 3a00JIeBaHUH, HATMYMU 00OCHOBAHHBIX JIOMIOJIHEHHI/3aMEeUaHuil K paHee

yrBepxkAEHHBIM KP, HO He vame 1 pas3a B 6 mecsies.
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Hpn.ﬂome}me A3. CHpaBO‘IHbIe MaTepualbl, BRKJIKOYasi COOTBETCTBUE NOKAa3aHUuM K
NMPUMEHCHNTIO U HpOTMBOHOKaSaHI/Iﬁ, crnocoooB NMPUMEHEHUA U 103 JIEKAPCTBCHHBIX

NMpenaparoB, HHCTPYKIHMH M0 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 Npenapara

HOpﬂL[KI/I OKAa3aHUs MeIULINHCKONA MOMOIIMU:

1. Tlpuka3 MuHucrtepcTBa 31paBoOXpaHEHHs U collMaibHOro pa3Butus P® ot 16 anpens 2012 r.

N 366H "O06 yrBepxaennn [lopsiaka okazaHus meauaTpruIeckon momMonu"

2. Ilpuka3z MunuctepctBa 3apaBooxpaneHust P® "O6 yreepxxaenun [lopsaka okazanus

MGHHHHHCKOﬁ oMo OOJIBLHBIM C BPOXIACHHBIMU U (I/IHI/I) HacCJICACTBCHHbBIMU

3a0osneBanusaMu" ot 15 HOs0pst 2012 r. Ne 917H.

CranaapThbl OKa3aHHUs MeTHIMHCKOI MOMOIIIN:

1.

2.

Cranzapt cenuaiu3upoBaHHONW MEIUIIMHCKON TTOMOLIH ITpH KUucTo3HOM pubposze (IIpukas
Munzapasa Poccun ot 28.12.2012 Ne 1605h).
Crangapt nepBUYHON MEIUKO-CAHUTAPHON OMOIIHM ITPH KUCTO3HOM (ubdpo3e (IIpukas

Munzapasa Poccun ot 20.12.2012 Ne 1206H)

HNudopmanus o JekapcTBeHHbIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHoBHbBIE HOPMAaTHUBHO-NIPABOBbLIC AKThI, PEIYJIHPYOIIINE OKA3aHUE

NaJJIMAaTUBHOI MeIUIIUHCKOMH MOMOIIH

1.

®enepanbHblif 3akoH "O BHeceHMM n3MeHeHHH B PenepanbHblil 3ak0H "OO OCHOBaX OXpaHbI
310poBbsd rpaxnaaH B Poccuiickoil ®Penepanuu” 1no BompocaM OKa3zaHUs NaJNIMATUBHOU
MegunuHckoi momoriu” ot 06.03.2019 Ne 18-P3.

[Ipukaz MunzapaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372m «OO0
YTBEP)KICHUU MOJIOkKEHHUs 00 OpraHU3alMyi OKa3aHUs MaUIMATUBHON MEIUIIMHCKOM MOMOIIH,
BKJIIOYAsl TMOPSAOK B3aMMOACUCTBUS MEAMIMHCKUX OpPraHM3alMi, OPraHU3alui COLUAIBHOIO
oOCIyXMBaHUSI U OOILIECTBEHHbIX OOBEAMHEHHUH, HHBIX HEKOMMEpPYECKHUX OpraHU3alui,
OCYILECTBIISIOLINX CBOIO JESATENbHOCTD B c(hepe OXpaHbl 310POBHSI».

ITpuka3z MunzapaBa Poccuum Ne 348 ot 31 mas 2019 roga «OO yTBEepKICHHM MEpEUHS
MEAUIMHCKUX W3AEIUH, IpEeIHA3HAYEHHBIX AJIS MOAJIEP/KaHUs OPraHOB M CHUCTEM OpraHM3Ma
YesioBeKa, MPeJ0CTaBISEMBIX ISl UCIIOJIb30BAaHUS HA TIOMY.

[Ipuka3z MunszgpaBa Poccun Ne 5051 ot 10 umronmsa 2019 roma «OO6 yrBepxkaeHuu [lopsaka
nepefayv OT MEJUIMHCKOM OpraHu3aluy IalHUeHTy (€ro 3aKOHHOMY IPEACTABHUTEIIO)
MEIULIMHCKUX W3JENNH, NMpelHa3HAueHHbIX JUIs MOoAJepX)aHuid (PyHKIMA OpraHoB U CHCTEM
OpraHM3Ma 4YeJIoBeKa, /JIs KCIOJb30BaHUS Ha JOMYy I@IpU OKa3aHWU MNaJUIMAaTUBHOMN

MEIUIMHCKON ITOMOIII.
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5.

[Tpuka3z M3 P® Ne 831 ot 3 okts6ps 2019 roma «O06 yTBepkKIeHHH BEIOMCTBEHHOM I1€JIEBOM

nporpammsl «Pa3BUTHE CUCTEMBI OKa3aHUs NAJUIMATUBHOW MEAUIMHCKON TTOMOIIIN.

IIpoune HOPMATHBHO-NIPABOBbIE JTOKYMEHTbI, C Y4eTOM KOTOPBIX pa3padoTaHbl KJIAMHHYECKHUE

PE€KOMEHIaAUHN:

. @enepanbubiii 3akoH oT 30.03.1999 N 52-@3 "O caHUTapHO-3MHIEMHOIOIMYECKOM OJIaronoixy4un

nacenenus" (Cobpanue 3akonomarensctBa Poccuiickoit @enepanuu, N 14, ct. 1650; 2002, N 1 (4. I),
ct. 2; 2003, N 2, c1. 167; N 27 (4. I), ct. 2700; 2004, N 35, ct. 3607; 2005, N 19, ct. 1752; 2006, N 1,
cr. 10; 2007, N 1 (a. 1), ct. 21, 29; N 27, ct. 3213; N 46, ct. 5554; N 49, ct. 6070; 2008, N 24, cr.
2801; N 29 (u. I), cT. 3418);

2.

10.

®enepanbhbiil 3akoH oT 21 HOs0pa 2011 1. Ne 323-®3 «O0 ocHOBax OXpaHbl 310POBbS
rpaxknaan B Poccutickoit @eaepannn» (Cobpanue 3akoHoaarenbcTBa Poccuiickoit deneparumy,
2011 r., Ne 48, ct. 6724);
MexnayHnapoaHasi kinaccudukanus Oojie3HEH, TpaBM M COCTOSIHUH, BIMSIIOIIUX HA 310POBBE
(MKB - 10);
I'OCT P 52600 -2006 «IIpoTtokonsl Beaenus OonpHBIX. OOmme mnonoxenus» (IIpukas
®denepanbHOro areHTCTBa M0 TEXHUYECKOMY PEryaupoBaHuto U Metposioruu oT 05.12.2006 Ne
288);
[Tpuxaz M3 P® ot 19 suBapst 1995r. Ne 8 O pa3BUTUH U COBEPLIEHCTBOBAHUU JESTEIbHOCTH
nabopaTopuil KIMHUYECKOH MHUKpOOHONOrun (OakTepHOIOruu) JeueOHO-NPOoYUIaKTHYECKUX
YUPEKIACHUN.
[Tpuxa3z M3 P® ot 20 nexabps 2012r. Ne 11831 O6 yTBep:KaI€HUM HOMEHKJIATYpPbl JOKHOCTEN
MEAMIMHCKUX PaOOTHUKOB U (papMalieBTUUECKUX paOOTHHUKOB.
[Tpuka3z M3 P® ot 23 wurons 2010 r. Ne 541n. Equnbiii kBanu@uKanuoHHBIA CIIPaBOYHUK
JOJDKHOCTEH pPYyKOBOAMTENEH, CIELUANIUCTOB U CIyXalmmx, pasznen KaamudukanuoHHbe
XapaKTepUCTHKU JOJKHOCTENH paOOTHUKOB B cpepe 3paBOOXpaHEHHUS.
CanlluH 2.1.3.2630-10 "CanutapHO-3MHIEMHUOJIOTUYECKHUE TpeOOBaHUS K OpraHU3alMsIM,
OCYILIECTBIISAIOIUM MEIULIUHCKYIO JAESITEIbHOCTD"
MP 4.2.0114-16 Metoabl KoHTpois. buonoruuyeckue u MHKpoOHOIOrHUecKue (HaKTOpPHI.
JlaGopaTopHasi TMarHOCTUKAa BHEOOJHHUYHON MHEBMOHUM MHEBMOKOKKOBOU 3THONOTHH. MP
M3 PC®CP or 19.12.1991. Meroasl 0akTEepHOJOTHUYECKOTO HCCIEIOBAHUS YCIOBHO-
NaTOr€HHBIX MUKPOOPTaHU3MOB B KIIMHUYECKOH MUKPOOHOIOTUU

®enepanbHblil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHuM U3MeHeHU B crarbio 40

OenepanibHOoro 3akoHa "OO 00s3aTeNbHOM MEAWIIMHCKOM CTpaxoBaHuM B Poccuiickoii
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Oenepannn" u denepanpHbiii 3akoH "OO0 0OCHOBaxX OXpaHbI 37I0POBbs TpaxaaH B Poccuiickoit
Oegepanun" 1Mo BONpOcaM KIMHUYECKUX PEKOMEH 1AL,

11. TIpuka3z MunsnpaBa Poccuu Ne 103H ot 28.02.2019 r. «O0 yTBepKACHUM MOpSIKA U
CPOKOB pa3palOTKU KIMHUYECKUX DPEKOMEHJAIMi, WX TMepecMoTpa, THUIOBOH (OPMBI
KIIMHUYECKHX PEKOMEHJAIMii 1 TpeOoBaHMH K UX CTPYKType, COCTaBy U Hay4dHOU
000CHOBAaHHOCTHU BKJIIOYaeMOW B KIIMHUYECKHE PEKOMEHIAIINH WH(POPMALIUN.

12.  Ilpuka3 MunznpaBa Poccun ot 13.10.2017 N 804n "OO6 yTBEep)KICHHMM HOMEHKJIATYPHI
MEJIUIIUHCKUX yCIyr".

13. Ilpuka3 MuHucrepcTBa Tpy/Ja U coruaibHou 3anmuThl PO ot 27 aBrycra 2019 r. n 5851 "O
KJIacCu(UKAUAX M KPUTEPHUAX, HCIOIB3YEeMBIX MpPHU OCYHIECTBICHHH MEIUKO-COIHAIbHON
OKCIEPTU3Bl TpaxkaaH (eaepaibHBIMU TOCYIAPCTBEHHBIMU  YUPEKACHHUSIMU  MEIUKO-
coIMaIbHOM dKcrepTu3nl” (BeTymaeT B cuiy ¢ 1 suBaps 2020 roga);

14. Ilpukaz MunucrepctBa 3apaBooxpaHeHuss P® ot 14 sguBaps 2019 r. Ne 4m
«O0 yTBEep)KICHHH TIOPSIKAa Ha3HAYCHHUs JICKAPCTBEHHBIX NpenapaToB, (OpM pernenTypHBIX
0JIaHKOB Ha JIEKAPCTBEHHbIE MpENapaThl, Mopsiika opopMIIEHUS YKa3aHHbBIX OJaHKOB, UX ydeTa
U XpaHEHUS

15. TIlpukaz MUHHUCTEPCTBO 3APAaBOOXPAHEHUS U COIMAIBLHOTO pa3Butus Poccuiickoit
Oenepannn «O nopsaKe MPUMEHEHUs JIEKaPCTBEHHBIX CPEACTB Y OOJIBHBIX MO KU3HEHHBIM
nokazaHusiMm» ot 9 asrycra 2005 r. Ne 494

16. HudopmanmonHoe nucbkMo MuHn3apasa Poccrun mo BO3MOXHOCTH 3aKYIKH JIEKAPCTBEHHOTO
npenapara o TOPrOBOMY HaVMEHOBAHMIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

17. TlepedeHb crienuaIM3uPOBAHHBIX MPOAYKTOB JI€UeOHOTO MUTAHUS JUIS IETei-MHBAINUIOB Ha
2020 rox, Pacnopsixenue IlpaButensctBa Poccuiickoit denepaunu ot 11 nexabps 2019 rona
Ne 2984-p

Ilpumepur ouaznoszos:

—Kucmosuvii  ¢pubpoz noodacenyoounol dcenesvi (Mykosucyuoos — E84.0) [cemomun
F508del/F508del], nézouno-xuweunas gopma, cpeonemsicenroe meyenue. Xponuueckuti OpoHxXum.
Hvixamenvuas  nedocmamounocms  0-1  cmenenu. Xpounuueckas ungexkyus  Ps.aeruginosa.
Xponuueckasi nanKkpeamuyeckas HeOOCMAmMOYHOCMb, msdcenas cmenenb. Omcmasanue 8
duzuueckom pazsumuu. BOH 2cm.

— Kucmosuwiii pudbpos (myxosucyuoos — E84.8) [eenomun: 2143dell/ ne uzeecmual, nezouto-
Kuweunas gopma, msicénoe mevenue. Xpornuweckutl oug@ysuuvitl opouxum. Pacnpocmpanénivie
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yunuHopuyeckue OpoHxodkmaszvl o0boux nézkux. ObocmpeHue OPOHXONE20YHO20 npoyecca no
oponxumuueckomy muny. Hvixamenvuas nHedocmamoynocmv Il cmenenu. Xponuueckas uHgexyus
Staphylococcus aureus, xponuueckas ungexyus Pseudomonas aeruginosa, Achromobacter ruhlandii
(nepsuunvlll  8biCEB). XpoHuueckuti  NOAUNO3HO-CHOUHBIU  NAHCUHycum.  XpoHuyeckas
NaHKpeamuyecKast HeodoCmamoyHoCmy, msaxcenas cmenenb. Ilyooenum. bynvoum.
Heoocmamounocmuv npuspammuuka. /[yooenoeacmpanvhuiii pegriokc. Anmpanvhvii eacmpum. L{uppos
nevenu (F4 no wxanre METAVIR - no Oannvim ¢ubposnacmomempuu neuenu). Hapywenue

moaiepannmHocmu K enioKose.
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Ipuioxkenue b. AJlropuT™Mbl 1eHCTBUI Bpaya

[TarmenT ¢ monospeHMeM Ha MYKOBHCLIHIOS

Y

JluarHocTiRa < _

Koncyneramua
MPOYHIBHOTO
CHIENMATNCTA

Juarnos

MONTEEPHKEH

Y

JucnancepHoe HAOMFOIEHME H IEIEHHE C
TEPHOTHYECKHM KOHTPOIEM B
CITELMATHNPOE ZHHOM

MYyJIBEMOHOIOI HMECKOM OTIENIEHHH

Teparma
sdderTEHa’

HET

206



Hpuiaoxenue B. Undopmauus A4 namueHra

MykoBHUCIII03 — TEHETUYECKOe 3a00JIeBaHUE, KOTOpPOE OOYCIOBJICHO MYTAllUsIMU B TE€HE
MYKOBHUCIIHIO3HOTO TPAHCMEMOPAHHOTO PEryJsTopa MPOBOJUMOCTUA. B pesynbrare reHeTH4ecKOro
nedekTa ceKpeT OOJIBIIMHCTBA KeJle3 BHEIIHEH CeKPElMH CTYIIAeTcs, 3aTPYAHICTCS €ro IBaKyaIusl.

[Ipy MyKoBUCIUAO3€ HapylIeH HOPMAaJIbHBII OTTOK CIIM3M W3 JbIXaTeNbHBIX IyTeH, YTO
MPUBOJUT K 3aCTOI0 MOKPOTHI M BOCHAJICHHIO, TIO3TOMY Yy MAIMEHTOB YacTO OTMEYAETCs Kallelb C
BBIJICTICHUEM MOKPOTHI, HEPEIKO y TAaKOTr0 peOCEHKa TOKTOpAa BBICIYIIMBAIOT BIIAXKHBIC W/WIH CyXHe
JIOKQJIbHBIE WK PACIIPOCTPAHCHHBIC XPHITBI B JIETKUX

3abosieBaHre MYKOBUCIIU03 (KUCTO3HBIA (PrOPO3) XapaKTepus3yeTcs: TeM, YTO B TOM UM WHOU
CTEIEeHU B MaTOJIOTUYECKUI MPOIECC BOBIEKAETCS BECh OPraHMU3M, HO B OOJbIIEH CTEHEHH - OPraHbl
IBIXaHUS, MTOPKETY0YHAs JKeJie3a, TICUYCHb, KEeITIHbIC MYTH, KEIIYJI0YHO-KUIIEYHBIH TPAKT, TOTOBBIC
kKele3bl. biaromapst paHHEH TUArHOCTUKE W HOBEHINIMM TEPANEBTHYECKUM PEKUMaM, MYKOBHUCIIHJIO3
(kucTo3HBIN (PUOPO3) NaBHO MEepeCTa ObITh TOJIBKO MEIUATPUICCKON MPOOIEMOH.

AJIeKBaTHOE CBOEBPEMEHHOE M PETYJSPHOE JICUCHHE, a TaK)Ke peadMIUTaIUsl CIIOCOOCTBYIOT
VIIYYIIEHUIO TPOTHO3a U Ka4eCTBA KU3HH Y OOJILITHHCTBA TAIICHTOB.

JlnarHocTHKa ¥ JICYCHHE MAIUEHTOB ¢ MYKOBHCIIHIO30M IPOBOIUTCS MYJIbTHIUCIATLTHHAPHOM
KOMaHOM, BKJIIOYArOIIel Bpada—MyJIbMOHONOra (meauarpa), Bpaya—IMeToNiora, Bpaya Mo Je4eOHOM
Gbu3KyapType (MIM Bpaya MO MEIUIMHCKON peabumuTanuu, WiIu Bpada—(pu3noTepaneBTa, WU
CHEIUAUCTa C BBICIIMM (HEMEAUIIMHCKUM) O0pa3oBaHHEM (MHCTPYKTOPAa—METOJUCTA MO JIeueOHOM
(bU3KyNbTYpE, Bpaua 1Mo jJedeOHOoN (GU3KYIbTYPE) WU CHEIHAINCTAa CO CPEIHUM NPO(EeCcCCHOHATEHBIM
(MenuuuHCKUM) 00pa3oBaHUEM (MHCTPYKTOpPA MO JeueOHOU (PU3KYIbType, MEAUIIMHCKYIO CECTPY IO
Maccaxky, MEAMIIMHCKYIO CecTpy To (U3MOTepanuu), Bpaya - OTOPUHOIAPHHIONIOTa,  Bpaya-
racTpO3HTEPOJIOora, ICUX0Jora.

HCKmIOYnTEeIbHO ~ BaXKHBIM  SBJIICTCS  ©KEAHCBHOE  IPOBEICHUE  MEPOIPHUSATHH,
CHOCOOCTBYIONINX OYMCTKE MbIXaTeNbHBIX MyTed. DTHUM TEXHHMKAM U METOAMKaM o0y4aeT Bpau-
(bu3HOTEPAIeBT B CHEIUATU3UPOBAHHOM IIEHTPE MYKOBHCIIHUI034.

OO1IeCTBEHHBIE MECTA

[Ipy mocemieHWH MECT MacCOBOTO CKOIUIEHUS IO MalueHTaM C MYKOBHCHUIIUJ030M
HE00X0AUMO COOIOAATh CTaHIAPTHBIE MEPhI MPOPHUIAKTUKN HHPEKIHMH, MTPEXk/Ie BCEro BKIIOYAIOIINE
B ce0st:

- ['urueny pyxk.
OOpabartbIBaTh pyKH aHTHOAKTEpUAIBHBIM T'eleM WM CIHUPTOBBIMHU calipeTKaMu Mepe] MPUHATUEM

IMUIIH, IMOCJIC MOCCHICHUA TyaJICTa, IMMOCJIC KOHTAKTAa C JKUBOTHBIMU WJIKM HUI'PBI HA ,[[GTCKOI\/JI IIomaake
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(paboTe Ha oropojie 1 T.n)

- Homenue numeBon Macku.

Oco0eHHO B TaKWX BBICOKOPUCKOBBIX IO BUPYCHOH Harpys3ke Mecrax, Kak METpO, a3poIopT, BOK3all,

Ha ACTCKUX IIpasgHUKaxX, KYJIbTYPHO-MACCOBBIX MCPOIPUATHAX B 3aKPBITBIX ITOMCHICHUAX. HpI/I

OpraHu3anuuu MCpOHpI/IHTI/Iﬁ Ha BO3AYXE HOLICHUEC HHHCBOﬁ MAacKH He 003aTeNbHO.

- [locne BO3BpalleHUsT U3 MECT MAacCCOBOI'0 CKOIUICHUS JIIOJAEH BBIMBITh PYKH, YMBITH JIMLO, IIPOMBITh

Ha3aJIbHBIM JyIIEM HOC, CMCHUTBL OHCKAY.

IMTarmmentsl MB B 01HOI ceMbe

He wucnonb3oBare o0mme mpeamersl  (3yOHbIE — IIETKH, MOCYAQ, JbIXaTelbHOE H

KHUHE3UTCPAIICBTUUCCKOC o60pyz[0BaHHe).

HpOBOI{I/ITI) KHHC3UTCPAIIMIO B Pa3HBIX KOMHATaXx MW B pPa3sHOC BpEMA, HC MCIIOJIb30BATb

ABbIXATCJIbHBIC TPCHAXKXCPLI APYT ApyTra.

[TaruenTsl ¢ MB, He XuByIIHE B OJAHON CEMbE, TOJKHBI COOTIOATh MEPhI MPEAOCTOPOKHOCTH:
HE 37I0pOBaThCA 32 PYKY, U30eraTh TECHBIX KOHTAKTOB, JIEPKAThCS APYT OT APYT HA PacCTOSHUM 2

M.

O6paboTka HeOynaiizepa (0OUUCTKA, Ae3UH(EKIN) TTOCIe KaXKI0TO UCIIOJIH30BAHUS.

5.10. IlpodniakTuKa BOAHOTO MyTH MH(PHIMPOBaHUSA

Boga us-mox kxpana. MoxeT coiepkaThb aTMINHMYHbIE MUKOOAKTEpPUM, CUHETHONHYIO MajouvKy,
rpu6bl. Boxa, ouMieHHas ¢ MOMOLIbI (HIBTPOB, HE MPOIMYCKAKOIMMX yacTUlbl > 0,2 MKM,
Oe3omacHa, HO TeM HE MEHee UCIOJIb30BaTh €€ KaK MUThEBYIO MOXKHO TOJIBKO MOCIE KUITSTYCHHS.
Jl51g pa3Be/ieHUs] MHTASIIIMOHHBIX PACTBOPOB MCIIOJIb30BaTh CTEPUIIbHYIO Boy. CTepuibHas BoAa

MOKET CO BpECMCHEM KOHTAMUHHUPOBATLCA, KaK 6I>ICTpO 9TO MPOUCXOJUT, HCU3BECTHO.

Acnupatopsl, HeOynaiizeps! (BO3MOXKHA nepeaaya MHPEeKIUu oT 000pyI0BaHUs MaIMeHTy). s
a’pO30JIHHOI TEepaNH HCIIOIB3YIOTCS TOJBKO CTEPUIIBHBIE PACTBOPHI, MPUMEHSITh UX CIEIYET C
coOmoaenneM acenTuku. [Tocne kaxa0ro ncnonb30BaHus HEOOXOIUMO MPOBOIUTH 1€300pabOTKY

" CTCpUIIN3AaLUTO 060py110BaH1/1;1.

JlymeBsle kaOuHbI B OacceifHe, akBamapku, O0acceiiHbl mainoro odbema (B TOM 4HCIE JETCKHE

OacceliHbI PHU OTeNSIX ), 0aHU/CayHbl MOT'YT CTaTh HCTOYHUKOM MH(EKIUH.

BoaoeMsl co cTosdei uimu 3anH3HCHHOﬁ BO,Z[Oﬁ, POAHUKH (HC60JIBIHI/IC 03€pa 1 BOAOXpaHUIIMIIIA,

0COOEHHO C 0OJIBIITUM KOJMYECTBOM JAUKHUX MTHUI] U JP.) MOTYT CTaTh HCTOUHUKOM MH(EKIINH.
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IIpodnaakTiHKa BOAHOrO OIyTH HHGUIIMPOBAHUS

[Tosockath poT ¥ yOTPEOIIATh B MHUIIY TOJILKO KHIITYCHYIO WK OYTHIMPOBAHHYIO BOJY.
Wcmions3oBarts JJISL I/IHFaJISIL[I/IOHHOﬁ TCpaIIuu TOJBKO CTCPUJIBHBIC PACTBOPHI.

CMbIBaTh BOJY B YHHTA3€ TOJBKO MPH 3aKPHITON KPBIIIKE.

OO0pabarpiBaTh HeOyIal3ep MOCIE KAXKIOTO UCIIOIH30BAHUS.

Menstb GuiabTpel U HeOyai3ep 1 pa3 B 6 MecsIeB U MTPH IPOBEICHUH 3PAAUKAIIMOHHON Tepanuu

UHEKIUH.
Jle3uHpuImpoBaTh Ha3adbHBIN AYIII TOCIIE KAXIO0T0 UCIIOIB30BaHU.

VY neteil panHero Bo3pacra ISl aHAIKU3a MUKPOOHO (hI0pBl MPOBOIUTH MIYOOKHI Ma30K U3 3€Ba

WJTU TI0JTy4aTh MOKPOTY, UCIIOIb3Ysl MHIANBUIYAIbHBIA acIIUpaTop.
He mbIThCs B AymieBoit kabuHe 10 U MOocie MmoceleHus dacceiina.
N3berarh KynaHusi B MEJIKUX OacceifHax, akBamapkax, 3arps3HCHHBIX BOJOEMax.

He yr[OTpC6J'I$ITB BOAY U3 UCTOYHHUKOB U POJHUKOB.

5.11. IIumeBoii myTh HHPUUUpPoBaHus. [IpopunakTuka numeBoro nyTu HHGUUMPOBAHUS

ITureBoit IyTh HHOUIIMPOBAHUS

1. HegoctaTouyHO MPOMBITBIE OBOLIN/(QPYKTHI/STObI

2. HexauecTBeHnHas TCPpMHUYICCKAA 06pa60TI<a MMPOAYKTOB

3. Mcnonp30BaHue B MHIILY HECBEKUX OBOILEH/(DPYKTOB/SIT0

4. I'puonr Aspergillus spp. MmoryT coaepkarbesi B KyKypy3e, opexax, CeMeHax U 3epHe

I[IpodmnakTrka OUIIEBOTO YT HHOUIIMPOBAHUS

Hcnonw3zoBatk mist 00paOOTKH OBOIIEH, SATOM M (PYKTOB CIENUATBHBIE Ee3UH(UIUPYIOIINE

CpencTBa.
AJlekBaTHas TepMHUECKasi 00pabOTKa MICHBIX ¥ MOPETPOTYKTOB.

He ncrionp3oBats B MUy MOATHUBINHUE WX 3aIllJICCHEBEIIBIC OBOIIU, ATOABI, (1)pyKTI)I.

5.12. Bo3ayuiHo — kaneJbHbIH U KOHTAKTHBINH NyTH 3apa:xkenus. [Ipoduaakruka
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Bo3ayiHo —KaneabHEIM U KOHTAKTHBIM OYTH 3apaskeHUs.

1. Bo3aymHo-KanenbHbIH MyTh Nepeaadyd MHPEKIHH — 3TO 3apaXeHHE Yepe3 BO3IYyX, B KOTOPBIH
[IONAJal0T U PacCHpOCTPAaHSAIOTCS Ha PACCTOSIHME OKOJIO 2 M IPU pasroBope, Kalule U YHUXaHUU
MAlUMEHTOB MeNbyaiiiiie OpbhI3rH U KAl CIIOHBI U HOCOBOM CIM3H, COJEp>Kaliue BO30yauTenen
Oone3Hel — KamenbHas WHQEKIUS (OCHOBHBIE BO30OYIUTENM XPOHHMYECKOTO MHKPOOHO —
BOCIAJIMTEIBHOTO IpoIiecca apixarenbHoro tpakra (Bee, MRSA, mynbrupesucrenTHas P. aeruginosa,
Achromobacter spp., HTMB), a rtakxke rpumm, aHruHa, audrepus, KOKIIOII, KOPb, CKapJaTHHA,
TyOepkyne3). [lpu BbIcbIXaHMM ATHX OpBI3T U Karellb BO30YIUTENU OOJIE3HH JOJTr0 COXPaHSAIOTCS B
MbUTH— TbUIeBast HHGEKK. 3apakeHne MPOUCXOIUT MPH BABIXaHUU BO30YyuTENel O0Ie3HeH.

2. KoHTakTHBIC ITyTh Yepe3 MOBEPXHOCTH, TAKKE MOXKET OBITh IPUYNHON HHDUIIUPOBAHHMSI.

3. Aspergillus spp. oOuTaOT B MOYBE U HAa PACTUTEIBHBIX OCTaTKaX. B CBSI3U ¢ 3TMM OHHU MOCTOSHHO
NPUCYTCTBYIOT B BO3JyX€ BHEIIHEH cpeasl W BHyTpu mnomemnienuil. ITockosbky Aspergillus spp.
pacipoCcTpaHEHbl IMOBCEMECTHO, MOJHOCTHIO HCKIIOYUTh KOHTAKT MalMeHTa C MHKPOMHUIETaAMU
HEBO3MOXKHO, TEM HE MEHEE CIICYET CTPEMHUTHCSI MAKCUMAIILHO CHU3UTh PUCK HH()DUIIUPOBAHMSI.

4. PecniupaTopHbIe BUPYCHI ABJISIIOTCS BaXKHBIMU MMAaTOreHaMU Juisl manmeHToB ¢ MB. Bupycsl, Takue
KaK pecrnupaTopHO-CHHIUTUANBHBIN Bupyc (RSV), Bupyc rpurma, BUpyC maparpuiia, afecHOBHUPYC U
PUHOBHPYCHI, UMEIOT OTHOCUTEIHHO KOPOTKHE MEpHOAbl MHKYyOaruu (MeHee 1 Hexenu), a mepenaya
MIPOUCXOJUT B OCHOBHOM TIOCPEJCTBOM TIPSIMOTO KOHTAaKTa ¢ WHMUIIMPOBAHHBIMH JIFOJBMHU HIIN
KOCBEHHOT'O KOHTaKTa, Kacasch MHPUIIMPOBAHHBIX ITpeaMeToB. KanenbHas nepenada nHGEKIIMOHHBIX
pECTIMPATOPHBIX CEKPETOB MPOUCXOIUT C BUPYCOM TpHMma u aneHoBupycamu. Jletu ¢ MB He Gonee
BOCIIPUUMYHUBBI K HWH(MEKIHSIM BHPYCHBIX PECIHPATOPHBIX IMYTEH, 4YeM HX 370POBBIE CBEPCTHUKHU.
OpHako pecrupaTopHble BUPYCHBIE 3a00J€BaHUS MOTYT Y HUX IIPOTEKaTh TSAXkeJlee U ClocoOCTBOBATh
pa3BUTHIO OaKTepHATbHOU HHDEKIINH.

IIpodunakTuka .

e He noaxomuts k apyrum namuentam ¢ MB Gimke, ueM Ha 2 M.
e lcnonbs30Barh JMLIEBBIE MACKH.

e lcmonp30BaTh JHIEBYIO MAacKy BO BpeMsi TOBBIIMICHHOW 3a00JIEBA€MOCTH W TOCEIICHHS

OOIIECTBEHHBIX YUPEXKICHHUH, a TaK)Ke MPH MOCEIICHUH JIEYEOHBIX YUPEKACHUH.
e (OOpabarpIBaTh MOBEPXHOCTH MMOCTIE TAI[UEHTOB.
e (OO0paboTka pykK.

L HaHI/IeHTBI ¢ MB ne JOJIKHBI HAXOIUTBHCA B XUIIBIX H OOJILHUYHBIX MMOMCIICHHUAX, MOPAXKCHHBIX
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IIJIECCHBIO.

Heo6xoanMo creauTh 3a COOMIOACHUEM TeMIIepaTypHO-BIKHOCTHOTO PEXHUMa B IMOMEIICHHSIX,

HC JOITYCKaTh IIPOTCUCK, aBapPIfI, 3aTOIJICHUH IoaBaJIOB U T.II.

B CJIydac MosABJICHUA ITPU3HAKOB INICCCHU B IMOMCHICHUAX H€O6XOI[I/IMO MEPCBCCTU MAITUCHTOB MB

B IPyro€ IOMEILEHUE.

Jis JNUKBUJAUMM TIOCIEACTBUI TOSBICHUS IUIECEHM B 3/aHUSAX HEOOXOAMMO BBIABUTh MU
YCTPaHUTh MPHUYUHY TOSBICHUS CHIPOCTU B 3JIaHUH, MPOBECTH MPOCYHIKY U 00pabOTKy OuaroB

6I/IOHOBpe)KI[€HI/If/'I CTPOUTCIIbHBIMU 6I/IOIII/I[[3,MI/I, AKTUBHBIMU IIPOTHUB FpI/I60B.

B KBapTHpax IMaluCHTOB C MB, a Tak)ke OOJILHUYHBIX IIOMCIICHUAX M ITOJIHMKIMHHUKAX, HC JOJIXKHO

OBITE LOBCTOB B ropmkax, 3SMMHHUX Ca0B H IIp.

B cBsa3u ¢ TEM, 4YTO OOJIBIIIOE KOJIMYECTBO CIIop rpI/I6OB NpUCYTCTBYECT Ha YaCTUYKAX IIbLIH,
H606XOI[I/IMO n30eratb KOHTaKTa nanueHToB ¢ MB ¢ IbUIBIO, THIATCIBHO HPOBOAUTH BJIA’KHYIO

yOOpPKY ITOMEIICHUH.
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Ipuiaoxkenue I'. IlIkanbl OeHKH, BOIPOCHUKH U APYIrHe OLeHOYHbIEe

HHCTPYMEHTHBI COCTOSAHMA NMAIIMCHTA, IPUBEACHHbLIC B KIIMHHYC€CKHUX

peKoOMeHIaAuUsIX

Ipunoxenue I'l. Hlkasa ouenku creneHu ¢Guodpo3a neuenn METAVIR (Meta-

Analysis of Hisological Data In Viral Hepatitis) — MeTa-aHajan3 rucToJI0ru4ecKux

JAHHBIX IIPU BUPYCHBIX Ienmarurax

Ucrounuk: [275 (B monudukaruu 276, 277,278].

Tumn: mkana oleHKH

Hasna4venue: ornieHka creneHu GpuoOpo3a neueHu
OueHoYHbIH HHCTPYMEHT: IIKaJIa

Conep:kanue U KJII04:

3HaueHusT 9AJIACTUYHOCTH  TMEYEHH TPU  Pa3IUYHbBIX

¢bubposnacTomerpus) (DIacTOMETPHS ICUCHH )

craausax  ¢ubpo3a  (TpaH3HCHTHAS

Cranus ¢pubposa 3Ha4YCHUS ITACTHYHOCTH
(xlla)

FO (orcyrcTBue (hubpo3a) <5,8

F1 (nerkuit $pubpo3) 5,8-7,2

F2 (ymepenssrit pudpo3) 7,2-9,5

F3 (BbIpaxeHHbI (Hudbpo3) 9,5-12,5

F4 (tmppo3) >12,5
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Hpuaoxenue I'2. Knaccudpuxkanus acneprumiiiesa

Beiaensitor stk cTanui Annepeuuecko2o 6porxone2ouno2o acnepeuniesa (ABJIA)*:

- ocTpas cTaaws,

- pemmccus,

- oboctpenue,

- I'KC-3aBucumas

- ¢ubdpos.
*y manMeHToB ¢ MyKoBUCHHI030M ABJIA Hepemko mpoTekaeT Kak MEUICHHO MpPOTpeccUupyroliee
3a00JieBaHKe, YKa3aHHbIC CTAJUN BBIICIUTH He yaaercs [8,32].

o  Xponuueckuii acnepeunnes ieckux (XAJI)

XpOHUYECKUI acepruilies JIETKUX — COOpHOE MOHATHE, KOTOPOE BKIHOYAeT™*:
- HOAYJISIPHBIM aCIEeprusuies,

- OAMHOYHAM acneprusioma,

- XPOHUYECKHUI KaBEPHO3HBIN aCIEPIrUiUIE3,

- XpOHHYECKHi (HUOPO3UPYIOUINIA acTIepruiuies,

- MOJOCTPbII MHBA3HUBHBIH acriepruuies/
** 'y manMeHToB € MyKoBHCIUI030M XAJl mpoTekaeT NpeMMYILECTBEHHO KaK HOAYJSPHBIM
acmepruiuie3, OMHOYHAS aCTIePriyiioMa UITH XPOHHYECKUI KaBepHO3HbIH acnepruiuies [10,11].

e Acneprusie3Hslii TpaxeoOpOHXHUT
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Hpunoxenune I'3. [lIkana oneHKH TAXKECTH U CTENEHH KOMIIEHCALIMU IUPPO3a

Yaitaa-IIsio (the Child—Pugh score)

Hcrounuk: [40], Banunanus mkaisl B PO He npoBoaniach.
Tun: mkana oleHKU
Ha3nadenmue: orjeHKa CTENEHN KOMIICHCAIIMY [IPPO3a TIEYECHU

OueHOYHbI HHCTPYMEHT: IIKajia

Conep:xanue:

Baaasl 1 2 3
IIpu3Haku
DHnedanonatus Her MUHUMAaJIbHBIE KoMa

MIPOSIBIICHUS

Acuur OTtcyTcTBYET KOHTPOJIMPYETCS pedpakTepHsbIit
bunupy6un (Mmmons/n) | <34 34-35 >51
AnsO0ymMuH (T/71) >35 28-35 <28
[IporpomOuHOBOE <4 4-6 >6
BpeMms (CeK.)

! 3nauenus npoTpoMOHHOBOro BpeMerHu 4-6 cek. COOTBETCTBYeT MpUOIH3UTEIbHO 50% 1 40% OT HOPMBI

COOTBCTCTBCHHO

Krnacc uuppo3sa BbICTaBsieTcs B 3aBUCMOCTH OT CyMMBI 0aJlJIOB IO BCEM MapaMeTpam.
Kurou:

Cymma 6amioB 5—6 cooTBeTCTBYeT kiaccy A, mpu cymme 7-9 — ximace B, a mpu oOreit
cymme B 10 -15 GannoB BeicTaBnsieTcs kiacce C.

Oxunaemasi MPOJOJKUTENBHOCTh KU3HM Yy TMAlMEHTOB kiacca A cocrasiser 15—20 ner,
nocseonepaoHHas JeTaTbHOCTh MTPH MOJIOCTHOM XHUPYPrHUecKoM BMemmaTenbeTse - 10 %.

Knacc B sBnsiercst mokazanuem Juisi pacCMOTPEHUSI BOIIPOCA O MEPECaaKe MEUEHU; NMPU 3TOM
MOCJICONEePA[MOHHAS JIETATIbHOCTD MIPH MOJIOCTHOM XMPYpPruuecKoM BMeIarenabcTe gocturaet 30 %.

Y Oonbubix kmacca C oxumaemas NOpOAOKUTEIBHOCTh JKU3HHM jgocturaer 1-3 roma, a
nocjeonepaoHHas JeTalbHOCTh MIPU MOJOCTHOM BMelIaTeabeTse - 82 %.

Ha ocnoBanum xputepueB Yaitnma - [Ipto mpeioxkeHo OIEHHMBATH HEOOXOIWMOCTh B
TpaHCIUIAHTAIlMM [€YEHU: BBICOKAash HEOOXOAMMOCTh Yy MAalMeHTOB, OTHocsmuxcs k kmaccy C,
yMEpeHHas - y MalMeHTOB Kiacca B n Hu3Kas - y manuenToB kiacca A [279]

OL[GHKa BBIKMBACMOCTHU MMTATUCHTOB C HUPPO30OM IICUCHU

[https://www.gastroscan.ru/handbook/117/7543].

Kuacc no Yaina-IIsto bannel "'oguuHas BbKMBaeMOCTb, % JIByXJIETHSISI BBDKMBAEMOCTb, %o
A 56 |100 85
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79 81

57

C

10-15 45

35
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IIpunoxenune I'4. PenTrenogencuromerpus y nanueHTos ¢ MB

Heysnepeemuueckas pemmeenosckas Oencumomempusi  (Penmeenooencumomempus) (DXA)
ABNAECMCA «30710MbIM CIAHOAPMOM» KOIUYECBEHHO20 ONpedeieHusi KOCMHOU MACCbl (MUHEPATbHOU
nromuocmu kocmu unu MIIK).

B cospemennoui knunuueckou npakmuxe unousuoyanvruas MIIK cpasnusaemcs ¢ pegpepencHou
bazotl dannvix. Haubonee npuemnemvin cnocovom oyenku MIIK sensemcs oyenka ¢ nomowwio T-u Z-
Kpumepues.

T-kpumepuii npeocmagisem coboU KOAUHeCMB0 CMAHOAPMHLIX OMKIOHEHUl Gblle U HUICEe
cpedHez20 noKazameinsi NUKA KOCMHOU MAcchbl y MON00bIX. TIpumeHum monvKo y Hcemwun 6 nepu- u
nocmmenonayse u 'y mysicuur 50 nem u cmapue [86,280].

Y 0emeii, noopocmros, é3pocnvix (Mysxcuun maaowe 50 nem u dceHwuH 8 npemeHonayse) 0
oyenku MIIK ucnonvzyemcs Z-kpumeputi (Koiuuecmeo CMAanOApmMubIX OMKIOHEHUL 8blue U HUdICe
cpeone2o nokazamelisi OJis IUY AHAI02UYHO20 803pacma). T-kpumepuii HUK020a He ucnovbzyemcs (A).

B cayuae, koeoa coodepowcanue kocmuvix munepanos uiu MIIK no Z-xpumepuro
coomeemcmayem ypoguio < -2 SD, crnedyem npumenamo mepmun «HU3KOE COOepiICaAHUe MUHEPANd 8

kocmu unu Huskast MITK onst dannozo xpononozuueckozo éos3pacmay [43,86,280].
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IIpunoxenue I'S. Anropurm 00cjiel0BaHUA U TAKTHKA PeELICHUs] BONPOCA

penpoaykuuu y myxx4uud ¢ MB

4{ MonekynapHO-reHeTHYECKM NOATBeP XA HHbIM AnarHos «MyKoBMcuMao3» |

|

Cnepmaronoruyeckoe uccnegosarme l

l

Asoccnepmmn/

!

g

L . P Hopmosoocnepmua

|

BUONCHMA AMYKA ]

|

I Obcnenosanue cynpyri (reHeTuuecKoe, penpoaykTonoriuyeckoe) l

1

Nposegenne IKO/ICSI.
MNpu BbicoKom prcke MB —
nperMmnNadHTauMoHHan
AnarHoctvra (NrA)

Pewenune BONPOCA O KPUOKOHCEPBALMM CNEPMATO30MA0B

/ nnasuposaHue BepemerHOCTH

bepemeHHOCTS

Po—

|

Orcyrcrsme
bepemeHHOCTH

|

OTtcyTcrsmne Hacrynuna

GepemeHHOCTH [

MNpexaranocHas
AMArHOCTUKA
(no nokazauuam)

[

| Pewenune 06 ucnonsiosaHnm AOHOPCKUX Nnporpamm BPT

AJ'II‘OpI/ITM 06CJ'ICI[OB8_HI/I$I N TaKTHUKa PCHICHUSA BOIIPpOCa PCIPOAYKIIHH, KOTOpLIﬁ 3aBUCUT OT
TPEX COCTABJIAIOIUX: PEIYJIBTATOB I'CHETHYCCKOT'O O6CJ'IeJIOBaHI/I$I, PE3YIBTATOB CIICPMUOJIOTHICCKOTO

UCCIIEIOBAaHMS U cTaTyca (epTUIIBHOCTU CYIPYTH.
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Hpuiaoxenune I'6. [lanHble 0 NPUPOAHOM PE3UCTEHTHOCTH BeAYLUIHMX

MHUKpoOOpranusmMos npu MB

[Ommoka! McTOYHHMK CCHUIKH He HaiiIeH. |

S. aureus obnamaer MPUPOIHONW YCTOWYMBOCTBIO K a3TPEOHAMy, TEMOIMUIMHY, MOJUMHUKCHHY B/
KOJIMCTHHY, HATHIUKCOBON KUCIOTE U erazuaumy™*.

Bce HI'OBb o6manmaroT mpupomHON YCTOWYMBOCTBIO K OCH3WINMCHHIMILIUHY**, medanocrnopuHam
IIEPBOTO U BTOPOIO MOKOJEHMs, TIMKONEeNTHIaM, (Qy3u10BOM KUCI0TE, MAKpPOJIMIaM, TUHKO3aMHUaM,
CTpernTorpaMuHaM, puGamMImunuay**, TanTOMAIUHAY** 1 TUHE30I Ty *.

P.aeruginosa mpupoaHO YCTOHYMBA K aMIMIWDUIMHY, aMOKCHIWUIMH/KIaByJaHOBas KHUCIIOTE,
uedazonuny**, nedanekcuny**, nedanoruny, uedbagpokcuny, negorakcumy**, nedrpuakcony**,
spraneHeMy**, xjopampeHuKony**, kaHaMHUIUHY**, HEOMULIUHY, TPUMETOIPUMY, TETPALUKIUHY,
TUTCIUKIHHY **,

Achromobacter  xylosoxydans mpupogHo  yCTOHYMB K  aMOUIUIMHY**,  medasonuny**,
uedanexkcuny**, nedanotuny, nedaapoxcuiy, neporakcumy**, nedprpuakcony**, spranenemy**.
B.cepacia complex mnpupoaHo ycToWuyMBa K aMOULMUIMHY**, aMOKCHLIMJUIMH/KJIaBYJIaHOBOMN
KHCIoTE™ ™, aMIOUIWUINH/CyIbOakTamy**, TUKapUWIINHY, NUIIEepalUILIAHY,
TUKapUUUIMH/KIIAaBYJIaHOBOW KUCIIOTE, MUIIEpallJUINH/Ta300akTaMy, edasonuny™*, nedanexcuny™*,
nedanotuny, uedagpokcmity, uedorakcumy**, nedpTpuakcony**, asTpeoHamy, spTaneHemy**,
unpodokcanuny**, xnopampeHUKoay**, aMUHOIIMKO3UAAM, TPUMETONPHUMY, (GochoMULIUHY™*,
MOJMMHKCHHY B/ KonucTuHy.

Stenotrophomonas maltophilia OPUPOJIHO yCTOWYMBA K AMITUIIUTAHY * ¥,
aMOKCHIIWIJIMH/KJIaByIaHOBOM KHCITOTE™ ™, aMIUIIINH/CyIbOaKTamy**, THKapLWLINHY,
NUNepaluuInHy, NHUIepaluuInH/Ta3o0akTaMy, Ledazonmuny**, nedanexkcuny**, uedanoTus,
nedanpokcuiy, uedorakcumy**, nedrpuakcony**, asrpeonamy, spraneHemy**, uMHIIEHEMY,
MeporeHeMy™**, aMHHOTTIMKO3UaM, TpuMeTonpumy, (ochomununy**, terpauukiuny. Ho moxer
OBITh YyBCTBUTEIbHA K TPUMETONIPUM/CYTb(aMmeToKcazomy™*.

Haemophilus influenzae npupomHo ycToifunBa K INIMKOMENTHAAM, JIUHKO3aMHIaM, TaNTOMUIMHY**,

TUHE30IUAY**, Qy3u0BOil KHCIOTE, CTPENTOrPAMUHAM.
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Hpuiaoxenune I'7.

Ilepeyensn

J1adopaTopHBIX

4 |

HHCTPYMCHTAJbHBIX

I/ICCJIeIlOBaHI/Iﬁ u KOHch]LTaHl/Iﬁ CIICNAJINCTOB, OCYIIECTBJAACMbBIX B CPECAHEM

NpU THHAMUAYECKOM HAOJII0IeHUH MAIUEHTOB ¢ MYKOBHCIIMI030M

By o0ciienoBanus

IIpu
NepBUYHOM
o0pameHun

IlnanoBbI
BU3UT
(kaxabie 3
Mmec.)

Kazxknnle 6
MecsaLeB

E:xerogHo

Kazxnnblie
2 roaa

I1o noxa3zanusaM

DKanoOn1, anamMHe3

+

+

IAHTPOTIOMETPHSI C OIIEHKOI
IO MMPOLEHTHIILHBIM PsiiaM
1 TUHAMUKOMN

+

+

KinHnyeckuit ocMoTp

CrinpoMeTpus
(nccremoBanue
[HECTIPOBOLMPOBAHHBIX
JIbIXaTCIbHBIX O6’beMOB H
ITOTOKOR)

CrimpomeTpus ¢ ipo0oii ¢
OPOHXOJIUTHKOM
(nccremoBanme
IBIXaTeIbHBIX 00BEMOB C
MPUMCHCHUEM
PICKAapCTBCHHBIX
MperapaToB)

i
Bboaumnnernzmorpadus

[TynscokcumeTpus

OOMMi aHaTN3 KPOBU

(OOmmMit (KITMHHYECKUH)

AHATTN3 KPOBU
a3BEpPHYTHIN)

buoxumuyeckuii aHaaus3
KpOBH

(aHanu3 KpoBH
OHMOXUMUYECKUN
o0IIeTepaneBTHYECKU,
MICCIIeIOBAHNE YPOBHS
[JIFOKO3BI B KPOBH)

OpHEeHTHPOBOYHOE
HCCIieI0BaHUE TEMOCTa3a
(Koarymorpamma)

+ (o
ITOKa3aHUsIM )

OpaybHBIN
[ITFOKO30TOJICPAHTHBIH TECT
(OI'TT), cyrounoe
MOHUTOPUPOBAHUE
FHHKCMI/IPll

(mpoBeneHue
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Bux o0ciiemoBanus

Ipu
NepBUYHOM
o0pameHun

IlnanoBbIi
BU3UT
(kaxapie 3
Mmec.)

Kazxknnle 6
MecsaLleB

E:xeroagHo

Kazxknblie
2 roaa

I1o moxazannsam

[JIF0OKO30TOJIEPAaHTHOTO
TecTa, UCCIEeI0OBaHNe
YPOBHSI TJTFOKO3bI B KPOBU
METOAOM HEIPEPHIBHOTO
MOHHMTOPHUPOBAHUS)

MukpoOnoIoruYecKuit
AHAJIN3 MOKPOTBI
(HauMeHOBaHHUS YCIIYT B
COOTBETCTBUH C
Homenknatypoi
MEIUIMHCKHUX YCIyT yCIyT
CM. KOMMEHTapHuil B
pasnene 2.3.
«JlaboparopHas
ITHArHOCTHKA)

Kompomorust
(komposormueckoe
HICCIICOBAHNE)

OnpeneneHue akTUBHOCTH
[MaHKPEATHYECKON
bractassi-1 B Kae®

+ (npu
COXpaHHOU
DK30KPUHHOM
(dhyHKIIH
MOJDKEITY 104
HOH >KeITe3bl)

JekTpokapauorpadus
(OKI)

Oxokapauorpadus (3X0O-
KI')

V3U opranoB OpromHoi
MOJIOCTH, JOTILIeporpadus
(ymeTpa3sByKOBOE
MCcIIeJOBaHUE OPraHOB
OpIOITHOM TIOJIOCTH
(KOMITIIEKCHOE),
YIIbTPa3ByKOBOE
MCCIIeJOBaHUE TICUCHH,
YJIBTPa3ByKOBOE
MCCIIeIOBaHUe
renaToOMUIMapHON 30HBI)

BHaCTOMCTpI/IH INCYCHU

Pentrenorpadus opraHos
IPYIHOU KIIETKH
(penTrenorpadus JIerkux)

KT opranoB rpyaHou
KJIETKH (C 5 JIeT WM 110
IMOKA3aHUSIM )
(KoMmBIOTEpHAs
romMorpadus JerkKnx)
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By o0ciienoBanus

Ipu
NepBUYHOM
o0pameHun

IlnanoBbIi
BU3UT
(kaxapie 3
Mmec.)

Kazxknnle 6
MecsaLleB

E:xeroagHo

Kazxknblie
2 roaa

I1o moxazannsam

MarHuTHO-pe30HaHCHAs
ToMorpadus OpraHoB
CPYIHOM MOJOCTH

KT mazyx HOCa (c 5 meT)
(KOMIIBIOTEpHAS
ToMorpadus mpUIaTOYHBIX
nasyx HOCa, FOpTaHH)"

MarHuTHO-pe30HaHCHAs
romorpadus
OKOJIOHOCOBBIX Ma3yX'

OCTEO0IeHCHTOMETPHS
(peHTreHOICHCUTOMETPHSI)

A0 IOMUHAIBbHAS
eHTreHorpadus

Ornenka neduimra
BUTAaMUH A (oTIpeneieHne
KOHIICHTpAI[K BUTAMUHA
A (peTuHOJa) B CBIBOPOTKE
KpOBH")

Onenka gedunumra
BUTaMUH D —
(1ccnemoBaHue ypoBHS 25-
OH Buramuna /I B KpoBH)

Onenka aeduiura
BuTaMuH E:

(ompeneneHre ypoBHEH a-
rokopepona’ u
XOJIECTEpHUHA B CBIBOPOTKE
KpPOBH, a TaK)Xe X
COOTHOIIEHNS)

Onenka aeduiura
BuTamuHa K:
(ompenenenue
MPOTPOMOMHOBOTO
(TpoMOOTIIIaCTHHOBOTO)
BpPEMEHH B KPOBH HJTH B
miazme)

+ (00s13aTeIBHO-
nepesn
OIICpaTUBHBIM
BMEIIATEILCTBO
M, TIpH
KPOBOTCUYCHUSX )

Onenka aeduiura
ButamuHa K (onpeneneHue
ypoBHs BuTamMuna K B
CHIBOPOTKE KPOBH")

+

Butamua B12
(ompenenenne ypoBHS
BATAMUHA
B12(1imanoko6anaMuH) B
KPOBH)

+ (BceM
MAIEeHTaM C
MB ¢
CHUHIIPOMOM
KOPOTKOM
KHIIIKH)

Koncynpranus
OTOPUHOJIAPUHIOJIOTa
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By o0ciienoBanus

Ipu
NepBUYHOM
o0pameHun

IlnanoBbIi
BU3UT
(kaxapie 3
Mmec.)

Kazxknnle 6
MecsaLleB

E:xeroagHo

Kazxknblie
2 roaa

I1o moxazannsam

(DHIIOCKOIHS HOCOTJIOTKH
(sHmOCKOIHYECKAst
YH/IOHA3AIbHAS PEBU3US
MOJIOCTH HOCA,
HOCOTJIOTKH)

TonanbHas MOpOroBas

Ay TUOMETPHS
(perucTpanms BEI3BaAHHOM
OTOAKYCTUYECKOU 3MUCCUU
W/WH PETUCTPaIUs
KOPOTKOJIATEHTHBIX
CJIYXOBBIX BbI3BAHHBIX
MMOTSHITUAIOB, ASSR-TCCT)l

KoHcynbTanus Bpaya-
IMETOJIora

KoncynpTanus ncuxonora

KoHTpoJIb HABBIKOB
KHUHC3UTCpAIuu 1
WCIIONIb30BaHUS
NBIXaTENbHBIX TPEHAXKEPOB
1 IprOOpOB

KoncynbTarmus Bpaua-
racTpPOIHTEPOJIOTa

DubporzodaroracTpoayo
CHOCKOTIHS
(330¢haroracTpomyoieHOCK
OTIVIST )

Koncynpranus Bpava-
9HJIOKPUHOJIOra

KoncynpTamus Bpada-
TpaHCIUIAaHTOJIOTa

Koncynbranus Bpava-
KapuoJiora (Kapauosiora
ITETCKOTO)

Koncynbranus Bpava-
ypostora (ypoJora-
QHJPOJIOTa JIETCKOTO)

Koncynpraius Bpaua-
AKyIlIepa-TUHEKOJIOTa

PexoMeHaImm 1Mo
IIeKapCTBEHHOMY
00OecIeueHuI0, BHECEHNE
M3MEHECHUH B
[pETHOHAJILHBIN PEECTP 110
IIeKapCTBEHHOMY
00eCIIeYeHUIO

["omoBoit anuKpu3
(BeImIMCcKa Ayt MCD) ¢
[PEKOMEHIAITISIMA 1
M1aHoM HaOJIIOIeHUs Ha
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COTJIacHUsl U BHECEHUE
MaHHBIX MTAIMeHTa B
HaIIMOHAJIBHBIN PETUCTP

Ipn IInanoBwiii | Kaxknasie 6 Kaxnbie|llo nmoxkazanusim
NepBUYHOM BU3HUT MecsileB 2 roma
Bun o6cnenoBanus Exerogno
oopameHun| (Kaxablie 3
Mmec.)
roJ
IMoanucanue +
MH(OPMUPOBAHHOTO

IIpumeuanus:

! B oT/1e/bHBIX BO3PACTHBIX IPYIIIAX C y4eTOM BospacTa [2]
2 J17151 MALHEHTOB ¢ HOpPMAaJTbHBIM YPOBHEM 3JIacTa3bl, T.C. COXpaHHOU QyHKIHeH momkenynounoii sxeme3sl (MKB 10 — E.84.

0).

® OrcyrerByer B yrBepiaenHoii Homerkmarype memummuckux yeayr (Ilpukas Mumsgpasa Poccmu ot 13.10.2017

Ne 8041).

* Ipu HATHYMH TOMICHHYCUTA 1 TIOHIIOB HOCA — Yallle
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Hpuiaoxenue I'8. PacuundpoBka npumedanui

*%*

... ~— IpemapaT BXOJUT B IEpPEYCHb XU3HEHHO HEOOXOIMMBIX W BaXHEHIINUX JIEKAPCTBEHHBIX
npenaparoB (Pacnopspkenne IlpaBurensctBa P® ot 12.10.2019 Ne 2406-p «OO6 yTBepkaeHUU
NEepevHs )KU3HEHHO HEOOXOAMMBIX U BaKHEHIINX JEKapCTBEHHBIX mpemnapartoB Ha 2020 roj, a Takxke
IIepeyHEeNl JIEKapCTBEHHBIX IpEnapaTroB Uil MEIULMHCKOIO IMPUMEHEHUS M MHHHMMAJIBHOTO
aCCOPTHMEHTA JICKAPCTBEHHBIX MpPErnapaToB, HEOOXOAUMBIX Uil OKa3aHUs MEIUIMHCKON MOMOILIN» »,
Pacniopsixenue [pasutensctBa PD ot 23 Hos16pst 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3apermcTpupoBaHHBIX B MHCTPYKIMHU JICKAPCTBEHHOT'O CpPEICTBA
MOKa3aHUM OCYILECTBIISIETCS IO PEHICHUI0 BpaueOHOM KoMHCCHM, C paspernieHus JlokaabHOTo
ATHUYECKOr0 KOMHUTETa MEAMIIMHCKOW opraHu3anuu (Ipu HaJU4uu), C YCIOBHEM IMOJIUCAHHOTO
MH()OPMHUPOBAHHOTO COTJIACHS POJUTENel (3aKOHHOTO MPEJICTaBUTENA) M TAaIlMeHTa B BO3pacTe
crapure 15 ner;

**% - MEAMLIMHCKOE W3JeHe, UMIUIAHTUPYEMOE B OPIaHM3M 4YEJIOBEKa MPHU OKa3aHUU MEAMIIMHCKON
MOMOIIM B paMKax MPOrpaMMbl TOCYIAapCTBEHHBIX TapaHTUN OECIUIATHOTO OKa3aHWUs Tpa)kaaHaM
MEIUIIMHCKOM MTOMOIITH.

**EX - mpoaykT nuTaHus, BKItoueH B Pacnopsbkenue [IpaButenbctBa PO ot 7 nexadps 2020 r. Ne

3242-p O0 yTBepKICHUU TEPEYHS CIECIHATM3UPOBAHHBIX IPOAYKTOB JICYCOHOTO MTUTAHUS IS JACTCH -

nHBannaoB Ha 2021 r.
Hpuaoxenune I'9. Cmecu a1 Jie4eOHOT0 U JONOJHUTEIHLHOIO0 MUTAHUS AJIA

MAaIUEHTOB ¢ MYKOBHCIIUIAO030M

I'pynna

XapakTepucTHKa CMECH

HpI/IMeHGHI/IG, npeaHa3sHa4YCHUC

Hns nereit 1

MoutouHble cMecH JJIA I/ICKYCCTBGHHOFO/I[OHOJ'IHI/ITeJ'ILHOFO

MoiJtounble cMecH ISt IeTer 1-ro

rojia KU3HU BCKapMITMBaHHS HETOHOIIEHHBIX U MaJIOBECHBIX JieTel 1-To | Tona Ku3HH, ¢
roga xu3Hu. Conmepxkanue Oenka 1,9 — 2,2 /100 v, 20% HEJIOCTaTOYHOCTBIO ITUTAHUS
CLT B cocTaBe >xUpPOBOTO KOMIIOHEHTa CMECH. (runotpodueit)
OHepreTryeckas neHHocTh cMecu 77 — 100 kkan/100 Mo
cMecH
Jnst netei 1 CMecu Ha OCHOBE TITyOOKOTO THAPOIIN3a MOJIOYHOTO Oerka Cwmecu miist aereii ¢ MB miist
rojia >KM3HU (ka3enHa, CHIBOPOTOYHOTO Oejika), ¢ Bkimouennem 50-60% SHTEPAIHLHOTO MATAHUS TIOCIIE
CLT B cocraBe )HPOBOrO KOMIIOHEHTa, O€3JIaKTO3HbIE OIepalyy 1ocjie MEKOHHEBOTIO
uieyca, a TakkKe MpH aJIepriy K
0eJKaM KOPOBBETO MOJIOKA
Jus nereit U3o- (1 kxan/mi) u runep(1,5 Kkan/mi) KalopuiHbIC OHTepalbHOE U JONOJHUTEIBHOE

crapue 1 roga

MOJIOUHBIE CMECH, C BHICOKHM COZIEp’KaHnueM Oelka, JuIs
nereit ctapme 1 roga. CMecH MOTYT OBITh CyXHMH H
JKUJKUMH, C pa3HBIMH (JonymieHHEIMA M3 P®) BKycOBBIMU
Jo0aBKaMH

Hytpuan Cranpapr (cyxasi cMech, ¢ HEHTpaJIbHBIM BKYCOM,
WM CO BKyCOM KITyOHHMKH, OaHaH, BAHWUJIH, KapaMesn)****

Hytpusn Crangapt (xunkas CTEpHUIN30BaHHAS CMECh, C

MUTaHUe JJIs ieTedt crapiie 1
roja, CUIMHI, HOYHAs
rUnepaIuMeHTalus
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HEWTpPaIILHBIM BKYCOM, HJIM CO BKYCOM KIIyOHHMKH, OaHaH,
BaHWIIN, KapaMmer)****

Hyrpmsn CTaHmapT ¢ NUILEBBIMU BOJIOKHAMH (CyXasi CMECh,
C HEUTpaJbHBIM BKYCOM, HJIH CO BKYCOM KIIyOHHKH, OaHaH,
BaHWIIN, KapaMmer)™****

Hytpusn CTanaapt ¢ NUIIEBHIMU BOJIOKHAMH (3KUIKAs
CTEePWIN30BaHHAS CMECh, C HEHTPAIBbHBIM BKYCOM, UIIH CO
BKYCOM KJTyOHWKH, OaHaH, BAHUJIH, KapaMen)****

Hyrpuson saanct HyTpunpuHk cyxast cMech* % *

Hyrpunn/lpuHK ¢ NUIEBEIMU BOJIOKHAMH, CO BKYCOM
BaHWJIH, JKHUJKas Gopma****

Jns nereit
crapue 1 roga

HN30- (1 kkan/mn) u runep(1,5 kkan/mi) KanopuitHble cMecH
Ha OCHOBE MIyOOKOT0 THAPOJIU3a MOJIOYHOTO OefKa, s
nereii crapiie 1 rona; ¢ conepxkanueM CLIT 50-60%
JKUPOBOT0 KOMITOHEHTa. CMecH MOTYT OBITh CYXHMH U
JKUJIKUMH, C pa3HBIMH (IormymeHHbIME M3 P®) BKycoBBIMU
nobaBkaMu

OHTepalIbHOE U IOTIOJHUTEIbHOE
TMUTaHKUe U JeTer crapie 1
roja, rocJjie onepauuii Ha
opranax JXKT, c ameprueit k
OemKaM KOPOBBETO MOJIOKA;
CHUIIHHT, HOYHAS
THIIEePATIMEHTAIHS

Jns nereit
crapie 3 et u
B3POCIIBIX

WN30- (1 kkan/mu) u runep(1,5 — 2 kkajn/mi) KalopuiHbIe
CMECH, C BEICOKHM COZIepXKaHUeM Oellka, ISt IeTel cTapiie
3 et n B3pocabiX. CMecH MOTYT OBITh CyXUMH H KHIKHMH,
¢ pa3HeIMU (gomynieHHbIME M3 P®) BKycOBBIMHU
Jo6aBKaMH

Hytpusu Ctangapt (cyxast cMeCh, ¢ HEHTpalIbHBIM BKYCOM,
W CO BKYCOM KITyOHUKH, OaHaH, BAHWIH, KapaMeln )™ ***

Hytpusn CtangapT (Kuakas CTepHIM30BaHHAs CMECh, C
HEWTpaILHBIM BKYCOM, HJIM CO BKYCOM KIIyOHHMKH, OaHaH,
BaHWIIH, Kapamenn)****

Hyrpusn CTaHmapT ¢ NUIIEBBIMU BOJIOKHAMH (CyXasi CMECh,
C HEUTpaJbHBIM BKYCOM, HJIH CO BKYCOM KIIyOHHKH, OaHaH,
BaHWIIH, KapaMmen)****

Hytpusn CtaHmapT ¢ MUIIEBEIMA BOJIOKHAMH (XKHIKAs
CTEpUIN30BaHHASI CMECh, C HEUTPATLHBIM BKYCOM, WJIH CO
BKYCOM KITyOHWKH, OaHaH, BAHHWIIH, KapaMemn )****

Hytpusn DHeprus (kuakast CTepUIN30BaHHAS CMECh, C
HEWTpaILHBIM BKYCOM, HJIM CO BKYCOM KIIyOHHMKH, OaHaH,
BaHWIIH, Kapamenn)*

Hyrpuzon sgBanct Hytpuapuak cyxas cmecp™***

Hyrtpuau/IpuHK ¢ NMUIIEBBIMHE BOJIOKHAMH, CO BKYCOM
BaHWIIH, XKUIKas popma™****

OHTepalbHOE U IOTIOJHUTEIbHOE
MUTaHue JUIsl eTei crapiie 3 aeT
1 B3POCJIbIX, HOUYHAas
THIepaTIMEHTALHS
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Juis nereit W30- 1 runepkagopuiiHbIC MOJIOYHBIE CMECH C HU3KUM JIJis TOTIOTHUTENILHOTO U

crapmre | roga M | TIMKEMHYSCKIM HHIEKCOM, JJIS MUTAHUS NAIFIEHTOB C SHTEPAIBFHOTO UTAHUS, HOYHON

B3pOCIIBIX C caxapHBIM JHa0eTOM THIEePATNMEHTAINH aIlHeHTOB C

MB- Hytpusn {naber (Kumkas CTepIiIN30BaHHAS CMECh, C MB u accounupoBaHHBIM

ACCOITMUPOBAaHH | HEWTPaJIHHBIM BKYCOM, HIIH CO BKYCOM KITyOHHKH, OaHaH, CaxapHBIM JHa0eTOM

BIM I1a0eTOM BaHWIIN, KapaMmer)****

Cpenneneno- Omynbeust 50% unu 100% macno cpeaHenenoyYeyHbIX JomnonHurenbHOE TUTaHUE —

YCYHBIC tpurnuiepunos (CIT) HCTOYHUK JIETKOYCBOSEMBIX

Tpuriauuepuasl | JIMKBHIKeHT )KUAKAs )KUPOBAsk IMYJIbCHs * ¥ % * KaJOpHii - JJis AeTeit crapiie 1
roja

****Brmouenvl 6 Pacnopsiocenue Ipasumenvcmea P® om 7 Oexabps 2020 2. Ne 3242-p O6 ymeepocoenuu
nepeuHs CReyuanu3upOSaHHbIX NPOOYKMOE NeuebH020 numanus 0 oemei-uneanuoos na 2021 e.

MPWIOXKEHUE T10 MOKA3AHUSI K TOCHUTAJIU3ALIUUA
(CTAHMOHAPHOMY JIEYEHUIO) JETEd W B3POCJLIX C
MYKOBHUCLIUI030M

[ Kanpanos H. 1. CoBpeMeHHast AMarHOCTHKA, TEPANUs U COLMANIbHAS alaTalus O0JIbHBIX
MyKoBHCIU1030M B Poccuiickoit ®eneparuu // [lennatpust. — 2014. — Ne 4. — C. 6-11.].

1. Tsoxenoe obocTpeHre OPOHXOIETOYHOTO TPOoIIecca ¢ MPU3HAKAMH JBIXaTeIbHOW HEJOCTATOYHOCTH.
2. JIlerouHo€ KPOBOTEUEHNE, KPOBOXAPKAHBE HEKYIIMPYIOILIEECH.
3. [TneBmMoTOpaKc.
4. KpoBoTeueHne U3 BapuKo3HO-pacuipeHHbIX BeH (BPB) numeBona, BPB BepxHux otaenos
KelyKa.
5. Ilpu3Haky KMILIEYHON HEIIPOXOIUMOCTH
6. CunpoM norepu cosneit (ncesno-baprrepa CMHIPOM — TUNIOKAIMEMUS, TUIIOHATPUEMUS,
TUIIOXJIOPEMUS, aJIKAJI03) TSXKENIOW CTeleHu, TPeOYyIOLil KpyrJIoCyTOYHOTO MOHUTOPHUHT A
AJIEKTPOJIUTOB, BHYTPUBEHHOI'O BBEJICHUS 3JIEKTPOJIUTOB.
7. Heo6x01uMOCTh IPOBEJICHUS TUIAHOBOM MJTH, IPU Pa3BUTHU HETSKEIIOT0 000CTPEHMS,
BHYTPUBEHHOI aHTHOAKTEpUAIbHOM Tepanuy Npu OTCYTCTBUU BO3MOKHOCTH ITPOBEJICHUS €€ B
YCIOBUSIX THEBHOT'O CTAllMOHAPA WIX CTAllMIOHApa Ha JA0MY.
8. HeobxoammMocCTh MIIaHOBOTO OTIEPATUBHOTO BMEIIATEIHCTBA.
9. YcTaHOBKa BEHO3HBIX TOPTOB, TACTPOCTOMBI.
10. Heo6xoauMOCTh OIepaTUBHOIO JI€UEHUS OCI0KHEHUN MYKOBHCIIN03a (ITOJUIIOTOMUS,
panuKaibHasg raiMOPOTOMHUS, CINIEHIKTOMHUSI, CKJIEPO3UPOBAHNE BEH MUIIEBOIA U T.]1.).
11. Octpplii maHKpeaTUT U 000CTPEHUE XPOHUYECKOTO.
12. TpancrulaHTaus JIETKUX, IEYEHHU.
13. TepmunanbHast paza MyKOBHCIIHI03A.
14. lpyrue, He CBA3aHHbBIE C MYKOBUCIUA030M )KM3HEYIPOKAIOIINE COCTOSHUS.
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