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Cnucok cokpalieHuun

ABJIA — anneprudeckuii OpOHXOJIETOYHBIN acTIEpTUiIIe3
ABII — anTHOaKTepUaIBHBIE IPEMapaThl

ABT — anTubakrepuanbHas Tepanus

BAJI — 6poHx0aTbBEOJIIPHBIN JTaBaXK

BOC — 6poHX000CTPYKTUBHBIN CHHAPOM

b3 — 6poHx03KTa3BI

BOH — 6enkoBo-3HEpreTryeckas HEI0CTATOYHOCTh
BUY — Bupyc uMMyHOAePHUITUTA YSIIOBEKA

BPBII — Bapuko3HO pacuiupeHHbI€ BEHbI TUIIEBOIA
JIHK — ne3okcupruOOHYKIIEHHOBAsI KUCIIOTA

KKb — sxemuHokaMeHHast 00JI€3Hb

WA — uHBa3uBHBIN acnepruuie’

HUBJI — 14 in vitro JUarHoCTUKH

NKCH — unTpanuTomiasMaTi4ecKas HHbEKIHUS CIIepMaTO301/1a
HUMT — unpaexc Maccel Tena

NPT — uMMyHOpEaKTUBHBIN TPUIICUH

KN®B/I — xommiiekcHoe rccnenoBanue GyHKIUHA BHEITHETO JbIXaHUS
KC — xopTukocTepouiHbI€ MpenapaThl

KHT — xune3urepanus

KT — xomnbroTepHas Tomorpadus

JIC — nexapcTBEHHBIE CpEJCTBA

MBJI — kapbaneHemassbl Kiacca meraro- P -naxramas

MB — MykoBHCLII03

MBTP — mykoBucHMI03HBIN TpaHcMeMOpaHHbIi perynstop npoBoaumocti (CFTR — Cystic
Fibrosis Transmembrane conductance Regulator)

M3C]] — mykoBucII03-3aBUcHMbIi caxapHbidi nuaber (CFRD — cystic fibrosis related
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diabetes)

MO — meauiuHCcKast Opranu3anus

MIIK — MuHUManbHas MOAABISAIONIAs KOHLIEHTPaLUs

MPT — MarHuTHO-pe30HaHCHasE TOMOTrpadus

HI'OBb — HedepmeHTHpYOIKE TPaMOTPHUIIATEIIBHBIC OAKTEPHH

HBJI — HerHBa3vMBHAsI BEHTUJIALUS JIETKUX

HIIBII — HecTepouniHple MPOTUBOBOCIAIUTEIBHBIE U IPOTUBOPEBMATUYECKHE IIPENIApaThI

HTBM — HeryOepKyie3Hblii MUKOOAKTEpUO3

HTT — HapymeHue TOJepaHTHOCTH K TIFOKO3€

OJIH — octpas apixaTesibHasi HEAOCTATOYHOCTh

OHII — ox010HOCOBBIE MA3yXu

OPH — octpas pecnimpaTopHasi HHPEKIU

O®B;1 — 06beM popcupoBaHHOTO BBIJIOXA 32 CEKYHIY

OI'TT — opanbHbBIN TJIFOKO30TOJIEPAHTHBIN TECT

OEJI — o611ast eMKOCTB JIETKUX

OO — ocTaTo4HbIN 00bEM JIETKUX

ITBC — niceBno-baptrep cunapom (cuHapom riceBao-baprrepa)

[II'T-M — npenMIuiaHTaiMOHHOE TEHETHYECKOE TECTUPOBAHNE HA MYKOBHUCIIHI03

ITH — monwumsl HOCa

[THXK — noJinHEeHaCHIIEHHBIE )KUPHBIE KACIOTHI

[/ — nepBuyHas quiMapHas JUCKUHE3NS

[TLP — monumepa3zHo-1ienHas peaKus

PC — Bupyc — pecnupaTopHO-CUHIIUTHAIBHBIN BUPYC

CANO — cunapoM aucTaibHON HHTECTHHAIBHONW OOCTPYKITUT

CIJIA — cucronnueckoe JaBJICHUE B JIETOYHOW apTepUu

CIIUJI — cuaapoM nmpuoOpeTeHHOTO UMMYHO 1epurrTa

CUT — cpeanenenoyeyHble TPUTIIULICPHIbI

TJI — TpancIuIaHTalUS JIETKUX

TOJIA — TpoM060IMO0IHS JIETOYHOM apTepuu

YIXK — ypcone3okcuxoineBasi KUCJIOTa

OO IC — dubposzodaroracTpo1yo1€HOCKOIHS

®OE — ¢pyHKIIMOHAIBHBIA OCTATOYHBIN 00HEM JIETKUX

XAJI — XpOHUYECKHI acrieprusuies3 Jerkux

XPC — XpoHUYECKUI PUHOCUHYCUT

HOI'-2 — uHruOUTOPHl LMKIOOKCUTe€HA3bl-2 (HECTEPOHHbIC MPOTHUBOBOCHAIUTEIbHBIE U
MPOTUBOPEBMATUYECKUE TIPETIapaThl TPYHIbl KOKCHOBI)

T — nenTp TpaHCIUIaHTALIMK

OBM — 371eKTpOHHO-BBIUNCIUTENIbHAS MaIIMHA

OKO — 3kcTpakopnopalibHOE OIIOJOTBOPEHUE

9x0-KI" — sxokapauorpadus

A 1SC — n10THOCTH TOKA KOPOTKOTO 3aMbIKAHHS

ASSR Tect — auditory steady-state response (perucTpanus BbI3BaHHBIX aKyCTHYECKHX OTBETOB
MO3ra Ha MOCTOSIHHBIE MOYIMPOBAaHHbBIE TOHBI)

Bcc — Burkholderia cepacia complex

CGM - continuous glucose monitoring (HempepbIBHbIH MOHUTOPHHT TIFOKO3bI)

CLSI — Clinical and Laboratory Standards Institute (MHCTHTYT KIHHHUYECKUX U JTa00PATOPHBIX
CTaH/IapTOB)

EUCAST - EuropeanCommittee on Antimicrobial Susceptibility Testing, Erpomneiickuii
KOMHUTET 110 OTPEACTCHUIO YYBCTBUTEIILHOCTH K aHTUMHUKPOOHBIM TIpenapaTam

MENSURA — Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
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Antimicrobianos — VMcnaHckuii COBET M0 CTaHAAPTU3AIMKA YyBCTBUTEILHOCTH Y PE3UCTCHTHOCTU K
aHTUOMOTHKAM
MLPA — MynbTUIUIEKCHAS TUTa3HAast 30H10Basi aMIUTA(DUKAITUS

MRSA — methicillin-resistant  Staphylococcus aureus (MeTHIMIIMHPE3UCTCHTHBIN
Staphylococcus aureus)
MSSA — methicillin-sensitive  Staphylococcus aureus (MeTHLMUTHHIYBCTBUTEIbHBIH

Staphylococcus aureus)
NYHA — xnaccudukamnusi XpoHH4eCKOH cepAeyHON HEAOCTATOYHOCTH MO (PYHKIIHOHATBHOMY
kiaccy (knaccubuxarms Hpro-MopKekoii KapanoIornyeckoii acconmarim)
Pl — knaccuyeckuii MyKOBHCIIHJI03 C a0COJIIOTHOM MaHKPEAaTUUECKON HEOCTATOUHOCTHIO
PS — xmaccudecknii MyKOBUCIIHIO3 ¢ HEHAPYIIEHHOW (DYHKITUEH IO KEITy TOUHOM KeTe3bl
QFMP — xonmuecTBeHHas duryopectieHTHas MyibTuriekcHas [TLP

TepMVIHbI n onpepgeineHusA

E84.0 — Kucro3nsiii ¢ubpo3 c nerounsimu mnpossiaeausma (MKB 10 — E84.0) wm
KJIACCUYECKU MYKOBUCITUI03 C HEHAPYIICHHOUN (PYHKITUEH TTOKETyI09HOM Kemne3bl (PS) — ciydan
C HOpMaJIbHON SK30KpUHHOM (PYHKIMEHN MOIKETYI0OYHON KeJe3bl, MOATBEP)KIEHHONW pe3ylbTaTaMu
1abopaTopHOrO HcCciaeAoBaHUsA (OTCYTCTBHE HEUTpPalIbHOTO KHUpa B KOMpPOrpaMMe, YPOBEHb
naHKpeaTuueckod »siacta3el-1 B crTyne He Hmwke 200 wmkr/r kama). Ilpu reHermueckom
WCCIIETIOBAaHUH BBISIBISIFOTCSI MYTAlllH, MPU KOTOPBIX (YHKIMS MOHKETYI0YHOM JKele3bl 0CTaeTCs
OTHOCHUTEIIBHO COXPaHHOM.

E84.8 — Kucrosnslit pubdpo3 ¢ apyrumu nposisieausmu (MKbB 10 — E84.8) wim knaccnueckuii
MYKOBHCIII03 C TIaHKpeaTHU4ecKol HemoctatogHocThio (PI) coOTBETCTBYeT KilacCHUECKOMY
MYKOBUCIIHI03Y C a0COIOTHOM NMaHKpeaTHueCcKOi HETOCTATOYHOCTHIO 0€3 U ¢ OCI0KHEHUSIMHU.

XpoHHuecKasi MaHKpeaTH4eckas HEIOCTaTOYHOCTh Yy MAallMeHTOB C KHUCTO3HBIM (PHOpo30M
(MYKOBHCLIMJIO30M) OTIPEAEIAETCS aKTUBHOCTHIO MTAHKpEeaTHUEeCKOH AmacTasbl-1 B cTyne: kojaebaHus
akTUBHOCTH 9racta3bli-1 B cryne or 100 mo 200 MKr/r kaja CBHIETEILCTBYIOT 00 yMEpEHHOMU
CTETMEHU HK30KPUHHOW HEJAOCTATOYHOCTH TMOKETYJOYHOM Kelle3bl; CHU)KEHHE MOoKa3aTels
aKTUBHOCTH »5jacta3bl-1 B crynme MeHee 100 MKI/r Kama BBIABISET TSDKEIYIO CTENEHb
MaHKPEaTUueCKON HeTOCTATOYHOCTH.

Craguu nmppo3a 'y TalUMEHTOB C  KHUCTO3HBIM  (pubOpo3oM  (MYKOBHUCIHUIO30M)
ycranaBiauBaroTcs o mkaie METAVIR (ITpunoxenue I'1): F1 — ¢uOpo3 TOJBKO MOpPTaIbHBIX
TpakToB; F2 — mopranbHblii puOpPo3 ¢ oMMHOYHBIMU cenTamu; F3 — ¢pubdpo3 mopTasbHBIX TPAKTOB C
MHO>XECTBEHHBIMH cenTaMu 0e3 nuppo3sa; F4 — nuppos.

’Kv3HEeHHBIMHU TIOKa3aHUSIMU TIPU MYKOBHUCIIUI03€ SIBIISIFOTCS JKM3HEYTPOXKAIOIINE COCTOSHUS
(MEKOHHMEBBIN HIIEYC, CHHIPOM MOTEPH COJIM, JIETOYHOE KPOBOTEUEHHUE, MHEBMOTOPAKC, OEIKOBO-
sHepreTHyeckas HepocratouHocTh 3 cr, J{H (mpixarensHas HemoctatouHocts) U JICH (sierouno-
ceplieuHas HEJOCTaTOYHOCTh) JIOOOW CTEMEHU, a TaKKe COCTOSHHUS, OTCYTCTBHE aJ€KBATHOMN
Tepanuu KOTOPBIX BJIEYET 3a COOON YMEHbBIIEHHE MPOJODKUTEIBHOCTH XU3HU TAIleHTOB, a
MMEHHO, BHEIIHECEKpEeTOpHas MaHKpeaTuyeckass HEJOCTaTOYHOCTb, IEPBUYHBIM  BBICEB
(BBISIBIIEHUE), HHTEPMHUTTUPYIOIIAS U XpOHUUYECKasi MHMEKIMS JIETKUX, OUITHAPHBIN [IUPPO3 MEUeHH,
MYKOBUCITHI03-aCCOIIMMPOBAHHBIN CaxapHBIi AualeT (MHCYIMMHO3aBUCHUMBIN). [1pu Hamu4yuu BeIie
yKa3aHHBIX "’KU3HEHHBIX TOKa3aHUK" M0 PENIeHHI0 BpaueOHO KOMUCCHUU MOTYT OBITh Ha3HAUEHBI
npenaparsl 10 TOProBOMY HAaUMEHOBAHHUIO.
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1. Kpatkaa wuHcdopmauma no 3aboneBaHUO WU COCTOAHUIO (rpynnbl
3aboneBaHU UM COCTOSIHUN)

1.1. OnpepeneHne 3aboneBaHUA UMW COCTOSAAHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

Kucro3nsrit  ¢ubpo3 (MmykoBucumaos, MB) — ayTOCOMHO-pEIeCCHBHOE MOHOTEHHOE
HACJIE/ICTBEHHOE 3a00JIEBaHUE, XapPAKTEPHU3YIOLIEECs MOPAKEHUEM BCEX HJK30KPHHHBIX JKele3, a
TaKKe )KU3HECHHO BaYKHBIX OPraHoB U cucteM [1, 2].

1.2. 3tuonorma M natoreHe3z 3aboneBaHUsi WU COCTOsIHUA (rpynnbl
3aboneBaHU NN COCTOAHUN)

I'en CFTR (MBTP — TpancMeMOpaHHBIN peryisiTop IpoBOAMMOCTH MYKOBHCIIM103a) ObLI
unentudunrpoBan B 1989 1. I'eH pacronoxeH B CepeldHE IJIUHHOTO TIUieda 7/ ayTOCOMBI,
coziepkuT 27 3k30HOB U oxBaThiBaeT 250 000 map HykieoTHn0B. OH KOHTPOJUPYET CTPYKTYPY H
¢yHkuMio onHomMmeHHoro Oenka. Ilocnennue uccnenoBanusi mokaszanu, yro MBTP sBisiercs
COOCTBEHHO XJIOPHUTHBIM KaHAJIOM.

benox MBTP nokanusyercs B anmuKajabHOW YacTH MeMOpaHbl AMHUTETUANBHBIX KIETOK,
BBICTHJIAIOIIUX BBIBOJHBIE MPOTOKH >KEJe3 BHEUIHEH cekpeluuu (MOTOBBIX, CIIOHHBIX, XKele3 B
OpoHXaxX, MOJKEIYI0YHOW jKele3e, KHUIICYHUKE, YPOTCHUTAIbHOM TpPAKTe), OH pEryaupyeT
TPAHCIIOPT SJEKTPOJUTOB (TJIABHBIM 00pa3oM XJIOpa) MEXIY ITUMHU KIETKAMH M MEKKJIETOYHOU
KHUJKOCTBIO. B 0aze HGMD (The Human Gene Mutation Database;
https://my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.php) onucano okono 2 000 myraruit
rena — CFTR), oTBercTBeHHBIX 3a pa3Butue cumntomMoB MB. Tlo cocrosauio na 31 utons 2020
roga Ha BeO-carite mexayHapomHoro mpoekta CFTR2 (https://cftr2.org) mpencraBmeno 360
MAaTOr€HHBIX BAapUAHTOB HYKJICOTHUAHOM mocienoBarenbHOCTH reHa CFTR. OHu mpensTcTByrOT
cuntesy Oenka CFTR, ero TpaHcmopTy K anvKadbHOWM MEMOpaHE KJICTKH WM HapyIIaloT €ro
(GyHKIMIO B KayecTBe KaHalla aHMOHOB XJiopa. B 3aBUcHMOCTH OT BIMSHHUSA Ha (YHKLHIO Oenka
CFTR Bce BapuaHThl HYKJICOTHAHON mnocnenoBarenbHocTH reHa CFTR mnogpaznensitor Ha 7
OCHOBHBIX KJIaccoB [3, 4]

W3BecTHO, YTO OAMH M TOT K€ BAapUAHT MOXET BbI3BaTh HECKOJBbKO BHUOB HapyLICHUS
CTPYKTYphl Win GyHKIUU OeKa, U He JJs BCeX BApUAHTOB HYKJICOTHUHOM MOCIEI0BATEIBHOCTH
rena CFTR onpexenen kiace

CornacHO JaHHBIM HAIMOHAJBHOTO PErHCTpa HamOOJEee YacTO BCTPEUAIOTCS CIEIYIOIINe
myrauuu: F508del (53,14%), CFTRdele2,3 (6,18%), E92K (3,11%), 3849+10kbC>T (2,29%),
2143delT (2,05%), 2184insA (1,88%), 1677delTA (1,76%), N 1303K (1,69%), W1282X (1,63%),
L138ins (1,46%), G542X (1,43%) [5].

Myrauuu resa CFTR HapymaroT He TOJIBKO TPAHCIOPT, HO U CEKpeLMI0 MOHOB xjopa. [Ipu
3aTPyJHEHUH UX MPOXOXKACHUS Yepe3 KIETOUHYI0 MeMOpaHy yBelIUYuBaeTcs peabcopOiust HaTpus
JKEJIE3UCTBIMU KJIETKaMHU, HapylIaeTcs OJJIEKTPUUYECKUUW NOTEHUHAJ IIPOCBETA, YTO BbI3BIBAET
W3MEHEHUE DJIEKTPOJIUTHOIO COCTaBa MU JETHAPATALMIO CEKpEeTa >KEJe3 BHEIIHEW cekpenuu. B
pe3yJbTaTe BBIAEISAEMBIN CEKPET CTAHOBUTCS YPE3MEPHO T'YCTHIM M BA3KHUM. I[Ipu aTOM cTpamaror
JIETKUE, KEIYIOYHO-KHUIIEYHBIM TPaKT, NEYEHb, MOJKEIIYI0YHAs JKele3a, MOYEIOJoBas CUCTEMa
(tabm. 1) [1, 6].
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Taomauua 1. [Tatorenes MB

OpraHsl U CUCTEMBI

[TaTosnornyeckue mpoueccol

KoneuHs1l1 pe3ynbTar

Jlerkue

BponxooOcTpykius,
CHMIXCHHUC TOJICPAHTHOCTHU K
UHQEKIHH,

KOJOHHU3anus AbIXaTCIbHBIX HYTefI
Pseudomonas aeruginosa (P.
aeruginosa) u JpyrumMu
IIaToJIOT'N4YC€CKUMHU
MHUKpPOOpraHu3MaMH,
XPOHUYECKOE BOCIIAJICHUE
AbIXaTCIbHBIX HYTGI\/JI,
OpOHXOAKTa3bl, JECTPYKIIHS
MapCHXUMBI JICTKUX.

JprxarenbHas
HEJ0OCTATOYHOCTb,

JIErOYHasi TUIIEPTEH3UA,
cepleyHasl HeJOCTaTOYHOCTb.

[Tomxenynounas xene3a

OOCTpyKIHS TPOTOKOB YKEJE3HI,
MOSIBIICHUE KHCT,
HEIOCTATOYHOCTD IMOJKETYI0YHOM
Kenesbl (BHYTpeHHE — U
BHEITHECEKPETOPHas),

KHIIIeYHAs MaJIbaOCopOIIHsL.

MeKkoHUEBBIN WIeyC
Hapymenue ctyna (4acTbli,
JKUPHBIN, 3JI0BOHHBIM,
OOUITbHBIN),

CHW)KCHHE HYTPUTHBHOTO
cratyca (y JeTeil — OTCTaBaHue
B Pa3BUTHH),

ABUTAaMUHO3BI,

BBINIQ/ICHUS MIPSIMON KUIIKH,
caxapHbIi TualdeT.

XomecTas, X0JIelINTHA3.

[uppo3 neyeHu, CUHIAPOM
MOPTaJIbHON TUIIEPTECH3UH,
TUIEPCIUICHU3M, IeYeHOYHAs

Ileuens
HEIOCTATOYHOCTb,
JKeTYHOKaMeHHast 00JIE3Hb
(KKB)
VBeanueHue Kumeynas HempoxoaAuMOCThb
Kumeunux BS3KOCTH/aAre€3UBHOCTH KaJOBBIX Ccano

Macce

BBIITaAACHHNA HpHMOﬁ KHIIIKHU,

OKOJIOHOCOBBIE MA3yXH

OOcTpykuus coycTuit
OKOJIOHOCOBBIX Ma3yX, 3aCTOM
CITU3M B Ma3yXax, KOJOHU3AIHS
CIIU3UCTOH 000JIOYKH TTOJIOCTH HOCA
U OKOJIOHOCOBBIX Ma3yx
[aToJI0ruYecko MUKpodIIopoii (B
ToM umcie P. aeruginosa),
(opMupoBaHME MOJIUIOB B
OKOJIOHOCOBBIX Ia3yXax ¢
pacrpocTpaHeHHEM B MOJOCTh HOCA.

XpoHUUECKUN PUHOCUHYCHT,
MOJIUTIBI B OKOJIOHOCOBBIX
naszyxax | MoJIOCTH HOca.

DNEeKTPOTUTHBIN OanaHc

FI/IHOKaHI/IeMI/IH, TUIIOHAaTPpUCMUA,
THUIIOXJIOpEMUS, aJIKAJI03

Cungpom nceBno-baprrepa —
CUHJIPOM INIOTEPHU COJIEN

PerO,[[yKTI/IBHaﬂ cucremMa

OOCTpyKIHS U MOCTETyIoast

Bbecmionue
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(Y My>K4MH) aTpe3us BBIHOCALIUX IIPOTOKOB
SIMYEK.
AzoocnepMmust

[IporpeccupoBanue JIErOYHONH M CEPIEYHON HEITOCTaTOYHOCTH SIBISIETCS HamOOJIee 4acToi
MIPUYKHOM cMepTH nauueHToB (95%).

CrniekTp MHKpPOOPTaHW3MOB, CBSI3aHHBIX ¢ MH(EKIMAMHU JBIXaTEIbHBIX IIYTeH y MAalUEeHTOB C
MB mnpopomkaer pacuIMpsAThCS M HCCIEIOBAHUS MHUKpPOOMOMA JIETKMX Y JaHHOW KaTeropuu
MAlUEHTOB  JEMOHCTPUPYIOT  CJOKHBIM  CHHEPru3M  MEXJy  KYJIbTUBHUPYEMBIMH U
HEKYJIbTHBHPYEMBIMA MHKPOOPTraHU3MaMH. MUKpoOHoIornyeckas JUarHocTHKa y nanueHTos MB
HUMEET sl 0COOEHHOCTEH, KOTOphle HEOOXOIMMO YUUTHIBATh MPU OpraHU3alMU pabOThl ¢ JaHHOMN
KaTeropuen naueHToB.

Yamie Bcero B OTAEISIEMOM HUKHUX JBIXaTEIbHBIX MyTeH y manueHToB ¢ MB BoisBistitoTes S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. bonee Tunuunsie
pecniupaTopHble narorensl, Takue kak H. influenzae, S. pneumoniae, M. catarrhalis Takxe moryr
UIrpaTh Ba)XXHYIO pOJIb B Pa3BUTUM OpPOHXOJIETOYHOIO Mpoiecca. Y mnauueHToB ¢ MB moxer
BCTpeyaeTcsl XpOHUYECKasi KOJIOHU3allis MUKpoopranu3Mamu cemeiictsa Enterobacteriales.

NwmeroTcss HaOMIOACHUS BBIACICHUS W3 HIKHUX JbIXaTEIbHBIX MyTeW manueHToB ¢ MB
HedepMmeHTUpyomux rpamorpunarensubix 6aktepuit (HI'Ob Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) JlanHbIe BUBI SBISIOTCS OJM3KOPOICTBEHHBIMH,
MMEIOT TEHETHYECKOE CXOJCTBO ¢ Oakrtepusimu pona Burkholderia. OHu peako BBIAETAIOTCS y
nanueHToB ¢ MB, olHako omucaHbl ClIydad BBIICNEHUS MX MPH XpoHHUYeckod mHpexkuuu. Her
JIOCTATOYHOTO KOJIMYECTBA UCCIEAOBAHUM, YKA3bIBAOIINX HA BO3MOKHOCTh M€PEAAYN IITAMMOB OT
MalHAEHTA K MaIUEeHTY.

Jpyrue MUKpOOPTraHU3MbI, UIMEIOIIHE ITHOJIOTHYECKOe 3HaueHne npu MB: Hetybepkyne3Hbie
mukobakrepun (HTMB) — Mycobacterium abscessus complex, Mycobacterium avium complex u
npyrue MmukoOakrepuu, rpudsl — Aspergillus spp., Scedosporium spp., Trichosporon spp., BUpycer —
Respiratory syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza
virus, Human metapneumovirus. Bo3pactaeT BbIBIsSIEMOCTh HETYOEpPKYJIE3HBIX MUKOOAKTEpUH Y
MalMEeHTOB CTapIiero Bo3pacta. Mycobacterium abscessus complex m Mycobacterium avium
complex ABISIOTCS HauboJIee YacTo BCTpeUaronumucs [2].

Oco0eHHOCTAMH XPOHUYECKON MHPEKIUHU JIETKUX Y OOJIbHBIX MYKOBHCIIHUIO30M SIBIISIETCS TO,
yTo JaHHas HHQeKnus B 2/3 ciydaeB BbI3BIBAE€TCS HE MOHOKYJIBTYpPOHl, a accouuanuen
MHUKPOOPraHU3MOB. 3a pyOe:KOM 3T MOKa3aTeNu B JiBa pa3 HUWKe — B 35% uccrieayeMbIx 00pasIoB
OponxoanbBeossipHOro Japaxka (BAJI) BBISBISIOT pocT ABYX MUKpoopraHusmMoB U B 10% ciyuaeB
accollMalliy TpeJCTaBieHbl TpeMs U Oojiee BUIaMH MHKpoopraHu3zmMoB. Hawubonee dwacto
BCTpeUarolleiicss acconuanueii ssisercst coyeranue P. aeruginosa u S. aureus [7, 8]. B cocrase
MUKpPOOHBIX acCOIMALMi BBIACISAIN OJHOBPEMEHHO P. aeruginosa MyKOWIHBIM MU HEMYKOHIHBII
¢denotunsl. Kpome P. aeruginosa, 4acTo BBIIENSIIN APYrUX HpelcTaBUTENed He(EePMEHTUPYIOIUX
rpaMoTpHUIaTeNbHBIX MUKpoopranuzmoB — Burkholderia cepacia complex, Achromobacter spp., S.
maltophilia, A. baumanii u ap. [9].

IIpu aHanu3e JaHHBIX MHUKPOOMOJOIMYECKMX  HCCIEIOBAaHMM  YCTAHOBJIEHO, 4YTO
MUKPOOPraHu3Mbl Ol BbIAETIeHbI Y 61,9% nereit B Bo3pacte 1o 1 rona, y 92,9% — B Bo3pacre 1-4
roga, y 93,8% — B Bo3dpacre 5-7 mer m B Bospacre 8-14 u 15-18 y 100% nereir. Oto
CBHU/IETEJILCTBYET O TOM, YTO KOJIOHHM3AIMS JETKMX MUKPOOPraHM3MaMH O0JIbHBIX MYKOBHUCIIHJIO30M
HauuHaercs, (pakTU4ecKd, C MEepBbIX JHEW IMOCie POXICHHS M JIOCTUTaeT MakCUMyma yxe K 5
rogam >ku3Hu. B Bo3pacte nmo 1 roma Gonee uyem y 1/3 GOJNBHBIX MYKOBHCIIMJIO30M HH)KHUE
JbIXaTeNIbHble MYTH elle He OO0CeMEHEHbl MHKPOOpraHu3MaMu, B Bo3pacTe 1-4 jeT HIDKHUE
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JbIXaTeNbHbIe IyTH OOCEMEHEHBI MouYTH y Bcex OombHbIX (92,9%), a x 8-18 romam — y 100%
OOJNBHBIX. XPOHMYECKYIO CTa(QHIOKOKKOBYIO, CHHETHOWHYIO WJIM CMEUIAHHYI0 HH(EKIHIO
JTMArHoCTUPYIOT y 25% nereit yxke B Bo3pacte 1-4 roga, B Bo3pacte 5-7 net — y 50% O0o0JibHBIX, B
Bo3pacte 8-14 net —y 65% u x 18 rogam — y 80% OG0JIbHBIX MyKOBHCITUI030M [7]

[Ipu omenke MHKpPOOHOJOTHYECKOTO MPOQWIS PECIUPATOPHOTO TPAaKTa BBISBIEH pPOCT
9aCTOTHI BEICEBA IPAMOTPHUIIATEIBHON (DIOPHI C yBETUYEHUEM BO3pacTa OOIbHBIX.

Haubounpmast vactota nHOUIMPOBAaHUS S. aureus OTMEYEHa B BO3pacTHOH rpymme 12-16 ner,
rje oHa cocraBmwia 64,5%, P. aeruginosa B 24-28 net ¢ gacrotoir 55,0%, B 3TOM ke BO3paCTHOU
rpynmne mMakcuMmanbHoe uH(puuupoBanue Burkholderia cepacia complex, koTopoe cocTtaBuio —
22,6%, S. maltophilia B 16-20 nmer — 5,6%. Achromobacter spp. AOCTHraeT CBOEro NHUKa Y
MalueHToB crapme 36 Jer, rae ee dacrota cocraBuina 14,3%. MRSA wumeer nBa mnuka
MakcHUMalIbHOHM 4vacToThl, B 20-24 roma u 32-36 jer, rae ero vyacrora coctasmia 11,4% u 10,5%,
COOTBETCTBEHHO.

YacTtoTa XpOHMUECKOTO MH(UIMPOBAHUS JIbIXaTeNbHBIX IMyTel S. aureus cocrasisieT 56,0%,
P. aeruginosa — 32,1%, Bcc — 6,6%, MRSA — 6,4%, Achromobacter spp. — 3,9%, S. maltophilia —
3,4%. B 7,5% cnydaeB papIxaTeinbHble NYTH OOJBHBIX XPOHUYECKH HWHOUIMPOBAHBI APYroit
rpaMOOTPHUIIATETFHON (HIIOPOH, Cper KOTOPBIX HanOOJee YacTO BCTPEUAIOIIUECS MPEICTaBUTEIN
cemerictBa Enterobacteriales (Klebsiella spp.: Klebsiella pneumonia, Klebsiella oxytoca, Raoultella
(Klebsiella) ornithinolytica; Escherichia coli, Serratia spp., Proteus spp. u mp.), a Takxe
npeacTaBuTeNn HedepMeHTHpyouux rpamorpunarensHbeix 0akrepuit (HI'OB) (Pseudomonas spp.:
P. stutzeri, P. oryzihabitans, P. montelii, P. putida, P. koreensis, P. fluorescens, P. fragi, P. luteola;
Acinetobacter spp.: A. baumanii, A. Iwoffii, A. haemolyticus, A. calcoaceticus, A. junii, A. pittii, A.
anitratus.). Y psga TalUeHTOB BCTPEUYAETCS MHKCT-UH(PHUIIMPOBAHHE PECHUPATOPHOTO TpaKTa
pPa3IUYHOIN HENICEBIOMOHAIHON TpaMOTpHUIIaTeIbHOU (uropoid. JloJis manueHToB, HHOUITUPOBAHHBIX
HTMB cocrasset 0,9%.

Jpyroit 0coOEHHOCThIO MHUKPO(DIOPHI TPH XPOHUYECKOW HHGPEKIMH JIETKHX y OOJBHBIX
MYKOBHCITUIO30M SIBJISIETCS pa3IyHasi PE3UCTEHTHOCTh K aHTHOMOTHKAM IMPEICTaBUTENCH OJHOTO
W TOTO € BHIAa BO30YIUTEIs, MEPCUCTUPYIOIIETO Y OOJBHOTO B JIETKUX. DTO OOYCIIOBIICHO Kak
(EHOTUIIMYECKOW TeTePOTreHHOCThIO, KOTOpas SIBISICTCS PE3yJIbTaTOM aanTalliid MUKPOOpPraHu3Ma
MIPHU TIEPCUCTEHIIUY 1101 BO3JACUCTBHEM aHTHOMOTUKOTEPAIMU ¥/HIIM KIMMYHHOW CHUCTEMBI, TaK H C
W3MEHYHMBOCTBIO, CBSI3aHOW C TCHETUYECKUMHU HM3MEHEHUSMH, TPOUCXOMSAIIMMU B OaKTEpUSIX TpPHU
MEPCUCTCHIIMU — TPUOOPETEHUEM HITH MOTEPE MOOMITBHBIX TEHETHYECKUX AIEMEHTOB, UMCIOIIUX B
CBOEM COCTaBE€ TI'€HBl PE3HCTEHTHOCTH K AaHTUOMOTHKaM. JlaHHash OCOOCHHOCTh HWMEET Kak
KJIMHHYECKOE, TaK M SIMUIACMHUOJIOTHYECKOEe 3HAYEHUE W JIOJDKHA PacCMaTpUBATHCS Kak (hakTop,
OTPaHUYMBAIOMMKA  APPEKTUBHOCTh AHTHOMOTHUKOTEPANMH, CIOCOOCTBYIONIMIA  BBDKUBAHUIO
OakTepuii U (QOPMHUPOBAHUIO XPOHHYECKONW HHGEKUUU. DTOT (aKT SBISETCA BAKHBIM JIJIS
KIIMHHUIIMCTOB u ere pa3 TIOJITBEPIKIACT HE00XO0IMMOCTh UCCIIEIOBaHHS
AHTUOMOTHUKOYYBCTBUTEIILHOCTH BBIJICIICHHBIX WU30JIATOB MPH HA3HAYCHUH aHTUOMOTUKOTEpAIMU U
yKa3blBa€T Ha HEOOXOJIUMOCTh NPUMEHEHHS KOMOMHHUPOBAHHOW aHTHOMOTHUKOTEPANUU TpU
JICYCHUHU XpOHUYECKOW uHpekiuu y 60pHbIXx MB. [10, 11]

PasBuTuio acmepruiiesa Jerkux y manueHToB ¢ MB  cnocoOcTBYIOT HapyiieHue
MYKOIIMJIMAPHOTO KIIMPEHCa U HMMYHHOTO OTBETA, a TAK)Ke MPOJAOJKUTENbHAS aHTHOAKTepUaIbHas
Y TIIFOKOKOPTHKOCTEPOUTHAS TepaIusl.

Kononuzanus npixaTenbHbIX MyTei y nanueHToB ¢ MB Aspergillus spp. — BoisiBIeHue TpuboB
poma Aspergillus B = 50% 06pa3iioB MOKpPOTHI HJIH B TedeHHe = 6 MecAleB B TOJ, OTCYTCTBHE
WHCTPYMEHTAJIBHBIX TPU3HAKOB YXYALIECHUS JIETOYHOW (YHKIIMM, a TakkKe OTCYTCTBUE
KJIMHUYECKHUX MPH3HAKOB obocTpenust MB [12, 13].

B mactosmiee Bpems HET yOeOWTENbHBIX NAaHHBIX O HEraTWUBHOM BIUSHUU KOJOHHU3AIHUU
Aspergillus spp. apIxaTenbHBIX NyTell Ha (yHKIMIO JbIxaHus manueHtoB ¢ MB [12, 13, 14].

713182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — KuctosHein oubpos (mykosmncumnpos) — 2021-2022-2023 (24.09.2021) — YTBepxaeHsl MuHagpasa PO

Kononuszanus npixatenbHbIX myTedl manumeHToB ¢ MB rpubamu Aspergillus spp. He sBisercs
MOKa3aHUeM JJIsl Ha3HaYeHUs MPOTUBOTpHOKOBBIX JIC.

HaubGonee pacnpocTpaHeHHBIM —OCJOXKHEHHEM, o0O0ycioBleHHbIM Aspergillus  spp., y
nauueHtoB ¢ MB sBnsercs amiepruueckuit Oponxosierounbiii acmneprmuie3 (ABJIA). ABJIA
XapaKTEepU3yeTCs pPa3BUTHEM pPEAKIUU TMIEPUyBCTBUTEIbHOCTH | Tuma mpu KOJOHU3ALUU
IBIXaTeNbHBIX myTel Aspergillus spp., xotopas 0e3 jeueHHs] NMPUBOIUT K pa3BUTHIO (pubpo3a
JIETKUX WU HEOoOpaTUMOM NbIXaTeIbHOW HEIOCTATOYHOCTH. Y TanueHtoB ¢ MB uHBa3uBHBIN
acrepruijie3 BCTPEYaeTcs: peAKo, yalle Kak OCI0KEHEHHE M0Cye TPAHCIUIAHTALUU JIETKUX Ha (oHe
MMMYHOCYIIPECCUBHOU TE€paIUU.

WNuBa3uBHOoro mnopakeHuss TkaHed Jerkux npu ABJIA 00bIYHO HE NPOUCXOAMT, XOTS
coueranne ¢ XAJl BoisBisitoT y 10% manuentoB. OcHoBHbie Bo30yuTenn ABJIA — A. fumigatus u
A. niger [15, 16].

Xpouuveckud  acmepruiuies  jerkux  (XAJI)  mpenacraBiaser  co0oil  MEUIEHHO
MIPOrPECCUPYIOLINI 1eCTPYKTUBHBIN MpOIIECcC B JIETKUX, 00yciaoBiIeHHbIN rpudamu Aspergillus spp.,
B paHee CyYIIeCTBOBAaBIIMX OpOHXOAKTa3zax, MmojocTax u 1np. OmnucaHa TeHeTHyecKas
MPEePACOIOKEHHOCTh K ATOMY 3a00JIeBaHHIO, CB3aHHAas C JAedUIuUTOM min muchynkiumein Th-17
mumMonuTos [17, 18].

Muorue nmanueHtsl ¢ MB 1o pasutus XAJl nonydand MHramsalUMOHHBIE WM HU3KHUE JO3bI
KOPTHUKOCTEPOUJIOB [UIsl CUCTeMHOro mnpumeHeHus. Kpome Toro, passutuio XAJl cnocoberByer
MOBBILIEHHOE cojiep kaHne KoHuauil Aspergillus spp. B okpyxarorieil cpeie, B TOM YUCIIE B JKUIIBIX
Y TIPOM3BOJICTBEHHBIX moMenieHusx. OcHoBHbIEe Bo30yuTenn XAJI — A. fumigatus, A. flavus u A.
niger. be3 neuenus XAJI mpuBOOUT K YXYIIICHUIO KauyecTBa >KU3HM TMarueHToB ¢ MB u
YBEITUYECHUIO JIETAITBHOCTH.

1.3. Anngemmonorus 3aboneBaHUsi ULNIM COCTOAHUA (rpynnbl 3aboneBaHUn unun
COCTOSIHUN)

Yactota MB xonebnercss cpemu mnpeactaButesneii espomeousoB ot 1:600 o 1:17000
HOBOpOXJeHHbIX. B P® wactora mMykoBucummosa coctapisieT 1o gaHHbiM ®I'BHY "Menuko-
reHETHYECKUI HaydHbId HeHTp uM. akagemuka H.IT. Boukosa" 1:9000 HoBopoxaeHHbIX [ 1, 5].

1.4. OcobeHHOCTM KoauMpoBaHuA 3aboneBaHMA WM COCTOAHUA (rpynnbl
3aboneBaHun unu coctosiHun) no MexayHapoaHOM cTaTU4YeCcKOM Knacudpukauum
6onesHen n npodnem, CBA3aHHbIX CO 3A0POBbLEM

Kucto3nsriit pudpos (E84):

E84.0 — Kucro3nbiii ¢puOpo3 ¢ IETOYHBIMHU TPOSBICHUSMH;

E84.1 — Kucro3nsiii (puOpO3 ¢ KUIIICYHBIMU MPOSIBICHUAMU <1>;

<1> Kox E84.1 M3onupoBaHHOW KHUIIEYHOW (OPMBI HET B COBPEMEHHOW KiacCHU(pUKAIIIU
BO3 wu Espomneiickoii Accoumanuu MykoBuciuno3a. Kox E84.1 — kucrosnsiii ¢ubpos c
KHUILICYHBIMHU MPOSIBICHUSIMU HE PEKOMEHTyeTCs Hcmob3oBaTh [ 19, 20].

E84.8 — Kucro3nslit pubpo3 ¢ 1pyrumu nNposBICHUSIMU;

E84.9 — Kucro3nslil prubpo3 HEyTOUHEHHBIN <2>.

<2> B Hacrosiiiee Bpems -

1) HeompeneneHHBIH JUArHo3 TMpPH IOJIOKUTETPHOM HEOHATaJbHOM CKPHUHHMHIE Ha
MYKOBHCLHUI03

2) y mamMeHTOB JII0OOTO BO3pacTa M3 TPYNIBl pUCKa MO MYKOBHCLHUIO3Y, KOTOPHIM Ha
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OCHOBAaHUHU PE3yJabTaTOB 00CIENOBAaHUS HE YAAaeTCS OKOHYATEIHLHO UCKIIOYHUTH WA MOATBEPIUTH
JIUarHO3.

1.5. Knaccudmkaumsa 3aboneBaHMsa UnNu coctosiHUA (rpynnbl 3aboneBaHun unum
COCTOSIHUN)

Knaccupukamus, mnpunstas BO3, Mexnynapogaoit Accomumanueii  MyKoBUCIHIO3a,
EBponeiickoit Acconmarueir Mykosucuuao3sa [1, 2, 3, 4, 5, 7, 8, 9]:

- Kiaccuuecknit MyKOBHCIMIO03 € MAHKPEATHUYECKON HEIOCTATOYHOCTHIO (CMEIIaHHAS WIIN
nerovHo-kumieyHas popma 3adoneBanus <1>), PI. E84.8.

- Kraccuueckuit MyKOBHUCIMI03 C HEHApylIeHHON (yHKIUEH MOIKETyJOYHOM Kele3bl
(mpenMytecTBeHHO JierouHast popma 3aboneBanus <1>), PS. E84.0.

- HeompeneneHHpIii JMarHO3 TpPH TOJOXXHUTEIHHOM HEOHATaJbHOM CKPHHUHTE Ha
MykoBucu03. E84.9.

- 3aboneBanus, accoruupoBanHbie ¢ reHoM CFTR (MBTP)

-- U30JIMPOBaHHAS OOCTPYKTHUBHASI a300CTIEPMHUS;

-- XpOHMYECKHI TaHKPEATHT;

-- IMCCEMUHUPOBAaHHBIE OPOHXOAKTA3HI.
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B kmuHMYECKOM MPAaKTHKE UCTIONB3YeTCs KiaccuuKaIus, mpeacTaBiecHHas B Tadnuie 2 [2].

Tabmuua 2. Knuanyeckas kiaccuukanms MyKOBUCIHI03a (TIpeaioxkeHa Ha ocHoBe Paboueit knaccudukanmmu mykoBuctuaosa (Paunnckuii C.B.,

Kanpanos H.N.,

2000),

pEKOMEH Jaluunii BO3 u

https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf

dopma

Knaccuuecknii
MYKOBHCIHI03 <1>
CwmemaHHas UM Jero4yHo-
KkuiieuHas gopma
3a00JieBaHUSA
(MyKOBHCIIUIO3 C
MaHKPEaTUYECKO N
HEZ0CTaTOYHOCTBIO —
E84.8)

Jlerounas popma
3a00J1€BaHUs
(MyKOBHUCIIHIO3 C
HEHapyIIeHHON (DYHKIIHEH
MO/KETYI0YHON KeNe3bl —
E84.0)

XapakTepucTuka OpOHXOJIETOYHBIX U3MEHEHHI

Knunnueckas ®dazau Crenenn
AKTUBHOCTH JH <2>
nporecca
XpoHUYECKNH Bue oboctpenust 1. cT.
0OCTPYKTHUBHBIN O6octpenne Tum II. cr.
OpOHXUT obocTpeHus: III. cr.
BponxoskTassl Oboctpenue
(JlokanM30BaHHbIE XPOHUYECKOTO
u OpoHxuTa
nucceMuHupoBaHH [IHeBMOHUS (¢
bI€) C YKa3aHUEM  yKa3aHHEM
JIOKaIU3aIu JIOKAJIN3al1HN )
[THeBMOGUOPO3 CMenIraHHbIi THTT

EBponenckon

accolualuu MYKOBHCIIMJI03), OITyOJIMKOBAHO —

IIposiBnenus OcnoxxHeHus
XpOHUYECKHAN AGcriecchl, aTeneKTasbl, THEBMO-
(THOMHBIH, MMUOTTHEBMOTOPAKC, KPOBOXapKaHUE,
MOJIUIIO3HO- KpOBOTEUYCHHE (JIETOYHOE, KETYTOTHOE),
THOMHBIH) ajiepruyeckuii OpoOHXO0JNEroYHbIN acnepruies
PUHOCHUHYCHT (ABJIA), nerodnasi TUTIEPTEH3USI, TTOJTUTIO3
Cungpom nceBio-  Hoca.
baptrepa MeKOoHUEBBIN WIIEYC, SKBUBAJIEHTHI
A3zoocniepmust MEKOHHEBOTO UJIeyca, BBINAJICHUE MPSIMOM
PetmauBupyromuii  KUIIKKA
MaHKpPeaTuT [{uppo3 neuenu

(6€3 1 ¢ mopTaNbHON TUIIEPTEH3UEH )

XKb

OtcraBanue B pU3HMUECKOM Pa3BUTHH.
benkoBo-3HEpreTHYECKask HEJJOCTATOYHOCTh
Hapyiienue ToJepaHTHOCTH K YTIIeBOIaM
MyKOBHUCIIH103-aCCOIIMUPOBAHHBIN CaxapHbIN
nmader

CHmKXeHue MUHEpaIbHON TUIOTHOCTH KOCTHOM
TKaHU

Bropuynslii ocTeonopos

AMMIION103 TTOYEK

CuanoaneHut
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Buramun K-nedunutHeie cocTostHUS
(reMopparuyeckasi 60J1€3Hb)

I'enotun (myranuu reaa CFTR (MBTP)) Vkazate cornacuo 6a3e ganabix CFTR2.org u
KoHceHncycy o knmHu4eckum 3ddexram
TFeHETUYECKUX BapraHTOB (0a3a TaHHBIX

SeqDBhttp://seqdb.med-gen.ru/)

MuxkpoOuonornueckuii craryc (ykasbIBaeTcs JaTa nepBUUHOro BoiceBa  CradunokokkoBas nH¢pekuus. CuHerHonHas
(BBISIBIIEHUSI) MUKPOOHOTO MaTOreHa (1aToreHoB) U, €CIIU €CTh, nH¢pexuusa. Nudekuus, Bpr3zBannas B. cepacia
MTOCIIE/THETO) complex

Hpyrue nnpexunn. MukpoOHbIe accolMaluu

Hpyrue dhopMmsr:

Heomnpenenennslil tuarHo3 mpu nojokKUTEIbHOM HEOHATAIbHOM
CKpUHHHTE Ha MyKoBHUCI1033 — E84.9.

3aboneBanusi, accouunponannbie ¢ reHoM CFTR (MBTP): 4

- U30JIUPOBaHHasl OOCTPYKTHUBHAs a300CIIEPMHUS;

- XpOHMUYECKHUI MaHKPEATUT; JUCCEMUHUPOBAHHBIE OPOHX0IKTa3bl

[Tpumevanus:

<1> ®opwma u3 knaccudukanun MB Paunnckoro C.B., Kanpanosa H.H. (2000).

<2> CreneHb JbIXaTENbHON HEAOCTATOYHOCTH ycTaHaBiuBaeTcs corjacHo "Kiaccudukanum neixarensHol HemoctarouHoct" (HammonanbpHOE
PYKOBOJICTBO 110 O0Jie3HsIM opranoB jabixanus, 2010). Ctenensb TsxecT 3a001€BaHUs PEKOMEHIYETCS HE YKa3bIBaTh UCXO/s U3 MEPBUYHO-XPOHUYECKOTO
TEUYEHHs], IOJTMOPTaHHOTO MOPAXKEHUS U IPOTPETUCHTHOTO TEUCHHUS.

<3> [lonoXXUTeNbHBIN HEOHATANBHBIM CKPUHUHI WJIM HEOHATAJIbHAs TUIIEPTPUIICMHOTECHEMHUs HE SIBJISIFOTCS TUArHO30M M B KiIacCU(UKALUIO HE
BKJIIOUEHBI, MAIIIEHTaM ¢ HEOHATAJIbHOI TMIIEPTPUIICHHOTEHEMUEH peKOMeH IyeTcsl B 1 ToJ] MpoBeCTH MOBTOPHO MOTOBYIO MpoOy. Mcrosb3yeTcst HOBBIN
JIMarHo3 — "HeolpeIeeHHbIN JUAarHO3 MPH MOJO0KUTEIILHOM HEOHATAIIbHOM CKPUHHUHTE HA MYKOBHUCIIH103"

<4> Kon MKBbB pekoMeHyeTcst HCOIB30BaTh U3 COOTBETCTBYIOIIUX Pa3eioB.

TsokecTb cocTosTHUS ycTaHaBNIUBaeTCsl coryacHo [Ipunokenuro k npukazy MUHUCTEpCTBA TpyAa U COLMANbHOM 3aumThl Poccuiickoit denepanuu
"O knaccuuKauiax U KPUTEPUIX, UCIOJIb3YEMBIX IIPU OCYIIECTBICHUU MEIUKO-COLUATbLHON SKCIIEPTU3BI IPaKIaH (elepaabHbIMHU IOCYAapCTBEHHBIMU
YUPEXKIESHUSMH MeIUKo-conuanbHoi skcneptussl”" (¢ 01 suBapsa 2019, cMm. pazgen "CnpaBouyHble MaTepualnbl, BKIOYas COOTBETCTBUE MOKa3aHUM K
IPUMEHEHUIO ¥ TPOTHUBOIOKA3aHUM, CMOCOOOB NPUMEHEHUS M 03 JIEKAPCTBEHHBIX IpenapaToB, MHCTPYKLUMU IO MPUMEHEHHIO JIEKapCTBEHHOI'O
npemnapara')

B Oyaymem, no mepe yriayOneHus 3HaHUM, 3Ta KilaccuUKalus Takke NoTpedyeT nepecMoTpa.
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1.6. KnuHuyeckas kKapTMHa 3aboneBaHUA WU  COCTOSIHUA  (rpynnbi
3aboneBaHU UM COCTOSIHUN)

MyKOBHCIHI03 MOXKET OBITh 3aI10JI03PEH T10 CISAYIONIUM pu3HaKam (Tadu. 3, 4).

Hanuume BHyTpuyTpoOHO 10 AaHHBIM Y3U — IHIEpIXOT€HHOTO KHUIICYHHKA, MEKOHUEBBIN
WJIEYC — IIPU POKICHUH.

B mnepuojsie HOBOPOXKIEHHOCTH 3aTsDKHAs HEOHaTalbHas KeiTyxa, BUTaMMH K-3aBHcHMbIe
reMOpparu4eckre COCTOSHNS, MEKOHUEBBIN UIIEYC.

MeKOoHMEBBIM WJIEYC — 3TO CHUHAPOM, XapaKTEPHU3YIOIIMXCS IPOSBICHUEM HHU3KOU
00TYypallMOHHOM KHUIIIEYHOW HEMPOXOJAUMOCTH, 0e3 epepbiBa MPOCBEeTa KUIIEYHOU TpyOKu. JlaHHOE
3a00JieBaHME MPU MYKOBHCIHI03€ OOYCIOBJIIEHO MEXaHHMYECKUMH MPUYMHAMU — OoOnMTeparueit
MIPOCBETA IUIOTHOW MEKOHHAIbHOI MPOOKOH.

B mupoBoil oOmenpuHsATOM mnpakTuke cuurtaercs, uro B 90-95% ciydaeB sTHONOTHEH
MEKOHHEBOTO HJIeyca SBJISCTCS MYKOBUCIHI03 [21]. MekoHuMeBbIN Hieyc AuarHocTupyercs y 15-
20% HOBOPOXAEHHBIX C MYKOBHCLHI030M. B eBpomeickux cTpaHax HNalUeHTbl ¢ MEKOHHEBBIM
WICYCOM TIOJUICKAT O0O0s3aTeIbHOMY 0O0CeoBaHui0 Ha MykoBucnumo3 [1, 22]. Tlo maHHBIM
perucrpa maueHToB ¢ MyKOBUCIUA030M P®d, nomis manueHToB ¢ MyKOBUCIUA030M, MEPEHECHINX
MEKOHHUEBBII MIIeyC MpH POXKAECHUHU, B TPYIIE NETe MepBOro roja >KW3HM cocTaBuia 22,1%
MAIMEHTOB, YTO OTPAXKAET €r0 PEaTbHYIO PacpOCTpaHeHHOCTh [23].

3anepkka nMpuOaBKU Beca, YacThli, OOUIIBHBINA, C MPUMECHIO KUpPa U 3JIOBOHHBIM 3alaxoM
CTyJ, TMOBBIIIEHHBIH amnmeTUT, B BO3pAcTe IOCJE€ TOoAa AMHU30/bl BHIMAJACHUS MPAMOIN KHILIKH,
SNU30bI 33JEPKKU CTyJa ¢ KIMHUYECKHUMH MPOSBICHUSAMHU YaCTUYHOW WJIM MOJHOW KHUILEYHON
HETPOXOIUMOCTH (CHHIIPOM IUCTAIbLHON MHTECTHHAIBHOU 00cTpyKIun — CJINO).

C paHHEro BO3pacTa BO3MOXKHBI HAaBSI3UMBBIM  KOKJIIOIIETIONOOHBIA  KaIllesib, YacTo
PELUINBHUPYIOIINE PECHUPATOPHbIE HH(PEKIUU C SBICHUSIMH OpPOHXHTOB, MHEBMOHHI, MOXET
OTMEYaThCsl CBUCTSIICE IbIXaHWE W/WIH "opajbHas KpenuTaius', OApbIlIKa, Kalleidb ¢ BblACIeHUEeM
THOWHOM MOKpOTBHI, B TOM YHCJIE€ BHE NEPUOJ0B 00OCTPEHUs, BIAKHbBIE Pa3HOKATMOEPHBIE XPHUIIbI
Pa3HOM CTENEHM JIOKAIU3ALNU B 32aBUCUMOCTH OT PacIpOCTPAHEHHOCTH IPOIIECCa.

B pannHeM Bo3pacTe OTMEYarOTCS SNHU301bl MPOSABJICHUH CHUHIpPOMA TOTEPU COJEH
(rumokanveMus, TUIIOHATPUEMHUS, TUIIOXJIOPEMHUs) — IMOTEpsl Beca, CPhITMUBAHUS, PBOTA, BSJIOCH,
0TKa3 OT eAbl. BenencTBrue nmotepu 37IEKTPOIUTOB € MOTOBOW KUIAKOCTHIO, OCOOCHHO B YCIOBHSIX
YCUJIGHHOTO TOTOOTHENeHUs (JIMXOpajKa, ’kKapkas Moroja, npeObiBaHHE B cayHe, (U3NYECKUE
Harpy3Ku), 4epe3 KelyJI04YHO-KUIIEUYHbII TPaKT, HEIOCTATOYHOE MOCTYIUICHHWE COJIeil ¢ muined u
BOJIOM (0COOGHHO Yy JeTell NepBOro roja >KU3HM IPU OTCYTCTBUU JOTALlUU COJIM) MOXKET
pasBuBarbcs [IceBno-baprrep cunapom (I1BC).

CungpoM MaHU(pECTHUPYET MNPEUMYLIECTBEHHO Ha IEPBOM TOAY JKHU3HH Yy MAIMEHTOB C
MYKOBHCIIM030M U SBIIAETCS JKU3HEYI'POKAIOIIUM COCTOSHUEM, MO3TOMY paccMaTpUBaercs ¢
TOYKH 3PEHUS TKEJIOTO M OMAcHOro ociokHeHuss MB, TpeOyroimiero B OmpeleNeHHbIX CIydasX
sKcTpeHHoro BMmematenbceTBa. [IBC moxkeT ObiTh mepBbiM cumnToMoM MB. Kinnuueckue
MPOSIBIICHUS: OT 3aACPKKU (PU3NYECKOTO PA3BUTHUS JI0 OCTPOTO COCTOSHUS, MPOTEKAIOIIETO C
OTKa30M OT €/1bl U IIUThS, BSUIOCTHIO, CPBITMBAHUSIMU U PBOTOM, IPU3HAKAMHU Jeruaparanuu. Yacro
OMOOYHO  NPUHMMAETCS 332  OCTPYI0  KHMIIEYHYIO  HMH(EKIMI0, T[aTOJIOTHI  MOYeK,
aJIpCHOTCHUTAIILHBINA CHHIpOM [2].

"Conenslii" MPUBKYC" KOXKHBIX IOKPOBOB.

Hedopmariuu rpy1HON KIETKH.

dopMHpoBaHUE IPU3HAKOB XPOHUYECKOW TMITIOKCUU B BUE Je(opMalii KOHIEBBIX (hanaHr U
HOrTel no tumy "6apabaHHBIX Manoyek" u "JacoBbIX CTEKOI".

[Ipu3Haku XpOHNYECKOTO raliMOPUTA, TIOJUINIO3HOTO CUHYCHUTA.

MyKOBHCIIA03-aCCOLIMUPOBAHHBIE 3a0oneBaHus MeYeHU (cysticfibrosis-
associatedliverdisease (CFLD) BkiitouyaroT B ce0st Takoe MHOTOOOpaszre HO30JI0TUi KaK: OMInapHbIN
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LUppOo3 I€4eHH ¢ U 0e3 CHHIpPOMA BHYTPUIIEYEHOYHOM IOPTAJIbHOM TMIEPTEH3UH,
NEPCUCTUPYIOIIEEe  TOBBIIICHHE yPOBHA  IEYCHOYHBIX  (epmeHTOB, (ubpo3,  creaTos,
KEeTYHOKaMeHHasi OO0JIe3Hb M W30JMPOBAHHO JIMIIb YIBTPAa3BYKOBBIE HM3MEHEHHUS MapEeHXUMBI
neuenu [24, 25].

BerpeyaeMocTh  MYKOBHCIIHI03-aCCOIMAPOBAHHON TemaToOMINapHO MATOJIOTHH BO BCEM
mupe npumepHo 37,9%, npuuem 2,5% meTanbHBIX HCXOJ0B OTMEUYAETCS] UMEHHO IO NPUYMHE
JekoMIieHcanuu 3abosieBanuii neuenn [26]. I[lo Espomeiickomy Peructpy mnamueHToB C
MYKOBUCII1030M 32 2017 T. IpOLEHT MAalUEHTOB ¢ HUPPO30M IIE€UEHH U OPTAJIbHON THIIEpTEH3UEH
B BenukoOpuranuu cocrasisier — 1,51% (149 naumentoB ot 8344), B Poccun xe — 4,42% (136
nanueHToB ot 2291) [5]. uppo3 neuenu ¢ mopraibHOW THIlepTeH3HEl 3adukcupoBan y 4,5%
nanueHToB P® B 2017 r, 6e3 nopranbHON runepTeH3uu — y 2,3%, Huppo3 neueHu (THIepTeH3ust He
n3BectHa) y 0,7% OONMBHBIX U TIOpaKEeHUE TTedeHu 0e3 uppo3a —y 15,9% narueHTos.

VY 1,5% nanueHToB MOpa)k€HUE MEUEHU SIBISIETCA MEPBbIM KIMHUYECKHMM cuMIToMOM MB;
MMEHHO TMO3TOMY B JMAarHOCTHYECKHH alTOPUTM NpPHU LUPPO3E TEUYEHU HESICHOW OJTHUOJIOTHH
PEKOMEH/yeTCsl BKITIOYATh TIOTOBBIN TECT i HCKiIroueHus MB [24, 25].

[lopakeHue nevyeHu, KaKk U MHOTHE Jpyrue (eHoTUnudeckue npossieHuss MB, 3aBucut He
TOJIBKO U HE CTOJIKO OT TeHetndeckoro nedekra u tuna myrtanuun CFTR, HO oT aelicTBUS TeHOB-
MoaudukaTopoB, Haxoxasmuxcs BHe ynokyca CFTR, nampumep, Z amnens rena SERPINA1L (1-
antitrypsin wiu 1-antiprotease) [2, 5] u amtens A VNTR B rene eNOS4 [19], u oT dakropos
OKPYXKAIOIEH Cpebl, BKIFOYAs SITPOTECHHBIE.

Knuamueckn npu GopMHUPOBaHUH IIUPPO3a IMEYCHN TUATHOCTHPYETCS YBEITMYCHUE KHBOTA 32
CUET renaTrocIuieHOMETalli|, PacIIiPEHNE TIOBEPXHOCTHRIX BEH Ha TIepeIHel OPIOIIHOM CTEHKE.

PenmmuBupyronme mnaHkpeaTUThl (KaK TMPaBWIO, Yy TAIMEHTOB C COXPaHHOW (QyHKIHEH
O KEITYI0YHOM jKese3sl — PS).

C Bo3pactoMm y manueHToB ¢ MB Hepenko pa3BuBaeTcs M 3HAOKPUHHAS HEIOCTATOYHOCTH
MTOJDKEITYIOYHOM JKeJe3bl (MYKOBHUCITU03-3aBUCUMBIN caxapHblid nuader (M3CJI), koTophIi, Kak
MPaBUJIO, MPOTEKAaeT OECCUMITOMHO, U MOXET JI0JIr0€ BPEeMs OCTaBaThCs HE AMArHOCTUPOBAHHBIM.
[Ipu 3TOM M3BECTHO, YTO yXe 3a 2-4 ronma 10 MaHudecTanuu auadeTa yXyIIIaloTcs MOKa3aTen
HYTPUTHUBHOTO cTaTyca W apixatenbHOW QyHKuuu. KomOunamus MB u nuabera okasbiBaeT
HEraTUBHOE BJIMSHHUE Ha MPOJOKUTEIBHOCTD JKU3HH. Tak, CpelHsis MpOAOKUTEIbHOCTh KU3HU
nanueHToB ¢ M3C/] Hike 1O CpaBHEHHUIO ¢ ManueHTamu 0e3 auabdeTra, MeuaHa BELKHUBAEMOCTH Y
nanuentoB ¢ M3CJl coctaBisier 24 roja, 1o cpaBHEHHIO ¢ 32 rojaMu y nanueHToB ¢ MB, Ho 6e3
nuabera [27].

VY 607bIIMHCTBA TAIIMEHTOB MYCKOTO 0JIa CHIKEHA (PepTUIBHOCTb.

B OGonbmmHcTBE cinydaeB (epTUIBLHOCTH JKEHIIUH, OOJBHBIX MYKOBHMCLHI030M, COXpaHEHA.
OpHako B OINpeAeNeHHBIX CIydasx BO3MOXKHO OecIjioue, OOYyCIOBIEHHOE AaHOBYISTOPHBIM
MEHCTPYaAJIbHBIM LIMKJIOM U BTOPUYHOM aMEHOPEEH, BbI3BAHHOM UCTOILIEHUEM MTALIUEHTKHU.

HaubGonee wactoil npuymHON CHWXKEHHS (GEPTUIBHOCTH Yy TMAlKUEHTOK C HOPMAaJIbHBIM
OBYJIITOPHBIM LIUKJIOM SIBJIIETCS MU3MEHEHUs BOJHOIO U AJIEKTPOJUTHOTO COCTaBa LEPBUKAIBHOU
CIIU3H, B CBs3U ¢ OonbiuM koindectBoM MBTP B munmnHapuyeckoM 3MUTENNU MIEHKH MaTKu. B
pe3ynbTaTe HepBUKATBHBIA CEKpeT (0TaensieMoe MIEHKH MaTKH) CTAHOBUTCS CIIMIITKOM BSI3KUM, YTO
CHHXKAET CIOCOOHOCTD K OILTO00TBOpeHuIO [28, 29].

Hanmuuyue y mnanumeHTa CHMITOMOB, YKa3aHHBIX B Tabnuue 3, TpeOyeT MpoOBeIeHUsS
middepenunansHoro auarfoza MB. Heo0xoauMo y4yuThIBaTh, YTO TEPEYHU CHUMIITOMOB,
npeJcTaBiIeHHble B TalOmuue 3, CcocTaBleHbl B TNPUMEPHOM COOTBETCTBUM KaXJ0M U3
paccMaTpUBaeMbIX BO3PACTHBIX Ipynn nanueHToB ¢ MB. J[t000# 13 yKazaHHBIX CHMITOMOB MOXET
HaOJI01aThCs Y IeTeH MJIa/IIIero Win CTapIlliero Bo3pacra
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Tabnuma 3. Knuaudeckue mposiBiieHus1, Tpedyromue auddepeHimanpHoro muarno3a ¢ MB [1,
2, 30]

Bo3spacr CUMIOTOMBI U CUHIPOMBI

I'pynnoii PeunauBupytomiyie Ui XpoHUYECKUE PECIIUPATOPHBIE CUMIITOMBI, TAKUE KaK
KalleJb WM OJbIIIKA

PeunauBupytommas Uiy XpoHUYecKasi IHEBMOHUS

OtcraBanue B (PU3NYECKOM Pa3BUTHUH

HeodopMmieHHBIH, 0OMITBEHBIN, MACTSITHUCTBIN U 3JIOBOHHBIN CTYII
XpoHuyeckas quapest

Brinagenue npsiMoit KAILIKA

3arspkHas HEOHATAJIbHAS JKENTyXa

ConeHblil BKyC KOXKHU

TermoBol yaap WK AeTUIpaTalys IpH )KapKOW MOT0/Ie

XpoHHMYECKasi TUIIOAIEKTPOJIUTEMUS

JlaHHBIE CEMENHOr0 aHaMHE3a O CMEPTH JIeTEH Ha IEPBOM IOy KU3HU WU
HaJn4ue CMOCOB CO CXOTHBIMU KIMHUYECKUMH MPOSIBICHUSIMHU
l'unomnporenHemMus/oTeku

MekoHUEBBIN UJIEYyC

JomkonbHbIl | CTOMKUI Kallensb ¢ uiu 06e3 THOMHONH MOKpPOTBI

JlnarHocTuuecku HesiCHasI PEIMIMBUPYIONIAs WU XPOHUYECKAs OJBIIIKA
XPpOHUYECKUN THOMHBIN/TIOTUTIO3HO-THOWHBIN CHHYCUT

OtcraBaHue B BECE U POCTE

Brinagenue npsiMoit KUIIKA

MuBarunanmsa

XpoHHUecKas auapest

CumnToMm "OGapabaHHBIX MajTO4eK"

Kpucranisl conu Ha Koxe

I'mnoroHnueckas neruaparanus

['unosnexkrponuremMus: 1 METabOINYECKHI aKasos3

I'emaromeranus win AUarHOCTUYECKU HESICHOE HapylleHue GyHKIIMU ITeYeHH

[IkonbHBIN XPpOHUYECKNE PECIUPATOPHBIE CUMIITOMBI HESICHOM 3THOJIOTUU
Pseudomonas aeruginosa B MOKpOTe

XPpOHUYECKUI CUHYCUT

HaszanpHslii nonumnos

bponxoskTazsl

Cumnrom "6apabaHHBIX anoyeK"

XpoHuyeckas guapest

CuHIpoM AHCTanbHOW UHTECTUHATIBHOU 0OCTPYKIIUU
[Tankpeatur

Brinagenue npsmMon KUILIKA

CaxapHblii 1nabeT B COUeTaHUHU C PECTUPATOPHBIMU CUMIITOMAMHU
I'emaromeranus

3a0oJieBaHNE TIE€YEHH HESICHOUM STHOJIOTUHU

[Moapoctku u | ['HOIHOE 3a00N€BaHUE IETKUX HESICHOUW STHOJIOTUU
B3pOCIIbIE CumnToM "6apabaHHBIX MTaTOYEK"

[Tankpeatur

CuHIpOM AMCTaNbHONW UHTECTUHATBHOU 0OCTPYKIIUN
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OtcraBaHue B pocte

3aziepKKa [0JI0BOTO Pa3BUTHS
WNHbepTHIIBHOCTD ¢ a300CTIepMHEH Y JTUI] MY>KCKOT'O TIOJIa
CHmxeHnne GepTHIIFHOCTH Y JIUII )KEHCKOTO T10J1a

CaxapHnblil 1uabeT B COYETaHUH C PECITUPATOPHBIMUA CUMIITOMAMU
[Ipu3Haky nuppo3a NeYeHHU U MOPTAIBHON THIIEPTEH3UHU

Tabnuua 4. Kinauueckue nposiBICHHS, XapaKTepHbIe 11 MyKoBucuuao3a [2, 30]

Bricokocnienuduunsie ayis MB

Menee cneunduunsie s MB

Co

CTOPOHBI CHCTEMBI TUIIEBAPECHUS:
MekoHUEBBIN UIEYyC

DK30KpHHHAsI HEJJOCTaTOUYHOCTh
MOJKEITy0YHOM JKeNe3bl y IeTel

Co CTOpOHBI CHCTEMBI MULIEBAPEHUS:

OtcraBanue pU3NYECKOTO pa3BUTHS
I'mnonporenneMus
Jepuuut xupopacTBOPUMBIX BUTAMHHOB

CUHIPOM AUCTATBbHOM MHTECTUHAIBHOM
o0cTpyKUIUU

PexranbHbIil mpomaric

buinapHsIil Mppo3

[TopTanbHas runepTeH3us

KKb y nereii 6€3 reMOJIUTHYECKOTO CHHAPOMA
[lepBUYHBIN CKIEPO3UPYIOIIHI XOJAHTUT

DK30KpHHHAsI HEJOCTaTOUYHOCTh
MOJKETYI0YHOM Kelle3bl Y B3POCIIbIX

PenmauBupyromuii naHKpeaTuT

Co

CTOPOHBI AbIXaTCIbHBIX HYTeﬁ .

XpoHudeckas HHPEKIIHsI, BBI3BAaHHAS
MYKOUHOH opMmoii Ps. aeruginosa

BpOHXOBKT a3bl B BEPXHUX OOJIAX obonx
JIETKUX

[lepcuctupyromas nHGEKIUs, BEI3BaHHAS
B. cepacia

XPpOHUYECKUN THOMHBIN/TIOJTUIIO3HO-
THOMHBIA CUHYCUT

Co CTOpOHBI AbIXaTEIbHBIX MYTEH:

XpoHHYECKAsT WK PEIIMIUBUPYIOIIAS
uH(pekus, BeI3BaHHas S. aureus, P.
aeruginosa, Achromobacter spp., H. Influenzae

Pentrenonorunyeckue IIPpU3HAKH
6pOHX03KT330B, aTCJICKTa30B, FI/IHepI/IHq)JIHI_II/II/I
HJIN XPOHUYCCKaA HH(bHHLTpaHHH Ha
PEHTTCHOI'paMMC OpraHoOB pr,[[HOﬁ IIOJIOCTH

KpoBoxapkanbe, cBsizaHHOE ¢ TUGHY3HBIM
HOpaKEHUEM JIETKUX, OTIMYHBIM OT
TyOepKyJie3a WK BacKyJIuTa

XpOHUYECKUH W/UITH TIPOYKTHBHBIN Kallleib

Annepruyeckuii GpoHX0JIErOUHbIH
acrepruiies

XpOHUUYECKUN THOMHBIN/TIOJIUITIO3HO-THOWHBIN
CUHYCUT
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- PenTtrenonorumueckue IMPU3HAKHU XPOHHUYCCKOI'O

MMAaHCUHYCHUTA
Apyroe: Apyroe:
- CHHIPOM 3JEKTPOJIMTHBIX HAPYILICHUH - YToJeHne KOHIEBhIX (hamanr

- Octeonennst/ocTeonopo3 B Bo3pacte <40 et

- BpoxaeHHOE IBYCTOPOHHEE OTCYTCTBUE

CCMABBIHOCAIINX IIPOTOKOB - HeTwmmuHELi I[I/Ia6eT

IIppy MB Hepeaxo BCTpeyaeTcsi OCTEONOpO3, KOTOPBIM Yy ATHX MNAIlMEHTOB BCETa HOCUT
BTOPUYHBINA XapakTep.

K npuumHam ero pasButuss y mnauueHToB ¢ MB OTHOCAT: XpOHMYECKHH MHKPOOHO-
BOCHAINUTENBHBIN Tpouece, Aepuuutr ButamuHa D u K; HuU3Koe moTpebieHne Kalblivs;, HU3Kas
¢usnueckass aKTHUBHOCTb, caXapHbli 1uaber Ha @oHe MB, TpaHcmaHTalMs OpraHoB U
MMMYHOCYTIPECCUBHAS TePaIusl; TUIIOKCHUS U TUIIEPKATHUS; 1e(UIIUT KOCTHOM MacChl U HapyIlIeHUE
MUKpPOAPXUTEKTOHUKH KOCTH BCJIEICTBHE HEIOCTATOYHOIO HaOOpa MHKa KOCTHOM Macchl B MEPUOJL
AKTUBHOTO POCTa ¥ M30BITOYHOW KOCTHOU MOTEPH Y B3POCIIBIX.

B HexoTOphIx padoTax Moka3aHa B3aMMOCBS3b PA3IUYHBIX MyTalUd W/MIU WX KOMOMHALIUN
(F508del u nmp.) ¢ pa3BuTHeM HU3KOW KOCTHOU Macchl [31, 32], GOMBIIMHCTBO APYTrUX aBTOPOB HE
OTMEYAIOT TAHHOM CBSI3U.

Pexomenpamuu no GopMynupoBKe OUarHo3a M3J0KEHbl B KIMHUYECKUX PEKOMEHJAIUAX I10
octeonopo3y. CorjmacuTtenbHasi KOMHUCCHS IO €BPOIEUCKOMY KOHCEHCYCY PEIIMJIa HUCIOJIb30BATh
TepMuH "Ooje3Hn koctu mpu MB" (BKITIOUaAOmMUA HU3KYI0 MHHEPATBHYIO IJIOTHOCTH KOCTH M
nepeniomel), a He "octeomopos". s P®, yuuTeiBas 0COOEHHOCTH MEAMIIMHCKOTO OOecIreueHus,
PEKOMEHIyeTCs OCTaBUTh IUArHo3 — ocreonopos [33, 34, 35].

Yacrorta octeonoposa npu MB B 1eTCKOM M MOAPOCTKOBOM BO3pacte cocTaBisieT oT 20 10
50% u yBenuuuBaetcs mocie 18 ner sxusnu (50-75%) [36].

[lo paHHBIM pPOCCHIMCKMX HCCIENOBATENE B JETCKOM BO3pacTe€ 4YacTOTa CHUKEHUS
MuHepanbHO# oTHocTH KocTu (MIIK) cocraBnser ot 33 g0 65,2% u ocreonoposa — ot 7,7% 1o
15,6% [37, 32].

Bo B3pocioi nonyasiuuu nayMeHToB ¢ MyKOBUCIIMIO30M YacTOTa HU3KUX noka3areneit MITK
cocrasisiia 43,6%, ocreonoposa — 8,4% [33].

Knaccugukanus acnepruiiesa JErkux rnpeacTaBiieHa B npuioxxenuu I'1.

Aunnepruyeckuii OpoHX0JIETOYHBIHN acnepruies y naiueHTos ¢ MB nmpoTekaer XpoHHUUYECKH C
NepUOANYECKUMU 000CcTpeHUsIMU. OCHOBHBIMM KIMHUYECKUMH Hpu3Hakamu oboctpeHus ABJIA
SBJIAIIOTCSL HEKOHTpOJUpyeMoe TeueHne MB, npucTynsl yayibs, Kameib ¢ MOKPOTOH, coeprKarien
KOPUYHEBbIE WJIM YEpHbIe BKJIIOUEHHUS M CIM3UCTbIE MPOOKH, OPOHXOOOCTPYKTUBHBIA CHHIPOM
W/WIH BO3HUKHOBEHHE 03MHOQMIBHBIX HH(UIBTPATOB, O0JIM B IPyIHON KJETKe, pedpakTepHoe K
MPUMEHEHHIO aHTHOAKTEepaIbHBIX MpenapaToB MOBBIILIEHUE TEMIEpaTyphl Teja, a TAKKe CHU)KEHUE
npixatensHo  ¢yHkumu. Ilpum mmurensHom TedueHun ABJIA  pas3BuBaeTcs 3aBUCHMOCTH OT
KOPTHUKOCTEPOUIOB Il CUCTEMHOIO TpUMEHEHUs], (hopMupyeTcss U GUOpO3 JErKUX, MPUBOAINI K
IBIXaTeIbHOW HeloCcTaTouyHoCTH [15].

Xponuueckuii acreprusnes nerkux. Ipogomkutensaocts XAJI = 3 mec. HauGonee yactrie
MyJAbMOHAIbHBIE CUMITOMBI — IIPOAYKTHBHBIN Kalllelb, OJIbIIIKA U KPOBOXapKaHbe, IPOTrPECCUBHOE
CHIDKEHHE JIeTOYHOM (yHKIMH, obume — cyOhedpuinTet, o0mas ci1abocTh U CHH)KEHHE MacChl
TeJla, CHI)KEHUE TOJIEPAHTHOCTU K Harpy3kam, OTCYTCTBHE WJIM HETIOJHBIA OTBET Ha MOJIHOLIEHHBIN
KypC aHTHOAKTEepHaJIbHOW TepanmuM HIMPOKOTO crekTpa aeictBus. XAJl yacto mpuHHMAIOT 3a
oboctpenune MB, o0ycioBineHHOe OaKkTepuaIbHBIM BO30YANUTENIEM,  Ha3HA4YaloT He3(h(HEeKTUBHYIO B

16 n3 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

ATUX CITy4asiX TePali0 aHTHOAKTepHAIbHBIMU Mpenaparamu pesepsa [15, 17, 18].

[Iporuno3: XAJI Hepeako AUArHOCTUPYIOT MO3THO M JICYEHHE IMPOBOJAT HeaaekBaTHO. bes
nedyeHns XAJl npuBOIUT K yXyALIEHUIO KadecTBa JKM3HM HauueHToB ¢ MB u yBennuenuro
netanbHOCTH. JleTanmbHOCTh pu XAJl B miepBbIe 6 MecsieB nocie auarHosa cocrasisieT 15-30%.
Haubouee yactas HemocpeaCTBEHHAs MPUYMHA CMEPTH — JISTOYHOE KPOBOTECUCHHE.

2. [narHocTtuka 3aboneBaHMs WU COCTOSAHUA (rpynnbl 3aboneBaHUMW wnu
COCTOSIHUA) MeAULMHCKME TMOoKa3aHMA U MNpPOTMBOMOKAa3aHMA K MNPUMEHEHUIo
MeToAO0B ANAarHOCTUKU

Huarno3 MB noxarBepikIaeTcss NpuU  HAJIWYUM  OJHOTO WM OoJjiee  XapaKTepHBIX
¢deHoTUnUUecKux MnposiBiaeHM MB B coderaHuum ¢ J0Ka3aTeNbCTBAMU HApYIIEHHs] (YHKIHMH
MBTP, Takumu Kak: BbISIBICHME KIMHUYECKM 3HauyuMbIXx Myraumd reHa MBTP npu
TeHOTUIIMPOBAHUHU WJIM YBEIMUYEHUE YPOBHS XJIOPUJOB B CEKpeTe MOTOBBIX Xene3 namuenrta. s
peumieHus mnpoOiemM auarHocTuku MB  OblmM  pa3paboTaHbl KpPUTEPUHM, COMNIACHO KOTOPBIM
oOs3arenpHpIM 11 MB  sBisleTcss HanmuuMe XapaKTEpPHOTO KIMHUYECKOTO CHHApPOMA ILIHOC
JI0Ka3aTeNbCTBO KAKOr0-1100 HapylIeH!s (PYHKIUH XJIOPHOTO KaHalla OJJHUM U3 METOJIOB.

B HacTosiiee BpeMsi CyliecTBYeT HECKOJbKO BapUaHTOB JMArHOCTHYECKUX KpuTepueB MB,
KOTOPBIMH TOJIb3YIOTCSI CENUATUCTHI [1, 2].

Haubonee pacmpocTpaHeHO HCHOJIb30BAaHHE IUATHOCTHUYECKUX KPUTEPUEB, YTBEPIKIEHHBIX
EBpormeiickiuMu cTaHIapTaMy M HAIMOHAILHBIM KOHCEHCYcoM (Tabmuia 5) [1, 22].

Tabmuma 5. /lnarHocTHueckne KpUTepuH, yTBepkaeHHbIe EBponeiickumu ctangapramu 2014
roja, nepecmotp 2018 rosa [22, 38] u HanmoHanbHBIM KOHCEHCYCOM (2016) [2]

[TosoxuTenbHBINA pe3yabTaT MOTOBOTO TECTA

u/unm
JiBe mytaruu MBTP (CFTR), Be3biBarorre MB (cormacuo 6a3ze CFTR-2 http://www.cftr2.org)
n

HeonarannHas THICPTPUIICHHOTCHEMU A

Nnu

XapakTepHble KIMHUYECKUE MPOSBICHHUS, Takue Kak Tuddy3Hbie OpOHX0IKTa3bl, BBICEB U3
MOKpPOTHI 3HaunMOi# u1st MB marorennoit Mukpohaopsl (0COOEHHO CHHETHOMHO MaIouKu),
SK30KpUHHAs TaHKpeaThyecKasi HeI0CTaTOYHOCTh, CHHIIPOM MOTEPH COJIei, 00CTpyKTUBHAS
a300CTepMHUS

Jlnaruoctuka oOTypalMOHHON KHIIEYHON HENpPOXOAMMOCTH (B T.4., MEKOHHEBOTO HJIEyCa) B
HEPUOJIE HOBOPOXKIEHHOCTU

Kumieunsie nposiBIeHUs] MyKOBUCIM103a B MIEPUOJIE HOBOPOXKAEHHOCTH MOTYT CBOJUTHCS HE
TOJIBKO K (OPMHUPOBAHMIO MEKOHHMEBOTO wujeyca. Takke MYKOBUCIHIO3 MOXET ObITh
JMarHOCTUPOBAaH y MAIMEHTOB C BHYTPUYTpOOHOH mnepdopanueil TOHKOW KUIIKH, MPHU3HAKAMU
MIEPEHECEHHOT0  BHYTPUYTPOOHOTO HSHEpPOKOJHMTa (BHYTpUYTpoOHOE (opMUpOBaHHE CIIaek,
NEPUTOHHUT) U MIPU HAPYILIEHUH MPOXOAUMOCTHU TOJCTON KMILIKHU, IPU HOPMAIbHOM (POPMHUPOBAHUU
ee HEepPBHOTO armapara.

AHTeHaTanbHasi — ONMCAHHBIE 3a00JIEBaHMS OTHOCATCS K MO3AHUM (PeTomaTusM, MOITOMY
BO3MOJKHBIE MIPOSIBJIIEHUS MOTYT ObITh Bu3yanusupoBanbl B III Tpumectpe. Ilpu Hanuuuu y miona
1o JaHHbIM Y3U MpHU3HAKOB TUIEPIXOTeHHOTO KUIIEUHUKA 11e1ecO00pa3HO HAaNpaBUTh POAUTENEH
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Ha JIHK nmarnoctuky MyKoBHCIHIO3a — IOHMCK HauboJiee 4YacThIX MyTalii, a pebeHka mnpu

POXKACHUM — KaK COCTaBJAIOHICIO TIPYIIy pPHUCKAa IO MCKOHUCBOMY HIICYCY U KUIIICYHOH
HCIIPOXOJUMOCTH.
Ilocne POXACHUA — JHUArHOCTHKA KHUIIICYHON HCIIPOXOJAUMOCTU U OCIIO)KHEHUM B

COOTBETCTBUU C KIMHUYECKOW NPAKTUKOW IAlMEHTOB C MEKOHHEBBIM MJIEYCOM, OO0s3aTeiabHas
KOHCYJIbTAIMsl CIIEUAINCTA [10 MyKOBUCLIUJIO3Y, IIpOBeAeHHE 110ToBOM npoosl, JIHK-auarnoctuku.
[Tpu HEBO3MOYKHOCTH MTPOBEICHNUS TIOTOBOM 1poObI — oOsi3arenbHas JJHK-auarnoctuka [22].

Juarnocruka IlceBno-baprrep cunapoma y nanuestos ¢ MB

[lceBmo-bapTrep CHHAPOM JAMArHOCTUPYETCSI HA OCHOBAaHWM HAIWMYMsg Yy peOCeHKa
YCTaHOBJIEHHOTO Auarto3a "MykoBUCIIHI03", XapaKTepHON KIMHUYECKOW KapTHHBI (cM. pazjaen 1.6
"Knuanueckass kaptuHa" W OMOXMMHUYECKUX WM3MEHEHHM: TUIOHATPUEMUH, THUIIOKAIUEMUH,
THIOXJIOPEMHH, METa00INIECKOTO akano3a [2].

JluarHocTuka acmepruie3a MpH MYKOBUCIHI03€ CIOKHA M HEPEAKO 3ama3/bIBaeT,
MOCKOJIbKY MHOTHE JHAarHOCTHYECKHE KPUTEPUM TEPECEKAOTCS C TUIUYHBIMHU TMPOSBICHUSIMU
OCHOBHOTO 3a00JIEBAHMUSI.

JI7sl TOCTaHOBKH JIMAarHO3a HEOOXOIMMO KOMIUIEKCHOE CIICIHAIM3UPOBAHHOE 00CIIeIoBaHNE
(Tabm. 6, 7).

Tabmuma 6. marnoctuueckue kputrepun ABJIA cormacHo koncencycy ®onma MB (2003)
[39]

- YXyAILIEHUE TeUYeHUSI MyKOBHUCIIHI03a: Kalleslb ¢ MOKPOTOM, CoJIep Kallield CIM3UCThIEe TIPOOKH,
OJIBIIIIKA, TPUCTYNBI YAyiIbs, cHIkeHue JKEJI, O®B1, ocTpoe win nepcuctupyoniee yxyameHne
COCTOSIHUSI, HE CBS3aHHOE C IPYTMMH NPUYNHAMY;

- ypoBeHsb obmero IgE > 500 en/mu;
- Haymmuue crenuduaeckux Aspergillus IgE wm nmonoxurensHas kKoxHas mpoda ¢ aHTUTCHOM
Aspergillus;

- Haymuue crienuduaeckux Aspergillus 1gG;
- m3MeHeHus Ha peatreHorpamme win KT, pedpakrepusie k "crangaptaoit” Tepanuu [12, 40].

Tabmuma 7. JlmarHoctudeckue kpurepun XAJl corimacHo pyKOBOACTBY MO JAMArHOCTHUKE M
JICUCHHIO XpOHHUYECKOTro acrepruiuiesa (2016) [2]

VYxynenue TeueHus MB, oTCyTcTBHE WM HETIOJIHBIN OTBET Ha 2-4-HeAeIbHbIN Kype
aHTHOAKTEepHAIbHON Tepanuy MIUPOKOTO CIIEKTpa ACHCTBUS

"

Hanuuue KT IMPHU3HAKOB XPOHHUYCCKOI'O aCIICPruiuiC3a JICTKUX,

Hanmuue cnennduyeckoro IgG k Aspergillus B CbIBOpOTKE KpOBH,
BbIsiBIIeHHE MuLenus Aspergillus B okpalmeHHbIX Ma3kax W/WinM B OMONICMIHOM MaTepuane, Win
BeIenenne Aspergillus spp. mpu nmocese GuoncuitHoro Mmatepuaia, bAJI, mokpotsr [41].

Jlnarsoctuka nuppo3a reyeHu y nauueHTos ¢ MB:

- IToBbIIEHNE aJlaHMHAMUHOTpaHc(hepassl, acrapTatraMUHOTpaHC(epa3bl u
raMMaryiroTaMuiITpaHcdepasbl, B TedeHHe O6osiee, ueM 6 MecsIeB Py UCKIIOYEHUH JPYTUX MPUYUH
[42, 43] (cmemyer ydecTb, YTO AaHHBIC IOKA3aTeIM HMMEIOT HEBBICOKYIO CIEHU(PHYHOCTD Yy
MAIKEHTOB ¢ KUCTO3HBIM (PMOPO30M (MyKOBUCIIUIO30M));

- [anpnatopHOE yBeNMYECHUE pa3MepOB NIEYCHHU U cene3eHku [43];
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- Y uinHeHne npoTpoMOHMHOBOTO (TPOMOOIIIIACTHHOBOTO) BPEMEHH B KPOBH WJIH B Tu1a3me [43,
89]

- XapakrepHas Y3U-kaptuHa (HEOTHOPOAHAS HXOIEHHOCTh MAPEHXUMBI, TSHKUCTOCTD,
3aKpYrJ€HUE II€YEHOYHOIO Kpas, IpOopacTaHue COEIMHUTENIbHON TKAaHU B BOpOTa IIEYEHM),
BBISBJICHHE W30BITOUYHON CBOOOJHOM >KMJIKOCTH B OPIOIIHOM MOJIOCTH KAk MpU3HaK aciuTa [44, 45,
46];

- O0enHEHNE BEHO3HOIO KPOBOTOKA M (DOPMHUPOBAHKE MPU3HAKOB NOPTAIBHON THIIEPTEH3UU
o ganaeiM Y311

- [Ipusnaku popmupoBanus ¢pudpo3a/muppo3a Mo JaHHBIM HETIPSIMOM AIaCTOMETPUH TEYCHU
c omeHkoi crerneHn (Gubposza mo Mopdonorudeckoit knaccudukamu METAVIR (IIpwiokenue
I'2): 5 crammit ¢pubpo3a — ot 0 mo 4, rme FO — orcyrcTBue pudbposa, F1 — mopraneubit Gudpo3
(3Be3/19aTOC pacIIuPeHNE MOPTATHHBIX TPAKTOB) Oe3 cent, F2 — mopTaibHbIi GUOPO3 M eTMHUYHBIC
centhl, F3 — mopranbHelii GprOpo3 1 MHOKecTBeHHBIe cenThl 0e3 L{I1, F4 — nuppo3 neuenu [47];

- BroisiBreHNe BapHKO3HO-pACIIMPEHHBIX BEH MMILEBOJA M JKelyJKa MpU TPOBEACHUU
muaraoctuaeckoit ®OTJC.

- TskecTh U cTeneHb KoMIeHcauuu MB-acconmupoBaHHOTO UUPPO3a MEUYECHU B KIIMHUYECKON
npakTHKe mpoBoauTes mo kiaccudukaruu Yaitna-ITsto (Child-Pugh) (Ipunoxenue '3) [48, 49].

JluarHocTuueckre KPUTEPUH MYKOBHCIIMIO03-3aBUCUMOTO caxapHoro mauadera (M3CI):

TUIEpPIINKEMHs HATOMAK (YpOBEHb TIIOKO3B TIMAa3Mbl HaTomak = 7,0 MMOIB/T) WM
"nuabetnueckuil" ypoBeHb riatoko3bl kpoBH B xozie CI'TT (mipu ypoBHE TJIHOKO3bI IJ1a3Mbl HATOIIIAK

< 7,0 MMONB/T W TIIOKO3Hl TUIa3Mbl udepes 2 uaca B xome OI'TT 2 11,1 mmomw/m), mmm
MOCTIpaHANaIbHAs TUIMEPIIMKEMUs, OIpenenseMas HeNpepbIBHBIM MOHHMTOPUHIOM TJIFOKO3BI
(CGM) nipu orcyrctBun cumromoB [50].

JlnarHoctuka ocTeonopos3a y nanueHToB ¢ MB BkiIOYaeT OIEHKY KIMHUYECKOW KapTHUHBI,
pentreHoaencuromerputo (Ilpunoxkenne ['4), maboparopHbie METOIBI UCCIEIOBAHUSI.

Junarno3 ocreonopo3a npu MB cTaBuTCs npyu HAIWMYWH:

- 1 u Oosee KOMIPECCHOHHBIX TIEPEIOMOB TeJI TO3BOHKOB, KOTOpPHIE HE CBSI3aHBI C
BBICOKOJHEPIreTHYEeCKOW TPaBMOW WJIM JIOKAIbHBIM 3a00JIeBaHUEM, MPUBOASIIMM K H3MEHEHHIO
MuHepanbHO# TIoTHOCTH KocTu (MIIK). Ilpn Hamu4mu KOMIIPECCHOHHBIX MEPEIOMOB MO3BOHKOB

JUISL TIOCTAHOBKH JIMArHO3a OCTEONOPo3a He TpedyeTcs, yTobbl Z-KpuTepHii 6611 < -2 SD.
WK

- Knueuyeckn 3HauMMoro aHamHesa mepenomMoB u MITK mo Z-kpurepmo < -2 SD
(cranmapTHble OTKIOHEHHUA). KilnHUYecku 3HauMMbIi aHAMHE3 MePeIOMOB — 3TO:

1. 2 u Gosee mepenoMoB JNIMHHBIX KOCTEH B Bo3pacte 10 10 yer;

2. 3 u OoJiee epeIOMOB JJIMHHBIX KOCTEH B J1r000M Bo3pacte 10 19 et [51].

2.1. XXano6bl n aHaMHe3
Cwum. paszzen 1.6 Knunuueckast kapTuHa.

2.2. ®usnkanbHoe obcnegoBaHue

PeGenky ¢ momo3pernuem Ha MB cregyer mpoBectu mosiHOe U3HKaIbHOE 00CIeI0BaHKE, T.K.
MIpH 3TOM 3200JI€BaHUH UMEIOTCS MYJIbTHOPTaHHbBIE TPOSBICHHSL.

CwM. pazgen 1.6 Knuauueckas kapTuHa.
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2.3. HaﬁopaToprle AnarHoctTn4yeckKkume nccrnegqoBaHusA
TecTnl I YCTAaHOBJICHUA AUArHO3a MYKOBHUCIIU 03

- Pexomennyercs mpoBeleHHME CKPUHUHIA  HOBOPOXKJIEHHBIX HAa  MYKOBHMCLHJIO3
(HEeoHaTaJIbHBIN CKPUHUHT, KOMIUIEKC MCCIEAOBAHUN JUIsl IMarHOCTUKA MYKOBMCLIHM03a), TaK Kak
paHHee BBISBIEHHE M CBOEBPEMEHHOE HA4yaJll0 TEpalmuu IO3BOJSET MNPEAYyNpPEeIUTh Ppa3BUTHE
TSOKENBIX OCJIOKHEHWH, yiaydllaeT ToKa3aTrend (U3MUECKOro pa3BUTHSA, 3aMEISET TEMIIbI
CHIDKCHHST ()YHKIIMU JIETKUX, CHKAeT MOTpeOHOCTh B rocrmranu3amuu [1, 52, 53, 19, 30, 2, 22,
54].

(YYP-B, Y1 - 2).

Kommentapwnii: [IpoBogurcs B Poccuiickoit @enepannu y BCeX HOBOPOXKACHHBIX.

[Iporokon ckpununra B P® Bximtouaer 3 oOs3arensHbix dTana: UPT1, UPT2, noroBas npoda
(tTabnuua 8). Ha mepBoM 3Tame B KpOBU HOBOPOXKJIEHHBIX (4-5 NeHb y NOHOLIEHHBIX, 7-8 JEHb Y
HEJIOHOIIEHHBIX) ompenensercs ypoBeHb WPT. Biastue 00pa3ioB KpOBH OCYLIECTBISIETCS B
cootBercTBUM C [Ipukazom N 185 ot 22.03.2006 "O maccoBoMm 00cie10BaHUM HOBOPOXKJIEHHBIX
neTel Ha HacieacTBeHHbIe 3a0osieBanus". [Ipu npesbiiennu noporosoro ypoBHst UPT npoBoautcs
perect Ha 21-28 neHp xu3HU. [IpyM TOJOXKHUTETHHOM peTecTe MPOBOIUTCA TOTOBas IMpooda.
[lo3uTuBHas moTOBas NpoOa pacleHUBAETCS KaK IMOJIOXKHUTENbHBIH pe3yiabTaT CKPUHUHTA, U
nmanueHta HampaBisitor B LleHTp MykoBucmmmosa (imbo mpodwibHOe oTaenenue). Jetn ¢
MEKOHHEBBIM HJIeycoM He3aBucuMo oT ypoBHs MPT HyxkaaroTcs B IpOBEAEHUH MTOTOBOM PO Obl 13-
3a BO3MOJKHOT'O Y HUX JIO)KHO OTPHUIIATENILHOTO pe3ynbTarta [2, 22].

OnTuMmanbHble CPOKH YCTAaHOBKHM JIMarHo3a M Hayana HaOIOJeHUS IMalieHTa, BBISIBJICHHOTO
110 MPOrpaMMe HEOHATATLHOTO CKPUHUHTA — IEPBBIC 2 MecsIa Ku3Hu [2, 22].

OOcnenoBanne M HaOMIOJIEHHE HOBOPOXKJEHHBIX I10 IMPOrpaMMe MacCOBOIO CKPHHHUHIA
JOJDKHO TPOBOAMTBCA €  COONIIOJEHMEM IPHHLMIIOB MPOQUIAKTHKH TMEPEKPECTHOIO U
BHYTPUOOJBHUYHOIO MHQHUIMPOBAHUS, ONTUMAIBHO aMOyJaTOPHO WM B YCIOBUSAX JHEBHOTO
cranuonapa [2].

Tab6numa 8. Dranbl HeoHaTaIbHOTO CKpuHUHTa B Poccuiickoit @enepanun (I1pukaz N 185 ot
22.03.2006 "O wMaccoBoM O0OCIEJOBAaHWM HOBOPOXKICHHBIX JETEH Ha HACJICIACTBCHHBIC
3a0o0seBaHus")

I >Tan Ha 4-5 nenb y nonomennoro (Ha 7-8-i — y HEIOHOIIICHHOTO) HOBOPOIKIEHHOTO —
onpezeneHne MMMyHopeakTuBHOro TpuricuHa (MPT) B BeIcylIeHHOM Karie KpOBU

II aran [Ipu nonoxutensHoM pesynbrate (cut-off > 99,5 nenruns) na 21-28-it nenp
MOBTOPHBIN TecT Ha UPT

IIT sTtan [Ipu Mon0XKUTENTLHOM pe3yabTaTe — MOTOBas Mpoda

IV stan [Ipu morpaHu4HOM pe3ynbTaTe MOTOBOM MPOOBI — JOMIOJIHUTEIBHBIE METOIbI

O6CJ'I€,Z[OB3HI/I$[, BKJIrO4as Z[HK'I[I/IB.FHOCTI/IKY, ONPCACIICHUC PA3HOCTU KHIICYHBIX
IMOTCHIUAJIOB U ApYyTruc.

- Jns JOuarHOCTMKM MYKOBHUCIHI03a PEKOMEHAYETCsl TMPOBEACHHE TOTOBOW MPOOBI
(uccnemoBaHMe YpPOBHS XJIOPUJIOB B TMOTE, KOMIUIEKC HCCIEIOBAaHUN Il JTUATHOCTHKU
MYKOBHUCIHI03a). [l ycTaHOBJIEHHS JAMarHo3a HEOOXOJUMO TONYYHTh KaK MHUHUMYM 2
MOJIOKUTENBHBIX pe3yibTarta. [loToBas mpoba MoxeT ObITh MpoBeneHa peOeHKYy B Bo3pacTe 48
4acoB ¢ BecoM He MeHee 2 kT [1, 2, 22, 55, 56].

(YYP-B, Y1 - 2).

Kommenrtapuu: IlotoBas mpoba sBisercs "30J0THIM  CTaHAAPTOM"  JIHUArHOCTUKH
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MYKOBHCIIU103a, TPOBOIUTCS KaK MHHUMYM JIBaX/ibl. B P® ucmons3yroTes 2 METOAUKHA TIOTOBOTO
TecTa.

1) Knaccuueckuit mpsiMoil METOJI ONPEEICHHsT AEKTPOIUTHOTO COCTaBa IMOTa (XJIopa WU
HATpPHsI) METOJIOM IMHJIOKAPIIUHOBOTO 3eKTpodopesa nmo ['mbcony u Kyky (1959 r.). Hopma — o 30
MMOJIB/JI, TIOTpaHu4HbIe 3HAaYeHHS 30-59 MMOJIB/II, TIOJIOKUTENBHBIN pe3yibraT — 60 MMOJIB/T |
BhIie (pu HaBecke mota He Menee 100 wmr) [1, 2, 6, 38]. [lokaszarenu ximopuaoB Beime 150
MMOJIB/JT IOJDKHBI OBITH MOIBEPTHYTHl COMHEHHIO.

2) IloToBas mpoOa myrem oOmpeaeNeHUus MPOBOAMMOCTH TOTa C TOMOIIBIO CHEIHATBHBIX
MOTOBBIX AHAIM3ATOPOB KOPPEIHPYET C OMPEICICHHEM YPOBHS XJIOPHAOB, TO3BOJIAET THOJIYYUTh
aJIeKBaTHBIA pe3yJbTaT MPH KoiudecTBe mota B oOpasume — 3-10 mxm [lomyumn mmpoxoe
pacrpocTpaHeHHe TP BHEAPCHUHA MacCOBOTO CKPUHUHTA HOBOPOK/ICHHBIX.

[Ipn omnpeneneHuun NPOBOAMMOCTH TOJOXKUTENBHBIM PE3yAbTaTOM s MYKOBHCIIHI03a
CUMTAeTCs TIOKa3aTelb: BbIie 80 MMOJIB/T; MOTpaHUYHBIM 3HaueHHmeM — 50-80 MMOB/I;
HOpMaJbHBIM — J10 50 MMoub/a. Tlokazarenu mpoBogumocTd Bbiie 170 MMOJIB/TT TOJKHBI OBITH
MOABEPrHYTHl COMHEHHMIO.

Bpewms cOopa nota He J0mKHO MpeBbimarh 30 MUHYT, MUHUMAJIBHO JIOIYCTUMOE KOJIUYECTBO
nota — 75-100 mr (15 Mk B kosutekTope "Macroduct"), ckopocTh MOTOOTIETIEHUS JTOJDKHA ObITh HE
menee 1 r/M?/mun [22]. O6s3aTenbHBIM ABISETCS TIPEBAPUTENbHOE TIIATENFHOE OUYHIEHHE KOKH
narnmedta [2]. Ocoboro BHHUMaHUS TpeOyeT TOJArOTOBKA KOXH Yy TAIMCHTOB, JJIMTEIHLHO
HaXOJSIIMUXCS B CTAHIIMOHAPE.

[Torpannunblie pe3yabTaThl TOTOBOM MPOOHI.

Bo3MoxHBIC TPHYUHBI TOTPAHUYHBIX PE3YJIbTATOB IOTOBOM MPOOHKI:

- UnauBuyansHbIe 0OCOOCHHOCTH Y JIFOCH 0€3 MyKOBUCIIHI03a, 0COOCHHO y B3POCIBIX
- HenpaBuibHast moAroToBka K mpooe

- HocurenberBo "Msarkux" myranuii mpu MyKoBUCIHI03¢ [22]

Pexomenpanuu:

- HCIIOJIb30BaHKE Pa3HbIX METOJIOB ONPEICIICHUS XJIOPUJIOB 110TA, TIOBTOPHBIE UCCIIETIOBAHMUS;
- pacmupennsiii JIHK-ananu3 (cekBeHnpoBaHue reHa);

- pacuIMpeHHOe KIMHUKO-JIa00paTOpHOE U HHCTPYMEHTAIbHOE 00CIIeIOBaHHE:

KonTponoruueckoe uccienoBanue u OnpesenieHue akTUBHOCTH MMaHKPEAaTHUYECKON 3J1acTa3bl-
1 B Kase, 3MEKTPOIUTH B OMOXHUMHYECKOM oOIieTepaneBTuyeckoM ananusze kposu (Mccnenoanue
ypOBHsI Kajus B KpoBH, lccrenoBaHue ypoBHSI XJIOPHIOB B KPOBH), MOCEB MOKPOTBHI/Ma30K C
3aiHel cTeHKH TIOTKU (Mukpoouoorudeckoe (KyabTypalbHOE) UCCIEJOBAHUE CITU3U C MUH IaJIHH
W 3aJHel CTEHKW TJOTKM Ha ad’poOHble U (PaKyIbTaTUBHO-aHAIPOOHBIE MHUKPOOPTaHU3MBI,
MuxkpoOuonoruyeckoe (KyIbTypalbHOE) HCCIeI0BAHUE MOKPOTHI Ha a3poOHbIe M (PaKyIbTaTUBHO-
aHa’poOHbIE MHUKPOOPraHU3MBI), pPEHTreHorpadus OpraHoB TPYAHOW KJIETKH, Ma3yX Hoca,
crepMorpaMma;

- HaOJI0/IeHHE B IIEHTPEe MYKOBUCIU103a /10 OKOHYATEIbHOIO IPUHATHS PELLICHHs O IUarHose.
He cuumarotcs ¢ ydera, oka AUarHo3 He OyeT UCKITIOYEH;

- METOJ ONpEAENEHUs PAa3HOCTH Ha3aJbHBIX NOTCHLMAJIOB WM U3MEPEHUE DJIEKTPUUYECKOTO
TOKa B OMOMTATE KHUIIKK, OTpa)karoliue HapylieHne QyHKIUU XJIOPHOTO KaHana <*>.

[Ipumeuanue: <*> B kayecTBe IOMOJHUTEIBHOIO TECTa MAallMEHTaM C IMOJIO3pEHHEM Ha
MYKOBHCII/I03, OCOOEHHO B COMHHUTENBHBIX CIy4asX HpPU IMOTPAHUYHBIX 3HAYCHHMSX IOTOBOTO
TeCTa, TMPU HEBBIPAKECHHOW CHUMIITOMATUKE W/WIM TMPU HEMOJTHBIX KIACCUYECKUX TMPOSBICHHIX
00JIe3HM MOXKET OBbITh PEKOMEHJOBAHO TPOBEICHUE WCCIEAOBAHUS PA3HOCTH KHIIEUHBIX
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noteniuainos [1, 2, 6, 38, 57].

CorlacHO cTaHIAPTHBIM ONEPALMOHHBIM MPOLEAypaM, JIsl U3MEPEHUS PA3HOCTU KUIIEUHBIX
MOTEHIMAJIOB UCHOJB3YIOTCS peKTalIbHbIe OMONTATHI, OJIY4YE€HHBIE TP PEKTOpOMaHOCKONUH. Jliist
MPOBEACHUST HMCCIENOBaHUS HEoO0XomuMo He MeHee 4 o0pasunoB OuomnrtaToB. PexoMeHmyemble
pedepenTHbIe 3HaYeHUS (KOHTPOJIBHBIE MTOKA3aTEIH 3I0POBBIX JIFO/ICH ) TP UCIOJIB30BAHUN METOIA

OPKII B P®: miotHOCTh ToKa KopoTkoro 3ambikanus (A ISC) B oTBeT Ha BBEJCHHE aMIJIOPHAA

(CTHMyJISILIMS. HATPHEBBIX KAHAJIOB) B KOHTPOIBHON rpymme cocraBmia 8.98 t 3.42 H Alcm?.
N3menenne ISC B oTBeT Ha BBeneHUE (POPCKOMHA (CTUMYISIUS XJIOPHBIX KAaHAJIOB) COCTaBHIIO

25.78 £ 4.41 H Alcm?. B otBer Ha BBenenue rucramuna A ISC u3MeHsiercst B MOJIOKUTEINBHYIO
CTOPOHY, 4YTO OTpa)kaeT BXOJ MOHOB Kajus B KJIETKU. [Ipu 3TOM miaoTHOCTh Toka cocTaBmia 101.68

+ 10.99 4 Alem? [58].

- PexkomMeHz0BaHO TPOBEACHHE  MOJEKYISIPHO-TEHETHUYECKOTO  HWCCIEOBaHMS  JAJs
nneHtuukanuun myramuii resa MBTP (CFTR) (MonexymnsipHO-reHETHUYECKOEe UCCIIeJOBaHHUE
mytaiuii B reHe CFTR (MykoBHCIHI03) B KpOBH, KOMIUJIEKC HCCIIEIOBAHHMMA U1l JTUArHOCTHUKU
MYKOBUCIII1032) 110 TIOKa3aHUSIM:

- HoBopoxaeHHbIM ¢ moJIOKUTENbHBIM MPT W TONOXKUTENbHBIMU WA TMOTPAHUYHBIMU
3HAQYEHHUSIMHU TIOTOBOM MPOOBI, MEKOHHUEBBIM WJICYCOM

- JliopggM c morpaHUMYHBIMM 3HAYEHUSMU NOTOBOW mpoObl (cM. Pasmen "Jlmarnocrtuka
MYKOBHCITH03a")

- [larmenTaM ¢ KITMHUYECKUMH MPOSIBIICHUSIMH KJIACCHYECKOTO WJIM MOHOCUMIITOMHOT0o MB

- IIpu CFTR-acconunpoBaHHBIX 3a00JieBaHUAX (ITAHKPEATHT, BPOXKIECHHOE IBYCTOPOHHEE
OTCYTCTBUE CEMSIBBIHOCSIIIETO TIPOTOKA/O0CTPYKTHBHAS a300CTIEPMHSI)

- PoncTBennukam naruenToB ¢ MB (i onpenieneHust ctaryca HOCUTENbCTBA M0 YKETaHUIO)

- XenmuHaMm mocnie pokIEHHUS MEPBOro pedeHKa ¢ MYKOBHUCIIMIO030M, a TakXe BO BpeMs
MOCJIEYIOUX OepeMEHHOCTEH MPU HATMYUK peOeHKa ¢ MyKOBHUCIIUI030M

- Ilnox wa 10-12-i1 wemene mpu momo3penun Ha MB (mpu Hammumum cubca ¢ MB) wunm
0OHapy)KeHUH TUIEPIXOTeHHOT0 KUIIIEYHUKa Mpu Y 3-00cae10BaHuT

- Jlonopam ramer u sMOpuoHoB B mporpammax OKO (OKO-UKCH), BHyTpHMaTOUHON
MHCEMHUHAIUU

- CynpyXecKuM IapaM C BBICOKMM T'€HETHYeCKuM puckoM MB, skenatomum npoitu KO-
I[II'T MB ans npeaoTBpaitieHus poxacHus pedenka ¢ MB (mpu oTCyTCTBHHM MPOTHUBOIIOKA3aHUHN U
orpanuuenuii) [2, 22, 59].

(YYP-C, VI -5).

Kommenrtapun: KiuHHYecKyl0 3HA4YMMOCTb OOHAPYKEHHBIX T€HETUYECKUX BapHAHTOB
CIIE/IyeT YCTaHABJIMBATh C ydeToM pekoMenpanuii Koncencyca [2], mocTossHHO 0OHOBIsieMbIX 0a3
naHHbIX: [60].

Crparerust MOJIEKYIIpHO-TEHETHUECKOH AuarHocTuku MB BKIIIOUaeT HECKOJIBKO ATAIOB.

Ha nmepBom 3Tarne mpoBOIUTCS MOMCK BApUAHTOB, HAMOOJEE YaCThIX B MOMYISALNU, K KOTOPO
MPUHAJISKUAT 00CIIeayemMblit [2].

Ha BTOpOM »Tame mpoBOAST pacHIMpEeHHBIH MOUCK Oojiee pPelKUX BapHAHTOB, UCHOIB3YS
cekBeHUpoBaHue 1o CoHrepy WM  BBICOKONPOU3BOJUTEIBHOE CEKBEHUPOBAHME T'€HOMA
(MPS/NGS). Ananu3 BKJIIOYAaeT HUCCIEIOBAHHE BCEH KOTUPYIOIIEH MOCIE0BAaTeIbHOCTH TI'eHa
CFTR (27 a>x30H0B), o0nactell 23K30H-UHTPOHHBIX COEAUHEHUH, 5'- u 3'-Hekoaupyromux obracten
(mo 200-300 HyKJIEOTHIOB), a TaKXe, MKEJIaTeNbHO, TIIyOOKMX HMHTPOHHBIX oOnacteil, re
PacIoyIoKeHbl BApUAHTHI C JOKa3aHHOW NAaTOT€HHOCTBIO.

[Ipumedanue: mTpUMEHEHHE JaHHOTO MeTojaa HeoOxomumo mpu HazHayeHun CFTR-
MOJYJIATOPOB C LEJIbI0 HCKIIOYCHHS] KOMIUIEKCHBIX aiienei, BIUSomUX Ha 3((HEeKTHUBHOCTH
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Tepanuu

Tpernit sran. OOBIYHBIMH CKaHMPYIOUIMMH METOAAMH, B TOM YHCJIE CEKBEHHPOBAHHUEM,
MOJKHO BBISIBUTH HApYIICHUs IOCIEJOBATEIBHOCTH TE€HA, HE3HAUUTENIbHBIE 1O MPOTSKEHHOCTH:
HYKJICOTUIHbIE 3aMEHbl, HeOosblIMe Jaeneuuu/uHcepiun. llepecTpoiiku, OXBaTHIBAIOIIME
HECKOJIBKO 9K30HOB/MHTPOHOB, TAKUMHU METOJIAMH HE BBISBISIIOTCA. PeKoMeHayeTcs MCIOIb30BaTh
crenytomue TexHojorun: MLPA — MymbTHIUIEKCHYIO JIMTA3HYIO 30HAOBYIO aMIUTM(UKAINIO JINOO0
QFMP — xonmnuectBeHHy0 (uryopeciieHTHYI0 MyabTrILiekcHyro TP [22, 30, 61].

TpeGoBanus k J1abopaTOpwy, MPOBOIANICH aHAM3Bl Ha maTtoreHHbie BapuaHThl reHa CFTR,
u3zsoxensl B Koncencyce [2].

CornacHo pmannHeiM EBpormeiickoro koHceHcyca 1o MB, mnpoBenenune pacmmpeHHOTO
MouiekynsipHoro uccnenoBanus reHa CFTR mo3BosisieT BBISIBUTH MATOT€HHBIM BapuaHT B 98%. D10
MOJKET OBITh CBSI3aHO JMOO C TE€M, YTO MCIOJIH30BAHHBIC METO/IH HE MO3BOJIMIN IPOAHATIM3UPOBATD
pPETHOHBI TEHa, TJ/Ie paclojaraloTcsi MaTOT€HHBbIE TeHETHYECKHE BapUaHTHI, JHMOO C SBICHHEM
OJTHOPOIUTEIBCKOM rcoMui, nbo ¢ herHokonusimu MB [22].

[Ipoune mabGopaTtopHBIE HCCIEIOBAHUS, MPOBOJSIIMECS TPH TUATHOCTUKE M B TIPOIIECCE
JUHAMHYECKOTO HaOIOCHUS

- PexoMeH0BaHO mMpoBefeHHWE BceM MamueHTam ¢ MB o0miero (KIMHHUYECKOTo) aHain3a
KPOBH Pa3BEPHYTOTO C IEIBI0 OPHEHTUPOBOYHON OIEHKH BOCHAIHMTEIBLHOTO TpOIecca, KOHTPOJIS
BJIMAAHHA Ha IOKa3aTCJIn KpOBHU HpOBO)IPIMOﬁ TCpallii U B KOMILJIEKCHOU OLCHKEC HYTPHUTHBHOTIO
craryca [2, 62, 63, 64].

(YYP-B, Y1 - 3).

KommeHTapun: B cpemHeM HEOOXOQuMas 4acTOTa TIPOBEICHHS HCCICIOBAaHUS  —
eXeKBapTaabHO. B pamkax oOrmiero (KIMHUYECKOTO) aHalM3a KpPOBU HEOOXOIMMO: MCCIIEIOBAHHE
YpOBHS 00mero remMoriioOMHa B KpPOBH, WCCICIOBAaHHE YPOBHS ODPUTPOIIMTOB B KPOBH,
WCCIIC/IOBAaHUE YPOBHS JICHKOIIMTOB B KpPOBH, HCCIEIOBAaHHE YPOBHS TPOMOOIIMTOB B KPOBH,
muddepeHITMPOBaHHBIN TIOICUYET JICUKOIMTOB (JIeHKkonuTapHas (Gopmysa), MpOCMOTpP Ma3Ka KpPOBH
IUIs aHAJIM3a aHOMAaJHid MOP(HOJIOTUU IPUTPOIUTOB, TPOMOOIIMTOB M JICHKOIIMTOB, ONpEICICHHE
I[BETOBOTO TIOKA3aTels, OTPEICICHNE pa3MepPOB IPUTPOIIMTOB, UCCICIOBAHNE CKOPOCTH OCEIaHUs
SPUTPOIUTOB.

- PexomenmoBaHo mpoBeneHue oOmiero (KJIMHUYECKOTO) aHaliM3a MOYHM BCEM MAalleHTaM C
MYKOBHUCIII030M TIpU TEPBUYHOM JUArHOCTUKE W JUHAMHYECKOM HAOJMIOJCHUH C LEJbI0
CBOEBPEMECHHOTO BBISBJICHUS MOPAXKECHHUs mouek [65].

(YYP-C, VI -5)

KoMMeHTapuii: KpaTHOCTh HCCIIEIOBaHUS — HE peke 1-2 pa3 B rof, mpu HEOOXOTUMOCTU —
qarie

OnpeneneHHe HaJIn4us HaHeraTquCKOﬁ HEOOCTAaTOYHOCTH

- PexomeHnyeTrcs mpoBeneHHE JIA0OPATOPHBIX TECTOB ISl ONPEACICHUS CTEICHH
MaHKPEaTHUeCKOW HEeIOCTATOYHOCTH BCEM TMallMeHTaM C TMOJO03PEHHEM Ha MYKOBHUCIHIO3 U
ManueHTaM ¢ MyKOBHCIIHI030M (OTpeieNieHue aKTHBHOCTH MaHKPEeaTUYecKoi amacrasbi-1 B Kaine),
CTETIEHH KOPPEKIMH MaHKPEeaTUYeCKOW HEJOCTaTOYHOCTH — KOMPOJIOTMYECKOE HCCIEAOBAaHUE C
OTpeeTICHHEM HEWTPaIbHOTO Kupa B Kaie [1, 2, 22].

(YYP-C, VI -5).

KoMMeHTapuu: y manueHToB ¢ COXpaHHOU (YHKIIMEH MOKEeTyJOUHOH Kene3bl onpeeieHue
AKTUBHOCTH MMaHKpPEAaTHUeCKOM dracTa3bl-1 B Kaje MPOBOIUTCS €KEroIHO.

Cpe,Z[HHH YacTOTa UCCISIOBAHUM Yy NaluCHTOB ¢ MYKOBUCIUAO30M IMIPHUBCACHA B HpI/IJIO)KeHI/II/I
1.
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MukpoOuoornyeckas AMarHoCTHKA

- Pexomenayercss BceM ManUMeHTaM C MYKOBHUCHUUIO030M (WM C TOJO3PEHUEM Ha
MYKOBHCIIII03) MUKPOOHOJIOTHYECKOE HMCCIIEJOBAHUE MOKPOTHI (MHAYLIMPOBAHHOW MOKPOTHI WU
TpaxeaJbHOIO  acmupara), Wi, B  HUCKIIOYMTEIBHBIX CHUTyauMsx (A8  MIIaJICHIIEB),
opodapHrHreasTbsHOTO Ma3Ka W/HIIN JKUJKOCTH OPOHXOATBBEOJISIPHOTO JIaBaXka ISl HICHTU(UKAUU
MaToreHa/-0B U ONpeJIeNICHHs YyBCTBUTEIBHOCTH BbIICIICHHON MUKpodiiopsl [1, 2, 6, 22].

(YYP-C, VI -5).

KommenTtapuu: HMccinenoBanue npoBOAUTCSA INPU NEPBUYHOM JUMArHOCTUKE M B IIPOLECCE
JMHAMUYECKOTO HAOIIONEHUs, B TOM YHCIE, /U1 KOHTPOIs 3()(HEeKTUBHOCTH TEpanmuu, He pexe |
pa3za B 3 mec., [0 MOKa3aHUSIM — dYaile. Takke MPOBOJUTCS KOHTPOJBHOE HCCIEIOBAaHHUE IOCIE
Kypca aHTHUMHUKPOOHON Tepamuy MpU TOCHUTANIM3AIMHM WIM C LEIbI0 OLEHKU 3((HEeKTHBHOCTU
MIPOBEJICHUS ApaJUKAllMU IIPU MEPBUYHOM BbiceBe P. aeruginosa u Apyroil rpaMoTpuLIaTENbHOMN
aHTHOMOTHKOPE3UCTEHTHOU (hiiopsl (uepe3 7-10 nHel oT Havasa Tepamnum).

[Ipu xpoHHMYECKOW TPaMOTPHUIIATEILHON AaHTHOMOTUKOPE3UCTEHTHOU (PIIope peKOMEHIyeTCs
HampaBJIATh Ha MHUKpoOHoJIoTHYeckoe oOcienoBaHue O0JbHBIX MNanueHToB ¢ MB B mepuon
MIPOBEJICHUS DPATUKAUMOHHON Tepaluu — €XEMECAYHO C 1LEJbl0 OIEHKH A(PPEKTUBHOCTH
ANMMUHAIIANA BO3OYIUTENEH;

Hampansate nerer 10 5 €T Ha TUArHOCTUKY MUKPOOHOU (DJIOPHI, TIOJy4EHHON C MOMOIIBIO
riryOoKoro Maska m3 3eBa. [ mereid crapiie 5-6-ieTHEro Bo3pacTa M B3POCIBIX PEKOMEHIYETCS
MIPUOPUTETHBIM CUUTATh aHAIM3 MOKPOTHI. Y JIeTeil ¢ MOJMIIO3HBIM CHHYCUTOM — HCCIIEIOBaHHE
pEKOMEHAYETCsI MPOBOIUTH IYTEM MOJIYUYEHHsI TITyOOKOro Ma3Ka Mpy PUHOCKOTIHH;

[Ipy HanMuuM HENMPOM3BOJILHOIO OTXApKMBAaHUS Yy NAllMEHTOB CO CTAOMJIBHBIM TEUYEHUEM
00J1I€3HM PEKOMEH/IOBAHO HAIIPABIIATH MALIUEHTOB €XKETOIHO JUIsSl MCCIIEI0BaHUs TUarHOCTUYECKOTO
Marepuana Ha BbisiBieHue HTMB. Jlna ckpunnara HTMb Hy)xHO MCIIONB30BaTh MOCEBBI U Ma3KH
Ha HAJIM4YUE KUCIOTOYCTONYMBBIX OaKTEpUi, KOTOpBIE OEPYTCs U3 MOKPOTHI IAlIUEHTA.

OCHOBHBIM MHKPOOHOJIOTUYECKUM METOJIOM JMAarHOCTUKH OpOHXOJIErOYHOW HH(EKIHUU
ABJICTCS KyJIbTYPAJIbHBIH METOJ C IOCEBOM PECHMPATOPHBIX OOpa3LOB Ha HECEJIEKTHBHBIE,
CCJIEKTUBHBIEC U XPOMOTE€HHBIC ITIUTATEIIBHBIE CPEMBI.

LenecoobpazHo mpoBeaeHHE MHUKPOOMOJIOTHYECKOTO  MCCIEAOBAHUSA  PECHUPATOPHBIX
00pa310B N0 peKOMEHAAllMY Bpaya B OJTHOM U3 JTabopaTopuil SKCIEpTHOTO ypoBHS 1o MB He pexe
1 pa3a B rog.

BaxxHbIM sBIIsSIETCS KCIIOJIB30BAHUE CEJIEKTHBHBIX CpPeJ UIsl BBIACIECHUS MUKPOOPraHHU3MOB,
TpeOyromux ocoOble YCIOBHUS KYJAbTUBUPOBAHMUS WIIM JUISI BBIIEICHHUS HX CHEHU(UYECKHX,
cBs3aHHbIX ¢ MB Mopdorunos. Ocobenno ans B. cepacia complex, a Ttakxke S. aureus B BUIE
(beHoTHIIa MEKKX KOJOHHUH [66, 69].

Jlyis moBBIIIIEHUSI BEPOATHOCTH BBIIEICHUS S. aureus y manueHtoB ¢ MB pexomenmyercs
WCIOJIb30BAaTh OJHY M3 CENEKTUBHBIX Cpell — MsICO COJIeBOM arap/>kele30o COJIGBOM arap Wid
XpOMOTEHHBIN arap Ajs S. aureus.

B cnyuae Brimenenus SCVs ¢denotuna S. aureus cieayeT MCHOJIB30BAaTh JOMOJTHUTEIbHBIC
metoabl uneHtudukanuu (I[P, macc-cnekTpoMeTpuro).

Ckpununr Ha MRSA mpoBoauTh myTeM mpsMOTo MoceBa OMOMarepHalia Ha IUIOTHBIE
MUTATENbHBIE CPEbI, C JANbHEHIIINM ONpeeIEHUEM YYBCTBUTEIBHOCTH BBIJICIEHHOTO S. aureus K
11e(hOKCUTUHY AUCKO-TU(PIY3HOHHBIM METOJOM WM MOCEBOM 00pa3lloB Ha XPOMOTEHHBIE CPEIbI
st MRSA.

Hcnonb3oBanue cenekTUBHBIX cpen (arap MakKonku, arap DHIO, HETPUMHAHBIA arap c
LETPUMHJIOM ) MOKET TTOMOYb B HJIeHTHUUKaIuu P. aeruginosa.

J17is moBBITIIEHHS] BEPOSITHOCTH OOHapykeHus B. cepacia complex B pecriuparopHom obpasiie
oT marueHTa ¢ MB cTporo pexomMeHayeTcss MCIOJIb30BaHHE CENEKTHBHOW cpensl Ans B. cepacia
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complex (BCSA unu apyrue moamMUKCHH COACPKAIINAE CPEIIBI).

Ha cenexruBHbIX cpenax ans B. cepacia complex moxker ObITh mosyueH poct apyrux HI'Ob
(B. gladioli, Ralstonia spp., Cupriavidus spp., Pandoraea spp., Inquilinus spp. u ap.).

Hns Bcex Oaktepuii B. cepacia complex, wuaeHTH(UIMPOBAHHBIX (HEHOTUITHUECKUMHU
METOJaMH Ha TECT-CUCTEMaX, IMPOBECTH MOJATBEPKAAIONIYI0 HWACHTU(DUKAINIO METOAaMHU
MOJIEKYJISIpHOM ~ MAeHTH(PHUKAIUK  (Macc-CHeKTPOMETPUU WM  MOJICKYISPHO-T€HETHYECKIMHU
METOJIaMu).

Wnentudukanuio 10 poJa MHUKPOOPTaHM3MOB, OTHOCSImuXcs K Achromobacter spp.
PEKOMCHAYCTCA MPOBOAUTH q)CHOTI/IHI/ILIGCKI/IMI/I MCTOAAaMHU Ha KOMMCPYCCKHUX TCECT-CUCTEMaAx.
BunoByro naeHTH(UKALNIO PEKOMEHIyeTCsl POBOIUTH MOJIEKYJIIPHBIMU METOAAMH (C TIOMOIIBIO -
Macc-CIEeKTPOMETPUN WIIH MOJIEKYIISIPHO-TE€HETUYECKUMH METO/IaMH).

WNnentuduxamuio S. maltophilia pekoMenayeTcss TpoBoAUTh (PEHOTUITUYECKUMHU METOJaMH C
HCII0JIb30BAHNEM KOMMEPUYECKUX TECT-CUCTEM).

Ha cenextuBHbIX cpemax ans B. cepacia complex mpu pyTMHHOM MHKPOOHOJOTHYECKOM
HCCTIEIOBAaHUM MOXET Ha0moaateesi pocT ObicTpopactymux HTMbB (mambonee wyacto M.
abscessus), uTo TpeOyeT MpoBeJACHUS UACHTHU(PUKAIMH MOJEKYISIPHBIMA METOJaMH (C TTOMOIIBIO
Macc-CIeKTPOMETPUN WIIH MOJIEKYIISIPHO-TE€HETHYECKUMH METO/IaMH).

Unentuduxamuio H. influenzae ciaemyeT mpoBOIuUTH B COOTBETCTBUM C PexomeHmanusMu
"OnpeneneHne 4yBCTBUTEIBHOCTH MHUKPOOPTaHM3MOB K aHTUMHUKpPOOHBIM mpemnaparam”, 2021 r.
https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, MeTtoauueckuMu peKOMEHAAIMSIMA IS
MUKpoOuonoroB "Beinenenue, uAeHTU(UKALMS W ONpPENEIEHHE  YYBCTBUTEIBHOCTH K
anTrOrotkam Haemophilus influenzae", 2000 roxa [67, 68].

JITUTeNTbHOCTh MHKYOAIMK MEPBUYHOTO TMOCEeBa HEOOXOAMMa CPOKOM HE MeHee 7 CYTOK C
©KETHEBHBIM ITPOCMOTPOM M U3y4YECHHEM BCEX BBIPOCIINX BUIOB KostoHuH [69].

WnenTudukanyss MUKPOOPTaHU3MOB C MCIOJIB30BAHUEM KOMMEPUYECKHX TECT-CHCTEM, MOXKET
moTpeboBaTh MPOJIOHTUPOBAHHOTO MEPHOaa MHKYyOaIuu (10 48 4yacoB).

Bce MukpoopranusMel, BBIICICHHBIC M3 JbIXaTEIbHBIX IyTeH OT MalueHToB ¢ MB MOIDKHBEI
ObITh MICHTU(QUIMPOBAHBI KaK MHHHMYM JIO pOJa, MHUKPOOPTaHU3MBbI, HMEIONINE KIMHUYECKOE
3HayeHue — 1o suaa [70].

B cnydae BeigeneHust U3 00pa3ia MUKPOOPraHU3MOB, HIICHTH(DUKAIINIO KOTOPHIX TEXHUYCCKH
HEBO3MOXXHO MIPOBECTH B JIAOOPATOPUH, HEOOXOAUMO COXPAHEHUE KYJIBTYPHI IS €€ MOCIIeIyIOIIeH
pernieHTU(DUKAMU C WCIOJIb30BAHUEM MAaCC-CIIEKTPOMETPUN WM MOJIEKYJISIPHO-TEHETUIECKUX
MeTo 108 [71].

Omnpenenenve YyBCTBUTEIBHOCTH BBIACIEHHOW MHKPO(IOpE K aHTHOAKTepHAbHBIM
mpermapaTaM W HMHTEPIpETAalMio  Pe3yIbTaTOB HCCIEAOBAHHUS HEOOXOJAWMO MPOBOJUTH B
COOTBETCTBUU C AaKTyaJbHOW BepCHEeM pPEKOMEHJAIM [0 OMNPEEeICHUI0 YYBCTBUTEIBHOCTH
MUKPOOPIraHU3MOB K aHTHOAKTEPHUATIBHBIM MpenapaTaM WK HOBBIX BEPCHIl MOCIE UX BCTYIUICHHS B
cuiy [67].

BbaxTepuu, BhI3bIBAIOIINE XPOHUUECKYIO HH(EKIINIO TIPU MYKOBUCIIUI03€ MOTYT PacTH B BUJE
CMECH KOJIOHHAJbHBIX MOP(OTUIIOB OJHOTO M TOTO K€ MHKpoopraHu3Ma. UyBCTBUTEIHHOCTH
pa3nUYHBIX MOP(OTHUMOB B Tpefenax OAHOro oOpaslla MOXET 3HAUYUTEIbHO BapbHpPOBATH.
Heo0xoaumo onpesiesieHne aHTHOMOTHKOPE3UCTEHTHOCTH KaXI0TO BbIIeJIeHHOro MopdoTtuna [67].

Omnpenenenre YyBCTBUTEIBHOCTH TUIUYHBIX IITAMMOB S. aureus K MPOTHBOMUKPOOHBIM
mpernapaTaM MOKET OBITh BBITIOJHEHO NUCKO-AU(D(PY3MOHHBIM METOJIOM, METOAOM TpaJueHTHOU
aMmbdy3un, ¢ UCMOJIB30BAHUEM TECT-CUCTEM, OCHOBAHHBIX Ha METOJIE OMpPEIEICHUS MOTPAaHUYHBIX
KOHIICHTPALUNA WJIM METOJJaMU CEPUMHBIX pa3BeeHUN (OnpeneeHne MUHUMAIbHOU 10JaBIIsOIIEH
koHreHTpanuu (MIIK)) [67]. OnpenencHue 4YyBCTBUTEIBHOCTH S. aureus KO BCEMY IEPEUHIO

2513 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

MIEPEYUCIICHHBIX TSI TECTHPOBAHUS TPOTUBOMUKPOOHBIX MIPEMAPATOB CIEAYET IPOBOJANTH HE YaIle
2 pa3 B roa. IIpu Bcex MOCIEAYIONIMX MHKPOOHOIOTUYECKUX HCCICIOBAHUSX TPU BBIJCICHUU S.

aureus clieyeT MPOBOJAUTh CKPUHUHI PE3UCTEHTHOCTH K P -naxramam y BBIICJIEHHOTIO 1ITamMma ¢
MOMOIIIBIO IIeokcuTuHa. [72].

OmnpenerneHne YyBCTBUTEIBHOCTH MITaMMOB P. aeruginosa. J[ns TunmuyHBIX mTamMmoB P.
aeruginosa TECTUPOBAHME MOKET OBITh BBHIMOJIHEHO KaK TUCKO-TU(PPY3MOHHBIM METOJIOM, TaK H C
HCIIOJIb30BAHUEM TECT-CUCTEM, CO3/IaHHBIX Ha OCHOBE IIOCJIEOBATENIbHBIX pPa3BEACHUN KaK B
BAPUAHTE IOTPAHWYHBIX KOHLEHTpALUi, TaK U CEPUMHBIX pa3BeneHuil ¢ onpenenenuem MIIK, a
takke onpenenenne MIIK meromom rpaauenta [73, 74, 75]. OnpenencHue 4yBCTBUTCILHOCTH P.
aeruginosa cjeIyeT MPOBOAUTH OTHCIBHO IS KaXJO0ro MOPQOTHIA C YKazaHHEM HpOQHIIs
YYBCTBUTEIBHOCTH 10 KaXKa0oMy MopdoTtuty. [76].

JUia  vHrajasuuoHHBIX  (GopM  TOOpaMUIIMHA Hapsay C  OINpeAeTIeHUEM  CTENeHU
YyBCTBUTEIBHOCTHU P. aeruginosa ciemyet onpeaensts 3Hauenne MIIK. [77].

KOMMCHTapI/II/II HUcnaacknMm COBETOM 10 CTaHJapTHU3aluu YYBCTBHUTCIBbHOCTHU u
pesucrtentHoctd kK aHTuOMoTHKaM MENSURA (Mese Espanola de Normalizacion de la
Suseptibilitad y Resistencia a los Antimicrobianos) B 2005 roay mnepecMOTpeHbl M yCTaHOBJIEHBI
0osiee BBICOKME TOYKM OTCEUEHHUs JJIsi HHTAIALIUMOHHBIX (OpM BBEACHUS TOOpaMULIMHA TIPU
OTIpEeJIeIEHUU YyBCTBUTEJIBHOCTH P. aeruginosa TOYKHU AJisi YyBCTBUTEIbHBIX IITAMMOB < 64 MI/1,

JUIsl YCTOWYMBBIX INTaMMOB > 128 MI/i, 1O CpaBHEHHMIO CO 3HAYCHHEM < 4 wmr/n st
YYBCTBUTEIBHBIX MITAMMOB U > 4 MI/JI JUII YCTOWYMBBIX ITAMMOB TIPH TTApEHTEPATLHOM BBEJICHUU
[78].

OnpeneneHue 4YyBCTBUTEIBHOCTH K KOJUCTHHY mpoBogutcs Merogom MIIK. MIIK
KOJIMCTHHA CIIEAYET ONPEAEIATh TOJLKO METOIOM MUKPOpa3BeIcHHiA B OyinboHe [67].

CrnenyeT yuuThIBaTh, YTO KPUTEPUH I ONPEACNICHUS] KaTerOpUil akTUBHOCTH KOJIUCTHHA 10
OTHOIIEHHIO K MHUKpOOY OCHOBAaHbI Ha CBIBOPOTOYHOM KOHIIEHTpAIMM aHTHOAKTEpHAIbLHOTO
mpenapaTa CHUCTEMHOTO JAeWcTBUsS. B cBs3u ¢ MIMPOKUM NPUMEHEHHWEM HHTAISIUOHHBIX (HOpM
npernapaTa 3TH KpUTEPUHU TEPAIOT CBOIO 3HAYUMOCTH, TIOCKOJBKY B Clydae MHTAJSIHUH JIOKAIbHbBIE
KOHLIEHTPALIMU JEUCTBYIOIIUX BEIIECTB MHOTOKPATHO MPEBBIIMIAIOT T€, KOTOPbIE MOKHO JIOCTHYb
IIpH MapeHTepaibHOM criocode BBeeHUs. B To jke Bpems K HACTOSIIEMY BPEMEHH He OTpe/IesICHbI
kputepuu 3HaueHus MIIK as xonvcTuHa npyu MHTAISIIMOHHOM €ro mpuMeHeHuu. Mcnonib3oBanue
KpUTEPUEB, OCHOBAHHBIX HA CHIBOPOTOUHBIX KOHIIEHTPAIUSAX, TAKUM 00pa3oM, MOXKET MPUBECTH K
OLIMOKaM MHTEpIpEeTalli Pe3yJIbTaTOB UCCIEIOBAaHUS YYBCTBUTEIBHOCTH MHKPOOPraHU3MOB JUIs
HHTAISIHOHHBIX ()OpPM aHTHOUOTHKOB [2, 77].

Onpenenenue yyBctBuTenbHOCcTH Burkholderia cepacia complex. Ilo uneonoruu EUCAST ne
MIPEJICTaBIsIeTCST BO3MOXKHBIM PEKOMEHJIOBaTh OIpeAeTICHHUEe YyBCTBUTEIBHOCTH Oaktepuii B.
cepacia complex a7 BbIOOpa TPOTHBOMHUKPOOHBIX TpEnaparoB Uil Tepanuu WHGEKUUH,
BBI3BaHHBIX NPEACTABUTEIISIMU JTOM T'PYIIBI MUKpPOOpraHu3MoB. [67]. B ciaydae HeoOXoauMocTH
oTpeeNieHus] YyBCTBUTENLHOCTH B. cepacia complex ciielyeT UCHOIb30BaTh METObI U KPUTEPUH,
onpenenenusie aktyaabHbiMH cTaHgapramu CLSI (Clinical and Laboratory Standards Institute,
WHCTUTYT KIMHUYECKHUX M JTa0OPAaTOPHBIX CTaHIapTOB). [67].

Omnpenenenue 4yBCTBUTENbHOCTH Stenotrophomonas maltophilia. Ilpu onpenenenun
YYBCTBUTEIBHOCTH WITaMMOB S. maltophilia cienyer pykoBOJICTBOBAaThCS aKTyallbHOM Bepcuein
pPEKOMEHJALUN MO OMpPENeNCHUI0 YYBCTBUTEIBHOCTH MUKPOOPTaHU3MOB K HPOTHBOMHKPOOHBIM
npenaparam [79].

Omnpenenenue uyBcTBUTENbHOCTH Achromobacter spp. B HacTosiiee Bpemsi He ornpejiesieHbl
CTaHJApTHl ONpEAEICHUsI YyBCTBUTEIBHOCTH mTaMMOB Achromobacter spp. Ilpu Heo6xonumoctu
omnpeneneHus 4yBCTBUTeNbHOCTH A. Xxylosoxidans crienyer pykoBojacTtBoBatbes DOK/D]]
(HeBHOCHEIM(PUYECKMMH) TOTpaHUYHBIMU  3HaueHussMu s MIIK B cooTBercTBHM €
pexomenpanusmu EUCAST nubo cornacHo akTyallbHOM Bepcuu pekoMeHaanui. [67].
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[Ipu BBIgaye 3aKIIOUEHUS 1O MHUKPOOHOJIOTMYECKOMY HCCIEIOBAHUIO LEIeco00pa3Ho
yKa3bIBaTh TPYIIY BBIACICHHBIX MUKPOOPTaHU3MOB B COOTBETCTBUH PAH)KUPOBAHHEM OaKTEpHi 110
X KIMHUYECKOMY 3HAa4eHMIO IIpM MYKOBHIMI03€. B oruere o pe3ynbrare HCCIEAOBAHUSA
MaTepuaia OT OOJBHOTO manueHTa ¢ MB pekoMeHayercsi yKa3blBaTh HAJIMYME MYKOUAHBIX HU
HEMYKOHUIHBIX GeHoTunoB P. acruginosa [80].

[Ipn wuHTEpnperanuu pe3ylbTaTOB ONPENCIIEHUS YYBCTBUTEIBHOCTH MHUKPOOPIaHU3MOB
CJIeyeT YKa3blBaTh CTaHIAPT W TOJ U3JaHHs, TI0 KOTOPOMY IPOBOIIIOCH UcCcienoBanue [67, 81,
82].

[Ipn uHTEpnperanuu pe3ylnbTaTOB ONPEICIICHUS YYBCTBUTEIBHOCTU CIIEIyeT HCIOJIb30BaTh
norpannunble 3HadeHust EUCAST 10.0 mig oueHku pesynbrara 10 OAHOM M3 TPEX KaTeropuit
YyBCTBUTEIBHOCTH:

YU — UYyBCTBUTENBHBIM MpPHU CTAaHAAPTHOM pEXHUME JO3UPOBAHMSA: MHUKPOOPTaHU3M
olleHHMBaeTcs Kak "UyBCTBUTENbHBIIN MIPU CTAHIAPTHOM PEXHUME JI03UPOBaHUA" B TOM CiIydae, eciu
YpOBEHb aKTUBHOCTH MPOTHUBOMUKPOOHOTO IpernapaTa CBUIETEIBCTBYET O BBICOKON BEPOATHOCTH
3¢ (GEeKTUBHOCTHU TepaIuK MPU CTAHAAPTHOM PEKUME JT03UPOBAHMUSL.

Y — YyBCTBUTENBHBIA MPHU YBEIUYECHHON 3KCIO3UIUH: MUKPOOPraHU3M OLIEHUBAETCS KaK
"UyBCTBUTENbHBIA MPU YBEIWYEHHOW AKCHO3UIMH" <*>| ecli ypOBEHb AaKTHBHOCTH IIperapara
CBUJIETEILCTBYET O BHICOKOM BEpOSATHOCTH 3()(HEKTUBHOCTH TE€pANUU MPU YBEIHUUEHUU SKCIIO3UIIUN
npernapaTta MyTeM KOPpPeKIMH pekuMa J03UpPOBaHMS WM Onarojapsi ero KOHIEHTpPAlMu B odare
MH(DEKIHH.

<*> DKCIO3WLHUS OTpa)kaeT 3aBUCHUMOCThH BIIMSHUS TMPOTHBOMHUKPOOHOTO IIperapaTa Ha
BO30yAuTENIs B oOdYare HWH(EKUMH OT IyTH BBEIEHMs, J03bl, HHTEpBala JIO3UPOBAHMI,
IPOJOJKUTEILHOCTH HH(Y3UN IIpenapaTa, a Takke ero paclpeieIeHus U ITyTH BbIBEJCHHUS.

P — Pe3ucTteHTHBIN: MUKpOOpPraHU3M OLICHUBAaeTCs Kak "Pe3uCTEeHTHBIA" TpH BBICOKOH
BEPOSITHOCTH TEPANeBTUUECKON HEYAauu Ja)ke MPU YBEIMYSHHOM 3KCIO3ULINU TIpernapara.

Kpome »stOro, crmegyer yka3piBaTh B 3aKIIOUYEHUH, YTO HWHTEpHpETalus 3HAYCHUN
MUHUMAaJIbHOU MOIaBIISFOLIEH KOHIICHTpAIU1 KakK YyBCTBUTEJIbHBINA/PE3UCTECHTHBIN
OCYILIECTBJISICTCS HA OCHOBAHUU KPUTEPUEB, PACCUUTAHHBIX JJISI CHIBOPOTOUHBIX KOHIIEHTpAIUil
mpernapata NpU €ro BHYTPUBEHHOM BBelaeHUH. [Ipu Apyrux nyrsax NpuUMEHEHHs Mpemnapara
aHAJIOTMYHOE  3HAYeHHWE  MUHUMAJIbHOM  MOAABIAIONIEH  KOHIIEHTPAMM  MOXXET  ObITh
HMHTEPIPETUPOBAHO HHAYE.

B cootBerctBum ¢ Ilpukazom MunsapaBa Poccuu 13 oktsa6ps 2017 r N 8041 ot "OO
YTBEPKJACHUHU HOMEHKJIATyphl MEAUIIMHCKUX YCIYT" €CTh HECKOJBbKO YCIYT: MUKPOOHOJIOTHYECKOE
(KynpTypanbHOE) HCCIeA0BaHWE CIIM3M C MHUHAAJIMH M 33aJHEHl CTEHKH IJIOTKM Ha a’spoOHbIE U
(bakynbTaTUBHO-aHA’POOHBIE ~ MHUKPOOPraHU3MBbI,  MHUKpOOUOJOTHYEcKOoe  (KyJIbTypaibHOE)
UCCIIEIOBAHUE MOKPOTHI Ha ad’poOHBble U  (PaKyIbTaTHBHO-aHAIPOOHBIE MHUKPOOPraHU3MBI,
MuxkpoOuonoruyeckoe (KyJlIbTypajJbHOE) HCCIEIOBAHUE JABAKHOM JKHUIKOCTH Ha a’dpoOHbIE U
(bakynbTaTUBHO-aHA3POOHBIE MUKpPOOPraHU3MBbl, Onpenenenue YyBCTBUTEJIBHOCTH
MUKPOOPTaHU3MOB K MPOTUBOMHKPOOHBIM XMMHOTEPAEBTHUECKUM IMpernaparaMm  JIMCKO-
T(y3HOHHBIM METO/IOM, Onpenenenue YyBCTBUTEIBHOCTH MHUKpPOOPraHU3MOB K
MPOTUBOMUKPOOHBIM XUMHUOTEPANEBTHUECKUM TpernapaTaM METOJIOM TpaaueHTHo nuddysuwu,
Onpenenenue YyBCTBUTEIBHOCTH MHUKpPOOPraHU3MOB K MPOTUBOMHUKPOOHBIM
XUMHUOTEPANEBTUYECKUM TIpernaparaM METOJOM pa3BeleHui, OmnpeneneHue YyBCTBUTEIBHOCTH
MUKPOOPTaHU3MOB K  NPOTHUBOMUKPOOHBIM  XHMHUOTEpPANeBTUYECKHM  MpemapaTtam ¢
HCIIOJIb30BAHUEM ABTOMAaTUYECKUX aHaJIN3aTOPOB, Onpenenenue YYBCTBUTEJIBHOCTH
MUKpPOOPTaHU3MOB K MPOTUBOMHKPOOHBIM XHMHOTEPANEBTUYECKHM TpernaparaM MeETOJIOM
MOT'PAaHUYHBIX KOHIIEHTPALIUMA.
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[Marmentam ¢ MB ¢ mono3pennemM Ha MuKoOakTepno3, BbizBaHHBIH HTMB HeoO6xommmo
HCCIIeIoBaHNE 00pa3lioB JUATHOCTUYECKOTO MaTepralia Kak MUHUMYM OJMH pa3 B IOJ B JUHAMUKE
[1, 2, 6, 22].

[Tokazanuem K HCCIENOBaHMIO JauarHocrtudyeckoro marepuana Ha HTMDB cioyxar:
OTpHILIATENIbHAS KIMHWYECKAas W/WIM PEHTTEHOJIOTHYeCcKas IWHAMHKA TIPH OTCYTCTBHHM HOBBIX
MaTOreHOB, OTCYTCTBUE 3(PdeKkra OT MPOBOAUMON aHTHOAKTEPHATIBHOW Tepanuu. B KkadecTBe
JMarHOCTUYECKOT0 MaTepuasa UCIOJIb3YIOT: MOKPOTY (MM UHIYLHPOBAaHHYIO MOKPOTY), B CIIydasx
OTCYTCTBHUSI MOKPOTHI — cMBIB ¢ poToryioTku (CPI'), OponxoansBeosnspubiii 1aBax (BAJI).

Jlia mpoBepkM IMOJO3pEHMM, 4TO mamuMeHT ¢ MB 3apaxeH MHKOOaKkTEepHUsIMH, B KauecTBE
JMarHOCTHUYECKOT0 MaTepuajia HCIOJIb3YIOT MOKpPOTY WM HHAYLHUPOBAHHYIO MOKpPOTY (B
UCKIIIOYUTENBHBIX ClIy4asgX — MWCCIEeIOBaHUE TpaxeajlbHOro acmnupara IMpU HEBO3MOXKHOCTU
MOJIyYUTh MOKPOTY/MHAYLIMPOBAHHYI0 MOKpoTy. Cleayer NOMHUTh, YTO B JIaHHOM Clly4yae
3¢ (GEeKTUBHOCTD BBISIBICHUS MUKOOAKTEpUl OU€Hb HU3Kas).

Jia uccnenoBanuii Ha Hanvuue HTMB He cnemyer ucnosib30BaTh TpPaHCOPOHXHAIBHYIO
6uorncuto (TBb) u B3sTue opodapuHreasbHbIX Ma3KOB.

VY mnanueHTOB, BBIJCISAIONIUX MOKPOTY B JOCTATOYHOM KOJMYECTBE, AJIS MCCIEIOBaHUS
cobuparT ee yTpeHHIOK mopruio. JloctarouHslii 00BeM HCCIEAYyeMOW MOPIUHU MOKPOTHI
cocTaBiseT 3-5 mul, B LENSIX MOBBIIIEHUS HHPOPMATUBHOCTH HEOOXOAMMO HCCIIEN0BaTh MOKPOTY,
KOTOPYIO COOMPAIOT ISl UCCIIEOBAHUS TPU JAHS MOAPS.

3HauUMMBIMH KPUTEpUSMU MHUKOOakTepuo3a y mnanueHToB ¢ MB sBisioTcs cienyromue
pe3ynbTaThl MarepHuajia M3 JbIXaTeJNbHBIX MyTEW: TMOJO0KHUTENbHBIM pe3yabTaT Ha HaJIUYue
kucnotoycroitunBbix Oakrepuii (KYbB) nmpu mukpockonuu mpenapatoB ¢ okpackod mo Llwmro-
Hunbceny mim JIOMUHECIIEHTHBIMU KpacuTeasiMu (MUKpPOCKOIIMYECKOE HCCIe0BaHNE MOKPOTHI Ha
mukobOakTepun (Mycobacterium spp.), Hanmmuume pocra HTMDB Ha mnuTaTenpHBIX cpegax H
MOATBEPK/IEHUE OJHOTO M TOrO € BUIAa MHKOOAaKTepHil Kak MHHUMYM M3 JBYX 00pa3loB
(Muxkpobuonoruueckoe (KyJlIbTypaJbHOE) HCCIIeIOBAaHUE MOKPOTHI Ha adpoOHbIe U (HaKyIbTaTUBHO-
aHa’POOHBIE MUKPOOPTaHU3MBI).

TecTbl Ha JIEKapCTBEHHYIO 4YBCTBUTENHbHOCTh HTMbB mpoBOIAT HUCKIIOYUTEIBHO METOAOM,
OTIPENICTSAIONIUM MUHUMAJIBHYIO TOJABIISIONIYI0 KOoHIleHTparuio npemapara (MIIK) (A26.30.004
Omnpenenenrne YyBCTBUTEIBHOCTH MUKPOOPTaHU3MOB K aHTUMUKPOOHBIM XUMHOTEPAIIEBTUYECKIM
npernapaTam METOJ0M Pa3BEACHMUIA).

C uenpio KOHTpOJS 3(PQPEKTUBHOCTH XUMHUOTEpaluu HE pexe, 4eMm pa3 B 1-3 mecsia
HE0OX0IMMO MPOBOJIUTH MOCEB MOKPOTHI Ha BbiABieHHne HTMbB B auarHoctuyeckom Martepuane
[83, 84].

Kputepuem »sddexkTuBHOrO seuyeHus SBISIETCA OTCYTCTBUE pPOCTa MHKOOaKTepuil Ha
MUTATENIbHBIX Cpe/lax He MEHEe UeM B TPeX MOCIEeI0BaTEIbHO B3STHIX 00pa3lax JUarHOCTHUYECKOTO
Marepuana.

Ilocne 3aBepuieHHs Kypca XUMHOTEpAanMM MHUKOOAKTEpHO3a HEOOXOIMMO TOCTOSHHOE
JMHAMHYECKOoe HaOII0CHHNE 32 COCTOSIHUEM MAllMeHTa U PEeryIspHOe, HE pexke uyeM pa3 B 6 MecsIeB
naboparopHoe oOcinenoBanue Ha Hannuue wim orcyrcteue HTMbB B nuarnoctuueckom marepuaiie.

MeToapl AUarHOCTUKHU MI/IK06aKTepI/I03a.

HeoGxonumo uccnenoBanne metogom 1P s uckitoyeHHs HaludMs B HCCIEyeMOM
MmaTtepuasie Mycobacterium tuberculosis complex (MTBK) (MonekynspHo-0roigoruueckoe
UCCIIEIOBAHUE MOKPOTHI, OpOHXOATbBEOJSIPHOM JIaBaXKHOM >KMJIKOCTH WJIM MPOMBIBHBIX BOJ
O6ponxoB Ha Mycobacterium tuberculosis complex (MukoGakTepun TyOepKymne3a)).

Metoapl MHUKpOCKONHMM C OKkpacko mo Ilumro-HumbceHy winm JIOMHUHECHIEHTHBIMU
KpacUTENSIMU HACTOSITEIbHO PEKOMEHAYETCS BKJIIOYaTh B AITOPUTM MHKPOOMOJIOTHUYECKOM
JMarHOCTUKH MUKOOAKTEPHAIbHBIX WHPEKIIHH.

Boinenenne kynapTypbl MukpoOaktepuit  HTMDB  ocymiecTBisieTcsi HMCKIIOYUTENBHO B
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CTEUATM3UPOBAHHBIX JTAOOPATOPHUAX PTHU3UATPHUUECKON CITY>KOBI.

[ToceBbl Ha XHIKYIO TUTaTeNbHYIO cpeny bymbon MummnOpyka 7H9 (B aBTOMaTtmueckoit
cucTeMme ydera pocta (AHaIM3aTop OAKTEPUOIOTHUYECKUHN sl MACHTU(DUKAIIME MUKPOOPTAaHU3MOB
UBJ (m1s in vitro AWArHOCTUKHW), aBTOMATHUYECKHH) (I KyJIbTUBUPOBAHHS MHKOOAKTEPHil))
[1poAOmKUTENBHOCTD UCCIEA0BaHUS 45 qHEH.

TloceBbl Ha IUIOTHBIC IUTAaTeIbHEIE cpeibl JleBenmTeitna-Mencena, ®unn-II ucnons3yrores
KaKk pe3epBHBIC JUArHOCTHYECKHE METOAbl. [IpOJOIKUTENBHOCTh HCCIIeOBaHUS 84  JIHS.
JlocToBepHas KIMHUYECKAsi MHTEPIPETalus Pe3yIbTaTOB MUKPOOHOJIOTHYECKOTO 00CIeIOBaHUS Ha
HaJIM4yue MUKOOAKTEpUH JOCTHraercss Mpu 00s3aTelbHOM COOIIOAECHUU CIEAYIOUIEro IpaBuila:
MOJIEKYJISIPHO-TEHETUYECKOE, MHUKPOCKOTIMUECKOE M KYJIbTYypaJlbHOE€ HCCIICAOBAaHUE JIOJDKHBI
MIPOU3BOIUTHCS MMAPAJUIEITBHO TOJIBKO M3 OJHOM M TOM k€ MPOOBI JMAarHOCTHYECKOTO MaTepHara.

[Ipn BblOENEHMHM M3 pecHUpaTOpHBIX 00pasuoB ObicTpopactyuux HTMB, crnenyer
HANpaBJIsATh IITaMMBl B MHKPOOHOJOTHYECKYIO JIAO0OpPAaTOPUIO OKCIIEPTHOTO YPOBHSA ISt
OTIpE/ICIIEHNUs] YyBCTBUTEIBHOCTH K aHTHOAKTEPHAIILHBIM TperapaTaM.

[Ipu mepBuuHOoM BeImENeHuUU B. cepacia complex, Achromobacter spp., Ralstonia spp.,
Pandorea spp., Cupriavidus spp., Inquilinus spp., uaeHTH()UKAIIUIO PEKOMEHIYETCS MCITOJIb30BaTh
MacC-CIEKTPOMETPHIO WIIH MOJICKYISIPHO-TEHETHUECKUE METOJBI C LENbI0 JUArHOCTHKH HATUYHS
MePEUUCICHHBIX MUKPOOPTraHU3MOB y Tanuenta ¢ MB [71].

(YYP-C, VI -5).

Kommenrapuii: B Ilpukaze MunznpaBa Poccun ot 13 oxtsabps 2017 r. N 804u "O6
YTBEP)KJICHHH HOMEHKJIATYPhl MEAMIIMHCKUX YCIyT" JTaHHBIC YCIIYTH HE MPECTABIICHEI.

- PexkoMeHIyeTcsi MHUKOJIOTHYECKOE HCCie0BaHne Ouomarepuana mamueHtam ¢ MB ¢
MOJI03pEHUEM Ha IPUOKOBbIE MOPAKEHUS JIETKUX U JUIsl KOHTPOJIS POBOJIMMOM TEparuu: MOKpOTa,
MIPOMBIBHBIE BOJBI OPOHXOB, OpPOHXOAJIbBEOJISIPHBIN JlaBaX, OMONTATHI, ONEPALMOHHBIA MaTepual
(TIpsiMast MEKpPOCKOITHST OMoMaTepuaiia, MeTO I JIOMUHECIIEHTHOU ((PIIryopeciieHTHO) MUKPOCKOITUH
C OKpacko¥ KajabKo(dIroopoM OenbiM, TTOCEB OMOMarepuana Ha arapu3oBaHHyio cpeny Cabypo B
Mo upUKaIuu DOMMOHCA), VIS WACHTU(UKAIIMN TaTOTeHa/-0B U ONPECIICHHUS] YyBCTBUTEIBLHOCTH
BBIJICJICHHBIX MUKpoMHuIieToB [17, 39, 85, 86].

(YYP-C, VI -5).

KommenTapun: B cootBercTBuM ¢ [Ipukazom Mun3zapaBa Poccun ot 13 oxtsabps 2017 r. N
8041 "OO yTBEepKIACHHMM HOMEHKJIATYPhl MEIUIIMHCKUX YCIYr" €CTh HECKOJIBKO YCIIYT:
MUKPOCKOTIMYECKOE HCCIIEJIOBAaHHE MOKPOTHI Ha TpuUOBl (IPOXOKEBBIE M MHUIICIUAIBHEIE),
MUKpoOHoornueckoe (KyJlbTypajibHOE) HCCIEAOBaHHE MOKpPOTHl Ha MHUIEIHAIBHBIE TPUOBHI,
MUKPOCKOTIMYECKOE HCCIIEOBAaHUE OpOHXOAIbBEOJSIPHON JaBaXKHOM JKUAKOCTH Ha TPUObI
(mpoxokeBble M MHUILEIHAIBHBIE), MHUKpoOUoNorndeckoe (KyJIbTypadbHOE) HCCIIEeOBAHUE
OpOHXO0AJIbBEOJISIPHOI JIaBaXKHOU KUAKOCTU Ha TPUOBI (JPOXIKEBBIE U MULICTHAIILHBIE).

- IloceB Ha rpuObI U MHUKPOCKOIIMYECKOE HCCIEIOBAHUE — MO TOKa3aHHAM, KPAaTHOCThH IO
NOTPeOHOCTH, B TOM YHCJIE, IIPH KOHTPOJIE IIPOBOIMMOTO JICYECHUSL.

- lenrpudyrupoBanne BAJI u OpoHXHaNbHOTO acnuparta, a TaKKe MNPUMECHEHHE
MYKOJHMTHKOB MOBBIAET 3PHEKTUBHOCT TUATHOCTUKH.

- Mukpockonusi ¥ OCEB MOKPOTHI MO3BOJISAIOT BBISIBUTH KOJIOHU3ALHUIO AbIXaTEeIbHBIX MyTeH
Aspergillus spp. y 20-60% manuentos ¢ ABJIA.

- IIpu mukpockonuu u noceBe BAJI nmm moxpotsl Aspergillus spp. BeisBistoT y 25-80%
naneHToB ¢ XAJl. HeoOxoauMbl MOBTOpHBIE HMCCIEIOBaHUSA C NMPUMEHEHHEM CHeln(UYecKux
MHUKOJIOTHYECKUX METOJIOB OKPACKU W MHUTaTeNbHBIX cpel. Omnpenenenue Buna Aspergillus urpaer
poNb MpH Ha3HAUYEHUHM TMPOTUBOTPUOKOBBIX MpPENapaToB IS CHUCTEMHOTO IPUMEHEHHS
(aHTUMHUKOTHKOB) (peIKHe BUJIbI MOTYT OBITh YCTOWYHBHI K a30J1aM).

- O(}deKkTHBHOCTh MHKPOCKOIIMYECKOTO HCCIIECAOBAHUS YBEIHMUMBAETCS Mocie o0paboTKU
pecrupaTopHbIX CyOoCTpaToB Kanbkodiayopom OenbiM. [ToceB Ha MUKOJOrMUYECKHE CpENibl CIEIyeT
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npooauth npu Temneparype 300 °C u 370 °C, npoJoJDKMTENBbHOCTh MHKYOAallMM HE MeEHee S5
cyrok. KommuecTBeHHbIE MOKa3aTeNU II0CEBA PECIHUPATOPHBIX OMOCYOCTPATOB HE MO3BOJIIOT
OTJIMYUTH KOJIOHU3AallUIO AbIXAaTCIIbHBIX HYTef/’I oT I/IH(beKI_[I/II/I.

- Pexomennyercs nmnpoBeneHue J1a0OpaTOPHBIX  HMCCIEAOBAHMM Ul JTMArHOCTHKHU
JJIEPTUYECKOT0 OPOHXOJIETOYHOTO aclepruiie3a: ypoBeHb oodmiero nmmyHornooynuna E (IgE),
cneruduaeckue IgE u [gG x Aspergillus fumigates. [Ipu mogo3penun Ha XAJI — pekOMEHIOBaHBI
Te JK€ UCCIICIOBAHMS U OIpe/Ic/ICHIE ralakTOMaHHaHa B KpoBu (Metabosinta Aspergillus fumigates)
(onpenencuue metabomutoB rpudos) [1, 2, 17, 22, 39, 85, 86].

(YYP-C, VI -5).

KommMmenrapwmii:

- DosuHOGHIHIO Tepudepuueckoil kposu > 0,4 X 10%/11 0GBIYHO BBIABIAIOT B OCTPOH CTANH N
npu oboctpenun ABJIA, Bo Bpems pemuccuu U B craguu (pudpo3a KOJIUYECTBO 03WHO(PUIIOB
MOXET OBITh HOPMAJTBHBIM.

- Jlna ABJIA xapakTepHO 3Ha4yMTENbHOE yBelWuYeHHe YpoBHs obmiero IgE B chiBopoTke
KpoBH, 00buHO Oosiee 500 mkr/ia. Bo BpeMsi peMUCCHU B TO3JHUX CTAAUSIX COJEp’KaHHE OOIIEro
IgE B CBIBOPOTKE KPOBM CHUKAETCS, XOTSI OCTAETCS BBIILIE HOPMAJIbHBIX MTOKa3aTeneil. IoBpienne
ypoBHs o6miero IgE — pannamii mpusHak o6octpenusi ABJIA, KOTOPBI BOZHUKAET 0 KIMHUYECKUX
MpOsIBIIEHUH 3200 IeBaHMSI.

- Ciennduueckue IgE u IgG x Aspergillus BeisiBisttor nipu ae6rote wim o6octpennu ABJIA.

- UyBcTBUTENBHOCTH omnpeaeneHus cnenuduueckoro Aspergillus IgG B cbIBOpoTKE KpoBU Y
nanueHToB ¢ XAJl cocraBisier okono 90%. Ilpu stom y 50% mnanuentoB ¢ MB BbISBISIOT
noBbiieHne  crenuduueckoro  Aspergillus  IgG B ChIBOpOTKE KpoBH 0€3  KIMHHKO-
PEHTT€HOJIOTUYECKUX MTpU3HAKOB X AJIL.

- MBomupoBanHoe noBkIIeHHe ypoBHS crienuduaeckoro Aspergillus IgG B chiBOpoTKE KpoBHU
0e3 OTOJHUTENBHBIX KpUTepueB nuarHocTuku XAJl He sBisieTCs OCHOBaHHEM Ui MPOBEICHUS
AHTUMHUKOTUYECKOM Teparnuu.

- Copepxanue obmero IgE mpu XAJI moxer ObiTh yMepenHo moBsimeHo (100-500 En/m),
WHOT/Aa onpeaelsitoT cnenuduyeckuii Aspergillus IgE.

- IIpu XAJl y mnamuentoB ¢ MB »ddektuBHO omnpeneneHue MeTaObOIUTOB TPUOOB
(ramakToMaHHaHa (KOMIIOHEHTa KiIeTouHOU cTteHku Aspergillus spp. Tect Platelia Aspergillus, Bio-
Rad) B BAJIL.

- Creun(uyHOCTh U YYyBCTBUTEIBLHOCTH OIpe/eeHus rajakromanHana B BAJI mpessimaior
80%, 4TO BBILIE PE3YJIBTATOB UCCIEIOBAHUS CHIBOPOTKM KpOBU. ONTUMAIBHBIN JUATHOCTUYECKUN
WHJIEKC ONTHYeCKOW I1ioTHocTH Tecta Platelia Aspergillus B BAJI He omnpeneneH: mnpu
UCMOJIb30BaHMU Tokazarenss 0,5 — TMOBBIIIAETCS YYBCTBUTEIBHOCTH MeTona, mnpu 1,0
cnenu(uIHOCTS.

B cootBerctBuu ¢ Ilpukazom MunszapaBa Poccun 13 oxrsabps 2017 r. N 804u ot "OO
YTBEPKJIEHUH HOMEHKJIATYpbl MEIMIIUHCKUX YCIYT" €CTh HECKOJIBKO YCIYT: UCCIIEIOBAHUE YPOBHS
obuiero mmmyHornoOynuHa E B KpoBW, ompejeneHue aHTUTEN K Trpubam poja acreprusuibl
(Aspergillus spp.) B KpoBH, KOMILIEKC HMCCIEIOBAHUMN JUIS BBISBICHUS aJUIEpreHa, OMperelieHue
MeTa0O0JIUTOB TPHOOB).

[Manmentam ¢ MB cnenyeT exeroaHo ompaensaTh KoHIeHTparuio obmiero IgE B criBopoTke
KpOBH.

Ecnu yposens o6mero IgE cocrasnser 200-500 Mkr/n u ects nojno3penue Ha ABJIA, cienyer
MMOBTOPUTH aHaNu3 uepe3 1-3 mecsua;

[Tocne navana neuenuss AbJIA HEOOXOAMM MOHUTOPUHT C KIIMHUYECKOW OIEHKOW, YpOBHEM
obmero IgE B cwiBopoTke, cnmpomeTpueil (HMccielnoBaHHE HECTPOBOLUPOBAHHBIX OOBEMOB U
MOTOKOB) W peHTreHorpadueld TpyaHol KiIeTku (peHTreHorpadus jerkux). Bo Bpems edeHHs
KOHIIeHTpamuto oomiero IgE B cChIBOpOTKE clieyeT u3MepsiTh Kaxable 6-8 Helenb.
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B nepuoa pemuccun MmonuTopuHr obmero IgE B chIBOopoTKe ciemyeT mpoBOIUTH KaxKable 3
Mecsla B TEUEHUE IIEPBOT0 T0/a, a 3aTeEM Kaxable 6 MECSIIEB.

Wzmepenne Aspergillus-cnenuduyeckux IgE u IgG (ompenenenue anturen K rpudbam poja
acieprmuuibl (Aspergillus spp.) B KpoBH) BO BpeMsi JIEYCHUS HE IIEI0CO00Pa3HO, MOCKOJBKY UX
YPOBHU HE KOPPEJIUPYIOT CO CHHMIKEHHUEM OOIIEro ChIBOPOTOYHOro IgE WM KIMHUYECKUX WU
PEHTT€HOJIOTUYECKUX MTPOSIBIICHUI)

- PexomenpmoBano mammentam ¢ MB ¢ nomospenunem Ha  ABJIA nd
WCKJTFOUSHHSI/TIOATBEPIKICHUSI MUKOTEHHOM CEHCHOWIM3alliy TPOBEJICHHE KOXXKHOM TpOOBI ¢
antureHoM Aspergillus (HakoXXHbIC HCCIIE0BAaHUS PeakiMy Ha ajuieprensl) [39].

YYP-C, VI -5).

Kommenrapuii: B cootBercTBum ¢ Ilpukazom Munsnpasa Poccun 13 okrsiOpst 2017 r. N 804u
oT "O0 yTBepKJI€HUN HOMEHKJIATYphl MEIUIIUHCKUX YCIYT": HAKOKHBIE HCCIIE0BAHUS PEaKMU Ha
aJlJIEpPreHbl.

Koxnast mpobGa ¢ antureHom Aspergillus oTiandaercs BBICOKOM JUArHOCTUYECKOU
YyBCTBUTEIBHOCTHIO, HO HU3KOM crienuuyHOoCThIO. [losokuTenbHbIE pe3ybTaThl KOKHOM MPOOHKI
HEPEAKO BBISBISIIOT Y O0JIBHBIX MyKOBHUCIIHI030M 0e3 ABJIA.

- PexoMeHyeTcs MaToJ0oroaHaTOMHYECKOE HCCIEOBaHWE OMOIICHMHOTO (OMEepalMOHHOTO)
MaTtepuana TKaHel jerkoro y namueHToB ¢ MB u XAJl ¢ ummnpernanueit cepedbpom no I'omopu-
'pOKOTT C T1enbl0 JAWArHOCTHKH HOIYJSPHOTO —aclepruie3a, a TakkKe HMCKIIOYCHUs
HOBOOOpPAa30BaHus JIETKKX, TyOepKkye3a [17, 85, 86].

YYP-C, VI -5).

KommenTapun: B cootBercTtBum ¢ Ilpukaszom Munszapasa Poccun ot 13 oktsa6pst 2017 1. N
8041 "OO yTBEpXKXIEHWU HOMEHKJIATYpPhl MEAUIIMHCKUX YCIYTr': TaTOJOro-aHAaTOMHYECKOE
ucciaeaoBaHue OMOTNICMWHOTO  (OMEpallMOHHOTO) MaTepuaja TKaHEeW JIeTKOro; TMaToJioro-
QHATOMHUYECKOE HCCIICIOBaHNE OHMOIICHMMHOTO (OTMEPAIlMOHHOI0) Marepuaja TKAaHEW JIETKOTO C
MPUMEHEHHEM THCTOOAKTEPHOCKOTTMYECKUX METOJ0B, MHUKPOOHOJIOTHYECKOe (KYJIbTYpaabHOE)
rccaeoBaHue OMOINTaTa Ha MULIETTUAIBLHBIC TPHOBI.

- [Ipu rucTONOTHYECKOM HCCIIEOBaHUH OHoNTaTa (IaTOJIOTO-aHATOMUYECKOM HCCIICI0BaHUH
OouoncwuitHoro marepuana) npu XAJl W3 KaBepHbI WM 30HBI BOCHAICHUS ONPEACISIOT THUBI
Aspergillus, mnpu3HakKd XpOHHUYECKOro BocmajgeHus. OCHOBHOE Ha3HA4YE€HHE OHOINCHH Odara
MOPKEHUS] — JIMAarHOCTUKA HOMYJSIPHOTO aclepruiie3a, a TakkKe UCKIIOUYCHHEe HOBOOOPa30BaHUs
nerkux, tyoepkynesa u np. OrcyrcrBue rud Aspergillus B OmonTare M3 odara mOpakeHUs HE
UCKITFoUaeT quarHo3a XAJl npyu HAIMYUU APYTUX KPUTEPUEB AUArHOCTHKH [15].

- PexoMenayercss MHKpOOHOJIOTHYECKOE HCCIEIOBAaHHE OTIEIIEMOr0 M3 OKOJOHOCOBBIX
nazyx (OHII) (Mukpobuonoruueckoe (KyabTypalbHOE) UCCIEIOBAHHE CMBIBOB M3 OKOJOHOCOBBIX
MOJIOCTeH Ha a’poOHbIe U (PaKyIbTATHBHO-aHAIPOOHBIE MHUKPOOPTAaHU3MBI, MUKPOOUOJIOTHUYECKOE
(KynpTypanbHOE) HCCle0BaHNe MYHKTaTOB M3 OKOJOHOCOBBIX MOJIOCTEH Ha HECIOPOOOpa3yrolue
aHadpOOHbIE MUKPOOPraHM3MbI) Ul WACHTU(HUKAIMKM IATOreHa/-OoB M ONpeAeieHUs ero (ux)
YYBCTBUTEILHOCTH K aHTUMUKPOOHBIM Tipenaparam npu XPC Ha (oHe mykoBucuuao3a [87, 88].

(YYP-C, VI -4).

KoMMeHTapuii: KOJOHM3a1Ms CHHErHOWHOM Manoukoil 00siyHO HaunHaeTcs umeHHo ¢ OHIT; B
0oJiee paHHEM BO3pacTe M JOCTOBEpPHO Halle uMeeT MecTo y 6onbHbIX MB ¢ monunosusim XPC.
Marepuan 10KeH ObITh MMOJIy4eH Ha CTEPHIIbHBINA MapiieBbli TAMIIOH U3 BEPXHEUEIIOCTHBIX Ma3yxX
METOJIOM JIMarHOCTUYECKON MYHKLUHU Ta3yXd, MHTPAONEPALMOHHO IMyTeM 3abopa Kccyaara W3
BEPXHEUENIIOCTHBIX Ma3yX WM NPHU 30HJUPOBAHMHU 4Yepe3 PaCIIMPEHHOE COYCThE y MalUeHTOB
MOCIIE SHAOCKOIINYECKOTO PUHOXUPYPTHUECKOTO JICUCHHUS.
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bruoxuMuueckoe ucciaeIoBaHue KpOoBU

- PexomennoBano mpoBeneHue BceM manueHTamM ¢ MB OHOXMMHYECKOTO aHainW3a KPOBU
o011eTepaneBTHYECKOTO (oOmmit 0enoK, IbOyMUH, oTpenieneHne aKTHBHOCTHU
acrapraTaMHUHOTpaHCc(epa3bl B KPOBHU, OIpPEIEIICHUE aKTHBHOCTH aJaHWHAMHHOTpaHC(epasbl B
KpPOBH, OIpE/IEICHNEe AaKTHBHOCTH TaMMa-TJIIOTaMHJITpaHcepa3bl B KPOBH, OMpEICICHHE
aKTHBHOCTH IIEJIOYHOW QocdaTaspl B KPOBH, HCCICIOBAHHE YPOBHS XOJIECTEpPUHA B KPOBH,
WCCIIE/IOBAaHUE YPOBHS TPHUIJIMLEPUIOB B KPOBH, HCCICIOBAaHUE YPOBHS HATpUS B KPOBH,
HCCIIEIOBAaHUE YPOBHSI KaJlus B KPOBH, MCCJIEJIOBAaHUE YPOBHS XJIOPHIOB B KPOBH, OIpEICIICHUE
aKTUBHOCTH aMHJa3bl B KpPOBH, OMNpPEICICHHE AaKTUBHOCTH JIMIMAa3bl B CHIBOPOTKE KpPOBH,
WccaeoBaHUuE YpPOBHsI oOmero OunmpyOMHa B KpPOBH, MCCIEJOBAaHUE YPOBHS CBOOOJHOTO H
CBSI3aHHOTO OMJIMpYyOMHA B KpOBH, UccliefjoBaHHE ypoBHSI CS-peakTHBHOTO Oelika), €XKEeroaHo, 1Mo
MoKa3aHusIM — vaie. VccrnemoBanue MpoBOAUTCS C LENbI0 KOHTPOJISI COCTOSIHUS TIEUeHH, (DYHKITHH
MO/KETYI0YHONW JKEJe3bl, 3JEKTPOJIMTHOTO OOMEHa M XPOHUYECKOTO BOCHAJIEHUS COTJIACHO
nokazanusM (Ta6u. 10, pazgen 6 "Opranusanus okazaHus MeAUIIMHCKON Tomomu") [2, 62].

YYP-C, VI -5).

KommeHnTapuii: KOHTPOJb 3JIEKTPOJUTOB IpU IICeBAO-bapTrep cuHApOME MNPOBOJWUTH IO
MOTpeOHOCTH.

- PexomeHsioBaHO WuCClieZJOBaHUE KHCIOTHO-OCHOBHOTO COCTOSIHMSI KPOBM (HCCII€ZJOBaHUE
KHCJIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B KPOBH, HCCIIEOBaHHE YpOBHSI Oy(epHBIX BELIECTB B
KpOBH), YPOBHEH HATpusl M Kalusl Mpu nojao3peHuu Ha cuapom IlceBno-baprrep y nmanueHToB c
MB u nipu koHTposie Tepanuu curapoma [Iceno-baprrep [2, 89, 90].

(YYP-C, Y/ -5).

KoMMeHTapuii: HCCIEIOBaHUE  KUCIOTHO-OCHOBHOTO  COCTOSIHMSL M Ta30B  KPOBH,
ucclieIoBaHNE YpOBHs Oy(epHBIX BELIECTB B KPOBU MPOBOAUTCS TAKXKe MPHU APYIMX COCTOSHHUAX
(HarmpuMep, NPU MEKOHHEBOM HIIEyCEe, CUHIPOME JAUCTAIbHOW MHTECTUHAJIBLHONW OOCTPYKLIMHU, IIPU
XUPYPrU4eCcKUX BMELIATeIbCTBAX U O0OOCTPEHMH OPOHXOJIETOYHOro Mpoliecca, MOTpeOOBABILETO
TOCTIUTATA3AITIH )

- PekoMeH10BaHO BBITIOJTHEHHE KOAryJI0IrpaMMbl (OPHEHTHPOBOYHOTO MCCIICIOBAHUS CHCTEMBI
reMOCTa3a) BCEM MalMeHTaM IPH TIEPBUYHON TuarHoctuke MB, u npu Hanuuuu muppo3a neueHu 1
pa3 B 6-3 Mec. ¢ IeTbl0 KOHTPOJISI OSTKOBOCHHTETUYECKON (DYHKIIMU MEYCHW W CBOECBPEMEHHOTO
pe0TBPAILCHHS TEMOPPArHUeCKUX OCIOXKHEHU [22].

(YYP-C, VI -5).

KomMmeHTapumii: Takke WCCICIOBAaHHE KOAryJorpaMMbl MOXET TOTPeOOBaThCS — IPH
JMAarHOCTHKE M TEPAITui MEKOHHEBOTO HIIEyca, IePe]] XUPYPruueCKUMH BMEIIATeILCTBAMU H TIEPET
MIOCTAHOBKOM  MOPT-CUCTEMBI  (MOPT HMH(PY3UOHHBIM/UHBEKIIMOHHBIA, HMMILTAHTHPYEMBbII ***)
COTJIACHO COOTBETCTBYIOIIMM PEKOMEH/IAIIUSIM.

B kauecTBe CKpHMHHMHI-METOJIa MOTYT TMPOBOIUTHCS: VcciienoBaHue BpeMEHH CBEPTHIBAHHS
HECTa0MIIN3UPOBAHHOW KPOBH WM peKalblIU(UKAIIUK T1a3Mbl HEAaKTUBHpOBaHHOE, McciaenoBanue
BpEMEHU KPOBOTECUCHHUSI.

B HeKoTOpBIX cHUTyalMsSX MOXKET MOTpeOoBaThcs OmpeeNieHHe TPOMOWHOBOTO BPEMEHH B
KpOBH, OIpejaeNieHre akTUBHOCTH aHTUTpoMOmHa III B KkpoBHM, HCclegoBaHHE AaKTUBHOCTH U
CBOMCTB (pakTopa Bunnebpanaa B KpoBu.

- PexoMeHI0BaHO WcCcieI0OBaHUE YPOBHSI TIIFOKO3bI B KPOBU BceM maieHTam ¢ MB 1 pa3z B 6
MEC. C IEJIbI0 KOHTPOJIS SHIOKPHUHHOW (YHKIUU TIOJKEIYJI0OYHON IKele3bl, CBOCBPEMEHHOMN
muarnoctukd M3C/] [50, 91].

YYP-C, V11 -5).

32 13 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

- PexomMeHI0BaHO B KauyecTBE CKPUHUHIA [Uld CBOEBpeMeHHOW auarHoctuku M3CJ
IIPOBEJIEHUE OPAJIILHOTO TIIt0KOo30ToJIepaHTHOro Tecta (OI'TT, mpoBeneHue IIIOKO30TOJIEPAHTHOTO
TECTa) ¢ Harpy3Kou riroko30# (1,75 T riaroko3sl/kr, HE Oonee 75 T), (TOYKH KOHTPOJIS — HATOIIAK,
yepe3 60 munHyT, uepe3 120 muHyr) BceM aersm crapuie 10 jer (10 MOKa3zaHUSM paHBIIE)
©KEroJIHO B MEePHO/ KIMHIUYECKoH cTabmibpHocTH [50, 92, 93].

(YYP-C, VI -5).

Kommenrapuii:  OTKIOHEHUS,  BBIBICHHBbIE B  XOJ€  €IUHMYHOTO  OpaJIbHOIO
[JIFOKO30TOJIEPAHTHOIO TECTA, JIOJKHBI OBITh MMOATBEPXKAECHBI IIOBTOPHBIM TeCcTOM. Bo3MoxHO Aiis
JMarHOCTUKH MCIOJIb30BaTh HEMIPEPHIBHBI MOHUTOPUHT YPOBHSI INIFOKO3bI.

Onpenenenre rMKEMUHM HaTOIIAK U Yepe3 2 yaca 1ociie npuemMa IUILK B TeUeHUe NepBbiX 48
yacoB u/uiau OI'TT garie npoBOASTCS B CIEIYIONINX CIydasX:

- 000CTpEeHHE JIETOYHOTO 3a00JIeBaHUS,

- BHYTPUBEHHAs aHTHOAaKTepUaIbHas Tepamnms,

- HayaJo npruemMa KOPTUKOCTEPOUAOB Ui CUCTEMHOTO MPUMEHEHHUS,

- BHTEpaJIbHOE KOPMJICHHE Yepe3 30H/1 WU FracTPOCTOMY,

- IUTaHUPOBaHKUE OEPEMEHHOCTH U nepuo 6epeMenHocTH (12-16 Hen u 24-28 Hen) u yepes 6-
12 Henenb mocie 6epeMEeHHOCTH,

- IJIAHOBas TPAHCIUIAHTAIUSI OPTaHOB,

- OIlepaTUBHOE BMEMIATEILCTBO,

- Hajmuue cumMnTomMoB auadera [50, 91].

- Wcnonb3oBanue raumkupoBaHHoro remoriioouHa (HbAlc) B kauecTBe CKpHUHUHI-TECTa HE
pEKOMEHAYeTCsI B CBA3M C HEJOCTATOUYHON MHGPOPMATHUBHOCTHIO JUIsl ManueHToB ¢ MB mo stum
nokazanusM [50, 92].

(YYP-C, VI -5).

KomMeHTapuii: y manueHToB ¢ MYKOBHUCHUIO30M HOPMAaJbHBIM MpOGUIb TITUKHPOBAHHOTO
reMorjio0MHa He MCKIII0YaeT HaIW4Yue caxapHoro auadeta. MccnenoBanue MOKeT ObITh Ha3HAYEHO
C ULENbI0 KOPPEKUMH HHCyInHOTepanuu y mnanmueHtoB ¢ MB u M3C/l, a Takxke mamueHTtam cC
HapYIIEHUEM TOJEPAHTHOCTH K rioko3e [94]. Tlpu HapyllleHHH TOJIEPAaHTHOCTH K TJIFOKO3€ KpOMe
Toro uccienyercs ypoenb C-nentuma B kpoBu [95]. Ilo mokasaHusM MOTYT HCCICIOBATHCS
TPEXAHEBHBIN INIMKEMUYECKUN TPoduib

- Pexomenayercs mnamuentam ¢ MB u M3CJl npoBeneHue peryiasipHoro KOHTPOJIS
YIIEBOJAHOTO 0OMeHa (ompesiesieHue YPOBHS TUIIOKO3bl B KPOBH HE MeHee 3 pa3 B J€Hb) C LIEJIbIO
CaMOCTOSITEJIBHOTO MOHUTOPUPOBAHUSL COCTOsIHMS. M3MepeHue TINIMKHUPOBAHHOIO TeMOIoOnHa
PEKOMEHAYETCSI €KEKBAPTAIbHO C LIENBI0 KOPPEKIMU WHCYIHMHOTEpanuu y THaiueHToB ¢ MB u
M3C/J [50, 92].

(YYP-C, VI -5).

KomMmMeHTapuu: 1ieeBoe 3HauY€HHE YPOBHS TTTUKHPOBAHHOTO TeMOorioOnHa Ha (OHE JeueHus
M3CJI coctaBaset < 7%.

- PexoMeHJ0BaHO JUIs1 KOMITJIEKCHOM JUArHOCTHKHM OCTEONOpO3a M JAUArHOCTUKM MaTOJOTHH
nouek nanueHTaMm ¢ MB omnpeznenenue ypoBHs OOIIEro M MOHM3MPOBAHHOIO Kajibliud, ¢ocdopa
KpPOBH, KpeaTHMHHWHA CHIBOPOTKM KPOBH M KJIMpeHca KpeaTuHUHaA (pacuer no ¢opmyne Kokpodra-
[onta), meno4noit ¢pocharaspl CBIBOPOTKU KPOBH [2].

(YYP-C, Y/ -5).

Kommentapun: M3meHeHus 51abOpaTopHBIX MOKa3aTelel He SBISAIOTCS KPUTEPUSMU
MOCTAHOBKH JMarHo3a ocTeonoposa. JlabopaTopHble METOIbI MCHOJB3YIOTCS IO MOKAa3aHUIM IS
npoBelieHus AuddepeHInanbHOl JUarHOCTUKU OCTEONOpo3a ¢ IPYyrUMHU 3a00JIeBaHUSAMH CKEJIeTa,
OLIGHKM 0€30MacHOCTH Ha3HAUYeHUs NpPenaparToB, BIMSIONIMX HAa MHHEpATU3alMI0 KOCTeH
(aHTHOCTEOMOPOTUYECKUX MPENapaToOB), aHAIHU3A MIPOLECCOB (POPMHUPOBAHUS U PE30POLIMU KOCTHOMN
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TKaHH.

- ¥V Bcex nauueHToB ¢ MB pexkoMeH10BaHO exkeroqHoe usMepenue yposHs 25-OH Butamuna
Jl B KpOBH, MPEANOYTHTEIbHEE JIETOM M 3MMOIi, C LEIbI0 CBOEBPEMEHHOTO BBISBICHHS JEPHUIINTA
Butamuna D, moxoopa 10361 BuTamMmuHa D u, COOTBETCTBEHHO, MPO(UIAKTUKH ocTeonopo3a [96].

(YYP-C, Y -5).

Kommenrapuii: Hopmanensiii ypoBens 25(OH)D ceiBopoTku kpoBu — 6omnee 30 ur/mi (75
HMOJB/11) 1 MeHee 100 ur/mi (250 HMoITB/).

Uccnenosanue 1,25 (OH)-D He pekomengoBano [96].

Pabowas rpynma Mexnaynapognoro ®Ponma Ocrteomnoposa (International Osteoporosis
Foundation) u Mexnaynaponnoii ®enepanun Knuanueckoit Xumuu u JlaboparopHoit Meauimas
(International Federation of Clinical Chemistry and Laboratory Medicine) pexoMeHmyer st
MCCIIEIOBAaHUS KOCTHOTO OOMEHA OTPaHUYUTHCS IByMs MapKepaMH CHIBOPOTKU KPOBU: N-KOHIIEBbIE
npornentuas! npokosuiareHa I tuna (P1N — mapkep kocteooOpa3oBaHus) CBIBOPOTKH KpoBH U C-
KOHIIEBBIE TEJIOMENTHIBI MOJIEKYJ KoJulareHa | Tuma, cBsi3anHble nonepeyHsiMu crmBkamu (CTX-
Mapkep pesopOimu koctu) [97]. Omenka 3THX MapKepOB MOXKET MPOBOIMTHCA Y B3POCIBIX
MAalUEeHTOB JUIsl paHHell oneHku (uepe3 3 wmec.) addextuBHOCTH aHTUpe3opOTHBHONH (CTX
CBIBOPOTKH) MM KocTHOaHabomuveckoi (P1NP ceiBopoTkH) Tepanuu.

- PeKOMeH}IyeTCfl IMpOBOJAUTH MOHUTOPUHT I/ICCJ’IG}IOBaHI/Ifl YPOBHA K€JI€3a CBIBOPOTKHU KPOBU
(e)KeFO)]HO, 10 IMOKa3aHUusAM — qame) C IICJIBKO BBISIBJICHUA Jle(bI/IHI/ITa Kerneza u/uim XPOHHUYCCKOTO
Bocranenus [62].

(YYP-C, Y/ -5).

- PexoMeniyeTcst mpOBOAUTH MOHUTOPHUHT YPOBHEH KUPOPACTBOPHMBIX BUTaMHHOB (A, E, K)
u BUTaMuHa Bl2 B ChIBOpOTKE KpOBM BceM TmamveHTam ¢ MB, nmo mnokasaHusiM ¢ IE/bIO
CBOEBPEMEHHOTO BBISBJICHUS WX HEJOCTATOYHOCTH M aJCKBAaTHOW Koppekuuu Tepanuu (Taodim. 9,
[Mpunoxenwue 7) [2, 62].

(YYP -C, Y1 -5).

Kommenrapwii:

Tabmuma 9. HopMaTtuBsl ypoBHEH BUTAMHUHOB B CHIBOPOTKE KPOBH IMalKeHTOB ¢ MB

Butamun A (petunHon) 30-72 ar/mn

Buramus E > 0,7 mr/on

& -toxodepon/xonecTeprH > 5,4 mMr/t

Buramun K (Menagnona natpus oucynbhur) [IpoTpoMOrHOBOE BpeMs
Burtamun B1z (I{uanokobagamun <*>) 187-883 nr/mn

<*> PekoMmeHayeTcsl ONpeaeaTh y nanueHToB ¢ MB ¢ CMHIpOMOM KOPOTKOM KMIIKH, MOCTe
OOIIMPHOM pe3eKINU KUILIEYHUKA.

Huskue ypoBHH KHpPOpPACTBOPHUMBIX BUTAMHHOB PETUCTPUPYIOTCS TPAKTHUECKH Yy BCEX
MAIMEeHTOB, HECMOTPS Ha aJIeKBaTHYIO 3aMECTUTEIbHYIO TepPAIHIO.

[Toka3aHo, YTO yMEpEeHHO NOBBIIIEHHbIE YpOBHH peTuHona (1o 110 Mr/mm) B ChIBOpOTKe
KPOBHU TMOJOXKHUTENbHO Koppenupytor ¢ ODB; (ODB: > 80% y 90% wu3 Takux MalUeHTOB),
HE3aBUCUMO OT BO3pacTa, MaHKpeaTudecKol (PyHKIMU U HYTPUTUBHOTO cTaTyca, 0e3 KaKuX-I10o

34 13 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

IIPU3HAKOB TOKCUYHOCTH.

VY HenedyeHHBIX HanMEeHTOB ¢ MB remopparudeckuil CHHIAPOM MOXKET MaHH(ECTUPOBATH
BUTaMUH-K HEIOCTaTOYHOCTHIO. Y HOBOPOKIEHHBIX M T'PYIAHBIX JE€TE€d OHA MOXKET IHPOSIBUTHCA
HEOOBSICHUMOW TEeMOPPAarMyecKo Myprnypol, MHTECTUHAIBHBIMUA KPOBOTEUCHUSMH, IITUTEIHHON
KPOBOTOYMBOCTBIO B MecTax HHbeKUuH. Crapuime JeTH, HaxXoAsIUecs Ha WHTEHCUBHOMN
aHTHOAKTEPUATIFHONW TEpanuu WIH C COMYTCTBYIOIIMM TOPAXCHUEM I€YEHHU, TAKKE CKIOHHBI K
HapYIIESHHIO MPOLIECCOB KOATYJISIIINH, Aaxe Ha (oHe mpuema ButamuHa K.

- PexoMeHIOBaHO BCeM MaIMEHTaM MYXKCKOTO IIOJa B BO3pacTe crapme 15 ser c
MYKOBHCIII030M TPOBEJACHUE CHEPMOTPAMMBI M MOJIEKYIISIPHO-T€HETUYECKOro (aHalu3 reHa
CFTR, ecnu He ObUI paHee BBIIOJIHEH) MCCIEA0BAaHUS C LENbIO ONPENENICHNs IPOrHO3a U TAKTUKHU
pemienus Bonpoca pernpoaykimu [98, 100, 101].

(YYP-C, VI -4).

KommeHTapun: cniepMorpamMmy TakKe CJeIyeT BBIMOJHATH IMallMeHTaM MYXKCKOTO IoJia C
YCTAaHOBJIEHHBIM JHarHo3oM MB B mporecce AWHAMHYECKOTO HAONIOJCHHS TPH OTCYTCTBHU
a300CIIEPMHUH C YaCTOTOM, B CpeaHeM, | pa3 B Toz.

- PexkoMeHIOBaHO BCeM TAIMEHTaM MYXCKOTO II0Jla B BO3pacTe crapme 15 ner c
MYKOBHUCITHI030M TIPOBEJCHHE TOPMOHAIBHOTO WCCIICJIOBAHHS — OIPEJACICHHE YPOBHS OOIIETro
TECTOCTEPOHA W CTEPOMJICBSI3BIBAIONICTO TJI00yaMHA (WCCIeOBaHWE YPOBHS TJIOOYIWHA,
CBSI3BIBAIOIIETO IOJIOBBIE TOPMOHBI, B KPOBH) B CBIBOPOTKE KpPOBH C IEIBIO JTUATHOCTHKHU
runororaausma [102, 103, 104].

(YYP -B, Y - 3).

KomMMeHTapuu: npu BBISIBICHHM 3HIOKPHHOJIOIMUYECKUX HapylleHud — HaOmoaeHue 1 pas3 B
roJl ¥ JIeYeHHe y Bpaua-sHI0KpUHoJora. [Ipyu oTcyTCTBUH SHIOKPUHOJOTHYECKUX HAPYIIEHUN — ¢
4acToTOM He pexe 1 pa3 B 3 rona.

Mertomp! mogdopa maToreHeTu4eckoi Tepanun (nBakadTop-+HirymakapTop)

- Ilpu nHa3HaueHuu mnpenapara uBakadTop+iIyMakapTOp PEKOMEHAYETCS MUMETh JAaHHBIE O
reTEPO3UTOTHOM HOCHUTEILCTBE 000MMH poauTessiMu MyTaruu F508del (corimacHO MHCTPYKIHHM).
IIpn orcyrctBUM Takoi HH(OpPMALUM PEKOMEHIYETCS MPOBECTH MOJIEKYISIPHO-TE€HETUYECKYIO
JIMArHOCTHUKY C LIEJIbIO BBISICHEHHS T€TePO3UIOTHOTO HOCUTENbCTBA poauTesiMu Bapuanta F508del.
Ecnu ponutenu (wnu xota Obl OAMH U3 POAMUTENCH) MO KAaKUM-THO0 MPUYMHAM HE TOCTYIHBI IS
MIPOBEJICHUS] JTaHHOTO HCCJIEOBAaHUS, TO PEKOMEHIYETCS NAIMeHTY IOMOJHUTEIbHO MPOBECTU
aHaJIM3 C LETbI0 MCKIIOUEHUSl HAMYMs MPOTSHKEHHOM nenenuu B obmactu myrauuu F508del, To
€CThb Ul MCKJIIOYEHHUs TeMU3UTOTHOCTH MO JaHHOW MyTanuu. PekoMeHIyeTcsl TakKe HCKIIOYUTh
HOCHUTEIBCTBO BapuaHTa L467F re’a CFTR (NM_000492.3:¢.1399C>T;
NP_000483.3:p.(Leu467Phe)) B cocraBe xomIuiekcHoro amiens ¢ myranueit F508del, nokasanno
MPHUBOSIIETO K pE3UCTEHTHOCTH K Tepanuu [105, 106, 107, 108, 109, 110].

YYP-CVYII-4).

- Pexomennyercss mnpumeHeHue (QOPCKOJIMHOBOTO TeCTa Ha KHIIEYHBIX OpraHoujaax,
MOJIydeHHBIX OT TMalMeHTa B pe3yibTaTe OWONCHUU MPSMOM KHIIKH C LEJNbI0 OIpeesIeHUs
ITOKA3aHUH K TapreTHOU Teparuu:

- Ilpu peaxux wmyrammsx reHa CFTR ¢ nenpro OHEHKM BO3MOXHOCTH IPOBEICHHS
naroreHeTuueckoi repamuu [111, 112, 113, 114].

- [Ipu otcyreTBum 3¢ppexra 0T (cOrIacHO MHCTPYKIMU) uepe3 6 MecsIeB C Hayaia Tepanuu

- Bcem nanueHTaM — HOCUTEINSIM KOMIUIEKCHOTO aJuless JUIsl BBISCHEHHUS YyBCTBUTEIIBHOCTH K
uBakadropy u aymakadropy [115, 116, 117]

(YYP-C, VIO -5).

3513 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

Kommenrapuu:

[Ipyn monydeHWH KYJIBTYp OPraHOWJIOB W BBHITIOJHEHHH (DOPCKOJIMHOBOTO TECTA JIOJIKHBI
MCIIOJIb30BaThCS MTPOTOKOJIBI, pazpaboTanHbie 101 pykoBoacTBoM JI. bexmana [111, 112, 113, 114]
1 OINMCAaHHBIC B OT€YECTBEHHOM padoTe [118].

2.4. MHCTpYMeHTaanbIe AnarHoctn4yeckKkume nccrieqoBaHus

MeToAabl Busyann3aummn nerkmnx

- Pexomennyercst mpoBeieHUe peHTIeHOTpaguu OpraHoB rpyaHoil kietku (Pentrenorpadus
nerkux, Pentrenorpagus snerkux nudpoas) HaUeHTaM C I0J03PEHHEM Ha MYKOBUCIUAO3 U
ManueHTaM ¢ MyKOBUCIUA030M C IEJIbIO OTPEIeNIEHUsI XapaKkTepa U 00beMa NOpaKeHUs JIETOYHOU
TKauu [1,2,22].

(YYP-C, Y/ -5).

KommMenTapuu: peHTreHorpagusi MOKET BBIIBUTh Takue NpU3HAKU, Kak JedopManus U
YCUJIEHUE  JIETOYHOIO  pHUCYHKa, MNHEBMO(UOpo3, nepuOpoHXxuaiabHas  HMHQUIbTpaLUs,
KOHcOJNUJanus (arenekrasbl), OpPOHXO3KTa3bl, OYIJIbl, BBISIBUTH MPOSBICHUS OpPOHXHATHLHOM
OOCTPYKLHMHU: JIOKAJbHBIE YYAaCTKH B3IYyTHS JIETOYHOW TKaHHU, YBEJIMYEHHE PETPOCTEPHAIBLHOTO
MIPOCTPAHCTBA, YIUIOUIEHHE auadparMbl, a Takke KU(O3, yTONIIEHHE OpPOHXMAJIBHBIX CTEHOK,
cnu3ucThie MpoOKu. [lanmenTamMm ¢ MyKOBHCIIMI030M IIPOBOJIUTCS MO TIOKa3aHUSM, B cpefHeM | pas
B 2 roaa (ITpunoxenue 7).

JlaHHBIE MeTOJl MOXKeT ObITh HEIOCTaTOYHO WH(OPMATUBEH JUISI TOYHOTO OINHCAHUs
XapakTepa H3MEHEHMH B JIETKUX, HO IMEET MEHBIIYIO JIy4eBYIO Harpy3Ky. /o HacTosiero BpeMeHu
B Pa3HbIX LIEHTPAX, KYPUPYIOLIUX MALUEHTOB ¢ MyKOBUCLUA030M, B TOM YUCIIE 3apyOSKHBIX, JUIS
JMHAMUYECKOT0 HAOII0ICHHS 3a MAalMEeHTOM Yallle UCIOJIb3YyeTCsl PEHTIeHOrpadus, B psijie LIEHTPOB
— KOMITbIOTEpHas Tomorpadus [22].

- PexoMennyercs npoBeneHue kommnboTepHoit Tomorpaduu (KT) opranos rpymHo# mojsocTu
ManueHTaM ¢ TMOJO03PEHHEM Ha MYKOBHCLIMI03 M MAalMEHTaM € MYKOBHUCHHUIO30M C LEJIbIO
oIpeieNIeHus XapakTepa i o0beMa opaKeHHs JerouHoi Tkanu [1, 2, 22].

(YYP-C, VI -5).

Kommenrapuii: B Hacrosimee Bpemsi KOMIbiOTepHass ToMorpadusi SBISETCS OCHOBHBIM
METOJIOM JIMarHOCTUKH U3MEHEHUH B JIeTKUX rpu MB.

Kowmmnbrotepnas tomorpadust opranoB rpyanoi nojoctu (KT) — skcnepTHas mertoauka s
neTanu3anu u3MeHeHui. IIpoBomuTcss HU3KOM03HAss KomrmbioTepHas Tomorpadus (HIKT) —
CHIDKEHHME CHJIBI TOoKa A0 1 MA/Kr maccel JUisl AeTeid M MOJIOABIX B3pocibix BecoM < 50 Kr B
coueTaHuu c¢ HampspkeHnemM Ha TpyOke 100 kB. Breimonnsiercs Ha riayOuHe Baoxa, IpU
HEBO3MOXKHOCTH 3aJICpKKHU JIbIXaHUsI, IETAM JI0 3-X JIET — B YCJIOBHIX ceAauuu. 1 pa3 B 2 roja, mpu
obocTpenuun — BHeouepeaHoe wuccnenoBanue. DynknuonansHoe KT-uccnemoBanue opraHos
IpyAHON moJocTH "Ha BBIIOXE" JUIA OICHKH OpPOHXHANBbHOM OOCTPYKLIHMU MPH HEBO3MOKHOCTH
BeinoaHeHuss KUOB/I.

- KT-anruorpadus opranoB rpyaHoit mnonoctu (KT + BHyTpuBeHHOe O0JIIOCHOE
KOHTpPAacTHpOBaHUE)/epPy3uoHHass CUMHTUrpadus JEerkux mnpu nojo3peHun Ha TOJIA, mepen
TpaHCIUIaHTalMEeH JIETKHUX, IPH KPOBOXapKaHbH)

- KommelorepHass Tomorpadus sBiseTCs, B TOM 4YHCJIE, OCHOBHBIM METOJOM JMAarHOCTHKH
acriepruie3a npu MB. KommnbrorepHas Tomorpagusi Jerkux OpraHoB I'pYJHON KIETKH MOXKET
BBISIBUTH Takhe MpPU3HAKU, Kak Jeopmanus M YCHWIEHHE JIETOYHOIO PUCYHKA, MHEBMO(HUOpO3,
NepuOPOHXUATBEHYIO HHPHIBTPALIUIO, aTEIeKTa3bl, OpPOHXOIKTa3bl, OYIUIHI.

- Ilpu ABJIA na KT nerkux BbIABIAIOT "ieTyuue" MHOUIBTPATHI B JETKUX, OPOHXOIKTA3bI,
pacmupeHrue OpOHXOB U3-3a CKomuBIIeics ciam3u ('CHMIOTOM TepyaTku'), TaK Ha3bIBaeMbIC
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cuMnToMbl "Kosipla" ¥ "TpamBalHBIX MyTel", MpPECTaBIAIOIIKME COOOH YTONIIEHHE CTEHOK
nepudepuyeckux OpOHXOB B pe3yibTare MNepuOpoHXuanbHOW HHUIbTparmu u (Gudpo3sa,
BO3MOXHBI areiekTazbl. OCHOBHBIMU PEHTTEHOJOTMYECKMMU MpU3HAKaMu paHHUX crtaguii ABJIA
SBIISIFOTCS] IBYCTOPOHHUE WH(UIBTPATHI, HCYE3AIOIINE MTOCIIE TPUMEHEHHUST KOPTUKOCTEPOHUIOB ISt
CHCTEMHOTO TPHUMEHEHHs, TPU3HAKA XPOHHYECKOTO MEPUOPOHXMAIBHOTO BOCHAJICHHUS U
MYKOUIHBIX MPoOOK. [To31HEe BBIABIAIOT ABYCTOPOHHHE, TIPOKCHMAJIBHBIC, Yallle BEPXHEI0JICBBIC
OpoHx03KTa3bl; hudpo3 m yrommierue wieBpbl. KT — 0osiee 4yBCTBUTENBHBIM METO] BBISBICHUS
YKa3aHHBIX IPU3HAKOB, Y€M PEHTTEeHOTpadusl.

- V nammenToB ¢ XAJI Ha KT 0OBIYHO BBISBISIFOT KOMIUIEKC OPOHXOIKTa30B, OKPYKCHHBIH
30HOM BOCHajieHUs], HHOIAA cojepxaiiux acnepruiomsl. KT npusHak acrieprusuioMsl: OJJMHOYHAs
MOJIOCTh C COJEPKUMBIM, CMELIAIOUUMCS TpU TEepeMeHe IOJIOKEHUs Tena (CHUMIITOM
"morpeMymiku"), ¢ XapakTepHOU MPOCIOWKO# Bo3ayxa (cummrom "cepma') [17, 39, 85, 86].

- PexomeH70BaHO TNpPOBEAEHHE MArHUTHO-PE30HAHCHON TOMOTpaduu OpraHoB TIpyAHOU
KJIeTKHU nanueHTam ¢ MB B kauecTBe yTOUHSIIOUIEro METO/1a AJIsi CHUKEHUS JIy4eBON Harpy3Ku Mpu
MHOTOKpPaTHOM KOHTPOJIE BOCHAIIMTENBHOTO Ipouecca. Jlo 7 et — B yCIIOBUAX Cealiy, MOcie — Ha
cBoOoHOM Jpixanuu [119, 120].

YYP-C, VI -5).

MeToabl Busyanun3aumm OKOJIOHOCOBbLIX Na3yXx

- Pexomennyercs mpoBeneHue kommbioTepHoil Tomorpadguu OHII (koHycHO-my4yeBas wiu
mynetucnupaneias) wini MPT OHII npu nepBuuHOH oOlleHKEe MATOJOTMYECKOro Ipolecca B
OKOJIOHOCOBBIX Ma3yXaxX M IpPH MOArOTOBKE K Ka)XJAOMY PHHOXUPYPTHYECKOMY BMELIATEIbCTBY
[121, 122].

YYP-C, VI -4).

Kommenrtapuit: KT OHII npousBoguTcs B aKCHAJIbHOM IUIOCKOCTH C PEKOHCTPYKLMEH
M300paKeHUs] B KOPOHAPHOW M CaruTTalbHOM Mpoekuusx. J[eTsim He pekoMeHayeTCs BHIIOJHEHUE
KT OHII 6e3 knIMHMYECKHX TMMOKa3aHWW (C IEIbI0 JUHAMHYECKOTO HAOIIOJAEHUsS), T.K. 9TO B
3HAYUTENIILHON Mepe yBEIMYMBAECT CYMMAapHYIO JIyUEBYIO Harpy3ky (B CBSI3U C HEOOXOAMMOCTHIO
nepuoandeckoro BeimoiaHeHus: KT opranoB rpymHoit kietku). Bapocneim KT OHIT npoBoauTtces 1
pa3 B 1-2 rojga wiM yaie no nokazaHusiM. B 3HauuTenbHOW Mepe MaTOrHOMOHMYHBIMH Uit XPC
npu MB KT-npusHakamu SBISIOTCS: JAEMHUHEpAIM3alMs W MeAUaIn3alus KpPHOUYKOBHIHOIO
OTPOCTKA B COYETAaHUU C 3AMOJHEHHEM BEPXHEUENIOCTHOM Ma3yXu IUIOTHBIM COACPKUMBIM;
rUnorasus (BIUIOTh 10 areHe3ur) JIOOHBIX U KIMHOBHJHBIX Ma3yX; Meauanuzauus ("'MeauanbHoe
BbIOyXaHue'") JaTepalbHOW CTEHKHM IOJOCTH Hoca; OoJjiee OBICTPBI pPOCT 3aJHUX KIETOK
penieryaToro JaOUpHUHTA MO0 CPABHEHUIO C MepeAHUMH. JIOJDKHBI OIEHUBATHCS: HAJIMYKE MOJIUIIOB
Hoca (crenenp IIH I-III, cormacno knaccuduxamuu Johansen LV, 1993), nmocneonepanuroHHbie
u3menenus. Pentrenorpadus OHII ne siBnsercs uHdopmatuBHBIM MeTOnOM auarHoctuku XPC
ipu MB. MPT 0KOJIOHOCOBBIX Ma3yx TaKke He MOXKeT ObITh anbTepHatuBod KT, T.K. HE O3BOJIsET
OLIEHUTh COCTOSIHUE KOCTHBIX CTPYKTYP.

B cootBerctBun ¢ Ilpukazom Munsnpasa Poccum 13 oxts6ps 2017 r. N 804n ot "O6
YTBEP)KJICHUH HOMEHKJIATYphl MEIUIMHCKUX YCIYyTr': KOMIIbIOTEpHAs TOMorpadus MpHUIaTOYHBIX
nma3yx HOcCa, TOpPTaHHW, CIUpaJbHAs KOMIBIOTEpPHas ToMorpadus HpUIATOYHBIX Ma3yX HoOcCA,
MarHUTHO-PE30HAHCHas TOMOrpadusi OKOJIOHOCOBBIX Ma3yX.

AbgomuHanbHas peHTreHorpadums
- PexomennoBaHo MpOBEACHUE abOMUHANBHOW  peHTreHorpaduu (O630pHas

peHTreHorpadusi OpraHoB OPIONTHON MOJOCTH) MPU MEKOHHEBOM WIIEYCE U CHHAPOME JIUCTATbHOM
uHTecTHHANBHOUM o0cTpykiuu (CINO) ¢ nenpio IMarHoCTUKHA HEMPOXOAUMOCTH KulleuHuka [123,
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124].

(YYP-C, Y/ -5).

Kommenrapuii: 0030pHast peHTreHorpadus OpraHoB OpIOIIHOM MOJIOCTH IPOBOJUTCS B
BEPTUKAJIHLHOM TOJIOKCHUH MALMEHTA, B IPSMON MPOCKIIHH.

C Toil e Lenpl0 NpPHU CHHAPOME IUCTAJHHOW HWHTECTUHAIBHOH OOCTPYKIIMH MOXKET
MPUMEHSTHCSI KOMIIBIOTEpHAst TOMOTpadusi OpraHOB OPIOIIHOM MOJOCTH.

MeToAabl AMarHOCTUKN ocTeonopoza

Omnpenenenne ucxonno MIIK npu npoBeneHHH PpPEeHTIEHOACHCUTOMETPUU Ha3HA4aeTCs
JeTsM cTapiie 8 jer. Panpiie — npu Hanmumunu Takux (GaKTOPOB PUCKA Kak:

- Hum3kuit UMT (< 90% ot uneansnoro UMT),

- aKTUBHOCTH JierouHoro 3adosieBanus (ODB1 < 50% nomkHOM),

- martensHas (3 Mec u 6osee) Teparus IepoOpPaATbHBIMUA KOPTUKOCTEPOUIAMHE JJII CHCTEMHOTO
MIPUMEHEHWS,

- 3aJIep)KKa TI0JIOBOTO CO3PEBAHUS, THIIOTOHAH3M;

- HJIMYUH HU3KODHEPTEeTHUECKUX TIEPEIIOMOB B aHAMHE3E.

[ToBTOpHBIE NCCIEAOBAHUS PEKOMEHAOBAHO MTPOBOIUTE JETAM U B3pOCabIM 110 50 set:

- NpUOTU3UTENBHO uepe3 5 JeT, ecnu Z-kputepuil Bbime -1 SD M manueHT KIMHUYECKU
crabuieH,

- Kaple 2 rona, eciu Z-kputepuit mexay -1 n -2 SD,

- KaXJbIA roJ1, ecnu Z-Kputepuil -2 SD 1 HWKE WM €CTh HU3KOHEPreTUUECKUE MEPEIOMBI B
aHaMHe3€ WIN UMEIOTCS 3HaunMble (PaKTOpbl PUCKA OCTEONIOPO3a.

VYV JKeHIIMH B MocTMeHomnay3e W MyxkuuH S50 JIeT W cTapiie peKOMEHIYeTCs MPOBEICHHE
OCTE0ICHCUTOMETPUU MPUOIUZUTETHHO:

- Kaxzsie S yiet, ecnu T-kputepuii Boime -1 SD,

- Kaxele 2 rona, ecnu T-kputepuit mexay -1 u -2,5 SD,

- exeromHo, ecnm T-xputepuit < -2,5 SD miu HMMeIOTCS 3HauMMble (AKTOPHI pPHCKa
0CTEONOopO3a.

OcCTeoIeHCUTOMETPHSI J0JDKHA OBITh TPOBEICHA 0 HAa3HAYEHHS aHTHOCTEOMOPOTHYECKON
Tepamnuu [2].

- s onenku auHamuku MIIK Ha Qone nedeHus octeonopo3a peKOMEHIOBAHO MPOBOIUTH
pentrenoaencutomerputo (DXA) 1 pa3 B 6-12 mec y gereid crapuie 8 netr u 1 pa3 B 12 mec y
B3pocibix [36, 125, 126].

(YYP-C, VI -5).

KomMmMeHTapuii: peHTreHOJAEHCUTOMETPHUIO JKENaTeIbHO MPOBOJUTHL HAa OJHOM M TOM K€
anmnapare (JIEHCUTOMETPE KOCTHOM PEHTT€HOBCKOM) OJHUM U T€M K€ CIECIIHATUCTOM.

Pentrenorpadust kocteil ckenera manueHtaM ¢ MB s TMarHOCTMKHM OCTEONopo3a He
MIPOBOJIUTCSI, MPUMEHSIETCS P Tiepesiomax [36].

- V gereii u moapoctkoB ¢ MB pexkomeHayeTcs NpPOBOAUTH PEHTTEHOIEHCUTOMETPHIO
MOSICHUYHOTO OT/IeJIa MIO3BOHOYHMKA B TepeiHe-3aaHel npoekiuu (o1 0 jieT) u no nporpamme "Bce
Teno" (¢ 3 jeT no nokazaHUsAM), UCKIIOYas TOJIOBY U3 Pacye€TOB KOCTHOM MHHEpaIbHON MIOTHOCTH
C LIEJIBI0 CBOEBPEMEHHOTO BhIsiBIIeHHs CHIDKeHUsI MITK 1 Koppekinu BeISIBICHHBIX U3MeHeHH [51]

(YYP-C, VIO -5).

Kommenrapuu: NccnenoBanne MIIK npokcumansHoro otaena Oeapa y AeTeil U MOJAPOCTKOB
HE MPOBOJUTCS B CBSI3U BapuabeIbHOCTBIO Pa3BUTHA CKEJETa.
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Y nmerelr C 3aAepKKOM JIMHEWHOro pocra M pasButus pesyabrarsl MIIK  nomxHbI
aHAIM3UPOBATHCS C Y4ETOM a0COIIOTHOTO POCTa MIM POCTOBOIO BO3pPAcTa, WM CPAaBHUBATHCA C
COOTBCTCTBYIOLIIMMU NCAUATPHUYICCKUMU 6azaMu JaHHBIX, BKJIIOYArOIHUX CHCLII/I(bI/I‘IeCKI/IC JJIsL
BO3pacTa, 1mojia u Bo3pacra Z-kputepuu [51, 127].

- Y B3pociblX nauueHToB ¢ MB pexkoMeHayeTcs NMpPOBOJUTH OCTEOJECHCHUTOMETPHYECKOE
uccienoBaHue (PEHTI€HOEHCUTOMETPHUIO) MOSACHUYHOIO OT/IEIa IO3BOHOYHUKA B IEpeHE-3aHEN
npoeknuu U ¢ 20 JeT — MPOKCHMAJILHOTO OT/AeNa OCIPeHHOW KOCTH (aHAIM3UpyeTcs 00JIacTh
meiiku Oeapa (Neck) m oOmmuii mokaszarens Oenpa (TotalHip), mist 3akimroueHus BBIOMpaeTcs
HavMEHbIIIee 3HaUCHHE Z- WM T-KpuUTepus) ¢ LEIbI0 CBOCBPEMEHHOW JMATHOCTUKH HAPYIICHUS
KOCTHOW MuHepanu3aimu [36, 127].

(YYP-C, VI -5).

OnpepeneHne (pyHKUUM BHELUHErO AbIXaHUs

- PexomennoBaHo npu nojo3penuu Ha MB u y nanuentoB ¢ MB uccienoBath ¢QyHKINIO
BHEIIHETO0 JIbIXaHMs: CIOUPOMETpUsT — B CpeaHeM Kaxasle 3 Mecsina (McclieZjloBaHHE
HECIPOBOIIMPOBAHHBIX JIBIXaTEIbHBIX 00bEMOB U MIOTOKOB, MIPU HEOOXOJUMOCTH — JOTIOJHUTEIHHO
UCCIIEIOBAaHUE  JbIXaTeNbHBIX OOBEMOB C IMPUMEHEHUEM JIEKapCTBEHHBIX IpernapaToB),
OooauruieTu3Morpadus — MO MOKa3aHUSIM, B CPEJHEM — €XEroJHO C IEeNbl0 ONpelesieHus u
JMHAMHYECKOTO KOHTPOJIS JIETOYHON (YHKIMH, ONpEeNesieHnus oO0paTUMOCTH OOCTPYKIMH MpU ee
HaJTUYUH (TIPU OTCYTCTBHM BO3PACTHBIX WIIM MHBIX IPOTHBONOKa3anuii) [1, 2, 22].

YYP-C, VI -5).

KomMmeHnTapuii: uccnenoBanue (yHKIIMH BHEIIHETO JAbIXaHUS (CIHUPOMETPHs) BO3MOXKHO Y
nereit ¢ 5-6 jet, B TOM cilydae, €CIM TAIMeHT MOXKET BBITIOJIHUTh MaHEBp (HOPCHUPOBAHHOTO
BBIJIOXA, IMAarHOCTHYECKasl [IEHHOCTh MCCIeoBaHMs y nered miaame 5 yer Huxe. CnupoMerpus
MO3BOJIIET KOCBEHHO OIICHUTH JIETOYHBIE 00BEMBI, OOAMIUIETHU3MOTpAdUIO MPOBOAAT ISl OoJiee
TOYHOM OLIEHKH JIETOYHBIX 00BEMOB MO TOKa3aHUSIM.

HaubGonee wacro y mnamueHtoB ¢ MB BBISBISIIOTCS OOCTPYKTUBHBIE U PECTPUKTHBHbBIC
HapylIeHUsT BEHTWISIUM (B 3aBUCHMOCTH OT O00ObeMa M XapakTepa MOPakeHUs OpPOHXUAIBHOTO

JIepeBa).
IIpu wuccnenoBanun ®BJ] Ha panamx cragusax ADBJIA 00bBIYHO BBIABIAIOT TPU3HAKU
OpoHXHANbHOW OOCTPYKUMH, TI0O Mepe MpOrpeccCUpoBaHus 3a00JIeBaHUS — COYETAHUE

O0OCTPYKTUBHBIX U PECTPUKTUBHBIX HAPYIICHUH.

B cootBerctBum c Ilpukazom MunzapaBa Poccum 13 oxtsabps 2017 r. N 804un ot "OO
YTBEPXKJACHUM HOMEHKJIATyphl MEAULMHCKUX YCIyr': HccleloBaHWE HECIPOBOLMPOBAHHBIX
JIBIXaTeIbHBIX OOBEMOB U IOTOKOB, HCCIEAOBAHUE JIbIXaTENbHBIX OOBEMOB C MPUMEHEHUEM
JIEKapCTBEHHBIX MPEnapaToB, O0AUIIETH3MOTpa(HUsL.

- PexomeH0BaHO MpoOBeJCHHE MYIbCOKCUMETPUU /WM HCCIENOBAaHHE Ta30BOTO COCTaBa
KpOBHU (UCCIIEIOBAaHHE YPOBHS KHCIOpOJa KPOBH, HMCCIEAOBAHHWE YPOBHS YIJIEKHCIOTO rasza B
KpOBH) BCEM IallMeHTaM ¢ Tmojao3peHrneM Ha MB u Bcem mnammentaMm ¢ MB mpu kaxoi
TOCTIUTATM3AIMH, TIO0 TMOKa3aHUsIM (00OCTpeHHEe XPOHMUYECKOTO OpOHXOJErOYHOTO Tpollecca,
HAJTMYUE JbIXaTeIbHOM HE0CTaTOYHOCTH, TPeOYIOIIeil OKCUreHoTepanuu) — varie [2, 128, 129].

(YYP -C, VI -5).

yanpa3ByKOBble MeToAdbl uccrnegoBaHuA
- PexoMeH10BaHO MMPOBCACHUC YIIBTPA3BYKOBOI'O UCCIICAOBAHUA OPraHOB 6pIOIlIH01>i IIOJIOCTH

n IICYCHU (yJ'IBTpa3By’KOBOC HCCJIICAOBAHUC OpPraHoB 6pIOHlHOI>'I IIOJIOCTH (KOMHHCKCHOG),
YIBTPAa3BYKOBOC HCCICAOBAHUC TICUCHU, YIIBTPA3BYKOBOC HCCICAOBAHHNC FeHaTO6I/IJlI/IapHOI>'I 30HBI)
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BCEM MAIMEHTaM C TOJ03PEeHHEeM Ha MYKOBHMCLHI03 M MAIMEHTaM C MYKOBHCIIHIO30M, 0CO00€
BHUMAHHE YJCNIATH CTPYKTYpE MOJDKETYJAOYHOM JKele3bl, ONMpENeNsiTh THII KPOBOTOKA B IMEYEHHU
(monmneporpadusi COCyJ0OB MOPTAIBHONW CHUCTEMBI, AYIJIEKCHOE CKAHWPOBAHUE COCYIOB TEUCHH) C
LEJTBIO BBISIBIICHHS U3MCHEHHI, XapaKTEPHBIX JUIs IAHHOTO 3a00JIeBaHMsI U UX AUHAMuKH [1, 2, 22].
(YYP-C, Y -5).
KommeHTapuii: Han4ue JTUHEHHOTO KPOBOTOKA B ITEYEHU CBUACTEILCTBYET O (POPMUPOBAHUH
¢ubpo3a. LlenecooOpa3HO COMOCTABUTH C JAaHHBIMU (PUOPOITACTOMETPHH.

- PexomenmoBano mpoBeaeHue (HUOPOITACTOMETPUU TEUECHU (DIACTOMETPHS NEYCHH) BCEM
nanueHTam ¢ MB ¢ nenplo oneHku creneHu BblpaxkeHHOcTH (ubposa mo mkane METAVIR
(ITpunoxenue I'1) [2, 22, 130].

YYP-A, Y1 -1).

KomMMeHTapuu: nccnenoBaHue Takxke 11e1eco00pa3Ho Ha3HayaTh MalMeHTaM C MO0JI03PEHUEM
Ha MB npu Hanuuum HESICHOTO NOPAKEHHUS IIEUEHHU.

- PexkoMeH0OBaHO BceM NAIMEHTaM MYXCKOTO I0jla B Bo3pacTe crapme 15 ner c
MYKOBHUCIII030M  BBIMOJHEHHWE  ypPOJOTMYECKOTO/aHAPOJOTUYECKOTO  O00CIedOoBaHUA  C
MPOBEACHUEM YIbTPA3BYKOBOTO WCCIIENOBAaHUS TMOJOBBIX opraHoB (Y3M opraHoB MOIIOHKH,
VYpTpa3ByKOBOE HCCIEAOBAHUE IIPENCTATEIBHON JKENe3bl TPAHCPEKTAIbHOE, YIBTPa3BYKOBOE
UCCIIEIOBAaHUE OpPraHOB MaJioro Tas3a (KOMIUIEKCHOE) JJIsi BBISBICHHUS CTPYKTYPHBIX U
Mopddonoruuecknx u3menenui [98, 104, 119, 131].

YYP-C, VI -4).

KoMMeHTapuu: mpu HalW4Yuu HapylIeHWH — MOBTOpHOE oOcienoBaHue 1 pa3 B roj, mnpu
OTCYTCTBHUH HAPYIICHUH — IO MEPEe HEOOXOTMMOCTH, HO He peke | paza B 3 rona

- PexoMeH0BaHO perymspHOe MEPHUOJUYECKOE 3XOKapAuorpaguueckoe HcciaeoBaHne
(axoxkapauorpadus, Ixo0-KI') ¢ mommiepoBckuM aHaau3oM (M3MEPEHHE TpagueHTa JTaBJICHUS Ha
JIETOYHOM apTepuH) y mnamueHToB ¢ MB, Tak Kak mOpW 3TOW NATOJIOTHH, OCOOEHHO TMpH
pacipoCTpaHEHHOM MOPaKEHHWH, BO3MOXKHO Pa3BUTHE JIETOYHOM THUIEPTEH3UMH M (OPMHUPOBAHUE
Jero4noro cepama [2].

(YYP-C, VI -5).

KommenTapwmii: cpennsis yactora mnpoBeneHus OIxo-KI' — 1 p/rom (mpencraBieHa B
[Mpunoxenun 7).

AnekTpokapauorpadua

- PexomeH10BaHO MpOBEIEHUE 3JIEKTpPOKapAHOrpaduu MalMeHTaM ¢ MYKOBHCIIMIO30M IPHU
[IceBno-baptrep cuHapoMe C UENbIO KOHTPOJNS BIUSHUSA SJICKTPOJMTHBIX HapyIICHUH Ha
CepJICUHYIO JESATEeNbHOCTh, TMEpe] HauyajioM Tepamuud HHTHOMTOpaMH MPOTOHHOTO HAacoca,
npernapatamu npotus HTMbB, npu npnutensHoM NpuMEHEHHH a3UTPOMHIMHA®* M0 Apyrum

MOKa3aHusM, Ha (OHE Tepanuud BBICOKUMH JI03aMHU CEJIEKTUBHBIX p 2-aIpEeHOMUMETHKOB (2
HEJIeNn) ¢ 1esbio oneHkH naTepaia QT [89, 132]
YYP-C, VI -4).

dHpocKonMyeckue MeToabl UccrefoBaHus

- PexoMenmoBaHO MMPOBEACHUC TanCO6pOHXOCKOHI/II/I nanueHraMm ¢ MYKOBUCHOHUIAO30M B
clrydasax HCOGXOI[I/IMOCTI/I MMPOBCACHUA HOONOJIHUTCIIBHOTO MI/IKPOGI/IOHOFI/I‘{CCKOFO HCCICA0BaHUA
KHUAKOCTHU 6pOHX03.J'ILBeOJ'I${pHOFO JJaBaxa, C CaHALIMOHHON 1IIEJIbIO Ipyu TOIBITKEC PACHPABUTb

aTCJICKTA3 J0JIM JICTKOI'O B CJIydac HC3(I)(1)GKTI/IBHOCTI/I IIPOBCACHUA KOHCCpBaTHBHOﬁ TCpaIrnu [1, 2,
17, 85, 86].
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(YYP-C, VIO -5).

Kommenrapwuii:

- TpaxeoOpOHXOCKONHS C CaHALIMOHHOM IIENIBI0 PAcCCMaTPUBACTCS B KIMHUYECKHUX CIIydasx,
KOTJIa CTaHJapTHas KOHCEpBATHBHAs Tepamus aTeliekrasa (uHramsuuu JlopHaszod ambda™*,
KOpTUKOCTepouaaMu st cucremMHoro mpumeHenus (Ilpemnmsomnon**)) nHe »sddexTnBHa, U
TpeOyeTcsi MOATBEP)KICHHE WACHTU(GHUKAIMA MHUKPOOHOTO IeH3axka MalUeHTa C ONpeeTICHHEM
YYBCTBUTEIBHOCTU K aHTUMUKPOOHBIM IIpernapaTam.

- BeIcokuii prck pa3BUTHS TpaxeoOpOHXUTA NMPHU aclepruiuie3e TpeOyeT MPOBEICHHsT PAHHUX
OPOHXOCKOMHIA ¢ MOCIEeNYIONINM JIabopatopHeiM uccienoBanneMm BAJL. Kpurepuem auarHOCTHKH
acTeprUIE3HOTO TPAXCOOPOHXHTA SIBISETCA BBISBICHUE TP OPOHXOCKONHH CHENU(DUIECKUX
M3MEHEHUH (3puTemMa, U3bA3BICHUS, ICBJOMEMOPAHO3HbIE H3MEHEHHUS).

B cootBerctBuu ¢ Ilpuxazom MunsapaBa Poccun 13 oxtsabps 2017 r. N 804n ot "OO
YTBEPKICHUU HOMEHKJIATypbl MEIUIUHCKUX yeryr": TPaxeoOpOHXOCKOTIHS,
BUJICOTPAXEOOPOHXOCKOTIHS.

- PexomenayeTcst mpoBeieHNE YHAOCKOIHMH MOJIOCTH HOCA (PHIOCKOMUYECKas YHAOHA3aTbHAsS
peBHU3HUs TOJIOCTH HOCA, HOCOTJIOTKHM) marmmeHTamM ¢ MB mo mokazaHusiM: mpu HEOOXOIUMOCTH
OIIEHKH BBIPAKEHHOCTH XPOHHYECKOTO PUHOCHHYCUTA, CTETIEHH HA3aJIbHOTO TOJIMIO03a, YTOUYHEHUS
MOKa3aHWH K  PUHOXHPYPTUYECKOMY JICYCHHUIO, OIICHKH Pe3ylIbTaTOB  SHIO0HA3AIBHBIX
9HJIOCKOTIMYECKUX XUPypruveckux BmemarenseTs [133, 134, 135, 136].

(YYP -C, Y1 - 4).

KommenTapwmii: SHIOCKOTIHSI TOJOCTH HOCA BBIMOJHSAETCS OTOPHHOJApUHTOJ0oroM. Yacrora
HCCIIEIOBaHUA ONPEALIAETCS MHAUBUAYAIbHO B 3aBUCUMOCTH OT TeueHust XPC.

- ®ubpos3oharoracTpoayoIECHOCKONHIO (330(aroracTpoyoIeHOCKOINI0) PEKOMEHIYETCS
MPOBOJUTH BCeM MarueHtaM ¢ MB ¢ nuppo3om meudeHu st KOHTPOJIS BapUKO3HO PaCIIMPEHHBIX
BeH mumeBoga (BPBII) 1 pas B 6-12 mec, mpu momo3penun Ha ['OPB, spo3uBHO-s3BEHHBIE
MOPaXCHUS, BOCMIAIUTEIbHBIC 3200JIEBaHUs CITU3UCTON MUIIEBO/IA U XKeyaKa [2].

(YYP-C, VI -5).

- PextopomaHockomus ¢ OHWOINCHEH pPEKOMEHAYETCS 10 TIOKa3aHWSAM IMallMeHTaM C
nmojo3peHrueM Ha MB s mpoBeneHuss W3MEpPEHUs] Pa3HOCTH KUIIEYHBIX MOTeHIuanoB [2, 137,
138].

(YYP -C, Y1 -5).

MHCprMeHTaﬂbHaﬂ AVNarHoCTnKka MeKoHneBoro urieyca

- PexoMenioBaHO TpoBelieHHE 0030PHOI peHTreHOrpadru TPyIHOM U OPIOIIHOM MOJIOCTH B
NPSIMO¥ MPOEKIIUU BEPTHKAILHOM TIOJI0KECHUU ManmeHTaM ¢ MB u mojo3peHrnemM Ha MEKOHUEBBIN
WJICYC C IIEIBI0 OLIEHKU COCTOSHUS OpraHoB OproIHo# nmojocty [139].

(YYP-C, VI -5).

- TlauuenTam ¢ MOJO3pEHHMEM Ha MEKOHHMEBBIM uieyc pekomenayercs Y3U OpromrHon
MOJIOCTH JUISL OLIEHKM CKOPOCTH KPOBOTOKA M MHJEKC PE3UCTEHTHOCTH Ha COCyAax OpbDKEHKU B
Pa3NUYHBIX YPOBHAX, ONpPENENEHUs HAJMUUe M XapakTep CBOOOJHOM KHUIKOCTH B MEXIETICBOM
IIPOCTPAHCTBE, JaTEepaJbHBIX KaHalaX, MajloM Ta3y (YJIbTPa3BYKOBOE HCCJIEIOBaHUE OPIaHOB
OpIOIIHOM MOJOCTH (KOMIUIEKCHOE), YJIbTPa3BYKOBas Jommieporpadus cocyloB OpbDKENKH,
yIABTPA3BYKOBOE ONpEAETICHUE XUAKOCTH B OPIOIIHOM MOJOCTH, YABTPAa3BYKOBOE HMCCIIEIOBAHUE
OpraHoOB MOILIOHKH, YABTPa3BYKOBOE MCCIIEAOBAaHNE OPraHOB MAJIOTo Ta3a (KomruiekcHoe)) [139].

(YYP-C, VIO -5).
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KomMeHTapuii: uCCIeqOBaHHE PEKOMEHIYETCS IPOBOAUTH BPAayOM  YIbTPa3BYKOBOU
JIMarHOCTUKU COBMECTHO C BPAYOM-JETCKUM XUPYPrOM.

- Pexomenayercss npoBeleHUE PEHTICHOKOHTPACTHBIX METOJOB MCCIENOBAaHUSA IIpU
MIOJI03PEHNY HAa MEKOHUEBBIM WiIeyC JJIsi YCTaHOBJIEHUS JIMAarHo3a, OLEHKU YPOBHS MOPa)KE€HUS,
ompezeneHuss o0beMa KOHTPAcTHOTO  BEIIECTBAa Ui IPOBEIEHHS IOBTOPHOTO  TYroro
KoHTpactupoBanus [139].

(YYP-C, VI -5).

Kommenrtapuu:

JluarHocTuueckue  METOJbl, IpPUMEHsSEMble IpU  OOCIENOBaHMU:  UppuUrorpagus
(perporpaaHasi), UHTepBajIbHasi pEHTIeHOrpadust 1151 OLEHKHU Macca)a Mo KeNyI0YHO-KUIIIEUHOMY
TpakTy (A06.17.002 PeHTreHOKOHTpPOJb MPOXOXKIAEHUS KOHTPACTHOTO BEIIECTBA IO IKEIYAKY,
TOHKOM M oOonouyHoi kumike, A06.18.002 PeHTreHOKOHTPOJb MNPOXOXKAEHUS KOHTpacTa Io
TOJICTOU KHIIIKE).

- Y HOBOpOXJEHHBIX J€Te NPUMEHSIOTCS BOJOPACTBOPUMBIE PEHTTEHKOHTPACTHBIE
BEIECTBA HAa OCHOBE Hoaa. KoHTpacTHOE BEleCTBO BBOAUTCS SHAONPOCBETHO, YTO MUHUMHU3UPYET
CHUCTEMHOE€ BO3/IEMCTBHE, HO HYXHO YYWUTHIBATh BO3/JECHCTBHE HA KUIIEUHYIO CTEHKY, IOCKOJIBKY
JAHHBIA PACTBOP TUIIEPOCMOJIAPHBIA M MOKET MPOBOLMPOBATH NETUIPATALHUIO U SKEITYJOUYHO-
KHILEYHbIE KPOBOTEUEeHU. Takxke BOJOPACTBOPUMOE KOHTPACTHOE BEILIECTBO MOXKET BCACHIBATHCS B
KHUILIEYHUKE, BBIBOJUTCS B 3TOM CIIyda€ OHO IOYKaMHU, M Mbl MOXEM BH3YyaJU3UpOBaTh Ha
OTCPOUYEHHBIX CHUMKaX KOHTPACT B COOMpATEIbHON cuctemMe noyek. YToObl MUHUMHU3UPOBATh PUCK
MOPAXEHUS] CIU3HCTON, pEKOMEHAYeTCsl pa3BeleHHe ¢ (U3HOJOTHYECKHMM pacTBOpPOM B
cooTHomeHuu 1:1.

- BBenenne OapueBod B3BECH HEIOMYCTHMO Yy JAaHHOW TPYIIbl MAaIMEHTOB, IMOCKOIBKY
npoasmwkeHue Oapus mo JXKT TpebyeT cooTBeTcTBYyIOMmIEH MEPUCTATHTHYECKON aKTHBHOCTH,
KOTOPOM Y HOBOPOXKJICHHBIX JETCH HET. DTO MOXKET MPHUBECTH K (POPMUPOBAHHUIO OOTYpaIrlmOHHOM
KHUIIEYHONH HEMPOXOJUMOCTH OapueBbIMH KaMHAMHM Ha (OHE BCAChIBaHUS JKUAKOM YacTH
KOHTPacTHOM B3BECH.

- Perporpagnas wuppurorpadguss ¢ BOJOPACTBOPUMBIM  KOHTPACTHBIM  BEIIECTBOM.
KoHnTpacTHOE BelecTBO BBOAUTCS B TOJCTYIO KHUIIKY Yepe3 30H/, 3aBEJCHHbIN B aHyC Ha INIyOuHYy
2-3 cM, C KOHTpPOJIEM 3amlOJIHEHUS! TOJICTOM KHUILIKH MOJ peHTreHockonueid. OO0beM 3amoyHEeHUs
ToJCTOM KuIku 20 MII/KT, Ui Tyroro KOHTPAacTHPOBAHHUS BO3MOXKHO yBeJlW4YeHHE oObema Jio 25
MJ/kr. KoHTpacT BBOJIUTCS MEJIEHHO, KOHTPOJIUPYETCS XOJ TOJICTOM KWIIKH, JUaMETp MPOCBETa
KHILKY, XapaKTep raycTpaluuu, HaIMYUe COJECPKUMOro BHYTPU NpocBeTa Kuku. [Ipu noctukenun
KOHTPACTOM KYIOJIa CJIENON KHUIIKM HEOOXOAMMO OLIEHUTh ero pacrnojoxxeHue. Jlamee
MPOJIOJIKACTCST BBEJCHHE KOHTPACTHOTO BEIIECTBA, OLEHUBACTCS PACTSDKUMOCTh KHIIKH, 3a0poc
KOHTpacTa Bbllle bayrnHueBOl 3aclOHKH, XapakTep MOJB3JOIIHON KHIIKUA (IUaMEeTp MPOCBETa,
raycTpauus, COJIEpP>)KMMOE), a TaKKe BO3MOXXHOCTh TOMNAJaHUA KOHTPACTHOTO BEIIEeCTBA B
pacUIMpEeHHBIM OT/AE TOHKOW KHILKH U PacCTOSTHUE OT WJIEOLEKAIBHOTO yria /10 PAacIIMPEHHOTO
otaena. Jlyig aydiiero NpoaBUKEHUS KOHTPACTa M0 KHUILIEYHUKY, BO3MOXKHO HMCIOJIb30BaTh JIETKUN
Maccax mnepeaneii Opromnoi creHku. [lo 3aBepiieHnu uccneqoBaHUN HEOOXO0AUMO 3a(PUKCHPOBATH
00bEM HCHOJB30BAHHOIO KOHTPAaCTHOTO BELIECTBA B MEAWIMHCKOH JOKyMEHTAlUW IS
IIPOBEJICHUSI TOBTOPHOIO TYroro KOHTPAaCTUPOBAaHUS B KauyeCTBE KOHCEPBATHBHOIO JIEUYEHUS
MEKOHHEBOTO HJIEyCa.

- PekomeH10BaHO MpoOBeeHUE AUArHOCTUYECKOH JIaMapOCKONUH MAaIleHTaM C MOJ03peHHEM
Ha MEKOHHEBBIH UIICYC sl YCTaHOBJICHHS PUYMHBI KUIIEYHOU Henmpoxoaumocth [123, 139].

(YYP-C, VIO -5).

KommeHTapuii: B HaCTOSAIIMNA MOMEHT B CBSI3M C aKTUBHBIM Pa3BUTHUEM JIANIapPOCKOMUYECKOM
TEXHUKU U aHECTE3HOJIOTHYECKOTO MOCOOMs HOBOPOXKAECHHBIM U HEJAOHOLICHHBIM JIETSM, JaHHBIN
MeTOJ sBJIseTCs Haubojee WHPOPMATUBHBIM W HaMMEHEe TPAaBMATUYHBIM JUIl BepUPHUKALUU
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MPUYUH KHUIIEYHON HEMPOXOAUMOCTH. EciiM ecTh BO3MOXXHOCTb, XUPYPrUYECKOE JICYEHUE MOKHO
BBITIOJIHUTH JIAMTAPOCKONMYECKU WM PACIIUPUTH OOBEM JICUCHUS O MHUHHJIANTAPOTOMHU B 30HE
uHTEpeca, 00, UCKIIOYNB aHATOMHYECKUN NEEKT, MOCTAaBUTh MOKAa3aHUS K KOHCEPBATUBHOMY
JICYCHHUIO.

MHcTpyMeHTanbHaAs AuarHoCTMKa CUHAPOMA AUCTallbHOM WMHTECTUHaNbHOWM
oGCcTpyKuMmn

CuHIpOM JUCTaJIbHOM WHTECTUHAJIBHOW OOCTPYKUMM — 3TO YaCTHBIA ciydal HU3KOU
OOTYpallMOHHOW KHIIEYHOH HEMPOXOJANMOCTH, BO3HUKAIOUIMA TMPH HAPYIIEHUH KHUIICYHOTO
TpaH3UTa Yy MAIMEHTOB C MYKOBHMCLHIO30M, CTaplle HEOHAaTalbHOro Bo3pacta. JlaHHOe
3a00JI€BaHNE PEAKO BCTPEYAETCsl B BO3PACTE 0 2 JIET, B CHIIy OCOOEHHOCTH JUETHl U COXPAaHEHUU
MepCTaJbTUUYECKON aKTMBHOCTH KUIIKW. JIJis pa3BUTHS ONMUCBHIBAEMOTO CHUHApPOMa HEOOXOAMMO
COUeTaHUE HECKOJIbKUX (AKTOPOB — HApyUIEHHAs CEKpeLus MUIIEeBapUTENbHbIX (EPMEHTOB,
MUIIEBOM pPAlMOH, COCTOSIIIMKA M3 MPOAYKTOB, MPUBOISIIMX K 3aryCTEHUIO KHIIEYHOTO XHMYyca
(puc, s010K0, rpyma, 6aHaH, X1e000yIOUHbIE W3/AETUS: MIIEHUYHbINA XJ1e0, MaKapoHbI, MEYEHbE;
KapTodenb, Yaif, xeine, MACO, KypHulla WIH pblda), a TakkKe JEKOMIEHCAlus KHUIIKK Ha (oHe
XPOHUYECKOTO PACTSHKEHHS] KUIIEYHOM CTeHKU. 3a0oyieBaHHE MPOSIBISETCA IO TUIY KaJIOBOTO
3aBaJia, HO XapakTepHON O0COOEHHOCTBIO SIBJISIETCS TO, YTO OOCTPYKIUS MPOUCXOAUT BBIIIE TOJICTOMN
KUIIKM W CTaHJapTHbIE KOHCEPBATHMBHBIE METOJBI pa3pelleHHs KaJloBOro 3aBaja OydyT He
3¢ GEeKTUBHBI.

[lonumas BeIIeonMcaHHble (AKTOPHI, BO3MOXKHO C(POPMHUPOBATH IPYMIbl PUCKA, CO3AATh
cucreMy Npo(QUIAKTUKY, TUAaTHOCTUKU U JICUEHHUS.

- PexoMeH0OBaHO mpoBeneHHE 0030pHOHM peHTreHorpaduu OPIOITHOW IMOJOCTH B MPSAMOM
MPOCKIIUMA BEPTUKAIBHOM IOJIOKEHUU TanueHTaM ¢ MB M KIMHHKOW HH3KOW OOTYpallMOHHOW
KHIIIEYHON HEMPOXOJAMMOCTH C IIEJIbIO OLIEHKH COCTOSIHHUSI OpraHoB OpromHou mosoctu [140, 141,
142].

(YYP -C, Y1 -5).

KommeHnTapuu: mpu ONMMCaHUM PEHTTEHOTPAMMBI OpPIOITHOW TIOJIOCTH CJIEIyeT OOpaTUTh
BHUMAaHHUE TaK)Ke HA COCTOSIHHE Tradparmsl.

- [lamuentam ¢ MOJO3pEHHMEM HA CHUHAPOM JUCTAIBbHOW HMHTECTHHAIBHOW OOCTPYKIIUU
pekomenayercs Y3W OprOIIHON TMOJIOCTH It OLIEHKH XapaKTepa COJEPKUMOTO KHUIICYHHUKA,
MPEUMYIIECTBEHHO B TIPaBBIX OTIENaX OpIOmIHON mosioctd. OmpenesneHue HaIW4us CBOOOTHOU
KHUJIKOCTH B MEXIICTICBOM MPOCTPAHCTBE, JAaTePAIbHBIX KaHAIaX, MAJIOM Ta3y (yJIbTPa3BYKOBOE
WCCIIC/IOBAHUE OPraHoB OpIOMIHOW MMOJIOCTH (KOMILICKCHOE), YJIBTPa3BYKOBOE OTIPE/ICICHUE
KHUJIKOCTH B OpIOIIHOW IOJIOCTH, YJIBTPa3BYKOBOE HCCIEJIOBAaHHE OPraHOB  MOIIOHKH,
yJAbTPa3BYKOBOE HCCIICIOBAHNUE OPraHOB Masloro Tasa (komruiekcuHoe)) [140, 141].

(YYP-C, Y/ -5).

KomMmeHTapuii: ucClieoBaHHE PEKOMEHIYETCS MPOBOJIUTH BpAduoOM  YIbTPa3BYKOBOW
JMArHOCTHKH COBMECTHO C BpadyoOM-AECTCKHM XHUPYPTOM. YIBTPa3BYK MOXKET HE OOeCHedHTh
aJIeKBaTHOM BH3YyalM3allMM TPUYUHBI  (QOPMHUPOBAHUS OOCTPYKIMH, TOTJa B TMPUHSATHU
XUPYPrUYECKOTO pEIIeHUs HEOOXOIUMO PYKOBOJCTBOBATHCS KIMHHYECKONW KAPTHHOW W JaHHBIM
peHTreHorpapuu

- PexoMenayercs MpOBEJEHHE PEHTICHOKOHTPACTHBIX METOJIOB MCCIEOBAHUSA MpPHU
M0JI03PEHUH HA CHHJIPOM JTUCTAJIBHON WHTECTUHAIBHON OOCTPYKIMH JJIsi YCTAaHOBJIEHUS JMarHO3a,
OIICHKH ypoBHs nopakeHwus [ 140, 142].

(YYP-C, VIO -5).

KomMmeHnTapun:
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JIMarHOCTHYECKHE  METOAbI, NpUMEHseMble Tpu  OOCIEeNOBaHUU:  UppHUTOTpadus
(petporpaaHast), UHTepBalbHAasE PEHTTCHOTpa(Hsl sl OLIEHKU MaccaXka Mo JKEITYI0YHO -KUIICYHOMY
TpakTy (A06.17.002 PeHTreHOKOHTpOJIb MPOXOXKIAECHHUSI KOHTPACTHOIO BEIIECTBA IO JKEIYAKY,
TOHKOH u oOonouyHoi kumke, A06.18.002 PeHTreHOKOHTPOJIb MPOXOXKIACHUS KOHTpAcTa IIo
TOJICTOM KHIIIKE).

- V nereil ¢ MyKOBUCUMAO30M U CHUHAPOMOM AMCTaIbHOM HMHTECTUHAJIBLHON OOCTpYKLMH
1eJ1eco00pa3HO MPUMEHEHHE BOJOPACTBOPUMBIX PEHTTEHKOHTPACTHBI CPEICTB, COACPKAIINX HOJ.
KoHTpacTHOE cpeacTBO BBOAUTCS SHAOIPOCBETHO, YTO MUHUMHU3UPYET CUCTEMHOE BO3/IEHCTBUE, HO
HY)KHO Y4YUTBIBaTh BO3/CICTBHE HAa KMIIEYHYIO CTEHKY. Takke BOJOpPacTBOPUMOE KOHTPACTHOE
CPEACTBO MOKET BCACBIBATHCS B KHUIIEYHHWKE, BBHIBOJMUTCS B ATOM CIIydae OHO TIOYKAMH, W MBI
MOXXEM BH3YaJIU3UPOBATH HAa OTCPOUYEHHBIX CHUMKAaX KOHTPACTHOE CPEACTBO B COOMpaTenbHON
cucteMe Imouek. YToObl MUHUMHU3UPOBATH PUCK MMOPAXKEHUS CIU3UCTON, PEKOMEHAYETCS
pasBezieHHE ¢ pacTBopoM HaTpust xiopuaa** 0,9% B cootHomenun 1:1.

- Beenenue Gapus cynbdara®™™* gomycTuMo y JaHHOW TpyMIbl MAIMEHTOB, HO HE JKEJIaTEeJIbHO
MockoJibKy —mnpoxasmkenue Oapus 1o JKKT moxer ObITh HapylmieHo, B  CIEICTBUE
JEKOMIIECUPOBAHHOTO  COCTOSIHMSI ~ MIIKHUIEPUCTAIBTUYECKOW  AKTMBHOCTH,  KOTOpPOHM Yy
HOBOPOJKJICHHBIX JIeTell HeT. DTO MOXKET NPUBECTH K (HOPMUPOBAHHUIO OOTYPALIMOHHON KHUILIEYHON
HEMpPOXOJIUMOCTH OapHeBbIMU KaMHSIMH Ha ()OHE BCAChIBaHMS J>KUJIKOM YacTH KOHTPACTHOTO
CpEICTBa.

Perporpagnas uppurorpadus ¢ BOAOPACTBOPHUMBIM KOHTPACTHBIM CpenicTBOM. KoHTpacTHOE
CPEICTBO BBOJAUTCS B TOJICTYIO KHIIKY Y€pe3 30H[, 3aBEJEHHBbIH B aHyC Ha TiayOuHy 2-3 cM, ¢
KOHTPOJIEM 3allOJHEHHUS] TOJICTOM KHWIIKUA TOJ peHTreHockomueir. OObeM 3amoHEHUs TOJICTOU
kumku 20 MII/KT, AJI1 TYTOro KOHTPAacCTHPOBAHHS BO3MOYKHO yBEJIHMYEHHE OOBbeMa 0 25 MII/KT.
KoHTpact BBOAUTCS MEAJIEHHO, KOHTPOJIUPYETCS XOJ TOJCTON KUIIKH, TUAMETP MPOCBETa KHILKH,
XapakTep raycTpaluy, HaJIW4Yue COACPKMUMOIO BHYTPH MpocBeTa KUIIKU. [lpu mocTmxeHuun
KOHTPAcTOM KyIOJIa CJIETON KHUIIKM HEOOXOAMMO OLEHUTh ero pacrnojoxenue. Jlanee
MIPOJIOJIKACTCSI BBEIEHUE KOHTPACTHOTO CPEJCTBA, OLEHUBACTCS PACTSIKHUMOCTh KHIIKH, 3a0poc
KOHTpacTa Bbllle bayrnHueBoll 3aclOHKH, XapakTep MOJB3JIOIIHON KHIIKU (IUaMeTp MPOCBETa,
raycTpauus, COAEpPKHMOE), a TaKKe BO3MOXHOCTb IMONaJaHus KOHTPACTHOTO CpEICTBA B
pacIIUupeHHbIA OTJeNl TOHKON KHUILIKH U PacCTOSHHE OT HJICOLIEKAIBHOTO yrja 10 PacUIMpPEeHHOTO
otnena. Jlyig nydinero mpoABMKEHUS KOHTPACTa M0 KUIIEYHUKY, BOSMOXHO MCIOJIb30BaTh JIETKUI
Maccax MepeaHeil OPIONTHON CTCHKH.

- PexoMeHI0BaHO pacCMOTPETh MPOBEICHUE TUATHOCTUYECKON JIAApOCKOUH TAlMEeHTaM C
MOJIO3PEHUEM Ha CHHJPOM JMCTAIILHOM MHTECTHMHAIBHON OOCTpYyKIMK 0e3 aHaMHe3a OTIePaTHBHBIX
BMEIIIATEIbCTB HA OPIOIIHOW TOJOCTH (TIPU OTCYTCTBUHU CIaeK) Ui BepUDUKAIUK TPHUUUHBI
KUAIICYHOW HEMPOXOJUMOCTH M JUISI OOCCIEYCHUS BU3yalIM3allMd MeCTa OOCTPYKIUU TpHU
MPUMEHEHHH MHUHUJIAIOPOTOMHOTO J0CTYIa MpH HHTeCTUHOTOMUM [142, 143, 144].

YYP-C, VI -4).

UccnepoBaHue cnyxa

- PeKOMeHI[yeTCH MMPOBCACHUC TOHAJILHOM HOpOFOBOﬁ AyAUOMCTPHUU IIPpU CY6’beKTI/IBHOM
CHMXXCHUH  ClIyXa W/VIM  TIOSIBJICHUH yoiHOoro myma; 140 W 10CJI€ KypCa  TCpaluu
AMUHOTJIMKO3UAaMU; IIPpU YiKC BBISIBJICHHOM CCHCOHeBpaHBHOﬁ TYTOYXOCTU B CBSA3H C PUCKOM
Pa3sBUTUA CCHCOHCBpaHBHOﬁ TYTOYXOCTH Ha (1)OHC NPUMCHCHUA CUCTEMHOI aHTH6aKTepI/Ia.HBHOI7I

Tepanuu mpenaparaMd aMUHOTJIMKO3UAHOTO PsiAa, 00MadaroIuMU OTOTOKCUYHOCTRIO [2, 22, 145,
146, 147]
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(YYP-C, Y/ -5).

Kommenrapuii: TonanmpHas noporoBasi ayAMOMETPHsl JIOJDKHA BBINNOJHATHCA: a) IpHU
CyObEKTUBHOM CHI)KEHUU CIIyXa W/WIM MOSBICHUM YIIHOTO IIyMa; 0) J0 M mociie Kypca Tepanuu
aMUHOTJIMKO3UIaMH; B) IIPU YK€ BBISIBIIEHHON CEHCOHEBPAIbHOM TYTOYXOCTH HE pexe | pasa B rof.
Jia nereit mmamgme 4-7 ner (B 3aBUCUMOCTH OT CHOCOOHOCTM K KOOINEpaluud BO BpeMs
CyOBEKTUBHOTO HCCJIEIOBAHUS CITyXa) AJbTEPHATHBHBIMH OOBEKTUBHBIMH METOAAMHU SIBIISIOTCS
perucTpanysi BbI3BAHHONH OTOAKyCTHUECKOW AMHCCHU W/WIM PETUCTPAlUs KOPOTKOJATEHTHBIX
CIIyXOBBIX BBI3BAHHBIX ITOTEHLIMATI0B, ASSR-TecT.

2.5. UHble gnarHocTtu4yeckume nccrenoBaHus

OuddepeHumanbHbIM AnarHo3

Haubonee yacTtsie Ho30J0THYeCKHE POPMBI U1 P PepeHInanbHoro quarsos3a nmpu MB:

- BpOXKJIeHHbIe aHoManuu OponxuanbHoro aepesa (KT, TpaxeoOponxockomnus);

- TyOepkyne3Has wuH¢ekuus (KOHCynbTauus Bpada-prtusmarpa, mnpob6a Maunty, npu
HE0OX0IMMOCTH — aJlIepreH TyOepKyIe3HbIi peKOMOMHAHTHBIN, KBAHTHU(EPOHOBBIH TECT);

-  HUMMYHOJEQUIIMTHOE COCTOsSTHHE (HeoOXoAuma KOHCYJAbTalUsl Bpadya-MMMYHOJIOTa
(aymeprosiora-uMMYHOJIOTa), OTIPE/IEeTICHHE YPOBHEW HMMMYHOTJIOOYJIWHOB OCHOBHBIX KiaccoB (G,
M, A, E), a Taxxke, 0 MOKa3aHUSAM, CyOKIacCOB MMMYHOIJIOOYJIHWHOB, ypoBHA U (yHkuuu T-
KIIETOK, B-KkieTok, ¢aronurosa, KOMIIOHEHTOB KOMILJIEMEHTA, €CTECTBEHHBIX KWIJIEPOB, TECThl Ha
BHpYyC UMMYyHOiepunuTa yenoseka (BIY);

- mepuuHas mwimapHas auckuHesws (IILJ[) — pecmupaTopHble CHMITOMBI, CXOIHBIE C
MYKOBUCIII030M, MPU OTCYTCTBUU YAaCTOTO OOMJIBHOTO CTyja C MPUMECHIO JKHpA U 3JI0BOHHBIM
3amaxoM, "COJIGHOTO" TIPUBKYCa KOXKHBIX MMOKPOBOB MOTYT HaOMIOAATHCS Y AIMEHTOB C MEPBUYHOM
NUJTHAPHOW JUCKWHE3WeH. XapakTepHble KIMHUYECKHE TPOSIBICHUSA: XPOHUYECKHH OpOHXHT,
OpOHXO03KTa3bl (y YacTH TMAlMEHTOB), XPOHWYECKUH CHHYCHUT, XPOHHYECKHH OTHUT (TpHana
Kaprarenepa y mHoJIOBUHBI MAIlMEHTOB NMEPBHUYHON LUIMAPHOW TUCKUHE3UEU COIPOBOKIAKOTCA
CXOJHBIMU KJIMHUYECKUMHU MPOSBICHUSAMH U OOpaTHBIM pACIOJIOKEHUM BHYTPEHHHX OPraHOB),
MATOJIOTUYECKUE W3MEHEHHUSl IO JaHHBIM CBETOBOM MHUKPOCKONUU (OTCYTCTBUE IBUKCHHS HIIU
HEaJIeKBaTHBIA MAaTTEPH [BWKEHUS PECHUYEK MEPLATEeNbHOTO OJIUTENHs) W/WIM 3JICKTPOHHOM
MHKPOCKOTHH (TIATOJIOTHSI CTPOCHUSI PECHUYEK) OMomTaTa CIM3UCTONH OO0OJIOYKHM HOCa W/WIH
OpoHxa, TEHETHYECKOE HCCIIeIOBaHHe (C TIOMOIIBI0 MMaHelel, BKiIodammux TreHbl DNAHS,
DNAH11, DNAI1, DNAI2, NME8 (TXNDC3), DNAL1, CCDC151, CCDC114, ARMC4,
CCDC114, ARMC4, CCDC103, DYX1C1, SPAG1, LRRC6, DNAAF2, DNAAF1 (LRRCH50),
C21orf59, DNAAF3, ZMYND10, DNAAF5 (HEATR2), HYDIN [84], RSPH1, RSPH9, RSPH4A,
RSPH3, DRC1 (CCDC164), GAS8 (DRC4), CCDC65 (DRC2), CCDC39, CCDC40, OFD1
(penxuit penotun), CCNO, RPGR u MCIDAS (n1Ba nmocnegHux — MUTMEHTHbIE PETHHUTHI, 0OBIYHO
JMArHOCTUPYEMbIE y B3POCIBIX MAallMEHTOB), KaK CKPUHUHT-METOJ MOKET OBbITh HCIIOJb30BAHO
UCCIIEIOBAaHUE YPOBHS OKCHJIA a30Ta B BBIIBIXa€MOM Ha3aJbHOM BoO3ayxe (y OOJbIIMHCTBA
MAIMEHTOB C MEPBUYHON LUIUAPHON MUCKUHE3uel — cHikeH, cM. KP 1o oka3aHuio MeTUIIMHCKOM
MTOMOIIH JIETSAM C TIEPBUYHON HUITMAPHON JUCKUHE3NEH ).

JuddepennnanbHas AMarHOCTUKa MEKOHUAJIBHOTO HUJIeyca:

- bonesnus ['upmmnpynra, HepoUHTECTHHATIbHAS AUCILIA3HS

- BuyrpuyrpoOHas uHQeKIus, BHYTPUYTPOOHBIH HEKPOTU3UPYIOIIUH  SHTEPOKOIMUT
HOBOPOKJIEHHOTO

- BHyTpuyTpOoOHBIil TEPUTOHUT, aAr€3UBHBIA NEPUTOHUT

- [lopaxeHust HepBHOTO ammapara ToJCToi Kuiuku [148].
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KOHcyﬂbTaLIMVI cneuyuanncToB

- Pexomenayercs B BEJEHMM MallMEHTOB €  MYKOBHCLMJIO30M  HCIOJIb30BaTh
MYJIbTHIUCIUIIMHAPHBIN MOIXO0A B BUIY TOTO, YTO 3a00JI€BAHUE XapaKTEPU3YETCS MOPAKECHHEM
MHOTHX OpPraHOB W CHCTEM, TpeOyeT KOMIUIEKCHOM TepamuM, 4TO JUKTYyeT HEeoOXOJUMOCTh
COBMECTHOT'O BEJICHUS TTALMCHTA CIICIMATUCTAMK Pa3HbIX poduieii [2, 22].

(YYP-C, Y/ -5).

KomMenTapun: mnamuentroB ¢ MB Habmomaer Bpad-myJlIbMOHOJIOT (M/WIIM, B JETCKOU
NpaKTUKe, Bpad-TIeMaTp), MHOTAA — Bpad-MH(PEKIMOHHCT a TaKkKe Bpay-TEHETHK, HeoOXoauma
KOHCYJIbTAllMsI Bpaya-racTpo’HTEpOJIora (UM Bpavya-aueTosIora) JUisl HCKIOYEHHs TUIepaliIHOIO
COCTOSIHUSL U €r0 KOPPEKUUH IpPHU OTCYTCTBUU 3(ddexTa oT pepMEeHTO3aMECTUTEIBLHON Tepanuu U
(o moKa3aHUsAM) MPU APYTUX NATOJOTUYECKUX MPOSBIECHUSIX CO CTOPOHBI KEITYI0YHO-KUILIEYHOTO
TpakTa, Bpada-IueToJiora — A 1oadopa IUeThl U (PepMEHTHOW Teparuu, KOHCYJAbTAlUs Bpaya-
OTOPHHOJIAPUHTOJIOTa MPH  OOOCTPEHUH  XPOHHYECKOTO  CHHYCHTA, JUArHOCTHKU  WJIU
JMHAMHYECKOTO HaOJIIOACHUS Ha3aJbHOTO MOJIMIO03a, Bpada-cypJ0Jiora-oTOPUHOJIApUHTOIOra —
P HEOOXOJMMOCTH KOHTPOJSI CIyXOBOW (YHKIMM Yy NAlMEHTOB, MOJYyYaloluX IpernapaTsl,
oOnanarolue OTOTOKCHUYHOCTBIO, KOHCY/IbTAlMsl Bpada-3HIOKPHHOJOra — IMpHU 33JEpKKE pOCTa,
MIOJIOBOTO PAa3BUTHS U HApYIIEHUUSX YIJIE€BOJHOTO 0OMEHa, Bpaya 1o JieueOHOW (U3KyIbType (Uiu
Bpaya Mo MEIUIMHCKON peaduiauTanuy, Wi Bpada-(Gu3noTepaneBTa Wik CHEIUAINCTa C BBICIIUM
(HeMeMUMHCKUM) 00pa3oBaHUEM (MHCTPYKTOP-METOOUCT N0 JiedeOHOM (U3KyabType; WU
CHelHaNucTa Co CpeIHUM MpodeccuoHaTbHBIM (MEIUIIMHCKUM) 00pa3oBaHHEM (MHCTPYKTOpP IO
nedeOHOM  (GU3KYNbType, MEIWIUHCKas cecTpa 10 Maccaxy, MeIUIUHCKas cecTpa 1o
¢usnorepanuu) — sl OOy4EHHUS MHTAISALUOHHOM TepanuM, KUHE3UTEPAIlluH, [bIXaTeIbHBIMHU
TpeHa)kepaMH, KOHCYJIbTallMsl Bpayda-KapAuosora (Bpaya-KapAuoJIora AETCKOT0) MpH HaIUYUU
JIETOYHOW THMIIEPTEH3UU (JIETOYHOIO Cep/la), KOHCYIbTallus Bpada-ypoJsiora, Bpada-ypoJiora-
aHJpoJora JEeTCKOro, Bpada-aKyllepa-TMHEKOoJora I0 TIOBOJLY PpENpOAYKTUBHOW (yHKUHMH,
KIMHUYECKOro  (hapMakosora sl pElIeHUs  CIOXKHBIX  BOINPOCOB 1O  Tepalmuu U
IIPEJOTBPAILCHUIO/ICYEHUI0 HEXKEIaTeIbHbIX SBICHUN JIEKapCTBEHHOM TEpanmuM, KOHCYJIbTaIUH
Bpaua-(TU3MATPA NPU AUATHOCTUKE M TEPAlUU JIETOYHOTO MUKOOAKTEPHO3a, KOHCYJIbTAlUsl Bpaya-
TPAHCIUIAHTOJIOra MPU HAJUYMU LUPPO3a IEYEHHU, MOKAa3aHUM I TPAaHCIUIAHTALUU JIETKUX U
IIOCTAHOBKH B JIUCT TPAHCILJIAHTALUH.

- PexomenoBaHa mamueHTaM MYKCKOTO I0Jia B BO3pacTe ¢ 15 JieT KOHCyJbTamus Bpaya-
ypoJiora/Bpada — ypoJsiora-aHapoJiora JIeTCKOro JUIsi OIEHKH COCTOSIHHUSI PEIPOIYKTUBHONW CHUCTEMBI
U OIIpEeIC/ICHHUS TAKTUKHU JajbHelero Hadmroaenus [98, 104].

(YYP -C, VI -5).

KomMenTapuu: anroputMm oOcieloBaHHsS W TaKTHKa pEIIEHUs BOMpOCa PENpoayKUUU Y
MyXu4uH ¢ MB nipencrasnena B [Ipunoxenun 1'5.

KoHcynpTHpoBaHue B mpoliecce TUHAMUYECKOTO HAOMIOACHMsSI OCYIIECTBISIETCS MO Mepe
HE00XOIUMOCTH.

- PCKOMCHI[OBaHO MManueHTaM MYXKCKOTO TII0JIla € MYKOBHCIMJ030M IIPpU THIIOIUIaA3UU
TECTUKYJI, TUIIOTOHAAU3MC — Ha6J'IIOJICHI/IC n O6CJ'I€,[[OBaHI/Ie Y Bpavda-sHAOKPHUHOJIOTa WJIKM Bpayda-
yponora/yponora-aHz[ponora ACTCKOI'O JJIA BBIABJIICHU A IIPU3HAKOB OHAOKPHUHHBIX,
AHAPOJIOTHUYICCKUX Hapy’IlIeHI/Iﬁ " peuICHHsA BOIIpoCa O HCO6XOI[I/IMOCTI/I FOpMOH&HBHOﬁ KOppeKInuunu
[98, 99, 104].

(VYP - C, VII - 5).
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3. JleyeHne, BKNoOYasn MeaAUKaAMEeHTO3HYH0O U HeMeOQUKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, 06936011V|BaHV|e, MeaANUUNHCKMEe NMOoKa3aHusaA U nNpoTuBonoOKa3aHuUA K
npuMeHeHNno MeToa0B Jle4YeHUsA

Llenu neuenus:

- O0ecnieunBaTh MaKCUMAJIbHO BHICOKOE KaYECTBO KU3HHU MALUCHTA;

- IlpenynpexnaTb ¥ JEYUTh OOOCTPEHUS XPOHHUYECKOTO HHQEKIIMOHHO-BOCIAIUTEIHHOTO
nporecca B OpOHXOJIETOYHOM CUCTEME;

- ObecnieunTh (pru3HUECKOE pa3BUTHE NAIMEHTa COTJIACHO BO3PACTHBIM HOPMaM (IOCTHKEHHE
oKazaTesei (PU3MYECKOro PasBUTHA B TpaHUIIE 25-75 MepIEHTUIIb MOCIE KOPPEKIIUN HYTPUTHBHOTO
cTaTyca, peKoMeHIyemas 1esb — 50 mepleHTHb);

- O6ecnieunTh MPOUIAKTUKY OCIOKHEHUI;

- Jleuenue ocnoxuenuil (ncesmo-baprrep cunHmpoMm, mexkonueBblil uneyc, CIAMO, M3CJ,
(MyKOBHCIIM/I03-CBSI3aHHBIA CaxapHbIil 1uaber) IHUppo3 MedeHHu Oe3\c CHHIPOMOM MOPTaIbHOM
runepreHsuu, runepcruienn3moM, XKKb (skenmuHoxkameHHast 60J1€3Hb), TOJIUIO3HBIA PUHOCUHYCHT,
BOH (6enkoBo-3Heprernyeckasl HEAOCTATOYHOCThH), KPOBOXAapKaHUE, KPOBOTEUEHHS JIETOUHBIE,
kpoBoTeueHus u3 BPBII (Bapuko3HO paclMpeHHBIX BEH MUIIEBOJIA) U BEPXHEH TPETH KelyaKa.

O0s3aTenbHBIE COCTABIISIIONTNE JICUCHUS

- Jluerorepanus;

- 3amecTuTeNnbHas Tepamusi HEIOCTATOYHOCTH OHK30KPHUHHOW (YHKIIMH TOHKETYI0YHOMN
JKEJIE3bI;

- MykonuTHueckas Tepamnus;

- JIpenupoBanue OpOHXHAIBLHOTO JIepeBa U ieueOHast (GU3KYIbTYypa;

- AHTHOaKTepuaIbHas Tepamnus;

- Butamunortepanus;

- Ilpenynpexgatb M JIedUTh 00OCTpeHHS HH(PEKIHOHHO-BOCHIAIUTEIBLHOTO Tpoliecca B
okoysioHOCOBBIX mazyxax (OHII) nns ymeHbIIEHHS CTENEHHW HUCXOMANMICH KOHTaMUHAIIUN
OpOHXOJIETOYHOUN CUCTEMBI,

- Tepamnus ocnoxxuenwii [1, 2, 6].

3.1. KoHcepBaTuBHOE ne4yeHue

3.1.1. MykonuTtnyeckasa tepanus

- PexomenmoBano BceMm mnareHtaM ¢ MB (3a HCKIIOUEHHEM HMEIONIUX MEIUIIUMHCKUE
MIPOTHBOIIOKA3aHMsI) MPOBEICHUE AKTUBHONW MYKOJUTHYECKOW TEpaluyd C [EJIbI0 yYMEHBIICHHS
BSI3KOCTH MOKPOTHI M 00JierdeHus ee sBakyamuu [1, 2, 6, 22].

(YYP -C, VI -5).

KommeHTapuu: BEIOOp JIEKaPCTBEHHBIX CPECTB OMPEACISICTCS MHIANBUIYAIBHO.

Br100p myTH BBEICHUS: IPEANIOYTEHUE OTIACTCS HHTAISIIUOHHOMY BBEICHHIO MYKOJIUTHKOB.

Onenka 3G GeKTUBHOCTH JIUEHUS: KIMHUYECKH (OI[EHKAa CYTOYHOTO KOJUYECTBA MOKPOTHI,
M3MEHEHUH €€ KOHCHUCTEHIINH, OTIEHKA CTETICHU JIbIXaTeIbHOW HEJTOCTATOYHOCTH ).

Onenka 0€30MacHOCTH JIeUEHUs: KIMHUYECKU (CTeHUaIbHBIX CTaHIAPTU30BAHHBIX METOIHK
OIICHKHU 0€30MacHOCTH ATHX JIGKAPCTBEHHBIX CPEICTB HE CYIIECTBYET).

JlomonHUTENbHBIE 3aMEUaHUS: BCE CIOCOOBI  PAa3KIDKEHUS MOKPOTHI  HEOOXOIMMO
KOMOMHHUPOBATh C yAaJCHHEM €€ W3 JAbIXaTeNbHBIX MyTeH, HUCIMONb3ys METOIbl KUHE3UTEPAIHU.
[lepen ceaHcoM KHHE3WTEpANHH KEJIATEIHHO, a MPU HATUYUHU OPOHXOOOCTPYKIIUH — 00SI3aTENBHO,
nepel MHTAISIUIMA MYKOJTUTHKOB MPOBECTH MHTATSAIIUNA OPOHXOJIUTHKOB.
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B xn1MHUYECKOHN IPAKTUKE UIsI MYKOJUTUYECKON TEPANMU UCIIOJIb3YIOTCS:

- nmopHasa anbda** — paspeiBaeT BojgoponHbie cBsi3u Mosiekyn JIHK, koTopeie siBhsitoTCs
OCHOBHOHM COCTaBJISIFOIICH THOMHON MOKPOTHI, U SIBJISIETCSI Oa3MCHOM MYKOJIMTHYECKOH Teparue,
obecnieunBaet 3¢pext B TeueHue cyTok. IIpumeHseTcs: MHraIsUOHHO B J103€ 2,5 MI' B CYTKH; IIPH
HE00X0AMMOCTH (paclpoCTpaHEHHbIE OPOHXOAKTAa3bl — 5 MI' B CyTKU (1o 2,5 Mr x 2 p/mH yepes
HeOynaiizep); XpOHUYECKHIA MOJIMTIO3HBIN CHHYCUT — 5 MI' B CyTKH (2,5 Mr — uepe3 HeOymaizep, 2,5
Ml — C HCIIOJIb30BAHMEM YHUBEPCAJIbHON HMHIASLMOHHON CHUCTEMBI C (PYHKIMEH MyJabcupyrouei
moiauu a’po30J1st mo 1.25 mr = 1.25 mut B ka1l HOcoBOM xo0x) [1, 2, 22, 149].

- 7% runeproHuueckuid pactBop Harpus xiopuaa ¢ 0,1% HaTpueM ruamypoHaTOM
MIPUMEHSETCS] MHTAISIIMOHHO 4epe3 HeOynaiizep mo 5 Mia 2 pa3a B J€Hb, YJIY4UIIAeT KIMPEHC
JbIXaTeIbHBIX NyTed U sBisieTcd O0a3MCHOM  MYKOJUTHYECKOW Tepamued ¢ ObICTpBIM
MyKoJIuTHIeCKUM 3 dextom [1, 2, 22, 150, 38], Takxke MOKET TPUMEHITHCS 3% TUIEPTOHHYSCKUAN
pacTBOp HATPHS XJIOPHIA, 0COOCHHO Yy JaeTelt muaamiero Bo3pacra [151].

- MannuTon** B (hopMe mopoika JUisi MHTIALUN yay4lIaeT KIMPEHC JbIXaTeNbHbIX MyTeH,
CIIOCOOCTBYET THApaTaliu ciu3u [2, 22, 152].

Manuuton** npumensiercst B 103e¢ 400 Mr IBakasl B JIEHb Yepe3 CICIHATBHBIA HHTAJISTOD.
[lepen HazHaueHMEM MaHHUTOJNA™* TMAlMEHT JOJDKEH NPONTH TecT Ha OpOHXHAIBbHYIO
TUIEPPEaKTUBHOCTh IPH HA3HAYEHUM HAYallbHOM /10361 B COOTBETCTBHM C MHCTPYKLHEH K
npemnapary. [IpoTuBonokaszan aetsM 70 6 jet. [ToBbIaeT KOMIIAEHTHOCTH MOAPOCTKOB [153].

Mannuton** u 7% runeproHndeckuii pactBop Hartpus xinopuna ¢ 0,1% HaTpuem
THATypOHATOM SIBJISIFOTCS MYKOJIUTHKAMU OBICTPOTO IEHCTBUS U COUYETAIOTCS C TOpHA30il anmbda™™*.

IlepBas nHranIALMa MyKOJIMTUYECKOTO Npenapara npoBoaurcs B MO B IpuCyTCTBUM Bpauya.

3.1.2. BpoHxonuTn4yeckaa Tepanus

- Pexomenz0BaHO Ha3zHaYe€HWE HMHTAISAIIMOHHOW OPOHXOJIUTHYECKOW TEepamuu TMalueHTaM C
MB npu Haymuuu 0OpaTHMOW WM YaCTHYHO OOpaTUMOM OpOHXHAIBHOW OOCTPYKIIMU (TMPUPOCT
ypoBHa O®B; nocne uHransamuu OpoHxoauTuka > 15%) ¢ 1enpio yaydiieHus 3BaKyaluu MOKPOTHI,
nepes NpUMEHEHHEeM HHTasiuel aHTuOaKTepHalbHBIX MpernapaTroB, THIEPTOHUYECKOTO pacTBOpa
HATpUs XJIOpHa, Iepe KuHesuTepanueii [1, 2, 6, 22].

(YYP-C, VI -5).

KomMMeHTapuii: MpoTHBONIOKa3aHUEM SIBIISIETCS MHAUBHUAYaJIbHAS HENEPEHOCUMOCTb.

- Pexomennyercs maumentam ¢ MB B kadecTBe OpOHXOJMTHYECKOM Tepanuu Ha3HAYUTh
OpPOHXOJMTUYECKUN IpenapaT U3 TPYII: CEJIEKTUBHbIE 2-aIpeHOMUMETUKN WIN a/ipeHeprudecKue
CpeAcTBa B KOMOMHALIMU C AQHTUXOJIMHEPTrUYECKUMH WM AHTUXOJMHEPruyecKue CpeicTBa JMoo
Ipyrol mpemapar sl JIedeHUs OOCTPYKTMBHBIX 3a00JIeBaHMI JbIXaTelIbHBIX MyTeH 110
WHIUBUIYATbHBIM TIOKa3aHUIM B pekuMe "mo TpeboBanuio" [1, 2, 22, 154, 155, 156, 157].

(YYP-B, Y/ -2).

KomMmenrapuii: B pexume '"mo TpeOOBaHMIO" UCHONIB3YyeTCS CEJICKTHUBHBIN Oera-2-
aJIpeHOMUMETUK canbOyTamMoia** B MOHOTEpanmuu WIM B COYETaHMH € M-XOJIMHEPrHUYECKUMHU
npenaparamu (unpatponus opoMun**) nwim pukcupoBaHHast KOMOMHAIUSA (PEHOTEPOTHUNPATPOTINS
OpoMuI** naM mpenapaThl MPOJOHIMPOBAHHOTO JAEHUCTBUS (THOTpomHs OpoMua**) nmubo npyroit
npemnapar Juis JiedeHUus] OOCTPYKTHUBHBIX 3a00JIeBaHUN JIIXAaTENbHBIX MyTEH MO MHIUBHIYalbHBIM
MOKa3aHMSIM.

Hcnonbp3oBaHue JT03MPOBAHHBIX a3PO30JIbHBIX MHTAISATOPOB 0053aTENBHO CO crieiicepoM, Mpu
HA3HAUYEHUN MHTAISALIUOHHBIX OpOHXOJUTUKOB (IIpernapaTtoB Jjsl JIEYEHUS OOCTPYKTUBHBIX
3a00JIeBaHMI JIbIXaTeIbHBIX IyTeH) (CeNeKTHBHBIM OeTa-2-aJpeHOMUMETHK canbOyramon** B
MOHOTEpaNny WIK B COUYETAHUU ¢ M-XOJMHEPTHUUECKUMHU IpernapataMu (UnpaTponus opoMua™*)
win  (ukcupoBaHHas KOMOHMHAIUs (eHOoTepoJ+umparponus OpoMuI** WM  mOpenapaTbl
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MPOJIOHTUPOBAHHOTO JIeHcTBUA (THOTpomust Opomun**) nmubo npyroro mpemnapara Uil JCUCHHS
OOCTPYKTHBHBIX 3200JI€BaHUN JIBIXAaTEIBHBIX MMYTEH M0 MHANBUAYAJIbHBIM MTOKA3aHUSIM) AIIMEHTaM
¢ Tspkenoit 6ponxoobctpykuueit (OPB1 < 30% OT MOMKHOTO) MHTASIMU JIOJDKHBI TIPOBOAUTHCS
IIpH oMoIy HeOynaizepa.

Bri6op myTtu BBeAeHUs mpenapara A JeueHUs] OOCTPYKTUBHBIX 3a00JI€BaHUI JAbIXaTEIbHBIX
MyTei: MPeANOoYTEeHHE OTAACTCS HHTAIIIUOHHOMY ITyTH BBEACHUSI.

Onenka >(QQPEKTUBHOCTH JICYCHHS: KIMHUYECKH (CHUMITOMBI OpPOHXOOOCTPYKIHMH) H TIO
JaHHBIM CITUPOMETPHH.

Onenka 0e30MacHOCTH JICUEHHS: KIMHUYECKA M IO pe3yibTaraM OOBEKTHBHOTO OCMOTpA
(4ncio ceplieuHbIX COKpAIllEHUH, CEpACUHBIN PUTM).

[IpumeneHne mpemapatoB BHE 3aperUCTPUPOBAHHBIX B HHCTPYKIUU JIEKAPCTBEHHOTO
CpeAcTBa TMOKa3aHUH OCYIIECTBISIETCS IO PEHICHWI0 BpayeOHONH KOMECCHH, C pa3perieHus
JIOKaTbHOTO STHUYECKOTO KOMHUTETa MEIUIMHCKOW opraHu3anmu (MpH HAJIWYUH), C YCIOBHEM
MOIMTUCAHHOTO HH(POPMUPOBAHHOTO COTJIACHS POIUTENEH (3aKOHHOTO MPEJICTABUTENS) U peOCHKA B
BO3pacre crapiie 15 ner.

3.1.3. AHTGakTepuanbHas tepanus (ABT)

3.1.3.1. O6wue NpMHUMNLI aHTUGaKTepuanbLHON Tepanumn

- PexomennoBana antubakTepuanbHas Tepanus (riaHoBblie Kypchl ABIl B Buae wHramsmumit
yepe3 HeOynaiizep WM COBMECTHO € TaOJNIETUPOBAHHBIMHU (OpMaMu, WIH BHYTPHUBEHHO) BCEM
MalMEeHTaM C JIETOYHBIMH MposiBIeHussMH MB, y koTopsix oTMeuaeTcs: oboctpenrne MB (Bkirouas
obocTpeHust Ha (oHE OCTPOH pecrupaTOpHON WH(MEKITUU) WM BBISBISIOTCS HOBBIC IMATOTCHHBIC
BO30YIUTENH pecrupaTopHoOil nHbeKnuK B KoamdecTBe 6osee 10° KOIOHMEOOPA3YIOMNX €IHMHHIT
MpHU MJIAHOBOM MHUKPOOHOJOTHYECKOM HCCIEIOBAHUM C II€JIbI0 dpaJuKalud MPUYUHHO3HAUUMBIX
MHUKPOOpranusmMosB [2, 6, 22, 158, 159, 160, 161].

(YYP-B, Y/ - 2).

KommenTapwii: st rpamotpumnatensroit mukpodmopsl (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, HeTyOepKyne3HbIX MHKOOAKTEPHIt
WM MPU UX XPOHMYECKOM BBICEBE 3HAUCHHE UMEET JIF000€ KOJIMYECTBO KOJIOHUH, OMIPEIeICHHOE IO
pe3ysbTaTaM MUKPOOUOJIOTHYECKOTO UCCIIeI0BAHUS.

- Ilpu mnpoeaenuu anTtHOakTepuanbHor Tepanuu (AbBT) OakrepuanbHOl WHGEKIHH B
OpPOHXOJICTOYHON CHCTEME MAIMeHTaM C MYKOBHCIIMJ030M PEKOMEHIOBAHO OPUEHTHPOBATHCS Ha
YYBCTBUTEIBHOCTh  BBIJIEJIGHHOrO  MuKpoopranum3ma (Pseudomonas aeruginosa, MRSA,
Burkholderia cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus wu
Haemophilus infuenzae m nap.) k aHTHOAKTEpHANIBHBIM IIpeHaparaM ¢ IEIbI0 IOBBIIICHUS
3¢ GeKTUBHOCTH JieueHus [2].

(YYP-C, VI -5).

Kommenrapuu: JlaGopatopHoe ompeieieHue YyBCTBUTEIBHOCTH MHUKPOOPTaHU3Ma K
aHTHOMOTHKAM HE BCerja TMOJHOCTBIO COBIAJAeT C KIMHUYECKMM OTBETOM Ha IMPOBOIUMYIO
Tepanwio [2, 6, 22, 159, 160, 161].

IIpu BbIOOpE aHTHOMOTHKA IeIecOo00pa3HO ydecTh A(PPEKTUBHOCTb paHee IMPOBOJIUMBIX
KypCOB aHTHOAKTEpHAIbHOU Tepanuu [2].

[Maruentam ¢ MB Ha3HawalOT MakcHMallbHbIE BO3PACTHBIE 03Bl MPEMapaToOB WU O3B,
pexomMeHayembie ans manueHToB ¢ MB. B cBsizu ¢ TskecThio 3a00jeBaHMs, HEOOXOIUMOCTHIO
MaKCUMAaJbHBIX JJO3UPOBOK aHTUMUKPOOHBIX MPEmapaToB U AEPUIIUTOM JIEKapCTBEHHBIX GOPM s
WHTAIAIIOHHOTO MPUMEHEHHUS] B MUPOBOM KIMHUYECKOW MPAKTUKE TPAAUIIMOHHO MPUMEHSIOTCS
off-label (BHE MHCTpPYKIIMK) MHBEKIIMOHHBIC AaHTUMHKPOOHBIE CpeIcTBa B BUe nHrasmui [89, 162,
163, 164, 165, 166, 167, 168, 169, 170].
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- IlpoTuBOnOKa3aHUs: OINpPENEISIOTCS HWHAMBUIYaIbHO M 3aBUCAT OT HHAUBUAYAJIbHOMN
HETMePEHOCUMOCTH (B TOM 4YHCJIE JJIEpIHu), XapaKkTepa COMYTCTBYIOMIMX 3a00JeBaHUN (TJIaBHBIM
o0Opa3om 3a00eBaHMs IEYSHH U TIOYEK) U BO3pACTa MAIMCHTA.

- Bribop nexapCTBEHHBIX CPEICTB OIPENENSETCS: BUAOM BO3OYIAMTENS, BBISBICHHOTO Y
MAIMEeHTa; YyBCTBUTEIBHOCTBIO BO3Oyautens (in vitro) x manHomy ABII; dasoii 3aboneBanus
(obocTpeHUsT — peMuccHsi); TPOJODKHTEIHPHOCTBI0 HH(EKIIMOHHOTO Tpoliecca (XpOoHWYecKas
WHQEKIHS — BIIEPBHIE BBISBICHHBINA BO30YAUTENb); () (HEKTUBHOCTHIO TEPANTNH IPEAIIECTBYIOIIETO
o0ocTpeHust erouHon H(peKunu (AaHHbIe O MPUPOTHON PE3UCTEHTHOCTH OCHOBHBIX MATOTEHOB,
XapaKTepHBIX s nanueHToB ¢ MB npencrasien B [Ipunoxenun [6).

- Beibop myTtu BBeICHUs OIpENeNseTcs: BUIOM BO30YIUTENs, BBISBICHHOTO Y IAIlUEHTA;
(azoit 3a00neBanus (0600CTpEHUE — PEMHUCCHUS); TTPOIOKUTEIILHOCTHIO HHPEKIIMOHHOTO Tpoliecca
(XpoHnueckass UHQEKIUS — BIEPBbIE BBISIBICHHBIA BO30YAUTENb); MECTOM OKa3aHUS MEIULUHCKON
MMOMOIIA (amOymaropHas - CTalMOHapHas); 3(h(HEKTUBHOCTHIO MPEIIIECTBYIONIECH
aHTHOaKTepHaJIbHON Tepanuu. BHyTpuBeHHOE BBe/leHUE aHTHUOMOTHKOB HAYWHAETCS B CTAllMOHApE
¢ KypcoM neueHust 14-21 nenb. BBeneHuwe ocyiecTBisieTcss uepe3 nepupepuyecKuil BEHO3HbIN

Karerep (xaTetep nepudepudeckuii) WU yepes MIOPT-CUCTEMY (mopt
MH()Y3MOHHBIH/UHBEKIIMOHHBIN, HMMIUIAHTUPYEMBIN***), KOTOpBIE yCTaHABIMBAIOTCS COTJIACHO
METOJUYECKUM PYKOBOJICTBaM "BeHO3HBIN JIOCTYII, 2019

(https://msestra.ru/download/file.php?1d=4763) ¢ ucnonp30BaHNEM HEOOXOAMMBIX JEKAPCTBEHHBIX
cpeacTB. [TopT-cucremsl yctanaBnuBarotcs cornacHo Pacnopsbkenuto [IpaButensctBa Poccuiickoit
Oenepanun ot 31.12.2018 N 3053-p "OO yTBepKACHHH TNEpPEeUHS MEIUIMHCKUX W3/CIHM,
UMIUIAaHTHPYEMbIX B OPraHW3M dYeJloBeKa IPU OKa3aHWU MEJWIMHCKOH TIOMOIIM B paMKax
MPOrpaMMbl TOCYAApCTBEHHBIX TapaHTHIl OECIUIATHOTO OKa3aHUs TpakJaHaM METUIMHCKOM
MOMOIIY, a TaK)Ke MepeyHs] MEIUIIUHCKUX U3AENUil, OTIYCKaeMbIX MO peLenTaM Ha MEIUIIMHCKUE
W3Jenusl TpU MPeNOCTaBIeHUU Habopa coluanbHBIX ycnyr". JleueHHe MOXKET MPOBOAUTHCA B
CTallMOHape ¢ B aMOYJaTOPHBIX YCIOBUSAX. BHYTpUMBIIIEUHBIH TYyTh BBEACHUA IPHU
MYKOBHUCIUI03€ MPUMEHSITHCS HE JOJDKEH B CBSI3U C HEOOXOAMMOCTBIO JUTUTEIBHBIX YaCThIX KypCOB

Tepanuu, Tak kKak npu MB umerorcs ocobeHHocTH B (apmakokuHeTHKe AMI, B -naxrammpix
AHTHOWOTHKOB, BRIPAKAIOIINECS B YBEIIMUECHUU 00beMa paclpe/ieICHUs Ha KUJIOIPaMM MacChl Tella
Y CHWIKCHHH TIEPUOJa IMOJIYBBIBEICHUSA. YBEIMUCHUE CHUCTEMHOIO KJIMPEHCa 3a CYET YCKOPEHUS
MeTaboM3Ma B IIEYCHHM W YBEIWYCHHE IIOYCYHOTO KIUPEHCA OIPEIACISIOT HEOO0XOIMMOCTh
MIPUMEHEHHsI BBICOKUX 7103 aHTHOMOTHKOB C 0oJiee 4acThIM WX BBeAecHHeM [2, 22, 163, 171, 172,
173, 174].

- Be3omacHOCTh: B CBS3M ¢ NMPUMEHEHHWEM Yy TMAIMEHTOB ¢ MYKOBHUCIIMJI030M BBICOKHX JI103,
JUTATEIILHBIX KYPCOB M KOMOHWHAIIMI aHTHOAKTEPUAIBHBIX MPENapaToB, OJJHOBPEMEHHOW Teparuu
JICKApCTBEHHBIMH TIperapaTaMu pPa3HbIX TPYII, a TaKKe B CBSI3U C BO3MOXKHBIM HapyIICHUEM
(GYHKIMU TIEYEHU, CIICAYET OCYLIECTBISTh COOTBETCTBYIOUIME KOHTPOJIHMPYIOIIME MEPOIPHSTHS
(KJIMHUYECKUE, J1adOpaToOpHbIe, HWHCTPYMCHTAIbHBIC) [UIS MOHHTOPUPOBAHHS  BO3MOXKHBIX
HEeXeJaTelnbHbIX 3(P(EKTOB JIEKAPCTBEHHBIX MpPENapaTroB, WX NPEAYNPEKICHUS W, TpU
He0OX0AUMOCTH, Tepanuu [2, 176].

- IIpu octpoii pecriupatopHOd MHGEKIMM MAlMEHTaM C MYKOBHCIUI030M PEKOMEHJI0BaHO
Ha3HAuYE€HUE AaHTUOAKTePHAJbHONW TepanmuM B JIOMAalIHUX YCIOBHMAX COIJIACHO MPOQIIIIO
YYBCTBUTEIBHOCTH BBIIEJICHHOW pecIupaTopHOil MUKPOQIIOPHI B CSI3U C aKTUBAIIMEH XPOHUYECKOTO
BOCHAJIMTEIBHOTO Mpoliecca Ha (poHe MPUCOEIMHEHHs] OCTPOM pecrnupaTtopHOr HMHGpeKkuu [2, 22,
89].

(YYP-C, Y/ -5).

Onenka »dexruBHocT ABT: KIuHHUYECKH (IMXOpajKa, PeCUPAaTOPHbIE CUMITOMBI), MO
JAHHBIM Ja0OpaTOPHBIX METOJIOB 00CIe0BaHus (JEUKOLUTO3, ypoBeHb C-peakTUBHOTO Oenka, Mo
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IIOKa3aHUSM — MPOKAIBLIUTOHMHA (UCCIIEJOBAaHUE YPOBHS NPOKAIBLMTOHMHA B KpPOBHU)) U IO
JaHHBIM MHKPOOHOJIOTHYECKOTO HCCIeNOBaHUA (dpaauKanus BO3OYIHUTENs, MEPCHCTUPOBAHHE,
cynepuH(EKIHs, CHIKEHHME BbLIENeHHs Bo3Oyautens < 10% koI0HMeoOpasyIOUMX eIUHHI] HIIH
OTpULATENbHBIN pE3yabTaT I0CEBA U T.[1.).

Ornenka 0€30MMacHOCTH JICUCHUS: 3aBUCUT OT MPUMEHSEMOTO JiekapcTBeHHOTro cpenctea (JIC)
Y TIPOBOJIUTCS C YYETOM BO3MOKHBIX HE)KETATEIbHBIX SIBIICHUM.

JlonomHUTENbHBIE 3aMEYaHUs:
1. Ipu maznauenuu ABII cienyer ucnonb3oBars komOuHaIMU JIC ¢ pa3TUYHBEIM MEXaHHU3MOM

JNCUCTBUS (HAIIpUMep, B -nakramurie antuénOTHKH B KOMOWHAIIMKA C aMHHOTIUKO3uaaMu). [Ipu
BBIJICJICHUU B MOKPOTE IMaIllMeHTa OJTHOBPEMEHHO JBYX MHKpOOpraHu3MoB BeiOop ABII 3aBucur ot
CBOMCTB 00Jiee PE3UCTEHTHOTO BO3OYAUTETIS.

2. OmHOBpeMEHHOE HA3HAYCHHE TPENapaTroB I WHTAISIIMOHHOTO U BHYTPUBEHHOTO yTEH
BBEJICHUS OIHOW (HhapMaKOJOTHYECKOM TPYNIBI HE peKOMEHIyeTcs. Bo3MOXHO Ha3Ha4YeHHE
WHTTAIHOHHON U BHYTpUBEHHOU ABT OJHOBPEMEHHO IO PEIICHUIO0 KOHCUINYMa CIEITUAINCTOB U
C yaeToM (hapMaKoIOTHUYECKOU TPYIIIBI IPETIapaToB.

3. Ilpumenenne ABII B Buae unransiuii yepes3 HeOymaiizep:

- MOXET IMPOBOIUTHCS KaK B CTAI[HOHAPE, TaK U B JOMAITHUX YCIOBHSIX;

- Ui pelleHHsl BOMpOoca O HAa3HAYCHWH WHTAIAIMOHHON Tepanuu CIeayeT MpPOBECTH
CIIUPOMETPHIO JIO TIEPBOW MHTAIAINNA aHTHOMOTHKA W Yepe3 HECKOJBKO MHHYT IOCJIe WHTaJISITUN
(nns BBISBIEHHMSI BO3MOKHOrO OpoHXxocma3ma (MpuU OTCYTCTBHHM BO3PACTHBIX W/MIIM HMHBIX
MPOTHBOTIOKa3aHmid)) (cM. pazaen "bporxonuTtudeckas tepanus') — mnepen wuHramsuuen ABIT
HEOOXOIMMO TIPOBECTH HHTAIAINIO OpOHXOJWUTHKA (TMperapara Uisl JCYCHHs] OOCTPYKTHBHBIX
3a00JIeBaHUN JpIXaTeNbHBIX MyTel). CHUMIATOMUMETHKH MJIS WHTAIALUOHHOTO MPUMEHEHHUS,
HampuMep, caiapoyramon** 2.5 wmr depes HeOymaizep (WM JO3UPOBAHHBIA a3PO30JIHHBIN
uaransaTop mo 200-400 mMxr ¢ wucnosib3oBaHWEM crmeiicepa) 3a 15-30 MHHYT 10 WHTAISIUN
aHTHOMOTHKA B MOHOTEpAaNWHd WJIM B COYETAaHUU C M-XOJIMHEPrUYECKUMHU Ipernaparamu
(umparponust Opomua**) mwnm dukcupoBaHHas KoMOMHaNMs (peHOoTepoJ+umparponust OpoMu™*
WU TIperapaThl MPOJIOHTHPOBAHHOTO ACHCTBUA (THOTpomus OpoMua**)) wiam apyrue mnpenaparsl
JUIA JIeueHus: 0OCTPYKTUBHBIX 3a00JI€BaHUI JbIXaTEIbHBIX MYyTEH, MyKOJUTHKOB, a TAKXKE APEHAXK;

- npu uHramsiiuu ABIl B nomamiHuX YCIOBHSX KellaTelbHO HCIOJb30BaTh HeOymnaiizep,
OCHAILEHHBIN (PUIBTPOM JUIS BBIIBIXAEMOTO BO3/TyXa;

- npu unranauuu ABII npeanoyrurenbHee MPUMEHITh MyHIIITYK, IO CPABHEHUIO C MACKOM.
Crnenyer pekOMEHJOBaTh MAllieHTaM IEepeXOJUTh Ha NMPUMEHEHHE MYHAIITYKa B MAaKCMallbHO
paHHHUE CpPOKH, KaK MpaBHiIo, ¢ 3-X JeTHero Bo3pacta [177]. BppixaHwe mnpemapara Jydiie
OCYILIECTBIISITh Y€pe3 POT, MPUMEHEHHE HOCOBBIX 32)KUMOB BO BpPEMSl HHTASIIIUHM YBEJIUYUBACT
3¢ (HEKTUBHOCTD JICUCHUS;

- IpU TPOBEACHUU HHTAIALUNA B YCIOBHUSIX METUIIMHCKON OpraHuzanuu u amOyIaTOpHO
nanueHTsl ¢ MB, H0KHBI MOJIB30BaThCS MHAWBHUAYAIBHBIM HEOYNai3epoM C BO3MOXKHOCTBIO
3aMEHBI Kax/Ible 3 Mecsia KOMILIEKTa PaclbUINTENs U TPYOKHU BO3AyX0BOAA U GUIIBTPA;

- ONTUMAaIbHBIM HeOynaizepoMm ans mamnueHta ¢ MB sBisieTcs MHTansuuOHHBINA TpUOOp C
HU3KOMOTOYHBIM KOMIIpeccOpoM (YpOBEHb TOTOKa CKaToro Bo3Ayxa 1m0 6 II/MHH), C
MIPOU3BOIUTENBHOCTHIO 450 MI/MUH, CHAOKEHHBIA CUCTEMOUW KOHTPOJII HHCIUPATOPHOTO MOTOKA U
CHUCTeMOW KJIallaHOB BJOXa U BBIJOXA, MO3BOJSIONIEH COKPaTUTh MOTEPU MEIUKAMEHTa B
OKPYKaWIIyl0  cpeny, oOecrneuuBaromMii  MaKCHUMalbHYI  3(QQPEKTUBHOCTh  Teparuw,
MPUCTIOCOONIEHHBIN K XUMUUYECKON M TEPMHUUECKOH JIe3UH(EKIIUU U K aBTOKJIABUPOBAHHUIO;

- 1 BBeaeHus wmeaukameHnta B OHII mpumensiercss HeOynaifzep ¢ yHUBepcalbHOMN
WHTAIAIUOHHON CUCTeMOH (QYHKIIMH MyIbCUPYIOIIEH TI0Iau1 adpO30JIs;

- B KauecTBE MOOWIIBHOTO YCTPOWCTBA BO3MOXKHO WCIOJb30BaHHE MOII-HEOymai3zepa —
WNuransaunoHHOro mpubopa ¢ eMKOCTBIO IS IEKapcTBa ¢ TeHepaTopoM a’po3oiisi (mesh), kamepoit
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pacmbuuTeNs, OJOKOM YIpaBJIEHUS M TPHUCIOCOONCHHEM I OYHCTKHA TE€Heparopa a’po30Jis
(Muransuuonnsii npubop Velox tum 055 ¢ mpuHAUIEKHOCTIMH) C HPOU3BOIUTEIBHOCTHIO HE
MeHee 457 MI/MHH, C CHCTEMOW KIamaHOB BJIOXa M BBIJOXAa W HAKOMHTEIEM JUISI adpo30JIs, C
YCTPOMCTBOM ISl OYUCTKH MeMOpaHbl, ¢ HEPAaCHbUIIEMbIM (OCTaTOYHBIM) 00beMOM He Oonee 0,5
1. Bee wactu Mami-HeOynaiizepa TOJDKHBI MOIeXKaTh TePMUUECKON ne3nHexnun. [ manuenTa
¢ MB Ba)xHO TIpOHM3BOIUTH 3aMEHY KOMITOHCHTOB MIII-HeOyai3epa kaxapie 3 mecsia [178].

4. Ilpumenenue ABIl BHyTpr ucnonb3yercss uisi Tepanuu oboctpeHuit MB  (Bkirouas
oboctpenuss Ha (one OPU) B noMamHUX YCHOBHAX WM Ui NPOQMIAKTUYECKOTO JICUCHUS
MAIMEeHTOB, XpOHWYecKW wuHOUIMpoBaHHBIX P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., HTMB.

5. [Ipumenenue ABII BHyTpUBEHHO MOKa3aHO:

- Ipu TsKeNbIX obocTpeHusix MB (jieueHue B ycloBUSIX MEIUMIMHCKON OpraHusanuu) (He
MEHee, YeM JIByMs IperapaTamu);

- B Tex ciaydasx, korja mnpumeHeHue ADBIl BHyTpp M MHIaIsUOHHO OKa3ajoch
HeA(PPEKTUBHBIM;

- 7151 TUTAaHOBOM TepanuM MalueHToB, nHpuuupoBaHHbIX P. aeruginosa, B. cepacia complex,
MRSA, Achromobacter spp., HeTyOepKyJI€3HBIX MUKOOAKTEPHIi;

- TIpU YXYAIICHWW TEYCeHHWs 3a00JIeBaHUS W TOSBICHUM HOBBIX CHMIITOMOB Y MAIlEHTOB,
nonyqaromux ABIT BHYTpb.

6. Opranuzanus BHYTPUBEHHOW Tepanuu B aMOyJIaTOPHBIX YCJIOBHUSX CIOCOOCTBYET
MOBBIIIEHUIO KOMIUTAGHTHOCTH, Mpodunaktuke oOoctpenuil. I[IpeOpiBaHne B  OosbHHUILIE
OTSTOIIAETCSl PUCKOM IEPEKPECTHOTO U CyNepUH(UIUPOBAHUS PE3UCTEHTHBIMU K aHTHOMOTHKAM
HITAaMMaMH  MUKPOOPIaHHU3MOB, CTPECCOM, IPOMYCKOM INIKOJBHBIX 3aHsATHH. Kpome Toro,
npeObIBaHUE NAalMEHTa B CTAllMOHAPE 3HAYUTEIBHO JIOPOXKE, 4YeM aMOyJaTOpHOE JIEUCHHE.
Karerepuzamust BeH 1aBHO cTaja PyTHHHOW METUITMHCKOW MPOIEAYPON B MHUpE JJIsi 00eCTIeueHuUs
pasNMuHBIX BHUJIOB BHYTPUBEHHOH Tepamuu. [IpoBeneHne BHYTPUBEHHOM Tepanmuu uepes
nepudepudecKuii BEHO3HBIM KaTeTep (karerep mnepudepudeckuii) Wik MOpT-CUCTEMY (TIOPT
WH(Y3MOHHBIA/MHBEKITMOHHBIA, UMIUIAHTUPYEMBIH***) SBIISIETCS MPaKTHYECKU OE30TaCHBIM, €CIIH
COOJIIOJAI0TCS OCHOBHBIE YCIIOBUS: METOJ| JIOJDKEH CTaTh ITOCTOSIHHBIM U NPUBBIYHBIM B IPAKTHUKE,
JOJDKEH ObITh oOecnieueH Oe3ynpedHblil yxo 3a kaTterepoM. KaTterep ycraHaBiIMBaeTCsl B yCIOBUAX
JHEBHOT'O CTallOHApa WIIM BBIC3HOM Opuramoii Ha gomy [2, 179, 180, 181, 182].

[Ipodune mnamueHTa, KOTOPOMY MOXET MPOBOIAUTHCS BHYTPUBEHHas aHTHOAKTepHalbHas
Tepanusi B IOMAIIHUX YCIOBUSAX

1. OmeIT paHee TPOBOIUMON BHYTPUBEHHOW aHTHOAKTEpUAIBHOM TEpamuu B YCIOBHUAX
CTalroHapa

2. IlanMeHT, HYKJAIOIMIUNACA B MPOBEACHUHU IMJIAHOBOTO Kypca aHTHOAKTepUalbHOU Teparuu,
WIM HUMEIMHUA 000CTpeHHE XPOHHUYECKOTO OpOHXOJErOYHOro mpoliecca, He TpeOyromuit
KPYIJIOCYTOYHOTO HAOIIOACHUS MEIUIIMHCKUM CIIEIIHAIMCTOM, B TOM YHUCIIE MALIUEHTHI C TAKEIBIM
TedeHHeM 3a00JIeBaHUs B CTAOMIBHOM COCTOSIHUH, MOJYYalollde Ha JIOMY KHUCIOPOJOTEpPaIUio
(oOecrnieueHbl KOHIIEHTPATOPOM KUCIIOPOa, alllapaTypoil A7 HEMHBA3UBHON BEHTHIISILIUY JIETKHX )

3. IlonoXuTeNnbHOE OTHOILICHHE MAllME€HTa U WIEHOB CEMbU K IPOBEICHUIO BHYTPHUBEHHOM
aHTHOAaKTepUAIbHON Tepamuy, OTCYTCTBHE HEBPOJIOTUYECKUX M TICUXOTCHHBIX HapylIeHUH,
KOTOpbIE MOTYT MPEMNSATCTBOBATh 0€30MaCHOMY MPOBEACHHUIO JICUCHHUS B JOMAITHUX YCIOBUSAX

YcnoBust, HeoOX0qUMbIE AJIsl Havaja Tepanuy B TOMAIIHUX YCIOBUSAX:

1. Ya0BNETBOPUTENBHBIE CAHUTAPHBIE YCIOBUS MTPOKUBAHUS CEMbH

2. CnocoOHOCTh TAIMeHTa WM €ro pPOJACTBEHHHKOB K OOy4EHHIO MpaBWJIaM yXoJa 3a
KaTeTepOM/TIOPT-CUCTEMOM, TIPOXOKICHUE O0YUCHHSI MPAKTUYECKUM HABBIKAM;

3. KoMIIaeHTHOCTh CEMBH TIO BBITIOJHEHHIO PEKOMEHIAIUK Bpaya 3a MPeAbIAYIIUNA eproI
HaOJII0ICHMS
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4. TlpenBapuTenbHbIA OCMOTP CIELMAIMCTOM 110 MYKOBUCIUO3Y B YCIOBHUSAX MEIUIIMHCKOTO
YUPEKICHHS, TIEPBOC BBEACHHE aHTHOAKTEPHAIBLHOTO TpemapaTa/mpenaparoB B JIITY (crammonap
OJIHOTO JHS, THEBHOW CTalMOHAp), OLICHKA MEPEHOCHMOCTH TEpaIuu, 32 UCKIIOUYEHUEM CIIydaes,
KOTJIa YK€ UMEETCSl OIBIT MPUMEHEHUSI KOHKPETHOTO JIEKAPCTBEHHOIO Mperapara;

5. [Monmucanue HHPOPMHUPOBAHHOTO COTIIACHS MMAIMEHTOM/3aKOHHBIMU TIPEICTABUTEIISIMU

(moapobHast nHpOpPMAIU — BMETOIUYECCKHX peKoMeHaanusx "OpraHuzanvs BHYTPUBCHHON
TepaInuy MaueHTaM ¢ MyKOBHUCITHI030M B aMOyJIaTOPHBIX yCIOBHSX"

3.1.3.2. AHTUOGaKTepuanbHas Tepanus npuv BbiceBe
MeTuUuMNnNuH4YyBcTBUTENnbHoro Staphylococcus aureus (MSSA) u Haemophilus
influenzae

- PexomeHn0BaHO mpu BBIOOpE aHTHOAKTEPHAJIbHBIX MpEnapaToB AJsi T€panuy MalUEeHTOB C
MYKOBHCII030M C BbiceBoM Staphylococcus aureus u Haemophilus influenzae npumensite JIC B
COOTBETCTBUU C UYYBCTBUTEJIBHOCTBHIO C IIEJIbIO 3paJMKALMM NPUYMHHOZHAYUMOTO BO30YIUTEINS
(mpenapaThl, JO3UPOBKU U KPATHOCTh BBEJICHHUS, Tpe/icTaBieHbl B Tadaumax 10, 11) [2].

YYP-C, VI -5).

Tabmuma 10.  AdTuOakTepuanbHble Tpenaparbl, MNPUMEHsSEMble Yy MalUEHTOB C

MYKOBHCIII030M, TIPH BBICEBE M3 MOKPOTHI/OpOHXHANBHOTO cekpeTa Staphylococcus aureus
(MSSA)

AHTHOaKTEpUATBHBIN TpermapaT CyTrouHble CyTrouHble Cnoco6 | KpatHocts
JIO3BI IS JIO3BI IS BBEJICHUS | BBEICHUS
JeTei B3POCIBIX
Amoxkcurmmuna+ KinaBynanosas 60-90 mr/kr 15-2r BryTtps 2-3
KHCJIOTa]** (cycreH3us st mpuema (pacuet o (pacuet o
BHYTPb — IPOTUBOIIOKA3aHAa JETSIM J10 3 | aMOKCUILIMJUTUH | aMOKCHUIIHILTH
MeCSIIeB, TAOJETKH TUCIIEPTUPYEMBbIE | Y) HY)
MIPOTUBOMNOKA3aHbI JETSIM 110 2 Ier, 90-120 mr/kr  |3,6-4.8 B/s 3-4
TabJIETKU, TOKPHITHIE MIIICHOYHOU
000JI04KO# MPOTUBOTIOKA3aHbI ACTAM
1o 12 net u ¢ maccoii rena menee 40 kr)
Oxcanuing** 200-300 mr/kr |4-12 7 B/B 4-6
Hedanexcun™** (kamcynsr 250 mMr 25-50-100 2-41 Buytps 3-4
MPOTUBOMIOKa3aHbl AeTsM 10 10 e, MT/KT
TabneTku 250 MT — MPOTHBOMOKAa3aHbI
JETSAM 710 7 JIET)
Hedazomma™** 100-150 mr/kr |4-6T B/B 2-3
Hedypoxkcum™** 20-30 mr/kr 05-1r Buytps 2
(cycriensns A NpueMa BHYTPb — 150-200 mr/kr |3-91 B/B 3-4
MPOTUBOIIOKAa3aHa AETAM 10 3 Mec.,
TabJIETKU — MPOTUBOIMOKA3aHbI IETIAM
10 3 71eT)
HedTpuakcon™* 50-80 mr/kr 4r B/B 1-2
Hedbenum** 100-150 mr/kr |4-6T B/B 2-3
(TpOoTHBOIIOKA3aH JETSIM JI0 2 MeC.
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KU3HN)
AzutpoMura** >6 mec. —10 |500 mr Buytps 1
(Tabnerku 125 Mr — IpOTUBOMOKA3aHBI | MI/KT Kypce 7-10
10 3 JeT, CycleH3us Ui IpruemMa JTHEH
BHYTpPb — IPOTUBOTIOKA3aHa JIETSIM 10 6
Mec.)
Knaputpomumma** 15 mr/kr Ir Buytps 2
(TabneTku — MPOTUBOIIOKA3aHBI IETAM
1o 12 ner)
JlxozamMunmua™* 40-50 mr/kr 1-3r Buytps 2-3
(TpoTHBOIIOKa3aHUE — IIPH MAacce Tea
6onee 10 kr)
Knungamununa™* 20-40 mr/kr 1,8-24r Buytps 3-4
(p-p /U1t B/B 1 B/M BBC/ICHHA Hetsm crapmre |2,4-2,7 T B/B 3-4
MIPOTHBOIIOKA3aH JETSM 10 3 JIET, 3 40
Karcyibl IPOTHBOTIOKA3aHbI IETSIM 110 8 X et
N MI/KT

JIET ¢ Maccoit Tena 10 25 Kr)
Joxcuuknua™** Hetsim ¢ 1 neup — 200 | BayTph 1-2
(mMpoTHBOIIOKA3aH AETSIM JI0 8 JIeT) Maccou Tena | Mr 3ateM 100

MeHee 45 KT B | MT' OJIMH pa3 B

MIEPBBINA ICHb | CYTKH

nedyenus 4

MI/KT, B

MOCJIEYIOLTUE

nHu — 2-4

MT/KT.

Hetsim ¢

Maccou Tena

Oonee

45 Kr — Kak

B3pPOCIIBIM
Ko-tpumoxcazon 6-10 mr/kr mo {320 mr mo BuyTtps 2
[Cynbdamerokcazon+Tpumeronpum|** | tpumeTonpumy | Tpumeronpum | B/B
(cycnieH3us AJis mpremMa BHYTPb — OpU TSOKEION |y
MIPOTUBOIIOKAa3aHa JETsAM 10 6 Hellenb, | MH(peKIuu
TabJIeTKU MPOTUBOIOKA3aHbI JETSIM JI0 | BO3MOXKHO
3 net, pactBop A HHY3HiA yBEJIUYCHHE
MPOTUBOTIOKA3aH JIETSAM JI0 3 JIET) no3sl Ha 50%
Tuamdenunkona rmuuHaT 250 mr (B 500 mr HNuramsmm |2
aleTUILUCTENHAT nepsble 2-3 (B mepBble 2-3 |U

JIHS JICUEHUS
71032 MOXKET
OBITDH
yBEJIMYEHA B 2
pasa)

JIHS JICUEHUS
71032 MOXKET
OBITDH
yBEJIMYEHA B 2
pasa)

54 13 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

Tadbmuua 11.

AnTHOAKTEpUAIIbHBIC

Ipernaparsl,

IPHUMCHACMBIC y

HaluCHTOB C

MYKOBHCIIII030M, IIPU BBICEBE U3 MOKPOTHI/OpoHxHanmbHOTO cekpera Haemophilus influenzae

(MpOTHBOIOKA3aH JIETSIM JI0 § JIeT)

Teaa 0o 45 xr B
NIEPBBIN IEHb —
4 Mr/kr, B
MOCIEAYIOIIUE
nHu — 2-4
MI/KT.

Jetsim ¢
Maccoii Tena

mr 3ateM 100
MT OJIMH pa3 B
CYTKH

AHTHOUOTHK Cyrounble CyrouHnble Cnoco6 | Kpatnocts
JIO3bI JIJIs1 JIO3BI JISI BBCJICHUS | BBEICHUS
neren B3POCIIBIX

AMOKCUTTILTHH ** 60-90 mr/kr 15-2r Buytps 2-3
Amokcurmmuna+ KinaBynanosas 60-90 mr/kr 15-2r Buytps 2-3
KucmoTa]** (pacuer 1o (pacuer 1o
(cycrnieH3us aJis IpreMa BHYTPb — AMOKCHUITJUTUH | aMOKCHITHIITH
MIPOTUBOINOKAa3aHa JAETAM JI0 3 MECALIEB, |Y) HY)
Ta0IETKH JHCTICPrUpYeMbIe 90-120 mr/xr |3,6-4,8 B/B 3-4
MIPOTHUBOTIOKA3aHBI JICTSIM T10 2 JIET,
Ta0JIETKH, TTIOKPBITHIC TIICHOYHON
000JI0YKO MMPOTUBOTIOKA3aHbI JIETSIM
no 12 ner u ¢ maccoit Tena meHee 40 Kr)
Hedypoxcum™* 20-30 mr/kr 05-1r BayTpn 2
(cycriensus A npuema BHyTph — 150-200 mr/kr |3-9 1 B/s 3-4
MPOTUBOTIOKA3aHA JIETSM JI0 3 Mec.,
Ta0JIETKA — TIPOTHBOIIOKA3aHBI JICTIM
70 3 7eT)
Hedurcum 8 Mr/KrT 400 mr BryTtps 1-2
(cycnieH3us AJis mpremMa BHYTpb —
MPOTUBOIIOKAa3aHa AETAM 0 6 MecsIIeB,
TabJIETKU JUCTIEPrUpyeMble
MIPOTUBOIIOKA3aHbI JETSIM C MacCOM
Tena A0 25 Kr, TaOJEeTKHU, OKPHITHIC
MJICHOYHON 000JI0YKOW 1 KarCyIbl
MMPOTUBOTIOKA3aHbI JACTSIM 10 12 11eT)
Hedrpuakcon™* 50-80 mr/kr 4T B/ 1-2
Hedorakcum™* 100-150 mr/kr |2-8 T B/ 2-4
Hedermmam** Heru ¢ maccoii [4-6T B/B 2-3
(TIpoTHBOIIOKA3aH ACTSIM 0 2 MEC. tena 40 kr
YKU3HH) 100-150 mr/kr;

JleTsam ¢

Maccoi Tena

40 kr —4-61 -
JIOKCULIMKITHH** Hetu ¢ maccoii |1 nens —200 |Buytpb 1-2
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OoJtee

45 xr — KaK

B3POCIIBIM
Tuamdenukona rmuuHaT 500-1000 mr 1000 mr HNuramsaum |2
aleTWILUCTENHAT u

3.1.3.3. AHTnGaKkTepuanbHaa Tepanua npu MRSA (MeTULMUANIMHPE3UCTEHTHbIN
CcTaPUNOKOKK) — MHeKL K

- [Ipu nepBuyHOM BhiceBe MRSA y cTaOMIbHBIX NAMEHTOB (BHE 0OOCTPEHMSI XPOHUUYECKOTO
BOCHAJIMTENBHOIO Ipollecca) B KauecTBE NEpBOM JIMHUM TEpanmud MpU  OTCYTCTBUU
MIPOTUBONIOKA3aHUI PEKOMEHAYeTCS Ha3HAYeHHE JBYX aHTHOAKTEpHUalIbHBIX MpernapaTroB per os B
TeyeHue 1-3 Mecsues, yamie 3T0 KoMOMHauMs pudamnuuuHa*™* ¢ ¢Gy3ua0BON KHUCIOTON WM
Cynbdamerokcazon+Tpumeronpum™* (tadm. 12) [2, 22].

(YYP-C, VI -5).

KommenTtapuu:

- V manueHToB crapiie 12 sner pudaMmumuH** MOXKET COYEeTaThCs C JTOKCHIIMKIMHOM**
(AMUHOIIMKIMHOM) U1 Tipriema per os (tads. 12). Jlomyckaercss MOHOTepanus JOKCUIIUMKIHHOM ™ *
wim  Cynedamerokcazonom+Tpumeronpum**  (tadbn. 12) [6, 7]. Heobxomumo MOMHUTH O
renaToTOKCUYHOCTH MpenapaTosB.

- Bo3MOXHOW anbTEpHATHBOW SIBISIETCS HCIOJIB30BaHHME #BaHKOMUIIMHA** B Qopme mis
WHBEKIIMOHHOTO TPUMEHEHMsI HWHTAJSIMOHHO (TIpUMEHEHWE BHE 3aperuCTPUpPOBAHHBIX B
MHCTPYKIMHU JIEKAPCTBEHHOTO CPEJICTBA TOKa3aHWI OCYIIECTBISETCS MO pPEUICHUIO0 BpayeOHOM
KOMHCCUH, ¢ paspemieHust JIOKaTbHOro 3THYECKOTO KOMHUTETa MEAMIMHCKOM OpraHu3auuu (Ipu
HaJU4MH), C YCIOBHUEM TOJANMHUCAHHOTO HWH(GOPMHUPOBAHHOTO COIJIACHS POJUTENICH (3aKOHHOTO
MpeACTaBUTENS) U TIAIMEHTa B Bo3pacTte crapiie 15 net) B Teuenue 3-4 nenens [162, 163, 168, 169,
170, 183, 184] (tab:. 12).

- C ydyeroM 3HaHMd O MecTax BO3MOXXHOW KojoHu3ammn MRSA, mnapamiensHo,
OJIHOBPEMEHHO C HayajoM JpaJUKAI[MOHHON Tepanuu, HeoOxoauma oOpaboTKa KOXKH, MOJOCTH
HOCa U POTOTJIOTKH aHTUCENTHKAMHU, a TAaKXkKe e3UH(EKIIHs OKpYyKaroLeil cpepl:

1) sHpoHa3anbHO MymupouuH 2% 2 pa3a B JeHb + 00paOoTKa KOXXKM BOJHBIM PacTBOPOM
xnoprekcuauHa** 0,5% B TedeHHe 5 THEH;

3) nonockanue mnosoctu pra 0,5% BOJHBIM PACTBOPOM XJIOpPreKCHAMHA™™* B TeueHHe 2-X
HeZeNb;

4) renepainbHasi yOOpKa KHIIOTO TIOMEIICHHUS,

5) exxeHEeBHasl CMEHa HATEJIBHOTO Oelbs B TEUCHUE 5 THEN;

6) CTUpKa TMOCTENbHBIX TMPUHAIICIKHOCTEH, O€Nbs, IMOJIOTEHEI] B pEXHME BBICOKON
TEeMIIepaTyphl €KEHECIbHO B TEUEHUE BCETO MEPUO/IA JICUCHHUS;

7) mocie WHUIMAIMK JIeYeHHUs] He0OXoIMMa cMeHa 3YOHBIX HIETOK, pacdyecokK, IIapUKOBBIX
JI€30/I0PAHTOB, TYOHOU MOMAaJIbL;

8) Bce WIEHBI CEMBH, a TAK)KE IOMAIITHUE KUBOTHBIE TOJDKHBI OBITH 0OCIIEOBAHEI U, B CIyJae
uaentuukanuu MRSA, caHupoBaHbI.

- Ilpu mnepBuunom BbiceBe MRSA y HecTaOWIBHBIX TalMeHTOB (MpH 00OCTpEHUU
XPOHUYECKOTO BOCHAIMTEIBHOTO TMpoIlecca), PEKOMEHIYETCs MPOBEIEHUE BHYTPUBEHHOM WU
MepOpaIbHON Tepamuu B TEUEHUE 2-X Helelb JUHE30JUIOM™* WM TeHKOIUIaHWHOM, MPOYUMHU
aHTHOMOTHKAMU, aKTHBHBIMU B oTHOIIeHnn MRSA (tabn. 12) [2, 163, 183, 184, 185].

YYP-C, V11 -5).

KomMeHTapuu: Y manueHToB ¢ YaCTHIMU OOOCTPEHUSMH TIPU XPOHUUYECKOM HUH(UIIUPOBAHUN
MRSA B0O3MOKHO HCIOJB30BAaHUE WHTAIAIUN #BaHKOMHUIIMHA®* B (opMme UIsi WHBEKIIMOHHOTO
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NPUMEHEHUsI B HETIPEPBIBHOM pexxume (Tadi. 12) [183, 184].

Tabmuua 12.

AnTHOAKTpUATbHbIE

Ipernaparsl,

INPHUMCHACMBIC y

alMCHTOB C

MYKOBHUCIIUIO30M, IIPpU BBICCBC U3 MOKpOTBI/6pOHXI/IaJIBHOI‘0 CCKPECTa MCTUIUINIMHPE3UCTCHTHOT'O
Staphylococcus aureus (MRSA) <1>

AHTHOAKTEpUATTEHBIN Cyrounas no3a Cyrounas no3a Cnoco0 KpatHoctb
npenapar s [erei JUTS B3POCIBIX BBEJICHUSA BBEJICHUSA
Pudammummn** 20 mr/Kr/cyT 600-1200 mr Buytps 2
(B MOHOTEpamnuu He (makcumanbHO 600
Ha3HAYyaroT) MT B CYTKH)
(IpoTHBOIOKA3aH IETIM
1o 1 rona)
Ko-Tpumoxcazon 6-10 mr/kr/cyr mo | 320 mr o Buytps 2
[Cynbdamerokcazon+Tp | TpumeTOnpuMY, TPUMETOIIPUMY B/s
UMeToTnpuM | ** IIPY TSDKEIION
(cycrnieH3us i IpreMa | HHPEKITUU
BHYTPb — BO3MOYKHO
MPOTHBOIIOKA3aHa JETSAM | YBEJIMYCHHE 036
o 6 Henelb, Ta0JIeTKH Ha 50%
MIPOTHUBOIIOKA3aHBI JICTSIM
10 3 JIeT, pacTBOp ISt
nHDy3mit
MPOTUBOIIOKA3aH JIETAM
1o 3 71eT)
dy3umoBas KUCI0Ta 40-60 mr/xr 2250 mr BryTtps 3
(mpotuBomoKazaHa aetsMm |# < 1 ronpa: 15
10 3 71eT) MTI/KT 3 pasza B
NeHb
# (mo 3 ner) 1-4
roma: 250 mr 3
pasa B icHb
5-12 net: 500 mr 3
pa3a B JICHb
> 12 ner: 750 mr 3
pa3a B JICHb
Kimmapamuma* * 20-40 mr/kr/cyt 1,8-24r Buytps 3-4
(NpOTHBONIOKA3AH JICTAM 40 mr/kr/cyt 1,8-2,7r B/B 3-4
10 3 71eT)
JIOKCULIUKITHH** Hersm ¢ maccoit |1 nenp —200 Mmr | BHyTph 1-2
(mpoTHBOIOKa3aH AeTsM | Tena MeHee 45 kr B [3ateM 100 Mr oguH
1o 8 ner) NEpBBIN JICHDb pa3 B CyTKH
nedenus 4
MI/KI/CyT, B
HOoCTeIyIoUIe THU
— 2-4 mr/Kr/CyT.
JleTsam ¢ Maccoit
Tena 6osee
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45 Kr — Kak

B3pOCIIBIM
Turemmxmuy** B Bozpacre 8-11  |Hawanbenas no3a — | B/B B Teuenue |2
(mpotuBomokazaH aeTsm | net — 2,4 mr/kr/cyt | 200 mr, ganee 100 | 30-60 mun.
1o 8 JeT) MaKCUMaJbHas Mr

no3a — 100 mr

Hozac 12 no 17

JIET COCTaBIISACT

100 mr.
JIlunezomug** 1o 12 mer —20-40 1200 mr Buytps, B/B |3 — 10 12 ner,
(TabneTupoBaHHBIE MT/KT/CyT 2 — crapiie
hopmbI (makcumanbHO 600 12
MPOTUBOTIOKA3aHkI AeTsiM | Mr). Crapie 12
1o 12 ner) net — 1200 mr
Bankomunmn®* 40 mr/kr/cyr 2rp B/B 2-4
#BaHkoMuIuH** 250 mr 2 pa3a B 500 mr WuransmuonH | 2
(dbopmbr st neHb. K 0
WHBEKIIMOHHOTO OTMEPEHHOM J103€
npuMeHeHusl) 1 n00aBUTh XJIOpUIa

Hatpus 0,9% no 4

M.
TelkoIuIauuH > 1 mecsma — 10 800 mr B/B 1-2

Mmr/kr (makc. 400

MT) BBOJASTCS 3

O35l KaXKaple 12

4acoB

(marpy3ouHas

J1032).

[Tocnenyromue 24

yaca 10 mr/kr

(makc. 400 mr)

OJHOKPATHO/CYT.
Hedraponuna 2 mec — 2 roga 24 | 600 mr B/B 2
dbocammr** mr/kr. Ot 2-128
(mpoTuBOIIOKAa3aH AeTIM |jeT 36 mr/kr, 12-
10 2 Mec) 18 steT 36 Mr/kr. —

pa3oBas 1032

(Pa3zoBas no3a He

JOJIKHA

npessimath 400

MT)
Tenasaurua** MmalueHTaM 10 Mr/kr B/B (ne menee | 1

crapuie 18 ner 60 MuH.)

IIpumeuanus:

# — NPUMCHCHHUC JICKAPCTBCHHOT'O IIpCIliapaTa BHC 3apCrUCTPUPOBAHHBIX B HWHCTPYKIHUU
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JIEKapCTBEHHOTO CPEJCTBA IOKA3aHMH OCYIIECTBIIAETCS IO PELICHUIO BpaueOHONW KOMHUCCHH, C
paspemieHuss JIOKaabHOrO 3TUYECKOT0 KOMHTETa MEIULMHCKOM opraHusanuu (IpU HAIUYMH), C
YCJIOBHEM TOANMCAHHOTO UH(POPMUPOBAHHOTO COTJIACUS POJHUTENEH (3aKOHHOTO MPEACTABUTEINS) U
pebeHka B Bo3pacTe crapiue 15 ner.

<1> [89, 162, 163, 168, 169, 170, 183, 184].

DNHUIEMHOJIOTUYECKHE HCCIASAOBaHUs JeMOHCTpUpyoT, uro MRSA accomuupyercs co
CHIDKEHHON JIeTOYHON (yHKIMEH, Oonbplied MOTPEeOHOCThIO B MEAWKaMEHTO3HOHM Tepamuu u
Xy/Aued BBDKUBAEMOCTHIO. [l spagukanuy Bo30OyIUTENsT UCIIONB3YIOT JOCTATOYHO arpecCUBHBIC
CXEMBI JICUCHHUS.

3.1.3.4. AHTUGaKTepuanbHas Tepanusa
MoKpoTe/6poHxmnanbHomM cekpeTe P. aeruginosa

npu BbiABIeHUU B

- Pexomenmyercss ogHOBpeMEHHOE Ha3HaueHUE 2-3 MPOTUBOMHUKPOOHBIX IPENapaTtoB W3
pa3HBIX TPYIMIN, 4YTO MpPEAOTBpallaeT pa3BUTHE ycToWumBOocTH P. aeruginosa u crnocoOCTByeT
JTOCTHKCHUIO MaKCUMAaJIbHOTO KIMHUYecKoro 3ddekra (3pamukamnuu P. aeruginosa) (tabm. 13) [2,
6, 22, 158, 159, 160, 186, 187].

YYP-C, VI -5).

KommenTapun: Hambosiee 4YacTO MNPUMEHSIOT KOMOWHAIMA  aMHHOTJMKO3HMIIOB  C
nedamocnopuramu  3-4 mokosneHus (tabdn.  13). IlemecooOpa3zHO TEPHONUYECKH MEHSTH
KOMOMHAIIMK aHTHOMOTHUKOB, S(PPEKTUBHBIX B OTHOIICHWH CHHETHOWHOUW mamouku. Cremyer
MIOMHHTb, YTO Ja0OpaTOPHOE ONpEEIEHNE YyBCTBUTEILHOCTH MUKPOOPraHM3Ma K aHTUOMOTHKAM
HE BCer/a MOJHOCThIO COBMAAAET ¢ KIMHUYECKUM OTBETOM Ha MPOBOIUMYIO TEPAITHIO

B Tskenbix ciydasx, 0OpU HECTaOMJIBHOM COCTOSIHUM, JIOIYCKaeTCcsli HeNpepbIBHOE
npuMeHeHue npenapata [188].

Pemenne o Ha3Haue€HUM HE3apPETUCTPUPOBAHHBIX MPENAPATOB MO KU3HEHHBIM MOKa3aHUSM
MPUHUMAETCd KOHCHJIMYMOM  (enepalbHON MEOUIIMHCKOM OpraHum3aluy; BBO3 Ipemnapara
OCYILIECTBJISIETCSI B COOTBETCTBHMHM C 3aKOHOJATelIbHOW ©0a3oi st oOecredeHus MalueHTOB
He3zaperucTpupoBaHHbiMd B P® nexapcTBEeHHBIMH TMperaparaMy IO >KU3HEHHBIM IOKa3aHUSM
(ITpuka3z MuHUCTEpCTBA 3PaBOOXPAHEHUS U COIMAIbHOTO pa3BuTHs Poccuiickoit denepanun "O

MOPSZIKE MPUMEHEHHSI JICKAPCTBEHHBIX CPEJCTB y MAIMEHTOB MO JKU3HEHHBIM MOKa3aHUsM" OT 9
asrycra 2005 r. N 494).

Tabmuma 13. AmnTuOakTepuanbHBIC TMpenaparbl, NPUMEHSEMblE Yy TAIMEHTOB C
MYKOBUCIII030M, IPU BBICEBE U3 MOKPOTHI/OpOHXHAIBHOTO cekpera P. aeruginosa

AHTHOAKTEepUaTBHBIN CyrouHas no3a CyrouHbl€ 103bI Cmoco0 Kparnocts
npenapar IUTS AeTei JUTSL B3POCITBIX BBEJCHUSA BBEJCHUSA
Amvukanug** 20-30 Mr/xr 700-1500 r B/B 1
I'earamurma ™ * 10 Mr/kr 10 Mr/kr B/B 1
Hunpodnokcanun** #< 1 mec. 30 1,5t BayTtps 2
(TpOTHBOIIOKA3aH JETSIM | MI/KT;
C MYKOBHCIIHJI030M 10 5 |> 1 mec. 40 Mr/kr
TIeT) (750 Mr — maxc.)
10 Mr/kr 800 mr B/B 2
#JleBodmokcanuu ** 16-20 mr/kr 500-1000 mr/cyr | Buyrpn 1-2
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(mpotuBomokazaH g0 18 | 16-20 mr/kr 1000 mr B/B 2

JIeT)

Hedrazumgum™** 150-250 mr/kr 6-9r B/B 2-3

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

(IpoTHBOIIOKA3aH JIETIM

710 2 M€ecC. KHU3HN)

Hedbenum+[cynsbakTam] |c 2 mecsitieB —50- |41 B/B 2-3

(mpotuBomokazaH getsiM | 80 Mr/kr

710 2 M€ecC. KHU3HH)

Hedrazumum+[aBubakra |10 18 et He 750/ 1500 mr B/B 3

M| ** IIPUMEHSETCA

Iedromozan+[Tazobakra |#90-120 mr/kr Or B/B 3 (B cityuae,

M|** eciu MIIK
st P.
aerugenosa
paBHa WIN
6oxee 2 Mr/n
— 30-40 mr/kr
(o
e TosI03aHy
) 4 BBenCHUS
B CyTKH
(kaxapie 6
94acoB))

[Munepanummua+[Tazo6a |270-360 mr/kr 1351 B/B 3-4

KTaM | (MpOTHBOMOKa3aH

JETSM JI0 2 JIET)

Hedomnepazon+[Cynpbak |150-200 mr/kr 8&r B/B 2

Tam|**

A3sTpeoHam 150-250 mr/kr 8&r B/B 4

(mpoTHBOIIOKAa3aH JI0

Bo3pacrta 9 mec.)

Nmunenem+unactatua | 50-100 mr/kr mo 2-4r B/B 3-4

e UMUIICHEMY

(IpOTHBOIOKA3aH JETIM

710 3 MecC. )KU3HU)

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

(IpoTHBOIOKA3aH IETSIM

70 3 Mec. )KHU3HH)

Jopunenem 1o 18 ner He 3000 mr B/B 3

MPUMEHSIETCS
dochomurua** 0,2-0,4 r/xr 10-12r B/B 3-4

(TpoTHBOIOKA3aH JETSIM
1o 12 ner)
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IIpumeuanus:

# IlpuMeHeHue JIeKapCTBEHOIO IpenapaTa y JIeTell BHE 3aperMCTPUPOBAHHBIX B MHCTPYKLUU
JIEKapCTBEHHOTO CPEJCTBAa IOKA3aHMH OCYIIECTBISAETCA MO PELICHUIO BpaueOHONW KOMHCCHH, C
paspenieHus JIoKanbHOrO 3TUYECKOrO0 KOMHUTETAa MEIUIIMHCKOM OpraHu3anuu (Mpy HAIWYUHU) NpU
HAIMYMH TIOMUCAHHOTO WH()OPMHUPOBAHHOTO COTIACUS POAMTENEH (3aKOHHOTO MPEACTABUTENS) H
pebeHka B Bo3pacte crapiue 15 jer

[Ipy HamuuMu MEAMUMHCKUX T[OKa3aHWM (MO JKU3HEHHBIM IIOKa3aHMSIM, BKIIIOYAs
WHIUBUAYAJIbYI0 HENEPEHOCHUMOCTb, Jajee — MO0 JKU3HEHHBIM IOKa3aHUSM) 10 PEIIECHHUI0
BpaueOHOM KOMHCCHUM OCYILECTBJISIETCSI Ha3HAY€HWE JIEKApCTBEHHBIX IIpernapaToB HE IO
MEXAYHapOJHOMY HENAaHTEHTOBAHHOMY HAaMMEHOBAHMIO, a 10 TOPrOBOMY HAaMMEHOBAHMIO (4acTb
15 crareu 37 ®epepanpHoro 3akoHa ot 21.11.2011 N 323-®3 "OO6 ocHOBax OXpaHBI 30POBBS
rpaxzaad Poccuiickoit @enepanuu” u nyHkt 6 Ilopsaka Ha3HaUYEHUs JEKapCTBEHHBIX MpPENaparos,
(dbopM perenTypHbIX OJIaHKOB Ha JIEKAPCTBEHHBIE Mpenaparbl, Mopsaka oGopMIIEHUS YKa3aHHBIX
OJIaHKOB, UX y4eTa U XpaHEHUs, yTBEpKJIEHHOTO NpukazoM Munszapasa Poccun ot 14.01.2019 N
4n). Pemenne BpaueOHON KOMHUCCHUU O(QOPMIIIETCS MPOTOKOJIOM M BHOCHUTCS B MEIUIUHCKYIO
JOKYMEHTAIMIO NallueHTa.

Pemenne o Ha3HaYeHWW HE3aPETHCTPUPOBAHHBIX MPEMAPATOB MO KU3HEHHBIM TOKA3aHHUSIM
MPUHAMAETCS KOHCHJIMYMOM  (pemepasibHOM MEIUIIMHCKOW OpraHW3alii; BBO3 IIpemapara
OCYILIECTBJISIETCSI B COOTBETCTBHUHM C 3aKOHOJAaTeldbHOW ©Oa3oi st oOecredeHus MalueHTOB
He3aperucTpupoBaHHbiMu B P® nexapcTBEeHHBIMU NpenapaTaMH IO >KHU3HEHHBIM MOKa3aHUSIM
(ITpukaz MuHUCTEpCTBA 3IPAaBOOXPAHEHUS U COIMAIbHOTO pa3BuTHs Poccuiickoit denepanun "O
MOPSIIKE TPUMEHEHUS JIEKAPCTBEHHBIX CPEJCTB Yy OOJIBHBIX MO JKM3HEHHBIM IMOKa3aHusM" oT 9
asrycra 2005 . N 494).

- PexoMenyeTcs mpoBeieHre MpoPHIaKTHISCKUX KYPCOB aHTHOAKTEPUATBHON Teparuu Ipu
XPOHUYECKOW KOJIOHHM3AllMM HIDKHUX JBIXaTelIbHBIX IyTed P. aeruginosa, mis yBeJIHYCHHUS
PO I0JDKUTEILHOCTH YKU3HH MaruenTos [2, 89, 163, 184, 185].

(YYP -C, Y -5).

KoMMeHTapwmii:  cieayeTr TMOMHHTb, YTO HPOBEACHHE IMPO(DHUIAKTHYCCKHX  KYpPCOB
aHTHOAKTePUAIbHOM Tepaluy TPAKTHYECKH HE CKa3bIBaeTCs HA YCTOMYMBOCTH IITaMMOB
MHKPOOPIraHU3MOB TOJILKO TP CBOCBPEMEHHOMN CMEHE IPUMEHSIEMBIX MPEraparos.

IIpu dacThix 00OCTPEHHUSX HMH(DEKIIMOHHO-BOCHAIUTEIBLHOIO Ipolecca B OPOHXOJIETOYHOM
CHCTEME CIIeAyeT YBEIUYMBATH MPOJIOJDKUTEIBHOCTh KYPCOB aHTHOAKTEPHAIBHOW Tepamuu 10 3
Hesenb U 0oJiee, MCI0JIb30BaTh BHYTPUBEHHBIN CIIOCOO BBEICHHUS M /MM COKpAllaTh HMHTEPBAJIbI
MeXAy KypcaMu W/HIIM MEXAY KypcaMu B/B TEpaluu MPUMEHATHh HUNpoduiokcauun™* B Tabnerkax.
Hunpoduokcarua** mpuMEHAETCS TaKKe IMPUH KakKJIOH OCTPOH pecnupaTopHOM HHGEKIHH U
obocTpeHnn OpOHXOJIETOYHOTO Tpoliecca Jierkoi crenenu) [1, 6, 38, 158, 161, 163, 189, 190]. V
JeTel MIajiie S5 JeT Ha3HauaTh MUNpoGIoKcalluH** 1Mo peleHno BpaueOHOTro KOHCUINYMa BBUY
OTCyTCcTBHS anbTepHaTUBHOTO ABIL

Ctpaterna aHtmbmotukotepanum P. aeruginosa nHdekumm npn B

dpaaukauua Pseudomonas aeruginosa npu nepBu4HOM BbiCeBe

- HpI/I OTCYTCTBHU Yy MNAINUCHTA KIIMHUYCCKHU 3HAYUMBIX PCCIIUPATOPHLIX CHUMIITOMOB, ITPU
MHUHHUMAJIbHBIX CTPYKTYPHBIX NU3MCHCHHUAX B JICTKHUX u npu yCJI0BUHA IMPOBCACHU A
6aKTCpI/IOJIOFI/I‘{CCKOFO MOHHUTOPHHTA HE PCIKC 4-x pa3 B 1o pCKOMCHAYCTCA ITPOBCACHUC OAHOT'O U3
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2-X peXMMOB aHTHOAKTEPHAIBLHON TEpanmuy C IEIbI0 dpaauKanuu P. aeruginosa ais yBeTHUCHHS
MPOJOJDKUTETBHOCTH KU3HH U TMPOQHUIAKTHKY CHM)KCHUS (YHKIUH JIETKUX U1 BCEX BO3PACTOB
narrenTtos [10, 11, 31]:

- uHraimsuuu ToopamuHa®™* B Buge pactsopa 300 mMr x 2 pasza B JIeHb MM B BHJIE KaIlCyJ C
MOPOIIKOM JUTSl MHTAISAIUHN (00€ JeKapcTBeHHbIE (POPMBI MPOTUBOTIOKA3AHbI IS I€TeH 10 6 JeT)
112 mr x 2 pa3a B aeHb B Teuenue 28 nmueit [1, 2, 6, 22, 158, 159, 160] (YYP — A, VI - 2),
BO3MOXHa KoMOMHanus ¢ numpodaokcarmaom™* (tadm. 13) B Teuenue 3-x memens [1, 2, 22, 89,
158, 159, 160, 163, 185].

YYP-A, YOO -2).

WA

- KOMOMHaIusi MHTaJIsMOHHOrO KojuctuMmerara Hatpus™* (1 mun. EJl x 2 paza B neHb y
nerei munaname 8-10 ner, 2 muH. EJl X 2 pa3a B AeHb y nanuentoB 8-10 ser u crapie) (aas aerei
MITamie 6 JIeT Ha3HayaTh M0 PEHICHUI0 BpadeOHOro KoHcuianyMa) [163] B TeueHue 3-x mecsieB B
couetanuu ¢ rumnpoduokcarmHoM™** (Tads. 13) per os u3 pacuera 30-40 Mr/Kr/cyTku B 1Ba mpuema
B TEUEHHUE OT 3 HEee b JI0 3-X MECSIIEB B 3aBUCHMOCTH OT Bo3pacTa [2, 22, 163, 185].

(YYP-C, VI -5).

KommenTapuu: B Hacrosimiee Bpemsi 0€30MacHOCTh U IPPEKTUBHOCTh HHTAISIUOHHOTO
ToOpamunmHa** nokazana y nereit ¢ 6 mecsgynoro Bo3pacta [191].

B cmydae uCmonp30BaHUS WHTATSIIIMOHHOTO AHTHOMOTHKA BIIEPBBIC, TIEpBasi HWHTAJISIIHS
JIOJDKHA TIPOBOJUTRCS MO BpaueOHBIM HaOmoaeHueM. [Ipu Hamwmuuu sBneHnid OpoHXOCma3Mma 3a
10-15 MUHYT O WHTAJSINAN CIIEAYET UCTIOIH30BAaTh OPOHXOIUTHKH.

Uepez 7-14 nueil mocie OKOHYaHMSI Kypca aHTHOAKTEpUAIbHOM Tepamuu HeoOX0IuMO
MMPOBECTH O0AKTEPUOJIOTHIYECKOE HCCIIEIOBAHNE MOKPOTHI (TJIyOOKOTro opo(apuHTeaIbHOTO MasKa
[163]) mst orienku 3G GEKTHBHOCTH SpagMKAMOHHON Tepanuu [2].

Y cTaOuibHBIX TAIMEHTOB C OOJiee TSDKEIbIM 3a00JieBaHWEM JIeTKUX (NP  HAIMYWAN
chopMUPOBABIINXCS OPOHXOIKTA30B, aTelIeKTa3ax, HU3KUMHU (DYHKITMOHATHLHBIMU TTOKA3aTeNISIMH ), B
OTCYTCTBHUH JIOJDKHOTO OaKTEPUOJIOTHYECKOTO KOHTPOJs (pexe, ueM 1 pa3 B 3 Mecsia) BO3MOXKHO
MHULMUPYIOIIEee NIUTENbHOE MIPUMEHEHNE MHTANSIUI TOOpaMHIIMHA B HETIPEPHIBHOM pPEXUME 10
3-6 wmecsmeB (mo pemicHHo Jiedamiero Bpada) [163]. Bo3moxkHO go0aBiieHHE K Tepanuu
nepopaabHOro IUnpodIokcanuHa B Teuenue 3-4 nemens [2].

- [Ipy HAMYMK KITMHUYECKH 3HAYUMBIX PECITUPATOPHBIX CUMIITOMOB, IPU3HAKOB 000CTPEHUS
OpPOHXOJIETOYHOTO MPOIIecca, Y HEKOMIUIACHTBIX MMAllMEHTOB PEKOMEHIOBAH JBYXHEACIbHBIN KypC
BHYTPUBCHHOH KOMOWHUpPOBAHHOW (IIBa TIperapara) aHTUCHHETHOWHOW Tepamuud C IeJIbI0
spaauMkanuu Bo3oymurens [89, 163, 185, 190].

(YVYP -C, YI-5).

KomMmeHTapuu: npeanoyTeHne OTIaeTcss KOMOMHAIMY epTazuauma** ¢ aMHHOTIIMKO3HIaMH
(ToOpamunme®* wunm amukanuH**). B cinydae coderanus P. aeruginosa co S. aureus
peKoMeHayeTcsT KOMOMHANMsa MeporeHneMa™* ¢ toopamuuHoM** wnmu amukanuHoM™* (Tabn. 13)
[89].

KonTpois 3 dhexktuBHOCTH TaKkke MOKa3aH uepe3 7-14 nHel mociie OKOHYaHHS TEPAITHH.

UHTepMmutTUpyowana n xpoHunyeckas nHcgpekumm P. aeruginosa

IIpu wunHTepMuTTHpYIOmEH wHHpekuuu P. aeruginosa BO3MOXXHOCTh CaHAIMM MOKPOTHI
nanueHToB ¢ MB 3HauMTeNBbHO BBINIE, YEM IIPU XPOHUUYECKON. B MHOTrOJIETHUX HCCIEIOBaHUAX
MOKa3aHO, YTO AaKTHBHas AaHTHUMUKPOOHAas Tepamusl IO3BOJIAET MPEeayNpeIuTbh WIH OTCPOUYMUTH
pa3BuTHE XpoHHYeckoi P. aeruginosa undeximu 6osee yem y 80% naunentos ¢ MB.

- PeKOMeH,Z[OBaHO, €ClIn  SpaduKalud P. aeruginosa nmocjie MpOBCIACHHOI'O KypcCa
aHTI/I6I/IOTI/IKOTCpaHI/II/I Yy nmangueHTa ¢ MYKOBUCHHUIO30M HC IMPOU30NLIA U Yy IMAIIMCHTA PAa3BUJIACH

62 13 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein ubpos (mykoucumnpos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

XpOHHMYECKass CHHErHOMHas WH(QEKUuus, Ha3HAYCHHE WHTAISIHUOHHON MPOTHBOCUHETHOWHON
Tepanuu (TOOpaMUIMH** (Karcysbl ¢ MOPOLIKOM JUIsSi MHTAJSLUN, pacTBOP VIS WHTAISLMA) WIN
KOJIMCTUMETAT HAaTpus (pacTBOp i HHrassiui)) (tTads. 14) [289].

(YYP-C, VIO -5).

KomMmeHTapuu: TO3BOJISET YMEHBIIUTh PHCK pPa3BUTHA OOOCTPEHH OpOHXOJETOYHOTO
mporecca, CTENeHb BBIPAKEHHOCTH PECIMPATOPHBIX TPOSIBICHUH, COKPAaTHTh YHCIO KypCOB
TaOJIETUPOBAHHON WJIM BHYTPUBEHHOW aHTHOAKTEPUAIBHON TEPIU M YIYYIIUTh IOKA3aTelu
GyHKIIMY BHENIHETO apixanus [2, 89].

Tabmuma 14. Cxema aHTHOAaKTEepHATbHOW TepanuM MPH XPOHUYECKOH CHHETHOWHOU
unbexmn [2, 22, 190]

WNuransuuun ToOpamunmuna** B pactBope misa unramsamuii 300 mr wiam ToOpamwuiuHa™** B
Karcyjlax C TMOpPOIIKOM Juid uHramssuuid — 112 Mr (4 xkancynmbl) JBaXIbl B CYTKH
MHTEPMUTTUPYIOUIUMHU KypcaMu 28 nHel mpuema, 28 nHel nepepsiB, Bcero 6 Kypcos B roj (obe
JIeKapCcTBEHHbIE (POPMBI IPOTUBOIIOKA3aHbI IETSAM J10 6 JIeT)

WJTH

pactBop s wHransnuii Komuctumeratr nHatpus®™* 1-4 mun. EJI/24 dwac mocrosiHHO W
JIPYroll aHTHOMOTHK B WHrASAIHUAX TIOCTOSHHO BCEM JIETSIM C XPOHHYECKOW KOJOHHU3aIuen
CUHETHOWHOMN MaNovKky (MMPOTUBOIIOKA3aH JIETAM 0 6 JIeT)

VY NanueHToB C MPOTPECCUPYIONUM CHIDKEHHEM (YHKIIUU JIETKHX M 9acTBIX OOOCTPEHUSX, a
TaKKe MPU HEJTOCTATOYHOM P (PeKTe OT UHTAIAIMOHHON aHTHOAKTEPHALHON Teparuu OCHOBHOM
PEXUM Tepanuu BKIIIOYACT: 2-X HEJCIbHBIA KypC BHYTPUBEHHON aHTUMUKPOOHOW Tepanuy KaxKIble
3 Mecsma

[Ipenapatsl st BHyTpUBEHHOTO BBeAeHMs: ToOpamurua** 10 mr/kr wim Amuxarmua®* 20
Mmr/kr 1 pa3 B nenp unu ToOpamurnua®* 10-12 mMr/kr B neHb (10 JTOCTHKEHUS B CBIBOPOTKE KPOBH
koHneHTpamuu 1-2 Mxr/mn) + Hedrazuaum** 150-200 mr/kr B nenb B/Buiau + Meponenem™* 60-
120 mr/kr/24 gac B/B uiu + Apyroi aHTUOMOTHK, aKTHBHBIM MPOTUB CHHETHOWHOW masouku. [Tpu
KIIMHUYECKOW HeCTaOUJIbHOCTH, B T.4., IPU MPUCOCTUHEHUH OCTPOI pecrnupaTtopHOil MH(EKINH:
YBEJIMYEHHUE MPOJIOJDKUTEIILHOCTH KypCOB B/B aHTHOAKTEpHUAIbHOM Tepamuu 10 3 Hed. W/Wiu
COKpaIleHUE HHTEPBAIOB MEX Iy Kypcamu, u/uinu npueM Lunpodnaokcanuua** / #Odnokcarmua™*
20-40 wMr/Kr/cyTkM BHYTPb MEXIy KypcamMu B/B aHTHOAKTepUAJbHOW Tepamuu, a TakkKe
HENpephlBHAs MHTalsMOHHAs aHTUOaKTepuaibHas Tepamus Kypcamu ToOpamunmuHa** u
Komucrtumerara Hatpus™* (06e ekapcTBeHHBIC (POPMBI POTUBOIIOKA3AHBI JIETSAM 710 6 JIEeT)

IIpumeuanue:

# mpUMeHEeHHe Y JeTel JIEKapCTBEHHOTO IpernapaTa BHE 3apEerUCTPUPOBAHHBIX B HHCTPYKIIUU
JIEKapCTBEHHOTO CPEJACTBA TMOKAa3aHW OCYIIECTBISETCA IO PEIICHUI0 BpadyeOHOM KOMHCCHH, C
paspemienus JIOKaabHOTO ITUYECKOTO KOMHTETa MEIUIIMHCKON opraHu3anuul (Ipu HATWYHH), C
YCIOBUEM IMOANMKUCAHHOTO MHPOPMUPOBAHHOTO COTJIACcHs POAUTENEH (3aKOHHOTO MPEICTaBUTENs) U
pebenka B Bo3pacte ctapiie 15 jer;

ToGpamunma™* (pactBop anst uHraimsanuii), ToOpamMuUIMH™* (Kamcyasl C MOPOIIKOM JUIs
unrananuit), Komuctumerar HaTpus (pacTBOp AU MHTANSAIUNA) — MPOTHUBOMOKA3aHbl ACTAM 10 6
TeT);

Odnokcanvu — MpOoTUBOIIOKA3aH AeTsM (10 18 ner);

[IpotuBomnokazanus ans octanbHbIX JIC — cm. Tabm. 13.
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3.1.3.5. AHTMOGaKTepmnanbHas Tepanus npu BbiCceBe u3
MOKpoTbl/6poHxuanbHoro cekpetaBurkholderia cepacia complex

OOm1re mpaBuiia aHTAMUKPOOHON Teparuu:

- Pexomennyercs mnpu wunpunupoBanun Burkholderia cepacia complex HememieHHas
aHTHOaKTepUalIbHAs Tepanuusl BCIEACTBHE €€ BBICOKOU BHpyineHTtHOocTH [1, 2, 89, 163, 184, 185,
192, 193].

(YYP-C, Y/ -5).

Kommenrapwmii: waumupoBanue Burkholderia cepacia complex mocToBepHO yXyamiaeT
KIIMHUYECKOE COCTOSIHME MalMeHTa M NporHo3. EcTe oTaenbHbIE cooOuieHust 00 ycremHoi
spaguKanuu HekoTopblX u3oisAToB Burkholderia cepacia complex ¢ npumeHeHueM paHHeR
arpeccUBHOM aHTHOaKTepUaIbHOU Tepanuu 10 GOpMUPOBAaHUS XpoHUYecKoi nH(pekuuu. [Ipu 3tom
CIIEyeT y4ecTb, YTO JOKa3aTelibHas 0a3a B OTHOIIEHUM TEPANWU JAaHHON MH(EKIUHU B HACTOSIIEE
BpeMs HeBenuka. [Ipenapatel, mpuMeHsieMble pU TaHHON MH(EKINH NpeAcTaBiIeHbl B Tabuie 16.

- PexoMeHn0BaHO s TepanmuM MalMeHTa C MYKOBHUCIMA030M ¢ BbiceBoM Burkholderia
cepacia complex, Kak Mpu MEPBUYHOM BBICEBE, TaK M JJISl JICUCHUS] 000CTPEHUS OPOHXOJIETOUYHOTO
mpoliecca OT/AaBaTh MpeANnoYTeHre KOMOMHAIIMU U3 TpeX MpenaparoB (Kak Oosee 3PpPeKTUBHOI),
KypcoM OT 3 Hezienb u OoJjiee, a Takke KOMOMHUPOBATh BHYTPUBEHHBIM U WHTAIILUOHHBINA W/WIH
nepopabHbI MyTh BBEJCHUS aHTHOAKTepHAIbHBIX Tipernaparos [163, 184, 194].

YYP-C, VI -5).

KommenTtapun: Hanbomnbinyro akTHBHOCTS in vitro coxpasitot Ledrazumum™*, [edrazumum
+ apuOaktam™* [lunepamwimun + Tazob6akram, MeponeHem™**, Umunenem™*, #Cynbhamerokcazon
+ Tpumeronpum™** u #TerpauuknuHpl. B KIMHUYECKUX HCCIenOBaHUAX HanbOosee >PPEeKTUBHBI
Meponenem™**, #Tobpamunua™*, #Cynbhamerokcazon + Tpumerompum™*, #llunepanumma +
Tazobakram, #llokcunukmua** u #lleprazumum™* (tadn. 15). Jng onTumuzanum HMCXOI0B
"cepacia syndrome" = peKOMEHAYETCS  O00S3aTeNIbHOE  BKJIIOYEHHWE B CXEMY  JICUCHHS
#Cynbdamerokcazon + Tpumeronpuma**. DhhexkTHBHO MPUMEHEHHE TPEXKOMIIOHEHTHON CXEMBI

BHYTPHBEHHOTO BBelcHUsT Meponenema**, ToOpamunmna** ¢ lledrazumumom™* B Tedenme 2-x
Henenb u 6onee (tabm. 15)** [1, 2, 163, 184, 196].

- DdodexTrBHA JUMTENbHAsA, OT 3 10 12 Hemenb, Tepanus MEepopabHBIMU TpernapaTamu
#CynbdamMeToKkca3zonoM +  Tpumeronpumom™* w/umm  #JIoKCUITUKIUHOM ** u/unm
#XnopampenukonmoM™** (Ha ¢oHe BHYTPHUBEHHOH Tepanmuu Wik mocie Hee) (tadm. 15). Ilpm
xponunueckor nHdpekuu Burkholderia cepacia complex pexomeHayercs mpreM TabIeTHPOBAHHBIX
dopm #Cynsdhamerokcazona + Tpumeronpuma** (tadn. 15) [1, 2, 163, 184].

- bonpmmacTBO MuKpoopranuzMoB Burkholderia cepacia complex aeMoHCTpupyroT
PE3UCTEHTHOCTh K aHTHUIICEBIOMOHAIHBIM aHTHOUOTHUKAM, BKIIFOUAs! IPUPOTHYIO PE3UCTECHTHOCTh K
Komuctumeraty Hatpusi** (mpoTHBOIOKA3aH AETAM JI0 6 JIET) U aMHHOTJIMKO3UAaM. B To jxe Bpems,
HakomieHa uHpopManus o0 3ddexTuBHOCTH NpuMeHeHus ToOpamunmHa** (MpoTHUBOMOKAa3aH
netsm o 6 ner) [1, 2, 163, 184, 196].

- B psnme cnydaeB mpu kpaiiHe TKENIOM TE€YeHHHM OO0Je3HH (Tepamusi cemalus-CHHApOMa)

AOIMYCTUMO COYCTAHUC JBYX ﬂ'HaKTaMHHX aHTHOMOTHKOB (BHYTpI/IBeHHO + BHYTPUBCHHO U
BHYTPUBCHHO + I/IHI‘aJ'I}II_II/IOHHO) U MMPUMCHCHUA CBCPXBBICOKUX 103 aHTHOWOTHKOB (HO PCHICHUIO

KOHCHJIMyMa WM BpadeOHOM komuccun). MimeeTcs monoKUTeNnbHbIi OMBIT TPUMEHEHUST TPeX B-
JTaKTaMHBIX aHTHOMOTHUKOB, BKIItoUas JBa kapOamenema. L{enecooOpa3Ha poranus U HapaliuBaHHe
703 aHTHOAKTepUANBHBIX TIPErapatoB [0 CTAaOWIM3alMU KIMHUKO-PEHTTEHOJOTUYECKOU W
nabopaTtopHo#t kaptussl [1, 2, 163, 194, 196].

- Jlna neteit crapiie 12 ner W B3pOCHBIX PEKOMEHJOBAHO HWHTANSIIMOHHOE MPHMEHEHUE
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#ToOpamuninHa** (B BUAE pacTBOpa WIM B BHJE KalCyJl C TMOPOIIKOM JUIsl MHTAJSIUN), a TaKKe
#Meponenema** u #lledrasmmuma**, mpeaHasHaueHHBIX TSI BHYTPUBEHHOTO HCIOJIH30BAHUS
(Tabsn. 15). Bo3MOXHO MHTaISIIMOHHOE MIPUMEHEHHE #THaM(EHUKOJIa MIMIUHATA alleTUIIIUCTHHATA
(trabm. 15), BbIOOpP MHTATAIMOHHOTO AHTUOMOTHKA B 3aBUCUMOCTH OT KIMHHUYECKOH
3P PEKTHBHOCTH, IEPEHOCUMOCTH U PE3YyNIbTaT YyBCTBUTEIBHOCTH B TIOCEBE MOKPOTHI [2, 89, 162,
163, 184].

(YYP-C, VI -5).

Kommenrapwii: 00 spaaukanuu Burkholderia cepacia complex MOXHO CyIUTh TOJBKO Yepe3
roJl TOCJ€ MOCJIETHEr0 MOJ0KHUTEIBHOIO pe3yiabTaTa MOCeBa IPU YCIOBUHM, KaAK MHUHUMYM, TPEX
OTPHILIATEIIEHBIX OaKTEPUOJIOTHUECKUX AaHaJIM30B MOKPOTH. B OTHOIIEHWHM MAIMEHTOB C
MOJIOKUTEIFHBIMU  pe3ylibTaraMu  1oceBoB Ha Burkholderia cepacia complex, mpoBoautcs

MOJIMTUKA CTPOKAMIIEero MH(MEKIMOHHOTO KOHTPOJIS M THTHEHUYECKHX Mep [2].

Taommma 15.

AnTHOaKTEpUAIbHBIE

npenaparsl,

IMPHUMCHACMBIC

y

NalfMCHTOB C

MYKOBHUCIII030M, TNpH 3paJuKalii M Tepanuu uHekuuu, Bei3BaHHOW Burkholderia cepacia
complex [2, 89, 162, 163, 184]

AHTHOaKTEpUANTbHBIN CyrouHas no3a CyrouHas no3a Crnoco06 KpatHocTs
npenapar JUTSL ISTEH JUTSL B3POCITBIX BBEJICHUS | BBEACHHUS/CYT
edrazumum+| ABubakTa |B Bo3pacte 3-6 7,51 (15 T ipu B/B 3
M|** (mpotuBomokazan | Mec. 40 cernanus-
neTsaMm 1o 3 mec. )ku3Hu) | Mr/kr/10mr/kr; B | cuanpome)
BO3pacTe 6 mec —
18 ner 50
Mr/kr/12,5 Mr/xr
(MakcUMaJIbHO
2000/500mr)
#lledbrazmmum** (hopma |2 T 2r Wuransmun |2
JUI UHBEKIIMOHHOTO
MIPUMCHCHHS)
#ledbrazmaum** 300 Mr/kr Or B/B 3
(12 r mpu
cenanusi-
CHHIPOME)
Meponenem** 120 mr/xr 6,0r B/ 3
(TIpoTHBOIIOKA3aH ACTIM (9,0 r mpu
710 3 MecC. KH3HH) cenarusi-
CHHIPOME)
#Jlopunenem He paspemen 1,5-3,0(4,5ropu |B/B 3
cenarusi-
CUHIPOME)
[Munepamummua+|[Tazo6a |400-500 mr/kr 13,5 B/B 3
KTaM | (MMpOTUBONOKa3aH
JETSIM JI0 3 MeC. KU3HN)
#AsTpeoHam 150-250mr 8 B/B 2-4
(TpOoTHBOIOKA3aH JETSIM
70 9 Mec. )KU3HH)
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# Ko-Tpumoxkcason 20 mr/kr (1o 2880 mr B/B u BHYTpE |3

[Cynspamerokcazon+Tp |TpumeTonpumy)

uMeTonpum|**

(cycnieHsust uist

MIEPOPAITLHOTO

MIPUMECHCHHUS —

MIPOTHUBOTIOKA3aHa JICTIM

o 6 Hell, THBEKIIMOHHAS

dbopma —

[IPOTUBOIIOKAa3aHue /10 3

JIeT -)

#MUHOLUMKINH [Tocne 8 nert: 200 mr Buytps 1-2

(mpoTuBOIIOKa3aH AETsIM | 2-3 MI/KT

10 8 JeT)

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

(mpoTtuBomoKasan netsiMm | > 1 mec. 40 Mr/kr

1o 5 ner ¢ MB u (750 mr — makc.)

BbICeBOM P. aeruginosa, |[[8, 9]

1O OCTAILHEIM 10 Mr/kr 800 mr B/B 2

MoKazaHusM — J10 18 rner,)

#JleBodmokcanuu ** 16-20 mr/kr 500-1000 mr/cyr | Bayrpn 1-2
16-20 mr/kr 1000 B/B 2

Jloxkcumukima ** JleTsim ¢ Maccoi 1 meus — 200 mr BryTtps 1-2

(mpoTuBOIIOKa3aH AeTsIM | Tena MeHee 45 kr B [3arem 100 Mr onuH

1o 8 1eT) MIEPBBIN JICHb pa3 B CyTKH
JIeueHusa 4 MI/Kr, B
MOCIIEAYIOUINE THU
— 2-4 mr/kr.
Jetsm ¢ maccoit
Tena 6osee
45 Kr — Kak
B3pPOCIIBIM

#Xnopampenukor** 50-100 mr/kr 2-41 Buytps, B/B  |3-4

(TabneTku

MIPOTUBOIOKA3aHBbI JIETSIM

IO 3 JIET WK C MAacCOH

tena 20 Kr)

#Tuamdennkona 500-1000 mr 1000 mr Nuramsiuuun |2

TJIALIAHAT

aleTHIIMCTEHAT

IIpumeuanus:
[Ipy HanuuMu MEAUIMHCKUX TOKa3aHWid (MO JKU3HEHHBIM T[OKa3aHWSIM, BKIIOYas
WHIUBUAYAIbHYIO HEMEePEHOCHMOCTh, Jaliee — MO JKU3HEHHBIM I[IOKa3aHHUSM) [0 PEIICHUIO

BpaueOHON KOMHCCHU OCYIIECTBISIETCS Ha3HaYeHHWE JIEKAPCTBEHHBIX IpernaparoB He IO
MEXJIyHapOJAHOMY HENaHTEHTOBAHHOMY HaMMEHOBAHMIO, a 10 TOPrOBOMY HAWMEHOBAHUIO (4acTh
15 crateu 37 ®enepanbHoro 3akona ot 21.11 2011 N 323-®3 "O6 ocHoBax OXpaHbl 370POBbS
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rpaxzaaH Poccuiickoilt @enepanun” u nyHKT 6 [lopsinka Ha3HaueHUS JIEKAPCTBEHHBIX IIPENApaTOB,
¢dopM penentypHbIX OJaHKOB Ha JIEKapPCTBEHHBIE INpEmaparhl, Mopsaka o(GopMiIeHHs yKa3aHHBIX
OJAaHKOB, WX y4eTa M XpaHEHHs, YTBEP)KICHHOTO MpukazoM Munzapasa Poccun ot 14.01.2019 N
4n). Pemenne BpaueOHON KOMHCCHUH OGOPMIIAETCS MPOTOKOJIOM W BHOCHUTCS B MEAULUHCKYIO
JOKYMEHTAIMIO A[UEeHTA.

# IlpumeHeHHE JEKapCTBEHHOTO Ipenapara BHE 3aperMCTPUPOBAHHBIX B HHCTPYKLIUU
JIEKapCTBEHHOI'O CPEJICTBA IOKa3aHUI MPOU3BOAUTCS IO PEIICHUI0 BpaueOHOW KOMHUCCUHU C
pazpeiienus JIoKalbHOr0 3TUYECKOr0 KOMHUTETa MEAULIMHCKONW OpraHu3aluu (IIpu HAIWYUH), [IPU
HAIWYMH TOJIMMCAHHOTO MH()OPMUPOBAHHOTO COTIIACUS POJUTENEH (3aKOHHBIX MPEICTaBUTENEH) U
pebeHka B Bo3pacTe crapie 15 ser.

3.1.3.6. AHTMOaKTepmanbHasa Tepanus Npu BbiceBe U3 BPOHXMaNbHOro cekpeTa
Achromobacter spp.

OO61ue npaBuiia aHTUMUKPOOHON Teparnuu:

- IIpu BrIceBe U3 OpoHxHambHOTO cekpera Achromobacter spp. peKOMEHJIOBaHO NMPUMEHSATh
aHTHOAKTePUATBHYIO TePalHio0 B COOTBETCTBUU C YYBCTBHTEIHLHOCTHIO MUKPOOPTaHU3Ma (TadJnIa
16) [1, 2, 89, 162, 163, 199, 200, 202].

YYP-C, VI -5).

Kommentapun:  Achromobacter — spp.  XapakTepuszyercs  MYJIbTHPE3UCTEHTHOCTHIO,
crocoOHOCTRI0  opMHpoBaTh OWOGUIBM, YTO OOBSACHAET HEyJaud AaHTHOAKTEPHAIBHOU
APATUKAITMOHHON TEPAITM MUKPOOPTaHU3Ma IIPH XPOHHUIECKON HHQEKITHH.

[ToBTOpHBII BBICEB Achromobacter spp., CONMPOBOXKIAOIIUICS YBEIMUYCHUEM TMPOIYKIIMH
cHenu(pUUEeCKUX MNPEUUNUTUPYIOIINX AaHTHUTEN, acCOIUHpyercs ¢ Oosiee OBICTPHIM MaJleHUEM
JIETOYHON (PYHKIIMH, COTIOCTABUMBIM C TAKOBBIM IPH XPOHUYECKOW CHHETHOWHOW WHpeKuu (K
3a00JI€BaHUIO TPEIPACTIONIaraeT UMMYHOIS(DUIIHT).

HaubGonee akTMBHBIMH aHTHOAKTEpHAIBHBIMHU IpenapataMy Jjisi BHYTPUBEHHOT'O BBEACHUS
SIBJISIIOTCS TTUTIEPAIMIUIMH-Ta300aKkTaM, #MeporneHeM™* u #Cynb(haMeToKca3zon + TPUMETONPUM **,
#uebrazuwaum**, #rebenum™*, s MHTAANMA — #KOJUCTUMETAT HATpUs W #Huedrazumum™*
(dbopma 111 MHBEKIIMOHHOTO TTpUMeHeHus) (Tabi. 16).

- PexomenmoBano manueHtam ¢ MB mnpu mepBom BbeiceBe Achromobacter spp. wim npu
obocTpeHuu OpOHXOJIETOYHOTO TMpoliecca, cBsi3aHHOM ¢ Achromobacter spp. BHYTpUBEHHOE
BBe/IeHHE KOMOWHAIMKM JBYX aHTUOMOTHMKOB Pa3IMUYHBIX KJIaccOB KypcoM 14-21 neHb c 1ieNbio
dpaguKauy BO30yIUTENs:

- 1 muauns — [Munepamwimun + Tazob6akram/#MeponeHem **/

#Cynbdamerokcazon+Tpumeronpum** (tadm. 16);

- 2 muuma — #lledprazumgum™*,  #MunonumkinuH, #Komuctumerar — HaTpust¥,
#Xnopampenukon**; komOuHMpoBaHHass Tepanus #Meponenem** wu  #llunpodaokcanua™*
(JIeBodumokcaruu**) (tabmn. 16).

- AnbrepHatuBHas Tepamusi: #Meponenem** + #Munonukaun\WleBodokcaa**  +
#Xnopambpenukon** + #Konuctumerar Hatpus** (pactBop s uHramsmuii) (tabm. 16) [1, 2, 89,
162, 163, 184, 199, 203].

(YYP-C, VI -5).

- Ilocne OCHOBHOrO Kypca aHTHOAKTEpHAJbHOW TEpalmuu pPEKOMEHJIOBAHO Ha3Ha4yaTh
#Konuctumerar HaTpus®* (pacTBop Al MHTaisAnuil) (IpOTHBONOKAa3aH JeTsM 10 6 mec.) Ha 3
Mecsa. MoxHo ucnosib3oBate #Cynbgpamerokcaszon + Tpumeronpum™* (tabn. 16) B Teuenue 1
mecsna [1, 2, 89, 162, 163, 184, 199, 200, 201, 202, 203].

(YYP-C, VIO -5).
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- PexomennoBano mpu xponuuyeckoi mHpexkumum Achromobacter spp. y mamuentoB ¢ MB
NPUMEHSATH [UIMTEIbHO HHraIsiue (Hpopmanus o mpenaparax — tadi. 16):

1-s1 nunus: #Konuctumerara HaTpus™* (pacTBOp VISt MHTAIISALIU)

2-s nunHus: #MeponeHema* *

AnbreprnatuBHas Tepanus: #lleprazumum** u #ToOpaMuH (pacTBOp U MHTASINA I
Karcysbl ¢ MOPOLIKOM JIJISl MHTAJIALNM ) * *

3-s nmuus: J{ns meueHus obocTpeHui, oOyciaoBieHHbIX Achromobacter spp., UCHOJIB3YIOT
KOMOUWHAITUIO JBYX aHTHCHHETHOWHBIX aHTUOMOTUKOB PA3IMYHBIX KiaccoB [1, 2, 89, 162, 163, 184,
199, 200, 201, 202].

(YYP-C, Y -5).

Tabmuma 16.  AHTuOakTepuanbHble TNpenaparbl, MNPUMEHsSEMble y MAIUEHTOB C
MYKOBHCITHIO30M, TIPU BBICEBE U3 MOKPOTHI/OpOHXHANBHOTO cekpera Achromobacter spp. [1, 2, 89,

162, 163, 184, 199, 200, 201, 202]

AnTHOaKTEpUAIIbHbBIE Cyrounas no3a Cyrounas [lo3a Crnoco0 KpatHocth
TpernapaTsl JUTSL ISTEH JUTSL B3POCITBIX BBEJICHUS BBEJICHUS

#lledbrazmmum** B Bo3pacte no2 |21 Wuramsoun | 2
(dbopma st Mec: 25-50
WHBEKITHOHHOTO MT/KT/CYT, CTapiie
MIPUMMEHEHHS) 2 mec — 50-100

MTI/KT/CyT
#lledbrazmmum** 300 Mr/kr 9-12r B/B 3
#Mepormenem** 250 mr-500 mr - Nuramsmmun |2
(bopma mmst
UHBEKIIMOHHOTO
MIPUMECHECHHS )
#Mepormenem** 120 mr/kr 6T B/ 3
[Munepanummua+Tazobak |400-500 mr/kr 13,5 B/B 3
Tam
#Ko-TpumoKkcazon 20 mr/kr (110 2880 mr B/B u BHyTpD |3
[Cynshamerokcazon+Tp |Tpumeronpumy)
HMeToIpumM| **
#J1OKCHITUKIIHH ** Hetu ¢ maccoit 1 newp — 200 Mr Buytps 1-2

Tena 1o 45 xr B 3ateM 100 Mr omuH

NepBbIN AeHb —4 | pa3 B CyTKH

MI/KT, B

MOCIEAYIOITNE THU

— 2-4 Mr/kr.

JleTsam ¢ Maccoit

Tena Gonee

45 xr — KaK

B3pPOCIIBIM
#XnopampeHukor** 50-100 mr/kr 2-4t1 Buytps, /B |3-4
#Tuamdennkona 500-1000 mr 1000 mr Uuramsauun |2
TJIALAHAT
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AUETUJIIUCTEUHAT
#Komuctumerar Harpust | 2-4 mutH EJ] 2-4 muH EJ| Wuransmun |1
#lledpomnepazon+[Cyns0a |150-200 mr/kr 8r B/B 2
KTaMm | **
#munenem+ Luractatu | 50-100 mr/kr B 2-4r B/B 3-4
H|** JIEHB TI0
UMUTICHEMY
#mvunenem+| Lmractatu | 250 mr-500 mr - Wuransmun |2
H]**
#MMUHOUMKINH Hetsim crapiie 8 | Cpennsist Buyrps 2
JIET HA3HAYAIOT B | HAYaJIbHAs J03a
HavyaJIbHOM J103e 4 | mpemnapara Jist
MI/KT Macchl Teja, |B3pOCIHbIX
B JanbHeiem — 2 | coctaBisieT 0,2 T, B
MI/KT Maccel Tena | nanbHennem — 0,1
Kaxkaele 12 4. I Kaxaple 12 4
#TobOpamurnua™* 600 mr 600 mr Wuramsoun | 2
(pacTBOp JUTSI HHT TSI )
(IpOoTHBOIOKA3aH JETIM
70 6 Mec. )KU3HU)
[Tpumeyanus:
[Ipy Hamuuuu MEAWLUMHCKUX TOKa3aHWi (MO JKU3HEHHBIM T[OKa3aHMSIM, BKIIOYas
MHIUBUAYAIbHYIO HENEePEeHOCHUMOCTh, Jajieeé — IO JKU3HEHHbIM IIOKa3aHHUSM) [0 PEIICHUIO

BpaueOHOM KOMHUCCHM OCYIIETBISIETCS Ha3Hau€HUE JIEKapCTBEHHBIX IMpernapaToB HE IO
MEXAYHApOJAHOMY HEMAaHTEHTOBAHHOMY HAaWMEHOBAHUIO, a 10 TOPrOBOMY HAaMMEHOBAHMIO (YacTh
15 cratbu 37 ®enepanbHoro 3akona ot 21.11 2011 N 323-®3 "OO6 ocHOBax OXpaHbI 3JI0POBbs
rpaxaan Poccuiickoii @enepaunn” u myHKT 6 [lopsiaka Ha3HAUeHUs JEKaApCTBEHHBIX MPENApPaTOB,
(dbopM perenTypHbIX OJIaHKOB Ha JIEKAPCTBEHHBIE Mpenaparthl, Mopsiika oGopMIICHUS YKa3aHHBIX
OJIaHKOB, UX Y4YeTa W XpaHCHUS, YTBEP)KIECHHOTO NpukazoM MunsapaBa Poccun ot 14.01.2019 N
4n). Pemenne BpaueOHON KOMUCCUU O(QOPMIIIETCS MPOTOKOJIOM M BHOCHUTCS B MEIUIUHCKYIO
JOKYMEHTAIUIO MaI[UeHTA.

[IpumeHeHre JEKapCTBEHHOTO IIpernapara BHE 3aperMCTPUPOBAHHBIX B HHCTPYKIUU
JIEKapCTBEHHOTO CPEJCTBAa TOKa3aHUN MPOU3BOAUTCS IO PEIICHUI0 BpayeOHOM KOMHUCCHUU C
pazpemienus JIoKalbHOTO 3TUYECKOT0 KOMHUTETa MEAUIIMHCKONW OpraHu3aluu (Mpy HATIUYHUH), TIPU
HAJIMYUU TOJIUCAHHOTO HH(POPMHUPOBAHHOIO COTJIACHS POJUTENEH (3aKOHHBIX MpEICTaBUTENEH) 1
pebeHka B Bo3pacre ctapiuie 15 ner.

3.1.3.7. AHTMGaKTepmanbHasa Tepanusa MMKobakTtepuo3sa

[TopaxxeHue nerkux, BbI3BaHHOE HeTyOepkyne3HbiMM MukoOakrepusmu (HTMB), moxer
MIPEACTABIIATL CEPHE3HYI0 OMACHOCTH IS 310POBbsS MalMeHTOB ¢ MB, o1Hako Ha COBPEMEHHOM
JTare AUarHoCTHUKA U JIeYeHHe MUKOOAKTepH03a He CTaH/IapTU3UPOBAHBL.

- PexoMeHIyeTcst TMarHoCTUYECKH 3HAYMMbBIMH KPUTEPUSMHU MUKOOAKTepHO3a y MallUeHTOB C
MB cuuTaTh: TOJOXHUTENbHBIM Ma30K Ha HaJIM4uMe KHUCIoTOoycToWuuBhIX Oakrepuir (KYB) B
Marepuaie U3 AbIXaTesbHbIX Iyred, Hanuuyue pocta HTMb unn MBT Ha nurarenbHbIX cpenax,
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MOJTBEPXKACHUE OJHOTO M TOTO XK€ BUIa MUKOOAKTEpUi Kak MUHUMYM M3 JIBYX 00pa3IoB, HAIM4KE
pe3yIbTaTOB TecTa JieKapcTBeHHOM uyBcTBUTEbHOCTH HTMB [204, 205, 206, 207, 208], (ITpuka3
Munzapasa P® or 21.03.2003 N 109 "O coBeplIeHCTBOBaHUM IPOTUBOTYOEPKYJIE3HBIX
meponpusitiii B Poccuiickoit @enepauun". (Ilpunoxenune 11) MacTpykius o yHHPUIUPOBAHHBIM
METOJaM MHUKPOOHOJIOTMYECKHX WCCIICAOBAaHUI TPH BBISBICHUU, JWATHOCTUKA U JICYCHHUU
TyOepKyIesa).

(YYP-C, VI -5).

- Ilpm BwIOOpe anTHOMOTHMKOB it Tepanuu wuHpekumu HTMB y nammentoB ¢ MB
PEKOMEHJI0BAHO OPHUEHTUPOBATHCA HA TECT Ha JIEKAPCTBEHHYIO YYBCTBUTEIBHOCTH C IIEJIBIO
noBbIeHus 3¢ dpexruBHOCTH Teparnuu [206, 207].

(YYP-C, VI -5).

Kommenrtapun: Cxembl neuenuss HTMbB Ha ochHoBe CoriacoBaHHBIX peKOMEHAALUUN
AwmepukaHckoro ¢oHga Kucro3Horo @uoposza (MykoBuciuaosza) U EBpomeiickoro oOmiectBa
KHCTO3HOTO (hrOpOo3a 1Mo JECUCHUI0 MUKOOAKTEpHO03a Y MAIIMEHTOB C KUCTO3HBIM (hHOPO30M.

Pexumbl mpuema antuOuoTtnkoB npu uHexnuun HTMDB npencrasnenst B Tabnuue 17, a
3HaYuMble M0O0YHbIE Y(PPEKTHI/ABICHNS TOKCUUHOCTH onucanbl B Tabnune 18.

Cnenyer ywecTp, 4TO TeCT Ha JeKapCcTBeHHyK u4yBcTBUTEeNbHOCTH HTMb He Bcerma
KOPpEIUPYET ¢ TepaneBTUYeCcKoil 3(pPeKTUBHOCTHIO Mpenapara.

- PexomennoBano kpurepuem 3¢ ¢exrtuBHoro yedenuss HTMb y mauuentoB ¢ MB cuurtaTth
OTCYTCTBHE POCTa MUKOOAKTEpUIl Ha MUTATENIbHBIX CPEaX HE MEHEE YeM B TPEX MOCIEI0BATEIbHO
B3STBIX 00pa3lax JHarHOCTHYECKOTO Martepuana (Mokpota) [204, 205, 206, 207, 208], (Ilpuka3s
MunzapaBa P® or 21.03.2003 N 109 "O coOBepuICeHCTBOBAHUH MPOTHBOTYOEPKYJIC3HBIX
meponpusTuii B Poccuiickoit @enepamuun” (IIpunoxkenne 11), UHCTpyKIHs o yHUDUITMPOBAaHHBIM
METO/laM MHKpPOOHOJOTMYECKUX HCCIEIOBAaHUI TpU BBIABICHUH, AUATHOCTUKA M JIEYCHUU
TyOepKyJiesa).

(YYP-C, VI -5).

3.1.3.7.1. AHTUOaKTepuanbHas Tepanusa MuKobOaKTepuo3a, Bbi3BaHHoOro M.
abscessus

YuuteiBas HEAOCTATOK OaHHBIX KIHMHHYCCKHUX HCCHeﬂOBaHHﬁ, CYIIECTBYET 0ombIIOE
pa3Hoo6pa3He Ha3Ha4YacMbIX PEXKUMOB TEpalluu. O6H_[I/IMI/I CICOYCT CUHuTaTh CICAYIOINEC

COTJIACOBAHHBIE PEKOMEHIAINH 110 aHTHOMOTUKOTEpanuu narueHToB ¢ MB nipu M. abscessus [ 206,
207]:

- PexomengoBano mamuentam ¢ MB u HTBM mnpoBoauth aByxdasHoe JeueHue
MHUKOOAKTEpHo3a, BBI3BAaHHOTO mpenacTaBuTensmMu M. abscessus complex — (a3a MHTEHCUBHOTO
JIeYEeHHUs JOJDKHA CMEHAThCS (a30il MOJEpKUBAIOIIETO JICYCHUS C IENbI0 APATUKAIUU TaHHOTO
B030yaures [206, 207].

(YYP-C, VI -5).

KomMenTapun: Yka3zaHHble B TaONHIIAX U cXeMaxX aHUTHOAKTepHalbHbIe MpenapaTsl B PO He
umetorT nokazanuss HTMbB, HO 3To moka3zaHue yka3aHO BO BCEX B 3apyOeKHBIX KIMHUYECKHX
pekomenpanusax o MB [206, 207].

- WHTEHCHBHas (a3a [OJDKHA BKJIIOYATH €XKEAHEBHBIM MEpOpalbHBIA MPHEM MaKpoJIuia
(MpeamoyTUTENsHO #a3UTpPOMUIIMHA**) B coueTaHuu ¢ #HaMUKaIUMHOM** BHYTPUBEHHO Ha
npoTsoKeHUU 3-12 Hedenb, a TakKe OJHOTO WM HECKOJBKUX W3 CIEAYIONINX TMpenaparoB:
BHYTPUBEHHO HTUTCHUKIMH**, #umuneHem-timnactaTuH** wunu #uedokcutur (tadm. 17), dro
ompesensercs (HO HEe JUKTYeTCs) pe3yabTaTaMH TECTOB Ha YYBCTBUTEIBHOCTh K aHTHOMOTHKAM;
JnurenbHOCTh a3kl HMHTEHCHUBHOTO JICYCHHS] 3aBUCHUT OT CTENEHU TsDKEeCTH 3aboseBaHmUs,
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pe3yIbTaTOB HA3HAYCHHOTO JICUCHHS U IEPEHOCUMOCTH MAIUEHTOM JICKAPCTBEHHOM CXEMBI;

- mojJepKUBaromas ¢asza J0HKHA BKIIOYATh SKEIHEBHBIA NEPOPAIBHBIA IPUEM MaKpOJIUaa
(MpeanoOYTUTENHHO #A3UTPOMUIIMHA™®*) M WHTAIAIUU H#aMUKAIMHOM ** B COYETAaHUU C JBYMS —
TpeMsi U3  CJICIYIOUUX JIONOJHHUTEIbHBIX AaHTUOMOTHKOB  TEpPOPabHO:  #MUHOLMKIIHH,
#mokcunokcarme** u #mmaesomua** (tabm. 17). Beibop mpemaparoB ompexensiercsi (HO He
JMKTYETCS) Pe3yJIbTaTaMU TECTOB HAa YyBCTBUTEIBHOCTh K aHTHOMOTHKAM;

- JIeYeHHEM TalUeHTOB ¢ MUKoOakTepno3oM, BbizBaHHBIM HTMB u3 rpynmsr M. abscessus
complex TOHKHBI COBMECTHO 3aHUMATHCS CHENHMATUCTHI M0 MB u MHKOOaKkTepro3aM, TOCKOJIBKY
JOBOJIBHO YacTO y TaKUX TMAlUEHTOB TIOSBIACTCS JICKAPCTBEHHAs HENEPEHOCUMOCTh U
WHTOKCHUKAIUS, U TOT1a TPEOyeTCsl H3MEHHUTh CXEeMY MpueMa aHTHOMOTHKOB;

CxeMa BHYTPUBEHHOTO BBeJeHUs #aMmuKaluHa** ¢ #11eOKCUTHHOM W/WIIH HUMHUTIEHEMOM
1/ #TUTELMKIIMHOM SIBJIsieTcs HanboJsee pacnpocTpaneHHol. K npenaparaMm ¢ ycTaHOBIIEHHOM in
VItro  aKTUBHOCTBIO OTHOCATCS MaKpoJuAbl  (H#KIapUTpOMUIMH** U #azuTpoMuLuH**),
#nuaezonmua™**, a Takke nmepuoaudecku: Hunpoduokcanua** w/unu #Mokcudiaokcaua®** (Tabdi.
17).

Bo3nukaet Bce 00JbIe OMACEHHUH MO MOBOY TOTO, YTO JICUCHHIO MAIMEHTOB ¢ MH(MEKIHEH,
BbI3BaHHON M. abscessus, y kotopbix mmeercs nmOo ren erm [209] (uro deHOTHIHMUECKH
BBIpAKAETCS B MHAYIHOETHFHONW PE3UCTEHTHOCTH K Makposuay), auoo myrarus 23S rRNA (uto
MIPUBOJIUT K BBICOKOW KOHCTUTYTHBHOM PE3UCTCHTHOCTH K MAKpPOJIHy) MOXET IPEMsITCTBOBATH
Mepexo)l ¢ BHYTPHUBCHHOW HA TMEpPOpPANbHYIO Tepamnuio (yIUTBIBas OTHOCHTEIBHO HH3KYIO
3¢ (HEKTUBHOCTH MEPOPATHHOTO MpHUEMa aHTHOMOTHUKOB), U B TAKOM CIIy4ae MOXKET OBITh MOKa3aHa
MIPOJIOJKUTENbHAS/CBEPXIIPOJIOJKUTENbHAS ~ BHYTPUBEHHAs  Tepanus  ABymMs U Oousee
3¢ HEeKTUBHBIMH aHTHOUOTHKAMH.

Hapsiny ¢ #amukanuaoMm™*, #umunenem + nuimactaTuH™*, a Taxke MeporneHeM™* ™ sSBISIOTCS
npenapaTamMy BbIOOpa B KayeCTBE COIYTCTBYIOIIEH BHYTPUBEHHOW Teparvu; MpernapaTbl UMEIOT
BBICOKYIO aKTUBHOCTb in Vitro, B TO BpeMs Kak Mpo@rib MOO0YHBIX 3PPEKTOB OiaronpusiTHEE, 4eM
y ne)OKCUTHHA B TUTEIUKINHA™** (Tabmn. 17).

AKTHBHOCTBH In Vitro #KJIapuTpOMHIMHA** HECKOJBKO BBINIC, YeM Y H#a3UTpOMHITUHA™**,
OJTHAKO JIaHHBIC MO BIMSHHIO KAXJOTO W3 ITUX MpernaparoB Ha skcrpeccuto rena erm [209]
npotuBopeunBbl [210, 211, 212]. #Knaputpomunuma** (tabm. 17) sBasercs Oojiee CHIBHBIM
HHruOuTOpoM (epmMeHTHON cuctemMbl P450, uem #asurpomuruua**, mo3ToMy m0OOYHBIC
B3aMMO/ICHCTBUS MpenapaToB ¢ HUM 0oJiee paclpoCTPaHEHBI.

#Jlunezonun™* (tabn. 17) neMOHCTpHUpyeT aKTUBHOCTH in vitro B mpubmausutensHo 50%
KynbTyp M. abscessus. Tem He MeHee, HEOOXOIUMO JIEHCTBOBATH C 0COOOH OCTOPOKHOCTBHIO MPHU
JICYEHUU TAIMeHTOB C XPOHUYECKUMHU  CONYTCTBYIOIIMMH  WHGEKUUAMH  METHIIMIIIMH-
PE3UCTEHTHOTO 30JI0TUCTOTO CTadMIOKOKKA, T.K. JUIMTENbHAs Tepanus JIMHE30JUIOM MOXKET
CIPOBOIIMPOBATH pe3UCTEHTHOCTH MRSA.

DTOPXUHONOHBl U #MHUHOIMKINH U #AOKCUUUKIMH** (Tabn. 17). peaxko AeMOHCTPUPYIOT
aKTUBHOCTH in Vitro, XOTsI OHM M BKJIFOUCHBI B CTaHAApTHYIO cxeMy Jeuenus [ 205, 206, 207].

- Kateropuuecku He peKOMEHIYyeTCsl MPUMEHEHHWE MOHOTEpanuu MaKpPOJIUAAMU WM HHBIM
AHTUMHUKPOOHBIM CPEJCTBOM MpH JEUEHUU MHKOOakTepuosa, Bei3BaHHOro HTMbB u3 rpynmer M.
abscessus complex ¢ 1enbro npenoTBparieHus passutus pesuctentHoct HTMB [205, 206, 207].

(YYP -C, VI -5).

Tabmuua 17. AxTuHOakTepuanbHble Ipenaparbl, MpPUMEHsSEMblEe y MalUEHTOB C
MYKOBHUCIM/IO30M, TIpU  BBICEBE M3  MOKPOTBHI/OPOHXMAJIBHOIO  CEKpeTa MHKOOaKTepuid
Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC) [2, 205,
206, 207], Ilpukxaz MunsgpaBa P® ot 21.03.2003 N 109 "O coBeplIeHCTBOBAaHUU
MPOTHBOTYOEpKYNIe3HbIX  Meponpusituii B Poccuiickoit  ®epepauun". HHCTpykuus 10
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YHU(DUIIUPOBAHHBIM METOJIaM MUKPOOHUOJIOTUYECKUX MCCIEJOBAHUN NIPU BBISIBJICHUH, TUATHOCTUKU

U JICUSHUU TyOepKyIie3a

AnTnbakepuanbHbIiI
npemnapar

Cyrounas no3a
1A IeTei

Cyrounas no3a
IS B3POCTIBIX

Cnooco6
BBCICHUS

Kparnocte
BBEJICHUS

#AMukauquu**

Hersam: 15-30
MI/KT
[HoapocTkam: 10-
15 Mr/kr
MakcuMmanbHas
mo3a: 1500 mr

15 mr/xr

B/B

#AMukanua* *

250-500 mr

250-500 mr

HNuaranaimmony
0

#AzurpomMunua™*

Hersam: 10-12
MT/KT
[Toxpoctkam:
JIO3UPOBKA JIJIst
B3POCIIBIX
MaxkcuManbHast
no3upoBka: 500 mr

250-500 mr

Bnytpb

#lledbokcuTrH

150 Mr/kr
(MakcuMasTbHAs
no3a — 12 r/nenp)

200 mr/kr
(MakcuMasbHas
no3a — 12 r/nenp)

B/B

#Knaputpomurma**

7,5 MI/Kr
(MakcuMasTbHast
no3a — 500 mr)

500 mr

Bnytpb

He pexomennyercs

500 mr

B/B

#Ko-TpumokcasoJ
[cynbhameTokcazon+Tpu
MEeTOIpuM | **

10-20 mr/kr
(o
TPUMETOTIPUMY)

1920 mr

Bnytpb

B/B

#OtamOyTOIT**

Minanennam n
nersaMm: 15 mr/xr
nojpocTtkam: 15
MI/KT

15 mr/kr

Buytpb

#UMunenem+| nuiactaTu
H] kok

PacueT no3sI o
UMUIICHEMY:

IIpu macce Tena no
40 xr — 60-120
MI/KT
(MakcumanbHas
no3a — 2000 mr),

PacueT 1035l o
UMUIICHEMY:
ITaneHTHI
Maccoii tena 50 kr:
2-225r(1rx2
p/an umu 750 Mr x
3 p/nn)
ITaneHTHI
Maccoii Tena 50 kr
— 30 mr/kr (15
MT/KT X 2 p/iH)

B/B

2-3
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#Jlunezomua™* <12 net: 10 mr/kr |600-1200 mr BuyTpb 1-2
12 net u crapiue:
10 Mr/kr
(MakcumanbHas
no3a — 600 mr)
<12 net: 10 mr/kr |600-1200 mr B/B 1-2
12 net u crapiue:
10 Mr/kr
(MakcumanbHas
no3a — 600 mr)
#Moxkcudmokcaus** 7,5-10 Mr/kr 400 mr Buytps 1
(MakcumanbHas
no3a—400 mr B
JICHb)
7,5-10 mr/ 400 mr B/B 1
(MakcumanbHas
no3a — 400 mr B
JICHb)
#MUHOUMKINH 2 Mr/kr 100 mr BryTtps 1-2
(MakcumanbHas
no3a — 200 mr)
#Jloxkcuukaua™ * <12 ner ¢ maccoit | 200 mr BryTtps 2
(mpotuBomoKaszaH aAetTsaM | Tena 50 kr: 4 Mr/kr
1o 8 1eT) 12 net u crapie:
200 mr
# Pudammurmms ** 10-20 mr/kr <50 xr 450 mr BryTtps 1
(MakcuMasIbHAs > 50 kr 600 mr
no3a — 600 mr)
Pudabyrun™** 5-10 mr/kr 150-300 BuyTtps 1
(MakcuMasIbHas 150 mr, ecnu
no3a — 300 mr) [MalUEHT
MPUHUMAET
CUJIbHBIN
UHTUOUTOP
nzodepmeHTa
CYP3A4
450-600 mr, ecnu
MaIUeHT
MPUHUMAET
CUJIbHBIN
CTUMYJISITOP
CYP3A4
#CtpenToMuuy** 20-40 wmr/ 15 mr/kr B/B 1
(MakcumanbHas (MakcumanbHast B/m
no3a — 1000 mr) no3a — 1000 mr)
#Turenukmuu™* 8-11 net: 1,2 mr/kr | 100 Mr B/B 2
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(MakcumaibHast
no3a 50 mr)

12 net u crapiue:
yJapHas 103a —
100 mr, 3aTem — 50
Mr

[Ipumeuanue:

# IlpuMeHeHHWE JIEKapCTBEHHOTO TMIperapara BHE 3aperHCTPUPOBAHHBIX B HHCTPYKIIMH
JICKApCTBEHHOTO CPEJCTBA IMOKA3aHWM MPOU3BOJUTCA IO PEUICHHWIO BpayeOHOW KOMHCCHHU C
pazpemienus JIoKkalbHOTO 3TUYECKOT0 KOMHUTETa MEAUIIMHCKOW OpraHu3aluu (Mpy HAJIUYUU), TIpU
HAIMYAH TIOJITUCAaHHOTO HH()OPMUPOBAHHOTO COTIIACUS POJUTENEH (3aKOHHBIX MPEICTaBUTENEH) U
pebenHka B Bo3pacTte ctapiue 15 jer.

Bce npenapatsl, npumensiemble ipu Micobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) Ha3znauatorcs BHe wuHCTpykiuu (off-label) mo xu3HeHHBIM
MTOKa3aHHSIM.

BospacTtHeie orpaHWYeHHUs yKa3aHbl B JIO3MPOBKAaxX Ui JETeH, pacueT TNPUBOAMUTCS B
cooTBeTcTBUU ¢ COrylacOBaHHBIMU PEKOMEHALUAMU AMEPUKAHCKOTO (poHAa KUCTO3HOTO prdpo3a
(MmykoBHcunI03a) U EBponeiickoro o6uiecTBa KUCTO3HOTO (pubpo3a Mo JeUeHUI0 MUKOOaKTepro3a
y TMamWeHTOB C KHUCTO3HBIM (UOPO30M, PEKOMEHIAIMSMU TIO BEICHUIO OOJIe3HEH JIETKUX,
BBI3BaHHBIX HETYOCPKYJIE3HBIMA MUKOOAKTEPHUSIMHU U APYTUMHU COTIIACUTEILHBIMH JIOKYMEHTaMHU [ 2,

205, 206, 207].

Tabmuma 18. Baxxable 0O0OYHBIE/TOKCUYECKUE JTCUCTBUSI aHTHOAKTEPHUAIBHBIX TMPEIapaToB U
peKoMeHyemMbie MeToAbl KOHTpoJtst 3a 6aktepusmu MAC u MABSC npu MB [1, 2, 176, 205, 206,
207]

[Ipenapar YacTeie MOOOYHBIE/TOKCUYECKHE MeToapl KOHTPOJIS
NEUCTBUA
#AMuKanua** IToueynass TOKCUYHOCTH [IpoBepka KOHIIEHTpaIUU
aMHKallMHa B KPOBH <1>
OTtoTokcuyHOCTSH (3BOH B ymiax, |IIpoBepka koHIeHTpaluu
HOTEepsl CIyXa Ha BBICOKUX KpeaTHHHHA B KPOBU
4acToTax)
[TpoBepka cCHUMITOMATUKH,
[TepBuuHoe 0OcrieoBaHMeE,
MPOBEJICHUE MTEPUOTUIECKIX
ayJmorpamMmm
#AzuTpoMuuH** TomHoTa, pBOTA, TUapes [TpoBepka CHUMITOMATUKH
OTOTOKCHYHOCTB [IpoBepka cCUMIITOMATHKH,
CHHIpPOM YJUIMHEHHOTO aynuorpammsl OKI
unTepBana QT
#KnapurpoMurua™* I'ematur [TeueHoUyHBIE TPOOBI
HckaxxeHne BKYyCOBBIX [IpoBepka cuMnToMaTuKu
OILYLIEHUI
3ameJIeHHbIN TeYEHOYHBIN [IpoBepka cUMIITOMATUKH
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MeTtabonu3M pudadyTrHa

#llepokcutun

JIuxopanka, ceinb

D03uHOGUIHSI, aHEMUS,

JEUKOTIEHHSI, TPOMOOIIUTOTICHHSI

WuTepdepenmys ¢ apyrumu
IPOOUPHBIMU aHATU3AMU JIJIS
U3MEpPEHUs KpeaTHHUHA
CBIBOPOTKH KPOBH

IIpoBepka cuMNTOMAaTUKU

OOyl KIMHUYECKUH aHaIU3 KPOBU

Hcnone3oBars apyrue aHanu3bl

#Ko-Tpumoxca3zon
(CynbdameToxcazon +

TomHoTAa, pBOTA, AMApeEs

AHeMus, TIEHKOIICHNUS,

IIpoBepka cuMNTOMAaTUKU

OO0muit KITUHUYECKUN aHaJTU3 KPOBU

TPUMETOIIPHUM ) **
TPOMOOLIUTOTICHUS
JInxopazxa, Celllb, CAHAPOM [IpoBepka cuMnTOMaTUKU
Crusenca-Jl>xoHcoHa

#OTamOyTOI** Hesput 3purtenpHoro Hepsa [TpoBepka cumnTOMaTUKU (TIOTEPS

[Tepudepuyeckas HeBpomaThst

I[BETOBOTO 3PEHUS/OCTPOTHI 3PEHHUSI)

[TepBuuHoe 0OcnenoBaHMEe U
IMPOBCACHUEC IIEPHUOANICCKUX TECTOB
AJI IIPOBEPKH IBETOBOT'O

3pEHHUs ¥ OCTPOTHI 3peHus <2>
3akimoveHue odranabpMoliora mpu
BO3HUKHOBEHUH CHUMIITOMOB

[IpoBepka CUMNTOMATHKH;
HCCJIeIOBaHHE MTPOBOIUMOCTH
HEPBOB

#IMUIEHEMH1IUIIACTCTU
H kook

T'enatur

[TeuenouHbIC TPOOBI

#IMuneHeM+1uiIacTaTu
H** (MpooKeHHe

Kypca)

TomnoTa, pBoTa, TUapes

[IpoBepka cHUMITOMATUKH

#Jlunesomuo**

AHewmus1, ICHKOIICHHUS,
TPOMOOLIUTOTICHUS

[lepudepuyeckas HeBponaTus

Hesput 3purtensHoro Hepsa

OOmuit KITMHUYECKUI aHATIU3 KPOBH

[TpoBepka
CUMITOMATUKH/KIUHUYECKas
OIIEHKA/3JIEKTPO (HDU3HOJIOTHS

[TpoBepka cumnrTomMaTuku (moTeps
LIBETOBOTO 3PEHUS U OCTPOTHI
3peHus)

HepBI/I‘IHOG O6CJ'IC)10BaHI/Ie n
IMMPOBCACHUC IICPUOANICCKUX TECTOB
IJI TIPOBEPKU IBETOBOT'O 3PCHUA U
OCTPOTHI 3pCHUA

3akimouenue odranbpMoIiora npu
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BO3HHMKHOBCHHUHN CUMIITOMOB

#Moxcudnokcauua®** | TomrHOTa, pBOTA, AUAPES [IpoBepka cuMOTOMATHKH
Becconnuna, 6ecriokoncTBo, [IpoBepka cuMnTOMaTUKU
TPEBOKHOE PAacCTPOICTBO
IIpoBepka cuMnTOMaTUKU
Tenmuuut
CBeTO4YyBCTBUTENBHOCTh
[IpoBepka cumnromaruku KT
CuHIpOM YJUIMHEHHOTO
untepsana QT
#MMUHOLMKINH CBeTO4YyBCTBUTENBHOCTh [IpoBepka cuMITOMATHKH

TomHoTAa, pBOTA, AMApeEs
I'osoBOKpyKEHME

IInrMeHTaIs KOXKHU

IIpoBepka cuMNTOMAaTUKU
IIpoBepka cuMNTOMaTUKU

Knuanueckast ornieHKa

#Pubamnuuu** u

OpanxeBoe OKpalInBaHUE

[IpoBepka cMMOTOMaTUKHU

#pudadbyTun™* OMOJIOTHYECKHX KHUIKOCTEH
prgadyT 21 [TeuenouHble TPOOBI
(BO3MOKHOE OKpaIlliBaHHUE
KOHTAKTHEIX J'[I/IH?,) HpOBepKa CUMIITOMATHUKH
I'ematur [IpoBepka cuMOTOMATUKHU
TomHoTa, pBoTa, 1Uapest OO0mwmit KTUHUYECKUN aHaTTU3 KPOBH
Jluxopazaka, 03H00
AHaINM3bl KPOBU
TpombouuTonenus Koppekuust 103upoBKH Ipyrux
JIeKapCcTB/ypOBHS B CHIBOPOTKE, MPU
[Toyeynast HEIOCTATOYHOCTh PCTB/YP p - 1P
HAJIMYUU TAaKOBBIX
(pudamnumH)
YcKkopeHHbIH TOYEYHBIN
MeTab0IM3M MHOTOYUCIIEHHBIX
JIeKapCTB
#Pudabytun** Jlelikonenus OO0 KTUHUYECKHUI aHAIU3 KPOBU
[lepennuit yBeur (mpu
COUYETaHUH C KIAPUTPOMHULIMHOM )
[TpoBepka cCHUMITOMATUKH
[TpoBepka CHUMNITOMATUKH
['punmno3Heie CUMIITOMBEI,
MOJIMAPTPANTHUS, TTOTUMHAITHS
#CtpenToMuuy** [ToyeyHast TOKCUYHOCTH Perynsipubie npoBepKH YpOBHS

OTOTOKCHUYHOCTH (3BOH B yIIax,
MOTEPS CIIyXa Ha BBICOKUX
4acToTax)

CTPCIITOMHUIIMHA B CBIBOPOTKEC KPOBHU

Perynsapubie npoBepku ypOBHs
KpEaTUHHHA B CBIBOPOTKE KPOBU
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IIpoBepka cMMIITOMATHUKH,

[TepBuunOE OOCIIETOBAHHE,
NPOBEJICHUE MTEPHOAUICCKUX

ayuorpamMmm
#Turenmkmua™* TowmHoTAa, pBOTA, AMApeEs [IpoBepka cuMnTOMaTUKKU
[Tankpeatur [IpoBepka KOHIIEHTpaLlUX aMHUJIA3b]
B CBIBOPOTKE KpOBH <3>
I'mnonporennemus
IIpoBepka KOHUEHTpaUKU
bunupyounemus

aTb0yMHHA B CBIBOPOTKE KPOBHU
IIpoBepka KOHUEHTpaUK
OmnMpyOUHA B CBIBOPOTKE KPOBU

<1> Jlns momy4eHus: MaKCUMaibHOTO ypoBHS B 20-30 T/MJ1 1 MUHUMaIBHOTO ypoBHA < 5-10
/ML

<2> [Ipu npueme 25 MI/Kr/1eHb HEOOX0IUMO MPOXOIUTh €KEMECSUHbIE OCMOTPBIL.

<3> V nu1r ¢ H0YeYHOU TOCTATOYHOCTEIO.

3.1.3.7.2. AHTUDOaKTepuanbHaa Tepanus MMKOOGaKTepuo30B, Bbi3BaHHbix MAC
(Mycobacterium avium complex)

OOGIUMH CIIeAyeT CUUTATh CIIEAYIOINE PEKOMEHIAINH 110 aHTHOMOTHKOTEPAITHU MAaIlHEHTOB
¢ MB, undunuposanusix MAC (Mycobacterium avium complex): [205, 206, 207]

- B cmydae ¢ YyBCTBUTENBHOW K #KIAPUTPOMULIMHY**  (dopMOll  mopakeHUs
HeTyOepKyae3HpIMH MUKoOakTepusamu Jerkux (HTMB) rpynmer MAC pekoMeH1I0BaHO MPUMEHSTh
JIEKapCTBEHHYIO CXEMY JICYEHHS Ha OCHOBE €KEJHEBHOTO IEpPOpalbHOTO IpHeMa MaKpoJIuaa
(mpeamouTuTeabHO #azuTpoMunuHa**), #pudammuimaa** u #aramOyroaa** (tabia. 17) [205, 213];

(YYP-C; VI - 5).

Kommenrtapuu:

He pexomenayercs mpuUMEHSATH MPEPHIBUCTYIO cXeMmy (TpH pa3a B HEJEINI0) MepopaIbHOro
npuema anTuonoTukoB A geueHuss HTMBJI rpynnst MAC;

I[Ipu neuenun HTMBJI rpynner MAC mnpoBoAWTh HayalbHBIM Kypc #HamukanuHa**
BHYTPUBEHHO IIPU HAJIMYUU OJIHOTO MJIM HECKOJIBKUX HHXKECIEAYIOIINX YCIOBUI:

- TIOJIO’KUTETIFHBIA Ma30K Ha Hanuuue KucioToycroiunsbix Oaktepuii (KYD) B matepuane u3
JIbIXaTEJIbHBIX ITYTEH;

- PEHTTeHOJIOTHYECKask KapTHHa 00pa30BaHus B JIETKUX KaBEPH WU TSHKETIOW HH(PEKINN;

- CCTEMHBIE MPU3HAKU 3a00JIEBaHUS;

Jleuennem nammeHtoB ¢ ¢opmoit HTMBJI  rpynnet  MAC, pe3ucTeHTHOW K
HKITapUTPOMUIIMHY ™ *, TOKHBI COBMECTHO 3aHUMAThCs criennanuctsl B oonactu HTMb u MB.

[TaneHTHI ¢ BBICOKOW OaKkTepUaNbHOM HAarpy3Koil (COrJacHO MOJOKHUTEIBHOMY pPe3yiIbTaTy B
TECT€ MUKPOCKOIIMM Ma3Ka MOKPOTHI, HAIMYMIO KaBEpHBI W/MIIM CYHIECTBEHHBIX BOCIAIUTEIBHBIX
IIPOLIECCOB B JIETKMX, WM CHCTEMAaTUYECKHMX CHMIITOMOB Ha PEHTI€HE) MOTYT IIOYYBCTBOBATb
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yIydiieHne Toclie TepBoHadanbHOro (1-3 Mecsma) Kypca UWHBEKIMH #HamukanuHa** wim
#crpenromunnHa** (Tabn. 17) B JONOJHEHNE K CTAHJAPTHOMY KypCy JISUSHUS U3 TPEX MpernapaToB
JUIL TIAlMEHTOB C 3a0o0JieBaHMAMHU JIeTKuxX, BbI3BaHHBIMH MAC. Hmeromuecss naHHbIE He
MOKAa3bIBAIOT PA3NMUMi MEXAY TOKCHYHOCTBIO TIpU mpueme 15 mr/kr #amukanumna** (tadm. 17) 1
pa3 B ICHb WK 25 MI/KT TpH pa3a B Heneno [214].

[Ipumenenne #amukanuHa** B BUAC WHralsAnuid (JeKapcTBeHHAs (GopMma Ui WHBEKIIHA)
(Tabm. 17) BMECTO BHYTPHBEHHOTO aMHHOTJIMKO3H/Ia MOXKET OBITh 00JIee TPEIOYTHTEIILHBIM BBUTY
MEHEEe TINATEIHHOTO HAOIOJICHUS W MEHBIIETO0 TOKCHYECKOTO JCHCTBUS, OJHAKO JaHHBIC
PE3yIBTATOB JICUCHHUST OCTAIOTCS HETIOJHBIMU, U 3()(EKTUBHOCTh TAKOTO JICUCHHSI JUIS TIAIIMCHTOB C
KaBEPHOM JIETKHX, ¢ CyOTEpareBTHYECKUMHU YPOBHSIMHU JIEKapCTB COMHUTEIbHA [162].

- Kareropuueckn He peKOMEHIyeTCsl MPUMEHEHNE MOHOTEPAIMHA MaKpOJUAHBIM TIPErnapaToM
WIM WHBIM aHTUMUKpPOOHBIM cpenctBoM npu jedenun HTMBJI rpynnst MAC c¢ uensbto
npoUIAKTUKU pa3BUThs pesuctenTHoctH [206, 207].

(YYP-C; VI - 5).

Kommenrtapuii: OCHOBHBIME (haKTOpaMy PUCKA ISl Pa3BUTHSA Y MTALIMEHTOB C 3a00JI€eBaHUSIMH
nerkux, BbI3BaHHBIMU MAC, yCTOMYMBOCTH K HKIAPUTPOMHUIMHY*® SBISIOTCS MaKpOJIUAHAS
MOHOTEpanusi U MPeabIayIee JICYCHHE MaKpOIHIAMH C HECOOTBETCTBYIOUIMMH JIOTIOJTHSIONIMHA
npenapatamu. [losToMy, HEO6X0AUMO HE3aMEUIUTEIBHO MPEKPATUTh MPHUEM MAKPOJIUAOB (0OBIYHO
MIPONKCHIBAEMBIX B KayeCTBE MPOTHBOBOCHAIMTENFHBIX MpenapaTtoB npu MB) mocie u3onsiun
MUKOOAKTEepHd, TPU OSTOM MaKPOJWIbl HHUKOT/A HE JOJDKHBI TPOMHCHIBATHCS Ui JICUCHUS
3a00JieBaHM JeTKUX, BbI3BaHHBIX MAC, 6€3 IByX COOTBETCTBYIOIIMX JOIMOIHSIOMINX PENapaToB.

MaxkponuaHasi Tepanusi 0ObIYHO HE PEKOMEHJI0OBaHa Mpu 3a00JIeBaHUSIX JIETKHX, BHI3BAHHBIX
MAC, npu ycroitunBocTd K #kmapurpomMunuay** [213] omHako MakpOJMABI MOTYT OKa3bIBaTh
OmarompusTHOe BiusHHe npu MB  Omaromaps CBOMM CBOWCTBAM  HE-aHTHOMOTHKOB.
KiaputpoMHITMH-yCTOWYMBBIE MAIIMEHTHl C 3a00JEBaHUSIMHU JIETKUX, BbI3BaHHBIMH MAC, moryt
HCTIBITHIBATh YPPEKT OT JICUSHHUs MMapeHTEPATBHOIO0 aMUHOTJIMKO3UIa, #pudammunuaa™** (0ObIYHO
#pudabytnHa**) u #rramMOyTOoNa*™* B COYETaHWHM C OJHHM WU HECKOJIHKUMHU JOTOTHSIOIIUMHU
npenapaTamMu (y4uTbIBas HEOOJBIIOE KOJMYECTBO JAHHBIX MPAKTHUECKUX peKoMeHaauuit) (tabi.
17), Takumu Kak #¢ropxuuononsl [213, 215, 216]. #Pudabyrun** (tabm. 17) MoKeT maBaTh
MOJIOKUTETBHBINA 3G (GEKT MpH JICUSHUN KIAPUTPOMULIMH-YCTOMUMBBIX MAllMEHTOB ¢ 3a00JIeBaHUAMU
Jerkux, BbI3BaHHBIMH MAC, OJHAaKO YacTo TMPOSIBISIIOTCS MOOOYHBIE AeHCTBHS (0COOEHHO,
MATOJIOTUYECKOE  W3MEHEHHWE  KPOBH,  PACCTPOICTBO  JKENMyJOYHO-KUIIEYHOTO  TpakKTa,

MOJIMAPTPAITHS), KOTOPBIE TPEOYIOT CHUKEHUS JT03bI WJIM TIOJIHOM OCTaHOBKHU JieueHus [217, 218,
219].

- B cnyuasx BeisiBienust y nanumeHtoB ¢ MB Oonee ognoro Buma HTMB pexkomenayercs
MPOBOJIUTh MHMKPOOHOJIOTHYECKOE HCCISIOBAHUE JUIsl OMNpEACIICHHs TOro, Kakas/Kakue U3
MHKOOAKTEpHI BBIJCIACTCS IOCTOSHHO, M Kakas/Kakhe SBISAIOTCS TNPUYUHON IOSBIICHUS
3aboneBanus. [220, 221].

YYP-CVYII-5).

- PexkoMeH/10BaHO NallMEHTOB ¢ MYKOBHCIIMIO30M C 3a00JI€BAHUSAMH JIETKHX, BBI3BAHHBIMU
HTMbB oGcnenoBate Ha mnpeamer ABJIA, Tak Kak MHKOOAKTEpHO3bl, HEPEIKO COYETAIOTCS C
aJUIepruyeckuM OpOHXOJIETOYHBIM aclepruijie3oM W/WiaM BblceBaMu TI'puOoB poaa Aspergillus B
MOKpOTE WK 00pa3iax OpoHxoalsBeoIsipHOro JaBaxa [205].

(YYP-CVYIO-5).

Kommenrtapuu: B Takux ciiygasx peKOMEHJOBAHO MPOBOIMTH TEPANUI0 00euX HH(EKIUi.
[Tockonbky #pubamnuuuH** (rpynna npoTHBOTYOEpKYJe3HbIE MpernapaThl) YCKOPSET MOYeUHBIN
MeTa0OoJIM3M  TPUA30JIOBBIX MPOTHBOIPUOKOBBIX IpenapaToB, JICUEHUE aclepruiuie3a Ipu
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3a00JIeBaHMAX JIETKHX, BbI3BaHHBIX MAC, mpencraBisercst 6osiee cioxHbIM. IlepBbiif criocod —
npuMeHsaTh  #pudabyrun**  Bmecto  #pudamnumuna**  (ieuenue  HpudalbyruHOM**
COIIPOBOKJAETCS MHAYKIMEH MEYCHOYHbIX (DEPMEHTOB, OTHOCSIIUXCS K MOJICEMEUCTBY LIUTOXPOMA
P450) B coueraHuu ¢ OOBIYHBIMHM JOIOJIHAIOLIIMMU IpenapaTamu aiasi spaaukaunn MAC u
#BOpHKOHA30JIOM** MM #1103aKOHA30I0M**, KOTOPBII MOXKET OBITh MEHBIIIE TIOJABEPIKECH ACHCTBUIO
JOTIOJTHSIOMINX TIpenapaToB #pupadyruna**, yeM #BOpHKOHA30I**, ¢ KOPPEKTUPOBKOH JTO3UPOBKU
B COOTBETCTBUHM C YPOBHSMH KOHIeHTpamwmid (tabm. 17) [205, 222, 223]. [Ipu HeAOCTYMHOCTH
TEparneBTUYECKOI0 JIEKAPCTBEHHOTO MOHUTOPUHIA BMECTO #pudaMnuuuHa®* MOKET NPUMEHITHCS
#amukanuu* yepes HeOymazep [162, 205, 224].

3.1.4. Tepanusa nopaxeHWUM Nerkux, BbiaBaHHbIX rpu6amm poaa Aspergillus

Pesynbrater mposenennoro B8 HUM menununckoit mukosiornn uM. [1L.H. Kamkuna B 2014-
2017 rr. uccnenoBaHusl CBUACTENBCTBYIOT, YTO KOJOHHU3AIIUS JAbIXaTeNbHBIX TyTel Aspergillus spp.
BO3HHKAET y 22% maiuenToB ¢ MB, a paznuunbie BapuanTsl actieprsuiesa — 9,2% [225].

HaubGonee wacTelii BapuaHT acmepruwuiesa y mnauueHToB ¢ MB  —  amnepruueckuit
oponxoserounslii acnepruiuie3 (ABJIA). Hactora ABJIA y moapocTKOB U B3pOCIBIX MAIUEHTOB C
MB — 10-15%, pexe y neteit muaiiero Bospacra [40, 41].

XAJI pa3BuBaercs y 2-5% nanuentoB ¢ MB. MHBa3uBHBIN acnepruiies Jerkux y NalieHToB
¢ MB Boznukaer peako (0,5-1%) [225].

I'pubsl pona Aspergillus MOTYT KOJIOHU3UPOBATh JbIXaTelbHbIE MYTH ManueHToB ¢ MB wm
BbI3bIBATh, B 3aBUCHUMOCTH OT COCTOSIHUS HMMYHHOM CHCTEMbI MalMeHTa, aJulepruyecKuit
Oponxosierounslii acrieprmies (ABJIA), xporndeckuii actieprmnies jierkux (XAJI) u nuHBa3uBHBIN
acriepruuies (MA) [17, 39, 85, 86].

- PekoMeHI0BaHO TPHMEHEHHE AaHTUMHUKOTHUYECKUX MPENapaToB Kak THOTPOITHOM Teparuu
npu ABJIA u XAJI (ta6a. 19) [17, 39, 85, 86].
(VVP - C, VIUI - 5).

Tabmuua 19. AuTuMukoTHKH, puMensemblie mpu ABJIA u XAJI [17, 39, 85, 86]

AHTUMUKOTHK Cyrounsbie 10361 Jyisi | CyTO4HBIE AO3bI [TyTp Kparnocts
neTei JUISL B3POCIIBIX BBEJICHUS npuema B
JIEHb
#BopukoHazom**
(mpoTuBOIIOKa3aH AeTIM | 18 Mr/Kr 400 mr Buytps 2
70 2 JeT)
#BopukoHazom** 18 Mr/Kr B miepBbIe 12 mr/kr B niepBeie | B/B 2
MPOTUBOIIOKA3aH JIETSAM | CYTKH, 3aTeM 16 MI/KT | CyTKH, 3aTeM 8§
70 2 JeT) MI/KT
#tpakoHazoun no 12 net 5 mr/kr, 400 mr Buytps 2
(TabneTku crapue 12 et 200 mr
MIPOTHBOIOKA3aHbI IETSIM
10 3 71eT)
#1lo3akoHaszon - 300mMr2ps1 BHYTPb 1(B
TabJIeTKH neHb, 3aTem 300 NIEPBBII
MT/CYT JIEHb — 2
p/nn)
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#IlozakoHazom** - 600 mr BHYTPb 2-4
CyCIeH3HUs [yl IpuemMa
BHYTPb
(IpoTHBOIIOKA3aH ACTIM
1o 13 nier)
#Kacnopyarua** 70 mr/m? B 1-if nenb, |70 Mr B 1-ii 1eHb, |B/B 1
(IPOTHBOMOKA3aH AETAM |3aTeM mo 50 Mr/m? 3areM 1o 50 mr
710 3 MeC KHU3HN) (cyrouHas n03a He
Bbliie 70 mr)

#Amdorepunun B 3-5 mr/kr/cyt 3-5 mr/kr/cyt B/B 1
[TUTIOCOMAITBHBIH |.
#Amdorepunun B 5 Mr/kr/cyr 5 Mr/kr/cyr B/B 1
[JTunumHBI KOMTUTEKC |
#AmboTepurun B** 0,6-1,0 mr/kr/cyr 0,6-1,0 mr/kr/cyr |B/B 1
#AmboTepurun B 12,5 mr 12,5 mr H#UHTAIAIIMKM | IBA pa3a B
[TUTIOCOMAITBHBIH | yepes HEJIEITIO
(bopma mmst HeOymnaizep
HHBEKIIMOHHOTO <1>:
MIPUMEHEHMUST)
(IpOoTHBOIOKA3aH JETIM
1o 1 Mec )KU3HN)
#Amborepurun B 12,5 mr 12,5 mr #UHTAISALMM | IBa pa3a B
[JInnmuaabIi KOMITIEKC | yepes HENEIIO0
(bopma mmst HeOymai3ep
WHBEKIIMOHHOTO <1>:
MIPUMECHCHHS )

[Ipumeyanus:

# IlpuMeHeHune JIeKapCTBEHHOTO Npenapara y IeTei BHE 3aperuCTpUPOBAaHHbBIX B HHCTPYKIIUU
JIEKapCTBEHHOI'O CpEJCTBA IOKA3aHUM MPOU3BOAUTCA IO PELICHHWI0 BpayeOHOW KOMMCCUHU C
paspeuienus JIOKaabHOTO 3THYECKOr0 KOMUTETa MEIMIMHCKONW OpraHu3anuy (Ipu HaJU4Yuu), Ipu
HAJINYMU TOJMUCAHHOTO UH(QOPMUPOBAHHOIO COINIACUsl pOJUTENeH (3aKOHHBIX MPEICTaBUTENEN) U
peOeHka B Bo3pacTte ctapiue 15 ner.

<1> IlpuMeHeHHE JI€KapCTBEHHbIX (OpPM s NapeHTEPaJbHOIO IPUMEHEHHs B BHUJE
MHTJSIIUNA pa3peraeTcss KOHCUIMYMOM CIIELUAIMCTOB MO KU3HEHHBIM IOKa3aHUSAM C Pa3peIIeHUs
JIOKaJabHOrO 3THYECKOTO0 KOMMTETa MEIMIMHCKOM OpraHu3aluy, NpU HaIMYMM MOANHCAHHOTO
MH(GOPMHUPOBAHHOTO COIJIACUsl poauTesnel (omekyHa) M pedeHka B Bo3pacTe crapmie 15 net, B
YCIOBUSAX CHEUAIN3UPOBAHHOIO CTallMOHapa. B nanpHelmeM npu Xopolleld NEpEeHOCUMOCTH
IpHUeM IpenapaTa pa3pelieH B aMOyIaTOPHBIX YCIOBUSX.

<2> Unransauuu #Amdorepuriuta B [nunocomansHoro] ummn #Amdorepununa B [Jlunuanoro
KOMIUIEKCa] MOTYT OBbITh aJdbTEPHATUBOM MJIM JIOTIOJHUTEIHHOM MPOTUBOTPHMOKOBON Tepamueil B
neuenun ABJIA mpu HenoctaTouHO# 3(PPEKTUBHOCTH TEparuu CUCTEMHBIMH AHTUMHKOTHKAMHU,

HETICPCHOCUMOCTH a30JIbHBIX .HC WM NIOTCHIUAJIBHO OITACHBIX JICKAPCTBCHHBIX B38.HMO):[€I>'ICTBPI$IX
[162, 226, 227].

HpI/I HAIYMK MEAULMHCKMX MOKa3aHHi (HO JKHN3HCHHBIM IIOKa3aHUWAM, BKJIHO4Yas
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UHIUBUAYAIBHYIO HENEPEHOCUMOCTh, Jajiee — M0 JKU3HEHHBIM II0Ka3aHUSM) II0 PEIICHUIO
BpaueOHON KOMHMCCHHM OCYLICTBIIACTCS HA3HAUEHUE JIEKAPCTBEHHBIX IMpErnaparoB HE IO
MEXAYHapOJAHOMY HENAaHTEHTOBAHHOMY HAaWMEHOBAHUIO, a 110 TOPrOBOMY HaMMEHOBAHMIO (YacTh
15 crarbu 37 @enepanbHoro 3akoHa ot 21.11 2011 N 323-d3 "OO6 ocHOBax 0OXpaHbl 30pOBbS
rpaxzaan Poccuiickoit @enepanuun” u nyHkT 6 Ilopsaka Ha3HaUYEHUs JEKApCTBEHHBIX IIPENapaTos,
dbopM penentypHbIX OJAaHKOB Ha JIEKAPCTBEHHBIE INPEMaparthl, Mmopsaka oOpMIICHUS YKa3aHHBIX
OJIaHKOB, UX y4eTa W XpaHEHUs, yTBEPKJICHHOTO TpukazoM Mun3apaBa Poccum ot 14.01.2019 N
4u). Pemenue BpayeOHONW KOMHCCHUH OQOPMIISETCS MPOTOKOJIOM W BHOCHUTCS B MEIIMHCKYIO
JOKYMEHTAIMIO NAIl[UEeHTA.

[Ipu ucnonbp3oBaHUU #BOPUKOHA30Ia™** U IPYrUX CPEICTB IPYIIIBI TPHA30JIOB BCETIA CIEAYET
YUUTBHIBATh BO3MOXHOCTH JIEKAPCTBEHHBIX B3auMmojeWcTBuil. Hampumep, npu Ha3zHaueHUU
#BOopuKOHa30ya™* cienyeT OTMEHUTh pUpaMIUUMH** WM Jpyrue HHIYKTOpPHl (HEpMEHTOB
uutoxpoMa P-450 (MHTUOUTOPBI TPOTOHHOM NOMIIBI, KapOamazenuu™*, peHnTonH™**), NoCKOJIbKY B
ATUX CIIydasX TeparneBTUYECKas KOHIIEHTpalus #BOpUKOHA30Ja** B 1ia3Me U TKaHSAX OOBIYHO HE
JOCTUTAETCS.

VY nanueHTOoB, MOJYYaOIIUX UIMTEIbHYIO TEpanuio #BOPUKOHA30JOM™*, MOTYT pa3BUTHCA
KOXHbIE peakuuu (OTOUYBCTBUTEIBHOCTU. Bo Bpems JjedeHus NalMeHTaM pPEKOMEHIYeTCs
n30eratb UHTEHCUBHOTO WUJIU JJIUTEIHLHOTO 00ydeHUs PSIMBIM COJTHEUHBIM CBETOM.

Tepanusa ABJIA

- IIpu ABJIA pekoMeH1I0BaHO MPUMEHEHNE KOPTUKOCTEPOUIOB ISl CACTEMHOTO ITPUMEHEHUS
W TMPOTHBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEICTB TPYIIBI TPHA30JI0B (#BOpUKOHA30I** H
#utpakonasoun) (tabma. 19) [39, 85, 228].

(YYP-C, VI -5).

KommenTapwii: #Ilo3akoHa3om™* mpuMeHSIOT MpyU HENEPEHOCUMOCTH WM HEBO3MO>KHOCTHU
MIPUMEHEHHUsI #BOPUKOHA30a™** MK #uTpakoHaszona

Hcnonb3oBaHne KOPTUKOCTEPOUAOB MJISi CHCTEMHOTO MPHUMEHEHHsS] PEKOMEHJOBAHO Mpu
BBIpaKeHHOM OpoHx000cTpyKTHBHOM cuHApoMme (BOC), Hammuun 303MHOGUIBHBIX HHPUIBTPATOB
B JIETKMX WIA HEdPPEKTUBHOCTH MPUMEHEHUS HPOTUBOTPHUOKOBBIX JIEKAPCTBEHHBIX CPEICTB
rpymmsl Tprasosnos [39, 85, 228].

s xynupoBaHus OpOHXOOOCTPYKTUBHOIO CHHIpPOMAa M 303WHOGMIBHBIX HH(UIBTPATOB B
JIETKUX Ha3HAYaIT IpeaHu300H** mo 0,5-1,0 Mr/Kr/cyT wim Ipyroil KOPTHKOCTEPOU CUCTEMHOTO
JNEHCTBUS B OSKBUBAJICHTHOM J03¢ (HampuMep, METHINPEAHU30J0H™**) B TedueHue 14 mgHel B
3aBUCHUMOCTH OT CTEHEeHH OpOoHX000CTpYKTUBHOTO cuHApoma. [locnenyromiee cHukeHue 10361 (0T 5
1o 10 Mr xaxnele nBe Helenu) B TeueHue 1-3-5 mecsueB. [IpooKUTENbHOCTD JICUEHUS 3aBHCHUT
OT aKTUBHOCTU M TsDKecTu 3aboneBanus. Huskas nmopaepxkuBaromias nosa (ot 5,0 mo 7,5 mr/cyr)
MOXXET TMOTpeOOBaTbCcsi B TEUYEHHE JUIMTEILHOTO BPEMEHM Il KOHTpPOJSl 3a0oJieBaHUS U
peI0TBPAICHUS PEIUIMBOB Y HEKOTOPBIX MarueHToB. [229, 230].

Kputepusmu >3ppexkTuBHOCTH cIyKaT KyNMUPOBaHUE KIMHUYECKUX MPU3HAKOB, HCUE3HOBEHUE
703UHO(PHUIIBHBIX WHOUIBTPATOB B JIETKUX U CHIDKEHUE ypoBHs obmero IgE B chiBopoTke KpoOBH.
[Tocne moctmxeHus r¢dexTa MOCTENEHHO CHIDKAIOT 03y MpernapaTa BIUIOTh JI0 OTMEHBI B TEUEHUE
3-4 Henenb.

Bo Bpems peMuccum manueHTsl B crielu(uIeckoi Tepanuy He HyKIal0TCS.

ITpu pernnuse ABJIA BHOBb NPUMEHSIOT #BOPUKOHA301** Man #uTpakoHaszon (tadm. 19) B
TeyeHue 2-4 mec, npu BeipaxkeHHOM bOC — npeqHr3010H** WM METHIITIPETHU30I0H **,

Kpome penmanBa ABJIA moka3aHusiIMH K Ha3HAYEHHUIO TPUA30JIOB SIBISETCS 3aBUCHUMOCTH OT
KOPTHUKOCTEPOUJIOB JJII CHUCTEMHOTO TPUMEHEHHs, WX HejocTtaTouHas »(PGEeKTUBHOCTh U
BBIPKEHHBIC HEXeNaTeNbHbBIE YPPEKTHI.

[IpumeHeHre MPOTUBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEACTB TPYIIBI TPHA30JIOB Y MAlMEHTOB
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ABJIA 1o3BoisIET AOCTOBEPHO YMEHBIIUTH MPUMEHEHHE KOPTUKOCTEPOUIOB JJisi CUCTEMHOTO
MPUMEHCHHSI, PUBOJUT K YIYYIICHUIO (DYHKIMU BHEIIHETO IBIXaHHUS W YMEHBIICHHIO YaCTOTHI
peunauBoB ABJIA.

Tepanusa XAJl

- PexomenioBano B kauectBe jeueHuss XAJl y nanuentoB ¢ MB ucnonb30Bath JIMTENbHbBIN
KypCc TPOTHBOIPUOKOBBIX JICKAPCTBEHHBIX CPEICTB, JiedeHHE "(POHOBOTO" 3ab0JCBaHUS W
YMEHBILIEHUE STPOr€HHOM HMMYHOCYIPECCUH, a TaKKe XHPYPrHUEcKOro yJIaJeHHUs O0dYaroB
nopaxenus. [15, 17, 18].

(YYP-C, Y/ -5).

Kommenrapuii: [launentsl ¢ XAJl HyKgaloTcs B JJIMTENBHOM HAOMIOJCHUM NIl KOHTPOJIS
3a00JIeBaHUSI U CBOEBPEMEHHOrO JiedeHHsl peuuauBa. OCHOBY aHTHUMMKOTHYECKOM Tepanuu
COCTaBIISICT MPUMCHEHHE TMEepOpPANbHBIX #BOpUKOHA30yMa** wimu #uTpakoHasona (tabn. 19)).
#llo3akoHa30a™* NPUMEHSIOT NpPU HENEPEHOCUMMOCTH WM HEBO3MOXKHOCTH IPUMEHEHUS
#BopukoHa3zona™* wnu #utpakonasosa. #Kacnopynruu*™* (tabxn. 19), a taxxke #Amdorepunun B
[munocomanprbiii| wm #Amdborepuniua B [Jlunmuaaeiii koMruiekc] uiau oObraHbIA (Tabm. 19)
Ha3HAYyaloT B/B MpH HE3(PPEKTUBHOCTU MEPOPaATBbHBIX MPOTUBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEICTB
IPYIIIBI TPHUA30JI0B.

ANbTepHATUBHBIN METO/1 JIEUEHUS — #BHYTPHUIIOJIOCTHOE BBeAICHHE aMpoTepuiinHa B**.

Baxxnoit cocramstomeii neuenus XAJl y 6oapHbIx MB siBRsieTcst ynydiieHne s5KCneKTopauu
MOKPOTHI.

Koppekuss uMMyHHOTO aedexTa OOBIYHO JOCTUraeTCs YCHEIIHbIM JIEYEHUEM OCHOBHOTO
3a00JI€BaHMsI U CHUKEHUEM JI03bl KOPTUKOCTEPOUIOB ISl CHCTEMHOTO TPUMEHEHMSL.

XUPYpPruyeckoe BMEMIATENbCTBO — BaXKHBIM KOMIIOHEHT KOMIUJIEKCHOTO JjedeHus XAJL
OnHO3HAYHBIM ITOKA3aHUEM SBIIETCS BBICOKMM PHCK WJIH Pa3BUTHE JIETOYHOTO KPOBOTCUCHUS.
Yro0Obl YMEHBIIUTh BEPOSITHOCTh MH(ULUPOBAHUSA TKAaHEH U Pa3BUTUA CHELM(PUUECKON SMIIHEMBI
IUIEBPBI, JI0 U IOCJIE OMNEPATHBHOTO JIEUEHHs] NPUMEHSIOT #BOPHKOHA30J™* MM #UTpakoHa30Jl
(XMpypruyecKkoMy JICUEHHIO MOTYT MpPEMsITCTBOBATH PACHPOCTPAHEHHOCTh NOPAKEHUs, TSHKECTh
COCTOSIHUS NMALMEHTAa W BBIPA)KCHHAs JbIXaTENIbHAs HENOCTATOYHOCTb, @ TAKXKE MHOXXECTBEHHBIC
acrepruuioMbsl. JactoTa 0cinoXHEHUI (KpOBOTEUEHHE U Mp.) NMPHU ONEPATUBHOM JIEYEHUU MOXKET
nocturarb 5-20%.

3.1.5. Tepanus BHeLWHECEKPETOPHON HeAOCTAaTOYHOCTM NOMKEeNyAO4YHON
xene3sbl

- 3aMecTUTENbHYIO Tepamuio naHkpeatnueckuMu ¢epmentamu ([lankpeatun™*), (B Bume
MUHUMHKpOcdep, ¢ pH-4yBCTBUTEIBHBIM HOKPBITUEM O€3 NMPUMEHEHHUS METaKPUIOBOW KHCIOTHI
[231, 232, 233, 234, 235] ¢ win 6e3 >KeIaTHHOBOM KaIiCylbl) PEKOMEHJIOBAHO Ha3HAYaTh BCEM
MaryeHTaM, BKIOYas HOBOPOXKACHHBIX ¢ MB, MMEIOINUM KIMHHYECKHUE MPOSBICHHS KHIICYHOI'O
CHHJIIpOMa WJIM HU3KYI KOHIEHTPAIMIO IMAHKpeaTudecKor anmactaspi-1 B kane (< 200 Mkr/r) npu
OTCYTCTBHM MpOTHBOMOKa3aHuid. llenp BMemiarenbcTBA — KOPPEKIHS BHEIIHECEKPETOPHOH
MaHKPEaTHUeCKON HEJIOCTATOYHOCTH (M0 KIMHUYECKUM TMOKA3aTeIsIM U OTCYTCTBHE HEUTPAILHOTO
*upa B Korporpamme) [2, 19, 233, 234, 235, 236].

(YYP -B, Y - 3).

Kommenrapuii: [Ipu mpoBeeHnN 3aMeCTUTENBHOM Tepaniui HE0OX0IMMO KOHTPOJIUPOBATH:

- TIOKa3aTeNu KOMpOorpaMMbl, B IEPBYIO OUepe/lb KOJTMUYECTBO HEUTPAILHOTO JKUPA;

- YaCTOTY U XapaKTep CTYyIa;

- ©KEeMeCSYHYI0 TPUOaBKYy MacChl TeNa U JUHAMUKY POCTa MallMeHTa.

I[J'IH BOCCTAaHOBJICHHUA aJICKBaTHOM ACCUMMJIAIIMA Kupa CJICOYyCT NNPpUMCHSTH
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BBICOKO3((PEeKTHBHBIE MAaHKpEeaTHUECKUue (PepMEHTHI B BHI€ MHHUMUKPOCHEP, YTO B OOJIBIIMHCTBE
CIIy4aeB MO3BOJISIET KOMIIEHCHPOBATH CTEATOPEIO M YMEHBIIUTH AS(UIIUT MACCHI TeJIa.

[lokazaHusi: Bce NAIMEHTHl C NPU3HAKAMHU HEIOCTATOYHOCTH SK30KPUHHON (QYHKIMH
MO/KEIYI0YHOM  Kene3bl  (creaTopest (HEHTpaldbHBIM JKMp B  KONpPOrpamMMe), CHMYKEHUE
MaHKpeaTH4ecKoi mactas3bl-1 Mmenee 200 MKI/T).

[IpoTuBOMIOKa3aHMs: MHANBUYAIbHAS HETIEPEHOCUMOCTb.

Bri6op myTu BBeseHUS: BHYTPH JI0 U BO BpeMs KaJ0ro mpuema numy. [lankpeaTmueckue
(bepMeHTHI He cleayeT Ha3Ha4yaTh mocie efpl. Kamcynsl, cogepikaniiue MUHUMHKpPOChepsl, MOXKHO
BCKPBIBATh M MIPUHUMATh UX COJCPKMMOE OJHOBPEMEHHO C HEOOJBIINM KOJMYECTBOM ITHIIH, WIIN
MIPUHUMATh LEIUKOM, HE BCKPBIBasi, €CIIM PEOCHOK YK€ JOCTATOYHO OOJIBIION M MOXKET IPOTJIOTHTD
Karcyiy.

Omnenka 3((EeKTUBHOCTH JICYCHHS: K KIMHUYECKUM TOKa3aTesiM aJIeKBaTHON JTO3MPOBKU
MAaHKPEaTHYECKUX (PEpPMEHTOB ClIeAyeT OTHECTH: YIIydlIeHHEe MPUOAaBKU Beca JIETEH, yMEHbIIEHUE
o0beMa CTylla, €ro 4acTOThI, YMEHBIIECHHE 3JI0BOHHOTO 3araxa, MCUYe3HOBEHHE OOJieil B JKHUBOTE.
JIaGopaTopHbIe OKa3aTeIn — YMEHbIICHHE CTETIEHU CTEATOPEH.

Orenka 6€30TMaCHOCTH JICYCHHS — 110 KIIMHUYECKUM TMPU3HAKAM.

JlomosTHUTEIbHBIE 3aMEYaHUsI:

[Toxbop 103 mankpeaTH4ecKuX GEepMEHTOB IPOBOJAUTCS IMITUPUUECKH.

- Jlo3a maHkpeaTnHa MHANBUAYATbHA IS KQXKIO0TO MaIeHTa.

- Y OOJBITMHCTBA MAIMEHTOB /1032 JOJDKHA OCTaBaThCS MEHbIE Wiau He mpeBbimarh 10 000
EJl no nunase Ha 1 xr maccel Tena B cytku wim 4000 EJl Ha 1 T moTpebaeHHOTO Kupa.

- IlogGop m03bI MOXKHO HayaTh B 3aBUCMMOCTH OT MAacChl Tejla, YTO COCTaBIISE€T B Hayaie
nederuss 1000 EJI/kr mo ymmnasze Ha KakIbId pHEM THINK IS JAeTed Miazmie deTeipex jeT u 500
EJl/kr mo numaze BO BpeMs MpueMa MHINM JJIs JIeTed cTaplie 4eThlpeX JIeT M B3pOCibix. B
JalbHENIIEeM 1032 MOXKET MOCTENEHHO MOBBIIIATHCS IO HOpMAaIM3allMM CUMITOMOB CTEaTOPEU.
Jlo3y crenyer ompenensaTh TakkKe B 3aBUCUMOCTH OT BBIPAKEHHOCTH KHIIEYHOTO CHHIAPOMA,
pe3yIbTaTOB KOHTPOJIS 33 CTearopeeil u noaep KaHusl aIeKBaTHOTO HYTPUTUBHOIO CTaTyca.

- HoBoposxaeHHbiM Ha Kaxzapie 120 mu1 mutaHusi (CMeCh WJIM JKEHCKOE MOJIOKO) CTapToBas
no3a paccuntbeiBaercs kak 2500-3333 EJ] smmnassr (1/4-1/3 kancymnsl mpenapara ¢ akTUBHOCTBIO 10
000 EJl numa3el B Karicyse). OTu 1036l cooTBeTcTBYIOT npumepHo 600-800 EJl mmmaser Ha 1 T
MUIIEBHIX YKUPOB WM MO Y2-1 MEpPHOM JI0KKE KUIIEYHOPACTBOPUMBIX rpany’ u3 (uaakonos [11, 12,
37]. B mHactosmee BpeMs pEKOMEHAYETCsl TMOJCYeT MMaHKpeaTUYeCKHuX (EepMEHTOB IO
notpebiieMoMy JKUpY ¢ pacueToM Koddpduiumenta Ha 1 rp xkupa. [lo3a paccuuThiBaeTcs
uHIUBHAyaIbHO. [lomycTumeble 3HadeHus koddduimenta ot 500 mo 4000 EJl Ha 1 rp xwupa.

- VYV psAga mNanueHtoB, OCOOGHHO TMTpU OEITKOBO-PHEPreTUYECKON HEeIO0CTaTOYHOCTH,
TUNEPAUIHOCTH U JAPYIrUX COCTOSIHUSX, MOXET MOHAJ0OUTHCS TOBBIIICHHAS 1032 MaHKpeaThHa
6omee 10 000 EJl mo nuna3ze Ha 1 kr maccel Tena B cytku uin 4000 EJ] Ha 1 r moTpeGieHHoro xupa
[237, 238, 239, 240, 241, 242, 243, 244, 245].

- He cnegyer nmoBeimath 103y pepMeHTOB 10 oueHb BbicoKoi (> 18000-20000 En numna3zsl/kr
B CyTKH). B nmanpHeiimeM no3a mojaBepraercs KOPpEKIMH HA OCHOBE KIMHUYECKUX CHMITOMOB H
nabopatopHbIX AaHHBIX. ClenyeT MOMHUTh, 4yTo mpumMepHo y 10% mnanueHToB HEAOCTATOYHOCTH
MOJKEITYI0YHOM JKeJe3bl He TIoIaeTcs MoJIHOW Koppekimu [19].

- 3¢ (hEeKTUBHOCTh TEpaNUU MAHKPEATUYECKHUMH (EPMEHTaMU MHOTJIAa MO>KHO MOBBICUTH TPHU
OJTHOBPEMEHHOM TNpUMEHEeHuu #pamoTuauHa™* (mIpoTHBONOKAa3aH B JETCKOM BO3pacTe),
paHuTHAMHA** (IPOTUBOIIOKA3aH JeTsAM 10 12 seT), oMmenpaszona™* (IpoTUBOMOKA3aH AETAM JI0 2
JeT) WIM 9230Memnpazona** (meiierel — TPOTHBOMOKA3aHbl JeTsM 10 | roma, TalmeTku
MPOTUBOTIOKAa3aHbl JAeTsM A0 12 ner. JlanHble mpemapaTthl MOTYT OBITh Ha3HAu€HBI B CIly4ae
MOTPeOHOCTH 3HAYUTEILHOTO YBENUYEHHUS JI03 TAaHKpPEeaTHdecKuX (epMEeHTOB W/WIM TpuU
OTCYTCTBHH HX JIeYeOHOTO AP eKTa, 9TO MOKET OBITh OOYCIOBIEHO MOBBINIEHHOW KUCIOTHOCTHIO
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KEJYJIOYHOTO COKa M HEJJOCTATOYHBIM OIIeJIauuBaHueM XxuMyca B 12-nepctHoit kumike [22, 89].

3.1.6. Tepanua 3HOOKPUHHOM HEAOCTAaTOMHOCTU NOOXKENyAO4YHOW XKenesbl
(M3CA)

Jleuenue nuabera mpu MB (M3CJ/I) B 11eJ10M JIOJDKHO COOTBETCTBOBATH CTaHAAPTAM ITOMOIIIN
BCEM TMAIMeHTaM C AuabeToM; HO HUMEIOTCS OCOOble TpeOOBaHUS K JICUCHHIO MAIMEHTOB C
MmykoBuciuao3om [50, 91].

- PexomenpoBano neuenne mnauveHtoB ¢ M3CJl y cnenuainctoB MHOronpoguiIbHON
KOMaHJpl, uMeromeid onelT paborel ¢ M3CJ/l, u mnpu 3TOM NOAJNEPKUBATH KOHTAKT U
KOHCYJIbTUPOBAThCSI CO CIENHATMCTAaMH TI0 MYKOBHCIUIO3Y C IETIbI0 A(PPEKTHBHOTO BEICHUS
MAIMEHTOB C y4eTOM 0COOCHHOCTEH 0CHOBHOTO 3aboseBanus [50, 91].

(YYP-C, VI -5).

- Ilpu neyennu M3CJ] pexoMeHyeTcs 00ydeHHE CaMOCTOSITEIbHOMY yXOJy TpH JauadeTe,
MHCYJIUHOTEepanuss U a’poOHass Harpy3ka He MeHee 150 MHH B HEAENIO C LEIbIO aJIeKBATHOTO
koHTposis M3CJ] u mpenoTBpatienus ocnoxHenuit [50, 91].

YYP-C, VI -5).

- PexomenoBano coOIroieHrEe PEKOMEHAAIMI TI0 MUTAHUIO MAIIMEHTOB C MYKOBHUCIIHAI030M
it maruenToB ¢ M3CJl. Mi3sMeHnenne notpebiieHns KaJopuid, )KUPOB, OCITKOB, YIJIEBOJIOB W COJTH
B pe3yiapTaTe JWAarHOCTUKM Juabera He Jomyckaercs. PexkoMmeHayeTcss paBHOMEpHOE
pacnpeziefieHue yriieBoI0B B TEYEHHUE CYTOK U 3aMeHa padMHUPOBAHHBIX HA 3aLUIIEHHBIE C LIETbIO
moiiepsKanust HyTpuTHBHOTO craryca [50, 91].

(YYP-C, VI -5).

- Pexomennyercs neunts M3CJl y naunentoB ¢ MB uHcynuHamu, a He mepopaibHbIMU
TUMOTIMKEMUYECKUMHU TIperapaTaMy ¢ LEeJbI0 ONTUMAaJIbHOTO KOHTPOJISI YPOBHS TJIIOKO3bI B KPOBU
[50, 91, 246, 247].

(YYP-C, VI -5).

KommenTapuii: DddekTuBHOCTh mepopaibHbIX T'MIIOITIMKEMHUYECKUX CPEICTB U TEparuu
M3C/] ve noxazana. [Ipu neuenun M3CJl pekoMeHIyeTCs IPUMEHATh OONIOCHYIO CXeMYy IpHeMa
UHCYIUHOB. MOXET NPUMEHATHCS CTAaHIAPTHBIA pexXuM 0a3aibHO-O0JIIOCHOTO  BBEACHUS
WHCYJIUHOB, BKJIIOUas KoMOMHaLMI0 O6a3anbHOro (MHCYIUMHBI M aHANOTH JJIUTENBLHOTO NEHCTBUS) U
obicTponeiicTBytomero (MHCynuHbl W aHanmoru OBICTPOTO  ACWCTBHS) UWHCYIMHA IYTEM
MHOTOKPATHBIX €KETHEBHBIX TOJKOKHBIX HMHBEKIUNA WM OBICTPOJEHCTBYIOIIETO HHCYJIMHA
(MUucynuHbl ¥ aHajaord OBICTPOTO JEHCTBUS) IyTEM HENPEpPBIBHOW MOAKOXKHON WHY3UH
(uacynuHoBass momria). [lanueHTOB clegyeT HaydyuTh YCTaHABIMBATH J03Y WHCYJIMHOB B
COOTBETCTBHUU C COJACPKAHUEM YIJIEBOJIOB B UX IHUIIIE.

EcTth o4yeHb orpaHuueHHbIC JAHHBIE 00 KCIOJIb30BAHUU MEPOPATBHBIX TUINOTTMKEMHUYECKUX
npenaparoB npu M3C/1. 13 nepopaibHbIX TUIOTIMKEMUYECKHX PENapaToB, 3aperuCTPHUPOBAHHBIX
Ha Teppuropun Poccuiickoit dexepauuu M3yd4eHbl MPOU3BOJHBIE  CYIb(OHUIMOYEBUHBI,
MeTGOpMHUH™*, TpoUne NMPOTUBOIIIMKEMHUYECKHE NpenapaThl (penarauHu™**) U THAa30J M MH IMOHBIL.
D¢ddexT He mokazaH.

AHanoru TIJIOKaroHomoJo0HOTO nentuja-1 (MHKPEeTHUHBl WM HHKPETHHMHUMETHUYECKHUE
areHTbl) MOTYT WIrpaTh BaXHYIO pOJb, HO TOKa TpeOyeTcss MPOBECTH JOIOJHHUTEIbHbIE
HCCIIEIOBAaHUS, YTOOBI BBIHECTH J0KA3aTeNIbHbIE PEKOMEH IAIIH.

- Bo BpeMsd O6OCTpCHHﬁ JICTOYHOT'O IIpomecca PCKOMCHAYCTCA dYalle IMPOBCPATH YPOBCHb
TJTIMKCMHUHN (I[O 3-6 pa3s B ,Z[eHL), KOTOpas MOBBIMIACTCA Ha (I)OHC BOCHTAJICHUA U YBCIIUYUTH O3y
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MHCYJMHA, KaK OOJIOCHOTO, TaK U 0a3MCHOTO C LENIbI0 ONTHUMAJIBHOTO KOHTPOJISI YPOBHSI TIFOKO3BI B
KPOBHU M CBOEBPEMEHHOW KOPPEKIHMH J103bl HHCYIMHOB [50, 91].

(YYP-C, VIO -5).

Kommenrapuii: [lanpeHTaM ¢ MyKOBUCIUIO30M IIPU HAPYIIEHUH TOJEPAHTHOCTU K TIIFOKO3€
(HTT'), ocobenno Bo Bpemsi 000CTpeHHs 3a00JICBaHMS TaK K€ MOXKET TOTPeOOBATHCS MHCYIMHOBAS
Tepanusl.

- Pexomenpayercst mpoBesneHue MOHUTOpHHra ocioxHeHuid M3CJ] coriacHO MOHUTOPUHTY
apyrux gopm nuabera st opraHu3aiuu npoduiakrudeckux meponpusituii [50, 91].
(YYP-C, Y/ -5).

3.1.7. Tepanusa nopaxeHus Ne4YeHn

- PexomeHnayercs Ha3HaueHue mpenapaToB ypcoae3okcuxoneBod kuciaotel**  (VIXK)
(mpoTHBOIIOKa3aHWe 1O 3 JIET JIS Karcys, HET MPOTUBOIOKA3aHWUHU JIJIsl CYCICH3WUU Ui TIpHeMa
BHYTpB) HarnueHTam ¢ MB ¢ menbpio mpenoTBpaiieHusl renaToOmIMapHoOl MaTOJOTHU U Teparuu
UMEIOIIUXCS MMOPAKESHUH TIEUSHU TTPH OTCYTCTBUY MEAMIIMHCKUX MTPOTUBOTIOKa3anuii [1, 2, 22, 248,
249].

YYP-C, VI -5).

Kommenrapwii:

[IpoTuBOTIOKA3aHUS: HMHIUBUIYaJIbHAs  HEMEPEHOCUMOCTh, OCTPhIC  BOCHATUTEIHHBIC
3a00JIeBaHUS KEITYHOTO MY3BIPSI.

Bre16op nexapcTBeHHBIX (DOpM: TIpermapaThl, BBITyCKaeMble B BHJIE Kamlcyid W cupomna (s
neTeit ¢ maccoit 1o 34 xr), no3upoBka 15-30 MI/KT B CyTKH.

Ornenka 3¢ (hEeKTUBHOCTH JICUCHHS: KIMHUYECKH U 110 JaHHBIM ¥Y3U u ¢ubdbposmacrorpadum (1
pa3 B 12 mecsmeB) (cM. pazaen 2. JlmarHocTuka).

Ornenka 0€30MacHOCTH JICYCHHS: HEOOXOJUM MepuoAndeckuii (2 pa3a B TOJ) KOHTPOJb
AKTUBHOCTH aJlaHMHaMHHOTpaHcdepasbl, acmapTraraMuHTOpaHchepasbl, menodyHoi ¢ocdaraspl B
kpoBH (cM. Paznen 2. J/IlnarnocTtuka).

Tem He MeHee, B Hacrosiee BpeMs, YOETUTENbHBIX JOKa3aTEeNbHBIX JaHHBIX O
[peaoTBpalleHHH pa3BUThs (ruOpo3a u muppo3a Ha dpone npuema Y IXK ner [250].

[Mauentam ¢ MB pekoMeHayeTcss MHHHUMHM3HPOBATh IMPUMEHEHHE TI'eMaTOTOKCHYHBIX
JICKApCTBEHHBIX CPEACTB, UCKIIIOUCHHE ankoros [2, 249].

- PexomeHnoBaHO TIpW pPa3BUTHH XPOHUYECKON TEUYCHOYHOM OdHIE(hAIONMaTHH, acIuTa,
BAPUKO3HO-PACHIMPEHHBIX BEH NHILNEBOJA M JKelyaka 3-4 CTeNmeHH U KpPOBOTEUEHUS M3 HHUX
MPOBOUTH TEPAITHIO COTJIACHO COOTBETCTBYIOIIMM KJIMHUYECKHUM PeKOMeHalusM [ 2, 249, 251].

(YVYP - C; YII-5).

KommenTapun: hopMUpOBaHHE TaKUX OCIIOKHEHUI BCTPEYAIOTCS HEYACTO, HO, TEM HE MEHee,
TpeOYIOT SKCTPEHHBIX MeEp JiedeHHs. Psqy MalnueHTOB MOXET MOHAJ0OUTHCS TpaHCILIAHTALIMS
nedyenu (cM. pazzaen 3.4 Xupypruyeckoe jeueHue), B HacTosiee Bpemsi B Poccuiickoit denepannu
MpOBEACHO 16 TpaHCITaHTALU.

3.1.8. Tepanusa ocTteonopo3a y naumeHToB ¢ MB

3amayaMy  JIEYEHUS OCTEONOpO3a SBIAIOTCS: TPENOTBpALICHUE TIEPEIOMOB  KOCTEH,
MIOBBIIIICHNE KayecTBa JKU3HH, 3aMeUICHHE WM MPeKpalleHne MOTepH KOCTHON MaccChl, y JeTe —
o0ecredeHre HOPMAJIBHOTO POCTa.

- PexoMeHIOBaHO JieYCHHE OCHOBHOTO 3a00JieBaHHMS TIPU BTOPUYHOM OCTEONOPO3E VY
naruenToB ¢ MB [36, 96, 125, 252].
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(VVP - C, YL - 5).

- Konekansiudepon**, B Tom uucie, B BUAE Kamelb Ui IpUeMa BHYTPb, PEKOMEHJIOBAH
BceM marmeHTam ¢ MB B kadecTBe Tepanuu HEAOCTaTOYHOCTH BUTamMHMHA D B BHJE mpuema OJHH
pa3 B JICHb ©KCIHEBHO HJIM OJWH Pa3 B HeAeN0 (B AKBUBAJICHTHBIX J103aX) JUIS TOJACPIKAHUS
koHnenrpanuu 25(OH)D ceiBopotku He menee 30 ur/mia (75 umous/n) (tada. 20) [96, 253, 254,
255].

(YYP-C, VI -5).

Kommenrtapuu:

Tabmuma 20. Jo3er xonekanbiudepona*™™* (Buramuaa D3) m peKkOMEeHAANMH IO JICUCHUIO
neunura ButamuHa D y nereit u B3pocieix ¢ MB (E/I)

Bospacr, roast [Ipodunakrruueckas noza, ME | MakcumanbHas jieueOHas 103a,
ME
0-3 1500-2000 2000
4-10 2000-3000 4000
11-18 2000-4000 10000
> 18 2000-4000 10000

- PexkomeHnnoBaHO Tepamuio ocTeomnopo3a npu MB mpoBOIUTH COrIaCHO KIMHUYECKUM
PEKOMEHIaNUsAM 110 ocTeonoposy [36, 125, 252].

(YYP -C, Y1 -5).

KommenTapwmii: Bompoc o npumenenun OuchochoHaToB pemaercs B WHANBUIYATLHOM
MOPSIZIKE C y4ETOM MHHEPATHHOM IUIOTHOCTH KOCTHOM TKaHHW, MaJOTpPaBMAaTUYHBIX TMEPEIOMOB B
aHaMHe3€ M TPAHCIIAHTAIlMOHHOTO CTaTyca

[Ipu nedenun 6uchochonaTamu y nanueHToB ¢ MB mosydeHbl JOKa3aTelbCTBa YBEIUYCHHS
MIIK Opnako Manoe 4ucio HaOMIOACHUH He TT03BOJINIIO BBISBUTH CHIDKCHHE PHCKA MIEPEIOMOB MPH
JUTUTEIILHOCTH JieueHus 2 roga [256].

JlnutenbHOCTh JiedeHus OucdochoHaTaMu ompenenseTcs WHAMBUAYyadbHO. HazHawaroTcs
oucdochoHaThl B ACTCKOW IPaKTUKE PEIICHHEM KOHCHJIMyMa Bpayell WU TIPH pa3pelieHHH

DTHYECKOTO KOMUTETA U MOAMUCAHIUHA HHOOPMUPOBAHHOTO JTOOPOBOJILHOTO COTJIACHS POIUTEIISIMU
pebenka [257].

3.1.9. Tepanusa XpOHN4YECKOro pUHOCUHYCUTa U Ha3anbHOro nosmno3sa

- PexoMenyercst uppuranrontas tepamnus npu Hanuanu XPC [122, 258].

YYP-A YOO -1).

KomMmeHTapuu: NpoMBIBaHHMS IOJIOCTH HOca MpoBoAATCsS u3oToHMYeckuMu (0,9%) wnm
runeproHndeckumMu (3%) coneBbIMH pacTBOpaMu 2 pa3a B CYTKM (WJIM yallle MO IMOKa3aHHIM)
€KEJITHEBHO Iepe]] MPOBENECHUEM MHT IS B ITOJIOCTh HOCA.

- Pexomennyercss Tepanus KOPTUKOCTEPOMJAMU B BUJIE HA3AJIBHOTO CIpes NPHU HaJIU4UU
HazanbpHOTO moumnosa [96, 259, 260].

YYP-A YIO-1).

Kommenrapuu: nokazana 3(p@eKTHBHOCTb B OTHOIIEHHMHM YMEHBIICHHS pa3Mepa IOJIUIOB;
IIPEANIOYTEHUE CIEIyeT OTAAaBaTb KOPTUKOCTEPOMJAM B BMJIE HA3aJIBHOIO CIIpes C HaUMEHbIIEH
CTEIEeHbI0 CUCTEMHOM abcopOuuu (MoMera3zoHa ¢ypoat B 103e 400 MKT B CyTKH Yy B3pocibix, 200
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MKT B CYTKH Yy JieTell ¢ 2-X JIeT, JUINTEIbHBIMU KypcaMHu OT 2 10 12 Mecs1eB, B HEKOTOPBIX ClIydasx
— JIOJIBIIIE), B T.4. TIOCJIE PUHOXHPYPTUUECKOTO JICUCHUSI.

Tepamnus XpOHHYECKOTO TOJUNIO3HOTO PUHOCHHYCHUTA JOpHa30i anbda** — cm. pazmen 3.1.2
MyxkonuTndeckas Tepamnus.

3.1.10. KOHcepBaTMBHaH Tepanua nero4yHoro KpoBotTe4eHnsA U KpoBoOXapKaHbA

Jlerounoe kpoBoTeUE€HUE BCTpeuaeTcs exxeroano y 4,0% B3pocibix mamueHToB (peructp 2017
r.), KpOBOXapKaHb€ pa3HOM HMHTCHCHUBHOCTH BCTpedaercss 4damie. l[lpuumHa pa3BUTHS ITUX
OCJIOKHEHUM 3aKIIovaeTcs B PEMOACIIMPOBAHUA JIETOYHOM TKaHU H Pa3BUTHHU HATOJIOTUYCCKHU
U3BUTHIX U YBEJIWYEHHBIX OpOHXHAJbHBIX apTepuil. B psne ciydaeB aHruorpaguuecku He
MOATBEPKIAETCS] pa3BUTHE NATOJOTMUYECKUX OPOHXMAJIBHBIX apTepuil U MPUUYUHON KpOBOXapKaHbs
SIBJISIETCS] 9PO3UBHOE TTOPAKEHUE CIM3UCTON OPOHXO0IKTA30B. JIeueOHbIe MEPOTIPUSTHS BKIIOYAIOT B
ce0s CHIDKEHHE AKTHUBHOCTM THOMHOI'O BOCIIAJIEHUS B 6pOHX3X, reMOCTaTUYCCKYIO0 TCpAIIu0 U
XUPYpPruvecKoe nocoodue.

- PexomMeH70BaHO B KayecTBE IeMOCTAaTUYECKOM Tepanmuu NalMeHTaM € KpOBOXapKaHbEM
NPUMEHATh dTaM3uiaaT** (BHYTpUBEHHO WM BHYTPb) W/WIM HHTHOUTOpHl (QUOpHHOIM3A!
aMUHOKamnpoHoBasi ~ Kuciota** u  TpaHekcamoBasg  kucinota**. Ilpu  HesdpdexkTuBHOCTH
BBIIICTIEPEUNUCTICHHBIX ~ MpPEnaparoB  PEKOMEHIOBAaHO  NPUMEHEHHWE  MpernapaToB  KpOBH:
CBEXKe3aMOpoKeHHas Iazma, dakrtop cBepThiBaHus kpoBu VIII**, gaxTopsl cBepThIBaHUS KPOBU
(®daxtopsl cBepthiBanus kpoBu II, VII, IX u X B xomOunanuu [IIpoTpoMOUHOBBIN KOMILIEKC]**,
Dnrakor anbda (aKTUBUPOBaHHBIN)**) [261, 263, 264, 265].

(YYP-C, Y/ -5).

Kommentapuu: Kypc remocraTmyeckux npenapaToB Ha3HAYaeTCsl HAa HECKOJIBKO JIHEW 10
KyIMpOBaHUs KpOBOXapkaHbsi. Ha BbICOTE JIETOYHOrO KPOBOTEYEHUS JOMOJHUTENbHBIN 3(dexT
MOJKET 0Ka3aTh 00KJIaJbIBAHUE IPYJHON KIETKH JIbJIOM.

- PexomeHnnoBaHO TIpM BO3HMKHOBEHHMHM KpOBOXapKaHbsi y manueHToB ¢ MB Ha ¢one
MaHupecTa 000cTpeHus: OPOHXOJIETOYHOTO Mpolecca 00s3aTebHOe Ha3HAUeHHE aHTUOMOTUKOB
[261, 264].

(YYP-C, VI -5).

Kommenrtapun: Heo06XxoauMO MOMHHTBH, YTO KPOBOXApKaHbE MOXET OBbITh CIIEJCTBHEM HIIU
yCYryOonsTbCcsl ~ HEpeJO3UPOBKOM  remapuHa™*,  ucmosib3yromierocss — Juisi  HMPOMBIBAHUS
nepudeprudeckux BEHO3HbBIX KaTETEPOB.

- PexoMeHI0BaHO TIpOBeEEHHE OPOHXOCKONHWH IMAIMEHTaM ¢ KpoBOXapKaHbeM Ha (one MB
[0 TMOKA3aHWAM BO BpPEMsl KPOBOTCUCHHUS/KPOBOXApKaHbS C MBI BBISCHEHHS HCTOYHHUKA
KPOBOTEUEHHS, KaKk OdTall [OJATOTOBKM K  JaJbHEHIIEMYy XHPYPIHYECKOMY  IOCOOHIO,
HEMOCPEACTBEHHOTO KYIMMPOBAHHMs KPOBOXapKaHbs IPOBEJACHHEM OpOHXOOJIOKAIMK, CaHAIUH
TPaxeoOpPOHXHAIBLHOIO JIEpEBa OT CI'YCTKOB KPOBH IIPH MPOBEICHUH MCKYCCTBEHHOM BEHTHIIALIMU
nerkux [261, 264].

(VVP - C, VIUI - 5).

- [Ipn HeapPEeKTUBHOCTH KOHCEPBATUBHBIX METOI0B, HAPACTAHUU SMHM30/I0B KPOBOXApKAHbS U
Pa3BUTHM JIETOYHBIX KPOBOTEUEHHUH manueHTaM ¢ MB pekoMeHa0BaHO XHUpYypruueckoe mnocoodue
[261, 264].

(YYP-C, VIO -5).

KomMmeHnTapuii: cM. paszzen 3.4 "Xupyprudeckoe jedeHue" .
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3.1.11. Tepanusa AbixaTeNbHON HEJOCTAaTOYHOCTHU

JlpIxaTenbHast HEJOCTATOYHOCTh — 3TO IIATOJIOTMYECKUIM CUHAPOM, IIPYU KOTOPOM MapLHAIBHOE
HanpsDKeHWE KUCIOpoAa B apTepuaiibHOM KpoBu MeHbiie 80 mm pr. cT. (SpO2 95%) w/unm
napUyabHOE HAIPSHKEHUE YTIIEKHUCIIOTO ra3a 0oJbine 45 MM pT. CT.

[lo BpeMeHHU pa3BUTHS pa3IMyalOT OCTPYIO (HapacTaHUE CHUMIITOMOB B T€YEHHME YAacOB WU
JTHEN) M XpOoHMUYeCKyro (B TeueHue Heaenb unu mecsueB) [IH. C xkauHHYeCKOW TOYKH 3peHUS
1eJIecO00pa3HO €lIe BBIACTATh OCTPYIO JBIXaTeIbHYI0 HEAOCTATOYHOCTh Ha ()OHE XPOHHYECKOH
(OJ1H na ¢pone X/IH).

[Ipnumnna passutus xponndeckoil JIH y nanneHToB ¢ MB — CTpyKTypHBIE U3MEHEHUS JIETKUX,
KOTOpbIE Pa3BUBAIOTCS BCIIEJICTBUE XPOHUYECKOTO OPOHXOJIETOYHOTO IMpoliecca M MPHUBOJSIINE K
CHUKEHUIO a0COJIIOTHOW Tuiomamu razooOmeHna. [Ipuuwmnoit passutus OJJH — obGoctpenue
XPOHUYECKOIO0 THOMHOTO OpOHXOJIETOYHOTO TMpoliecca B JIETKUX, JIETOYHOE KPOBOTEUYEHHUE,
nHeBMoTopakc. I[lpuuunoit mist pazsutus OJIH moryr ObITh M OOLIMMH, B YaCTHOCTH pPa3BUTHE
BUPYCHOM MHEBMOHHUH B pa3rap 3MUJEMHUH TPUIIIIA.

Hpyrum, BaXKHbIM KOMIIOHEHTOM B pa3Butuu JIH y mamumentoB ¢ MB sBisietcst ciabocth u
YTOMJIEHHE JABIXaTeIbHOW MYCKYJIaTypbl, OYE€Hb 4YacTO COIIPOBOXKJIAMOIIHE TSDKEIOE TEYEHUE
3a00JIeBaHUS.

- PekomennioBano nposeneHue kuciopogorepanuu npu PaOz < 55 mm pT. CcT. B OKOE, WIH
mpu PaOz < 60 MM. pT. CT. B MOKOE, HO IPH HAIMYHHA OTEKOB, IOJULIUTEMHUH, JETOYHOU
runeprensuu [128, 129].

YYP-C, VI -5).

KommenTapun: "3om0T0oi" cTaHAApT AMArHOCTHKUA HapyIICHUH razooOMeHa — 3a00p aHaIW3
KpPOBH Ha KUCJIIOTHO-OCHOBHOE COCTOSIHHE W3 JIyUE€BOU apTepuUHU.

- Kucnopogorepanus pekoMmeHa0BaHa He MeHee 15-24 yacoB B I€Hb

- [leneBoii ypoBenn: SpO2 90-92%

- PexomengoBana HeuwnBaszuBHas BeHTwIANusA jerkux (HWBJI) nmpu runmepkamamdeckoit
JBIXaTEBHON HEJA0CTaTOYHOCTH Yy manueHToB ¢ MB [266, 267, 268]. Llens npoenennss HUBJI —
HOpMaJIM3allvs WK yiydiieHue razooomena. K monoxurensasiM ddpdexram HUBJI Takke MoxHO
oTHecTH A(p(deKT yiIydlleHus JApeHa)ka MOKpPOTHI 3a CUeT 3HAUYUTENbHOTO  YIy4YLICHHUS
KoJuIaTepaibHOM BeHTHisun [261, 262].

(YYP-C, VI -5).

KommenTtapun: Ilokazanus Kk HeWHBa3MBHOW BeHTwAnuu Jjerkux npu OJH (mpu
COOJIIOACHUN TPEX YCIOBHIN):

- Tspkenast oppllika, ydyacTHE B JbIXaHUU BCIIOMOTATENbHBIX MBIII M MapaJoKcaibHOe
JIbIXaHHE

- HacroTa pIxaHus > 25 B MUHYTY

- Peciupatopnsiii artunos (pH < 7,35) u runepkanuus (PaCO2 > 45 mm pr. cT.)

- Boipaxennas runiokcemust (PaO2 / FiO2) <200 MM pr. CT.

[Toxa3zanus nnsg BeHTUIAUMM JieTkux npu X1H:

- PaCO2 > 55 mm pr. cT.

- PaCO; 50-54 MM pT. CT. ¥ SNU30/1bI HOYHON TUIIOKCEMUU

- PaCO; 50-54 MM pT. CT. ¥ YacThle TOCTIUTATN3AIH BCIEICTBUE MOBTOPHBIX OOpaIieHui

[Ton6op pexuma U mapamMeTpoB BEHTHISILIMM OY€Hb WHAWBUYAJIbHO U BO MHOTO 3aBUCHT OT
HCXOJHOTO COCTOSIHUS MAllUEHTA.

XpoHHUECKasl JpIXaTelIbHAs HEIOCTATOYHOCTh — SIBJISIETCS MOKA3aHUEM JUIsl PAaCCMOTPEHHS
HaIpaBJICHUS NAI[UEHTA HA TPAHCIUIAHTALUIO JIETKUX (cM. pasnein 3.4 "Xupyprudeckoe gedeHue").
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3.1.12. KoHcepBaTUBHasa Tepanusi MEKOHUEBOIro urneyca

@opMBI MEKOHHEBOIO HIIEYCA:

Heocnoxunennast ¢opma — IUIOTHBIA MEKOHUH (QOpMHpYETCS BHYTPHYTPOOHO U 3a0uBaeT
JUCTAJIbHBIE OTHEJBl TOHKOM KHIIKH, BBI3BIBAS JWJIATALUIO IMPOKCUMAJIbHBIX, YTOJILECHHE
KMILIEYHON CTEHKH U KUIIEYHYI0 HEIIPOXOAUMOCTb.

[Ipy HEOCIIOKHEHHOM MEKOHHUEBOM HJIEyCE BO3MOKHA KOHCEPBAaTUBHAs TEpaIUs.

OcnoxxHeHHas Gpopma OOCTPYKIIMHM KUIIKK MPUBOJUT K CErMEHTapHOMY 3aBOPOTY, aTPE3HH,
HEKpo3y Wiu mnepdopanuy KHUIIKH, MEKOHHEBOMY IMEPUTOHUTY WM IMPOUCXOIUT 0Opa3zoBaHUE
TUTaHTCKOM MEKOHUEBOM IICEBIOKHUCTHI.

OcnoxHEeHHbII MEKOHUEBBIN Mieyc Bcerjaa TpeOyeT 3KCTPEHHOr0 XUPYPrUYECKOTO JeUeHUs
[22, 269].

- KoncepBaTuBHas Tepamusi MEKOHHUEBOTO Wjeyca Ui JUKBUIAIUU HEMPOXOIUMOCTH
KHIIIEYHUKA y ManueHToB ¢ MB MoxeT ObITh peKOMEHI0BaHa JUIsl JIMKBUIAIIUK HETPOXOIUMOCTH
KHIIIEYHUKA TIPU COOTIOACHUN HEOOXOIUMBIX YCIIOBHI:

- OTCyTCTBHE PEHTIE€HOJIOTHYECKUX MPU3HAKOB XUPYPTHUUECKUX OCIIOKHEHUN

- OTcyTcTBHE MAaTOJIOTHYECKOTO OTACNISAEMOTO U3 JKeTyIKa

- OTcyrcTBHE 00JIEBOTO CHHAPOMA

- KomnieHcupoBaHHBIH MeTa00IMYECKHIA ¥ BosleMudeckuii crtarye [123, 270, 271].

YYP-C, VI -5).

KomMmenTtapuu:

KoHcepBaTuBHBIE MEPOTIPUITHS:

- IlepopanbHoe BBeEHHE BOJOPACTBOPUMOTO KOHTPACTHOTO BEIIECTBA C PEHTTEHKOHTPOJIEM
naccaxxa 1o JKKT (A06.17.002 PeHTreHOKOHTpPOJIb MPOXOXKJIECHUS KOHTPACTHOTO BEIIECTBAa TIO
KETYIKY, TOHKOH ¥ 000 10YHOM KHIIIKE)

- [lepopanbHO MykoauTHKH (#N-aneTHIUCTenH B pa3BeneHuu 1:5 B mose 1,0 mir/kr)

- Boicokas ouncTuTenbHas KIU3Ma ¢ MyKOJTUTHKaMu — #N-aleTusIucTenH B pa3BeAeHUN 3
i Ha 200,0 M pusnonorudeckoro pactsopa NaCl o yIbTpa3ByKOBBIM KOHTPOJIEM 3alOJIHCHHUS
KHUIIEYHUKA WM 0Oe3 TaKOBOIO MAaKCHUMAaJbHO INAJSIIMM CIIOCOOOM BBIBEPEHHBIM O0BEMOM
KUAKOCTU

- IloBrOopHOE Tyroe KOHTPACTUPOBAHHWE TOJICTOM KHIIKH PEHTT€HOKOHTPACTHBIMU
BOJIOPACTBOPHUMBIMHU PACTBOPAMH C CO3JIAaHUEM KOJIO-HjIeanbHOro peduttokca [270].

3.1.13. KoHcepBaTMBHasa Tepanusa CUHAPOMA AUCTaNbHOW WMHTECTUHANbHOW
o6CcTpyKuMmn

- Tepanus cungpoma aucTanpHOM HMHTecTHHAIBHOM oOcTpykuuu (CHAWO) y manueHToB c
MYKOBHUCLUI030M C LEJIbI0O BOCCTAHOBJICHMs Iacca)ka KHUIIEYHMKA — pPEKOMEHAyeTcs Ipu
OTCYTCTBUM  INPU3HAKOB  KHUIIEYHOM  HENPOXOJMMOCTH  NpPUMEHEHHEe  OOJbIIMX 103
#anerunuucrenna** 600-1200 mr\cyrku, naktynao3sr** ot 5 mo 45 mu B cyTku B 3 mpuemMa B
3aBHCHUMOCTH OT BO3pacTa, 0OMIbHOE MUThE, THIIEPOCMOJISIPHBIE PACTBOPHI, HOpMAM3aIHsl pexXuMa
U TO3UPOBKH MpHeMa TaHKpeaTuueckux Gpepmentos [1, 2, 272, 273].

(YYP-C, Y/ -5).

Kommenrapuii: lpu HeapdhekTHBHOCTH MPOBOAMMON KOHCEPBATUBHOW Tepanuu, MpU3HAKaX
KUIIEYHOW HENPOXOJUMOCTH — OIEpaTHMBHOE JIEYEHHE B COOTBETCTBUHM C PEKOMEHJAMSIMU IO
KHUIIEYHOU HEMPOXOUMOCTH.

B Hacrosimiee BpeMsi OTCYTCTBYIOT JIOKa3aTE€IbCTBA BHICOKOTO YPOBHS O MPEUMYILECTBE TOTO
WIM UWHOTrO TepamneBTuueckoro BmemarensctBa npu  C/IMO  BBuay HeOONBIIOr0 yucia
MCCIIEIOBAHUI U PEAKOCTHU JIaHHOM MaTOJIOTHH y anueHToB ¢ MB [274].
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3.1.14. Tepanusa nceBno-baptrep cuHapoma

- Jleuenue passusuierocs I16C y nannentos ¢ MB pekoMeH10BaHO IPOBOAUTH IIpenapaTaMu
Kanust xmopuga**, kamuiicOeperaromumMu JAUypeTUKaMu Ui MPO(UIAKTUKHA SIEKTPOIUTHBIX
Hapymenwuii [1, 2, 89, 90].

(YYP-C, Y/ -5).

KommenTapun: [lepopansHoe BBeleHHE XJIOpHUa KAMHS** BO3MOXKHO MPU CHIDKCHUM Kajus
ot 3,5 no 3,0 mmons/i, orcyrcTBun n3mMenennit Ha OKI'. BHyTpuBeHHas Tepanus — npu CHIKCHUN
Kanus Hike 2,5 MMoib/1, npu Hanmmyuu u3MeHenwid Ha DK, mpu UIMTENBHOM HapylIeHUH
COCTOSIHUS peOeHKa.

[IpodmnakTrka runmokanuemMun 1-2 MMOJIB/KT Macchl Tena 1o 7% pacTBOpY Kayus xiopuaa™*™*,
TepaneBTHYecKasl 103a BBOAUTCS BHYTPUBEHHO M3 pacyera 2-4 MMOJb/KI U OoJjiee B 3aBUCHMOCTH
OT YPOBHS KaJusl B KPOBH.

B kommiekcHOil — TepamuM ~— MCHOJB3YIOTCS — KanuiicOeperarolmue — AUYPETUKA — —
CIIUPOHOJIAKTOH** (TPOTUBOIIOKA3aH JAETSAM JI0 3 JieT) u3 pacyera 1-3 mr/kr.

OTMeHa Tepanuu MPOBOAUTCS MOCTENEHHO, MOCIHE MOJHONM CTOMKONW HOPMAaJIU3allMU YPOBHS
ANIEKTPOJIUTOB B KPOBH, MPU CTaOWIBHBIX MpuUOaBKax Beca M MOJ KOHTPOJEM KOHLEHTpaLUu
AJIEKTPOJIUTOB B BEHO3HOW KPOBH.

3.1.15. NMaTtoreHeTU4yeckasa Tepanusa (uBakacdTop+nymakadTop)

- Pexomenayercs mnpumeHeHue KoMmOuHanmu uBakadTop-tiaymakapTop (mBakadTop
(morermmatop Oenka CFTR) + nymakadrop (xoppekrop Oenka CFTR)) y mnamueHntoB ¢
MYKOBHCIH030M ToMO3UroTHBIX Mo MyTtanuu F508del B rene CFTR ¢ nienpio maToreHe THIECKOTo
JIeUYEHUs, TIOBbIIIeHUs KoinyecTBa akTuBHOTO Oenka CFTR Ha moBepXHOCTH KJIETOK 3K30KPHUHHBIX
JKeJe3, MOBBIIIEHUS JIETOYHON (DYHKIIMH, CHH)KEHUS] YaCTOTHI JIETOYHBIX 000CTPEHUI U 3aMeICHUS
nmporpeccupoBanus 3abonesanwus. [117, 275, 276].

(YYP-A, Y1 -1).

Kommenrtapuu:

KomOunanus uakadTop+iaymakadrop nokasana i Je4eHUs MYKOBHCIIMJI03a Y MAlIUEHTOB
B Bo3pacte 2 JIeT U crapiie, ToMo3uroTHeix o myranuu F508del B rene CFTR (3¢ dekTuBHOCTD 1
0e30macHOCTh KOoMOWHanuu uBakadgTop + JymMakapTOp YCTAaHOBJIIEHA TOJIBKO Yy MAalMEHTOB C
MYKOBHCITUA030M, rToMo3uroTHBIX 110 MyTanuu F508del B rene CFTR). [Ipu oTcyTcTBUU TaHHBIX O
reTepo3uroTHOM HocutenbcTBe Mytanuu F508del y poaureneii, pekoMeHyeTcsl AOMOJIHUTEIBHOE
obcnenoBanue (cM. Paznen: "naGopaTopHble JUATHOCTUYECKUE UCCIIEAOBAHUA").

Tabnuma. Pexomenayemas 1o3upoBKa IpemnapaTa uBakadTop + iymakadTop y HAlEHTOB B
BO3pacTe 2 JIeT U cTapiie

Bospact Jlo3a OO6mas cyro4ynast 103a

JNETCKUW BO3pacT 2-5 JIeT U | OJHO calle HBakadrop 250 mr/

Macca Tena MmeHee 14 kr uBakagtop 125 mr/ aymakagTop 200 mr
aymakagTop 100 mr kaxsie 12
4acoB

JNETCKUW BO3pacT 2-5 JIeT U | OJHO calle HBakadtop 376 mr/

Macca Ttena 14 xr u 6onee |uBakadTop 188 mr/ nymakadtop 300 mr
aymakagTop 150 mr kaxsie 12
4acoB
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JeTckuit Bo3pact 6-11 ner |2 Tabnetku Neakadtop 500 mr/
NBakadrop 125 mr/ nymakadrop 400 mr
Jlymakadrop 100 mr kaxasie 12
q
JETCKUi Bo3pact ¢ 12 mer |2 TabneTku Heakadtop 500 mr/
U CTaplie, a TaKxkKe NBakadrop 125 mr/ nymakadtop 800 mr
B3POCIIbIE TALIUEHTHI Jlymakadtop 200 Mr xaxasie 12
g

[Ipenapar cienyer NpuHUMATH C KUPOCOACPKAIICH MUIIEH

- IIpoTuBomnIOKa3aHus
Jlerckuii Bo3pact A0 2 JeT isl JeKapCTBEHHON (OpPMBI B IpaHysax;
JleTckuii Bo3pacT 110 6 JET AJsl JIeKapCTBEHHOM (OpMBI B TaOJIeTKaX.

- Bo Bpems npuema npenapara uBakatop + rymakagTop HEOOXOAUMO KOHTPOJIUPOBATH

- AKTHBHOCTH aJlaHMHaMHUHOTpaHc(depassl M acmapraraMUHOTpaHc(hepa3bl B KPOBU H
UccnenoBanue ypoBHs oOmiero OunmpyOuHa B KpoBH, lccnemoBanue ypoBHsS CBOOOJHOTO H
CBSI3aHHOTO OMJIMPYOMHA B KPOBU IIE€pe]l HAYAJIOM JICYCHHUs TpenapaToM uBakadrop+iymakapTop,
Ka)x/Iple 3 MecsIa B TEYCHUE TTEPBOTO T'0/1a TEPAITHH, a 3aTE€M OJIFH Pa3 B TOJ.

- Ilpn nHasnHaueHuu wuBakapTOop + symakapTOp HEOOXOJMMO MPOBOAUTH MCXOJIHOE U
nocieayonme 00ciIeIoBaHns opraHa 3peHHus Ha mpeaMmer kKaTtapakTtsl (KoHcymbramus Bpadva-
odransmoora, Odranmemockonus, Busomerpust, buomukpockomnus riaza)

- DQQeKTUBHOCTh Tepanmuu CJeIyeT OLIEHHWBAaTh 4yepe3 6 MecsleB M0 CHIKEHHUIO 4YHcia
oboctpenuit, norpedbHocTn B ABT, pyHkumronansabiM TectaMm (moToBast mpoda, metoa OPKII — mpu
OTCYTCTBHH CHHKEHHS TIOKa3aTesell IOTOBOM MpoOkl), mokaszaressim crimpomerpun, UMT. [117]

- IIpu orcyrcTBUHM 3ddexTa yepe3 6 MecsAIeB Tepanuu npenaparoM uBakadrop+iymakadrop
HEO00XO0IUMO:

JOTIOJIHUTEILHOE 00CIIeIOBaHKE Ha HOCUTEIHCTBO KOMIUIEKCHOTO aJlIeisi — CEKBEHUPOBAHHE
Bcero reHa CFTR it BBISBICHMST HOCHUTEIBCTBA KOMIUIEKCHBIX ajuieil, KOTOpbIE MOTYT
00yCiTaBIMBaTh YCTOMYMBOCTH K TAPTETHOM Teparmuu (cM paszzen "1adopaTopHbIe TUArHOCTUYECKHE
uccaenaoBanus") (B TeX clydasX, KOT/Ia CEKBEHHUPOBAHHME HE OBLIO BBIMIOJHEHO Iepes HavajaoM
tepanuu). [Ipn 3TOM MHUHUMaIBHBIM HEOOXOJMMBIM OOBEMOM HCCIICIOBAHUS B JIAHHOM ClIydae
Oyner ananmu3 Bapuanta L[467F (NM _000492.3:c.1399C>T; NP_000483.3:p.(Leud467Phe)),
JOKAa3aHHO TMPHUBOSIIETO K PE3UCTCHTHOCTH K Tepanuu [105] yro0bIM JOCTYIHBIM METOJIOM
HCCIIEI0BaHHUS.

npoBeficHue (OPCKOJIMHOBOTO TECTa Ha KHIICYHBIX OpraHowaax (cM. pasaen Merossl
mo00pa MaTOreHeTUICCKOMN TePaITiH )

- JleueHue NaMEHTOB CIeAYeT NPeKpaTuTh 1pHu nosbinieHUH akTuBHOCTH AJIT mmmn ACT > 5
BepxHUX TpaHull Hopmbl (BHI') nnu npu nossiuenun aktuBHoctd AJIT mmu ACT > 3 BI'H B
COYETaHUH ¢ ypOBHEM oO1ero ounupyouna > 2 BI'H. npu BeIsIBI€HHH KaTapaKThl.

- CrneqryeT MOMHHUTB O BO3MO>KHBIX JIEKAPCTBEHHBIX B3aUMOJECHUCTBUAX (COIJIACHO MHCTPYKLIUU
K mpenapary), B T.4., C IPOTHMBOIPHOKOBBIMHU IpernaparaMu JUIsi CHUCTEMHOTO NPUMEHEHUS —
MPOM3BOAHBIMHU TpHa30Jia, pudaMIUIITHOM* * 1 3BepoO0eM MpoaAbIpsiBIeHHBIM [115]
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3.1.16. Tepanus npenapaTtamMu gpyrux rpynn u/unm no ocobbIM NoOKa3aHUAM

Jnsa  rtepanum MB  npumeHsercs  psA JIGKapCTBEHHBIX — IIPENAaparoB  APYTrHUX
¢dapmakoTepaneBTuyeckux rpynn. Kak mpaBmio, pemenue o HaszHaueHun 3Tux JIC 1D0OmKHO
MIPUHUMATHCS CHELMATUCTAaMU MEAMIIMHCKONW OpraHu3aluu (elepalbHOTO YPOBHS Ha OCHOBAHHUU
VHJIMBUIYQJIBHBIX [IOKA3aHUM.

- PexoMeHnyeTcst paccMOTPETh Ha3HAYEHUE KOPTUKOCTEPOUIOB ISl CHCTEMHOIO IPUMEHEHHUS
Mpu:

- TSDKEJIOM TEUEHUM, OOYCIOBJICHHOM YaCThIMU OOOCTPEHHUSMH C SIBICHUSMH BBIPAKEHHOM
JIBIXaTeIbHOM HEIOCTAaTOYHOCTH;

- JUINTEIIbHOM BOCTAJIIUTEIHFHOM IPOIIECCE, OCIOKHEHHOM 00pa30BaHHEM aTEIEKTaTUYECKUX
N3MCHEHHUH B JICTKHX;

- BBIP@XEHHOM M CTOHMKOM OOCTPYKTUBHOM CHHJIpPOME, PEe(PpaKkTEepHOM K JIEHCTBUIO B,-
arOHHCTOB;

- ajmieprudeckoM Opouxosierounom acrepruiuiese (ABJIA) [1, 2, 22]

YYP-C, VI -5).

KomMmeHTapuii: KOPTUKOCTEPOUIBI Il CUCTEMHOTO NMPHUMEHEHHSI B MAJIBIX J103aX ITOMOTAfOT
HE TOJIbKO CTAaOWMJIM3UpPOBATh COCTOSIHHE TMAIMEHTa, HO MW YIYYIIHTh (YHKIMOHAJIBHBIE W
KIMHAYECKHE TMoKa3aTend. Yamie Bcero uis  MOMIACPKHUBAMONIEH  Tepanmud  Ha3HAYAKOT
npeaan3oiaon** mo 0,3-0,5 Mr/kr Maccel Tena maueHTa B CYTKHA aJIbTEPHUPYIOMHUM KypcoMm. Ero
CllelyeT TPUHUMATh BHYTPh 4Yepe3 CYTKH (TIOCTOSHHO). [Ipu WMCIONBb30BaHUM HHTAISITHOHHBIX
(GhopM TIIOKOKOPTUKOCTEPOUIOB MEIJICHHEE M B MEHBIIEM KOJMYECTBE Pa3BUBAIOTCS MOOOYHBIE
3¢ deKTHI, XOTs OlleHKa UX d3PPEKTUBHOCTH TPpeOYET MPOBEACHUS UCcCaeaoBanwmii [1, 2, 277].

- PexomenmoBano HazHaueHue MakpoiuaoB (#Knaputpomummua**, #AsutpomummH**)
nanueHTaMm ¢ MB 1 XpOHHYeCKOW CHHErHOMHOW MH(EKIMEeH B Ka4eCTBE MPOTUBOBOCTATUTEIIBHBIX
JIC ¢ nenpio 3aMejIeHUsT MPOTPEeCCUPOBaHUs CHIDKEHHS JierouHoi ¢yHkimu [1, 2, 6, 22, 163, 278,
279, 280, 281]:

- #Azutpomurua** B no3e 250 mr (mamuentam ¢ Becom meHee 40 kr) u 500 Mr (marueHTam ¢
BecoM 40 kr u Oosiee) yepe3 JBa JHS HA TPETUH MEXYy MPHUEMaMHu MUNIH. J[TUTENbHOCTh Tepanuu
HHAMBHIyalIbHA y Kaka0ro 6oasHoro [2, 163, 278, 279, 280].

(YYP-C, VI -5).

- #Knapurpomunua** B mosze 125 mr (mamuentam ¢ BecoM MeHee 40 kxr) wmm 250 mr
(manmenTam ¢ Becom 40 kr u 6oJtee) yepes AeHb HE3aBHCHMO OT IpreMa mumm [ 2, 163, 281].

YYP-C, VI - 4).

- Hectepouansie npotuBoBocnanurensubie npenapatsl (HIIBII) B HacTosiee Bpemsi MOTyT
paccMaTpuBaThCAd KakK ajdbT€pHATHBA KOPTHUKOCTEPOMJAM JJIi CHUCTEMHOTO IIPUMEHEHUS C
MIPOTUBOBOCIANUTENBHON 1eibto. OIHAKO 3TO KacaeTcs Toibko #uOympodena**. Metoauka
HazHaueHus: #ubynpoden** nasHauaercs B go3e 20-30 mr Ha 1 Kr Maccel Tena IBaXIbl B JCHb
JeTsIM B Bo3pacte OoT 6 jer. MakcumanbHas CyTO4yHas J03a JJig B3pOCHbIX cocTaBiser 1,2 T.
MaxkcumanbHasi CyTouHasi 103a JJs AeTel U MoJAPOCTKOB B Bo3pacTe oT 12 no 17 mer — 1 1 [1, 2, 22,
282, 283, 284].

YYP-A, VIO -1).

KommenTapun: HectepouiHbie MpOTUBOBOCHIATUTENbHBIE MTPENapaThl OKa3bIBAIOT JOCTATOYHO
BBIPKEHHBIN MPOTUBOBOCHATUTENbHBIN 3P PEKT, HO MPU UX ATUTEIHHOM MPUMEHEHUHU BBICOK PHCK
HeXeNaTeNbHBIX sBIeHUN. OOCyX)HaeTcs BO3MOXHOCTh UIMTEIHHOTO MPUMEHEHHUsS MpernapaTos,
CEJIEKTUBHO HWHTHOUPYIOMIHUX ITUKIOOKCUTEeHa3y-2 (HECTepOUIHBIE MPOTUBOBOCIATUTEILHBIE U
MIPOTUBOPEBMATHUYECKUE TIPENapaThl), OAHAKO MX MPOTUBOBOCHAIUTENbHAS AKTUBHOCTh HUXKE, YEM
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y 0oJiee paHHHUX aHAJIOTOB.

[Tapameramon** merabonuszupyercss B MEYSHH W 00JaaeT renaToTOKCHYeCKHM 3(pdexTom,
YTO KpailHe HeXeNaTeIbHOy MalMeHTOB C MYKOBHUCIUIO30M, MPH KOTOPOM IMOPAKECHHUS MEUYECHU
SBIISIFOTCS] OZJHUM M3 TIPOSIBIICHUI JAHHOTO 3a00JICBaHUS.

JTUTeNnpHOCTh TepaiK OTpeAeisieTcs: MHANBUAyanbHO. Clenyer 0JHOBPEMEHHO Ha3HAYUThH
WHTHOUTOP IPOTOHHOTO HACOCA.

Hcnonb3oBaHue CENEKTUBHBIX MHTMOMTOPOB HUKIOOKcUreHasbl-2 (LIOI'-2) (HectepounHbie
MPOTHBOBOCIIAJHUTEIbHBIE W  MPOTHBOPEBMATHUECKUE MpENapaTbl TPYHNBl  KOKCHOBI) HE
PEKOMEHJIOBAaHO M3-32 PUCKA HEXKENATeNbHBIX SBJICHUN Ha CEPACYHO-COCYIUCTYIO CHUCTEMY IpHU
JUTUTENBHBIX Kypcax Jeuenus [285].

[Ipumenenne HuMecynauaa (mpoTuBonokazaH g0 12 ner) npu MB He BbIIBUIO
MOJIOKUTEIIFHOM JTMHAMHUKA MapKepOB BOCHAJICHUS M TOKaszaTenei ¢QyHKiuu jerkux [286],
npernapar He peKOMEHI0BaH K MPUMEHEHHUIO.

- Pexomenpayercs #auerunucrenn™™* B no3ze 1200 Mr B cyTKH y HallMeHTOB cTapiie 12 jger u
600 Mr B cyrku y gereid muanme 12 et B 2 mpuema HENPEPHIBHO C MEPBOTO JTHS MPUMEHEHUS
#amMuKanuHa** B TeueHHe BCEro Kypca MPUMEHEHHUs U 7 AHEW mocje ero OKOHYaHus (MUHUMYM 6
HeZeNnb) AN CHIDKEHUS OTOTOKCHMYHOCTH. [Ipemapar nMeeT OTYETIIMBBIM CIyXOCOXpaHSIOUIUI
3¢ deKT Tpu aMUHOTJIMKO3/1-CBSI3aHHON TIOTEpEe CilyXa, MOHWKAET PUCK OTOTOKCHYHOCTH Ha 80% u

MPEIyNIpPexIaeT pa3BUTHE AHTHONMOTUKOPE3UCTEHTHOCTH, SIBJIIETCS aHTHOKCHIaHTOM [2].
YYP-C, VI -5).

3.2. Kunesurepanus

- Bcem mnanmeHTaM ¢ MyKOBHUCIMIO030M B 00s53aTENbHOM TMOPSAKE PEKOMEHIOBAHO
npoBeacHue kuHesutepanuu (KHT) mo maauBuayansHON mporpamme (METOIUKH APEHUPOBAHUS
OpOHXHMAIBHOTO JiepeBa M JieueOHast (PU3KyIbTypa) ¢ HEJbI0 YIydIIeHUs dBaKyallud MOKpPOTHI [ 1, 2,
22,178, 268].

(YYP-C, VI -5).

KomMmMeHTapuii: KuHe3uTepanus — OJAUH U3 BaXHBIX KOMIIOHEHTOB KOMILIEKCHOTO JICUEHUs
MB. I'naBHas uenb NpoBENCHHs] KMHE3UTEPAlul — OUUIIEHHNE OPOHXHAIBHOIO JIepeBa OT BSA3KOM
MOKpPOTBI, KOTOpas OJOKUpyeT OpOHXH, CO3/[aBas YCIOBHUS JUIsl pPa3BUTHS HHPEKIUU B
OpOHXOJIETOYHOM CHCTEME, a TakXKe MOJJIep)KaHuE JIETKUX B MAaKCHUMaJbHO (PYHKIHMOHAIBHOM
coctostauH [1, 2, 6, 178]. OcHoBHBIMU MeTOtuKamu KHT sBiistroTcst:

- IOCTYPAJIbHBIN JIpeHAK;

- IEPKYCCUOHHBIN Maccak TPYAHON KJIETKHU;

- aKTUBHBIN [IUKII JAbIXaHUS;

- IpEHAKHBIE MOJI0KECHHUS,;

- AyTOTEHHBIN JPEeHaK;

- Tepamnus, C MOMOUIBIO JIBIXaTEebHBIX TPEHAXKEPOB, CO3MAIOIINX MOJOXKHUTEIBHOE JaBICHUE
Ha BBIJIOXE, B TOM YHCIIE, C KOHTPOJIEM M PETyIMPOBAHUEM 3TOTO JaBIEHUS (CHEeIUalIbHbIe MACKH,
PARI PEP I, PEP S cucremsl, TpeHaxep IbIXaTe€NbHBIM € IEPEMEHHBIM IIOJIOKUTEIBHBIM
nasnenueM Ha Beiioxe PARI o-PEP tum 018 (dbnarrep) u ap.);

- JIpeHaXX C TOMOUIbI0 CHEeNHaJIbHbIX NPHOOPOB MO mMokazaHusM: CuHcCTeMa OYHCTKU
npixatenbHbIx myteit "The Vest Airway Clearance System, moaens 105" ¢ mpuHaIeKHOCTIMH,
(cuctema OYMIEHHS JBIXaTENbHBIX MyTEH OT CEKpeTa METOJOM BBICOKOYACTOTHOM OCIMIUISALIUU
IpYyIHON KIJIETKH), ammapar JUlsi MHTPAIyJbMOHAIbHON MNEpKYCCHOHHON BEHTWJISILUM JIETKHX,
Uncydppnarop-acnupatop mexanndeckuid Comfort Cough Plus (KomdopTHblil kamens miroc),
SICC2001 Plus ¢ mpunHamieKHOCTIMH (OTKAILIUBATENb) U JIp.

KI/IH63I/ITepaHI/I${ Ha3Ha4Yac€TCsa BCCM IMAallMCHTaAM C MOMCHTA IIOCTAaHOBKH AMArHo3a, B JIF000M
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BO3pacTe, Kak C JICTOYHBIMH MPOSBICHUSAMU 3a00JI€BaHMs, TaK M C KULIICYHBIMU CUMITOMAaMU. Y
IPYIHBIX JeTell 0OBIYHO MPUMEHSIOT TACCUBHYIO TEXHUKY KHHE3UTEPAIINH, BKIIOYAIOIIYIO:

- CIeUHajbHbIE JPEHAXHBIC IOJIOKEHUS, B KOTOPHIX YIYYIIAeTCs HBaKyallusl CIU3H U3
JIeTKHX;

- KOHTaKTHOE JIbIXaHHE;

- Maccax C JIETKOW BUOpAIMEH U MOTJIa)KUBAHUEM;

- Kionmaccax (IIOCTYKUBAaHHUE B §-MH TOUYKaX TPYAHOMN KIIETKH);

- 3aHATUS HA THIMHACTHYECKOM MSTYE;

- IBIXaHUE C MIOMOIIBIO MACKH, CO3/AIONICH MOJIOKUTEIHHOE IaBJICHUE Ha BBIIOXE;

- JpeHaX C TOMOUIbI0 CIEIHaJbHOIO BHOPALMOHHOTO IKWJIETa: y MAIMEHTOB C
MYKOBHCITHI030M B JIF0OOM BO3pacTe (0T HOBOPOXKIACHHOTO JI0 B3POCIIOTO).

O¢ddextuBHOoCcT Tex wnM  uHBIX MertogoB KHT Bapeupyer B 3aBUCHMMOCTH  OT
WHJIMBHAYAIBHBIX 0cOOeHHOCTEH mamuenToB ¢ MB. Uem mutamine pebeHOK, TeM 0ojiee TaCCUBHBIE
METOJMKH JIPEHUPOBAHUS CIEIyeT HCHO0JIb30BaTh. HOBOPOXIEHHBIM BBINOJHSAIOT TOJBKO
MEPKYCCHUI0 U KOMIpeccuto TpyaHoil kietku. Ilo Mepe pocra pebeHka cieayeT MOCTENEHHO
BBOJUTH OoJjiee aKTHBHbIE METOJWMKHM, OOy4as MalUEHTOB TEXHUKE KOHTPOJIHUPYEMOTO
OTKAIlJIUBAHUSI.

VYenyru mo mnpukazy MwunzapaBa Poccum ot 13.10.2017 N 804 "OO yrBepk)acHUU
HOMEHKJIATYpbl MEAUIIUHCKUAX YCIIyT":

- Maccax npu XpOHUYECKUX HecTenru(pruueckux 3a00eBaHMIX JIETKUX

- O0mumif Maccax ¥ THMHACTHKA y JIeTel paHHETro BO3pacTta

- Maccax rpy1HOi KJIETKH METULIMHCKHI

- PexoMeHIyIOTCS TamMeHTaM C MYKOBHCIHIO30M DETYISPHBIC 3aHATHS JiedeOHOU
GU3KYIBTYpOl € [ENbI0  YAYYIIEHUS 9SBaKyallMd MOKPOTBHI, YKPEIUICHHS JbIXaTeIbHOU
MYCKYJIaTyphl, TIOBBIIICHHS SMOIIMOHATIBHOTO TOHYyca manuenTa [1, 2, 22, 178].

(YYP-C, VI -5).

KommeHTtapuu: 3ausTHs JIe4eOHOM (PU3KYIBTYpOii TO3BOJISIOT:

- 9((deKTUBHO JIEYUTh M TNPEAYNPESKIATH OOOCTPEHHS XPOHHUYECKOTO OpPOHXOJIETOYHOTO
nporiecca;

- opMupOBaTH MPABUILHOE JIBIXaHHE;

- TPCHUPOBATh JIBIXaTEIbHYIO MYCKYJIATYPY;

- yIy4IlllaTh BEHTUJISIHIO JCTKUX;

- MOBBIIIATH AIMOIMOHAILHBIA TOHYC MTAlUEHTA.

C pannero nercTBa (HauuHas 3-X JIeT) HEOOXOJUMO CTUMYJIMPOBATH MAIUEHTOB 3aHUMATHCS
JTMHAMHYECKUMHU BHJIAMU CIIOPTA, CBSA3aHHBIMU C HArpy3KaMu CpeJHEl MHTEHCUBHOCTH, OCOOCHHO
COMPSUKEHHBIMU C TpeObIBAaHHMEM Ha CBEXKeM Bo3ayxe. Du3nyeckue YHOpaKHEHUs O00Jerdaror
OUMIIICHHE OpPOHXOB OT BSI3KOM MOKPOTHI M Pa3BUBAIOT JbIXATEIbHYIO U OOIIYI0 MYCKYIATypy.
HekoTtopsie ynpakHeHHs YKPEIIISAIOT TPYIHYIO KIIETKY U UCIPABIISIOT OCAHKY.

B peaxux ciaydasx TsDKECTb COCTOSIHUS MallM€HTa IOJHOCThIO MCKIIOYAET BO3MOKHOCTH
3aHATHS (PU3HUECKUMHU yIpakHeHUsMU. [103TOMy BOTIPOCHI CIIOPTUBHON aKTUBHOCTHU (BBHIOOP BHIA
CTHIOpTa U HArpy3KH) JOJDKEH pelaTh Jieyaluid Bpay.

[Tartuentam ¢ MB He cnemyer 3aHMMaThcsi OCOOEHHO TPaBMATHMYHBIMHM BHUJAMH CIIOpPTa
(TspKenast atneTuka, GpyTOoJ, XOKKEH W T.I.), MOCKOJBKY JUIMTENbHOE OTrpaHuuYeHue (U3NYecKon
AKTUBHOCTH, CBSI3aHHOE C BOCCTAHOBIEHHEM IIOCII€ TPaBMBbI, HEOIArompHUsATHO CKa3bIBAe€TCs Ha
JpeHaXHOUW (PYHKITUU JIETKUX.

Yenyru mo mpukazy MunzapaBa Poccum ot 13.10.2017 N 804 "OO yTBepkIeHUU
HOMEHKJIaTYpbl METUIIUHCKUX YCIIyr":
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- JleueOHas pu3KyIbTYpa MPHU 3200JIEBAHUSK OPOHXOJIETOYHON CHCTEMBI

- MexanoTtepanusi mpH 3a00IeBaHUSAX OPOHXOJIETOYHOW CHCTEMBI

- JleueOHas Qu3KynbTypa C MCIOJB30BAHHEM aNMapaTOB U TPEHAKEPOB MPHU 3a00JICBAHUIX
OpOHXOJIETOYHOM CUCTEMBI

- JlpIxaTeNbHbIe YIpaKHEHUS APESHUPYIOIIHEC

- JleueOnass ¢usKyabTypa C OHOJIOTHYECKOW OOpaTHOW CBS3BI0 TpH 3a00JICBAHHSX
OpOHXOJIETOYHOM CUCTEMBI

3.3. AneToTepanua n BUTaMUHOTEpPaNus

3.3.1. O6wue npuHUMNBLI AneToTepanum y naumeHtos ¢ MB
JlueToTeparnus COCTaBISIET BAXKHYIO YaCTh KOMILUICKCHOM Tepanuu pu MB [1, 2, 22].

- PekoMenayeTcst BceM ManueHTaM ¢ MyKOBHMCIIMJI030M YBEIMUEHUE CYTOYHOTO NOTPEeOIeHUS
kanopuit 10 120-150% 1o cpaBHEHHIO ¢ HOpMaMH IO BO3pacTy, IPONOPLUUOHAIBHOE YBEIUUYEHUE
noTpebieHns BICOKOKadecTBeHHOro Oenka (20% oT cyrouHoro kanmopaxka) u xupa (35-40% ot
CYTOYHOTO KaJopaXka) ¢ IeJIbI0 MOIep KaHusl aJeKBaTHOrO HyTPUTHBHOTO cTaryca [62].

YYP-C, VI -5).

Kommenrapuii: [lanmentam ¢ MB HeoOxonuma paHHSSE HYTPUTUBHAsS —MOJAJIEPIKKA.
VYcraHOBIIEHA HEMOCPEICTBEHHAS CBS3b MEXIY COCTOSIHUEM TIHTaHWs W (QYHKIUEH JIETKHX.
CymiecTByeT mpsiMasi KOpPEISIis MEXKIy ToKa3aTeleM WHIEKCAa MacChl Tena, (PYHKIHEH JISTKUX |
MIPOJIOJDKUTETFHOCTHIO JKU3HU.

Wunexc maccel Tena (MMT) = macca Tena (kr) / kBagpat pocra (M?).

I[Ipu UMT > 50 mepuentuns (mpu MUMT = 21-22 xr/mM2 y B3pOCIbIX) 3aperUCTPUPOBAHO
CYILIECTBEHHOE yayulieHue nokazarenss OPB;.

Bricokuii mepueHTuIb MoKa3aTels Bec/BO3pacT acCOLMHUPYETCS € JyYIIMMU MOKa3aTelsMu
O®B;, AMHEWHOrO0 pOCTAa, CHMXKEHHEM CpPOKOB TOCIHUTAIU3AIMU, CHI)KEHUEM KOJIMYECTBA
OpOHXOJIETOYHBIX 000CTPEHH, a TaK)Ke YBEIIMYECHUEM MPOA0JKUTEIIBHOCTH KU3HU.

Benku

[Manuentst ¢ MB HyxknaooTrcs B TOBBIIIEHHOM KOJMYECTBE Oellka H3-3a €ro IMoTepb
(ManpabcopOLMK) U B AOMOJHUTEIBHOM MOCTYIIEHUH €ro B MEpUOoJ KaTadoJiM3Ma MPH JIETOYHBIX
obocTtpenusix. VcTOYHMKaMU MOJIHOLIEHHOTO OeNka SIBISIOTCS HAaTypajbHBIE MPOIYKTHI (MSCO,
NTUIA, pbI0a, MOPEMPOIYKTHI, MOJIOKO, KHCIIOMOJIOYHbIE TTPOAYKTHI, TBOPOT, CBIPHI, fAila). JeTsam
cTaplie roja PEeKOMEHAYeTCs BKJIIOYaTh B PALMOH BBICOKOOEIKOBBIE MPOAYKTHI (fiila, pwida,
TBOPOT, CBIP) HE pexe 3 pa3 B J€Hb, MOJIOKO M KHUCIOMOJIOUHbIE TPOAYKThl HE MeHee 500-800 mu B
JICHb.

B3pocibiM manyeHTaM ¢ MyKOBHCIHU030M PEKOMEHAOBAHO YIOTPEOISATh B A€HD 2-3 HMOPIHH
MIPOJIYKTOB, COJEPKaIINX OeI0K BBICOKOW OMOJOTrMYecKOW IIEHHOCTH (MsACO, MTHUIA, PbIOa, fiilla,
TBOPOT, CBID).

B kauecTBe JOMOJIHUTENBHOIO MCTOYHHMKA O€lKa PEeKOMEH]IyeTCsl HCIOJIb30BaHUE JIeUeOHbIX
cMecel 7Sl SHTePAIbHOTO U JJOMOJHUTEIBHOTO NMUTaHUs. JIONOJHUTENbHOE MUTAaHWE Ha3HAYAIOT 110
150-200-250 mn 1-3 pa3a B JIeHb (HampuMmep, Ha BTOPOW 3aBTpak, HA MOJIJHUK WM MEpel] CHOM,
BO3MOKHO B COYETaHMM C (PPYKTOBBIM IIOpE, MEUEHbEM, XJOMbSAIMHU U T.I.). K MCHOIb30BaHUIO
PEKOMEHJIYIOTCSI ~CMECHM  Ha  OCHOBE  LEJIBHOTO  MOJIOYHOro  Oenka  (cTaHZapTHBIE
CMELUAIN3UPOBAHHBIE TPOJYKTHl SHTEPAILHOTO MUTAHHUA) C HOPMAJIBHBIM MM TOBBIIICHHBIM
cojgepkaHueM Oenka. B ciyuae HemocTaTouyHO#l 3((EKTUBHOCTH CTaHAAPTHBIX MPOIYKTOB
UCTOJB3YIOTCS CMECH Ha OCHOBE T'MIPOJIM30BAHHOTO MOJIOYHOro Oelika (Crenualn3upoBaHHbIE
MPOIYTHl AHEPATLHOTO NMUTAHHUS HAa OCHOBE T'MIPOJIM30BAHHOTO O€iKa MOJIOYHOH CHIBOPOTKH) C
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HOPMAaJIbHBIM WJIU TIOBBIILIEHHBIM KOJIUYECTBOM Kalopui

OO0BbeM TOTIOTHUTEIILHOTO MTUTAHHSI OTPEACIISETCS CTENECHBIO HYTPUTUBHON HEIOCTATOYHOCTH
M aIlIIETUTOM.

VY B3pOCHBIX TAIMEHTOB MpPH pacueTe o0beMa TOMOJTHUTEIBHOIO IMHUTAHUS HEOOXOIMMO
YUYHUTBIBATh TSHKECTH JBIXATeNbHOU HemoctatouyHocTu. CoOmioieHne mpuHIMna "MHOTo, HE 3HAYUT
XOpouIo" y MAIMEHTOB C TSAXKEIOW ABIXaTeIbHOW HEAOCTATOYHOCTHIO — MPO(UIAKTUKA YCUIICHUS
CUHIpOMa TUIepKaTadoIM3Ma MPH Meperpy3Ke MUTATEIHHBIMUA CyOCTpaTaMHu.

XKupbl

UpesBpluaiiHO Ba)KHO COXpaHEHHME BBICOKOTO MOTpedsieHus xupoB nanuentamMu ¢ MB. XKupsl
SBJIAIOTCSI HanboJiee SHepreTuyeckl "MIoTHRIM" sHeproHocuteneM (9 Kkay/r); yBeluueHUue KBOTHI
KUpa B DSHeprooOecrmedeHHH CcHUxkaeT oobOpazoBanne COr, MUHUMHU3HPYET €ro 3a7epKKy B
OpraHu3Me, TIOJIOKUTENIBHO BIIMSAET HAa ra3000MeH B JIETKUX. BO3MOYKHOCTH BBICOKOTO MOTPEOIECHUS
KHUpa 00ecreuynBaeTCs aIeKBaTHOM 3aMeCTUTEILHON (PepMEHTHOM Tepanue.

XOTsl KOJTMYECTBO KHpa B JHETE MAaUUEHTOB ¢ MB He orpaHMYMBacTCs, BaXKHOE 3HAYECHUE
MpUoOOpEeTaeT ero KaueCTBEHHBIM COCTaB. B CBs3M ¢ HapylIeHUSIMH B TemaToOMIHapHOW cdepe,
KOJIMYECTBO HACHIIICHHBIX W TPAHCKHUPOB (KUBOTHBIC IKUPBI, COJACPIKAIIUECS B KAPECHBIX
MPOJIYKTaxX, KOJOACHBIX HW3JCTHUAX, KOXK€ ITHUIIBI, KYJIMHAPHBIE >XUPBI, MaprapuH) HE0OX0IUMO
OTpaHWYMBATh, OTJABas TNPEANOYTCHHE IKUPaM, OOTaThIM TOJHMHEHACHITICHHBIMH KUPHBIMH
kucnoramu (ITHXK): omera-6 (kykypy3Hoe, HOJICOJIHEYHOE Maciio) U omera-3 (JIbHSHOE Maclio,
KUP MOPCKHX DBIO) >KUPHBIMH KHCJIOTaMH, MPUPOIHBIM BuTamuHoM E. Takme macnma kak —
KYKYpY3HO€E TMOJCOJTHEYHOE, PariCOBOE CIEAYET UCIOIb30BaTh B KaUeCTBE 0A30BBIX MPOIYKTOB AJIs
MPUTOTOBJICHUS MUIIU. A Takue Macja, KakK JIbHSHOE, ThIKBEHHOE, cadiopoBoe, Macjo, Maclio
IPELKUX OPEXOB, BUHOTPAIHBIX KOCTOUEK M Jp. B KAuecTBE JOMOJHUTENIbHOU, OHMOJIOTHYECKU
aKTUBHOW 100aBKM K THIIe, B HEOOIbIIOM oOBeMe, 06e3 TepMUuYecKod 00padOTKH, M0OaBisAs B
rOTOBBIE OJTFOA.

PactutenbHoe KOKOCOBOE Macio — COIEPKHUT B CBOEM COCTAaBE CpEIHELeNOYCUHbIe
tpursmtnepuasl (CLT). Tpurnunepuasl co cpeaneit jmHou yraepoanoi nenu (C6-C12) spusroTcst
JIETKO JOCTYIMHBIM HCTOYHHUKOM BSHEPruu, TaK KaK HE HYXKIAIOTCS B SMYJbrallMH KEITYHBIMU
COJIIMU U THUAPOJIM3E MaHKPEaTUYECKOM JIMMA30i U JIETKO BCACHIBAIOTCS, MUHYA JTUM(aTHUECKYIO
CUCTEMY, HEMOCPEACTBEHHO B KPOBEHOCHBIE COCY/bl CHCTEMbI BOPOTHOW BeHbl. OIHAKO, CIEAYEeT
3HaTh, 4T0 CLIT OTHOCATCS K HACBHIIIEHHBIM XUpPaM, 00JIaJal0T KETOTeHHBIM 3P (HEKTOM, B CBA3H C
3TUM clieAyeT u30eraTb N30bITOUHOTO YIOTPEOIEHUS UX B pallMOHE.

Psn cmecelt ais nedeOHoro murtanms coaepkat B cBoeM cocraBe CIIT. Conmepkanue ux
BappupyeT B rmpexaenax 20-70% >KMpOBOrO KOMIIOHEHTA, OCTAJIbHBIE JKUPBI TPEACTABICHBI
JUNUAAMHA C BBICOKHM COJEPKAHUEM 3CCEHIUANbHBIX (MOJIMHEHACBHIIICHHBIX) XUPHBIX KHCIOT.
MonynbHble KUPOBbIE cMecH (dMyNbcHM) UMEIOT B cBoeM coctaBe Tosbko CLT. ITokazanuem k
WCIOJI30BAHUIO TAKUX MPOAYKTOB, CMECEH SIBIISETCS HEBO3MOXKHOCTh YBEJIUYUTH KATOPUHHOCTH
palioHa W KOMIIEHCHUPOBATh CTEATOPEI0 C IOMOIIBIO aJeKBATHBIX 103 MHUKPOCHEpUUIECKIX
(bepMeHTOB, BbIpaKEHHAS CTENIEHb HYTPUTUBHON HEJJOCTATOYHOCTH.

YrneBsoasbl

3HepreTqucxm71 ,E[C(I)I/II_[I/IT BOCIIOJIHACTCA TaKXKE 3a CUCT YIJICBOIOB. Z[I/ICaXapI/II[BI, B TOM
4qucCJe caxap, B OOJIBIIIMHCTBE CJIydacB IICPCHOCATCA XOPOMLIO. B AUCTY 110 aIllICTUTY BKIIOYAKOT
caxap, (l)pyKTBI, CJIaAKUEC HAIIUTKU, MCJ, BAPCHLE, KOH(I)eTLI. B pallMOHE NHUTAaHUA TIPOCTHIC
YrJI€CBOAbl HE OTPaHUYMUBANOTCSA, OAHAKO, B CBSA3M C BO3pACTAOIIMM PHCKOM BO3HWKHOBCHHS
ACCOMMUPOBAHHOI'O C MB caxapHoro ILI/Ia6CTa, HUX PCKOMCHAYCTCA yrIOTpC6J'I}ITB TOJIBKO ITIOCJIC
OCHOBHBIX ITPUECMOB ITUIIIHU, BO n30eKaHue PE3KUX KoJIeOaHU I YPOBHA INIMKEMUU.

HeO6XO,Z[I/IMO INOMHHUTB, YTO Y 91% ManMCHTOB OTMCYACTCA KapHUO3HOC MMOPAKCHUC 3}/'6OB, 4qTo
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TpeOyeT THIaTeIbHON TMTUEHBl IOJIOCTH PTA U PEryJsipHOTO HAOMIOACHUS Bpaya-CTOMATOoJIOTa.

VY nanMeHTOB, COXPAHSIOMIMX JKaTo0bl Ha AMApero, B3AyTHUE JKUBOTA, OOJM B JKMBOTE H
MOBBIIIEHHOE Ta3000pa30BaHUE TMpPH YHOTPEOJIEHUH MOJOYHBIX HPOAYKTOB, HEOOXOIUMO
UCKITIOUUTh JIAKTAa3HYI HEAOCTaTo4YHOCTh. CHMKEHHME JaKTa3HOW aKTUBHOCTH B OuomTaTax
ciu3ucToi  oOosouku ToHKOM kumku 103 ngeret ¢ MB UM Tsbkenol mnaHKpeaTHMYecKOMN
HEJI0OCTAaTOYHOCTHIO ObLIO OOHapyxkeHO B 58% (Tspkenas runosakrasus B 31% u ymepennas B 28%
ciyyaeB) [287].

Oco0yro TpyImy COCTaBJSIIOT JETH, ONEPUPOBAHHBIC 1O TIOBOJY MEKOHHEBOIO HIEyca, a
TaKKe TIalueHThl, omepupoBaHHble 1o moBoxy CJIMO, koTopeile MOTYT HMETh JAKTa3HYIO
HE/IOCTaTOYHOCTh B TOW WMJIM MHOH CTENEHH, B 3aBUCHMOCTH OT JJIUHBI PE3CKIIMH TOHKOW KHIITKH
(MOCTPE3EKIIMOHHBIN CUHIPOM/CUHIPOM KOPOTKOM KHILIKH).

JleTsM Ha TpPYAHOM BCKapMJIMBAaHWW, TPU HAJTUYUM JIAKTA3HOW HEJIOCTATOYHOCTH,
HCIIOJIB3YIOT OMOJIOTMYECKH aKTHBHBIE TOOABKH, COJIEpIKaIue JIaKTasy (JlakTazap, JiakTaza-6e0u u
1p.), TPH CMEMIaHHOM WM HMCKYCCTBEHHOM BCKapMIIMBAaHHUM — HHU3KOJIAKTO3HBIE 3aMEHHTENH
TPYJHOTO MOJIOKa, a TakKe Oe3JIaKTO3HBIE CMECH Ha OCHOBE IiTyOOKOro rujpoiusa Oenka. Jlersam
cTapiie roJla TpH COXPAHSIOMUXCS CHMTOMAax JIAKTAa3HOW HEIOCTaTOYHOCTH, KHUIIEYHOM
TCcYHKIMH MTOKa3aHbl TOTY>JIEMEHTHBIE CMECH ISl SHTEPAIBHOTO MTUTAHWS.

B murectun momMMeEpoOB TIFOKO3BI — MalbTOJAEKCTPUHOB C HEOOJBIIMM YUCIIOM TIFOKO3HBIX
ocTaTkoB (5-8) B OoJblIel CTENEHW MPUHUMAET y4yacTHe TIIIOKOaMHiia3a M MajbTa3a ((epMeHTbI
KHAIIEYHOTO MPHUCTEHOYHOTO THIIEBapeHHs ), YeM TaHKpeaTHdecKas aMmia3a. MallbTOIeKCTPUHBI
UMEIOT 00Jiee HU3KYI0 OCMOJISIPHOCTh, YeM MOHO- WM JUCaxXapubl, IOATOMY HX HCIIOJIh30BAHUE B
COCTaBe CIENUATN3UPOBAHHBIX CMECEH JUTS SHTEPAILHOTO U JIOTIOJHUTEIHHOTO TTUTAHUS TI03BOJISET
CYIIECTBEHHO YBEJIMYUTh KAJTOPUMHOCTH 0€3 yBeIMUEHUSI OCMOTHYECKON Harpy3KH Ha KUILKY.

Pacmienyienne kpaxmania 3aBUCUT OT NMAHKpPEaTHUYECKOW aMuia3bl, TIOSTOMY OH YCBAauUBaeTCs
XyXe, 4eM IH- U MOHOcaxapuibl. AMUIOpes, TakkKe KaK Kpearopes U cTeaTopes, HyKIaeTcs B
KOPPEKIMH MaHKpeaTHHOM™*. V3nMuiiky HepacHIemyIeHHOro Kpaxmala, I[OCTymas B TOJICTYIO
KHUIIKY, THAPOJU3UPYIOTCS KUIIEYHOH MHUKpPOQIOpPOM, YTO MPHUBOJUT K TOBBIIIEHHOMY
ra3z000pa3oBaHMIO, B3AYTHIO U OOJISIM B )KHBOTE.

[Mauentam ¢ MB He orpanuuuBaroTcs NpOAYKTHl M Oi0fa, Oorartbie pacTBOPUMBIMU
MUIIEBbIMA BOJOKHAMH (IIEKTHUHBI, KaMeau), KOTOPBIE CIIOCOOCTBYIOT MPOQHIAKTUKE 3aMOpOB U
CUHIpOMA JUCTaIbHOW uHTecTHHaIbHON oOcTpykiuu (CAMO). Opnako, mnpu COXpaHCHUH
JUCTIEITUYECKUX SIBJICHUIM HE PEKOMEH]IyeTcsi B OOJNBIIMX KOJMYECTBax MHINa, Ooratas rpy0oit
KJIETYAaTKOW U BOJIOKHaMH (000OBbIE, Kallll U3 IEIBHOTO 3€pHa, IIEJIbHO3EPHOBON U prkaHOM XI1e0,
OTpyOH, KOCTOUKH, KOXKHIIa OT GPYKTOB U OBOILEH, CyXOPPYKThI, HU3KOCOPTHOE MSCO C OOJIBIIUM
COJIep’)KaHUEM COCJMHUTEIBHONW TKAaHM), KOTOpbIE YBEIUYMBAIOT OO0bEM KaJOBbIX Macc U
YCUITUBAIOT METEOPHU3M.

- [l oGecrieueHus MOBBILICHHBIX HEPIeTUYECKUX MOTPEOHOCTEN KaJIOPUMHOCTH CYTOYHOIO
panMoHa MmanueHTaM ¢ MyKOBHCLHI030M PEKOMEHAYETCsl pacCUMThIBaTh HE Ha (pakTHUecKui, a Ha
JOJDKEHCTBYIOIIMKA BEC C y4eTOM KaTaOOJIMYECKUX IMPOLIECCOB IPU XPOHUYECKOM BOCHAJICHUM U
ucxos u3 Aeduura Mmaccel Tena (tadm. 21) [2, 62].

(YYP-C, Y/ -5).

Kommenrapuii: IloTpeOHOCTD B 3HEpruM y AeTeil u B3pocibix ¢ MB, mo gaHHBIM pa3iMyHBIX
MCTOYHUKOB, JI0JDKHA ObITh MoBbINIeHa 10 120-150%, no cpaBHEHHIO C TEOPETHUECKUMH pacueTaMu
Ha (pakTHyeckuil Bec, B 3aBUCUMOCTH OT BO3pacTa M HYTPUTHBHOIO cTaTyca HamueHTa (Tabmuia
21). 35-40% Bceit sHEpreTHUECKON NOTPEOHOCTH TOJDKHO obOecrieunBaThes xupamu, 20% Oenkamu
u 60-65% — yrneBogamu.

IIpu TsoKenol apxarenbHOW HemocTaToyHOCTH 50-60% HEOETKOBBIX KaTOpUil JIOJKHO
MPUXOJUTHCS Ha KUPBI (MIMEIOT HAMMEHBIIIHN JbIXaTeabHbIN K03 duruent — 0,7) [288]

Cyl1ecTBYIOT JI0BOJIHO CIIOXKHBIE (OPMYJBI A pacyeTra HEOOXOIUMBIX JOMOJHUTEIbHBIX
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KaJIOpUH, OJTHAKO B MOBCEAHEBHOM MPAKTUKE MOYKHO MOJIB30BAThCS CICIYIOIIUMU OPUCHTUPAMHU:
- 1-2 roma — 200 kxai,
- 3-5 net — 400 kkau,
- 6-11 et — 600 xkau,
- crapiue 12 set u st B3pocisix — 800 kkai B cyTku [1].

Tabmuua 21. PekoMeHyemMble BEIMYHHBI TOTPEOICHUS O€IKa U SHEPTUN

Bospacr Benok, r/kr/cyr DHeprus, KKaJ/Kr/cyT
MunuManbHas MakcumMainibHast
0-1 rox 3-4 (1o 6) 130 200
1-3 roma 4-3 90-100 150
3-10 et 3-2,5 70-80 100
11-14 ner 2,5-1,5 45-70 90
B3pocisie 2-25 35 50

- He,ZIOCTaTO'-IHOCTI) IMUTAaHUA PCKOMEHAYCTCA TUArHOCTHUPOBATH, €CJIX IMPOLUCHT COOTBETCTBUA
Macchl IO POCTY M MOJIy WM Macco-poctoBoit uHaekc (MPU), daktuueckas macca/uaeanbHas
Macca 1o pocty u nory x 100% mensine 90% y manmueHTOB JETCKOTO BO3PACTa, a y MOJAPOCTKOB U
B3pocibix — eciii UMT coctaBnser menee 18,5 kr/m2. Benenwne marnuentos ¢ MB OCYIIECTBIISIOT B
3aBUCHUMOCTH OT UX ¢uszmdeckoro craryca (tadm. 22). [Ipu nmokazanusx Z-score mo UMT ot -1 mo -
2 crienyeT AUArHOCTHPOBATh CPETHETSHKENYI0 HEIOCTATOUHOCTh MUTAHMS, a MPH > -2 — THKETYI0
HEJI0CTATOYHOCTH muTaHus [289].

(VYP - C, VI - 5).

- YV B3pOCHBIX TSXKECTh HEJAOCTATOYHOCTH THTAHUS PEKOMEHIYETCsS OLEHUBATh IO
nokaszarensim UMT: UMT — 17-15 kr/m? — COOTBETCTBYET HEJOCTATOYHOCTU MUTAHUSI CpeaHEH
crenenu Txectn, UMT — Menee 15 kr/mM? — TsDKeIoi cTeneny HeJOCTaTOYHOCTH uTanus [288].

(YYP-C, VI -5).

Kommenrapwii:

Tab6numa 22. Jluerosornyeckue peKOMEHIAIMHU 110 BEJICHUIO ManueHToB ¢ MB B 3aBucHMOCTH
oT ¢uzrueckoro craryca [62]

Jetn < 2-x ner Hetu 2-18 ner Bspocislie CocrosiHMe nuTaHusA
Bec u mmmaa <3> | UMT <3> 50 HUMT = 18,5-22,0 xr/mM2 | HopmanbHOE COCTOSIHUE
50 nepueHTHIIb HEepUEHTUIIb JUIS JKEHIIUH, HNUTAHUA:

18,5-23,0 kr/m2 mis [Tpo¢unakruyeckoe
MYXYHUH KOHCYJIbTUPOBAHHUE TI0

BOIIPOCAM NIUTAHUA

Bec u ymiuaa <50 | \IMT < 50 = 10 HUMT < 18,5 kr/M2, unu | Hapyiienue HyTpUTUBHOTO

2 10 mepueHTUIb | TIEPUEHTHIIb CHIDKEHHE MACCHI T€JIa | CTaTyca: KOPPEKUUs JUETHI U
IMoteps nim Ha 5% MeHee, ueM 3a 2 | no0OaBiieHUE IPOTYKTOB
OTCYTCTBHE Mecsna SHTEPAJIbHOT'O IMUTAHHUS

npubaBKH Beca B
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npeasiaymue 2-4

Mec

Becn qmuna <10 |MMT < 10 HUMT croiiko < 18,5 Hapymenue HyTpuTUBHOTO

MEPUEHTHITb HEePIEHTUIH KI/M2, WM CHWDKEHUE | CTaTyca TSHKEJIOH CTETIeHU:
[Toreps <3> 2 HUMT OGounee, yem Ha 5% | 30H10BOE TUTAaHUE

NEepLEHTUIIEN Beca |3a 2 MpouIeAmux
U 3a/Iep’KKa POCTa ¢ | MecsLa

MOMEHTa
IOCJIETHETO
MOCEUICHUs

- PexomeHi0BaHHas 1LieJdb HYTPUTHUBHOW moanepxkku npu MB — obecrnieunts ¢(usnueckoe
pa3BUTHE TMalMEHTa COIJIACHO BO3PACTHBIM HOpMaM (JOCTHMKEHHME oOKazareiaed Qu3ndecKoro
pa3BUTHS B TpaHUIle 25-75 NepLUeHTHIIb N0CiIe KOPPEKIIUU HYTPUTUBHOTO CTaTyca, peKOMEHyemas
uens — 50 mepuentwin), s B3pocabix — mneneBod UMT = 21 kr/m2 y xkeHmuH U 22 Kr/mM2 'y
MYXXUYHUH U TIPUPOCT % MbIIIIEUHON Macchl [62].

YYP-C, VI -5).

Kommenrapwii:

CucreMaTn4ecKkuil MoaxXo ] K OlleHKe nuTanus npu MB

Bo3pacrt Merto1bl OLIEHKH, KPATHOCTh

Crapine 1eTv 1 B3pociibie MounuTopuHT Macchl Tena, pocta, UMT kaxapie 3 mecsina

MOHHUTOPHUHT MUTAHUS

Jetu u B3pocibie - Mapxkepbl COCTOSIHUSI MUTAHUS — KITMHUYECKUH,
OMOXMMHYECKUN aHaIU3bl KPOBH, )KUPOPACTBOPUMBIEC BUTAMUHBI
CBIBOPOTKH

- MOHUTOPHUHT 3aMeCTUTENIbHOM Tepanuu pepMEeHTHBIMU
npenaparamu (MmaHkpeatuH™**) — yepe3 3-6 MecsieB nocie
Hayaja Tepanuy WM U3MEHEHUS J103bI

- Dnacrasa B CTYJIE €XKEroHO MPU HOPMaJIbHOU QYHKIIUU
MOJKEITYI0YHOM yKeIe3bl

- OI'TT exeronno ¢ 10 net

HI/IGTOHOFI/IHCCKOG KOHCYJIbTUPOBAHUC

HCTI/I H B3pPOCJIbIC I[GTI/I — KaXKJbIC TPpU MCCALlA, B3PpOCJIbIC — KaK/IbIC 6 MCCALICB

3.3.2. leTn nepBOro roaa Xu3Hu

FpyAHoOe BCKapMnuBaHue

WUneanbHpM I  HOBOPOXKIAEHHBIX U JETed NEpPBOro Trojia JKU3HU  SIBISIETCS
HEMAaCTEPU30BAHHOE T'PYAHOE MATEPUHCKOE MOJIOKO, TaK KaK OHO COJEPKUT IIMPOKUU CIIEKTP
3alUTHBIX (PAKTOPOB U OHMOJOTMYECKH aKTUBHBIX BeIIECTB. BakKHYIO pOJIb UTpaeT aKTUBHOCTH
TepMOJIAOUILHOM JTUMa3bl B HATUBHOM (HEMacCTepU30BaHHOM) KeHCKOM MoJjioke. g nereii ¢ MB
MOKa3aHa 3alllMTHAas POJIb €CTECTBEHHOTO BCKAPMIIMBAHHUS: MIIAJEHIbI, MOJy4aroUuue TpyAaHOE
MOJIOKO, UMEIOT Iy4IlIhe IOKAa3aTeldH JIErOYHBIX (PYHKIUKA W HU3KYI0 YacTOTy WH(EKIIMOHHBIX
SMU30/I0B, MO0 CPABHEHHUIO C JEThbMHU Ha UCKYCCTBEHHOM BCKapMJIuBaHUU. HOBOpOXKIEHHBIE U JETU
MEPBBIX MECAIEB JKU3HH, KOTOPHIE HE MOTYT CaMOCTOSITEIbHO BHICACHIBATH HEOOXOIUMBIN 00BEM
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MOJIOKa W3 TPYId BBUAY TKECTH COCTOSIHHS (00Imasi ciabocTh, OJBIIIKA, CEPACYHO-JErOYHAs
HEIOCTaTOYHOCTh) JIOJDKHBI TOJIYy4aTh CIEKEHHOE HEMacTepU30BaHHOE MATEPHHCKOE MOJIOKO W3
OYTBUIOYKH WJIM Yepe3 Ha30racTpaabHBIN 30H/.

B HekoTophIX ciydasx TpeOyercss MOTOIHHUTEIBHOE MOCTYIUIGHHE SHEPTHH C IMOMOIIBIO
oOorameHusi TpygHOro Mojoka. Tak, MpH HEZOCTaTOYHOW NpHUOAaBKE B BECE MOJOKO MOKHO
oOoramats go6aBnerreM Ha kKaxaeie 100 mur mpubmusuTensHo S5 T (1 MepHas JI0)KKa) CyXol cMecH
Ha ocHOBe rujposusara 6enka ¢ CLT.

- Jletsam rpynHoro Bospacta ¢ MB u maHkpeatndecKkoil HEJOCTATOYHOCThIO PEKOMEHyeTCs
Ha3HavaTh (PEPMEHTHYIO 3aMECTUTENFHYIO TEpamuio IpernaparaMu MaHKpeaTuHa** (B Buue
MUHHUMHUKpOC(Ep) B KaXKJ10€ KOPMIIEHUE C LIETIbI0 KOPPEKIUHU MAHKPEATUYECKOW HEJI0CTaTOUYHOCTH
[2, 62].

(YYP-C, VI -5).

KomMMeHTapuii: ¢ MOMEHTa BBe/IeHUsI HEOHaTalbHOro ckpuHuHra Ha MB B Poccun (2006 r.)
MOSIBUJIACh BO3MOXHOCTh PAHHErO Hayajla JIeUeHHs, OJHAKO BOIPOC, KOTJAa M KOMY HauMHAaTh
3aMECTUTENbHYI0 TEpamuio0 MaHKpeaTUYeCKUMU (QepMEeHTaMHu, HE Bcerja sCeH. Y POBEHb
MaHKpeaTHuecKoM amacrazbl-1 B CTyle B TEUYEHHE IEPBOTO Tojia >KU3HU MOKET CYIIECTBEHHO
BApHUPOBATh U OJHOKPATHOTO €ro M3MEpeHHs He Bcerna AoctaTtoyHo. CreayeT OpueHTHpPOBAThCS
Ha TEMIIbI TPUOABKU B MacCe U MMOKa3aTesid KOMporpaMmbl (Haimuuue cteatopen) [62].

CmewwaHHoOe/MCKyCCTBEHHOE BCKapMnBaHue

VY nerel, COXpaHSIOUIMX YAOBIETBOPUTEIbHbIE TEMIIbI (PU3UUYECKOTO Pa3BUTHUS, MOTYT
UCIOJIb30BATHCS OOBIYHBIE Al THPOBAHHBIE MOJIOYHBIE CMECH.

IIpy  cMemaHHOM/MCKYCCTBEHHOM  BCKAPMIUIMBAaHMM  OOJIBIIMHCTBO  MJIAJICHLEB, IpH
CBOEBPEMEHHOM  JMAarHOCTMKE  MAaHKPEaTHUECKOM  HEIOCTaTOYHOCTM U €€  KOPPEeKLUUHu
MaHKPEAaTHYECKUMHU (epMEHTaMHU, XOPOLIO PacTyT M Pa3BUBAIOTCS IPU UCIOJIB30BAHUU OOBIYHBIX
aJlanTUPOBAHHBIX MOJIOYHBIX CMecell ¢ mpeoOnaJaHMEeM ChIBOPOTOUYHBIX OEIKOB B COCTaBe
oenxoBoro kommoHenTa (60:40) [62].

- Y geredl mepBOro roja JKM3HH C MYKOBHUCIIMIIO30M HE PEKOMEHIYETCS HCIOJIh30BaTh
3aMEHUTEIM MOJIOKA C HU3KUM cojepkanuem Oenka (1,1-1,3 /100 M) u xupa (menee 3,5 r/100
MJT), TaK KaK OHH He 00€CIIeYnBalOT HyTPUTHBHBIE MOTpeOHOCTH HanueHToB ¢ MB [290].

(YYP-C, VI -5).

- Ilpu HemocTatouHOW NpHOaBKE B BECE y MAIMEHTOB C MYKOBHCIUIO30M PEKOMEHIYETCS
OTIaBaTh MPEANMOYTCHUE BBHICOKOKATOPUWHBIM CMECSM, HMMECKOIIUM B KayeCTBE IKHPOBOTO
komroHeHTta CLT u pactutenbHble )KUPHI B SMYJIBTUPOBAHHON (POpME, YTO MO3BOJISIET YAYUIIUTh
YTUJIM3AIIMIO XKUPaA U CHU3UTh JI03Y NMaHKpeaTuieckux pepmenton [291].

YYP-C, VI -5).

KommeHTapuu: 3TUM TpeOOBaHUSM OTBEYAIOT OT/ACIBHBIE CMECH Il HEJOHOIICHHBIX |
MaJOBECHBIX JETEH.

Moryt npumeHsThCcs: AHTHpeIIOKCHAs cMech, JKukas crieruanbHas MOJIOYHAsT CMeCh s
BCKapMJIMBAHUsI HEJOHOIIEHHBIX M MaJOBECHBIX AeTed, Crennaan3upoBaHHbIM MPOIYKT IETCKOTO
JMETUYECKOTO JIeueOHOro MUTaHUsS ANs JeTeld paHHero BO3pacTa, CMECh CIelUaTu3upOBaHHAS
cyxas Oe3nmakto3Hasi (MeJIKui cyxoi mopoinok), Cyxas crenuaau3upoBaHHasl cMeCh 0e3 JTaKTO3bl,
Cyxas crienpanbHast MOJIOUHAsI CMECh IS BCKapMIIUBaHUs HEJJOHOIIEHHBIX U MaJIOBECHBIX JETel U
Ipyrue.

I[Ipy  cMENIaHHOM/MCKYCCTBEHHOM  BCKapMIIMBAaHWU  OOJIBIIMHCTBO  MIIAJICHIIEB, TpHU
CBOEBPEMEHHON  JHMAarHOCTUKE MAHKPEATHYECKONW  HEIOCTATOYHOCTH U €€  KOPPEKIUHU
MaHKpeaTHUYeCKUMU (pepMEHTaMU, XOPOIIO PacTyT U Pa3BUBAIOTCS MPHU UCHOIB30BAHUU OOBIYHBIX
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aaallTUPOBAHHBIX MOJIOYHBIX cMeced ¢ HpeOGHaHaHI/IeM CBIBOPOTOYHBIX 6CHKOB B COCTaBE€
OenkoBoro KkommoHeHTa (60:40).

- PexoMeHnoBaHO Ha3HAYCHHE CMECE HAa OCHOBE THIPOJIHM3aTOB MOJIOYHOTO OeNKa MpH
aJuTepruu K OenKaM KOPOBHETO MOJIOKA M BPEMEHHO — IIOCJIE OTMEPAaTHBHOTO BMEIIATEIBCTBA I1O-
noBony MekoHueBoro wuieyca wiu CHAMO wumm apyrux onepaTuBHBIX BMEIIATENbCTBaX Ha
KHIICYHHUKE ¢ JeueOHoi menpo [290].

(VVP - C, VI - 5).

- [NaruenTaMm, MOJTy4aronMM MAaCCUBHYIO aHTHOAKTEPUATBHYIO TEPAIHIo, a TAKXKE TOBTOPHbBIS
KypChbl aHTHOMOTHUKOB, PEKOMEHIOBAHO BBECTH aJaNTHPOBAHHYIO KHCIOMOJIOUHYIO CMECh HITU
CMeCh, 00OTaIIeHHYI0 MPOOMOTUKAMU, B KoiudecTBe 10 1/3 cyrouyHoro oObemMa KOPMIICHHUS IS
MOJyICpKaHUST HOpMaTTbHOH MUKpOQIopb! kumednnka [290].

(YYP -C, Y1 -5).

- Ilpukopm pexomeHayeTcs BBOAUTH B 4-5 Mmec. (Kak M B MOMYJSALUU 3J0POBBIX JeTel), a
HEKOTOPBIM JIETSIM, MPU HU3KOM TPHOABKE B Macce — paHbIIE C IEJIbI0 KOPPEKIHUU JaHHBIX
Hapyienuit (tabu. 23) [290].

YYP-C, VI -5).

KommenTapwuii: mepBeiMH OJIOJaMU TIPUKOPMa CIY)KaT DHEPreTUYECKH IUIOTHBIE OJroja:
Kallli Ha CUEKEHHOM MOJIOKE WJIM MOJIOYHOM CMECH CO CIMBOYHBIM MAcJIOM, IETCKUN TBOpOT 4,5-
5% >KupHOCTH, JJajiee BBOJAT OBOIIHOE MIOPE C MSCHBIM IMIOPE U PACTUTEIbHBIM MacCJIOM, KEITOK.

Crnenyer WCHOJIB30BaTh  BBICOKOKAJOPUMHBIE TPOMYKTHI  MPUKOPMa, OOOTaleHHBIE
BUTAaMHUHHO-MUHEPAJIIbHBIM  KOMIUJIEKCOM:  JE€TCKHE  MOJIOYHBbIE  Kallli  [POMBIIIIEHHOTO
MIPOU3BOJICTBA C 10OABIEHUEM CIIMBOYHOIO Maciia, OBOIIHbIE MIOpe ¢ 100aBJIECHHUEM PACTUTEIHHOTO
Macia, Msca.

Bo3MoxHO BBeZieHHE MSICHOTO MIOpE B Ka4eCTBE MEPBOr0 MPUKOpPMa AETAM Ha €CTECTBEHHOM
BCKapMJIMBAaHUU, KaK XOPOIIMH HCTOYHUK Kelle3a U IUHKA.

KopoBbe U K03b€ MOJOKO MOKHO HCIIOJIb30BAaTh TOJIBKO JAJISi MPUrOTOBIEHUS Omon ¢ §8-9
MecsleB. B aTu ke Cpokd MOKHO BBOAMTH HEaJaNTHUPOBAHHBIE KHCIOMOJOYHBIE IPOIYKTHI
(keup, HaTypadbHBIN HOTypT), OOOTAallleHHBIC >XKUBBIMU OM(UI0- M JlakToOakTepusMu. biroma
MpUKOpMa, B OTJIMYHE OT 3JOPOBBIX JeTed, MoJcaauBaioT. JlOMOJHUTENBHOE KOJIMYECTBO
MMOBApEHHOM COJIM B JIeHb OPUEHTUPOBOYHO cocTaBiisieT 1/8 daiinon noxku (0,6-0,7 r) mist pebeHka
nepBoro mosyroaus u 1/4 4. . (1,25 r) ans pedbenka 6-12 mecses [290].

Tab6muma 23. OcoOeHHOCTH BBEJICHUS MPUKOPMa JETSIM IIEPBOro roja >kxu3Hu ¢ MB

[IponykTs! u 611072 Bo3spact (mec)
OpyKTOBOE MIOpE 7
TBopor 4-5
Kentoxk 5-6
OBougHOE mope 5-6
Pacturensnoe macio 4-5
Kama 4 (Ha CUEKEHHOM TPYIHOM MOJIOKE, MOJIOYHOM
CMECH HIIU THIPOJIU3ATE)
CnuBoUYHOE Macio 4-5
MsicHoe mope 45-55
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HeapantupoBaHHbIE KUCIIOMOJIOYHBIC HAMMUTKA | 8-9
(xedup, Horypr)
Cyxapu, xyie6 7-8
Pr10a 8-9

3.3.3. lMnTaHne AOWKONBHUKOB U LWKOJSIbHUKOB U B3pPOCIbIX
CrangapTHble MPUHIMIIBI TUTAHNS OJMHAKOBBI [l I€TEH, MOAPOCTKOB U B3POCIIBIX
OcHOBHOM IPUHLIKIT — "aKTUBHBIN" OJIX0/] K MUTaHUIO nanueHTa ¢ MB B mt060M Bo3pacTte

- [Iutanue peGeHka JOHKHO OBITh PErYISIpHBIM (6 pa3 B JIEHb Jaxe s MKOJbHUKOB, a TAKXKe
JUIs B3pOCHbIX, Gopmyna 3 + 3): 3 OCHOBHBIX NpueMa NUIIM (3aBTpak, o0en, yXKuH) U 3
JOTIOTHUTENBHBIX NepeKyca (2-1 3aBTpak, MOJIJHUK, HA HOUb);

- Ilutanue noOMKHO OBITH "TUIOTHBIM": B KaXKJbIH OCHOBHOW TIPHEM IIHIIU JIOJDKHBI
BKJIIOUAThCS OJII0J1a, COJIEpIKalllie KaueCTBEHHbIE JKUBOTHBIE OENIKH, HUHK (MsCO, CyOIpPOIYKTHI,
ppi0a, siilla WIM MOJOYHBIE MPOIYKTHI — ChIp, TBOPOT), KayeCTBEHHBIE KUPBI (PaCTUTENBHOE,
CIIMBOYHOE Macjlo, CMETaHa, CIMBKH), CIOKHbIE (KpyIbl, Xi1€0, OBOIIM) W B MEHbUICH CTENeHH
npocteie ((hPYKTHI, CIa0CTH, BAPEHBE, MEJT) YTIEBOIbI;

- JlononmHuTeNnbHbIE NpUEMBbl MUIIM (TEpeKychl: 2-i1 3aBTpaK, MOJJIHUK, IEpel CHOM)
00s3aTeNbHbl; OHU COCTOSIT, KaK IPaBHJIO, W3 KUCIOMOJIOYHBIX MPOJYKTOB, TBOpPOTra, (pyKTOB,
BBIIICYKH ¥ YMEPEHHOTO KOJINYECTBA CIaA0CTEN.

[Tpu myxoBuctuaose 10 10% nanueHToB K MOAPOCTKOBOMY Bo3pacTy hopmupyroT ¢pudpos u
uuppo3 neueHu (CFLD — uuppo3 meuenu, accoumupoBanubiii ¢ MB); no 13% namuentoB k 20-
neTHeMy Bo3pacty u 110 50% k 30 romam GopmupyoT accouunpoBaHHblii ¢ MB caxapHbiil quader
(CFRD - mmaGer, accormmpoBanubiii ¢ MB). ITostomy, HecmMoTpst Ha TO, uto mpu MB, mpu
OTCYTCTBHM QJJIEPTHUYECKUX PEAKIUi, B MEXIYHAapOJIHBIX PEKOMEHIAIMSAX pa3pelleHbl JTr0bIe
MPOJYKThI, HEKOTOphIE ON0J]a HE PEKOMEHAYETCS YIOTPeOIsITh MOCTOSHHO W B OOJIBIIMX
KOJIM4ECTBAX:

- MPOAYKTHl W OI0Ja, OCIOXKHSIONIME paboTy IEYEeHW U JKETUYEBBIBOAAIIMX IyTed —
TYTOIUTABKUE U TPAHC->KUPBI (CM. BBIIIE), KPETIKHE OYIbOHBI, OCTPhIE, KUCIIbIe OI10/1a U IPSIHOCTH;

- TPOJYKTHl MPOMBIILICHHOTO TMPOM3BOJACTBA, COJAEpKallde OOJIbIIOEe  KOJHMYECTBO
CTaOMIN3aTOPOB, HCKYCCTBEHHBIX KpacuUTeJIe U KOHCEPBAaHTOB, MAaHOHE3 IPOMBIIIJICHHOTO
MIPOU3BOJICTBA;

- T.H. "MyCOpHYI0 nuuly", ToToBbIe cyxue noinyhadpukarsl, hact-dym;

- ClIaJIKue Ta3uPOBaHHbIC HAMMUTKYU U Hepa30aBieHHbIE (PYKTOBbIE HAMMUTKH MPOMBIILIEHHOTO
MIPOU3BOJICTBA;

- B OOJBIIOM KOJHYECTBE M OTIACIBHO OT JPYTUX MPUEMOB MUK — papUHUPOBAHHBIC
MIPOCTHIE YIIIEBOBI (Ccaxap, KOH(ETHI) ¢ LEeIbI0 He JOIMYCKaTh PE3KOTO MOIbeMa YPOBHS TNTUKEMHUU;

- IpU JMCIENCHYECKHX SBJICHUSAX — OoJblIMe OOBEMBI MPOIYKTOB, YCHIMBAIOLIUX
ra3oo0pa3oBaHue B KHIIEYHHKE: IEJIbHO3EPHOBON U OTpyOHOH Xie0, CBEXYI0 M KUCIYIO
0€J0KOYaHHYI0, KPAaCHOKOYAHHYIO KamycTy, O00OBbIE, CBEKIY, KOXKHUILy M CEMEYKH OT (PpPYKTOB,
opexu, rpuoBbl.

- IIpu OpoHXONEroyHbIX 0OOCTPEHUSX, 3HAYUTEILHOM OTCTaBaHUU B BECE IS YBEIUUYCHHUS
MOCTYIUICHUS DHEPTUU, BBICOKOKAUECTBEHHOTO OeiKa, BUTAMHUHOB W MHUHEPAIbHBIX BEIIECTB B
KaueCcTBE MEPEKyCOB PEKOMEHIYEeTCSI UCTIOIB30BaTh CIICIUATH3UPOBAHHBIC BRICOKOIHEPTETUUECKUE
KOKTEIJIN WJIM CMECH JUIsl SHTepaJIbHOTO NMUTaHus [2, 62].

(YYP-C, VI -5).
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- PexomennoBano oOoramieHue palnydOHA MOJMHEHACHIIIEHHBIMU JKUPHBIMH KHCJIOTaMH,
KaJbllMeM, MPOOMOTHKAMM JUIsI BOCIIOJHEHHSI TOBBIIICHHBIX HYTPUTHUBHBIX IOTpeOHOCTEN
nanueHToB ¢ MB (cM. pazzpen 3.3.1 "OOmme npuHIMIBI AMETOTEpanuu y nanueHtoB ¢ MB',
xupel). C 1enplo oOoTrameHus panuoHa oMmera-3 SKUPHBIMH KHCJIOTaMHU PEKOMEHJI0BAHO
MCTIOJIB30BATh CIIA00COJICHYIO (HE KOIMYCHYIO) KUPHYIO MOPCKYIO PBIOY: Celbib, cemry, Gopeib U
JIp. JIOCOCEBBIC, UKPY 3-4 pa3a B HEJEIIO B KaueCTBe 3aKycku [62].

(YYP-C, Y/ -5).

- PacrtutenbHoe Macio (JIbHSHOE, THIKBEHHOE, KEIPOBOE, MAacjiO T'PEIKOr0 Opexa, COEBOE,
pamncoBoe, IOJICOJIHEYHOE, KYyKypy3HOE€, OJIMBKOBOE) pPEKOMEHIYeTCsl HCIOJb30BaTh B
HepadhUHUPOBAHHOM BHUJIe 6€3 TepMHUUECKOM 00pabOTKH, M00aBIsis B calaThl U TOTOBBIE OBOIIHBIC
Omoja, JUis  NPUTOTOBIEHHWS JOMAalIHEro MaloHe3a C I1enblo  oOOoTamieHus palfoHa
MOJIMHEHACBIIIICHHBIMU YKUPHBIMHU KMCIIOTAMHU M OMOJIOTHYECKH aKTUBHBIMU BellecTBaMu [ 2, 62].

(VVP - C, Y]II - 5).

- IManmentam ¢ MB pexomeHnyeTcss €XeAHEBHO YNOTpEeOsATh, KaK OCHOBHOM HCTOYHUK
KaJblUsi W BBICOKOKAYECTBEHHOrO Oelka — He00Ee3KUpPEHHbIE MOJIOKO, TBOPOT, ChIp,
KHCJIOMOJIOYHBIE MPOJIYKThI, 00OTAIlIEHHbIE KUBBIMU IITAMMaMH POOHOTHKOB (OudumodakTepuit
U JTAaKTOOAKTepHil) — HOrypThl KOPOTKOTO CPOKa XpaHEeHus1, Ornokedup u T.1. [ 2, 62].

(YYP-C, Y/ -5).

- IIpu dbopMupoBanuu caxapHoro nuadera, acCOLMUPOBAHHOTO ¢ MykoBucuuaozom (M3CJ
(CFRD)), pexomeHayeTCcsl KaJOPUMHOCTh PalliOHA B COJIEPIKAHUE KUPOB COXPAHITH MOBHIIIICHHBIM
JUTsI BOCTIOJTHEHHUSI TIOBBINIIEHHBIX HYTPUTUBHBIX TTOTpeOHOCTEH narmenToB ¢ MB [2, 50, 62, 91] (cm.
paznen 3.1.6 "Tepanus SHAOKPUHHON HEJOCTATOYHOCTH MODKEITyn0dHOM xene3sl (M3C)").

(YYP-C, VI -5).

3.3.4. MUKPOHYTPUEHTbI U BUTAMUHbI

- Becem gersim ¢ MB pekoMeHI0OBaHO MOJICAIMBAHKWE IMHIIM C IEIbI0 KOPPEKIHU OalaHca
xjopa u HaTpus (tadi. 24, 25) [2, 62].
(YYP-C, VI -5).

Ta6nuua 24. Cyrounsie morpednoctu B cos (NaCl) y mereit ¢ MB [2,62]

Bec <S5 kr 5-10 kr > 10 kr
pebenka/Temmneparypa
OKpYXKArOIIEH CpeJIbl

20 °C 0,8 r/nenp 0,5 r/nenp Munumym
+ 0,8 r/nens/10 xr

25°C 1,5 r/nens 2 r/neun Munumym 2 r/neHn

+ 1 r/neus/10 kr

30°C 2,8 r/1eHn 4 r/nenn Munumym 4 r/neHn

+ 2 r/neus/10 kr

IIpumedanue: crapumme AeTH, KaKk IMPaBWIO, CAMU PETYIUPYIOT KOJUYECTBO COJIM B CBOMX
0J110/1aX 110 MPUHIIMITY ""COJIOHKA Ha CToJIe".
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Tabnuua 25. I[Mpoduiakruueckue 1036l HATpUs I naruenTos ¢ MB [62]

Bo3spacr JoTtauus HaTpus [Ipumeyanus

Hetu 0-6 mec 1-2 mmonpw/kr/ma | [Ans neteit ¢ puckom cosieeuiuTa — coJib, pa3BeACHHAS
B BOJIC WJI (PYKTOBOM COKE HEOOIBIIUMU TIOPIUSIMH B
TCUCHUC OHA,

Jersam 1o 10 4 mmons/kr/mH | TToObeM comu y TPYIHBIX JeTel, MPOKUBAIOIINX B

MTOKa3aHUsIM (CM. YKapKOM KJIMMaTe WM IPU NOBBIIIEHHBIX TOTEPSAX

NPUMCUAHHNS) KUAKOCTHU (pBOTA, MOBBILLIEHHAs TEMIIEpaTypa Tena,
apes, TaXUITHO?, WIK MPU HATMYUU CTOMBI Y TPYIHOTO
pebenka).

Hetu nocne 6 mec | ConeHast nuima [IpuMeHSTh B CTPECCOBBIX CUTYALUSAX C U30BITOUYHBIX

U B3pOCIIbIC WJIM COJIb HNOTJIMBOCTBIO (JTUXOPaJIKa, (PU3NYECKUE Harpy3KH,

JKapkasi IoroJia).

[Ipumeuanus:

1/5-1/6 ugaitHO¥# 0XKKH TpuMepHO cooTBeTcTBYeT 15 MMmosbs NaCl coseBbIX pacTBOpPOB,
npeHA3HAYCHHBIX TS TIEPOPaIbHOM peruparauu [2];

Jlis mepeBoAa MMOJIb B MI' HAaTpHsl, XJOpa WIM HATPUS XJopujaa HEOOXOJUMO YMHOKHUTh
KOJIMYECTBO MMOJIb Ha 23, 35 wim 58 (MOJEKYIAPHYIO MacCy HATPUs, XJIOpa WM HATPHS XJIOPHUIA)
COOTBETCTBEHHO [62].

- BceMm manmentam ¢ MB pekoMeH10BaHO TOMOJHUTEIBHOE BBEICHUE MTPENAPATOB KaJIbIIMA: C
IEJTbI0 TPO(QWIIAKTUKA HEIOCTATOYHOCTH KaJbIMsS B OPraHU3ME M OCTEONIEHUYECKUX COCTSHHM [2,
62].

(YYP-C, VI -5).

KomMmeHTapuu: TNPUMEHSIOTCS Tpenapathl  KaubIs (KaJbIUS TIIOKOHAT**, KaJbIus
riurepodocdar) u komouHUpoBaHHBIE NTpenaparsl (Kanbuus kapoonat+Konekanbuudepod)

- Bcem manuentam ¢ MB pexomeH70BaHO Ha3Ha4YeHHE >XUPOPACTBOPUMBIX BUTAMHUHOB C
LEeNbI0 BOCIOJHEHUS JAeQuIMTa HUX TNOCTYIUIEHUS C numeil Ha ¢oHe MalbJWrecTuu |
Manbabcopoiuu [2, 62, 96, 291].

(YYP-C, VI -5).

KomMmeHnTapuii: BcreicTBue ManpadbcopOuuu kupa y manueHtoB ¢ MB  Hapymaercs
BCAChIBAaHUE KUPOPACTBOPUMBIX BUTAMHHOB.

VY nauuentoB ¢ MB Xopomio M3BECTHO O HEIOCTATOYHOCTHM BUTaMHHA D M HapyleHHsIX
bocdopHo-kanbieBoro ooMeHa. JleueOHbIit 3 GeKT BHICOKUX 103 BUTaMUHOB A 1 D HyX/1aeTcs B
nanpHeieM n3ydeHud. OHaKo XOPOIIO U3BECTHO, YTO Bce manueHTsl ¢ MB ¢ mankpeaTndeckoi
HEJOCTATOYHOCTHIO €XKEIHEBHO MOJDKHBI MOIY4aTh JOMOJHUTEIBHO KUPOPACTBOPHUMBIE BUTAMHHBI
(A, D, E u K) u 6era-kapoTHH, ONTHUMAJIBHO B BogopacTBopuMoi gopme. [larmeHTsl ¢ coxpaHHOH
GyHKIMEH MoIKeTyTI0UHON jKeIe3bl 0053aTeNbHO JTOJDKHBI M0JIy4aTh JONOJHUTEIbHO BUTAaMUH E.
BonopacTBopuMble BUTAaMHHBI Ha3HA4YalOTCs maiueHTaM ¢ MB B OOBIYHBIX MPOGUIAKTHUECKUX
JI03UPOBKaX, PEKOMEHYEMbIX 37J0POBBIM JIMIIaM COOTBETCTBYIOIIETO BO3PACTa, 33 MCKIIOYEHHUEM
ButamMuHa C, MOTPeOHOCTH B KOTOPOM Yy MAIMEHTOB IMOBBIIIEHA, M BUTamMMHa B12 cioydasx
PE3EKIUH 10IB3A0IHON KUIIKH.

B Tabmume 26 npuBeAeHB pEKOMEHAYyeMble MNpO(UIAKTHYECKHE JTO3MPOBKH  JUIA
JIOTIOJTHUTEIHHOTO BBEICHUS JKHPOPACTBOPUMBIX BUTAMHHOB, M TEPANIeBTHUECKHE 03Bl BUTAMHUHA
D ngng manuentos ¢ MB.
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Tabmuua 26. Pexomenayemble NpoHIaKTHUYECKUE 03Bl KUPOPACTBOPUMBIX BHTAMUHOB U
OerakapoTeHa s nmanueHToB ¢ MB [2, 62, 96, 255, 292, 282, 283]

Burtamuunsl

Hosuposka (ME/cyr)

®opma Beltycka st PO

#Konekanbiudepon**
(Buramun D)

CBIBOPOTOYHBIM
25(0OH)D muaumym —
6onee 30 Hr/mn

Hetu 1 romga  1000-1500 ME/cyr
KU3HHU

1-3 ronma 1500-2000 ME/cyr
4-10 met 2000-3000 ME/cyr,

> 11 ner ot 2000 (;1eto, oceHb)
1o 4000 (3uma, BecHa)
ME/cyt

Jlo3a 3aBUCHT OT
CBIBOPOTOYHOTO
YPOBHA U IOJDKHA
perymsipHO
KOPPEKTUPOBATHCS

1 xarmsa = 500 ME (12,5 mxr)

#Anbda-Toxodepona
arerat

(karcyisl,
MIPOTHUBOTIOKA3aHbBI
netsm 1o 18 ser)

1501051
Buramun E

(pacTBOp [UI4 MprieMa
BHYTPb [MAaCJISIHBIH |
MIPOTUBOIIOKA3aH JETAM
10 3 71eT)

ypOBeHL COOTHOILICHUA
a.

TOKO(EPOI:X0JIECTEPUH
>54

MOHUTOPHHT 110
[TOKA3aHUsAM, [IOCIIE
U3MEHEHUs 03Bl

0-6 Mec 25 ME (18,4 mr)
6-12 mec 50 ME (36,8 mr)

1-4 rona 100 ME (73,5 mr)

4-10 ner 100-200 ME (73,5-
147,1 mr)

Crapme 10  200-400 ME (147,1-
JeT 294,1 wmr)

30% macusHbIi p-p: 1 Kamist =
6,5 ME (4,8 mr)

10% macnsHbli p-p:

1 xars = 2 ME (1,47 mr)

Macnsanslii pacTBOpP B Karcyiaax
100 ME (73,5 mr), 200 ME
(147,1 mr), 400 ME (294,2 mr)

#MeHaanoHa HaTPHS
oucynbpuT

(Buramun K)

0-1 rox: 0,3-1 mr/cyr
Crapure 1 rona: 1-10 mr/cyt

[Tpu natonorun neuenn: 10-15

1 TabxeTka 15 Mr
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(TabneTku
IIPOTUBOIIOKA3aHBbI JI0 3
JIeT, PacTBOP JUIA
BHYTPHUMBIILIEYHOTO
BBe/ieHUs — 0e3
BO3PACTHBIX
OTpaHUYEHUI)

[TpoTopmOuHOBOE
BpeMsi, ypOBEHb
BuTamuHa K B kpoBu

MT/CyT

Petunonr**

(Bur. Ay)

Hauunate ¢ Huskux no3. [logbupats
110 YPOBHIO B CBIBOPOTKE KPOBHU
(e’xeroIHbIM KOHTPOJIb)

1 xarus 3,44% p-pa = 5000 ME

(1,5 mr)

1 mpaxxe = 3300 ME

Hopwst onpenensirorest | 0-1 rox 1650 ME (0,5 mr)
nmabopaTopuen, (1 wr)
IIPOBOJISAIIEH AHAIIN3

1-6 ner 3300 ME (1 mr)

1 xancyna = 12000 ME (3,6 mr)

MOoHUTOPHHT 11O 7 net u 5000 ME (1,5 mr)
MOKa3aHUsM, MOCTIe cTapuie
M3MEHEHHUS JI03bl
Tect npu
IJTAaHUPOBAHUH
OCpEeMEHHOCTH
berakaporen Hauate ¢ 1 mr/kr x cyr — 12 nvenenp, |1 kamis = 1 mr

(bera-kapoTun)

nanee mojepkuBarorias go3a — 10
MT/CyT

[Ipumeuanus: * — TepameBTHYECKHe 103bl BUTaMHHAa D ykazanwsl B Tabmune 20 (Tepamus

OCTEOII0PO3a)

Moryt npuMeHsThCSI KOMOMHUPOBaHHBIE NpenapaTsl, Hanpumep, Butamun E + Petunon

3.3.5. ArpeccuBHble MeTOAblI HYTPUTUBHOW NoaaepXku y naumeHtos ¢ MB

K "arpeccuBHbIM" MeTOJaM HYTPUTUBHOMW MOAJIEPKKH y narueHToB ¢ MB oTHOCATCS:

1. 3onmoBoe
Ha30TracTpaJIbHBIN

SHTEpATLHOE
30HI WM uepes

NUTaHuC B BHIC

MEPKYTaHHYIO

HOYHOU

TUIepaTMMEHTAIIH,
ractpoctToMy (TpyOKM THTaTeIbHbIE

gepes

ractpoctomuueckue u eroHanbHpie MIC, MIC-KEY ¢ npunaiexsoctsiMu). C MOMOIIBbIO HOUHON
TUNEPAIMMEHTALUKY, IPU aJE€KBAaTHOM KOHTPOJIE IAHKPEATUYECKUMH 3aMEHUTEIISIMHU, MOXKHO
ponosHUTeNbHO obecteunth oT 30 10 50% paccuntanHoi dHepronoTpedHoCcTH [9].

2. ITapenTepanbHOE TUTaHKUE
- [TostHoe (LIeHTpaIbHBII BEHO3HBIN KaTeTep); MOKa3aHUSMU SIBIISIOTCS:
- COCTOSIHMS IIOCJIE OTIepalliM Ha KUIIECYHHUKE;
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- CUHJIPOM KOPOTKOM KHUIIIKY;

- OCTpBIH IAHKPEATHUT.

- HactuuHoe (C LeNbio JOMOJHUTEIBHOTO MUTAHMS), UCTIONB3YeTCs epudepruecKkas BeHa:

- 5KUPOBBIE 3MYJIbCUU;

- IJII0KO30-aMUHOKHCIIOTHBIE CMECH, BUTAMUHBI.

- PexomeH10BaHO ITpUMEHEHNE "arpecCUBHBIX" METOJJOB HYTPUTUBHOM MOJIEPKKH MIPH:

- OTCYTCTBUM IpUOABKU B BECE WJIM CHUKEHHUE BECA B TEUEHHUE 6 MECSLIEB;

- (pakTHYECKO# Macce Tena HIKe 3 epLUEHTHIIS;

- (haKTHUECKOM Macce Tella HUKE JIOJDKHOTO 3HadeHus Ha 15% wuinm MeHee 25 mepreHTuiIs Ha
(boHEe TOTOTHUTEIBHOTO MUTAHUS CIICIHAIBHBIMU CMeCsIMHU [2, 22, 62].

(YYP-C, VI -5).

KommenTapuii: "arpeccuBHble" METOAbl HYTPUTHBHOM MOJJEPXKKHU IIOKa3ajJud BecbMa
BBICOKYIO 3()(PEeKTUBHOCTh, B OCOOEHHOCTH Yy MalueHToB ¢ MB ¢ BbIpa)kK€HHBIMU HapyLICHUSIMU
HYTPUTUBHOTO cTaTyca. OHAKO, ONTUMaIbHbIE METOJAUKH, CXEMbI IIPUMEHEHUS, BUJIbI U CIIOCOObI
BBEJ/ICHUS TUTATENIHBIX CMECEH, CIIOCOOBI 3aMECTUTENILHON (PePMEHTHON Tepanuu MpHu NPOBEIECHUN
30HJI0BOM T'HIEpaIMMEHTAlUU HYXAAIOTCS B JalbHEWIeld oTpaboTKe B MPAKTUKE OTEYECTBEHHOMN
MyJIEMOHOJIOTUU U NTeTUaTPUH.

[TokazaHo, YTO TOJBKO MPUMEHEHHE SHTEPATHHOIO 30H/IOBOTO MUTAHMS Yepe3 racTpOCTOMY
JIOCTOBEPHO MPUBOJUT K YIYULICHUIO HYyTPUTUBHOIO CTaTyca ManueHToB ¢ MB.

3.3.6. Mporpammbl 3BM ana nopbopa auvetbl U ¢hepMeHTHOW Tepanuu Ans
Bpa4veun u nauueHToB

Pazpaboranbr nporpammsl st 9BM, KoTophie HapaBiIeHBl HA ONTHUMHU3AIMNIO KOMITICKCHON
TEeparud MYKOBHCIHI03a M TPUMEHSIOTCA B psjge peruHoB P® [293]. IIporpamma DBM
"MOHUTOPUHT HYTPUTHUBHOTO CTaTyca, palldoHa NHUTaHUSA ©W (HEPMEHTHON Tepamuu Mpu
mykoBucuaose" (I'ocymapctBennas peructpamus N 2016 660762 ot 21.09.16) mosBosser
COKpPaTUTh TPYyAO3aTpaThl Bpaua MpH pacyeTax WHAUBUIYAIbHOW TUETHl U J03bl 3aMECTUTEIBHOMN
dbepmenTHOl Tepanuu. MoOwibHas Bepcus mporpamMMbl OBM  "MOHUTOpUHT HYTPUTHBHOTO
cTaryca, pallMoHa NUTaHUs U (EPMEHTHOM Tepamuu MpH MyKOBUcLUJo03e. MoOuibHas Bepcus'”
(I'ocymapctBennast peructpamuss N 2017 661283 ot 09.10.17) momoraer manueHTaMm
CaMOCTOSITENIBHO MOJA0UpaTh /103y (DEPMEHTOB Ha KaXKIblH HpHUEeM IHIMU; B PEKUME OHJIAMH
nepenaBaTh JaHHbIE (B JeNepcOHU(UIMPOBAHHOM BHUIE) O (PU3MUYECKOM pa3BUTUHU, palOHE
MUTaHUS, 103aX MaHKpeaTuHa JJisi KOHCYJIbTAIMH C JIeYallluM BpayoM, 00ydaeT CaMOKOHTPOJIIO HaJl
cBouM 3a0osieBaHueM. lcmonb3oBaHHE TaHHBIX MPOrpaMM IOKa3ano CBOIO 3G PEKTUBHOCTH B
KJIMHHYECKOM npaktuke [241, 293, 294, 295].

3.4. Xupypru4yeckoe neyeHuve

- [Ipu HeApPEKTUBHOCTH KOHCEPBATUBHBIX METOI0B, HAPACTAHHMH SIHM30/10B KPOBOXapKAHbS H
Pa3BUTHH JICTOYHBIX KPOBOTCUCHHH ManueHTaM ¢ MB peKOMEeHIOBaHO XHPYpPrudeckoe mocodue ¢
IIEJTbI0 OCTAHOBKH KpoBoTeueHus [261, 263, 264, 265].

(YYP -C, VI -5).

KomMeHnTapuii: MeToaukoil BbiOOpa sBIsieTCs dSMOonmM3alus OpOHXHANBHBIX apTepUid,
JOoCTaTOuHasi TMpocTas TpoIeaAypa, 3aKiouarlascs B OHIOBACKYISPHONH  sMOoIu3anuu
KPOBOTOYAIIIETO COCY/la MHEPTHBIMU MaTepHuaiaMu. DMO0IU3AIHS TTO3BOISET KYIUPOBATh SMHU30bI
KpOBOXapKaHbsl MM 3HAYUTEIBHO OTCPOYMTH cienyromue B 2/3 cmydaeB. Takke MOXKET
MIPOBOJUTHCS DHIOCKOMUYECKas KIamaHHas OpOHXOJIOKalHs. Pe3eKius KpoBOTOYAIlIero CerMenTa,
JIOJT WM T[EJIOTO JIETKOTO MOYET MPOBOJUTHCS TOJHKO B YPE3BBIYAWHBIX CITydasx MO BUTAJIbHBIM
MMOKa3aHHUsAM.

Hapacranue neroyHsix KpOBOTEYCHH U HEBO3MOKHOCTh UX KOHTPOJIMPOBATH 3MO0IM3aIen
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— [NOKa3aHHuEC I paCCMOTPCHUS MAIMCHTA KaK KaHAWaTa Ha TPAHCIIJIAHTAIUIO JICTKUX.

- JledeHne nHEBMOTOpakca y manueHTOB ¢ MB pexkoMeHayeTcss NpOBOJUTH COIVIACHO
KJIMHUYECKUM PEKOMEHJAMsIM [0 IMHEBMOTOPAKCY C IIE€JbI0 BbIOOpAa ONTUMAIBHOW TaKTUKU
BeJIcHUs nanuenTa [261, 262, 296].

(YYP-C; VI - 5).

KommenTtapuu: nHeBmMoTOpakc, no naHHbeiM HanmonaneHoro Perucrpa, B Poccuiickon
degepanun BCTpeUaeTcs €XKerogHo y 2,39% B3poCibIX MAlMEHTOB C MYKOBHUCIHIO30M, YTO
HAMHOTO Yalle 4eM Yy JeTei, W SBISCTCS CIICACTBHEM pa3pbiBa CyOruieBpainbHbIX Oyt Ilpum
peluaMBax €ro paccMaTrpuBaeTCsi HEOOXOJUMOCTh NPUMEHEHHs IieBpojae3a. B Takom ciyuae
MaHUMYJSIITUEH BBIOOpA SIBISIETCS JIOKAJIBHBIA XUMHYECKUH TUIEBPOJE3 WM IUIeBpIKTOMUA. K
TakKUM OIepalusM, Kak pe3eKUus CyOIuieBpalbHbIX Oy, HEoOXOAMMO OTHOCHUTCS C
OCTOPOKHOCTBIO, YYHUTHIBAsI BO3HUKHOBEHHE JIONOJHUTEIBHOIO CIAEYHOIO IMPOIECCa, YTO MOXKET
3aTPYAHATH B JAIBHEHIIEM TPAHCILIAHTALUIO JIETKUX.

- PexoMeHnyeTcsi SHIOCKOMUYECKOE XUPYPTUYECKOE JICUEHUE XPOHUYECKOTO0 PUHOCHHYCHTA
(XPC) Ha (oHe MyKOBUCLHUIO3a NPU BHIPAKEHHOM 3aTPYJHEHHH HOCOBOTO JbIXaHUS 3a CYET
HA3aJBHOTO MOJHUIO3a W/WIK MeIualln3aliy JIaTepalbHON CTEHKU IMOJOCTH HOCA; HEKYIUPYEMOM
KOHCEpBaTHUBHBIMU METOJaMU O0OCTPEHMH HH(EKIIMOHHO-BOCHANUTENbHOTO mpouecca B OHII,
KOTOpBIM paccMaTpuBaeTcs B KAayeCTBE Ba)XHOW NPUYMHBI KOHTAMHUHAIMM OpOHXOJErOoYHOU
CUCTEMbI; DPAa3BUTHUM CHHYCOT€HHBIX OpPOUTAIBHBIX W/WIA BHYTPHUYEPENHBIX OCIOXKHEHHI;
HeoOxoaumocTH caHaruu nosioctd Hoca U OHII mepen TpancmmanTanueit nerkux [297, 298, 299,
300].

(YYP-B, Y1 - 3).

KomMeHnTapuii: 1y1st 1eTeil ¥ B3pOCIIbIX MAllMEHTOB ONTUMAIBHBIM METOJO0M XUPYPTUYECKOTO
neyenuss XPC Bo BceM Mupe TMpH3HAHA pacHIMpeHHas SHIAOCKOMUYECKas (yHKIIMOHATbHAS
punocunycoxupyprust  (FESS-Functional Endoscopic Sinus Surgery) — MalOWHBa3WBHBIN,
OpPraHOCOXPAHSIOMNMA, (DU3HOJOTHYHBIN METOJ XUPYpPrudyeckoro JiedeHusl 3aboseBaHHil HOca U
O0KOJIOHOCOBBIX ma3yX. 1o kmaccudukamuu P.J. Wormald (Asctpanus, 2012), pacimupennas FESS
BKJIIOYAeT B ce0sl MOJUIOTOMHMIO B COYETAHUH C TOJUCHUHYCOTOMHEH (MaKCHMajbHO HIMPOKUM
BCKpPBITHEM BCEX MOPAKEHHBIX IMOJHUIIO30M TMa3yX, PacIIUPEHHEM COYCTHH BEpXHEUETIOCTHBIX
nasyx /10 7 MM u 0oJiee, BCKpbITHEM KJIETOK PEHIeTYaToro JabupuHTa ¢ OOHA)KEHUEM OCHOBAHMUS
yepena). [lokazaHusIMH K XUPYpPruuecKOMY JIEUCHHMIO SIBISIOTCS: BBIPAKEHHOE 3aTpyIHEHHE
HOCOBOT'O JbIXaHHS 3a CYET HA3aJbHOTO TMOJHIO3a W/WIM MeIualu3aliyl JaTepaabHOW CTEHKHU
MOJIOCTH HOCA; HEKYNHPyeMOe KOHCEpBATUBHBIMH METOJaMH 000CTpeHue HHQEKIMOHHO-
BocnanurenbHoro mporecca B OHIIL, xotopsiii paccMarpuBaeTcsi B KayecTBE BAXKHOW MPUYMHBI
KOHTaMHUHAIMM OpPOHXOJErOYHON CHCTEMBI; Pa3BUTHE CHHYCOTCHHBIX OPOUTANbHBIX W/UIU
BHYTPUYEPENHBIX OCIOKHEHUH; caHanus nojoctu Hoca u OHII mepen TpancmimaHTanuei JTeTKUX.
N3onupoBannas onenka pe3yabtatoB KT OHII He MOeT cnyXUTh MOKa3aHUEM K XUPYTHYECKOMY
nedyeHuto. Ha faHHBIE MOMEHT ecThb yOeOWTeNbHbIE JOKa3aTeNbCTBA CHWXKEHUS CTEHCHH
KOHTAaMHUHAIIMM HIDKHUX JbIXaTeJIbHBIX MYyTEH MOCIe PUHOXUPYPTUYECKOTo JedeHus. TeM He
MeHee, MAIUeHThl /WX POJUTEIHN/3aKOHHBIE MTPEICTaBUTENN JOKHBI ObITh MHPOPMHUPOBAHBI, YTO
XUPYPrUUECKOE JICUEHUE HE SBISETCS cpeAcTBOM M3ieueHus oT XPC u Ha3aJbHOrO MOJNIMIO3a U O
BBICOKOM BEpOATHOCTH PELMIUBOB U MOTPEOHOCTH B IOBTOPHBIX BMEIIATEIbCTBAX.

- PekoMeH10BaHO HAIIpaBUTh NALMEHTA C MyKOBUCLUI030M B TEPMUHAIBHON CTaUU LUPPO3a
MI€YEHH, HO C OTHOCUTEIBHO COXpAaHHON (DyHKIMEH BHELIHETO JbIXaHUs K Bpauy-TPaHCILIAHTOJIOTY
IU1S1 OLICHKH BO3MO>KHOCTH TIPOBEJICHUS TPAHCIUIAHTalWy reven [1, 2, 22].

(YYP-C, VIO -5).

KomMMeHTapuii: paaukanbHblii MeTon nedeHus. llepBas onepanus B PO npoBeaeHa TOJIBKO B
2009 r.
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Xupypruyeckoe rnevyeHme MEKOHMEBOrO uneyca

- Ilanmentam ¢ MB ¥ MEKOHHEBBIM MWJIEYCOM IIPM OTCYTCTBUM BO3MOYKHOCTH
KOHCEpBAaTHBHOTO JICYCHUS WM TpH ero Hed(P(PEeKTUBHOCTH PEKOMEHIYETCS IpPOBEICHHE
OIIEPATUBHOTIO JICYEHMS C LEJBI0 PAa3pelIeHUsl KUIIEYHOM HENPOXOAMMOCTH M IPEAOTBPALICHUS
ocnoxuenui [123, 271, 301].

(YYP-C, VI -4).

Kommenrtapuu:

OrniepaTUBHOE JICUCHUE

1. IunarHocTtruyeckas JIaapOCKOIUsl -> JanapoToMus (IPEeUMYIIECTBEHHO MPaBOCTOPOHHUM
HUKHETIONEPEYHBIM JJOCTYIIOM, YOOHBIM JUIsl BBIBEJCHUS UIICOCTOMBI)

2. VlHTecTUHOTOMUS Ha FPAHULIE PACHIUPEHHON U CYKEHHOM KHUILIKH

3. OnopoKkHEHHE OTBOJISIIETO OT/IeTIa KAIIEYHUKA

4. TlosTaxkHast OMONCUS KUIIKU

5. BoiBenieHMe KUIIEYHOW CTOMBI Ha TPaHMIIE PACIIMPEHHON M CY)KEHHOW KHIIKU (oreparys
BBIOOpA)

6. HanoxeHne MEXKUIIEUHOTO aHAacTOMO3a (TMpPU JOCTATOYHOM OTBITE ONEPHUPYIOLIErO
XUpypra U OTCYTCTBHM COMHEHHI B MATOJOTUU TOJICTOM KHILIKH, EJIAaTelIbHO C IMPOBEIECHUEM
MHTpAaONepaluOHHON OHOTICUN)

[TocneonepanimoHHOE BeICHUE:

1. Ilo BoccTaHOBIEHHMM Taccaka MO KHINEYHHKY OHHTEpajbHas Harpy3ka He paHee 3
MOCJIEOTIEPAIIMOHHBIX CYTOK

2. Pacimpenne o0bemMa KOPMIICHHUS TIPU aJICKBATHOU TOJIEPAHTHOCTH 00BEMY KOPMIICHUS

3. IlpuopuTeTHO TPyIHOE MOJIOKO, HEOOXOIUMO CTPOTO€ COONIOACHHE MaTephIo MAJAIICH
JTETHI.

4. Tlpu mom03peHNH Ha MYKOBHCIIMO03 Ha3HAUCHHE MaHKpeaTHHa™* u3 pacuera HadaIbHOU
10361 600-800 e umasel HA 1 rpaMM KKMpa B CMECH WM B TPYAHOM MoOJjIoke [22, 271]

5. Ilpu GonblIMX MOTEPSIX MO KUIIEYHOW CTOME Mepexo] Ha JiedeOHble CMECH C YaCTHYHBIM
WJIM TIOJIHBIM TUIPOIN30M Oelika

6. YX01 32 OTBOASIINM OTJEJIOM KUIIEUHUKA

7. Bepudukanus npuunH BOZHUKHOBEHUS:

- Mopdonorus 6uonrara

- ['eneTnueckoe uccnegoBanme

- Kan Ha maHkpeaTtnyeckyo 3iacrasy

- Koncynpramus cnenuanucra no MyKOBUCIIHIO3Y.

- Bepuduxanus BHyTpuyTpoOHOU HHpEKINN

OcnoxHEeHMsI KMIIEYHOW CTOMBI

- DBaruHanus KUK

- IleprcTOMaNbHBIN 1EpMATUT

- [TapacTomanbHas rpebxa

- ManbabcopOrust Ha poHEe KUIIEYHON CTOMBI
- OrcyrcTBHE PUOABKHU B Bece

PanukaibHbIN STall XUPYPru4ecKor KOppeKuu

- [InanoBas uepes 2-3 Mecsiiia nociie NeEpBUYHON ONEPALINH TIPU:
- Ctabunmu3aiuu COCTOSIHUS MallueHTa
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- AnlekBaTHOM IpUOaBKH B Bece

- CMmeHe BHYTpUOOIBHUYHOHN (IIOpHI HA "IOMAIIHION"

- CpouHast — yepe3 2-3 HeJesu ociie NEPBUYHON ONepaluu:

- OTcyTCTBHE BO3MOKHOCTH JIOCTUYb BO3PACTHOTO 00beMa KOPMIICHUS

- Hexoppurupyemsle noTepu 1o CTOMe

- CoxpaHsomasics 3aBUCUMOCTb OT HH(PY3UOHHOH Teparuu

- Knmmanaecku 3Haunmbie o9aru HHQEKIUU B OTKIIOYCHHOM OT/IEJE KHIITKA
- OCJOXHEHUS KUILIEYHON CTOMBI, CO3/IAI0MINX YTPO3Y JKU3HU MalleHTa

- O6s13aTenpHOE TPeIoTIepallHOHHOE 00CIeI0BaHUE:

- Pe3ynbpTaThl MUKPOCKOIIMYECKOTO 00CIEA0BaHUS

- UccnenoBanne MUKpOOHOJIOTHUECKOTO TIei3axa

- AHTerpaaHasi peHTT€HKOHTPACTHAsI HPPUTOCKOITUS

- [lomyuenue pe3ynbTaTOB HOPMAIBHOM MOp(]oJIoTuK GUoNTaTa CTEHKH KUIIKH

OnepatuBHOE JIEYEHHE PaJAUKAIBHOTO 3Tala XUPYPruuecKOoi KOPPEeKIUN
3aKpbITHE KUIIEUYHOM CTOMBI C HAJIO)KEHUEM MEXKHUIIIEYHOTO aHaCTOMO3a

[Ipumeuanue

- JIro60i BapHaHT BPOXKAEHHOM HU3KOW KUIIEYHON HEMPOXOIMMOCTH Y HOBOPOXKJIEHHOTO
TpeOyeT mpoBeieHUs 1000cae10BaHus y peOeHKa Ha MyKOBHUCIIMI03, @ HAJIMUYME BHYTPUYTPOOHOTO
MICEBJJOKMCTO3HOTO MEPUTOHUTA Y HOBOPOXKIEHHOTO TO3BOJISIET MAaKCUMalIbHO PAHO 3al0JI03PUTH
CMeIIaHHyl0 (OopMy MYKOBUCIHUIO3a M HauyaTh JICYEHHE YK€ C MepHoJia HOBOPOXKIACHHOCTH (CM.
paznen "KnuHuyeckas KapTuHa 3a00JIeBaHUS WM COCTOSIHHSL (Tpynmbl 3a00JIeBaHUN WITH

cocrostamii)") [301].
- Heo6x0 M0 CTpEMUTBCSI K KaK MOXKHO 00Jice paHHEMY 3aKPBITHIO KUIIICYHON CTOMBI.

TpaHcnnaHTauua nerkmx

- PexoMeHI0BaHO HANpaBUTh MMALMEHTA C MyKOBUCLUI030M TSDKEJIOIO T€YEHUS, TOPIUIHOTO
K Tepamuu, 4acTbIMU OOOCTPEHHSIMH U OCJIOKHEHUSIMU K Bpauy-TPaHCIUIAHTOJIOTY JUISl PEIICHUS
BOIIPOCA O IIPOBEACHUH TpaHCIUTaHTauu jterkux [302].

(YYP-C, VI -5).

KommenTapuu: B  MHpoBOi mpaktuke TpaHcivlantauus Jjerkux (TJI)  sBusercs
oOLIeNPHU3HAHHBIM METOJIOM JICYEHHUS! MAIleHTOB B TEPMUHAIBHOW CTaauU 3a00JIEBaHUM JIETKUX
pasnuuHoit stronoruu. Cpeau nokazanuit k TJI y manuentoB crapuie 18 et mykoBuciuaos (MB)
3anumaer 3 mosunuio, ycrynas XOBJI u nerounomy ¢ubpo3y, ¥ 3aHHMaeT MEPBOE MECTO Y
MaUeHToOB JAeTcKoro Bo3pacta oT 6 go 17 ner. TJI mpu TmiatenbHOM OTOOpe MAIMEHTOB
JOCTOBEPHO  yJAydllaeT IOKa3aTeJM  BBDKMBAEMOCTHM U KayecTBO JKM3HU. Menuana
MIPOJAOJKUTENIBHOCTH KU3HU nanueHToB nociie TJI no noBongy MB xapakTepusyeTcss Hauny4duMu
MOKa3aTessiMU MPU CPaBHEHUU C IPYTHUMH 3a00JI€BaHUSIMH U cocTaBiisieT Oosee 11 ser.

OcHoBanueM Juis HanpasieHus nanuenta ¢ MB B Llentp tpancruantanuu (L[T) sBasiercs:

1. O®B: < 30% umm nporpeccUBHOE CHUKeHHE TNokazatens O®Bi, HecMoTps Ha
MaKCHMaJIbHO BO3MOXKHYIO TEPAIUIO

2. lucraHiys B TecTe 6-MUHYTHO X0/15061 MeHee 400 M

3. Pa3BurHe JIErOYHON TUNEPTEH3UHM B OTCYTCTBUE THIOKCEMHYECKON JBIXaTEIbHOU
HEJ0CTaTOYHOCTH

4. IlporpeccuBHO€ yXYZIIIEHHWE COCTOSHHUS NAIUMEHTa, NPHUBOJAIIEE K  YacTbIM
TOCIUTAIN3ALMAM BCIIEICTBUE:

a. Pa3BuTHs M HapacTaHMs JbIXaTeIbHON HEIOCTAaTOYHOCTH C MOTPEOHOCTHIO B NMPOBEACHUU
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HBIJI

b. IloBbimeHUs] aHTUOMOTUKOPE3UCTEHTHOCTH, YXYAIIEHHUS KIMHUYECKOTO BOCCTAHOBIICHHS
pu 000CTPEHHUSAX, POCTA YACTOTHI 0OOCTPEHUI M TOCTTUTATN3AIHHA

C. YXyALIECHHs] HYyTPUTUBHOI'O CTaTyca, HECMOTPS Ha JAONOJIHUTEIBHOE SHTEPAIIBHOE ITUTAaHUE

d. PermBupyommx mHEBMOTOPAKCOB

e. Jlerounblx KpOBOTEUEHMH UM KPOBOXapKaHUM, PpE3UCTEHTHBIX K HSMOOJIM3aLUU
OpPOHXHATILHBIX APTEPHIA.

Henpto oOpamennto B LT sBisercs ycTaHOBICHWE TIOKa3aHWUH W HMCKITIOYCHUE
MPOTUBOTIOKA3aHHUM K TPAHCIIAHTALIUU JIETKUX.

[ToxazaHust K TPAHCIUTAHTAIIAH JIETKHX:

1. XpoHuueckas AplxaTeiabHas HEJOCTaTOUYHOCTh (runokcemuueckas ¢popma PaOz < 60 mM.
pT. cT.; runepkanHudeckas popma PaCO2 > 50 mm. pT. cT.)

2. nuTensHasi HEMHBa3WBHAsI BEHTHIISALIUS JISTKUX

3. Jlerounas runeprenzus (CJIA > 35 mwm. pt. ct npu 3XO-KT, i CIJIA > 25 mm. pT. cT.
0 pe3ysibTaTaM KaTeTepu3alliy cepaia)

4. Yacteie 000cTpeHus 3a00eBaHus, TPEOYIOITHE CTAIMOHAPHOTO JICYCHUS

5. IIporpeccuBHOE CHIKEHHE MTOKa3aTene PyHKIUN BHEIIHETO JbIXaHHs

6. 4 dbyaknuoHansHbIN K1acc o NYHA.

HpOTI/IBOHOKaSaHI/IH K TpaHCIUIAaHTAIUX JICTKUX OCIATCA Ha a0COJIFOTHBIE U OTHOCHTEJILHEIE.
BKJ’Ia)I MOCICAHUX B IMPUHATHUE PCHICHUA O IIOCTAHOBKE B JIMCT OXHIAAHUA ONPCACIIACTCA Ha
OCHOBAaHMHU JIOKAJIBHBIX ITPOTOKOJIOB U COOCTBEHHOTI'O OITBITA HT

AOCOTIOTHBIC MPOTUBOTIOKA3aHUS K TPAHCIUIAHTAIUU JIETKUX mpu MB:

1. Hanmuume B aHamMHe3€ 3JI0KQUECTBEHHBIX OHKOJIOTMYECKHX 3a00JI€BaHUN CO CpOKaMu
PEMHUCCHH TIOCTIE COOTBETCTBYIOIICH Tepanmuu MeHee S5 jeT (MckimodeHne — pak koxu T1-2NOMO,
MOCJIe PaIUKAIBLHOTO JICYCHHUS, C peMuccuei 6osee 2 yier)

2. Tsoxenas nucyHKIUS WM 3a00J€BaHUE APYTrUX OPraHOB W/WIM CUCTEM IPU OTCYTCTBUHU
BO3MOYHOCTH CUMYJIbTAHTHOM KOPPEKIIUU

3. Tspkenoe COCTOSHUE MalMeHTa, XapaKTepHU3ylolleecs HapyIIeHHEeM BUTAIbHBIX (PYHKIUN
opranusma (0CTpoe HapylIeHHe MO3TOBOI0 KpOBOOOpaIeH s, OCTPhIi HH(MAPKT MUOKap/a U T.1.)

4. Hexopperupyemble HapyIlIeHUsI TeMOCTa3a

5. XpoHudeckas IepCUCTUPYIOIIAs HEKOHTPOIUpyeMasi MUKpOOHas HH(DEKIHs, TyOepKyie3

6. Boipaskennas gedopmariusi rpyAHON KJIETKU U TTO3BOHOYHUKA

7. UMT 2 35 kr/m?

8. IIcuxuueckue HapynleHI/IH C HOTepeﬁ I[eeCHOC06HOCTI/I, aZICKBATHOI'O KOHTAKTa,
3aBUCHMMOCTH OT IICUXOAKTHBHBIX BCIICCTB, aJIKOT'OJIA I/I/ NIJIn Ta6a1<a

9. OTCyTCTBHE KOMIUIAEHTHOCTH U HaJJIeKalIeH COLMAIbHOM TOIIEPIKKI

OTtHOcHTENbHBIE TIPOTUBONIOKA3AHMSL:

- Bospacr crapme 65 ner

- Osxupenue 1 crenenn (MMT 30,0-34,9 kr/m?)

- Tlporpeccupyromee um Tsxenoe ucromenue (MMT menee 15 kr/m?)

- Tspxenblif 0CTEONOPO3 ¢ HATMYHUEM MAaTOJIOTHYECKUX MEPEIOMOB MIIM O0JIEBOTO CHUHAPOMA

- [IpeamecTBytomuye onepanuy Ha TPyAHON KJIeTKe ¢ pe3eKLnel Jerkux 1/Uil NpoBeIeHUEM
IJIEBPOE3a

- MckyccTBeHHass BEHTWISALMS JITKUX /MU HaJUM4YUe Y PELUUIMEHTa BCIOMOTaTelbHOTrO
KPOBOOOPAIIECHNS U/WIIM KCTPAKOPHOPATLHON MEMOPaHHOW OKCUT'€HALIUI

- Bnenmeroynas KojoHM3anMs WIM  HMHQUUIUPOBAaHME  BBICOKOPE3UCTEHTHBIMHM  HIIU
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BBICOKOBUPYJICHTHBIMU OAKTEPHSIMH WA TPHOaMU

- Hannume xponnyeckoro Bupycnoro renaruta B n/wmm C, BUY-undexunn n/unmu CI11/]a

- XpoHHuYECKOoe HH(PHUIMPOBAHHE ABIXAaTENbHBIX MyTeH TaKUMH MHUKPOOPraHHW3MaMH, Kak
Burkholderia cepacia, Mycobacterium abscessus

- Jpyrue 3aboneBaHUs WIM COCTOSHUS 0€3 KIMHUYECKUX IPU3HAKOB TEPMHUHAIBHOTO
MIOPaKECHUS OPraHOB-MUILICHEH.

[Tokazanua k HampaBieHuto B I[T m mocraHOBKE B JIMCT OXKHUJAHUS MALMEHTA JIETCKOTO
BO3pacTa B IIEJIOM HE OTJIMYAIOTCS OT TAKOBBIX y MalMEHTOB ctapiie 18 ser. OmHako B KaxIoM
KOHKPETHOM CJIy4a€ B3BCIICHHOEC PEUICHWE NPUHUMAETCS KOHCUIMYMOM B COCTaBE XUPYpProB-
TPaHCIUIAHTOJIOTOB, ~ AHECTE3WOJIOTOB, TMEIUAaTPOB, MYJIBMOHOJIOITOB W  CHEUUAIMCTOB IO
MYKOBHUCIIHIO3Y.

3.5. PenpoayKkTMBHOE 340pOBbE MY)XXYUH C MyKOBUCLIUGO30OM

JIMarHoCTUKY COCTOSIHHSI PENpPOAYKTHUBHOM CHUCTEMBI MyX4uH ¢ MB cM. B paznmene 2.
"IuarHocTtuka"

- PexoMmenmyercs malMeHTaM MYXCKOTO T0Jla C  MYKOBHCIHIO30M, HMMEIOIINM
a300CTEePMUI0/KPUIITO300CIIEPMHUIO, POBEACHNE OMOTICHU TecTUKy (¢ 18-eTHero Bo3pacta). [lpu
MOJTyYeHUU CIIEPMATO30UA0B, MPUTOIHBIX JUIS OIUIOAOTBOPEHHS, BO3MOXKHO HX HCIIOJIB30BaHUE B
mporeaypax OKO/ICSI (u xpuokoHCepBamusi TpPH BO3MOXHOCTHU W HEOOXOJUMOCTH), TPH
OTCYTCTBHH CIIEPMATO30UI0B — PEKOMEHIOBAaHO MCIIOJH30BAHNE JTOHOPCKHUX TaMeT B MPOTpaMMax
BPT mns coxpanenust BO3MoxxHOCTH fAetoposkaenus [101, 104, 130].

(YYP-C, VI -5).

- Pexomenayercss marmeHTaM MYKCKOTO T0JIa B BO3pacTe ¢ 15 JIeT ¢ MyKOBHCIHI030M 0O€3
a300CTIEPMUI/KPUITO300CTIEPMUN KPUOKOHCEPBAIUS CIIEPMATO30MA0B (IO BO3MOKHOCTH PaHHsA)
JUIsL  TIOCTEAYIOMero ux ucnoib3oBanus B mporpammax OKO/ICSI  ams  BO3MOXKXHOCTH
JIETOPOXKACHUS, B YaCTHOCTH y HOcHTelleld nmaTtoreHHoro BapuanTta 3849+10kbC>T B rene CFTR
[99, 303].

YYP-C, VI -4).

3.6. bepemMeHHOCTb Npu MykKoBUcCLMAO3e

HJ'IaHI/IpOBaHI/IC 6CpCMeHHOCTI/I Y KCHHOIUMH C JIOOBIM  TSDKEJIBIM OKCTparCHUuTaJIbHbIM
3a00J1€BaHHEM SABJIACTCA Ba’XHbBIM (1)aKTOpOM HpO(i)I/IJ'IaKTI/IKI/I OCJIOXKHCHHOI'O TCUCHUA
6epeMeHHOCTI/I 1 3aJIOTOM YCIICITHOT'O €€ 3aBCPUICHU.

IToaroroBka k 6epeMCHHOCTI/I JO0JIKHA IIPOBOAUTCA 110 TPEM HAIIPABJICHUAM:

- T'eHeTnueckoe KOHCYJIbTUPOBAHUE C ICJIbKHO YTOUYHCHHA PHCKA POKIACHHUA pC6CHKa C
MYKOBHUCIIUIO30M.

- OLeHKa KIMHUYECKOTO U (PYHKIIMOHAIBHOTO COCTOSIHUS MALUEHTKHU:
- BECO-POCTOBBIE XapaAKTEPUCTUKU

- IOKa3aTelld pecIMpaTopHoil pyHKIMU

- UH(}EKLUs AbIXaTeIbHBIX MyTeH

- COLII/IaJ'ILHaH ajarnTanusa (HOMOIJ_IB B IIOHMMaHMU ITOCJEICTBUMN IMPpUHATOTO pCIJ_ICHI/I}I)

ITanmuenTka gomKHA OBITh OCBCOMJICHA O BOBMOXHOM B3aMMHOM BJIMSSHUW MYKOBUCIIUZ03a U
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OEpEeMEHHOCTH, PUCKE POXKIEHUS peOcHKA C MYKOBHCIHI030M. [IpuHMMasi BO BHUMaHHE HAIMYUE
TSODKEJIOTO HEIyra y MaTepu, CIeAyeT yTOYHHUTh, KTO NMPU HEO0OXOTUMOCTH, OyIeT OKa3bIBaTh
MOMOIIs B yxojie 3a pebeHkoM. CyIIeCTBEHHBIM MOMEHTOM IPHU TSDKEJIOM TeUEeHUHU 3a00JIeBaHUS
ABIISICTCS IJIAHUPOBAaHUE OYyAyIIEro i peOeHKa.

Bo Bpems OepeMEHHOCTH IpIXaTellbHAs CHCTEMa JKCHIIUHBI IPETepIeBACT 3HAYUTEIbHBIC
aHATOMHYECKHE U ()YHKIIMOHATIHHBIC H3MECHEHUS:

- [loxsem muadparmel 10 4 cm

- Camxenune OEJI, ®OE, OO

- YBennueHne MUHYTHON BEHTUIISILIUA

- Poct notpebnenus kucnopoaa

- I'umepcekpenyss U OTEK CIM3UCTOM ABIXaTENbHBIX MyTeH (MPEHMMYIIECTBEHHO B TPEThEM
TPUMECTpE).

CHIDKEHHE JIETOYHBIX 00BEMOB B COYETaHMU ¢ OpoHXualbHON obctpykuuein (OPB1 < 50%)
BBI3BIBACT 3aKPHITHE MEJIKHX JBIXaTeIbHBIX MyTed (< 2 MM) BO BpeMsi CIIOKOWHOTO BBIJIOXA, 1O
JNOCTUXKEHHSI JIETOYHOM cucreMoil Touku paBHOBecus (T.e. nocTiwkeHuss POE). Pannunit
AKCTIUPATOPHBIN KOJUTANIC TPHUBOAUT K 3aTPYAHEHUIO OTXOXKICHUS MOKPOTHI y TMAIMEHTOB C
MYKOBHCITHI0O30M. B ciydae BBIpaKEHHBIX OOCTPYKTHBHBIX HAapYIICHWH BBICOKA OTACHOCTH
pa3BUTUS MYKOCTa3a, 000CTpeHUsI NH(EKIIMOHHOTO TpolLecca, a TaKkKe U3MEeHeHUs AU(pPy3noHHO-
nepdy3MOHHBIX OTHONICHUH W Pa3BUTHS apTEPUATEHON THITOKCEMHH.

DHepreTHYecKre 3aTpaThl OpraHu3Ma MaTepH U IUIOJA, BO3POCIINE BO BpeMs OEpEMEHHOCTH,
TpeOytoT nomnonHuTeabHOro ycBoeHus 300 kkan/cyTku. BHemrHecekpeTopHash HEIOCTaTOYHOCTb
MTOJDKEITYIOYHOM JKeJe3bl, MPUBOIAIIAS K MaJbIUTeCTUH U MajbaOCopOIuu, TpeObyeT 0COOCHHOTO
BHUMAaHHMs K BOIPOCAaM IHUTaHUS U 3aMECTUTENbHOM Tepanuu y MaueHTOK ¢ MyKOBUCIUI030M BO
BpeMsi OEpEMEHHOCTH.

Bo BpeMsi OepeMeHHOCTH yBEIMUYUBAETCS 00BEM LUPKYIUPYIOLIEH IUIa3Mbl, YTO MPUBOJUT K
YBEJIMYEHHUIO YaCTOThI CEPJAEYHBIX COKpAIleHHH M ygapHOro oorema. MexaHMuyecKoe CHaBICHHE
pacTyLUM IUIOJIOM HUXKHEH IOJIOM BEHBI BBI3BIBAET JONOJHUTEIBHOE YBEINYEHUE NPEAHArPY3KH.
VY nmanueHTok, CTpajaroliMX TSXKEJIOW JEroyHOM MaTOJIOTHEH, 3TO MOYKET NMPHUBECTU K Pa3BUTHUIO
JErOYHOW TMIEPTEH3UH, IEeperpy3ke IMpaBblX OTIEIOB CEpAla, pa3BUTHEM CEepACYHOU
uepocrarounoctu [304, 305].

daKkTopbl PUCKaA XU3HEYrpoXaloLwmX OCIIOXKHEeHUN

HaunGosiee 3HauMMBIM (HaKTOPOM, CHIKAIOIIMM IIOKA3aTeIi BBDKMBAEMOCTH Y POJMBIIUX
KEHIIMH, ABJIsIeTCS MHPUIIMPOBaHUe JpIxaTenbHbIX myTeir Burkholderia cepacia complex.

Jpyrumu paxkropaMmu, ONpeesIoMMI HeOIaronpusITHEIA MPOrHO3 NpU OEpeMEHHOCTU Y
MAIMEHTKN C MyKOBUCLUI030M, SIBJISIFOTCSL:

- Camxkenne O®B1 menee 50% oT HOIKHOTO

- Hu3kuii HyTpUTHUBHBIN CTaTyc MallMEeHTKH, prbdaBieHue OepeMeHHOH B Bece MeHee 4,5 Kr

- Jlerounas runepTeH3us

- Undunuposanue apixatensHbix myteil Burkholderia cepacia complex.

- Caxapubiii quader [306].

- Jl1st onpeaeneHus pucka poxieHus pebeHKa ¢ MyKOBHCLH030M, pEKOMEHI0BAaHO IIPOBECTH
TeHEeTUYECKOe MCCIe/JOBaHNEe Oynyliero oria pebeHka, Tak Kak B CIydae BBISBJICHUS y HETO
myranuu B rene MBTP, puck posxaenus 6onbpHoro pedenka cocraBut 50% [304].

(YYP-C, VIO -5).

KomMmeHTapuii: crneayer Takke COOOIMIMTh MallMeHTKe, YTO JIaKe €CIIU pe3ysbTaT aHalu3a Mo
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BBISIBJIICHUIO HanOoJiee YacThIX MYTAallMid OTPHUIIATENbHBIM, OCTAETCSd PUCK HOCHTEIHCTBA BTOPHIM
pomuteneM peOCHKAa HEUW3BECTHOHM Myranuu. B 3ToM cinydae HeoOXOauMO JaibHEWIee
reHerudyeckoe ucciaenoBanue resa MBTP. Ecimu BTOpOoM poauTens He SBISETCA HOCUTEIIEM
MyTallid MYKOBHCIIH/I03a, TO peOCHOK OyAeT 0OIUraTHBIM HOCHTEIEM OJIHOUM W3 MYTallMil MaTepH,
(EHOTUIIMYECKH 3/I0POBBIM.

- [TanueHTok, IUTAHUPYIOLIUX OepeMEeHHOCTb, PEKOMEHI0BAHO BECTHU
MYJbTUAUCIMUILIMHAPHON KOMAHJOM CHEIUAJIUCTOB B CBSI3M C TEM, 4TO OEPEMEHHOCTh s
IIaUUEeHTOK ¢ MB sBnsercs [OONOJHUTEIBbHOM HArpy3KOW IpH HMMEKOUIEMCS XPOHHYECKOM
3a00JIeBaHUH, KPOME TOTO, HEOOXOIMMO TIIATEIFHO MOAOMpPATh JIEKAPCTBEHHBIC MpEnapaThl s
Tepanuu MB ¢ yaeTom ux 3pPEeKTUBHOCTH IS KESHIIMHBI U Oe30macHoCTH s mioza [304].

(YYP-C, VI -5).

KoMMeHnTapuii: Hapsiny ¢ HaONlIoJleHHEM M JIeYEeHHWEM Yy Bpada-MyJIbMOHOJIOTa CaMoe
MPUCTAJILHOE BHUMAaHHWE CIIEAyeT YAEIUTh OLIEHKE HYTPUTUBHOro cTaryca. OO0s3aTenbHa
KOHCYJIbTalMs Bpaya-auerosiora. [Tpu HeoOxoaumMocTy Ha3HavyaeTcs JeueOHoe TUTaHHE.

OnTuMHU3aluu COCTOSIHUS 370POBbs (TIOJaBI€HUE XPOHUYECKOM HWHQEKUUHU, YIydlleHHe
(GYHKIIMM BHEIIHErO JbIXaHWsA, KOMIIEHCAlMsl caxapHoro juabera, aJeKBaTHOE NHUTaHHE U
HOpPMaJjM3alusi MPOIECCOB TMUIIEBApEHHUs) TMOBBIIIAET IIAHCHI Ha CKOpPOE HACTYIUIEHHE
OCpEeMEHHOCTH W SIBIAETCS NpoduiIakThKoil 00OCTpeHHs O00JIE3HH, YTO TIIO3BOJIIET CHH3UTH
MEMKaMEHTO3HYIO HAarpy3Ky B IIEpBOM TPUMECTpE, B IEPHUO OpraHOreHe3a.

JleyeHne mykoBUucLUMA03a BO BpeMs 6epeMeHHOCTH

- PexomennoBaHo anmekBaTHOE (B MOJIHOM OOBEME) JICUCHHE MYKOBHCIIUI03a y MAIIUEHTOK C
MB u GepeMeHHOCTBIO, YTO SIBJSIETCS. OCHOBHBIM METOAO0M MPOQPHIAKTHKU OCIOKHEHHOTO TEYCHUS
OepeMeHHOCTH | JicueHus (peToraneHTapHoi HepoctatouHocTr [304].

(YYP-C, VI -5).

KommenTapun:  ocobeHHOCTH  (DU3MOJIOTMYECKOW — ajanTalid K OEpEeMEHHOCTH,
YBEIIMYMBAIONINE HArpy3Ky Ha CHCTEMBI JbIXaHUs, KPOBOOOpAIIEeHUs, TPEOYIONINE YBEITUYCHUS
SHEPreTUYECKUX 3aTpaT OpraHu3Ma MaTepu, ONPEACIIIT HEOOXOIUMOCTh 3HAYUTEIHLHOTO
pacIIMPEeHUs IPOrPaMMBbl JICUECHHsI ATOM TpyIbl nanueHTok [304].

Heo0xoMM0 MakCHUMallbHO —YBEIUYUTh KaJIOPaK CYTOYHOTO palHoHa OepeMEHHbIX,
UCTIOJIb3Yysl BBHICOKOKAIOPUIHBIC MHUIIEBBIE TOOABKH, MPOJODKATh 3aMECTUTEIBHYIO (EPMEHTHYIO
TEparuil0 M TPU HEOOXOJUMOCTH aHTAIMIHYI Tepanui. B CBsA3M C BBICOKOH CTEICHBIO
MIPOHUKHOBEHUs1 OJokatopoB H2-pernentopoB uepe3 IUTalleHTapHBIA Oapbep, PEKOMEHIOBAaHO
3aMEHUTh UX UTHOUTOPAMHU MPOTOHHOM MOMITHI.

- PexoMeH10BaHO MpU HEOOXOAMMCTH HAa3HAYEHUS JIEKAPCTBEHHOW Tepanuu OepeMEeHHBIM
naueHTkaMm ¢ MB  ocymectBisate Bbioop JIC B cooTrBercTBUM ¢ KiaccudHUKanuei
(hapMaKoJIIOTUYECKUX TMpPermapaToB IO CTENEHH BO3MOXHOIO pHCKa JUIsl IJI0JAa C  LElbIo
npeaynpexaeHus perotokcuueckux 3 dexros 304, 307].

(YYP-C, Y/ -5).

KomMmeHnTapun:

Knaccugukanus nekapcTBeHHOro yiiepoa s miojaa:

Kareropus A Puck mano BepositeH

Kareropus B B ucnbITanusx Ha *KUBOTHBIX Ipenapar Oe3BpesieH; KIMHUYECKUE UCIBITaHHs
HE MPOBOUIIUCH

Kareropus C B ucnbITaHusX Ha >XUBOTHBIX JIOKa3aH MOTEHIMAJbHBIM PUCK Ui IUIOAA;
KJIMHUYECKHE UCIIBITAaHUSI He TIPOBOAUIIICH

Kareropus D Jloka3zaH nmoTeHIMaIbHBIM PUCK JUIA IUIOJA; KIMHUYeCKUi 3(deKT mpemapara
MIPEBBIIIAET MOTEHIUATBHBINA PUCK JJIS IJI0/14;
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Kareropus X Puck amst iofa Joka3aH U MPEBHIIAET JiedeOHOE IeHCTBUE TIpernapara.

W3 nepeunciaeHHbIX TPy TOJABKO Mpenaparsl Ipymnibl X MOIHOCTHIO UCKIIOYAIOTCSI BO BPEMS
OEepEeMEHHOCTH.

JUia  nedeHuss XpPOHHUYECKOro MHQUIMPOBAHUS  AbIXaTElIbHBIX MYTEH  30J0TUCTHIM
CTaQMIOKOKKOM W HepepMeHTupyromeid [ paM-oTpUIIaTeIbHON MMaloYKoi (IMPEUMYIIECTBEHHO
CUHETHONHas MHQEKUus) BO BpeMs OEpeMEHHOCTH, HEOOXOJMMO AaKTUBHO MPOJI0JIKATh
TabJETUPOBAHHYIO, BHYTPUBEHHYIO U MHTASIIIMOHHYIO aHTHOAKTEPUAIBHYIO TEPAIHUIO.

K antHOmoTrnkam kareropmu B OTHOCATCS Bce mpemaparbl W3 TPYIIBl NMEHUIMUIMHOB H
1edaqoCiopuHOB, a TaKke MeporneHeM™**,  a3uTpoMHUUIUH**, SPUTPOMHUIIMH, a3TPEOHAM
(IpOTHBOIIOKA3aHUS: TUIIEPUYBCTBUTEIBLHOCTD)

K antubuormkam kareropuu C OTHOCSTCS BCE Mpenaparbl U3 TPymmbl (HTOPXHHOJIOHOB,
cynb(aHWIaMUAOB, a TaKkKe HWMHUIMEHEeM/IIWIACTUH™*, KIapUTPOMUIIUH®*, TeHTaMUIUH™*,
BAaHKOMUIIUH** | TUHE301A** (MPOTUBOTIOKA3aHUS: TUIIEPYYBCTBUTEIHHOCTD ).

K antubuotrukam kareropuu D oTHOCSATCS Bce mpemaparbl U3 TPYHIbl TETPALMKINHOB,
aMUHOTJIMKO3M/IOB, KpPOME€ TeHTaMHULMHA**, a Takke cynb(paHuIaMuabl B MO3JHHE CPOKHU
OCpEeMEHHOCTH.

WuranaunonHas ¢opma Tepanuu NpuoOpeTaeT OCOOEHHOE 3HAayeHHe BO  Bpems
OepeMEeHHOCTH, TaK KaK IMO3BOJISIET JIOCTABIAThH MpernapaThl B OPOHXUAIBHOE JIEPEBO, B MEHbIIEH
CTETEeHHU IMOBBIIIAsl TOPOTOBYIO KOHIIEHTPALIUIO B KPOBH.

Kenmunsl, wuHPUUUpPOBaHHbIE HepepMeHTUpyomed ['pam-oTpunarensHoll  uopoi,
HY)KJAIOTCSl B MPOBEIEHUU HECKOJIbKMX KypCOB BHYTPHUBEHHOH aHTHOAKTEpHaIbHOM Tepamuu 3a
BpeMsi OEpeMEHHOCTH C Y4YeTOM BO3MOXKHOIO pHUCKa JUIsl miioAa. Yarie BCero NpUMEHSIOTCS
nedrazugum**, nepenum™*, MmeponeHeM™* (MpOTHBOTIOKA3aHMS: THUIEPUYYBCTBUTEIHLHOCTE) [304,
307]. Kunesutepanusi manueHTOK ¢ MyKOBHCIIUI030M BO BpeMsi O0epeMEHHOCTH

- [Ipu 6epemenHOCTH ManKieHTKaM ¢ MB pekoMeHI0BaHO MaKCUMaJIbHO HHTCHCHU(UITUPOBATh
MPUMEHEHUE MYKOJUTUYECKUX TMPENapaToB MU KUHE3UTEPANMUU [JII COXPAHECHHS JIPECHAKHBIX
byukui OponxuanpHoro aepesa [304, 307].

(YYP -C, Y1 -5).

KomMeHTapuu: eXeIHEBHbIE 3aHSATHUS KUHE3UTEpANMeil CleAyeT MpPOoJAOJIKaTh U BO BpeMs
OepeMeHHOCTH. JlpIXaTeNbHBIC YIPAKHEHUS HE JOJDKHBI BBI3bIBATH YTOMJICHHS WM OJBIIIKH,
MOPSAZOK WX BBITIOJIHEHHUS CIIEAYET MPHUCIIOCadIMBaTh K HWHIUBHUIYAIbHBIM OCOOCHHOCTSIM
nanueHTKu. Heo6xoaumo o6ecrieynTs BO3MOXKHOCTD BBITIOJTHEHUS IBIXaTEIbHBIX YIIPAXKHEHUN TTPU
pPa3IMYHBIX TOJOKECHHUSIX Tela (CHUIi WU Jieka). DTUM TPEOOBAHHSAM COOTBETCTBYIOT TaKHe
TEXHUKH KHUHE3UTEpaluu, KaK LUK aKTUBHOIO JIbIXaHWS W AyTOTE€HHBIM JpeHax. Tepamus, c
ITOMOIIIBIO JBIXaTENbHBIX TPEHAKEPOB, CO3JAIONIUX BUOpAMd OpPOHXHAJILHOW CTEHKH W/WIH
MOJIOKUTEIBHOE JaBJICHUE Ha BBIJOXE, B TOM YMCIIE, C KOHTPOJEM M PETYJIUPOBAHUEM 3TOTO
naBiaeHus (cnenuanbHeie Macku, PARI PEP I, PEP S cucrembl, TpeHaxkep IbIXaTEIbHBIA C
MEPEMEHHBIM TOJIOKHUTEIbHBIM JaBieHreM Ha Bbioxe PARI o-PEP tum 018 (dnarrep) m ap.);
MO3BOJISIET YBEIMYUTH IPEHAKHBIN 3(D(PEKT BHIMOIHAEMBIX AbIXaTEIbHBIX YIPAXKHEHUH.

ExenneBHble (pu3myeckue yrnpakHEHHUS TAKKe YIYYIIAIOT JpeHaX OPOHXMATBHOTO JEpeBa,
oJHaKo (hu3uueckKas Harpyska He JOJKHA ObITh MaKCHMaJbHOM, Tak Kak Ha ¢oHe noHmwkeHus GOE
W TIOBBIIEHUS TOTPEOJICHHUS KHCIOpOAAa CYIIECTBYET OIACHOCTh Pa3BUTHUS KHUCIOPOJHOTO
roJIOAAHMS Ui TUIoJa. B kauecTBe TUHAMUYECKUX YIPA)KHEHHI MOKHO PEKOMEHI0BaTh IJIABAHUE,
TUMHACTUKY. B KOMIUIEKC TMMHACTUKM HEOOXOAMMO BKJIIOUHUTH YIPAXHEHHUS IO YKPEIJICHHIO
MBI Ta3oBoro jaHa [308].
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Popabl

- bepemennpiM ¢ MB pekOMEHIOBaHO IUIAHOBOE pOAOpa3pelieHue (IIporpaMHUpoOBaHHbIE
pOJIbI) BCIIEJACTBHE HAJIUYMS TSDKEIOTO AKCTPAreHUTAJIBHOTO 3a00JeBaHMsA, OOYyCIaBIUBAIOIIETO
PUCK Ppa3BUTHS OCJIOKHEHMH M BO3HMKHOBEHMS HEOOXOJUMOCTH HKCTPEHHOTO OKa3aHUs
akymepckux mocoowmii [304, 307, 309].

(YYP-C, VI -5).

KomMMeHTapuu: poabl cileAyeT BECTH 4Yepe3 €CTECTBEHHBIE POJOBBIE IYTH C MOHUTOPHBIM
KOHTPOJIEM 32 COCTOSSHUEM pPOXEHMIIbI, CepAleOueHneM IUIoJa U XapakTepoM poJIOBOM
nesitenbHOCTH. [lpu TspKkenoM TeueHuu 00Jie3HM HEOOXOAMMO OIPAaHUYMTD JJIUTENIbHBIE U CUIIbHBIE
noTyru. C 3Toi Leabl0 PeKOMEHJ0BaHA AIU3U0- WU EPUHEOTOMMUS.

[IpoBenenue kecapeBa ceyeHHUs y MAMEHTOK C MyKOBHUCLU030M CBSI3aHO C BBICOKUM PUCKOM
MH(EKIMOHHBIX OCJIOXKHEHHUH, HapylleHUs OpOHXHaJIbHOTO JpEHa)ka M YCUJIEHUS OpOHXHAIbHOMN
obctpykunu. OrpaHuueHue (QU3NYECKOW aKTUBHOCTU B PaHHEM IOCJIEONEPALlMOHHOM IEpUoje U
0oJieBbl€  OINYLIEHHUS, MPOBOLMPYEMbIE KalUIeM, 3aTPYJHSIOT  OTXOXKJIEHHE  MOKPOTHI.
TepaneBTHyecKUMHU TOKa3aHUSAMU Ul TPOBEAEHUS KecapeBa CEUEHHUs SBIISIOTCS Halu4ue
CIIOHTaHHOTO ITHEBMOTOpaKca B aHaMHe3e, /bIXaTellbHas HEIOCTaTOYHOCTh CO CHUKEHUEM
catypanuu Hmwke 92%, mokazarenu (YHKIMUA BHEIIHEro abixaHus meHee 50% OT JOJKHBIX
BEJIMYMH.

Axyuiepckue TOKazaHus Uid abJOMUHAIBHOTO PpOAOPA3PELICHUsS: JEKOMIIEHCUPOBAaHHAsS
(deTo-nareHTapHas HeJI0CTaTOYHOCTh, OCTpasl TUIIOKCUS IJI0Ja, YyHopHas ciaabocThb pPOAOBOM
NeSITEIbHOCTH.

[IpenmoururensHbIi MeTOl 00€300/MBaHMSI POJIOB U KecapeBa CEUEHUS — DSIUTypalibHas
aHecTe3Hsl.

NMocnepopoBLIN Nnepuopg

- Tlocne poxxaeHusi peOeHKa pPEKOMEHIOBAHO HE CHMKATh WHTEHCHBHOCTH IPOBOJUMOMN
Tepamnuu, Tak Kak 3a00Thl O HOBOPOXKIEHHOM MOTPEOYIOT OT MAallUEHTKU OOJBIIUX (U3UIECKUX CHIT
[304, 307].

(YYP-C, VI -5).

KomMmeHTapuii: HapylieHHEe peXHMa CHA, MUTAaHUS, MOCTOSHHAS 3aHSATOCTh 3aCTaBJISIOT
MAIMEHTOK MPEeHeOperaTh peryisipHONd KUSH3UTEpaIneH, MPomycKaTh Kypchl aHTHOAKTEPHAIBLHOTO
JICUCHHUSI, YTO MPUBOJIUT K CHIDKEHUIO BeCa, YXYALUICHHIO PECIIUPATOPHON (HYHKIINH.

K nakramuu w TPyAHOMY BCKAPMIIMBAHUIO y POJWIBHUI[ C MYKOBHUCIUJIO30M CIIEIYET
MOJXOJAUTh WHAWBUAYAIBHO. BOJBIIMHCTBY TaKMX POJWIBHHUIL JIAKTAIMS HE MPOTHBOIOKA3aHA.
OpHako TpU THKEIOM TEYEHHHM 3a00JeBaHMsI U Pa3BUTUU  aKYIIEPCKUX OCIOKHEHUH,
MOTPeOOBABIIUX JOCPOUHOTO POJOPA3PEIICHNUS, BOSHUKAIOT MOKA3aHUS K BHIKIFOUCHHUIO JIAKTAI[HH.

OO6cyxnas ¢ MAaUEHTKON ¢ MYKOBHUCIUAO30M €€ JKeJIaHHe CTaTh MaTepblo, HEOOXOIUMO
YTOYHHUTh, B KAKOW CTEIICHU WICHBI CEMBbH T'OTOBBI IOMOYb B YXOJI¢ 32 PEOCHKOM, TaK Kak 3a00ThbI O
HOBOPOXKJICHHOM TOTPEOYIOT OOJBIINX (PU3HYSCKHUX CHIL.

3.7. MannnaTuBHas NOoMoOLUb

[MannnuatuBHas NOMOIIL MAlMEHTaM C MYKOBHCIIMJO30M OKa3bIBA€TCd Ha OCHOBAaHUU
COOTBETCTBYIOIIMX HOPMATUBHBIX JOKYMEHTOB (cM. [Tpuoskenue A3).
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4. MeauuunHckasn pea6m1MTau,m|, MeaAUUUNHCKUe nokKasaHusA n
NPOTUBOMOKa3aHuUA K npuMeHeHno metonoB peaGMﬂMTaLIVIM

[Mammentam ¢ MB  pekoMenayercss TpOBeAEHHE HMHIUBUAYAJIbHO  MOJOOPaHHBIX
peadMIIMTAIIMOHHBIX MEPOTIPUSTHIA, HAIIEJICHHBIX HA TOJIEPKAHUE JIETOYHON (YHKITHH.

5. npO(bVI.ﬂaKTMKa n AancnaHcepHoe HaGnwaeHne, MeAULMHCKUE NMOKa3aHUA U
NPOTUBOMNOKa3aHUA K npuMeHeHno metonoB HpO(bVIﬂaKTMKVI

Crnioco6oB nepBuuHOil mpodunaktukn MB — He cymectByer. B kauecTBe Mep BTOPUYHOMA
MPOQUIAKTUKH 3TOTO 3a00JI€BaHMsI BHICTYIAIOT:

1) noposoBasi AMArHOCTUKA U

2) HeoHaTanbpHas AuarHoctuka MB.

- PexkoMeHnyeTcss BceM MalMEeHTaM C MYKOBHUCIIMIO30M, IUIAHUPYIOIMIUM JIETOPOXKICHUE,
KOHCYJIbTAIIUSI Bpaya-TeHETUKA ¥ MOJEKYJISIPHO-TEHETHYECKOE 00CIeI0BaHUE CYNPYyru/cynpyra Ha
HocutenscTBO Mytauuid reHa CFTR. B ciyyae oOHapyXeHHs MaTOT€HHBIX BapUaHTOB
pPEKOMEHIyeTCs TpeuMITIaHTaIlMOHHOe reHeTndeckoe Tectupoanue (I1I'T-M) mra MB [2, 101, 130,
303].

(YYP -C, Y1 -5).

Mpodumnakruka MNcesao-baptrep cuHapoma

- PexoMeH10BaHkbI ciieyromue Mepsl 1uist mpodunaktuku [lceBmo-baprrep cunapoma:

- CBOEeBpEeMEHHAs JUArHOCTHKA MYKOBHUCIUI034;

- UadopmupoBanue poaureneit o cumnromax [16C;

- KoHTpob YpOBHS 37I€KTPOIUTOB KPOBH OCOOEHHO y JIETeH paHHETo BO3pacTa;

- [Ipodunakrrudeckoe Ha3HAUYCHHE HATPUS U3 pacuera |-2 MMOJIB/KI/CYT B BUJE IMOBAPEHHOMN
comma (1/5-1/6 yaiiHoit nOXKKM TpuMEpHO cooTBeTcTBYeT 15 Mmosbs NaCl), colieBBIX pacTBOpOB,
npeHA3HAYCHHBIX IS TIEPOPATIbHON peruapararuu [2].

(YYP-C, VI -5).

BakuyunHauun

W3BecTHO, YTO MAETH C MYKOBHUCIHMIO30M SBISIIOTCS TPYNIOH pHCKAa MO PasBUTHUIO
MHQEKIMOHHBIX 3a00JIeBaHUIl M HOCUTEIbCTBA TAaKUX MMKpPOOPraHU3MOB, Kak S. aureus, H.
influenzae, S. pneumoniae, MyKOUIHBIX M HEeMyKOUIHbIX (opm P. aeruginosa u Burkholderia
cepacia complex. Bricoka pacnpocTpaHeHHOCTb Cpeay ITUX JAETeH COMYTCTBYIOIICH XPOHHUUECKON
NAaTOJIOTHH, YCYIYOJSIOIIed TSHKeCTh TedeHUs HMHQEKIMM W Ipeapacnoiaralomeid K
BO3HHKHOBEHUIO PA3JIMYHBIX OClOKHEeHUH. [IpodunakTuka nHpekunit y mamuentoB ¢ MB nomkHa
OCYIIECTBIISITCA HE OMU30JUYECKH, a IyTeM IUITAHOMEPHOTO BBINIOJHEHUS MEpOIPUSATHH,
NPEeIYNpexIAoUINX PACIPOCTpaHEHHEe HH(GEKIUU, a TakKe Mep, MOBBINAKIIMX OO0yl U
Crenn(UYECKy0 COMPOTHUBIIAEMOCTh Opranu3mMa. D(PQPEeKTUBHBIM CPEICTBOM B MpPEAYNpPEkICHUH
MHQEKIIMOHHON 3200J1€BAEMOCTH SIBJISIETCS BAKIIMHOTPOPHUIIAKTHKA.

- PekoMeH10BaHO MPOBECHNE BaKIIMHAIIUK COTJIACHO HAIIMOHATHHOMY KaJICHIapI0 IPUBUBOK
U KaJeHJapro MpOo(UIAKTUYECKUX MPUBHBOK IO SMUAEMHUYECKUM TOKa3aHUsAM. BakiuHupoBaTh
neteil pekomeHayercs B (asy pemuccud, Ha QoHE CTAOUIBLHOTO COMATHYECKOTO COCTOSIHHS U
npoBoaumoit Teparuu [310, 311, 312, 313].

YYP-C, V11 -5).

KoMMeHTapuii: MpoTHBOTIOKAa3aHUs: MHAUBHIyalbHasl HEMEPEHOCHMOCTb.
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- IlanMeHThl ¢ XpPOHUYECKUM TelaTUTOM, B T.4. ¢ HAYMHAIOIIUMCS LIUPPO30OM IEYEHU MOTYT
OBbITh IPUBUTHI B TIEPUOJIE PEMHUCCUU HIIM HU3KOM aKTUBHOCTH 3a00sieBaHus Ha (DOHE BBHIPAKEHHOTO
CHI)KCHUS YPOBHS TPAaHCAMHHA3 JI0 MAKCUMAJIBHO JOCTHKHUMBIX BennduH [312].

- Tepanuss KOPTUKOCTEPOHUJIAMHU JUIsI CUCTEMHOIO INPUMEHEHMs IPUBOJUT K BBIPAKEHHOU

MMMYHOCYHPECCHH JIMITh HPU MCHOJIB30BAHUU BBICOKMX 7103 (MPEAHM30I0H** 2 2 MI/KT/CyT Wiu
20 Mmr/cyt mans pedenka Becom > 10 kr) B reuenue 14 qHeit u 6osiee. Takum eTsM yOUThIC BaKITUHBI
BBOJATCSI B OOBIYHBIE CPOKH TIO BBI3ZOPOBJICHUH, KUBbIE BAKIIMHBI BBOJAT HE paHee, ueM yepes |
MecsI[ OT OKOHYaHUs JieueHus1. Kak KuBbIC, TAK ¥ HHAKTUBUPOBAHHBIC BAKIIMHEI BBOISAT B OOBITHOM
MOPSAKE JIMIAM, MOJYYalolUM CTEPOUJIHBIE TIpenaparhl: KpaTtkoBpeMeHHo (10 1 Hexenu) moObie
J03bI; KypCaMH JUTHTEIBLHOCTRIO 10 2 HENelNbh HU3KUE WK cpenHue (1o 1 MI/kr npemaHu3onona™*)
JI03bl; ATUTENIBHO MOAJEepKUBAroILMe 1036l (HanpuMmep, 5-10 mr npeanusosoHa™* yepe3 JieHb); B
KAauecTBE 3aMECTUTEIbHOM Tepanuu HU3Kue ((PU3MOJIOTHYECKHE) J103bl; MECTHO: HaKOKHO,
MHTJISIIMOHHO, B BU/IC IIa3HBIX Karejb, BHYTPh cycTaBa [312].

- ITlammenTaM, KOTOPHIM IIJIAHUPYETCS MPOBEACHHE TPAHCIUIAHTALIMM OPraHoB (TE€YEHBD,
JIETKUE), CIeAyeT MPOBECTU BAKIMHAIMIO IO MPOBEACHHS OMEpPAlMH, B CBSI3U C JAJbHEUIINM
MPUMEHEHUEM ITUTOCTAaTUYECKOW Tepanuu MO OOMIENPUHATHIM TPH TPaHCIUIAHTAI[UM OPraHOB
pexomenmanusm [310, 312, 314].

- PexomenpoBana BakmuHAIMS TMalMEHTOB ¢ MB MpoTHMB MHEBMOKOKKOBOW HH(EKIIHH C
LEeTBI0 TPeOoTBpamieHuss MHPEKINA, BhI3BaHHBIX S. pneumoniae [310, 312, 314, 315, 316, 317,
318, 319, 320]

YYP-C, VI -5).

KomMeHTapuii: mid BakUMHAIMU JeTe 10 2 JeT wucnoib3dyercss [IHeBMOKOKKOBas
koHbrorupoBanHas BakimHa ([IKB — 13). Cxema 3aBHCHT OT BO3pacTa Havajla WMMYHH3AIlUH.
Baknunanuusi mpoBOIUTCS COTJIACHO UHCTPYKIUU K MIpernapary.

VY nereii crapiiie 2 €T, BO3MOXHO ITpuMeHeHne [THEeBMOKOKKOBO MOJIMCaXapUIHOW BaKIIUHbI
(TTI1B — 23) omHOKpAaTHO, C IIOBTOPHBIM BBEJCHUEM Yepe3 3-5 JIeT.

Baknunanust  B3pOCHbIX — MPOBOJUTCS  IPU  OTCYTCTBUM  HMMMYHM3AIMHM  IPOTHUB
nHeBMOKOoKkoBoi wuHbekmuu [IKB — 13, 3arem uepe3 12 wmecsaueB BBoautcs I[IIIB — 23 ¢
peBakuuHauueit uepe3 4-5 ner. Ilpu yxke wuMeroniencs MNpeKHEW BaKIWMHALMUK TPOTUB
MHEeBMOKOKKOBOM mH(pekunu BBoautcs [11IB — 23, omHokpaTHO, ¢ peBakuMHANMEH depe3 4-5 ner
[317].

- PexomMeHI0BaHa BaKIMHAIMS TIPOTUB TPUIITA C IEIBIO MPEIOTBPAIICHUST CE30HHOTO TPHUIIIA
M, COOTBETCTBEHHO, O0OCTPEHHSI XPOHUYECKOTO BOCHAIMTENHHOTrO Tporecca B serkux u OHII y
narrento ¢ MB [314, 319, 321, 322, 323].

(YYP-C, VI -5).

Kommenrapumii: BaknuHanus NpoTUB TpUINIa BCEX BO3PACTHBIX TPYII MPOBOIUTCS 3 U 4
BaJICHTHBIMU MHAKTUBHPOBAHHBIMHU BaKIMHAMU | pa3 B roJi, OCCHBIO, J0 Havyalla HUICMHH TPUIIIIA.
JleTsiM JTOIITKOJILHOTO BO3pacTa, KOTOPbIC NEPBbI pa3 Hayadd BaKIMHUPOBATHCS MPOTHB TPHIIIA,
Heo0X0IMMO BBeJIeHHE ABYX 703 1o 0,25 MJI ¢ HHTEpBaJIOM 4 HEJIeIH.

[Ipu sTOoM B HacTosliee BpeMsi HEIOCTATOYHO PaHIAOMH3UPOBAHHBIX HCCIICIOBAHU,
JoKa3pIBalOMMX 3()(PEeKTUBHOCT, BaKIUMHAIMK TPOTHB TPUIINIA, YTO CBSI3aHO C HEOOIBIIUM
KOJIMYECTBOM TMPOBEJCHHBIX HCCIEAOBAHUNA W HU3KHUM HMX KauecTBOM. EcTh HE0OX0JWMOCTH B
MIPOBEJICHUH MCCIIEIOBaHUI OoJiee BRICOKOTO KauecTBa [323].

- PexoMeHnoBaHa BakUMHAIUS TPOTUB TeMOPWIbHOW HH(EKIHH THOA b C UENbio
npegoTBpaieHus nHdekuii, Bei3BanHbX H. influenzae [314, 320, 324, 325, 326].

YYP-C, V1 -5).

KomMMeHTapuii: MpoBOIUTCS MOHOBAKIMHAMHU WJIM B COCTaBe KOMOWHUPOBAHHBIX BaKIIHH.
[IpuHrMas BO BHHMaHHE BaXHOE KIMHHYECKOE 3HaueHHWE WHQEKIWH, BBI3BAHHBIX reMO(HIBHOMN
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NaJIOYKOM THUMa b, BaKIHanys IIannucHTOB C MB JOJDKHa OBITH HauaTa B MaKCHMAaJIbHO paHHHuC
CPOKHM, MPENYCMOTPEHHbIE HAIMOHAJIbHBIM KaJIEHIAAPEM IIPUBUBOK (C TPEXMECSYHOTO BO3pacTa),
TPEXKpPaTHO C MHTEpBAIOM B 1,5 Mecsla; peBakUuHAILMs IPOBOAUTCSA uepe3 12 mecsueB mocie
TpeTbel MpuBUBKU. [Ipu Havasie BakiMHALMU B 6-12 MeCsI1EB )KM3HU I0CTATOYHO JABYX UHBEKLHH C
uHTepBaJioM 1-2 Mmecsa u peBakUMHaUMU yepe3 12 mecsneB nocie Bropoil no3wl. Ilocne roxa
BaKIMHUPYIOT OXHOKPATHO.

- PexoMeni0BaHa BakIMHALM IPOTHB BETPSHOW OCHBI C II€JIbIO MPEJOTBPAIICHUS TaHHOTO
3abosieBaHus U ero ocioxuenuii [310, 327].

(YYP-C, Y/ -5).

KomMMeHTapuii: BakuuHamusl JAeTed ocyllecTBIseTcss ¢ 12-TH MecsleB >KM3HH COIJIAaCHO
MHCTPYKUIMU 10 TPUMEHEHHIO Ipemapata. Takke TMOKa3aHO MPOBEIEHHE HAKCTPEHHOMN
MpO(QUIAKTUKHA BETPSIHOW OCIIbI KOHTAKTHBIX JIeTeH, HEe MPUBUTHIX B T€UEHHE MEPBBIX 72-96 yacos
MOCJIe KOHTAaKTa ¢ 3a00JICBIIIMM BETPSIHOM OCIIOM.

Oco0oe 3Hauenue uHbpekuus Varicella zoster nMeerT y NAUEHTOB MOCIE€ HMPOBEACHUS
TpPaHCIUIAaHTAllMM M TOJyYarolllMX Ipenaparbl TPyHNnbl KOPTUKOCTEPOUIbI s CUCTEMHOTO
MIPUMEHEHUSI, KpOME TOTO, ONMCaHbl TOBPEXIEHUS JIETKUX Ha (poHe 3ab0s1eBaHus BETPSHOM OCIOi
B MOMYJISILIMKM B3POCIIBIX JIFOACH.

- PexomenpoBaHa BakIMHAIMsA TMPOTHB MEHMHTOKOKKOBOM WH(MEKIMU C  IENbI0
IPEIOTBPAICHHSI MEHHHIUTOB M €ro OCIokHeHui [328].

(YYP -C, Y1 -5).

KommenTapwmii: momyckaeTcsi TIPOBEACHHE TMOJIUCAXapUIHBIMH M KOHBIOTHPOBAHHBIMU
BaKIMHAMH Y BCEX BO3PACTHBIX TPYIII, 3apETrUCTPUPOBAHHBIMU Ha Tepputopuu PO. Crnenyer umerh
B BHJY, YTO TPUMCHCHHE TIOJIMCAXapUIHBIX BAaKIUH y JCTeH 10 2 JIET MOXET OBITh
HeahpextuBHBIM. [Ipn HaMMUMKM NpeXHEH BaKIIMHAIIMY JETEH MOJIMCaXapuJIHOW BaKIIMHON CIIEIyeT
MPOBECTH PEBAKIMHAIMIO KOHBIOTMPOBAHHOW BakKIMHOW dyepe3 12 wMecsueB. Bakuunanus
MIPOBOJIUTCS COTJIACHO MHCTPYKIIMH TI0 MPUMEHEHHIO TIperapara.

- PCKOMGHI[OBaHa BaKIHalus IMPOTHUB reratuTa A u rematuta B ¢ LEJIBO MPEAOTBPAIICHUA
JaHHBIX 3a6OJ'ICBaHI/II‘/'I, YUYUTBIBasE HAJIW4HC HOpa}KeHI/Iﬁ IICYCHU B pPaMKax OCHOBHOMW I1aTOJIOTUU
[310].

(VVP - C, Y]IJI - 5).

KOMMeHTapHﬁZ BaKIMHaOWs ITPOBOJUTCA COI'TIACHO MHCTPYKIMU 110 IPUMEHCHUIO ITpEIiapara.

- PekomentoBaHa BakIMHAIIKS IPOTHB POTaBUpyCcHOU nHpekiuu [329].
(YYP-C, VI -5).
KommeHTapuii: BakIMHAIMS IPOBOUTCS COTJIACHO MHCTPYKIMH 10 IPUMEHEHUIO Tpernapara.

- PexkomeHnmoBaHa TacCMBHAs WMMMYHHU3aIMs IPOTHB PECIUPATOPHO-CHHIIUTHAIBHOM
BupycHoit uHpekuu (PC) ¢ uenpio mpeaynpexacHus THKeIbIX (popM OCTphIX OPOHXUOIUTOB Y
nereii ¢ MB [329, 330].

(YYP-B, Y1 - 2).

KoMmMeHTapumii:  peKkOMEHJIOBaHO  MpUMeHeHue  mnpemapara  [lanuBuzymad**  —
r'yMaHU3HpPOBaHHBIE MOHOKJIOHANIbHBIE aHTHTeNA K Oenky cnusinus (6enok F) PC — Bupyca, 1 pa3 B
MecsIl Tepell HavajaoM DSIujeMuueckoro mnoasemMa PC-BupycHOi 3a0051€Ba€MOCTH, KOTOPBIH
HayMHAETCS B HOsIOpe M MpojobkKaeTcs A0 ampens (4-5 BBeIeHUU 3a SMUIEMHYECKHUH CE30H).
OpHako JUIsi OKOHYATENBHOTO pelieHus o0 OJHO3HAYHOW IIeIeCOO0pa3sHOCTH  JaHHOTO
BMeIIIaTEeIbCTBA HEOOXOJMMO TPOBEICHHUE JajbHEUIINX ucciaenoBanuii [331].
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MpodmnakTuka acneprunnesa

- PexomeHMOBaHO TpPUHUMATH MEPhl O MHHUMHU3AIHUHA BEPOSTHOCTH WHQPHUIIMPOBAHU
Aspergillus spp., B cBsi3u ¢ TeM, 4TO JAHHBIA MATOTE€H PACHPOCTPAHEH MOBCEMECTHO, MOCTOSIHHO
IIPUCYTCTBYIOT B BO3JyX€ BHEIIHEH Cpelbl U BHYTPU IIOMEIICHWUH, a IOJHOCTHIO HCKIIOYUTH
KOHTaKT MalleHTa C MUKPOMHIIETaMHM HEBO3MOKHO. llenb BMemaTenbcTBa — NpeaynpexacHue
ABJIA u XAJ [2].

(YYP-C, VI -5).

KommenTtapun: mnanuentsl ¢ MB He [MOJDKHBI HaxOIWUTBCS B JKUJBIX M OOJIBHUYHBIX
MIOMEILEHUAX, MOPAKEHHBIX IIeceHbto. HeoOxoaumo cineauth 3a coOMIOACHUEM TeMIlepaTypHO-
BJIQ&)KHOCTHOTO PEKMMa B TIOMEUICHUSX, HE JIOIYCKaTh MPOTEUEK, aBapuil, 3aTOIUIEHU 1TOABAJIOB U
T.II. B cilyyae nosiBieHns NpU3HAKOB IUIECEHU B IOMEIIEHUSIX HEOOX0JMMO NEPEBECTH MALUEHTOB C
MB B gpyroe nomenienue. JlJisi TUKBUJAUMM TOCHEACTBUM TMOSIBJICHUS IUIECEHW B 3AaHUAX
HEOOXOJMMO BBISIBUTH M YCTPAHUTh MPUYUHY MOSBICHUS CHIPOCTH B 3aHUH, MPOBECTU MPOCYIIKY
1 00pabOTKy 04aroB OMOTIOBPEXKIEHUN CTPOUTEIbHBIMU OMOLIMIAMH, aKTUBHBIMU IIPOTUB I'PHUOOB.

B xBaptupax manmentoB ¢ MB, a Takke OOJMHHUYHBIX TOMEIMICHHUSIX U MOJUKIWHUKAX, HE
JOJIKHO OBITH I[BETOB B rOpIIKaxX, 3UMHHUX CaJloB U Mp. B cBsA3u ¢ Tem, 4yTO OOJIbIIOE KOJIUYECTBO
criop rpubOB MPHUCYTCTBYET HAa YaCTHUKaX MbLUIH, HEOOX0AUMMO M30erath KOHTaKTa nanueHTos ¢ MB
C MBLIBIO, TIIATENILHO MPOBOIUTH BIAKHYIO YOOPKY ITOMEIICHHH.

[Nanuentam ¢ MB cnenyer usberath MecT ¢ OoOJIbIIONW KOHIIEHTpalue crnop rpuboB B
OKpY)Kalollle cpefie — MapKu, cajlibl, Jieca, MECTa CKOIUIEHHUS pasJararoluxcs OpraHuYecKUx
BEIIECTB (KOMIIOCTHBIE MacChl, THHUIOUIAs JIPEBECHHA, TpaBa), 3€PHOXPAHWININA, CTPOUTEIbHbBIE
IUIOUIA/IKH, TMOMEIIEHUsI C TEKYIIMM pPEMOHTOM, He cieayeT paboTaThb B Takux cdepax, Kak
Ca/IoBOJICTBO, 3€MJICAENUE, CTPOUTENBCTBO, MpEObIBaTh B CHELUAIM3UPOBAHHBIX MOMEIIECHUAX
(KOHIOIIHU, KYPATHUKHU U T.11.).

[Maruentsl ¢ MB He [MOKHBI MCMONB30BaTh B MUILY MOATHUBIIME MM 3aIlIeCHEBEJIbIE
OBOIIM, SroAbl, (PYKTHI, TaKk Kak B TMpoOleCCE€ KOHTAKTa BO3MOXKHA WHCOHUpALHUA CHOp
MUKPOMMUIITOB, 00CEMEHEHHE KOXKHU U 01K bl MAIEeHTA.

[Ipn wapymenun mpaBui SKcruryataruu Aspergillus spp. MoOryr mopaxkarb CHCTEMBI
BEHTUJISIIIUM, TIO3TOMY CIEAYeT CBOEBPEMEHHO OOCIY)XHMBAaThb U OCYIIECTBISTH 3aMEHY (HIBTPOB
KOHJIUITUOHEPOB.

6. OpraHusauusa okasaHMA MeaULUHCKOM NMOMOLLMU

[Ipn oxa3zaHuM MEIUIIMHCKOW TOMOIIM TMalUMeHTaM C MYKOBHUCLIHI030M HEOOX0JUMO
WCIO0JIb30BAaTh MYJIbTUIUCIUIUIMHAPHBINA MOJIXO0M, YTO OOYCIOBICHO KaK TSHKECThIO COCTOSIHHS, TaK
U TIOpaKEHUEM Pa3IIMYHBIX opraHoB U cucteM ([Ipunoxenue 7).

Benenue nmanuentoB ¢ MB npennodtuTenbHO MPOBOJUTH B CIIEHUATH3UPOBAHHBIX LIEHTPAX
(kabuHeTax WM OTAETCHHSIX MYKOBUCIUA03a). ClenyeT HCIONIbOBATh CTAIMOHAPO3aMEeNIAoIue
TEXHOJIOTHUH.

JluHamudeckoe HaOMIOJeHHE B aMOYIaTOPHO-TIONUKIMHUYECKUX YCIOBHUSX IMPU OKa3aHUU
MEPBUYHON MENUKO-CAaHUTAPHOW TOMOIIM OCYIIECTBIACT Bpau-MeAuaTp Y4acTKOBBINH (Bpad-
neauarp, WIHM  Bpad-MyJIbMOHOJOT, WJIM Bpad oOImIell NpakTUKH, KOTOpbIE MPOILLUIH
COOTBETCTBYIOIIMN TEMAaTHUECKUH Kypc B paMKax MpOTrpamMM HEMNPEPHIBHOTO MEIUIIUHCKOTO
oOpa3oBaHUs, a TaK)Ke MMEIOT OMBIT BEJCHHUs MAIlMEeHTOB C JAHHON HO30JI0THEH; KOHCYIbTaIlluu
CHEIHATMCTOB — MO TOKa3aHMsIM) C YacTOTOH, ONMpeAensieMoil TSHKECThIO COCTOSIHHS MAIlUeHTa U
UMEIOIUMUCS OcToKHeHussMu Oone3nu (1 pa3 B 1-3 mecsama winM mo mokasaHusiM). BrepBeie
JMArHOCTHPOBAHHBIE JIETH WIM TAIlMeHTHl C TsDKEIbIMA (QopMaMH 3a00JIeBaHUS  JIOJIKHBI
HaOmoaThCs 4alne (eKeMecsyHO), MAIMeHThl C JISTKUM WM aTUIWYHBIM TedeHuneM MB moryt
HaOMOIaThCs pexe (Kaxasie 3-6 Mec.).
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Habmroienue 3a malueHTOM | KOHTPOJIb COCTOSTHHS HEOOXOAMMO OCYIIECTBIIATh PETYISPHO B
YCIIOBHSIX IHEBHOTO cTanuoHapa. ['ocrinanuzanus npooautcs no nokazanusm ([Ipunoxenue '10)
B KPYIJIOCYTOYHBIN CTaroHap (B MYJIBMOHOJOTHYECKOE, MHPEKIIMOHHOE WM MHOE OT/ACICHHE, B
ITaTe KOTOPOTO €CTh CIEIUATHCTHI, UMEIONINE OMBIT BEJACHUS MAIlUCHTOB C JAHHOW HO30JIOTHEH ).
[TarueHTa TOCMUTATM3UPYIOT B TANATY C YIETOM TOJITBEPKICHHOTO PaHEee MHKPOOHOIOTHIECKOTO
nierizaxa (ocobenno st P. aeruginosa, B. cepacia complex, MRSA, Stenotrophomonas maltophilia,
Achromobacter spp., HETYOCpKYJIE3HBIX MHKOOAKTEpHi, XPOHWYECKHW acrepruiiesa), IpH
BO3MOXXHOCTH — WHIAMBHUAyaJdbHBIM OOKC. B 3aBUCHMOCTH OT COCTOSHUS TMAaIlMEHTa CpPOK
TOCIIMTAIN3AINN MOKET COCTaBUThH OT 4 10 21 mHA.

[Tanmentsr ¢ MB, Hyxknaromuecs B CTalMOHAPHOM JICYEHUM B paMKax IEPBUYHOMN
CHELUATU3UPOBAHHON  MEIMKO-CAHMTAPHOM  IIOMOINM, HANpPaBJISAIOTCA 1O  MEAUIMHCKUM
MOKa3aHUSM B IYJIbMOHOJOIMYECKOe, MH(EKIMOHHOE WJIM HHOE OTAEJeHHE (M0 MOKa3aHUsM,
YCIIOBUSL — YKa3aHbl BBIIIE) MEAUIIMHCKOW OpPraHu3alliyd BpauyoM CKOPOM METUIIMHCKOM MOMOIIH,
BpayoOM-TIEAMATPOM  YYACTKOBBIM,  BPAdYOM-IIYJIbMOHOJOIOM WM  HMHBIM  CIIEHHAIACTOM
aMOyJIaTOPHO-TIOJIMKJIMHIUYECKOTO 3BEHA.

[TanmeHTOB ¢ MYKOBHCHMAO30M, HYXIAIONIUXCS B OKa3aHUM CIECHUAIU3UPOBAHHON
MEJIMIMHCKOM TOMOIIM, B TOM YHCJIE BBICOKOTEXHOJOTHYHOM, B CTAallMOHAPHBIX YCJIOBHUAX, IO
MEIMIMHCKUM TIOKa3aHWSAM HAIpaBIsAIOT B COOTBETCTBYIOUIEE OTAEICHUE MEAMIIMHCKON
OpraHu3aly Bpad-I1yJbMOHOJIOT WM Bpad-Ieauarp.

Mapupyru3zanusi naueHTa JeTCKOTr0 BO3pacTa BO B3POCIIYIO CETh — BO B3pOCbIi ieHTp MB,
ocymecTBisiercs K 18 rogam.

[TarreHThI ¢ MYKOBUCIIHI030M TTOJTYYalOT:

- B paMKax TMEPBHYHOH MEIUKO-CAHWUTAPHON IMOMOIIM — IUIAHOBYI0 M HEOTJIOKHYIO
aMOyIaTOPHO-TIOJIUKITMHHYECKYIO " NEPBUYHYIO CTeIHATH3UPOBAHHYIO MTOMOIIIb
(CooTBETCTBYIOIIETO MPOQUIIS, IO MOKA3aHUSIM U B 3aBUCUMOCTH OT TSHKECTH COCTOSTHHUS, a TaKiKe
CKOPYIO MEIUIIMHCKYIO TTOMOTIIb);

- B paMKax CHEIHAIM3UPOBAHHON METUIIMHCKON MOMOIIM — CIEIHAIHN3UPOBAHHYIO, B TOM
YHCJIe BBICOKOTEXHOJIOTHYHYIO MEAMIIMHCKYIO ITOMOIIb, B COOTBETCTBYIOIIUX YCIOBHUSX JTHEBHOTO
WA KPYTJIOCYTOYHOTO CTaIlOHapa.

[Ipu nampaBiieHuu B oTaeneHre (UEHTP WM KaOWHET) MYKOBHCIIHI03a, BpauOM-IIEAHATPOM
YYaCTKOBBIM WJIM BpayoM JPYroil CHelHalbHOCTH MPEAOCTaBISeTCS BBIMMCKA U3 aMOyIaTOpPHOM
KapThl (uctopuu OOJIE3HM) C YKa3aHHEM MpPEIBAPUTEIBHOrO (WM 3aKIIOYUTEIHHOTO) JWArHo3a,
COMYTCTBYIOIIUX 3a00JeBaHMI, a TakkKe MMEIOIIUXCSI PpPe3ylbTaToB  JabOpaTOpHBIX U
(GYHKIIMOHATBHBIX UCCIIEAOBAHUN.

MpaBuna npodnnakTMkn nepekpecTHonm MHeKLumn Nnpu MykoBmcumnaose
[2, 309]
OpraHusaums okasaHua nomowm nauyueHTtam. NMpocmnaktuka nHpekumn

O6wwme Mepbl NPodUNaKTUKN
- Mepsl 1o U30SAIUH OMOIOTUYECKUX KUAKOCTEH (MOKpPOTa, KpOBB) manueHta ¢ MB.

- I[C3I/IH(I)CKLII/I$I O60py,[[0BaHI/IH Wi npeIMETOB, KOTOPBIC MOI'YT OBITh 3arpsi3HCHLIL
KHUAKOCTAMHU U BBIACICHUAMMU.
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- Ctporoe coOmoiIeHre Mep MPe0CTOPOKHOCTH MEUIIMHCKAMU paOOTHUKAMHU MTPH KOHTAKTE
¢ nagueHtamu ¢ MB:

- WCMOJB30BaHHE OJHOPA30BBIX MEIUIIMHCKUAX IMepYaTrok, obOpaboTka (oHEHIOCKOMA,
MyJAbCOKCUMETPA H T.JI.

- HCTIOJIb30BAHKE OJJHOPA30BBIX MEJICHOK ISl OCMOTpA.

- WCIIOJIb30BaHME OJHOPA30BBIX XaJIATOB NpU paboTe ¢ MalMEeHTaMH, TPEOYIOIMMHU
coOmonerns Mep KoHTakTHOM m3oisimmu (B. cepacia complex, MRSA, mynsTupesucrentnas P.
aeruginosa, Achromobacter spp., HTMB), u Bo BpeMsi KWHE3UTEPaIIHH.

- HCTIOJIb30BAHKE OJJTHOPA30BbIX AaHTUOAKTEPHATIHHBIX (DPMIIBTPOB IIPU CIIUPOMETPHUH.

- Konraktsl Mmex 1ty nanueHTamu ¢ MB 07KHBI ObITh CBEIEHBI K MUHUMYMY.
- I'uruena pyk MeaAMIIMHCKUX paOOTHUKOB:

1. MeiThe 1 Ae3uH@eKus pyK MPOBOJUTCS:

- MIOCJI€ CHATUS NepYaTOK.

- JIO U TOCJI€ KOHTAKTa C MallMeHTOM.

- 1I0CJIE KOHTAaKTa CO:

- CIM3UCTBIMHU TMAILlUEHTA.

- MOKpPOTOH NallMEHTAa.

- IpeMeTaMH, 3arpsA3HEHHBIMU MOKPOTOM HaIMeHTa.

- IbIXaTeJIbHBIM 000pyJOBaHUEM, KOTOPHIM MOJIb30BAJICS MAIIUEHT.

- Ucnonp3oBaHne CIMPTOBBIX aHTHUCENTHKOB (B BUE caldeTok, B JUCIIEHCEPaX) B KaOMHETax
¥ B 00IIIEM KOPHUJIOPE.

- MeauuuHcKue pabOTHHUKH, HEMOCPEICTBEHHO KOHTAKTHPYIOUIUE C MAIUeHTaMH, HE JIOJDKHBI
WCIIOJb30BATh HAKJIAJHBIC HOTTH.

- Hcrmonmp3oBaHWe MepyaToK HEOOXOMUMO TpPH: KOHTAKTe C MAaleHTaMH, TPEeOYIOIMMH
W30JISLINHU, KOHTAKTE C MOKPOTOW MJIM KPOBBIO TAIMEHTA

- Mcronib30BaHue 0THOPA30BBIX MEJICHOK, XaIaTOB, MACOK, 3aIIUTHBIX OYKOB: ITPH KOHTAKTE C
OOJIBHBIMH, TPEOYIOIUMH H30JISALUU, TPU KOHTAKTE C MOKPOTOW mTamueHTa (TMpu JpeHaxe,
acIMpalyy, 0CMOTPE MAIMEHTa C MPUCTYNOOOPA3HBIM KalllJIeM ) WX TIPU KOHTAKTe ¢ KPOBBIO.

- ['uruena pyk nanueHToB:

- 00paboTka CIHUPTOBBIMU AHTUCENTHKAMU (B HECKOJbKUX KIMHUYECKHX HCCIEIOBAHUSAX
MOKa3aHo, YTo 00pabOTKa CIHMPTOBBLIMU AHTHUCENTHKAMHU YAasieT OakTepuu ¢ pyK 3PQeKTuBHEE,
4eM MBIThE€ PYK C aHTHUCENTHYECKHM MbLIOM). Ecnu ecTh BUAMMOE 3arpsi3HEHHE, TO UCTOIb3YIOT
MBLIO U aHTUCENTHK.

- MOCJIe MyJAbCOKCUMETPHUH.

- MOCJIe KOHTaKTa ¢ MEIMIIUHCKUM 000pyI0BaHUEM.

- MOCJIe MTPOBEICHUS KHHE3UTEPAIIUH.

- TIOCJIE TIOCEILIEHHSI CaHy3J1a.

- TIOCJIe IpYeMa BpauoM.

- IIpeamerts! (TutaTku, candeTky, Macku, OaHOUKHU U JIp.), 3arps3HEHHbIE MOKPOTOH MalueHTa,
JOJDKHBI yTunusupoBatbest cornacHo CanlluH 2.1.7.2790-10 "CanutapHO-3NIHIEMHUOJIOTHYECKHE
TpeGoBaHUs K OOPAILEHNIO ¢ MEUIIMHCKUMH OTX0/1aMH" KaKk OTXO/Ibl Kiacca b.
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Ae3nHdeKumns B aMOynaTOpHbIX YCIOBUSAX

O6opynoBanue:

-  Coupomerpsl — BHYTPEHHHE MEXaHM3MBI ammapata HE CTEPHIU3YIOTCS, HE
nesuHpuupyorcs. OO0paboTka TypOWHBI WJIM JaTYMKa TPOU3BOIUTCS B COOTBETCTBUU C
MHCTPYKLMEH M3TOTOBUTENS, OO0S3aTEIIbHO HCIIOJIB30BAHUE OJHOPA30BBIX AaHTUOAKTEpHUAIbHBIX
(GUIBTPOB, MPEANOYTUTEIHHBI OJHOPA30BBbIC 3aryOHWKU WM CTEPHIIM3AINS MHOTOPA30BBIX. Y
MAIUEHTOB, TOJUICKAIINX MepaM KOHTAKTHOW W30JISAIMH, CIIUPOMETPHUS JOJDKHA MPOBOIUTHCS Ha
oTnenbHOM annapare. Kareropus A

- [lynbcokcuMeTpsl — 00paboTKa pyK CIIUPTOBBIM AHTUCENITUKOM IIOCIIE UCTIOIb30BaHMUSL.

- Kunesurepanestuueckoe 00OpyIOBaHHE, MsUM, MaH)XeTa TOHOMETpa 00padaThIBAIOTCS
Ne3UH(UITUPYIONTUMH CPEIACTBAMH.

- HeOymaiizepsl W JbIXaTelbHBIC TPEHAXEPHI JOJDKHBI OBITH TOJBKO WHIWBHIYaTHHOTO
HCI0JIb30BAHUS.

- TBepapie moBepxHOCTH (IJIAHOBBIE TEKyLME YOOPKH, a Takke yOOpKa IOciie OKOHYaHUs
nprema MaiueHTa).

- O6paboTka (hoHEHJOCKOTIA MOCTIE KaXKI0TO OCMOTpA MarieHTa.

BbisiBNeHMe UCTOYHUKA, NyTel U (PaKTOPOB nepeaaum

Bpauam-6akTepuosnoram 1 BpauaMm-3MuIeMHOJIOTaM:

- Npu TEepBHYHOM BbIsABIeHMH Yy mamuedta ¢ MB  Bcec, Achromobacter spp.,
MyJIbTUpE3UCTeHOro kioHa P. aeruginosa u MRSA, a Taxke mpu BbISIBJIEHUMM HOBOTO T€HOTHUIIA
HEO0OX0IMMO TPOBOAUTH SIMUIEMHOJIOTHYECKOE paccleOBAHUE C IIENIbI0 BBISBICHUS MCTOYHHKA
uHpekunu, HakTopoB Nnepeaaun, a TaKke KOHTAKTUPOBABIIKX ManreHToB ¢ MB.

- TIPY BBISIBIEHUM UCTOYHHUKOB U ()aKTOPOB MH(MEKINU TpeOyeTCsl MPOBECTH AOMOJIHUTEIbHbBIE
JEUCTBUA, HAMpPUMEpP, H3OJALMI0 TOCHUTAIM3UPOBAHHOTO manueHTa ¢ MB, T.e. HcTOYHMKa
WH(EKIMHA,  BHEIUIAHOBIO  NPO(DHMIAKTHYECKYI0  Je3WH(MEKIMI0  OOJBHHUIBI, a  TaKkKe
MHUKpPOOHOJIOTHYECcKOe 00ClieJOBaHHEe KOHTAKTUPOBABILIUX MALEHTOB.

- JUId BBISBICHHUA HMCTOYHHMKA WHGpeKuuu u (akTopoB mepegaud HEoOXoaAuMo coOpaTh
SNUAEMUOJOTHYECKU aHaMHE3 U TPOBECTH BHYTPUBUIOBOE THUIIMPOBAHUE BBIJEIEHHBIX
MHUKpPOOPraHu3MoB. [Ipu 3TOM HMCXOIUTh U3 MPEAIOJIOKEHHUs, 4To mTamMmbl Bee, Achromobacter
spp., P. aeruginosa 1 MRSA, BbIieIeHHBIE OT HCTOYHUKA UH(PEKIINH, C 00BEKTOB BHEITHEH Cpebl,
SABJIAIOIIKUXCS (paKkTOpaMu INiepenadd, U OT oOcieayeMoro mnamueHta ¢ MB, nomkHbl OBITH
UJCHTUYHBIMU 110 (EHOTUITUYECKUM U TeHOTUITMYECKUM CBONCTBAM.

- 6aktepuu Bee u Achromobacter spp. THIMPOBaTh MOJIEKYJIAPHO-T€HETHYECKUMH METOIaMH,
TaKk Kak TUIUPOBaHHE MO (EHOTUIIMYECKHMM CBOMCTBAM HMEET HU3KYIO JUCKPUMUHAIIMOHHYIO
CHOCOOHOCTh. J[7si omepaTMBHOIO aHaiW3a M BBIABICHUS HCTOYHUKA HCIOJB30BaTh OBICTPHIE
MeTo/1bl, ocHoBaHHbIe Ha [1L[P nnu npyrue MeToapl TUHIIUPOBAHHUS.

- TEHeTMYeCKOe THUIIMPOBAHME Ha JAHHOM JTale MOTYT BBINOJHATH J1a00OpaTOpUU
CTAllMOHAPOB, UCTIOJB3YIOIIKE B cBOeH mpakTuke meroa [TLP.

- NIPM HEBO3MOXXHOCTH BHYTPUBHIOBOTO TUIUPOBAHUS B J1AOOpAaTOpPUM CTallMOHapa IS
TEeHOTUIIMPOBAHUS HAIPABIATh M30JATHl OakTepuil B ClEeLMATM3UPOBAaHHBIE JIabOpaTOpuUH,
UMeroIre 000pyA0BaHUE [T MOJIEKYISIPHOTO TUITMPOBAHUS.

- B CHEIMATM3UPOBAHHYIO Ja0OPAaTOPHIO CIETyeT HANPaBIIATh:

- Bce m3onAtel (Bee, Achromobacter spp., mynbTupesuctentHele P. aeruginosa u MRSA),
BIIEPBBIE BBIJCJIEHHBIE OT Ka)KJIOTO MALUEHTA;

- 10 KpaiiHe#l Mepe, o ogHOMYy M30iATy Bee, Achromobacter spp., MynbTupesucreHTHOrO P.
aeruginosa ¥ MRSA B ro oT Ka)10ro ManueHTa;

- 1000 M30JIAT, MOJA03PUTENIBHBIM Ha BO3MOXKHYIO CBSI3b CO BCIIBIIIKOM MM TPaHCMUCCHEN
MEX]ly NallMeHTaMH;
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- TpaMOTpULATENbHbIE KOJHUCTUHPE3UCTEHTHBIE MHUKPOOPIaHU3MBI, KOTOpbIE HE ObUIH
UACHTU(HUIMPOBAHBI OKOHYATENBHO TOCJAE€ PYTUHHOTO aHAIM3a WIM TPH COMHHTEIBHBIX
pe3yibTraTax.

- JI0OCTaBKa U30JISATOB JOJDKHA OCYILIECTBIATHCS MAaKCHMAJIbHO OBICTPO C COONIOJEHUEM MeEp
OMOJIOTUYECKON 0e30MacHOCTH, MPUMEHSEMBIX IPH YINAKOBKE M TPAaHCIIOPTUPOBKE IITAMMOB
MUKpPOOPIraHW3MOB corjacHo caHuTapHeiM mpaBwiaMm CII  1.2.036095. IlltamMmbl JOJDKHBI
COIPOBOKJATHCS HANPABJICHUEM, COJCPKAIIUM WH(GOPMAIHIO O TMAIUEHTE, O MPEAINOoIaraeMbIX
HCTOYHUKAX U (pakTOpax pucKa KOJOHHU3ALMHU JaHHBIM MUKPOOPIaHU3MOM.

- HAa OCHOBAaHMU JAHHBIX TUIIMPOBAHUS PEKOMEHIYETCSl OCYILECTBIATh CIEKEHHE 3a
JUHAMUKOM pacupoCTpaHEHUs Cpead nauueHToB MB  KIOHOB, HMMEKOIMX 3MHMAEMHYECKOE
3HAYEHHE, a TAKKE OLIEHUTh LIUPKYJIALNIO MEXKIYHAPOIHBIX SMUIEMUYECKUX KIOHOB.

MOHMTOpI/IHr aHTMGMOTMKO‘-IyBCTBMTeanOCTVI

Kpome noarsepxaeHne npuHaaie;KHOCTH TaMMoB K Bee u Achromobacter spp. ¢ momonisio
MALDI- TOF wmm MosieKylsspHO-TE€HETHYECKMM METOJOM W BHYTPUBUIOBOIO TUIIUPOBAaHUS B

pedepenc-nmadboparopun JOJHKHO MTPOBOIUTHCS TaKKe ompeieNieHre
AHTUOMOTHUKOYYBCTBUTEIIbHOCTY W MOHHUTOPUHT aHTHOMOTUKOPE3UCTEHTHOCTH (Tabmuma 5),
MOJ'IeKy.]'IHpHO-FeHeTI/I‘-IeCKI/Iﬁ MOHHUTOPHHI' 34 HOHy.TIS[HHGfI B036YJII/ITGJ'I$[ — CCKBCHHPOBAHUC

BO30yAMTENEH, MCCIeA0OBAaHUE MHUKPOAIBOJIIOIMOHHBIX IPOIECCOB, CIEKEHHE 3a M3MEHUYHUBOCTHIO
BO30yAMTENEH, a TAK)KEe HEOOXOMMO CO3/IaHHE U BeJleHNne 0a3 JaHHBIX BO3OYAUTEIEH.

B Ttabmuue 27 npuBeneHbl aHTUMHKPOOHBIE TpenapaTrhl, PE3UCTEHTHOCTh K KOTOPBIM
OCHOBHBIX BO30ymuTeNIel XpOHWYECKOW WH(GEKIMU JIETKMX Yy TManueHToB ¢ MB  sBusercs
KIIMHUYECKH U SMUAEMHOJIOIMUYECKH 3HAYUMOM U MOJIIEKUT MOHUTOPHUHTY.
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Tabnuua 27. AHTUMUKPOOHBIE TpenapaThl, pe3UCTEHTHOCTh K KOTOPBIM MOAJICKUT MOHUTOPHHTY

Mukpoopranus S. aureus P. aeruginosa Bcc Achromobacter spp. S. maltophila
M
[IpotuBOoMuKp OeTa-1aKTaMHbIE Hpyrue Gera- Hpyrue 6era-naktamubie  Jlpyrue Oera-jakTramMHbIe [pyrue 6era-nakTaMHble
OOHBII aHTHOAKTepHabHbIE  JIAKTAMHBIC aHTHOaKTepUaJIbHbIE aHTHOaKTepUaJIbHbIE aHTHOaKTepHaJIbHbIE
npenapar npenapaTsl aHTHOaKTepUaJIbHbIE  IpernapaTsl npenaparsl npenaparsl
CHUCTEMHOTO pyrHe Gera- Mpenaparsl (Ledanocnopuns (Lledanocnopunsr (Lledanocnopunsr
NercTBUS AKTAMHBLC (Lledanocnopunsl paCIIMPEHHOTO CIIEKTpa  PACIIMPEHHOTO CIEKTpa pacIIupeHHOro CIeKTpa
pacumpeHHOro <1>) <1>) KapbaneneMsI <1>)
aHTHOaKTepHaJIbHbIE
criektpa <1>)
npenapaTsl
Kapb6anenembt Kapb6anenembt
DTOPXUHOJIOHBI DEeHNKOJIIbI OTOPXUHOJIOHBI
DTOPXUHOJIOHBI AMbeHuKoIbI
Pudpammunun™* Ko-Tpumoxcazon Kap6anenembr
[Cynshamerokcazon+Tpume
AMUHOTIINKO3UIEI Ko-tpumoxcazon
TOTIPUM |
[Cynshamerokcazon+Tpu
Makpoauasi o Ampennkop
METOIPUM |
Konuctumerar Hatpus
Jlunezomu** Komuctumerar natpus Ko-Tpumoxcazon
Cynbdamerokcazon+Tpu
Bauxkomunuua** [Cymbd p

MeTOnpuM | **

<1> LedoTtakcum**, nedrpuakcon**, mnedomnepazon, nedomnepason+|{Cynpbakram]**, nedrazuaum**, nedautopen, ueduxcum, nedrudyreH,
nedermum**, nedrupom u ap.
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MonexkyIsipHO-TeHETUYeCKUH MOHHUTOPHUHI TO3BOJHMT BBISIBUTH BO3HMKHOBEHHE HOBBIX
SMHUJIEMUYECKUX KJIOHOB; BO3HUKHOBEHHE HOBBIX KIOHOB C BBICOKOH BHUPYJICHTHOCTBIO B
pe3yabTare TOPU3OHTAIBHOTO TIEPEHOCAa TeHOB MM MEXBHIOBOW PEKOMOWHAIMH, HOBBIX
AHTUOMOTHUKOPE3UCTEHTHBIX KIOHOB, M3MEHEHHS AHTHIE€HHBIX CBOMCTB. DTO TOMOXET CHeNaTh
SNUAEMUYECKOE TPOTHO3UPOBAHWE U OOOCHOBaTh CBOEBPEMEHHOE BMEIIATENBCTBO B  XOJ
AMUAEMUYECKOTO Tpoliecca.

Ha ocHOBe mONY4YEeHHBIX MAHHBIX MPOBOAMTCS OSIHISMHOJOTHYECKass JUArHOCTHKA C
OTIpE/IeICHUEM THIIA SMUAESMUYECKOTO TpoIlecca 1Mo BEAYIIEMY IyTH HepeIayn U SHIEMHYECKOe
POTrHO3UpoBaHue. JlaHHBIE SMUAEMHUOJIOTHYECKOT0O MOHHUTOPUHTAa MOTYT OBITh WCIOJB30BAHBI B
KayecTBE OCHOBBI NpU pa3pabOTKe HaydyHO OOOCHOBAaHHBIX 3((EKTUBHBIX Mep Mo Ooprde ¢
pacnipoctpanenneM Bcc, Achromobacter spp., mynbrupe3ucteHTHBIX P. aeruginosa m MRSA,
MUKOOakTepuil U rpudoB cpeau nanueHToB ¢ MB u B nonynsuuu B uenom. [lpu 3tom, B citydae ¢
MB, Kak ¥ IpHu IpYyrux XpOHUYECKHX HH(EKIUAX, PE3YIbTaThl IMPOBOJUMBIX MEPOTIPHITHH OyIyT
3aMEeTHBI Yepe3 MHOTHE TOJIBI.

OpraHusaums ambynaTtopHoOM U cTauMOHaApPHOW NOMOLLMU

- Ilpuem nammenToB ¢ MB He noipkKeH OCYHIECTBISITHCS B MOJMKIMHHUKAX, TJI€ HAXOISATCS
OJIHOBPEMEHHO Jpyrue manueHtel ¢ MB. Pabora amOymatopHoro I1eHTpa W CTanuoHapa
perynupyerca IlocranoBieHneM [7aBHOTO TOCYIapCTBEHHOrO CaHUTapHOro Bpada P® ot 28
saBaps 2021 r. N 4 "OG yrBepkaeHun caHuTapHbix mpaBmwin W HopMm CanlluH 3.3686-21
"CaHUTapHO-3MUAEMHUOJIOTMUECKUE TpeOOBaHUs MO NPOPMIAKTUKE HH(EKIIHMOHHBIX Oose3Hel",
[Tpukazom M3uCP PO ot 15 mas 2012 r. N 5351 "OO0 yTBepKICHUH TEpPEUYHS MEAUIMHCKUX H
SMUAEMUOJIOTMUECKUX TIOKa3aHUI K pa3MEelIeHUIO MAI[MeHTOB B MaJIOMECTHBIX Majnarax (Ookcax)"
(http://legalacts.ru/doc/prikaz-minzdravsotsrazvitija-rossii-ot-15052012-n-535n/) u
pexomenmanusimu European Cystic Fibrosis Society.

- IlauuieHTsl NOJKHBI OBITH pa3felieHbl Ha MOTOKM B 3aBUCUMOCTH OT MHUKPOQIOPHI
JIBIXaTeIbHOTO TpakTa. [lanrenTs! He JOJKHBI KOHTAKTHPOBATh B 30HAX OKUJAHUs, KaK, HaIpuMmep,
B perucrparype, mnajmarax, OTIEJICHUSX alTeKu M peHTreHosorud. Bo Bpems mnpeObiBaHus B
CTallMOHApe MAalMEeHThl HE JOJDKHBI TOJb30BaThCSl OJHOW KOMHATOW, BAaHHOM WM TyaJeTOM.
[TanmeHT ¢ MUKPOOHUOIOTHYECKUM BBICEBOM M3 MOKpOTHI OakTepuii Burkholderia cepacia complex,
METHIMJITMH-PE3UCTEHTHRIX ~ Staphylococcus aureus, Achromobacter spp., HeTyOepKyne3HbIX
MUKOOAKTEpUid TOJKEH MPUHUMATHCS Ha aMOyJIaTOPHOM IpUeMe B OTAEIbHOM OOKCE C OTJECIbHBIM
BXOJIOM, HE 3aX0/i B HEHTP MyKoBHcuu103a (1 B MO).

- IlanueHTsl ¢ MYKOBHUCIUZO30M HE JOJKHBI KOHTAaKTUPOBAaTh B 30HAX OXHAAHUSA, Kak,
HampuMmep, B pErucTpaType, Majarax, OTICICHUSX alTeKu U peHTreHojoruu. [lanueHTsl ¢
MYKOBHUCIII030M JIOJDKHBI 00€CIeYrBaThCsl OJHOPA30BBIMU JIMIIEBBIMA MacKaMu, Oaxuiiamu.
[TarueHTHl ¢ MYKOBUCIUAO30M MpPH HAXOXKICHHH B OJHOM TOMEUICHHH JOJDKHBI JIEPKaThCs Ha
paccTosiHUM He MeHee 2 M Jpyr OT JIpyra u coOmroaaTh Bce Mepbl npoduinaktuku. [locie mpuema
Ka)KJIOTO MallMeHTa MPOBOIUTCS 00paboTKa MoBEepxXHOCTENH Mebenu, MPUOOPOB U JBEPHBIX PYUEK.

- [TaneHnTh 00ecTeynBaOTCS OTHOPA30BBIMU MacKaMH, OaXuIaMH.

- Bpaun pomkHbBl OBITH OOecreueHbl OJHOPA30BBIMM XajaTaMM, MAacKaMu, IepyaTKaMmi,
JIOJKEH OBITh 00ecreyeH JOCTYH K CPeICTBaM JIe3UH(EKIUU pyK U IpUOOpOB.

MpaBuna oxuaaHusa npuemMa Bpaya B NONUKIINUHUKE

- Bce mamueHTBHl ¢ MYKOBHCHHIO30M, OXHUAAs Hayajla mpuema, oOs3aHbl HAXOJIUTHCS B
JIMIIEBOM Macke.

- ['uruena pyk (oOpaboTka ne3uH(PUIUPYIONTUM PaCTBOPOM U3 OECKOHTAKTHBIX IUCIEHCEPOB
B 30HE OXKHUJAHUS, HCIOJb30BAaHUE AHTUOAKTEPUATBHBIX Teled WM CIHUPTOBBIX Cal(eToK s
WHJIMBUIyaJIbHOTO MUCIIOJIb30BaHUs).
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- CruieBbIBaHHE MOKPOTHI JIOJDKHO OCYIIECTBIISITBHCS MAIlHEHTOM B OYMa)KHBIM IUIATOK WA
cangeTky, MOKHO OaHOYKY (OJHOPa30BbI cTakaH) ¢ KpblmKoW. Kareropmuecku 3ampermaercs
9BaKyalusi MOKPOTHI B PAKOBUHY, TYLIEBYIO KaOMHY MM YHHUTA3.

- [laneHTHl B 30HE OXHUJIAHHS JOJDKHBI HAXOAUTHCS JAPYr OT ApYyra Ha pacCTOSHUHU HE MEHEe
2 METpOB.

- He pexomenmyercss HCIONB30BaTh IPEAMETHI, KOTOpbIE HENb3s 00paboTarh mocCie
nocenienus Llentpa mykoBucuimao3a (MIrkue Urpymky 1 mp.).

- He pekomentyeTcst npuHUMATH MHILY, HAXOAACh B OOIIEH 30HE OXKUAaHUS ITPHEMA.

- B menTpe MykoBHCLK03a MpaBHiia NOBEICHUS MMAIMEHTOB JOJDKHBI OBITH pa3MeIlleHbl Ha
JIoCKe OOBsABICHMH, Ha caiite opranm3amuu (www.mukoviscidoz.org) W JOCTYmHBI st
O3HAKOMJICHUSI.

NMpaBuna HaxoxaeHus nauyneHToB ¢ MB B cTtaumnoHape

- Ilepen rocmutanu3anuell MalMEHTHl C MYKOBHUCIHMO030M CHAIOT MHUKPOOHOJIOTHUECKHI
aHaJIM3 MOKpPOTHI (He mo3aHee yeM 3a 1 mecsi). [lanuenTsl pa3MeniaoTcst B OJTHOMECTHBIE MalaThl
(60KCBI) coracHO MUKPOQIIOpE JABIXaTeIbHOTO TPAKTA.

- Tocnurammzanus narmentoB ¢ Burkholderia cepacia complex ocyrmecTBisieTcs: B ieueOHbIC
YUpeXKICHUSI, HMEIOIINE CIeIHAIM3UPOBaHHbBIE OOKCHI 1t AaHHOW wuH(eknuu. [lanmeHTsr,
nndumupoBanasie Burkholderia cepacia complex, Achromobacter spp., HeTyOepKyIe3HBIMU
MHUKOOAKTEPHUSIMH WM YCTOWYUBBIMH K BAaHKOMUIIMHY JHTEPOKOKKAMH, JOJDKHBI pa3MemaThCs B
OT/JCNbHOM TManaTe/00Kce ¢ JymeM | TyaJleTOM, JKEJNIAaTebHO C OTACIBbHBIM BXOJOM.
lNocnuranu3anus MalWeHTOB C PE3UCTEHTHOW (ropoil Bexercs B MPUEMHOM OTIEICHUM IS
MH(EKITMOHHBIX MMAIIUEHTOB; MAIIMEHTHI MTPOXOJIAT B MaaThl (OOKCHI) Yepe3 OTACIbHBIA BXO/.

- TlamueHTsl ¢ MYKOBHCIHI030M, HWH(MUIMPOBAHHBIE WHOW (UIOPOH, pa3MenialoTcs B
OJIHOMECTHOM TMajare ¢ JIylleM W TyaJeToM WIM C IPYTMMH MalleHTaMH, HE CTPaJaloluMu
MYKOBUCIIUI030M M C HU3KUM PUCKOM MHOHUIIPOBAHUSI.

- BOKCBI & ManMeHTOB CO CTa(PMIIOKOKKOBOW W CHHETHOWHOW WH(EKIHMEH >KelaTeabHO
pa3MeniaTh Npy IAHUPOBAHUM OTAETICHHUS B MIPOTHUBOIOIOXKHBIX KOHIIAX KOPUIOPA WIHM Ha Pa3HBIX
JTaXKaX.

- Bce manueHThl ¢ MYyKOBHCIMIO30M IIOCJI€ TPAHCIUIAHTALMU JOJDKHBI HAaXOJIUTHCA B
OJIHOMECTHOH masare.

- Jlns maruenToB ¢ MykoBucuao3oM ¢ Burkholderia cepacia complex u Achromobacter spp.,
HETYyOepKyJIE3HBIMH MHKOOAKTEPUSIMU HJIM YCTOMYMBBIMH K BaHKOMUIUHY JHTEPOKOKKAMU,
JOJIKHO OBITh OTNIETBbHOE MEIUIIMHCKOE 000pyA0BaHUE ISl KKJIOTO MallMeHTa (MHIUBUyaIbHbBIN
cnupomeTp, GOHEHIOCKOTL, MyIbLCOKCUMETP, TTTIOKOMETpP, TOHOMETP U T.1I.).

- Ilocemenne AMArHOCTUYECKUX MPOIEAYp MAIMEHTOB MYKOBHUCIIHIO30M  JOJKHO
TUTAHUPOBATHCS COTTIACHO MUKPOQIIOpE ABIXaTENFHOTO TPAKTA.

- Jlesundexius momemeHuid, oOopymoBaHus U T.[. MPOBOAUTCS corjacHo CaHUTapHO-
snuaemMuonornyeckue npasuna u - HopmaruBel  CanlluH  2.1.3.2630-10  "Canurtapho-
SMUAEMUOJIOTHYECKHE TpeOOBaHUS K  OpraHu3alusM, OCYIIECTBISIONIMM  MEIUIUHCKYIO
JesITeNbHOCTR" (YTB. IOCTAHOBJICHUEM | TaBHOTO TOCYIapCTBEHHOTO CaHUTapHOTO Bpadya PO ot 18
mas 2010 r. N 58) ITanumentsl, unpummpoBanusie Becc, MRSA, HTMb win ycTOWYMBBIMH K
BaHKOMHUIIUHY** SHTEpOKOKKaMH, JOJDKHBI pa3MellaThcsl B OTAEIbHON ManaTe/00Kce ¢ ayleM U
TyaJIeTOM, KeJNaTeIbHO C OTIACIbHBIM BXOJA0M.

- [lanmmentsl ¢ MB, koTOpbIe 10Ma CIISIT B OAHON KOMHATe, MOTYT B CTallHOHApE HAXOTUTHCS B
OJHOM manare.

- [MarmeHTOB 00YYarOT KAalIATh B OYMakKHBIN IMJIATOK, B CAN(ETKy WM OJHOPA30BBINA CTaKaH
C KPBIIIKOM, KOTOPBIE 3aT€M YTUIU3UPYIOT.

- Canderkn, ucrnaykaHHbIE MOKPOTOH, MAallMEHTHI TOJDKHBI YTUIM3UPOBATH B 3aKPHITHIC

127 n3 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein oubpos (mykosucumnpgos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

KOHTEHHEPBI, OTKPBIBAIOILIUECS O€3 KacaHUsI PYK.

- B crauuonapHbIX ycinoBUsAX NHanueHThl ¢ MB HCHoOnb3ylOT TOJIBKO HHIMBUAYAJIbHOE
o0opynoBaHue (IbpIXaTeNbHBIC TPEHAKEPDI, allaparhl Uil KHHE3UTepaiy, HHIJITOPBI), KOTOPOe
MIPUHOCAT ¢ c000i U3 Jo0Ma.

- OOpabaTbIBaTh PyKHU Mepes] BHIXOJAOM U3 TalaThl.

- M30erarp KOHTAaKTOB ¢ APYrUMHU narueHTamu ¢ MB.

- B 0o0mmx momemieHusIX OepXkKaTtbCs OT APYrHX IMAlMeHTOB Ha PAcCTOSHUM HE MEHee 2
METpOB.

- Vcnonb30BaTh JIMIEBYIO MACKY.

- JnarHoctuueckue ciyxObl (KaOMHET peHTreH-AuarHocTuku, Y3W u ap.) JOKHBI OBITH
OCBEJIOMJICHBI O IIPaBWJIaX U30JIALMHU NaueHToB ¢ MB.

- [IpaBuiia moBeneHus B CTallMOHAPE JOJHKHBI OBITh BBIAAHBI POAUTENSAM U PeOCHKY/MAlIUEHTY
P FOCTIUTAIN3ALUHU U pa3MElIeHbl caiiTe MEAUIIMHCKOW OpraHu3alim.

MH)KeHeprIVI nyTb pelweHus VIH(beKLWIOHHOFO KOHTpONA nNpu nnaHUpoBKe
oTaeneHuA, BeHTUNaAuUun

[TnanmpoBanue  OTAENEHUS  MPOBOMUTCS  coriacHo  [locraHoBieHwio  [1aBHOTO
rocyaapcTBeHHOro canutapHoro Bpada PD ot 18 mas 2010 r. N 58 "O6 yrBepxkaenun CanlluH
2.1.3.2630-10 "CaHUTapHO-AHIEMUOJIOTUYECKUE TpeboBaHUA K OpraHHu3aIusM,
OCYIIECTBIISIONIUM MEAUIIMHCKYIO JISITSIBHOCTL" ¢ M3MEHEHHUSMH W JIOTIOJTHCHHUSIMH OT: 4 MapTa,
10 urons 2016 r.

[Inan Ookca aJig MAIMEHTOB CO CTA(PHIIOKOKKOBOW M CHHETHOWHOW HWHGEKIHMEH: BXOI W3
KOPHUIOpa OTJENEHHUS, NP BO3MOXKHOCTU — TamMOyp Ha BXOJ€ C PAaKOBUHOW; CAaHUTAPHBIA y3€l C
PaKOBHHOM U XeJaTelbHO AyIleM; Majara.

[Tnan 6okca mist maneHToB ¢ B. cepacia complex u Achromobacter spp: s METUIIMHCKOTO
MepcoHana PeKOMEHIYeTCs IUIAaHUPOBAaTh BXOJ U3 KOPHJIOpAa OTIENIEHHS B IUIO3 HAa BXOJE W3
oTneNeHust, TaMOyp MpH HAJIMYMUK HECKOJbKHMX MalaT C PAKOBUHOW; CAHUTAPHBIN y3€sl B KaXI0i
najgare ¢ pakoBUHOM; nayata(bl), JUIsl MallMEHTOB U POJCTBEHHUKOB BXOJ C YJIHIIBL.

NMpaBuna un metoabl O6pPabOTKM M CMEeHbl MHranATopoB, HebynamsepoB U
AbiXaTenbHbIX TPeHaXepoB (NpM UWHAMBMAYANbHOM WCNOMb3OBaHUM U B
cTauuoHape)

! HerostHast pe3uH(pEKIUs CIOCOOCTBYET POCTy OaKTepHil, © TEM CaMbIM YBEIUYHUBACT PUCK
WHPUITUPOBAHHMSL.

HeOynaiizep ¥ MCHONBb30BaHHBIC MPUHAUICHKHOCTH OJDKHBI OBITh TIIATEIBHO OYHUIICHBI
MOCIIE KKJOTO pUMeHeHus. [Ie3uHdeKins JopKHa TPOBOJAUTHCS HE PEXKE OJTHOTO pa3a B JICHb.

MoaroroBKa K ouYncTKe

- OrcoeauHuTe TPYOKY OT HeOyaii3epa;

- Pa3bepure HeOynaiizep Ha cOCTaBHbIE YacCTH;

- [Ipu ucnosIb30BaHUM MYHAIITYKA € KJIAllaHOM OCTOPO>KHO BBITAIIUTh CUHUH KJIanaH BbIJOXA
U3 THe3/1a B HakoHeuHuKe. Kilanan 1omkeH ocTaBaThesi NPUCOEAMHEHHBIM K MYHALITYKY;

Yxop 3a coeauHUTENbLHOW TPyOKOMn
- [loaKII0UYNUTh COENMHUTENBHYIO TPYOKY K KOMIIPECCOPY;

- BrirouuTts KoMIipeccop;
- OcraBuUTh KOMIIpEeCCOp B pabOTaromeM COCTOSHMM JO0 TeX TMOop, TMOKa KOHAEHcAT,
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oOpa3oBaBimiics B TpyOKe, He Oy/IeT yIajeH BO3LyX0M, POXOSIIUM Yepe3 TPYOKy;
- TIpY 3arpsI3HEHUU U U3MEHEHUH 1IBETa TUIACTMACCHI TPYOKY-BO31yXOBO/I CIIEAYET 3aMEHUTb.

OumcTKa

- Ilomectuth BCce neTanu HeOynaii3epa B TEIIYI0 BOJOIPOBOJHYIO BOJYy € HEOOJBIIMM
KOJINYECTBOM KMJIKOCTH JUISl MBIThS IOCYZIbI HE MEHEE YEM Ha 5 MUH;

- TmarenpHO NPOMBITH BCE AETANIN B IPOTOYHOM BOJIE;

- Jlis yaneHus JUIIHEN BOAbI BCTPAXHYTh ACTAIIH;

[e3unHdekumns

[locne oyMCTKM TpOBOAMTCS  JAE3UMH(EKIUS COCTaBHBIX dYacTell HeOynaiizepa U
WCIOJIb30BAHHBIX  MPUHAAJIEKHOCTEN (KpOME  COEQUHHUTENBHBIX TpYOOK). DQdexTuBHas
Ne3MH(EKINs BO3MOXKHA TOJIbKO €CIM HeOyaiizep ObLT TIIATEIBHO OYHUIIIEH.

[Ipu ucnonap30BaHUU MacKu C pE3MHOBBIMU JIGHTAMU: PE3UHOBBIE JIEHTHI MOTYT HOJIBEPraThCs
TOJIBKO OYHMCTKE (CTUpKE), TaK KaK MpU JEHCTBUM BBICOKUX TEMIIEpaTyp, HCIOJIb3YEMbIX MpHU
ne3uH(peKIny, OHU MOTYT OBITh MTOBPEKICHBI.

ﬂe?’l/lHCbeKLWISl KnnAa4yeHmem

- [TomecTuTh BCe eTany B KUISIIYIO BOAY HE MeHee ueM Ha 5 MuHyT. Mcmone3yercs uncras
KacTPIOJIA U CBEXas BOJIA C MOHUKEHHBIM COJIEP)KaHUEM KaJIbITHS.

[TImacTuk MOXKET PACIUIaBUTHCS, €CIIM OH BCTYNHT B KOHTAKT C TOPSYHM JHOM KaCTPIOJIH.
[TosTomy cnenyeT yOemuThes, 4TO B KACTPIOJIE TOCTATOYHO BOJIBI.

de3nHdekumna ¢ noMowbio CTaHOAPTHOro TepMu4yeckoro aesmHdcgpekTopa ans
DEeTCKNX OyTbINoyek (He AN MUKPOBOJTHOBOM Ne4m)

st addekTuBHON Ne3UH(PEKIINN UCTIONB3YETCS Ne3UH(PEKTOP ¢ paboYuM ITUKIOM HE MeHee 6
MuHYT. Bo Bpems aesuHpekuuu, 4dYTOOBI ONPENCITUTH MPOJOJDKUTEIFHOCTh  MPOIIETYPHI
Ne3MH(EKIINN 1 KOJMYECTBO BOJIbI, HEOOXOAUMOE ISl 3TOTO, HEOOXOIUMO CIIEI0OBATh MHCTPYKIHH
10 AKCILTyaTaIK Je3UHPEKTOPa, KOTOPBIH UCTIONB3YEeTCS.

HenonnHast ne3suH(eKnus cnocoOCTBYET POCTy OAKTEpPHid, U TEM CaMbIM YBEIMYHBACT PHUCK
uHbuImpoBanus. JlesnHpekus He 3aBeplicHa, eciau Oblia TpPEKpaimieHa 10 aBTOMAaTHYeCKOTO
BBIKJTFOUCHHSI JC3MH(EKTOpa, WM MHHUMAIBHOE BpeMs NE3UH(EKIMH, YKa3aHHOE B MHCTPYKIIUU
0 JKCIUTyaTaliy Je3uH(PEKTOpa He UCTeKI0. Jle3nH(eKTop JOKEH COIepKAThCs B YHUCTOTE, U €T0
paboTOCIIOCOOHOCTE CIIENYET PEryJIipHO KOHTPOJIUPOBATh.

[e3nHdekunsa ¢ NnoMoLbI0 MUKPOBOSTHOBOro Ae3nHdeKTopa

MHuKpOBOJIHOBBIE Ae3UH(EKTOphl 00ecrieunBaroT 3hHEKTUBHYIO Ae3MH(EKINI0 KOMIIOHEHTOB
U3JIeNHsl B CTAaHJAPTHOM KOMMEpPYECKO MUKPOBOJIHOBOM IIEYH.

CocraBHble yacTH HeOynaif3epoB, cojAeprKallle MEeTaJUIMYECKHEe KOMIIOHEHThl HE SIBISETCS
YCTOMYMBBIMA K  BO3JEHCTBHUIO MMKPOBOJIH, M, CIEIOBAaTEIbHO, OHU HE  JIOJIKHBI
Je3MH(PULINPOBATHCSI B MUKPOBOJIHOBOH MEYH.

[TomecTuTh KOMIOHEHTHI W3JENUs B JAE3HMH(EKTOP, OCTaBMB JOCTATOYHOE MPOCTPAHCTBO
MEX]ly HUMH, YTOOBI Map MOT Ha/Ie)KHO MPOHUKHYTH KO BCEM MOBEPXHOCTSIM.

YcnoBus ,Z[C3I/IH(I)CKI_[I/II/I B MHKpOBOJ'IHOBOﬁ cuun:
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MoniHoCTh B BaTTax Bpewmst nesundexm Bpewms oxnaxeHus
850-950 4 MuH. 2 MUH.
600-850 6 MUH. 2 MUH.

WNudopmanmst 0 KOTUYECTBE BOJBI, HEOOXOIMMOH ISl Tporiecca JAe3uH(EKINH, BKIIOYCHA B
WHCTPYKIIUU TI0 IKCIUTyaTaluy Ae3MH()EKTOpa 1 MUKPOBOJIHOBOW TIEUH.

KoMmnoneHTs! u3fenus He JOJKHBI [I0/IBEPraThCs BO3IEHCTBUIO MUKPOBOJHOBOTO U3JIy4EHUS,
€CTi OHM HE HaXOJATCS B MHKPOBOJHOBOM Je3MH(EKTope. Ecnum KOMIIOHEHTB H3AEIHS
MOJIBEPraloTCcsi HarpeBy B MUKPOBOJIHOBOH Ie4n Oe3 3alMThl Ae3HMH(EKTOpa, OTIECIbHBIC JeTalli
MOTYT OBITh MOBPEKICHBI.

Henb3s nns nesuHdexkuuu MCHoOiab30BaTh (YHKIUIO TPWIsA, TaK KaK ATO TOXKE MOMKET
MIPUBECTH K MOBPEXKICHUIO 00padaThiBaeéMbIX yacTel HeOymaiizepa.

JlesuH(ekuyus He CuUuTaeTcsl 3aBEpLIEHHON JOJDKHBIM 00pa3oM, eciu He COOJ0JEHO
yKa3aHHO€ MHMHHUMAJIbHOE BpeMsl Je3uH(peKlInu, a Takke TpeOyeMas BBbIXOJHAs MOIIHOCTb
MUKpPOBOJIHOBOW TmeuH. Jle3uHpeKTop Takke IODKEeH OBbITh 4YMCThIM. PeryisipHo mnpoepsiiTe
paboTOCIOCOOHOCTh MUKPOBOJHOBOTO Jne3uH(pekTopa. s ne3nH(exnun ucroibp3yeTcs TOJIbKO
BO/JIa, HUKOT'/Ia HE HCIIOIb3YIOTCS XMMHUECKHUE BEIECTBA.

XumMmunyeckas oumcTka ¢ gesmHdekumen

Ounctka M Ae3uH(eKlrs MOTYT ObITh NMPOBEIEHBI B paMKax OJIHOTO IMKJIAa MpU MOMOIIU
XUMHUYEeCKUX BemecTB. C ATOU MENbI0 UCTIONB3YeTCs CPeaCTBO Ae3uHduimpyromee "bomuke mitoc"
("Bomix plus"). [Ins obGecriedeHus: 6€30MaCHOCTH MPU OOPAIICHUH ¢ XUMHYECKUMHU BEIIECCTBAMHU
ClIenyiUTe WHCTPYKIMH 10 OKCIUTyaTalluk Je3WH(GUIUPYIOMIETO CPEICTBa, B YaCTHOCTH
MpUIaraeMo HHCTPYKIIMH IO TEXHUKE 0€301MacHOCTH.

[IpurotoBsre 2% pactBOp cpeacta nesuHuuupyromero "bomuke mmoc" ("Bomix plus")
nyreM cmemuBanus 10 mur koHuenTpara ¢ 500 M1 BOJONIPOBOIHOM BOIBI.

- [TomecTuTh BCE A€TAN B IPUTOTOBJICHHBIN PACTBOP M OCTaBhTE X TaM Ha 5 MHH.

Ecnu 3HaunTEIRHO MPEBBICUTH MIEPUO]] TPUMEHEHHS, TO TUIACTMACCOBBIC JIETATH MOTYT UMETh
3amnax Je3UH(PUIUPYIONIETO CPEICTBA.

- TmarenbHO BBIMBITH BCE€ JeTAIM B  NIPOTOYHOM  (CBEKEBCKUIISIYCHHOW — WJIH
JTUCTUUIMPOBAHHOW) Boae  (OCTaTKM  JE3UH(DHMIIMPYIOMIETO  CPEICTBA  MOTYT  BBI3BIBATH
AJUIEPTUYECKUE PEAKITUN WU Pa3ApaKEHUE CIU3UCTON 000I0UKH).

- VYTWIM3UpOBaTh HCIIOJIb30BaHHBIA PAcTBOp (pa30aBlICHHBIH pPacTBOP MOYHO BBUIMTH B
KaHAJIM3AIHIO).

BusyanbHbIn KOHTPOIb

Tpe6yeT051 OCMOTpPETh BCC KOMIIOHCHTBI H3JCJIUA II0CJIC KaXJIOM YUCTKH M I[C?»I/IHq)eKI_II/II/I.
3aMeHuTe HCUCIIPABHLIC, ,I[e(i)OpMI/IpOBaHHBIe NI CHJIBHO O6CCHB€‘I€HHHC 4acCTu.

Brnaxuas cpeaa MOKET CII0COOCTBOBATh pocTy 6aKTepI/II>’I. HOBTOMy CJICAYCT YAAJIINTh BCC
qacTHu yCTpOI’ICTB& N3 KaCTPIOJIN UJIN HGSI/IH(I)CKTOpa IIOCJIC OKOHYAaHUA I[e3I/IH(1)eKI_II/II/I. HCO6XOJII/IMO
BBICYHIUTH BCC NCTAJIH. Puck I/IH(I)I/ILII/IpOBaHI/IH CHMIKACTCH, KOTAa ACTAJIN IMOJITHOCTHIO BBICYIIICHBI.

Cyuwka n xpaHeHue
- IlomecTuTh BCe ACTaJIM HAa CyXYIO, HUCTYIO U BIIMTBHIBAIOUIYIO ITOBCPXHOCTDH JJIA ITPOCYIIKH.

- 3aBepHyTb HeOynaizep B uyuCTyiO caleTky Oe3 Bopca (Hampumep, B YHCTOE KYXOHHOE
MIOJIOTEHIIE) U JIEPKHUTE €r0 B CYXOM, 3AIIMIIIEHHOM OT IBLJIN MECTE.
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He cnenyer octaBisTh HeOymaii3ep Ui XpaHEHUS] B BAHHOM KOMHaTe.

CTepVInVI3aL|VIF| B yCNOBUAX CctaluoHapa

[Ipn HaxoXIeHUM TMalKeHTa B CTalMOHape HeOynaW3ep W MNPUHAIICHKHOCTH MOTYT
MOJIBEPraThCsi aBTOKJIABUPOBAHUIO KaKible 3-4 aHs. MeToa CTepuiu3aiii MOKET ObITh MPUMEHEH
JUTSL U3JICJTHH, KOTOPBIC MPOIUTH OYUCTKY U Ie3HH(EKITHTO.

NMoaroTtoBka n npoueanypa aBToknaBnpoBaHus

VYnakyiiTe Bce OTIENbHBIC JACTAId B CUCTEMY CO CTepHWIBHBIM Oapbepom coriacHo DIN EN
11607 (narpumep, B OyMa)KHO-TUIEHOYHYIO YIIAaKOBKY).

MaxkcumanbHasi Temmneparypa u Bpems crepuinzanuu: 121 °C, no MeHbIIel Mepe, B TEUCHHE
20 muH. unu 132 °C/134 °C, o MeHblIe Mepe B T€YEHHUE 3 MUH.

XpaHeHue

CrepuinibHbII HeOynaizep MOXKET XpaHUThCS B OyMa)KHOM TakeTe 10 3 CyTok, B Oukce — 10 7
CYTOK.

He cnenyer mnoaBeprate CTEpWIM3alMM  B3pOCIYH0 U JIETCKYIHO MSATKHME Macku 0e3
cTabuin3aTopa Macky, Tak Kak 3TO MOKET IPUBECTHU K MOTEpe (POPMBI 101 BO3ICHCTBUEM BBICOKUX
TeMIepaTyp.

CopaepxaHue u ounCTKa Komnpeccopa

- OuucTKy paspenraercsi IpOBOJIUTh TOJBKO B TOM CJy4ae, €CIIU YCTPOHCTBO BBIKIIOUEHO U
ceTeBasi BUJIKA BEIHYTA U3 PO3ETKHU.

- CymiecTByeT OnmacHOCTb MOBPEKACHUS YCTPOUCTBA U3-3a MPOHUKHOBEHUS KUKOCTEM.

- 3anpeniaeTcs pacibUIsATh )KUAKOCTh Ha KOMIIPECCOP MITH CETEBOM KaOelb.

- JIns OYUCTKM Hapy)KHOH MOBEPXHOCTH KOMIIpECCOpa CIEAYeT HCIOJIb30BaTh YHUCTYIO
BJIQYKHYIO (CMOYCHHYIO JIe3MH(PEKIIMOHHBIM CPEACTBOM) Call(DETKYy.

3ameHa ¢mnbTpa

[Ipu cTanmapTHBIX YCIOBUAX SKCILTyaTallud GUIBTP KoMIpeccopa TpeOyeTcsl 3aMEeHSTh uepe3
kaxpie 200 yacoB pabOThI, HO HE PeXKe OJTHOTO pas3a B TOJ.

Cnenyetr perynaspHo mpoBepsaTh ¢uiabTp (mocne kaxmoil 10-it mpomnenypsl). Eciau o
3arpsi3HeH (MMeeT cepblii WM KOPUYHEBBIM OTTEHOK) WM 3aCOPEH, €ro HEe0OXOIUMO 3aMEHUTH.
Ecnu ¢unpTp cTan BnaxkHbIM, €ro Takke TpeOyeTcs 3aMEHUTh HOBBIM.

Ouniate GUIBTP M UCIIOIB30BATh €r0 OBTOPHO 3amperiaercs!

XpaHUTh KOMIIpECCOpP W MPUHAMICKHOCTH CIEAyeT B CYyXOM MeECTE, 3allUIIEHHOM OT
MPOJOJDKUTENIBHOTO  JIEMCTBUSL MPSMBIX COJHEYHBIX Jiydeil. He pekomeHayeTcss XpaHUTH
KOMIIpECCOp Ha OallkoHe, B aBTOMOOUJIE, B 3aIbUICHHBIX U BIAYKHBIX TTIOMEIIEHUSX.

Cpoku ucnonb3oBaHusi Hebynansepa 1 Komnpeccopa

- BeicTpo M3HaIIMBaeMble KOMIUIEKTYIOIIME, TaKue Kak HeOynaiizep, MyHAIITYK WIM Macka,
TpyOKa-BO3/lyX0BOA U (GWIBTP K KOMIPECCOPY MOJJIEKAT PEryIspHON 3aMeHe, He peke OJIHOTO
pasa B roJi, a B cllyyae CHJIBHOTO 3arpsi3sHeHHUs, AeopMalii WM TOJIOMKH — HEMEIJICHHO.

- Ilpu KojOHU3AIMM AaHTUOMOTHKOPE3UCTEHTHON MHUKpOOHOH ¢uiopoil cmeHy HeOyraiizepa
PEKOMEH/IyeTCs MPOU3BOANTE MOCIE KaXI0T0 Kypca HHTANSIIMOHHON aHTHOAKTEpHaIbHON Tepanuu
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niu 1 pa3 B 2-3 Mec. B ocranbHbIX ciiydasx He pexe 2 pa3 B Fojl.

- Kommpeccop momkeH OBITh €XKEroJHO MPOTECTUPOBAH CIEHUATUCTAMU TEXHHUUYECKOU
IO JICPHKKH.

- OxuaeMblil CpeJHUI CPOK CIIy’KOBbl KOMIIpECCOpa MHTASIIMOHHONW CHUCTEMBI ONPEAEIIAETCS
COTJIACHO KCIUTYaTalMOHHOW JOKYMEHTALIUH.

JlpIxaTenbHble TPEHAXKEPbl UCIIOJIb3YIOTCS M 00padaTbiBalOTCA aHAJIOIMuHO. JlpIXaTenbHblE
TpeHa)kxephl 0€3 BOBMOKHOCTH X JIe3WH(EKITNHN HE JTOJDKHBI HCIIOJIb30BaThes Oosee | mecsa.

Opral-msau,wﬂ o6yquvm n gocyra nauymeHtToB ¢ MyKkoBucLumMgo3om

0Aay, wkonsbl, n apyrne obpasoBaTesibHble YyYpexaeHus

- B o1HO 111KOJIE MOTYT YYUTHCSI HECKOJIBKO TanueHToB MB, HO OHM HE JT0JDKHBI 00y4JaThCs B
onHoM kiacce. Kateropust A

- [Taunentet MB He 10KHBI HAXOUTHCS B OJJTHOM MOMEIIEHUH (CTOJIOBAsl, (PU3KYIBTYPHBIN
3ai1) oJHOBpeMeHHo. Kareropus B

- Ecnii OHM HaxoATCA B OJHOM MOMEIEHHH, TOJDKHBI IEPKATHCS HA PACCTOSTHUN HE MEHee 2
M JpyT OT JIpyra u coOiroaath Bce Mepbl mpoduinaktuku. Kareropus B

- Yuutens M MEOUIMHCKUE PaOOTHUKHU JIOJKHBI OBITh HHGOPMHpPOBAHBI O MpaBUiIax
MOBEJNIEHUSA JETEN B ITKOJIE.

Lkonbl ons poauTtenen u gpyrue MeponpusaTus, nocesiweHHble MB

Opranuzanys OIKOJI Ui MAallMeHTOB, COBMECTHOTO OT/AbIXa W MEPOIPHUSATHH, MpOBeIeHUE
npa3gHUKOB Juisi mnanueHToB ¢ MB  Hemomyctumsbl! Illkonsl mpoBoAsTCA O pOIUTENEH,
POJICTBEHHUKOB U WX MomneuuTesneil. J{jis manueHToB BO3MOKHBI IIKOJIbI B CUCTEME OH-JIaliH, B BUJIE
BeOnHapoB. [TanmenTBel ¢ MB nomxHbeI n30erath mpsiMmoro kKoHtakta. Heooxoaumo pa3pabateiBaTh
oOpa3zoBaTenbHble nporpaMMmbl o MB, He Tpelyroiue mpsMOro KOHTakTa MEXIy MalueHTaMu:
BHJICO3AITUCH, BUICOKOH(epeHnu, oopasoBarenbhbie mopraisl B Marepuere [110; 23].

CTpouTenbCTBO, PEMOHT, cafoBoa4Yeckmne paboTbl

[Manmenter ¢ MB nomkHBI M30erath MecT, TI€ IMPOBOJAATCS CTPOUTEIILCTBO, PEMOHT H
CaZIoBOTYECKUE PAOOTHI, YTOOBI U30€KaTh KOHTaKTa co criopamu Aspergillus spp. [laruentam ¢ MB
HE clieyeT paboTaTh Ha IPUYCaJIeOHBIX y4acTKaX C UCIOJIb30BAHUEM KOMIIOCTA U TIP.

OpraHu3aumsa caHaTOPHO-KYPOPTHOIO fieYeHus

Opranuzanus CIIOPTUBHBIX JIarepeu, JETHUX IIKOJ, COBMECTHOIO OT/AbIXa JJIsSl MAIlUEHTOB C
MB nenonyctumal

[Ipu opraHuzanmuu  CaHATOPHO-KYPOPTHOTO  JIeYeHHS  TpeOOBaHUS  MPEABSBISAIOTCA
aHAJIOTMYHO, KakK MpH rocnurtaimu3anuu (cM. OpraHuzanus amMOylaTOpHON H CTallMOHapHON
nomoiu). [Ipu opraHuzanuu caHATOPHO-KYPOPTHOTO JI€UEHUS B OJMH 3ae3]l JOJKHBI OBITh
HampaBJICHbl MAIlMEHThl C OJHOTUIHON Mukpodiopoil. Crnemyer pasMmemniarh NalMEHTOB Ha
OTAENBHBIX ATa)Kax WM B Pa3HBIX KOPIYyCax, HE JOMYCKAaThb MX KOHTAaKTa IpPU BBINOJHEHUU
JMArHOCTUYECKUX U JICUeOHBIX MPOIIEAYp, B CTOJIOBOM U UTPOBBIX KOMHATAX.
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7. OJononHutenbHas uHdopmauusa (B TOM uucne akTopbl, BnusilolWme Ha
ucxon 3aboneBaHUA UNU COCTOAHUSA)

MB — xpoHudeckoe Heu3neunmoe 3a00s1eBaHue, I03TOMY MALUEHThl HY)K/1al0TCS B aKTUBHOM
JMCIIAHCEPHOM HaOJIIOACHUM M HENPEpPbIBHOM JIEUYEHUH. Y OJHMX IMalMEHTOB, HECMOTpPsS Ha
CBOEBPEMEHHYIO TUArHOCTUKY U aJE€KBaTHYIO TEpaIlvio, MOpPaXEHHE OpPOHXOJIETOYHON CHCTEMBbI
OBICTPO TPOTpECCUpPYET, Yy IPYTUX — IUHAMHUKAa W3MeHeHui Oonee OmarompustHa. MHOTHE
HAIMEHTHI JOXKUBAIOT JI0 B3POCIIOrO U Ja)Ke 3peaoro Bo3pacTa.

KpI/ITepVIVI OUEeHKMU KayecTBa MeAULIMHCKOWN MOMOLUU

Tabnuua 28. KputepuMum OULEHKM KayecTBa MeAMKO-CAaHUTAPHOW MOMOLLMU
B3pOCHbIM U AeTAM NpU KUCTO3HOM chnbpose (MykoBucumpose) (koabl no MKB-10:

E84)

N o/t

Kpurepun kauectsa

Or1enka
BBITIOJIHEHU S

BrInonHeHo onpezeeHne akTUBHOCTH TAaHKPEaTUIEeCKOM Atacrassl-1 B
Kaje He pexe 1 paza B 12 mecsueB (y NepBUYHBIX MAllUEHTOB IIPU
YCTaHOBJIEHUH JAMATHO3A U Y MAIIMEHTOB C COXPAHHOW YK30KPHUHHOU
(hyHKIIMEH MTOHKETY0UYHOM JKelle3bl (C TaHKpeaTUIeCKOM Amacta3oi-1
6osee 200 MKT B T Kaja))

Ja/Het

Brinonnen npueM (0cMOTp, KOHCYIIbTaIMs1) Bpada-racTpodHTEposIora
(unn Bpauda-AMeTosIora WK Bpadya-neauarpa, Ipole/uero oo0yueHrue Ha
TEMaTUYECKOM IIUKJIE TI0 MYKOBUCLU03Y), ISl HCKITIOUEHUS
TUIEPalUHOTO COCTOSHUS M €r0 KOPPEKIMH ITPH OTCYTCTBUH 3(PdexTa
oT (hepMEHTO3aMECTUTENBHOMN TEPANUU U MPU HATMYUH OEJIKOBO-
SHEPreTHUECKON HeT0CTAaTOYHOCTH

Ja/Her

Brinosinen npueM (0cMOTp, KOHCYNIbTaIUs1) Bpaya-
OTOPHHOJIAPUHTOJIOTa MPH 000CTPEHUH XPOHUYECKOTO CUHYCUTA U €CIH
He ObUT BBITIOJIHEH B MPE/IIECTBYIOMIUNA IOl

Ja/Her

BrinosnneHo MUKpoOHOI0OrHUecKoe UcclieloBaHuEe ToceBa (PIopsl B
MOKpoTe ((papuHrealbHOM Ma3Ke WM WHIYIIUPOBAHHON MOKPOTE MIIH
TpaxeallbHOM acnupare) He pexke 1 pasa B 3 mecsina

Ja/Het

BrimosnHeHo onpezencHue GYHKIIMH BHEITHETO JbIXaHHsI TAIUCHTY
crapiie 5 jet (eciu He ObLIO BBIIOJHEHO B MPEANISCTBYIOMUE 3
MecsIa)

Ja/Het

HpOBeI[eHa aHTI/I6aKTepI/IaJIbHaH TEepalunsd HE MCHEC, UCM JIBYMA
npenaparaMu BHYTPUBEHHO (HpI/I TAXKCIIOM O6OCTpeHI/II/I CO CTOPOHBI
AbIXaTCJIIbHOT'O TpaKTa)

Ja/Her

[IpoBoauTcs GpepmeHTO3aMeCTUTEIBHAS TepaHs MPenapaTomM
MaHKpeaTHHa B BUJIE MUHUMHKpPOCc(hEp ¢ KUCIOTOYCTOMYUBOM
000J104KO# (TIpU CHIYKEHUH YPOBHS MMAHKpEeaTHIeCcKo dmactasbl-1 B
kasie MeHee 200 MKT B I KaJjla IPU OTCYTCTBUU MEIUIIMHCKUX
MIPOTHUBOTIOKA3aHUIN)

Ja/Her
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Tabnuua 29. Kputepumn oueHkKM KavyecTBa crneyuannsnpoBaHHOM MeOULMHCKOMN
NOMOLM B3POCHbIM U AeTAM NMpPU KACTO3HOM ¢hubpose (MykoBucumpos) (koabl no
MKB-10: E84)

N n/n Kpurepun kauectna Onenka
BBITIOJTHEHHSI

1. BoinosiHeHo onpeienenre akTHBHOCTH ITaHKPEaTHUeCKOM 3acTa3bl-1 B
Kajie (ecau He MPOBOMIIOCH B MpeuecTByomue 12 mec) (y nepBUYHbIX
MAlMEHTOB [IPY YCTAHOBJIEHUY IMarHO3a U y NAalMEeHTOB C COXPAHHOMN
AK30KPUHHOM (YHKITMEH MOKENTYI0UHOM JKele3bl (C MaHKpeaTHIeCKOM
anacta3oi-1 6osiee 200 MKT B T Kaja)) Ha/Her

2. Brimonnen npuem (0CMOTp, KOHCYJIbTAIIMSI) Bpadya-raCTpodHTEPOJIoTa
(wm Bpava-aMeTosiora WK Bpada-Tieuarpa, Mpolemnero oo0ydeHnue Ha
TEMATUYCCKOM IUKIIC I10 MyKOBI/ICHI/IIIOSY), JJ11 UCKITFOUCHU AL
TUTIEPAITUIHOTO COCTOSTHUS U €r0 KOPPEKIIMU TTPH OTCYTCTBUH 3 deKTa
oT (hepMEHTO3aMECTUTENBHOM TEPANuy U NMPH HATMYUU OEJIKOBO-

SHEPreTUYECKON HEJOCTATOYHOCTH Ha/Her
3. Brinonnen npueM (0cMOTp, KOHCYNIbTallKs) Bpaya-

OTOPHHOJIAPUHTOJIOTA MTPU 0OOCTPEHUH XPOHHUIECKOTO CHHYCUTA U €CITH

HE OBLI BBITIOJIHEH B MPEIICCTBYIOMIHUA TOJT Ja/Her
4, BrimomHeHO MEUKPOOHOIOTHYECKOE HCCIIeIOBaHNE TTOceBa (IOphI B

MOKpOTE ((hapuHTEeaTPHOM Ma3Ke WM WHAYIUPOBAHHONW MOKPOTE TN
TpaxeaJbHOM acrupate) (eciy He OBIJIO BBITOJTHEHO B
MPEIIECTBYIONIHE 3 MecsIa, TH00 MPH HATNYHN JOTIOJTHUTEITBHBIX
MOKa3aHui) Ha/Her

5. BrimonHeHo onpenencHre GYHKIIMH BHEITHETO JbIXaHHS MTAIlUCHTY
crapiie 5 et Ha/Her

6. [IpoBeneHa aHTHOAKTEpHATIbHAS TEPAITUSI HE MEHEE, YEM JIBYMSI
npernaparaMy BHYTPHBEHHO (ITPH TSHKEIIOM 00OCTPEHHH CO CTOPOHBI
JIBIXaTEIHHOTO TPAKTa) Ha/Her

7. [IpoBenena dhepMeHTO3aMeCTUTENBHAS TEPAITUs IPerapaToM
MaHKpeaTHHa B BHJIE MUHUMHKpPOCc(hEp ¢ KUCIOTOYyCTONYMBOM
000JI04YKOM MPH CHUKEHUH YPOBHS MaHKPEaTUueCKOi 3nmacTas3pl-1 B
kane (menee 200 MKT B T Kajia) IpU OTCYTCTBHH METUITMTHCKUX
MPOTUBOTIOKA3aHUI Ha/Her
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[Tpunoxxenue Al

Cocras padoueil rpynmsl o paspadorke U NepecMoTpy KINHUYECKUX
PeKOMeHAaM i

CocraB paboueii rpymmsl:
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BHEIITATHBIN ClieUAIUCT neauarp Munsapasa Poccuun
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nereii IIKb PAH, 3aBemytomass xadenpoit ¢akylbTeTCKONH MeauaTpudl IeAUaTpUUecKOro
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CumonoBa O.M. — 1.M.H., 3aBeyromas myJbMoHoJorndeckum otnaenenneM OI'AY "HMUIL
310poBbs eteit" MunsapaBa Poccun; npodeccop kadeapsl neauaTpuu U JI€TCKOW peBMaTOIOTHU
OI'AOY  "llepetii MIMY wum. WM. CeuenoBa" MunzapaBa Poccun (CeueHOBCKHIA
YHUBEpCHUTET); pyKOBOIUTEND kabnuHeTa MmykoBuciuao3a Mopozosckoit J[I'Kb N 1

Kammpckas H.}O. — 1.M.H, npo., riIaBHbII HaydHBINH COTPYIHUK J1a00paTOPUH F€HETUUYECKOM
snuaemuonorun @PI'bBHY "Menuko-renerndeckuii HaydHslii eHTp UM. akaaeMuka H.IT. boukosa"
MunoOpHayku Poccum, dineH pabouyux Tpymnm 3KCIEPTOB IO HEOHATAIbHOMY CKPUHHMHTY H
peructpy EBponeiickoro o6miecta no mykosuciuno3sy (ECFS)
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BBICILIETO U JIOTIOJHUTEIHHOTO MpodeccruonanbHoro oopasosanus @I'BHY "Menuko-reHeTHuecKuii
Hay4HbI meHTp uM. akanemuka H.II. boukoBa" MwunoOpHayku Poccuu, uieH pabodeld rpymnmbl
HKCTEPTOB [0 HEOHATAIILHOMY CKpHHUHTY EBpomnelickoro obmiectsa o mykoBuciunosy (ECFS)

BoponkoBa A.}O. — K.M.H., BEIylIMil Hay4yHbI COTPYJHUK HAY4YHO-KJIMHHUYECKOTO OTJENA
mykoBuciuaosa, ®I'BHY "Menuko-renernueckuii HayuHbld LeHTp uM. akajgemuka H.I1. boukosa"
Muno6pHayku Poccun
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[Tynsmononorun ®MBA Poccun, moneHt xadenpsl I'eHeTnkn 00je3HEN ABIXaTEIbHONW CHCTEMBI
WHcTHTyTa BBICIIETO U TOTIOJHUTENLHOTO IIpodeccnonanbHoro oopazoanus ®I'BHY "MI'HILI.

I'embunikas T.E. — nMm.H., mnpodeccop, pPyKOBOIUTENb OTHCNAa TEpPareBTHICCKON
nyaeMoHosiorun HUM nynsmononorun HKUL, ®I'6OY BO IICII6 I'MYVY umenn akagemuka M.I1.
[TaBnoBa Mun3znpasa Poccun.

KpacoBckuit C.A. — K.M.H., CTapuIMii HAy4YHBI COTPYIHUK J1IA0OPATOPUU MYKOBHUCIIH03a
OI'bY HHUM nynemonosmorun OMBA Poccum, Beaymmil HaydHbIH COTPYJHHUK Hay4dHO-
KJIMHU4Yeckoro otaena MykoBucuumoza ®I'BHY "Menuko-reHeTHUeCKU HAydHBIM ILIEHTP WM.
akanemuka H.I1. boukoBa" MunoOpHayku Poccum.

Yepmencknit A.I'. — k.M.H., ctapmnid HaydHbld coTpyaauk HMU nymemononormun HKUII,
OI'BOY BO TICII6 I'MY umenn akagemuka W.I1. [TaBnoBa Mun3zapasa Poccun

Crenanenko T.A. — K.M.H., 3aBelylolas MyJbMOHOJOTHYECKUM oTAeneHueM N 2, CaHKT-
[TerepOyprckoe I'BY3 "T'oponackas muoronpodribHas 6ompHUIa N 2"

CenmumssiHoBa JI.P. — k.M.H., Benymnii HayuHsli coTpynHuk HUWW memmatpuu u oxpassl
3nopoBbst gereir LIKb PAH MunucrepctBa Hayku u Beicuiero ooOpaszoBanusi Poccuiickoit
Odenepanun, nomeHT Kadenpsl neauatpun U Aetckoil pesmatosiornu OI'AOY "llepsoiii MI'MY
M. M.M. CeuenoBa" MunznpaBa Poccum (CeueHOBCKHMII YHUBEpPCHUTET), IOLEHT Kadeapbl
(dakynpTeTCKOM TeauaTpun neauarpudeckoro dakyiasreta ®I'BOY BO "PHUMY wum. H.U.
[Tuporosa" Mun3zapaa Poccun

BumneBa E.A. — n.M.H., 3amecTuTens pykoBoautens no Hayke HUM nemmatpum u oxpaHbl
3nopoBes neteit [IKb PAH, npodeccop xadenpsr dhakynbTeTCKON MeauaTpuyl TMEIAATPUIECKOTO
¢dakynpreta ®I'6OY BO "PHUMY um. H.U. TTuporosa" Munsapasa Poccun

l'opunosa HO.B. — k.M.H., cTtapmuii HayuHbiii corpyaHuk @I'AY "HMMUII 3nopoBbs nereit"
Munznpasa Poccuun

PocnaBueBa E.A. — k.M.H., Benymui HayuHblii cotpyaqauk @I'AY "HMMUL] 3n0poBest pereit"”
Munznpasa Poccuu.

Ameposa U.K. — n.m.H., 3aBeayromas otaeiaeHueM nyiasmonosioruu 'bKY3 S0 "LI'B"

NnvenkoBa H.A. — n.M.H., ipo., 3aBeayromas kadeapoit perckux 6osesnert ¢ kypcom I10,
KpacHosipckuii rocyiapcTBeHHbIN MEAUIIMHCKHUN yHUBEpcUTET UM. Ipod. B.D. Boiino-fcenerkoro

3pipsiHoB C.K. — mpodeccop, n.M.H., 3aBenyromuid kadeapoir oOmerd U KIMHUYECKON
dapmaxonoruu, ®I'BOY BIIO Poccuiickuii yHuBEpCcUTET APYKOBI HAPOJOB

OpunaeBa H.JI. — mpodeccop, n.m.H., nupekrop I'bY3 M3 MO "Hayuno-uccnenoBarenbCKuid
KIIMHUYECKU HMHCTUTYT JeTcTBa MHUHHCTEpCTBa 3ApaBoOXpaHeHus MockoBckoil oOmactu",
TJIaBHBIN nienuatp MoCKOBCKOM obnactu

MaxkcumbrueBa T.}HO. — crapmmii Hay4dHbI COTPYAHMK HAay4YHO-KJIMHHUYECKOTO OTJENA
MykoBuciunosza ®I'bHY "Menuko-reHeTndeckuii HayuHslid HeHTp uM. akagemuka H.II. boukosa"
Muno6pHayku Poccun

OpnoB A.B. — K.M.H., 3aB. OTJEJNEHHEM MYJIbMOHOJOIMH, JOLEHT Kadeapsl neauaTpuu U
HeoHatonoruu C3I'MY, I'bY3 "Jlerckast ropoackast 6onpHuIa CBsitoit Onbru”

Cembikun C.1O. — k.M.H., 3aBenytoniuii otaenenueM neauarpuu, @I'bY "Poccuiickas nerckas
KIMHMYecKast 6onpHUIA" Mun3apasa Poccun

Yepnyxa M.IO. — 1a.M.H., BeIymui HayuyHBId COTPYIHHK JaOOpaTOpUM MOJIEKYISIPHOM
AMUIEMHOJOTUK TocnuTanbHelXx MHpekuuit, ®I'BY "HULIDM um. H.®. T'amanen" Munzapasa
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Poccun

Maruassa M.A. — mnpodeccop, A.M.H., 3aBEAYIONIMI Ja0OpaTOpUE MOJIEKYISIPHOI
AMUAESMHUONOTHH TocuTanbHbIX uHpeknuit, ®I'BY "OHUIDOM um. H.®. 'amanen" Munszapasa
Poccun

AserucsH JI.P. — n.M.H., BeAylluil HayuyHbI COTPYAHUK JIaDOpAaTOPUU SMIHUAEMHUOJIOTUU
rocnuTayibHBIX HHPekuin OI'BY "HarnumoHanbHbl UCCIIEIOBATENBCKUI EHTP SIUJIEMUOJIOTHH U
MUKPOOHOJIOTHH UMEHHU TIodeTHOro akaaemMuka H.®. 'amanen" Munsapasa Poccun

HlymkoBa I'.JI. — Hay4sblii coTpyaHuk naboparopuu wmykoBucmumoza @PI'BY HUU
nyaeMoHosiorun ®MBA Poccuu.

KpeutoBa H.A. — Hayusblil coTpynHuk mnaboparopun MmykoBucuugosa DdI'bY HUU
nyaeMoHosioruu ®MBA Poccun

HponoB N.A. — k.M.H., norieHT kKadenpsl nerckux conesneirt ®I'AOY BO Ilepsoiit MIMY um.
NU.M. CeuenoBa MunzapaBa Poccun (CeueHOBCKUN YHUBEpPCHUTET), Bpau-KIMHUYECKHM
dapmakonor I'bY3 M3 MO "HayunHo-uccienoBaTeabCKU KIWHUYECKUNW HMHCTUTYT JETCTBA
MunuctepcTBa 31paBooxpaHeHusi MockoBckoil o6mact"

KocteuieBa M.H. — k.M.H., foueHT kadeaps! kinHuueckoi papmakonornu PHUMY um. H.U.
[Tuporosa, 3aB. oTaeneHueM kinHuyeckoi papmaxonoruu ®I'bY PJIKb

Kenenuna JI.A. — npodeccop, 1.M.H., 3aBeayromas kadeapoit nmeauaTpun, YHAOKPHHOIOTUN
u abuuronoruu OIT u AT1O CIIGITIMY, r. Cankr-IlerepOypr.

Kmumko H.H. — a.m.H, mpodeccop, 3aBenyromuii kadeapoil KIMHUYECKOH MUKOJIOTHH,
ajuteprosiornd 1 ummyHosornn @I'bOY BO "Ceepo-3anaaHblii rOCy1apCTBEHHBIA MEAUIIUHCKHAN
yHuBepcuteT nMeHn .M. MeunukoBa" Munznpasa Poccun

bopzoBa HO.B. — k.M.H., 3aBemyromias MHUKOJOTUYECKOW KIWHUKOM, MOIEHT Kadeapbl
Menunuackoi mukpoouosorun ®I'BOY BO "Cesepo-3anamnblii TOCy1apCTBEHHBIH METUITMHCKUI
yHuBepcutet uMm. 1.M.MeunukoBa Munznpasa Poccuu

BacwibseBa H.B. — 1.06.H., mpodeccop, mupekrop HUN meaummuckoit mukonoruu wm. I1.H.
Kamkuna 3aB. xadenpoit memaumumackod wmukpoouwosorun PI'BOY BO "Cesepo-3amamHbiii
roCyJlapCTBEHHBIN MeIUIIMHCKU yHUBepcuTeT uMeHn M.M. MeunukoBa" Mun3apasa Poccun

boromosioBa T.C. — k.0.H., 3aBeayromas HNJI MUKOIOTHYECKOTO MOHUTOPHHTA M OMOJIOTHH
rpuboB, goneHT Kadenpel MemunmHckoi MukpooOuosiorun PI'BOY BO "Cepepo-3amamHbiii
roCyJlapCTBEHHbIM MeIUIIMHCKU yHUBepcuTeT uMenn M.M. MeunukoBa" Mun3apasa Poccun

Cnepanckas A.A. — na.M.H.,, mpodeccop Kadeapbl PEHTTCHOJOTHH | PaJAdallMOHHON
Menuuunbl, [TepBoiii Cankr-IlerepOyprckuii rocy1apcTBEHHBIH MEIUIIMHCKUN YHUBEPCUTET UMEHU
akagemuka H.I1. [TaBnosa.

bapanosa M.A. — n.m.H., mpodeccop Kadeapbl rOCHUTAILHOW TEpanuud MeAUATPUUYECKOTrO
¢dakynbrera, [BOY BIIO PHUMY Munszapasa Poccun um. H.W. [Tuporosa, r. Mocksa.

Oypman E. I' — wunen-xoppecnonnent PAH, mnpodeccop, 3aBenyroomuii kadeapoi
(bakynbTeTCKON M TOCHUTAIBHON MeAuaTpuu, MpopeKTop mo Hayke llepMckuii rocynapcTBEHHBIN
MeaunuHckuil yausepcuret (II'MY) um. akagemuka E.A. Barnepa

Mangpuna B.B. — gouent kadenpsr dakynbTeTckol U rocnuTanbHoi neauatpun, [lepmckuit
rocynapctBeHHbld MeaunuHckuil yHuepcuteT (III'MY) um. akanemuka E.A. Barnepa (OI'BOY
BO III'MY um. akagemuka E.A. Baruepa Mun3zapasa Poccuu.

[[lanoB H.®., 3aBeayromuil OTACIECHUEM XUPYPTUU HOBOPOXKACHHBIX HeoHaTonornueckoro
craunonapa 'bY3 MO "MockoBckuii 001acTHON IIEHTpa OXpaHbl MaTepUHCTBA U JETcBA", Bpay-
JNETCKUW XUPYPT, KAHAUAAT MEIUIIMHCKUX HaYK.

IletpoBa H.B. — n1.6.H.,, Beaymuii Hay4HbI COTPYAHHMK JaOOpaTOPHUH T'€HETHYECKOM
snuaeMuonorun ®I'BHY "Menuko-renerndeckuii HaydHslii eHTp UM. akaaeMuka H.IT. boukosa"
Muno6pHayku Poccun

[MTamkos M.B. — k.M.H., 3aB 3 xupypruueckum otaeneHueM OI'BY "HamumonanbHbiit
MEJIMIUHCKUN HCCIIEI0BATENbCKUI LEHTP TPAHCIUIAHTOJOTHH M UCKYCCTBEHHBIX OPraHOB MMEHHU
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akanemuka B.UW. [llymakosa"

HupyneaukoBa O.M. — n.M.H., ipodeccop Kadeapsl TPaHCIUIAHTOJIOTMHA M MCKYCCTBEHHBIX
opranoB IlepBoro MoCKOBCKOro rocyJapCTBEHHOTO MEIUIMHCKOIO yHHUBepcuTeTa umMeHu M.M.
CeuenoBa

[TomaxoB .II. — k.M.H., 3aBEAYIOIIMN AETCKHUM OTOPUHOJAPUHIOJOTHYECKUM OTACIICHUEM
BeAymnid HayyHbld coTpyaHUK PI'BY HanumoHanbHbI MEIUUMHCKHI HCCIEN0BATEIbCKUN LIEHTP
oropuHonapunrosiorut ®MBA, Poccun, nouent xadenpsr oropuHonapunrosorunt @110 OI'BOY
BO PHUMY um. H.U. [Tuporosa

Ceuctymkua B.M. — mpodeccop, A.M.H., mtupekrop kiuHuku Knuanku bonesneit yxa, ropia
n Hoca ®I'AOY BO Ilepssiii MI'MY um. U.M. CeuenoBa Munszapasa Poccun (CeueHOBCKUI
YHuBepcHuTeT), rIaBHbIA BHEMITATHBIN OoTOpUHOJapuHroior LlenTpansHoro deaepanbHOro okpyra
Poccun, Bpay BeICIIENH KaTETOPUU

CunpkoB 3D.B. — k.M.H., moueHT kadenpel bonesneil yxa, ropisa um Hoca, Bpad BbICIIEH
kareropun. Kadenpa bonesneilr yxa, ropiaa u Hoca ®I'AOY BO Ilepsoiit MIMVY um. U.M.
CeuenoBa Mun3znpasa Poccun (CeueHOBCKkMT Y HUBEPCUTET)

Yepubix B.b. — 1.M.H., I'.H.C., 3aBeayroNUi 1a00paTOpUN T€HETUKHN HapyIIEHUH penpoayKInun
OI'BHY "Menuko-renernueckuii HaydHblid eHTp uM. akagemuka H.I1. boukosa"

Penuna C.A. — Bpau-reHetuk, KoHCyabTaTuBHOE oTneneHne @I'bHY "Meauko-reneTnyeckuii
Hay4dHbIU HEeHTp uM. akagemuka H.II. boukosa"

bnaroBunoB J[.A. — K.M.H., Bpay Meauarp, auieprojor/UMMYHOJIOT, MIIAJIINA HaydHBIN
COTPYIHHK JJAOOPaTOPUM BaKIIMHOMPOMUIAKTUKYA U UMMYHOTEpAITUH ajlIEprUYecKuX 3a00ieBaHUN
OI'BHY HUU BakuwH u ceiBopoTok uM. M., MeunukoBa; accucTeHT Kadeapsl MmeauaTpuu UM.
akanemuka M.A. Crynenukuna, PoccHilckuil HallMOHANIBHBINA HCCIIEIOBATENbCKUI MEIUIIMHCKUI
yHnuBepcutet umenu H.W. TTuporosa

KocturoB ML.II. — m.m.H., mpodeccop, 3aciyKeHHBIM nesTenb Hayku P®, 3aBemyromiumit
naboparopreil BaKIMHONMPO(DUIAKTUKH M HMMYHOTEpAnuu ajiepruueckux 3aboneBanmii HUN
BaKIIMH U ChIBOPOTOK UM. M.1. MeunnkoBa.

Konnmparenko O.B. — a.M.H., monieHT kadenpsl oOmeld W KIMHUYECKOW MHUKpPOOHOJIOTHH,
uMmmyHoJioruu u ameprojoru ®I'bOY BO CamI'MY Munsznpasa Poccun

Jlamua A.B. — na.Mm.H., JgomneHT Kadeapbl OOmeH W KIMHMUYECKOW MHUKpPOOHMOJIOTHH,
uMmmyHoJioruu u ameprojoru ®I'bOY BO CamI'MY Munsnpasa Poccun

[TomukaprioBa C.B. — k.M.H., 3aBenyromas O0akrepuoiorudeckoit gadbopatopueir I'bY3 "I'Kb
N 15 um. O.M. ®unarosa JI3M"

[TonskoB A.B. — un.-xkopp. PAH, npodeccop, 1.6.H., 3aB. na6. JJHK-aunarnoctuku ®I'bHY
MI'HLI, rnaBubiii Hayunblid coTpyanuk Jab. JIHK-amarmoctuku ®I'BHY MI'HILI, 3aBemyrommii
kadenpoi MosiekynspHoii renetuku u ononnpopmaruku MBuII1O ®I'BHY MI'HILI, coBeTHUK.

Ansa T.A. — K.M.H., cTapuuii HayyHbld coTpyanuk nab. JJHK-auarnoctuku ®T'BHY MI'HII,
Bpau-1ab0paTOpHbIl TeHEeTHKH Jab. MoJeKyaspHo-reHeTrueckoil muarHoctukd N 1 OI'BHY
MI'HL, nouentr xadenpsl MonekyaspHoW reHetukun u OuomHpopmatuku MBuIIIO OI'BHY
MI'HLI, nouent xadenpsl obmieit 1 MmeaunuHckor renerukn Mb® PHUMY um. H.U. Tluporosa.
lNonpawmrreitn J1.B. — 1.6.H., mpodeccop, 3aBenyromuii Jlaboparopueii reHETUKH CTBOJIOBBIX KIIETOK;
OI'BHY "Menuko-reHeTnyeckuii HayuyHbld 1eHTp uMeHd akagemuka H.II. Boukoa"
Muno6pHayku Poccun.

byxapoBa T.b. — k.0.H., Beqymuil Hay4HbIil cOTpynHUK JlabopaTOpuM reHEeTHKH CTBOJIOBBIX
KIIETOK; AUpeKTop VMHCTUTYTa BBICIIETO M JOTOJIHUTEIHHOTO MPO(ecCHOHATLHOTO 00pa30BaHMUs,
OI'BHY "Menuko-reHeTuyeckuii HayuyHblii 1eHTp uMeHH akagemuka H.II. Boukoa"
Muno6pHayku Poccun.

Edpemoa A.C. — k.0.H., cTapuinii HayyHbIid cOTpyaHUK JlabopaTopuy T€HETUKH CTBOJIOBBIX
kinetok; ®I'BHY "Menuko-renernueckuii HaydHbl LeHTp MMeHM akaaeMuka H.II. boukosa"
Muno6pHayku Poccun.
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Oscsankuna E.C. — n.m.H., mpodeccop, 3acmyxeHHblii Bpau P®, pykoBoguTenb AETCKO-
nozpoctkoBoro otaena ®PI'BHY "Llentpansusiii HUM Ty6epkynesa”

[Tanosa JI.B. — n.M.H., B.H.c. Aercko-niogpoctkoBoro otaena ®I'BHY "Lentpansusii HUU
TyOepkyne3a"

Yepkammna W.B. n.m.H., ®I'BY "JleTckuili HaydYHO-KIMHUYECKAN LEHTP HH(EKIMOHHBIX
6one3nert ®MBA Poccun", 3aBenyromas oTAeICHHEM MEIUITUHCKON peabumnTaim

ABTOpBI TIOJNTBEPKAAIOT OTCYTCTBHE (DMHAHCOBOW MOIICPKKH/KOH(IMKTa WHTEPECOB,
KOTOPBII HEOOXOAUMO 0OHAPOJOBATh.

[Tpunoxxenne A2

MeTtonoJiorusi paspadoTki KIMHUYECKHX PeKOMEH AU

[leneBas ayauTOpHS TaHHBIX KIMHUYCCKUX PEKOMEHAITHIA:

- Bpaun-nmynsMoHOJIOTH

- Bpaun-nenuartpsl

- Bpauu o0mieii BpaueOHOI MpakTUKU (CeMeMHbIE Bpayun)

- Bpaun-renetuku

- Bpaun anneprosoru-uMMyHOJIOTH

- Bpaun-ractposHTeposoru

- Bpauu-sHiokprHoIOTH

- Bpauu-nueronoru

- Bpaun-oTopuHOIapUHTOJIOTH

- Bpauu — cypa07a0Tru-0TOPUHOJIAPUHTOJIOTH

- Bpauu no neuebHOM Gu3KynbType (MU Bpaud M0 MEIUIIMHCKOW peaOuiInTaluy, Uil Bpadn-
(bM3MOTEpaIeBTH, WIIM CIICIUAIIUCTHI C BBICIIMM (HEMETUITMHCKUM) 00pa3oBaHueM (MHCTPYKTOPHI-
METOJUCTHI M0 JiIe4eOHOM (PU3KYIbType, WIH CIEHUAIHUCTBI CO CPEeTHUM MpPOoQecCHOHATbHBIM
(MeauIMHCKUM) 00pa30BaHUEM (MHCTPYKTOPHI MO JIeYeOHOU (U3KYIBTYPE, MEAUIIMHCKUE CECTPBI
10 MacCaxy, METUITMHCKUE CECTPHI IO (PU3UOTEPAITHH)).

- Bpaun ¢pyHKIIMOHAIBHON TUATHOCTUKH

- Bpauu — akyiiepbl-rTHHEKOJIOTH

- Bpauu — yponoru

- Bpauu yposoru-anaposioru aerckue

- Bpauu — kapauonoru

- Bpauu xapauosoru geTckue

- Crynentsl MeguuuHckux BY3o0B

- OOyuaroriuecst B OpAUHATYPE U HHTEPHATYpE

MCTOI[LI, HCIIOJIB30BaHHBIC OJIsA C60pa/CeJ'IeKI_II/II/I JO0Ka3aTCJIbCTB:
TIOUCK B 3JICKTPOHHBIX 0a3ax JaHHBIX.

Omnucanue METoJI0B, MCTIOJIb30BaHHBIX /Il COOpa/CeNeKIUH 1I0Ka3aTeIbCTB:

J0Ka3aTenbHOM 0a30if Uil  peKOMeHJAlMi SBIAIOTCA MyONUKAlMM, BOLIEAIINE B
KoxkpanoBckyto 6ubnuotexy, 6a3el qanabix EMBASE nu MEDLINE. I'myObuna noucka cocrasisiia
5 ner.

MeTo b1, UCTIOJIb30BAHHBIC /ISl OLIEHKU KaueCTBa U CHJIbI JJOKAa3aTeIIbCTR!
- KonceHncyc skcnepros;
- OrieHKa 3HAYUMOCTH B COOTBETCTBUHU C PEUTHHTOBOW CXEMOMU.
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Tabnmuma 1. [lkana omeHKW ypoBHEH noctoBepHOCTH aokazarenscTB (Y /) ans meronos
JIMAarHOCTUKH (IMarHOCTUYECKUX BMEIIATEIIHCTB)

Y PacmmdpoBka
Cucremarnueckue 0030pbl HCCIEOBAHUN C KOHTPOJIEM pe(hepeHCHBIM METOIOM HIIH
1. CHCTEMaTHYECKHH 0030p PaHIOMU3UPOBAHHBIX KIMHHYECKUX HCCIETIOBAHUH C

INPUMCHCHUCM MCTa-aHaln3a

OTnenbHbIe UCCIIEOBaHMs ¢ KOHTPOJIEM pe(epeHCHBIM METOIOM HJIH OT/IENIbHBIC
paHI0MHU3UPOBaHHbIE KJIMHUYECKUE UCCIIEIOBaHMS U CUCTEMAaTUYeCKue 0030 bl

2.
HCCIIEIOBAaHUH JIFOOOTO JTM3au Ha, 3a UCKIIIOUYEHUEM PaHIOMU3HPOBAHHBIX KIIMHUYECKUX
HCCIIEIOBAaHUY, C IPUMEHEHUEM MeTa-aHalu3a
HccnenoBanus 0e3 NOCIE0BATENBHOTO KOHTPOJIS pe()epPEHCHBIM METOI0M WU

3 UCCIEeI0BaHUS C peepPEHCHBIM METO0M, HE SIBJISIOLIMMCS HE3aBUCUMBIM OT

HCCICAYyEeMOro METoJia WK HCPAHJOMHU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHNA, B TOM
YHCJIC KOTOPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeJ'IBHI)Ie HCCIICO0BaHMs, OITMCAHNUE KIIMHUYCCKOTO CiIydasd

HmeeTcsa muins 000CHOBaHHE MEXaHH3Ma )Iel\/'ICTBI/ISI WM MHCHHE SKCIICPTOB

Ta6muma 2. [kana OEHKH YpOBHEW IOCTOBEpHOCTH mokaszaTtenbcTB (Y IJ1) mns meTtomoB
npodUIAKTUKH, JICUeHUS W peabuiutanuu (MporIaKTHIECKUX, JICUCOHBIX, PeabUINTaIlMOHHBIX
BMEIIATEIbCTB)

Y Pacmmdposka

CucreMaTH4eCKUHN 0630p PaHAOMU3HPOBAHHBIX KIMHUYCCKUX UCCIICAOBAHUU C
IIPUMCHCHUEM METa-aHallu3a

OTI[CJ'IBHBIG PAaHAOMHU3HUPOBAHHBIC KIIMHUYCCKUEC UCCICA0BAaHNUA U CUCTEMATHYCCKUC
2. O630pBI HCCICOIOBAaHUHN JIF000T0 Ju3anHa, 3a UCKIIFOYCHHUEM PaHAOMU3UPOBAHHBIX
KIIMHUYCCKUX UCCIICJ0BaHNU, C IPUMCHCHHUEM METa-aHalln3a

HepaHI[OMI/I?)I/IpOBaHHI)IC CpPaBHUTECJIbHBIC UCCIIEAO0OBAHNS, B TOM YHUCJIE€ KOTOPTHBIC

3.
HCCIIENOBAHUS
4 HecpaBHuTtensHbie HCCIeTOBAHUS, OMUCAHUE KIMHUYECKOTO CIydasi UJIM CEPUU CITy4aeB,
) nccaeaoBaHue "'ciy4yan-KOHTPOJIb"
5 Nmeercs muib 000CHOBaHHE MEXaHU3Ma JICUCTBUS BMEIIATEIbCTBA (JIOKIMHHYCCKIE

I/ICC.]'IeI[OBaHI/IH) HJIM MHCHHEC OKCIICPTOB

Tabnuma 3. [llkana ouneHku ypoBHeH yOemutensHOCTH pexomennanuu (YVYP) mis meronos
MpOQHUIAKTUKH, JTUATHOCTHKH, JIEYCHUS U peaduinutanuu (mpouIakKTHUECKUX, TUArHOCTHYECKHUX,
ne4eOHBIX, peabUINTAIIMOHHBIX BMEIIATENHCTB)

yvyp PacmndpoBka
CunbHas pekoMeHaIus (Bce paccMaTpuBaeMble KpUTepuu 3pPEeKTUBHOCTH (MCXO/IbI)
A SIBJISIFOTCS] BAKHBIMH, BCE UCCIICIOBAHMSI UMEIOT BHICOKOE MM YIOBIETBOPUTEIHHOE

MCTOAOJIOTHYCCKOC KaUCCTBO, UX BBIBOABI IO UHTCPECCYIOIINM UCXOAaM ABJIAIOTCA
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COTJIaCOBAHHBIMH)

YcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3(h(HEeKTUBHOCTH (MCXOIbI)

B SBIISIFOTCS] BAKHBIMH, HE BCE UCCIICZIOBAHUS HMEIOT BHICOKOE MM YIOBIETBOPUTEIHHOE
METOJIOJIOTHYECKOE Ka4eCTBO W/MIIM UX BBIBOBI 110 HHTEPECYIOIIUM HCXOIaM HE SIBIISTIOTCS
COTJIaCOBAHHBIMH)

Cnabas pexomenaamus (OTCYTCTBUE JOKA3aTEeIbCTB HAJIEkKAIEro KauecTBa (Bce

c paccMarpuBaeMble KpUuTepuu d3PHEKTUBHOCTH (MCXOIbl) SIBIISIOTCS HEBAXKHBIMU, BCE
HCCTIE0OBAHUS UMEIOT HU3KOE METO0JOTHUYECKOE KaYeCTBO U UX BBIBOJIBI IO
HMHTEPECYIOIINM UCX0IaM He SIBIISIFOTCS] COTJIaCOBAaHHBIMH )

MeTop1, NCIIOTB30BAHHBIC ISl aHAJIM3a IOKA3aTeIbCTB:
- O0630pHbI OIMYOJIMKOBAHHBIX METAa-aHAIIN30B;
- Cucremarnueckue 0030pbI ¢ TAOIHUIIAMU JT0KA3aTEIHCTB.

Onucanune METO0B, UCTIOJIb30BAHHBIX JUISl aHATIN3a JOKA3aTEeNbCTB:

[Ipu orbope mybauKanuii Kak MOTEHUIUAIBHBIX UCTOUYHUKOB JIOKAa3aTeNIbCTB MCIOJb30BaHHAs
B KaXXJIOM HCCIICAOBAHUN MCTOHOJIOTHA U3YydaCTCA IJIsA TOTO, 4TOOBI y6e}11/ITI)C$I B €€ BAJIMJTHOCTH.
PCSYJ'II)TaT HU3YyUCHUA BJIIMACT HAa YPOBCHL JOKAa3aTCIbLCTB, HpI/ICBaI/IBaeMI)II\/'I ny6m/11<au1/m, 4qTO, B
CBOIO OU€pe/lb, BIMUSIET Ha CHITYy BHITEKAIOLIUX U3 HEe PEKOMEHIAIHil.

Ha mporuecce olleHKH, HECOMHEHHO, MOKET CKa3bIBaThbCi U CYOBEKTHBHBIN (axTtop. s
MUHHMH3ALUN TOTEHIHAIBHBIX OUIMO0K Ka)XJ10€ UCClIeJOBaHUE OLIEHMBAJIOCh HE3aBUCHUMO, T.€. TI0
MEHbLIEHl Mepe IByMsI HE3aBUCUMBIMHM ujeHamMu paboueil rpymmbl. Kakue-nmubo pasnuuus B
OIIEHKaX O0OCYKIAJMCh YK€ BCEU TPYIIONW B TIOJHOM cocTaBe. [Ipu HEBO3ZMOKHOCTH JOCTHKEHUS
KOHCEHCYCa IPUBJIEKAJICS HE3aBUCHUMBIH SKCIIEPT.

Ta0muiel 10Ka3aTeNbCTB:
TaOauIel TOKA3aTENIBCTB 3aAMOTHUIACH WiCHAMHU paOb0odei TPYIIIbL.

MeTo1b1, UCIIOJIB30BaHHBIE IS POPMYIUPOBAHUS PEKOMEHIAIIHI:
KoHcencyc axcnepTos.

OKOHOMHYECKUH aHATINU3:

AHanmn3 CTOMMOCTH HE MMpoBOAWJICA H HY6J'II/IKaI_II/II/I 110 (bapMaKOBKOHOMI/IKe HEC
AHAJIM3UPOBAJINUCD.

Merton Banuau3aiid PeKOMEH AU :
- BHemHsIs1 9KcrepTHas OleHKa,
- BHyTpeHHsIs1 9KcriepTHas OLICHKA.

Onrcanne MeTo/1a BaauIU3allid PEKOMEH AU

Hacrtosimue pexomeHmanuu B TMpeIBapUTENbHON  BepcHM  OBUTM  PEIIEH3HUPOBAHBI
HE3aBHUCHUMBIMU JKCIIEPTaMH, KOTOPBIX MOMNPOCHIN MPOKOMMEHTHPOBATh NIPEXKJIE BCETO TO,
HACKOJIbKO HMHTEpIIpeTanusl J10Ka3aTelIbCTB, JIEKAIIUX B OCHOBE PEKOMEHAALMM, JOCTyNHA Js
MMOHUMAaHHS.

[lonyyeHsl KOMMEHTapUHM CO CTOPOHBI Bpadyeil MEpPBUYHOTO 3BE€HA B OTHOUIEHUU
JOXOTYMBOCTU HM3JI0KEHHUS] PEKOMEHJAINI U UX OIICHKH BaXKHOCTH PEKOMEHAAlUN Kak pabodero
WHCTPYMEHTA MOBCEIHEBHOM MPAKTUKHU.

[IpenBaputenbHas Bepcusi ObUTa TakKe HampaBleHa PEIEH3EHTY, HE HMEIOIIeMYy
MEIHUIIMHCKOTO OO0Opa30BaHMsl, [UIsl TONYyYeHHs] KOMMEHTapHeB C TOYKM 3pEHUSl MEpPCIEeKTHB
MaIMEHTOB.
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KOMMCHTapI/II/I, IMOJIYYCHHBIC oT 9KCIICPTOB, TIHIATCIBHO CUCTCMATU3HUPOBAIIMCH n
oOCcyXIanuch mpeacenareneM W WieHaMu pabodeid rpymmbl. Kaxnaelii myHKT oOCyknamcs, U
BHOCHMBIC B PpPE3YyJIbTAaTC 3TOTO0 HU3MCHCHHA B PCKOMCHIAIMU PETUCTPUPOBAIMCE. Ecmm ke
HU3MCHCHUS HC BHOCUJIUCH, TO PCTUCTPUPOBAIMCH NPUIHNHBI OTKa3a OT BHCCCHUA W3MCHCHUM.

KOHCy.]II)TaIII/Iﬂ H OKCIICPTHAA OLICHKA:

[Ipoekt pexomeHmanuil OblT  PELEH3UPOBAH HE3aBUCUMBIMU 3KCIIEPTaMH, KOTOPBIX
IMOMpOCHIIM IMPOKOMMCHTHPOBATL, MNPCKAC BCCro, AJOXOAYMBOCTbL W TOYHOCTH HHTCPIPETAINUN
JI0Ka3aTeJIbHOM 0as3bl, Jiexkallleld B OCHOBE PEKOMEH AU,

Pabouas rpynma:

21.]'[5[ OKOHYATEIILHOU pE€AaKIMKM W KOHTPOJIA KAa4eCTBAa PCKOMCHAAIIMU ObLIH IMOBTOPHO
MIPOAHAJIM3UPOBaHbl 4YJieHaMU paldouell TIpynmbl, KOTOpblE NPULIUIM K 3aKIIOYEHHI0, YTO BCE
3aMCYaHUsA U KOMMCHTApWH SKCIICPTOB IMPUHATHEI BO BHUMAHUC, PUCK CUCTCMATHUYCCKUX (611053103 4
IpH pa3paboTKe PEKOMEH Al CBEIEH K MUHUMYMY.

Mopsaaok OOHOBNEHUS KIMHUYECKMX peKoMeHaauum

Mexann3mM ~ OOHOBJIEHHS ~ KJIMHUYECKMX  pPEKOMEHJAalMi  mpeaycMaTpuBaeT  HX
CHUCTEeMAaTHYECKYIO aKTyaJH3alli0 — HE PeKe YeM OJIMH pa3 B TPU roja, a TakkKe MpPU MOSIBICHUU
HOBBIX JIaHHBIX C MO3UIUH JIOKA3aTEJIbHOW MEIUIMHBI MO BONPOCAM JUArHOCTHKH, JIEUEHHS,
npodUIAKTUKKM W peaOuIuTAllMd  KOHKPETHBIX  3a00JIeBaHHM, HaMW4Yuu OOOCHOBAHHBIX
JIOTIOTHeHUI/3aMeuanuil K panee yrBepxkieHHbIM KP, Ho He yaie 1 paza B 6 Mecs1ieB.

[Tpunoxenne A3

CupaBouyHble MaTepuaJbl, BKJIOYAsl COOTBETCTBHE MOKA3AHNH K IPUMEHEHN IO
U MPOTHBONOKA3aHMIA, CIOCO00B MPUMEHEHN S U 103 JIeKAPCTBEHHBIX
NnpenapaToB, HHCTPYKIUH N0 NPUMEHEHUIO JIEKAPCTBEHHOI 0 NMpenapara

Mopsaku okaszaHMA MeaULIMHCKOM MOMOLLM:

1. ITpuka3z MuHMCTEpCTBA 3IpaBOOXPAHEHUS U collMaibHOTO pa3Butusi PO ot 16 anpensa 2012
r. N 3661 "O06 yrBepxaeHuu [lopsiika okazaHus neauaTpuyeckoi momomu"

2. Ilpukaz MunucrepctBa 3apaBooxpaHeHusi PO "OO6 yrBepxknaenuun Ilopsinka oxazaHus
MEJHUIIMHCKOW MOMOIIU OOJIbHBIM C BPOXKICHHBIMH U (WJIM) HACIEICTBEHHBIMU 3a00JI€BaHUSIMU" OT
15 Hos16pst 2012 1. N 9171

CTtaHpapTbl OKazaHUA MeAULMHCKOWN MOMOLUK:
1. Ctanmapt crnenuanu3upoBaHHOW METUIIMTHCKOM MOMOIIY MTpU KUCTO3HOM (ubpo3e ([Ipukas
Mumnsapasa Poccun ot 28.12.2012 N 1605H)

2. CtaHgapT NepBUYHOM MEIMKO-CAHUTApHOW MOMOIIM NpH KucTozHoM ¢uopose (ITpukas
Munsapasa Poccun ot 20.12.2012 N 1206H)

MHcopmauusa o nekapcTBeHHbIX cpeacTtBax: https://grls.rosminzdrav.ru/
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OcCHOBHbIE HOpMaTUBHO-NMpaBoOBbIE aKTbl, perynupyrowume OKa3aHue
nannMaTMBHON MeAULMHCKOW NOMOLLM

1. ®enepanbublii 3akoH "O BHeceHnM m3MeHeHHi B DenepanbHblii 3akoH "OO OCHOBax
OXpaHbl 3/10pOBbs rpaxkaH B Poccuiickoii ®@enepauuu" 1no Bompocam OKa3zaHUs MaJUIMATUBHOMN
MeauuHckoi nomouu" ot 06.03.2019 N 18-@3.

2. Ilpuka3 Munzapasa Poccunm N 345H, Muntpyna Poccun ot 31.05.2019 N 3721 "O6
YTBEP)KICHUM TIOJIOKEHUSI 00 OpraHum3aluy OKa3aHUs NAJJIMATUBHOM MEIUIIMHCKOM IMoMolly,
BKJIIOYAsl MOPSAJOK B3aMMOJAEWUCTBUS MEIMIMHCKMX OpraHU3alUii, OpraHu3aluil COLUaIbHOIO
oOCITy’)knuBaHUSI H OOIIECTBEHHBIX OOBEIUHEHHWH, WHBIX HEKOMMEPYECKHX OpraHH3allHi,
OCYILIECTBIISIOUIUX CBOIO JESTENLHOCTD B cpepe OXpaHbl 310pOBbs".

3. IIpukaz Munzapasa Poccun N 348u ot 31 mas 2019 roma "OO yTBep)kKIe€HUU NEpEeUHS
MEIUIMHCKUX HW3JIeNUM, MpeIHa3HAaYeHHBIX JUIsl TMOJJIEpKaHUsS OpraHOB M CUCTEM OpraHu3Ma
YeJIOBEKa, PEIOCTABIISIEMbIX ISl UCIIOJIb30BaHUS Ha JIOMY'.

4. Ilpukaz Munznpasa Poccuu N 5051 ot 10 utons 2019 roga "O6 yrBepxkaenuun [lopsiaka
neperaud  OT MEOUIIMHCKOM OpraHM3aluy MNanueHTy (ero 3aKOHHOMY IPEJICTaBUTEIO)
MEIUIMHCKUX U3JENUNA, NpeJHa3HAUeHHbIX I MOJ/IepKaHus (DYHKIUI OpraHoB M CHUCTEM
OpraHu3Ma 4eJoBeKa, JJIs MCIOJIb30BaHUS Ha JAOMY IpPHU OKa3aHWU MaJUIMATHUBHOW MEIUIIUHCKOM
rnomMoIu".

5. llpukaz M3 P® N 831 or 3 oktabps 2019 roma "OO yTBep)kKIE€HUU BEJOMCTBEHHOM
LeJIeBOM ITporpamMmsl "Pa3BuTre CUCTEMBI OKa3aHUs MAJUTMATUBHON MEAUIIMHCKOM omomu".

Mpoune HopMaTUBHO-NPaBOBbIe AOKYMEHTbI, C Y4€TOM KOTOPbIX pa3paboTaHbl
KNUHUYECKNe peKkoMeHaaunm:

1. ®enepanbubiii 3akoH OoT 30.03.1999 N 52-®3 "O caHUTapHO-IIUIEMHUOIOTHYECKOM
omaronosryunn Hacenenus" (CoOpanue 3akoHomatenbcTBa Poccuiickoit @enepanuu, N 14, cr.
1650; 2002, N 1 (u. I), ct. 2; 2003, N 2, ct. 167; N 27 (u. I), ct. 2700; 2004, N 35, ct. 3607; 2005,
N 19, ct. 1752; 2006, N 1, ct. 10; 2007, N 1 (u. ), ct. 21, 29; N 27, c1. 3213; N 46, cT. 5554; N 49,
ct. 6070; 2008, N 24, ct. 2801; N 29 (u. I), ct. 3418).

2. ®enepanphbiii 3akoH OoT 21 HOs1Opss 2011 r. N 323-d3 "OO6 ocHOBaxX OXpaHbI 3J0POBbS
rpaknan B Poccutickoit @enepanun" (CoOpanue 3akoHomatenbcTBa Poccniickoit @eneparuu, 2011
r., N 48, ct. 6724).

3. MexaynapoaHas kiaccugukanusi 00Jie3Hel, TpaBM U COCTOSIHUMA, BIHUAIOIIUX Ha 3J0POBbE
(MKB-10).

4. TOCT P 52600-2006 "IIpotokoisisl Beaenus OombHBIX. OOmue mnonoxenus" ([Ipuxas
@denepalibHOTO areHTCTBA M0 TEXHUYECKOMY peryiupoBanuio u metposioruu ot 05.12.2006 N 288).

5. Ilpukaz M3 P® ot 19 suBaps 1995 r. N 8 O pa3BuUTUM U COBEPIIECHCTBOBAHUU
NEATEIBHOCTH  JIAOOPATOPHHM  KIMHUYECKOHM  MHKpoOuWoioruu  (OaKTEpHOJOruu) JieueOHO-
MPOPUIAKTUYECKUX YUPEIKICHHIM.

6. Ilpukaz M3 P® ot 20 mexabps 2012 r. N 1183n OO0 yTBepKIE€HUU HOMEHKJIATYPHI
JOJDKHOCTEH MEUIIMHCKUX PAOOTHUKOB U (hapMalleBTHUECKUX paOOTHUKOB.

7. llpukaz M3 PO ot 23 urons 2010 r. N 5411, Enunsiii kBanu(uUKamOHHBIA CIIPaBOYHUK
JOJDKHOCTEH  PYKOBOJMTENEH, CHENUaTUCTOB U CIyKamux, pasjaen KsanugukanuoHHbe
XapaKTepUCTUKU JJOJDKHOCTEH paOOTHUKOB B cepe 31paBOOXpaHEHHS.

8. CanlluH 2.1.3.2630-10 "CanutapHO-3NHUIEMHOJIOTHYECKUE TPEOOBAHUS K OpraHU3aLMsIM,
OCYILECTBIISIONIUM MEAULIMHCKYIO AEATEIbHOCTD' .

9. MP 4.2.0114-16 Metoasl KoHTpossl. buonoruueckue nu MHUKpoOMOJIOTHYECKUE (PAKTOPHI.
JlaGopaTopHasi AMAarHOCTHKAa BHEOOJbHUYHON NMHEBMOHMU MHEBMOKOKKOBOW sThosoruu. MP M3
PCOCP ot 19.12.1991. Meroapl 0aKTepHOJIOTUYECKOTO MCCIEJOBAHUS YCIOBHO-TIATOT€HHBIX
MHUKPOOPIaHU3MOB B KIIMHUYECKOH MUKPOOHOIOTHH.
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10. ®enepanbublii 3ak0H 0T 25.12.2018 N 489 489-03 "O BHeceHuM u3MeHeHU B cTaThio 40
@enepanbHoro 3akona "OO6 00s3aTeIbHOM MEAUIIMHCKOM cTpaxoBaHuu B Poccuiickoit @enepanun”
n ®GenepanbHblii 3ak0H "OO OCcHOBaxX OXpaHbl 310pOBbs rpaxkaaH B Poccuiickoit @enepanuun” no
BOIIPOCaM KJIMHUYECKUX pEKOMEHAALn".

11. Ilpuka3 MunsgpaBa Poccun N 1031 ot 28.02.2019 r. "OO6 yrBepkaeHUU MOpsAKA U
CPOKOB pa3pabOTKU KIMHUYECKUX PEKOMEHAALNN, UX MIEPECMOTpa, TUIIOBON (POPMBI KIMHUYECKUX
pexomeHAauui U TpeOOBaHUM K UX CTPYKTYpPE, COCTaBY U Hay4YHON 0OOCHOBAaHHOCTH BKJIFOUAEMOM
B KJIIMHUYECKUE peKOMEH AUy HHpopMauu'.

12. ITpuka3z MunszapaBa Poccun ot 13.10.2017 N 804n "OO6 yTBEp>KIEHHUH HOMEHKJIATYpPbI
MEJIUIUHCKUX YCIyT".

13. Ilpuka3 MuHnuctepcTBa Tpyaa U counanbHoi 3amuTsl PO ot 27 aBrycra 2019 r. N 5851
"O knaccuuKamUaX U KPUTEPHUSX, HCHOJIb3YEMBIX IMPHU OCYLUIECTBICHUU MEAMKO-COLMAIbHON
AKCHEPTU3Bl TpaKIaH (eAepalbHbIMU TOCYJApCTBEHHBIMH YUPEXKICHUSIMH MEIUKO-COLMAIBLHOM
skcnepTussl” (Betynaer B cuiy ¢ 1 ssuBaps 2020 roga).

14. Tlpuka3 MunucrtepctBa 3apaBooxpaHeHuss P® or 14 suBaps 2019 r. N 41 "OO
YTBEPKICHUM MOPSIIKA HA3HAYEHMsI JIEKapCTBEHHBIX MpenapaToB, (opM pelenTypHbIX OJaHKOB Ha
JIeKapCTBEHHbIE Iperaparsl, Mopsiika 0(opMIICHHs YKa3aHHbBIX OJIaHKOB, UX yueTa U XpaHeHus".

15. Ilpukaz3 MHHUCTEPCTBO 3APABOOXPAHEHUS W COLMAIBHOTO pa3BuUTUs Poccuiickoit
Oenepanu "O mopsAKe NPUMEHEHUS JIEKAPCTBEHHBIX CPEIACTB y OOJBHBIX MO >KU3HEHHBIM
nokazanusaM" oT 9 asrycra 2005 r. N 494.

16. HWudopmannonHoe mnuceMo Mun3apaBa Poccun 1o  BO3MOXXHOCTH — 3aKYNKH
JIEKapCTBEHHOI'O npernapara 1o TOPrOBOMY HAaUMEHOBaHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).

17. TlepeueHpb crnerUaTM3UPOBAHHBIX MPOAYKTOB JIEYCOHOTO MUTAHUS IS JIeTEeH-UHBAIHIOB
Ha 2020 roxn, Pacropsukenue [IpaBurensctBa Poccuiickoit deneparuu ot 11 gexadbps 2019 roma N
2984-p.

NMpumepbl AnarHo3os

- Kucro3nwnii ¢ubpo3 mnomkenymouHor skene3bl (MykoBuciuao3 — E84.0) [renorun
F508del/F508del], nmerouno-kuimieunas ¢opma, CpeIHETsDKEI0e TeUeHHEe. XPOHUYECKUA OPOHXHT.
HeixaTenpHass HemoctaToyHocTh (-1 cremenu. Xponuwdeckas wuHbeknus Ps. aeruginosa.
XpoHHuecKasi MaHKpeaTHueckas HeJIOCTaTOUHOCTb, TsbKesas cTerneHb. OTcraBaHue B (PU3MUECKOM
pazButuu. bOH 2 cr.

- Kucrosnsiit ¢pubpo3 (mykoBucuuno3 — E84.8) [renotumn: 2143delT/ue usBectHal, gerouno-
KkumeyHass (opma, TspKenoe TedeHue. XpoHudeckuil nuddysHeiii OpoHxuT. PacmpocTtpaneHHbIe
UWIMHAPUYECKHE OpOHXO03KTa3bl 000ux Jerkux. O6ocTpeHue OpOHXOJIETOYHOIrO IMpolecca Io
OponxuTuyeckomy Ttuiy. [lpixarenpHas HemocTaTtoyHOCTh Il cremenu. Xponudeckas HHQEKIUS
Staphylococcus aureus, xponuueckass uHbekuuss Pseudomonas aeruginosa, Achromobacter
ruhlandii (mepBUuHBI BbICEB). XPOHUYECKUI MOJUMNO3HO-THOMHBIN MAaHCHUHYCHT. XpOHHYECKas
MaHKpeaTHueckass HeJOCTAaTOYHOCTh, Tshkenas cremeHb. Jyoaenut. bynpOut. HemoctarodHocTh
npuBpaTHUKa. JlyoneHoracTpanbHblii pedirokc. AHTpanbHbId racTpuT. Lluppos neuenu (F4 mo
mkane METAVIR — no panHbIM ¢ubposnacromerpun nedeHu). HapyiieHue TOIEpaHTHOCTH K
TJIIOKO3E.
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IIpunoxenue b

AJITOPUTMBI IeHCTBUI Bpa4ya

[Tartent ¢ mogospeHien Ha MYKOBICLHIO

Koncynsratis
npoduneHOT O

CreLamcTa

Mnar oz

TMONTEEp:KIeH

LJ

Jncnancepros Habmomerie H NedeHMe
MIEPHOTMHECKIM KOHTPONEM B

» CIELHATHIHPOR AHH OM
MYNIEMOHONOT HYECKOM OTICTEHHH

HET
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IIpunoxenue B

HNudopmanus A naumeHra

MyKOBHCIII/I03 — TEHETHYECKOE 3a00JIeBaHHE, KOTOPOE OOYCIOBJIEHO MYTAIMsIMH B TEHE
MYKOBUCII03HOTO TPAaHCMEMOPAHHOT'O PEryisiTopa IpOBOJAUMOCTH. B pe3ynpTaTe reHeTuuecKoro
nedexkra cekper OOJNBIIMHCTBA JKENe3 BHEIIHEH CEKpelUuH CTyIIaeTcs, 3aTpPyAHSETCS ero
IBaKyarus.

[Ipn MyKOBUCIHI03€¢ HAPYIICH HOPMAJIbHBIA OTTOK CJIM3U W3 JIBIXaTCJIBHBIX MYyTEH, 9TO
MPUBOAMT K 3aCTOI0 MOKPOTHI M BOCIIAJICHHUIO, TIO3TOMY Y MAI[HEHTOB YaCTO OTMEYAETCsl Kalllelb C
BBIJICJICHHEM MOKPOTHI, HEPEIKO Y TAKOTO peOeHKa TOKTOPA BBICIYIIHBAIOT BIAKHBIC W/WIIH CyXHUe
JIOKABHBIE WJIA PACITPOCTPAHCHHBIE XPHITHI B JICTKUX

3a0osieBaHlEe MYKOBHUCIHI03 (KUCTO3HBI (PUOpO3) XapakTepusyercs TeM, YTO B TOH WU
WHOW CTENEHH B MATOJOTHUYECKUI MPOIECC BOBJIEKAETCS BECh OPTaHU3M, HO B OOJIBIIEH CTETIEHN —
OpraHbl JABIXaHUS, ITOKEITYI0YHAS JKelle3a, TIeUCHb, KEITIHBIC MTyTH, K eITyJ0YHO-KHIICYHBIH TPaKT,
MOTOBBIC JKeJie3bl. biarogaps paHHEW NMArHOCTUKE W HOBEHIIMM TEPANEBTHUUYECKUM PEKHMaAM,
MYKOBUCII103 (KUCTO3HBIN (hrOpo3) NaBHO mepecTall ObITh TOJIBKO MeIUaTpUIeCcKoi npoOiaeMo.

AJleKBaTHOE CBOEBPEMEHHOE U PETYISIPHOE JIEYEHHE, a TaKKe peaduiIuTaIus CrocoOCTBYIOT
VIYYIICHUIO TIPOTHO3a U Ka4eCTBA )KU3HU Y OOJIBITMHCTBA TTAIINEHTOB.

JlmarHocTuka " JIeueHue MaIMEeHTOB c MYKOBUCIIHIO30M TIPOBOTUTCS
MYJIbTHAUCIUIUIMHAPHONW KOMAaHAOW, BKJIIOUAIONIEH Bpada-myJIbMOHOJIOTa (Tmenuarpa), Bpada-
JTUETOJIOTa, Bpaya 1Mo JiedeOHON (Pu3KynbType (MM Bpada MO0 MEIUIIMHCKON peadIMTaIiy, WIH
Bpaya-Gu3NOTEepaneBTa, WIM CHCHHAIMCTa C BBICIIMM (HEMEIUIIMHCKUM) 00pa3oBaHUEM
(MHCTpYKTOpa-METOAUCTAa TIO JIeueOHOW (DMBKYJIBTYpe, Bpadya 1o JedeOHON (PHU3KyIbType) WiIu
CHEIUAIUCTa CO CPEAHUM MPO(dhecCHOHATBHBIM (MEIUIIMHCKIM) 00pa3oBaHueM (MHCTPYKTOpa IO
nedeOHOM  (U3KYIbType, MEOUIMHCKYIO CecTpy IO Maccaxy, MEIUIMHCKYI0 CecTpy 0
¢buznoTepanumn), Bpaya-oTOPUHOJIAPUHIOJIOTa, Bpaya-racCTpO3HTEPOJIOra, IICUX0JIoTa.

HckmiounTensHO  BaXHBIM  SIBISIETCA  ©KEAHEBHOE  IPOBEIEHUE  MEPOIPUSTHIA,
CHOCOOCTBYIOUIUX OYHCTKE JbIXaTENbHBIX MyTeH. JTUM TEXHUKaM U METOAMKaM OOy4yaeT Bpay-
(bu3noTEpaIeBT B CHICHUAIM3UPOBAHHOM [IEHTPE MYKOBHCIINI03a.

OObouwecTBEeHHbIE MecTa

[Ipn mocemeHUH MECT MAacCOBOTO CKOIUICHHUS JIIOJIEH TMallieHTaM C MYKOBHUCHIIHIO30M
HEOOX0aUMMO COOMI0aTh CTaHAAPTHBIE Mepbl NPOMUIAKTHKH WHOEKIUH, Tpexae BCEro
BKJIFOYAIOIIME B ceO:

- ['urueny pyk.

OOpabatbiBaTh pPyKH aHTHOAKTEPHAIBHBIM TIe€JIeM WM CIUPTOBBIMU cal(eTkaMu Mepen
MPUHATHEM THINK, MOCIE TOCEHICHHs TyaleTa, MOCle KOHTaKTa C XUBOTHBIMH WM WIPbl Ha
JETCKOH Tomasnke (padbore Ha OoTropoJie U T.J1)

- Homenue nuiieBol Macku.

Oco0eHHO B TakMX BBICOKOPHCKOBBIX IO BUPYCHOM Harpy3ke Mecrax, Kak METpO, a’3poroprT,
BOK3aJI, Ha JETCKUX MpPa3IHUKAX, KYIbTYPHO-MAaCCOBBIX MEPOMPHUATHUSIX B 3aKPBITHIX MOMEIIECHUSX.
[Tpu opranuzanuu MEpONpHUITUI HA BO3AyXe HOIICHUE JTUIEBOM MAacKH HE 00s3aTeIbHO.

- Ilocne Bo3BpalleHUs] U3 MECT MacCOBOTO CKOIUICHUS JIIOJIEH BBIMBITH PYKH, YMBITH JIHIIO,
MIPOMBITH Ha3aJIbHBIM JIyIIIEM HOC, CMEHUTH OJCKITY.

MauneHTbl MB B 0ogHOM ceMbe

- He wucnons3oBath 06H_II/IC MpEaAMCTEL (3Y6HLIG IOCTKHU, TOCyJdd, MAbIXaTCJIbHOC U
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KHHE3UTEpaneBTHUECKOe 000PyI0BaHHUE).

- IIpoBoauTh KMHE3WUTEpANMIO B Pa3HbIX KOMHATaxX U B pa3HOE BpEMs, HE HCIOJb30BaTh
JbIXaTeIbHbIE TPEHAXKEPHI APYT Apyra.

- Ilaumentst ¢ MB, He >XuBymmue B OIHON CeMbe, MJOJDKHBI COONIOIATH MEpHI
MIPEJOCTOPOKHOCTH: HE 3A0POBATHCS 33 PyKY, M30€raTh TECHBIX KOHTAKTOB, JEP)KATHCS JIPYr OT
JPYT HA PACCTOSTHUM 2 M.

- O6paboTka HeOynmaizepa (OUUCTKA, Ne3UH(EKIHS) MOCIIe KaXI0T0 UCTIOIL30BAHUSI.

[Ipumeuanue.
Hymepanus 3arojoBKOB /1aHa B COOTBETCTBUM C OQUIMAIBHBIM TEKCTOM JOKYMEHTA.

5.10. NMpodmnakTuka BogHOro Nyt MHPULUPOBaAHUA

- Boma wm3-moxy kpana. MoxkeT conepaTh AaTUIHYHBIE MHUKOOAKTEpWUH, CHHETHOHHYIO
najouky, rpubsl. Boga, ounnieHHas ¢ NOMOIIbIO (HIBTPOB, HE MPOIYyCKaOMUX yacTulbl > 0,2
MKM, Oe30omacHa, HO TeM HE MEHEe HCIIOJIb30BaTh €€ KaK MUThEBYI0 MOXHO TOJIBKO TIOCIHE
KATISTYeHUs. J{7s1 pasBeleHHsT WHTASIIMOHHBIX PACTBOPOB HCIOJIB30BATh CTEPHIILHYIO BOJY.
CrepunbHas BOJa MOXKET CO BpPEMEHEM KOHTaMHUHHPOBATHCS, KaK OBICTPO 3TO TPOUCXOJMT,
HEM3BECTHO.

- Acniuparopsl, HeOymaif3epsl (BO3MOXKHA nepenadya HHPEKIUU OT 000pyJOBaHUs MaLUEHTY).
Jl1st a3p030JIbHOM Tepaliy UCTIONB3YIOTCS TOJILKO CTEPUIIBHBIE PACTBOPHI, PUMEHSATH HX CICTyeT
¢ cobmonenueM acentuku. [locie kax0ro NCNoib30BaHus HEOOXOAUMO MTPOBOAUTH 1€300paboTKy
U CTEPUIN3ALMIO 000PYI0BaHHU.

- JlymeBbie kaOMHBI B 0acceiine, akBamapku, 0acCeHbI MaJIoTo 00bema (B TOM YHCIIe JETCKUE
OacceiHbl MpHu OTeIsIX), 0aHW/CayHbl MOTYT CTaTh UCTOYHUKOM HMH(EKITUH.

- Bomoembl co cTOslMeM WM 3arpsA3HEHHOW BOJIOM, pOAHWKK (HEOOJbIIME oO3epa |
BOJOXPAHMJIMIIA, OCOOEHHO € OONBIINM KOJIMUYECTBOM JAUKUX NTHUI] U P.) MOTYT CTaTh HUCTOYHUKOM
WH(EKINUH.

MpodmnakTtuka BogHoro nytn nHcpuumposaHusa

- [lonockatk poT ¥ ynoTpeOsATh B MUIIY TOJIBKO KUITSTYEHYIO I OYTHIMPOBAHHYIO BOAY.

- Mcnionb30BaTh 1151 MHTAISIIIMOHHON TEPAINUU TOJIBKO CTEPUIIbHBIE PACTBOPHI.

- CMBIBaTh BOJY B YHUTA3€ TOJIBKO IIPU 3aKPBITON KPBIIIKE.

- O6pabaTeiBaTh HeOyai3ep Mocie KakI0ro UCIOIb30BAHMUS.

- Mensatb ¢unbTpel 1 HeOynaiizep 1 pa3 B 6 MecsileB U MpU MPOBEICHUU IPATUKAITTOHHOMN
Tepanuu UHQEKIHA.

- Jlesun@uumpoBaTh Ha3aJbHBIN JYII MOCE KaKIOTO HUCTIOIb30BAHUS.

- YV nereli paHHero Bo3pacra JUlsl aHaJIM3a MUKPOOHOU (DIopbl MPOBOAUTH TIIyOOKUN Ma30K U3
3eBa WU MOJIy4aTh MOKPOTY, UCIIOJIb3Ysl MHAMBUAYAIbHBIN aciupaTop.

- He MbIThCS B IymieBo# KaOWHE 0 U TIOCTIE MOCEIIeHus OacceiiHa.

- M36eraTh KynaHus B MeJIKUX OacceliHax, akBamapkax, 3arps3HEHHBIX BOJOEMax.

- He ynotpe0asTh BOIy U3 HCTOYHUKOB U POJTHUKOB.

5.11. MuweBon nyTb WHdUUupoBaHusa. [lpocdunakTMka nUWEBOro nyTU
MHMUMpPOBaHNA

MuweBon nyTb MHPULUPOBaHUSA

1. HemocTatouHO POMBITHIE OBOLIH/(DPYKTHI/ATOIbI

167 n3 182


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — KuctosHein oubpos (mykosucumnpgos) — 2021-2022-2023 (24.09.2021) — Y1BepxaeHsl MuHagpasa PO

2. HekauecTBeHHas TepMuUecKas 00pabOTKa IpOIyKTOB
3. Mcnionp30BaHuE B MUIILY HECBEXKUX OBOILIECH/(DPYKTOB/STOT
4. T'pubsr Aspergillus spp. MOTyT comepkaThbcsi B KyKypy3e, opexax, CeMCHaxX H 3epHE

MpodmnakTuka nuiwieBoro Nyt MHcpuuMpoBaHus

- Ucnoss3oBate [uisi 00pabOTKH OBOIIEH, ATOT U PPYKTOB CIICIUATBHBIE NE3UH(OUIIUPYIOIHEC
CpexacTBa.

- AnlexkBatHas TepMHuUuecKas 00paboTKa MICHBIX U MOPETPOIYKTOB.

- He ucroib30Bath B MUILY IMOTHUBIINE WIIH 3aIJICCHEBEIIBIC OBOIIH, STOBI, (PYKTHI.

5.12. Bo3aywHo-KanesnbHbIW U KOHTaKTHbIN NyTHU 3apaxeHus. lNpodunaktuka

BO3,E|,YI.IJHO-KaI'IeJ1beII7I M KOHTaKTHbIN nyTun 3apaxeHuns

1. Bo3gymHo-KanenpHbIH MyTh Mepefauyd MHQEKIUU — 3TO 3apa)K€HUEe 4Yepe3 BO3IyX, B
KOTOPBIH TIOMAJAl0T U PACHpPOCTPAHSIOTCS Ha PACCTOSHUE OKOJIO 2 M TMPH PasroBOpe, Kamuie U
YUXaHWW TIANMEHTOB MeJbYailne OphI3rH M KalUTH CIFOHBI M HOCOBOW CIIM3H, COJEpIKalue
Bo3OynuTeneil Oose3Hell — kamenbHas wWHQEKUHUs (OCHOBHBIE BO30YAUTETN XPOHUYECKOIO
MHKPOOHO-BOCTIAJIMTEIILHOTO TIpoliecca apixaTenbHOro TpakTa (Becec, MRSA, MynbTupe3ucTeHTHAS
P. aeruginosa, Achromobacter spp., HTMB), a takxke rpunm, anruHa, audrepusi, KOKIIOMI, KOpPb,
ckapiaTuHa, Tyoepkyines). [Ipu BbIChIXaHMHM 3TUX OpbI3r M Kamesab BO30yauTenn OO0JIE3HH JOJITO
COXpaHSIOTCS B TBUIM — TbUIeBass WHQEKIHs. 3apakeHHWe TPOUCXOAUT TIPU BIBIXaHUHU
BO3OyauTenel 0osie3HEH.

2. KoHTakTHBIE TyTh Yepe3 MOBEPXHOCTH, TAKXKE MOKET ObITh MPUYUHON MHPUIIMPOBAHHUSL.

3. Aspergillus spp. oOuTaroT B MOYBE W Ha PACTHTENIbHBIX OCTaTKaxX. B CBs3W C 3TUM OHU
MOCTOSIHHO TMPUCYTCTBYIOT B BO3JyX€ BHEIIHEW cpeabl WM BHYTpU momemieHud. [lockonbky
Aspergillus spp. pacmpocTpaHeHbl MOBCEMECTHO, IMOJIHOCTHIO HMCKIIOYUTh KOHTAKT TMAalMEeHTa C
MUKpPOMUIIETAMA HEBO3MOXKHO, TEM HE MEHee CJEIyeT CTPEMHUTbCS MAaKCUMalIbHO CHHU3UTh PUCK
WH(PUITUPOBAHHMS.

4. PecniupatopHble BUPYCHI SBIJISIOTCS BaXXHBIMU MaTOTeHaMu Juid nanueHnToB ¢ MB. Bupychl,
TakMe KaK peCcHupaTopHO-CHHIUTHANBHBIA Bupyc (RSV), Bupyc rpumma, BHpyc mnaparpurra,
aJICHOBUPYC U PUHOBUPYCHI, UMEIOT OTHOCUTEIILHO KOPOTKHE IMEpUOJbl HWHKyOauuu (menee 1
HeJenu), a I[epenaya MPOUCXOJUT B OCHOBHOM IIOCPEICTBOM IMPSIMOrO KOHTakTa C
MH(UUIMPOBAHHBIMU JIIOJbMHU UM KOCBEHHOTO KOHTAaKTa, Kacasch MHGUIMPOBAHHBIX MPEAMETOB.
KanenpHas nepenaya MHGEKIMOHHBIX PECIIUPATOPHBIX CEKPETOB MPOUCXOTUT C BUPYCOM TpUIIA U
anenoBupycamu. Jletu ¢ MB He Gonee BoCIpMUMYMBBI K HH(PEKIUSAM BUPYCHBIX PECIUPATOPHBIX
MyTel, YeM UX 370pOBbIe CBEPCTHUKU. OHAKO pecHUpaTOpHbIE BUPYCHBIE 3a00JI€BaHMS MOTYT Y
HUX MIPOTEKATh TsXKEJee U CIOCOOCTBOBAThH PA3BUTHIO OAKTEPUATLHON MH(EKITHH.

Mpodunaktuka

- He noaxonuts k 1pyrum nanuestam ¢ MB 6nmoke, uem Ha 2 M.

- Mcnosib30BaTh JIMILIEBBIE MACKHU.

- Hcnonp3oBaTh JMIEBYI0 MAacKy BO BpeMs MOBBIIIEHHOH 3a00J1€Ba€MOCTH M IMOCELICHUS
0OI1eCTBEHHBIX YUPEXKJICHHUM, a TaK)Ke MPH MOCEUICHNH JIEUEOHBIX YUPEKICHHH.

- OGpabaTeIBaTh MOBEPXHOCTHU MOCIIE NAIIUEHTOB.

- OGpaboTKa pyK.

- IMTatmentst ¢ MB He NOKHBI HaXOOUThCA B JKUJIBIX M OOJIbBHUYHBIX MOMEIICHUSX,
MIOPa’KECHHBIX IUIECEHBIO.

- HeobOxomumo crieauTh 3a COOJIIOJCHHEM TEMIIEPAaTypHO-BIAKHOCTHOIO peXUMa B
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IIOMEILEHUAX, HE JOIyCKaTh IPOTEUEK, aBapUil, 3aTOTVIEHUH 1101BAJIOB U T.II.

- B ciyyae mosiBICHHS NPU3HAKOB IUIECEHH B IOMEUICHUSAX HEOOXOAMMO TIEpEBECTU
nanueHToB MB B ipyroe nomenieHue.

- Jns nukBMAnMU TOCIEACTBHIA TMOSIBICHUS IUIECEHU B 3[aHUAX HEOOXOIMMO BBISIBUTH U
YCTPAaHUTh MPHUYMHY MOSIBIECHUS CHIPOCTH B 3IaHUHU, MPOBECTU MPOCYIIKY U 00pabOTKy oudaros
OMOTIOBPEKICHUH CTPOUTEILHBIMU OMOLIMAMHU, AKTUBHBIMH IIPOTHUB I'PHUOOB.

- B kBaptupax nauuentoB ¢ MB, a Taxke OOJIbHUYHBIX ITOMEIICHUSIX U MOJIMKIMHUKAX, HE
JOJKHO OBITH IIBETOB B TOPILIKAX, 3SUMHUX CaJIOB U TIP.

- B cBs3u ¢ TeM, uTo 00JIbIIOE KOJUYECTBO CHOP I'PUOOB MPUCYTCTBYET HA YACTUUKAX IBLIH,
Heo0X0MMO HM30eratb KOHTAaKTa MalmueHToB ¢ MB ¢ mbLIbIO, THIATEIBHO MPOBOJUTH BIIAXKHYIO
yOOpKY OMEIICHUH.

[Tpunoxxenue I'1-I'N

IIIkaabl OLIEHKH, BONIPOCHUKH U APYyIrHe OLeHOYHbIe HHCTPYMEHThI COCTOSIHUS
NAMEHTA, NPUBEJIeHHbIC B KIIMHNYECKUX PEKOMEeHIAIUAX

ITpunoxenne I'1

Illkana ouenku crenenu ¢puoposa neuenn METAVIR (Meta-Analysis Of
Hisological Data In Viral Hepatitis) — Mera-aHaJIn3 rucTOJIOrHYeCKUX JaHHBIX
MPH BUPYCHBIX FeNaTUTAX

Hctounuk: [332 (B Mmogudukanuu 333, 334, 335].

Tum: mkana oueHkn

Haznauenwue: onenka crenenu ¢pudpo3a neyeHun

O1leHOYHBI HHCTPYMEHT: IIKaJIa

CopepxaHue U KITIOY:

3HaueHUsl DJIACTUYHOCTH TI€YEHH TMpPH Pa3lUuHbIX cTaausx ¢udpo3a (TpaH3UEHTHas
¢dbubposnactomeTpus) (DracTOMETPHS TICUCHH )

Cragus ¢ubposa 3HaueHUs AMACTHUYHOCTH
(xITa)
FO (otcyrctBuE dpubdpo3a) <58
F1 (sterkuit ¢pubpo3) 5,8-7,2
F2 (ymepennsiit pubpo3) 7,2-9,5
F3 (BeIpaxkeHHbIN (HHOPO3) 9,5-12,5
F4 (umppo3) 2125
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Kuaccndukanus acneprusiiesa

[Tpunoxxenne 12

Beigenstor Atk cTaanii AJuieprudeckoro OpoHXoieroqHoro acrnepruuie3a (ABJIA) <*>:

<*> VYV npanueHToB C MyKoBHCIuA030M ABJIA Hepeako mpoTekaeTr Kak MEIJICHHO
nporpeccupyloinee 3a00JeBaHue, yka3aHHbIC CTaJuH BBIICIUTH He yaaercs [15, 39].

- oCTpas cTajusl,
- pemuccus,

- o0ocTpeHue,

- 'KC-3aBucumas
- ¢pubpo3.

- Xponuueckuii acnepruies jgerkux (XAJI)

XpOHHMUYECKUH acTiepruisies JIETKUX — COOpHOE MOHATHE, KOTOPOE BKIIIOYaeT <**>:

<**>'V nmanueHToB ¢ MyKOBHUCIH1030M XAJI mpoTekaeT npeuMyIecTBEHHO KaK HO Ty ISIPHbII
acrepruuie3, OAMHOYHAS acTIepPriuiioMa WK XPOHUYCSCKHI KaBepHO3HbIH actieprusuies [17, 18].

- HOZIYJISIPHBIN aciepruiiies,
- OIMHOYHAH acepruioma,

- XpOHMYECKUI KaBEPHO3HBIN acleprusuies,
- XpOHUYECKUH (HPUOPO3UPYIONINI acTIepruiies,
- TIOJIOCTPBIN MHBA3UBHBIN acTieprusuies/

- Acieprusuie3HbIi TpaxeoOpOHXUT

[Tpunoxenue '3

Illka/ia OEeHKH TAKECTH H cTeneHH KoMnencanuu nuppo3a Yaiiaa-Ilsro (The
Child-Pugh Score)

Hcrounuk: [48], Banmuaanus mkajisl B PO He mpoBoIuIach.

Tumn: mkanga OlEeHKH

Haznadenwue: onieHKa cTeIeHU KOMIICHCAIIMH HUuppo3a 1ncYCHU

OHeHo‘IHLIfI HHCTPYMCHT: IIKaJIa

Conepxanue:
bamne\[IpuzHaku 1 2
OHuedanonarus Her MUHHUMaJIbHbIE KoMma
NPOSIBJICHUS
Acuur OTtcyrcTBYeT KOHTpOJIUpYeTCsl | pedpakTepHbIi
bunupy6un (MMoJIb/11) <34 34-35 >51
AnpOymuH (T/71) > 35 28-35 <28
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[TpoTpomOHHOBOE Bpemst <1> (cek.) <4 4-6 >6

<1> 3HaueHus! MPOTPOMOUHOBOTO BpeMeHU 4-6 CeK. COOTBETCTBYET NpuOIu3uTensHo 50% u
40% OT HOPMBI COOTBETCTBEHHO.

Knacce muppo3sa BeIcTaBiIsIeTCSl B 3aBUCHMOCTH OT CyMMBI OaJUIOB 110 BCEM ITapaMeTpaMm.

Kirou:

Cymma 6amioB 5-6 cOOTBETCTBYET Kiaccy A, mpu cymme 7-9 — knace B, a mpu o0mieit cymme
B 10-15 GamnoB BeicTaBisiercs kiacc C.

OxunaemMasi MpoOJIOJKUTENBHOCTh JKU3HM Yy TAllMeHTOB Kiacca A coctaBiser 15-20 ner,
MOCJICOTICPAIMOHHAS JICTATLHOCTD IPH ITOJIOCTHOM XHPYpPTHYeCKOM BMermareabcTee — 10%.

Knacc B sBnsieTcs moka3aHueM ISl pacCCMOTPEHUs BOIIpOca O Tepecajke MeYeHU; P ITOM
MOCJICOTICPAITMOHHAS JICTATBHOCTh TPH TOJOCTHOM XHPYPTHUECKOM BMEIIATEIBCTBE JOCTUTACT
30%.

VY oOomnpHbix Kiacca C oxumaemas MPOJOJDKHTENBHOCTh KH3HH JocTuraer 1-3 roma, a
MOCIIEOTIEPAIIMOHHAS JIETATLHOCTH MPH MOJIOCTHOM BMemaTenbcTBe — 82%.

Ha ocnoBanun kputepueB Yaiinma-Ileto mnpemiokeHo OlEHUBATH HEOOXOIUMOCTh B
TPaHCIUIAHTAI[MM TICYCHH: BBICOKAs HEOOXOJWMOCTh Yy IMAallMEHTOB, OTHOCSIMUXcS K kimaccy C,
yMepeHHas — y MalMeHTOB Kiacca B u Hu3kast — y marueHToB kiiacca A [336]

OHGHKa BBIDKUBACMOCTU IIaIMuCHTOB C HUpPPO3OM IICYCHU
[https://www.gastroscan.ru/handbook/117/7543].
Knacc mo Yaitna-I1sro baniet lNoguunas JByxneTHsst
BBKHBAEMOCTh, %0 BBIKHBAEMOCTh, %
A 5-6 100 85
B 7-9 81 57
C 10-15 45 35

[Tpunoxenue I'4

Penrtrenogencuromerpus y naguenros ¢ MB

JIBysHepreTuueckas peHTreHoBckas jaeHcutomerpusi (Pentrenonencutomerpus) (DXA)
SIBJISIETCS ""30JI0THIM CTaHAAPTOM'" KOJIMYECTBEHHOT'O OINPEICIICHHSI KOCTHOM Macchl (MUHEpaIbHON

mIoTHoCcTH Koctu uiau MIIK).

B CcoBpeMEHHON KIMHUYECKOW ITPAKTHKE

uaauBuayansHas MIIK  cpaBHuBaercs ¢

pedepencHoit 6a3oii nanHbix. Hanbonee npuemiiembimM ciocobom onienku MIIK siBnsieTcst oieHka ¢

oMok T- u Z-kpurepues.

T-kputepuii mpencraBisieT co00il KOJWYECTBO CTaHAAPTHBIX OTKJIOHEHUH BBILIE M HUXKE
CpeAHEero nokasaressi MUKa KOCTHONH Macchl y MOJObIX. [IpuMeHNM TOJBKO y JKEHIIMH B MepH- U
nocTMeHomnayse u 'y myxuus 50 set u crapme [127, 337].

VY nereit, MOAPOCTKOB, B3POCIBIX (MYX4MH miajanie 50 JeT U KEeHIUH B peMeHonay3e) Al
ouenku MIIK ucnone3yercss Z-kpurepuil (KOJIMYECTBO CTaHIAPTHBIX OTKJIOHEHUH BBIIIE U HIDKE
CpeIHEro MoKasarels JUIsl JIML aHAJIOTHYHOTO BO3pacTa). Y-KpUTEpUil HUKOI/Ia HE MCIOIB3YeTCs

(A).
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B cnyuae, xorja conepskanue KocTHbIX MuHepaiioB wim MIIK no Z-kpurepuio cOoTBETCTBYET

ypoBHIO < -2 SD, crexyeT NPUMEHATH TEPMHUH "HH3KOE COJEpKAHHE MHMHEpaNa B KOCTH HIIH
Huskas MIIK s nanHOoro XpoHosoruyeckoro Bo3pacra” [51, 127, 337].

IIpunoxenune I'S

AJITOPUTM 00C/IeIOBAHUA U TAKTHKA PELICHUS BONPOCA PENPOAYKIHMH Y
Myx4uH ¢ MB

{
|

MONEKYAMPHO-TEHETHNECKH NOATBEPMALHHIA AMITHOS «MyKOBHCUMAOSS |

1
CNepmaTonorueckoe HCCAeQ0BaHMe }
o ntun»--/ i “""i""'”"“""‘ HOPMO30OCNEPMHUA
BHONCIA Ad | 06cAeN08HME CyNPYTH (reHeTHUBCKO®, PENPOAYKTONOTMYECKOE)
Nposeaenme IKO/ICSI. i | Pewenie 8ONPOCA 0 KOHOKOCEDBALMM CNEPMATOIONA0D
‘ Mo bricoxOM pcke MB = / naanwuposaue GepemennocTu
NPEHMANINTILUMOMHAA - \EQW ]
| anarvoctvxa (NA) | Orcyrcreme | | HacTynune
1 | GepemenrocT , [
) Npenaranomas
Orcyrcraune ANATHOCTHKA
| Sepesmensoc | (no noxasanuam)

Pewenne 06 MCNONSIOBANKM LOHOPCKMX NPOTPamMm BPT

—— e

AJ'Il"OpI/ITM O6CJ'ICI[OB3HI/I$I N TaKTUKa pCHICHHS BOIIPOCA PEIIPOAYKIIUH, KOTOpI:-Iﬁ 3aBHUCHUT OT
TpeX COCTaBJIAOIIUX: PE3yIbTAaTOB TCHCTUYCCKOI'O O6CJ'I€,[LOB8_HI/ISI, pPE3YIbTAaTOB
CIICPMHUOJIOTHYCCKOTO UCCIICAOBAHUs U CTaTyCa (1)epTI/IJ'II>HOCTI/I CYIIpYIr'u.

ITpunoxenue I'6

/[aHHBIE 0 NPUPOJIHOMH PE3UCTEHTHOCTH BeAyIMX MUKpOOpranusmMos npu MB
S. aureus o6nazaeT NPUPOAHON YCTOHYUBOCTHIO K a3TPEOHAMy, TEMOIMIUINHY, TOJUMUKCHHY

B/konucTuny, HATMIMKCOBON KUCIIOTE U eTazuauMy™*.
Bce HI'Ob oO6OnamatoT nOpupoaHOM  yCTOMYMBOCTBIO K OCH3WINEHULMIUTMHY™*,
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nedanocnopuHaM MEpPBOTO W BTOPOTO TOKOJEHHUS, TJIMKOMENTHAaM, (y3UI0BOH KHUCIOTE,
MakpoJHIaM, JMHKO3aMHUJaM, CTPENTOrpaMuHaM, pudaMOuuuHy**,  nantoMunuHy**  u
TUHE30JIU Ty *.

P. aeruginosa npupoHO yCTOMUMBA K aMIUIMJUTMHY, aMOKCHIIMIUTNH/KIIaByIaHOBAsA KHCIIOTE,
nedazomuHy**, nedanekcuny**, nedanoruny, nehaapokcuiy, nedporakcumy**, nedrpuakcony**,
spraneHeMy**, xiopaMmpeHNKOIy**, KaHAMUIIMHY **, HEOMUIIMHY, TPHMETOTIPUMY, TETPALUKIUHY,
TUTCIUKITHHY **,

Achromobacter xylosoxydans mnpupoaHO yCTOHYMB K aMOUIMWUIHHY**, 1edasomuny™*,
nedanekcuny**, nedanoruny, nedpaaporcmry, neporakcumy**, negrpuakcony**, spranenemy**.

B. cepacia complex mpupoaHO YCTOWYMBA K aMITMIIMUTAHY* ¥, aMOKCUITWILTIH/KIaByIaHOBON
KHCIoTe™**, aMIUIWIINH/CyIbOakTaMy**, TUKapUWIIUHY, MUATIEPALAIUINHY,
TUKApUUJUIMH/KJIaBYJIaHOBOM KHCJIOTE, MUIEepalUIUINH/Ta300aKTamy, nedazoauHy**,
nedanekcuny**, nedanoruny, nedaapokcuiy, neporakcumy**, medTpuakcoHy**, azrpeoHamy,
spraneHemMy**, nunpodraokcanuuy**, xmopampeHUKoIy**, aMUHOTIMKO3HUIaM, TPUMETOIPUMY,
dbochomununy**, nonumukcuny B/konuctuny.

Stenotrophomonas maltophilia IPUPOIHO ycToH4MBa K aMIOULWUIHHY * ¥,
aMOKCHUIWJUTMH/KIaBYTaHOBOM  KUCJIOTe®*,  aMIUUWUIMH/CYIbOAKTaMy™*,  THKapUWUIHHY,
MUTICPAlUTHHY, THUIIepallMIUINH/Ta300akTamy, 1nedazonuHy**, nedanexkcuny**, uedamoTuH,
nedanpokcuny, uedorakcumy**, nedrpuakcony**, azrpeoHamy, spraneHemy**, HMHUTIEHEMY,
MepoIeHeMy™*, aMUHOTTIUKO3UJaM, TPUMETONpUMY, GpochoMuninny**, rerpauukinny. Ho moxer
OBITH YyBCTBUTEIbHA K TPUMETOTIPUM/CYyTb(haMeTOKca3z0my™*,

Haemophilus influenzae mnpupogHo ycTOHYMBA K TJIMKOMENTHIAM, JIMHKO3aMHUJIaM,
TanTOMUIMHY* ¥, muHe30M Iy ™ *, Qy3u0BOM KUCIOTE, CTPENTOrPAMUHAM.
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IIpunoxenue I'7

IlepeyeHb 1a00PATOPHBIX M HHCTPYMEHTAJBHBIX UCCJIEIOBAHNNI U KOHCYJIbTAUN CHEHUATUCTOB, OCYHIECTBJISIEMbIX B
CpeHeM NpPH JUHAMHUYECKOM HAOJII0ICeHUN MALMEHTOB ¢ MyYKOBHMCIIH/1030M

Buy o0ciienosanus [Ipu ITnmanoBeIi Kaxnul Exxeromno Kaxxnpl ITo mokazanusm
NEPBUYH | BU3UT (KaXKIble eb e2
oM 3 mec.) MecsIle roaa
oOpartieH B
17071
’KanoOr1, anamue3 + +
AHTpPOTNIOMETPHSI C OLIEHKOMW IO MPOLUEHTUIBHBIM |+ +
pAaM M JUHAMUKOW
Kimmanueckuit ocMotp + +
Crompomerpus <1> + +
(uccnenoBaHNe HECTPOBOLIMPOBAHHBIX
JbIXaTeIbHBIX 00HEMOB U TOTOKOB)
Crmmpometpust ¢ mpoOoit ¢ OpOHXOUTUKOM <1> +
(uccnenoBaHue AbIXaTEIbHBIX 00BEMOB C
MIPUMEHEHHUEM JIEKapCTBEHHBIX MIPErnapaToB)
bonumnerusmorpadus <1> +
[Tynscokcumerpust + +
OOt aHanu3 KpoBU + +
(OOmuit (KIMHUYECKUIT) aHATN3 KPOBH
pa3BEepHYTHI)
buoxumunueckuit ananus kposu <1> + +

(aHaNMM3 KPOBH OMOXUMUYECKUN
oOrierepaneBTHUECKHM, HCCIIeI0BAaHUE YPOBHS
TJIFOKO3bI B KPOBH)
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OpueHTHPOBOYHOE HCCIIEA0BAHUE FEMOCTa3a
(koarynorpamma)

+ (mo
MIOKA3aHUsM )

OpanpHblii rnroko3orosnepanTHbii TecT (OI'TT),
CYyTOYHOE MOHUTOPUPOBAHUE TIIMKeMUn <1>
(mpoBeIeHHE TIIIOKO30TOJIEPAHTHOIO TECTA,
HCCJIEIOBAHUE YPOBHS IVIFOKO3bI B KPOBU METOA0M
HENpPEPHIBHOIO MOHUTOPUPOBAHUS)

MukpoOnosoruyeckuii aHajin3 MOKpOTBI
(HaMMEeHOBaHUs yCIYT B COOTBETCTBUHU C
Homenknarypoit MEIUIIMHCKHUX YCIYT YCIYT CM.
KOMMeHTapuii B pazaene 2.3. "JlabopaTopHas
arHocTuka')

Komnposorus
(KOTIPOJIOTMYECKOE UCCIIeI0BAHUE)

OnpeneneHre akTUBHOCTH MTAaHKPEATUYECKOM
snacrasbl-1 B Kane <2>

+ (mpu coxpaHHOM
AK30KPUHHOU (QYHKITUN

MOJKETYTOYHO U
KEJIe3bl)

Onexrpokapauorpadus (OKI')

Oxoxkapauorpadus (DXO-KI') +

VY31 opraHoB OpIOIIHOM MOJIOCTH, +

nomrmieporpadust

(ynbTpa3ByKOBOE HCCIIEJOBAaHUE OPTaHOB

OPIOIIHOM MOJIOCTH (KOMILJIEKCHOE),

yIBTPAa3BYKOBOE UCCIIEIOBAHUE MTEYCHH,

yIBTPAa3BYKOBOE UCCIIEIOBAHUE

renaTtoOMIIMapHOi 30HbI)

DnacToMeTpusl IeYeHH

Pentrenorpadus opraHoB rpyIHOMN KIETKU +

(peHtreHorpadus Jerkux)
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KT opranoB rpyaHoi KIeTKH (€ 5 J€T Wi 1o + +

ITOKa3aHUSIM )

(xommnbroTEpHask TOMOTpaus JETKUX)

MarsnuTHO-pe30HaHCHAst TOMOTpadusi OpraHoB +

IPYAHOM HOJIOCTH

KT ma3yx noca (c 5 ner) + +

(xommbroTepHAask ToMOTpadus IPUIATOUYHBIX Ma3yX

HOca, ropranu) <1>

MarsuTHO-pe30HaHCHas: TOMOTpadus +

OKOJIOHOCOBBIX Ma3yx <1>

Ocreonencuromerpust <1> +/- +/- +/- +
(pEeHTreHOJEHCUTOMETPHS )

AbGnoMuHanbHasi peHTreHorpadus +

Orenka nedumura BUTaMUH A (ompeiericHue +

KOHIICHTPAIIUKM BUTaMHHA A (pEeTHHOJIA) B

CBIBOPOTKE KPOBH <4>)

Onenka nedunura ButamMuH D — (uccrnenoBanme +

ypoBHs 25-OH Butamuna /[ B KpoBH)

Onenka nedunura BuTamMuH E: +

(onpenenenue yposueit & -toxodepona <3> u

XOJIECTepUHA B CBIBOPOTKE KPOBH, a TAKXKE UX

COOTHOIIICHUST )

Onenka nedurura Butamuaa K: + (00s13aTeILHO — Mepe]
(ompenenenue MPOTPOMONHOBOTO OTIEPaTUBHBIM
(TpoMOOIIIACTUHOBOTO) BPEMEHH B KPOBU WIIH B BMEIIATEIbCTBOM, IIPU
mia3me) KPOBOTEUEHUSX)
Onenka aedunura Buramuna K (onpenenenue +

ypoBHsi BuTaMHHa K B CBIBOPOTKE KPOBU <3>)

Buramun B12 (onpenenenue ypoBHsI BUTAMHUHA + (Bcem marueHTam ¢ MB
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B12 (unanoxobanamMuH) B KPOBH)

C CUHIPOMOM KOPOTKOH

KHIITKH )

Koncynpramus oTopuHOJIapuHTOJIOTa

+4

DHIOCKOMHS HOCOTJIOTKH (9H0CKOTIUYECKasl
SHJIOHA3aIbHAst PEBU3HS ITOJIOCTH HOCA,
HOCOTJIOTKH)

ToHanpHast OPOroBast AyAUOMETPHUS
(peructpaius BBI3BaHHOM OTOAKYCTHUECKOM

SMUCCHH W/UJIU PETUCTPAIUs KOPOTKOJATEHTHBIX
CIIyXOBBIX BBI3BAHHBIX MOTeHLIMAI0B, ASSR-TecT)

<1>

Koncynperamus Bpada-nguerosiora

Koncynbramus ncuxosmora

KoHTpOJIb HABBIKOB KHHE3UTEPATTUH U
WCTIOJIb30BAHUS IbIXaTEIbHBIX TPEHAXKEPOB U
pudOpoB

KoHcynbTanms Bpada-racTpo3HTEpOJIora

®ubpor3odaroracTpoayoICHOCKOTIHS
(?30(haroracTpo/1yoIEHOCKOIIHS )

KOHCYJ’IBT&HI/IH Bpada-sHAOKPHHOJIOI'a

KOHCYJ’IBT&HI/IH Bpada-TpaHCILUIAHTOJIOTra

Koncynbranus Bpada-kapauosora (Kapauosora
JIETCKOTO)

Kowncynprarus Bpaya-yposora (yposora-
aH/IPOJIOTa JETCKOTO0)

KOHCYJ’ILT&HI/IH Bpada-aKyniepa-ruHEKOoJIora

Pexomenaaiuu no JeKkapcTBEHHOMY
o0ecneyeHnio, BHECEHNE U3MEHEHUH B
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PETHOHAJIBHBIN peecTp MO JCKAPCTBCHHOMY
00€eCIIEYUEHNIO

I'onoBoii snukpu3 (Beinucka s MCO) ¢ +
PEKOMEHIAUsAMU ¥ TUTAHOM HAOJIOACHUS Ha T

[Toanucanne MTHPOPMUPOBAHHOTO COTJIACUS U +
BHECEHHE JTAHHBIX MMAIMEHTA B HAIMOHAJIbHbBIN
peructp

[Ipumeuanus:

<1> B oTaenbHBIX BO3PACTHBIX TPYIIAX C y4eTOM Bo3pacTa [2].

<2> Jlnis MaieHToB ¢ HOPMAaJIbHBIM YPOBHEM 3J1acTa3bl, T.€. COXpaHHOU QyHKIMEH momkenynounoi xene3sl (MKB 10 — E.84.0).
<3> OtcyrcTByeT B yrBepxkaeHHo Homenkiatype meauunnckux yeuyr (IIpukas Munznpasa Poccun ot 13.10.2017 N 804H).
<4> TIpy HanM4YUK NOJUCUHYCHUTA U MOJUIIOB HOCA — Yallle.
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[Tpunoxxenne I'8

Pacuimdposka npumMeyanui

.. ** — mpenapaT BXOJUT B TIepEUEHb )KU3HEHHO HEOOXOIUMBIX M BAKHEUIIHNX JIEKAPCTBEHHBIX
npenapatoB (Pacnopspkenune [IpaBurensctBa PO ot 12.10.2019 N 2406-p "OO yTrBEepk’ACHUN
IEepeyHsl JKMU3HEHHO HEOOXOJMMBIX M BaKHEHIIMX JIeKapCTBEHHbIX mpemnaparoB Ha 2020 rox, a
TaKKe MepevHel JeKapCTBEHHBIX MPENapaToB sl MEAUIUHCKOTO MPUMEHEHHS W MUHUMAJIBHOTO
aCCOPTUMEHTA JIEKapCTBEHHBIX MPENapaToB, HEOOXOJUMBIX Ul OKa3aHHUS MEAMLIIMHCKON nmomMou"
", Pacnopsixenue [IpaButenbctBa PO ot 23 Hoa6pst 2020 r. N 3073-p

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIIMH JIEKapPCTBEHHOTO
CpeICTBa IMOKa3aHMM OCYLIECTBIISIETCd MO PEUICHHI0 BpadyeOHOM KOMHCCHM, C pa3pelieHus
JIoKaJIbHOTO 3TUYECKOTO KOMMTETa MEAMIIMHCKOW oOpraHu3anuu (Ipy HaJU4MH), C YCIOBUEM
MOANKUCAHHOTO MH(OPMUPOBAHHOTO COTJIACUSl pOAUTENEH (3aKOHHOTO MPEACTaBUTENSA) U MalleHTa
B BO3pacre crapiue 15 ner;

falalal MEIUIIMHCKOE H3/eTNe, HMIUIAaHTUPYEMOE B OpraHM3M 4YelloBeKa IpU OKa3aHUU
MEUIIMHCKOM MOMOIIM B paMKax IMPOrpaMMbl TOCYJJapCTBEHHBIX TapaHTHI OeCIJIaTHOTO OKa3aHUs
rpaxkaaHaM METUIIMHCKOW MOMOIIH.

*XHEX — mpoaykT nuTaHus, BKItoueH B Pacnopsokenue [IpaButensctBa PO ot 7 nexabps 2020
r. N 3242-p O0 yTBEepKICHHUHU TEPEUHs CIECIUATH3UPOBAHHBIX TIPOJIYKTOB JICYUCOHOTO TTUTAHUS IS
nerern-uHBanuaoB Ha 2021 r.

[Tpunoxenne 1'9

Cmecu AJIA J1e4eOHOr0 U JONOJHUTEIbHOI0 NUTAHUS JAJIsl MALIUEHTOB C

MYKOBHUCIIH/T030M
I'pynma XapakTepucTuKa CMECH [Ipumenenue,
MpeHa3HaYCHUE
Hns nereii 1 Monounslie cMecu 11 MoJiouHBIE CMECH IS
roJa >KU3Hu HCKYCCTBEHHOTO/IOTIOTHUTEIIBHOTO BCKapMIIMBAHUS | IETeH 1-ro roaa Ku3HH, C
HEIOHOIIIEHHBLIX ¥ MaJIOBECHBIX AeTell 1-ro roma HENOCTATOYHOCTLIO

xu3Hu. Conepkanue 6enka 1,9-2,2 r/100 mu, 20% | nutanus (runotpodueii)
CUT B coctaBe »KUPOBOTO KOMIIOHEHTa CMECH.
DHepreTudeckas eHHocTh cmecu 77-100 kkan/100

MJI CMECH
s nereit 1 CmMmecH Ha 0CHOBE INTyOOKOI0 THapoJin3a MojoyHoro | Cmecu s nereit ¢ MB
rojia *Xu3Hu Oenka (Ka3enHa, CbIBOPOTOYHOIO OesKa), ¢ JUIsl BHTEPATILHOTO
BkioueHueM 50-60% CL[T B cocrase ;kMpoBOTrO MIATaHUs [10CIIE ONEPaLUU
KOMIIOHEHTa, 0€371aKTO3HbIE 110CJIE MEKOHHEBOTO
uieyca, a Takxke Mpu
JJIepruu K Oenmkam
KOPOBBETO MOJIOKA
Jns nereit N3o- (1 xkan/mn) u runep(1,5 kxan/min) DHTepanbHOE U
crapiue 1 roga |KamopuitHbIe MOJIOUYHBIE CMECH, C BBICOKUM JIOTIOJIHUTEIIbHOE TIUTaHUE
coJiepkaHueM Oenka, /Ui Aeteit crapuie 1 rona. Juis aereit crapuie 1 rona,

CMmecu MOTYT OBITh CYXUMHU U KUIAKHUMHU, C PA3SHBIMHU | CUIIMHI, HOUHAA
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(momymenusiMu M3 P®D) BKycoBbIMU J100aBKaMuU

Hytpusn Crannapr (cyxast cMech, C HEUTPaJIbHBIM
BKYCOM, HJIU CO BKYCOM KITyOHHMKH, OaHaH, BAaHUJIH,
Kapamenn) <****>

Hytpusn Crannapt (Kuakas cCTepuIn30BaHHAs
CMECh, C HEUTPAJILHBIM BKYCOM, UJIU CO BKYCOM
KITYOHHMKH, OaHaH, BAHWIH, KapaMenn) <****>

Hytpusn Crannapt ¢ nuiieBsIMU BOJIOKHaMU (Cyxast
CMECh, C HEUTPAIBHBIM BKYCOM, UJIU CO BKYCOM
KIyOHUKH, OaHaH, BAHWJIN, KapaMenn) <****>

Hytpusn Crannapt ¢ nuiieBsIMU BOJIOKHaMU
(>kMIKas CTEpUIIM30BAaHHAS CMECh, C HEUTpaIbHBIM
BKYCOM, MJIU CO BKYCOM KJIYOHUKH, OaHaH, BAaHWUJIH,
Kapamenu) <****>

Hytpuson snBanct Hyrpuapusk cyxas cmech
<****>

Hyrtpuan/lpyuHK ¢ nUIEeBbIMA BOJOKHAMH, CO
BKYCOM BaHWJIH, XKUJKasg popma <****>

TUNCPpATTUMCHTAI A

Hns nerei
crapuie 1 roga

N3o- (1 xkan/mn) u runep(1,5 kkan/min)
KaJIOPUHHBIE CMECH Ha OCHOBE TJIyOOKOTO
TUIPOJIM3a MOJIOYHOTO OemKa, JIsl AeTei crapiie 1
rona; ¢ coaepxkanueM CLT 50-60% >xupoBoro
KoMmoHeHTa. CMecH MOTYT OBITh CYyXUMU U
KUJKUMH, ¢ pa3HbIMU (AomnymeHHpiMu M3 PO)
BKYCOBBIMH JI00OaBKaMH

DHTEpaNIbHOE U
JIOTIOJIHUTEIBHOE ITUTaHUE
IU1sL eTen crapiie 1 rona,
rocJie onepanuii Ha
opranax XKKT, ¢
ajuieprueit Kk enkam
KOPOBBETO MOJIOKA;
CHUIIMHT, HOYHAs
TUNIEPATUMCHTAIIAS

Hns nereit
crapuie 3 JIeT U
B3POCIIBIX

N3o- (1 xkkan/mi) u rumnep (1,5-2 kxan/min)
KaJIOPUITHBIE CMECH, C BBICOKUM COJCpKaHUEM
Oenka, 7151 AeTel ctapiie 3 JieT U B3pocibix. CMmecu
MOTYT OBITh CYXUMH M KHJIKMMHU, C Pa3HBIMU
(momymenusiMu M3 P®) BkycoBbIMU 100aBKaMu

Hyrpusn Cranngapt (cyxasi cMech, C HEHTpaJIbHbIM
BKYCOM, HJIH CO BKYCOM KIIyOHUKH, OaHaH, BAaHUJIH,
Kapamesm) <****>

Hytpusn Cranmapt (Kuakas CTepUIM30BaHHAsS
CMECh, C HEHTPAITBHBIM BKYCOM, UJTU CO BKYCOM
KITyOHUKHU, OaHaH, BaHWJIH, Kapamenn) <****>

Hytpusna Ctannapt ¢ nuiieBsIMU BOJIOKHAMU (CyXast
CMECh, C HEHTPAITBHBIM BKYCOM, UJTU CO BKYCOM
KITyOHUKHU, OaHaH, BaHWJIH, Kapamenn) <****>

Hytpusna Ctannapt ¢ NUIIEeBBIMUA BOJIOKHAMU
(>kMIKas CTepPUIIM30BAaHHAS CMECH, C HEUTpaTbHBIM
BKYCOM, MJT CO BKYCOM KIIyOHUKH, OaHaH, BAaHUJIH,

OHTEpaibHOE U
JIOTIOJIHUTEIBHOE ITUTaHUE
JUIsL IeTel crapiie 3 JeT u
B3POCJIBIX, HOUHAS
TUTNIEPATUMCHTAIIAS
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Kapamenn) <****>

Hytpusn OHeprus ()kuakas CTepuiIM30BaHHAs
CMECh, C HEUTPAIBHBIM BKYCOM, UJIU CO BKYCOM
KITyOHHKH, OaHaH, BAHWIH, KapaMenn) <*>

Hytpuson snBanct Hyrpuapusk cyxas cmech
<****>

Hyrpuan/lpyuHK ¢ nUIEBBIMA BOJIOKHAMH, CO
BKYCOM BaHWIIH, )KUAKasd popma <F***>

Jns nerei
crapuie 1 roga
Y B3POCIIBIX C
MB-
aCCOITMUPOBAH
HBIM THMa0eTOM

N30- 1 runepkanopuiiHbIe MOJIOYHBIE CMECH C
HU3KHUM IIIMKEMUYECKUM UHIECKCOM, JUIS TUTAHUS
MAIMEHTOB C CaXapHbIM JuabeToM

Hytpusn [Inabet (kuakasi CTepuiin30BaHHAs CMECh,
C HEUTpaNbHBIM BKYCOM, WJIM CO BKYCOM KIYyOHMKH,
0aHaH, BaHWJIM, Kapamenn) <****>

JIJ1st JOTIOMHUTENIBHOTO U
SHTEPATLHOTO MUTAHMUS,
HOYHOI
TUTIepATMMEHTAIIIT
nanueaToB ¢ MB n
aCCOIMUPOBAHHBIM
CaxapHbBIM THA0ETOM

Cpennenenioue | Omynbeus 50% wumu 100% macio JlonoTHUTETEHOE TUTAaHUE
YHBIE cpenHenenoyedHbix Tpuriauuepuaos (CLT) — UCTOYHUK
TPUTTULEPUIBI JIETKOYCBOSIEMBIX KaJIOpHi

JIukBUDKEH KUJKAs KUPOBAs IMYJIbCUs <****> ~
— 714 ieTen crapue |

roja

<k#*%> Bromrouensl B Pacnopspkenne [paButensctBa PO ot 7 aexadps 2020 r. N 3242-p O6
YTBEPKICHUM TEPEUHsI CIEeUMaIN3UPOBAHHBIX MPOIYKTOB JIEUeOHOro MUTaHUS I JeTeil-
naBamuaoB Ha 2021 1.

[Tpunoxenue I'10

IToxka3zaHua K rOCIUTAJIU3ANNH (CTALIMOHAPHOMY JICYEHHIO) AeTell U B3POCJIbIX €
MYKOBHCIH/1030M

[Kanmpanos H.M. CoBpeMeHHas AMAarHOCTHUKA, TEpanus U COLMANIbHAsA aganTanusi OOJIbHBIX
MyKoBHCIKI030M B Poccuiickoit @enepanun//Tlequarpus. — 2014. — N 4. — C. 6-11.].

1. Tsxenoe ob6ocTpeHne OpOHXOJETOYHOTO TMpollecca ¢ MPU3HAKAMU JIbIXaTEIbHON
HEJIOCTATOYHOCTH.

2. JlerouHoe KpOBOTEUEHHE, KPOBOXAPKAHBE HEKYITUPYIOIIEECS.

3. ITueBMOTOpAKC.

4. KpoBoTeueHune U3 BapuKo3HO-pacuupeHHbix BeH (BPB) mumeBoaa, BPB BepxHux otaenos
KEIyIKa.

5. Ilpu3Haky KMIIEYHOU HEMPOXOIUMOCTH

6. CunapoM motepu coisiedl (mceBmo-bapTrrepa cHUHAPOM — TUMOKAIHEMHUS, TUTIOHATPUEMUS,
TUTNOXJIOPEMHUS], alKalo3) TsDKENOW CTeneHu, TPeOyIomMii KpyrioCcyTOYHOTO MOHUTOPHHTa
3JIEKTPOJIMTOB, BHYyTPUBEHHOT'O BBEICHUS JIEKTPOIUTOB.

7. HeoOXxomuMOCTh MpOBeNEHUs TJIAHOBOW WIIM, MPU PA3BUTHH HETSHKENIOTO 000OCTpeHwus,
BHYTPUBEHHON aHTHOAKTEPHATBLHON Tepanmuu MPU OTCYTCTBUHM BO3MOXHOCTH TIPOBEACHUS €€ B
YCJIOBHUAX JHEBHOTO CTAllMOHApa WM CTallMOHapa Ha JOMY.
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8. Heo0X01MMOCTb IJIAHOBOTO OIIEPATUBHOTO BMEIIATEILCTBA.
9. YcTaHoBKa BEHO3HBIX IIOPTOB, FACTPOCTOMBI.

10. HeoOX0IuMOCTh OMEPaTUBHOTO JICUCHHS OCJIOKHEHHH MYKOBHCIMI03a (MOJIUIIOTOMUS,
paauKalibHas raiMOpPOTOMMUS, CIIEH3KTOMUS, CKIIEPO3UPOBAHNE BEH MUILEBOAA U T.JI.).

11. OcTpplif maHKkpeaTUT U 000CTPEHUE XPOHUUYECKOTO.
12. TpancruianTanus JIETKUX, EYEHH.

13. TepmunanbHas aza MyKOBUCIIUI03A.
14. lpyrue, He CBSI3aHHbIE C MYKOBUCLIUI030M KU3HEYTPOKAIOLIUE COCTOSHUS.

Hogeie, uznannsie B 2020-2021 rr. u opunmansHo yrBepkaEHHbIe MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILIEM caiTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-to keM-To JaHHBIN TOKYMEHT OBLT paHee pacreyaTaH, JaHHOe n3oo0pakenne QR-koma
MTOMOYKET BaM OBICTPO MEPEHTH MO CChUIKE ¢ OYMaXKHOW KOITUHU — B HEM HaXOJHUTCS dTa CChLIKA.
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