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Cnucok coxkpameHui

ABJIA — anmnieprudeckuii OpOHXOJIETOYHBIN acTepriiuies
ABII — anTnbakTepuanbHbie IpenapaTsl

ABT — anTubakrepuanbHas Tepanus

BAJI — 6poHX0aIbBEOISPHBIN JTaBaX

BOC — 6poHX000CTpYKTUBHBIN CUHIPOM

B3 — 6poHxX03KTa3bI

BOH — GenkoBo-3HEpreTHYecKas HeIOCTAaTOUHOCTh
BUY — Bupyc ummyHoaeduinta yenoBexa

BPBII — Bapuko3HO pacliupeHHbIE BEHBI ITUAIIEBOA
JAHK — ne3oxcupruOoHyKI€MHOBAsK KUCIOTA

KKBb — xemuyHokameHHast 00JIe3Hb

NA — uHBa3uBHBIN acnieprusiies

NKCH — uHTpanuTomiazMaTuyeckasl MHbEKIUS cliepMaTo3onia
UMT — unpexc Maccel Tenna

NPT — uMMyHOpEaKTUBHBIN TPUIICUH

KN®B/] — koMIIeKCHOE MccieoBaHie (PYHKIIMYA BHEITHETO JIbIXaHUs
KC — xopTuxkoctepouHbie mpenaparbl

KHT- kune3nrepanus

KT — xommnbroTepHas Tomorpadust

JIC — nexapcTBEHHBIE CpECTBA

MBJI — kapbanenemasbl kj1acca MeTaio-f-1akramas

MB — MmyKOBUCIHI03

MBTP — myKkoBUCHIHI03HBII TpaHCMeMOpaHHBIi peryisitop npoBoaumoctu (CFTR — Cystic

Fibrosis Transmembrane conductance Regulator)

M3C]] — mykoBuCIH/103-3aBHCHMBII caxapHblit quabet (CFRD- cystic fibrosis related

diabetes)

MO — MenuIMHCKas: OpraHU3aLus

MPT — MarHuTHO-pe30HaHCHasi ToMorpadus

HBJI — HenHBa3uBHAs BEHTWISALMUSA JIETKUX

HIIBII — HecTeponaHble MPOTUBOBOCIAIIUTEIBHBIE PENIAPaTHI

HTBM — HetyGepKyie3Hblii MUKOOAKTEPHO3



HTT — napyuieHue ToJIEpaHTHOCTH K TITIOKO3€

OJIH — ocTtpas npixaTenbHasi HEAOCTATOYHOCTD

OHII — 0x0J10HOCOBBIE NTA3YXHU

OPMU — octpas pecniupaTopHas HHPEKIIH

O®B;1 — 06beM (HOPCHUPOBAHHOTO BBIJIOXA 32 CEKYHIY

OI'TT — opaibHbI ITIIOKO30TOJIEPAHTHBII TECT

OEJI — o0mast eMKOCTbh JIETKUX

OO — ocTaTtouHbIil 00bEM JETKHX

I1BC — nceBno-baptrep cunapom (CuHAPOM TceBnO-bapTTepa)
[II'T-M — npeuMIUIaHTalMOHHOE T€HETUYECKOE TECTUPOBAHUE HA MYKOBHUCIIHI03
ITH — nonumsl HOCa

[TH>XK — nonuHeHachIeHHbIE KUPHBIE KUCIIOTHI

[T/ — nepBuyHas nuiInapHas JUCKUHE3US

[IIIP — nonmmepa3zHo-LIeTHAs PeaKIus

PC -Bupyc — pecipatopHO-CHHIIUTHAIILHBIN BUPYC

CIUO — cunapom nucTanbHON MHTECTUHATBHON OOCTPYKLIUU
CIJIA — cucronnyeckoe 1aBJIEHUE B JIESTOYHOUN apTepuun
CIIN /A — cuaapoM nproOpeTeHHOro NMMYHOAehUIInTa

CUT — cpenHenenoyeyHble TPUTITHLIEPUIBI

TJI — TpaHCcIUTaHTaLKs JIETKUX

TPY3U — TpaHcpeKkTanbHOE YIbTPa3BYKOBOE UCCIEAOBAHUE OPraHOB MAJIOTO Ta3a
TOJIA — TpoM60>MO0IHS IETOYHON apTepUH

YAXK — ypconeszokcuxoneBast KUCIOTa

OOI'JIC — pubporzodaroracTpoayo1€HOCKOIHS

®OE — ¢pyHKIMOHATIBHBINA OCTATOYHBIH 00bEM JIETKUX

XAJI — XpOHHUECKHUN acepruies Jerkux

XPC — XpoHM4ECKUI PUHOCHHYCUT

L[[OI'-2 — MHrUOUTOPBI UKIIOOKCUTEHA3BI-2 (HECTEPOUAHBIE TPOTHBOBOCTIAIUTEIbHBIC U
MPOTUBOPEBMATUYECKHUE TPENaPaThl TPYIIIHI KOKCHOBI)

I[T— neHTp TpaHCIIAHTAIIUN

OBM — 31eKTpOHHO-BBIYMCIUTENIbHAS MAllIMHA

OKO — s3kcTpakoprnopanbHOE OIIOJOTBOPEHHE

9x0-KI" — axokapauorpadus

AISC — mnoTHOCTH TOKAa KOPOTKOTO 3aMbIKAHUS



ASSR Tect — auditory steady-state response (perucrpariivst BI3BaHHBIX aKyCTHYECKHX OTBETOB
MO3ra Ha TIOCTOSTHHBIC MOIYJINPOBAHHBIE TOHBI)

CGM - continuous glucose monitoring (HempepbIBHBII MOHUTOPUHT TITFOKO3bI)

MLPA — MynbTHIUIEKCHAS JTUTa3Hast 30H0BasT aMILIU(QUKAIUS

MRSA — methicillin-resistant ~ Staphylococcus aureus  (METHIMUTHHPE3UCTCHTHBIN
Staphylococcus aureus)

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

NYHA — knaccudukamus XpoHUIECKON CepIeYHON HETOCTATOYHOCTH 110 (PYHKITMOHATHBHOMY
Kkacey (knaccupuxarus Horo-Mopkckoil KapauonorunuecKoil accouanyy)

Pl — knaccuyeckuii MyKOBHCIIHJI03 € a0COJIFOTHOM MAHKPEATUYECKOW HEJOCTaTOYHOCTBIO

PS — kimaccudeckuii MyKOBUCIIHI03 C HEHAPYIICHHOW (DYHKIIMEH ITOKEITYI0YHOM KeIe3bl

QFMP — konuuectBeHHas ¢uryopeciieHTHast MynbTuriekcHas TP



TepMuHbI U onpeaeIeHUs

E84.0 - Kucro3ublii pudpo3 c aérounbivu nposiienusavu (MKb 10 - E84.0) unm xinaccuueckuit
MYKOBHUCII/I03 C HEHApPYIICHHOH (yHKIMEH MOpKeTya04Hoi xenessl (PS) - ciydan ¢ HopmanmbHOU
9K30KPUHHOM (yHKLHEH MOHKETyA0YHOM *Keme3bl, MOATBEPKIACHHON pe3yapTaTaMu J1abopaTOPHOIo
uccieioBaHusl (OTCYTCTBHE HEHTPAJbHOTO »Hpa B KONPOrpaMMe, YpPOBEHb IaHKpeaTHYeCKOH
snactasel-1 B cryne He Hmxke 200 MKr/r kana). [Ipy reHeTHYecKOM HCCIETOBAHUU BBISBIISIOTCS

MYTaIIH, IPU KOTOPBIX (PYHKIHUS TOKEITYI0YHOM KeNe3bl OCTACTCSI OTHOCHTEIBHO COXPAHHOM.

E84.8 - Kucrosublii ¢puopos ¢ apyrumu nposiBienusimu (MKB10- E84.8) mnmm xmaccuueckuit
MYKOBHUCLIMJI03 C THaHKpeaTndecko HenocratouHocThio (PI) cooTBeTcTByeT KiaccMueckoMy
MYKOBHUCIM103y € a0COJIIOTHOM MaHKpPEaTHYeCKON HEJOCTATOYHOCTBIO 0€3 U C OCIOKHEHUSIMH.
XpoHuyeckass NaHKpPeaTHYecKasi HeAOCTATOYHOCTh Y TAallUEHTOB C KHUCTO3HBIM (pubpo3om
(MyKOBHMCLUI030M) OIpENeNAeTCs] aKTUBHOCTBIO MAaHKPEAaTHUeCKOM ayacTas3bl-1 B cTyne: KojebaHus
aKTUBHOCTH 3JacTasbl-1 B cryne ot 100 mo 200 MKI/T Kaja CBHIETEIBCTBYIOT 00 YMEPEHHOHN CTETIEHU
AK30KpPUHHOM HEIOCTATOYHOCTH IOJPKETYJOYHOM JKEe3bl; CHMKEHHE I0Ka3aTelasl aKTUBHOCTH
anactasbl-1 B cryne MeHee 100 MKI/T Kajga BBIABISET TSDKEIYK CTENEHb ITaHKpeaTH4ecKOon
HEJ0CTaTOYHOCTH.

Cragum nuppo3a y MaIMeHTOB ¢ KUCTO3HBIM (UOPO30M (MYKOBHCUUAO30M) YCTaHABIUBAIOTCS IO
mkaine METAVIR (ITpunoxenue I'l): F1 — ¢ubpo3 Tonbko nopraiabHbIX TpakToB; F2 — mopTanbHbIil
¢ubpo3 ¢ oguHouHbIMU cenTamu; F3 — ¢puOpo3 mopTanbHBIX TPAKTOB C MHOXKECTBEHHBIMHU CENTaMHU
6e3 uuppo3sa; F4 — nuppos.

/KM3HeHHBIMM TNOKa3aHUSIMM TIPU MYKOBHMCLMJIO3€ SBJISIOTCS SKU3HEYI'POKAIOIINE COCTOSIHHS
(MEKOHMEBBIN WJIEYC, CUHAPOM IOTEPHU COJH, JIETOYHOE KPOBOTEUEHHE, IMHEBMOTOPAKC, OEIKOBO-
sHepreTuyeckass HenoctaToyHocTh 3 cT, JIH (apixarenbHas HenocratouHocts) W JICH (jierouno-
cepieyHasi HeJIOCTaTOYHOCTb) JIFOOOW CTENEHHM, a TAK)Ke COCTOSIHUA, OTCYTCTBHE aJIeKBaTHOM Teparuu
KOTOpBIX BIEYET 3a cOOOW YMEHBIIEHHWE MPOJOKUTEIbHOCTH YU3HU MAlUEHTOB, a HMEHHO,
BHEUIHECEKPETOpHAas MaHKpeaTHueckas HEeJOCTaTOYHOCTb, MEPBUYHBIM BbICEB  (BBISIBICHHUE),
MHTEPMUTTUPYIOIIAs ¥ XPOHUYECKass MHPEKIHs JETKUX, OMITHapHBIA IUPPO3 MEYEHU, MyKOBHCIIUI03-
acCOIIMMPOBAHHBIA caxapHbBId aAMabeT (MHCYIMHO3aBUCUMBIN). Ilpum HanMuyuM BbIIE YKa3aHHBIX
"YKU3HEHHBIX TOKa3aHUI'" 1O PElIeHNI0 BpauyeOHOW KOMUCCHHM MOTYT OBITh Ha3HAYEHBI MIPEnapaThl Mo

TOProBOMY HAaMMCHOBAHMUIO.



1. Kparkas nndopmanus no 3a001eBaHUI0 UJIH COCTOSIHUIO (Tpynie 3a00/ieBaHU
HUJIM COCTOSTHU)

1.1 Onpenejaenune 3a00JeBaHNsI WM COCTOSTHNUSA (IPYHIIBI 3200/ 1€BAHNI HJIN COCTOSTHHI)

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

COCTOSIHM )

I'en MB 06511 m30mupoBan B 1989 ., oH pacmosioxkeH B CepeArHE JUIMHHOTO TIedYa 7 ayTOCOMBI,

conepkuT 27 sk30HOB U oxBarbiBaeT 250 000 map HykieoTun0B. OH KOHTPOJIUPYET CTPYKTYPY U
¢byukuio Oenka, HazBaHHoro MBTP - TpancMeMOpanHbIil perynstop mpoBoaumoctd MB. Ha
CETOJHSIIHUN JIeHb BblAeNeHo okono 2 000 Myrauuii TeHa - TpaHCMEMOpPAHHOTO pEeryiasTopa
npoBogumocTi MykoBucimnoza (MBTP- CFTR), orBercTBeHHBIX 3a pas3BuTHe cuMnTOMOB MB.
Cpenu HuX, COIIACHO JaHHBIM HAIlMOHAJIBHOI'O PETUCTpa, HanboJiee YacTO BCTPEUYAIOTCS CIEAYIOIINe
mytaiuu: F508del (52,8%), CFTRdele2,3 (6,21%), E92K (3%), 2143delT (2,15%), 3849+10kbC>T
(2,02%), W1282X (1,9%), 2184insA (1,85%), 1677del TA (1,81%),N1303K (1,54%), G542X (1,35%),
L138ins (1,24%) [3].

MBTP (CFTR) nokanm3yercsi B anuKadbHOH YacTH MEMOpaHBI JIUTENHATBHBIX KJIETOK,
BBICTWJIAIOIMX BBIBOJHBIE TPOTOKHM JKEJIe3 BHEUIHEW CEKpeluH (TIOTOBBIX, CIIOHHBIX, XKEJE3 B
OpoHXax, MOJPKEITYI0UHOM JKene3e, KMIIEUHUKE, YPOTeHUTAIbHOM TPaKTe), OH PeryaupyeT TPaHCHOPT
ANEKTPOJIUTOB (TJIABHBIM OOPa30oM XJIOpa) MEXKIY 3TUMHU KJIETKaMH M MEXKKJIETOYHOM MKUAKOCTBIO.
[Mocnennue uccnenoanus nokaszanu, uro MBTP (CFTR) siBisieTcst COOCTBEHHO XJIOPHIHBIM KaHAIOM.
Myramuu rena CFTR (MBTP) HapymiatotT He TOJIBKO TPaHCHOPT, HO U CEKpELUI0 MOHOB XJopa. [lpu
3aTPy/IHEHUH MX MPOXOXKACHUS depe3 KIETOYHYI0 MeMOpaHy yBeluduBaeTcs peaOcopOuus HaTpus
KEJIe3UCThIMU  KJIETKaMM, HapyllaeTcs JJIEKTPUYECKUH TOTEHIUal IPOCBETa, YTO BBI3BIBAET
U3MEHEHHE DJIEKTPOJUTHOIO COCTaBa M JEruJpaTalldio CeKpeTa »Xejie3 BHelIHell cekpenuu. B
pe3yJIbTaTe BBIACISAEMBIN CEKpET CTaHOBUTCS YPE3MEPHO TI'yCThIM M Bsi3kuM. IIpu 3TOM crpamaroT
JIETKUE, JKEIYAOYHO-KUILIEYHBI TPAaKT, NE€YEHb, IOKEIYJOUHas >Keje3a, MOYEIOJIOBAs CUCTEMA
(tabn.1) [1, 4].

Taoauua 1. [latorenes MB

OpraHsl U CUCTEMBI ITatonoruyeckuie npouecchl Koneunslit pe3ynbrar

Jlerkue BponxoobcTpykius, JlpIxaresbpHast HEI0OCTaTOYHOCTb,
CHI)KGHHME  TOJIEPAaHTHOCTHM K | JIErO4YHasi TMUIIEPTEH3US,
UHDEKITIH, ceplieyHast HeIOCTaTOUYHOCTb.
KOJIOHH3ALMs AbIXATEIbHBIX IIyTeH
Pseudomonas  aeruginosa  (P.




aeruginosa) u JPYTHMHA
MIATONOTMYECKHMU
MHUKPOOPraHU3MaMH,
XpOHHYECKOE BOCIIAJICHHE
JBIXaTENbHBIX myTeH,
OpPOHXO0IKTA3bI, JECTPYKIIHS
MTAPEHXUMBI JIETKHUX.
[HomxenynouHnas xenesa OOCTpyKITHUS TPOTOKOB JKEJE3HI, MekoHUEeBBIN neyc
MOSIBJICHUE KHUCT, Hapymenue CTyJna (dacTslii,
HEJIOCTaTOYHOCTh HO/KETYA0YHON | SKHPHBIH, 3]I0BOHHBIN, OOMIIBHBIH),
HKeJe3bl (BHYTpeHHE - U | CHIXEHHE HyTPUTHBHOTIO craTtyca (y
BHEIIIHECEKPETOpHas), JieTel — OTCTaBaHKE B Pa3BUTHH),
KHUIIeYHast MaibabcopOouus. ABUTAMMUHO3BI,
BBINAJICHUS IPSIMON KHUIIIKH,
caxapHBI quaderT.
Xomnecras, X01eIuTuas. Huppos NIEYEHH, CUHAPOM
HOPTAIbHON THIIEPTEH3HUH,
Ileuens TUIIEPCIUIEHU3M, Me4EeHOYHAs
HEIOCTATOYHOCTb,
skemaHokamMeHHas 6oe3Hb (JKKB)
VYBennueHnue Kumieynas HempoxXoguMocCThb
BSI3KOCTH/aAre3UBHOCTH KajoBeiX | CJAWUO
Kumeunnk N
Macc BBINAJICHNUS IPSIMON KHUIIIKH,
O6cTpyKIust coycTH# | XpOHHUYECKHUH PUHOCHHYCHT,
OKOJIOHOCOBBIX ~ Ma3yX, 3acTOM | IOJMIIBI B OKOJIOHOCOBBIX Ma3zyxax U
CIM3M B Ta3yxaX, KOJIOHM3aLUs | MOJOCTH HOCA.
CIIU3UCTOH  OOOJIOYKH  TOJIOCTH
HOCa M OKOJOHOCOBBIX MAa3yx
OKOJIOHOCOBBIE Ma3yXH MIaTOJIOTHYECKOH MUKpPOQIIopoil (B
ToM uucie P.  aeruginosa),
(dopmupoBaHue MOJIUTIOB B
OKOJIOHOCOBBIX nasyxax c
pacnpocTpaHEHHEM B TOJIOCTb
HOCa.
DeKTpOHTHBII Gananc l'umokanuemus, rtunoHatpuemus, | CHHAPOM nceleo-BvapTTepa —
THIOXJIOPEMHUS, aJIKAJI03 CHHJIPOM TIOTEpH coJieit
OO6ctpykiuss u  mocieAywoomas | becruioane
aTpe3usi BBIHOCAIIMX IPOTOKOB
PemponykTuBHas cuctema (y My>KIHH)
ANYEK.
AzoocniepMust

[IporpeccupoBaHue JErOYHOM W CEPACYHONW HETOCTATOYHOCTH SBJSETCS Hanbosee YacTou
MPUYMHON cMepTH nauueHToB (95%).

CriekTp MUKpPOOPTaHU3MOB, CBSI3aHHBIX C MH(DEKIMSAMH JIbIXaTeNbHBIX MyTel y manueHtos ¢ MB
MPOJIOIKAET PACIIUPATHCS M MCCIEAOBAHUS MUKPOOMOMA JIETKUX y JAHHOM KaTeropuu MalleHTOB
JEMOHCTPUPYIOT  CJIOKHBIM CHHEPIU3M MEXKIYy KYJIbTHBUPYEMBIMA M  HEKYJIbTUBHPYEMBIMHU
MHUKpOOpraHu3MamMu. MuKpoOHoIornyeckass JUarHoCTHKa y marueHToB MB  umeer  psig
0COOCHHOCTEH, KOTOphle HEOOXOAMMO YYHMTHIBATH MPU OpPraHM3AIMK PabOThl C JaHHON KaTeropuei
MALUEHTOB.

Yame Bcero B OTICIIIEMOM HIDKHHX JIBIXaTEIbHBIX IyTeH y manueHToB ¢ MB BwIsBIstoTCS S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. bonee Tunuusbie

pecriuparopubie marorensl, Takue xax H. influenzae, S. pneumoniae, M. Catarrhalis taxxe moryt



WUTpaTh BaXXHYIO pOJIb B Pa3BUTUHU OPOHXOJIETOYHOTO Iipormecca. Y manueHtoB ¢ MB moxer
BCTPEYAETCS XPOHUUECKasi KOJIOHU3ALUS MUKpOOpraHu3MaMu nopsiika Enterobacterales.

Nmerorcss HAOMIOIEHUST BBIJCICHUS W3 HWKHUX JBIXaTeIbHBIX MyTed manueHToB ¢ MB
HedepMeHTHPYIONMX TrpaMoTpuiiareiabubix Oakrepuii (HI'OB Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) /lanHble BHIbI SBJISIOTCSA OJHM3KOPOICTBEHHBIMH,
UMCIOT TEHETHYEeCKOe CXOJCTBO ¢ Oakrepusmu poxaa Burkholderia. Onu penko BBIACHAIOTCS Y
nanueHToB ¢ MB, ogHako OmMCaHbI Cilydad BBIJCNICHUS UX TNPH XpOHWYECKoH uHpeknuu. Her
JOCTaTOYHOTO KOJUYECTBA MCCIIEIOBAHHM, YKa3bIBAIOIIUX HAa BO3MOXKHOCTH MEpEAayd IITaMMOB OT
MaUeHTa K MalueHTy.

Jlpyrue MUKpOOpraHU3Mbl, HMEIOILUE 3TUOJIOTHUYECKOE 3HaueHue npu MB: HeTyOepkyine3Hble
mukobakrepun (HTMB) - Mycobacterium abscessus complex, Mycobacterium avium complex u
npyrue Mukobaktepuu, rpudsl - Aspergillus spp., Scedosporium spp., Trichosporon spp., supycwl -
Respiratory syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza
virus, Human metapneumovirus. Bo3pactaeT BBISBISIEMOCTh HETYOSPKYJIE3HBIX MHKOOAKTEPUH Y
MalUeHTOB cTapiiero Bo3pacta. Mycobacterium abscessus complex u Mycobacterium avium complex
SIBJSIFOTCSL HanOoJIee YacTo BCTpeyaronmmMucs [2].

Pa3ButHio acmeprmiie3a Jerkux |y nagueHToB ¢ MB  cmocoOCTBYIOT — HapylleHue
MYKOLIMJIMAPHOTO KJIMPEHCAa U UMMYHHOTO OTBETA, a TAK)KE MPOAOLKUTEIbHAS aHTUOAKTEpHAJIbHAS U
[IIIOKOKOPTUKOCTEPOUIHAS TEpaIIusl.

Kononusanus apixatenbHbiX mytei y manuentoB ¢ MB Aspergillus spp.- BeisBieHne rpuboB
pona Aspergillus B >50% o0pa3imoB MOKpOTBl WJIM B TeUeHHE >0 MECSIEB B TOJ, OTCYTCTBUE
MHCTPYMEHTAJIbHBIX NMPU3HAKOB YXYALIECHUS JIETOYHOM (YHKIMH, a TAKXKE OTCYTCTBUE KIMHUYECKUX
npu3HakoB oboctpenuss MB [5,6].

B Hacrosimee Bpemsi HeT yOeIUTENBHBIX JIQHHBIX O HEraTUBHOM BIIMSHUU KOJOHHU3AIMH
Aspergillus spp. apixarenpHbIX myTeil Ha GyHKIUIO AbixaHus marpeHToB ¢ MB [5,6,7]. Kononuszanus
JbIXaTeIbHBIX mMyTed maieHToB ¢ MB rpubamu Aspergillus spp. He sBisiercst mokasaHuem Jyist
HazHayeHHs NpoTuBorpuOkoBbix JIC.

HaubGonee pacnpocTpaHeHHBIM OclOKHEHHEM, o0ycnoBineHHbIM Aspergillus spp., y nauuenTos
¢ MB sBasiercss ameprudeckuii 6ponxosnerounsiii acneprmuies (ABJIA). ABJIA xapaktepusyercs
pa3BUTHEM peaKLUUU TUIEPYYBCTBUTEIBHOCTH | THMa MNpU KOJOHU3ALMU JIbIXaTENbHBIX IMyTei
Aspergillus spp., koTopass 6e3 jeueHHs] NMPUBOAWT K Pa3BUTHIO (UOpPO3a JIETKUX W HEOOpaTHMOM
IBIXaTeNbHOM HEAOCTaTOUYHOCTH. MHBa3MBHOrO nopaxeHus: TkaHew jerkux npu ABJIA oObruHO He
MPOUCXOUT, X0Ts codetanue ¢ XAJI BT y 10% naunentoB. OcHoBHBIE Bo30yauTenu ABJIA —

A. fumigatus u A. niger [8,9].
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Xponuveckuit acnepruiuies jerkux (XAJ) nmpeacrasiser co0oit MEAJIGHHO TTPOTPECCUPYIOTUN
JIECTPYKTUBHBIA TIpollecC B JIETKHX, O0OycioBieHHbIi rpudamu Aspergillus spp., B panee
CYILIECTBOBABIIMX OPOHXOAKTa3aX, MOJOCTAX U mp. OnucaHa reHeTHYecKas MpeapacionoKeHHOCTh K
3TOMY 3a00JIeBaHMIO0, CBs3aHHast ¢ aeduiuTom win quchynkuueii Th-17 mumdormros [10,11].

Muorue namueHtsl ¢ MB 1o pasButus XAJl nojydanu HHTQISIIIUOHHBIE WM HU3KHE JO3bI
KOPTUKOCTEPOUIOB JIsi CHCTeMHOro mnpumeHeHus. Kpome Ttoro, pasButuio XAJl cmocoOcTByeT
NOBBILICHHOE conepkanue konunuii Aspergillus spp. B okpyskaromieid cpene, B TOM 4HCIIE B )KUJIBIX U
IIPOM3BOJICTBEHHBIX MomenieHusx. OcHoBHbIe Bo30yauTenu XAJI — A. fumigatus, A.flavus u A.niger.
be3 neuenns XAJl npuBOAMT K YXYALICHUIO KadyecTBa XW3HU MalMEHTOB ¢ MB u yBenumyeHuro
JIETaIbHOCTH.

VYV nauuentoB ¢ MB HMHBa3uBHBINM acleprusuie3 BCTPEUYACTCA PEAKO, Yallle KaK OCIO0KEHEHHE
MOCJe TPAHCIUTAHTALIMY JIETKUX Ha (DOHE MMMYHOCYIIPECCUBHOM Tepanuu.

1.3 Dnuaemuosaorus 3a00JeBaHUsl _MJIH __COCTOSIHUSL _(TPyNnbl _3200J1€eBaHUIl WM

COCTOSIHMH)

Uacrota MB komebnercss cpeau mpencraButened espomeounoB ot 1:600 mgo 1:17000

HOBOpOXAEcHHbIX. B P® wuacrora mykoBucuumosa cocrasisger 1o gaHHbiM PI'BHY «Menuko-
reHETUYECKUi Hay4HbIN 1IeHTp uM. akagemuka H.IT. Boukosa» 1:9000 HoBopoxaeHHbIX [1,3].

1.4 Oco0eHHOCTH KOAUPOBAHUS 3200JeBAHUA MJIN COCTOAHUSA (IPVIILI 3200J1€BAHNNA WJIH

COCTOSHUI) M0 MeXKAVHAPOIHON CTATHCTHYECKOH Kaaccudurkanuu 0oJie3Heil u npoodJaeMm,

CBsI3aHHBIX €0 3710poBbeM (MKD 10)

Kucrosnsrii pudpos (E84):

E84.0 — Kucro3nsrit pubOpo3 ¢ NErouHBIMU TPOSIBICHUSMH;
E84.1 — KucTo3Hblii pubpO3 ¢ KHIIEUHBIMU TPOSBICHUAMH
E84.8 - Kucto3Hnslii pubpo3 ¢ ApyrumMu MposiBICHUSMHY;

E84.9 - KucTo3nblit pubpo3 HeyTOUHEHHEIHZ.

V' Koo ES84.1 Mzonuposannoii kuuteunoii popmvl nem 6 cospementoii knaccugurayuu BO3 u
Esponetickou Accoyuayuu Mykosucyuooza. Koo E84.1 - kucmosmuwlii ¢ubpo3 ¢ Kuuieunvimu

NPOSGIEHUSIMU He PeKOMEeHOYyemcsi ucnoavzosams [12,13].

2 -B Hacmosuiee epems - H€07’lp€()€]l€HHblIZ ouazHo3 npu nojgodCumelbHOM HeOHAMAJlbHOM CKPUHUHCE

Ha MJ/KO@MCL;M@OS.
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1.5 Kaaccuduxkanmus 3a00JeBaHUS] WJIHM  COCTOSSHUS (Tpynnbl  3a00JeBaHUH MM

COCTOSIHM)

Knaccudukanus, npunsaras BO3, Mexnynaponnoit Accornuanueir MykoBucnuo3a, EBpomeiickoit

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

o  Kraccuueckuif MyKOBHCHMIIO3 C TAaHKPEATUYECKOW HEAOCTATOYHOCTHIO (CMEIIaHHAs WIH
JneroyHo-kumeunas popma 3abonesanus’), Pl. E84.8.

o Knaccnyecknii MyKOBHCHMIO3 C HEHApyIIEHHOHM (yHKIMEH TODKEITYAOYHOM JKee3bl
(IpenMyIIeCTBEHHO JIerounas popma 3abonesanus’), PS. E84.0.

o  HeompeneneHHblit 11arHo3 Mpu MOJI0KUTEILHOM HEOHATAIbHOM CKPUHUHTE HA MYKOBHUCLHUJIO3.
E84.9.

@ 3aboneBanus, acconunpoBanubie ¢ reHoM CFTR(MBTP)

. U30JIMPOBaHHAsE OOCTPYKTUBHAS a300CHEPMHUS;
. XPOHUUYECKUM TAaHKPEATUT;
. JIMCCEMUHHPOBAHHBIE OPOHXO0IKTa3bI.

B xiMHMYeCKOW MpaKTHKE MCIIOIb3yeTCs Kiiacchu(uKaius, npeacTaBicHHas B Tadiuue 2 [2].

Tabauna 2. Knuauueckass kinaccuukanus MyKOBHUCIHMI03a (IpeasiokeHa Ha ocHoBe PaOoueit
knaccupukanuun mykoucuunosa (Pauunckuii C.B., Kanpanos H.U., 2000), pexomenmanuit BO3 u
EBponeiickoit accolMaluu MYKOBHCIII/1032), OIyOJIMKOBAHO -
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf

Dopma XapakTepuCTHKA OPOHX0JIerOYHbIX U3MEHEHUI [IposBnenus OcnoxxHeHns
Knunnueckas ®dazau Crenens JIH?
aKTUBHOCTD
mporecca
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Kaaccuuec
KHH
MYKOBHCLH
no3!
CMmelnaHHa
A1 WIH
JIErO4YHO-
KHILeYHAS
¢opma
3200/1€BaHH
[
(MyKoBHCIL
U103 C
NMaHKpeaTn
YeCKOH
HEJI0CTATOY
HOCTBIO —
E84.8)
Jlerounas
¢popma
3200/1eBaHH
a1
(MyKoBHCIL
U103 C
HEeHapPYIIeH
HOM
(pynkuuei
MOIAKETY/10
YHOM
JKeJIe3bl

- E84.0)

XpoHHnueckuit Bue
OOCTPYKTUBHBIA  |00OCTpEHUS
OpOHXUT Oo6octpenune Tun
BponxoskTassl 000CTpeHUs:
(;moxanmmzoBaHHBIEe |O0OCTpeHTE

u XPOHHUYECKOTO

JTUCCEMHUHUPOBAHH |OPOHXUTA

bie) ¢ ykazanueM |[THeBMOHUS (C
JIOKaTN3aIiN yKa3zaHHeM
[MTHeBMOGUOpPO3  |TOKATHM3AIIMH)
CMelaHHbINA TUIT

l.cT.
Il.cr.
Il.ct.

XpoHUUECKUI
(THOWHBIH,
MOJIMIIO3HO-
THOMHBIN)
PUHOCHHYCUT
Cunzipom
TICEBJIO-
baprrepa
A3zoocniepmus
Penynusupyto
i
MaHKPEATHUT

AocieccHl,
aTeNeKTasbl, THEBMO-
MTUOITHEBMOTOPAKC,
KpOBOXapKaHUe,
KpOBOTEUYEHHE
(;rerounoe,
KEITyI0UYHOE),
aJUIepru4ecKui
OpOHXOJIETOYHBIN
acneprmwuie3 (ABJIA),
JIero4Has TMIepTeH3Us,
MOJINTIO3 HOCA.
MekoHHEBBIH HIIEYC,
SKBHUBAJICHTHI
MEKOHHEBOI0 WIIeyca,
BBINIAJICHUE IPSIMOU
KHIIKA

Luppo3 neuenu

(6e3 u ¢ mopTanpHOM
TUIep-

TeH3UeN)

KKb

OrtcraBaHue B
(U3NUECKOM Pa3BUTHH.
benkoso-
SHEepreTHYecKas
HEJ0CTaTOYHOCTh
Hapymenune
TOJICPAHTHOCTH K
yTIeBoJiaM
MyKoBUCLIH103-
aCCOLIMUPOBAHHBIN
caxapHbIl ArabeT
CHmxeHue
MHHEpaIbHOU
TJIOTHOCTH KOCTHOM
TKaHH

Bropuusnslit
0CTEOTOopO3
AMHIIONI03 TTOYEK
CuanoageHur
Butamun K-
ne(UIUTHBIE
COCTOSTHUS
(remopparndeckas
00JIe3HB)

I'enotun (myraumu resa CFTR (MBTP))

VYkazaTb cornacHo 0aze
naaaeix CFTR2. org u
Koncencycy no
KJIMHUYECKUM

s dexTam
TCHETHYECKIX
BapuaHTOB (0a3za
nansabeix SeqDBhttp:/
seqdb.med-gen.ru/)
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MukpoOuonorudeckuii craryc (yka3plBaeTcs Jgara IepBUYHOTO BhiceBa  |CTaMIOKOKKOBas
(BBISBIICHHS) MEKPOOHOTO IMaToreHa (I1aTOreHoB) U, €CITH €CTh, HHEKITH.
TTOCJICTHETO) CunerHomHas
nHpeknus. Madexus,
BhI3BaHHAas B. cepacia
complex

Jpyrue nHpeKIuH.
MukpoOHbIe
accoIMaIum

Hpyrue dhopmsr:
HeomnpeneneHnplii TMarHo3 Npy NOJ0KUTEILHOM HEOHATATBHOM

CKPUHHHIe Ha MyKoBHCLHa03® — E84.9.
3aboneBanus, acconuuposannsie ¢ rerom CFTR (MBTP):*
—  HM30JUpPOBaHHAS OOCTPYKTUBHAS a300CTICPMUS;
—  XPOHUYCCKHI MAHKPEATUT; TUCCEMUHUPOBAHHBIC OPOHX03KTA3bI

Illpumeuanusa:

Y @opma usz knaccugurayuu MB Pauunckozo C.B., Kanpanoea H.H. (2000).

2 Cmenenv Ovixamenvnotli HedocmamouHocmu —ycmanasiueaemcs —coaiacho  «Kiaccuguxayuu  OvixamenvHol
Hedocmamounocmuy (Hayuonanonoe pyxkosoocmeo no 6oaesnam opeanos ovixanus, 2010). Cmenenv msocecmu
3a601e6aHUsI PEKOMEHOYEMCsL He YKA3bl6amb UCX005 U3 NEPEUUHO-XPOHUYECKO20 TeYeHUsl, NOTUOPSAHHO20 NOPANCEHUS. U
npocpeoUeHmHO20 MmedeHuUsl.

8 Monoocumenvuviii HEOHAMATLHBIL CKDUHUHS UL HEOHAMAIbHAS 2UNEPMPUNCUHOEHEMUS He ABTAIOMCA OUAHO30M U 6
KAACCUPUKAYUIO He BKTIOYEHbl, NAYUeHMAaM ¢ HeOHAMAIbHOU UnepmpuncunozeHemuell pekomenoyemces 8 1 200 nposecmu
nosmopHo nomogyr npody. Hcnonvzyemcsi HOBbl OUACHO3 — «(HEONPeOeNeHHbIll OUACHO3 NPU  NOJOHCUMETbHOM
HEOHAManibHOM CKPUHUH2E HA MYKOBUCYUOO3)

4 Koo MKF pexomenoyemcs ucnon»306amo U3 COOMEEemcmeyiouux pasoeios.

Taoicecmv  cocmosanus ycmanasnueaemces cozanacio Ipunooicenuto x npukazy Munucmepcmea mpyoa u coyuanbHou
sawumel Poccutickoti @edepayuu «O knaccupurayusx u Kpumepusx, UCNOTb3YEMbIX HPU OCYUECNBIeHUU MeOUKo-
COYUANbHOU  DKCNEpmMuU3sbl  2padicoan  pedepanvHblMu — 20CYOaPCMEEHHBIMU — YUPENHCOCHUAMU — MEOUKO-COYUATbHOU
axcnepmuzoly (¢ 01 aumsaps 2019, cm. pasden «Cnpasounvie mamepuanvi, 6KIIOUASL COOMBEMCMEUE NOKA3AHUL K
NPUMEHEHUIO U NPOMUBONOKA3AHUL, CHOCOO08 NpUMeHeHUs U 003 NeKAPCMEEHHbIX NPenapamos, UHCMPYKYuu no
NPUMEHEHUIO IeKAPCMEEHH020 NPEnapamay)

B Oynymem, o Mepe yriyOsaeHus 3HaHUM, 3Ta KiaccuduKaius Takxke norpedyeT nepecMorpa.

1.6 Kaunnueckass kapTuga 3a00JeBaAaHUS MJIM COCTOSHHUSA (rpynnbl 3200J1€eBAHUI MM

COCTOSIHMA)

Myxkosucyudosz moacem 6vimsb 3aN0003PEH NO CIe0YIOUUM NPU3HaAKam (maoa. 3,4).

Hanuuue enmympuympoéno no oannvim Y3U - cunepsxocennoco Kuuwieunuxa, MeKOHUEBblU
uneyc - npu poHcOeHuuU.

B nepuooe nosoposicoennocmu 3amsadxicuas HeoHamanvHas sceamyxa, sumamur K-3agucumvie
2emoppazuyeckue COCMoAHUsL, MEKOHUEBbll UNeYC.

Mexonuegulii uneyc — 3mo CUHOPOM, XAPAKMEPUIVIOWUXCA NPOAGTIEHUEM HUZKOU 0OMypayuoHHOU
KUWEYHOU Henpoxooumocmu, 6e3 nepepvléa npoceema Kuuieunou mpyoku. /lannoe 3abonresanue npu
MYKOBUCYUOO3€ O00YCI06IEHO MEXAHUYECKUMU NPUYUHAMU - OOaumepayuel npoceema HNIOMHOU
MEKOHUANbHOU NPOOKOIU.

B muposou obwenpunamori npaxmuxe cuumaemcs, umo 6 90-95% ciyuaes smuonocueri MEKOHUEBO20

uneyca aenaemcs mykosucyuooz [l14]. Mexonuesviii uneyc Ouachocmupyemcsa 'y 15-20%
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HOBOPOJICOEHHBIX C MYKOBUCUUOO30M. B esponeiickux cmpanax nayuenmol ¢ MeKOHUEBbIM ULEYCOM
noonexcam 00s3amenvHoMy o0bciedosanuto Ha mykosucyuoos [1,15].  Ilo Oamnwim peeucmpa
nayuenmos ¢ MyKosucyuoozom P®, oonsa nayuenmog ¢ MyKoGUCYUOO30M, NEPEHECUUUX MEKOHUEBbIU
uneyc nmpu podcoeHuu, 8 epynne demeu nepeo2o 200a xcusuwu cocmasuna 22,1% nayuenmos, umo
ompadsicaem e2o peanvhyio pacnpocmpanennocms [16].

3adeprrcka npubasxku geca, wacmolil, OOUNLHDLIL, C RPUMECHIO HCUPA U 3]1060HHBIM 3ANAXOM
CMYJ1, NOGLILUEHHDIL aNNemum, 8 603pacme nocie 200a MU300bl 8bINAOEHUSL NPAMOU KUWKU, INUZ00bL
3a0epocKy  cmyia ¢ KIUHUYeCKUMU  NPOAGIEHUAMU  YACMUYHOU UMY  NOJNHOU  KUUEUHOU
Henpoxooumocmu (CUHOpom OuCmanbHol unmecmuraiviou oocmpyxkyuu — C/IHO).

C paunmnezo eo3pacma BO3MOJCHbL HABAZUUBLIL KOKIOWENOOOOHbIU  Kaulelb, Yacmo
peyuousupyrowue pecnupamopuvie UH@peKkyuu ¢ AGNeHUsMU OPOHXUMO8, HNHEBMOHUU, MOdHCcem
ommeyamvcs ceucmsaujee ObIXaHue u/unu «OpalbHas Kpenumayusny, 00bluKa, Kauelsb ¢ gbloeseHuem
2HOUHOU MOKPOMbL, 8 MOM HUCIe 8He Nepuoi08 0OOCMPeHUs, BladCHble PASHOKANUOEepHble Xpunvl
PA3HOU Cmenenu TOKAIU3AYUY 8 3a8UCUMOCTU OM PACHPOCMPAHEHHOCMU Npoyeccd.

B paunem 6ospacme ommeuaiomca onu300bl  nposeieHul  CUHOpOMA Hnomepu  coneil
(eunoxanuemus, 2UNOHamMpuemMus, 2UNOXJI0pemMusl) — nomeps 6ecd, CpbleUBAHUs, PEOMA, B510Ch, OMKA3
om eovl. Bcnedcmeue nomepu 21ekmponumog ¢ nomosou HUOKOCMbIO, 0COOEHHO 8 YCI08USX
VCUNEHHO20 NOMOOmOeNeHus (IUXOpaoKa, dHcapkas no2ood, npedvliéaHue 6 cayHe, Gusuyeckue
HA2Ppy3KU), uepe3 dHceryOOuUHO-KUULeYHbll MPaKkm, He0OCmamouynoe nocmynjieHue coaeu ¢ nuweu u
80001 (0cobeHHO Yy Oemell NEP8O20 2004 JHCUSHU NpU OMCYMCMEUU O0OMAayuu Ccolu) MoxHcem
pazeusamwcs Ilcesoo-bapmmep cunopom (IIBC).

Cunopom manugecmupyem npeumyujecmeeHHo Ha NepeomM 200y MHCUSHU ) NAYUEHMO8 C
MYKOBUCYUOO30M U SGIACMCI IHCUSHEYZPOUCAIOWUM COCMOSHUEM, NOIMOMY PACCMAMPUBAENCI C
MOYKU 3PeHUsl MANHCEN020 U ONACHO20 oclodcHeHusi MB, mpebytowezo 6 onpeoenreHHbIX CAy4asnx
axcmpennoco emewamenvcmea. IIBC moocem 6Ovimb nepgvim cumnmomom MB. Kiunuueckue
NPOAGNIEHUS: OM 3A0EPAHCKU PUIUYECKO20 pa36umMus 00 OCMPO20 COCMOSHUSA, NPOMEKAIoue20 ¢
OMKA30M Om e0bl U NUMbSL, 8AI0CIbIO, CPLIZUBAHUAMU U PEOMOLL, NpUsHAKamu oecuopamayuu. Yacmo
OWUOOUHO NPUHUMAEMCS 3a OCIPYIO KUUEUHYIO UHGDeKYUuI0, Namono2uto noyex, aopeHo2eHUmaibHbulll
cunopom [2].

«Conenwlit» nPpUGKyc» KOMHCHHIX NOKPOBOS.

Hepopmavyuu cpyonoit kiemku.

Dopmupoeanue npU3HAKO8 XPOHUUECKOU ZUNOKCUU 6 UOe Oedhopmayuu KOHYesblx ganane
u HoZmell no muny «6apabaHubIX NAIOYEK» U «4ACOBLIX CIEKOT).

Hpuznaku XPOHUYECKO20 zaﬁmopuma, noJjauno3no020 cunycuma.
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Myxkosucuyuoos-accouuuposannuie 3avonesanus neuenu (Cysticfibrosis-associatedliverdisease
(CFLD) sxnwouaiom 6 cebsi maxkoe MH02000pasue HO30J102Ull KaK: OUTUAPHBIN YUPPO3 neveHu ¢ u 6e3
CUHOPOMA BHYMPUNEYEHOUHOU NOPMANbHOU 2UNepmMeH3Uul, nepcucmupyioujee NnogvluieHue YpOoSHs
neyeHounvlx ¢hepmenmos, uopo3, cmeamos, HCENYHOKAMEHHAS OONe3Hb U U30NUPOBAHHO JIUULD
VIbMpa3zsyKosvle usmerenus napenxumol nevenu [17,18].

Bcmpeuaemocmov mykosucyuoos-accoyuupoeannol 2enamoouruapHou namoaocuy 60 6cem Mupe
npumepno 37,9%, npuvem 2,5% nemanvublX UCX0008 OMMEYAemcs UMEHHO NO NpUduHe
Ooexomnencayuu 3abonesanuti nevenu [19]. Ilo Eeponetickomy Peeucmpy nayuenmos ¢
MyKkosucyuoozom 3a 2017 2. npoyenm nayuenmos ¢ yuppo3om nevyeHu u nopmaibHol eunepmensuell 6
Benuxoopumanuu cocmasnsiem — 1,51% (149 nayuenmos om 8344), ¢ Poccuu oce — 4,42% (136
nayuenmos om 2291) [3]. Luppos neuenu c¢ nopmanvhou eunepmensueu 3agukrcuposan y 4,5%
nayuenmos P® ¢ 2017 2, be3 nopmanvrou eunepmensuu — y 2,3%, yuppo3 neuenu (2unepmen3us He
uzgecmua) y 0,7% 6onvHbIX U nopadcenue nevenu oe3 yupposa —y 15,9% nayuenmos.

V' 1,5% nayuenmos nopadcenue neueHu sa61iemcs nepeviM KIUHUYECKUM cumnmomom MB;
UMEHHO NO3MOMY 6 OUACHOCMUYECKUU aleopumm npu Yuppo3e nevyeHu HesACHOU dMU0I0cUU
PEKOMEHOYemcst 8KIIOYAMb NOMoswlil mecm 05 uckmouenus MB [17,18].

Topasicenue neuenu, Kkax u mMHoz2ue opyaue (eHomunuyeckue nposseieHus MB, 3asucum He
MONILKO U He CIMOAbKO om 2eHemudeckozo degpexma u muna mymayuu CFTR, no om Oeticmsus cenog-
mooughuxamopos, naxooawuxcs ene nokyca CFTR, nanpumep, Z annenv cena SERPINAI (ol-
antitrypsin unu ol-antiprotease) [2,3] u amrene A VNTR 6 2ene eNOS4 [12], u om paxmopos
OKpydHcaroujeli cpeosl, BKI0YAsL AMPOSEeHHbIe.

Knunuuecku npu popmuposanuu yupposza nevenu Oua2HOCMUPYemcs y8eauueHue Heueoma 3a
cuem 2enamochnieHoMe2aniuu, pacuiuperie No8epXHOCMHbIX 8eH HA nepeoHell OPIOWHOU CIMeHKe.

Peyuousupyrowjue naunkpeamumsl (Kak npasuno, y HAYUEHMO8 C COXPAHHOU @hyHKyuell
nooxceny0ounoul xeeneszol — PS).

C 6ospacmom y nayuenmog ¢ MB nepeoko pazsusaemcs u IHOOKPUHHAA HEOOCMAMOYHOCHb
ROO0XHCETIYOOUHOU HHcenezbl (MyKOSUCYUOO3-3asucumblil caxapHuiti ouabem (M3CJ]), komopulil, Kak
npaeuno,  npomexkaem — 6eCCUMNMOMHO, U  MOJCem  00J20e  6peMs  OCMA8AmvCa  He
ouacnocmuposanHvim. Ilpu smom uzgecmuo, umo yoice 3a 2—4 2oda 0o manupecmayuu ouabema
VXYOWaomes nokasamenu HympumueHo2o cmamyca u ovixamenvHou ¢yukyuu. Kombunayus MB u
oJuabema oxaszvieaem He2amMugHoe GIUAHUE HA NPOOOIHCUMETbHOCMb JHcu3Hu. Tak, cpeouss
npoooaxcumensvrocms dHcuzhu nayuenmos ¢ M3C/[ nusce no cpasuenuto ¢ nayuenmamu 6e3 ouabema,
Meouana svidcusaemocmu y nayuenmos ¢ M3C/] cocmaensem 24 2o0a, no cpasnenuio ¢ 32 2o0amu y

nayuenmos ¢ MB, no 6e3 ouabema [20].

16



Y 6onvuwuncmea nayuenmoe myscckozo nona cnudicena ghepmunibHocmy.

B 6onvuwuncmee ciayuaes epmuibHOCMb HCEHWUH, OONbHBIX MYKOBUCYUOOZOM, COXPAHEHA.
OOHako 6 ONpeodeleHHbIX CAYYAAX BO3MOJICHO becniooue, O00YCIO8IeHHOE AHOBYIAMOPHLIM
MEHCMPYaNbHbIM YUKIIOM U 8MOPUYHOU AMeHOpeell, 8bI36aAHHOL UCMOWeHUeM NAYUEHMKU.

Haubonee wuacmou npuuunoii cHudcenmus GepmuibHocmu y NAyueHmox ¢ HOPMANbHbIM
08YIAMOPHBIM YUKTIOM ABIAEMCS USMEHEHUs 800H020 U 2JIeKMPOIUMHO20 COCMABA YePBUKATbHOU
causu, 8 ceasu ¢ bonvuum kKoauvecmeom MBTP 6 yununopuueckom snumenuu wieuku mamxu. B
pe3yibmame YepeuKAaIbHblil cekpem (omoensiemoe Weluky MAamku) CImaHo8UmMcs CIULUKOM 63KUM,
umo cHudicaem cnocobrnocms Kk oniooomeopenuio [21,22].

Hanuuue y nayuenma cumnmomos, YKA3aHHbIX 6 mabauye 3, mpebyem npogedenus
oughpepenyuanvrnoeo ouacnosa MB. Heobxooumo yuumwvieame, 4mo HnepeyHu CUMNIMOMOS,
npeocmasieHuvie 6 mabauye 3, COCMABNEHbl 6 NPUMEPHOM COOMBEMCMEUU KAXCOOU U3
paccmampusaemvlx 803pacmublx epynn nayuenmos ¢ MB. JI1o6otl u3 ykasauHvlx CUMAIMOMO8 MOd4CEM
Haba00amvbCs y 0emeti MAaoule2o Uil Cmapuie2o 803pacma

Tadamua 3. Kinmnanueckue nposiieHus, Tpedyronue auddepennmansaoro nuarsoza ¢ MB [1,2,23].

Bo3spact CHUMOTOMBI U CHHJIPOMBI
I'pynnoi PennnuBupyroniye win XpoHU4ECKUE PECIIMPATOPHBIE CUMIITOMBI, TAKUE KaK KallleJb WU
OJIBIIIIKA

PenynuBupyronas i XpoHUYeCKas MHEBMOHUS

OtcraBanue B PU3NUECKOM Pa3BUTHH

HeodopmiteHHbIH, OOMIBHBINA, MACISHUCTBIN M 3I0BOHHBIN CTYII
XpoHuueckas nuapest

Brinanenue npsmMoi KUIKu

3aTspKHAs HeOHATaJIbHAs JKEeNTyXa

CorneHslil BKyC KOXH

TemnoBol ynap wiu aeruapaTaius Opy xKapkoi nmoroae
XpoHUYECKast TUIOAICKTPOITUTEMHUS

JlanHbIe cemeiiHOrO aHamMHe3a O CMEpPTH JETEeH Ha MEPBOM IOy >KU3HU WU HaIH4YWe
CHOCOB CO CXOAHBIMH KIIMHUYECKHUMHU TIPOSBICHUSIMHU
I'umonporennemust / otexku

MeKOHUEBBIN UIIeyC

JIOIIKOJIBHBII Croiikuii kamenb ¢ wid 6e3 THOMHOI MOKPOTHI

JlnarHocTH4yecK HEACHAs pEHUANBHPYIONIAS WM XPOHUYECKas OABIIIKA
XpOHUUYECKHI THOMHBIN/TIOTUITO3HO-THOWHBIA CUHYCUT

OrcraBaHHe B BECE U POCTE

Brinagenne npsAMoil KUIIKH

MuBarnnanus

XpoHuueckas nuapest

Cumnrom «0apabaHHBIX MATOYEK»

Kpucranmns! conmn Ha koxe

I'mmoToHnveckas neruapartarus

I'umosnexkTponuTeMus U MeTabOIMYECKUH alKkaso3

['emaTomeranus MM IMarHOCTHYECKH HESICHOE HapylieHne pyHKIMK NeYeHH

IIkoJbHBIN XpOHH‘lCCKI/Ie peCupaTOPHBIC CUMIITOMBIL HESICHOW 3THOJIOTHUH
Pseudomonas aeruginosa B MokpoTe
XPpOHUYECKUI CHHYCUT
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Hazanbnblii monumnos

BponxoskTassl

Cumnrom «0apabaHHBIX MATOYEK

XpoHuueckas quapes

CHHIpPOM IUCTAEHOW WHTECTUHAIBHON 00CTPYKIINH
ITankpeatur

Brimagenue npsamMon KUK

CaxapHslif [rabeT B COYeTaHNH C PECITUPATOPHBIMHA CUMIITOMaMHI
T'enaTomeranus

3aboJieBaHUE IEYCHU HESACHOW 3TUOJIOTUN

ITogpocTku
B3pOCIIbIE

)54

I'HoitHOE 3a00CBaHKE JETKUX HESICHOM STHOJIOTHH

CumnToM «b6apabaHHBIX TAIOYCK)

ITankpeatut

CHHIPOM TUCTAILHOW MHTECTUHAIBHON 00CTPYKIIMU

CaxapHblif 1uabeT B COYETaHUY C PECIIMPATOPHBIMH CUMIITOMAaMHU

OtcTaBaHue B pocTe
3azeprkKa MoJI0BOr0 Pa3BUTHSA

[Tpu3Haky nuppo3a NeUeHH U MOPTabHON TMIEPTEH3UU

WNubepTriapHOCTE ¢ a300cTiepMHeH Y JTHIT MY>KCKOTO TI0J1a
CHmxenne (GepTUIBHOCTH Y JIMIL] )KEHCKOIr0 1oJIa

Taoauna 4. KinHudeckie nposiBICHNUS, XapaKTEepHbIE sl MyKoBHcLu103a [ 2,23].

Bricokocnenuduunsie a1 MB

Menee cnenudpuinsbie 111 MB

Co cmopoHbl cucnembl NUULEBAPCHUA
e  MeKOHHEBBIN UJIEYC
e DK30KpUHHAA HEIOCTaTOYHOCTh
MOKETYTOUHOH JKele3bl y eTel

Co cmoponbl_ cucmemvl NULEBADEHUSL.

OtcraBanue (PU3NIECKOTO PA3BUTHS

lMunonporennemus

Heduuut KupopacTBOPUMBIX BUTAMHUHOB

CuHApPOM JUCTANbHOW HWHTECTHUHAJIBLHOMN

obcTpyKIuu

PexranbHbli posanc

BbuinapHelil tuppo3

ITopranbHas runepreH3us

KKB y pnereii 6e3 reMONUTHYECKOTO

CHUH/IpOMA

[lepBUYHBIN CKIIEPO3UPYIOLIUN XOJAHTUT

e  DK30KpUHHas HEJI0OCTaTOYHOCTh
MTOJIKEITY TOYHOM JKeJe3bl Y B3pOCIIBIX

e PeuunuBupyronmii naHKpeaTuT

Co cmoponsl 0bixameabHblX nymei:

e XpoHuueckas  WHQEKIHs, BBI3BAaHHAsS
MyKOUIHOM opmoii PS. aeruginosa

e bBpOHXO3KTa3bl B BEPXHUX JOIAX 000MX
JIETKUX

e [Ilepcuctupyromas HHQEKIMs, BBHI3BAaHHAS
B. Cepacia

e  XpoHUYECKUI
THOWHBIA CUHYCUT

THOMHBIN/TIOJIUIIO3HO-

Co cmopornbl OvixameibHblX NYmMei:

o XpOHI/IquKaﬂ WIn penuauBUpYyIOIIast
I/IH(beKuI/I;I, BbI3BaHHAsA S. aureus, S.
aeruginosa, A. xilosoxidans, H. Influenzae

e PeHTreHosorudeckue [IPU3HAKU
OpOHXO0KTa30B, aTeJeKTa30B,
THIIEPUHIISLIT WU XPOHUYECKA
WHQUIBTpAIHS Ha  pEHTTeHOIrpamMMe

OpraHoB I'PyIHOM MOJIOCTH

e KpoBoxapkaHbe, cBsi3aHHOE ¢ AUPPY3HBIM
MOPAKEHUEM  JIETKUX, OTJIMYHBIM  OT
TyOepKyJie3a HiId BacKyJIuTa

o XpOHWYECKHI  W/WIM  TPOJYKTHBHBIH
Kallesab
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e Annepruyeckuit OpOHXOJIErO4HBIN

acrepruiies
e XpOHUYECKUU THOMWHBIH/TIOTMITO3HO-
THOWHBIN CUHYCHUT
e PeHTreHosoruveckue MPU3HAKU
XPOHUYECKOTO MAaHCHHYCHUTA
pyzoe: /pyzoe:
e  CHHAPOM DIEKTPOIUTHBIX HAPYIICHUN e VTONmeHne KOHIEBHIX (alaHT
e BpoxaeHHOE ABYCTOPOHHEE OTCYTCTBHE e OcreoneHus/ocTeonopo3 B Bo3pacte <40
CEMSBBIHOCSIIINX IPOTOKOB JeT

e Herunmunsiii quadet

Ilpu MB Hnepedko ecmpeuaemcs OCHeEONOPO3, KOMOPLILL )y 2MUX NAYUEHMO8 6ce20d HOCUM
8MOPUYHBLL XapaKmep.

K npuuunam ezo paseumus y nayuenmos ¢ MB ommuocam: XpOHU4ecKuti MUKpoOHO —
gocnanumenvhvili npoyecc, oeuyum eumamurna D u K; nuskoe nompebnenue kanvyus, Huzkas
Quszuueckas axkmueHoOCmb, caxapuviti Ouabem Ha ¢one MB, mpancniaHmayusi 0peaHos u
UMMYHOCYRPECCUBHAs Mepanus, SUNOKCUsL U SUNEPKANHUsA, Oeuyum KOCMHOU MACChl U HapyuleHue
MUKPOAPXUMEKMOHUKU KOCMU 8CIe0Cmeue HeOOCMamoyHo20 Habopa NuKa KOCMHOL MAacchl 8 NEpUoo
AKMUBHO20 pocma u U30bIMOUHOU KOCMHOU NOMePU ) 63POCIbIX.

B nexomopuix pabomax nokazana 83aumMocCes3b PA3IUYHbLIX MYMAyull u/uiu ux KomMouHayui
(F508del u op.) ¢ paseumuem nuskoti kocmuoti maccol [24,25], bonvuwuncmeo opyeux asmopos ne
ommeuarom OaHHOU CE53U.

Pexomenoayuu no gopmynupoeke OuacHo3a uziodxHceHvl 8 KIUHUYECKUX PEKOMEHOAYUsix no
ocmeonoposy. CoenacumenvHas KOMUCCUSL NO €BPONEUCKOM)Y KOHCEHCYCY Pewund UCnOIb308amb
mepmun «oonesnHu kocmu npu MBy (8xmouarowuii HU3KYIO MUHEPATbHYIO HIOMHOCMb KOCMU U
nepenomsl), a He «ocmeonoposy. [ns P®, yuumvleas ocobeHHOCMU MeOUYUHCKO20 obecnedenus,
PEKOMEHOYemcst ocmasums ouazHos — ocmeonopos [26,27,28].

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

I1o oannvim poccutickux ucciedosameineii 8 OeMCcKOM 803pache Yacmoma CHUNCEHUS MUHEPATbHOU
nromuocmu kocmu (MIIK) cocmasnsem om 33 0o 65,2% u ocmeonoposa - om 7,7% 0o 15,6%
[30,25].

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

Knaccugukarus acriepruiesa Jerkux npejacTaBieHa B mpuioxenuu I'1.

Annepzuueckuil 6ponxonezounslii acnepzuines y nayuenmos ¢ MB npomekaem xpoHuuecku ¢
nepuoouueckumu obocmpenusimu. OCHOBHbIMU KIUHUYECKUMU npusHakamu obocmpenus AbBJIA
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ABNAIOMCA HeKOHmMpoaupyemoe meyenue MB, npucmynwvl yoyuivs, kauwens ¢ MOKpOmotl, cooepaicaujeli
KOpUyHesble UNU YepHble GKII0UEHUS U CAUZUCMble NPOOKU, OPOHXO0OCMPYKMUBHBIN CUHOPOM U/UTU
B03HUKHOBEHUE DJOZUHOPUILHBIX UHPUILMPaAmMOos, 0O0aU 8 2pYOHOU KlemKe, pe@pakmephoe K
NpUMEHeHUI0 aHmMUOAKMepPAIbHbIX Npenapamos nogvluleHue memnepamypsvl menda, a maKice
cHUdiceHue ovixamenvHou Qyuxyuu. Ilpu orumenvnom meuenuu ABJIA pazeusaemcs 3asucumocms om
KOPMUKOCMEPOUOO8 011 CUCINEMHO20 NPUMEHEHUs, (opmMupyemcs u Quopos 1eekux, npusoosyuli K
ovixamenvHoll Hedocmamournocmu [8].

Xponuueckuii acnepeunnes aeexkux. IIpooonscumenvnocmo XAJI > 3 mec. Haubonee uacmoie
NYJIbMOHANbHbIE CUMNIMOMbL — NPOOYKMUBHBIU Kaulelb, O00bIUKA U KPOBOXAPKAHbE, NPOSPECcCUBHOe
CHUDICEHUe N1e20uHol hyHKyuu, obwue — cybgebpurumem, obwas crabocmv U CHUMCEHUE MACChl
mena, CHUXdCenue MmoNepaHmuoCmy K HA2PY3KaM, OMCYmcmeue Uil HenoaHvll omeem Ha
NOJHOYEHHbIN KYPC aHMUOAKmMepuaibHol mepanuu wupoko2o cnekmpa oeticmeus. XAJI uacmo
npuHumaiom 3a obocmpenue MB, ob6ycnosienHoe OaAKmepuaibHLIM 6030youmenem, U HAZHAYAIOM
HeapheKmusHYI0 8 SMux CIyYasx mepanuio aHmubakmepuaibHviMu npenapamamu pesepsa [8,10,11].

Ilpoenos: XAJI nepeoxo ouacHocmupyiom no30HO U JleyeHue nposoosam Heaodexkeamuo. bes
nevenuss XAJI npusooum K yxyouilenuro Kadecmea odicusHu nayuenmog ¢ MB u ygenuuenuro
nemanvHocmu. Jlemanvnocms npu XAJI 6 nepsvie 6 mecayes nocie ouazrnoza cocmagnsem 15 — 30%.

Haubonee wacmas Henocpec)cmeeHHa;z npuduHa cmepmu — j1eco4Hoe Kposomederue.

2. /ImarHocTuka 3a00J1eBaHUS WM COCTOSIHUA (TPyNNbl 3a00/1eBaHUI WK
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA U MPOTUBONOKA3aHUS K IPUMEHEHHU IO

METOA0B THATHOCTUKH

Juaenosz MB noomeepoicoaemcss npu  Haauyuu  00HO20 uiu  0Oolee  XaApaKmepHulX
¢enomunuyeckux npossnrenuii MB 6 couemanuu ¢ ooxkazamenvcmeamu Hapywerus @yuxyuu MBTP,
MaKuUMu Kax: GvlAslleHue KIUHUYeCKU 3Hauumvlx mymayuti eena MBTP npu eenomunuposanuu unu
yeenudenue yYposHs XIOpUdo8 8 cekpeme NOMOBLIX dcene3 nayuenma. [[nsi peuieHus npooiem
ouaenocmuxu MB o6viiu pazpabomamnvt Kpumepuu, CO2NACHO KOMOPbIM 00s3amenbhbim 0as MB
ABNAEMCA HANUYUE XAPAKMEPHO20 KIUHUYECKO20 CUHOPOMA NIIOC OO0KA3AMENbCME0 KaK020-1Ub0
HapyuleHus QYHKYUU XI10pHO20 KAHAA OOHUM U3 MEeMOo008.

B nHacmoswee epems cywecmeyem HeCKONbKO 8ApUAHMOE OuazHocmudeckux Kpumepueg MB,
KOmopwimu nonv3yiomes cneyuanucmol [1,2].

Haubonee pacnpocmpaneno ucnonvzoéanue OUaZHOCMUYECKUX Kpumepues, YMmeepHCOeHHbLX

Esponetickumu cmanoapmamu u HayuoHaibHblM KOHCeHCycom (mabauya 5) [115].
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Tab6amnna S. Jluarnoctuyeckue KpuTepuu, yreepxkacHusle EBponeiickumu crangapramu 2014 roza,
nepecmotp 2018 roxa [15,31] u HanmoHamsHBIM KOHCEHCYCOM (2016) [2].

[TonoXHUTENbHBIN PE3yabTaT OTOBOTO TECTA
u/niau
JiBe myTtarun MBTP (CFTR), Bei3biBaromue MB (cormacHo 6a3e CFTR-2 http://www.cftr2.org)

n

HeonaTtanbHasi rUIIepTpUIICHHOT €CHEMUS

Honu

XapakTepHble KIMHUYECKUE MPOSBICHUS, TaKie Kak Au(dy3HbIe OPOHXO0IKTAa3bl, BEICEB U3 MOKPOTHI
3HaunMoi st MB natoreHHo# MUKpogiops! (0COOCHHO CHHETHOMHOM MaJIOUKH), 3K30KpUHHAS
NaHKpeaTH4yecKas HeJI0CTaTOUYHOCTh, CHHIIPOM IIOTEPHU CoJiel, OOCTPYKTHBHASI a300CHEPMHUSI

Jluaznocmuka meKonuegozo uneyca

Anmenamansnaa — Jlannoe 3aboneganHue OMHOCUMCA K HO30HUM (emonamusam, HOIMOMY
803MOJICHbIE NPOsGIeHUss Mo2ym Obimb suzyanrusupogansvl & ||l mpumecmpe. Ilpu nanuuuu y niooa no
OanHvim Y3U npusnHakos eunepsxoceHno2o KuueyHuka yeiecoodOpasHo Hanpasums pooumeneli Hd
JIHK ouacnocmuky myKo8ucyuoo3za — HOUcK Haubojiee yacmvix Mymayuil, a pebeHKa npu porcoeHuy —
KaK coCmasgnaiowe2o epynny pucka no MEeKOHUegoMy Uieycy u KUeyHot HenpoxoouMocmu.
Ilocne poscoenuna — OuazHOCMUKA KUWEYHOL HenpoOXoOUMOCHU U OCLOJMCHEHUNl 8 COOMBEMCMEUU C
KIUHUYECKOU NpaKmuKou NnayueHmos ¢ MeKOHUEBbIM ULEYCOM, O0013ameNbHas KOHCYIbmayus
cneyuanucma no  MyKOSUCYUOO3Y, HposedeHue nomoegou npoowi, JHK-ouaecnocmuxu. Ilpu
HeB03MONCHOCMU NPOBeOeHUst ROMOBOU npodwbl — oosizamenvhasn JHK-ouaenocmuka [15].

Juacnocmuxa Ilcesdo-bapmmep cunopoma y nayuenmoe ¢ MB

Ilcesoo-bBapmmep cuHOpom OuacHOCMUpyemcs Ha OCHOBAHUU HAIUYUS V peDeHKA YCMAHOBIEeHHO20
ouaznoza «Mykosucyuoos», xapakmepHou KIUHUYecKou kapmumusl (cm. pazoen 1.6 «Knunuueckas
KapmuHa»y U  OUOXUMUYECKUX USMEHEHUU: 2UNOHampuemuu, 2UnOKAIUueMuu, 2unoxXiopemuu,
Mmemabonuuecko2o arkanosa [2].

Jluaznocmuka acnepzunne3a npu MYKOBUCUUOO3E CIOJCHA U HepedKO 3anasovieéaem,
NOCKONIbKY MHO2Ue OUACHOCMUYEeCKUe Kpumepuu nepecekames ¢ MmMUnUYHbIMU NPOSAGIeHUsMU
OCHOBHO020 3a001e8aHUs.

s nocmanosku OuazHo3a HeoOX0OUMO KOMNIEKCHOe CHeyualusupo8arnoe obciedosarue (maon
6,7).
Tabauua 6. /fuacnocmuueckue kpumepuu ABJIA coenacno koncencycy @onoa MB (2003) [32].

* yxyoulenue meveHus MyKogUCyuoo3a: Kaueib ¢ MOKpOmoll, cooepaicaujell ciusucmole npooxu,
oovluKka, npucmynvl yoyuibs, cuudicenue XKEJI, ODB1, ocmpoe unu nepcucmupyrouee
YXyouileHue cOCMOosAHUS, He C8A3AHHOE C OPY2UMU NPUUUHAMU,

* yposenvb obwezo IgE> 500 ed/mn;
* Hanuuue cneyuguueckux Aspergillus IgE unu nonodcumenvras KO#CHAL NpodA ¢ AHMUSEHOM
Aspergillus;

21



* nanuuue cneyugpuuecxkux Aspergillus 1gG;
* usmenenus na penmeenozpavme uiu KT, peppaxmepnuie k «cmandapmuoiiy mepanuu [5,33].

Taonuya 7. Juacnocmuueckue xpumepuu XAJI coenacho pyko8oocmey no OuacHoCmuke u JleueHuo
xponuueckozo acnepeunnesza (2016) [2].

Vxyowenue meuvenus MB, omcymcmeue uiu Henoanviti omeem Ha 2-4 —nedenvbHuvlll Kypc
AHMUOAKMePUAIbHOU Mepanuu WUpoKo20 CNeKmpa 0etcmeus

/4

nanuyue KT NPUSHAKO6 XPOHUYECKO20 acnepcujiile3sd 1ecKux,

nanuuue cneyuguuecxoeo IgG k Aspergillus 6 coisopomrke kposu,
svisenenue muyenus Aspergillus e oxpawennvix maskax u/unu 6 Guoncuiinom mamepuaie, Ui
svroenenue Aspergillus spp. npu nocese buoncuiinoeco mamepuana, AJI, mokpomwr [34].

Juaznocmuueckue Kpumepuu noCmMaHo6KU OUAZHO3a yuppo3a y nayuenmoes ¢ MB:
o [llosviwenue anranunamuHompaucepazol u acnapmamamuHompancgepazvl U MapKepos

xonecmasa, Kaxk npasuio, é npeoenax 2-5 nopm [35];

o Xapaxmepnasa Y3U-kapmuna (He0OOHOPOOHAs 2X02eHHOCMb NAPEHXUMDbL, MANCUCMOCTID,
3aKpyeleHue NeyeHoOUHO20 Kpdasi, NPopacmanue COeOUHUMENbHOU MKAHU 8 80pOomda Nnevenu),
gblsiGIeHUe U3OBIMOYHOU CBOOOOHOU HCUOKOCMU 8 OPIOWHOU NOIOCMU KAK NPUSHAK ACYUma
[36,37,38];

o ObeoneHue 6eHO3HO20 KPOBOMOKA U YOPMUPOBAHUE NPUSHAKOE NOPMATbHOU cUNepmeH3ul no
oannvim Y3/I;

o Ilpusnaxku gopmuposanus pudbpoza/yuppo3a no OAHHLIM HENPAMOL INACMOMEMPUL NeYeHU C
oyenkou cmenenu @uoposa no mopgonoeuvecxou xkiaccuguxayuu METAVIR (Ilpunoswcenue
12):5 cmaouii ¢ubposa - om 0 0o 4, 20e FO - omcymcmeue ¢uobposa, FI1 - nopmanvHulil
@ubpo3 (36e30uamoe pacuiupenue NOPMAILHLIX Mpakmog)oez cenm, F2 - nopmanvuoiii
@Puopos u eounuynvie cenmol, F3 - nopmanvuwiii hubpos u muoscecmseenHvle cenmol oe3 L1,
F4 —yuppos neuenu [39];

O Buisgnenue B8apUKO3HO-PACUWUPEHHBIX 6€H NUWE800d U  JHCcelyOKa Nnpu  NposedeHuu
ouaenocmuyeckou PIIJ]C.

o Taoxcecmv u cmenenv kKomnencayuu MB-accoyuuposannozo yuppos3a neueHu 8 KAUHUYECKOU
npakmuke nposooumcsi no kiaccuguxayuu Yavino-ITero (Child-Pugh)(Ilpunosicenue 13)
[40,41].

Juaznocmuueckun Kpumepuu MyKoGUCUUOO03-3A8UCUMO20 caxaphozo ouabema (M3C/):
eunepenuKkemMusi Hamowax (Yypoeens 210K03bl naasmel Hamowax >7,0 MmMons/1) unu «ouabemuyecKuti»
ypogenw 2ntoko3zvl kposu 6 xooe CI'TT (npu ypoene enrokosvl naasmvl Hamowax <7,0 mmonv/n u
2N0K03bl naasmel uepes 2 yaca 6 xooe OI'TT >11,1 mmonv/n), unu nOCmnpaHOUanbHAs 2UNepPeIuKemMus,

onpeoensiemast HenpepvieHvlm moHumopureom 2noxosvl (CGM) npu omcymemeuu cumnmomos [42].
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Juaznocmuka ocmeonoposa y nayuenmoe ¢ MB exniouaem oyeHky KIUHUYECKOU KAPMUHDL,

penmeernoodencumomemputo (Ilpunoscenue 14), nabopamopHvie Memoobt Ucc1e008aHUS.

Jluaznoz ocmeonopoza npu MB cmasumcs npu nanuuuu:
o I u 6onee KomnpecCUOHHBIX NepeloMO8 mell NO360HKO8, KOMOpbvle He C6A3aHbl C
8bICOKOIHEPSEMUUECKOU MPABMOLL UTU TOKATbHLIM 3a001e8anueM, NPUBOOSYUM K USMEHEHUIO
munepanvhot niomuocmu  kocmu (MIIK). Ilpu Hanuyuu KOMNPeCcCUOHHLIX NePeroMO8
NO360HKO8 0J11 NOCMAHOBKU OUACHO3A OCMEOnopo3a He mpebyemcs, ymobwvl Z-kpumepuil Ovl1
<-2SD.
unu
o Kaunuvecku 3nauumoco amnammnesa nepeiromos u MIIK no Z-xpumepuro <2 SD
(cmanodapmmuvle omknonenus). Knunuvecku 3nauumviii anammes nepeiromos — 3mo:
1) 2 u 6onee nepenomos onunnvix kocmeti 6 sozpacme 0o 10 iem;
2) 3 u bonee nepenomos onunHblx Kocmet 8 irobom eospacme 0o 19 rem [43].

2.1 ’Kano0bI 1 aHAMHE3

Cm. pazoen 1.6 Knunuueckasn kapmuna.

2.2 duzukajabHoe 00cae10BAHUE

Pebenky ¢ nooospenuem na MB cnedyem nposecmu noinoe guaukaivHoe odciredosanue, m.x.
npu 5Mom 3a001e6aHUU UMEIOMCI MYTbIMUOPSAHHbBLE NPOSAGIEHUSL.
Cwm. pazoen 1.6 Knunuueckas kapmuna.

2.3 JIaGopaToOpHbIe TUATHOCTHYCCKHE HCCIeT0OBAHUS

Tecmbl 0712 ycmanog1eHUus Ouazno3a MyKogucuuoos3

e PexomeHayercs MpoBeACHHE CKPUHHHIAa HOBOPOXKIECHHBIX Ha MYKOBUCIMIO03 (HEOHATAIbHBII
CKPUHUHT, KOMIUJIEKC UCCIEAOBAaHUH I JUarHOCTUKU MYKOBUCLIA/1032a), TAK KaK paHHEE BBISIBICHUE U
CBOCBPEMEHHOE HAYaJI0 TEPaNuu TO3BOJSET MPEAYNPEIUTh Pa3BUTHE TSIKEIBIX OCIOKHEHUH,
yIIy4IIaeT ToKa3zaTreln (PU3NYECKOro pa3BUTHA, 3aMEIACT TEMIIbl CHIDKCHHS (YHKIMH JIETKHX,
CHMYKAeT MOTPeOHOCTD B rocnutanu3aiuu [1, 44,45,12,23,2,15,46].

YYP-B, Y11 - 2).

KommenTapmii: /Iposooumcs 6 Poccutickoii @edepayuu y 6cex HOBOPONCOECHHDIX.

Ilpomoxkon ckpununea 6 P® exnwouaem 3 obszamenvuvix smana: UPTI, UPT2, nomoeas npoba
(mabnuya 8). Ha nepsom smane 6 Kpogu HOBOPOIUCOEHHBIX (4-5 Oenb y OoHOwleHHblX, 7-8 OeHb y
HedoHoulenHblx) onpeodensemcs yposeHv HPT. Bzamue 00pazyos Kposu ocyujecmensiemcs 6
coomeemcmeuu ¢ Ilpuxazom Nel85 om 22.03.2006 "O maccosom obcredosanuu HOBOPONCOEHHLIX
Odemetl Ha Hacreocmeenuvle 3abonesanus’”. Tlpu npesvluenuu nopocosoeo yposus UPT npoeooumcs
pemecm na 21-28 Oenwv owcuznu. Ilpu nonosicumenvHom pemecme HPOBOOUMCA NOMOBAs Npooda.
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Ilo3umuenas nomosas npoba pacyeHusaemcs Kax MNOIONCUMENbHBIU pe3yIbmam CKpUHUHed, U
nayuenma Hanpasiarom 6 Llenmp myxkosucyuooza (mubo npoghunvnoe omoenenue). [lemu c
MeKOHUeBbIM uneycom Hezasucumo om yposus UPT nysxcoaromes 6 nposedenuu nomoegot npoobvl uz-3a
B03MOJICHO20 Y HUX IOJNCHO ompuyamenvbHo2o pesyiomama [2,15].

OnmumanvHsle CpOKU YCMAHOBKU OUACHO3A U HAYALA HAONIOOEHUs NAYUeHMA, BblA6leHHO20 NO
npocpamme HeOHaMaiIbHO20 CKPUHUHEA - nepsvle 2 mecaya xcusnu [2,15].

Obcnedosanue u HabOOEHUE HOBOPOICOCHHBIX NO NPOSPAMME MACCOB020 CKPUHUHEA OOJIHCHO
npoBOOUMbCsL ¢ COONOOEHUEeM NPUHYUNOE NPODUIAKMUKU NEePEKPECMHO20 U GHYMPUOOIbHUUHO20
UHDUYUPOBAHUSL, ONMUMATILHO AMOYIAMOPHO Ul 8 YCI08USIX OHe8H020 cmayuonapa [2].

Tadamuma 8. Drambl HeoHaranbHOro ckpuHuHTra B Poccuiickoit ®epepamun ([Ipukaz Nel85 or

22.03.2006 «O maccoBoM 00CII€IOBaHUM HOBOPOXKJIEHHBIX JIETEH HA HACJICICTBEHHBIC 3a00JICBAHUS).

| aTan Ha 4-5 nenn y goHomeHHoro (Ha 7-8 —ii — y HEJIOHOIIICHHOT0)
HOBOPOKJEHHOT'O — OIMPEIeICHNEe UMMYHOPEAKTUBHOTO TPUIICHHA
(IPT) B BbICYIIIEHHOH KaIljie KpOBU

Il oran [Tpu monoxurenbHOM pe3yibrate (Cut-off>99,5 nenust) Ha 21-28-i
JIEHb TOBTOPHBIN TecT Ha MIPT

Il >ran [Tpu nmonoxUTENTLHOM pe3yabTaTe — NOTOBAsk Mpoda

IV stan ITpu norpaHU4YHOM pe3ynbTaTe MOTOBOM MPOOBI — JOMOJIHUTEIbHbBIE

MeTo bl 00cnenoBanus, Bkitouas JJHK-nuarnoctuky, onpenenenue
PA3HOCTH KHIIIEYHBIX IMOTEHIIMAJIOB U IPyTHE.

e Jln9 NWMAarHOCTUKA MYKOBHUCIHIO3a PEKOMEHIYETCS MPOBEICHUE IOTOBOW  MPOOBI
(uccnemoBaHMe ypOBHSA  XJOPUAOB B [MOTE, KOMIUIGKC WCCIIEIOBAHUN IS  JAMArHOCTHKH
MYKOBHCIIH103a). [l yCTaHOBICHHS JaWar€osa HEOOXOAMMO TIONYYUTh KaKk MHHAMYM 2
MOJIOKUTEIBHBIX pe3ynbTaTa. [loToBast mpoba MoxkeT ObIThH MpoBeeHa peOCHKY B Bo3pacTe 48 4acoB ¢
BecoMm He MeHnee 2 kr [1,2,15,47].

YYP-C, Y] -5).
Kommenrapun: [lomosas npoda sensiemcs «3010mviM CMAHOAPMOM» OUASHOCTIUKU MYKOBUCYUOO03A,
npPOBOOUMCSL KAK MUHUMYM 08adxcovl. B P® ucnonv3yromes 2 memoouku nomogozo mecma.

1) Knaccuueckuti npamoiu memoO oOnpeoeieHus 21eKmpoiumHo20 cocmasa noma (Xiopa uiu

Hampus) Memooom NULOKapnuHo8o2o snekmpogopesa no Luocony u Kyxy (1959 2.). Hopma — oo

30 mmonv/n, nocpanuunvie 3Havenus 30-59 mmons/n, nonodcumenvrwvili pesyromam - 60 Mmonv/n u

sblute (npu nasecke noma ne menee 100 me) [1,2,4,31,]. IHokazamenu xnopuoos eviwe 150 mmonv/n

00J124CHBL ObIMb NOOBEPSHYMbL COMHEHUIO.

2) Ilomosas npoba nymem onpeodeneHusi npo8OOUMOCMU NOMA C NOMOUWLIO CNEYUATbHBIX HOMOBbIX

AHAIU3AmMopo8  Koppenupyem ¢ onpeoeieHuem YpoeHs XA0pUo08, NO3601iem  HOLYYUMb
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aoeksamuulll pe3yibmam npu Koauvecmee noma 6 oopazye — 3-10 mxa. Tonyuun wupokoe
pacnpocmparenue npu HeOPEHUU MACCOB020 CKPUHUHSA HOBOPOIHCOCHHBIX.
Ilpu  onpedenenuu npoBOOUMOCHU  NOJOHCUMENbHBIM — PEe3VIbMAMOM Ol MYKOBUCYUOO3A
cuumaemcss nokazamenwv: eviue 80 mmonv/n; noepanuunvim 3Haueruem — 5S0-80 mmonwv/n;
Hopmanbhbim — 00 50 mmonav/n. Iloxkazamenu nposooumocmu eviute 170 MMOAb/T OONAHCHBL ObIMD
NO0BEPSHYMbI COMHEHUIO.
Bpems cbopa noma ne 0ondxcno npesviuiams 30 MUHym, MUHUMATLHO OONYCMUMOE KOIUYeCmE0 noma
— 75-100 me (15 mxn 6 xoanekmope “Macroduct”), ckopocms nomoomoenenus 00IXHCHA ObIMb He
menee 1 e/m?/mun [15]. Obsazamenvhbim a615emcs npedeapumensHoe MuameibHoe OuUeHue KoliCu
nayuenma [2]. Ocoboco eHumanusi mpedyem noo2OMOBKA KOJNCU Y NAYUEHMO8, ONUMETbHO
HAXo0AWuUxcs 8 CmayuoHape.
Ilozpanuunsie pe3ynbmamot NOMOBOI RPOObL.

Bozmooicnvie NPUUYUHDBL NOCPAHUYHRBLX PE3)YT1bNAmMoE nomoegoll np06bl.'

o Hnousuodyanvrwvle ocobennocmu y modell 6e3 MyKogUCYUo03d, 0COOEHHO y 83POCIbIX
o Henpasunvnas noocomoska x npooe
o Hocumenvcmeo «msekuxy mymayuii npu mykosucyuoose [15]
Pexomenoauyuu:
o UCNONIL308AHUE PASHBIX MEMO008 OnpedeleHUs X10puo08 noma, NOGMOpPHbIE UCCIe008AHUS;
o pacuwupennsii JJTHK-ananuz (cexeenuposanue cena);
o pacuupertoe KIUHUKO-1a00pamopHoe U UHCMPYMeHmaibHoe 00C1e008anue: KONpoio2us u

pexanvHas d1acmasa, dINEKMpoIUmMbl 8 OUOXUMULECKOM AHANU3E KPOBU, NOCe8 MOKPOMbL/ MA30K C
3A0Hell CMEeHKU 2T0MKU, PeHM2eHo2papust 2pyOHOU KIemKU, Na3yx HOCd, CNepMOSPAMMA;

o HaboOeHue 8 YeHmpe MyKoSUCYUO03d 00 OKOHUAMENbHO20 NPUHSMUS PeueHUsl 0 OUAZHO3e.
He cnumaromest ¢ yuema, noxa ouacnos He 6yoem UCKIIOUeH,

o MemooO onpedesieHust PA3HOCMU HA3AIbHbIX NOMEHYUATI08 UTU USMEPEHUEe INeKMPUUECKO20
moKa 6 buonmame KUWKU, ompasxcaiowjue HapyuieHue QyHKYyuu Xa10pHo2o Kaaia*.

Ilpumeuanue: *B kauecmee O0ONOIHUMENbHO2O MeCMA NAYUEHMAM ¢ NOOO3DEHUeM Ha
MYKOBUCYUOO3, OCOOEHHO 6 COMHUMENbHLIX CAYYAAX NPU HOSPAHUYHLIX 3HAYEHUSX NOMOB020
mecma, Npu HeBbIPANCEHHOU CUMNMOMAMUKe U/Uiu npu HenoIHblX KIACCUYeCKUX NPOsGIeHUSX
bonesHu moodicem Oblmb PEKOMEHOOBAHO NPOBEOeHUe UCCAe008AHUSL PAZHOCMU  KUUEUHbIX
nomenyuanos [1,2,4,31,48].

Coenacno cmaHOApmuvIM ONEPAYUOHHBIM NPOYeOYPam, Ol USMEPEHUs PASHOCMU KUULEYHBIX
NOMEHYUANO08 UCHONb3VIOMC PeKMAlbHble OUONmMamvl, NOJLYYeHHble NPU PEeKMOPOMAHOCKONUU.

s npogedenus uccinedoganus Heobxooumo He menee 4 obpazyos dbuonmamos. Pexomenoyemvie
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pegepenmuvle 3HaUeHUs (KOHMPOTbHblE NOKA3amenu 300PO8blX JI00el) Npu UCNONb308AHUU
memooda OPKII ¢ P®: niomnocme moka xopomxozco 3ameixanus (AISC) ¢ omeem na 6gedenue
amMuIopuoa (CMuMyniayus. Hampuesvlx KaHauio8) 6 KOHMpolwHou epynne cocmasuia 8.98+3.42
uA/em?. Hamenenue AISC 6 omeem na esedenue opckoruna (CMuMyisyus XA0pHuX KAHAI08)
cocmaeuno 25.78+4.41 uA/cm®. B omseem mna esedenue eucmamuna AISC uzmensemcs 6

NOJIOHCUMENbHYIO CNIOPOHY, Wmo ompasicaem 6X00 UOHO8 KAUS 8 KIEeMmKU. Hpu IMOM NJI1OMHOCHb

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

e PexomeH10BaHO IIPOBEJICHUE MOJIEKYJISIPHO-T€HETHYECKOI O UCCJIEJOBaHUS JUISL
uaentudukanun Mytaiuii reaa MBTP (CFTR) (MoneKy/IsIpHO-T€HETHUECKOE HCCIICAOBAHUE
mytanuii B rene CFTR (MykoBuCIUI03) B KPOBH, KOMIUIEKC MCCIEIOBAHUMN TSl TUATHOCTUKU
MYKOBHCII/1032) TI0 TIOKa3aHUsIM:

1)  HoBopoxaeHHBIM ¢ TOJOKUTEIbHBIM MPT ¥ MOJ0KUTEIBbHBIME WM MOTPAaHUYHBIMU
3HAUEHUSIMU IOTOBOM MPOOBI, MEKOHUEBBIM HUIIEYCOM

2) JlioasMm ¢ TOrpaHMYHBIME 3HAYCHHSIMH MOTOBOWM mpoObl (cM. Pasmen «Jlmarnoctuka
MYKOBHCIIH1032))

3) TNaumeHTaMm ¢ KIMHUYECKUMH MPOSBICHUSIMH KJIACCHYECKOTO MM MOHOCHMIITOMHOTI'O
MB

4)  Tlpu CFTR-acconunpoBaHHBIX 3a00JIeBaHUAX (maHkpeatur, BPOXIEHHOE
JIBYCTOPOHHEE OTCYTCTBHE CEMSBBIHOCSIIIETO IPOTOKA/O0CTPYKTUBHASL a300CIIEPMHUST)

5) PonacrtBennukam mnanueHToB ¢ MB (s ompeneneHus craTyca HOCHTEIBCTBA IO
YKETaHUIO)

6) JKeHmmHaM mociie poXIeHHUs MEePBOro peOCHKa ¢ MYKOBHCIHIO30M, a TAKXKE BO BpeMs
HOoCeayIOIMX OepeMeHHOCTel PH HATUYMK peOeHKa ¢ MyKOBHCIIU1030M

7) Ilnox ma 10-12-if Henene npu nogo3penun Ha MB (npu Hanmumu cubca ¢ MB) mim
00HapY>XEHUH TUIEPIXOTEHHOTO KUIIIEYHUKA MPpHU Y 3-00CiIeI0BaHUN

8) Jlonopam ramer u 3MOpuoHoB B mporpammax DKO (DKO-MKCH), BHyTpuMaToOuHOR
MHCEMUHAIUU

9) CynpyXecKdM TapaM ¢ BBICOKHM TE€HETHUYSCKHM pHCKOM MB, »kenmaromuM mpoiTu
OKO-IIT'T MB nns npenorBpauieHus poxkaeHuss pedenka ¢ MB (nmpu  oTcyrcTBUM
NPOTHBOIOKA3aHUN U orpannyeHuii) [2,15,50].

(YVP - C, YIUI - 5).
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Kommenrtapuu: Krunuueckyro 3mauumocms OOHAPYHCEHHBIX 2eHEeMUYECKUX BAPUAHMO8 Cledyem
VCMAaHagueams ¢ yuemom pexomenoayui Koncencyca [2], nocmosnno obnoeisemvix 6a3 OaHHbIX!
[51].

Cmpamezusa monexkynapno-zenemuueckou ouacnocmuku MB exnrouaem neckoibko smanos.

Ha nepsom smane nposooumcs nouck eapuanmos, Haubdojiee Yacmvlx 8 NONYAAYUU, K KOMOPOU
npunaonedxcum obcredyemolii [2].

Ha emopom smane npogoosam pacuwupenHuvlii Nouck 0Oonee peoKux 6apuaHmos, UCHOIb3Ys
cexeenuposanue no Coneepy unu 8blcOKONpouzsooumenvHoe ceksenuposarue cenoma (MPS/NGS).
Tpemuii sman. OOblYHLIMU CKAHUPYIOWUMU MEMOOaMU, 68 MOM HUCILEe CEKBEHUPOBAHUEM, MONCHO
8bIAGUMb  HAPYWEHUS  NOCIe008aMENbHOCMU — 2€Hd,  He3HAYyumenvhvle No  NPOMANCEHHOCHU:
HYKIeOmuouvle 3amenvli, Heboavuue oeneyuu/uncepyuu. Ilepecmpotixu, oxeamviéaroujue HeCKOIbKO
9K30HO6/UHMPOHO8, MAKUMU MemoOamu He 8blasnaomcs. Pexomendyemces ucnonvzosams cinedyrouue
mexHonocuu. MLPA — mynemuniexcHyro nueaswyro 30H008yI0 amniuguxayutro aubo QFMP —
Kouuecmeennyo ghyopecyenmuyro myaibmuniexcuyio I[P [15,23,52].

Tpebosanus k nabopamopuu, npogoosuel anaiuzvl Ha namoeeHuvle eapuanmol cena CFTR,
uznooicenvl 6 Koncencyce [2].

Coenacno oanuvim  Eeponetickoeo koucencyca no MB, nposedenue pacuupenno2o
monexynapHoeo uccredosanus 2ena CFTR nozeonsem evisisums namoeenuwiii eapuanm 6 98%. Imo
Modcem Oblmb C8A3AHO AUOO ¢ meM, YUMo UCHONb308AHHbLE MEeMOObl He NO38ONUNU NPOAHATUSUPOBAMb
pecuonsl 2eHa, 20e pAcnoiazarmcs Namo2eHHvle 2eHemuyeckue 6apuawnmsl, IUb0 ¢ AeleHuem
00HOPOOUMENbCKOU ucomuu, 1ubo ¢ penokonusmu MB [15].

Ilpouue nabopamopnsie uccnedosanus

e PexomeHnoBaHO MpoBeAeHHE BceM manueHTaM ¢ MB o01ero (KIMHUYECKOT0) aHalli3a KPOBU
Pa3BEPHYTOTO C LENIBI0 OPUEHTHPOBOYHOM OI[EHKH BOCTIAJIUTEIHHOTO TPOIIecca, KOHTPOJIS BIUSHUS HA
MOKa3aTelr KPOBU IMPOBOAMMON TEepalmMd W B KOMIUIGKCHOH OIICHKE HYTPUTHBHOTO CTaTyca
[2,53,54,55].
YYP-B, Y11 -3).
KommenTapuu: 6 cpeonem neobxooumas uacmoma nposedeHus UCCie008anuUsi — eHCeK8apmaibHo. B
pamkax obwezo (KIUHUYECK020) aHAIU3aA KpPOBU HEO0OXOOUMO. UCCIed08aHue YpPOBHs 00ue2o
2eM02100UHa 8 KpOBU, UCCIe008anue YPOGHS OPUMPOYUMOE 6 KpPOBU, UCCIe008aHUE VPOBHS
JIEUKOYUMO8 8 KPOBU, UCCIeO08aHUe YPOBHI MPOMOOYUMO8 8 KposU, OuppepeHyuposanusiii noocuem
Jletikoyumos  (netikoyumapHas Gopmyia), NpPOCMOMp MA3KA Kpoeu Oisi AHAIU3A  AHOMATULL
Mopghonozuu 3pumpoyumos, mpomoOoyumos u JetKoyumos, onpeoeneHue Yeemosoeo NOKA3Amels,

onpeoesnienue pasmepos 3pUmpoyumos, UCCie008aHue CKOpOCmu 0CeOanus SpUmpoyumos.
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OnpenesieHne HAJTUYUA MAHKPEATHYECKON HEI0CTATOYHOCTH

e PexomeHnyercs npoBeieHUe Ja00OPATOPHBIX TECTOB AJI ONMPENEICHUS CTEIIEHU TaHKPEeaTHUeCKOn
HE/JIOCTaTOYHOCTH BCEM TMAalMEHTaM C TOJO3pEHHEM Ha MYKOBUCIMI03 M MalueHTaM C
MYKOBHCIU/I030M (OIIpeeJICHue aKTHMBHOCTH NAaHKPEATHYECKOW dyactasbl-l1 B Kaje), CTEleHH
KOPPEKIMH MaHKPeaTU4eCKOil HeJOCTaATOUHOCTH — KOMPOJIOTUYECKOE UCCIIEAOBAHNUE C ONPEIeICHUEM
He#TpanbHOoro *xwupa B kaiue [1,2,15].

YYP-C,¥aA1-5).

KommeHTapuu: y nayuenmog c cOXpaHHoU @YHKyuel nooHCery0OyHOU dicene3vl onpeodeieHue
AKMU8HOCMU NAHKPeamu4eckoll 21acmasvl-1 6 Kajie npo8ooumcs exce200Ho.

Cpeonsia yacmoma uccied08anull y nayueHmo8 ¢ MyKogucyuoo3om npugederna 8 Ilpunooswcenuu 7.
Mukpoouonozuueckana OuazHocmuka

o PexoMenayeTcst BceM ManueHTaM ¢ MyKOBUCIIUA030M (MJIHM C TIOJIO3PEHUEM Ha MYKOBUCIUIO3)
MHUKPOOHOJIOTUYECKOE HCCICIOBAaHUE MOKPOTHI (MHIYIHUPOBAHHONM MOKPOTHI WM TpPaxealbHOTO
acrupara), Wid, B UCKIFOUYUTEIBHBIX CUTYAIUsIX (U1 MIIAZICHIIEB), OpodapruHTrealbHOTO Ma3Ka W/Win
KHUJKOCTH OpOHXOAIbBEOJISIPHOTO JlaBaxka [UIsl HJIEHTU(UKALMKU TaTOreHa/-OB U  OIpeAeTeHHs
YYBCTBUTEIBHOCTHU BbIICICHHON MuKpoduiopsi [1,2,415].

YYP-C, ¥4I -5).

KommenTapuu: Hccredosanue nposooumcs ne pedce I paza 6 3 mec., no nokazanusam - yauye.

Iloceé mokpomvl (ne opogapunceanvnozo maska!) na nemybepkynesnvie muxobaxmepuu (HTMD)
gcem Odemam cmapute 10 nem u c 1106020 603pacma, y K020 eCmb NOKA3AHUSA (OmpuyamenbHAas
OUHAMUKA NpU OMCYMCMBUU HOBbIX NAMO2EHO8, omcymcmeue d¢hgexma om nposooOUMOl mepanuu,
usmenenuss Ha KT neexux, evidenenue moxpomuwl). Hccnedosanue npogooumcs exce2o0Ho, no
NOKA3aHUAM dauye.

OCHOBHbIM ~ MUKPOOUONO2UYECKUM ~ MeMmOOOM  OUACHOCMUKYU — OPOHXONe20UHOU  UHGeKyuu
a615emcsi  KYIbMypaibHbllli. Memoo ¢ HNOCeBOM pPeCNUpamopHvix o0pa3yos Ha HeceleKmugHble,
CcelleKmugHble U XpoMo2eHHble NUMAameibHble CpPeobl.

Llenecoobpasno nposedenue MUKPOOUOLOSULECKO2O UCCIEO08AHUSL PECRUPAMOPHBIX 00pa3y08
10 peKoMeHOayuu 8paia 8 0OHOI U3 1abopamopull IKCnepmuo2o ypoens no MB ne peoice 1 pasza 6 200.

Baoicnviv aensiemcsa ucnonv308aHue CeileKmusHulx cped OJisl 8bl0eNeHUs MUKPOOP2SAHUZMOB,
mpebyowux ocodvle ycio8us Kyrbmueupo8aHus uiu Oisi 8bl0eIeHUs UX CNeyudUUecKux, Cé3aHHbIX C
MB mopgomunos. Ocobenno ons B. cepacia complex, a makoice S.aureus 6 suoe gpenomuna meaKux
kononutl [56,57].

JnumenvHocmy UHKYOQUUU NEPBUYHO20 NOCE8A HeoDOX0OUMA CPOKOM He Menee 7 CYMOK C

EHCEOHEBHBIM NPOCMOMPOM U USYUEHUEM BCeX BbLPOCUIUX 8U008 KonoHutl [DT].
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Hoenmugpuxayus Muxpoopeanuzmo8 ¢ UCHOIb308AHUEM KOMMEPUECKUX MmeCm-Cucme,
Modcem nompebo8ams NPOIOHSUPOBAHHO20 nepuooa uHKybayuu (0o 48 uacos).

Bce muxpoopeanuzmul, gvioeneHuvie uz ObixamenibHblX nymei om nayuenmos ¢ MB 0ondxchvl 6bimb
UOESHMUDUYUPOBAHBL KAK MUHUMYM OO0 p0OOd, MUKDPOOP2AHU3MbL, UMEIouUe KIUHUYeCKoe 3HAYeHue —
00 suoa [58].

B cnyuae gvloenenuss uz oopazya MuKpoOpeaHusmos, UOeHmMupUKayuo Komopwix mexHuyeckKu
HEBO3MOIICHO NpPOBeCmU 8 1aO0pamopuu, HeodXo0UMoO COXpaHeHue Kylbmypbl 015 ee Nocaedyuell
peudenmugpukayuu ¢ UCHOIb30BAHUEM MACC-CHEKMPOMEMPUU  UTU  MOLEKYIAPHO-2eHEMULeCKUX
memooos [59].

C yenvro xonmponsn s3¢pgexmusnocmu xumuomepanuu nayuenmam ¢ MB c ungexyuei
HTMGE ne peoice, uem 1 pas 6 3-6 mecayes npogoOUmMcs: noced MOKpOmvl HA BblAGleHUe NAMO2eHHbIX
HTMB unu MBT 6 ouaznocmuueckom mamepuane (moxkpoma) [60].

B coomeemcmeuu c Ilpuxazom Munzopasea Poccuu 13 oxmsabopa 2017 2 Ne 804n om «O6
VMBEPHCOEHUU HOMEHKAAMYPbl MeOUYUHCKUX VCIY2» eCMb HEeCKOIbKO YCaye:. MUKPOOUOLo2UdecKoe
(Kyibmypanvhoe) ucciedo8anue Ciuzu ¢ MUHOAIUH U 3A0Hel CMeHKU 2IOMKU HA a’poOHble U
Gaxyremamuro-anaspooHvie MUKDPOOP2AHU3MBL, MUKPOOUONIO2UYECKOE (Ky1bmypanvhoe)
Uccned08ane MOKpomvl Ha a3pooHble U PaKyTbMAMUEHO-AHAIPOOHBLE MUKPOOPESAHUZMUL.

e Hnentuduxammio B. Cepacia complex, Achromobacter spp., Ralstonia spp., Pandorea spp.,
Cupriavidus spp., Inquilinus spp., B ocobexHoctn y marueHtoB ¢ MB B ciydae MepBHYHOTO
BBIJICTICHUS, PEKOMEHIYETCS BBIMOJIHATH C WCIOIH30BAHHEM KOMMEPYECKHX TECT-CUCTEM JUIS
OMOXMMHUYECKOTO aHaIM3a W TOATBEPXKIATh C HCIOJB30BAaHHEM MAacC-CIEKTPOMETPUH  WIIN
MOJIEKYJISIPHO-TEHETHUYECKUMH ~ METOJaMU € IIeNIbI0  JUATHOCTHUKM HAJIWYHUS  TEePEUUCICHHBIX
MHKPOOPraHu3MoB y nanuenta ¢ MB [59].

YYP-C, YA -5).

KommenTapmii: 6 [lpuxaze Munzopasea Poccuu om 13 oxmsabps 2017 2 Ne 8041 «O6 ymeepocoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCIVe» OAHHbLE YCILyeU He NPeOCMAasieHbl.

o PexomeHyeTcs MHKOJIOTHUECKOE WCCIIe[loOBaHue Onomarepuana mamueHtaMm ¢ MB ¢
MOJO3PEHHEM Ha TPHOKOBBIE TOPAXKEHUs JIETKHX: MOKPOTa, TPOMBIBHBIE BOJBI OpPOHXOB,
OpOHXO0ANIbBEOJSIPHBIN  JTaBaXk, OWOMNTAaThl, OMEPAIMOHHBIN Marepuan (mpsMas MHUKPOCKOIHS
Omomarepuana, METOJ JIIOMHHECHEHTHOW  ((IyopecreHTHOH) MHUKPOCKONUU C  OKPAaCKOM
KalbKo(IoopoM OenbIM, 1MoceB OuomaTrepuana Ha arapu3oBaHHyI0 cpeny CaOypo B Moaudukanuu
OMMoOHCa), Ui HACHTU(UKAIMKU TAaTOTeHa/-OB W OMPEENICHUsT YyBCTBUTEIBLHOCTH BBIIEICHHBIX
mukpomuiieros [10,32,61,62].

YYP-C, Y11 -5).
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KommenTapuu: ¢ coomeemcmesuu ¢ Ilpuxazom Munzopasea Poccuu 13 oxmsaops 2017 e Ne 8041 om
«O6 ymeeporcOeHuu HOMEeHKIAmypbl MEOUYUHCKUX YCILyey eChb HeCKONIbKO YCaye: MUKPOCKONUYECKoe
uccnedo8anue HAMUBHO20 U OKPAWEHHO20 NPenapama MOKpomyl, MUKPOCKONUYECKOe UCCIe008aHUe
JIABAICHOU  AHCUOKOCIU, MUKPOCKONUYECKOe UCCAe008aHUe MOKPOMbl Ha 2pudvl (Opodiciicesvle U
MUYenUuanvbHole), MUKpoouosocuueckoe (KyibmypaibHoe) UCCIe008aHue MOKPOmMbl HA  2pudbl
(Opodrcoicesvle U Muyenuanvbhvle), MUKpoouoiocuyeckoe (KyaibmypaibHoe) ucciedosanue MoKpomsl Ha
MuyenuanrbHvle  2pudvl, MUKpoOuonozuyeckoe (KyibmypaabHoe) UCCIe008aHue MOKpOmyvl Ha
Opodicoicegble epubbl, MUKPOCKONUYECKOE UCCIe008aHUe OPOHXOAIbBEONAPHOU NABANCHOU HCUOKOCTIU
Ha epubvl (Opodiciicesble U MUYenuaibhvie), MUKpoouoiocuueckoe (KyibmypaibHoe) UCCiedo8aHnue
OPOHXO0ANILBEONIAPHOU NABANCHOU HCUOKOCIU HA 2pUdbL (OPOdICIHCEBbIE U MUYETUATILHBLE).

- [loces Ha epubbl — no NOKA3AHUAM, KPAMHOCMb NO NOMPEOHOCTU.

- Lenmpughyeuposanue BAJI u 6ponxuanvHoco acnupama, a makce NpUMeHeHUue MYKOIUMUKOS
noevlutaem 3¢hghexmueHocms OUASHOCMUKU.

- Mukpockonuss u nocegd MOKpOmbl NO3GOJAIOM GbIAGUMb KOJIOHU3AYUID ObIXAMENbHBIX Nymell
Aspergillus spp. y 20-60% nayuenmos ¢ ABJIA.

- Ilpu muxpockonuu u noceée BAJI unu moxpomwur Aspergillus spp. ewvisensiom y 25 — 80%
nayuenmog ¢ XAJI. Heobxo0umvl noemopHvle UCCIE008AHUsL C NPUMEHEHUEM CHReyupuuecKux
MUKOJLOSUYECKUX MEeMO0008 OKpACKU u numameivHulx cped. Onpedenenue euda Aspergillus uepaem
PO NMpU  HA3HAYEHUU  NPOMUBOSPUOKOBLIX — NPenapamos Ols  CUCEMHO20  NPUMEHEeHUs.
(anmumuxomuxog) (pedkue udvl Mo2ym Obinb YCMOUYUBHL K A301AM).

- Dghexmusnocmvb  MUKPOCKONUYECKO20 UCCACO08AHUSL  VEEIUUUBAEMC L NOCle 00pabomku
pecnupamopHuix cyocmpamog xanvkogyopom odenvim. Iloces Ha mukonozuueckue cpeovl ciedyem
nposooumsv npu memnepamype 300C u 370C, npoooaxcumenbHocmsb UHKYOAyUU He MeHee 5 CYMOK.
Konuuecmeennvle noxkazamenu nocesa pecnupamopHvix OUOCYOCMPAmMo8 He NO380J0M OMIUYUND
KOJIOHU3AYUIO ObIXAMENbHBIX NYMel Om UH@EKYUU.

o Pexomenmyercs mpoBeleHHE JIAOOPATOPHBIX HMCCIECNOBAHUN ISl JAMArHOCTUKH aJUIEPTUYECKOTO
OpOHX0JIETOYHOTO aclieprusuiesa: ypoBeHb oouero ummynornoOynusa E (1gE), cnenuduueckue IgE u
IgG k Aspergillus fumigates. Ilpu momo3pennu Ha XAJl — peKOMEHIOBaHbI T€ K€ HMCCIICOBAHUS U
ONpeNieJiecHue TalakToMaHHaHa B KpoBu (Mertabomuta Aspergillus fumigates) (ompenencuue
meTaboauToB rpudos) [1,2,10,15,32,61,62].

YYP-C, Y1 -5).

KommenTapmnii:
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- Dosunopunuio nepugpepuyeckoii kposu > 0,4x10%1 obviuno evisensiom 6 ocmpoii cmaduu u npu
obocmpenuu ABJIA, 60 épema pemuccuu u 6 cmaouu Guopo3a Koauuecmseo 303UHOPUIOE MOodHicem
ObIMb HOPMATLHBIM.

- llna ABJIA xapaxmepho 3HauumenvHoe yseauuerue yposHs obwezo IgE 6 cvigopomke Kposu,
obviuno bonee 500 mke/n. Bo epems pemuccuu 8 nozonux cmaousx coolepoicanue ooweeo IgE 6
CbIBOPOMKE KPOBU CHUICAEMCS, XOMS OCMAemcs @blile HOPMAlbHuIX nokazamenell. Ilogviuenue
yposHs obweeo IgE — pannui npusnax obocmpenus ABJIA, komopwili 603HUKaAem 00 KIUHUYECKUX
nposieieHull 3a4001e6aHUS.

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

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

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

- Cooeporcanue obuezo IgE npu XAJI mooscem 6vims ymepenno nosviuerno (100-500 Eo/n), unozoa
onpeoensiiom cneyughuueckuri Aspergillus IgE.

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

- Cneyughuunocms u uyecmeumenbHocme onpeoeneHus 2arakmomanuana 8 bAJI npesviuwarom 80%,
Ymo evluie pe3yibmamos Ucc1e008anUs CbleOPOMKU Kposu. Onmumanvusill OUACHOCMUYECKUU UHOEKC
onmuueckou naomnocmu mecma Platelia Aspergillus ¢ BAJI ne onpedenen: npu ucnoavszosanuu
nokasamens 0,5 — nosviuaemcst wygcmeumenbHocms memooa, npu 1,0 — cneyuguunocme.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsabps 2017 e Ne 804n om «O6
VMBEPAHCOEHUU HOMEHKAAMYPbL MEOUYUHCKUX VCIYe» eCMb HeCKOIbKO YCaye: UCCIe008anue YPO8Hs
obwezo ummyHnoznooyiuna E 6 kposu, onpedenenue anmumen k epubam pooa acnepauinvl (Aspergillus
Spp.) 68 Kpo6u, KOMNIEKC UCCe008aHUll Ol BblaGleHUs allepeeHd, onpeoeieHue mMemaboaumos
2pub08).

° PexomengoBano nalueHTam c MB c MOJIO3PEHUEM Ha ABJIA s
WCKITIOUYCHUS/TIOITBEPIKICHUS MHKOTCHHOW CEHCHOWIHM3AIMU TIPOBEJACHHE KOXHOW MPOOBI ¢
antureHom Aspergillus (HakokHbIC HCCIIETOBAHUS PEAKIIMK Ha ajuieprensl) [32].

(YYP - C, YIUI - 5).
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KommenTapmii: B coomeemcmeuu ¢ [Ipuxazom Munzopasa Poccuu 13 oxkmsabopsa 2017 & Ne 804n om
«O6 ymeepacoeHuu HOMEHKAAMYPbl MEOUYUHCKUX VCIye»: HAKONMCHble UCCIe008AHUSl PeaKyuu Ha
annepzeHbl.

Kooicnass  npoba ¢ ammucenom  Aspergillus — omauuaemcss  evicokoit  Ouaznocmuueckol
YYBCMBUMENbHOCMbIO, HO HU3KOL cneyuguunocmoto. TlonodxcumensbHule pe3yibmamol KOXCHOU npodvl
HepeoKo 8bIABNAIOM Y OONbHLIX MYKOBUCYUO030M Oe3 ABJIA.

e PexomeHayercs MaToJIOroaHaTOMUYECKOE UCCIIEJOBaHUE OHUONCUITHOTO (OMepalmOHHOIO)
MaTepuaia TKaHed jerkoro y mamuentoB ¢ MB m XAJl ¢ umnpernamueii cepedpom no ['omopu—
['pOKOTT € 1eNIbI0 JUArHOCTUKHM HOYJISIPHOTO aclepruiijie3a, a TakKe UCKIFOUEHUS! HOBOOOpa30BaHUSA
Jerkux, Tyoepkyinesa [10,61,62].

YYP-C, Y1 -5).

KommenTapuu: B coomeemcmeuu ¢ [Ipuxazom Munzopasa Poccuu 13 okmsabopa 2017 & Ne 8041w om
«O6 ymeepacoeHuU HOMEHKIAMYpbl MEOUYUHCKUX YCIYe». NAMOA020-AHAMOMUYECKOe UCCIe008aHUe
ouoncuilinoco  (OnepayuoHHo20)  Mamepuana — MmMKAHel — Jle2Ko20,  NamoJl020-AHAMOMUYECKOe
uccredosanue OUONCUNIHO20 (ONEPAYUOHHO20) Mamepuala mKaHel 1e2Ko20 ¢ HNpUMeHeHUueM
2UCMOOAKMEPUOCKONUYECKUX — Memo008, MUKpobuosocudeckoe (KyibmypaibHoe) Ucciedosanue
ouonmama Ha MuyenuaibHvle cpudsl.

- [Ipu cucmonoeuueckom uccireoosanuu 6uonmama npu XAJI us xasepuvl unu 30Hbl OCNANEHUSA
onpeoensaom aughvl Aspergillus, npuznaxu xponuyeckozo gocnanenusi. OCHO8HOe Ha3HayeHue buoncuu
oyaza nopagiceHuss — OUACHOCMUKA HOOYIAPHO20 —acnepauiie3d, d makdxice UCKIIoYeHue
H08000pazosanus neekux, mybepxynesa u np. Omcymcmeue cugp Aspergillus 6 buonmame uz ouaea
nopasicenus ne uckarouaem ouaznoza XAJI npu nanuuuu opyeux kpumepuee ouacnocmuxu [8].

e PexomeHnayercsi MUKpOOMOJIOTMYECKOE MCCIEAOBAHUE OT/EISEMOr0 U3 OKOJIOHOCOBBIX Ma3yx
(OHIT) (MukpobHomOrHYecKoe (KyIbTypalbHOE) HCCISIOBAHUE CMBIBOB U3 OKOJOHOCOBBIX MOJOCTEH
Ha  adpoOHble U  (DaKyJIbTATHBHO-aHA’POOHBIE  MHUKPOOPTaHU3MBI,  MHUKPOOHOIOTHYECKOE
(KynpTypanbHOE) HCCIEeI0BaHUE ITYHKTATOB M3 OKOJIOHOCOBBIX IOJIOCTEH Ha HeCnopooOpasyrolne
aHa’poOHblE MHUKpPOOPTaHU3MbI) JUISl WUJACHTHU(HUKAMU [1aTOT€Ha/-OB U OMNpefesieHuss ero (ux)
YYBCTBUTEIBHOCTH K aHTUMUKPOOHBIM Tipenapatam npu XPC Ha pone mykoBucimnosa [63,64].
YYP-C, Y1 -4).

KommenTapuii: kononuzayus cunecHoUtHOU naioykou obviuno Hayunaemcs umenno ¢ OHII; 6 6onee
PpaHHeMm 8o3pacme U 00CMOBePHO Yauje umeem mecmo y ooavHolx MB ¢ norunosuvim XPC. Mamepuan
oondicer Oblmb NONYYeH HA CMEPUTbHbIL MAPLe6blll MAMNOH U3 8EPXHEUENIOCMHBIX NA3YX Memo0oM

OUACHOCMUYECKOl ~ NYHKYUU — NA3yXu, UHMPAONEPayuoHHO nymem 3abopa  dKccyoama — u3
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BEPXHEUENIOCIMHbIX NA3VX UMW NPU 30HOUPOBAHUU Hepe3 PACUIUPEHHOEe COYCMbe V NAYUEHMO8 Nocie
9HOOCKONUYECKO20 PUHOXUPYPSUUECKO2O NeUeHUs.

buoxumuueckoe uccnedosanue Kpogu

o PexomennoBano mnpoBefeHHe BceM nanueHTam ¢ MB OMOXMMHYECKOro aHaiu3a KpOBHU
o0IIeTepaneBTUIECKOTO (oOmuit 0eIIoK, anbOyMUH, onpeecHue AKTUBHOCTH
acrapTaTaMHHOTpaHCc(epasbl B KPOBH, ONpeE/IeeHNEe aKTUBHOCTH allaHMHAMUHOTpaHc(epasbl B KPOBH,
OIpeieIieHue aKTUBHOCTH TaMMa-TIIoTaMumiITpancdepassl B KPOBH, OINPEACICHHE aKTUBHOCTH
eTI0YHOM (pocdarassl B KPOBHU, UCCIIEIOBAHUE YPOBHS XOJIECTEpUHA B KPOBH, UCCIICAOBAaHUE YPOBHSA
TPUTIULEPUIOB B KPOBH, MCCIECJOBAHHE YPOBHsI HATpus B KPOBM, MCCIENOBAHUE YPOBHS Kallusi B
KpPOBH, HCCIEIOBAHUE YPOBHSA XJOPHAOB B KPOBH, OIPEIEICHHE AKTMBHOCTU aMuiasbl B KPOBH,
OIpeJIeIeHue aKTUBHOCTH JIMTIa3bl B CHIBOPOTKE KPOBH, MCCIIEIOBAHNE YPOBHSI 00IIero ommupyonHa B
KPOBH, UCCIIEIOBAaHHE YPOBHSI CBOOOIHOTO U CBA3aHHOTO OMIMPYyOHHA B KPOBH, HCCIIEIOBAHNE YPOBHS
C-peaktuBHOTO O€iKa), €KEroJHO, MO TOKa3aHUsAM - damie. lMccieqoBaHue MPOBOAUTCS C IIETBIO
KOHTPOJISI COCTOSTHUSI Ie4eHH, (DYHKIMM MOJUKEIYAOYHOM JKelle3bl, 3JIEKTPOJIMTHOro oOMeHa u
XPOHHUYECKOIr0 BoclaneHus coryacHo nokasaHusMm (Ta6us. 10, pazgen 6 «Opranuzanusi oka3aHus
MEIUIMHCKON TToMonuy) [2,53].

YYP-C, ¥4 -5).

Kommenrtapmii: xonmponv 2nekmponumos npu ncesdo-bapmmep cunopome npogooums  no
nompeoHocmu.

o PexoMeHI0BaHO HCCIIeZIOBaHHE KHUCIOTHO-OCHOBHOTO COCTOSIHMSI KpOBM (HcCCie0BaHUE
KHCIIOTHO-OCHOBHOT'O COCTOSIHUSI U Ta30B KPOBH, MCCIIEZJOBaHNE YPOBHS Oy(epHBIX BELIECTB B KPOBH),
YPOBHEW HATpus M Kanusg Ipu nojo3peHun Ha cuHiapom IlceBmo-baprrep y manmenroB ¢ MB
[2,65,66].

YYP-C, Y1 -5).

o PexomennoBano BceMm manueHTaM ¢ MB M 1Mppo3oM mneueHu BBINOJHEHHE KOaryJaorpaMMBbl
(OPHEHTHPOBOYHOTO MCCIIEIOBAHUS CHUCTEMbI remoctasa) 1 pa3 B 6-3 Mec. C LENbIO KOHTPOJS
OETKOBOCMHTETUYECKON (DYHKIIMM MEYEHW U CBOEBPEMEHHOTO MPEIOTBPAIICHUS TeMOpparuuecKux
ocnoxkHenuit [15].

YYP-C,¥aA1-5).

o PekoMeH10BaHO MCCIIEIOBaHNE YPOBHS IJIIOKO3bl B KPOBU BceM manueHtam ¢ MB 1 pa3 B 6
MEC. C IeNIbI0 KOHTPOJS DJHJIOKPUHHOM (YHKIMU TOJPKETYIOUYHOM >Kesle3bl, CBOEBPEMEHHOMN
nuarnoctuku M3CJ] [42,67].

YYP-C,¥a1-5).

o PexoMeH10BaHO B KauecTBE CKPUHMHTIA I cBOeBpeMeHHON nquarHoctuku M3CJl nposeneHue
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opanpHOTO Titoko30TodepanTHoro Tecta (OI'TT, mpoBeaeHWE TIFOKO30TOJEPAHTHOTO TECTa) C
Harpy3koi rmoko30i (1,75 r raroko3el/kr, HE Oonee 75 T), (TOUYKH KOHTPOJIS — HaTomak, depe3 60
MUHYT, yepe3 120 muHyT) Bcem Aetsim crapiue 10 ner (1o moka3aHusIM paHbIIE) €KEr0JHO B MEPHOL
KIMHHYECKOU cTabuibHoCcTH [42,68,69].
YYP-C,¥a1-5).
Kommenrapuii: Omxnonenus, evisgneHuvie 8 x00e eOUHUUHO2O0 OPANbHO20 2NI0KO30MONEePaAHMHO20
mecma, OOINHCHbL ObiMb NOOMBEPAHCOEHbl NOGMOPHBLIM MeCcmoM. Boszmodxxcno 0na ouasnocmuku
UCNOIb3068aMb HENPEPLIBHLLLL MOHUMOPUHR YPOBHSL 2TIIOKO3bL.
Onpeoenenue 2nukemuy Hamowaxk u depes 2 uaca nocjie npuema nuwu 8 meueHue nepevix 48 uacos
w/unu OI'TT yawe nposoosamcs 6 CLedyIouUX Cyuasx:

1) obocmpenue necounoeo 3abonesanus,

2)  BHYmMpuseHHas aHmubaKmepuaIbHas mepanus,

3) Hauano npuema KOPMUKOCMEPOUOO8 OJis CUCIEMHO20 NPUMEHEHUL,

4)  sHmepanbHoe KopMmeHue uepe3 30H0 Ul 2ACMPOCIOMY,

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

12 neoenwv nocne bepemennocmiu,

6) naanosas mpancnianmayus Opeanos,

7) onepamusHoe eMeulamenbCmeo,

8) manuuue cumnmomos ouabema [42,67].
J Hcnonp3oBanue riumkupoBanHoro remorioouna (HDALC) B kadecTBe CKpHHUHI-TECTa HE
PEKOMEHIYeTCsI B CBSI3U C HEJOCTATOYHOM HMH(POPMATHUBHOCTHIO A ManueHToB ¢ MB mo »tum
nokaszanusim [42,68].
YYP-C, Y1 -5).
KommenTapuii: y nayuenmog ¢ MYKOBUCYUOO30M HOPMANbHBIL NPOPUIL  2NUKUPOBAHHO2O
2emMo2n100una He ucKaouaem Hanudue caxaprno2o ouabema. Hccrnedosarnue modrcem Oblmsb HAZHAUEHO C
yenvio Koppekyuu uxcyiurHomepanuu y nayuenmoe ¢ MB u M3C/. Ilo noxazanuam mozym
UCCe0068ambCsl MPEeXOHeBHbII 2NUKeMUYecKutl npoguib

e Pexomenayercs nanuentam ¢ MB u M3C/] npoBeieHue peryasipHOro KOHTPOJIS YIJIEBOJAHOTO

oOMeHa (ompeieneHne ypoBHS IIIIOKO3bI B KPOBH HE MeHee 3 pa3 B JIeHb) C IIeJIbI0 CAMOCTOSATEIBHOTO
MOHHUTOPUPOBAHUS COCTOSIHHA. VI3MepeHHWe TIIMKUPOBAaHHOTO TEMOTJIIOOMHAa PEKOMEHIyeTCs
€KEKBAPTAIBHO C [EIhI0 KOPPEKIINU HHCYIMHOTepanuu y naruentos ¢ MB u M3C]/] [42,68].
YYP-C,¥A1-5).
KomMmeHTapum: yenesoe 3nauenue ypoeHs IUKUpOBAHHO20 2cemo2nobuna Ha gone nevenuss M3C/

cocmasnsiem <7%.

34



e PexoMeHI0BaHO JUIsi KOMIUIEKCHOW AUAarHOCTUKH OCTeonopo3a nauruestaMm ¢ MB onpenenenue
YpOBHs 00LIET0 U HOHU3UPOBAHHOTO Kajblus, pochopa KpoBH, KpeaTUHUHA CHIBOPOTKU KPOBU
u kimpeHca kpeatuHuHa (pacuyer mo dopmyne Kokpodra-T'onra), menounoii docdarassl
CBIBOPOTKH KpoBH [2].
YYP-C,¥a1-5).
Kommenrtapuu: /Msmenenus nabopamopuvix noxkazameinei He AGIAIOMCA KPUMEPUAMU NOCMAHOBKU
ouaznosa ocmeonoposa. Jlabopamopuvie Memoovl UCNOIB3VIOMCA NO NOKA3AHUAM Ol NPOBEOEHUs
oughghepenyuanvHoll OUACHOCMUKYU OCMEONnopo3a ¢ Opyeumu 3a001e8aHUsMU CKelemd, OYeHKU
be3onachocmu  HA3HAYEHUs — Npenapamos, GIUAIOWUX —~ HA — MUHepanuzayuro  Kocmel
(anmuocmeonopomuueckux npenapamos), aHaiu3a NPOYECcos8 GoOpMUPoOSanus U pe3opoyuu KOCMHoU
MKAaHU.

e V¥V Bcex manueHToB ¢ MB pexomeHa0BaHO exeroiHoe uamMmepenue yposss 25-OH Buramuna /| B
KpOBH, MPEANMOYTHTEIbHES JIETOM W 3MMOH, C IEJIbI0 CBOCBPEMEHHOTO BBISBICHUS JCPUITUTA
ButamuHa D, moxoopa 10361 BuTamuHa D 1, COOTBeTCTBEHHO, npoduaakTuku octeornoposa [70].
YYP-C,¥a1-5).

Kommenrapuii: Hopmansnuiil yposenv 25(0OH)D cvisopomru kposu - 6onee 30 ne/mn (75 umonw/n) u
menee 100 ne/mn (250 Hmonw/n).

Hccneoosanue 1,25 (OH)-D ne pexomenoosano [70].

o PexomeHyercss mpoBOJIUTE MOHUTOPUHT YPOBHEH KUPOPACTBOPUMBIX BUTAaMHHOB (A, E, K) n
BUTaMHHA B12 B CBIBOPOTKE KpOBM BCEM manueHTaM ¢ MB, no noka3zaHusaMm ¢ 1EeNbl0 CBOEBPEMEHHOTO
BBISIBJICHHUS X HEJOCTATOYHOCTH U aJiekBaTHON Koppekiuu tepanuu (Taomn. 9, Ipunoxkenune 7) [2,53].
YYP-C,¥a1-5).

KommenTapnmii:

Tabauya 9. Hopmamuswl yposreii 6umamunos 6 cblopomke Kposu nayuenmos ¢ MB

Bumamun A (pemunon) 30-72 ne/mn

Bumamun E >(,7 m2/on
a-moxoghepon/xonecmepun >5,4 me/e

Bumamun K (menaduona nampus oucynvgum) IIpompomburosoe epems
Bumamun B1o (Luanoxobanamun™) 187-883 ne/mn

* pexomenoyemcs onpeoensimv 'y nayuenmog ¢ MB ¢ cuHOpomMom KOpOMKOU KUWIKU, NOCIe
0OUWUPHOU pe3eKyUY KUeUHUKA.
Husxkue yposnu oxcupopacmeopumvlx SUMAMUHOE Pe2UCMPUPYIOMCA NPAKMUYECKU ) 6cex

nayuermoe, Hecmomps Ha adekeamHyio samecmumeilibHyo mepanuio.
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Iloxazano, umo ymepenHo nosviuierHvle YposHU pemurnoaa (0o 110 me/on) é cvieopomike Kposu
nonoxcumenvto koppeaupyiom ¢ O@B1 (OPB1>80% y 90% u3 makux nayuenmos), He3asucumo om
603pacma, NAHKpeamuyeckol QYHKYUU U HYmMpumueHo2o cmamycd, 06e3 KaKux-iubo NpusHaxkos
MOKCUYHOCU.

YV neneuennvix nayuenmos ¢ MB cemoppacuueckuil cUHOpOM Modcem MaHugecmuposamo
sumamut-K nedocmamounocmvio. ¥ HOBOPOHNCOEHHBIX U 2PYOHLIX Oemell OHA MOJACem NPOSAGUMbCSL
HEOOBACHUMOU 2eMOppacUecKou Nypnypou, UHMECMUHAIbHLIMU KPOBOMEUeHUAMY, OIUMEeNbHOU
Kposomouusocmovio 6 Mmecmax uuvekyuu. Cmapuwiue Oemu, HAxXoO0AWUecs HA UHMEHCUBHOLL
AHMUOAKMepUAIbHOU Mmepanuu Ul ¢ CORYMCmMeYIuUM NopadceHuem nedeHu, maxdice CKIOHHbl K
HapyuieHuro npoyeccos Koazyiayuu, oaxce Ha ¢oue npuema sumamuna K.

. PexoMeHI0BaHO BCeM MallMeHTaM MYKCKOr0 MoJia B Bo3pacrte crapme 15 mer ¢
MYKOBHUCIIHJIO30M TIPOBEACHHE MHUKPOCKOMMYECKOTO MCCIEAOBAHUS CIEPMBbl U MOJIEKYJISPHO-
renetnyeckoro (ananu3 reHa CFTR, ecnm He Obul paHee BBINONHEH) HCCIEAOBAaHUS C IEIBIO
OIpeICIICHUS MPOTHO3a U TAKTHKK PELICHUs Bompoca penpoaykimu [71,73,74].

YYP-C, Y1 -4).

e PexomeHnoBaHO BceM MaIMEHTaM MYXCKOTO Iojla B Bo3pacTe crapme 15 mer c¢
MYKOBHUCIIHIO30M TIPOBEJACHHE TOPMOHAIBHOTO WCCIEAOBAHUA — OINpeAeNiCHUE YPOBHS OOIIEro
TECTOCTEPOHA M  CTEPOUCBS3bIBAONICTO  ToOyauHAa  (MCClIeIoBaHHWE YpPOBHS — II0OyIIWHAa,
CBSI3BIBAIOIIETO IIOJIOBBIC TOPMOHBI, B KPOBH) B CBIBOPOTKE KPOBH C TIICJIbIO JHATHOCTHUKH
ruroronaausma [75,76,77].

YYP-B, Y1 - 3).

24 HNHcTpYMEHTAJIbHbIE JHATHOCTHYECKHE MCCAEI0BAHUA

Metoabl BU3yaau3auuu Jerkux

e PexomeHayeTcsi NpoBEAEHHE peHTreHorpaduu opraHoB rpyaHoi kinetku (Pentrenorpadus
nerkux, PentreHorpadust nerkux uudposas) HalUeHTaM C MOJO3PEHMEM Ha MYKOBHCIMIO3 H
NalMeHTaM ¢ MYKOBHUCIIMJIO30M C LIEJbIO OMpe/AeTeHUs XapakTepa U o0beMa MOPaKEHUs JIETOYHOM
Tkanwm [1,2,15].
YYP-C, Y1 -5).
KommeHTtapuu: penmeenozpaghus modsxcem 6visigums maxue npusHaKu, Kak oepopmayus u ycuieHue
JIE20YHO20  PUCYHKA,  NHeBMOGuOpO3,  nepubpOHXUANbHAS — UHQUILMPAYUs,  KOHCOMUOAYUS.
(amenekmaswt), OPOHX0IKMA3bL, OY1bl, BbIAGUMb NPOABIEHUS OPOHXUATLHOU 0OCMPYKYUL: JTOKATbHbLE
yuacmku 630ymusi 1€20YHOU MKAHU, YBeIuyeHue pempOoCmMeEPHAIbHO20 NPOCMPAHCMEd, YHIOWEeHUe
ouagpazmul, a makdice Kugho3, ymoaujenue OpOHXUANbHLIX CIMEHOK, causucmole npooxu. Ilayuenmam c

MYKOBUCYUOO30M NPOBOOUMCS NO NOKA3AHUAM, 8 cpednem 1 pas 6 2 coda (IIpunosicenue 7).
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Jannviii Mmemoo modcem Obimb HEOOCMAMOUHO UHGOpMamugen Ol MOYHO20 ONUCAHUSL XApakmepa
USMEHEHUN 8 JIe2KUX, HO UMeem MeHbWLylo y4esylo HazpysKky. [o nacmoswe2o epemeHu 6 pasHvlx
Yyenmpax, Kypupyiouwux nayueHmos ¢ MYKOSUCYUOO30M, 8 MOM Hucie 3apybedcHulx, Ois
OUHAMUYECK020 HADII00eHUs 34 NAYUEHMOM Yauje UCNOIb3Yemcs peHmaenozcpagus, 6 psioe yeHmpos -
Komnvlomepras momozpagus [15].

e Pexomenayercst mpoBeaeHue KommbiloTepHOW Tomorpaduu (KT) opraHoB rpymHoN MOJOCTH
(criupasnibHass KOMIBIOTEpHAss TOMOTpadus JETKUX, KOMIbIOTEpHas TOMOrpadusi OpraHoB TPYIHOMN
MOJIOCTH C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHHWEM) TAIMEHTaM C TIOJ03PCHHEM Ha
MYKOBHUCIHJI03 W TAlUMEHTaM C MYKOBHUCIHUIO30M C IEJIbI0 OINpEAeNieHUs XapakTepa U oObema
[opa)kKeHus JIerouyHoi tkauu [1,2,15].

YYP-C, Y1 -5).
Kommenrapuii: B nacmosiwee 6pems Komnovlomepuas momozpagusn s611emcs OCHOSHbIM MemoOoM
ouacHocmukuy uzmeHeHu 6 jeckux npu MB (pexomendyemcs ¢ 5 1em, parnee - no NOKA3AHUAM,).

Komnviomepnas momoepaghus opeanos epyonou nonocmu (KT) - sxcnepmuas memoouxa 0ns
demanuzayuu usmerenuil. Ilposooumcs Huzko003nas Komnviomepnas momoepagpus (HAKT) —
CHUdICeHUe cubl moxka 00 1 MA/ke maccol 0151 Oemetl u MOIOObIX 83POCHbIX 6ecom <50 ke 6 couemanuu
¢ Hanpsoicenuem Ha mpyoke 100 kB. Buinoawsemcs na enyoume 800Xd, Npu He803MOICHOCMU
3a0epaicku Ovlxauus, demam 00 3-x jem — 6 yciosusax cedayuu. 1 pas 6 2 200a, npu obocmpenuu —
gHeouepedHoe ucciedosanue. Dyukyuonanvnoe KT-uccredosanue opeanos 2pyonoll noiocmu «Ha
8b100Xe» 0Nl OYEHKU OPOHXUAILHOU 0OCMPYKYUU NPpU He803MoicHocmu gvinonHenuss KUDB/].

- KT-aneuoepagpus  opeanos epyomou nonocmu (KT + emympueennoe 6onocHoe
KoHmpacmuposanue) / nepgysuonnas cyunmuepagusn neckux npu nooospenuu na TIJIA, nepeo
mpancnianmayuel 1e2Kux

- Komnviomepuas momozpaghus saensemcs, ¢ mom uducie, OCHOBHbIM MEMOOOM OUACHOCTMUKU
acnepeunneza npu MB. Komnviomepnas momozpagus necKux 0peanHos 2cpyOHOU KIemKu MOodicem
8bIABUMb MaKue NPUHAKU, KAk oegopmayus U YCUleHUe J1e20YH020 PUCYHKA, NHe8MOPuopos,
NepUOPOHXUATLHYIO UHDUILMPAYUIO, AMENEeKMA3bl, OPOHXOIKMA3LI, OYILIbL.

- Ilpu ABJIA na KT neexkux evisignsarom «iemydue» UHDUILMPAMbL 8 JlecKUX, OPOHX0IKMA3bl,
pacuiuperue OPOHX08 U3-34 CKONUBWIEUCS CAU3U («CUMNMOM NepuamKuy), maxk Hazvieaembvle
CUMNMOMbL  «KOAbYAY U «MPAMBAUHbIX Nymely, npedcmasigiowjue coo6ol ymoaujenue CmeHok
nepugpepuyeckux OpoHxo8 6 pezyibmame NepUOPOHXUANTbHOU UHDUILMPAYUU U PUOPO3A, B03MONCHBI
amenekma3zvl. OCHOBHbIMU PEHMEEHONOSULECKUMU NpusHakamu pauuux cmaouu ABJIA saenaiomca
08YCMOpOHHUEe  UHQUILMpambl, —ucue3alwue Nnocie NpUMEeHeHUs KOPMUKOCMepouoos  Ojisl

CUCMEMHO2O0 NPUMEHEHUA, NPUSHAKU XPOHUYECKO2O nepu6p0quaﬂbH020 eocnajlienHus u MyKOZ/laHle
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npobok. Ilozonee vlasnsAI0M 08YCMOPOHHUE, NPOKCUMAbHbIE, Yauje 8epXHe00aeble OPOHXOIKMA3bL,
@ubpos u ymonwenue niespvl. KT — Oonee uyscmeumenvHulii Memoo 6bla6leHUs YKA3AHHbIX
NPU3HAKOS, YeM peHmeeHo2padusi.

- V nayuenmos ¢ XAJI na KT 0bviuno 6vla61510m KOMNIEKC OPOHXOIKMA308, OKPYICEHHbIU
30HOU B0CHANeHUsl, UHO20a codepocawux acnepeuniomvl. KT npusnax acnepeuniomvl: 0OUHOUHAL
NOIOCMb  C  COOEPAHCUMBIM, — CMEWAIOWUMCS  NpU  NepemeHe NOJ0NCeHUs mena  (CUMNMOM
«NOSPEMYUKUY), C XAPAKMEPHOU NPOCIOUKOU 8030yXa (cumnmom «cepnay) [10,32,61,62].

e PekoMCH/I0OBaHO TPOBEJCHUE MArHUTHO-PE30HAHCHONH TOMOrpauu OpPraHoOB TIPYJHOW KJIICTKH
narieHTaM ¢ MB B KkadecTBe YTOYHSIOIIETO METOAA JUISi CHWD)KCHUS JIYYeBOH HArpy3Ku MpH
MHOT'OKPAaTHOM KOHTPOJIE BOCHAIUTEIBHOTO Mporecca. Jfo 7 ner — B yCIOBUSX Celaluu, Mocje — Ha
cB0OOIHOM Jibixanuu [78,79].

YYP-C,¥A1-5).

MeTtoabl BU3yaIu3aliid 0KOJOHOCOBBIX MAa3yX
. Pekomenayercss mpoBenenue kommbioTepHoir Tomorpadguu OHII (koHycHO-TyueBas WU

MyaptucnupanpHas) win MPT OHII npu nepBHYHOR OIEHKE MATOJOTMYECKOro Ipolecca B
OKOJIOHOCOBBIX Ta3yXax W MPH MOJATOTOBKE K KaXKIOMY PHHOXUPYPTHYECKOMY BMENIATCILCTBY
[80,81].

YYP-C, Y1 -4).

KommenTapmii: KT OHII npoussooumcs 6 akcuaibHol nioCKOCMU ¢ peKOHCMPYKYuell U300paxcenus
8 KOPOHAPHOU U ca2ummanbHol npoekyusx. [lemsam ne pexomenoyemcs evinoanenue KT OHII 6e3
KIUHUYECKUX NOKA3AHUU (C yenblo OUHAMUYECKO020 HAON0O0eHUs), m.K. 3MO 8 3HAYUMENbHOU Mepe
yeenuuusaem CyMMAapHylo JYyUeeyio HA2py3Ky (8 c8A3U ¢ HeoOXO00UMOCMbIO NepuoOUYecKo2o
svinonnenusi KT opeanos epyonoti knemxu). Bapocavim KT OHII nposooumcs 1 pas 6 1-2 2oda unu
yaue no noxkazauvusim. B snauumenvnou mepe namoznomonuynvimu ona XPC npu MB KT-npusnaxamu
AGIAIOMCA.  OeMUHEPAIU3ayus U Meouaniu3ayus Kprouko8UOH020 OMPOCMKA 6 COYemaHuu ¢
3anoIHeHueM 8epXHedeNtoCMHOl NA3yXu NIOMHbBIM COOEPACUMBIM, UNONIA3US (6N10Mb 00 azeHe3ul)
JIOOHBIX U KIUHOBUOHBLIX NA3YX, MeOUANU3AYUs («MeOUalbHoe 6blOYXaHUue») amepaibHOl CMeHKU
noarocmu Hoca, 6onee Oblcmpulil pocm 3A0HUX KIEeMOK peuemyamozo 1a0upunma no CpagHeHuro ¢
nepeonumu. Jlonxcuvl oyeHugamvca: Haaudue noaunogé Hoca (cmenenwv IIH 1-lll,  coenacno
kaaccugpurxayuu Johansen LV, 1993), nocreonepayuonnvie usmenenusi. Penmeenoepagus OHII ne
saensemcs ungopmamusnvim memooom ouacnocmuxku XPC npu MB. MPT okxononocosvix nasyx

maxoice He Mmodcem Oblmb aﬂbmepHamueoﬁ KT, m.K. He noseoJjisiem OYyeHUumvp COCMmMOsAHUE KOCHHbIX

CmpyKmyp.
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B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsaops 2017 e. Ne 804n om «O6
VMBEPIHCOeHUU HOMEHKAAMYPbl MEOUYUHCKUX YCIVe»:. KOMNbIOMEPHAs Momozpagus npuoamoyHbix
naszyx Hoca, 20pmMaHu, CRUPATbHASL KOMNBLIOMEPHAs MOoMOocpadusa npuoamoyHvlx nazyx Hocd,

MACHUMHO-PE3OHAHCHAA mOMoepa(ﬁuﬂ OKOJIOHOCO8blLX NA3yX.

AOnoMHuHAJIbHAs peHTreHorpadgus
e PexomenmoBaHO mpoBeneHHe abmoMuHaIbHOW peHTreHorpaduu (O630pHas peHTreHorpadus

OpPraHoOB OPIOIIHOW MOJIOCTH) MPH MEKOHUATHLHOM WIJICYCE M CHHIPOME JUCTATBHONW MHTECTUHATHHOU
ooctrpykuuu (CANO) ¢ 11e11b0 AMArHOCTHKH HEMPOXOAUMOCTH KulleuHuka [82,83].
YYP-C, Y11 -5).
MeToabl TMATHOCTHKH OCTEONOP03a
Onpedenenue ucxoonou MIIK npu npoeedenuu peHmeeHOOeHCUMOMEmMPUY HAZHAYAEeMCcs Oemsm
cmapwe 8 nem. Panvue - npu nanuuuy maxux ¢paxkmopos pucka Kax:
1) nuskuu UMT (<90% om uoeanvrozo UMT),
2) axkmusHocmb e2ourno2o sabonesanus (ODPB1 <50% Oonicrotl),
3) Onumenvnas (3 mec u Oonee) mepanus RNEPOPANLLHLIMU KOPMUKOCMEPOUOAMU  OJisl
CUCMEMHO20 NPUMEHEHUSL,
4)  3a0epocka nono8o2o co3pesanus, 2UNO2OHAOUIM;
5)  Hanuuuu HUzKOIHEpP2EMUUECKUX NEPeSloMO8 6 AHAMHESE.
TloemopHule ucciedosanus peKoMeHO08aAHO NPOBOOUMb OemAM U 83POCabIM 00 50 nem:
1) npubnusumenvno uepes 5 nem, ecau Z-xpumepuii eviue -1 SD u nayuenm xnunuuecku
cmabunen,
2) kaxcowvle 2 200a, eciu Z-kpumepuii mexcoy -1 u -2 SD,
3)  kaxcowvui 200, eciu Z-kpumepuii -2 SD u Hudce unu ecmev HU3KOIHEp2eMuyecKue nepeiomvl 6
AHAMHe3e UNU UMEIOMCS 3HAYUMble (hakmopsbl pUcKa 0Cmeonopo3d.
V' owcenwun 6 nocmmenonaysze u myoicuun 50 nem u cmapuie peKoMeHOYemcs NposeoeHue
ocmeodeHCUmomMempuu NPUOIU3UMENbHO
1) kaoicovie 5 nem, eciu T-kpumepuii éviue -1 SD,
2) kaoicovle 2 200a, ecau T-kpumepuit medicoy -1 u -2,5 SD,
3) eorcecoono, ecau T-kpumepuii < -2,5 SD unu umeromcsa 3Hauumvle GAKMOpvl PucKa
ocmeonoposa.
Ocmeodencumomempus 00IHCHA ObIMb NPOBEOeHAd 00 HA3HAYEHUS AHMUOCMEONOPOMUYEecKoll

mepanuu [2].
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o Jlns omenkn muHamuku MIIK Ha ¢one nedeHus octeomopo3a PEKOMEHIIOBAHO MPOBOAUTH
pentreHonencuromerputo (DXA) 1 paz B 6-12 mec y ngereit crapme 8 ner u 1 pa3 B 12 mec y
B3pocibix [29,84,85].

YYP-C, YA -5).

Kommenrtapmii: penmeenooencumomempuio oicenamenvho nposooums Ha OOHOM U MOM Jice
annapame (Oencumomempe KOCMHOM PEHM2EHOBCKOM) OOHUM U MeM Jice CReYUATUCTOM.
Penmeenocpagus  xocmeii cxenema nayuenmam ¢ MB 0na  OuacHocmuku 0cmeonopo3a He
nposooumcs, npumensiemcs npu neperomax [29].

e VYV nereil U mogpocTKoB ¢ MB pexomMeHyeTcst IpOBOIUTE PEHTTEHOACHCUTOMETPHUIO TOSICHUYHOTO
OTJeJ1a IO3BOHOYHMKA B IepeiHe-3a el npoekuu (ot 0 JeT) U 1o nporpaMMme «Bce Tenoy» (¢ 3 yer
[0 TOKa3aHUsM), HCKJIIOYas TOJIOBY M3 PacuyeTOoB KOCTHOW MUHEPAIbHOM IUIOTHOCTH C LEJbIO
CBOCBPEMEHHOT'0 BbIsiBIeHHs CHIKeHUs1 MITK U Koppekiuu BbISIBICHHBIX H3MeHeHHH [43]

YYP-C, Y1 -5).

Kommenrtapuu: Hccieoosanue MIIK npokcumanvrhoco omoena 6eopa y oemeil U NOOPOCMKOS8 He
npoB8OOUMCsL 8 C8:3U 8APUADENTLHOCMbBIO PA38UMUS CKelemd.

Y 0emeii ¢ 3a0eparckoii nunetinoco pocma u passumus pesyromamoi MIIK 0ondichbl ananuzuposamvcs
c yuemom  aOCONIOMHO20 pOCMA  UAU  POCMOBO20  60O3pACMA,  UAU  CPABHUBAMbCA  C
COOMBEMCMBYIOUUMU  NEOUAMPUYECKUMU  6a3amMu  OAHHBIX, BKIIOUAIOWUX chneyuguyeckue O
gospacma, nona u éospacma Z-xkpumepuu [43,86].

e V B3pociaplIX nanuMeHToB ¢ MB pekoMmeHayercs NpOBOIUTH OCTEOJECHCUTOMETPHYECKOE
uccliieioBaHue (pPEeHTTeHOJACHCUTOMETPUIO) TMOSICHUYHOTO OT/eda MO3BOHOYHHMKA B IepeaHe-3aaHen
npoeKkuu U ¢ 20 JIeT - NPOKCUMAJILHOTO OTJesa OepeHHON KOCTH (aHAIU3UpYyeTcsl 00JIacTh MEeHKN
oenpa (Neck) u obmmii mokazarens Oeapa (TotalHip), mis 3akmoueHus BbIOMpAETCs HaWMMEHbBIIIEE
3HaueHue Z- win T-kpuTepus) C ILEIpl0 CBOEBPEMEHHOW JMAarHOCTUKHM HapylIEHUs KOCTHOM
muHepanu3aiuu [29,86].

YYP-C, Y1 -5).

Onpenenenue pyHKIMH BHEIIHEr0 AbIXaHUSA
e PexomennoBano npu mnono3peHnr Ha MB u y mamuentoB ¢ MB wuccrnengoBath (yHKIHIO

BHEIIIHErO  JbIXaHWs: CIOUPOMETPHS — B CpeaHeM Kaxable 3 Mecsna  (MCClieoBaHHe
HECIIPOBOIIMPOBAHHBIX JBIXaTEIbHBIX 00BEMOB M MOTOKOB, MPU HEOOXOTUMOCTU — JOMOIHUTEIBHO
UCCIIC/IOBAaHUE  JIBIXATCJbHBIX ~ OOBEMOB C  NPHUMEHEHHEM  JICKAPCTBCHHBIX  IPENaparos),
OoomurmeTu3Morpagusi — MO TIOKa3aHWsIM, B CpPEIHEM - EXErOJHO C IIeNbI0 OMpeaeNieHus |
JTUHAMHAYECKOTO KOHTPOJIA JIETOYHOW (DYHKIMH, OMpeaesieHus OOpaTHUMOCTH OOCTPYKIIMH TpPU €€

HaM4uuK (TIPH OTCYTCTBUU BO3PACTHBIX MM MHBIX POTHBOIIOKa3anuii) [1,2,15].
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YYP-C,¥IA1d-5).

KommenTapuii: uccredosanue gpynkyuu sHewtneeo 0ObiXxanus (CRUpomMempus) 603MOAICHO )y demeli ¢ J-
6 sem, 6 mom cuyuae, eciu nayueHm MOdCEm GbINOIHUMb MAHE8p QOPCUPOBAHHO20 6bl00XA,
OUacHOCMuYecKds YeHHOCMb Uccied08anus y oemetl miaouie 5 nem Hudxce. Cnupomempus no3eonsem
KOCBEHHO OYeHUMb Jlec0unble 00bembl, O0OUniIemusmocpapuio nposoosm OJisi boiee MOUYHOU OYEeHKU
JIe20UHBIX 00EMOE NO NOKAZAHUAM.

Haubonee uacmo y nayuenmos ¢ MB eviasisaiomcs 0OCMpYKmMugHvie U pecmpuxmueHble
HapyweHus SeHmMuiAyuY (8 3asucuMocmu om o00vemMa U Xapakmepa nopaddiceHuss OPOHXUANbHO2O
Oepesa).

Ilpu wuccneoosanuu DBJ] na pannux cmaousx AbBJIA o06vbluHO 6bIAGIAIOM  NPUSHAKU
OPOHXUANBLHOU 0OCMPYKYUU, NO Mepe NPOSPeccCuposanus 3a001e6aHUus — cOyemanue 06CmpyKmueHvIX
U peCmpuUKmMuUGHbIX HapyueHul.

B coomsemcmeuu c Ilpuxazom Munzopaea Poccuu 13 oxmsaops 2017 2 Ne 804n om «O6
VMBEPHCOeHUYU  HOMEHKIAMYpbl — MEOUYUHCKUX — YCAYe»:  UCCAe008aHUe  HeCnpos8oyUpOBaAHHbIX
ObIXameNbHbIX 00beMOo8 U HNOMOKO8, UCCIe008aHUe ObIXAMENbHLIX 00beM0o8 ¢ NpuMeHeHuem

JIeKapCmMEeHHbIX Npenapamos, boouniemuzmocpagus.

e PexoMeHI0BaHO MPOBEACHHE ITYJIbCOKCUMETPUH W/WIIH HCCIIEIOBAaHUE Ta30BOI0 COCTaBa KPOBH
(uccnemoBanme YpOBHsI KHUCIOPOJa KPOBH, MCCIIEAOBAHUE YPOBHS YIJIEKHUCIIOTO Ta3a B KPOBH) BCEM
MamueHTaM ¢ nogo3peHneM Ha MB u Bcem manueHtam ¢ MB npu KakIoW rocnuTaiu3aluu, 10
MoKa3aHusIM (00OCTpEHHE XPOHUUYECKOrO0 OpPOHXOJErOYHOTO TMpoIlecca, HAJIMYME JIbIXaTebHOU
HEJIOCTATOYHOCTH, TpeOyrolIel okcureHoTepanuu) — varie [2,87,88].

YYP-C,YIAI-5).
YabTpa3ByKoBble METObI HCCJIEIOBAHUS

e PekoMeHI0BaHO MPOBEACHHUE YIBTPA3BYKOBOTO HUCCIIEIOBAHMSI OPTaHOB OPIOIIHON MOJOCTH U
neyeHu  (YIbTPa3BYKOBOE  HCCIEOBAaHHE  OpPraHOB  OpIOIIHOW  MOJOCTH  (KOMIUIEKCHOE),
YIBTPa3BYKOBOE HCCIICIOBAHUE TIEYCHH, YJIHTPAa3BYKOBOE MCCIIEIOBAHUE TEMAaTOOMIHMAPHON 30HBI)
BCEM IMAIMEHTaM C IOJ03PEHUEM Ha MYKOBHUCIIMI03 M TMalMeHTaM C MYKOBHCIIHI030M, 0coboe
BHUMAaHUE YJENATh CTPYKTYpPE MOKEITYJOUYHOM >KeJe3bl, OMpPENEsATh TUIl KPOBOTOKAa B IEYEHHU
(mommuieporpadusi cocyoB MOPTAILHOW CHCTEMBbI, AYIUIEKCHOC CKAaHMPOBAHUE COCY/IOB TMEYCHHU) C
IIEJTBIO BBISIBIICHUS M3MEHEHHH, XapaKTepHBIX VIS JaHHOTO 3a00J1eBaHus U UX quHamukw [1,2,15].
YYP-C,¥YII-5).

KommenTapuii: nanuuue nunetino2o Kpogomoxa 6 neueHu ceudemenbcmayem o GopMuposanuu

@ubposa. Llenecoobpaszno conocmasums ¢ OaHHLIMU PUOPOITIACMOMEMPUU.
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J PekomennoBano mpoBeneHue QuOpodTaACTOMETPUN TICUEHU (PIACTOMETpPHUS TICUYEHH) BCEM
nanueHTaM ¢ MB ¢ 1enplo OIEHKHM CTEeleHW BbIpakeHHOCTH (ubpo3a mo mkane METAVIR
(ITpunosxenue I'1) [2, 15, 89].

(YYP-A, YOI -1).

e PexoMeHI0BaHO BceM IMalMeHTaM MYXKCKOro TMoja B Bo3pacTe cTapuie 15 Jer c
MYKOBHCIIH/I030M BBITIOJTHEHHE YPOJIOTUYECKOT0/aHAPOIOTHYECKOro O0CIeIOBaHUs C MPOBEACHUEM
YIBTPa3BYKOBOIO HcCCieloBaHMs 1ojoBbix opraHoB (Y3U opranoB wmomonku u TPY3U
(TpaHCpeKTallbHOE YJIBTPAa3BYKOBOE HCCIICJOBAaHHE OpPraHOB Majoro Tas3a)) Ui BbISBICHHUS
CTPYKTYPHBIX ¥ MOp(hoJIorHUecKuX n3Menenwii [71,77,78,90].

YYP-C, Y1 -4).

e PeKkoMEHJOBAaHO  pEryisipHOE  IMEePUOJUYECKOe  AXOKapauorpaduyeckoe  HCCIeI0OBaHUE
(exokapauorpadust, Oxo0-KI') ¢ IOMIUIEPOBCKMM aHAIW30M (M3MEpEHHE TIpaJucHTa TaBJICHHUS Ha
JIETOYHOM apTepuu) y manueHtoB ¢ MB, Tak kak mnpu 3TOW TATOJOTHH, OCOOEHHO IMpHU
pacTpoCTpaHEHHOM IOPAKEHUU, BO3MOXKHO Pa3BUTHE JICTOYHOW THICPTEH3UH W (HOPMHUPOBAHHE
JaeroyHoro cepana [2].

YYP-C, Y1 -5).
Kommenrapmii: cpeonsiss vacmoma nposedenus Ixo-KI'— 1 p/200 (npedcmasnena 6 Ipunosicenuu 7).
IHI0CKOMUYECKHE METO/IbI UCCIIEI0BAHUSA

e PexomeH10BaHO MpoBeneHHE TPaxeoOPOHXOCKOMUHU MalMEHTaM C MYKOBHCIIHIO30M B CITydasix
HEOOXOIUMOCTH TPOBEJCHHS JTOTOTHUTEIFHOTO MUKPOOHOJIOTHUYECKOTO HCCIEAOBAHUS KUIAKOCTU
OpOHXOABBEOJISIPHOTO JIaBaXKa, C CAHAIIMOHHOM IIEJhI0 NPU TOIBITKE PACIPaBUTh aTEIEKTa3 JOJIU
JIETKOTO B ciiy4ae Hed(h(PEeKTUBHOCTH TPOBEICHHUS KOHCepBaTHBHOM Tepanuu [1,2,10,61,62].
YYP-C,¥a1-5).

KommenTapmii:

- Tpaxeobponxockonus ¢ CAHAYUOHHOU YeNbl0 PACCMAMPUBAEMC 6 KIUHUYECKUX CIYYasx, Ko20d
cmaHoapmHas — KOHcepeamueHas mepanus amenekmasza  (umeanrayuu  Jlopnazou — anvgha™**,
Kopmuxocmepouoamu 0as  cucmemnoz2o npumenenus (Ilpeonusonon™**)) ne sgpgpexmusna, u
mpebyemcsi noomeepaicoeHue UdeHMmuuUKayuy MuUKpoOHo20 neusasdca NayueHma ¢ onpeoeieHuem
YYECMEUMENbHOCMU K AHMUMUKPOOHBIM Npenapama.

- Bovicokuti puck pazeumusi mpaxeoOpoHxuma npu acnepeuiiese mpeoyem npoeeoeHus pPAHHUX
bpoHxockonuii ¢ nocaedyrwum aabopamoprvim uccieoosanuem bAJI. Kpumepuem ouacnocmuku
acnepeuiie3no2co mpaxeoOpoOHXUmMa sA61Aemcs  6vliA6leHUue Nnpu OPOHXOCKONUU CHeYyupuyecKux
uMeHeHull (pumema, uzvA36ieHUsl, NCBOOMEMOPAHO3HbIE USMEHEHUS).

B coomsemcmeuu ¢ Ilpukazom Munzopasa Poccuu 13 oxmsabps 2017 e Ne 804u om «O6
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ymeepoicoeHuu HOMEHKIamypbl MEOUYUHCKUX yenyey: mpaxeoopoHxXocKonus,
8UOEOMPAXe0OPOHXOCKONU.

. PekoMenayercs mpoBeneHHE 3HIOCKONMM IOJOCTH HOca (PHIOCKONHMYECKAs 3HJOHA3aJIbHas
PEeBU3US IOJOCTH HOCA, HOCOIJIOTKM) ManueHTaM ¢ MB 1o nokazanusim: pu He00XO0AUMOCTH OLIEHKH
BBIPQ)KEHHOCTH XPOHUYECKOTO PUHOCHHYCUTA, CTENIEHN Ha3aJIbHOTO MOJIMI03a, YTOUHEHHs TOKa3aHui
K PHUHOXUPYPIHUECKOMY JICUEHHUIO, OIICHKH pPE3YyJIbTaTOB HHJOHA3AJIBHBIX JHIOCKOIMUYECKUX
XHPYpru4ecKkux BMemmarenbeTs [92,93,94].

YYP-C,¥yaa-4).

KommeHnTapmii: snoockonus nonocmu Hoca 6binoiHAemcs OMOPUHONAPUH2ON020M. Yacmoma
uccne008anusi onpeoesemcs UHOUBUOYaIbHo 8 3agucumocmu om mevenus XPC.

o  DubporzodaroracTpoayoJ€HOCKONHIO  (330(aroracTpoyoleHOCKOINI0)  PEKOMEHIYyeTCs
MPOBOJIUTH BCEM NamueHTam ¢ MB ¢ muppo3om nedeHu it KOHTPOJIS BAPUKO3HO PaCIIMPEHHBIX BEH
numesoga (BPBII) 1 pa3 B 6-12 mec, npu nogo3penun Ha I'OPB, 3po3uBHO-sA3BEHHbBIE MTOPAXKEHUS,
BOCIAJIUTEIIbHBIC 3a00JICBAHUS CIIM3UCTOM MUIIEBO/IA U JKeyaka [2].

YYP-C,¥Ya/1-5).
e PexropoMaHOCKONUs ¢ OMOINCHENH PEKOMEHIYEeTCs MO MOKa3aHUSAM MalUeHTaM C MOJ03pEHHEM
Ha MB 11 ipoBeieHUs: U3MEPEHHSI PA3HOCTH KHIIICUHBIX MOTeHIIHaIOB [2,95,96].
YYP-C, Y1 -5).
HNucTpymMeHTAIbHASI AMATHOCTHKA MEKOHHEBOI'0 HJjieyca

e PexomeHnoBaHO mpoBeAeHHE O030pHON peHTreHorpaduu TrpyqHOW M OpIOIIHOM MOJOCTH B
IpsIMOI MPOEKIMU BEPTUKAIBHOM TMOJOKEHUHU ManueHTaMm ¢ MB U mogo3peHneM Ha MEKOHHUEBBIN
WJIEYC C IENBIO OIICHKH COCTOSIHHSI OPTaHOB OpIOIIHO#M mostoctu [97].

YYP-C,¥A1-5).

e [lanmenTtam ¢ moj03peHUEM Ha MEKOHHEBBINH mieyc pekomenayercs Y3U OpromHoi monoctu
IUIsSL OLIEHKH CKOPOCTH KPOBOTOKA M MHJEKC PE3MCTEHTHOCTH Ha COCyAax OpBDKEHKH B Pa3TUYHBIX
YPOBHSIX, OTpEACTICHUS HAJMYUE W XapaKTep CBOOOTHON JKUAKOCTH B MEXKIIETICBOM IMPOCTPAHCTBE,
JaTepalbHBIX KaHallaX, MaJIOM Ta3y, MOIIOHKe (yJIbTpa3ByKOBOE HCCIICAOBAHUE OPraHOB OPIOIIHOW
MOJIOCTH (KOMIUIEKCHOE), YJIbTpPa3ByKoBas JoMIuIeporpadusi cocyaoB OpbDKEHKH, YIbTPa3BYKOBOE
orpesieNieHUe >KUJIKOCTH B OPIOLIHOW IMOJIOCTH, YJIbTPAa3BYKOBOE HCCIIEOBAHME OPraHOB MOUIOHKH,
yABTPa3BYKOBOE MCCIICIOBAHNE OPraHOB MaJIOro Tasa (komruiekcuoe)) [97].

YYP-C,¥YAA-5).
Kommenrtapmii: uccredosanue pexomendyemcs npogooums 8paivom yavmpazeyKoeou OUaHOCMUKU

COBMECMHO C 8PAYOM-0eMCKUM XUPYP2OM.
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e PexomeHayercs MpoBeACHUE PEHTTEHOKOHTPACTHBIX METOJIOB MCCIIECIOBAHUS MPHU MOA03PEHUN
HAa MEKOHHUEBBbIM WieyC Uis YCTAaHOBIICHHUS [MAarHo3a, OLEHKU IOpa)KeHUs, olpeneieHus oObema
KOHTPACTHOTO BEIIECTBA IS IIPOBEICHHSI TIOBTOPHOTO TYroro KoHTpactupoBanus [97].
YYP-C,¥YA1-5).

KommenTapum:

o ¥V Hosoposcoennvix Oemeti npumeHAOmMCs  8000pACMEOpUMbIe  PEHM2SEHKOHMPACHHbLE
gewecmea Ha ochoge uoda. Kommpacmmuoe eewecmeo 6600umcs IHOONPOCEEMHO,  UMO
MUHUMUBUPYEM  CUCTMEMHOE B030elicmeue, HO HYIHCHO YYUMbIBAMb B6030elcmeue HaA KUUEUHYIO
CMEHKY, NOCKONbKY OAHHbBI paACMBOp 2UNePOCMOIAPHBIU U MOJHCEM NPOBOYUPOBAMb 0e2UOpPamayuio u
JHceny0oyHO-KuueyHvle kposomeuenus. Takace 600opacmeopumoe KOHMPACMHOE 8euieCmso Molcem
8cacviBamvCsi 8  KUWEYHUKe, 6blGOOUMICA 6 OMOM Clyyde OHO NOYKAMU, U Mbl MOXHCEM
BU3VATUIUPOBAML HA OMCPOYEHHBIX CHUMKAX KOHMPACm 8 cobupamenvholl cucmeme nodex. dmoodul
MUHUMUBUPOBATG DUCK NOPANCEHUS CAUSUCMOU, PEKOMEHOYemcs pazeedenue ¢ (DU3U0I02UYeCKUM
pacmeopom 68 coomHowenuu 1:1.

O Bseoenue Oapuesoli 636ecu HeOONYCMUMO Y OAHHOU 2PYNNbl NAYUEHMO8, NOCKOTbKY
npoosudicenue oapus no KKT mpedyem coomeemcmayroweli nepucmaibmuieckol aKkmueHoCmu,
KOMOPOU Y HOBOPOICOECHHBIX Oemetl Hem. Mo Modcem npugecmu K opmuposanuio 0omypayuoHHou
KUWEUHOU HenpoxXooumMocmu 0OapuesviMu KAMHAMU HA (QOHe B8cacbl@aHus IHCUOKOU  dacmu
KOHMPACMHOU 836€CU.

o Pempocpaonas  uppucocpaghuss ¢ 6000pACMEOPUMBIM  KOHMPACMHBIM — BEU4ECHIBOM.
Konmpacmmnoe sewjecmso 6600umcs 8 moicmyro KUWKy uepes 30H0, 3a6e0eHHbll 6 AHYC HA 2yOuHy 2-
3 cm, ¢ KOHmMponeM 3aNOJHeHUs MOJCMOU KUWKU Nnoo penmeeHockonueu. ObOvem 3anonHeHus
moncmotl kuwiku 20 mu/ke, 011 my2020 KOHMPACMUPOBAHUS BO3MOICHO Yyeenudenue obvema 0o 25
mu/ke. Koumpacm 66o0umcs meonenno, KOHMpOIUPyemcs X00 moacmou KUK, ouamemp npoceema
KUWKU, XApaKmep 2ayCmpayuu, Hamudue co0epuHcumMo0 eHympu npoceema kuwku. Ilpu oocmuscenuu
KOHMpAcmom KYnoia Cclenot KUKy HeoOX00umMo OyeHums e20 pacnoliodcenue. Jlanee
npooondxcaemcs 66edeHue KOHMpAacmHo20 8ewecmed, OYeHUBAemcs pacmaiCuMoCms KUWKU, 3a0poc
KoHmpacma evlue bayeunuegoil 3aciouku, xapakmep no08300WHOU KUWKU (Ouamemp npoceemd,
2aycmpayus, CcO0epHCUMOe), a MaAKHCe BO3MONCHOCHb NONAOAHUS KOHMPACMHO20 6eujecmsd 8
pacuiupenuviti omoes MOHKOU KUWKU U PACCMOAHUE OM ULEOYEKAIbHO20 Veld 00 PACUUPEHHO20
omoena. [na nyuuie2o npoosudICeHus KOHmpacma no KUWEYHUKY, 803MOICHO UCNONIb306AMb JIecKUlL
maccasic nepeoneti oprownou cmenku. Ilo 3aeepuenuu ucciedo8anuu HeoOX00UMO 3aPUKCUPOBAMD

00beM UCNONb308AHHO20 KOHmMpacmmroco eeujecmeda 6 Medummcxoﬁ OOKymeHmauuu ons l’lpO@@déHuﬂ
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NOBMOPHO20 MY2020 KOHMPACMUPOBAHUSL 8 KAYeCmee KOHCEePBAMUBHO2O JIeYeHUsl MEKOHUEeBO20
uneyca.
. PexoMeH10BaHO TIPOBE/ICHUE AUATHOCTHYECKOW JIAITAPOCKOIUH MAIIMEHTaM C MOI03PEHUEM Ha
MEKOHHEBBIH WIICYC /I YCTAaHOBJCHHS MIPUYMHBI KHIIIEYHOU HerpoxoaumocTu [82,97].
YYP-C,¥aA1-5).
Kommenrapmii: 6 nacmosiwuii mMomenm 6 C6a3u ¢ AKMUBHLIM PA3eumuem J1anapocKonu4eckol
MEXHUKU U AHEeCMe3UON0SULeCKO20 NOCOOUS HOBOPONCOCHHbIM U HEOOHOUIEHHbIM OemsaM, OAHHbIl
Memoo asnsiemcs Hauboiee UHGOPMAMUBHBIM U HAUMEHee MPABMATMUYHBIM 015 8ePUDUKAYUU NPUYUH
KuweyHou Henpoxooumocmu. Eciu ecmov 603M0ACHOCHb, XUpYypeuiecKoe ieueHue MOICHO GbINOIHUMb
JIanapoCKoOnu4ecKuy Uil pacuupums oovem aeueHus 00 MUHUIANAPOMOMUY 8 30He unmepecd, auoo,
UCKIIOYUE AHAMOMUYECKULl Oehekm, noCmasums NOKA3aHUs K KOHCEP8AMUBHOMY Je4eHUIO.
HccnenoBanue ciayxa
e PexoMeHIyeTCsl TPOBEICHUE TOHAIBHOW IOPOTOBOW ayIMOMETPUU TMPH CYObEKTUBHOM
CHIDKCHMHM CjyXa W/WiM TOSBJICHWU YIIHOIO IIymMa; JO M TIOCie Kypca Tepanuu
AMHHOTJIMKO3HJIAMH; TIPH YK€ BBISBICHHOW CEHCOHEBPAIbHON TYTOYXOCTH B CBSI3U C PUCKOM
pa3BUTHS ~ CCHCOHEBPAJIbHOM  TYroyxoctu Ha  (oHEe  NpUMEHEHHS  CHUCTEMHOM
aHTHOAKTepUAIBHON TEepanmuu MpenaparaMd aMUHOTJIMKO3WIHOTO psila, O00JIalaloniuMu
0TOTOKCHUYHOCTHIO [2,15,98,99,100,]
YYP-C, Y1 -5).
Kommenrapmii: Tonanvhas nopocosas ayouomempusi 00IHCHA SLINOIHAMbCA: A) NPU CYObEKMUBHOM
CHUDICEHUU CTYXA UW/UNU NOAGNEHUU YUUHO20 WyMa, 6) 00 U nocie Kypca mepanuu amMuHoIUKO3UOamu,
8) Npu yoice 8blABIEHHOU CEHCOHEBPANbHOU my20oyxocmu He pedce 1 pasa 6 200. /[na demeti maaouie 4-
7 nem (8 3a8ucumocmu om CnOCOOHOCMU K KOOnepayuu 80 epemsi CYObeKMu8HO20 UCCIeO08AHUS
CyxXa) anbmMepHAmuHbIMU — OOBEKMUBHBIMU —MeMmoOamMu  SGIAIOMCS  PecUcCmpayusi  Gbl36aAHHOU
OMOAKYCIMUYECKOU  OMUCCUU  U/UTU  PecUCmpayus KOPOMKOJIAMEHMHBIX —CIYXO6bIX  6bl36AHHbIX
nomenyuanos, ASSR-mecm.

2.5 Uuble TMarHOCTHYECKHE HCCIST0BAHUSA

JudpdepeHunanbHbIA 1HATHO3
Haubonee uacmoie nozonocuueckue gpopmul 011 oughghepenyuanvrozo ouacnosa npu MB:
O 8podcOeHHble aHoMaNUu OpoHxuanbHozo oepesa (KT, mpaxeobponxockonus),
O mybepkynesHas uHghekyus  (Komcyrbmayus — epaua-¢omuzuampa, npooa  Maumy, npu
HeoOxX00uMocmu — aniepeer myoepKyie3Hblll peKOMOUHAHMHBIU, K8AHMUDEPOHOBbLU mech);
O  UMMYHOOeuyumuoe cocmosiHue (Heobxo0uMa KOHCYIbmayus epaia-uMmyHo102a (AL1epeonoea-

UMMYHOI02a), onpeodenenue yposHell UMMYHO2I00yauHo8 ocHosHblx Kiaccos (G, M, A, E), a makoice,
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N0 NOKA3AHUAM, CYOKIACCO8 UMMYHO2N00YIUHO8, YpoeHs u @yukyuu T-kiemok, B-xiemox,
Gacoyumosa, KOMNOHEHMO8 KOMNIEMEHMd, eCMeCmEeHHbIX KULIepo8, Mmecmvl HAd  8UPYC
ummyHnooegpuyuma uenogexa (BUY);
O nepsuyHas yunuapHas ouckuuesus (IIL[]]) — pecnupamopuvie cumnmomvl, CcX0O0HblEe C
MYKOBUCYUOO30M, NpU OMCYMCMBUU YACTNO20 OOUNLHO20 CMYNA C NPUMECHIO HCUPA U 371080HHLIM
3anaxom, «CONEHO20» NPUBKYCA KOJICHBIX NOKPOBOE MO2YM HAOAI00ambCsl Y NAYUEHMOE ¢ NePEUUHO
YUIUaApHou  OucKuHezuel. Xapakmepuvle KIUHUYECKUE NPOABNEHUA: XPOHUYECKUNl  OpOHXUM,
OpoHXO3KmMA3wbl (Y uacmu nNayueHmos), XPOHUUeCKUl CUHYCUM, XPOHUHeCKull omum (mpuaoa
Kapmazcenepa y nonogunvl nayuenmos nepeuuHou yuiuapHou OUCKUHE3Uel CONPO8OICOAIONCSL
CXOOHBIMU KAUHUYECKUMU NPOSABLEHUAMU U OOPAMHBIM DACHONONCEHUM GHYMPEHHUX Op2aHos8),
namono2udecKkue UMeHeHus no OAHHbIM CEEMOBOU MUKPOCKONUU (OMCYMCmeue OBUNCEHUs. UTU
HeaoeKeammubvlli NAmmepH OBUNCEHU DPEeCHUYeK MepyamenbHo20 >numenus) u/uiu 21eKmpoHHOU
MUKPOCKONUU (NAMON02USL CMPOEHUs. peCHUYeK) buonmama ciu3ucmou 060104Ku Hocau/unu opouxa,
2eHemuueckoe ucciedosanue (¢ nomowpto nauenet, sxnouarowux cenot DNAHS5, DNAH11, DNAIL,
DNAI2, NME8 (TXNDC3), DNAL1l , CCDC151, CCDC114, ARMC4, CCDC114, ARMCA4,
CCDC103, DYX1C1, SPAG1, LRRC6, DNAAF2, DNAAFl1 (LRRC50), C2lorf59, DNAAFS3,
ZMYND10, DNAAF5 (HEATR2), HYDIN [84], RSPH1, RSPH9, RSPH4A, RSPH3, DRC1
(CCDC164), GAS8 (DRC4), CCDC65(DRC2), CCDC39, CCDC40, OFDI (peokuii ¢henomun),
CCNO, RPGR u MCIDAS (08a nocneonux — nuemeHmHvle pemunumsl, 00bI4HO OUdeHOCIUpYemble y
83POCIbIX NAYUEHMO8), KAK CKPUHUHS-MEemOoO Modxcem Obimb UCHOIb308AHO UCCIe008AHUE VYPOBHS
oKcuda azoma 8 BblObIXAeMOM HA3ANbHOM 8030yXe (V OONbUUHCMBA NAYUEHMO8 C NepPeUdHOU
YuIuapHou ouckuHesuel — cHudcer, cm. KP no oxasanuio meouyunckou nomowu 0emsm ¢ nepeuyHoll
YUIUAPHOU OUCKUHe3Uell).
Hughghepenyuanvuas ouaznocmuka MEeKOHUAILHO20 ULEYCa:

*  Mykosucyuoos, kuweynas gpopma

*  bonesnuv l'upwnpynea, netipounmecmunanoHas OUCHIA3US

*  Buympuympobuas unghexyus, 6HympuympoOHvlil HeKpOMusupyowuLl SHMepoKoIum

HOBOPO*COEHHO20

*  BHympuympoOHbiti nepumoHum, a02e3uHbslii NepumoHum

»  [lopascenus nepernoeco annapama moncmou xkuwxu [101].
KoHcyabTanum cnennajincToB
e  Pexomenmyercs B BEJICHUH MAIUECHTOB c MYKOBHCIIHI030M HCIIOJIb30BaTh

MYJIbTHANCIUIUIMHAPHBIN TOAX0J B BHUAY TOTO, YTO 3a00JI€BaHWE XapaKTEPU3YETCs IMOpPaKCHUEM
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MHOTHX OpPraHOB M CHCTEeM, TpeOyeT KOMIUIEKCHOW Tepamuy, 4YTO JUKTYeT HEoOXOIUMOCTh
COBMECTHOT'O BEJICHUS MMAI[MCHTA CICIUAIMCTaMH Pa3HbIX rpoduieit [2,15].

YYP-C,¥YA1-5).

Kommentapum: nayuenmos ¢ MB nabmodaem epau-nyismononoe (u/unu, 6 0emckou npakmuxe,
8pau-neouamp), a Mmaxdice 6PayU-2eHemuK, HeoOXo00UMa KOHCYIbMayus 8paia-2acmpoIHmepono2a (Ui
8paua-ouemonoea) 01 UCKIOYeHUs SUnepayuoHo20 COCMOAHUSA U €20 KOPPeKyuu npu omcymcmeuu
agpexma om ghepmenmoszamecmumenvHou mepanuu u (RO NOKA3AHUAM) APU OPYUX HAMONOSULECKUX
NPOSBIEHUSX CO CIOPOHbBL IHCENYOOUHO-KUUEUHO20 MPAKMA, 8paia-ouemonoza — 0Jisi no0bopa ouemvl
u epmenmnoii  mepanuu, KOHCYIbMAYUs  6pA4A-OMOPUHOLAPUHEON02A NpU  0OOCMPEeHUU
XPOHUUECKO020 CUHYCUMA, OUACHOCMUKU UIU OUHAMUYECKO20 HAONIOeHUs HA3AIbHO20 NOAUNO03d,
gpaua- cypoon02a-omopuHOIApUH20NI02d — NPU HEOOXOOUMOCMU KOHMPONA CIAYX080U (QYHKYuu y
nayueHmos, NoIyuarwux npenapamol, 0061adarwue OMOMOKCUYHOCIbIO, KOHCYIbMAYUs 6payd-
9HOOKPUHONI02A - NPU 3A0EPIUCKe POCMA, NOI0B020 PA3GUMUSL U HAPYUIEHUUSX Yelle800H020 0OMeHa,
8paua no JneyeOHol @usKyrbmype (Uiu 6paua no MeOUYUHCKOU peadurumayuu, uiu pavd—
Quzuomepanesma unu cneyuarucma ¢ BblCUUM (HEMeOUYUHCKUM) 0Opazosanuem (UHCMPYKmMop—
Memooucm no JaeueOHOoU (u3KyIbmype, UlU CHeYudarucma co CpeoHuM npogheccuoHaibHbIM
(Meduyunckum) 0bpasoeanuem (UHCMPYKMOp no jiedyebHOU Du3KyIbmype, MeOUYUHCKas cecmpa no
maccaxcy, MeouyuHckas cecmpa no ¢uzuomepanuu) - O0as 0OyUeHUs UHSANAYUOHHOU mepanuu,
KuHe3umepanuu, ObIXAMENbHbLIMU — MPeHaxdcepamu, KOHCYIbmayus epaida—kapouonoea (epada-
Kapouonioza 0emcKko20) Npu HAIUYUU J1e20YHOU cunepmensuu (1e2ouHo20 cepoya), KOHCYIbmayusl
8paua-yponoza, 6paya-ypoioca-aHopoioca OemcKo2o, 6paia-aKyulepa-euHeKonio2cd no  Nnoooy
PENPOOYKMUBHOU (DYHKYULU, KOHCYIbMAYUs 8paia-mpanchianmonoea npu Haiuduu yupposa nedeHu,
NOKA3aHULL 0151 MPAHCHIAHMAYUY Te2KUX U NOCMAHOBKU 6 TUCH MPAHCNIAHMAYUU.

J PexomenoBaHa mamueHTaM MYXKCKOTO TIOJa B BO3pacTe ¢ 15 ner KoHCynabTanus Bpada-
ypoJora/Bpaya - ypoJiora-aHJpoJiora JAETCKOTO JJIsl OEHKH COCTOSHUSI PENPOAYKTHBHON CHCTEMBI U
OIpe/ie/IeHUs] TAKTHKH JabHeiero nadmoaerus [71,77].

YYP-C,¥YA1-5).

Kommenrapuu: azcopumm 06ciedo8anusi u makmuka peuwieHus 60npoca penpooyKyuu y MyHcUuH ¢
MB npeocmasnena 6 Ipunoscenuu 5.

o PexoMeHZO0BaHO NalMEHTaM MY)KCKOro I0JIa C MYKOBHUCIMIO30M NpU THUIOIUIA3UU TECTHKYI,
TMIIOTOHAaaU3Me — HaOdrofeHue W oOciieoBaHWE Yy Bpadya-dHAOKPHHOJIIOTa WIM  Bpadya-
ypoJtora/yposora-aHiposora IeTCKOTO JUIs BBISBICHUS MPU3HAKOB DHIOKPUHHBIX, aHIAPOJIOTHUECKUX
HApYIICHUI U PEIICHUs BOMPOCa 0 HEOOXOAUMOCTH TOPMOHAIBHOM Koppekuuu [71,72,77].

(YYP - C, YIUI - 5).

47



3. Jleuenne, BKJIIOYAS MEIMKAMEHTO3HYI0 M HEMeINKAMEHTO3HYI0 Tepanuu,
AHETOTEpPANNIo, 00e300,1MBaHUE, MeIUIMHCKHE MOKA3aHUS U IPOTHUBONOKA3AHUS K
NPUMEeHEHUI0 METO/I0B JIeUeHU s

Llenu neuenus.

o Obecneuusams MaAKCUMAILHO 8bICOKOE KAYECMBO HCUSHU NAYUESHMA,

o [Ilpedynpexcoamev u neuumsv 000CMPEHUS XPOHUHLECKO20 UHPDEKYUOHHO-80CNAIUMENbHOLO
npoyecca 8 OpoOHX0E204HOU cucmeme;

o QObecnewumsv usuueckoe pazsumue NAYUeHMa CO2NACHO 803PACMHBIM Hopmam (Oocmudicerue
oxazamenell ¢usuyeckoco pazeumusi 8 cpanuye 25-15 nepyenmunv nocie KoppeKyuu
HYMPUMUBHO20 CIMAamyca, pekomenoyemas yenw - 50 nepyenmuis);

o Obecneuums npopuUIAKMUKY OCOHCHEHUL,

o Jleuenue ocnodcnenuti (ncegdo-bapmmep cunopom, mexonuesvii uneyc, CHHUO, M3C/],
(MYKOBUCYUOO3-CEAZAHHDIL CaXxapHblil ouabdem) yuppos neyeru 6e3\c cuHoOpoMom nOPmMaibHOU
eunepmensuy,  eunepcnienuzmom, KB (ocenunoxamennas — Oonesmv),  NOIUNO3HbLU
punocunycum, bBOH  (benkoso-snepeemuyeckas HeOOCMAMOYHOCMb),  KPOBOXAPKAHUE,
KposomeueHus ne2ounvle, Kposomeuenus uz BPBII (6apuxo3no pacuupenHvlx 6eH nuuesooaq)
U 8epxuell mpemu HceayoKd.

Obszamenvhvie cocmagnaouue ie4eHus:

o [Muemomepanus;

O 3amecmumenvhas mepanus HeOOCMAMOYHOCMU IK30KPUHHOU DYHKYUU HOOHCETYOOUHOL
Jrcenesnl;

o Mykorumuueckas mepanusi,

o Jlpenuposanue OpoHXuaibHo2o 0epesa u ieveonas GusKyiemypa,

O  Aumubaxmepuanvras mepanus,

O Bumamunomepanus;

o [Ilpedynpexcoamv u aeyumv obocmMpeHuss UHDEKYUOHHO-80CNATUMENLHO20 Npoyeccd 8
oxononocoseix naszyxax (OHII) Onsi ymenvuieHuss cmeneHu HUCXOOAWel KOHMAMUHAYUU
OpoHXONIe20UHOU cucmeMbl;

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

3.1.1 MykoanTn4eckas Tepanus

e  PexomeHnoBaHO BceM mamueHTaM ¢ MB (32 HCKIIOYCHHEM MMEIONIMX MEIUIUHCKHE
MPOTUBONOKA3aHUs) TPOBEICHUE AKTUBHOW MYKOJIUTHYECKOW TEepanuu C MEeIbl0 yMEHBIICHHS
BSI3KOCTH MOKPOTBI M 00JIeryenus ee sBakyanuu [1,2,4,15].

(YYP-C, Y11 -5).

KomMmMmenTapuu: gv100p iekapcmeenHvix cpedcme onpedeniemcs uHOUSUOYalbHO.

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

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

Oyenka be3onacHoCmu JeyeHus: KIUHUYeCKU (CneyuanbHbvlx CIManoapmu308aHHbIX MemoOUuK OYeHKU
Oe30nacHoCmu SMuUX 1eKapCmeeHHbIX CPeOCms He Cyujecmayen).

HononnumenvHole 3ameuanus. 6ce CHOCOObI PAHCUNCEHUS MOKPOMbL HEOOXOOUMO KOMOUHUPOBAMb C
yoaneHuem ee u3 ObIXamelbHblX Nymell, UCHOAb3Ysi Memoobl Kunesumepanuu. Ileped ceancom
KUHe3UMepanuuy JCeiamenbHo, d Npu  HAIUNUU  OPOHXO0OCMPYKYuu — 0013amenbHO, nepeo
UHATAYUAMU MYKOJIUMUKO8 NPOBECMU UHLATIAYUU OPOHXOIUMUKOB.

B knunuueckoii npakmuxe 0Jisi MyKOIUMUYECKOU MePanu UCHOIb3VIOMCA.

o Oopuaza anvpa - paspvisaem 6000pooHvle cészu monekyn JHK, xomopwie asnsomcs
OCHOBHOU cocmasnsauell 2HOUHOU MOKPOMmMbl, U A61Aemcs 0A3UCHOU MYKOIUMUYeCcKol mepanuetl,
obecneuusaem s¢pgexm 6 meuenue cymox. Ilpumensemcs uHearAyuoHHo 8 0oze 2,5 me 6 cymku, npu
Heobxooumocmu (pacnpocmpanenvle OpoHX0dIKmasvl- 5 mMe 6 cymku (no 2,5 me x 2 p/Ou uepe3
HeOynauizep);, XpOHUUeCKUli NOAUNO3HBIL CUHycum - 5 me 6 cymku (2,5 me — uepe3 Hebynatisep, 2,5 me -
C UCNONL30BAHUEM YHUBEPCANLHOU UHCATAYUOHHOU CUCmeMbl C (YHKYUel nyibcupyrouet nooayu
aspozonsi no 1.25me=1.25mn 6 kasxcowtii Hocosotl xo0) [1,2,15,102].

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

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

Mannumon™* npumensiemcs 6 0oze 400 me 06axcovl 6 Oenb uepe3 cneyuanvbHulil unearamop. Ilepeo

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

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

3.1.2 BpouxoauTnyeckasi Tepanus

e  PexomeHI0BaHO Ha3HAYEHUE MHTASAIMOHHON OPOHXOMUTHYECKON Tepanuu nanueHtam ¢ MB
IpU HAJTMYUU OOpaTHMMOM WIIM YaCTHYHO OOpaTUMON OpOHXMANBbHOM OOCTPYKIMHU (TPHPOCT YPOBHSA
O®B;: nocne uHransauuu OpoHxonuTuka >15%) c 1enplo ynydileHus 5BaKyalldd MOKpPOTHI, Mepen
NPUMEHCHHEM HWHTASIIHUEH aHTHOAKTEPUAILHBIX TpPErapaToB, THIIEPTOHMYECKOTO PAacTBOpa HATPUS
XJIOpH/a, Tiepe]] Kunezutepanueii [1,2,4,15].

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

e Pexomennyercs manmeHtam ¢ MB B kauecTBe OpOHXOJIMTHYECKOW TEpamuy  HA3HAYUTh
OpPOHXOJMTUYECKUN Tperapar W3 TIPYII: CEICKTHBHbIC [B2-alpCHOMHUMETUKU WM aJPCHEPTUYCCKUE
cpeacTBa B KOMOMHAIIMM C aHTHXOJWHEPTMYECKHMMH WJIM AHTUXOJIMHEPTHYECKHE CpelCcTBa JHOO
Apyro mpemapar I JIeYEHUS OOCTPYKTHBHBIX 3a00JCBaHMN JIBIXATEIBHBIX ITyTEH 1o
HHIUBHIYATbHBIM ITOKa3aHUAM B pexuMe «1o TpeboBanuo» [1,2,15,107,108,109].
(YYP-B,yaJ-2).

Kommenrapuii: 6 peoicume «no mpebosanuroy ucnonv3yemcs celekmuguvili bema-2-a0peHoMumemux
canvbymamon*> @ MoHomepanuu unu 8 covyemanuu ¢ M-XonuHnepeHuYecKUMU Npenapamamu
(unpamponus 6pomud™) unu Quxcuposannas kKombunayus (ernomepon+unpamponus 6pomud** unu
npenapamol npoioHauposannozo Oeticmeus (muomponus 6pomud™) nubo Opyeoi npenapam Ons
Jlevenus 06CmMpyKMUBHbIX 3a001e8aHULL ObIXAMENbHBIX Nymell N0 UHOUBUOVATIbHBIM NOKA3AHUSM.
Hcnonvzosanue 003UpOBAHHBIX AIPO3ONLHBIX UHEANAMOPOS 00A3AMENbHO CO Chelcepom, npu
HA3HAYEeHUU  UHSATAYUOHHBIX — OPOHXOIUMUKOS  (npenapamos OJisi  JledeHus  0OCMPYKMUGHbIX
3a601e6aHull ObIXAMENbHLIX Nymell) (celeKmueuvili Oema-2-a0peHOMUMEMUK CcatbOymamor** e
MOHOmMepanuu uiu 8 covemanuu ¢ M-xonunepeHuueckumu npenapamamu (unpamponus 6pomuod **)
unu  Quxcuposannas  KomoOuHayus — penomeponrtunpamponus — opomud**  unu - npenapamol
NPOJIOH2UPOBAHHO20 Oeticmeusi (muomponus Opomud**) nubo Opyeoeo npenapama 015 JedeHus
06CMPYKMUBHBIX 30001€8aHUTL ObIXAMENbHBIX NYMel N0 UHOUBUOYATbHBIM NOKA3AHUAM) NAYUEHMAM C
msicenou bponxooocmpyxyueti (ODPB1 <30% om 0012cH020) uneanrayuUu OOIHCHBL NPOBOOUMBCSL NPU

nomowu Hebynauszepa.
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Buibop nymu esedenus npenapama 0ns newenus 06CmpyKmuHuLX 3a00.1€8aHULL ObIXAMETbHBIX NYMElL:
npeonoumenue 0moaemcs UHeAIAYUOHHOMY RYMU 66€0eHUSL.

Oyenka s¢hghexmusnocmu nevenus: KIUHUYECKU (CUMNIMOMbL OPOHXO00OCMPYKYUU) U NO
OAHHBIM CRUPOMEMPUL.

Oyenka 6e30nacHocmu nevyeHus: KIUHUYeCKU U No pe3yibmamam 00beKMUBHO20 OCMOmpa
(4uUcno cepOeuHbIX COKpaujeHul, CepoeyHblll pumm,).

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

3.1.3 AnTudbakrepuagbHas tepanusi (ABT)

3.1.3.1 O0mue NnpUHIHUIBI AHTHOAKTEPHATBHOH Tepanuu

e  PexomenjoBaHa aHTHOakTepuayibHas Tepanus (miaHoBble Kypcbl ABIl B Buzae mHramsumi
yepe3 HeOynai3ep WM COBMECTHO C TaOJeTUPOBAaHHBIMM (hOpMamMH, WIM BHYTPUBEHHO) BCEM
MaIMeHTaM C JITOYHBIMU TpOosiBIeHUsIMH MB, y KoTopsix oTMmeuaercs oboctpenne MB (Bkiogas
oboctpenusi Ha (OHE OCTPOH peCUparopHO HHQPEKIUMH) WIH BBIABISIOTCS BO30YIUTEIH
pecnupaTopHOil MH(EKIUU B KoiudecTse Oonee 10° KOMOHMEOOPa3yIOMUX €IMHUI] TIPH MIaHOBOM
MHUKPOOHOJIOTHYECKOM HCCIEIOBAaHUU C LIENbI0 3paJuKallui MPUYUHHO3HAYMMbBIX MUKPOOPTaHU3MOB
[2,4,15,111,112,113,114].

(YYP-B, Y11 -2).

Kommenrapmii: /[nsa epamompuyamenvnou mukpognopvr (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemybepxynesnvix muxobaxmepuil uiu
npu UX XPOHUYECKOM 6biCege 3HaueHue umeem Jni000€ KOAUUECMBO KOJNOHUL, ONpeoeleHHoe No
pe3yibmamam MUKpoOUOIO2UYeCKo20 UCCIe008aAHUA.

. [Ipu npoBenenun antuOakTepuanbHoil Tepanuu (ABT) MukpoOGHOro BocnajlieHUs B
OpOHXOJIETOYHOM CHUCTEME MalUMeHTaM C MYKOBHUCIIHJIO30M PEKOMEHJOBAHO OPHEHTHUPOBATHCS Ha
YyBCTBUTEIBHOCTh BBIICIIEHHOTO MuKpoopranusma (Pseudomonas aeruginosa, MRSA, Burkholderia
cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus u Haemophilus infuenzae u
0p.) X aHTHOAKTepHAIbHBIM Tperaparam ¢ LEeNbl0 NOBBIIEeHUS () ()EeKTHBHOCTH JieueHus [2].

(YVP - C, YL -5).
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Kommenrapuu:  Jlabopamopnoe — onpeoeneHue  yy8CMBUMENbHOCIIU — MUKPOOPSAHUBMA K
AHMUOUOMUKAM He 6ce20d NOJIHOCMbIO CO8NAOAem C KIUHUYECKUM OMBEmoM HA HPOB8OOUMYIO
mepanuio [2,4,15,112,113,114].

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

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

pekomendyemvle 0na nayuenmos ¢ MB. B ceasu ¢ maxcecmvlo 3a601e8aHus, HeobX00UMOCMbIO
MAKCUMATILHBIX 003UPOBOK AHMUMUKPOOHBIX Npenapamos u 0euyumom ieKapCcmeeHHvix Gopm 0
UH2ATAYUOHHO20 NPUMEHEHUS. 8 MUPOBOU KIUHUHECKOU NPAKmuke mpaouyuoHHo npumersiomcs Off-
label (sne uncmpyxyuu) unvexyuonmvie anmumuxpobnvie cpeocmsea 8 6ude  UHANAYULL
[65,115,116,117,118,119,120,121,122,123].
¢ Ilpomueonokazanua: onpedensitomcsi UHOUBUOVAILHO U 3ABUCAM  OM  UHOUBUOYATLHOU
HeNnepeHoCuMocmu (8 mom 4ducie aiiepeuiu), Xapakxmepa CONYMCMEYIOUUX 3a001e8aHull (21A8HbIM
0bpa3zom 3a001e6aHus neyeHu U nNoyYeK) U 603pacma nayueHma.
o Buioop nexapcmeennvix cpeocme onpeoensemcs: 6UOOM 8030yOumens, 6blAGIEHHO20 Y
nayuenma, Yy8cmeumenbHocmvlo 6030youmens (in vitro) k oannomy ABII; ¢azou 3abonesanus
(obocmpenusi — pemuccus);, NPOOOINCUMETLHOCMBIO UHDEKYUOHHO20 npoyecca (XPOHUHEeCKds
UHexyust — enepavle BbIAGICHHLIL 6030y0umend); 3phexmusnocmvio mepanuu nPeoUecmseyoueco
obocmpenus 1e20uHoll ungexyuu (OaHHvle 0 NPUPOOHOU PEe3UCTNEHMHOCMU OCHOBHbIX NAMO2EHO8,
xapaxmepuwix 015 nayuenmos ¢ MB npeocmasenen ¢ [punoscenuu 16).

o Buvlbop nymu éeedenusn onpedensemcs: 6uoom 6030youmess, 8biA61EHHO20 y nayueHma, azot
3abonesanus (0bocmpenue — pemuccusi);, NPOOOIHCUMENLHOCMbIO UHDEKYUOHHO20 npoyecca
(XpoHuueckas uH@ekyusi — 6nepevie BuIAGIEHHLIN 6030YOUMeEnb), MeCmOM OKA3AHUS
MEOUYUHCKOU — nomowu  (ambynramopuas — —  cmayuoHapuas),  s¢hgexmusnocmoio
npeduiecmsyrowelt. anmubaKkmepuaibHol mepanuu. BHympueennoe esedenue aHmudOUoOmuxos
HauuHaemcs 6 cmayuonape ¢ Kypcom nedenus 14-21 denv. Beedenue ocyuecmensemces uepes
nepughepuyeckull 8eHO3HbIU Kamemep (kamemep nepugheputeckuti) uiu yepes nopm-cucmemy
(nopm UHGY3UOHHBLI/ UHBEKYUOHHBLL, UMIAAHMUPYEeMbLUL***), Komopvle YCcmaHasIuearomcst
CO211ACHO Memoouyeckum PYKOBOOCMBAM «Benosnwiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONb308AHUEM HeobXo0uMblx
nekapcmeenHvlx  cpeocms. Ilopm-cucmemsl  yemawnasausaiomesi coenacho Pacnopsicenuio
Ilpasumenvcmea Poccutickoti @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicoenuu
nepeyHs MeOUYUHCKUX U30enUll, UMNIAGHMUPYEMbIX 6 Op2aHU3M 4Yelo8eKd NpuU OKA3aHUU

MEOUYUHCKOU NOMOWU 6 PAMKAX NPOSPAMMbL 20CYOAPCMEEHHbIX 2apaHmuil 6ecniamHozo
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OKA3AHUSL 2PANCOAHAM MEOUYUHCKOU NOMOWU, A MAKICe NepedHsi MeOUYUHCKUX Uu30enutl,
OMNYCKAeMbIX NO peyenmam HaA MeOUYUHCKue u3oenuss npu npedoCmaesieHuu Haobopa
coyuanvuvix ycayey. Ilocrie nosenenus nonodNcumenvHoOU KIUHUYECKOU OUHAMUKU JleYeHue
Modicem Obimb NPOOOINCEHO 8 AMOYIAMOPHBIX YCI08USX. BHympumvluteunvlii nymo 68e0eHus
npu MYKOBUCYUOO3E NPUMEHAMbCS He OOANCEH 6 CBA3U C HeoOXO0OUMOCMbIO OJIUMENbHbIX
yacmulx Kypcoe mepanuu, maxk kax npu MB umeromcs ocobennocmu 6 papmaxoxkuHemuxe
AMT, p-nakmamHvlx aHmubOUOMUKOS, 8bIpAdCAlOWUecs 8 YeeludeHuu oovema pacnpeoenenus
HA KUOSPAMM MACCbL Mead U CHUNCEHUU Nepuodd NOLY8bleeOeHUs. Yeeauuenue cucmemmHo2o
KAUpeHca 3a cuem YCKOPeHus Memaboausma 6 neueHu U yeeiuyeHue NO4eHHO20 KIUPEHCA
onpeoesitom HeoOX00UMOCHb NPUMEHEHUS 8bICOKUX 003 AHMUOUOMUKOS8 C Oolee YaACMbIM UX
ssedenuem [2,15,116,124,125,126,127].
o Be3onacnocmu: 6 cés3u ¢ npumeHenuem y NAYUEHMO8 C MYKOBUCYUOO3OM BbICOKUX 003,
ONUMENbHBIX KYPCO8 U KOMOUHAYUL AHMUOAKMEPUATbHBIX NPEenapamos, 0OHOBPEeMEHHOU mepanuu
JIEKAPCMBEHHLIMU NPEenapamam pasHviX pynn, a makdice 8 C6s3U C BO3MONCHbIM HAPYUEHUEM
GyHKyuu newenu, ciedyem OCyWeCmeIsimb COOMEEMCMEYIWUe KOHMPOIUpYiowue Meponpusimus
(Kiunuveckue, 1abOpamopHvle,  UHCMPYMEHMANbHble) 0Nk MOHUMOPUPOBAHUSL — BO3MOICHLIX
HedNCenamenvHulX  3(phekmos N1eKapcmeeHHbIX — Npenapamos, Ux npeoynpexlcoenus U, npu

Heobxooumocmu, mepanuu [2,129].

. [Tpu ocrtpoit pecnupaTOpHO HMH(MEKIUU TANKUEHTaM C MYKOBHCIIHIO30M pPEKOMEHIOBAHO
Ha3HAYCHUEC AHTUOAKTEpUATIBHON Tepamuu B JOMAIIHUX YCIOBHSX  COIVIACHO  TPOQHIIIO
YYBCTBUTEIBHOCTH BBIICIICHHON PECIHUPAaTOPHOl MUKPOMIOPHI B CSA3U C aKTHBAIUEH XPOHUYECKOIO
BOCIAJIMTEIBHOTO Mpoliecca Ha (hoHe MPUCOSAUHEHHSI OCTPO pecrupaTopHoi uHpeknuu [2,15,65].
YYP-C, ¥ -5).

Ouenka r¢pghexmusnocmu ABT: krunuuecku (muxopaoxa, pecnupamopHvie CUMNMOMbL), NO OAHHBIM
1aO60pamopHulX  Memooos 00cnedosanus  (neukoyumos, ypogenv C-peakmueHoco 0Oenka, no
NOKA3AHUSIM - NPOKATLYUMOHUHA (UCCIEA08aHUEe YPOBHS NPOKALLYUMOHUHA 6 KPOBU)) U NO OAHHbIM
MUKPOOUOTI02UYECKO20 UCCIe008aHUS (Ipadurayus 6030youmelis, NepcucCmuposarue, cynepur@exyus,
cHudicenue evioenenus 6036youmens <l10* xononueobpazylowux eounuy umd OMpUYaAmMenbHblil
pe3yibmam nocesa u m.o.).

Ouenka 6e3onachocmu J1e4eHUs: 306UCUM OM NPUMEHAeM020 NeKkapcmeennozo cpedcmea (JIC) u
NPOBOOUMCSL C YUEMOM BO3MONCHBIX HEHCENAMENbHIX AGNEHUU.

ZIOl’lOJlHllme.?leble 3ameuanun.
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1. Ilpu wmasmauenuu ABIl credyem ucnonvzoeamo xomounayuu JIC ¢ pasiuunvim Mexanusmom
Oelicmsus (Hanpumep, [-1axmamusle AHMUOUOMUKU 6 KOMOuHayuu ¢ amunoz2iuxosudamu). Ilpu
8blOeNIeHUU 8 MOKpOme NayueHma 0OHOBPEMEHHO 08YX MUKpOOopeanHuzmoe evloop ABII 3asucum om
ce0lCcme boiee pe3ucmeHmuo2o 6030y0umels.

2. OoHoB8pemeHHOe Ha3HayeHue npenapamos O UHSATISIYUOHHO20 U GHYMPUBEHHO20 NYMell 66€0eHls]
00HOUL hapmakonocuueckol epynnel He peKomeHoyemcs. Bo3zmooicHo Hasnayenue uHeanssyuoHHoOU u
guympugennoii. ABT 00HOBpeMeHHO NO peuwleHur0 KOHCUIUYMA CHeyuaiucmos u ¢ yyemom
dapmaronocuueckol epynnsvl npenapamos.

3. Ilpumenenue ABII 6 sude uneansyuii uepes Hedynaisep:

- MOJ#Cem npo8oOUMbCs KaK 8 CmayuoHape, max u 6 OOMAWHUX YCIL0BUSAX,

- 0/ peweHus Bonpoca 0 HA3HAYEeHUU UHSATAYUOHHOU mepanuu ciedyem npogecmu CRUPOMempuio 00
nepeoll UHANAYUU AHMUOUOMUKA U Yepe3 HEeCKONbKO MUHYM Nocle uHeanayuu (0 6blieieHus
BO3MOICHO20 OPOHXOCNA3MA (NPU OMCYMCMEUU 803DACMHBIX U/UIU UHBLX NPOMUBONOKA3AHULL)) (CM.
paszden «bponxorumuueckas mepanusy) - nepeo uneanayue AbBIl neobxo0umo npoeecmu uneaIAYUIO
bpoHxorumuxa (npenapama 05l Jed4eHusi 0OCMPYKMUBHLIX 3A00]e8aAHUU ObIXAMENbHbIX NYmell).
Cumnamomumemuxu Ol UHSATAYUOHHO20 NPUMEHEHUs, Hanpumep, canrbdymamon™* 2,5 me uepes
HeOynatizep (Ui 003upoB8arHbvlll a’po3oibhblll unearamop no 200 — 400 mke ¢ ucnonvzosanuem
cneucepa) 3a 15-30 munym 00 uHeAIAYUU AHMUOUOMUKA 8 MOHOMEPANUU UIU 6 coyemanuu ¢ M-
XONuHepeuyeckumuy npenapamamu (unpamponusi opomuo™**) wunu ukcuposannas KomoOuHayus
genomepon+unpamponus 6pomud** unu npenapamovl nporOHSUPOBAHHO20 OeUCmSUs (Muomponus
opomuo**)) unu Opyeue npenapamol O JiedeHuss 0OCMPYKMUBHBIX 3A00Ie8AHULL ObIXAMENbHbIX
nymetl, MyKOIUMUKOS, a MAKHCe OPEHANC,

- npu uneanayuu ABII ¢ domawHux ycio8usax sdceiamenbHo UCNOIb308aMb HeOYaau3ep, OCHAUJeHHbIl
Gunvmpom 0ns 8v10bIXAEMO20 8030VXA;

- npu uneanayuu ABII npeonoumumenvhee npumeHsamos MyHOWMYK, no cpasrenuio ¢ mackou. Ciedyem
PEKOMEHA08amMb NAYUEHMAM Nepexooums Ha NpUMeHeHue MYHOWMYKA 6 MAKCMAIbHO PAHHUe CPOKU,
Kax npasuio, ¢ 3-x aemnezo eospacma [130]. Bowvixanue npenapama nyuwe ocywecmensimo uepes
pOom, NPUMEHeHUEe HOCOBLIX 3ANCUMOB 80 8PEMSL UHSANAYUU Y8eaUUBaem dPDeKmusHOCmyb 1eyeHusl;

- NpU NposeoeHUuU UHSANAYULL 8 YCI0BUAX MEOUYUHCKOU OP2aHU3ayuu u amoOyiamopHo nayueHmol ¢
MB, 00n9tcHbL NONB308AMbCA UHOUBUOYATLHBIM HEOYIAU3EPOM C BO3ZMONCHOCIBIO 3AMEHbl Kadicoble 3
Mecaya KOMNIAeKma pacnvliumeisi U mpyoxKu 6030yx0800a u puibmpa,

- ONMUMANbHLIM Hebynauzepom 0aa nayuenma c¢ MB aengemcs uHeanayuoHHul npubop ¢
HU3KONOMOYHBLIM — KOMAPEccopom  (YpO8eHb NOMOKa  cicamoeo  6030yxa 00 6  J/Mum), ¢

npoussooumenbHocmoio 450 me/MuH, cHabICEHHbIU CUCTNEMOU KOHMPOIA UHCRUPAMOPHO20 NOMOKA U
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cucmemoll KIanamog 600xa U 6vl00Xa, NO360JAIOWel COKpamums Hnomepu MeOuKameHma 8
oKpydcaowyio  cpedy,  obecneuusarowull - MAKCUMAIbHYIO  9gekmusnocms  mepanuu,
NPUCNOCOONEHHBIU K XUMUYECKOU U MepMU4ecKoll Oe3uH@deKyuu u K a8moxIaeupo8aHuI0;

- o1 esedeHuss meoukamenma ¢ OHII npumensemcs neOynauizep ¢ YHUBEPCANbHOU UHCANAYUOHHOU
cucmemotl pyHKyuu nyavcupyrowel nooavu a3po3solis,

- 8 Kayecmee MOOUNLHO2O YCMPOUCMBA BO3MONCHO UCNONb308AHUE MIWI-HeOyaau3epa -
Hueanayuonno2o npubopa ¢ eMKocmvio 05 1eKapcmed ¢ 2eHepamopom aspo3ons (mesh), kamepotl
pacneliumens, OJIOKOM YNpAsieHus U HNpUcnocobieHuem O OYUCMKU 2eHepamopda adpo30.is
(Hneansyuonnwlii npubop Velox mun 055 ¢ npunaonesxcnocmamit) ¢ npou3e00umenbHOCmvio He MeHee
457 me/mun, ¢ cucmemou Kianamos 800Xa U 8bl00Xa U Haxonumenem OJisi A3p030Jis, C YCMPOUCMEOM
OJIs1 OUUCMKU MeMOPAaHbl, C HEPACHbLISIEMbIM (Ocmamoyunbim) obvemom we donee 0,5 ma. Bce uwacmu
MIu-Hebynazepa 00NHCHbL NOOAeHCAmb mepmudeckol oesungpekyuu. /na nayuenma ¢ MB eadsicHo
nPOU3800UNMb 3AMEHY KOMNOHEHMO8 Mau-Hebynauzepa kaxcovie 3 mecaya [131].

4. Ilpumenenue ABII snympo ucnonvzyemces onsi mepanuu obocmpenuti MB (sxnrouas obocmpenus Ha
¢one OPH) 6 oomawnux ycrosusx uau 0is nPoQuiaKkmuiecko2o iederus NayueHmos, XpoHuyecKu
unguyuposannvix  P. aeruginosa, B. cepacia complex, MRSA, Achromobacter  spp.,
HemybepKyIe3HbLMU MUKOOAKMePUAMU.

5. Ilpumenenue ABII 6nympusenHo nokazamo:

- npu msicenvix obocmpenusix MB (neuenue 6 yciosusx mMeOUyuHcKol opeanuzayuu) (He menee, uem
08yMsL npenapamamu,),

- 6 mex cayuasx, koeoa npumenerue ABII eHympov u uH2ANAYUOHHO OKA3ANOCH HEIPDEKMUBHBIM,

- 0/ NIaHOBOU mepanuu nayuenmos, unguyuposannvix P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., nemybepKyne3Hbix MUKobaxmepuii;

- npu yXyouileHuu medenus 3a001e6anUsl U NOAGNEHUU HOBbIX CUMNINOMO8 Y NAYUEHINO8, NOIYUAIOUUX
ABII enympe.

6. Opeanusayus 6HympuseHHoOU mepanuu 8 YCio8Usx OHeGHO20 CMAYUOHAPA UIU CIMAYUOHAPA HA OOMY
cnocobcmeyem NOBbIUEHUIO KOMNJIAeHmHOcmu, npoguiakmuke obocmpenuii. Ilpebvieanue 6
OOnbHUYE OmMALOWACNCA  PUCKOM NEPEeKPecmHo20 U CYNEPUHPUYUPOBAHUS PE3UCMEHMHLIMU K
AHMUOUOMUKAM WMAMMAMU MUKPOOP2AHUIMOS, CIMPECCOM, NPONYCKOM WKOAbHLIX 3anamull. Kpome
moz2o, npeodvigaHue NAYUeHma 6 CMmayuoHape 3HAYUMENbHO 00podice, YeM amOylamopHoe JeyeHue.
Kamemepuzayus een oasno cmana pymunHou MeOUyUHCKOU npoyeoypol 6 mupe O obecnedenusl
PA3IUYHbLIX U008  GHYmMpUGeHHolU mepanuu. Ilpoeedenue 6HYMpPUBEHHOU mepanuu uepes
nepugepuueckuil 6eHo3HbIL Kamemep (Kamemep nepugepuveckutl) unu nopm-cucmemy (nopm

UHDYZUOHHBLU/UHBEKYUOHHBIL, UMNIAHMUPYEeMBIU*™**) sensemcs npakmuyecku 0e30nacHbiM, eciu
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coOn00AIOMCs OCHOBHbIE ycioeus.: Memoo 00JXHCeH CMamb NOCMOAHHBIM U NPUBbIYHBIM 6 NPAKMUKe,

dondicen Ovimb obecneyen Oe3ynpeyHvlii yx00 3a Kamemepom. Kamemep ycmanasnusaemcs 6

VCILOBUAX OHEBHO20 CIMAYUOHAPA UIU 6ble30H0U bpueadotl na domy [2,132,133,134,135].

3.1.3.2 AnTnOaKkTepuajibHasl Tepanus NP BbiCeBe METHUM/IMHYYBCTBUTEJIbHOI0

Staphylococcus aureus (MSSA) u Haemophilus influenzae

L4 PeKOMeHI[OBaHO IIpHu BBI60pe aHTI/I6aKTepI/IaHBHHX mpernaparoB g TEpaAIlMU IMalWCHTOB C

MyKOBHCIHI030M ¢ BhiceBoM Staphylococcus aureus u Haemophilus influenzae npumensts JIC B

COOTBCTCTBUH C YYBCTBUTCIIBHOCTBIO C MCJIBIO JSpaJuKalluu MPUIUHHO3HAYUMOT'O BO36y,HI/ITeJI$I

(mpemnapaTbl, J03UPOBKH U KPaTHOCTh BBEIICHHUS, MpeCTaBieHbl B Tabaumax 10,11) [2].

(YYP-C, VIJI - 5).

Taoauua 10. AHTHOMOTHKH, TPUMEHSIEMBIE Y MAI[MEHTOB C MYKOBHCIIHI030M, ITPH BBICEBE U3
MOKpOTHI/ GponxuansHoro cekpera Staphylococcus aureus (MSSA)

(IpoTHBONIOKA3aHUE - IPU
Macce tena 6onee 10 kr)

AHTHOMOTHK CyTtounbie 10361  |[CyTounsble 10361  |[Cnocod BBenenus ([Kpatnoctn
nJ1s aerei /151 B3POCJIBIX BBe1eHUs
Amoxkcutnnina+Kiapynano [60-90 mr/kr 15-2r BuyTtps 2-3
Bast Kucjaora** (pacuer o
(TIpOTHBOTIOKA3aH JIETSM 10 [AMOKCHIIHILIHHY )
2 7er)
90-120 mr/kr 3,6-4.8 B/ 3-4
Oxcammmmua™* 100 mr/kr 2r BHYTpb 4
200-300 mr/kr 4-12r B/B 4-6
Ledanexcua** (xkancynsr [25-50-100 mr/kr 24T BryTpb 3-4
250 MT IPOTUBOIIOKA3AHBI
mersiM 1o 10 seT, TabaeTku
250 Mr — IpOTUBOIIOKA3aHbI
meTsIM 710 7 JIeT)
Ledazomma™** 100-150 mr/kr 4-6 T B/ 2-3
Ledbypoxcum™** 20 -30 mr/kr 05-1r BayTps 2
(cycnieH3us i1 mpuema
BHYTpb — IPOTUBOMNOKa3aHa (150-200mr/kr 3-9r B/B 3-4
neTsaM 10 3 Mec., TaOJIEeTKH —
MPOTHBOTIOKA3aHBI IETSM JIO
3 ner)
|A3UTPOMHULIH ™ * >6 mec.-10 mr/kr  [500 mr BryTpb 1
(Tabnetku 125 mr — Kypc 7-10 nueit
MMPOTHUBOITOKA3aHBI 70 3 JIET,
CYCHICH3HS JIJIS IpreMa
BHYTPb — IPOTHBOIIOKA3aHa
meTsiM 70 6 Mec.)
Knapurpomurua™* 15 mr/kr Ir BryTpb 2
(Tabnerku —
MPOTUBOIOKA3aHBI AECTSIM JIO
12 ner)
JIxo3amMuiua™* 40-50 mr/kr 1-3r BryTpb 2-3
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Kinunnamunua** 20-40 Mr/kr 1,8-2,4r BHyTpb 3-4
(p-p 1 B/B U B/M BBeneHus |[lersam crapmie 3x  2,4-2,7 1 B/ 3-4
[IPOTUBOIIOKA3aH AETAM 0 3 [teT 40Mr/Kr
ITeT, KarcyIsl
MMPOTHBOITOKA3aHBI JETSAM 10
8 JIET C Maccoil Tea g0
25kr)
Joxcumukmua™* JleTssm ¢ maccoit 1 nenn-200 mr BryTpb 1-2
(TpoTHBOIIOKA3aH NIEeTsM 10 [Tenia MeHee 45 kr B Batem 100 mMr oquH
8 J1eT) TIePBEIi TCHD [pa3 B CyTKH
iteueHus 4 MI/Kr, B
[TOCIICAYIOIUE THU
- 2-4 MI/KT.
JleTsim ¢ maccoit
Tea Oonee
45 Kr - KaK
B3pOCITBIM
Cynbhamerorcazon+Tpumet(6-10 Mr/KT M0 320 Mr mo BryTpb 2-3
orpuM** TPUMETONPUMY TPUMETONPUMY
(IPOTHBOIIOKA3aH JIETSAM JIO [[IPH TAKEIIOH
3 11eT) MHGbEKIUN
BO3MOKHO
YBEJIIMYCHUE 03B
Ha 50%
Tuamdennkona rmumuHaT 250 Mr (B repBeie  [S00MT aransuun 2

AIEeTUIIUCTENHAT

2-3 nHs nedyeHus
T03a MOXET OBITH
yBeNMueHa B 2 pa3a)

(B mepBbIe 2-3 nHA
ITeyeHus 103a
MOYET OBITH

yBeJIMueHa B 2 pasa)

Ta6auna 11. AHTHOMOTHKY, TPUMEHSIEMbIE Y TTAI[UEHTOB ¢ MYKOBHUCLIUI030M, IIPU BBICEBE U3
MOKpOTBI/OponxuansHoro cekpera Haemophilus influenzae

AHTHOHOTHK Cytounbie 10361 |[CyTouHbIe 10361  |[Cniocod BBeneHusi KpaTtnocrn
nJ1s aerei /151 B3POCJIBIX BBeIeHUs

AMOKCHITIIUTAH ** 40-60 mr/kr 1,5-2r BryTpb 2-3

IAmMokcuiumiH+KinaBymano [60-90 mr/kr 15-2r BryTpb 2-3

Bast Kuciaora** (pacuer o

(TpOTUBOMOKA3aH JIETSAM 10 [AMOKCHIHIUIMHY)

2 ier) 90-120 mMr/kr 3,6-4,8 B/B 3-4

Ledypoxcum** 20 -30 Mr/kr 05-1r BuyTpb 2

(CycrieH3ust Ijis mpruemMa 150- 200mr/kr 3-9r B/s 3-4

BHYTPb — IPOTHBOIIOKA3aHa

meTsaM 10 3 Mec., TaOJIETKU —

MPOTHBOTIOKA3aHBI JIETSM JIO

3 j1er)

Leduxcum SMI/KT 400 mr BryTpb 1-2

(IIlpoTuBomOKa3aH y mereit

10 3 JIeT U TIpHU Macce Tema

o 25 xr)

Ledrprakcon** 50-80 mr/kr 4r B/ 1-2
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Ledorakcum™* 100-150 mr/kr 2-8 r B/ 2-4
JloKCUITMKITHH™ * [letu ¢ maccoii Tena|l neap-200 mr BuyTps 1-2
(IpOTHBOIOKA3aH AETAM 10 |10 45 kr B epBblii 3ateMm 100 Mr onuH
8 J1eT) meHs - 4 MT/KT, B [pa3 B CYTKH

MocyeTyonue JHA

- 2-4 mr/KT.

JleTsim ¢ maccoi

rena 6osee

45 Kr - KaKk

B3pOCTBIM
Tuamdennkona rmuauHar 500 -1000 mr 1000Mr Nuransauuu 2
AIeTUIILMCTENHAT

3.1.3.3 AuTub6akTepuanabHas Tepanust npu MRSA (MeTHIM/ITHHPE3UCTEHTHbII

cTapUI0KOKK) - HHpeKIun

e [Ipu nepBuynom BwiceBe MRSA y cTaOWIbHBIX MAIMEHTOB (BHE OOOCTPEHHS] XPOHHYECKOTO
BOCTIAJIUTEIHHOTO TPOIIECCa) B KAUeCTBE MEPBOM JIMHUU TEPAIIMH IIPH OTCYTCTBUU MPOTHBOMOKA3aHUN
peKOMeHAyeTCs Ha3HaueHHE JIBYX aHTHMOAaKTepHUalbHBIX NpenapaToB per os B TeueHue 1-3 mecsues,
qanie 3TO KOMOMHAIUA pudamnumHa™** C ¢by3unoBoi KHACJIOTOHI 1501051
Cynbdamerokcazont+Tpumeronpum™* (tadn.12) [2,15].

(YYP-C, Y1 -5).

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

(#munoyurxnunom) ons npuéma per 0S (mabn.12). Jonyckaemess monomepanusi OOKCUYUKAUHOM ** uiu
Cynvpamemorcaszonom+Tpumemonpum™*  (ma6n.12) [6, 7). Heobxooumo  nomuums 0
2enamomoKCULHOCMU NPenapamos.

@ Bosmooicnoti  anemepnamueoti  sensemcs  ucnonvzosanue #Heamkomuyuna** 6 gopme 0ns
UHBEKYUOHHO20 NPUMEHEHUS UHSATIAYUOHHO (NpUMEHeHUe He 3apecUuCmpupO8aHHbIX 8 UHCMPYKYUU
JIEKAPCMBEHHO20 CPEOCMBA NOKA3AHUL OCYUeCMEIemcsi N0 PeuleHur0 8payeOHOl KOMUCCUU, C
paspewenusi JIokanbHo20 3MU4ecKko20 KoMumema MeOUYUHCKOU Opeanu3ayuu (npu Haiuduu), c
ycaosuem NOONUCAHHO20 UHGOPMUPOBAHHO20 CO2aaAcus pooumenel (3aKOHHO20 npedcmasumens) u
nayuenma 6 so3pacme cmapuie 15 nem) 6 meuenue 3-4 neoens [115,116,121,122,123,136,137] (mabx.
12).

o C yuemom 3Hanuti 0 mecmax 603moxcHou xononuzayuu MRSA, napanienvho, 00HO8peMeHHO ¢
HA4anom 3paoukayuoHHOU mepanuu, HeobXxoouma oopabomka KoHiCU, NOJOCMU HOCA U POMOTOMKU

AHMUCENMUKAMU, a4 MAKHce 0e3UHGeKYUs OKpyHcaroujeti cpeowl:

58




1) smoonazanvro mynupoyun 2% 2 paza 6 Oewb + 00pabomka KoO#CU B0OHBIM PACMEOPOM
xnopeexcuouna** 0,5% ¢ meuenue 5 oneii;

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

4) cenepanvras yoopKa JHcUI020 NOMeUeHUs,

5) exceonesnas cmena HamenbHo20 Oenbs 6 meueHue 5 oOuell;

6) cmupka nocmenbHbIX NPUHAONEIHCHOCHEN, Dellbs, NOJIOMEHEY  PedCcUMe 8blCOKOU memMnepamypbl
eJHCeHe0eNbHO 8 MmeyeHue 6Cce20 Nepuood edeHus;

7) nocre uHuyuayuu JeueHus HeoOX0OUMA CMEHA 3YOHLIX WemOoK, pACYecoK, WAPUKOBbIX
0€3000panmos, 2yoHol NOMAaobl;

8) 6ce unemvi cembu, a makxce OOMAWHUE HCUBOMHbBIE OOIHCHbL ObIMb 00CNe008aHbl U, 8 ClyyYde
uoenmuguxayuu MRSA, canuposanvi.

e [Ipu mepsuuHoM BwiceBe MRSA y HecTaOWIBHBIX MAanUMEHTOB (MPU OOOCTPEHUH XPOHUYECKOTO
BOCHIAJIUTEIHHOTO MPOIIeCCca), PEKOMEHIYETCS IPOBEJCHIE BHYTPUBEHHOW HITU TIEPOPATLHON TepaIiu
B TEUEHHUE 2-X HEeJelNb JIMHE30IUAOM™* MM TeUKOIJIaHMHOM, IPOYMMU aHTUOUOTHKAMHU, aKTUBHBIMU
B otnomennn MRSA (ta61.12) [2,116,136,137,138].

(YYP-C, Y] -5).

KommenTapuu: V nayuenmos ¢ uacmoimu obocmpenusmu npu xponuueckom unguyuposarnuu MRSA
B03MOJCHO UCNONb308AHUE UHANAYUL H#EAHKOMUYUHA™™ 8 hopme 01 UHBEeKYUOHHO20 NPUMEHEHUs. 8
HenpepwisHom pexcume (maon.12) [136,137].

Tagiuma 12. AHTHOMOTHKH, NPUMEHSCMbIC Yy MAMCHTOB C MYKOBHCIMIO30M, MpPH BBICEBE H3
MOKPOTBI/OpPOHXHAILHOTO CeKpeTa MeTHImInHpe3ucTenTHoro Staphylococcus aureus (MRSA).

Ha3panue npenapara Ho3a nas CyTtounas 1o3a [(Cnoco6 KpatHocTh
aerei s BBeIeHUs BBeIeHUsI
B3POCJIBIX
Pudammuima™* 20 mr/Kkr/cyT 600-1200 mr  [BHyTpb 2
(B MOHOTEpanuu HE
Ha3HAYaroT) (maxcumanbHO 600 Mr B
(mIpoTHBOTIOKA3aH  JETAM CYTKH)
1o 1 roma)
CyibhameTokcaso 6-10 Mr/Kr/cyT 10 320 mr o BuyTpb 2-3
+Tpumeronpum ** TPUMETOIPUMY, TPUMETONIPUMY
(mpoTHBOTIOKa3aH  JIETAMIIPH TKEI0N nHpEKIUN
o 3 neT) BO3MOJKHO YBEIIMYECHHE
1036l Ha 50%

Dy3u10Bast KUCI0TA 40-60 Mr/kr 2250mr BayTpb 3
(mpotuBomnokazana gaetsaM#<l roma: 15mr/kr 3
o 3 neT) [pasa B I€Hb

#(mo 3 mer) 1-4 rona;

250 mr 3 pasa B IeHb

5-12 net: 500 mr 3 pa3zal

B JICHb

12 net: 750 mr 3 pasal
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B ICHb
Kinunnamunua** 20-40 mr/kr/cyT 1,8-2,4r BHyTpb 3-4
(MIpOTHBOMOKA3aH  JETsM 40mr/Kr/CyT 1,8-2,7r B/B 3-4
o 3 Jer)
JloKCUITMKITHH™ * JleTstm ¢ Maccolt Tena 1 nenp-200 Mmr  |BHYTpB 1-2
(IpoTHUBOMIOKA3aH  AceTsAIMMEHee 45 KT B mepBbiii  |3aTeM 100 MT oguH
o 8 neT) IneHs edenus 4 pa3 B CyTKH
MT/KT/CYT, B
nocieayonye JHu - 2-4
MT/KT/CYT.
/leTstm ¢ Maccoli Tena
Gonee
45 KT - KaK B3pOCIBIM
Turenukmua™** B Bospacte 8-11 ner - | HauanpHas no3a - |B/B B reuenne 30- 2
(poTHBOIIOKA3aH JeTsIM 2,4 MI/KI/CyT 200 mr, nanee 100 60 MuH.
no 8 set) MaKCHMaJbHas 1034 - MI
100 mr
Hozac 12 no 17 nmer
cocranysieT 100 mr.
UJTuae3ommmg** imo 12 ;et — 20-40 1200 mr Buytps, B/B 3 — 1o 12 ner, 2 -
(TabneTnpoBaHHBIC MT/KT/cyT (MAaKCHUMaTbHO crapmie 12
(bopMbl nipoTHrBoIOoKa3zanel600 Mr). Crapmie 12 ner
meTsM 10 12 jeT) - 1200 mr
Bankomuua™* 45 mr/kr/cyT 2-41p B/B 3-4
#BankoMuIuH** 4 Mr/Kkr/cyT (MakCUMyM 800 mMr WHransmmuoHHo 3-4
(bopmbI amst 200 mr) 4 paza B genb. K
WHBEKIINOHHOTO OTMEPEHHOH J103€
npuMeHeHns ) M00aBHTH XJI0pHIA
HaTpus 0,9% mo 4 miL.
TelkoIruIaHUH 1 mecsana - 10Mr/xr 800 mr B/s 1-2
(Makc. 400 mMT) BBOIATCS
3 1036l KaXxaele 12
HacoB (Harpy3ouHast
imo3a). [locnemyromue 24
uaca 10 Mr/kr (Makc.
400 mr)
OJTHOKPATHO/CYT.
Ledrapomuaa docammn**2 mec-2 roga 24 Mr/kr. 600 mMr B/B 2-3
(nporuBoniokazan  netssMOT 2-128 net 36 mr/kr,
o 2 mec) 12-18 ner 36 mr/kr. —
pasoBas no3a (Pa3oas
IM03a He JOJKHA
npesbiath 400 Mr)
TenaBanumH** nanueHTam crapme 18 10 mMr/kr B/B (ne menee 60 (1
et MHH. )
Ipumeuanus:

# - npumenenue 1eKAPCMEEHHO20 NPeNnapama GHe 3apecUCmMpUupO8aHHbIX 6 UHCHPYKYUU JIeKAPCMBEHHO20 Cpedcmed
HOKA3aHULL OCYWeCmEIsAemcsi NO PeueHuio 8pavedol Komuccuu, ¢ paspeuwenusi JIOKanbHo2o 2muiecko2o Komumemad
MeOUYUHCKOU Opeanu3ayuy (npu HAamyuu), ¢ YCio8uem HOONUCAHHO20 UHDOPMUPOBAHHO20 CO2TACUs pooumenel
(3akoHHO20 npedcmasumens) u pebenka @ éospacme cmapuie 15 nem.
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! -165,115,116,121,122,123,136,137].

Onuodemuonocuueckue ucciredoganus OdemoHcmpupyiom, umo MRSA accoyuupyemcsa co
CHUICEHHOUL 1€204HOU (yHKYUell, OOonbuLell NOMPeOHOCHbIO 8 MEOUKAMEHMO3HOU mepanuu u Xyouiel
gvlorcueaemocmoio. [na spaouxayuu 6036youmens UCHOIb3YIOM OOCMAMOYHO ACPECCUBHbIE CXeMbl
Jleyenus.

3.1.3.4 AuTn6aKkTepuaIbHas Tepanus NPU BbIABJICHUH B MOKPOTe/OpOHXHATBHOM CeKpeTe
P.aeruginosa

e  PexomeHayercs OJHOBpEMEHHOE Ha3Haue€HHE 2—3 MPOTUBOMUKPOOHBIX IpEnapaTroB U3
pasHBIX TPYII, 4YTO TMPEAOTBpAIlaeT pa3BUTHE YcToWuMBOCTH P.aeruginosa u crmocoOCTByeT
IOCTHKEHHIO ~ MaKCHMalbHOrO  KiaMHHYeckoro  addekra  (dpamukanuu  P.  aeruginosa)
[2,4,15,111,112,113].

YYP-C,¥aA1-5).
KomMmenTapuu: Haubonee uacmo npumensom KOMOUHAYUU AMUHOSIUKO3UOO08 C yeparocnopuHamu
3—4 noxonenuss (mabn.13). ILlenecoobpaszno nepuoouuecku MeHsmb KOMOUHAYUU AHMUOUOMUKOS,
aghghexmusnvix 6 omuowenuu cumecHotinHou nanrouku. Crnedyem NOMHUMb, UMO J1AOOPAMOpPHOE
onpeoeneHue Yy8CMEUMENTbHOCMU MUKPOOP2AHUBMA K AHMUOUOMUKAM He 6ce20d MNOJHOCIbIO
coenadaem ¢ KIUHUYECKUM OMBEMOM HA NPOBOOUMYIO MePanuio

B msaxcenvix cnyuaax, npu HecmaOUNbHOM COCMOSAHUU, OONYCKAEMCs HenpepuleHoe
npumenenue npenapama [139].

Pewenue o nasnauenuu nezapecucmpuposannvix RpPenapamos no HCUZHEHHbIM NOKA3AHUAM
NPUHUMAEMC  KOHCUTUYMOM — (hedepanbHOl — MeOUYUHCKOL — OpeaHusayuu, 6603 Npenapama
ocywecmensaemecs 8 COOMBemcmeuu ¢ 3aKOHOOAmenbHOU 60a30u 01 obecneyeHus NayueHmos
He3ape2ucmpuposanHviMu 6 P@ nexkapcmeeHHbiMU npenapamamiu no HCUSHEHHbIM NOKA3AHUAM
(ITpuxaz Munucmepcmesa 30pasooxpanenus u coyuanbho2o passumus Poccuiickoii @edepayuu «O
nopsioKe NpUMeHeHUs J1eKaAPCMEEHHbIX CPeOCm8 Y NAYUeHmMOo8 N0 IHCUSHEHHbIM NOKA3AHUiM» om 9

aszycma 2005 2. Ne 494).

Tabauna 13. AHTHOMOTUKH, TPUMEHSIEMBIE Y TAIIMEHTOB ¢ MYKOBUCIIMI030M, IIPH BHICEBE U3
MOKpPOTBI/OpOHXUANBHOTO cekpera P. aeruginosa.

AHTHOMOTHK Cytounas g03a 1Js1/CyTouHble 103bI Cnoco0 BBeaeHusi KpaTHocTh
meTeii 1J151 B3POCJIbIX BBeEIeHUS

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

[erTamuuy ™ * 10 mr/xr 10 mr/xr B/B 1

ToGpamMurua”

[{umpodokcarua™* #<1 mec. 30 mr/kr; (1,5-2,25T BayTps 2

(mpoTtuBOmOKa3aH feTsM ¢ | >1 mec. 40 Mr/kr

MYKOBHCIIHJ030M 0 5 (750 mr - makc.)

ner) 10 mr/xr 800 mMr B/B 2
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#JleBodnokcanun ** 1620 mr/kr 500-1000 mr/cytr | BHyTpB 1-2

(mpotuBonokaszas 1o 18 (1620 mr/kr 1000 mr B/B 2
neT)

Lleprasuaum 150 — 250 mr/kr 6-9 T B/B 2-3
Lepenum™** 100-150 mr/kr 4-6 T B/B 2-3

(IpOTHBOIIOKA3aH JIETAM
Mo 2 MecC. )KH3HH)

Ledenmum+cynpoakTam ¢ 2 mecsies - 50-80 4 r B/B 2-3
(IPOTUBOMIOKA3aH JETSAM  MT/KT
10 2 MecC. JKU3HN)

[edrazuaum + aBuOakTaMm 1o 18 et He 6000/1500 mT B/B 3
** [IPUMEHSETCS

[MunepanummuH+ 270-360 Mr/xr 1351 B/B 3-4
Tazobaktam

(TpOoTHBOTIOKA3aH JIETAM

o 2 yer)

Ledhonepazon/Cynsoakra |150-200 mr/xr 8T B/B 2
M**

IA3TpeoHaM 150-250 mr/xr 8T B/B 4

(TIpoTHBOMIOKA3aH 110
BO3pacTa 9 Mec.)

MMmunenem+ 50 — 100 mr/krmo  [2-4r B/B 3-4
[unacraTua** MMUTICHEMY
(TpOTHBOMOKA3aH JIETAM
10 3 Mec. )KH3HH)

Meponenem ~ 60-120 mr/kr 3-6T B/B 3
(TpOTHBOMOKA3aH JIETAM
10 3 Mec. )KH3HH)

Jlopunenem mo 18 e He 3000 mMr B/B 3
[IPUMEHSICTCS

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

(TIpOoTHBOTIOKA3aH JIETAM

1o 12 met)

IIpumeuanus:

#Ipumenenue nexapcmeenozo npenapama y demeti 6He 3apPe2UCPUPOSAHHBIX 6 UHCIMPYKYUL TEKAPCMECHHO20 CPeOCmEa
NOKA3AHULL OCYUWEeCmEIaemcs NO peueHuto epauedHoll Komuccuu, ¢ paspeuieHuss JIOKaibH020 3mu4ecko2o Komumema
MeOUYUHCKOU opeaHu3ayuyu (Mpu HAIUYUY) NPU HATUYUU NOONUCAHHO2O UHDOPMUPOBAHHO20 CO2NACUsl pooumenell
(3axonHO20 npedcmasumeins) u pebeHka @ sozpacme cmapuie 15 rem

THpu nanuuuu meouyuHcKUX nOKa3aHull (N0 HCUSHEHHbIM NOKA3AHUAM, GKIIOUAS. UHOUBUOYATLYIO HENEPEeHOCUMOCb, Odjlee
— MO JICUBHEHHbIM NOKA3AHUSAM) HO PEeUeHUur0 8payeOHOU KOMUCCUU OCYueCMmeIsiemcs HA3HAYEeHUe JeKapCmeeHHbLX
npenapamos He no MexcOyHapoOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHO8AHUI (Yacmb 15
cmamovu 37 @edepanvhozo 3axona om 21.11 2011 Ne 323-D3 «O6 ocnosax oxpamvi 300posbs epadxcoarn Poccutickoil
Dedepayuu» u nynkm 6 Ilopaoka HasHaueHus J1eKAPCMEEHHbIX Npenapamos, QOopm peyenmypHvix OIAHKO8 HA
JleKapcmeeHHvle npenapamsel, HOPAOKA OQOPMIEHUS YKA3AHHLIX ONAHKOS, UX Yyyema U XPAHeHUs, YMEEePHCOeHHO20
npukazom Munzopasa Poccuu om 14.01.2019 Nedn). Pewenue epauedOHOU Komuccuu ogopmasemcs npomoxKoiom u
BHOCUMCS 8 MEOUYUHCKYIO OOKYMEHMAayuro nayueHmd.

Pewenue o nasnavenuu He3ape2ucmpuposauHbix Npenapamos no HCUSHEHHLIM NOKA3AHUAM NPUHUMAEMCS KOHCUTUYMOM
GedepanbHoll MeOUYUHCKOT OP2AHU3AYUU, 8603 NPENaApama OCYUWeCMmBsemcs 6 COOMEEmCmeuU ¢ 3aKOHO0AMenNbHOU
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6a301l 0 obecneuenus NAYUeHmMo8 He3apecucmpuposanHsiMu 6 P® nexapcmeennvimu npenapamamiu no JHCU3HEHHbIM
nokasanuam (Ilpuxaz Munucmepcmea 30pagooxpanenus u coyuanvro2o paseumus Poccutickou @edepayuu «O nopsaoke
npUMeHeHUs 1eKapCMBEHHbIX CPedCma Y OOIbHbIX NO HCUHEeHHbIM nokazanuamy om 9 ageycma 2005 2. Ne 494).

. Pexkomenayercsi mpoBeneHue MpOoPUIAKTUYECKUX KYpCOB aHTHOAKTEpUAIbHOW Tepamuu IMpu
XPOHUYECKOH KOJIOHM3AIMM HIDKHHX JbIXaTeJdbHBIX myTed P. aeruginosa, mis yBeauueHHs
POIOJDKUTEILHOCTH XKU3HH narrenTos [2,65,116,137,138].

(YYP-C, YA -5).

KommeHnTapuii:  credyem  nomHums,  4mo  npogedeHue  NpOPUIAKMUYECKUX  KYPCO8
AHMUOAKMEPUAIbHOU Mmepanuy NPaKmuidecku He CKA3bl8aemcs HA YCMOUYUBOCMU UWMAMMO8
MUKPOOP2AHUIMOB MOTbKO NPU CBOEBPEMEHHOU CMEHEe NPUMEHAEMbIX NPEnapamos.

Ilpu yacmeix 0060CMpeHUAX UHPDEKYUOHHO-BOCNATUMENBHO2O Npoyeccd 8 OPOHXONE20UHOU
cucmeme ciedyem y8eiuyueams npoooINCUMENIbHOCMb KYPCO8 aHmubakxmepuaivHol mepanuu 0o 3
Hedenb u 6onee, UCNONb306AMb GHYMPUBECHHLLL CNOCob 66edenusi u lunu cokpawamos uHmepeaiv
MeHCOy Kypcamu ulunu MeHCoy Kypcamu NPUMEHAMb yunpogprokcayun™*
[1,4,31,111,114,116,140,141]. V Oemeti mradwe 5 nem HA3HAYAMb NO peUleHuro 6paiebHO20
KOHCUTUYMA.

Crparerusi anTuouorukorepanuu P. aeruginosa ungexunu npu MB
Jpagukamus Pseudomonas aeruginosa npu nepBUuYHOM BbICEBe

o [Ipu oTcyTcTBMM Yy MalMEHTa KIMHUYECKH 3HAYMMBIX PECIUPATOPHBIX CUMIOTOMOB, MpH
MUHUMAQIBHBIX ~ CTPYKTYPHBIX  W3MEHEHHUSX B JETKUX W TPU  YCIOBUU  MPOBEICHUS
0aKTEepHOIOTUYECKOT0 MOHUTOPHHTA HE pexke 4-X pa3 B TOJ pEKOMEHAYETCS TPOBEACHNE OJJHOTO U3 2-
X PSKUMOB aHTHOAKTEPHATbHOM Tepamuu C IeIbl0 dpaaukaimu P. aeruginosa ajist yBequueHHs
MPOJOIKUTENFHOCTA JKU3HU M TPOMUIAKTUKU CHIDKEHHUS (DYHKIMU JIETKHX JUIs BCEX BO3PAacTOB
nanuenros [10, 11, 31]:
- HMHranauuu TobpamuuuHa** B Buae pactBopa 300 mr x 2 pa3a B J€Hb WIM B BUJAE Kamcynl C
MOPOLIKOM JJIsi MHTATAIMH (00€e JleKapcTBeHHBbIe (OPMBI TPOTUBOIIOKAa3aHb!l uId aAereil 1o 6 net) 112
MI X 2 pasa B JeHb B TeueHue 28 mmeit [1,2,4,15,111,112,113] (YYP — A, Y — 2), Bo3MOXKHa
KOMOMHAIHS c uunpodaokcaHOM** (Tabm.13) B TEUYEeHHE 3 -X HeZenb
[1,2,15,65,111,112,113,116,138].
(YYP-A, YA -2).

W
- KOMOHMHAIMS HMHTAISAIMOHHOTO Konmctumerata Hatpus™*  (Imuma. EJ] X 2 pasa B AeHb y jaereit
mramie 8-10 jer, 2 M. EJT x 2 pasa B nens y maiueHToB 8-10 jer u crapiie) (s gereit muaamie 6

JIeT Ha3Ha4aTh M0 PEICHUI0 BpauyeOHOro KoHcuianyma) [116] B TeueHne 3-X MecsIeB B COUYETAHUU C
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numnpodokcarmHoM™** (tab.13) per 0s u3 pacuera 30-40 Mr/kr/cyTku B ABa npuéMa B TEUCHHE OT 3
HEeJIelb J10 3-X MECSIeB B 3aBUCMMOCTH OT Bo3pacta [2,15,116,138].
(YYP-C, Y11 -5).
Kommenrapumn: 6 nacmosiwyee epems 6OezonacHocmv U 3QHeKmusHOCmMb  UHSATSAYUOHHO2O
mobpamuyuna™* dokazana y oemeti ¢ 6 mecsunoz2o éospacma [142].
B cnyuae ucnonvzosanusi uHeAnAYUOHHO20 AHMUOUOMUKA 6Nepeble, Nepeas UHANAYUS OO0NHCHA
npo8ooUmbCs nod 8payeduvim Habmooenuem. Ilpu nanuuuu serenutl 6ponxocnasma 3a 10-15 munym
00 UHeanAYUU Cledyem UCNOIb308AMb OPOHXOIUMUKU.
Yepes 7 — 14 Ouetl nocie oKoHuaHUsl Kypca aHmMuOAKmepuaibHou mepanuu HeobXooumo nposecmu
bakmepuonocuueckoe Ucciedo8anue Mokpomol (21y60ko2o opoghapuneeansnoco maska [116]) ons
oyeHKu 2¢hghexmusrocmu apaduxayuonHou mepanuu [2].
YV cmabunvueix nayuenmos ¢ Oonee msadncénvim - 3a001esanuem  AE2KUX  (MpU  HATUYUU
chopmuposasuiuxcs OPOHX0IKMA308, AMENEKMA3axX, HUSKUMU QYHKYUOHAILHBIMU NOKA3AMENAMU), 8
omcymemeuu 00IHCHO20 6AKMeEPUOIOSUYeCK020 KOHMPOos (pedce, yem 1 paz 6 3 mecaya) 603MOHCHO
uHUYyuuUpyrowee OnumenbHoe npuMeHeHue UHeAIAYUll MmoopamMuyuHa 6 HenpepvleHom pexcume 0o 3-6
mecayes (no pewenuro neyaweo epaya) [116]. Boszmooicno dobasnenue k mepanuu nepopaibHo20
yunpoghnokcayuna 6 meuenue 3-4 neoenw [2].
. [lpy HAMMYMK KIMHUYECKH 3HAYMMBIX PECHUPATOPHBIX CHMIITOMOB, MPU3HAKOB OOOCTPEHHUSI
OpOHXOJIETOYHOTO TPOIlecCa, Y HEKOMIUIACHTHIX IMallMeHTOB PEKOMEHIOBAaH JIBYXHEIENbHBIN Kypc
BHYTPUMBEHHOI KOMOMHMPOBAHHOM ([Ba IperapaTa) aHTUCUHETHOMHOW Tepanuu C eJIbI0 3paJuKain
BO30yauTens [65,116,138,141].
YYP-C, YII-5).
Kommenrapumn: npeonoumenue omoaémcsa rkombunayuu yegpmazuouma™* c amunoiuKo3uoamu
(mobpamuyun™* uru amuxayun™*). B cryuae couemanus P. aeruginosa co S. aureus pexomenoyemcs
KOMOUHayust meponenema™* ¢ moopamyunom™* unu amuxayurnom™* (maén. 13) [65].
Konmponw s¢pgpexmuernocmu maxaice nokasawn uepes 7-14 oneil nocie oKOHUaHUs mepanuu.
HNuTepMuTTHpyOmAas U XpoHndyeckass mHpexnun P. aeruginosa
Ilpu unmepmummupyoweu ungexyuu P. aeruginosa 6ozmoocHocms canayuu MOKpOmbl

nayuenmog ¢ MB 3HauumenvHO 6blule, YeM NpuU XPOHUYECKol. B mHoconemnux uccredosanusx
NOKA3AHO, 4MO AaKMUGHAsA AHMUMUKPOOHASA mepanus no360Jsaem npedynpeoums Uil Omcpoyumbs
pazeumue xponuueckoui P. aeruginosa ungexyuu 6onee uem y 80% nayuenmos ¢ MB.

e PexomenmoBano, ecnu  dpamukanmus  P.aeruginosa  mocine  TPOBEACHHOTO  Kypca
AHTUOMOTHKOTEPANTUU y TAalMeHTa ¢ MYKOBHCIMJIO30M HE IMPOW3OIDIa W Yy TAIMeHTa pPa3BHIIACH

XPOHUYECKAs] CHHETHOWHAas WHQEKIHs, Ha3HAYCHHE WHTASIITUOHHOW MPOTHBOCHHETHOWHOW TEparmuu
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(ToOpamuruH™* (KarncyJsbl ¢ MOPOIIKOM JJISI MHTAJISIIUNA, paCTBOP ISl MHTAISAIMN ) I KOJIMCTUMETAT
Hatpus (pacTBop Juis UHrassmii)) (tadn. 14) [265].

YYP-C, Y1 -5).

KommenTapum: nosgonsiem ymeHvbuumes puck passumus 000cmpeHuil 6POHX01e204H020 npoyeccd,
CMEneHb  GbIPANCEHHOCMU — PeCNUpPAMOPHLIX — NPOAGIEHUN,  COKPAMumv — YUCIO  KYPCO8
Mabiemupo8aHHol Ul 6HYMPUBEHHOU AHMUOAKMEPUATbHOU Mepny U  YIyYuums HoKasamenu
@yukyuu enewnezo ovixanus [2,65].

Tabauna 14. Cxema aHTHOAKTEPHATBHOM TEPAITUU IIPH XPOHUYECKOW CHHETHOMHON MH(EKIIHI

[2,15,141].

Wuransiuun Tobpamunmna** B pactBope ans uaramsinuii 300 mr wmu ToOpamuiimaa™* B karcymnax ¢
MOPOIIKOM Ui UHTansAuui - 112 mr (4 karcyinbl) 1BaXAbl B CYyTKM HHTEPMUTTUPYIOLIMMU KypcaMu 28
IHel npuema, 28 nHel nepepsiB, Bcero 6 KypcoB B rojl (06e jgekapcTBeHHbIE (hOPMBI
IIPOTHBOIIOKA3aHbI IETSM JI0 6 JIeT)

HJIN

pactBop i mHramsanuii Kommcrumerar Hatpus** 1-4 mun. EJ1/24 4Wac mOCTOSIHHO WM JIpYTOM
AHTUOMOTHK B MHTAJSALMIX IOCTOSHHO BCEM JETSM C XPOHUYECKOM KOJIOHHM3alMeld CUHErHOMHOMN
NaJIOYKH (IIPOTUBOINOKA3aH JAETAM 110 6 JIeT)

VY manueHToB ¢ MPOTPECCUPYIONIUM CHW)KCHHEM (YHKIIMH JICTKUX W 9acThIX OOOCTPEHHSX, a TAKKe
IpU HEAOCTATOYHOM d(PeKTe OT HMHralsIHOHHOW aHTHOAKTEPHUAILHON Teparuu OCHOBHOM pPexuM
Tepanuu BKIIOYAET: 2-X HEJENbHbIN KypC BHYTPUBEHHOW aHTUMUKPOOHOM Tepanuu Kaxkapie 3 Mecsiia

IIpenapamul o1 sHympugennozo gsedenusi: Toopamuma™* 10 Mr/kr wim Amukanua™* 20 mr/kr 1pa3
B AeHb win ToOpamurma™* 10-12 Mr/kr B IeHb (10 JOCTHKEHHS B CHIBOPOTKE KPOBU KOHIICHTPAIIMU
1-2mkr/mi) +Ledrazunum™** 150-200 mr/kr B nens B/Buimm + Meponenem™* 60-120mr/kr/244ac B/B
Wi + Jpyroil aHTUOMOTHMK, AKTUBHBIM IPOTHUB CHHETHOHHOM mnanouku. [Ipu KiIMHUYECKOM
HECTaOUJIbHOCTHU: YBEJIIMYEHUE MPOJOJIKUTENBHOCTH KYypCOB B/B aHTHOAKTepUaibHOW Tepamuu 10 3
He/l. u/unu COKpallleHHe UHTEPBAJIOB MEXITY Kypcamy, u/unu npuemM
[Munpodmokcanuua**/#O0daokcarmaa**  20-40Mr/kr/CyTkd  BHYTPb ~ MEXKIy  KypcamMud  B/B
aHTHOAKTepUAIbHOW Tepamuy, a TakXke He MpepblBHAS MHTAISLMOHHAs aHTUOAKTepHaIbHAs Tepanus
kypcamu  TobOpamuuuua** u  Komuctumerara HaTpus** (obOe  nekapcTBeHHbIE  (OpPMBI
MIPOTUBOIOKA3aHbI JIETSIM JI0 6 JIeT)

IIpumeuanue:

# IpUMEHEHHE y eTel JeKapCTBEHHOTO Mpenapara BHE 3aperuCTPUPOBAaHHBIX B MHCTPYKIIMH JIGKAPCTBEHHOTO CPEACTBa
MIOKAa3aHUH OCYIIECTBJIAETCS IO PEIICHHI0 BpadyeOHOW KOMHCCHH, C paspemieHus JIOKadbHOTO 3THYECKOTO KOMHUTETa
MEIUIMHCKON opraHu3anuu (MpH HAJIWYMH), C YCJIOBHEM IIOJINHCAHHOTO HH(MOPMHUPOBAHHOTO COTJIACHS POJHUTEINICH
(3aKOHHOTO TIpeJICTaBUTENs) U pebeHKa B Bo3pacTe cTapiue 15 er;

ToOpamuimH (pacTBop AJIs MHrasuui), ToOpaMuLuH (Karncymsl ¢ MOPOLIKOM Uil HHramnsui), Koauctumerar HaTpus
(pacTBOp U1l HHTAISAIMI) -IPOTUBOIIOKA3aHbI JETSAM JI0 6 JIeT);

Oduokcaruu — npoTuBomoKazan aetsim (1o 18 ner);

IIporuBomnokazarns aist octansHbIX JIC — cM. Tabm.13.

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

OO0mme npaBu/jIa aHTUMUKPOOHOM Tepanuu:
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o Pexomennyercs npu wunbuimpoBanuu Burkholderia cepacia complex wememnennas
aHTHOAaKTepUallbHAs TEepaluus BCIEICTBHE €€ BBICOKOW BHpyientHoctH [1,2,65,116,137,138,143,144
].

(YYP-C, Y11 -5).

Kommenrapmii: unguyuposanue Burkholderia cepacia complex docmosepro yxyowaem knunuueckoe
cocmosiHue nayuenma u npoenos. Ecmb omoenvhvie coobwjenuss 06 ycnewHou dpaoukayuu
nexomopwuix uzonsmos Burkholderia cepacia complex ¢ npumenenuem panneii acpeccusnoil
anmubaxmepuanrbHol mepanuu 00 Gopmuposanus Xponudeckou uHgpexyuu. [lpu smom credyem
yuecmo, umo 0okazamenvHas 6a3a 6 OMHOWEeHUU mepanuu OAHHOU UHpeKyuu 6 Hacmosujee epems
nesenuxa. Ilpenapamot, npumensiemvle npu 0aHHOU uHpexyuu npeocmasienvl 6 mabauye 16.

e PexoMeH0oBaHO JJIsl Tepanuy MalKueHTa ¢ MyKOBUCIMI030M ¢ BbiceBoM Burkholderia cepacia
complex, kak mpu MEPBUYHOM BBICEBE, TaK M VIS JICYSHUS 00OCTPEHUST OPOHXOJIETOYHOTO IMpoIecca
OTJaBaTh MPEINOYTEHUE KOMOMHAIMK W3 TPEX mpemnapaToB (Kak Ooiee 3PPEKTUBHOI), KypcoM OT 3
Henennb U Ooiee, a TakKe KOMOMHHUPOBATh BHYTPHBEHHBIM M MHTAISIMOHHBIA W/WIK TIEPOPATbHBIN
yTh BBEJCHUS aHTHOAKTepHaIbHBIX Mpenaparos [116,137,145].

(YYP-C, VA - 5).

Kommenrapuu:  Haubonvwyro  akmuenocms — IN VItro  coxpausiom  [lepmazuoum™*,
#llunepayunnun+Tazobaxmanm, Meponenem™*, HUmunenem™*,
#Cynoghamemoxcazon+Tpumemonpum™**  u  #Tempayuxnunol. B kaunuueckux uccire0o8anusix

Haubonee >¢ppexmuenvr Meponenem™*, #Tobpamuyun™*, #Cynvpamemorcazon+Tpumemonpum™*,
#llunepayunun+Tazobaxmam, #/Joxcuyukiun™* u #lledpmazuoum™* (mabn.15). /[na onmumusayuu
ucxooos «cepacia syndromey pexomendyemcsi 00s3amenvbHOe GKIIOUEHUE 6 CXeM)y JledeHus
#Cynvpamemoxcazon+Tpumemonpuma**. Dppexmueno npumenenue mpéxKOMNOHEHMHOU CXeMbl
gHympuseHHo2o 6sedenus Meponenema™*, Toopamuyuna** c [lepmazuoumom™* 6 meuenue 2 -x
nedenwv u bonee (maon.15) **[1,2,116,137,147].
o Odggexmusna onumenvuas, om 3 0o 12 Hederb, mepanus NepopaIbHLIMU NPEnapamamu
#Cynvpamemoxcaszonom+Tpumemonpumom™** u/unu #okcuyuxknunom™** u /unu
#Xnopamgenuxonom™* (na ¢one emympusennol mepanuu unu nocie Hee) (mabn. 15). Ilpu
xponuueckou unghexyuu Burkholderia cepacia complex pexomenoyemces npuem mabremuposanmvix
Gopm #Cynvpamemoxcazona+Tpumemonpuma™* (mabn.15) [1,2,116,137].
o bBomvwuncmeo muxpoopeanusmos  Burkholderia cepacia complex oemoncmpupyrom
PE3UCMEHMHOCMb K AGHMUNCEBOOMOHAOHbIM — AHMUOUOMUKAM, — 6KIIOYAS — NPUPOOHYIO

pesucmenmuocms  k  Konucmumemamy wuampusa** (npomugonokazan oemsam 0o 6 jnem) u
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amuHo2nukozuoam. B mo oice 8pems, naxoniena urngopmayus 06 s¢hghexmusHocmu npumMeHeHus

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

® B psaoe cnyyaes npu Kpaiime msdiceioM medeHuu 0Oone3Hu (mepanus cenayusi-CUuHopoma)
O00NyCmMuMo codemanue O08YX [-1aKMAMHbLIX AHMUOUOMUKOS (6HYMPUBEHHO+EHYMPUBEHHO U
BHYMPUBEHHO T UHEANAYUOHHO) U NPUMEHEHUS. C8EPXBLICOKUX 003 AHMUOUOMUKO8 (N0 peueHuo
KOHCUIUYMAa Uiy 8pavebHou komuccuu). Mmeemcs noioxicumenvuviil Onvim npuMeHenus mpex [3-

JAKMAaMHbIX aHmu6u0muK06, eKmOuas  08a Kap6aneHema. l[efzecoo6pa3Ha pomayus U

Hapawuearnue 003 aHmu6al<mepuaﬂbelx npenapamoe 0o cma6uﬂu3auuu KIUHUKO-

penmeenonocuueckoll u rabopamopnou kapmunwl [1,2,116,145,147].

e Jlna perelr crapmie 12 €T M B3pOCHBIX PEKOMEHIOBAHO HHIAISIUOHHOE IPUMEHEHUE

#Tobpamunmua** (B BuZe pacTBOpa WU B BHJIE KAlCyJ C MOPOILIKOM JJI MHTANSIINIA), a TakkKe
#Meponenema** u #lledrazuauma**, npenHa3HAYCHHBIX JJIsI BHYTPUBEHHOT'O HCIIOJIB30BAHUS

(Tabm.15). BO3MOXXHO HHTAISIIMOHHOE TPUMEHCHHE #THAM(CHUKOJIA TIUIMHATA alleTHIIIACTHHATA

(Tabm.15), BBHIOOP HHTAIAIMOHHOTO AHTHOMOTHMKA B  3aBUCUMOCTH OT  KJIMHHYECKOU

3(1)(1)CKTI/IBHOCTI/I, INEPEHOCUMOCTU W  PE3yJIbTaT UYYBCTBUTCIBHOCTH B IIOCEBC MOKPOTHL

[2,65,115,116,137].
(YYP - C, VI - 5).

Kommenrapmii: 06 spaouxayuu Burkholderia cepacia complex moowcno cyoume monvko uepes 200

nocie nocieoHe20 NOA0ACUMENbHO20 pesyibmanma noceea npu  yciosuu, KaAK MUHUMYM, mpex

ompuyamelbHvlx 6al<mepu0fzoeuwecxux aAHalu306 MOKpombl.

nonodxcumenshHblMu - pezyibmamamu  noceéoé na Burkholderia cepacia complex,

ROIUMUKA CMPOCAUULIE20 UHDEKYUOHHO20 KOHMPOIS U cueueHuueckux mep [2].

B omnowenuu nayuenmoe ¢

npoBOOUMCsL

Tab6auna 15. AHTUOMOTHKH, NMPUMEHSEMblE Y MAIMEHTOB C MYKOBUCIUI030M, MPH 3paTUKALUU U

Tepanuu HHOEKIHH, BbI3BaHHOM Burkholderia cepacia complex [2,65,115,116,137]

AHTHOMOTHK CyTounas 103a Cyrounast Cnoco0 KpatHocTh
I fAereit J03a st BBeJleHHsl | BBeJAeHHUS/CYT
B3POCJIBIX
Lledrazuanm/aBubakram He paspernien 6r (10 nedprazunumy) B/B 3
#lledrazunum ** (hopma as B Bo3pacte 10 2 2r Wuransiuu 2
WHBEKITMOHHOTO TPUMEHEHUS) Mec: 25— 50
MI/KT/CYT, cTapuie 2
mec — 50-100
MI/KT/CYyT
#lledrasumam”™ 300 mr/kr 9r B/B 3
(12r npu cemanus-
CHHIPOME)
Mepormenem™* 120 mr/kr 6,0r B/B 3
(IPOTHBOIOKA3aH AETSIM 10 3 Mec. (9,0 r npm cenanusi-
PKU3HH) CUHIpOME)
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#JlopuneHem He paszpermien 1,5-3,0 (4,5t pu B/B 3
Ceranus-CHHAPOME)

#lTunepamninatTaso0akTam 400-500 mr/kr 13,5 B/B 3
(IPOTHBOMOKA3aH AETSIM 10 3 Mec.

PKV3HH )

#A3TpeoHam 150-250mr 8 B/B 3
(IpOTHBOMOKA3aH AETsIM 10 9 mec.

PKU3HH)

#Cynbhameroxcazon+Tpumeronpu 20 mr/kr (1o 2880Mr B/B u 3
M** (cycnieH3us 715 IepopabHOTO [TPUMETOIIPHMY ) BHYTPb

MPUMEHEHUS - TPOTHUBOIIOKA3aHa
IeTsIM 110 6 HeJl, MHBEKIMOHHAS
(hopma - TPOTHBOIIOKA3aHHE 110 3

et —)

#MuHouukuH (mpoTuBonokaszad  |[locne 8 net: 200mr BayTtps 1-2
meTsM 10 8 J1eT) 2-3MI/KT

Lumpodaokcanua™** <1 mec. 30 mr/kr;  [1,5-2,25T BayTpb 2

(MpoTHBOIOKAa3aH AeTsAM 10 5 et ¢ | >1 mec. 40 mMr/kr
MB u BeiceBoM P.aeruginosa, mo (750 mr - maxc.)
OCTaIIbHBIM MOKasaHusaM - 10 18 [[8,9]

ITeT, ) 10 mr/kr 800 mr B/B 2
#JleBodnokcanun ** 16—20 mr/kr 500-1000 mr/cyT BHyTpb 1-2
1620 mr/kr 1000 B/B 2
Jlokcummkmua** [letsim ¢ maccoit 1 menp-200 mr 3ateM |BHYTpB 1-2
(mpoTHuBOMNOKa3aH JeTsM 110 8 neT) (rera MeHee 45 kr B {100 mr onuH pas B
[IEpPBBII IEHb CYTKU

iteueHus 4 MI/Kr, B
[TOCJICAYIOLIUE THU

- 2-4 MI/KT.

JleTssm ¢ maccoi

Tenma Oonee

45 KT - Kak

B3pOCITBIM
#Xmopampenukor** 50-100 mr/kT 2—4r Buytps, B/B 3-4
(TabeTKH MPOTUBOIOKA3aHbI JCTSIM
o 3 neT uim ¢ maccoi Tena <20kr)
#Tuamdernkoa rUIuHAT 500-1000 mr 1000Mr Wuraxsauuu |2
QIS THIIIICTCHHAT
Ilpumeuanus:

Ipu nanuuuu meouyuHckux nOKA3anHull (N0 HCUSHEHHbIM NOKA3AHUAM, 8KII0YAS UHOUBUOYANbHYIO HENepeHOCUMOCTb, 0dJlee
— N0 JHCUSHEHHbIM NOKA3AHUAM) NO peueHuio 6pavyeOHoOl KOMUCCUU OCYWemBIsaemcs HA3HaAYeHUue JNeKapCmEeHHbIX
npenapamos He no MexcOyHapoOHOMY HeNAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP208OMY HAUMEHO8AHUI (Yacmb 15
cmamvu 37 Dedepanvroeo saxona om 21.11 2011 Ne 323-D3 «O6 ocnosax oxpaHul 300po6vs epadcoan Poccuiickoii
@edepayuuy u nynkm 6 [lopsoka HasHaueHus J1eKAPCMEEHHBIX Npenapamos, Qopm peyenmypHvix OJIAHKO8 HA
JIeKapCmeeHHble Npenapamol, HOPsaOKA O@OPMIeHUsT YKA3AHHLIX ONAHKOS8, UX YYyemda U XPAHEHUs, YMEePICOeHHO20
npuxasom Munzopasa Poccuu om 14.01.2019 Nedn). Pewenue epauebHOU Komuccuu ogopmasemcsi npomoKoiom U
BHOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUI0 NayueHma.

#IIpumenenue nekapcmeenno20 npenapama 6He 3apeUCMPUPOSAHHbIX 6 UHCMPYKYUU 1eKapPCMEEHHO20 CPedcmea
NOKA3AHULL NPOU3BOOUMCSA NO peuleHUuro 8pavebHol Komuccuu ¢ paspeuienus JIokanbHo2o smuyecko2o Komumemd
MeOUYUHCKOU Opeanusayuu (npu HAIuyuu), ApU HAIUYUU HOONUCAHHOZ0 UHMOPMUPOBAHHO20 co2nacus pooumenel
(3axonnvix npedcmasumeneti) u pebenxa ¢ éospacme cmapuie 15 nem.
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3.1.3.6 AuTHOAaKTEepHAIbHASI TEPANUsI PH BbICEBE M3 OPOHXHAIBLHOTO cekpera Achromobacter

Spp.

OO0mme npaBu/Jia aHTUMHKPOOHOM Tepanum:
e [Ipu BeiceBe M3 OpoHxHManpHOrO cekpera Achromobacter Spp. pekoMeHIOBaHO NPHUMEHSThH

AHTUOAKTEPUATIBHYIO TEPAITHIO B COOTBETCTBHHU C UyBCTBUTEIBHOCTHIO MUKpOOpranu3ma (tabuia 16)
[1,2,65,115,116,150,151,153].

(YYP-C, Y11 -5).

Kommenrapun: Achromobacter spp. xapaxmepu3zyemcs Myabmupe3ucmeHmHoCmoio, CnocoOHOCIbIO
Gdopmuposamv duoguiLM, UMo 00BACHAEM HEYOauU AHMUOAKMEPUATbHOU IPAOUKAYUOHHOU mepanuu
MUKPOOP2AHUMA NPU XPOHUYECKOU UHDeKYUU.

IloemopHviti  evices  Achromobacter — spp.,  conpogoxcoarowulicss  yeeiuyeHuem  npooyKyuu
cneyugpuueckux Npeyunumupylowux aumumen, accoyuupyemcsi ¢ 0Oonee OblcmpbiM nadeHuem
NIE20UHOU  (DYHKYUU, CONOCMABUMBIM C MAKOBLIM NPU XPOHUUECKOU CUHESHOUHOU UuH@exyuu (K
3ab01e6anuto npedpacnoiazaenm UMMyHooepuyum).

Haubonee axmuenvimu aHmubaxmepuaibHoiMy npenapamamu O  6HYMPUBEHHO20 B8E0EeHUs.

* u #cynvghamemoxcason+ mpumemonpum™*,

AGNAOMCA NUNEPAYULTUH-MA300aKkmam, #meponenem™
Hyedpmasuoum™*, #Hyepenum™*, ona uweansayuii  -#xonucmumemam wuampus u Hyepmazuoum™*
((hopma Ons unvexkyuonno2o npumenerus) (maon.16) .

e PexomenmoBano mamuentam ¢ MB mpu mepBom BbiceBe Achromobacter spp. wiu npu
000CTpeHNH OPOHXOJIETOYHOTO Mpoliecca, cBsi3aHHOM ¢ Achromobacter spp. BHYTpUBEHHOE BBEICHUE
KOMOMHAIMM JIBYX aHTMOMOTHUKOB PA3JIMYHBIX KIAcCOB KypcoM 14-21 neHb C IeNbl0 3paguKaiiu
BO30OYIUTENS:

o 1 JINHUSA - #llunepaunmina+Tazobaktam/#Meponenem™*/

#Cynwshamerokcazon+Tpumeronpum™* (1ab1.16);

o 2 aunua —#ledtazuaum**, gMunonuknns, #Konucrumerat natpus™**, #Xnopambpenukon™*;
KoMOuMHUpoBaHHas Tepanus #MeponeHem™* u #llunpoduokcaunn** (JleBodmokcarun™*)
(Tabmn.16).

o AJbTepHaTuBHasi Tepanusi: #Meponenem** + #Munonukiun\#JleBodmokcaua**  +
#Xnopampenukon**+ #Komuctumerar Hatpus**(pactBop s uHransmmii) (ta6n.16)
[1,2,65,115,116,137,150,154].

YYP-C, YA -5).

e [locie ocHOBHOrO Kypca aHTHOAKTEpHUAIILHOW TEpamil PEKOMEHIOBAaHO Ha3HAYaTh

#KonuctumeraT HaTpus™**(pacTBop A MHTaJSIIMM) (IPOTHBOIIOKA3aH AETAM A0 6 Mmec.) Ha 3

Mecsia.  MokHO — ucmonb3oBaTh  #AMokcummuMH+TKnaBynaHoBas — kucimora*®  (wim
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#Cynbshamerokcazon+Tpumeronpum™*)

[1,2,65,115,116,137,150,151,152,153,154].

(YYP-C, YL - 5).

(Tabmn.16)

B TCUCHHC

1

MecsIa

e PekomeHZ0BaHO mpu XpoHudeckod wuH(pekuu Achromobacter spp. y naunuentoB ¢ MB

MIPUMEHSATD JUTUTEIBHO MHTAISIUY (HpopmMarus o mpenaparax — 1abi.16):

1-s1 mums: #Komuctumerara HaTpus™* (pacTBOP JJIs1 MHT QTSI )

2-s1 auHus: #Mepornenema™**

AnbrepnatuBHas tepanus: #lledrazumgum** u #ToOpamuuuH (pacTBOp Uil HMHTANSIUA WK

KarCyJIbl ¢ MTOPOIIKOM JIJIST MHT QIS ) **

3-a JuHuaA: [{nsg nedenus obocTpeHuii, 0OyCIOBICHHBIX Achromobacter spp., MCHOIB3YIOT

KOMOUWHALIUIO

NBYX

AHTUCUHETHOMHBIX

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

(YYP-C, VI -5).

AHTUOMOTUKOB

Pa3JIMYHbIX

KJIaCCOB

Ta6aunma 16. AHTUOMOTHKU, TMPUMEHSEMBIE Yy TMAIlMEHTOB C MYKOBHUCIIMI030M, IPH BBHICEBE W3

MOKpOTBI/OpoHXHaIbHOTrO cekpera Achromobacter spp.

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

AHTHOMOTHK Cyrounas n03a nas | Cyrounas Cnocod KpatHocTth
aeTei Jo3a nas BBeJl€HUS BBeJleHUs
B3POCJIBIX
#Amoxcunmwmua+KinaBynano | 60-90 mr/kr (pacuer | 1,521 Buytps 2-3
Basg KuUciora** 0 aMOKCUIIHIITHHY )
(mpoTuBOIIOKa3aH ACTAM JI0 2
JIeT) 90-120 Mr/kr 3,6-4,8 B/B 34
#lledpTazugum ** B Bo3pacte 10 2 mec: | 2T Nuransauun | 2
(dbopma 151 HHBEKITMOHHOTO 25 — 50 mr/kr/cyT,
MIPUMMEHEHUS ) crapmie 2 mec — 50—
100 mr/kr/cyT
#lledrazumum 300 Mr/kr 9-12r B/ 3
#Meponenem™™* 250 mr - 500 mr - Wuaramsauuu | 2
(popma 7151 UHBEKIIMOHHOTO
MIPUMEHEHUS )
#MepormeneM™* 120 Mr/kr 6T B/B 3
#llunepammna+Tazo0akram | 400 - 500 mr/kr 13,5 B/B 3
#Cynb(hamerokcazon+Tpumer | 20 mr/kr (1o 2880 Mr B/ u 3
onpum** TPUMETONIPUMY) BHYTDb
#Jlokcuumkaua™** Hetu ¢ maccoii Tena | 1 nenp-200 mr Baytps 1-2
110 45 KT B IEpBBIN 3atem 100 mr
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JICHb - 4 MI/KT, B OJIMH pa3 B

MOCJEYIONINE JIHU - | CYTKH

2-4 Mr/Kr.

JleTsiM ¢ Maccoit Tena

Oomee

45 Kr - KaK B3pOCJIBIM
#Xnopampenukor** 50-100 mr/kr 2—4r Buytps, B/B | 3-4
#Tuamdennkona rimuHaT 500 -1000 mr 1000 mr Wuransmuu | 2
AlCTHIUCTCHHAN
#Konuctumerar HaTpus** 2-4 mun EJT 2 —4 mmu EJT Wuransmun | 1
#lledonepazon + Cynpbakram | 150-200 mr/kr 8r B/ 2
#Wmunenem + unactatuu ** | 50-100 Mr/kr B geds | 2-4 T B/B 34

10 UMHUTICHEMY
#muneneM +{unacraTua™* 250 Mmr -500 mr - Nuransaoun | 2
#MUHOIMKINH Hetsm crapue 8 et | Cpenuss Brytps 2

HA3HAYAIOT B HayaJbHas 1034

HayanbHOU fo3e 4 npenapara st

MT/KT Macchl TeJia, B | B3pOCIBIX

JajgbHEHIIeM - 2 cocrannset 0,2

MI'/KTI' MacChl TeJIa I, B JaJbHEHIIIEM

Kaxkapele 124. - 0,1 r kaxbIe

124

#Toopamurua™* (pactBop mnst | 600 mMr 600 mr Wuaransmum | 2
WHT IS

(TIpoTHBOIIOKAa3aH JETAM JI0 6
MeC. )KM3HH)

Ipumeuanus:

Ipu nanuuuu MeOUYUHCKUX NOKA3AHUTL (MO HCUSHEHHBIM NOKA3AHUAM, BKII0YAS UHOUBUOYATILHYIO HENEePEeHOCUMOCHb, daiee
— NO JICUBHEHHbIM NOKA3AHUAM) NO PEUleHuio 6pavebHOl KOMUCCUU OCYWEMBIILemcs HA3HAYeHUe JIeKap CMEEHHbIX
npenapamos He no MexcOyHapoOHOMY HeNnanmeHmo8aHHOMY HAUMEHOBAHUIO, 4 NO MOP208OMY HAUMEHO8aHUIo (dacmb 15
cmamvu 37 Dedepanvroeo 3axona om 21.11 2011 Ne 323-D3 «O6 ocnosax oxpanvl 300po8us epadxcoan Poccuiickot
Dedepayuuy u nynkm 6 Ilopsadka HasHauweHusi NEKAPCMBEHHbIX NPEnapamos, @opm peyenmypuvix ONAHKOE HA
JleKapcmeeHHble npenapamvl, HOPsSOKA OQOpMIeHUs. VKA3AHHbIX ONAHKOS, UX Yyuemd U XPAHeHusi, YMEepICOeHHO20
npuxazom Munsopasea Poccuu om 14.01.2019 Nodn). Pewenue epauebnoil komuccuu 0OQOpMALemcsi NpomoKoiomM U
BHOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUI0 nayueHmd.

Ilpumenenue JnexapcmeeHno20 npenapama 6He 3apecUCMPUPOBAHHBIX 6 UHCMPYKYUU JeKaAPCMBEHHO20 Ccpedcmsd
NOKA3AHUTL NPOU3BOOUMCS NO PEUWEeHUI0 8payebHOl Komuccuu ¢ paspeuienus JIOKanbHo20 IMuveckozo Komumemd
MEOUYUHCKOU Op2anu3ayuu (Mpu HAIUYulU), NpU HATUNUU NOONUCAHHO2O0 UHMOPMUPOBAHHO20 CO2AACUS pOOumenel
(3aKoHHbBIX npedcmasumenell) u pebenka 6 éospacme cmapute 15 nem.

3.1.3.7 AuTnOaKkTepuajJbHas Tepanus MUKOOaAKTepuo3a

THopasicenue neekux, 6vizeaHHoe HemybOepkyiesuvimu muxkodoakmepusmu (HTMB), moocem
npeocmasiams Cepbe3nylo ONaAcHOCmb 014 300p08bs nayuenmos ¢ MB, ooumaxko na coepemenHom
amane OUACHOCMUKA U edeHue MUKobaKxmepuo3a e CmaHoapmusupo8aHbyl.

o PexoMeHyeTcss AMArHOCTHYECKHA 3HAYUMBIMH KPUTEPHSIMH MHKOOAKTEpPHO3a Yy MAIIMEHTOB C

MB cuutath: MOJOKHUTEIBHBIA Ma30K HAa HATHMYHUE KUCIOTOycTOHYMBBIX OakTepuii (KYDB) B Mmatepuane
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W3 AbIXarenbHbIX nyTel, Hanuuue pocta HTMbB wnn MBT Ha nuTaTenbHbIX cpenax, MOATBEPKICHUE
OJIHOT'O ¥ TOTO K€ BHJIa MUKOOAKTEpUH KaK MUHUMYM M3 JByX 00pa3lioB, HAIMYUE PE3YyIbTaTOB TECTA
nekapcTBeHHON wyBcTBUTenbHOCTH HTMB [155,156,157,158,159], (Ilpuka3 MunzapaBa PO ot
21.03.2003 Ne 109 «O coBepiIeHCTBOBaHMH IMPOTUBOTYOEPKYJE3HBIX MeponpusaTuii B Poccuiickoit
Oenepauuny». (IIpunoxenue 11) MucTpykius mo yHuGUIUPOBAHHBIM METOAAM MUKPOOHOIOTHYECKHIX
MCCIICIOBAaHHH MTPH BBISIBICHUH, JUATHOCTUKH U JICYEHUH TyOepKyesa).

YYP-C, Y1 -5).

e [Ipu BBIOOpe anTHOMOTHKOB miisa Tepanuu uHbekuun HTMb y manuentoB ¢ MB pexoMeHnmoBaHo
OPUEHTHPOBATHCS HAa TECT Ha JIEKAPCTBEHHYIO UYBCTBUTEIBHOCTH C LEIbI  IOBBIIICHUS
s dexruBHOCTH Tepanuu [157,158].

YYP-C, Y1 -5).

Kommenrtapuu: Cxemwr neuenus HTMB na ocnose Coenacoganmvix pekomeHOayuu Amepuxanckozo
¢onoa kucmosnoeo ubposa (myxosucyuoosa) u Esponetickoco obwecmea Kucmo3no2o ubposa no
JleYeHUI0 MUKOOAKmepuo3sa y Nayuenmos ¢ KUCMOo3HbIM Guopo3om.

Peoswcumor npuema anmudbuomuxoe npu ungexyuu HTMB npeocmasnenvt 6 Tabauye 17, a 3navumvie
nobounvle a¢hghexmoi/a6nenus mokcuyHocmu onucanvl 6 Tadbruye 18.

Cnedyem yuecms, umo mecm Ha niekapcmeenHyro uyecmsumenvnocmos HTME ne ececoa koppenupyem
¢ mepanesmuyeckoll 3QGexkmusHocmolo npenapama.

o PexomennoBano kputepuem 3¢pdexkruBHoro neuenuss HTMb y namuentoB ¢ MB cuurath
OTCYTCTBHE POCTa MUKOOAKTEpHI Ha MUTATENIbHBIX CpellaXx He MEHEee YeM B TpeX IOC]e0BaTEIbHO
B3SATHIX O0Opas3iax JUarHOCTHYeCKoro Marepuana (mokpora) [155,156,157,158,159], (Ilpukas
Munsapaa P® ot 21.03.2003 Ne 109 «O coOBepLIEHCTBOBAaHMM HPOTUBOTYOEPKYIE3HBIX
meponpusthii B Poccuiickoit ®enepanun» (IIpunoxenue 11), MHCTpyKIMsa 10 YHUDHUIMPOBAHHBIM
METOJIaM MHUKpPOOHOJIOTUYECKUX MCCIEAOBAHUN TMpPU BBIABIECHUHU, JWAarHOCTUKU U JICYEHUU
TyOepKyJesa).

YYP-C, Y1 -5).

3.1.3.7.1 AuTu6aKTepuaIbHas Tepanus MUKOOaKTepno3a, BbI3BaHHOro M. abscessus

Vuumeieas neoocmamox OaHHbIX KIUHUYECKUX UCCAEO08AHUL, Cywecmeyem 0oabuioe pazHoobpasue
HazHauaemvlx pedxcumos mepanuu. Obwumu credyem cuumams Cieoyowue Ccoelaco8anHble
pekomenoayuu no anmubuomuxkomepanuu nayuenmos ¢ MB npu M. abscessus [157,158]:
° PexomennoBano mammentam ¢ MB wu HTBM npoBoaute nByxdaszHoe nedeHue
MUKOOAKTepro3a, BBI3BAHHOTO mpencTaButeasiMu M. abscessus complex — ¢a3za WHTEHCHBHOTO
JICUCHUs JTOJDKHA CMEHAThCS (Pa3od MOICPIKUBAIONICTO JICUCHHS C IEJIbI0 dPaJUKaAIlMA JAHHOTO
B0o30yauTens [157,158].
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(YYP - C, YIUI - 5).

Kommenrapuu: Vxazannvie 6 mabauyax u cxemax anHumubakmepuaibHvle npenapamvl ¢ PD ne
umetom noxazanus HTMDB, no smo nokazanue YKA3aHO 80 6cCeX 6 3apyOedtCHbIX KIUHUYECKUX
pexomenoayusx no MB [157,158].

- uMmeHcueHas (hasza O0NJHCHA BKIIOUAMb  eHCeOHEBHbI NePOPalbHblll  Npuem MaxKpoauoa
(npeonoumumenvro #Hasumpomuyuna**) 6 cowemanuu c¢ Hamuxayunom™* eHympueenno Ha
npomsidcenuu  3-12 nedenvb, a makdce 00HO20 UMU HECKOAbKUX U3 CAEOVIOWUX NPenapamos:
sHympueenno #muceyurnun**, #umunenem** unu #yepoxcumun (mabn.l17), umo onpedensiemes (Ho
He OUKmyemcs) pe3yibmamamu mecmos Ha 4y8CMEUMeIbHOCMb K aHmubuomuxam, JnumenbHocms
@haszvl UHMEHCUBHO2O JIeYeHUsl 3A8UCUM  OM  CMENneHUu msdcecmu 3a001e6anUs, PpPe3yibmamos
HA3HAYEHHO20 JleYeHUsl U NEPEeHOCUMOCTU NAYUEHMOM JeKAPCMBEHHOU CXeMbl,

- noodepacusaiowas hasza O00NNHCHA BKIIOUAMb eHCeOHEBHbII NEePOPANbHLIL Npuem MaxKpoiuod
(npeonoumumenvuo #azumpomuyuna**) u unearayuu #amuxayunom™* ¢ couemanuu ¢ 08yMsa-mpems
U3 Cnedyiouwux 0ONOJHUMENbHbIX AHMUOUOMUKO8 NePOPAIbHO: H#MUHOYUKIUH, #MoKkcudrokcayun™* u
#aunezonuo™* (mabn.17). Bvibop npenapamoeé onpedensiemcs (HO He OUKMYyemcs) pe3yibmamamu
Mecmos Ha 4y8CmeumeIbHOCMb K aHMUOUOMUKAM,

JlevenueM nayuenmos ¢ muxooaxkmepuoszom, evizeanuvim HTMB u3z epynnet M.abscessus complex
OOJIIICHBL COBMECTHO 3AHUMAMbCsL cneyuanucmsl no MB u mukobakxmepuo3am, HOCKOIbKY 00801bHO
yacmo y maxux NAyueHmo8 NOAGNAEmCcs NeKAPCMEEHHAs HeNnepeHOCUMOCMb U UHMOKCUKAYUs, U
mo2oa mpebyemcs UsMeHUmb cxemy npuema aHmuOUoOmuKos;

Cxema enympueennoco 6sedenus #amuxayuna™* c #yegoxcumunom u/unu Humunenemom u/unu
#mueeyuxiunom saensiemcs Haubonee pacnpocmpanennol. K npenapamam ¢ ycmanognennoi in vitro
AKMUBHOCMbIO OMHOCAMC MAKPOAUowul (#xnapumpomuyun®** u #azumpomuyun**), #aunezonuo™*, a
makaice nepuoouyecku.: #yunpoproxcayun™* u/unu #moxcugpnoxcayun™*(maon.17).

Bosnuxaem 6ce 6onvuie onacenuti no nogoody moco, 4mo JiedeHur) Nayuenmos ¢ uHgpexyuetl,
evizeannou M. abscessus, y xomopvix umeemcsa aubo cen erm [160] (umo ¢enomunuuecku
8bIpaANCaAemcs 8 UHOYYUOETbHOU Pe3UCMEHMHOCMU K Makpoaudy), aubo mymayus 23S rRNA (umo
npUBOOUM K 8blCOKOU KOHCMUMYMUBHOU Pe3UCMEHMHOCIU K MAKPOIUOY) MOACEm NPensmcmeosanms
nepexoo ¢ GHYMPUBEHHOU HA NEPOPANbHYIO Mepanuio  (Y4umuléas OMHOCUMENbHO —HUSKVIO
appexmuenocms nepopanbHO2O npuema aHMUOUOMUKO8), U 8 MAKOM CLyyae Modicem Oblmb NOKA3aHA
NPOOOIHCUMENbHAS/CBEPXNPOOOTIHCUMENbHASL ~ BHYMPUBEHHAs, — mepanus — 08ymsi U Oojee
aghhexmusnviMu aHMUOUOMUKAMU.

Hapsoy c¢ #amuxayunom™*, #Humunenem™** sensemcs oonum u3 npenapamos 6vlbopa 6 Kayecmee

conymemeyloweu 6HYmpueeHHoU mepanuu, npenapam umeem GblCOKYI0 aKmusHocmbs in Vitro, 6 mo
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8pemsi Kak npo@unb nobounvix 3ghghekmos onazonpusmuee, uem y yeqhOKCUmMuHa u mueeyukiuna™>

(mabn.17).

Axmusnocmye in vitro #xaapumpomuyuna®* neckonvko eviute, yem y #Hazumpomuyuna**, oonaxo
OaHHble NO GIUAHUIO KAXHCO020 U3 IMUX Npenapamos Ha sxcnpeccuio eena erm [160] npomusopeuusvi
[161,162,163]. #Knapumpomuyur (mabn.17) seisemcs boniee MOWHbIM UHSUOUMOPOM (hePMEHMHOU
cucmemvl P450, uem azumpomuyun, nosmomy nobouHvle 83aumo0elicmaus npenapamos ¢ Hum 6oee
PAacnpocmpaHeHbl.

#/lunezonuo** (mabn.17) oemoncmpupyem akmugHocms in vitro 8 npubausumensuo 50% xyremyp M.
abscessus. Tem we meHee, He0OXO0OUMO Oelicmeosams ¢ 0COOOU OCMOPONCHOCMbIO NPU NeYeHUU
NayueHmo8 ¢ XPOHUYECKUMU CONYMCMBVIOWUMU — UHDEKYUAMYU — MeMUYULIUH-DE3UCEHMHO20
3010MUCO20 CMAPDUIOKOKKA, M.K. OTUMENbHAS MEPAnusl JUHE30TUOOM MONCem CHPOBOYUPOBAMD
pezucmenmuocms MRSA.

#DOmopxunononvl u #Fmunoyurnun u #ooxcuyurxnun**(mabn.17). pedko oemoHcmpupyrom akmugHOCHb
in Vitro, Xomsi OHU U 6KIIOYEHbL 6 cmaHoapmuyto cxemy aevenus [156,157,158].

e Kareropuuecku He PEKOMEHAYETCS MPUMEHCHHE MOHOTEpAlUW MAaKpOJIUJAaMU WM HHBIM
aHTUMHKPOOHBIM CPEICTBOM IpU JIeYeHUH MHKoOakTepuosa, Bbi3BaHHOro HTMDB wu3 rpymnmer M.
abscessus complex ¢ tenpro npeaoTBpatieHust passutus pesucrenrHoct HTMb [156,157,158].
YYP-C,¥a1-5).

Taoamua 17. AHTHOMOTHKH, TPUMEHSEMbIE Yy ITAlIHEHTOB C MYKOBHCIIHIO030M, IIPH BBICEBE H3
MOKpPOTBI/OpOHXHANILHOTO cekpeTta MukoOaktepuii Micobacterium avium complex (MAC) u
Mycobacterium abscessus complex (MABSC) [2,156,157,158], TTpuka3 Munsapasa P® ot 21.03.2003
Ne 109 «O coBepilieHCTBOBaHUH MPOTUBOTYOEPKYJIE3HBIX MeponpusTuii B Poccuiickoit deneparuny.
WHCTpYKIHS 110 YHH(DUIIUPOBAHHBIM METOAaM MUKPOOHOIOTHIECKUX UCCIIEIOBAHUI IIPU BBISIBJIECHUH,
JMAarHOCTUKH U JICYUCHUH TyOepKyIie3a.

IAHTUOMOTHUK Cyrtounas no3a |CyrouHas g1o3a [Cnoco0 KpatHocTb

IJI5 JeTei [1J15l B3pOCJBIX  |BBEIEHHSA BBEIeHUSI
HAMUKaH* * UTeTsm: 15-30 10-30 mr/kT pas B [B/B 1-2

MTI/KT TeHb

[Monpoctkam: 10- [Mnu

15 mr/kr 15 mr/kr

MaxkcumanbHast  [[IpuMmeHaTs pa3s B

imo3a: 1500 mr /IeHb B TeUCHUE 3

HEIENb

HAMUKaIH* * 250-500 mr 250-500 mr Nuaransauuonno  (1-2
#AsuTpoMurH** Tersim: 10-12 250-500 mr BryTps 1

MTI/KT

ITonpocTkam:

ITO3MPOBKA IS

B3POCIIBIX

MaxkcumaabHas

imo3uposka: 500

MT
#lledokcuTun 50 Mr/kr 200 mr/kr B/B 3
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(MakcuManbHas |(MakCHMabHas
imo3a — 12 r/nensp) [mo3a — 12 1/1eHn)
#Kmapurpomurma™** 7,5 Mr/KT 500 Mr BuyTps 2
(MakcUMaTbHASI
imo3a — 500 mr)
He 500 Mr B/B 2
E€KOMEHIYeTCS
#Ko-Tpumokcazou (cymnbhameTokcason + 10-20 mr/kr 960 Mr BryTph 2
TpuMeTOoIpuM) ** 10-20 mr/kr 1,44 T B/B 2
#OTamMOyTOI** MtaneHnam u 15 mr/xr BuyTpn 1
imeTam: 15 mr/kr
moxpocTkam: 15
MT/KT
HMuneHeM™** 15-20 mr/kr Ir B/B 2
(MakcuMabHast
imo3a — 1000 mr)
#Jlunesommua** 12 ner: 10 mr/kr|600 mMr BHyTpb 1-2-3
12 net u crapie:
10 mr/kr
(MakcUMaTbHAsI
imo3a- 600 mr)
<12 met: 10 mr/xr |600 Mr B/B 1-2-3
12 ner u crapuue:
10 mr/kr
(MakcUMaTbHAsI
imo3a- 600 mr)
H#Mokcugmokcama™** 7,5-10 mr/kr 400 mMr BuyTph 1
(MakcuMaibHas
imo3a — 400 mr B
ITeHB)
7,5-10 mr/ 400 mr B/B 1
(MakcuMaibHas
imo3a — 400 mr B
ITEeHb)
H#MHUHOLIMKIINH 2 Mr/kr 100 mr BHyTph 1-2
(MakcUMasTbHAst
imo3a — 200 mr)
# J|OKCHUITUKIHH <12 net ¢ maccoii 200 Mr BuyTpb 2
(TIpOTUBOITOKA3aH JETSIM A0 8 JIET) resa <50xr:
4mr/KT
12 ner u crapuue:
200 mr
#Pudammun (pudammumnmn)** 10-20 mr/kr <50 kr 450 mr [ BHyTpH 1
(MakcumanbHasg  [>50 xr 600 mMr
imo3a — 600 mr)
#Pudadyrun** 5-10 Mr/kr 150-300 BHyTph 1
(MakcumanbHas (150 mr, ecnu
imo3a — 300 Mr)  |[MarueHT
MPUHAMAET
CHITbHBII
MHTAOUTOP
n3odepmeHTa
CYP3A4
450-600 mr, eciu
MAIEeHT
MPUHAMAET
CUJIBHBIN
CTHMYJIITOD
CYP3A4
#CrpenroMura™* * 20-40 mr/ 15 mr/kr B/B 1
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(MakcuManbHas |(MakcuMmaibHasi |B/mM
imo3a — 1000 mr) |mo3a — 1000 mr)
H#Turenukima ™ * 8-11 met: 1,2 Ymapuas noza- [B/B 1-2
MTI/KT 100 mr, 3aTeM —
(MaxcumanbHas |50 MT
imo3a 50 mr)
12 ner u crapuue:
yIapHas 103a -
100 mr, 3aTeM —
50 mMr
IIpumeyanue:

#IIpuMeHeHHe JeKapCTBEHHOI'O Ipernapara BHE 3aperUCTPUPOBAHHBIX B HHCTPYKIIUHU JIEKAPCTBEHHOT'O CPECTBA
MTOKa3aHU TMPOU3BOAUTCS 110 PEMICHHUI0 BpadeOHOH KOMHCCHH ¢ paspemieHus JIOKalIbHOTO ASTHYECKOTO
KOMHTETa MEJUIMHCKOW OpraHm3aluu (Ipyd HAIWYMHW), NPH HAJIWYUH TMOAMUCAHHOTO WH(POPMUPOBAHHOTO
corylacHs poAuTeNnel (3aKOHHBIX MpeCcTaBUTeNel) 1 pedeHKa B Bo3pacte crapiie 15 ner.

Bce mpemapartel, mpumensiembie nipu Micobacterium avium complex (MAC) u Mycobacterium abscessus
complex (MABSC) naznauatorcst Bue unctpykuuu (0ff-label) mo sxuzHeHHBIM MOKa3aHUAM.

BospacTHble orpaHuuYeHHsT YKazaHbl B JO3UPOBKaxX JUIsl JETeH, pacyeT NPUBOAUTCS B COOTBETCTBUH C
CornacoBaHHBIMH pPEKOMEHIAIUAMH AMEpHKaHCKOro ¢oHga KHCTO3HOro ¢udpo3a (MyKOBHUCIHI03a) U
EBpomeiickoro obmiecTBa KHCTO3HOTO (hrOpO3a MO JIEYEHHI0 MHKOOAKTEpHO3a Y MAIMEHTOB C KHCTO3HBIM
¢ubpo3oM, peKOMEHJANUSMH IO BEICHUIO OOJIe3HEH  JIeTKUX, BBI3BAHHBIX  HETYOEPKYJIE3HBIMU
MHUKOOAKTEpHSIMH U IPYTUMHU COTJIACHTENILHBIMU ToKyMeHTamu [2,156,157,158].

Tadoauua 18. Baxxabie m000YHbBIE/TOKCHYECKUE NCHCTBHS aHTUOMOTHKOB U PEKOMEHIYeMbIE METO/IbI
koHTpoJis 3a bakrepusmu MAC u MABSC npu MB [1,2,129,156,157,158]

[Ipenapar Yacteie moO0YHbIC/TOKCUUESCKHE | MeTo1bl KOHTPOJIS
JecTBUA
#Amukaa** [loueynast TOKCHIHOCTH [IpoBepka KOHIIEHTpaUN

aMMKalMHa B KPOBU'
IIpoBepka KOHIIEHTpAIIUU
KpeaTHHHHA B KPOBH
OTOTOKCHYHOCTH (3BOH B ymiax, | [IpoBepka cuMnToMaTukw,
MOTepsI ClIyXa Ha BBICOKUX [epBuuHOE 0OCIEnOBAHHE,

4acToTax) MIPOBEICHUE EPUOTTUECKIX
ayauorpaMm
#AsuTpOMULIMH** TomrHoTa, pBOTa, ANApeEs [IpoBepka cuMNTOMAaTHKU
OTOTOKCHYHOCTH [IpoBepka CUMIITOMATHKH,
ayJHOoTpaMMBbl
CuHIpPOM YIJIMHEHHOTO OKT
untepBana QT
#Knaputpomuruma™* I'ematut [Teyenounsle PoOBI
HckaxxeHne BKyCOBBIX IIpoBepka CUMIITOMATHKHA
ONIYIIIEHUI
3aMe IJIEHHBIN TeYeHOYHBIH [IpoBepka cumMnTOMaTHKH
MeTaboau3M pudadyTrHa
#ledpoxcurnn JIuxopazxka, ChIIb IIpoBepka CUMIITOMATHKHI

Do3uHoprHs, aHEMUS, OOuumii KITMHUYECKHI aHaIn3
JIEHKOTIeHUs, TPOMOOIIMTOTICHUS | KPOBU

Wntepdepennus ¢ ApyrumMu
MPOOUPHBIME aHATTU3AMH TSI Hcmons30Bath apyrHe
M3MEPEeHHs KpeaTHHHHA aHAJIN3bI

CBIBOPOTKU KPOBU
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#Ko-Tpumokcazon
(CynsdameTokcazomt
TPUMETONPUM ) **

TomrHoTa, pBOTA, AMAPES
AHeMus, TSHKOIICHNS,
TPOMOOIIUTOTICHUS
Jluxopanxka, Chllb, CHHAPOM
CruBeHca-/[>)koHCOHA

[IpoBepka cuMnTOMaTHKH
OO0Omnil KIIMHUYECKUI aHaIn3
KPOBH

IIpoBepka CUMIITOMATUKU

#ITamOyTOI**

Hespur 3putensHoro Hepsa

[epudepuueckas HeBpomaTHs

[IpoBepka cuMITOMaTHKH
(moTeps BETOBOTO
3PEHHSI/OCTPOTHI 3PCHUS)
[TepBuuHoOE 0OCCOBaHYE U
MPOBEICHUE MEPUOTTUECKIX
TECTOB U1 IPOBEPKU
LBETOBOTO 3PEHUS U OCTPOTHI
3peHus

3akitoueHue odranbMosora
IIPY BO3HUKHOBEHUH
CHUMIITOMOB

IIpoBepka CUMNTOMATHKY;
UCCIIEI0BAHUE NIPOBOUMOCTH
HEPBOB

#Mmunenem™**

I'ematur

[leuernounble MPOOHI

#UmunenemM™* (IpoIoJDKEHUE Kypca)

TomHoTa, pBOTA, IUApEs

IIpoBepka CUMIITOMATUKA

#JInnezomumg** AneMmus, 1eHKOIIEHN, OO1muii KIMHAYECKHUI aHAIN3
TPOMOOIIMTOTICHHSI KpOBH
Ilepudepunueckas HeBponaTus
IIpoBepka
CHUMITTOMATHKH/KITMHAYECKast
Hespurt 3putensHoro Heppa OIICHKA/3JICKTPO(PU3NOJIOTUS
[IpoBepka cUMIITOMaTHKH
(TIoTeps 1IBETOBOTO 3pCHUS U
OCTPOTHI 3pEHU)
[lepBruuHoOe 00OcnegOBaHME U
MIPOBEICHUE EPUOTTUECKIX
TECTOB IS IPOBEPKU
[[BETOBOT'O 3PEHUSI K OCTPOTHI
3peHus
3akmoueHue oTaIbMOoJIOra
NpY BOBHUKHOBEHUH
CHUMIITOMOB
#Moxcudnokcaua™* TomHoTA, pBOTA, AMApES [IpoBepka cumMnTOMaTHKH
Bbecconnnma, 0ecrIOKOHCTBO, IIpoBepka CUMIITOMATHKHA
TPEBOKHOE PACCTPONUCTBO
TenauauT [IpoBepka cuMIITOMaTHKH
CBeTOYyBCTBHTEILHOCTh [IpoBepka cUMIITOMATHKH
CuHIPOM YIUTHHEHHOTO OKT
unteppana QT
H#MMUHOUMKINH CBeTOUYYBCTBHTEIBHOCTh [IpoBepka cuMITOMaTHKH

TowmHoTa, pBOTA, TUApES
TNonoBoOKpyx)€EHUE
IIurmeHTanus Koxu

IIpoBepka CUMIITOMATUKU
IIpoBepka CUMIITOMATUKA
Knununueckas oneHka
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#Pudpammuua™* u #pudalOytun™*

OpaHKeBOe OKpAITUBAHKEC
OMOJIOTHYECKUX KUAKOCTEH
(BO3MOKHOE OKpallIMBaHUE
KOHTAKTHBIX JIMH3)
I'enatut

TomrHoTa, pBoTa, 1Uapes
Jluxopaka, 03HOO
TpomOoruTOTICHHS

Iloueuynas HeZOCTATOYHOCTH
(pudammuimn)

Y CKOpeHHBIN TOYEUHBIN
MeTaboIM3M MHOTOYHCIICHHBIX
JIEKapcTB

HpOBGpKa CHMIITOMaTUKH

ITeueno4unsie IPOOBI
IIpoBepka CUMIITOMATUKU
[IpoBepka cumMnTOMaTHKH
OO0mwMii KITMHAYECKWA aHaTN3
KpOBH

AHanussl KpOBH

Koppexkmus 103UpoBKH JPYTHX
JIeKapCTB/YPOBHSI B
CBIBOPOTKE, TPH HATWIAU
TaKOBBIX

#PudalOytun** Jleiikonenus OOumii KIMHUYECKUI aHATTN3
[epennuii yBeut (npu KpOBH
COYETaHUH C ITpoBepka cuMOTOMaTHKN
KIIAPATPOMHUITTHOM )
I'pumnIo3Hple CHUMITOMEI,
nonmapTpanrus, nomamuanrus | [IpoBepka CUMIITOMATHKH
#CrpenToMunuH** [MoyeuHast TOKCHYHOCTH Perynsipabie mpoBepKy YpOBHSI
CTPENTOMHLINHA B CHIBOPOTKE
KpPOBHU
PerymnsipHbie IpOBEpKH YPOBHS
KpEaTHHHUHA B CHIBOPOTKE
KpPOBHU
OTOTOKCHYHOCTH (3BOH B yIIaXx,
MOTEPsI CITyXa Ha BBICOKUX
4acToTax) [IpoBepka CUMIITOMATHKH,
[TepBuuHOE 0OCNETOBAHNE,
NPOBEJICHHE TIEPUOANIECKUX
ayJMoTpaMM
#Turermmkmuana™** TomHoTa, pBOTA, ANApEs ITpoBepka cuMOTOMAaTHKA

[Tankpearur
I'unonporennemus

Bunupyounemust

[IpoBepka KoHLIEHTpaMK
aMuIIashl B CHIBOPOTKE KPOBH®
IIpoBepka KOHIIEHTpAIIUU
ab0yMHHA B CHIBOPOTKE
KpOBU

IIpoBepka KOHIIEHTpAIIUU
OmMpyOrHA B CHIBOPOTKE
KpOBHU

! Ins nonyuenus makcuManbHOro ypoBHs B 20-30 WI/MI M MUHEUMATLHOTO YPOBHS <5-10 pur/mi.
[Tpu preme 25 MI/KTr/AeHb HEOOXOIUMO TIPOXOIUTE €KEMECTIHBIE OCMOTPBI

3y JINIL C TIOYEYHOU JOCTATOYHOCTBIO

3.1.3.7.2 AuTn6aKkTepuajbHas Tepanusi MHUKOOAKTepHO30B, BbI3BaHHBIX MAC

(Mycobacterium avium complex)

061/[414]1/11/[ Cﬂedyem cyumamos Cﬂe()yioume pekomeHdauuu no aHmu6u0muK0mepanuu nayuermoes c

MB, unguyuposannvix MAC (Mycobacterium avium complex): [156,157,158]
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e B ciyyae ¢ 4yBCTBUTEIBHON K #KIAPUTPOMUIIMHY** (hopMOI MOpaxkeHUs: HETyOepKYIe3HBIMU
mukobakTepusimu Jierkux (HTMB) rpynmer MAC pekoMeH0BaHO TPUMEHSTH JICKAPCTBEHHYIO CXEMY
JIeYEHUsI HA OCHOBE €XEIHEBHOIO IepOpaIbHOTO TpueMa Makponuja (IpeArnovTUTETHHO
#azutpomuiiuHa**), #pudamouraa** u #aramOyrona** (rads. 17) [156,164];

(YYP-C; Y1 -5).

KommenTapuu:
He pexomendyemcs npumenams npepuleucmylo cxemy (mpu pasza 6 Heoenio) nepopanbHo20

npuema aumubuomuxog ons newenuss HTMBJI epynnovt MAC;
Ipu newenuu HTMBJI epynnvt MAC nposooums nauanvHulil Kypc #amukayuna™* eHympueenHo

npU HATUYUU OOHO20 UNU HECKOIbKUX HUNCECAEOVIOWUX YCIOBUU:

- NOJIOAHCUMETILHBIN MA30K HA Haluuue Kuciomoycmouuuswvix oaxmeputi (KYb) ¢ mamepuane us

ObiXamenbHblX nymeti,

- PEHmM2eHoI02u1ecKas KapmuHa 00pa308anUs 6 1ecKUX KagepH Ui msiceiol un@exyuu,;

- cucmemHvle NPU3HAKU 3a001e8aHUsL,

Jlewenuem  nayuenmos ¢ gopmou  HTMBJI  epynnet  MAC, pe3ucmenmmuoii K
#raapumpomuyuny**, 0ondcHbl coemecmHuo 3anumamvcst cneyuaaucmol 6 oonacmu HTMB u MB.

Ilayuenmul ¢ 8vicoKOl OAKMEPUATLHOU HASPY3KOU (CO2NACHO NONONCUMENbHOMY pe3)ibmanmy 8
mecme MUKPOCKONUU MA3KA MOKPOMbL, HATUYUIO KABEPHbI U/UTU CYUECNEEHHbIX B0CHANUMETbHBIX
npoyeccos 6 NecKux, UlU CUCMEeMAmudeckux CUMNIMOMO8 HA PEeHmeHe) MO2Yym Nouy8Cmeosams
VAy4ueHue nocie nepeorauanvHozo (1-3  mecaya) Kypca unvekyuu Hamukayuma**  unu
#empenmomuyuna™* (maba. 17) 6 dononneHue Kk CMaHOApMHOMY KYpPCY JledeHus U3 mpex npenapamos
07151 nayueHmos ¢ 3abonesanusmu aeekux, gvizeannvimu MAC. Hmerowuecs dannvie He noKazvléawm
Pasnuyuil Mexicoy moKkCudHoCmolo npu npueme 15 me/xe #amukayuna™* (mabn. 17) 1 pasz 6 doenv uiu
25 me/ke mpu paza 6 nedemo [165].

Ipumenenue #amuxayuna™* 6 eude uneanayuii (nexapcmeenHas opma 0as uHvekyuti) (mao:.
17) emecmo suympusenno2o amuno2iuko3uda moxcem ovims 6oiee npeonoumumelbHbIM 66Uy MeHee
MuamenbHo20 HAONI0OEHUs U MeHbUle20 MOKCUYeCKo20 Oeucmeusi, 0OHAKO OAaHHble pe3ylbmamos
JleYeHUsi OCMaromces HenoHblMu, U 2QpeKkmusHocms maxko2o aedyeHus Oisi NAYUeHmos ¢ KA8epHOU
JIe2KUx, ¢ CyomepanesmuiecKumu ypoGHIMU 1eKapcme comHumenvia [115].
J Kareropudeckn He pEKOMEHIYETCs MPUMEHEHHE MOHOTEpAIMH MaKpOJUIHBIM IPErapaToM
WA UHBIM aHTUMHUKPOOHBIM cpencTBoM npu sedennd HTMBJI rpynnst MAC ¢ nenbio npouiakTuku
pasBuTHs pesuctenTHocTH [157,158].

(VYYP —C; YIUI -5).
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Kommenrapuii: Ocnognvimu akmopamu pucka Ons pazsumus y Nayuenmos ¢ 3a0071e8aHusmMu
neekux, evizeannvimu MAC, ycmouuusocmu K #Hxnapumpomuyuny™*  aensomcs MaxpoauoHas
MOHOmepanus. U npeovioyujee JnedeHue MAaKpoIuoamu ¢ HecoOMmEemcmeyiouumu OONOIHAOUWUMU
npenapamamu. Ilosmomy, HeobX00UMO He3aMeONUmMeNbHO NPeKpamums npuem MaxKpoiuoos (00bLiuHo
NPONUCHIBAEMBIX 8 Kauecmee NpOMmUBOBOCHATUMENbHbIX npenapamos npu MB) nocie uzonsyuu
MUKoOaxmepuii, npu 9MOM MAKPOIUObL HUKO20Ad He OONNCHbI HPONUCHIBAMbCA  OJisl  Je4eHUs]
3abonesanuil 1eckux, gvizeannvix MAC, 6e3 08yx coomeemcmsayrouux OONOIHAOWUX NPENnaApamos.
Makponuonas mepanust 06bI4HO He PEKOMEHO08AHA NPU 3a00e6anuUsxX ecKux, evizeanHbix MAC, npu
yemotiuusocmu k #rxaapumpomuyuny™* [164] oonaxo maxponudsl mocym oxazoléams O1A20NPUSIMHOE
grusHue npu MB 6nacooaps ceoum ceoticmeam He-anmubuomukos. KiapumpomuyuH-ycmouuusvie
nayueHmsl ¢ 3a601e8aHuAMU ae2Kux, evizeanHvimu MAC, mozym ucnvimviéame 3¢pghexm om nevenus
napeHmepaibHo20  AMUHO2IUKO3UOa,  #pugamnuyuna™*  (obviuno  #Hpugpabymuna**)  u
Hamambymona** ¢ couemaHuu ¢ OOHUM UNU HECKONbKUMU OONOTHAIOWUMU Npenapamamus (yuyumoleast
HebonbUoe KOIUYEeCMB0 OAHHLIX HNPAKMUYECKUX pexomeHoayut) (maba. 17), maxumu Kak
#pmopxunononvr [164,166,167]. #Pupabymun**(mabn. 17) moocem oOasamov ROLONCUMETbHBILLL
aghpexm npu  neyeHuu KIAPUMPOMUYUH-YCTIOUYUBLIX NAYUEHMO8 ¢ 3a00Ne6AHUAMU  Te2KUX,
gvizeannvimu MAC, 00nako uacmo nposasusitomcs nobounvie Oelcmeus (0COOeHHO, NAmoI0cUYECKOe
UMeHeHue KpoGU, pPACCMPOUCMBO HCENYOOUHO-KUUEYHO20 MPAKMA, NOAUAPMPAnzus), KOmopwvle
mpebylom cHudicenust 003bl il ROAHOU ocmanosku nevenusi [168,169,170].

o B cnywasx BeisiBieHus y nanueHtoB ¢ MB 6onee onnoro Buma HTMB pexomennyercs
MPOBOJNTh MHUKPOOMOJIOTUYECKOE WCCIICIOBAHKWE IS OINpPEACICHHS TOro, Kakas/Kakue U3
MUKOOAKTEpU BBIACNSAETCS TOCTOSHHO, U KaKasi/KaKue SIBISIOTCS MPUYHNHON MOSIBICHUS 3a001eBaHUs.
[171,172].

(YYP-C Y1 -5).

. PexoMeH/I0BaHO MAIMEHTOB C MYKOBHCIIUIO30M C 3a00JICBaHHUSIMHU JICTKHX, BbI3BAHHBIMH
HTMB o6GcnenoBars Ha mnpenmer ABJIA, Tak kak MHKOOAKTEPHO3bI, HEPEAKO COUETAIOTCS C
aJUIEPrUYecKuM OpOHXOJErOYHBIM aCTepriujuIe30M W/WiK BbiceBamu TpuboB poma Aspergillus B

MOKpOTE Wi 00pa3iax OpoHX0albBEOIIPHOro JaBaxa [156].
YYP-CYIO-5).

Kommenrapuu: B maxux cnyuasx peKOMEHOOBAHO HNPOBOOUmMb mepanuto obeux uHgpexyuil.
Ilockonvxy #pugpamnuyun™* (epynna npomusomybepkynesHvie npenapamvl) ycKopsem Nno4eyHblll
Memadonu3sM — mpuazoniosblx  NPOMUBOSPUOKOBHIX — NPEenapamos, JedeHue dcnepeuiie3d  npu
3abonesanusnx neekux, evizeanuvix MAC, npedocmasnsemcs 6onee cnodcnvim. Illepswviii cnocob —

npumenamo  #pugabymun**  emecmo  #Hpugamnuyuna**  (neuenue  #Hpughabymunom™*
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Cconpogodcoaemcst UHOYKYuell Ne4eHOUHbIX (epMeHmos, OMHOCAWUXC K HOOCEMELCMEY Yumoxpoma
P450) 6 couemanuu c¢ obOvluHbBIMU OonoaHAOWUMU npenapamamu  0as Ipaduxayuu MAC u
#eopukorazonom™** unu #nozaxonazonom™*, komopwiii modcem 6vimb MeHbULIE NOOBEPIICEH OCUCTNBUIO
odonoaHaOwux npenapamos #pugabymuna™*, yem #eopuxonazon™**, ¢ koppexmuposxoii 003uposku 6
coomeememsuu ¢ yposusmu Kouyewmpayui (maén. 17)  [156,173,174]. [lpu nedocmynnocmu
mepanesmu4ecko2o  JeKapCmeEeHHo20  MOHUmMopuHea  emecmo  Hpupamnuyuna™*  moorcem

npumensimvcs ftamuxayun™® uepes nebynaizep [115,156,175].

3.1.4 Tepanus nopaskeHuii Jerkux, BbI3BaHHBIX rpudamu poaa Aspergillus

Pezynomamet nposedennoco 6 HUU meouyurckou muxonoeuu um. I1.H. Kawxuna 6 2014-2017
22. UCCNe008aHUSI CEUOEMEeNbCMEYIom, 4mo Kodonuzayusi ovixamenvhvlx nymeti Aspergillus spp.
gosHurxaem y 22% nayuenmog ¢ MB, a paziuunvie eéapuanmul acnepeuniesa - 9,2% [176].

Haubonee wuacmoeiii eapuanm acnepeunnesa y nayuenmos ¢ MB - annepeuveckuii
oponxonezounsiii acnepauines (AbJIA). Yacmoma ABJIA y noopocmkos u 83pocivix nayuenmos ¢ MB
—10-15%, peoice y demeti manadwezo eo3pacma [33,34].

XAJI pazsusaemcs y 2-5% nayuenmos ¢ MB. Hnea3zusnbwlii acnepauiies ieckux y nayueHmos ¢
MB sosnuxaem peoko (0,5-1%) [176].

I'pubwr pooa Aspergillus moeym rononusuposams ovixamenvnvle nymu nayuenmos ¢ MB unu
8bI3LIBAMb, 6 3ABUCUMOCMU OM  COCMOSHUS UMMYHHOU CUCMEeMbl HAyuenmd, allepeuyecKull
bponxonecounvlil acnepeunnes (AbJIA), xponuuecxuii acnepeunnes neexux (XAJI) u uneazusHvlli
acnepeunnes (MA4) [10,32,61,62].

. PekoMeH10BaHO MPUMEHEHNE aHTUMUKOTHYECKHUX MPENnapaToB Kak STHOTPOMHON Tepanuu mpu
ABJIA u XAJI (ta61.19) [10,32,61,62].
YYP-C,¥A1-5).

Ta6auna 19. AuTumukoruku, npumensemsle npu ABJIA u XAJI

AHTHMHUKOTHK CyTtounsbie 10361 [CyTounble 10361 [[IyTh BBenenusi [KpaTtHocTh
mJist mereii 2—-12 s B3pOCABIX npueMa B JieHb
met u 12—14 jet
€ Maccoi
rena<S50 kr

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

(TIpOTHUBOTIOKA3aH JAETSIM JI0 2

eT)

#TpakoHazon o 12 net 5 mr/kr, 200 — 400 mr BayTpb 2

(TabneTKu MPOTUBOIIOKA3aHbI ctapmie 12 et

meTsM 70 3 JeT) 200 mT

#llozakonazom** - 800 Mr BHYTPb 1

#Kacnodyurua** 70 mr B 1-it nenb, (70 mr B 1-it neHb, [B/B 1
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(mpotuBomoKaszan aetsM 1o 3 mec Batem o S0 mr  Bartem mo 50 mr

PKV3HH )

#Amdorepunra B 3 Mr/Kr/cyT 3 Mr/Kr/cyT B/B 1
[munocomanbHeIii .

#Amborepunud B [JIumumasmii 5 Mr/Kr/cyT 5 Mr/Kr/cyT B/B 1
KOMILIEKC].

#AMbotepunma B** 0,6—1,0 mr/kr/cyt [0,6—1,0 Mr/kr/cyT [B/B 1
#Amdporepuuun B 12,5 Mr 12,5 Mr HUHT AN Ba pasa B
[munocomasbHbIi | yepe3 HE/IeII0
(hopma 1St HHBEKITHOHHOTO HeOynaisep’:

MIPUMEHEHHS)

(mpoTHBOMOKA3aH AeTsM 10 1 Mec

PKV3HH )

#Ambporepunma B [JIumumubiiill 2,5 mr 12,5 mr HUHT AN ImBa pasa B
KOMILIEKC] uepes HE IS0
(hopma U1 UHBEKIIUOHHOTO HeOymaiizepl:

MPUMEHEHUS )

[pumeyanus:

#Ipumenenue rexapcmeennozo npenapama y 0emeti 61e 3apecucmpupoOSanHblX 6 UHCMPYKYUL JeKaPCMEEHHO20 CPedcmed
HOKA3aHUTL NPOU3BOOUMCS NO DPEWEeHUI0 8payebHoll Komuccuu ¢ paspeuienus JIOKanbHo2o >muyeckozo Komumemad
MEOUYUHCKOU Opeanu3ayuy (Mpu HAIUYMUU), NpU HAIUYUU NOONUCAHHO20 UHMOPMUPOBAHHOZO CO2AACUs poOumeell
(3axoHHBIX npedcmasumenell) u pebeHka 6 go3pacme cmapuie 15 nem.

- Ipumenenue nexapcmeennvix popm Ons napeHmepansbio2o RPUMeHeHUs 6 6Uoe UHSANAYULL PA3PeUaAemCs KOHCUIUYMOM
CReyuanucmos no JiCUSHEHHbIM NOKA3AHUAM ¢ paspeutenus JIOKAnbHO2O 3Muueckoeo Komumema MeOUYyuUHCKoU
OpeaHu3ayuy, NPU HAIUYUU NOONUCAHHO20 UHQOPMUPOBAHHO2O co2ndcusi pooumenell (ONeKyHA) u pebeHKa 6 go3pacme
cmapwe 14 nem, 8 ycrousx cneyuaru3upo8aHHO20 CMAayuoHapa. B OdanvHeliuiem npu xopouieli NEPeHOCUMOCU Npuem
npenapama paspeuter 8 ambyiamopHuIX YCa08UsIX.

2 - Uneanayuu #Amgpomepuyuna B [nunocomanvnozo] umnu #Amgpomepuyuna B [Jlunuonozo xomnaexcal mozym 6Gvimo
anbmepHamueol Ui  OONOIHUMENbHOU NPomugocpudxosol mepanuei 6 Jnewenuu ABJIA npu nedocmamounoii
appexmusnocmu  mepanuy CUCMEMHLIMU  AHMUMUKOMUKAMU, HenepeHocumocmu  azonvhvix JIC unu nomenyuanvbHo
ONnacHbIX lekapcmeennvix e3aumooeticmeusix [115,178].

Ipu  Hanuuuu  MeOUYUHCKUX NOKA3AHUU (MO JCUSHEHHbIM  NOKA3AHUAM, BKIIOYAS  UHOUBUOYALLHYIO
HeNnepeHoCUMOCmb, Oajee — N0 HCUSHEHHbIM NOKA3AHUAM) NO PeUeHUI0 8Pa4eOHOl KOMUCCUU OCYUIemBIAemcs HA3HAYEeHUe
JIEKAPCMBEHHbIX NPenapamos He Ho MeNCOYHAPOOHOMY HEeNaHMeHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY
Haumenosanuio (yacmo 15 cmamou 37 Dedepanvrozo 3axona om 21.11 2011 Ne 323-D3 «O6 ocnosax oxpanvt 300p06bsl
epadcoan Poccuiickou @edepayuuy u nynkm 6 Ilopsaoka nasnavenus 1eKapCmeeHHbix Npenapamos, Gopm peyenmypuvix
O6naHKO08 Ha JleKapcmeeHHvle npenapamsl, NopAoKa ogopmienus YKA3AHHLIX ONAHKO8, UX Yyuema U XpAaHeHus,
ymeepcoenno2o npuxazom Munzopasa Poccuu om 14.01.2019 Nedn). Pewenue epaueOHOU KomMuccuu o@opmisemcs
NPOMOKOIOM U 6HOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUI NayueHma.

Ipu ucnonvzosanuu #eopukounazona** u opyeux cpedcme epynnvl mMpudazonog cez0d Ciedyem YYumvléamby
603MOJCHOCHb JIeKAPCMBEHHBIX @3aumolelicmsuti. Hanpumep, npu nasznauenuu #eopuxonazona** ciredyem ommenumo
pupamnuyun**  uiu opyeue UHOYKMOpbL

Gepmenmos  yumoxpoma P-450 (uneubumopvl NPOMOHHOU NOMNLL,
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Kapoamazenun™*, genumoun™>), nockoabky 6 dmux Cayuasx mepanesmuyecKas Kouyenmpayus Heopuxonazona** e
naazme u mKaHsix 0ObIYHO He 00CMUAENCS.

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

06J1yll€Huﬂ NPAMBIM COJTHEYHBIM CEENMOM.

Tepanusg ABJIA

o ITpu ABJIA pexoMeH10BaHO IPUMEHEHUE KOPTUKOCTEPOUIOB ISl CHCTEMHOT'O IIPUMEHEHUS
U TPOTUBOIPHOKOBBIX JIGKAPCTBEHHBIX CPEJACTB TPYIIBI  TPHA30JIOB  (#BOpUKOHA30I** M
#urpakonason) (ta6m.19)[32,179].

(YYP-C, Y11 -5).

Kommenrapuii: /cnonvsosanue KOPTUKOCTEPOUAOB JJISi CHCTEMHOTO NPUMEHEHHUS PEeKOMEHOOBAHO
npu  BbIPANCEHHOM  OponxoobcmpykmusHom — cunopome  (POC),  Hanuuuu  303UHOPUILHBIX
UHDUILMPAMOS 8 N1ecKUX UlU HedPDeKmuUeHoCmu npuMeHeHUss nPoOMmu8o2PUOKOBLIX 1eKAPCMBEHHbIX
cpeocms epynnwvl mpuazonos [32,61,179].

Mna kynuposanus OpoHX00OCMPYKMUBHO2O CUHOPOMA U IO3UHOPUILHBIX UHDUILIMPAMOSE 8 JIecKUX
HazHayaiom npeoruzonon™* no 0,5—1,0 me/ke/cym 6 meuenue 14 Oueii 8 3asucumocmu om cmenexu
OPOHX00OCMPYKMUBHO20 CUHOPOMA.

Kpumepuamu s¢pgpexmusnocmu  ciyscam Kynuposauue KIUHUYECKUX NPUSHAKOB, UCUE3HOBEHUE
03UHOPUILHBIX UHDUILIMPATNOE 8 NIecKUX U CHUdCeHue ypoeHs obwezo IgE 6 cvisopomke Kposu.
Ilocne oocmuoicenusi 3¢ghghexma nocmenenHno cHudicaom 003y Hpenapama Gni0MmMb 00 OMMEHbl 8
meuenue 3-4 neodenv.

Bo epemsa pemuccuu nayuenmuol 6 cneyuguueckori mepanuu He HyHcOAOMCs.

Ipu peyuouse ABJIA 6noeb npumensiom #eopuxonazon™* unu #umpaxonazon (maon.19) 6 meuenue 2—
4 mec, npu svipaxcennom bOC — npeonusonon™*.

Kpome peyuousea ABJIA nokasanusmu K HA3HAYEHUIO MPUA30I08 AGNAEMCA 3A8UCUMOCTb OM
KOpMUKOCMepouoos OJisk CUCMEMHO20 NPUMEHEeHUs, UX HedoCmamoyHas 3PoexmusHocms u
BbIPAdICEHHbIE HedcellameibHble I dexmbi.

Ipumenenue npomusocpubOKOBbIX 1eKAPCMBEHHBIX CPEOCME 2pYynnbl mpuaszonos y nayuenmoe ABJIA
no360./11em 00CMOBEPHO YMEHbUUMb NPUMEHEHUE KOPMUKOCMEPOUAO8 Ol CUCTNEMHO20 NPUMEHEHUs,
npUBOOUM K YIYUUEHUIO DYHKYUU BHEUHE20 ObIXAHUS U YMEHbUIeHUIO Yacmombl peyuousos ABJIA.

Tepanusa XAJI
° PexomennoBano B kauectse jeuenuss XAJl y nanmenToB ¢ MB ncnonbs30Bath JIMTENbHBIN

KypC TPOTHUBOTPHUOKOBBIX JIEKAPCTBEHHBIX CpEACTB, JiedyeHHEe «(POHOBOro» 3abojeBaHUs U
YMEHBILIEHUE STPOT€HHOM MMMYHOCYNPECCUH, a TakK€ XHUPYPrUYECKOTrO YAAJIEHUsS OuaroB

nopaxenus. [8,10,11].
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YYP-C,¥I1-5).

Kommenrapuii: [layuenmor ¢ XAJI wmyscoaiomes 6 OaumenvbHOM HAOMOO0eHUuU Ol KOHMPOJs
3ab01e6aHUsi U Cc80e8peMenHo20 nedeHus peyuousa. OcHO8Y AHMUMUKOMUYECKOU mepanuu
cocmaensiem npuMmeHeHue Nnepopanvhvlx #Heopuxoumazona** unu H#umpaxoumazona (mabn.l9)).
#llozakonazon** npumensirtom npu HenepeHocumocmu #Heopuxonazona™* wumu Humpaxownazona.
#Kacnogyneun** (maon.19), a maxoce #Amgpomepuyun B [nunocomanvuwiii] uru #Amgpomepuyun B
[JTunuonviii  komnaexc] unu obviunviii  (mabn.19) nasnauarom 6/6 npu HedhdexmusHocmu
NepoOPanIbHbIX NPOMUBOCPUOKOBBIX JIEKAPCIBEHHBIX CPEOCME SPYNNbL MPUAZ0L08.

AnvmeprHamugnsiii Memoo JieyeHus — #eHympunoiocmuoe 8sedenue ampomepuyuna B**.
Baoswcnou cocmasnaroweii neuenus XAJI y 6onvnuix MB  ssnsemcsa  ynyuuieHue 3IKCNeKmMopayuu

MOKPOMbL.
Koppexyus  ummynnoco oOegpexma 06v1uHO Oocmuecaemcsi YCHEWHbIM Je4eHUueM OCHOBHO20
3a601e6aHUA U CHUIICEHUEM 003bl KOPIMUKOCMEPOUOO8 OJisl CUCIEMHO20 NPUMEHEHUS.

Xupypeuueckoe emeuiamenbCmeo — 8AN*CHLIL KOMNOHEHM KOMNAEeKCHO20 aedenus XAJl. Oonoznaunvim
NOKA3aHUuem A671Aemcs 8blCOKULL PUCK WU pa3eumue 1e204H020 Kpogomeuenus. Ymobvl ymeHbuumo
8EPOSIMHOCMb UHGUYUPOBAHUSA MKAHEU U pa38umus cneyupuyeckou smnuemsvl niespvl, 00 U nocie
ONepamueHO20 JeyeHuss NPUMEHSAIOM 6OPUKOHA30N™™* unu umpakoHa3on (XUpypeuieckomy JedeHuro
MO2ym Npensamcmeosams pacnpoCmMpaHeHHOCHb NOPANCEHUS, MANCECMb COCMOAHUL NAYUeHma u
BbIPAJNCEHHAS. ObIXAMENbHASL HeOOCMAMOYHOCMb, a MAKH#Ce MHONCECMBEHHble ACNEePSUNIOMDL.
Yacmoma ocnosichenuil (Kpogsomeuenue u np.) npu onepamueHoOM Je4eHUU Moxcem 0ocmueams 5—
20%.

3.1.5 Tepanusi BHelIHECEKPETOPHOI HETOCTATOYHOCTH TMOKETYI0UHOM KeJie3bl

e 3aMeCTUTENIbHYIO Tepanuioo mnaHkpeatnueckumu ¢epmentamu (Ilankpearun™*), (B Buze
MUHUMHUKpochep, ¢ pH-4yBCTBUTEIBHBIM MOKPHITHEM 0€3 TPUMEHEHUS METaKpUJIOBON KHUCIOTHI
[180,181,182,183,184] ¢ wunm 0e3 >KEIATUHOBOW KalCylbl) PEKOMEHJOBAHO Ha3HAYaTh BCEM
MalKueHTaM, BKJIOYas HOBOPOXKIEHHBIX ¢ MB, uMermuM KIMHUYECKHUE MPOSBICHUS KUILIEYHOTO
CHUH/IpOMAa WJIM HU3KYI0 KOHIIEHTpAIMI0 MaHKpeaTuyeckoil snactasbl-1 B kane (<200 MKr/r) mpu
OTCYTCTBUM TMPOTUBONOKa3aHuW. [lenb BMemarenbcTBa — KOPPEKIMUS BHEIIHECEKPETOPHOM
MaHKPEaTHYeCKON HEIOCTaTOYHOCTH (M0 KJIMHUYECKUM IOKa3aTelssM U OTCYTCTBHE HEHTpaIbHOTO
*kwupa B korporpamme) [2,12,182,183,184,185].

(YYP-B, Y11 - 3).

KOMMCHTapHﬁ: Iipu npoee()eHuu 3aMeCcmumenbHol mepaniuu HeobxX00UMOo KOHmpoJaupoeamas.

- nokasameiu Konpoecpammsl, 6 nepeyio oqepedb Koiuvyecmeo Heﬁmpaﬂbuoeo aecupa;

- yacmomy u xapakmep cmyia,
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- edceMeCsIUHYI0 NPUOABKY MACCbL Mmead U OUHAMUKY POCMA NAYUeHMA.

Hna  eoccmamoénenuss — A0eK8AMHOU  ACCUMUTAYUU — dcupa — cledyem — NpUMeHsmb
8bICOK0I(ekmuenvlie nankpeamuyeckue epmermol 8 uoe MUHUMUKPOCHep, Ymo 6 OoabUUHCIEe
cyuaes no3eoisient KOMNEeHCUpo8amy CIMeamopero U YMeHbUWUmMs 0eqhuyum mMaccyl mend.

Tlokasanus: 6ce nayuenmvl ¢ HPUSHAKAMU HEOOCMAMOYHOCMU 3K30KPUHHOU (DYHKYUU
nO0JICEeNYOOUHOU  Jicene3bl  (cmeamopes.  (HeUMpAanibHulll  JHCUP 8  KONPO2SpamMme),  CHUdICEHUe
nankpeamuyeckou snacmasvi-1 menee 200 mxe/2).

Ilpomusonokaszanus.: uHOUBUOYANbHASL HENEPEHOCUMOCTb.

Bvibop nymu esedenusi: 6Hympob 00 u 60 8pems Kaxcooeo npuema nuwu. Ilankpeamuueckue
Gepmenmol He credyem HazHauame nocie eovl. Kancynvl, cooeporcawue Munumuxpocgepvi, MOMCHO
BCKPBIBAMb U NPUHUMAMb UX COOEPAHCUMOE OOHOBPEMEHHO C HeOONbULUM KOTUYECTNBOM RUWU, UTU
NPUHUMAMb  YETUKOM, He BCKpbleds, eCciu pebeHOK Yyace OO0CMAMmMOYHO OONbUOU U  MOdNCem
NPO2IOMUNMb KANCYTLY.

Oyenka s¢hpexmusnocmu nevenus.; K KIUHUYeCKUM NOKA3amenam a0eK8amHou 003upoKU
NAaHKpeamuyeckux pepmenmos ciedyem omuecmu: yayuuenue npubasku eeca oemeul, ymMeHbuieHue
obvema cmyna, e2o 4acmomsl, YMEeHbUeHUE 3I080HHO20 3aNaXa, UCUe3HO8eHUe Oolell 8 Jicusome.
Jlabopamopnvle noxazamenu — ymenbleHUue CmeneHu Cmeamopeu.

Oyenka 6e3onacHocmu j1eyeHuss - N0 KIUHUYECKUM NPUSHAKAM.

JlonoanumenvHrble 3aMeUanus.

Ilo060p 003 nankpeamuueckux pepmeHmos nposoOUMcs IMNUPULECKU.
o  Jlo3a nankpeamuna uHOUSUOYaANbHA 015 KAHCO020 NAYUEHMA.
oV bonvwuncmea nayuenmos 0o3a 0ondxcua ocmasamspcsi Menvbuue uiu He npesviuiams 10 000
EJ[ no nunase na 1 xe maccot mena 6 cymrku unu 4000 E/] na 1 2 nompebaennozo scupa.
o 1loobop 0036l MOIHCHO HAYAMb 8 3ABUCUMOCTU OM MACCHL Meld, Ymo COCmasisem 6 Hadaie
neuenus 1000 E/l/ke no nunase na xaxcowiii npuem nuwu oasa demeti maaouie vemuipex sem u 500
EJl/ke no nunasze 6o epems npuema nuwu 015 Oemell cmapuie yemvlpex Jiem u 63pocivix. B
oanvHeluemM 003a MOXdcen NOCMENneHHO NOBbIUAMbCA 00 HOPMATUSAYUU CUMNIMOMO8 CIMeamopeu.
o3y cnedyem onpedenamv makaice 6 3a8UCUMOCTIU OM BbIPANACEHHOCMU KUUWLEUHO20 CUHOPOMA,
pe3yIbmamos KOHmpoasa 3a cmeamopeel U N000epHCaHus A0eK8amHo20 HyMpUumueHo20 Cmamycd.
o  Hoeopoocoenuvim na xadxcovie 120 mn numanus (cmecb Uiy HceHCKoe MONOKO) Cmapmosas
003a paccuumvisaemcs kak 2500-3333 E/] nunaset (1/4-1/3 kancynsl npenapama ¢ akmuHOCmMbvio
10 000 E/[ nunaswer 6 kancyne). Imu 00361 coomeemcemayiom npumepro 600-800 E/[ nunazel na 1 2
RUWEBIX HCUPOS VTN TIO0 Y2-1 MEPHOIT TOKKE KUIIEUHOPACTBOPUMBIX rpaHyn u3 ¢uakonos [11, 12,

37]. B macmoswee 6pemsi peKoOMeHOYemcsi NOOCHem NAHKPeamuyeckux (QepmeHmos no
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nompebnsemomy dHcupy ¢ paciemom kosppuyuenma uma 1 ep ocupa. /loza paccuumvieaemcs
unousuoyanvro. Jonycmumoie 3uavenus kodgpuyuenma om 500 oo 4000 EJ] na 1 ep scupa.

o VYV paoa nayuemmos, ocobenno npu  6eIKOBO0—IHEpeMUYECKOU — HeOOCMAamoyHOCHU,
2UNepayuOHOCmuU U OpPy2ux COCMOAHUAX, MOA#CEN NOHAOOOUMbCS NOBLIULEHHAS 003d NAHKPeamuhd
oonee 10 000 E/l no nunaze na 1 ke maccoer mena 6 cymxu uau 4000 EJ] na 1 e nompebrennoco
acupa [186,187,188,189,190,191,192,193,194].

o He cnedyem nogviuams 003y pepmenmos 00 ouenv gvicokou (>18000-20000 E0 nuna3zvi/ke 8
cymku). B Odanvhetiwem 0o3za noosepeaemcst Koppekyuu HA OCHO8e KIUHUYECKUX CUMNIMOMO8 U
nabopamopueix  Oanuwix. Cnedyem  nomHums, umo npumepno y 10%  nayuenmos
HeO0CmamoyHOCmb NOOXNCEYOOHHOU Jicelle3bl He noddaemcst noarHou koppexyuu [12].

O aggexmusnocmvb mepanuu NAHKPeamuiecKumu epmeHmamu uHo20a MONCHO NOBbICUMb NPU
00HO6peMeHHOM npumeHnenuu H#Hpamomuouna™ (npomusonoxkazan € Oemckom — 6ozpacme),
panumuouna’ (npomusonokasan oemsam 0o 12 nem), omenpazona” (npomuseonokazan 0emsm 0o 2
nem) unu 230Menpasona (neanemol - npomuéonokazamvi oemam oo 1 200a, mabremku
npomugonokazanvl demsam 0o 12 nem. Jlannvle npenapamovl mo2ym Obimb HAZHAYEHbL 6 ClyYde
HOMPeOHOCMU  3HAYUMENbHO2O VBeIUYeHUsi 003 NAHKPeamu4ecKux Gepmenmos u/uiu npu
omcymemeuu  ux JeyebHoeo apgexkma, umo Mmoodcem ObIMb 00YCI0BNEHO NOBLIUEHHOU
KUCTIOMHOCMBIO HCETYOOYHO20 COKA U HeOOCMAMOYHbIM Oujelauusanuem xumyca 8 12-nepcmuou
kuwxe [15,65].

3.1.6 Tepanus SJHAOKPUHHON HEOCTATOYHOCTH MOKeJY1049HOI kesie3bl (M3CJI)

Jleuenue ouabema npu MB (M3C/]) 6 yenom 0ondcno coomeemcmeosams cmanoapmam noMowu 6cem
nayuenmam ¢ Ouabemom; HO UMeOMCcA 0cobvble mpeboanus K JNeYeHUl0 NayueHmos c
mykosucyuooszom [42,67].

o PexomenoBano neuenue nanuenTos ¢ M3CJl y cnenuanncToB MHOrOnpopuaIbHOW KOMaH/bl,
umeromier oneIT padotel ¢ M3C/l, ¥ npu 3TOM MOJICPKUBATH KOHTAKT U KOHCYJIBTUPOBATHCS CO
CIIeIMAJNCTaMA 0 MYKOBUCIHIO3Y C LENbl0 S(PQPEKTHBHOTO BEACHHS IAalIEHTOB C Y4YETOM
0co0eHHOCTEH OCHOBHOTO 3a0oseBanus [42,67].

(YYP-C, YA -5).

J [lpu newenun M3CJ] pexomenayercss o0Oy4eHHE CaMOCTOSTEIBHOMY YXOIy TpH auadere,
MHCYJIUHOTEpanus 1 a3pobHast Harpy3ka He MeHee 150 MUH B HEZIETIO C 1IeJIbI0 aIeKBATHOTO KOHTPOJIS
M3C/] u npemoTBpaleHus ocioKHeHui [42,67].

YYP-C, YA -5).

. PexoMeH10BaHO COOJTIOICHUE PEKOMEH AN TI0 TUTAHHUIO MAIIMEHTOB ¢ MYKOBHCIHI030M JIJIsI
nanueHToB ¢ M3CJl. M3MeHeHne moTpeOneHusl Kauopuid, )KUPOB, OCIKOB, YIJIEBOJIOB WM COJH B
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pe3ynbTaTe AMAarHOCTUKM auabera He Jomyckaercs. PekoMeHayeTcsi paBHOMEPHOE pacipeleieHue
YIJIEBOZOB B TEUEHHE CYTOK M 3aMeHa pa(pUHUPOBAHHBIX HA 3AIIMIICHHBIC C LENbI0 MOCPKaAHHSI
HYTPUTHBHOTO cTatyca [42,67].

(YYP-C, Y1 -5).

e Pexomenayercs seuntb M3CJl y namuentoB ¢ MB wuHCynuHamu, a He NEpOpaJbHBIMU
TUINOMIMKEMUUYECKUMHU TIpernapaTaM C IeJIbI0 ONTUMAIbHOIO KOHTPOJS YPOBHS TIIOKO3bI B KPOBU
[42,67,195,196].

(YYP-C, YA -5).

KommenTapuii: D¢ gexmusrnocms nepopanvrulx eunoziukemudeckux cpeocme ons mepanuu M3C/
He ookazana. Ilpu nevenuu M3C/] pexomendyemcsa npumensimes OONIOCHYIO CXeMy Npuema UHCYIUHOS.
Mooicem npumeHnambcsi CManOapmublil pexicum 6a3anrbHO-00II0CHO20 86€0eHUs UHCYIUHO8, BKIIOUASL
KoMOuHayuio 6asanvioco (Mucynunbl u ananiocu OaumenbHo2o Oeticmeus) u 6vicmpooeticmeyioue2o
(Uncynunsl u ananoeu 0Oblcmpo2o Oelcmeus) UHCYIUHA NYymeM MHOLOKPAMHBIX eHCeOHeBHbIX
NOOKOJICHbIX UHbEeKYUll uiu oOvicmpooelicmsyowe2o uHcyiuHa (Mucynumer u ananocu 6vicmpoco
Oelicmeus) nymem HenpepwvleHoU NOOKOMCHOU uH@y3uu (uncyrunosas nomna). Ilayuenmosg ciedyem
HAYy4ums YCManasaiueams 003y UHCYIUHOE 8 COOMBEMCIMEUU C COOEPAHCAHUEM V2lie80008 8 UX nuuje.
Ecmv  ouenv ocpanuuennvie Oannvle 006 UCNONBL30BAHUU NEPOPATLHBIX — CUNOSTUKEMUUECKUX
npenapamos npu M3CJ]. H3 nepopanvueix euno2nukeMuyeckux npenapamos, 3apecucmpupo8aHubix
Ha meppumopuu  Poccuiickoti  @edepayuu  uzyuenwvi  NPOU3BOOHBIE  CYIbEDOHUIMOUEBUHDL,
memepopmun**, npouue npomueoenukemuseckue npenapamol (penaziunud**) u muazoruouHOUoHbL.
Dppexm ne doxaszan.

Ananoeu 2noKka2oHono0obHo20 nenmuoa-1(UHKpemuHvl Ul UHKPeMUHMUMemuyecKue a2enmol)
MO2Yym uUcpamv BANCHYIO PONb, HO NOKA mpebyemcs nposecmiu OONOJHUMENbHblE UCCIe008aHUS,
YmooObvl 8blHeCmuU 00KA3amenbHble PeKOMEeHOayUU.

o Bo Bpems o6ocTpeHuil J1eroyHoro Ipouecca pPeKOMEHIYeTCsl dYalle MpOBepATh YPOBEHb
rikeMuu (1o 3-6 pa3 B J€Hb), KOTOpas NOBbIIIaeTCd Ha (OHE BOCHAJIEHUS U YBEIUYUTH 03y
WHCYJIMHA, KaK OOJFOCHOTO, TaK M 0a3MCHOTO C IENbI0 ONTUMAIBHOTO KOHTPOJISI YPOBHS TITFOKO3BI B
KPOBH U CBOEBPEMEHHOW KOPPEKIIMU J103bI HHCYIMHOB [42,67].

YYP-C, YA -5).

KommenTapmii: Ilayuenmam ¢ mykosucyudosom npu HapyuieHuu moaepanmuocmu k enioxoze (HTT),
0cobeHHo 60 6pemsi obocmpeHus 3a001e8aHUs MAK dHce MOdcem Nomped08amvcs UHCYIUHOBAA
mepanus.

e Pexomenayercss mpoBeaeHue MoHHTOpWHTA ocioxkHeHu M3CJ] corimacHO MOHUTOPHHTY

apyrux opm nuabera ajst OpraHU3anyy MPOPHIAKTHIECKUX Meporpusitaii [42,67].
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(YYP - C, VIUI - 5).

3.1.7 Tepanus nopa:keHusi Ne4eHu

. PekoMmeHayercss Ha3HAYeHHE TIPENapaTtoB  ypcoje3okcuxolyieBor  kucnoTel** (Y IXK)
(mpoTuBOIIOKa3aHue 10 3 JIeT IS Karcysd, HET MPOTHBONOKA3aHWM JJIsi CYCHEH3MH IS TpUeMa
BHYTpPh) BCEM marmeHTaM ¢ MB ¢ 1enbro npenoTBpaIieHus TenaTtoomInapHoi NaTOJOTUH U TEPAITH
HUMEIOIINXCS TOPAKEHUH MMEYCHU TPU OTCYTCTBHH MEIUIIMHCKUX pOTHBONOKa3anuii [1,2,15,197,198].
YYP-C, ¥l -5).

KommenTapmuii:
IlIpomueonokazanuna: unoOUBUOYANbHAS HENEPEeHOCUMOCHb, OCMpble 80CHANUmMeNbHble 3a0071e6aHUs

HCENUHO20 NY3bIPSL.
Buibop nexapcmeennvix popm: npenapamei, 8vlnyckaemvie 8 gude Kancyl u cupona (0aa oemetl ¢
maccou 0o 34 ke), oosuposka 15-30 me/xe 6 cymku.

Ouyenka 3¢phexkmuenocmu newenusn: Kiunuvecku u no oannvim Y3HU u ¢pubposnacmoepaghuu (1 pasz 6
6 mecayes) (cm. pazden2. [Juacnocmuxa,).

Ouyenka 6e3onacnocmu neyenus: Heobxooum nepuooudeckuii (I pas 6 200) KoHmpoab ypoGHs
mpancamunas, wenouHou gocghamasvl kposu (cm. Pazoen 2. Jluaecnocmuka).

Tem ne menee, 6 nacmosujee epems, yY0eOUMenbHbIX OOKA3AMENbHbIX OAHHLIX O NPEOOMEpPaLUieHUU
pazeumust pubposza u yupposa na ¢gone npuema YAXK nem [199].

Hlayuenmam ¢ MB  pexomendyemcs  MUHUMUSUPOBAMb  NPUMEHEHUE  2enamomOKCUYHBIX
JIeKAPCMBEHHBIX Cpedcms, uckuodenue arkozons [2,198].

o PekoMeHZ0BaHO TIpH pa3BUTHM XPOHUYECKOW TEUEHOUHOM JHIledanmonatuu, aciuTa,
BapUKO3HO-PACIIUPEHHBIX BEH MHUIIEBOA U JKeTyaKa 3-4 CTENeHN U KPOBOTEUYEHHUS U3 HUX MPOBOIAUTH
TEPAITUIO COTJIACHO COOTBETCTBYIOIIMM KIMHHYSCKUM pekoMenaarusam [2,198,200].

YYP-C; YAI-5).

KommenTapuu: gopmuposanue makux 0CnodcHeHUl 8CMpeyaomcs Heuacmo, HO, mem He MeHee,
mpeoOyrom 3KCMpeHHbIX mep Jledenus. Psady nayuenmos mooicem nonadooumscsi mpaucniaHmayus
neuenu (cm.pazoen 3.4 Xupypeuueckoe neuenue), 8 nHacmosuee epems 6 Poccuiickou Dedepayuu
nposedero 11 mpancnianmayuil.

3.1.8 Tepanus octeonopo3a y nauueHtos ¢ MB

3a0auamu neuenus ocmeonopoza AGNAIOMCA. NpeoOmepaujeHue neperomos Kocmel, NosbluleHue
Kauecmea JH#CU3HU, 3amedsieHue Uil npekpaujerue nomepu KoOCmHou maccyl, y demel - obecneuenue
HOPMAbHO20 pOCMA.

o PekoMeH10BaHO JieueHnEe OCHOBHOIO 3a00JIeBaHUs MPU BTOPHUYHOM OCTEOINOPO3€ Y MalMEHTOB

¢ MB [29,70,84,201].
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(YYP - C, YIUI - 5).

. Konekanbiudepoa**, B TOM 4ucie, B BUAE Kaeldb IS IPUeMa BHYTPb, PEKOMEHIOBaH BCEM
nanyeHTaMm ¢ MB B KadecTBe Tepaly HEIOCTATOYHOCTH BUTaMuHa D B BHJIE ITpreMa OJIUH pa3 B JCHb
CKEHCBHO WJIM OJWH pa3 B HeACH0 (B SKBUBAICHTHBIX 03aX) IS TOAMEP/KAHHUS KOHIICHTPAIMK
25(OH)D ceiBopotku He MeHee 30 ur/mi (75 amoun/n) (Ta6:m.20) [70].

(VVP — C, YIUI -5).

KommenTapum:
Taonuya 20. /[ozvl konexanvyughepora™** (eumamuna D3) u pexomenoayuu no neuenuro oeduyuma

sumamuna D y demeii u 3pocnvix ¢ MB (E/])

Bospacm Hauanvnas Yeenuuennas ooza Maxcumanvnas 0o3za
003a

C pooicoenus 0o 12 mecayes | 400-500 800-1,000 2,000

12 mecsyes 0o 10 200a 800-1,000 1,600-3,000 4.000

C 10 0o 18 nem 800-2,000 1,600-6,000 10,000

bonee 18 nem 800-2,000 1,600-6,000 10,000

e PekOMEHIOBaHO Tepamuioo ocTeonopo3a npu MB mpoBOAUTH COINIACHO KIMHUYECKUM
PEKOMEHalusIM 10 octeonopo3y [29,84,201].

YYP-C,¥Ya1-5).
Kommenrapmii: Bonpoc o npumenenuu ducgocgonamos pewiaemcs ¢ unouguUOyaibHoM nopsaoKe ¢
VUemom MUHepaibHOU NIOMHOCMU KOCMHOU MKAHU, MALOMPABMAMUYHBIX NEPEeoMO8 8 aHaAMHe3e U
MPAHCNIAHMAYUOHHO20 CINAMYCa
Ilpu neuenuu ducghoconamamu y nayuenmos ¢ MB nonyuenwvt doxazamenscmea yeenuuenus MITK
OoHnako manoe uucio HAOIOOeHUll He NO360JUNO GbISIGUMb CHUNCEHUE DUCKA NepeioMo8 npu
onumenvrnocmu aevenus: 2 2ooa [202].
Jnumenvnocmes  nevenus  oucgpocponamamu  onpeodensemcs  uHousuoyaivro. Haznauaromces
bucgocgponamvl 6 Oemckoli npakmuxe peuwieHuem KOHCUIUYMA 6pavei Uiy Npu paspeuieHuu
Omuuecko2o Komumema u NOONUCAHUU UHPOPMUPOBAHHO20 O0OPOBONILHO20 CO2NACUA POOUMENAMU
pebenxa [203].

3.1.9 Tepanusi XxpOHUYECKOIO PUHOCUHYCHUTA M HA3AJIbHOI'0 IOJINII032

e Pexomenpayercst uppuranronsas tepanus npu Hammaun XPC [81,204].

(VYP - A, VI - 1).
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Kommenrapumu: npomsisanus nosocmu Hoca npogoosamcsa — uzomonudeckumu  (0,9%) unu
eunepmonudeckumu (3%) conesvimu pacmeopamu 2 paza 6 Cymku (uau dawe no NOKA3AHUAM)
edHceOHeBHO neped NPo8edeHuem UH2ANAYUL 8 HOJIOCMb HOCA.

e PexomeHayeTcs Teparnus KOPTUKOCTEPOHIaMU B BUEC HA3AIBHOTO CIIpes NP HAIWMYUH HA3aJIbHOTO
noJumo3a [70,205,206].

YYP-A, YOO -1).
KommenTapuu: ookasana s¢gexkmusnocmv 6 omHoweHUU yMeHbUleHUs pamepa NoJIunos;

npeonoumenue ciedyem 0omoagams KOPMUKOCMEPOUOAM 8 8UOe HA3AIbHO2O0 Chpes C HaumeHbliel
cmenenvlo cucmemHol abcopoyuu (momemazona gypoam 6 0ose 400 mke 6 cymxu y 3pocavix, 200
MKe 8 cymKu y oemell ¢ 2-x j1em, OaumenvHuiMu Kypcamu om 2 0o 12 mecsyes, 6 HEKOMOPbIX CAVUASX —
oonble), 8 m.u. NOCIe PUHOXUPYPSULECKO20 JIeYEeHUsL.

Tepanusi xpounuuecko2o NOAUNO3HO20 PUHOCUHYCUMA OopHa3ou arv@a** - cm. pazoen 3.1.2

Mykonumuueckas mepanusl.

3.1.10 KoncepBaTnBHAasl Tepanus JIer0YHOI0 KPOBOTeYeHHUS M KPOBOXapKaHbs

Jlecounoe kposomeuenue ecmpeuaemcs edce2oono y 4,0% e3pocnvix nayuenmog (pecucmp
2017 2.), kposoxapkanve pazHol uHmeHcueHocmu ecmpeuaemcs dawe. llpuuuna paszeumus >mux
OCNOJICHEHUU 3aKNI0YAemcs 6 pemMoOeNupO8aHUU J1e20YHOU MKAHU U pA36UMuUU Namoi02uyecKu
U3BUMbBIX U YBETUUEHHLIX OpPOHXUANbHLIX apmeputi. B pade cayuaes awneuozpaguuecku e
noomeepHcOaemcst pa3eumue namoi02u4ecKux OPOHXUATbHLIX apmepuil U NPUYUHOU KPOBOXAPKAHbS
ABNAEMCA IPOIUBHOE NOPAICEHUE CIUBUCIOU OPOHX0IKMA308. JleuebHbie MepOnpusmus 6KI04YaOm 6
cebs CHUdMCeHue aKMueHOCMU 2SHOUHO20 BOCHANEHUsl 8 OPOHXAX, 2eMOCMAMUYecKyr0 mepanuio u
Xupypauueckoe nocooue.
J PekoMeHZI0BaHO B KadecTBE TIeMOCTAaTUYECKOM Tepanmuu MalUueHTaM C KPOBOXapKaHbEM
NPUMEHTh dTaM3ujaT** (BHYTpUBEHHO WJIM BHYTPb) W/WIM HHIHOUTOpPH  (QUOpUHOIM3A!
aMUHOKaNpoHOBass  Kuciota** u  TpaHekcamoBass  kucinora®™®. Ilpu  HesddexTHBHOCTH
BBIIICIIEPEUNCIIEHHBIX ~ IIPENapaToB  PEKOMEHJO0BAaHO  IPUMEHEHUE  IpEenaparoB  KPOBHU:
CBE)KE3aMOpOKEHHAsl IuIa3Ma, (aKTOpbl CBEpPTHIBaHUS (Kpuompeuunurar, PakTopsl CBEpTHIBAHUS
kpoBu II, VII, IX u X B komOunamuu [[IporpoMOuHOBBIM KoMIUIekc|**, Onrakor anbda
(aktuBupoBaHHbIi)**) [207,209,210,211].
YYP-C,¥a1d-5).
Kommenrapumn: Kypc cemocmamuueckux npenapamos HA3HAYAEMCS HA HECKONIbKO OHeli 00
Kynupogeanusi kpogoxapkamuvs. Ha evicome ne2ouno2o0 KposomeueHus OONOIHUMENbHbIL 3Ppexm

Modicem 0Ka3amv 00KNA0bl8aHUe 2PYOHOU KIeMKU TbOOM.
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o PekomeH0BaHO TIpM BO3HMKHOBEHHMHM KPOBOXapKaHbi Yy ManueHToB ¢ MB Ha Qone
MaHu(ecTal 000CTPEeHHs] OPOHXOJIETOYHOIrO Tpoliecca 00s3aTelIbHOE Ha3HAYEHHE aHTUOMOTHUKOB
[207,210].

YYP-C,¥a1d-5).

Kommenrtapuu: Heobxooumo nomHums, 4mo KpogoxapkaHve Modicem Oblmb cledcmeuem Uil
yeyeyonamscs nepedosuposkoll cenapuna**, ucnonvzyroweeocs 0151 NPOMbIGAHUs nepughepuyeckux
BEHO3HBIX KAMEmepos.

o PexoMenaoBaHo npoBeieHHEe OPOHXOCKOIUHU MallMeHTaM ¢ KpoBoxapkaHbeM Ha ¢one MB mo
MMOKa3aHUSM BO BpEeMs KPOBOTEUCHUS/KPOBOXAPKAHBS C IENbI0 BBISICHCHUS] ICTOYHHKA KPOBOTCUCHHS,
KaK 3Tal MOJATrOTOBKU K JaJIbHEHIIEMY XHPYyPTHYECKOMY ITOCOOHIO, HEMTOCPEICTBEHHOTO KYITHUPOBAHUS
KpOBOXapKaHbs MPOBEICHUEM OPOHXOOIOKAINH, CAHALIMK TPaXeOOPOHXUAIBHOTO JIEPEeBa OT CTYCTKOB
KPOBH TPH POBEICHUU NCKYCCTBEHHON BeHTHIIAMH Jierkux [207,210].

(VYP - C, VIJI - 5).

o [Tpu Hedh(HEKTUBHOCTH KOHCEPBATHBHBIX METOJIOB, HAPACTAHUU JITH30]I0B KPOBOXAPKAHBS H
pa3BUTHUU JIETOYHBIX KPOBOTEUEHHI mManueHTamM ¢ MB pexkomMeHa0BaHO XUpyprudeckoe mocodue
[207,210].
YYP-C, ¥4 -5).
KommenTapmii: cu. pazoen 3.4 «Xupypeuueckoe neuenue.

3.1.11 Tepanus AbIXaTeIbHOH HEAOCTATOYHOCTH

Lvixamenvuas nedocmamouHocms - 3mMo  NAMOJI02UHECKUL CUHOPOM, NPU KOMOPOM NAPYUATIbHOE
Hanpsjcenue Kuciopooa 6 apmepuaniviou Kposu menvuie 80 mm pm.cm. (SpO2 95%) u/unu
napyuaIbHoe HanpsdiCeHue yeieKucio2o 2a3a 0onvuie 45 um pm.cm.

Ilo epemenu pazsumus paznuuarom ocmpyro (Hapacmanue CUMAIMOMO8 8 meyeHue 4acos uiu OHell)
U Xponuueckyto (6 meuenue Heoenv unu mecayes) /[H. C knunuueckot mouxku 3peHus 4enecoodpasHo
euje GvloesiMb OCMPYIO ObIXamenbHyl0 Hedocmamounocms Ha ¢gone xponuueckou (O/H na ¢one
XJIH).

Ilpuuuna pazeumusa xponuveckou /[H y nayuenmog ¢ MB - cmpykmyphvie usmeHeHus J1ecKux,
KOmopbvle pa3sUusalomcs 6c1e0Cmsue XPoHU4ecko2o OpOHXO0Ne20YHO020 Npoyecca U Npusooauue K
CHUDICEHUIO  abcontomuou  niowaou 2eazooomena. Ilpuuunou passeumus OJH — obocmpenue
XPOHUYECK020  2HOUHO20  OPOHXONE20YHO20 npoyecca 6 JNe2KUXx, Jae20uHoe Kpogomeuenue,
nueemomopaxkc. Ilpuuunou ona pazeumusa O/H mozym 6vimb u odwumu, 8 uacmuocmu pazeumue

8UPYCHOU NHEBMOHUU 8 PA32ap dNUdemMul cpunnd.
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Jlpyeum, eadcuvim komnonenmom 6 pazeumuu [JH y nayuenmos ¢ MB sensemcsa ciabocmv u
YmoMmaeHue ObIXamenbHOU MYCKYIAmypsl, OYEHb HACMO CONPOGodcoalowjue msidicenoe medeHue
3a601e8aHUSL.

o PexomennoBano nposeneHue kuciaopogorepanuu npu PaOz <55 mm pr.cT. B mokoe, win npu
PaO2 <60 MM.pT.CT. B [TIOKO€, HO IIPH HAJTMYUHK OTEKOB, IOJIMIIUTEMHH, JIETOYHOM runeprensun [87,88].
YYP-C,¥a1-5).

KommenTapuu: «3010moti» cmanoapm ouazHOCmMuKku HapyueHul 2a3000Mena — 3a00p anaiu3 Kposu
HA KUCTIOMHO-0CHOBHOE COCMOSIHUE U3 TIY4eGOU apmepuu.

- Kucnopooomepanus pexomenoosara ne menee 15-24 uacos 6 oenv

- Lenesoti yposenv: SpOz 90-92%
° PexomennoBana HewHBa3uBHas BeHTW AU Jerkux (HUWBJI) npu runepkamHUYecKoi
JBIXaTeIbHOM HEIOCTATOYHOCTH y maimentoB ¢ MB [212,213,214]. Iens nposenenuss HUBJI -
HOpMAaJHM3aIusl Wik yiydmeHue razooomena. K monoxurensabM 3¢ dexkram HHUBJI Takxke MOKHO
oTHecTH 3(P(DHEKT YIydIIeHUs TPeHA)Ka MOKPOTHI 3a CUET 3HAYUTEIBHOTO YIIYYIIECHUS KOJUIaTePaIbHOM
BenTusuu [207,208].
YYP-C, Y1 -5).
KommenTapuu: [loxasanus xk neunsasuenou eenmunayuu neekux npu O/H (npu cobrooenuu mpex
YCa08uti):

- Taicenas oovluika, yyacmue 8 ObIXAHUU 8CROMO2AMENLHBIX MbLULY U NAPAOOKCANTbHOE ObIXAHUe

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

- Buipaoicennas eunoxcemusi (PaO2/Fi02)<200 mm pm.cm.

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

- PaCOz 50-54 mm pm.cm. u 5nu300bl HOUHOU SUNOKCEMUU

- PaCO2 50-54 mm pm.cm. u yacmole cocnumanusayuu 6ciedcmasue NOSMOPHbIX 0OpaueHull
Iloobop pesicuma u napamempog GeHMUNAYUU OYEHb UHOUBUOVATILHO U 80 MHO20 3ABUCUM OM
UCXOOHO020 COCMOAHUA NAYUEHMA.
Xponuueckas OvixamenvbHas HeOOCMAMOYHOCb — AGIAEMCA NOKA3AHUEM 01 PACCMOMPEHUS.
HanpaeneHuss nayuenma Ha Mpancniaumayuro aieekux (cm. pasoen 3.4 «Xupypeuueckoe neuenuey).
3.1.12 KoncepBaTHBHAs Tepanus MEKOHHEBOI0 Hieyca
Dopmbl MeKOHUEB020 UneyCa

Heocnooicnennaa popma - niomuwlii MeKoHull popmupyemcs 6HympuympooHo u 3abueaem

oucmanvHvle 0moevl MOHKOU KUWKY (NOOB300WHYI0 KUWIKY), 8bI13b168As1 OULAMAYUIO NPOKCUMATbHBIX
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(mowen  xuwku), ymonwenue KumewHOU CMEHKU U  KUWeuHylo Henpoxooumocmo. Ilpu
HeOCNI0HCHEHHOM MEKOHUEBOM UIeYCe 803MOICHA KOHCEPBAMUBHAS MEPANUSL.

Ocnodicnennasn opma oocmpyKyuy KUWKY RPUBOOUM K Ce2MeHMApHOMY 3a80pOmy, ampe3ull,
HeKpo3y unu nepgopayuu KUKy, MEKOHUEGOMY NEPUMOHUMY Ul Npoucxooum obpazosauue
2ULAHMCKOU MEKOHUEBOU NCeBOOKUCTbL.

OcnodicHeH bl MEKOHUEBBLI ULEYC 6ce20a mpedyem SKCMpPeHH020 Xupypeuueckoo nevenus [15,215].
o KoncepBatuBHasi Tepanus MEKOHMEBOIO Mieyca s JIMKBUAALUKA HEMPOXOAUMOCTH
KUIICYHUKA y ManueHToB ¢ MB MoxeT OBITh PEeKOMEHJIOBaHA JUIS JIMKBUIAIMHA HEMPOXOAUMOCTH
KHILIEYHHKA MPU COOIOIEHUN HEOOXOTUMBIX YCIIOBUIA:
o OTcyTcTBHE PEHTTEHOIOTUYECKUX MPU3HAKOB XUPYPrHUECKUX OCTIOKHEHUI
o OTCyTCTBHE NATOJIOTUYECKOTO OTACIAEMOrO 13 JKEIyAKa
o OtcyrcTBHE O0JIEBOr0 CHHIPOMA
o KommeHcupoBanHbIli MeTaboIMUYECKUI M BoJieMU4ecKuii craryc [82,216,217].
YYP-C,¥a1-5).
KommenTapun:
Koncepsamusnuvle meponpusmus:
o Ilepopanvhoe 88edenue 6000pacmeopuUMoO20 KOHMPACMHO20 8eUWeCmed ¢ PeHMeeHKOHMPOIeM
naccadxca no KKT
o Ilepopanvno myxkonumuxu (#N-ayemunyucmeun 6 pazeedenuu 1:5 6 ooze 1,0 ma/ke)
o Buicokas ouucmumenvnasn xnusma ¢ mykoaumuxamu - N-ayemuryucmeun 6 pazeedenuu 3 mi
na 200,0 mn gusuonocuueckoeo pacmsopa NaCl noo yrempaszeykoevim konmponem 3anonmneHus:
KUeuHuKa uiu 6e3 maxko8o20 MAKCUMAIbHO WAOAWUM CHOCOOOM 6bl8EPEHHBIM 00bEMOM
HcuoKocmu
o IloemopHoe myzoe KOHMPACMUPOBAHUE MOJCMOU  KUWKU — PEeHMEeHOKOHMPACMHbIMU
8000PACMBOPUMBIMU PACMBOPAMIU C CO30AHUEM KONO-UNeabHo20 pegmiokca [216].

3.1.13 KoncepBaTHBHAs Tepanus CHHAPOMA IUCTAIbHOI HHTECTHHAJIBLHONH 00CTPYKIMHI

e Tepamust cuHapOoMa AWCTANIbHOW HHTeCTHHAIbHOW oOcTpykiuu (CJIMO) y mamueHTOB C
MYKOBHCIIMJIO30M C II€JIbI0 BOCCTAHOBJICHHS Maccaka KUIIEUHUKA — PEKOMEHIYETCSl IPU OTCYTCTBUU
MPU3HAKOB KHIIEYHONH HEMPOXOAMMOCTH TpPHUMEHEHHE OonbImx 103 #HanerunmucrenHa*™*  600-
1200mr\cyTkH, JakTymo3sl** OoT 5 1m0 45 MuI B CYyTKM B 3 mpHeMa B 3aBHCHMOCTH OT BO3pacTa,
OOMJTPHOE TIUTHE, TUIEPOCMOJIAPHBIE PACTBOPHI, HOPMAIM3AIMsA pEXKHMa M JIO3UPOBKH TIpHUEeMa
naHkpeaTuueckux pepmentos [1,2,218,219].

(YYP —C, VI - 5).
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Kommenmapuii: Ilpu nesghghexmuenocmu nposooumoi KoHCepsamusHOU mepanuu, HpUsHAKAX
KUWEYHOU HeNnpoXoOUMOCMU — ONepamuHoe JieueHue 8 COOMEEMCMEUU C PEeKOMEHOAYUAMU NO
KUUWEYHOU HenpoxooumMoCcmu.
B nacmosawee spemsa omcymcemeyrom 0oxazamenbcmea 8biCOKO20 YPOBHS O Npeumywecmae mo2o uiu
uno2o mepanesmuuecxkoeo emewamenvcmea npu CHHUO 66udy Hebonbuio2o 4ucia uccied08anuil u
peokocmu dannou namono2uu y nayuenmos ¢ MB [220].

3.1.14 Tepanus ncesao - baprrep cunapoma
. Jleuenue paszBumierocs [IbC y mamuentoB ¢ MB pekoMeH10BaHO MPOBOJUTH IMpenaparamu
Kanmusi  xjopuaa**, kanuiicOeperarolmiMMu AUYpPETUKaMH Ji1  MNPOGUIAKTHKU  SJIEKTPOIUTHBIX
Hapymenwii [1,2,65,66].
YYP-C,¥a1-5).
Kommenrtapuu: [lepopanvroe 6sedenue xiopuoa kamua** eozmooicno npu chudscenuu xkaaus om 3,5
00 3,0 mmonv\n, omcymemeuu usmenenuti na K. Bunympueennas mepanusi - npu CHUNCEHUU KANUsL
Huoice 2,5 mmoav\n, npu uaruuuu uzmenenuii Ha OKI, npu OnumenvHOM Hapywenuu CoCMOsHUS
pebeHka.
Ipopunaxmuxa eunoxanruemuu 1-2 mmonv/ke maccet mena no 7% pacmeopy kanus xiopuoa**,
mepanesmuueckas 003a 6600UMCsL GHYMPUBEHHO U3 pacuema 2-4 Mmonv\ke u bonee 6 3a8UcCUMOCmU
Oom YpoeHs Kanusi  KpOGU.
B xomnnexcnou mepanuu ucnonvsyromcsa Kanuticoepecaiowjue Ouypemuxu — CIHAPOHOIAKTOH**
(npomueonokazan demsam 00 3 rem)uz pacwema 1-3 me\ke.
Ommena mepanuu nposoOUmMcss NOCMENeHHO, Nocie NOJNHOU CMOUKOU HOPMAIU3AYUU VPOBHS.
NEKMPONUMO8 8 KpOBU, NpU CMAOUNIbHBIX NpUdABKAX 6eca U Noo0 KOHMPOIeM KOHYeHmpayuu
NEKMPOTUMOE 8 BEHOZHOU KPOBU.

3.1.15 Tepanusi npenapaTaMu APYruxX rpynn u/WjiM Mo 0co0bIM MOKa3aHUAM

na  mepanuu  MB  npumensemcs — pa0  1eKAPCMBEHHbIX — Npenapamos  Opyeux
dapmaxomepanesmuueckux epynn. Kax npasuno, pewenue o wnasnauenuu smux JIC Ooadxcho
NPUHUMAMBCSL. CREYUATUCIAMY MeOUYUHCKOU Op2aHu3ayuu ¢heoepanbHo20 YPO8HA HA OCHOBAHUU

UHOUBUOYATILHBIX NOKA3AHULL.

L4 PGKOMGHHyeTCH PACCMOTPETh HA3HAYCHUE KOPTUKOCTCPOUJI0OB IJId CUCTEMHOT'O ITPUMCHCHU A ITPH:
O TsXKEJIOM TCYCHHHU, OGYCJ'IOBHCHHOM YaCTbIMH O6OCTpeHI/I$IMI/I C ABJICHUAMU BLIpa)KCHHOﬁ
JbIXaTelIbHOU HEOOCTAaTOYHOCTH,

O MIIUTCIBHOM BOCHAIHUTCIHPHOM IIPOIECCE, OCIOXHCHHOM O6p330BaHI/IeM ATCJIICKTaTHYCCKUX

N3MEHEHHH B JICTKHX;
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O BBIPQKXCHHOM M CTOMKOM OOCTPYKTHBHOM CHHApPOME, PEPpaKTEPHOM K HICUCTBHUIO [32-

aroHUCTOB;

O ajuieprudeckom Oponxoserodnom acnepruuiese (ABJIA) [1,2,15]
(YYP-C, Y1 -5).
KomMeHTapuii: kokopmukocmepouovl 01 CUCMEMHO20 NPUMEHEHUs 8 MAblX 003aX NOMO2arm He
MOLKO CMAOUIUZUPOBAMb COCIMOSHUE NAYUEHMA, HO U YIVYUWUMb QYHKYUOHATbHbIE U KIUHUYECKUe
nokazamenu. Yawe 6cezo Ons noddepicusaioweli. mepanuy HasHauyawom npeonusonon’ no 0,3—
0,5 wme/ke maccer mena nayuenma 8 cymku anbmeprupyiowum Kypcom. Eeo credyem npunumams
6HYmMpb  uepe3  cymku  (nocmosauHno).  Ilpu  ucnonrb3o8aHuU  UHSANAYUOHHLIX  hopm
2NIIOKOKOPMUKOCEPOUO08 MedjleHHee U 8 MEeHbUeM KOIuYecmee pazeuearomces noboyHvle s¢gexmeol,
xoms oyenka ux sgppexmusnocmu mpedyem nposedenus ucciedosanuil [1,2,221].
. PexomeHngoBaHo  HasHaueHue MakponuaoB  (#Kmaputpomunuu**,  #AsurpoMuiuH**)
narpeHTaM ¢ MB 1 XpoHU4eckoil CHHErHOMHO# MH(EKIMel B KauecTBe MPOTUBOBOCHANUTENBHBIX JIC
c (137 3aMeICHHS MIPOTPECCUPOBAHUS CHWKCHHUS JICTOYHOM byHKIIUN
[1,2,4,15,116,222,223,224,225]:

o #Azutpomunue** B n03e 250 mr (manuentam ¢ Becom meHee 40 kr) u 500 mr (mamueHTam ¢
BecoM 40 kr u Oosiee) yepe3 JBa THS HA TPETHH MEXIy NMpHEMaMu NHINU. J[IUTEIbHOCTH
Tepanuy WHIUBUIYyallbHA y KaXa0ro 6oabHoro [2,116,222,223,224].

YYP-C,YI1-5).

o #Knaputpomurnua** B no3ze 125 mr (mamuenram ¢ Becom menee 40 kr) wnu 250 mr (manueHtam

¢ BecoM 40 kr u Oosiee) uepes JIeHb HE3aBUCUMO OT mprema muimu [2,116,225].

(YYP-C, VI -4).
e Hecrepounnsie mnpoTuBoBocnanuTenbHble mpenaparel (HIIBII) B Hacrosimee BpeMs MOTYT
paccMaTpuBaThCsA Kak ~albTepHATHBA KOPTHUKOCTEPOWJAM JUII CUCTEMHOTO TIPUMEHEHUS C
MPOTUBOBOCTIAINTENIbHON 1enbto. OJHaKo 3TO Kacaercs Toyibko #uOympodena**. Meroaunka
HazHaueHus: #ulOynpoden** naznayaercs B go3e 20-30 mr Ha 1 Kr Macchl Tena ABaXK/Ibl B JIeHb ACTAM
B Bo3pacte oT 6 neT. MakcuManbHasi CyTOYHas J103a IS B3pOCTBIX cocTaBiseT 1,2 T. MakcumainbHas
CYTOYHas 703 IS IeTei U mMOPOCTKOB B Bo3pacte ot 12 1o 17 ner — 1 r [1,2,15,226,227,228].
(YYP-A, YI]JI-1).
Kommenrapumn: Hecmepououvie npomusogocnaniumenvHvle npenapamvl OKA3bI8AIOM 00CMAmMOYHO
BbIPAICEHHBIL NPOMUBOBOCNANUMENbHBLU IPPeKm, HO NpU UX OIUMENbHOM NPUMEHEHUU 8bICOK PUCK
HedxcenamenvHulx aeneHutl. OoOcyscoaemcsi 803MONCHOCMb OTUMETbHO2O0 NPUMEHEHUs. Npenapamos,

CEJIEKNMUBHO uH2u6upyiou;ux I/;MK/ZOOKCMZQH(IS’)/"Z (Hecmepout)Hbze npomuesoeocnaiumesibhvle U
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npomueopesmamuieckue npenapamaol), 0OHAKO UX NPOMUBOBOCHATUMENbHASL AKIMUBHOCb HUMCE, YeM
v bonlee paHHUX aHano208.

Iapayemamon™*

Memabonuzupyemcs 6 nedenu u 001a0aem 2enamomoxcuieckum 3¢ggexmom,
YUMo KpatiHe HedcelamenbHOy NAYUEHMO8 C MYKOGUCYUOO30M, NPU KOMOPOM NOPAICEHUS NedeHU
ABNAIOMCA OOHUM U3 NPOAGIEHUL OAHHO20 3A00/1e8AHUS.

Hcnonvzoeanue cenekmusHvlx uneubumopos yukiookcueenaszvl-2 (LJOI-2)  (necmepoudnvle
NPOMUBOBOCNAIUMENIbHBIE U NPOMUBOPESMaAmuYecKue Npenapamsl  2pynnel  KOKCUObvl)  He
PEKOMEHO0BAHO U3-3A PUCKA HENCEIameNbHblX SGIeHULl HA CepOeYHO-COCYOUCMYI0 CUCMEM) Npu
onumenvhvix Kypcax nevenus [229].

Ilpumenenue numecynuoa (npomueonokazan 0o 12 nem) npu MB He 8biA6UNO NOIOHCUMENLHOLU
OUHAMUKU MapKepos gocnanenus u nokazameneu gynkyuu aeexux [230], npenapam ne pexomenoosan
K NPUMEHEHUIO.

e Pexomennayercs #auerunuucrenn™* B moze 1200 Mr B cyTku y nmanueHnToB crapiie 12 get u 600 mr
B CyTKH y jereil muaame 12 jiet B 2 npuéMa HENpepbIBHO C MIEPBOTO JIHs MPUMEHEHUs #aMuKkaiuHa™*
B TEUCHHUE BCEr0 Kypca NMPUMEHEHHUS W 7 JTHEH Mociie ero OKOHYaHHs (MHHUMYM 6 HEHENb) s
CHIDKCHHST OTOTOKCHMYHOCTH. I[IpemapaT HMMeeT OTYETIIMBBIH CIyXOCOXpaHSIOMUN 3PQPexT mpu
AMUHOTJIMKO3/-CBSI3aHHOU MOTEPE CiIyXa, MOHMKAET PUCK OTOTOKCUYHOCTH Ha 80% u mpeaynpexaaet
pa3BUTHE aHTHOMOTUKOPE3UCTEHTHOCTH, SBJISIETCS aHTHOKCHIAHTOM [2].

(YYP-C, Y1 -5).

3.2 Kunesurepanus

e BceMm manueHTaM ¢ MYKOBHCIMIO30M B 0053aTEJIbHOM TOPSJIKE PEKOMEHJIOBAHO NpPOBEJECHHE
kunesutepanuu (KHT) mo muauBuayanbHON nmporpaMMe (METOAMKH TPEHUPOBAHMS OPOHXHAIBHOIO
nepeBa u jedeOHast GU3KyIbTYpa) C HENbIO YIYUIISHUs dBaKyaluu MOKpoThI [1,2,15,131,214].
(YYP-C, VY11 -5).
Kommenrapmii: xunesumepanusi - oOun u3 6adCHbIX KOMNOHEHMOE KOMNIEKCHO20 neyenus MB.
Inasnas yenv npogedenus Kunezumepanuy — oyuujeHue OPOHXUAIbHO20 0epesa Om B:3K0U MOKPOMbL,
Komopas On0Kupyem OpoOHXU, €030a6as YCA08Us O pA36UMuUsi UHQDEeKyuu 6 OPOHXONEOUHOU
cucmeme, a Makce NOOOEPACAHUE JIeCKUX 8 MAKCUMATbHO yHKYuoHarbHoM cocmosinuu [1,2,4,131].
Ocnosnvimu memooukamu KHT aenaromcs:

O NOCMYPANbHbIL OPEHANC,

O MEPKYCCUOHHDBLU MACCAHC 2PYOHOU KIeMKIU,

O AKMUBHbIU YUK ObIXAHUSL,

O OpeHaddcHvle NONONHCEHUSL,

O aymo2ceHHblli OPeHaxtc;
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O mepanusi, ¢ NOMOWbIO ObIXAMENbHBIX MPEHANCEPOB, CO30AIUUX NOTOACUMETbHOE 0aslleHue Ha
8b100X€e, 8 MOM YUCIe, C KOHMPOIEM U Pe2yIupo8aHuem dmo2o 0aeieHus (Cneyuaibibie MAcKU,
PARI PEP |, PEP S cucmemsi, Tpenasicep OvixamenvHblii ¢ nepemenHbIM NOLONCUMETbHIM
oasnenuem na éviooxe PARI o-PEP mun 018 (¢prammep) u op.);

O OpeHadc ¢ NOMOWbI0 CHeyuanbHblx npubopos no nokazawusm: Cucmema ouucmru
ovixamenvuvix nymeti  «The Vest Airway Clearance System, mooderv 105» ¢
NPUHAONEHCHOCAMU, annapam OJisl IKCMPANYIbMOHAILHOU 8blCOKOUACMOMHOU OCYUNLIAYUL,
annapam 0/ UHMPANYIbMOHAILHOU NEPKYCCUOHHOU GeHmunsyuu neekux, Hucygpramop-
acnupamop mexanuyveckuti Comfort Cough Plus (Komgopmuuiti xawenv natoc), SICC2001
Plus ¢ npunaonexcnocmamu (omkawiusamens) u op.

Kunesumepanus nasnauaemcs 6cem nayuenmam ¢ MOMEHMA HNOCMAHOBKU OUASHO3d, 6 JH0O0M
gozpacme, KAk ¢ JIe2OUHbIMU NPOSAGICHUAMU 3a00/e6aHUsl, MAK U C KUMMEYHbIMU cumnmomamu. Y
2PYOHbIX Oemell 00bIYHO NPUMEHSIIOM NACCUBHYIO MEXHUKY KUHE3UMEPanuu, eKIYAiouyio.

O cneyuanvbHbie OPEHANHCHbIE NOJLONCEHUS, 8 KOMOPBIX VIYYUAEMCs 38AKYAYUS CIUZU U3 TESKUX,

O KOHMAaKmuoe OblXxanue,

O Maccadic ¢ 1é2Koll subpayuell u NO2LaANCUBAHUEM,

O Knongmaccadic (nocmykusauue 8 8-mu MmouKax epyoHoU KiemKu),

O 3aHAMUS HA SUMHACTIUYECKOM MAYe;

O OblXauue ¢ NOMOWbIO MACKU, CO30alOWell NOLONCUMENbHOe 0d6IeHUe HA 8blO0XE,

O OpeHadc ¢ NOMOWbI0 CHEYUANbHO20 — BUOPAYUOHHO2O — Jicuiema: y  NAYUeHmos ¢

MYKOBUCYUOO30M 8 I0O0M 803pacme (0m HOBOPOAHCOEHHO20 00 83POCILO20).

Ippexmusnocmv mex unu unvix memooos KHT eapvupyem 6 3asucumocmu om uHOUBUOYAIbHBIX
ocobennocmeti nayuenmos ¢ MB. Yem mnaowe pebénox, mem 0Oonee naccueuvie Memoouxu
OpeHUupoB8aHusi ciredyem Ucnoab308ams. Ho0BOPOINCOEHHBIM BLINOIHAIOM MOALKO NEPKYCCUID U
Komnpeccuio epyonou kiemxu. Ilo mepe pocma pebénxa credyem nOCmMeneHHO 6600ums 0Oolee
aKmueHvle MemoOuKu, 00yuas nayueHmos mexHuKe KOHMpoIUpPyemo20 OMKAULTUBAHUS.

e PexoMEHAYIOTCS MaleHTaM ¢ MYKOBUCIIUI030M PETYISpHBIC 3aHATHUS JIeYeOHON (PU3KYIBTYpOH C
IENbI0 YIYYIICHUS 3BaKyalldd MOKPOTBHI, YKPEIUICHHS JbIXaTeIIbHOM MYCKYJIATyphl, MOBBIIICHUS
AMOITMOHAIBHOTO TOHYyCa maruenTa [1,2,15,131].

YYP-C, ¥ -5).

KommenTapum: 3ansamus neuebHotl pusKyibmypo no380asa0m:

O apppexmusHo aeuumv U NPeoynpercoamsv 0OOCMPEHUs XPOHUUECKO20 OPOHXONE20UHO20

npoyecca,

o ¢hopmuposame npasuivHoe Ovixauue;
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O MPeHUposamsv ObIXAMENbHYI0 MYCKYIAMYPY;
O VAYYUAMb EHMUNAYUIO TIESKUX,
O No8vLIUAMb IMOYUOHALLHBIU MOHYC NAYUEHMA.

C panumeco Oemcmea (Hauuwas 3-X Jiem) HeO0OXO0UMO CHUMYAUPOBAMb NAYUECHMOS
3AHUMAMBCA OUHAMUYECKUMU 8UOAMU CHOPMA, CEA3AHHBIMU C HAZPY3KAMU CPeOHell UHMEHCUBHOCMIU,
O0CODEHHO CONPANCEHHLIMU C NpedbleaHuem Ha ceexcem 6030yxe. Duzuueckue YNPadsCHEHUs
obnezuailom ouduweHue OPOHX08 OM 6A3KOU MOKpOmMbl U pA36USAlOm ObIXAMENbHYI0 U 00WYo
myckyramypy. Hexomopoie ynpasicuenust yKpenisirom pyonyio KiemKy u UCHPAGISIOm OCAHKY.

B peoxux cayuasx msdicecmvb COCMOAHUSL NAYUESHMA NOTHOCMbIO UCKTIOYAEN 803MOICHOCHb
3auamus guzuyeckumu ynpasxchenuamu. Ilosmomy 6onpocvl cnopmusHou akmusHocmu (6b100p 6uoa
CNOpmMa u Ha2py3Kiu) O0IAHCEH peulams 1edauli 6pay.

Hayuenmam ¢ MB ne credyem 3aHUMamuvcsi 0COOEHHO MPASMAMUYHBIMU GUOAMU CHOPMA
(maocénas amnemuka, ¢ymoéon, xoxkkeu u m.n.), NOCKOIbKY OlumenvbHoe ocparudenue usuyecko
AKMUBHOCMU, CBA3AHHOE C B80CCMAHOBIEHUEM NOCie MpAaembl, HeONA2ONPUAMHO CKA3bIBAemcsl Hd
OPEHANCHOU (DYHKYUU TECKUX.

3.3 /lueroTrepanus ¥ BATAMHUHOTEPANUSA

3.3.1 O0mme NpUHUMIIBI AUETOTEPANINH Y anueHToB ¢ MB

Juemomepanusi cocmasnsem 8axcnyio uacme komniekcrnou mepanuu npu MB [1,2,15].

J PexomeHyeTcst BceM MalueHTaM ¢ MYKOBUCIMI030M YBEJIMYEHUE CYTOYHOIO MOTpeOsIeHus
kanmopuii 10 120-150% mno cpaBHEHHIO ¢ HOpMamMH IO BO3PACTy, MPONOPLUOHAIBLHOE YBEIHMYEHUE
notpebyieHus: BbICOKOKauecTBeHHoro Oenka (20% ot cyrouHoro kanopaxka) u sxkupa (35-40% ot
CYTOYHOTO KaJIopaska) C MENbI0 MOIePKaHus aeKBaTHOIO HYTPUTHBHOTO cTatyca [53].

(YYP-C, ¥ -5).

KommenTapmii: Ilayuenmam ¢ MB neobxoouma panHsas HympumueHas noooepaiicka. Ycmarnosnena
HenocpeoCmeenHas C6:3b medxcoy cocmosnuem numanus u gyukyuet neekux. Cywecmseyem npamas
KOppensayus mexncoy nokasamenem UHOeKca Maccvl meid, QyHKyuell 1e2Kux U npoooadCUmebHOCmvio
HCUSHU.

Hnoexc maccor mena (MMT) = macca mena (ke) / keéadpam pocma (M?).

Ilpu UMT > 50 nepyenmuns 3apecucmpuposano cyujecmseennoe yayyuienue nokazamensi OPB1.
Buicokuii nepyenmuns nokasamens 6ec/gospacm accoyuupyemcs ¢ ayumumu nokasamenimu ODB1,
JIUHENIHO20 POCMA, CHUICEHUEM CPOKO8 20CNUMANU3AYUU, CHUINCEHUEM KOAUYeCm8a OPOHX0N1e20YHbIX
obocmpenuti, a makaice ygeauyeHuem npoooIHCUMENbHOCTU HCUSHU.

benku
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THayuenmor ¢ MB Hyxcoaromcsi 6 nogvluleHHOM Koaudecmee Oenka us-3a e2o nomepw
(manvabcopbyuu) u 6 OONOIHUMENLHOM NOCMYNIEHUU €20 6 NepUod Kamaboiusma npu 1e20YHbIX
obocmpenusax. HMcmounuxamu HNOIHOYEHHO20 0enKa ABIAIMCA HAMYPAlbHble NPOOYKmyvl (MACO,
nmuya, pvloa, MopenpooyKmovl, MOJIOKO, KUCIOMOLOUHbIe NPOOYKMbL, MEOPOe, Chipbl, Atya). emsam
cmapuie 2004 PeKOMEHOYemcs 6KIYamb 8 pPAayuoH B6blCOKOOenKo8ble NpoOyKmul (fiya, puloa,
meopoe, cvlp) He pedice 3 paz 8 OeHb, MOJIOKO U KUCIOMONOUHbIe npodykmul He menee 500 — 800 mn 6
Oenb.

B kauecmee 0ononrHumenvbhoco uCmMouHuKka OenKa peKOMeHOYemcs UCNOIb308aHUe 1e4eOHbIX
cmecetl OJisk SHMEPAILHO2O U OONOTHUMENLHO20 NUMAHUSL. [[ONOTHUmMeNbHOe NUMAaKUue HAZHAYAm no
150 - 200 — 250 mn 1 — 3 paza 6 denv (Hanpumep, Ha 6MOPOL 3A8MPAK, HA NOJOHUK UIU Neped CHOM,
BO3MOJICHO 8 COYEMAHUU C PPYKMOBbIM niope, neyenbem, Xaonvamu u m.n.). Obvem 00noaIHUmeIbHO20
NUManUsl Onpeoesiemcs CMeneHbo HympumueHo HeOOCMamoYHOCMU U ANNemumom pebeHKa.

Kupuot
Upes3sbiuaiino 8adCHO COXpaHEeHUe 8blCOK020 nompeoaeHust i upos nayuenmamu ¢ MB. JKupwi

ABNIAIOMCS HAuboJlee dIHePeemuyeckKu «NIOMHbIMY dHepeoHocumenem (9 Kkau/e); yeenuueHue Keomuvl
Jocupa 8 sHepeoobecneyeHuu cHudxcaem obpazoganue COz, MuHuMusUpyem e2o 3a0epiucKy 8
opeanusme, NOJLONCUMENbHO GIUAe HA 2A3000MeH 6 JlecKux. Bo3modxcnocms 6blcokoco nompedieHus
Jcupa obecneyusaemcs a0eK8amHoU 3amMecmumenbHou hepmeHmHol mepanueil.

Xoms konuuecmao dcupa 6 oueme nayuenmos ¢ MB ne ocpanuuueaemcs, 8axchoe 3HaveHue
npuobpemaem eeo KaueCmeeHHwlll cocmas. B cessu ¢ napywenusmu 6 cenamodunuapHou cgepe,
KOIUYECMBO HACLIUYEHHbIX U MPaHcocupos (drcusommuvie dcupvl, cooepiucaujuecss 6 HCApeHblx
NPOOYKMax, KONOACHBIX U30eNUsIX, KOdce NMmuyvl, KYIUHAPHLIE JHCUPbL, MApPeapun) HeoOX00UMO
02PAHUYUBAMDb, O0MOABAsE NPEONOUMEHUE HCUPAM, 002amblM  NOJUHEHACHIWEHHBIMU  HCUPHBIMU
kuciomamu (ITHXKK): omeea-6 (Kykypy3noe, noOCOIHeUHOe MACI0) U ome2a-3 (IbHAHOE MACILO, HCUP
MOPCKUX pbl0) HCUPHBIMU KUCTIOMAMU, NPUPOOHbIM eumamunom E. Taxue macna xkax — KyKypysHoe
NOOCOJIHeYHOe, pancogoe credyem UCNOIb306amb 6 Kauecmee 0aA308blX NPOOYKMos  Ojisl
npuecomoeieHusi nuwgu. A maxkue macna, Kax JbHsHoe, MblIKGEHHOe, Caloposoe, MAclo, MACIO ePeYKUx
0pexos, BUHOSPAOHBIX KOCMOYEeK U Op. 6 Kauecmee OONOIHUMENbHOU, OUON02UYeCKU AKMUBHOU
dobasku Kk nuuje, 8 HeOOIbLUIOM 00beme, be3 mepmMuiecKol 00pabomku, 006assAsa 8 20mogvle O.1004A.

Pacmumenvnoe Kkokocogoe macno - codepicum 6 ceoemM cocmase cpeoHeyenodeunvie
mpuenuyepuowvt (CLT). Tpueruyepuowi co cpedueti onunou yenepoownou yenu (C6-CI12) sgnaomces
J1e2KO OOCMYNHBIM UCOYHUKOM IHEP2UU, MAK KAK He HYHCOAIOMCS 8 IMYIbeaAYUU IHCETUHbIMU COTAMU
U 2uoponuze NAHKpeamuideckou IUNA3ol U 1e2KO 6CACbI8AIOMCS, MUHYS TUMMAMUUECKVIO CUCTHEMY,

Henocpe()cmeeHHo 6 KPOBEHOCHblE cocydbz cucmemsl GOPOMHOﬁ BEHDLL. OaHaKO, Cﬂe()yem 3HAmos, 4mo

99



CLT omuocamcsi K HACOIWEHHBIM JHCUPAM, 001A0AIOM KEeMO2EeHHbLIM d(geKkmom, 6 cea3u ¢ IMum
cnedyem usbez2amov uz30bIMOUHO20 YNOompeoieHUs UX 8 payuone.

P50 cmeceii ona neuedbnoco numanusi cooepyxcam 6 ceoém cocmase CL[T. Coodepoicanue ux
sapvupyem 6 mnpedenax 20-70% ocupo8oco KOMNOHEHMA, OCMANbHbIE JHCUPLL NPeOCmAasieHbl
JURUOAMU € BLICOKUM COOEPICAHUEM ICCEHYUATbHBIX (NOIUHEHACLIUEHHBIX) JICUPHBIX KUCTIOM.
Mooynvnvie orcuposvie cmecu (amyrvcuu) umerom 6 ceoem cocmage moavko CLT. [loxazanuem K
UCNONBL306AHUIO MAKUX NPOOYKMOE, CMecell ABNAEMC s HeB03MONCHOCMb YEeIUYUmMsb KalOPULHOCMb
PAyuoHa U KOMNEHCUPOBAMb CMeamopeid ¢ HOMOWbI0 A0eK8AMHbIX 003 MUKPOCHepudeckux
hepmenmos, BulpaNiCeHHAs CMeNneHb HYMPUMUEHOU Hed0CMAamoyHOCHU.

Yeneeoowt
Onepeemuueckutl oegpuyum 80CNONIHAEMC MAKdice 3a cuem y2ne80008. [ucaxapuowvi, ¢ mom

yucne caxap, 6 OONLUWUHCIGE CyYae8 NepeHOCAMCs Xopouio. B Oouemy no annemumy 6KiOYaom
caxap, ¢pykmvl, craokue HAnumKu, Mmeo, 6apeHve, KoHgemvl. B payuone numanus npocmoie
Y2neeoovl He 02PAHUYUBAIOMCS, OOHAKO, 6 C6A3U C BO3PACMAIOWUM DPUCKOM B03HUKHOBEHUS
accoyuuposannoco ¢ MB caxapnozo ouabema, ux pekomMeHOyemcs YnompeoOaims MmMoNbKO HOCe
OCHOBHbIX NPUEMO8 NUWU, 80 U3DENCaAHUE PE3KUX KOJIeOAHUL YPOBHS TUKEMUL.

Heobxo0umo nomnums, umo y 91% nayuenmoe ommeuaemcs KapuosHoe nopaxcerue 3y008s,
umo mpebyem MuamenvHol 2ucUeHbl NOJNOCMU pma U Ppe2ylsApHo20 HAOI0OeHUs 8payd-
cmomamonoza.

YV nayuenmos, coxpamnaowux scanobwer na ouapero, 830ymue dcugoma, OOIU 8 dHcusome U
nosvluleHHoe 2a3000pa306anue npu YnompeoieHuu MOLOYHbIX NPOOYKMOE, HeO0OX00UMO UCKIIOUUMb
nakmasHuyro Heoocmamounocmo. CHUdICEHUe NaKmazHou aKmueHOCMU 6 OUONmMamax Ciu3uUCmou
obonouxu mouxou kuwxu 103 oemeti ¢ MB u maxcenou nankpeamuyeckoi He00CmamoyHoCmoio ObLIO
obHapyiceno 6 58% (msicenas eunonrakmasus 6 31% u ymepennas 6 28% cnyuaes)[231].

Ocobyro epynny cocmagnawom oOemu, OnepuposaxHvie Nno noeody MeEKOHUeso20 uneycd,
KOmMopbvle MO2ym umMems JaKmasHylo He0oCmamoyHoCmyb 6 MOU UNU UHOU CMeENneHu, 6 3a6UCUMOCTU
om ONUHBL pe3eKyuu MOHKOU KUWUKU (CUHOPOM KOPOMKOU KULUUKUL).

B Oucecmuu nonumepos 2noko3bl — MAalbmMOOEKCMPUHOE C HEOONbUUM YUCTOM 2THIOKO3HBIX
ocmamxkog (5-8) 6 bonvuleli cmeneHu npuHUMAaem yyacmue aoKOAMULA3a U Maitbmasa (pepmenmol
KUWEYHO20 NPUCMEHOYHO20 NUWesapenus), yem naukpeamudeckas amunasa. Manvmooexcmpurvl
umerom 6onee HU3KYIO OCMOJIAPHOCMb, YeM MOHO- U OUcaxapuobvl, NO3MOMY UX UCNONb306AHUE 6
cocmage Cneyuanu3upoOBanHulx cmecel OJid SHMEePAIbHO20 U OONOTHUMENbHO20 NUMAHUS NO360JIAem

CYWEeCmeerHHo yeeiudumos Ka/zopudHocmb be3 yeeiauderus OCMOMUYECKOL HAZcpy3KUu Ha KUUWKY .
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Pacwennenue kpaxmana 3asucum om naHKkpeamuueckol amuiazvl, NOIMOMY OH YC8AUBACMCS
Xyorce, uem Ou- U MOHOCAXAPUObl. Amunopes, makdice KaKk Kpeamopes u cmeamopes,, HyHcoaemcs 8
KOppeKkyuu naukpeamurom**. Hznuwku HepacujenienHo2o Kpaxmaid, nOCmynas 6 mojicmyo KUWKY,
2UOPOTUSUPYIOMCSL KUMUEUHOU MUKPOGIOpOU, 4mo Npugooum K HOBLIUEHHOMY 2a3000pa308aHUIO,
630ymuto u 60JIsM 8 dicugome.

Hayuenmam ¢ MB me ocpanuuusaromcsa npooykmul u 6a100a, Oozamvle pacmeopuUMbLMU
NUWeBbIMU B0JOKHAMU (NEKMUHbL, Kameou), Komopvie ChnOCOOCMBYIom NpouiaKxmuke 3anopos u
cuHopoma oucmanvhou unmecmunarohou oocmpykyuu (CHHUO). Oomaxo, npu coxpameHuu
oucnenmuyeckux S6IeHUll He PeKOMeHOYemcs 8 OONbUuUX Koauvecmeax nuwa, 6ozamas 2pyoot
Kemyamkou u 80J0KHamu (00boevle, Kauiu U3 YelbHO20 3ePHA, YENbHO3EPHOBOU U DPHCAHOU XI€eO,
ompyou, KOCMouKU, Koxcuya om (GpyKkmos u ogowujell, cyxo@pyKmuol, HU3KOCOPMHOE MACO C OOTbUUM
cooepaicanuem coeOUuHUmMenbHoU MKAHU), Komopule Y8eIudusam 00vem Kaio8vlx MAcc U YCUIUBAIOm
Memeopusm.

o Jlns obecriedeHus MOBBIIIEHHBIX SHEPTeTUYECKUX MOTPEOHOCTEN KaTOPUHHOCTH CYTOYHOIO
paloHa ManueHTaM ¢ MYKOBHUCIIMI030M PEKOMEHIYeTCS PacCUMThIBaTh HE Ha (aKTUYECKUil, a Ha
JOJDKEHCTBYIOIIMKA BEC C YYETOM KaTaOOJMYECKUX MPOIECCOB MPH XPOHUYECKOM BOCHAJICHHH M
ucxo s u3 aeduiura macesl Tena (tabm. 21) [2,53].
(YYP-C, YA -5).
Kommenrapmii: /lompebnocms 6 snepeuu y oemeu ¢ MB, no Oamnvim paziuuHwlx uUCmMOYHUKOS,
donxcHa 6vimb  nosviwena oo 120-150%, no cpasnenuro ¢ meopemuueckumu paciemamiu Ha
gaxmuueckuti ec, 6 3a8UCUMOCIU OM B03PACMA U HYMPUMUBHO20 cCmamyca nayuenma (maobauya
21). 35-40% eceti snepeemuueckou nompebHocmu 00JxCHO obecneyusamucs scupamu, 20% 6erkamu
u 60-65% - yenegooamu.
Cywecmsyrom 00801bHO COXCHBLE POopMYablL OISl paciema HeodXo0UMbIX OONOJHUMENbHBIX KAN0pUll,
00HAKO 8 NOBCEOHEBHOI NPAKMUKE MONCHO NOJIb308AMbCS CLEeOYIOUUMU OPUESHMUPAMIUL:

o 1-2 200a - 200 xxan,

o 3-5em - 400 kkan,

o 6-11 nem - 600 kxan,

o cmapuwe 12 nem - 800 kxan 6 cymku [1].

Tabauya 21. Pexomenoyemvble genudunbl nompeoaenus 6enka u dHepeuu

Bospacm benox, e/ke/cym Ouepeus, kkan/ke/cym
Munumanvhasn Maxkcumanvhas

0-1c200 3-4 (00 6) 130 200

1-3200a 4-3 90 - 100 150
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3 -10 zem 3-25 70 - 80 100

11-14 nem 2,5-15 45-70 90

J HenocraToyHOCTh MUTaHUS PEKOMEHAYETCSI AUArHOCTUPOBATh, €CIU MPOLEHT COOTBETCTBUS
Macchl IO POCTY U MOJy WM Macco-pocToBoit unaekc (MPU), daktuueckas macca/uaeanbHas macca
o pocty u nony x 100% menbine 90% y manueHToB JIETCKOro BO3pacTa, a y MOJAPOCTKOB U B3POCIIBIX
- ecmu UMT cocrapiser menee 18,5kr/m?. Benenue naruentoB ¢ MB ocylecTBISIOT B 3aBUCHMOCTH
oT ux ¢usznueckoro craryca (ta6m.22). Ilpu mokazanmsx Z-score mo MMT ot -1 go -2 caemyer
JIUarHOCTUPOBATh  CPEIHETSHKEeNYI0 HEJOCTaTOYHOCTh MUTaHHs, a IMpu >-2 —  TOKEIYIo
HEJIOCTATOYHOCTh nuTanus [232].

(YYP-C, Y1 -5).

KommenTapmii:
Tabnuya 22. /Juemonocuueckue pekomeroayuu no eedeHuro nayuenmos ¢ MB 6 3agucumocmu om

Qusuueckoco cmamyca [53]

Hetu < 2-x net Heru 2-18 ner CocrosiHue nuTaHus
Bec u JUIMHA > 50| UMT > 50 neprieHTHIIb HopMmanbHoe cocTosiHuEe NUTaHus:
MEePIEHTUITb [Tpodunaktryeckoe

KOHCYJIbTUPOBAHUC 110 BOIIPOCaM

IIUTaHKsA

Bec m mmma <50 >10 UMT < 50> 10 nepuenruns |Hapymenne HYTPUTHBHOTO

TEPIEHTUIIH [oTeps MM OTCYTCTBHE | CTATYCA: KOPPEKIMsS JIMETHl |
npuOaBKK Beca B IpeblayIye | 100aBIeHre IPOJYKTOB
2-4 mec SHTEPAIILHOTO MUTAHUS

Bec u JUIMHA <10 | UMT< 10 mepueHTHIb Hapymenune HYTPUTHUBHOTO

HEpLEHTHIIb [MoTeps > 2 mepreHTHICH Beca | CTATYCa TSHKENIOH  CTCICHN:

¥ 3ajepKKa POCTa C MOMEHTa | SOHIOBOE ITHTaHUE

OCICAHCTO IMOCCIICHU A

e PexomeHJOBaHHas LeNb HYTPUTHUBHOW momiuepxku npu MB - olecneuuts (uzndyeckoe
pa3BUTHE MAllMEHTa COTJIACHO BO3PACTHBIM HOpMaM (JIOCTHKEHHE OKazaTelell (Pu3NYecKoro pa3BUTHS
B TpaHwuIe 25-75 MepueHTHIb OociIe KOPPEKIIMA HYTPUTUBHOTO CTaTyca, peKoMeHayemas memb - 50
nepreHTb) [53].

YYP-C,¥YA1-5).
3.3.2 JleTu nmepBOro roaa :Ku3Hu

I'pyonoe éckapmaueanue
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Hoeanvhvim 011 HOBOPOJNCOEHHLIX U Oemell  Nep8oco 2004  JHCUBHU  SGJISemCs
Henacmepu3o8annoe 2pyoHoe MAamepuHcKoe MOAO0KO, MAK KAK OHO COOEPHCUM WIUPOKULU CHeKmp
3aUUMHBIX PaKkmopos u OUuoI0cUYeCcKU AKMUBHBIX 6ewjecms. BadcHylo ponv uepaem axmueHOCHb
MepMONAOUTLHOU TUNA3bl 8 HAMUBHOM (Henacmepuzo8aHHoM) HceHcKkom monoke. s oemeti ¢ MB
NOKA3aHa 3aWUMHAs POJib eCMeCmEEeHHO020 BCKAPMIUBAHUA. MIAOeHYbl, Noayyaouue 2epyoHoe
MOJNOKO, UMeIom Jjyyuiue NoKa3amenu Je20YHblX (OYHKYUll U HU3KYI0 4Y4acmomy UHQDEeKYUOHHBIX
9NU30008, NO CPABHEHUIO C O0eMbMU HA UCKYCCMBEHHOM 6ckapmausanuu. Hosopoowdennvie u oemu
NepeviX Mecsayes JHCU3HU, KOMOopble He MO2YMm CAMOCMOSAMENbHO BblCaCbleamb HeoOX00umblil 0bvem
MONIOKA U3 2pyou 68Uy MANCECMU COCMOSAHUA (00was ciabocmov, 00bLUKA, CEPOeHUHO-N1e20UHAS
HeooCmamoyHoOCmy) OO0NIHCHbL NOJYUAMb CUEHCEHHOE HEeNACMepUu308anHoe MAamepuncKkoe MOJIOKO U3
OYMbLIOUKU UL Yepe3 HA302ACMPATbHbILL 30HO.

B nexomopuix cnyuasx mpebyemcs OononinumenvHoe HOCMYNIEHUe 3HepeUu ¢ NOMOUbIO
obocawenus 2pyonoco monoxa. Tax, npu HedocmamouHoU npubasKe 6 6ece MONOKO MONCHO
obocawams dobasnenuem na kaxcovie 100 mn npudbruzumenvro 5 2 (1 mepuas noscka) cyxou cmecu
Ha ocHose cuopoauszama 6enka ¢ CLT.

e Jletam rpyaHoro Bo3pacta ¢ MB M maHKpeaTH4eCcKON HEIOCTaTOYHOCTBIO PEKOMEHAYETCS
Ha3HayaTb (EPMEHTHYIO 3aMECTUTENbHYIO Tepaluio IpernapaTaMu IaHKpeaTuHa™** (B Buue
MUHUMHUKpOc(]ep) B KaxkI0€ KOPMIEHUE C ILIETbI0 KOPPEKIUHU MaHKPEeaTHUeCKON HEeJ0CTaTOYHOCTU
[2,53].

YYP-C,¥A1-5).

KommenTapmii: ¢ momenma 6eedenuss neonamanvhozco ckpununea wa MB 6 Poccuu (2006 e.)
NOABUNACH BO3MONCHOCMb DAHHE20 HAYANA JleyeHUs, OOHAKO BONpOC, K020d U KOMY HAYUHAMD
3AMeCmUmenbHyl0  mMepanuio  NAHKpeamuyecKumu gepmenmamu, He 6cee0a sceH. Ypoeews
namKpeamuyeckou snacmasvl-1 6 cmyne 6 meueHue nepeoco 200a HCUSHU MONCEeNm CYUjeCmeeHHO
8apbuposams U 0OHOKPAMHO20 €20 usMepeHus ne ececoa oocmamoyrno. Ciredyem opuenmupoeamocs
Ha memnvl nPUbABKU 8 MACCe U NOKA3amMenu Konpozpammsl (naiudue cmeamopeu) [53].
Cmewmannoe/uckyccmeennoe 6ckapmauganue

Y oOemeii, coxpansowux yooenemeopumenbHvle memnsvl QUIUYECKO20 pA3BUMUL, MO2YM
UCNOIBL3068aMbCS 00bIYHbIE A0ANMUPOBAHHbIE MOJIOUHbIE CMECU.

Ilpu cmewannom/ucKyccCmeeHHoM BCKAPMAUBAHUU OONbUUHCIBO MAAOeHYe8, NpU CB0e8PEMEHHOL
ouazHocmuke NAHKpeamuieckou HeOOCMAmoOyHOCMU U ee KOPpeKyuu NaAHKpeamudecKuMu
gepmenmamu, xopowo pacmym u pazeusaiomcs npu UCNOIb308AHUU OObIYHBIX A0ANMUPOBAHHBIX

MOJIOUHBIX cMmecell ¢ npe05ﬂa()aHueM Cbl6OPONIOYHbLY benxkoe 6 cocmase 0OENK08020 KOMNOHEHMA

(60:40) [53].
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e V gerell mepBOr0 TroAa JKU3HU C MYKOBHCIMIO30M HE PEKOMEHIYETCS HCIIOJIb30BaTh
3aMEHUTEIM MOJIOKAa ¢ HU3KUM cojaepxanueM Oenka (1,1 — 1,3 r/100 mur) u xwupa (menee 3,5 r/100
MJI), TaK KaK OHHM HE 00€CIIeUnBaIOT HYTPUTHBHBIC TOTpeOHOCTH nanueHToB ¢ MB [233].

(YYP-C, YA -5).

e [lpu HemoctarouHoil mNpuOaBKE B Bece y MAIMEHTOB C MYKOBHCIIHJIO30M PEKOMEHIYETCS
OTAaBaTh MPEANOYTCHUE BHICOKOKAIOPUHHBIM CMECSIM, UMEIOIIMM B Ka4eCTBE KUPOBOT'O KOMIIOHEHTA
CUT wu pacTuUTeNbHBIC XHUPHI B 3MYJIbIMPOBaHHOW (DOpME, UTO IMO3BOJSET YIYYIIUTh YTHIIU3AIUIO
JKMpa M CHU3UTH 03y MMAHKpeaTHYeCKuX GhepMeHTOB [234].

(YYP-C, YA -5).
Kommenrapuu: osmum mpebosanusam omeeuarom omoenvbHble cmecu 01 HeOOHOUIeHHbIX U
MAn0BeCHbIX Oemell.

Ilpu  CcMEWAHHOM/UCKYCCMBEHHOM — 6CKAPMIAUBAHUU — OONLUUHCIMGO — MIAOeHYes8,  npu
CBOEBPEMEHHOU  OUACHOCMUKEe — NAHKPeamu4eckou  HeOOCMAamouyHocmu U ee  KOppeKyuu
NAHKpeamuyeckumu epmeHmamu, Xopouwo pacmym u passusaromcs npu UCNOIb308aHUL 0ObIYHbIX
A0anmMupoOBaAHHLIX MOJIOYHBIX cMecell ¢ NpeobadanHuem CblOPOMOYHLIX DEIK08 8 COCmase OeIK08020
komnoneuma (60:40).

e PexkoMEHIOBaHO Ha3HAYCHHWE CMeceld Ha OCHOBE THAPOJIU3aTOB MOJIOYHOTO Oe€lika IpH
aJUIepru K OelIkaM KOPOBBETO MOJIOKa M BPEMEHHO — IOCJIE ONEPATUBHOTO BMEIIATEILCTBA IO-
MOBOJIY MEKOHHAJILHOTO WIIeyca C JieueOHo mesbio [233].

(YYP-C, Y1 -5).

e [laneHTam, MOMYYarOIIUM MAaCCHUBHYIO aHTHOAKTEPUANBHYIO TEPAIUIO, a TAaKXKe MOBTOPHEIC
KypChl aHTHOMOTHKOB, PEKOMEHIOBAHO BBECTH aalITHPOBAHHYIO KHUCIOMOJIOYHYIO CMECh MU CMECH,
oOorameHHyl0 NpoOMOTHKAaMH, B KojuuecTBe 10 1/3 cyroyHoro oObeMa KOPMIIEHUS JJs
HOACPKaHUS] HOPMAIIbHOM MUKPOGIIOpHI KuiieuHuKa [233].

(YYP-C, Y1 -5).

e [lpukopMm pekomeHzayeTcss BBOIUTH B 4—5 Mec. (Kak ¥ B MOMYJSALUHU 3/0pOBBIX JeTel), a
HEKOTOPHIM JEeTSM, TpW HU3KOH NpuOaBKe B Macce - PaHbIIE C IENbI0 KOPPEKIHH JAHHBIX
Hapymienuit (Tadin. 23) [233].

YYP-C,¥YA1-5).
KommenrTapmii: nepgvivu O1100amu npuxopma cuysxcam sHepeemudecku niomuvie 01100a; Kauu Ha
CUEIHCEHHOM MONIOKe UNU MOJOYHOU CMeCU CO CAUBOUHBIM MAcioM, Oemckuil meopoe 4,5-5%

HCUPHOCMIU, oanee 8600am 060UHOE npe C MACHbIM nrope u pacmumelbHblM MACIOM, IHCEIMOK.
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Cnedyem  ucnonv3osamv  8bICOKOKANOpULIHbIE — NPOOYKMbL — NpuKopma,  obocaujenHvie

BUMAMUHHO-MUHEPAIbHBIM KOMNJIEKCOM.! oemcKue MOI0YHble Kaulu NPOMbIUUTIEHHO20 np0u36000m6a C

oobasnenuem ciu8oYHo20 macia, O60UiHblE niope ¢ oobasnenuem pacmumeilbHo2o macia, miaca.

Bosmoorcrno esedenue msacnoco nrope 6 kaiecmee nepeoco npukopma oemsam Ha ecmecmeeHHOM

6CKAPMIUBAHUU, KAK XOPOWMZZ UCMOYHUK oicene3a U YUHKA.

Kopoebe U KO3b€ MONOKO MOJNCHO UCHOJIb3084Mb MOJLKO Ol npucomoelenus onroo ¢ 89

mecayes. B amu dice cpoKu MONCHO 6600UMb HeAdAnMuposanHvle KUCIOMON0UHbIE NPOOYKmbl (Keghup,

HAmypaibHuill Uocypm), obocaweHHbvle Hcusbimu dugduoo- u rakmobaxmepusmu. brooa npuxopma, 6

omaudue om 3()0p08blx ()emeﬁ, noocanusarom. ﬂOnOﬂHumeﬂbH0€ Koauyecmeo noeapeimoﬁ CONU 8 OeHb

opuenmupogouno cocmasisem 1/8 uaunoii noxcxu (0,6 — 0,7 2) 015 pebenka nepoco noay2o0us u Y u.

1. (1,25 2) onsa pebenka 6-12 mecsyes [233].

Taénuya 23. Ocobennocmu 86e0eHUst NPUKOPMA 0emam nepeo2o 200a xcusHu ¢ MB

[TponykTsl u 01082

Bo3spact (mec)

DpyKTOBOE IIOpE 4

TBopor 4-5
Kenrok 5-6
OBOIIIHOE ITIOpE 5-6
PacTuTEILHOE MACIIO 4-5

Kara 4 (Ha CIIC)KECHHOM I'PYAHOM MOJIOKE,
MOJIOYHOM CMECH MJIM THAPOJIN3ATE)

CMBOYHOE Macio 4-5

MsicHoe mrope 45-55

HeamanTupoBaHHbIe KHCIOMOJIOUHBIE 8-9

HanuTKU (Kedup, HOrypr)

Cyxapu, xj1e6 7-8

Pri0a 8-9

3.3.3 IIuTtanue JOIIKOJLHUKOB H INKOJLHUKOB

Ocho8HOU npUHYUN - «AKMUBHBIILY NOOX00 K NUMAHUIO pebeHKa 6 11060M 803pacme

o [Ilumanue pebenxa 0on21cHo Ovimb pecynsapHuiM (6 pas 68 0eHv dadice OJisl WKOJIbHUKOS, hopmyid

3+3): 3 ocnosHblx npuema nuwu (3a6mpax, 06e0, yircun) u 3 0ONOJIHUMENbHBIX nepexyca (2-u

3a6MPax, NOAOHUK, HA HOUb);

o Ilumanue OondcHo ObIMb «NIOMHBIMY. 6 KANCObIUL OCHOBHOU npuem nuwiu OO0JIICHDL

sKAOUaAmMbCs  O1100a,  coodepicaujue  KaueCmeeHHble HCUBOMHble  OelKU,

yumk  (msco,

cyonpooykmesl, pulba, Atya Ui MOJOYHblE NPOOYKMbL — Cblp, ME0PO2), Ka4eCmeeHHble HCUPbl

(pacmumeﬂbHoe, ClIU604YHOE mdacilo, cmemand, CJZMGKU), CJIOJHCHblE (prl’lbl, XJZ€6, OSOWU) u e

MeHbulell cmenenu npocmole (pyKkmol, c1a0ocmu, 8apeHve, meo) y2neso0bl,
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o [lononnumenvhvie npuemvl nuwu (nepexycvl: 2-i  3aémpax, NOJIOHUK, neped CHOM)
0053ameNbHbl, OHU COCMOAM, KAK NPpAsuno, U3 KUCIOMOIOYHBIX HNPOOYKMOS, Meopoad,
@pyKkmos, gpineuKu u yMepeHHo20 KOIUu4ecmea ciaoocmell.

IIpu mykosucyuooze oo 10% nayuenmos k noOpocmrkogomy o3pacmy hopmupyiom ¢udbpos u yuppos
nevenu (CFLD - yuppos neuenu, accoyuupoeanmwiii ¢ MB); oo 13% nayuenmoe x 20-nemmnemy
gozpacmy u 00 50% x 30 codam gopmupyrom accoyuuposannsviti ¢ MB caxapnoiti ouabem (CFRD -
ouabem, accoyuupoganuviii ¢ MB). [losmomy, nHecmomps na mo, ymo npu MB, npu omcymcmeuu
AnepeUNecKuUx peakyutl, 6 MeNHCOYHAPOOHBIX PEeKOMEeHOAYUAX paspeutensvl Jardvle NpoOYKNibl,
HeKkomopbule 01100a He PeKOMEHOYemcst YNompeoisims NOCMOSHHO U 8 DOIbUUUX KOIUYeCTEaX:

O NpoOyKmul U O1100a, OCI0NCHAIOWUEe pabomy nedeHu U JHCenuesbl8OOAWUX nymel -

MYy2oniaeKue U mpanc-Jcupvl (CMm. vlule), Kpenkue O0YIbOHbl, OCHMpble, KUCIble 0a100ad U

npsiHoCMu;

O MPOOYKMbI  NPOMBIULIEHHO20 — NPOU3BOOCMEd,  codepicawyue  OOIbUIOe — KOIUYECHBO

CMabuIu3amopos, UCKYCCMEEHHbIX Kpacumenel U KOHCEePBAHMOS, MAUOHe3 NPOMbBILULIEHHO2O

npou3z8o0Cmaa;

O M.H. KMYCOPHYIO RUWY», 20Mmosble cyxue noiygabpuxkamsi, hacm-ghyo,

O claodkue 2a3uposanHvle HANUMKU U Hepas3daslieHHble (BPYKmosvie HANUMKU NPOMbIULIEHHO2O

npou3z8o0Cmea;

O 6 601bUOM KOIUYECHEe U OMOETbHO OM OPY2UX NPUEMO8 NUWU — PADUHUPOBAHHbIE NPOCMble

yenesoowl (caxap, KOHgemul) ¢ yenvio He 0ONYCKAMb Pe3K020 N0ObeMd YPOBHS 2NUKEMUU,

O nmpu  OQUCHencudeckux SGleHusx — Oonbuue 00veMbl  NPOOYKMOS,  YCUTUBAIOWUX

2a3000pazosanue 6 KUWEYHUKe: YEeIbHO3EPHOBOL U OMpPYOHOU X1eb, C8excylo U KUCTVIO

0enoKOUaHHYI0, KPACHOKOYAHHYIO Kanycmy, 60006bie, C8EKIY, KOMCUYY U ceMeuKu om pyKmos,

opexu, 2puowi.

e [lpu OpoHXONETrOUHBIX OOOCTPEHUSX, 3HAYUTEIBHOM OTCTABAaHMM B BECe JJIS YBEIUYCHHS
MOCTYIUICHHsI DHEPIuH, BBICOKOKAUYECTBEHHOro OelKka, BUTAMUHOB W MHHEPAJIbHBIX BELIECTB B
KAaueCTBE IEPEKYCOB PEKOMEHIYETCSl MCIOJb30BaTh CIELMAIM3UPOBAHHBIE BBICOKOIHEPIETUUECKUE
KOKTEHITH WITH CMECH TS SHTepaibHOro uTanus [2,53].

(YYP-C, YA -5).

e PekoMmeH/10BaHO O0OoOraileHre palnroHa MOJTMHEHACHIIIEHHBIMUA XUPHBIMH KUCIOTaMH, KaJlbLUEM,
MPOOMOTHKAMHU ISl BOCIIOJIHEHUS TOBBIIIEHHBIX HYTPUTUBHBIX MOTpeOHOCTEN nmanueHToB ¢ MB (cm.
pazznen 3.3.1 «OO0mnme NpUHIMITBI AUETOTEpANuH y manueHToB ¢ MBy, xupsl). C nenpio oborameHus

panuoHa oMera-3 JKUPHBIMHU  KHUCJIOTAMU PCEKOMCHIAOBAHO HUCIIOJIB30BATb CH&GOCOHCHYIO (He
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KOITYEHYIO) >KHUPHYIO MOPCKYIO PBIOY: Celbab, ceMry, (hopeib u Jp. JOCOCEBbIe, HKPY 3- 4 pa3a B
HEJIEITI0 B KauecTBe 3aKycku [53].

(YVP - C, YIUI - 5).

e PacrutensHOE Macio (JbHSIHOE, THIKBEHHOE, KEAPOBOE, MAaciO TPEIKOro Opexa, COEBOE, PariCoBOE,
MOJICOJIHEYHOE, KYKYPY3HOE, OJIMBKOBOE) PEKOMEHAYETCSI HCIOIb30BaTh B HEPAPUHUPOBAHHOM BUJE
6e3 TepMuyecKkoil 00paboTkH, 00aBIsis B cajaThl U TOTOBBIE OBOILIHBIE OJI0/1A, Ui MPUTOTOBICHUS
JOMAIIIHETO MaioHe3a C IebI0 00oTaIeHus palioHa MOJIMHEHACHIIIIEHHBIMU )KUPHBIMH KUCIIOTaMHU U
OMONIOrMYEeCKH aKTUBHBIMU BeliecTBamu [2,53].

(YYP-C, Y1 -5).

e [lamentam ¢ MB pexomeHyeTcsl €KEAHEBHO YNOTPEOIsITh, KaK OCHOBHOW MCTOYHHK KAJIBIUS H
BBICOKOKAUECTBEHHOT0 Oellka - Heo0e3KHPEHHBIE MOJIOKO, TBOPOT, CHIP, KHCIOMOJIOYHBIE MPOIYKTHI,
oOoraIieHHble KUBBIMH IITaMMaMH MPOOMOTUKOB (OudumodakTepuil U nakToOakTepuil) — HOrypThI
KOPOTKOT'O CpOKa XpaHeHwus, onokedup u 1.11. [2,53].

(YYP-C, Y1 -5).

e [Ipu QopMupoBaHUM caxapHOro AWa0eTa, AacCOIMMPOBAHHOTO ¢ MyKoBuciumosom (M3C/]
(CFRD)), pekomenyeTcss KaJIOPUHHOCTH palMOHA U COJCPKAHUE XHPOB COXPAHSITH MOBBIIICHHBIM
JUISL BOCIIOJIHEHHsI TOBBIIICHHBIX HYTPUTHBHBIX MOTpeOHOCTEW manueHToB ¢ MB [2,42,53,67] (cwm.
paznen 3.1.6 «Tepamnust )HIOKPUHHON HEIOCTATOYHOCTH MOKeTy10uHOM sxene3sl (M3CII)»).
(YYP-C, Y1 -5).

3.3.4 MUKpPOHYTPHEHTHI U BUTAMMHBI

e Bcem nersim ¢ MB pekoMeHI0BaHO MOJICaIMBaHUE THUIIM C IEIbI0 KOPPEKIMU OanaHca XJopa U
Hatpus (tabm. 24,25) [2,53].

(YVP—C, VI -5).
Ta6auuna 24. Cyrounsie norpebHocTr B conn (NaCl) y nereit ¢ MB [2,53]

Bec pedenka/ <Skr 5-10 kr >10 kr
TeMImepaTrypa
OKpY:Karomei

cpeabl

20 °C 0,8 r/menn 0,5 r/nenn MuHumMyMm

+ 0,8 r/nens/10 kr

25°C 1,5 r/neun 2 r/neun Munumym 2 1/1€HB
+ 1 r/nenn/10 kr

30 °C 2,8 r/nenn 4 r/neHn MunumyMm 4 1/1eHb
+ 2 r/nenn/10 kr

HpI/IMe‘laHI/Ie: CTapmue ACTHU, KaK IMPaBUJIO, CaMU PETYIIUPYIOT KOJIMYCCTBO COJIM B CBOUX 6J'IIO}_IaX 10 MPUHIHAITY
«COJIOHKA Ha CTOJIC».
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Ta6auna 25. [Ipodunakruyeckue 10361 HATPUS 11 manueHToB ¢ MB [53]

Bo3spacr HJoranus natpus | llpumeyanus

Hetn 0-6 mec 1-2 mmonw/kr/ma | Jls geTei ¢ puckoM cosieaeuIiuTa — COJib, pa3BeIcHHAs B
BOJIC WK (PPYKTOBOM COKE HEOOJBIIUMHU MOPIHSIMH
BTCUCHHE JTHS,

JetsM 1o 1o 4 mmone/kr/mH | [To6beM comu y TpyAHBIX JeTel, IPOKUBAOIINX B KAPKOM

MOKa3aHUsIM (CM. KJIMMAaTe WJIH TIPH MTOBBIIICHHBIX MOTEPSIX )XUIKOCTH (PBOTA,

MIPUMEYaHUS ) MOBBIIIICHHAS TEMIIEpaTypa Teia, Juapes, TaXUITHOD, U
TP HAJIMYUH CTOMBI Y TPYJTHOTO peOeHKa).

Hetu mocne 6 mec | Conenast numia [IpuMeHATD B CTPECCOBBIX CUTYAIUSIX C M30BITOUHBIX

U B3pOCIIbIC WJIH COJIb MOTIUBOCTHIO (JIUXOpajika, GU3NICCKUE HATPY3KH, JKapKas
oro/ia).

[Tpumevanus:

1/5-1/6 4aitnoii oxku mpumepHo coorBeTcTByeT 15 MMosis NaCl coneBbIX pacTBOPOB, IpeIHA3HAYCHHBIX IS
nmepopanbHOl peruapaTanuu [2];

HJ’ISI HCpCBOI{a MMOJIb B MTI" HanI/Iﬂ, xnopa NI HanI/IH XHOpI/II[a HeO6XOILI/IMO yMHO)KI/ITB KOJINYECCTBO MMOJIb Ha
23, 35 uian 58 (MONIEKYISAPHYIO MAacCy HAaTpHsl, XJIOPa MM HATPUs XJ0opuaa) cootBeTcTBenHo [53].

o Bcem amumentam ¢ MB pexkoMeHzi0BaHO JomoiHUTENbHOE BBeneHue Kaibius: 400-800 mr
netsaMm; 800-1200 Mr moapoCTKaM M B3POCIBIM € LEIbI0 MPO(UIAKTUKH HEAOCTATOYHOCTH KaJIBIIUS B

OpraHM3Me M OCTCONCHUYECKUX COCTsHuit [2,53].

(YYP-C, VIJI-5).

. Bcem nanmentam ¢ MB pekoMeHZOBAaHO Ha3HA4YEHHE >KUPOPACTBOPUMBIX BUTAMUHOB C
L[EJIbI0 BOCIIOJIHEHUS JeUIUTa UX TOCTYIJIEHUS ¢ MUIEH Ha pOoHe MaJbIUTreCTUU U MajbabcopOuun
[2,53,70,234].

(YYP-C, ¥ -5).

Kommenrapmii: 6cieocmeue manvabcopoyuu scupa y nayuenmos ¢ MB napywaemcs écacviéanue
ACUPOPACMBOPUMBIX BUMAMUHOB.

Y nayuenmos ¢ MB xopowio uzeecmmno o nedocmamournocmu eumamuna D u napywenusx ¢ocghopro-
Kanvyuesoeo oomena. Jleueonwiti s¢hgpexm gvicoxkux 003 eumamurnos A u D myosicoaemces 6 danvrhetiuem
uzyuenuy. (OOuaxko Xxopowio uzeecmuo, umo 6ce nayuenmvl ¢ MB ¢ namkpeamuueckoi
He0OCMamoyHOCMbl0  eHCeOHe8HO  OOJHCHbL  NOAYYAMb  OONOTHUMENbHO — HCUPOPACHBOPUMbIE
sumamunsl (A, D, E u K) u bema-xapomun, onmumanvHo  godopacmeopumotii ¢popme. [layuenmol ¢
COXpAHHOU (hYHKYUel NOOHCeTYOOUHOU JHcelle3bl 0053amelbHO O0NHCHbL NOLYYAmMb OONOJIHUMENbHO
sumamun E. Bodopacmeopumvie eumamunvl HazHauaromcs nayuenmam ¢ MB 6 o6biunbix
NPOUIAKMULECKUX 003UPOBKAX, PEKOMEHOYEMbIX 300POBbIM UYAM COOMBENMCMBYIOUEe20 803PACMA,
3a ucknouenuem sumamuna C, nompedHocms 8 KOMOpPoM y NAYUeHmos nosviuiena, u eumamuna B12

cyuasnx pezekyuu no08300UHOU KULUKU.
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B mabauye 26 npusedenwvt pexomenoyemvie npogurakmuueckue 003UpoKuU OJisi OONOJHUMENbHO2O

66e0eHUs. ACUPOpACmMEOPUMBIX BUMAMUHOB, U mepanesmu4ecKue 003b1 sumamuna D ons nayueHmoe c

MB.

Ta6auna 26. Pexomenayemblie mpopuIakTHIECKHE 03I )KUPOPACTBOPUMBIX BUTAMUHOB U
OerakapoTeHa a1 manneHToB ¢ MB [2,53,70,235].

BuramuHbl Jo3nposka (ME/cyT) ®opma Bbinycka s PO
Konekanprudepor™ 1 kanna = 500 ME (12,5 mxe)
(Buramus D) Hemu 1 2o00a acusnu | 1000 ME/cym
1-3 200a
Cuvieopomounniii 25 3-10 nem 1500 ME/cym
(OH) D sunumym— > 10 nem 1500-2000 ME/cym,
Gonee 30 ne/mn om 2000 (nemo, ocenv) oo 4000
(3uma, secna) ME/cym
Jloza 3aeucum om
CbIBOPOMOYHO20 YPOBHA U
00JI2ICHA PecyNAPHO
KOPPEeKMUpo8ambcsi
Anvgpa-Toxoghepona 0-6 mec 25 ME (18,4 mr) 30% macnaneiii p-p: 1kanis
ayemam (BumaMuH 6-12 mec 50 ME (36,8 MF) = 6,5 ME (4,8 MZ)
E) 1-4 rona 100 ME (73,5 mr) 10% macnanwuii p-p:
4-10 net 100-200 ME (73,5 — 147,1 mr) 1 kanns = 2 ME (1,47 me)

(mpoTuBOIIOKa3aH
JIETSIM 10 3 JIeT)

Yposenw
coomuouenus a-
mokxogepon:xonrecmep
un > 54
Monumopune no
NOKA3AHUAM, NOCe
usMeHeHUs 003bl

Crapue 10 ner

200-400 ME (147,1 — 294,1 mr)

Macnaueiii pacmeop 6
kancynax 100 ME(73,5 m2) ,
200 ME (147,1 me) , 400
ME(294,2 me)

MeHnannona HaTpHst
oucynbpuT
(Butamun K)
(TabneTkun
MPOTUBOIOKA3aHbI JI0 3
JIeT, PacTBOP JJIsI
BHYTPUMBIIIIEYHOTO
BBEJIEHNS — O€3
BO3PaCTHBIX
OTpaHNYEHUIN)
IIpomopmbunosoe
8peMsl, YPOseHb
sumamuna K 6 kposu

0-1rom 0,3 —1 mr/cyT
Crapiue 1 roga: 1 — 10 mr/cyr
[Tpu narosorun neuenu: 10 — 15 mr/cyr

1 mabnemka 15 me

Perunon**
(But. A1)

Hopmwbi
onpeoensiomcs
aabopamopuetl,
nposooswelt aHaiu3
Monumopune no

Haunnats ¢ HI3KHX 103. [logOupaTs Mo ypoBHIO B
CBIBOPOTKE KPOBH (€KETOIHBIH KOHTPOJb)

0-1 rox
1-6 ner
7 net u crapuie

1650 ME (0,5 mr)
3300 ME (1 mr)
5000 ME (1,5 mr)

I kanna 3,44% p-pa = 5000
ME (1,5 me)

1 opaoce = 3300 ME

(1 me)

1 kancyna = 12000 ME (3,6
me)
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NOKAa3arnusim, nocjie
U3MeHeHUs: 003bl

Tecm npu
NAAHUPOBAHUU
bepemennocmu

berakaporen Hauats ¢ 1 Mr/kr X cyT — 12 Henenb, nanee 1 kannsa = 1 me

(BeTa-KapoTHH) noJyiepKKBaromas 103a — 10 Mr/cyt

[Ipumeuanne: * - repaneBTHYecKkre 1036l BuTaMuHa D ykazansl B Tabmmie 20 (Tepamnus ocTeonoposa)
3.3.5 ArpeccuBHbI€ MeTOAbl HYTPUTHBHOM NMOIEePKKH y nanueHToB ¢ MB

K «azpeccusnvimy memooam nympumusHot noooepxcku y nayuenmos ¢ MB omnocamcs:
1. 3on0060e sumepanvHoe numanue 8 6ude HOYHOU SUNEPATUMEHMAYUU, Yepe3 HA302ACMPANbHbIl
30H0 unu uepe3 nepkymaumyio 2acmpocmomy (mpyoku numamenvHvle 2aCMPOCMOMUYECKUE U
eronanvnvle MIC, MIC-KEY ¢ npunaonexcnocmsamu). C nomMowwpo HOYHOU cUNEpaiumMenmayuu, npu
aA0eK8amHoM KOHMpPOe NAHKPeamu4eCKUMU 3aMEeHUMENAMU, MOXCHO OONOTHUMENbHO obechedums om
30 00 50% paccuumannoit snepeonompednocmu [9].
2. [lapenmepanvHoe numanue

o Ilonnoe (yenmpanohwiii 6eHO3HbIU Kamemep), NOKA3AHUAMU AGNSIOMCA.

- COCMOsIHUS NOCe ONepayull Ha KUuleyHuKe,

- CUHOPOM KOPOMKOU KULUKU,

- OCMpblll NAHKpeamum.

©) Yacmuunoe (C ueibro OONOJIHUMENbHO20 l’ll/ﬂ’l’lClHu}l), ucnojavbzyemcst nepugbepuqecxaﬂ

- HCUPOBLLE IMYTbCUL,
- 2NIIOKO30-AMUHOKUCTOMHbLE CMECU, GUMAMUHDI.
J PexoMeH10BaHO IPUMEHEHHUE «arpEeCCUBHBIX)» METO0B HYTPUTHUBHOM ITOIICPIKKH TIPH:
O OTCYTCTBUU MpHOABKH B BECE WM CHUKEHHE Beca B TEUCHHUE 6 MECSIICB;
o (akTHyeckoi Macce Tena HUKE 3 TepIeHTHIIS;
o (haKTHYECKOW Macce Teja HIKE JOJDKHOTO 3HaueHus Ha 15% wnmm menee 25
nepueHTHIS Ha (JOHE JOTOJTHUTEIBHOTO MUTAHUS CTICIUATbHBIMU cMecsimu [2,15,53].
YYP-C, YA -5).
Kommenrapmii: «acpeccusnvley memoovl HYympumueHol nooO0ep’cKU NOKA3ANU BeCbMd BbICOKVIO
appexmusenocms, 6 ocobennocmu 'y nayuenmos ¢ MB ¢ @blpasxiceHHbIMU  HAPYUEHUAMU

HYympumueHo2o cmamycd. OaHClKO, onmumdailbHble Memoduku, cXemvl NPpUMeEHEeHU, 6UObL U CNOCOObL
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88e0eHUs NUMAMenbHbIX cMecell, CNOCoObl 3aMeCMUMenbHOL (hepMenmHOU mepanuu npu nPoeeoeHuU
30HO080U 2UNeParuUMeHmayull Hylcoamces 8 oaibHeliuel ompabomke 8 NPAKMUKe OmeyecmeeHHOl
NYTbMOHONO2UU U NEOUANPUU.

llokazano, umo monbKO NpuMeHeHue 3SHMEPAIbHO20 30HO08020 NUMAHUA Yepe3 2ACMPOCHIOMY
00CMOBEPHO NPUBOOUM K YILYYULEHUIO HYMPUMUBHO20 cmamyca nayuenmos ¢ MB.

3.3.6 Ilporpammsbl OBM 11 moadopa 1ueTsl M (pepMEeHTHOM Tepanuu AJs Bpadeil u

NAanueHTOB

Paszpabomanvr npoecpammer ona IBM, komopvie Hanpaénienwvl HA ONMUMUZAYUIO KOMNIEKCHOLU
mepanuu MyKOBUCYUOO3A U Npumensiomcs 6 psoe peeunos P®@ [236]. Ilpoepamma DBM
«Monumopune Hympumueno2o cmamyca, payuoHa RNUMAaHus U epmeHmHol mepanuu npu
mykosucyuoozey» (I'ocyoapcmeennas peeucmpayus Ne 2016 660762 om 21.09.16) noszsonsem
coKpamums mpyoo3ampamul 6paid Npu pacyemax UHOUBUOYaIbHOU Ouemsl U 003bl 3AMeCTNUMeNbHOU
gepmenmnoti mepanuu. Mobunrvnas eepcusi npoepammsel IBM  «Monumopune HympumueHo2o
cmamyca, payuoHa NUMauus u GepmeHmHou mepanuu npu myKosucyuooze. MobunvHas eepcusy
(I'ocyoapcmeennas  peecucmpayuss Ne 2017 661283 om 09.10.17) nomocaem nayueHmam
CAMOCMOSIMeENbHO No0bUpams 003y (GepmeHmos Ha Kaxicovlll npuem NUWU, 6 pexcume OHAAlUH
nepeoasams OamHwvle (8 0enepcoHuGuUYUPOBAHHOM 8ude) 0 usuLecKom pazeumull, payuoHe NUMaHusl,
003axX NAMKpeamuHa O/ KOHCYIbMAYUU C Jledauum épaiom, odoyuaem cCamOKOHMPOIO HAO CEOUM
3abonesanuem. HMcnonvzosanue 0aHHLIX NPOSPAMM NOKA3ANLO C80I0 IPPEeKmueHocms 8 KIUHUYecKou
npaxmuxke [190,236,237,238].

3.4 Xupyprudeckoe Je4eHue

) [Tpu HEed(D(HEKTUBHOCTH KOHCEPBATHBHBIX METOJOB, HAPACTAHUU 3IU30/I0B KPOBOXApPKaHbs U
Pa3BUTHH JIETOYHBIX KPOBOTCUCHMI ManueHTaM ¢ MB peKoMeHI0BaHO XHPYPrHUECKOE MOCOOHE C
1IeJIbI0 0CTaHOBKM KpoBoTeueHus [207,209,210,211].

(VYYP - C, VIJI - 5).

KommenTapmii: memoouxou evibopa sensiemcs 2mooauzayus OPOHXUAIbHbIX apmeputi, 00CMamo4Hdas
npocmas npoyeoypa, 3aKIOYAWAACs 68 IHOOBACKYIAPHOU IMOOIUZAYUU KPOBOMOUAWE20 COCYOd
UHEepMHbIMU Mamepuanamu. IMOOIU3aYUs No3601aem KYRUPO8ams 3NU300bl KPOBOXAPKAHbA UNU
3HAYUMENbHO Omcpouumyb ciedyrowue 8 2/3 ciayuaes. Pesekyus Kposomovawezo ceecmenma, 00U U
Yen02o 1e2K020 MOJNCem NPOBOOUMbCS MOJLKO 8 UPE3BbIYAUHBIX CVYASX NO BUMATbHLIM NOKA3AHUSM.

Hapacmanue necounvix KposomeueHull u HEGO3MONCHOCMb UX KOHMPOIUPOBAMb IMOOIUZAYUET —

nokasawue OJisi paccmompenust nayuenma Kak Kanouoama Ha mpaHcnianmayuio Jl1ecKux.

111



. Jleuenne mnHEBMOTOpakca y mnauueHToB ¢ MB pekoMmeHayeTcss MNpOBOJAWTH COTJIACHO
KIIMHUYECKUM PEKOMEH/IALMSM 0 MHEBMOTOPAKCY C IENbI0 BBIOOpA ONTUMATBHON TAKTUKU BEACHHUS
narrenra [207,208,239].

YYP-C; YA -5).
KommenTapuu: nnesmomopaxc, no oannvim Hayuonanvnoco Pecucmpa, 6 Poccutickoti @edepayuu

scmpeyaemcs exce200H0 y 2,39% 63pocavix nayueHmos ¢ MyKo8UCYUO030M, Ymo HAMHO20 Yauje yem y
Odemell, u s618emMcs cleocmeuem paspviea cyonaespairvuvix oyan.  Ilpu  peyuousax e2o
paccmampusaemcsi HeoOXo00UMOCmb NpUMeHeHus. niespooe3d. B makom cayuae manunynsyuei
8b100pa ABNAEMCS TOKANbHBIU XUMUYECKUL Niespooe3 unu niespakmomus. K makum onepayuam, Kax
pesekyusi  CyOniespanbHulX  OVIL, He0OX00UMO OMHOCUMCA C  OCMOPOICHOCHbIO, VUUMbIBAs
BO3HUKHOBEHUE OONOIHUMENLHO2O CHACYHO20 NPOYeccd, 4mo Modicem 3ampyoHamsv 6 OdlbHeluem
MPAHCHIAHMAYUIO TEKUX.

. PexomeHyeTcsi SHIOCKOITMYECKOe XHPYPrUUeCKOe JICUCHHE XPOHUYECKOTO PUHOCHHYCUTA
(XPC) Ha ¢doHe MyKOBUCHHIO032 TPU BBIPAKEHHOM 3aTPYAHCHHUU HOCOBOTO [BIXaHHS 3a CUET
HA3aJIBHOTO TOJIMII03a W/WIIM METUalu3allii JaTepaJbHONH CTEHKH TOJOCTH HOCA; HEKYMUPYeMOM
KOHCEpPBAaTHBHBIMH METOJaMU 000CTpeHHH HH(PEKIMOHHO-BOCTIAUTENbHOrO mporecca B OHIL,
KOTOPBIN paccMaTpuBacTCs B KAYECTBE BAKHOW MPUYMHBI KOHTAMUHAIIMU OPOHXOJIETOYHOW CHCTEMBI;
Pa3BUTHH CUHYCOT'CHHBIX OPOUTAIBHBIX W/MJIM BHYTPHUYEPEITHBIX OCJIOKHEHHH;, HE0O0XOIMMOCTH
canarmu nosiocty Hoca 1 OHII nepen Tpancianrtarmeit nerkux [240,241,242,243].

YYP-B, Y11 - 3).

Kommenrapmii: ons demetl u 63pocivix nayueHmos ONMUMAIbHLIM MEmMOOOM XUPYPSUHECKO20
newenus XPC 60 6cem Mupe NPUSHAHA PACUWUPEHHAs IHOOCKONUYECKAs. (OYHKYUOHATbHASL
punocunycoxupypeust  (FESS-Functional Endoscopic  Sinus  Surgery) —  manounsazushsiil,
OpP2AHOCOXPAHAIOWUL,  (PUUOIOUYHBIL MEmOoO XUPYPSUUecKkoeo JleweHus 3a0oneeanuli Hoca U
oxononocoegvix nasyx. Ilo xnaccuguxkayuu P. J. Wormald (Aecmpanus, 2012), pacwupennaa FESS
gKowaem 6 cebs  NOAUNOMOMUIO 6 COYEMAHUU C NOTUCUHYCOMOMUEU (MAKCUMATbHO WUPOKUM
BCKPBIMUEM BCEX NOPANCEHHBIX NOIUNOZOM NA3VX, PACUUPEHUEM COYCMUL 8ePXHEYeNOCIHbIX NA3VX
00 7 MMm u bonee, BCKpblmuem KiemoK peuemiamozo 1a0upuHma ¢ 0OHaxMcenueM 0CHOBAHUS Yependa,).
Tlokazanuamu K Xupypeuveckomy JeyeHuio sA6IAI0Mcs: 8blparicenHoe 3ampyoHeHue HoC08020 ObIXAHUSL
3a cuem HA3ANLHO20 NOAUNO3A U/UMU MEOUANU3AYUU J1AmeparbHOU CMeHKU NOJIOCmU HOcd;
HeKynupyemoe  KOHCEePBAMUBHbIMU — Memooamu  obocmpenue  UHGEKYUOHHO-80CHATUMETLHO2O
npoyecca ¢ OHII, komopwill paccmampugaemcss 6 Kauyecmee GAXNCHOU NPUYUHbL KOHMAMUHAYUU
OpPOHXONE20UHOU  CUCMeMbl; pA36UMUE  CUHYCO2EHHbIX OpOUMANbHBLIX  U/UTU  GHYMPUYLEPENHBIX

OCJZOJ!CH@HUIJ,’ canayus nojlocmu Hoca u OHII neped mpchnﬂaHmauued JIecKuXx. H&’OﬂupOGaHHCl}Z
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oyenka pezyromamos KT OHII ne mooicem cryscums nokazaumuem K xupyauieckomy jaedenuro. Ha

OAHHbLI MOMEHM eCmb y6e()ume/szble 00KA3AMeNbCMB8A CHUNCEHUS] CINENeHU KOHmMmamurayuu HUICHUX

OblXameibHbLX nymeﬁ nocie pPpUHOXUPYP2UYECKO2O JIeYEeHUAL. Tem He wmenee, nayuermol u/unu

Ppooumenu/3aKkonHble NPeoCcmagument O0INCHbL OblMb UHDOPMUPOBAHBL, UMO XUpYpeuuecKoe jleueHue

He AensemcH cpedcmeoM uznevenus om XPC u HazanbHo20 noaunosa u 0 6blCOKOU eeposimuocmu

pet;udueoe u nompe6Hocmu 6 NOBNIOPHLIX emeuamelbCmedx.

L4 PGKOMGHIIOBaHO HalpaBUTh IMAallMCHTa ¢ MYKOBHCIHI030M B TepMHHaﬂbHOfI CTaluu 1IHUPpO3a

MEYCHHU, HO C OTHOCHUTEIHHO COXpaHHOW (DYHKIMEH BHEIIHEro ABIXaHWS K Bpady-TPaHCILIAHTOJIOTY

VTS OLIEHKH BO3MOKHOCTH IIPOBEICHHUS TPaHCIUTaHTaMu neuenu [1,2,15].

(YYP-C, Y1 -5).

KommenTapmii: paoukanvhuiti memoo neuenus. Ilepseas onepayus ¢ P® nposedena monvko 6 2013 2.

Xupypruyeckoe jedyeHrue MEKOHHEBOT0 Hieyca

o Jlamuentam ¢ MB U MeKOHHEBBIM HJIICYCOM IIpHU OTCYTCTBUU MOKa3aHui K KOHCCPBATUBHOMY

JICYCHUIO WJIKM IpHU €ro H@3(1)(1)CKTI/IBHOCTI/I PEKOMCHAYCTCA IMPOBCACHUC OIICPATUBHOIO JICHCHUA C

EJIBI0 ONTUMAIIBHOM Tepanuu MEKOHUEBOTO HiIeyca U MPeI0TBpaIleHus ociaokHeHui [82,217,244].

(YYP-C, Y1 - 4).

KommenTapumu:

Onepamusnoe JleueHue

1.

o M 0D

Juacnocmuyeckas nanapockonusi — J1anapomomus (NpeumywecmeeHHo npasoCmopoHHUM
HUIICHENONEPEUHbLIM 00CMYNOM, YOOOHBIM OJlsl 8b18€0EHUSL UNEOCHOMbL)

Humecmunomomus Ha epanuye pacuupenHou U CyHceHHOU KUUKU

Onopooichenue omeoosauje2o omoena KUUeyHuKd

Tosmaoichas buoncusi KUWKU

Buvigedenue KuwieuHot cmomvl HA Spanuye pPaAculUpeHHOU U CYICEHHOU KUWKU (onepayus
evibopa)

Hanoowcenue medxcxkumweunoeo anacmomosa (npu O00CMAMOYHOM ONbIMe  ONePUpyIoueo

xupypea u omcymcmeuu COMHEHUL 8 NAMOA02ULU MOJICIOU KumKu)

Ilocneonepayuonnoe eedenue:

1.

Ilo 6occmanognienuu naccaxca no KUWEYHUKY DHMEPAbHAs Haepy3ka He panee 3
NOC1e0nepayuoHHbIX CYmoK

Pacwupenue ob6vema kopmnenus npu adexeamuoi moaepanmHocmu 00vemy KopmieHus
Ilpuopumemmno 2pyonoe MONOKO, HE0OX00UMO cmpocoe cobOeHue mamepovio waosauell
ouembi.

IIpu nodo3penuu Ha MyKOBUCYUOO3 HA3HAYEHUe NAHKpeamuHa™*™* u3z pacuema HauanibHOU 003bl
600-800 e0 aunazvl na 1 epamm sxcupa 6 cmecu unu 8 epyonom moaoxe [15,217]
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Hpu OonbUUX nomep:ix no KUUIEHYHOU cCmoMme nepexod Ha neyebHble cMecu ¢ YACMUYHbIM UTU

NOJIHBIM 2UOPOIU3OM DeNKa

Vx00 3a omeooawum omoenom KuuieuHuKa
Bepugukayus npuyun 603HUKHOBEHUSL:
Mopdghonocus buonmama

T'enemuueckoe uccredosanue

Kan na nankpeamuueckyro snacma3zy
Koncynemayusa cneyuanucma no Mmykogucyuoo3sy.

Bepuguxayus snympuympobroii ungexyuu

Oc10cHeHUA KULUEUHOTL CIOMbl

Deazunayus KuwKu

IlepucmomanvHuiti depmamum
Iapacmomanvhas epuvloica

Manvabcopbyus na gpone KuuieuHot cmomol

Omcymcmeue npubasku 6 eece

Paouxansnutii sman xupypzuueckoi KoppeKyuu
1. IlInanosas uepes 2-3 mecaya nocie nep8uyHoOL Onepayuu npu:

Cmabunuzayuu cocmosiHusi nayueHma
Aodexsamuou npubasxu 6 eece

Cmene enympuboroHU4HOU hropbl HA «OOMAUHION»

2. Cpounas - uepes 2-3 Hedenu nocie NePEUHOU OnepayulL.

Omcymcmeue 603MOHCHOCIU OOCMUYb 803DACMHO20 00beMAa KOPMIEHUs.
Hexoppuzupyemvie nomepu no cmome

Coxpansiowasncs 3a8UcCumocms om UH@Y3UOHHOU mepanuu

Knunuuecku 3nayumvle owaeu ungexyuu 8 OMKIIOUEeHHOM omoeie KUKU

Ocnoosicuenus KuueyHou cmombul, CO3()CI?01/L{MX yeposy JHCu3Hu nayuerma

3. ObsazamenvHoe npedonepayuonHoe 00ci1edo8anue:

P€3yﬂbmambl MUKPOCKONUYeCKo2co o0bcnedosanus
Hccneoosanue Mqu06u0J1021/lLl€CK020 neusasica

AHmezpaOHaﬂ PEHMECEHKOHMPACMHAs UPPUSOCKONUA

Ilonyuenue pe3ynbmamos HopmanbHOU MOpghoso2uu GUONMama CmenKu KUWKU

Onepamuenoe neuenue paouKkaibHo20 IMANA XUPYPLUULECKOU KOPPEKUUU

S’akpblmue KUULEHYHOU CTMOMbL C HATONCEHUEM MENCKUUEYHO20 AHACTOMO3d

Ilpumeuanue

114



- JIoboti eapuanm 8poAHCOeHHOU HUZKOU KUWUEUHOU HeNnpoXOOUMOCMU ) HOBOPOICOEHHO2O0 mpebyem
npogedenuss 0000C1e008anUs Y pebeHKa HA MYKOBUCYUOO3, a HAludue 6HYmpuympoOHo20
NCeBOOKUCO3HO20 NEPUMOHUMA Y HOBOPOHCOEHHO20 NO360J1em MAKCUMAIbHO PAHO 3aNn0003pUmb
CMEWAHHYI0 PopMy MYKOBUCYUOO3A U HAYAMb JedeHue yice ¢ Nepuood HOBOPOICOEHHOCMU (CM.
paszoen «Knunuveckas xapmuma 3a6onesamuss uiu  COCMOAHUS  (2pynnvl  3A001€6AHUL  UTU
cocmosnuii)y) [244].
- Heob6x00umo cmpemumuvcsi K KaK MOJHCHO OoJlee paHHeMy 3aKpblmut0 KUUEYHOU CIOMbI.
o PekoMeH10BaHO HANPaBUTh MAUEHTA C MYKOBHCIIHIO30M TSKEJIOTO TCUCHHSI, TOPIUIHOTO
K Tepamuy, 4acThIMH OOOCTPEHHUSIMH U OCJIOKHEHHUSMH K Bpady-TPAHCIUIAHTOJIOTY Ui PELIeHHS
BOIPOCA O MPOBECHUHU TPAHCILIAHTAIINH JIeTKuX [245].
YYP-C,¥YIAI-5).
KommenTapuu: ¢ muposoii npaxmuxe mpancnianmayus néekux (TJ1) sensemcs obwenpusnanvim
MemoOoM nedeHusi NaYueHmo8 8 MePMUHAIbHOU CMaouu 3a001e8anull 1E2KUX PA3IUYHOU IMUOTIOSUMU.
Cpeou noxazanuti k TJI y nayuenmos cmapwe 18 nem myxosucyuoos (MB) 3anumaem 3 nozuyuio,
yemynasa XOBJI u nézounomy ¢ubpo3sy, u 3anHumaem nepgoe mMecmo y nayueHmos 0emcKo2o 603pacma
om 6 0o 17 nem. TJI npu mwamenvHom ombope nayuenmos 0OCMOBEPHO VAyuuiaem nokazamenu
BbINCUBACMOCIU U KAYecmB0 dHcuznu. Meouana npooondxcumenvbHocmu dHcusnu nayuenmog nocie 1J1
no nogody MB xapaxmepuzyemcs HAumyywuMy HnOKA3amMensmMu npu CPAGHEHUU ¢ Oopyumu
3abonesanusmu u cocmagnsem oonee 11 nem.
Ocnosanuem oaa nanpaenenusn nayuenma ¢ MB ¢ llenmp mpancnaanmayuu (L[ T) aenaemca:
1. O®B:1 <30% unu npoepeccusnoe cnudxcenue noxazamens ODB1, HecMomps HA MAKCUMATIbHO
B03MOJNCHYIO MEPANUIO
2. Jlucmanyus 6 mecme 6-munymHou x00b6w1 menee 400 m
3. Pazeumue 11€204HOU cunepmeHsUU 8 OMCYMCMEUE CUNOKCEMUYECKOU  OblXAmeabHOU
HeooCmamoyHocmu
4. [IlpoepeccusHoe yxyouieHue cOCmMoaHUs NAyuenma, npueoosuyee K 4acmvlm 20CHUMAIU3AYUIM
gcredcmaue:
a. Pazsumusa u napacmanus ovixamenbHOU HEOOCMAMOYHOCU ¢ NOMPEOHOCMbIO 8 NPOBEOeHUU
HBJI
b. Iogviwenus anmudbuomuxopesucmenmuocmu, yxXyouleHus KIUHU4ecKo20 80CCMAHOBNIEHUsS. NPU
0boCcmpenusx, pocma 4acmomsl 060CmMpeHuti U 20CNUMAaIU3ayull
C. Vxyowenus nympumusnozo cmamyca, HecMomps Ha OONOIHUMENIbHOE SHMEPATIbHOE NUMAHUe

d. Peyuousupyrowux nHemMomopaxcos
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e. Jlézounvix KposomeueHull U KpOBOXAPKAHUU, PE3UCMEHMHBIX K IMOOIU3AYUU OPOHXUATLHBIX
apmeputl.
Lenvio obpawenuro 6 L[T asnsemca ycmanogieHue NOKA3AHULL U UCKTIOYEHUe NPOMUBONOKA3AHUL K
MPAHCNIAHMAYUY TIESKUX.

Ilokazanusa K mpancnaiaHmayuu 1é2Kux:
1. Xponuueckas OvixamenvHas HedocmamouyHocms (2unokcemuueckas ¢gopma Pa02<60

mm.pm.cm., eunepkanvuyecxasn popma PaCOz >50 mm.pm.cm.)

2. numenvHasi HEUHBA3ZUBHAS GEHMUNAYUS IECKUX

3. Jléeounasn eunepmenzusn (CHJIA>35 mm.pm.cm npu DXO-KI, unu CIJIA> 25 mm.pm.cm. no

pesyivmamam Kamemepusayuu cepoya)

4. Yacmoeie obocmpenus 3a001e6anus, mpebyowue CmayuoHapHo2o Jledenus

5. [lpoepeccusnoe crudicenue nokazamenet QYHKYUU HEUIHE20 ObIXAHUS

6. 4 ¢yuxyuonanvnwiii knacc no NYHA.
Ilpomueonokazanua K mpancnianmayuu né2ZKuX O0eaamca Ha adconlomusle U OMHOCUMEbHbIE.
Brnao nocnednux 6 npumnsmue pewieHuss 0 NOCMAHOBKE 6 JUCI O0XNCUOAHUL ONPeoeisiemcs Ha
OCHOBAHUU JIOKATLHBIX NPOMOKOJI08 U cobcmaennozo onvima LT.

Abconomuvle npOMUEONOKA3aHUA K mpancnianmayuu aezkux npu MB:
1. Hanuuue 6 anamnese 310Ka4eCmMBEHHbIX OHKOLOSULECKUX 3A00Ne8aAHULl CO CPOKAMU PEMUCCUU

nocie coomgemcemeayoujeli mepanuu meree 5 aem (uckiouenue — pax koxcu 11-2NOMO, nocne
PAOUKANbHO2O JleyeHus, ¢ pemuccuetl bonee 2 nem)

2. Taxcenas oucghynxyus uiu 3aboresanue Opyeux OpeaHo8 u/uiu cucmem npu Omcymcmeuu
BO3MOICHOCIU CUMYTIbIMAHMHOU KOPPEKYUU

3. Taocenoe cocmosinue nayueHma, Xapaxmepusyrouweecs HapyuleHuem 6UmaibHblX QYHKYuil
opeanusma (ocmpoe HapyuieHue M03208020 KpO800Opaujerusi, Omcpulil UHGapKm Muokapoa u m.o.)
4. Hekoppezcupyemvle HapyueHus 2emocmasd

5. Xponuueckas nepcucmupyiowas HeKOHMPOIUPYEMAast MUKPOOHAS uHpeKyus, mybepKyné3

6. Buwipasicennas dechopmayus epyonotl Kiemru u NO360HOYHUKA

7. HUMT >35 ke/m?

8. [lcuxuueckue HapywieHusi ¢ nomepeti 0eeCnOCOOHOCMU, A0EKBAMHO20 — KOHMAKMA,
3a8UCUMOCU O NCUXOAKMUBHBIX 8EUeCms, alK0201A U/ uiu mabaxka

9. Omcymcmeue komniaenmHocmu u Haoaexscawjell COYUAIbHOU NOOOEPAHCKU

OmmnocumenvHble npomueonokazanus:

1. Bospacm cmapuie 65 nem

2. Oacupenue 1 cmenenu (HMT 30,0-34,9 ke/m?)
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3. Ilpoepeccupyiowee unu maxcenoe ucmowenue (MMT menee 15 ke/m?)
4. Tsaowcenvlii 0cmeonopos ¢ HAIUYUEM NAMOIOSULECKUX NEPESIOMO8 Ul O0Ne8020 CUHOPOMA
5. Ilpedwecmsyowue onepayuu Ha 2pyoHOU KilemKe C pe3eKyuell JecKUX u/uiu nposeoexuem
niespooesa
6. HUcxyccmeennas eenmunayus Je2KUX U/UNU HAIU4ue y peYyunueHma 6CcnoMo2amenbHO20
KpPOB00OOpaujeHus u/unu 3KCmpakopnopaibHouU MemMoOpanHHoll OKCueeHayuu
7. BHenecounas — KOIOHU3AWUA — UIU  UHQUYUPOBAHUE  BbICOKOPE3UCTNEHMHbIMU — UIU
8bICOKOBUPYIEHMHbIMU OAKMEPUAMU UTU 2PUOAMU
8. Hanuuue xponuuecxkoeo supycuozo eenamuma B u/unu C, BUH-ungpexyuu u/uru CITH/[a
9. Xponuueckoe un@uyuposanue ObIXAMENbHLIX Nymell MAaAKUMU MUKPOOP2AHUSMAMU, KAK
Burkholderia cepacia, Mycobacterium abscessus
10. /lpyeue 3abonesanus unu cocmosiHus 6e3 KIUHUYeCKUX NPU3HAK08 MepMUHAIbHO20 NOPANCEHUS.
Op2aHOo8-MuULeHel.
Ilokazanua k nanpaenenuio ¢ LT u nocmanoeke 6 aucm 0MCUOAHUA NAUUEHMA OEMCKO20
eo3pacma 6 yeiom He OMAUYAIOMCS OM MAKogvlx y nayuenmos cmapuie 18 nem. OOHAKO 6 KAHCOOM
KOHKDEMHOM Cllyyae 638euleHHOe peuleHue NPUHUMAemcs KOHCUIUYMOM 8 CcOocmage Xupypeog-
MPAHCNIAHMON0208,  AHECMe3UON0208,  Neouampos,  NYIbMOHON0208 U  CHEYUATUCMO8  NO
MYKOBUCYUOO3).
3.5. PenpoaykTuBHOE 310POBbE MY:KYMH ¢ MYKOBHCIIHI030M
Juacnocmuxy cocmosiHus penpoOyKmugHou cucmemsvl Mmyscuun ¢ MB cm. 6 pazoere 2.
«{uaenocmuxay
. Pexomenayercst  MmanpeHTaM ~ MYKCKOTO — TMOja C  MYKOBHICIHIIO30M,  HMECHOIIHM
a300CTIEPMHIO/KPHUIITO300CTIEPMHUIO, TIpOBeAeHNe Omnornicuu Tectukyn (¢ 18-merHero Bospacrta). Ilpm
MOJIyYEHUU CHEPMAaTO30HMI0B, MPUTOJIHBIX I OIUIOJAOTBOPEHHUS, BO3MOKHO HMX HCIIOJIb30BaHHE B
npouenaypax IKO/ICSI (u kprokoHcepBalys Mpu BO3MOKHOCTH M HEOOXOJMMOCTH ), IPU OTCYTCTBUU
CIIEPMATO30MI0B — PEKOMEHJOBAHO HCIIOIb30BAaHHE JTOHOPCKMX ramer B mporpammax BPT mia
COXpaHEHHsI BO3MOXKHOCTH JieTopoxaenus [74,77,90].
YYP-C, Y11 -5).
. Pexomenayercsi manMeHTaM MYXCKOTO ToJia B Bo3pacTe ¢ 15 jer ¢ MyKoBUCIUIO030M 0e3
a300CIIEPMUH/KPHUIITO300CTIEPMHUH KPHOKOHCEPBAIIHSI CIIEPMATO30U 0B (T10 BO3MOKHOCTH PAHHSS) JIJIS
MOCJIENYIONMEro ux ucnonb3oBanus B mporpammax DKO/ICSI mast BO3MOKHOCTH JETOPOXKIICHUS, B
YaCTHOCTH Y HOCHTEJIeH naTorenHoro Bapuanta 3849+10kbC>T B rene CFTR [72,246].

(VYP - C, YIUI - 4).
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3.6 bepeMeHHOCTb IPH MYKOBHCIH103€

HJZCIHL!pOGGHue 6€p€M€HH00mu Y JiCeHWUR C JIH0OBIM MSIHCEbIM IKCmpaceHumdalbHbIM 3abonesanuem
Aeslemci 64d:4CHbIM d)aKI’HOPOM npoqbwzakmuku OCJIOHCHEHHO20 meYeHUsl 6epemeHHocmu u 3aj10co0m
ycneuHozo eé saeepuileHusl.

Iloocomoeka k bepemeHHOCMU OONIHCHA NPOBOOUMCS. NO MPEM HANPABLEHUM:

L4 T'enemuueckoe KOHCy1bmupoearue ¢ UYejiblo YMOYHEHUA pUCKa poofcdenu}z pe6em<a C
MyKOGuCL;M@OB’OM.
L4 OL;@HKCZ KJIUHUYEeCKOo20 U d)yHKI/;I/lOHaJZbHOZO COCMOAHUA nayUeHmKu.

- 8eco-pocmogvle XapaKmepucmuKu

- nokaszamenu pecnupamopHou yHKyuu

- UHGhexyus ObIXxamenbHbIX nymell

o Coyuanvhas aoanmayus (NOMOWsb 8 NOHUMAHUU NOCTIEOCMBULI NPUHAMO20 pelieHUs)
llayuenmra Oondicna Oblmb 0C8e00OMIEHA O BO3MONCHOM G3AUMHOM GIUAHUU MYKOBUCYUOO3A U
bepemenHOoCmU, puUcKe pOXHCOeHUsi peOeHKa ¢ MyKOBUCYUOO030M. lIpunumas 60 6HUMAHUE HaAIUYUe
msiceno20 Heoyea y mamepu, ciedyem YMOYHUmMb, KMo npu Heobxooumocmu, 0yoem OKa3vléambv
nomowpb 8 yxooe 3a pebenxkom. CyuecmeeHHblM MOMEHMOM NpU MANCEIOM medeHuu 3a001e8anus
A615emcs NAaHuposanue 6yoyuje2o 0jisi pedeHKa.

Bo epems Oepemennocmu Ovixamenvhas cucmemda JHCeHWUHbl Npemepnesaem 3HAYUMeNbHble
anamomuieckue u YYHKYUOHAbHbIE USMEHEHUS.

Iloovem ouaghpaemul 00 4 cm

Cnuorcenue OEJI, ®OE, OO

Yeenuuenue munymmoii genmunayuu

Pocm nompebnenus kuciopooa

Tunepcexpeyus u omex ciu3uUCmMou ObIXameibHbIX nymel (NpeumMyuecmeenHo 8 mpemvem
mpumecmpe).

CHuoicenue 1e2ounbix 00veMos 6 covemanuu ¢ opouxuanvrou oocmpykyuei (OPB1<50%) evizvieaem
3aKpvimue Meikux Oblxamenbhvlx nymetl (<2 Mm) 80 8pemsi CNOKOUHO20 8bl00Xd, 00 OOCMUNCEHUS
JIe20YHOU cucmemol mouxku pagnogecust (m.e. docmudicenuss POE). Pannuii sxcnupamopuwiii Koaianc
npueoouUm K 3ampyOHEeHUI0 OMXONCOEHUsI MOKPOMbl Y NAYUEHMO8 C MYKOBUCYUOO30M. B ciyuae
BLIPANCEHHBIX OOCMPYKMUBHBIX HAPYULEHUL 8bICOKA ONACHOCMb PA38UMUS MYKOCMA3d, 000CMpeHUs]
UHpEKYUOHHO2O npoyecca, a maxdxice uUMeHeHus Oup@y3uoHHo-nep@y3uOHHbLIX OMHOULEHUL U
Pazeumusi apmepuanbHoll SUNOKCEMUU.

OHnepeemuueckue 3ampamol Op2aHusMa mamepu u nio0d, 603pocuiue 60 8pems OepeMeHHOCMmU,

mpebyrom oononHumenvHo2o yceoenus 300 kkan/cymxu. Buewmnecexpemopuas neoocmamounocmo
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NOOHCENYOOUHOU Jicene3vbl, NPUBOOAWAs K MAlbOucecmuu u maibabcopoyuu, mpedyem ocobeHH020
BHUMAHUSL K 8ONPOCAM NUMAHUA U 3AMeCUMeNbHOU mepanuy y nayueHmox ¢ MyKOSUCYUOO30M 80
8pems bepemeHHOCmU.

Bo epemsa 6Gepemennocmu ysenuuusaemcs o00veM YUPKYIUpyrOwel niazmsl, 4mo HNpuUsooum K
VBeNUUeHUI0 YACMOmbl CepOeyHbIX COKpaujeHull u yoapHo2o obvema. Mexanuueckoe coagnenue
Pacmywum ni000M HUNCHeU NOJOU 8eHbl 8bl3bleaenl OONOIHUMENbHOE YeeludeHue npeoHazpy3ku. V
NAyueHmox, Cmpaoarowux maxiceiol 1e20YHOU NAmono2uell, Mo Modlcem NpUsecmu K pazeumuio
JIC2OYHOU ~ 2UnepmeHsuu, nepezpysKe Npagvlx omoenos cepoyd, passumuem  cepoeyHol
nedocmamounocmu [247,248].

Daxkmopul pucKa HcuzHeyZpoHcaruux 0CloHCHeHUl

Haubonee 3nauumvim pakmopom, cHudcarowum noKazamenu 8biHCUBaAeMoCmu Y pOOUSUIUX HCEHUJUH,
aensemces unguyuposanue ovixamenvhuix nymet Burkholderia cepacia complex.

Hpyeumu  gpakmopamu, onpedensowumy  HeOIA2ONPUAMHBIL  NPOSHO3 Npu  bOepemenHocmu Y
NAYUeHmMKU ¢ MYKOBUCYUOO30M, AGNAIONCA:

Cruorcenue ODB1 menee 50% om 0ondxcno2o

Huszxuti nympumuenwsiii cmamyc nayuenmxu, npubasienue bepemerHHolu 6 gece menee 4,5 ke

Jlecounas eunepmensust

Hnpuyuposanue ovixamenvnoix nymeti Burkholderia cepacia

Caxapnuouii ouabem [249].

J Jlyist onipeneneHUsT pUCKa POXKICHHUS peOCHKA ¢ MYKOBHUCIIHIO30M, PEKOMEHIOBAHO IPOBECTH
TeHETHYECKOE MCCIICOBAHME OYIyIIero oTia peOeHKa, TaKk Kak B CIydac BBISIBICHHUS Yy HETO MYyTallud
B reie MBTP, puck poxaenus 601bHOT0 pederka coctaBut 50% [247].

YYP-C,¥a1-5).

Kommenrapuii: ciedyem maxoice coobwums nayuenmke, umo oadxce eciu pe3yibmam aHaIu3d no
8bIAGNEHUIO HAUOOIee YACMbIX MymMayuli OmpuyamenbHulil, 0CMaemcs puck HOCUmenbCmea 6mopviM
pooumesiem pebeHKa HeuzsecmHou mymayuu. B smom ciyuae neobxooumo oanvheliuiee ceHemuyeckoe
uccreoosanue eewa MBTP. Eciu emopoii pooumenv He s61iemcs HOCUumenem Mymayuu
MYKOBUCYUOO3A, MO pebeHOK Oyoem 00IueamublM HOCumenem OOHOU U3 MYymayuti mamepu,
(henomunuyecku 300po8bIM.

o [TarueHTOK, IIAHUPYIOMIMX OCpEeMEHHOCTh, PEKOMEHIOBAHO BECTH MYJIbTHIAMCIHILIHHAPHOM
KOMaHJIOW CIEIMAINCTOB B CBSI3M C TEM, YTO OEPEeMEHHOCTh Ui TalueHTok ¢ MB sBisercs
JIOTIOTHUTEIHHON HArpy3KOW MPU UMEIOIIEMCS XPOHUYECKOM 3a00JI€BaHIH, KPOME TOTO, HE0OXOIMMO
THIATENFHO MOJOUPATh JIEKAPCTBEHHBIE Mpenapathl i Tepanuu MB ¢ yderom ux sddextuBHOCTH

JUTS KEHIIMHBI 1 0€301acHOCTH s 1ioja [247].
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YYP-C, Y1 -5).

Kommenrapmii: napady ¢ nabaooenuem u neuenuem y 6pava-nyibMOHON02d CAMOE NPUCATLHOE
BHUMAHUe credyem yoeaums oyenke HympumueHozo cmamyca. ObazamenvHa KOHCYIbmMayus epaya-
ouemonoea. Ilpu neobxooumocmu HasHawaemcs jleyedOHoe numaHue.

Onmumuzayuu cocmosiHus 300p06bsi (nodasiexue XpoHU4UecKou uHgexyuu, yiyuuienue @yHKyuu
BHEWIHe20 ObIXAHUSA, KOMNEHCAYUs CaxapHoz2o oOuabema, adekeamuoe NUMAHUE U HOPMATUZAYUS
npoyecco8 nuujesapeHus) nosvluiaem WAanHcbl Ha CKopoe HACMYNIeHue OepeMeHHOCMU U AGNAemcs
npogunakmuxkou o0bocmpeHust 6one3HuU, 4mo MNO360Jsem CHU3UMb MeOUKAMEHMO3HYI0 HAZPY3KY 6
nepeomM mpumecmpe, 8 Nepuo0 OpPeaHo2eHe3d.

JleyeHue MyKOBHCIIH1032 BO BpeMsi 0epeMeHHOCTH

. PexomeH10BaHO aJiekBaTHOE (B MOJHOM 00BEME) JICUeHHE MYKOBHCIIMI03a Y AIIMEHTOK ¢ MB
u OEpeMEHHOCTBIO, YTO SIBISETCS OCHOBHBIM METOJOM MNPO(UIAKTHKH OCIOXHEHHOTO TEYECHUS
OepeMEeHHOCTH U JieueHHsl (heTOoILIalleHTapHOI HeocTaTouHOCTH [247]

YYP-C,¥Ya/1-5).

Kommenrapumn: ocobennocmu @usuonocuueckoi adanmayuu K OepemMenHOCmu, Yeequdusaroujue
Hacpy3Ky Ha cucmemvl ObIXAHUS, KpPOBOOOpAWeHUs, mpedyiouue Y8eruueHus HepeemuyecKux
3ampam opeanuzmMa mamepu, onpeoenstom HeoOXo0UMOCHb 3HAYUMENLHO2O0 PACUWUPEHUS NPOZPAMMbl
JledeHust smotl epynnol nayuenmox [247].

Heobxo0umo maxcumanvho yeeiuuums Kauiopaxic CYmMOYHO20 pPAYUOHA OepeMeHHbIX, UCNONb3Ys
8bICOKOKANOPULIHbIE NUUjesble 000ABKU, NPOOOIHCAMb 3AMECUMENbHYIO (hepMeHmHYo mepanur u
npu  HeoOXo0UMOCmMU ammayuoHyro mepanuto. B cesasu ¢ evlcokoll cmeneHnvlo NPOHUKHOBEHUS
onoxamopos Hr-peyenmopos uepe3 niayenmapHulii  Oapbep, PEKOMEHOOBAHO 3AMEHUMb  UX
uUSUOUMOPamu NPOMOHHOU NOMNBL.

J PekoMeHz0BaHO Tpu HEOOXOIWMCTH Ha3HAYEHHUS JIEKaPCTBEHHOW Tepanuu OepeMeHHBIM
naiueHTkaMm ¢ MB  ocymiectBusate  Beibop JIC B COOTBETCTBHMM ¢  KiaccupUKaluen
(bapMakoIIOTHYECKUX TIpEmapaToB IO CTETNEHH BO3MOXHOTO pHCKa I IUIoa C  IIEJIbI0
npeaynpexaeHus Gerotokcuueckux 3ddexros [247,250].

YYP-C,¥YA1-5).

KommenTapun:

Knaccugurayus nexapcmeennoeo ywepba ons niooa:

Kamezopusa A Puck mano eeposimen

Kamezopua B B ucnvimanusx na #cugomHulx npenapam 6e3epeoen, KIuHUYecKue UCnblmaHus He

NPOBOOUNUCH
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Kamezopusa C B ucnoimanusix Ha Jcu80OmMHbIX 00OKA3AH NOMEHYUALbHBII PUCK OJI8 N100d, KIUHUYECKUEe
UCnbIManus He NPoOBOOUTUCD

Kamezopua D Joxkazan nomenyuanbHulil puck 0is ni1o0a, KIuHuveckull sgpgexm npenapama
npesvluiaen NOMEeHYUAIbHbIL PUCK 0151 NA100A,

Kamezopusa X Puck 015 niooa 0okaszan u npegvluiaem iedebHoe oeticmeaue npenapamd.

U3 nepeuucnennvix epynn moavko npenapamol epynnvl X HOIHOCMbIO UCKIIOUAIOMCA 80 6PEeMs.
bepemennocmu.

Jnsa neuenusi XpoHuueck02o0 UHGUYUPOBAHUsL ObIXAMENbHbIX NYMel 30J0MUCTbIM CIAPUIOKOKKOM U
Hehepmenmupyrowe I pam-ompuyamenvHol naioukol (MpeumyujecmeenHo CUHeCHOUHAs UHMeKyls)
80 6pems bepemMeHHOCmU, He0OX0OUMO AKMUBHO NPOOOINCAMb MAOIEMUPOBAHHYIO, 6HYMPUBEHHYIO U
UH2ATIAYUOHHYIO AHMUOAKMEPUATLHYIO MEPANUIO.

K anmubuomuxam xamezcopuu B ommuocamcs 6ce npenapamvl U3 2pynnvl NEHUYULIUHOE U
yeanocnopunos, a maxdce Mmeponenem™*, — azumpomuyun**,  spumpomuyun, azmpeonam
(MPOMUBONOKA3AHUSA: SUNEPUYBCEUMENbHOCTIb)

K anmubuomuxam xamezopuu C omuocamcsa 6ce npenapamvl u3 epynnvl GHMOPXUHOLOHOS,
CyIbhanunamuoos, a  maxoce — umuneHem/yuracmun®*,  krapumpomuyun**, — cenmamuyun **,
BAHKOMUYUH **, Tune301ud ** (npomueonokazanus: cunepyyscmeumenbHoOCy).

K anmubuomuxam xamezopuu D omHuocamcs 6ce npenapamvl U3 2pynnvl MempayuKiuHos,
AMUHOIUKO3UOO08, KpOMe 2eHMAaMUyuHa™*, a makxce Cyib@aHuiamuovl 6 No30HUe CPOKU
bepemeHHOCIU.

Hneanayuonnas popma mepanuu npuoopemaem ocobeHHoe 3Ha4eHUue 60 8pems 6epemMeHHOCIU, MaK
KaK no3eojsiem 00CMmasisamy npenapamsi 6 OpOHXUAIbHOe 0epedo, 8 MeHbliell CMmeneHu Nosblulas
NOP0208YI0 KOHYEHMPAYUIO 8 KPOBU.

JKenwunol, unguyuposanuvie nepepmenmupyoweri I pam-ompuyamenvHoi ¢ropoil, Hy#cOaomes 6
npoGedeHUl  HEeCKONbKUX KVPCO8 GHYMPUBEHHOU AHMUOAKMEPUATLHOU Mepanuu 3 epems
bepemeHHOCIU ¢ Y4emoM B03MONHCHO2O pucka 01 niooa. Yawe ceco npumensromes yegpmazuoum **,
yeghenum**, Meponenem ** (npomueonoKa3anusL: 2unepuy8cmeumenbHoOCb) [247,250].
Kune3urepanus nanueHToK ¢ MyKOBHCIH/I030M BO BpeMsi 0epeMeHHOCTH

o [Ipu GepemeHHOCTH mManueHTKaM ¢ MB pekoMeH0BaHO MakCUMaJbHO MHTEHCU(DUIIMPOBATH
MPUMEHEHHE MYKOJIUTHUUYECKUX MPEmapaToB U KUHE3UTEPAIIUU JIJIsI COXPAHEHHsI JPEHAXKHBIX (DYHKIIUH
OpoHxuanbHOTO epeBa [247,250].

YYP-C, Y1 -5).

KommenTapum: eoiceonesnvle 3anamus Kunesumepanueu ciedyem HnpoooIIcams U 60 6pems

6€p€M€HHOCWZZ/l. ﬂblxame]leble ynpasiCHeHus He OOJIJICHbL  BbI3bIBANTL YMOMJIEHUA UTU OaleKu,
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NOPSAOOK UX 8bINOIHEHUSI Cledyem NPUCNOCabIu8ams K UHOUBUOYATIbHbIM OCOOEHHOCMAM NAYUEeHMKU.
Heobxo0umo obecneuums 803MOMCHOCMb 6bINOIHEHU ObIXAMENbHBIX VAPAXCHEHUU NPU PA3TUYHBIX
NON0JICEHUAX mena (Cuos uau Jnexca). Imum mpedo8aHUsM COOMBEMCMEYIOM MaKue mexHUKu
KUHe3umepanuuy, Kax YUKI aKmMueHo20 ObIXAHUS U aymoeHHblll OpeHadxc. Tepanus, ¢ nomouvio
ObIXAMENbHBIX MPEHANCEPOB, CO30AIWUX BUOPAYUU OPOHXUANLHOU CMEHKU U/UTU NOTOACUMETbHOE
oasienue Ha 8bl00Xe, 8 MOM YUCIe, C KOHMPOJeM U pe2yiuposanuemM 3mo20 0deieHus (CheyuaibHvle
macku, PARI PEP I, PEP S cucmemuvl, Tpenasicep OvixamenvbHblli ¢ NepeMeHHbIM NOA0HCUMENbHbIM
oaenenuem Ha 6vi0oxe PARI 0o-PEP mun 018 (¢hrammep) u 0p.); noseonsiem ygeauuums OpeHaNCHbll
aghghexm vinoHsIEMbIX ObIXAMENbHBIX YRPAICHEHULL.

Eoceonesnvie gpusuueckue ynpasxcheHus maxice Yayuuarom OpeHaxdc OpoHxuaibHo2o oepeaa,
00HAKO usuueckas Haspy3Kka He 00NAHCHA DbIMb MAKCUMATLHOU, MAK Kak Ha ¢one nonudcenus POE
U nogvlulenUss nNompeobieHUs KUCI0poOoad Cywecmayen ondcHoCmy pa3sumus KUCI0POOHO20 20JI00aHUS
015 n1ooa. B kauecmee ounamuueckux ynpasicHeHutl MO*CHO peKOMeHO08amb NIasanue, 2UMHACMUK).
B xomnnexc eummacmuxu HeobX00UMO BKIIOUUMb YAPAXCHEHUSL NO YKPENIEHUIO MblUiY Ma308020 OHA
[251].

Poabl

o bepemennsiM ¢ MB pexomeH10BaHO MJIaHOBOE pojopaspelieHre (IporpaMupOBaHHbIE POJIbI)
BCJIC/ICTBUE HANMYMs TSKEIOTO SKCTPareHUTANIbHOrO 3aboseBaHus, OOYCIABIMBAIOMIETO PHCK
pa3BUTHSA OCIOKHEHUH W BO3HHUKHOBEHHS] HEOOXOJUMOCTH O3KCTPEHHOTO OKa3aHUs aKylIIepCKUX
nocodwuii [247,250,252].

(YYP-C, Y1 -5).

KommenTapuu: poow: crnedyem eecmu uepe3 ecmecmgenHvle pooo8vble Nymu ¢ MOHUMOPHBIM
KOHMpONleM 34 COCMOSHUEeM POdNCeHUYbl, cepoyedueHueM niooa U Xapakmepom poooeol
Odessimenvrocmu. Ilpu masxcenom meuenuu 601e3HU HEOOXOOUMO O2PAHUYUMb ONIUMENbHbIE U CUTbHBIE
nomyeau. C amoti yenvro peKkoMeH008aHaA INUIUO- UNU NEPUHEOMOMUSL.

IIposedenue kecapesa ceyeHuss y NAYUEHMOK C MYKOBUCYUOO30M CBA3AHO C BbICOKUM PUCKOM
UHDEKYUOHHBIX OCTIOJNCHEHULl, HAPYUIeHUs OPOHXUANbHO20 OpeHaxtcd U YCUNeHUs OpPOHXUATbHOU
oocmpykyuu. Oepanuvenue Qu3uueckol aKMUBHOCMU 6 PAHHEM NOCIeONEPAYUOHHOM Nepuooe u
Oonegvle  owgywieHus,  npogoyupyemvie — Kauiiem, — 3ampyoHAIOM — OMXOXCOeHue  MOKPOMb.
Tepaneemuueckumu noKa3aHusAMU Ol  NPOBEOEHUs Kecapeea CeueHus AGNAIMCA — Haaudue
CNOHMAHHO20 NHEBMOMOpPAKCA 6 aHaAMHe3e, OblXAmelbHas HeOOCMAMOYHOCMb CO CHUMCEHUEM

camypayuu Hudxce 92%, nokazamenu yHKyuu Hewne20 ovixanus menee 50% om 00NHCHBIX BENUUUH.
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Axywepckue noxazanusi O AOOOMUHATIBLHO20 POOOpA3peuleHUss: OeKOMNEHCUPOBAHHAs ¢hemo-
n1ayeHmaphas HeoOCmamo4HOCMb, OCMpAs 2UNOKCUSL N100d, YNOPHAA C1aboCmb  Po006ol
OesmenbHOCIU.
IIpeonoumumenvHwiii Memoo 06e3001usanUs poO08 U Kecapesda cedeHus - SNUOYPAIbHASL AHeCme3us.
IMocsiepoaoBblii mepuos

e [locne poxneHus pedeHKa peKOMEHIOBAHO HE CHIDKATh MHTEHCHBHOCTD MTPOBOIUMON TEPAITHH,
TaK Kak 3a00Thl O HOBOPOXKICHHOM HOTPEOYIOT OT MAMEHTKHU 0oJbmmx (usndeckux cui [247,250].
(YYP-C, Y11 -5).
Kommenrapmii: napywenue pedxcuma cHa, numawus, NOCMOSHHASL 3AHAMOCMb  3ACMABIAION
nayueHmox npenedopezamsv pecyiapHoll KueH3umepanuet, nponyckams Kypcbl aHMUOAKmepuaibHo2o
Jledenus, Ymo npueoouUm K CHUMNCEHUIO 8ecd, YXYOUeHUI0 pecnupamopHotl QYHKYUU.
K naxmayuu u epyonomy ecxapmausanuro y poounibHuy ¢ MyKOBUCYUOO30M Clledyenm NoOX00Umv
UHOUBUOYANbHO. Bonvuuncmey maxkux poounbHuy Jaakmayus He npomusonokaszana. Oomako npu
MACENOM — medeHuy 3a001e6anHust U  pa3sumuu  aKyuepCcKux OCIO0JNCHEeHUll, Nompebo8asuiux
00CPOUHO20 POOOPA3PEUEHUSL, BOZHUKAIOM NOKA3AHUSL K 8bIKIIOUEHUIO TAKMAYUU.
Obcyacoas ¢ nayuenmkou ¢ MyKOSUCYUO030M ee Jcelanue Cmamos Mamepwlo, HeoOXxo0umMo YMouYHUmy,
8 KaKolU CmeneHu 4ujeHvbl CemMbU 20MO8bl NOMOYbL 6 YX00e 3a peDeHKOM, MAaK Kak 3abomuvl o
HOBOPOICOCHHOM NOMPeOYIOm OONbUUX PUBUYECKUX CUTL.

3.7 TanauaTuBHAsA IOMOIIL

Ianniuamuenas nomowjp — nayueHmam ¢  MYKOBUCYUOO30M — OKA3bleAeMCcs HA — OCHOBAHUU

COOMBEMCMBYIOWUX HOPMAMUBHBIX OOKYMeHmos (cm. [Ipunoscenue A3).

4. MeauumnHcKAasi peaduauTANUSA, MeIUIIMHCKHAE MOKA3aHUS U MPOTUBONMOKA3AHUS
K IPUMEHEHHUI0 METO/10B PeaduIuTAIUU

Ilayuenmam ¢ MB  pexomenoyemcs  nposedeHue  UHOUBUOYAILHO — NOOOOPAHHBIX

PeadbunumayuoHHbIX MEPONPUAMULL, HAYENEeHHbIX HA NO0OePIHCaHUue 1e20YHOU PYHKYUU.

5. lIpopuaakTuka u AUcNaHcepHOe HADJII0eHHEe, MeIUIIMHCKHE TOKA3aAHNS U

NMPOTUBONOKA3aHMA K NIPUMEHEHUI0 METOA0B NPOPUIAKTUKHI
Cnoco6oB mepBuuHoil npodunakruku MB — He cymecTByer. B kauecmge mep 6mMOpuuHol
npoUIAKMUKU 21020 3aD0N1e8AHUs 8bICIYNAIOM.:

1) oopooosas ouacnocmuka u

2) neonamanvHas ouacnocmuxa MB.
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. Pexomenayercsi BceM MalMeHTaM C MYKOBUCHHUIO30M, IUIAHHUPYIOIIUM JIETOPOXKIIECHUE,
MOJIEKYJISIPHO-TEHETHYECKOe 00CIIeIOBaHNE CYNIPYTH/CyIpyra Ha HOCUTENbCTBO MyTanuii rena CFTR.
B ciyyae oOHapyKeHUS TAaTOTEHHBIX BAPUAHTOB PEKOMEHIYETCS MPEUMILTAHTAIIMOHHOE TeHETUIECKOe
tectupoBanue (I1I'T-M) na MB [2,74,90,246].

YYP-C,¥aQ1-5).

Ilpoghunaxmuxa Illcesdo-bapmmep cunopoma

o PexomennoBanbl crneayromue Mepsl 11t npoduiaktuku [lceBno-baprrep cunapoma:

(@]

CBOeBpeMeHHaH JHUAarHOCTHKAa MYKOBHCIIH/1034,

O

NudopmupoBanue poguteneit o cumnromax [1bC;
o KoHTpoJib ypOBHS 3JIEKTPOIIUTOB KPOBH OCOOCHHO y JIeTel paHHEro BO3pacTa;
o IIpodunakTrueckoe Ha3HAYCHHUE HATPUS U3 pacueTa |-2 MMOJIB/KI/CYT B BH/I€ TIOBAPEHHOM
cosu (1/5-1/6 gaiinoii 10xKu npuMepHo coorBeTcTByeT 15 Mmoibs NaCl), coneBbix pacTBOpoB,
npeaHa3HauYCHHBIX IS TIepOpaibHON peruaparaiuu [2].
(YYP-C, Y1 -5).
Bakuunauusn
H3z6ecmno, umo demu ¢ MYKOBUCYUOO3OM ABNAIOMCA SPYNNOU PUCKA NO PA38UMUI0 UHDEKYUOHHBIX
3a601e8aHUL U HOCUMENbCMEA MAKUX MUKPOOp2anu3mMo8, kax S. aureus, H. influenzae, S. pneumoniae,
MYKOUOHbIX U HeMYKououwvlx ¢opm P. aeruginosa u Burkholderia cepacia. Bvicoka
PACNPOCMPAHEHHOCIb CPedu IMux oemetl CONYmMcmeyuel XpOHUYeCKol Namoaocuu, ycyeyonsowei
msidcecms medenus uH@exyuu u npeopacnonazaoujell K 603HUKHOBEHUIO PA3TUYHBIX OCIOHCHEHUU.
Ipoghunaxmuxa ungexyuii y nayuenmos ¢ MB 0ondicHa ocywecmensaimoscs He SNU300udecKu, a nymem
NIAHOMEPHO20 BbINOJIHEHUSL MEPONPUAMULL, NPEeOYRPercoaomux pacnpocmpanerue uxgexkyuu, a
makodice  Mep, NOSLLUUAIOWUX 00wV U CHEeYUPUUECKYI0  CONPOMUBTEMOCb  OP2aAHUMA.
Dppexmusnvim cpeocmeom 6 npedynpexcoenuu UHQGEKYUoOHHOU 3abonesaemMocmu  A61Aemcs
BAKYUHONPODUIAKMUKA.
¢ PexoMeH/10BaHO TIpoBeIeHUE MPO(UIAKTHYECKIX TIPUBUBOK COTJIACHO HAIIMOHAIBLHOMY KaJeHIapIo
NPUBUBOK W KaJCHIAPI MNPOPHIAKTHYCCKUX TPUBHBOK TI0 JMHJIESMUYCCKHUM  ITOKA3aHUSM.
BaknuaupoBath nereit pekomeHayercs B ¢a3zy peMuccuu, Ha (oHe CTaOMIBHOTO COMAaTHYEeCKOTO
C
VYP-C, ¥ -5).
Kommenrapmii: npomusonokasanus: uHOUBUOYATbHAS HENEPEHOCUMOCHb.
T - Ilayuenmol ¢ XxpoHUYECKUM 2enamumom, 8 m.y. ¢ HAYUHAIOWUMCS YUPPO3OM NedeHu Mo2ym Obimb
O Npusumvl 8 nepuode PemMuccuu UiU HU3KOU aKmueHOCMU 3a001e8aHUsl HA (hoHe BbIPANCEHHO20

S CHUICEHUS. YPOBHSL MPAHCAMUHA3 00 MAKCUMAILHO 0OCMUMCumblx seauyun [255].
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- Tepanus kopmuxkocmepouoamu OAi CUCMEMHO20 HNPUMEHEHUs NPUBOOUM K 6blpANCEHHOU

UMMYHOCYRpeCcCcuu Tutb IpU UCNOIb30BAHUL BbLICOKUX 003 (MpedHu3onon™* >2 me/ke/cym uiu 20

me/cym ons pebenxa secom >10 ke) 6 meuenue 14 oueu u 6onee. Takum oemsm youmoie 8aKYUHbL

8800sMCS 8 0DbIUHBIE CPOKU NO 8bI300POBIIEHUU, JICUBbLE AKYUHBI 660051M He panee, yem yepe3 |

Mecsy om OKOHuauus neveHus. Kak owcuevle, max u UHAKMUBUPOBAHHbIE BAKYUHbL 6800SIM 8

00bIYHOM NOpsAOKe JUYAM, HOLVUAIOWUM CMEPOUOHbIe Npenapamvl. KpamrkospemeHHo (0o [

Heoenu) nodble 003bl, KYpCamu OaumenbHoCmvio 00 2 Hedelb HusKue uiu cpeonue (00 1 me/xe

NpeoHU30I0HA™ ™) 003bl,; daumMenbHO nodoepicusaowue 003vl (Hanpumep, 5-10 me npeonusonona™*

yepe3 0eHb), 8 Kauecmee 3amMecmumebHol mepanuu HusKkue (gusuonocuueckue) 003vl, MECMHO:!

HAKOJICHO, UHSATIAYUOHHO, 8 8UOe 2IA3HbIX Kaneib, 6Hympsb cycmasa [255].

- llayuenmam, xomopvim nianupyemcs npogeoenue mpaHcniaHmayuy Opearos (neuenv, necKue),

credyem nposecmu 8aKYUHAYUI0 00 NPOBeOeHUs. Onepayull, 8 cesa3u ¢ OalbHeUuuM npumMeHeHuem

Yumocmamuyeckol mepanuu no 0OWenpuHIMsbIM NpU MPAHCNIAHMAYUU OP2AHO8 PEKOMEHOAYUIM

[253,255,257].

e PekomeHa0BaHa BakIMHAIMS ManueHTOB ¢ MB mpoTuB MHEBMOKOKKOBOW HH(EKIUU C LEIbI0
npeaoTBpaleHus nHGEKIMi, BbI3BaHHBIX S.pneumoniae[253,255,257,258,259,260,261,262,263]
(YYP-C, Y1 -5).

Kommenmapuii: ona eaxyunayuu oemetl 0o 2 jem ucnoavzyemcs [IneeMoKoKK08as KOHbIO2UPOBAHHAS
saxyuna (IIKB — 13). Cxema 3asucum om 6o3pacma Hayana umMmyHuzayuu. Bakyunayus npogooumcs
CONACHO UHCMPYKYUU K NPenapamy.

YV oemeui cmapwe 2 nem, 6o3modncno npumenenue Ilneemokokkosotl noaucaxapuonou eaxyunsl (I111B
— 23) 00HOKpamHo, ¢ no8MOpHbLIM 86edenuem uepe3 3-5 jiem.

Bakyunayus e3pocnvix nposooumcsi npu omcymcmeuu UMMYHU3AUUU HNPOMUE NHEBMOKOKKOBOU
unghexyuu IIKB — 13, 3amem uepes 12 mecayes egooumcs I11IB — 23 ¢ pesakyunayueii uepes 4-5 nem.
Tlpu yorce umeroweticsi npexicHell 6aKyuHayuy NPOmMu8 NHeBMOKOKK08ou ungexkyuu esooumcs I111B —
23, oonokpamno, ¢ pesaxyunayuei yepes 4-5 rem [260].

o PekoMeHj0BaHa BaKITUHAIIMS TIPOTHB TPHUIIIA C SN0 MPEIOTBPAIICHHSI CE30HHOTO TPHUIIIA U,
COOTBETCTBEHHO, OOOCTpPEHHs] XPOHHUYECKOTO BOCHAIUTENBHOrO mporecca B yerkux u OHIT y
|

YYP-C, Y1 -5).

Kommenmapuii: Baxyunayus npomus 2epunna 6cex 603pacmuvlx 2pynn nposooumcs 3 u 4
BANEHMHbLIMU UHAKMUBUPOBAHHBIMU 6aKyuHamu 1 pas 6 200, ocenvlo, 00 HAYANA INUOEMUU SPUNNA.
Eemam dowkonbHo20 603pacma, KOmMopuvle nepevill paz Hauyalu 8aKYUHUPOBAMbCA NPOMUE 2pUunnd,
Heo0x00umo 8gedenue 08yx 003 no 0,25 mn ¢ unmepsanom 4 nedenu.

T
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Ilpu smom 6 Hacmoawee 8pems HeEOOCMAMOUYHO PAHOOMUSUPOBAHHBIX UCCLEO08AHUL,
00Ka3b18AOWUX  IPhekmusHocmy  6aKYUHAYUU NPOMUE CPUNNG, YMO C6A3AHO C HeOOIbUUM
KOUYeCmE8OM NPOBEOCHHBIX UCCIe008aAHUNl U HUBKUM UX Kadecmgom. Ecmv neobxooumocms 6
npoeedenul ucciedosanull bonee 6vlcoko2o kavecmesa [266].

e PekoMeHjOBaHa BaKIMHALKSA NPOTHB reMowibHOW wHpeknuu Ttuna b ¢ mensio
npenoTBpamicHus naekuii, BeizBanubx H. influenzae [257,263,267,268,269].
(YYP-C, YA -5).
Kommenmapuii: nposooumcsa MOHOBAKYUHAMU UIU 8 COCMABE KOMOUHUPOBAHHBIX 8aKyuH. [Ipunumas
80 BHUMAHUE BAICHOE KIUHUYECKOE 3HAYEeHUe UHDeKYUll, 8bI36AHHbIX 2eMODUIbHOU naioykol muna b,
sakyunayus nayueHmog ¢ MB Oondcna Ovimb Hauama 6 MAKCUMANbHO PAHHUE CPOKU,
npeodycmompennvie  HAYUOHANbHLIM — KaleHoapeM NPUBUBOK  (C  MmpexmecsiyHo2o  8o3pacma),
mpexkpamHuo ¢ unmepeaiom 6 1,5 mecaya, pesaxyunayus npogooumcs udepes 12 mecayes nocie
mpemvweti npueusku. llpu nauane eakyunayuu 6 6—12 mecsayes HCuzHu 0OCMAMOYHO 08YX UHBEKYULL C
unmepsanom 1-2 mecaya u pesaxyunayuu uepes 12 mecsyes nocie emopoti 003vi. Ilocie 2oda
BAKYUHUPYIOM 0OHOKPAMHO.
o PekoMengoBaHa BaKIMHALUS TMPOTUB BETPSHOW OCHBI C LEIbIO MPEJOTBpAIICHUS JaHHOTO
3
YYP-C, Y1 -5).
Kommenmapuii: saxyunayuss Oemetl ocywecmensiemcs ¢ 12-mu  mecsayes IHCUSHU CO2NLACHO
GHCMPYKYUU N0 NpUMeHeHuro npenapama. Taxoice nokazano nposederue IKCMpeHHOU NPoOUIAKMUKU
BempAHOU OCNbl KOHMAKMHBIX Oemell, He Npusumvlx 6 meuyeHue nepsvix 72- 96 uacos nocne
ROHMAKmMa c 3a001e8uumM 6empsHoL OCHOU.
B Ocoboe 3nauenue ungexyus Varicella zoster wumeem y nayuenmos nocne nposedenus
MPAHCNAAHMAYUY U  NOAYYAOWUX Npenapamvl 2pynnvl KOPMUKOCMEPOUObl Ol CUCIEMHO20
HpUMeEHeHUsl, KpoMe MO20, ONUCAHbL NOBPEHCOeHUs 1eKUX Ha ¢hoHe 3a00ne8anus 6empsaHOL OCHOll 8

HONYAYUU 83DOCTBIX 00U

] PCKOMCHHOBaHa BaKIMHallMd IPOTUB MEHUHTOKOKKOBOU I/IH(I)CKI_II/II/I C ICJIbIO NPCAOTBPALLICHUA
M
@&YP-C, VI - 5).

Kommenmapuii: donyckaemcs npogedenue noIucaxapuOHbiMu U KOHBIOUPOBAHHBIMU BAKYUHAMU )
Bcex 803PACMHBIX 2PYNN, 3apecucmpuposanuvimu na meppumopuu P®. Cnedyem umems 6 6udy, umo
HpUMeHeHUe NOIUCAXAPUOHBIX 8aKYUH y Oemel 00 2 jem modcem Ovimb Hedhpexmuenvim. [lpu
Ranuuuu npexcrell aKyuHayuy oemeu NoIUCaAxXapuoOHoU 6aKYUHOU ciedyem nposecmu pesakyuHayuo
"
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KOHBI02UPOBAHHOUL 8aKYUHOU Yepe3 12 mecayes. Bakyunayus nposooumcs coenacHo uHCmMpyKyuu no
npuMeHeHUuIo npenapamd.

o PekoMennoBana BaklMHalUs MPOTHB rematura A U remnatuta B ¢ menbio npegoTBpalleHus
JIAHHBIX 3a00JICBaHUI, YUUTHIBAS HAJTMYKE MTOPAXKCHUI TICYCHH B PaMKax OCHOBHOM natosioruu [253].
(YYP-C, Y11 -5).

Kommenmapuii: saxyunayus npo8ooumcs cO21acHo UHCMPYKYUY no npUMeHeHuIo npenapama.

o PexoMeH10BaHa BaKI[MHALIMS [IPOTUB POTABUPYCHOM HHGEKIHH [272].

(YYP-C, Y1 -5).

Kommenrtapmii: saxyunayus npogooumcs coenacho uHCmMpyKyuu no npUMeHeHuo npenapamd.

e PekomeHj0BaHA MacCUBHAs UMMYHH3aIUsl MPOTHB PECHUPATOPHO-CHHIIMTUATIBLHOW BUPYCHOM
unpeknuu (PC) ¢ nenpio mpeaynpexaeHus THKEIbIX (GOpM OCTphIX OPOHXHOIUTOB y neTeit ¢ MB
[272,0].

YYP-B, Y11 -2).

Kommenmapuii: pexomenoogsano npumenenue npenapama Ilanusuzyma6™* — 2ymanusuposaHmbvie
MOHOKNIOHANbHble anmumena K benxy cauanus (benox F) PC — supyca, 1 pas é mecsay neped Hayaiom
snudemuyeckoeo noovema PC-supychoii 3abonesaemocmu, Komopbwlil HaAyuHaemcs: 6 Hosope U
npooonxcaemcs 0o anpens (4—5 eeedenuti 3a snudemuyeckuil ce3om). OOHaKo OJisl OKOHYAMENbHO20
peuteruss 00 OOHO3HAYHOU Yeneco0OPA3ZHOCU OAHHO20 BMeulamenlbCmed HeoOX00UMO NposedeHue
oanvretiuux ucciedosanutl [Ouuoka! Hemounuk ccoliku ne naiioen.].

IIpopuniakTuka acneprujiiesa
. PexoMeH10BaHO MPUHUMATH MEPhI 0 MUHHUMHU3AIMK BeposiTHOCTH HHpHmupoBanu Aspergillus

SppP., B CBSI3U C T€M, YTO JAaHHBINA NMAaTOTeH PACIPOCTPAHEH IMOBCEMECTHO, MOCTOSIHHO MPUCYTCTBYIOT B
BO3/yX€ BHEIIHEH cpeibl M BHYTPU MOMEUICHUH, a MOJHOCTBIO HCKIIOYUTh KOHTAKT MalMeHTa C
MHUKpPOMUIIETaMH HeBO3MOXHO. [{enb BMemarenscTBa — npeaynpexaeHune ABJIA u XAJl [2].
(YYP-C, Y1 -5).

Kommenmapuu: nayuenmol ¢ MB ne 0019CHbI HAXOOUMbCA 8 HCUNLIX U OOIbHUUHBIX NOMEUEHUSX,
nopasicennvlx niecenvro. Heobxooumo creoumsv 3a cobrrodenuem memnepamypHo-6La#CHOCHMHO20
pedcumMa 8 nomeujeHusx, He 0ONycKams Npomeyex, aeaputl, 3amonjieHuli noosanoe u m.n. B ciyuae
nos6leHUs NPUIHAKOB NIECeHU 8 NOMewjeHUsX Heobxooumo nepesecmu nayuenmos ¢ MB 6 Opyeoe
nomewenue. /[ aukeuoayuyu nocieocmeull nosAsienus niecenu 8 30aHUusAX HeobX00UMO BblABUMb U
YCMpauums NpuyUHy NOAGIEHUS CLIPOCMU 8 30aHUU, NPOBECMU HPOCYUIKY U 00pabomky ouazos
OUoOnospedcoeHUll cCmpoumenbHblMu OUOYUOAMU, AKMUBHBLMU NPOMUSE 2PUOOS.

B keapmupax nayuenmoe ¢ MB, a makce 601bHUUHBIX NOMEWEHUSAX U NOIUKTUHUKAX, He OOJIHCHO

ObimMb ueemoes 6 COputKkax, SUMHUX €caoos u np. B cea3u ¢ mem, umo bobloe KoIuyecmeo cnop 2pu606
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npucymcmeyem Ha 4acmuyKkax noliu, Heooxooumo uzbezamvs Konmaxkma nayuenmos ¢ MB ¢ nolivio,
MuamenbHo NPOBOOUMb GILAICHYIO YOOPKY NOMeUjeHUl.

Hayuenmam ¢ MB credyem uzbecams mecm ¢ 601bU0U KOHYeHMpayuel cnop epubos 6 okpyicaroujeti
cpede  — napku, caovl, Jecda, Mecma CKONWIEHUS Paslazaiouuxcsi Op2AHUYECKUX 6euecms
(KOMROCmHble MAcchl, HUOWAsS Opesecund, mpasa), 3epHOXPAHUIUWA, CMPOUmenbhvlie NIOWAOKU,
nomewjenuss ¢ MmeKywum peMOHmOM, He ciedyem pabomamv 8 Maxux cgepax, Kak cado8ooCcmaeo,
3emuaedenue,  CIMPOUMenIbCmMeo, npedvleams 6 CHeYUAIUZUPOBAHHBIX NOMeWeHUsX (KOHIOWHU,
KYPAMHUKU U M. O.).

THayuenmot ¢ MB ne 0012CHbL UCNONIL306AMb 6 NUULY NOOCHUSUIUE WU 3ANTECHeseIble 080WU, 52000l
Gpyxmol, mak Kax 6 npoyecce KOHMAKMA BO3MONCHA UHCRUPAYUSL CNOP MUKPOMUYMO8, 0OCeMeHeHue
KOJiCU U 00edHCcObl NayueHmad.

Ipu napywenuu npasun skcniyamayuu Aspergillus spp. moeym nopadcams cucmemvl 8eHMUIAYUU,
nO3MOMY — Cledyem  CB0eBPEMEHHO  ODCIYICUBAMb U OCYWECMEIsmb  3aMeHy  Quibmpos

KOHOUYUOHEPOS.

6. OPTAHM3ALIUSI OKA3AHMS MEJULIMHCKOI MOMOILLUA

Ilpu oxaszanuu MeOUYUHCKOU NOMOWU NAYUEHMAM C MYKOBUCYUOO30M HeoOX00UMO
UCNONIBL3068AMb MYTbMUOUCYUNTUHAPHBII NOOX00, YO 00YCI08IEHO KAK MANCECbI0 COCMOSAHUSA, MAK
U nopadceHuem paziuyHulx opeanos u cucmem (Ipunoscenue I'7).

Beoenue nayuenmos ¢ MB npeonoumumenbHo npogooums 6 Cneyuaiu3upo8aHHulxX YeHmpax
(kabunemax uu omoeneHusx mykosucyuoosa). Crnedyem ucnoibosams CMayuoHapo3amewyaouue
MexXHON02UU.

Junamuueckoe nabaoOeHue 6 amMOVIAMOPHO-NOIUKIUHUYECKUX VCA08USX NPU  OKA3AHUU
NEePEUUHOL  MEOUKO-CAHUMAPHOU NOMOWU  OCYUeCmensem 6pad-neouamp y4acmrosviii (8pau-
neouamp, Uil 6pa4-nyIbMOHON02, UTU 6PAY 00uell NPAKMUKY, KOMopble NPOULTU COOMEEMCMEYIOUWULL
memMamu4eckutl Kypc 8 PaMKax Npocpamm HenpepvléHO20 MeOUYUHCKO20 00pa308anus, a MaKice
umelom onvlm Ge0eHust NAYyueHmos ¢ OAHHOU HO30402Uell, KOHCYIbMayuu CReyudaiucmos — Hno
NOKA3AHUAM) C 4ACMOMOU, OnpeoensieMol MsNCeCmbl0 COCMOAHUS NAYUEHMA U UMErOUWUMUC
ocnoocuenuamu oonesnu (1 pasz 6 1-3 mecaya unu no nokaszanuam). Bnepevie ouacnocmupogantbvie
demu Ui NAYUEHMbl C MANCEAbIMU DopMaMu  3a001e8anusi OO0JHCHbL HAOII0OAMbCA  Hauje
(edrcemecssyno), nayueHmol ¢ AeeKuUM Ui amunuynvlm meuenuem MB mozym nabaooamvcs peogice
(kaoxcovle 3-6 mec.).

Habnooenue 3a nayuenmom u KOHMPOIb COCMOSHUS HEOOXO0OUMO OCYWECMBISAMb Pe2YIapPHO

KakK 6 YCI06UAX KPY2loCYymO4YHOo20, maK u OHEeBHO20 cmayuoHapa (2ocnuaﬂu3auwz no NOKA3aHUuAM 6
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NYIbMOHOI02UYECKOE, UHEKYUOHHOE UIU UHOe OmOeleHlUe, 8 Wmame KOMopo2o eCib CNeyuaiucmel,
umerowjue onvim 8e0enUs NayueHmos ¢ 0aHHoU Hozonocuell). llayuenma cocnumanuzupyiom 8 naiamy
C yuemom noOmeepHCOeHHO20 panee MUKpobUuoiocuuecko2o neusasxca (ocobenno ons P. aeruginosa,
B. cepacia complex, MRSA, Stenotrophomonas maltophilia, Achromobacter spp., nemybepkynesHvix
Mukobakmepuil, XpOHU4eCKUll dacnepeunie3d), npu 603MONICHOCMU — UHOUBUOYATbHBIL OOKC. B
3a8UCUMOCMU O COCMOAHUSL NAYUEHMA CPOK 20CNUMATUZAYUU MOXCEm cocmasums om 4 00 21 Ous.

Hayuenmor ¢ MB, wuyscoarowuecs 6 CMAYUOHAPHOM JNeHeHUU 6 pPAMKAX NepeUudHoll
CReYuanu3UPOBAHHOU MEOUKO-CAHUMAPHOU NOMOWU, HANPAGIAIOMC NO MEOUYUHCKUM NOKA3AHUSIM 6
nYIbMOHONI02UYECKOe, UHPEKYUuoHHoe Uy unoe omoeienue (N0 NOKA3AHUAM, VCIO8US — YKA3AHbL
8billle) MEeOUYUHCKOU Op2aHU3ayUuU 8pavom CKOPOU MeOUYUHCKOU NOMOWU, 6PAYOM-NeOUampom
VUACMKOBbIM, 8PAYOM-NYIbMOHOI02OM UNU UHBIM CHEeYUATUCIOM aAMOYIAMOPHO-NOJUKTUHULECKO2O0
36€Hd.

Tayuenmos ¢  MyKOBUCYUOO30M, HYICOAIOWUXCS 6  OKA3AHUU — CReYualu3upo8aHHOU
MEOUYUHCKOU NOMOWU, 8 MOM YUCTe BbICOKOMEXHONOSUYHOU, 8 CMAYUOHAPHBIX YCI08UAX, NO
MEOUYUHCKUM — NOKA3AHUAM — HANPAGIAIOM 6  coomeemcmeyuee omoenenue MeOUYUHCKOl
opeaHusayuy 6pad-nyIbMOHOI02 I 8PAY-NEOUAMp.

Mapwpymuszayus nayuenma 0emcko2o 803pacma 60 63pOCHYI0 Cemb — 80 63POCAbIU YEHMP
MB, ocywecmensemcs k 18 2ooam.

Tayuenmsi ¢ MyKOBUCYUOO30M NOTYYAIOM.

- 8 pAMKax nNepeuyHoOl MeOUKO-CaHUMAapHOU HNOMOWU — NIAHOBYVIO U HEOMIONCHYIO
amOy1amOPHO-NOIUKTIUHUYECKYIO U NEPEUYHYIO CReYUATUIUPOBAHHYIO NOMOWb (COOMBEMCMEYIOue2o
npoguns, No NOKA3AHUAM U 8 3A6UCUMOCMIU OM MANCECMU COCMOSHUSA, a MAKHe CKOPYIO
MEOUYUHCKYIO NOMOUD);

- 8 PAMKAX CReYUAIUUPOBAHHOU MEOUYUHCKOU NOMOWU — CREYUATUZUPOBAHHYIO, 6 MOM YUCTE
BbLICOKOMEXHONOSUUHYIO MEOUYUHCKVIO NOMOWb, 8 COOMBEMCMEYIOWUX YCI08USIX OHEBHO20 UNU
KpY2loCymouH020 CMayuoHapa.

Ilpu nanpasnenuu 6 omoenenue (YeHmp uiU KAOUHem) MyKOBUCYUOO3Ad, BPAYOM-NEOUAMPOM
VUACMKOBbLIM UNU 8PAYOM OpY2Oll CHeYUATbHOCMU NPeO0OCmAaBNAemcs GbINUCKA U3 AMOYIamopHOU
Kapmoel (ucmopuu 0one3Hu) ¢ yKazauuem npeosapumenbHo2o (Ulu 3aKIOYUMeENbHO20) OUacHO3d,
conymcmeylowux — 3a001e8aHull, a MaKd’ce UMEIOWUXCA  Pe3yIbmamos 1abopamopHbix U

DYHKYUOHATbHBIX UCCIe008AHUII.
I[IpaBuia npopuIaKTHKU NepeKpecTHOU HHPEKIUN IPH MYKOBUCILIM/I03€

IIpaBuiia okazaHusi MeIMIUHCKOI MOMOIIU B aMOYJIaTOPHBIX ycJoBusx [2,252]
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1. IlammeHTBI C MYKOBHCHHIO30M MJOJDKHBI OBITH pa3/esieHbl Ha TOTOKM B 3aBHCHMOCTH OT
MHUKPO]IIOPHI JABIXaTEIBHOIO TPAKTA 10 JHSAM mpreMa. [TanieHT ¢ MUKpOOHOJIOTHYECKUM BBICEBOM U3
MokpoThl Oaktepuii Burkholderia cepacia complex, merummumH-pesuctenTHbIX Staphylococcus
aureus, Achromobacter spp., HeTyOepKylne3HbIX MHUKOOAKTepHH JOJDKEH IPHHUMATBhCS Ha
aMOyJTaTOPHOM ITpHEME B OTAEIHHOM OOKCE C OT/ACIBHBIM BXOJIOM, HE 3aX0/Isl B ICHTP MYKOBHCIIU103a
(uu B MO).
2. TlareHTsl ¢ MyKOBUCIUA030M HE JIOJDKHBI KOHTAaKTHPOBaTh B 30HAX OXKHUJAHHS, KaK, HallpUMep, B
perucrparype, majgarax, OTAEICHUSAX aNTeKd M PEHTreHOJOruu. [larueHThl ¢ MyKOBHCHIHIO030M
JOJDKHBI ~ 00eCHeYMBaThCSI  OJHOPA30BBIMH  JIMIEBHIMH ~ Mackamu, Oaxwiamu. IlanmeHtsr ¢
MYKOBHCIIU/IO30M TIPU HAXOXKJICHUU B OJJHOM IOMEIICHUH JOJDKHBI JCPKAThCs HAa PACCTOSHHM HE
MeHee 2 M JIpYT OT ApyTa U COOIIOAATh BCe MEPHI MPOPUITAKTHKH.
3. Ilocrme mpuema KaXIOro MalMEeHTa ¢ MYKOBHUCIIMO30M HPOBOIUTCS O0pabOTKa MOBEPXHOCTEH
Mebenu, mpudopoB, (POHEHTIOCKOIA U ABEPHBIX PyUEK.
4. Bpauu, NpUHUMAIOIIUE MAIMEHTOB C MYKOBUCIIMI030M, JOJIKHBI ObITh 00ECIICYCHBI OTHOPA30BBIMU
MacKaMH, IepyaTkaMu, J0JDKCH ObITh 00eCIieueH JOCTYIl K CpeIcTBaM Je3MH(EKINH PYK U IPHUOOPOB.
ITpu npueme nanuenros ¢ Burkholderia cepacia complex, Achromobacter spp., Heryoepkysie3abiMu
MHUKOOAKTEpUsIMH WM YCTOMYMBBIMH K BAHKOMHIMHY OJHTEPOKOKKAMH, Bpaudl JOJDKHBI OBITH
o0ecIieueHbI JOMOTHUTEILHO OJHOPA30BbIMHU XAJIATAMH U IATIOYKAMHU.

IMpaBuia oka3anusi MEIMIIUHCKOI MOMOIIM B CTAIIHOHAPHBIX YCIOBHSIX
1. Ilepen rocnuranu3anyell MaMEeHTH ¢ MYKOBUCIUA030M CIAIOT MUKPOOHOIOTHYECKUI aHaN3 (He
no3nHee yem 3a 1 mecsm). [lammeHTH pa3MeriaroTcss B OJHOMECTHBIE HanaTbl (OOKCHI) COTIACHO
MUKpPOQIIOpE IbIXaTEIbHOTO TPAKTA.
2. Tocnurammzanus manuentoB ¢ Burkholderia cepacia complex ocymectnsiercss B JieueOHbIC
YUpEXICHUS, MMEIOIINE CIIeNUaJN3UpOBaHHbIe OOKCHl JUIs JaHHOW wHOpeKkimuu. [lanueHTsr,
undunmpoanubie Burkholderia cepacia complex, Achromobacter spp., HerTyOepkyne3HbIMU
MHUKOOAKTEPUAMH MM YCTOHYUBBIMH K BaHKOMHIIMHY SHTCPOKOKKAMH, IOJDKHBI Pa3MeIIaThCs B
OT/IEIbHOM MasiaTe/00Kce ¢ IyIIeM U TyaJIeTOM, JKeJaTeIbHO C OTACIbHBIM BXOIOM. [ ocmuTanu3arus
MAalMeHTOB C pEe3UCTEHTHOW (Iopoil BemeTcss B MPHEMHOM OTICINCHUU Ui  HMH(EKIMOHHBIX
MAIMEHTOB; MAIIMEHTHI IPOXO/IAT B MajaThl (OOKCHI) Uepe3 OTACIbHBINA BXO/.
3. IlaneHTsl ¢ MYKOBHCLHI030M, MHPUIIMPOBAHHBIE MHON (IIOPOM, pa3MenialoTcsl B OJIHOMECTHON
najare ¢ IylnieM U TyaJeTOM WM C IPYTUMH MAllMeHTaMH, He CTPAIAlOlIMMH MYKOBUCIIHIO30M U C
HU3KUM PHCKOM WH(HUIUPOBAHUS.
4. Bce manueHThl ¢ MYKOBHCIUIO30M TIOCIIE TPAHCIUIAHTAIMH JOJDKHBI HAXOAUTHCS B OJHOMECTHOU

majaate.
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5. Jlns mamMeHToB ¢ MYKOBHCIHHI030M ¢ Burkholderia cepacia complex w Achromobacter spp.,
HETYOEpKYyIE3HBIMH MUKOOAKTEPUSIMU WIN YCTOWYMBBIMA K BAHKOMHIIMHY YHTEPOKOKKAMH, JTOJDKHO
OBITh OTJEIPHOE MEIUIIMHCKOE O0OPYIOBAHUE JIJIsl KAXKIOTO MAMeHTa (MHANBUAYIBHBIN CIIHPOMETD,
(OHEHIOCKOTI, TTYJIIbCOKCUMETP, TIIFOKOMETP, TOHOMETP H T.II.).

6. IocemeHne MUArHOCTUYECKUX TPOIEAYP MAIMEHTOB MYKOBHCIHUIO30M JIOJDKHO IJIAHUPOBATHCS

COTJIACHO MHKPOQIIOpE AbIXaTeIbHOTO TPAKTA.

7. lonosiHuTeIbHAA HH(POpManuda (B TOM 4yncjie (aKTOPbI, BJUSIONIAE HA UCXO/
3a200J1eBAHUA WIH COCTOSTHNSA)

MB — xpoHuyeckoe HeusJieuuMoe 3a00JIeBaHUE, TT0OITOMY MAIlMEHTHl HYXKJAIOTCSI B aKTUBHOM
JUCTAHCEPHOM HAOMIOJICHUU M HENPEepPhIBHOM JIEYCHHH. Y OJHUX NAI[MeHTOB, HECMOTps Ha
CBOECBPEMEHHYIO JTUArHOCTHKY M aJeKBATHYIO TEpaluio, MOpaKeHHE OpOHXOIETOYHOM CHUCTEMBbI
OBICTPO TMPOTPECCHPYET, y OPYTHX - TWHAMUKA U3MEHEHUU Oojiee OnaromnpusTHa. MHOTHE MaldeHTHI

AOXKHUBAIOT JO B3POCIIOro U JaKe 3p€JIOro Bo3pacTra.

KpnTeme OLICHKHU KaYecTBa MeIlI/I]_[HHCKOﬁ NInoMoIIIH

Ta6aumna 27. OpraHu3alOHHO-TEXHUUECKUE YCIIOBHS OKa3aHUs METULIMHCKOM MOMOIIHU JAETSAM C
KHUCTO3HBIM (prOp0o30M (MYKOBUCIIHIO30M).

By MmequIMHCKOM MOMOIITH Cnenuanu3upoBaHHasi, B TOM YHUCIIE,
BBICOKOTECXHOJIOTMYHAsI, MCIUIIMHCKAS
IIOMOIIIb;
ITepBuyHas MeTMKO-CaHUTApHAs! TOMOIIb
YcnoBus oka3zaHusl MeTULIMHCKOM MMOMOIIU CTaloHapHoO, B THEBHOM CTallMOHApe
dopma OKa3aHWsI MEAUIIMHCKON MTOMOITU IlmaHoBasi, HEOTJIOXKHAs, CKOpas
da3za 3a0071€eBaHMs, IPYTHE XapaKTEPUCTUKU Iro0as
(npu HAJIMYMH)

Taoauua 28. Kputepun kadecTBa OKa3aHHs MEAUITTHCKON MTOMOIIHU JETSIM C KUCTO3HBIM

¢Gbubpo30M (MyKOBHUCIIHIO30M).

Ne Kpwurepunii Yposenn
putep P Yposens
y0eauTeabHOCT
. JI0CTOBEPHOCTH
o JI0KA3aTeJIbCTB
PeKOMeHIAnM I
1. |BrimonHeHo omnpezaeneHue akTUBHOCTH MMaHKPEAaTHYECKON C 5

snacta3pl-l1 B Kaime (ecnmd  HE  MPOBOJMIOCH B
npeauiecTByrome 12 Mec) y nepBUYHBIX NAllMEHTOB IpU
IIOCTAaHOBKE [MarHo3a M Yy IALUEHTOB C COXPAaHHOU
AK30KPUHHON (PYHKIIMEH TMOKEITYKOUYHON JKene3bl (C
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MaHKpeaTHuuecKo 3acta3oii-1 6osee 200 MKT B T Kaja)

2. |BbIMONHEHO  MHKPOOMOJOTHYECKOE  HCCIeOBaHUE C 5
noceBa (ropbl B MOkpoTe ((papuHTEaTbHOM Ma3Ke WIH
WHAYIUPOBAHHON MOKpPOTE WJIM TpaxealbHOM aclupaTte)
(ecntu He OBUIO BBINOJHEHO B MpeaUIecTBYmOmUE 3
Mecsia, 00 NP HATUYUM  JOIOJIHUTENbHBIX
MOKa3aHui)

3. |llpoBenena antubakTepuaabHas Tepalus HE MEHEE, YeM C 5
JBYMsl IIpenaparaMyd BHYTPUBEHHO, IPHU  TSKEIOM
000CTPEHUU CO CTOPOHBI JIBIXaTEIbHOI0 TPAKTA

4, |IlpoBenena dbepMeHTO3aMeCTUTEbHAS Tepanus B 3
npenapaToM NaHKpeaTHMHa B BHJE MHHUMHUKpoOchep C
KHUCJIOTOYCTOMUMBON 000JIOYKOM MpPU CHUKEHUH YPOBHS
IaHKpeaTHuueckoil aacrasbl-1 B kase (MeHee 200 MKT B T
Kajia) Py OTCYTCTBUU MPOTUBOMOKA3aHHIMA

5. |BmimonHena KOHCynbTallMsg — Bpada-racTpOdIHTEPOJIOTa C 5
(W Bpada-gueToJIOTa WM TIEAMATpa, IPOIICIIIETO
oOydyeHue Ha TemaruueckoM mukiae no MB,) nmus
WCKJIIOUYCHMS]  TUINEPALMAHOTO  COCTOSIHUA W €ro

KOppEeKLHU npu OTCYTCTBHUH s dexra oT
(epMEeHTO3aMeCTUTEIHHOM Tepanuu
6. |BrpmonHeHa KOHCynbTanMs Bpada-OTOPHHOJIAPUHTOJIOTA C 5

opu OOOCTPEHUHM XPOHUYECKOIO CHUHYCHUTa M €CIU He
OBLII0 KOHCYJIbTAIIMK B NIPEAIIECTBYIOIINN IO

7. |BbmonHeHo onpexaeneHre GYHKLUUU BHEIIHETO JbIXaHUS C 5
MAlMEHTy cTapue S JeT
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281.0OmpeneneHue YyBCTBUTEIBHOCTH MHKPOOPTAaHM3MOB K AaHTHOAKTEPHAIBLHBIM TIperaparam
(Knmuanyeckue pexkomenmanuu, 2018): http://www.antibiotic.ru/minzdrav/files/docs/clrec-
dsma2018.pdf

282.

Hpuiaoxenue Al. CocraB padoueil rpynnsbl o paspadorke u nepecMoTpy

KINHAYCCKHUX peKOMeHI[a[lI/Iﬁ
Cocras padoueii rpynmnsi:
BapanoB A. A. - akan. PAH, npodeccop, n.m.H., moderHbiit [Ipesuaent Coroza nenuatpoB Poccun,
coBeTHUK pykoBogutenss HUMM nemmatpum u oxpasnsl 370poBba aered IIKb PAH, rnaBHbIi
BHELITATHBIN clienHanucT neauarp Munsapasa Poccun
Hama3zoBa-bapanosa JI.C. - akan. PAH, npodeccop, a.m.H., [Ipesunent Coroza neauatpos Poccuu;
nact-nipesugeHT EPA/UNEPSA; pykoBoautens HUUW nenmatpuu u oxpansl 310poBbs jgereit [IKB
PAH, 3aBenytomas kadenpoil ¢pakynpTeTckoi nexuaTpuu neauarpuaeckoro gaxyiasrera @I'bOY BO
«PHUMY um. H.M. IIuporosa» Munsapasa Poccun, riiaBHbI BHEIITATHBIN IETCKUHN CIIELIUMAINACT I10
npodunakTuyeckon meauimue Munsnpasa Poccun
Kyues C.U. - un.-xopp. PAH, mpodeccop, n.M.H., [Ipe3uaeHt Accoruanuu MEAUIIUHCKUX T€HETUKOB
(AMI), nupexkrop ®T'BHY «Menuko-reneTnueckuii HaydHblid IeHTp UM akaaemuka H.IT boukoBa»
Muno6pHayku Poccun, riiaBHbIA BHEIITATHBIM CHIEIMAINCT IO MEIUIIUHCKON reHeTHke MuH31paBa
Poccun
AsaeeB C. H. — n.m.H., ipod., wien-koppecnionieHT PAH, 3aBenyromuii kageapoii mynbMOHOJIOTUH
WNuctutyra Knunnueckoin Meguuuasl @I'AOY BO «llepBblii MOCKOBCKHI TOCyAapCTBEHHBIN
MeaunuHckuil yauBepcuteT uM. .M. CeuenoBa» Munsnpasa Poccun (CeueHOBCKUIT YHUBEPCUTET);
pykoBoauTenb  kiaumHu4deckoro  otaena  PI'BY  «HayuHo-MccnmenoBaTENbCKHM — MHCTUTYT
nyaeMoHoorun - denepanbHOr0  MEIUKO-OMOJIOIMYECKOT0 AareHTCTBa», TIJIaBHBIA BHEIITATHBIN

CIICHUAIUCT ITYJIBMOHOJIOT MI/IHSIlpaBa Poccuu
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IMoneBuvenko E.B. — n.M.H., podeccop kadeapsl OHKOJIOTHH, TEMATOJIOTHH W Jy4YEeBOW TepaIruu
neauarpudeckoro ¢akynprera ®I'BOY BO «PHUMY um. H.U. Iluporosa» Mwunzapasa Poccum,
[JIaBHBI BHEIITATHBIA JETCKUM CIEHHAIKMCT MO MAJUIMATUBHOM MEIMIIMHCKOW momoiuu MwuH3npasa
Poccun

BeneBckmnii A.C. - n.m.H., npod., IIpesuagear MOO «Poccuiickoe PecriupaTtoproe OOGmiecTBOY»
[VIABHBIM BHEIUTATHBIA IIyJabMOHOJIOr [lemapramenTta 3apaBooxpaHeHuss MOCKBBI, 3aBENyHOLIUN
kadenpoii myIbMOHOJOTHU (DaKyIbTETa JOMOTHUTEIHHOTO MpodeccuoHabHOro obpazosanus ' bOY
BITO PHUMY wum. H.U. ITuporosa Munzapasa Poccuu

KonaparbeBa E.W. - 1.M.H, pod., pyKOBOAUTENs HAYYHO-KIIMHUYECKOTO OTJENNa MYKOBHUCIUI03a
OI'BHY «Menuko-reHeTnyeckuii HayuyHbld LeHTp uM. akaaemuka H.II BoukoBa» MunoOpHayku
Poccun, 3aB. ormenenmem wmykoBucuugoza I'BY3 MO «MOK/LA», mpodeccop xkadempsr
(aKkyabTeTCKOW M TOCHHUTAIbHOW menuarpuu, [lepMcKuUii TrocynapCTBEHHBIH  MEIUIIMHCKHUI
YHUBEPCUTET, JKCIEPT KOMHUTETa IO JIUarHocTuke EBpomeiickoro obimiecTBa Mo MYKOBHUCHHUIO3Y
(ECFS)

CumonoBa O.U. - n.M.H., 3aBenymoomas myiabMoHoJiornueckuM otaeneauem DAY «HMMUIL]
310poBbs neTeiy MunsnpaBa Poccun; mpodeccop kadenpsl meauaTpud U JETCKOM PEeBMATONOTHH
OI'AOY «lepBeiit MI'MY um. U.M. CeuenoBa» Munzapaa Poccuu (CeueHoBCkUll YHUBEPCUTET);
pyKoBOAUTENb KabuHeTa MykoBuci103a Mopo3zosckoii JII'Kb Nel

Kamupckas H.FO. - a.M.H, npod., I7aBHbI Hay4yHBIM COTPYIHUK J1a0OpaTOPUU TE€HETHYECKOU
snugemuonorun GI'bHY «Menuko-reHeTnyeckuil Hay4Hbli neHTp uM. akaaemuka H.II bouykoBa»
MunoOpnayku Poccuu, uneH pabouux rpymm dKCIEPTOB M0 HEOHATATHbHOMY CKPUHHMHTY U PETUCTPY
EBponeiickoro obmectBa mo mykoBucuuio3zy (ECFS)

Hlepman B.J[. - k.M.H., Beaylmuid Hay4YHbId COTPYAHUK HAYYHO-KIIMHUYECKOTO OTAENa
mykoBucuuno3a OI'bHY «Meaguko-renernueckuii HaydyHbld 1eHTp uM. akaaemuka H.II bouxosa»
MunoOpnayku Poccuun, wnen pabodeil Tpymnmbl JKCHEPTOB IO HEOHATAIBHOMY CKPUHUHTY
EBponeiickoro obmectBa mo mykoBucuuio3y (ECFS)

Boponkosa A.FO. - K.M.H.,, BeAymMidl Hay4dHbId COTPYAHUK HAYYHO-KJIMHUYECKOTO OTAEIa
mykoBucunnosza, PI'bHY «Menuko-reHeTnueckuii HayyHblid LeHTp uM. akagemuka H.IT boukoa»
Muno6pHayku Poccun

Amesmmna EJL. - x.M.H. 3aBenyromas adoparopueit mykoBucuunosa, ®I'bY HUU Ilynemononoruu
OMBA Poccun

I'emonnkas T.E. - 1.M.H., npodeccop, pyKOBOAMUTENb OTJENa TepaneBTUYECKON MYJIbMOHOIOTUN
HUU nynemononorun HKUL], ®I'BOY BO IICII6 I'MVY wumenu axanemuka W.I1ITaBnoBa

Munsapasa Poccun.
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KpacoBcknii C.A. - K.M.H., CTapImuii Hay4HBIH COTPYAHHK jabopaTopuu MykoBuciumaoza OI'BY
HUWN nynsmononorun ®MBA Poccun um HaydHO-KJIMHUYECKOro oTxaena MykoBucuupoza ®I'BHY
«MeauKo-reHeTU4eCKU HayuHblid LeHTp uM. akagemuka H.IT boukoBa» MunoOpHayku Poccun.
Yepmencknit A.I'. — k.M.H., crapmiii HayuHbli cotpyaauk HUW nmynemononorun HKUL], ®I'bOY
BO TICII6 I'MY umenu akanemuka H.I1.11aBnoBa Munsnpasa Poccun

Crenanenko T. A. - K.M.H., 3aBeAywoolias myJbMOHOJOrHYecKuM oTAesnenneM No2, CaHKT-
[TerepOyprckoe 'BY3 ©* T'oponckast MHOTOnpodunbHas 6onpHuIAa Ne 2°”

CeaumssinoBa JI.P. - k.M.H., Benymuid Hay4yHblii corpyaauk HUW nenuatpun u oxpaHbl 370pOBbS
nereit [IKb PAH MunucrepcTBa Hayku M BbICIIero oopasoBaHusi Poccuiickoit denepariuu, IOICHT
kadenper nmemuarpun U aerckoil pesmartonoruun ®IAOY «llepBeiii MI'MY um. .M. CeueHoBa»
Munsapasa Poccun (CeueHOBCKUN YHUBEPCUTET)

BummneBa E.A. - 1.M.H., 3aMectuTens pykoBogutens no Hayke HUM nenuaTtpuu u oxpaHsl 3710pOBbs
nereit LIKb PAH, nouent kadeapsl ¢GakylnbTeTCKON MeauaTpud MeauaTpuyeckoro (akynbTeTa
OI'bOY BO «PHUMY um. H.U. Tluporosa» Munzapasa Poccuun

I'opunoBa 10.B. - x.M.H., crapumii Hayunblii corpynHuk PI'AY «HMMUL 3n0poBesa perei»
Munzapasa Poccun

PocnaBueBa E.A. - x.M.H.,, Beaymuii HayuyHblil cotpyaHuk OPI'AY «HMMULl 3p0poBesa nerei»
Munsapasa Poccun.

AmepoBa UK. - 1.Mm.H., 3aBenytomtas otaenenueM mynbmonosiorun 'BKY3 SO «I'b» otnenenue
MyJIbMOHOJIOTUHU

NnbenkoBa H. A. - n.M.H., npod., 3aBenyromas kadenpoit nerckux OonesHeil ¢ kypcom IIO,
KpacHosipckuii rocyiapcTBeHHbIH MEAUIIMHCKUM yHUBEpcUTET UM. IIpod. B.®. Boiino-fcenenkoro
3bipsinoB C.K. - mpodeccop, A.M.H., 3aBenyromuii kadenpoit oodmiel 1 KIMHUYECKO (apMaKoJIOTHH,
@®I'bOY BIIO Poccuiickuit yHuBepcHTET ApYykKObl HAPOJIOB

OaunaeBa H.J. - npodeccop, n.m.H., rtnaBablii Bpau [BY3 MO «Jlerckuii KIMHUYECKUN
MHOTonpouiIbHbIN IIEeHTp MOCKOBCKOM 001acT», raBHbINA neauaTp MocKkoBCKo# obnactu
MaxkcumbrueBa T.FO. - HayuHblld COTPYIHHMK HAyYHO-KIMHUYECKOTO OTAENIa MYKOBHUCLHJ034,
®I'BHY «Menuko-reHeTH4eCKUid HaydHbI 1eHTp uM. akaaemuka H.IT BoukoBa» MunoOpHayku
Poccun

OpaoB A.B. — K.M.H., 3aB. OTIEJIECHHWEM IyJIbMOHOJOTWHU, JIOUEHT Kadeapsl MeauaTpuud u
neonatonorun C3I'MY, I'BY 3 «Jletckas ropoackas 6onpHHUIAa CBsITOM OMBIN»

Cembikun C. [O. - x.M.H., 3aBenyrommii ornenenueM nenuarpuu, ®I'BY «Poccuiickas nerckas

KIIMHUYCCKasa 6OJ'ILHI/II_I8.)) MI/IHSI[paBa Poccuu
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Yepuyxa M. 0. - nMH., Beaymuid HaydHBIH COTPYAHHK JabOpaTOpuu MOJICKYJISIPHOM
AMUAEMHONIOTHH TocuTanbHbIX uHpekwit, PI'BY "HULOM um. H.®.I'amanen " Munzapasa Poccun
Marunsan U. A. — npodeccop, A.M.H., 3aBenyrOIHi Jabopatoprueil MOJICKYISIPHOU AMHIEMHUOJIOTUN
rociiutasibHBIX HHPeknui, PI'BY «OHULOM um. H.®. 'amanen» Munszapasa Poccun

ABerucsan JI. P. — nMH., Beaymuid Hay4YHBId COTPYIHUK J1a0OpaTOPUU SIUIEMHUOIOTHH
rocriutanbHbiX HHPekuil OI'BY «HamumoHanbHBIA HCCIENIOBATENLCKUNA [EHTP JMHIEMHUOJIOTHH U
MHUKPOOHOJIOTMY UMEHU 1oveTHoro akagemuka H.®. "'amanen» Munsnpasa Poccun

IymkoBa I'.JI. - Hay4HBIH COTpyAHHUK JlabopaTtopuu MykoBuciuao3za ®I'bY HUU nyneMoHomOTHMN
OMBA Poccun.

KpbuioBa H.A. - Hay4sslii coTpynnuk nabopatopun MykoBucimnoza ®I'bY HUW myneMononOrnn
OMFBA Poccun

HponoB U. A. - x.M.H., 1o1ieHT Kadeapsl aerckux oone3neir PI'AOY BO Ilepsoiit MI'MY um. .M.
CeuenoBa Munsznpasa Poccuu (CeueHoBckuil YHUBEpCUTET), Bpau-KiInHU4Yeckuil papmakosor Y Kb
Koctbuiea M. H. - k.M.H., nmoueHT kadenpsl kiamHudeckoit dapmakonormn PHUMY um. H.J.
[Tuporosa, 3aB. oTnenenueM kinHudeckon papmakosnoruu ®I'bY PJIKb

Kenennna JI.A. — mpodeccop, I.M.H., 3aBeayromas kadeapoil neauaTpuu, SHIOKPUHOIOTUU U
aowmronorun OIT u JIT1IO CIIGITIMY, r. Cankr-IleTepOypr.

Kanmko H.H. — 1.M.H, npodeccop, 3aBeayromuit kadeapoi KIMHUISCKOH MUKOJIOTHH, aJIePTOJIOTHH
n ummyHosorun ®I'bOY BO "Cepepo-3anaaHblii rocyaapCTBEHHBbIH MEIWLMHCKUNA YHUBEPCUTET
nmenn .M. MeunukoBa" Mun3npasa Poccun

Bop3oBa 10. B. — x.M.H., 3aBeyromias MUKOJIOTHUECKON KIMHUKOU, AOIEHT Kadeapbl MEAUIIMHCKON
mukpobuonorun ®I'bOY BO "Cesepo-3anagHblii ToCyJapCTBEHHbBIN MEIUIIMHCKUN YHUBEPCUTET HM.
N.M.MeunukoBa Mun3apasa Poccuu

Bacuabesa H. B. — 1.6.1., mpodeccop, aupextop HUU menuumuckoit Mukonorun um. I1.H. Kamkuna
3aB. kadenpoit MeauuuHckoi Mukpoduonorun ®I'bOY BO "Cesepo-3anaaHblii rocy1apcTBEHHBIN
MenuiuHCKui yHuBepcuteT umenn M.M. Meunukosa" Munsapasa Poccun

Boromousioa T. C. — k.0.H., 3aBeayromiast HUJI Mukog0rnyeckoro MOHUTOPUHTAa U OMOJIOTUH TPHOOB,
JOLEHT  Kadeapbl MeauUMHCKOW — Mukpobuonorun  PI'BOY  BO "CeBepo-3anagHblii
roCylapCTBEHHbIN MEIUIMHCKUN yHUBEpcuTeT uMeHn V.1, MeununkoBa" Munznpasa Poccun
Cunepanckas A. A. - 1.M.H., ipodeccop kadeapsl peHTTCHOIOTHH U PATUAITHOHHON METUIIUHEI,
[lepsriit CankTt-IlerepOyprckuil rocyiapcTBEHHBI MEAMIIMHCKHM YHHUBEPCHUTET MMEHM aKaJleMUKa
N.II. ITaBnosa.

BapanoBa U.A. - 1.M.H., npodeccop kKadeapsl TOCHUTAIBHON Tepanuu NeJuaTpuueckoro hakynbTeTa,

I'bOVY BITIO PHUMY Mun3snpasa Poccun um. H.1. ITuporosa, r. Mocksa.
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®ypman E.I' - unen-koppecnonnenr PAH, npodeccop, 3aBenyromuii kadenpoit GpaxynbTeTCKONH U
TOCIIUTAIBHOM II€UaTpUM, IMPOPEKTOp MO Hayke [lepMCKUI TOCYRapCTBEHHBIM MEIULIMHCKUN
yauBepcuteT (II'MY) um. akanemuka E. A. Baruepa

Magpuna B.B. - gouent kadenpsl ¢(akynbTeTCKOW W TOCHUTANbHON menuarpuu, I[lepmckuii
rocyaapcTBeHHbIN MeauiuHckuii yausepeutet (IIMMY) um. akagemuka E. A. Baruepa (PI'bOY BO
[II'MY um. akanemuka E.A. Baruepa Munznpasa Poccuu.

IMamos H. ®., 3aBeayromuii OTIEICHUEM XUPYPIMM HOBOPOXKACHHBIX HeoHarosornyeckoro
crarmoHapa ['bY3 MO "MockoBckuii 00J1aCTHOM IIEHTpa OXpaHbl MaTEpPUHCTBA M JIeTCBA", Bpay-
JNETCKUM XUPYpPr, KaHAUAAT MEIULIUHCKUX HAYK.

IlerpoBa H.B. - 1.0.H., Beqymuii HAy4HBIH COTPYTHUK JIAOOPATOPUU T€HETHICCKON SITUICMHOIOTHI
OI'BHY «Menuko-reHeTnyeckuil HayyHbld LeHTp uM. akaaemuka H.II boukoBa» MunoOpHayku
Poccun

Hamkos U. B. — k.M.H., 3aB 3 xupypruueckum otaenenueM OPI'bY «HannonanbHbI MEIULIMHCKUN
HCCIIEA0BATENbCKUM EHTP TPAHCIUIAHTOJIOTUU MU MCKYCCTBEHHBIX OpPraHOB HMMEHM aKaJIeMHKa
B.A.IllymakoBa»

HupyasaukoBa O. M. — 1.M.H., mpodeccop Kapeapsl TPAHCIUIAHTOJIOTUHA U UCKYCCTBEHHBIX OPraHOB
[TepBoro MocKkOBCKOro rocy1apcTBEHHOI0 MEIUIIMHCKOro yHuBepcuTeTa umenu M.M.CeueHnoBa
Hoasikos JI. II. — K.M.H.,, 3aBEOyIOIUA JETCKUM OTOPHUHOJAPUHIOJIOTUYECKUM OTIEICHUEM
Beaymuid HayyHbli coTpyaHuk PI'BY HammonanbHbI MEIUUIMHCKHA HCCIIEIOBATENBCKUN IEHTP
otopunosapunrosornn ®MBA, Poccun, noueHnt kadeapsl otropuHonapunroysorun ®JIIO0 ®T'BOY
BO PHUMY WM. H.N.ITuporosa
CBuctymkun B.M. — npodeccop, 1.M.H., nupexrop kiuHuku Kinauku bonesneii yxa, ropia u Hoca
OI'AOVY BO Ilepsoiit MI'MYV um. U.M. CeuenoBa Munszapasa Poccuu (CeueHoBCkHiT YHUBEPCUTET),
[JIaBHBIM BHEIITATHBIA OTOpuHONapuHroior llenTpansHoro ®enepanbHoro oxkpyra Poccum, Bpau
BBICIIEH KaTeropuu

CunbkoB J.B. — k.M.H., no1IeHT Kadeapsl bonesneit yxa, ropia U Hoca, Bpad BBHICIICH KaTErOpHH.
Kadenpa bonesneit yxa, ropna u Hoca DT'AOY BO Ilepsriit MI'MY um. .M. CeuenoBa Mun3apaBa
Poccun (CeueHOBCKUI YHUBEPCUTET)

Yepubix B.b. — n1.M.H., T.H.C., 3aBeIyIOUIMHA J1a0OpaTOpuu TE€HETUKU HAPYLIEHUH PpEnpoIyKIHH
OI'BHY «Mennuko-reHeTnyecKnii HayqHslid HeHTp UM. akagemuka H.IT boukoBa»

Penuna C.A. — Bpau-reHeTHK, KOHCyiabTaTuBHOE otneneHue PIBHY «Menuko-reHeTndecKuii
Hay4yHbIN HeHTp uM. akagemuka H.IT boukoBa»

BaarosugoB [[.A. — K.M.H., Bpau NieAUAaTp, aJuIeProIOr/IMMYHOJIOT, MIIAIIHA HAYYHBIH COTPYIHUK

nabopaTopuy BaKIMHONPO(DUIAKTUKA U UMMYHOTEpanuu ajuieprudeckux 3adonesanuit ®I'bHY HUN
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BaKIIMH U CBIBOPOTOK UM. M.11.MeuHnKoBa; acCUCTEHT Kadeaphl MeanaTpun M. akageMuka M. 4.
CrynenukuHa, Poccuiickuil HallMOHAJIBHBIN HCCIE10BATEIbCKUM MEAUIIMHCKUN YHUBEPCUTET UMEHU
H.N. ITuporosa

Koctuno MLIIL. — 1.M.H., ipodeccop, 3acnyKeHHbIN AesaTenb Hayku PO, 3aBemyronuii taboparopueit
BaKIIMHOMPODUIAKTUKA U UMMYHOTEpANuu ajiepruueckux 3adoneBanuii HUM BakiuH 1 CbIBOPOTOK
nM. .M. Meunukosa.

Aemopbi noomeepacoaiom omcymcmeue GUHAHCOBOU NOOOEPHCKU/KOHDAUKMA UHMEPeCcos, KOMOPbill

He0bX00UMO 0OHAPOO0BAMD.
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IIpunoxenue A2. MeTonoJiorusi pa3padoTku KIMHUYECKUX PeKOMeHAAaluil

IleneBasi ayauTOpHs JAHHBIX KIMHUYECKHUX PEKOMEHIALMIl:
e Bpauu-nyJabMOHOJIOTH
e Bpauu-niequarpsl
e Bpauu o6uieii BpaueOHOM MPaKTUKH (CEMEHHbIE Bpayun)
e Bpauu-reneruku
e Bpauu ajuieprojaoru-uMMyHOJIOTH
e Bpaun-ractposnreposioru
e Bpaun-3HIOKPUHOJIOTH
e Bpauu—nueronoru
e Bpaun-oTopuHOIAPUHTOJIOTH
e Bpauu — cypnonoru - OoTOpMHOJIAPUHTOJIOTH
e Bpauu no seue6HON (u3KyIbType (WIKM Bpaud MO MEIUIMHCKON peaOUIMTaluM, WIK Bpauu—
¢u3noTepaneBThl, WIM CHEHUATUCTBI C BBICIIUM (HEMEAMLMHCKUM) 00pa3oBaHUEM
(MHCTPYKTOPBI—METOAUCTBl IO JIe4eOHOM (U3KYNbTYpe, WU CHEHUAIUCTBl CO CPETHUM
npodecCHOHANBbHBIM  (MEAMIMHCKAM)  0o0pa3oBaHWEM  (MHCTPYKTOPHI IO  JieueOHOI
(GU3KYIBTYpE, MEIUIIHCKUE CECTPBI [0 MACCAXKY, MEUIIUHCKUE CECTPHI 10 (HHU3HOTEPAIINH)).
e Bpaun pyHKIMOHANBHON IUMarHOCTUKU
e Bpauu —akymeprl-ruHeKoI0ru
e Bpauu — yposoru
e Bpauu yponoru-anaponoru 1eTckue
e Bpauu — xapauonoru
e Bpauu kapauosoru aerckue
e Crynentsl MequiinHckux BY30B
e OOyuaromuecs B OpAUHAType U UHTEPHATYpe
Metoabl, HCIIOIb30BaHHbIE 1JIsl COOPA/CeIeKIINH J0KA3aTeIbCTB:
MIOUCK B DJIEKTPOHHBIX 0a3ax JaHHBIX.
Onucanue MeTO/10B, HCNIOJIb30BAHHBIX /151 c00pa/cesleKINHU 10KAa3aTelbCTB:
JIOKa3aTeIbHOW  0a30i  JuIsi PEKOMEHJANWi  SBJSIOTCS — MyONWKaluH, BOIIEAIINE B
Koxkpanosckyto 6ubanoreky, 6a3sl ganabix EMBASE u MEDLINE. I'mybuna noucka coctaBisiia 5
JeT.

MeTOI[l)I, HCHOJBb30BaAHHbIC 1JIA OICHKH KAaYeCTBA U CHJIBI 10KA3aTe/JIbCTB:
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o KoHceHcyc 3KCriepToB;

. OneHka 3Ha4MMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOH.

Tabmuua 1. Illkama orneHku ypoBHEH JocToBepHOCTH jgokaszatenbeTB (V) mis meromoB
JMAarHOCTUKY (IMAarHOCTHYECKUX BMEIIIATEIILCTB)

VY 1/I|PacuudpoBka
Cucremaruveckue 0030pbl UCCIIETOBAHH ¢ KOHTPOJIEM pehepeHCHBIM METOIOM HIIH

1. |cucremaruueckuii 0030p paHIOMU3HPOBAHHBIX KIMHUYCCKUX UCCIICIOBAHUH C MPUMEHEHHEM
MeTa-aHalin3a
OTaenbHBIC UCCIIEIOBAHUS C KOHTPOJIEM pedepeHCHBIM METOOM WIIH OT/ICIbHBIC

o [PAHIOMH3HPOBAHHBIC KIMHUYECKHE HCCIIE/IOBARMS 1 CHCTEMATHUECKHE 0030pbI UCCIIe0OBAaHU I

" |moboro nu3aiiHa, 3a NCKJIFOUYEHUEM PaHIOMHU3UPOBAHHBIX KIMHHYECKUX MCCIEIOBaHUM, C

NpPUMEHCHHEM MeTa-aHajun3a
HccnenoBanust 03 MOCIIEA0BATEILHOTO KOHTPOJIS pe)epEeHCHBIM METOIOM WJIN UCCIICIOBAHUS C

3. |[pedepeHCHBIM METOOM, HE SIBJISTFOIIIUMCS HE3aBHCHMBIM OT MCCIICyEeMOTO METOa HITH
HEpaHJI0OMH3UPOBAHHbBIC CPABHUTEIILHBIC UCCIICIOBAHHSI, B TOM YUCIIC KOTOPTHBIE UCCIICIOBAHUS

4. |HecpaBHUTEIbHBIC HCCIICIOBAHUS, ONTMCAHUE KIMHUYECKOTO CITydast

5. |Mmeetcs mibs 000CHOBAaHUE MEXaHU3MA JACHCTBYS MM MHCHHE DKCIIEPTOB

Tabmuua 2. Illkama OICGHKM ypOBHEH J0cTOBEepHOCTH jokaszatenbetB (Y/J) mis meromoB
npoHIaKTUKH, JieueHHs W peabwiutanud (MpopHIaKTUIECKUX, J1eYeOHBIX, peabHUINTAIHOHHBIX

BMEIIATEIILCTB)

Y I[PacungpoBka

1 Cuctematnueckuii 0030p paHI0MHU3UPOBAHHBIX KIMHUYECKUX UCCIIEOBAaHUM C IPUMEHECHHEM
MeTa-aHaln3a
OTnenbHbIE paHJOMU3UPOBAHHBIE KIIMHUYECKHE MCCIIEIOBAHUS M CHCTEMAaTHIECKHE 0030l

2. |uccienoBaHMi 1000T0 qU3aiiHa, 32 MCKIIIOUYEHUEM PaHI0MHU3UPOBAHHbBIX KIMHUYECKUX
WCCIIEIOBAHH, C TPUMEHEHUEM METa-aHaIIN3a

3. |HepanmomMu3upoOBaHHbIE CPaBHUTEIBHBIC UCCIICIOBAHUS, B TOM YHCIIE KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHUTEIbHBIE HCCIIEJOBAHUS, ONMCAHUE KIIMHUYECKOTO CITydasi MIIM CEpUH CIy4aeB,

" |uccrnenoBanue "ciry4ai-KOHTPOJB"
5 Hmeercst muib 000CHOBAaHHME MEXaHU3Ma JIEHCTBHSI BMEIIATENbCTBA (JOKIMHUYECKHE

I/ICCJ'IC,Z[OBaHI/IH) HJI1 MHCHUEC SKCIICPTOB

Tabmuma 3. Illkana oueHkw ypoBHeW yoOeaurenbHocTH pekomenmammii (YVYP) mis meromos
npo(UIIAKTUKY, JMAarHOCTUKH, JedeHHs ¥ peabwnutaiun (MpoQuIakTHIeCKHX, THArHOCTHYCCKHX,
Je4eOHbBIX, peaOMIINTAIMOHHBIX BMEIIATEILCTB)

YVP

Pacmmdposka

A

CubHast peKkoMeHaus (Bce paccMaTpuBaeMble KpUTEPUU dPPEKTUBHOCTH (MCXO/IbI) SIBIISIOTCS
Ba)KHBIMHU, BCE€ MCCIIEOBAHNS UMEIOT BHICOKOE WM YJIOBIETBOPUTEIHLHOE METOI0JIOTUYECKOE
KaueCTBO, X BBIBOJBI 110 MHTEPECYIOIIMM UCXO0JIaM SIBJISIIOTCS COIVIACOBAHHBIMH)

YcioBHas pekoMeHaalus (He Bce paccMaTpuBaeMble KpUuTepun 3PpPeKTUBHOCTH (MCXOIbI)
SABJIIFOTCA BaXXHBIMH, HE BCEC UCCIICAOBaHUA UMCIOT BBICOKOC WJIN YAOBJIICTBOPUTCIIBHOC
METOA0JIOIMYECKOe KaUeCTBO M/MIIM UX BBIBOJBI 10 MHTEPECYIOLIUM UCXOaM He SBISIOTCS
COTJIACOBAaHHBIMU)

Crnabas pexomeHaamus (OTCYTCTBUE JOKA3aTEIbCTB HAJICKAIIETO KauecTBa (Bce
paccMmarpuBaeMbie Kputepun 3(h(HEKTUBHOCTH (UCXO/IbI) SIBISIOTCS HEBAKHBIMU, BCE
WCCIICIOBAHMS HMCIOT HU3KOE METOJI0JIOTMUECKOE KAaYeCTBO M X BBIBOJIBI IT0 HHTEPECYIONTUM
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‘ ‘I/ICXOI[aM HE SIBJITFOTCSI COTJIaCOBAaHHBIMH )
MeTtoabl, HCIOJIBL30BAHHBIE JJISI AHAJIN3A I0KA3aTeJIbLCTB:

o O0630pbI ONTyOIMKOBAaHHBIX METa-aHAJIU30B;

o CucremaTideckue 0030pbI ¢ TAOIUIIAME JTOKA3aTEIbCTB.
Onucanue MeTO10B, MCNIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3aTEJIbCTB:

[Tpu oT6ope myOnMKanui Kak MOTEHIIMATbHBIX ICTOYHUKOB JIOKA3aTEIbCTB MCIIOJIb30BAaHHAS B
KaX/I0M HCCJICIOBAHUU METOIOJOTHS M3Y4aeTcss A TOro, 4TOObl yOenuThCsl B €€ BAJUIAHOCTH.
Pe3ynbrar n3ydeHus BIMSET HA YPOBEHb OKA3aTEIbCTB, IPUCBAUBAEMbIN MyOJIMKAIlMU, YTO, B CBOIO
ouepe/ib, BIUSIET Ha CHITY BHITEKAIOIIUX U3 HEE PEKOMEHJAIUi.

Ha mpomecce omneHkH, HECOMHEHHO, MOXET CKa3bIBaTbCsi M CyOBEKTHUBHBINA (akTop. s
MUHUMU3ALMN [TOTEHLIUAIbHBIX OIIMOOK Ka)/J10€ HCCIIEJOBAaHHE OLIEHHWBAJIOCh HE3aBUCHMO, T.€. IO
MEHBIIIeH Mepe IByMsl HE3aBHCUMBIMH u4ieHamu pabodeil rpynmnbl. Kakue-nnbo pa3inuuus B OIEHKaX
00CYXKIaJIMCh YK€ BCel TpymIoi B MOJHOM cocTaBe. [Ipu HeBO3ZMOXKHOCTHU JTOCTHKEHHUS KOHCEHCYca
MIPUBJICKAJICS HE3aBUCHUMBII SKCIIEPT.

Tabamnubl 10Ka3aTEIBCTB:

Tabnuibl [OKa3aTeIbCTB 3aMOMHUIMCH WICHAMH pabodeil rpymimbl.
Metoabl, HCIIOIb30BAHHBIE 1J151 GOPMYIUPOBAHUS PEKOMEH/IALMIA:

KonceHcyc axcnepTos.

JKOHOMHUYECKHI aHAIU3:

AHanmM3 CTOMMOCTHM HE TMPOBOAWICS U TyONuKamuu 10  (HapMaKOIKOHOMHUKE HE

AHAITN3UPOBAIKCH.
MeToa BauaM3aluy peKOMEH A ui:

. BHemHss skcniepTHas OLICHKA;

o BHyTpeHHs1s SKCepTHAsI OLIEHKA.
Onucanue MeTOAa BAJIMAN3ALNUN PEKOMEH AN

Hacrosiine pekoMeHgalum B npeaBapuTeIbHON BEpCUH ObLITN pPELiEeH3UPOBAHbl HE3aBUCUMBIMU
SKCIIEPTaMHU, KOTOPBIX MOMPOCHIIA TPOKOMMEHTUPOBATH MPEK/E BCETO TO, HACKOJIBKO MHTEPIPETALUS
JI0KA3aTeJIbCTB, JIeKAIINX B OCHOBE PEKOMEHAAIIN, TOCTYIHA JJIsl HOHUMaHUSI.

[Tonmy4yeHbl KOMMEHTApUU CO CTOPOHBI Bpauel MEPBUYHOIO 3B€HA B OTHOLIEHUHU JTOXOJYMBOCTH
U3JIOKEHUSI PEKOMEHJAlMi M UX OIEHKH BAa)KHOCTH pPEKOMEHJalMi Kak padouero MHCTPYMEHTa
MOBCEHEBHOW MPAKTUKH.

[IpenBaputensHass Bepcus Oblla Takke HampaBieHa PEIEH3EHTY, HE HUMEIOUIEMY

MECIHUIMHCKOI'O O6p8.30BaHI/I${, JJI TOJTYUYCHUS KOMMCEHTApPUEB € TOYKU 3PCHUA IICPCIICKTUB MTAITUCHTOB.
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KomMmeHTapuu, noayd4eHHbIe OT SKCIEPTOB, THIATEIBHO CUCTEMAaTU3UPOBATIMCH U 00CYKAATUCH
npeacenaTeneM u wieHaMu padbodeid rpymnmbl. Kaxapiil myHKT 00CyXaics, 1 BHOCUMBIE B Pe3yJIbTaTe
9TOr0 WM3MEHEHHsI B PEKOMEHIALMU PEruCTPUPOBAIUCH. Eciu K€ U3MEHEHUs HE BHOCUIUCH, TO
PETUCTPUPOBAIINCH IPUUMHBI OTKa3a OT BHECEHUS N3MEHEHHUM.

Koncynbranus 1 JKCnepTHAsi OLEHKA:

ITpoekT pekoMeHaanuii ObUI peLleH3UPOBaH HE3aBUCHMBIMH AKCIIEPTAMHU, KOTOPBIX MOIPOCUIH
IIPOKOMMEHTUPOBATh, IMPEXKAEC BCETO, NOXOAYMBOCTH M TOYHOCTH HHTEPIPETALHUH JOKA3aTEIbHON
0a3bl, JeKallell B OCHOBE PEKOMEHIAIH.

PaGouyas rpynna:

JUis  OKOHYATEeNbHOM pEeNakuM¥ M KOHTPOJII KayecTBa PEKOMEHJAIUU ObLIM  MOBTOPHO
[IPOaHAIM3UPOBaHbl WiEHAMU pabodell rpymibl, KOTOPbIE MPUIILIN K 3aKJIOYEHHIO, YTO BCE 3aMEYaHUs
Y KOMMEHTapHH 3KCIEPTOB MPUHATHI BO BHUMAHUE, PUCK CUCTEMATUYECKUX OIIMOOK MpH pa3paboTKe
pEKOMEH ALl CBEICH K MUHUMYMY.

ITopsinok 00HOB/IEHMS KIMHUYECKUX PeKOMEHIalHii.

MexaHu3mM OOHOBJIEHMSI KIMHUYECKMX PEKOMEHJAlMi NpeaycMaTpUBaeT MX CHCTEMaTHYECKYIO
aKTyallM3alldI0 — HE pEeXe YeM OJMH pa3 B TPU IoJla, a TaKXKe IPU IOSABICHUM HOBBIX JAaHHBIX C
NO3ULIMK JIOKA3aTeIbHOM MEAMLMHBI IO BONPOCAM JMArHOCTUKH, JICUEHHs, NPOPUIAKTUKH U
peadmIMTai KOHKPETHBIX 3a00JIeBaHUi, HAIMYMKA O0OOCHOBAHHBIX JTOMIOJHEHHI/3aMEeUaHUi K paHee

yrBepxkAEHHBIM KP, HO He vame 1 pas3a B 6 mecsies.
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Hpn.ﬂome}me A3. CHpaBO‘IHbIe MaTepualbl, BRKJIKOYasi COOTBETCTBUE NOKAa3aHUuM K
NMPUMEHCHNTIO U HpOTMBOHOKaSaHI/Iﬁ, crnocoooB NMPUMEHECHUSA U 103 JICKAPCTBCHHBIX

NMpenaparoB, HHCTPYKIHMH M0 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 Mpenapara

HOpﬂL[KI/I OKAa3aHUs MeIULINHCKONA MOMOIIMU:

1. Tlpuka3 MuHucrtepcTBa 31paBoOXpaHEHHs U collMaibHOro pa3Butus P® ot 16 anpens 2012 .

N 366H "O06 yrBepxkaennu [lopsiaka okazaHus neauaTpuaeckoi momonu"

2. Ilpuka3z MunuctepctBa 3apaBooxpaneHus PD "O06 yrepxaenuu [lopsaka okazanus

MGHHHHHCKOﬁ oMo OOJIBLHBIM C BPOXIACHHBIMU U (I/IHI/I) HacCJICACTBCHHbBIMU

3aboneBanusaMu" ot 15 HosOps 2012 r. Ne 917H.

CranaapThbl OKa3aHHUs MeTHIMHCKOI MOMOIIIN:

1.

2.

CraHgapT cenuaau3upOBaHHON MEIUIIMHCKOW TTOMOIIHU TPH KUCTO3HOM (pubpose ([Ipuka3z
Munsapasa Poccun ot 28.12.2012 Ne 1605h).
CrangapTt nepBUYHON MEUKO-CAaHUTAPHON OMOIIHM ITPH KUCTO3HOM (ubdpo3e (IIpukas

Munzapasa Poccun ot 20.12.2012 Ne 1206H)

HNudopmanus o JekapcTBeHHbIX cpeacrax: https://grls.rosminzdrav.ru/

OcHoBHbBIE HOPMAaTHUBHO-NIPABOBbLIC AKThI, PEIrYJIHPYIOIIINE OKA3aHUE

NaJJINAaTUBHOI MeIUIIUHCKOMH MOMOIIH

1.

®enepanbHblif 3akoH "O BHeceHMM n3MeHeHHH B PenepanbHblil 3ak0H "OO OCHOBaX OXpaHbI
310poBbsd rpaxnaaH B Poccuiickoir ®Pexnepanuu” 1o BompocaM OKa3aHUS NaUIMAaTHUBHON
MeaunuHckoi momorru" ot 06.03.2019 Ne 18-D3.

[Ipukaz MunzapaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372H «OO0
YTBEP)KICHUU MOJIOkKEHHUs 00 OpraHU3alMyi OKa3aHUs MaUIMATUBHON MEIUIIMHCKOM MOMOIIH,
BKJIIOYAsl MOPSAOK B3aMMOACUCTBHSI MEAMIMHCKUX OPraHU3allMi, OpraHu3aluil COLUaIbHOTO
oOCIyXMBaHUSI U OOIIECTBEHHbIX OOBEAMHEHUH, HHBIX HEKOMMEpPUYECKHUX OpraHu3alui,
OCYILIECTBIISIOLIMX CBOIO JESTENLHOCTD B c(hepe OXpaHbl 310POBbHSI».

ITpuka3z MunzapaBa Poccum Ne 348 ot 31 mas 2019 roga «OO yTBEep)KICHMM MEpEUHS
MEIULMHCKUX W3AEIUH, IpeIHAa3HAauYEHHBIX AJI MOJAEPKAHUS OPraHOB U CUCTEM OpraHu3Ma
YesioBeKa, MPeJ0CTaBISEMBIX JJIsl UCIIOJIb30BAaHUS HA TOMY.

[Tpuka3z MunszapaBa Poccun Ne 5051 ot 10 umronmsa 2019 roma «OO6 yrBepxkaeHuu I[lopsaka
nepegayd OT MEAWIUHCKOW OpraHu3alMyd MalueHTy (€ro 3aKOHHOMY MpPEJCTaBUTEINO)
MEIULIMHCKUX H3JIENINH, NMpeIHAa3HAYeHHBIX s MOAJEepKaHus (QYHKIMI OpraHoB W CHUCTEM
OpraHM3Ma 4YeJIoBeKa, /JIs KCIOJb30BaHUS Ha JOMYy I@IpU OKa3aHWU MNaJUIMAaTUBHOMN

MEIUITMHCKON ITOMOIIII.
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5.

[Tpuka3z M3 P® Ne 831 ot 3 okTs16pst 2019 roga «O06 yTBEepKACHUN BEIOMCTBEHHOW IIE€JIEBOM

nporpammsl «Pa3BUTHE CUCTEMBI OKa3aHUS NAJUIMATUBHOW MEAULIMHCKON ITOMOLIN.

IIpoune HOPMATHBHO-NIPABOBbIE JTOKYMEHTbI, C Y4eTOM KOTOPBIX pa3padoTaHbl KJIAMHHYECKHUE

PE€KOMEHIaAUHN:

. @enepanbublii 3akoH oT 30.03.1999 N 52-@3 "O caHUTapHO-3MHIEMHOIOIHYECKOM OJIaronoixy4un

nacenenus" (Cobpanue 3akonomarensctBa Poccuiickoit @enepanuu, N 14, ct. 1650; 2002, N 1 (4. I),
ct. 2; 2003, N 2, c1. 167; N 27 (1. I), ct. 2700; 2004, N 35, ct. 3607; 2005, N 19, cr. 1752; 2006, N 1,
cr. 10; 2007, N 1 (u. 1), ct. 21, 29; N 27, ct. 3213; N 46, ct. 5554; N 49, ct. 6070; 2008, N 24, cr.
2801; N 29 (u. I), cT. 3418);

2.

10.

®enepanbhbiil 3akoH oT 21 HOsA6pst 2011 1. Ne 323-@3 «O0 ocHOBax OXpaHbl 310POBbS
rpaxknaan B Poccuiickoit @eaepannn» (Codpanue 3akoHoaarenbcTBa Poccuiickoit deneparumy,
2011 r., Ne 48, ct. 6724);
MexnayHnapoaHasi kinaccudukanus Oojie3HEH, TpaBM M COCTOSIHHUH, BIHSIIOIIUX HA 310POBBE
(MKB - 10);
I'OCT P 52600 -2006 «IIpoTtokonsl Beaenus OonpHBIX. OOmme mnonoxenus» (IIpukas
®denepanbHOro areHTCTBa M0 TEXHUYECKOMY PEeryaupoBaHuio U Mmetposioruu oT 05.12.2006 Ne
288);
[Tpuxaz M3 P® ot 19 suBapst 1995r. Ne 8 O pa3BUTUH U COBEPLIEHCTBOBAHUU JESTEIbHOCTH
nabopaTopuil KIMHUYECKOH MUKpPOOHOIOrUu (OakTepHOIOruu) JeueOHO-NPOPUIaKTHUECKIX
YUPEKIACHUN.
[Tpuxa3z M3 P® ot 20 nexabps 2012r. Ne 11831 O6 yTBep:K1€HUM HOMEHKJIATYpPbl JOKHOCTEH
MEAMIMHCKUX PaOOTHUKOB U (papMalieBTUUECKUX paOOTHHUKOB.
[Tpukaz M3 P® ot 23 wurons 2010 r. Ne 541n. Equnbiii kBanu(uKanMOHHBIA CIIPaBOYHUK
JOJDKHOCTEH PYKOBOAMTENEH, CIELHANIMCTOB M ClyXalmux, paszznen KsamudukanuoHHbe
XapaKTEpUCTHKHU JOKHOCTENH paOOTHUKOB B cpepe 3JpaBOOXpaHEHHUSL.
CanlluH 2.1.3.2630-10 "CanutapHO-3IHIEMHUOJIOTHUYECKHUE TpPeOOBaHUS K OpraHMU3alMsIM,
OCYIIECTBIISAIOIUM MEIUIIMHCKYIO JESATEIBHOCTD"
MP 4.2.0114-16 Metoabl KOoHTpoJs. buonornueckue u MHKpoOHoOIOrHUecKue (HaKTOpPHI.
JlaGopaTopHasi TMarHOCTUKAa BHEOOJbHUYHON MHEBMOHUHM MMHEBMOKOKKOBOU A»THONOTHH. MP
M3 PC®CP or 19.12.1991. Meroasl 0akTEepHOJOTHUYECKOTO HCCIEIOBAHUS YCIOBHO-
NaTOr€HHBIX MUKPOOPTaHU3MOB B KIIMHUYECKOH MUKPOOHOIOTUU

®enepanbHblil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHuM U3MeHeHU B cTtatbio 40

OenepanbHoro 3akoHa "OO o00s3aTelbHOM MEAMIIMHCKOM CTpaxoBaHMM B Poccuiickoii
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Oenepannn" u denepanpHbiii 3akoH "OO0 0OCHOBaxX OXpaHbI 37I0POBbs TpaxaaH B Poccuiickoit
Oegepanun" 1Mo BONpOcaM KIMHUYECKUX PEKOMEH 1AL,

11. TIpuka3z MunsnpaBa Poccuum Ne 103H ot 28.02.2019 r. «O0 yTBep)KACHUM MOpsIKA U
CPOKOB pa3palOTKU KIMHUYECKUX PEKOMEHJAIMi, WX TMepecMoTpa, THUIOBOH (HOpPMBI
KIIMHUYECKUX PEKOMEHJAIMii u TpeOOoBaHMH K UX CTPYKType, COCTaBy U Hay4HOU
000CHOBAaHHOCTH BKIIIOYa€MOW B KIIMHUYECKHE PEKOMEHIAIIUHN UH(POPMAIIUNY.

12. Ilpuka3 MunznpaBa Poccun ot 13.10.2017 N 804n "OO6 yTBEepXKICHHMH HOMEHKJIATYPHI
MEJIUIIUHCKUX yCIyr".

13. Ilpuka3 MunucrepcTBa TpyJa 1 coruaibHoM 3anuThl PO ot 27 aBrycra 2019 r. n 5851 "O
KJIacCu(UKAUAX M KPUTEPHUSX, HCIOIB3YEeMBIX MpPHU OCYHIECTBICHUH MEIUKO-COIHATIbHON
OKCHEPTU3bl TIpakJaH (PeAepabHBIMU  TOCYJApPCTBEHHBIMU  YUPEXKJIEHUSMU  MEIUKO-
colMaIbHOM dKcepTu3nl” (BeTymaet B cuiy ¢ 1 suBaps 2020 roga);

14. Ilpukaz MunucrepctBa 3apaBooxpaHeHuss P® ot 14 sguBaps 2019 r. Ne 4m
«O0 yTBEep)KICHHH TIOPAIKAa Ha3HAYCHHUS JICKAPCTBEHHBIX INpernapaTtoB, (OpM pelenTypHBIX
OJIaHKOB Ha JIEKapCTBEHHBIE IIPENapaThl, MOpsiAKa 0(OPMIICHUS yKa3aHHBIX OJIAHKOB, X ydeTa
Y XpPaHEHUS

15. Ilpukaz MWUHUCTEPCTBO 3APAaBOOXPAHCHHS M COIMAIBHOTO pa3BUTHUA Poccuiickoit
Oenepanun «O NoOpsAIKEe NPUMEHEHUs JIEKAPCTBEHHBIX CPEACTB Y OOJBHBIX IO KU3HEHHBIM
nokazaHusiMm» ot 9 asrycra 2005 r. Ne 494

16. Hudopmanmonnoe nucbMo MuHn3pasa Poccuu o BO3MOXKHOCTH 3aKYIKH JIEKAPCTBEHHOTO
npenapara o TOPrOBOMY HaVMEHOBAHMIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

17. TlepedeHb crienuaIM3uPOBAHHBIX MPOAYKTOB JIeUeOHOTO MUTAHUS JUIS IeTei-MHBAINUIOB Ha
2020 rox, Pacnopsixenue IlpaButensctBa Poccuiickoit denepauun ot 11 nexabps 2019 rona
Ne 2984-p

Ilpumepur ouaznoszos:

—Kucmosuvii  ¢pubpoz noodacenyoounol dcenesvi (Mykosucyuoos — E84.0) [cemomun
F508del/F508del], nézouno-xuweunas ¢opma, cpeonemsdicenroe meyenue. Xponuueckuti OpoHxum.
Hvixamenvuas  nedocmamounocms  0-1  cmenenu. Xpounuueckas ungexyus  Ps.aeruginosa.
Xponuueckasi naHkpeamuyeckas HeOOCMAMOYHOCMb, msdxcenass cmeneHb. Omcmaganue 8
duzuueckom pazsumuu. BOH 2cm.

— Kucmosuwiii pudbpos (myxosucyuoos — E84.8) [eenomun: 2143dell/ ne uzeecmual, nezouto-
Kuweunas gopma, msdicénoe mevenue. Xponuweckuti oug@ysuuoiti opouxum. Pacnpocmpanénmvie
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yunuHopuyeckue OpoHxodkmaszvl o0boux nézkux. ObocmpeHue OPOHXONE20YHO20 npoyecca no
oponxumuueckomy muny. Hvixamenvuas nHedocmamoynocmv Il cmenenu. Xponuueckas uHgexyus
Staphylococcus aureus, xponuueckas ungexyus Pseudomonas aeruginosa, Achromobacter ruhlandii
(nepsuunvlll  8biCEB). XpoHuueckuti  NOAUNO3HO-CHOUHBIU  NAHCUHycum.  XpoHuyeckas
NaHKpeamuyecKast HedoCmamoyHoCmy, msaxjcenas cmenemb. Ilyooenum. bynvoum.
Heoocmamounocmuv npuspammuuka. /[yooenocacmpanvhulii pegriokc. Aumpanvhviii eacmpum. L{uppos
nevenu (F4 no wxanre METAVIR - no Oannvim ¢ubposnacmomempuu neuenu). Hapywenue

moaiepannmHocmu K enioKose.
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Ipuioxkenue b. AJlropuT™Mbl 1eHCTBUI Bpaya

[TawmenT ¢ mogospeHreM Ha MYKOBHCLHIOS

L)

Juarsocika < _

Koncymprarma Juarwos
npodHIEHor o noATEepaeH]
CHIELIHATHCTA

A\

JucnancepHoe HabIFOQEHHE H IEYEHHE C
TIepPHOIHNTIECKUM KOHTPOIEM E
CHIELHATH3HPOE AHHOM
IYIBMOHONOT HYECKOM OTAENEHHI

HET
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Hpuiaoxenue B. Undopmauus A4 namueHra

MyKOBUCIIHIO3 — TEHETHYECKOE 3a00JieBaHUE, KOTOPOE OOYCIOBICHO MYTAI[USIMU B TCHE
MYKOBHUCIIHIO3HOTO TPAaHCMEMOPAHHOTO PEryJsTopa MPOBOJUMOCTUA. B pesynbrare reHeTH4ecKOro
nedekra cekpeT OOJILIIIMHCTBA JKeJe3 BHEIIHEH CEKPEIUH CTYIIAeTCsl, 3aTPYIHSICTCS €ro IBaKyaIus.

[Ipr MyKOBUCIHI03€ HApYIIEH HOPMAJbHBIA OTTOK CIIM3M W3 JBIXAaTENBHBIX ITYTCH, 4YTO
MPUBOAMT K 3aCTOI0 MOKPOTBHI U BOCHAJICHHIO, TIOITOMY y MAI[MEHTOB YacTO OTMEYAETCS Kalllelb C
BBIICTICHUEM MOKPOTHI, HEPEIKO y TaKOrO peOCHKA TOKTOpA BBICIYIIMBAIOT BIAXKHBIC W/WIH CyXUe
JIOKQJIBHBIE WK PACIPOCTPAHCHHBIE XPHITBI B JIETKUX

3abosieBaHre MYKOBUCIUI03 (KUCTO3HBIA (PUOPO3) XapakTepus3yeTcsl TEM, YTO B TOH WIIM UHOM
CTEIICHU B MMATOJOTHYECKUH MPOIIECC BOBJICKACTCS BECh OPraHMU3M, HO B OOJIBIICH CTEIICHU - OpPraHbl
TBIXaHUS, TTOKETY0YHAs JKeJie3a, TICUYCHb, KEeITIHbIC MYTH, KEIYA0YHO-KUIIIEYHBIH TPAKT, TOTOBBIC
kKele3bl. biaromapst paHHEH TUArHOCTHKE W HOBEHINIMM TEPAIEBTHUECKUM PEKHUMaM, MYKOBHUCIIHIO3
(kucTo3HBIN (PUOPO3) NaBHO MEepecTas ObITh TOJIBKO MEIUATPHUICCKON MPOOIeMOH.

AJICKBaTHOE CBOCBPEMEHHOE U PETYJSPHOE JICUCHHE, a TaKKe peaduimTaIsi CrocoOCTBYIOT
VIIYYIIEHUIO TPOTHO3a U Ka4eCTBA KU3HH Y OOJILITHHCTBA TAIICHTOB.

JlnarHocTHKa ¥ JICYCHHE MTAIUEHTOB ¢ MYKOBHCIIHIO30M IPOBOIUTCS MYJIbTHAUCIATLTHHAPHOM
KOMAaH/I0M, BKJIFOYAIONICH Bpavya—IyJIbMOHOJOra (Tieauarpa), Bpaya—IueTosiora, Bpaya mo JiedyeOHOM
Gbu3KyapType (MIM Bpaua MO MEIUIMHCKON peabunuTanuu, Wi Bpada—Qpu3noTepareBTa, WU
CHEIUAIUCTa C BBICIIMNM (HEMEAUIIMHCKUM) O0pa3oBaHUEeM (MHCTPYKTOPAa—METOIUCTA MO JIeueOHOM
(bU3KyNbTYpE, Bpaua 1Mo jJe4eOHON (U3KYIbTYPE) WU CHEIHAINCTA CO CPETHUM NPO(EeCcCCHOHATBEHBIM
(MenuuuHCKUM) 00pa3oBaHUEM (MHCTPYKTOpPA MO JeueOHOU (PU3KyIbType, MEAUIIMHCKYIO CECTPY IO
Maccaxky, MEAMIIMHCKYIO CecTpy Mo (¢U3HOTepanuu), Bpaya - OTOPUHOIAPHHIONIOTa,  Bpaya-
racTPO’HTEPOIIOTA, TICUXOJIOTA.

VCKmIOYNTEeIbHO ~ BaXKHBIM  SBJIACTCS  ©KEAHCBHOE  IPOBEICHUE  MEPOIPHUSITHH,
CHOCOOCTBYIOIINX OYUCTKE MABIXAaTeNbHBIX MyTeH. DTHUM TEXHHMKAM M METOAMKaM o0y4yaeT Bpau-

(I)I/I3I/IOTepaHeBT B CIICHUATIU3UPOBAHHOM LICHTPE MYKOBUCIUIO34A.
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Ipuiaoxkenue I'. IlIkanbl OeHKH, BOIPOCHUKH U APYIrHe OLeHOYHbIEe

HHCTPYMEHTHBI COCTOSAHMA NMAIIMCHTA, IPUBEACHHbLIC B KIIMHHYC€CKHUX

peKoOMeHIaAuUsIX

Ipunoxenue I'l. Hlkasa ouenku creneHu ¢Guodpo3a neuenn METAVIR (Meta-

JAHHBIX IIPU BUPYCHBIX Irermarurax

Ucrounuk: [275 (B monudukaruu 276, 277,278].
Tun: mkana oleHKH

Hasna4venmue: ornenka creneHu Gpudpo3a rneueHu
OueHoYHbIH HHCTPYMEHT: IIKaJIa

Conep:kanue U KJII04:

3HAaYCHUsT  AJIACTHYHOCTH  TICUCHH TPH  pa3iMyHbIX  cTaausax  Guoposa
¢bubposnacTomerpus) (DIacTOMETPHS TCUCHH )
Cragus ¢pubdposa 3Ha4YCHUS DITACTHYHOCTH
(xlla)
FO (orcyrcTBHe hubpo3a) <5,8
F1 (nerkuii hpudpo3) 5,8-7,2
F2 (ymepenssrit pudpo3) 7,2-9,5
F3 (BbIpaxeHHbI (Hudbpo3) 9,5-12,5
F4 (tmppo3) >12,5

(TpaH3ueHTHAas
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Hpuaoxenue I'2. Knaccudpukanus acneprumiiiesa

Beiaensitor itk cTanuil Annepeuuecko2o 6porxone2ounoco acnepeuniesa (ABJIA)*:

- ocTpas cTaaws,

- pemmccus,

- oboctpenue,

- I'KC-3aBucumas

- ¢ubdpos.
*y manueHToB ¢ MyKoBHCHHI030M ABJIA Hepemko mpoTekaeT Kak MEUICHHO MpPOrpeccHupyromiee
3a00JIeBaHKe, YKa3aHHbIC CTAJUN BBIICIUTH He yaaercs [8,32].

o  Xponuueckuii acnepeunnes ieckux (XAJI)

XpOHUYECKUI acepruilie3 JIETKUX — COOpHOE MOHATUE, KOTOPOE BKIKOYAeT™*:
- HOAYJISIPHBIM aCIEeprusuies,

- OAMHOYHAM acneprusioma,

- XPOHUYECKHUI KaBEPHO3HBIN aCIEPIrUiUIEs,

- XpOHHYECKHi (HUOPO3UPYIOUINIA acTIepruilies,

- MOJOCTPbII MHBA3UBHBIN acriepruuies/
** 'y mauMeHToB € MyKoBHCIUA030M XAJl mpoTekaeT NpeuMMYILECTBEHHO KaK HOAYJSPHBI
acmepruiuie3, OMMHOYHAS aCIePriyiioMa UITH XPOHHUYECKUiT KaBepHO3HbIi actepriuie3 [10,11].

e Acneprusuie3Hblii TpaxeoOpOHXHT
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Hpunoxenune I'3. [lIkana oneHKH TAXKECTH U CTENEHH KOMIIEHCALIMU ITUPPO3a

Yaitaa-IIsio (the Child—Pugh score)

Hcrounuk: [40], Banunanus mkaisl B PO He npoBoaniach.
Tun: mkana oleHKU
Ha3nadenmue: orjeHKa CTENEHN KOMIICHCAIIMY [IUPPO3a TIEYCHU

OueHOYHbI HHCTPYMEHT: IIKajia

Conep:xanue:

Baaasl 1 2 3
IIpusnaxku
DHuedanonarus HET MUHUMAJTbHBIC Koma

MIPOSIBJICHUS

Acntut OTCYTCTBYET KOHTPOJIMPYETCS pedpaKTepHBIi
bunupyoun (mmons/n) | <34 34-35 >51
AnsO0ymMuH (T/71) >35 28-35 <28
[IporpomOuHOBOE <4 4-6 >6
Bpems’ (CeK.)

! 3nauenus npoTpOMOUHOBOTIO BpeMeHH 4-6 ceK. COOTBETCTBYET NPUOINZUTEIBHO 50% 1 40% OT HOpPMBI
COOTBETCTBEHHO

Krnacc uuppo3sa BbICTaBiIsieTCs B 3aBUCUMOCTH OT CYMMBI OajlJIOB IO BCEM MapaMeTpam.
Kurou:

Cymma 6amioB 5—6 cooTBeTCTBYeT Kiaccy A, mpu cymme 7-9 — ximace B, a mpu oOreit
cymme B 10 -15 GamnoB BeicTaBnsiercs kiacc C.

Oxunaemasi MPOJOJKUTENBHOCTh KU3HM Yy TMAlMEHTOB kiacca A cocrasnser 15—20 ner,
MOCJICOTICPAIIIOHHAS JICTATLHOCTD MIPH ITOJIOCTHOM XHPYpPrHUecKkoM BMerrareascTre - 10 %.

Kiacc B siBisieTcst mokazaHuem Jyisi pacCCMOTPEHHUSI BOIIPOCa O TIEPECaJIKe MEeUYeHHU; MPU ITOM
MOCJIeOTepallMOHHAs JIETATbHOCTD TIPH TIOJIOCTHOM XUPYPTHUUECKOM BMeIIatenbeTe gocturaet 30 %.

Y Oonbubix knacca C oxumaemas NTpOAODKUTEIBHOCTh JKM3HHM jJocturaer 1-3 roma, a
MOCIICONepalMOHHAS JIETATbHOCTD MPH MOJOCTHOM BMEIIaTeNnbCTBe - 82 %.

Ha ocnoBanum xputepueB Yaitnma - [Ipto mnpeioxkeHo OIEHMBATH HEOOXOIUMOCTH B
TPAHCIJIAaHTAIIUM TICYCHH: BBICOKAs HEOOXOJMMOCTh Y TAIMEHTOB, OTHOcAmuxcs K kimaccy C,
yMEpEHHas - y MaIlMeHTOB Kiiacca B 1 HU3Kas - y manueHToB kiacca A [279]

OL[GHKa BBIKMBACMOCTHU MMATUCHTOB C HUPPO30OM IICUCHU

[https://www.gastroscan.ru/handbook/117/7543].

Kuacc no Yaitna-IIsto bannel 'ognuHas BbKMBaeMOCTb, % JIByXJIETHSISI BEDKMBAEMOCTb, %o
A 56 100 85
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79 81

57

C

10-15 45

35
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IIpunoxenune I'4. PenTrenogencuromerpus y nanueHTos ¢ MB

Heysnepeemuueckas pemmeenosckas Oerncumomempusi  (Penmeenooencumomempus) (DXA)
ABNAECMCA «30710MbIM CIAHOAPMOM» KOIUYECBEHHO20 ONpedeieHusi KOCMHOU MACCbl (MUHEPATbHOU
naomuocmu kocmu unu MIIK).

B cospemennoui knunuueckou npakmuxe unousuoyanvruas MIIK cpasnusaemcs c pegpepencHou
bazotl dannvix. Haubonee npuemnemvin cnocovom oyenku MIIK sensemcs oyenka ¢ nomowwio T-u Z-
Kpumepues.

T-kpumepuii npeocmagisem cobol KOAUYeCME0 CMAHOAPMHBIX OMKIOHEHUl Gbliie U HUdlCe
cpedHez20 noKazamensi NUKA KOCMHOU MAccbl Y MON00bIX. [IpumeHum monvKo y HcenwuH 6 nepu- u
nocmmenonayse u 'y mysicuur 50 1em u cmapue [86,280].

YV 0emeii, noopocmros, é3pocnvix (Mysxcuun mnaowe 50 nem u dceHwuH 8 npemeHonayse) 0
oyenku MIIK ucnonvzyemcs Z-kpumeputi (Koiuuecmeo CMAanOaApmubiX OMKIOHEHUU 8blue U HUdCEe
cpeone2o nokazamelisi OJis IUY AHAI02UYHO20 803pacma). T-kpumepuii HUK020a He ucnovbzyemcs (A).

B cayuae, koeoa cooepowcanue kocmuvix munepanos uiu MIIK no Z-xpumepuro
coomeemcmayem ypoguio < -2 SD, cnedyem npumenamos mepmun «HU3KOE COOEPICAHUE MUHEpaNd 8

kocmu unu Huskast MITK onst dannozo xpononozuueckozo éos3pacmay [43,86,280].
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IIpunoxenue I'S. Anropurm 00cjie0BaHUA U TAKTHKA PeELICHUs] BONPOCA

penpoaykuuu y myxx4ud ¢ MB

———'] MONexynapHO-TEHETHMECHM NOATEEP AL HHLIA AMario3 «MyxkoBucumuao3» ]

Cnepmaronoruyeckoe uccnegosanme
pes—— PPyt e Hopmosoocnepmna
BuoncHA AMvxa l I O6cnenosanme cynpyr [reqeTuuecxkoe, penpoayKTonoruyeckoe) l
Nposeaenue IKO/ICSL. Pewenne BONPOCE O KDUOKOMCEPBILUMM CNEPMATOIONA0S
Np# BoicOKOM prcke MB - / nnariuposarue GepemerHocTH
NPEMMNNIHTAUMORHAR l\ BepemenHocTs
Anarnoctvxa (NrAa) Oreyrcromne MacTynuna
= GepemenHocT I
l MNpenarancuas
6eOrcyrcfone it e
DOMGHHI’CN (no noxasammam)
|

| Pewenme 06 CNONSIOBAHMK AOHOPCKUX NpOrpamm BPT

Anroput™m oOCII€JOBaHUS U TaKTHKa PELIEHMs BOINpPOCa PENpPOIYKIIMU, KOTOPBHIA 3aBUCUT OT
TPEX COCTABJIAIONINX: PE3yIbTaTOB T€HETUYECKOTO 00CIeI0BaHNsA, PE3yIbTATOB CIIEPMHOIOTHIECKOTO
HCCIIEIOBaHMS U CTaTyca (epTUIIBHOCTU CYIPYTH.

173



Hpuiaoxenune I1'6. JlanHble 0 NPUPOAHOM PE3MCTEHTHOCTH BeAYLIMX

MHUKpoOOpranusmMos npu MB

[281]

S. aureus obnamaer MPUPOIHONW YCTOWYMBOCTHIO K a3TpEeOHaMy, TEMOIWJUIMHY, NOJMMHUKCUHY B/
KOJIMCTHHY, HATHIUKCOBON KUCIOTE U erazuaumy™*.

Bce HI'Ob o6manmaroT mpupoaHOH YCTOWYMBOCTBIO K OCH3WINMCHHUIMILIMHY**, medanocrnopuHam
MIEpBOTO M BTOPOTO MOKOJICHHUS, TJIMKONENTHAAM, (Gy3U0BON KUCIOTE, MAKPOIUIAM, JIMHKO3aMHIaM,
CTpenTOTrpaMHHaM, puGaMIUIUHY**, TanToMUIMHY** 1 THHE30Iuay * *.

P.aeruginosa mpupoaHO YCTOHYMBA K aMIMIWDUIMHY, aMOKCHIWUIMH/KIAaByJaHOBas KHUCIIOTE,
uedazonuny**, nedanekcuny**, nedanoruny, uedbagpokcuny, negorakcumy**, nedrpuakcony**,
spraneHeMy**, xjopampeHuKony**, kaHaMHUIUHY**, HEOMUILIUHY, TPUMETOIPUMY, TETPALUKIUHY,
TUTCIUKIAHY **,

Achromobacter  xylosoxydans mpupogHo  yCTOHYMB K  aMOUIWUIMHY**,  medazonuny**,
uedanexkcuny**, nedanotuny, nedaapoxcuiy, neporakcumy**, nedprpuakcony**, spranenemy**.
B.cepacia complex mnpupomHO ycTOHYMBA K aMIMIMUIMHY**, aMOKCHUIWUIMH/KJIaBYJIaHOBON
KHCIIOTE™ ™, aAMITMLWJUTHH/ CyIIbOaKTamy * *, TUKApLWLINHY, HUIEePALNUIUINHY,
TUKapUWUIMH/KIIaBYJIaHOBOW KUCIJIOTE, MUIEpalJUINH/Ta300akTaMy, edasonuny™*, nepanexcuny™*,
nedanotuny, uedagpokcmiy, uedorakcumy**, nedTpuakcoHy**, a3zTpeoHamy, spTaneHemy**,
unpodokcanuny**, xnopampeHUKoay**, aMUHOMIMKO3UAAM, TPUMETONpHMY, (GochoMHUIUHY™*,
MOJMMHKCHHY B/ KonmucTuny.

Stenotrophomonas maltophilia OPUPOJIHO yCTOWYMBA K AMITUIUTAHY * ¥,
aMOKCHIIWIJIMH/KJIaByIaHOBOM KHCITOTE™ ™, aMIOUIIINH/CyIbOakTamy**, THKapLWLINHY,
NUNepaluuInHy, [HUIepaluuInH/Ta3o0akTaMy, nedazonmuny**, nedanexkcuny**, nedanoTus,
nedanpokcuiy, uedorakcumy**, nedrpuakcony**, asrpeoHamy, spraneHemy**, HMHUIIEHEMY,
MeporeHeMy™**, aMHHOITIMKO3UaM, TpuMeTronpumy, (pochomununy**, rerpauuxivny. Ho moxer
OBITh YyBCTBUTEIbHA K TPUMETONIPUM/CyIb(hamMmeToKkcazomy™*.

Haemophilus influenzae npupomHo ycroifunBa K INIMKOMENTHAAM, JIMHKO3aMHIaM, TaNTOMUIMHY**,

TUHE30IUAY**, Qy3u0BOil KHCIOTE, CTPENTOrPAMUHAM.
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Hpuiaoxenune I'7.

Ilepeyensn

J1adopaTopHBIX

4 |

HHCTPYMCHTAJbHBIX

I/ICCJIeIlOBaHI/Iﬁ u KOHch]LTaHl/Iﬁ CIICNAJINCTOB, OCYIIECTBJAACMbBIX B CPECAHEM

NpU THHAMUAYECKOM HAOJII0IeHUH MAIUEHTOB ¢ MYKOBHCIIMI030M

By o0ciienoBanus

IIpu
NepBUYHOM
o0pameHun

IlnanoBbI
BU3UT
(kaxabie 3
Mmec.)

Kazxnanle 6
MecsaLeB

E:xerogHo

Kaxanie
2 roga

I1o noxa3zanusaM

DKanoOn1, anamMHe3

+

+

IAHTPOTIOMETPHSI C OIIEHKOI
IO MMPOLEHTHIILHBIM PsiiaM
1 TUHAMUKOMN

+

+

KinHnyeckuit ocMoTp

CrimpomeTpust
(nccremoBanue
[HECTIPOBOLMPOBAHHBIX
JbIXAaTCJIIbHBIX O6'beMOB 4
ITOTOKOR)

CrimpomeTpus ¢ ipoboii ¢
OpoHXONIUTUKOM®
(nccremoBanue
IBIXaTEIbHBIX 00BEMOB C
MPUMCHCHUEM
PICKAapCTBCHHBIX
MperapaToB)

Boaumietusmorpapus’t

[TynscokcumeTpus

OOMMi aHaTN3 KPOBU

(OOmmMit (KITMHHYECKUH)

AHATTN3 KPOBU
a3BEpPHYTHIN)

buoxumuyeckuii aHaaus
KkpoBu®

(aHanu3 KpoBH
OMOXMMHUYESCKUH
o0IIeTepaneBTHYECKU,
HCCIIeI0BaHUE YPOBHSA
[JIFOKO3BI B KPOBH)

OpHEeHTHPOBOYHOE
HCCIieI0BaHUE TEMOCTa3a
(Koarymorpamma)

+ (o
ITOKa3aHUsIM )

OpaybHBIN
[IIIOKO30TOJIEPAHTHBIN TECT
(OI'TT), cyrounoe
MOHHUTOPHPOBaHHE
rauKeMun’

(mpoBeneHue
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Bux o0ciiexoBanus

Ipu
NepBUYHOM
o0pameHun

IlnanoBbIi
BU3UT
(kaxapie 3
Mmec.)

Kazxknable 6
MecsaLleB

E:xeroagHo

Kazxnanblie
2 roaa

I1o moxazannsam

[JIF0OKO30TOJIEPAaHTHOTO
TecTa, UCCIEeI0OBaHNe
YPOBHSI TJTFOKO3bI B KPOBU
METOAOM HEIPEPHIBHOTO
MOHHMTOPHUPOBAHUS)

MukpoOnoIoruYecKuit
AHAJIN3 MOKPOTBI
(HauMeHOBaHHUS YCIIYT B
COOTBETCTBUH C
Homenknatypoi
MEIUIMHCKHUX YCIyT yCIyT
CM. KOMMEHTapHuil B
pasnene 2.3.
«JlaboparopHas
ITHArHOCTHKA)

Kompomorust
(komposormyeckoe
HICCIICOBAHNE)

OnpeneneHue akTUBHOCTH
[MaHKPEATHYECKON
bnactasbl-1 B Kane?

+ (npu
COXpaHHOU
DK30KPUHHOM
(dhyHKIIH
MOJDKEITY 104
HOM >KeITe3bl)

JekTpokapauorpadus
(OKI)

+

Oxokapauorpadus (3X0O-
KI')

+

V3U opranoB OpromHoi
MOJIOCTH, JOTILIeporpadus
(ymeTpa3sByKoBOE
MCcIIeJOBaHUE OPraHOB
OpIOITHOM TIOJIOCTH
(KOMITIIEKCHOE),
YJITPa3ByKOBOE
MCCIIeJOBaHUE TICUCHH,
YIIBTPa3ByKOBOE
MCcIe0BaHue
renaToOMUIMapHON 30HBI)

BHaCTOMCTpI/IH INCYCHU

Pentrenorpadus opraHos
IPYIHOU KIIETKH
(penTrenorpadust Jerkux)

KT opranoB rpyaHou
KJIETKH (C 5 JIeT WM 110
IMOKA3aHUSIM )
(crrupanbHas
KOMITBIOTEpHAs
roMorpadusi JIErkux)
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By o0ciienoBanus

Ipu
NepBUYHOM
o0pameHun

IlnanoBbIi
BU3UT
(kaxapie 3
Mmec.)

Kazxknable 6
MecsaLleB

E:xeroagHo

Kazxnanblie
2 roaa

I1o moxazannsam

MarHuTHO-pe30HaHCHAs
ToMorpadus OpraHoB
CPYIHOM MOJOCTH

KT mazyx HOCa (c 5 meT)
(KOMIIBIOTEpHAS
roMorpadust PUIATOYHBIX
masyx Hoca, ropTanu)!

MarHuTHO-pe30HaHCHAs
romorpadus
OKOJIOHOCOBBIX Ma3yx’

OCTEOEHCUTOMETPHS:
(peHTreHO ICHCUTOMETPHST)

A0 IOMUHAIBbHAS
eHTreHorpadus

Ornenka neduimra
BUTAaMUH A (oTIpeneieHne
KOHIICHTpAI[K BUTAMUHA
A (peTuHOJa) B CBIBOPOTKE
KpOoBH"*)

Onenka gedunumra
BUTaMUH D —
(1ccnemoBaHue ypoBHS 25-
OH Buramuna /I B KpoBH)

Onenka aeduiura
BuTaMuH E:

(ompeneneHne ypoBHel a-
rokodepona® u
XOJIECTEPUHA B CHIBOPOTKE
KPOBH, a TAK)KE UX
COOTHOIIEHNS)

Onenka aeduiura
BuTamuHa K:
(ompenenenue
MPOTPOMOMHOBOTO
(TpoMOOTIIIaCTHHOBOTO)
BpPEMEHH B KPOBH HJTH B
[a3Me)

+ (00s13aTeIBHO-
nepesn
OIICpaTUBHBIM
BMEIIATEILCTBO
M, TIpH
KPOBOTCUYCHUSX )

Onenka geduiura
ButamuHa K (onpeneneHue
ypoBHs BuTamMuna K B
CBIBOPOTKE KPOBH')

+

Butamua B12
(ompenenenne ypoBHS
BATAMUHA
B12(1imanoko6anaMuH) B
KPOBH)

+ (BceM
MAIEeHTaM C
MB ¢
CHUHIIPOMOM
KOPOTKOM
KHIIIKH)

Koncynpranus
OTOPUHOJIAPUHIOJIOTa
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By o0ciienoBanus

Ipu
NepBUYHOM
o0pameHun

IlnanoBbIi
BU3UT
(kaxapie 3
Mmec.)

Kazxknable 6
MecsaLleB

E:xeroagHo

Kazxnanblie
2 roaa

I1o moxazannsam

(DHIIOCKOIHS HOCOTJIOTKH
(sHmOCKOIHUECKAsT
YH/IOHA3AIbHAS PEBU3US
MOJIOCTH HOCA,
HOCOTJIOTKH)

ToHanpHas MOpPOroBast
ayIHOMETPHS
(perucTpanms BEI3BaAHHOM
OTOAKYCTUYECKOU 3MUCCUU
W/WITH PErUCTPaLis
KOPOTKOJIATCHTHBIX
CJIYXOBBIX BbI3BAHHBIX
norennuanos, ASSR-rect)!

KoHcynbTanus Bpaya-
IMETOJIora

KoncynpTanus ncuxonora

KoHTpoJIb HABBIKOB
KUHE3UTEpanuu u
WCIIONIb30BaHUS
NBIXaTENbHBIX TPEHAXKEPOB
1 IprOOpOB

KoncynbTarmus Bpaua-
racTpOIHTEPOJIOTa

DubporzodaroracTpoayo
CHOCKOTIHS
(330haroracTpomyoieHOCK
OTIVIST )

Koncynpranus Bpava-
9HJIOKPUHOJIOra

KoncynpTamus Bpada-
TpaHCIUIAaHTOJIOTa

Koncynbranus Bpava-
KapuoJiora (Kapauosiora
ITETCKOTO)

Koncynbranus Bpava-
lyposora (yposora-
QHJPOJIOTa JIETCKOTO)

Koncynpraius Bpaua-
AKyIlIepa-TUHEKOJIOTa

PexoMeHaImm 1Mo
IIeKapCTBEHHOMY
00OecIeueHuI0, BHECEHNE
M3MEHECHUH B
[pETHOHAJILHBIN PEECTP 110
IIeKapCTBEHHOMY
00eCIIeYeHUIO

["omoBoit anuKpu3
(BeImIMCcKa Ayt MCD) ¢
[PEKOMEHIAIISIMU 1
M1aHOM HaOJIIOJIeHUs Ha
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COTJIacHUsl U BHECEHUE
MaHHBIX MTAI[UCHTAa B
HaIIMOHAJIBHBIN PETUCTP

Ipn IInanoBwiii | Kaxnasie 6 Kaxnbie|llo moxazanusim
NepBUYHOM BU3HUT MecsileB 2 roma
Bua o0cnenoBanus Exerogno
oopameHun| (Kaxablie 3
Mmec.)
roJ
IMoanucanue +
MH(OPMUPOBAHHOTO

IIpumeuanus:

! B oT/ienbHBIX BO3PACTHBIX IPYIIHAX ¢ y4eToM Bo3pacTa [2]
2 ]I nauueHToB ¢ HOpMalbHbIM YPOBHEM 3J1aCTas3bl, T.€. COXPaHHON (yHKIMell nomxkenynouHoil sxenessl (MKB 10 — E.84.

0).

% Orcyrcryer B yrBepikaeHnoit Homenknatype memumuuckux ycayr (Ilpukas Munsgpasa Poccun ot 13.10.2017

Ne 8041).

*TIpy HAIMYMHK TOJMCHHYCHTA H MOJMIIOB HOCA — Yallle
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Hpuiaoxenue I'8. PacuundpoBka npumedanui

... — mpemapar BXOIMT B IIEPEYEHb JKU3HEHHO HEOOXOAMMBIX M BAKHEHIIMX JIEKAPCTBEHHBIX
npenaparoB (Pacmopspkenune IlpaBurensctBa P® ot 12.10.2019 Ne 2406-p «O06 yTBepkaeHUH
NepevHs )XKU3HEHHO HEOOXOAMMBIX U BaKHEHIINX JEKapCTBEHHBIX mpemnapartoB Ha 2020 roj, a Takxke
IIepeyHell JIEKapCTBEHHBIX IpPEnapaTroB Uil MEIULUHCKOIO IMPUMEHEHUS M MHHHMMAJIBHOTO
aCCOPTHMEHTA JICKApPCTBEHHBIX MIPEenapaToB, HEOOXOIUMBIX JJIsl OKa3aHUSI MEIULIMHCKON TTOMOIIIM

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIIMH JICKAPCTBEHHOT'O CpPEICTBA
MOKa3aHUH OCYIIECTBIISCTCS IO pPEIICHHIO BpayeOHOW KOMHCCHHU, C paspemeHus JlokanbHOTo
3TUYECKOI0 KOMHUTETAa MEAMIMHCKOW opraHu3anuu (IpuU HaJU4MM), C YCIOBHUEM HOJIUCAHHOIO
MH()OPMHUPOBAHHOTO COTJIACHS POJUTENIel (3aKOHHOTO MPEICTaBUTENS) M MAaIlMeHTa B BO3pacTe
crapmre 15 ner;

**% - MEAMLIMHCKOE W3JeIHe, UMILUIAHTUPYEMOE B OPraHHU3M 4YEJIOBEKa MPHU OKA3aHWU METUIMHCKOM

IIoMOIIM B paMKax IpPOorpaMMbl ToCyAapCTBCHHBIX I“apaHTI/Iﬁ 0ecCIIaTHOIO OKa3aHMSs rpaxxaaHamMm

MEIULIMHCKONA ITOMOIIIH.
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