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CIIMCOK COKpalleHUuMm

ABJIA — annepruveckuit 6pOHX0ETOYHBIN acrepruie3
ABII - anTMb6aKTepUaIbHbIe MpernapaThl

ABT - anTMbakTepuaibHas Teparnms

BAJI - 6poHX0a/IbBEOJISIPHBIN JTaBask

BOC — 6pOHX006CTPYKTUBHBI CMHAPOM

B2 — 6GpOHX09KTa3bl

B3H - 6e1K0BO-3HepreTuyecKkasi HefoCTaATOYHOCTh
BUY - Bupyc uMMYyHOAedUIMTa YeTOBEKa

BPBII - BapuKO3HO paciiypeHHble BeHbl IUIeBoa
ITHK - me30KcUpMOOHYKIEMHOBAsI KUCIOTa

JKKB - skeTyHOKaMeHHast 60J1e3Hb

WA — vHBa3UBHbBIN acrneprusies

UKCU - uHTpauuToIiasMaTuieckast MHbeKIMs cCriepMaTo30ua
WMT - umHOekc Macchl Tejia

UPT — uMMYyHOpeaKTUBHBI TPUIICUH

KU®B]I, — KOMIUIEKCHOE MCC/IeoBaHMe QYHKIMY BHEIIHETO IbIXaHUST
KC - kopTuKROCTepOuIHbIE TTpernapaThl

KHT- kuHe3uTepanmus

KT - kommbioTepHast Tomorpagust

JIC — yiekapCTBEHHbIE CpEeACTBA

MBJI — kapbaneHeMasbl KJlacca MeTalIo-B-1akTamas
MB - MmyKOBUCIIU[IO03

MBTP - MyKOBUCIIMAO3HBIN TpaHCMeMOpaHHbI perynsatop npoBoaumocty (CFTR — Cystic Fibrosis Transmembrane
conductance Regulator)

M3C]I - MyKOBUCITM03-3aBUCUMBbIii caxapHblii iuabeTt (CFRD- cystic fibrosis related diabetes)
MO - MmeguLIMHCKas OpraHmU3auus

MPT - MarHUTHO-pe30HaHCHas ToMorpadus

HBJI — HeMHBa3MBHAsI BeHTWISILIUS JIETKUX

HIIBII — HecTepougHbIE TPOTUBOBOCHAINUTEbHBIE TTPEeIapaThl
HTBM - HeTybepKy/e3Hblit MUKOOaKTep1o3

HTT - napylieHue TOIepaHTHOCTH K IVIIOKO3e

OJIH - ocTpas apixaTeabHasi HEIOCTATOUHOCTD

OHII - 0K0/I0OHOCOBBIE MA3yXN

OPU - ocTpast pecimpaTopHasi MHGeKIus

O®B1 - 06beM (HOpCHPOBAHHOTO BBILOXA 38 CEKYHIY

OI'TT — opanbHbIi IMTIOKO30TOIEPAHTHBIN TECT



OEJI - 0611ast eMKOCTb JIETKUX

OO - ocTaTOYHbI 06bEM JIETKUX

IIBC - nceBmo-BapTTep cuHApom (CuHApPOM TiceBA0-bapTTepa)
[II'T-M - npeuMIUIaHTAL[MOHHOE TeHeTUYeCKOoe TeCTMPOBaHMe Ha MYKOBUCLIMA 03
[TH - monursl HOCa

ITHXK - nonmMHeHachllleHHbIE XUPHbIE KUCTOTBI

M, - mepBUYHas UyIMapHas AUCKUHE3Us

[ILIP — monuMepasHoO-1leITHasl peakLus

PC -Bupyc — pecnipaTOpHO-CUMHIUTUAIBHBIN BUPYC

COVO - cMHOPOM IMUCTabHOI MHTECTUHATBHOM 00CTPYKIUK
CIJIA - cucronuueckoe faBeHMe B JIETOUHOI apTepun

CITU]I, — cuHApOM IpUOOpPeTEHHOTo MMMYHOmeduITa

CLT - cpenHelerioueyHble TPUTAUIIEPUIbI

TJI — TpaHCIUIaHTALS JIETKUX

TPY3U - TpaHCpeKTa/lbHOE YIbTPa3BYKOBOE UCCIeOBaHME OPTaHOB MaJIOTO Tasa
TIJIA - TpomM605M60/IMS IETOUHO apTepun

YIOXK - ypcome3oKkcuxoneBast KUCJIOTa

DIrIC — pubpos3odaroracTpoLyoseHOCKOINS

@®OE - GyHKUMOHAIbHBIN OCTATOYHBI 00bEM JIETKUX

XAJI - XpOHUYeCKUI acrieprusiies Jerkux

XPC — XxpoHN4eCKuit pUHOCUHYCUT

LIOT-2 - MHTMOMTOPBI LMKIOOKCUTEHA3bl-2 (HecTepoMIHbIe MPOTMBOBOCIAIUTENbHbIE U TPOTUBOPEBMATUUYECKIE
IperapaTsl IPYIIbl KOKCUObI)

L T- neHTp TpaHCILUIAaHTALUN

OBM - 2/1eKTpOHHO-BBIYMCINTENbHAS MalllHa
9KO - sKkcTpakopnopajibHOE OIUIOOTBOPEHMEe
9x0-KT - sxokapayorpadus

AISC — NJI0OTHOCTDb TOKA KOPOTKOTO 3aMbIKaHUS

ASSR Tect - auditory steady-state response (peructpanysi BbI3BaHHBIX aKyCTUUECKMX OTBETOB MO3Ta Ha IOCTOSTHHbIE
MOAYIMPOBaHHbIE TOHDI)

CGM - continuous glucose monitoring (HerpepbIBHbI I MOHUTOPUHT IJTIOKO3bI)

MLPA — My/IbTUITZIEKCHAST TIUTa3HAas 30HI0BasT aMILTMGUKAIS

MRSA - methicillin-resistant Staphylococcus aureus (MeTULIMJIIMHPE3UCTEHTHBIN Staphylococcus aureus)
MSSA - methicillin-sensitive Staphylococcus aureus (MeTUITM/UIMHYYBCTBUTENbHBIN Staphylococcus aureus)

NYHA - xnaccuduranms XpoHUUECKO CepeyHoi He0CTaTOYHOCTH 0 (YHKIMOHATBHOMY KIaccy (KiaccuduKamms
Hbio-VlopKcKoit KapAyonornueckoit acconmanum)

PI - kaccuyeckuit MyKOBUCIMIO03 C a6COMIOTHO MaHKpeaTUUeCcKoi He0CTaTOYHOCThIO
PS - kiaccuyeckuii MyKOBUCIIUIO3 C HEHAPYIIIEHHOI GYHKITVEN TOAKETyI0YHOI SKeTe3bl

QFMP - konmuecTBeHHAas (yopeciieHTHast MyJlbTuriekcHast ITLP



TepMMHBI U onIpeaelIeHUs

E84.0 - Kucto3Hbit puopos c nérounsivmy nposisienussmu (MKB 10 - E84.0) win kinaccuyeckuit MyKOBUCIIUZO3 C
HEHapyIIeHHO! (QyHKIMe IOmKemyoouHoi kemesbl (PS) - «Iyuyau € HOPMAaJbHON 3SK30KPUHHOM (QyHKIMEl
TIOJIKEITYIOYHOI sKeJle3bl, IIOATBEPKAEHHOM pe3ylIbTaTaMy J1ab0paTOPHOTO MCCIeN0BaHys (OTCYTCTBYE HENTPATbHOTO
KUpa B KOIIPOrpaMMe, ypoBeHb IMaHKpeaTHyeckoii snacrasbl-1 B cTyne He HIpKe 200 MKI/T Kana). IIpy reHeTueckoM
UCCIeOBAaHMM BBISBISIOTCSI MyTalyM, MPU KOTOPBIX GYHKUMS TOIKeTyIOUHOM >Kele3bl OCTAeTCs OTHOCUTENbHO
COXpaHHOI.

E84.8 - Kucrosusiit ¢pu6po3 ¢ apyrumu mnposisneHusmu (MKB10- E84.8) wim kimaccuueckuii MyKOBUCLIMUIO3 C
MMaHKpeaTu4eckoil HemocTaTouyHocThio (PI) COOTBETCTBYET KIACCMUECKOMY MYKOBUCIMIO3Y C  abCOMIOTHOI
MaHKpeaTNyecKkoi HeOCTaTOYHOCTHIO 63 ¥ C OCIOKHEHUSIMM.

XpoHuyeckass MaHKpeaTM4ecKass HeOOCTATOYHOCTh Yy MalMieHTOB C KUCTO3HBIM (Gub6po3oM (MYKOBUCLMIO30M)
OTIpeesieTCss aKTUBHOCTBIO TTAHKPEATUIEeCKOii /acTasbi-1 B cTyse: KomebaHus aKTMBHOCTHM 3nacTasbi-1 B cryse oT 100
no 200 MKr/T Kaja CBUAETENbCTBYIOT 00 YMEpPEHHO! CTereHM 3SK30KPUHHOV HEeZOCTATOYHOCTY IOMKeTyIOUHOM
SKeJie3bl; CHIDKEHMe TI0Ka3aTessl aKTMBHOCTH 3yacTasbl-1 B crysne MeHee 100 MKI/T Kaja BBISIBJISIET TSDKETYIO CTEIeHb
MaHKpeaTu4yecKoii HeOCTaTOUHOCTH.

Craguy nMpposa y MalMeHTOB ¢ KUCTO3HBIM (GM6P0o30M (MYKOBMCIIMIO30M) YCTAHABIMBAKOTCS MO 1mkase METAVIR
(Ilpunoskenne I'l): F1 - pubpo3 TOMbKO MOPTATBHBIX TPAKTOB; F2 — mopTanbHbIit G16Po3 ¢ onMHOYHBIMYU cenTamMu; F3 -
(1bpo3 nMoprasbHbIX TPAKTOB C MHOKECTBEHHBIMM cenTamu 6e3 1uppo3sa; F4 — muppos.

JKu3HeHHbIMU NOKa3aHMSIMU P MYKOBUCIMI03€ SIBJISIIOTCS >KM3HEYTPOXKalollye COCTOSIHUSI (MEKOHUEeBBIN UIIeyC,
CUHZAPOM TIOTepU COJM, IETOUHOE KPOBOTeUeHMe, THEBMOTOPAKC, 6eKOBO-IHepreTnyecKkas HeJocTaTOUHOCTb 3 cT, IH
(mpIxaTesibHas HemOCTaTOUHOCTh) M JICH (JlerouyHo-cepaeyHast HeJOCTaTOYHOCTb) JII000Ji CTEMEeHN, a TaKsKe COCTOSTHMUS,
OTCYTCTBME aIeKBATHOM Teparnuy KOTOPBIX BIEUET 32 COO0I YMeHbIIeHNe MPOAO/DKATETbHOCTY KM3HY MAIMEHTOB, a
MMEHHO, BHEIIHeCeKpeTOpHasi IaHKpeaTMyeckKasi  HeLOCTAaTOYHOCTb, IIePBUUHBIII  BBICEB  (BBISIBIEHMUE),
VHTEPMUTTUPYIOIIAS UM XpoHMUeckass UHGEKUMS JIETKUX, OWIMapHBIA LUMPPO3 TIeueHu, MYKOBUCLMUIO3-
acCOIMMPOBAHHbBINM caxapHblii AuabeT (MHCYIMHO3aBUCMMBIN). IIpy Haauuuyu Bbille YKa3aHHBIX "KU3HEHHbIX
MOKa3aHMii" 1Mo pelIeHn0 BpaueGHOi KOMMUCCHYM MOTYT ObITh Ha3HAUEHbI ITperapaThsl 110 TOPTOBOMY HalIMEHOBAHMUIO.



1. KpaTkasa nadopmauus

1.1 Onpenenenne 3a601eBaHMS UJIN COCTOSTHUS (TPYIIIIBI 32A00/I€BaHUI MM COCTOSTHMIA)

Kucrosusiit pubpo3 (MykoBuCIMAo3, MB) — ayTOCOMHO-pellecCMBHOE MOHOTE€HHOe HacjaelCTBeHHOe 3aboyeBaHMue,
XapakTepusyruieecs IopakeHeM BCex 9K30KPUHHBIX KeJ€3, a TaKKe KM3HEHHO BayKHbIX OPTaHOB U cucteM [1,2].

1.2.9THosIorMs ¥ MaToreHes 3a60/IeBaHMS WIM COCTOSTHUS (TPYIIIIbI 3200/ I€eBaHMI VTN
COCTOSTHMIA)

T'en MB 6b11 M30mMpoBad B 1989 ., OH pacIioyokeH B cepefyHe IJIMHHOrO Iiedya 7 ayTOCOMbI, COIEPKUT 27 5K30HOB U
oxsartbiBaeT 250 000 map HyKIeoTuaoB. OH KOHTPOIMPYET CTPYKTYpy M GYHKuuIO 6Genka, Ha3BaHHOTO MBTP -
TpaHCMeMOGPaHHbI perynsaTop mpoBoaumocty MB. Ha ceromsmHuii AeHb BbifeneHO okono 2 000 myTaruit reHa -
TPaHCMEMOGPAHHOTO PeryisTopa MNPOBOAMMOCTY MyKoBuciiuao3a (MBTP- CFTR), OTBeTCTBEHHBIX 3a pas3sBUTHE
cumrntomoB MB. Cpeny HUX, COIJIaCHO JTaHHBIM HAllMOHATbHOTO PErucTpa, Haubosee YacTO BCTPEUaloTcsl Clefyrome
myTtauyu: F508del (52,8%), CFTRdele2,3 (6,21%), E92K (3%), 2143delT (2,15%), 3849+10kbC>T (2,02%), W1282X (1,9%),
2184insA (1,85%), 1677delTA (1,81%),N1303K (1,54%), G542X (1,35%), L138ins (1,24%) [3].

MBTP (CFTR) nokanm3yeTcsl B amMKaJbHOM 4YacTM MeMOpaHbl SMUTETMATbHBIX KIETOK, BBICTMIAIOUIVX BBIBOLHbBIE
MIPOTOKM JKejie3 BHEIIHel ceKpelyy (IIOTOBBIX, CTIOHHBIX, JKejle3 B GpPOHXaX, IOKEeNYIOYHOI JKele3e, KUIIEYHUKE,
YPOTeHUTAIbHOM TpPAaKTe), OH PEeTyIMpyeT TPAHCIOPT 3IEKTPOIMUTOB (IVIABHBIM 006pa3oM XJIOpa) MEXAY STUMU
KJIETKaMM ¥ MeXKKJIETOUHOI KUAKOCTHIO. [TociaemHme ucciaemoBanus mokasanu, uto MBTP (CFTR) siBiisieTcst COGCTBEHHO
XJIOpUAHBIM KaHanoMm. Myrtauuu reHa CFTR (MBTP) HapymaioT He TO/IBKO TPaHCHOPT, HO U CEKpeLMI0 MOHOB XJIopa.
Ipu 3aTpygHEHUM UX TTPOXOKIEHMS Yepe3 KIeTOUYHYI0 MeEMOPaHY YBeJIMUMBAETCS peabcopOIysl HAaTPUsI JKele3UCTbIMU
KJIeTKaMJy, HapyllaeTcs 3JeKTPUYeCKuii ITOTeHIMal IIPOCBeTa, YTO BbI3bIBAeT M3MEHEHME 3JIeKTPOINTHOTO COCTaBa U
JeruapaTaluyio ceKpeTa skeye3 BHeIlIHeli cekpelyy. B pesyibTaTe Bble/nseMblii CEKpeT CTAHOBUTCS Ype3MePHO I'yCThIM
u BA3KUM. [Ipy 3TOM CTpajaloT jerkue, XeayqouyHO-KUIIEUHbIV TPAKT, [TIe4eHb, IOIKeTyL0YHas jKele3a, MOueronoBas
cucrema (tabn.l) [1, 4].

Ta6amuua 1. [Tatorenes MB

Opl’aHbI N CUCTEMDI

MaTonorunyeckune npoueccobl

KoHeuHbIl pesynbrat

JNerkve

BpoHxo06CTpyKUKS,

CHWXKEHWE TONIEPaHTHOCTU K UHdeKLum,
KOJIOHM3auus AbiXaTesibHbIX I'IyTelji Pseudomonas
aeruginosa (P. aeruginosa) v apyrumu
naTonorn4yeckMmMm MUKpoopraHmsamMamu,
XpOHMYeCKoe BoOCMasneHue AbiXaTeNbHbIX HyTeﬁ,
6pOHX03KTa3bl, AECTPYKLMSA NAaPEHXUMbI NErKUX.

[bixaTenbHas HeAoCTaToOuYHOCTb,
neroyHas rmnepTeH3sng,
cepaeyHas HeaAOCTaTOYHOCTb.

MoaxenyaouHas xenesa

O6CTPYKLMS MPOTOKOB Xenesbl,

nosiBNIeHNe KUCT,

HeoCTaTOYHOCTb  MOJXKENYAOUHOW  XXenesbl
(BHYTpeHHe - 1 BHelLHeceKpeTopHas),
KuweyHas Manbabcopbums.

MekoHweBbIi nneyc

HapylweHune ctyna (4acTblii, XXWPHbIA, 3/10BOHHbIN,
06UIbHBIN),

CHWXEHWe HyTpUTMBHOrO cTaTyca (y AeTeit -
oTCTaBaHWe B pa3BuUTUM),

aBUTaMUHO3bI,

BbINaAEHNs MPSMON KNLIKK,

caxapHblit gnaber.

Macc

MNeyveHb Xonecras, xonenuTtnas. Llnppo3 neyeHn, CMHAPOM NOPTanbHON rUNEpPTEH3UK,
rmnepcnneHnsm, ne4eHo4yHasa HegOoCTaTOYHOCTb,
XenyHokaMeHHasa 6onesHb (XKKB)

Kuweunmnk YBenuueHne BSI3KOCTWU/aZAre3aMBHOCTU  KasioBbIX

KuweyHas HEeNpoxoaAuMoCTb
cano

BblNageHunsa I'IDHMOIZ KWLWKKU,

OKONOHOCOBbIE Naszyxun

O6CTPYyKUMS  COYCTUI  OKOSIOHOCOBBLIX Masyx,
3acTol  cAM3M. B Masyxax, KONOHM3auusa
CNU3NCTOW obonoukmn nonocTu Hoca [
OKOJIOHOCOBbIX nasyx naTonornyeckon
Mukpodopoin (B TOM uucne P. aeruginosa),
popMUpOBaHME  MOMMMOB B  OKOJIOHOCOBbIX
nasyxax C pacrnpocTpaHeHWeM B MoJSIOCTb Hoca.

XPpOHWUYECKU A PUHOCUMHYCUT, NOMUMbI B OKOTOHOCOBbIX
nasyxax 1 nonocTu Hoca.

SNEeKTPONUTHBIN HGanaHc

MnoKanueMmusi, rUMNoHaTpUeMUsl, TNOXIOPEMUs,
ankanos

CuHApoM nceBao-bapTrepa - cMHAPOM moTepu coneit

PenpoaykTusHas cuctema (y My»X4uH)

0O6cTpyKUmMs ] nocneayouwas aTpesuns
BbIHOCSLWMX MPOTOKOB ANYEK.
A3oocnepmus

Becnnoaune

IIporpeccupoBaHme JIETOYHOM U CEpOEeYHOl HeJOCTAaTOYHOCTM SIBJseTcsS Haubolee YacToi IPUUMHOM CMepTH
ramymeHToB (95%).

CrnekTp MMKPOOPTaHM3MOB, CBSI3aHHBIX C MHQEKUMSIMM AbIXaTelTbHbIX ITyTeil y mauyeHTOoB ¢ MB mnpopmormskaer
PacIIMpsATbCS U MCCAeIOBaHMS MUKpOGMOMA JIETKMX Yy JAHHOM KaTeropuy MalyeHTOB JeMOHCTPUPYIOT CIOKHbBIN
CUHEPIM3M MEXIY KYJIbTUBUPYEMBIMM WU HEKYJIbTMBUPYEMBIMM MMUKPOOPTaHM3MaMu. MUKPOOMOIOTMYECKAS
JIMarHOCTMKA y MaleHToB MB uMeeT psii 0COGEHHOCTEI, KOTOpbIe HEOOXOAMMO YUMTHIBATh IIPY OpraHM3aLuyy paboTsl
C ITAHHOI KaTeropues MnalyeHToB.



Yalie Bcero B OTHeNsIeMOM HMKHMX JIbIXaTeNbHbIX MyTelt y nanueHToB ¢ MB BoisBisitoTCS S. aureus, P. aeruginosa, B.
cepacia complex, S. maltophilia, Achromobacter spp. Bojee TUIIMYHBIE peCHMpaTOpHbIE MATOreHbI, Takue Kak H.
influenzae, S. pneumoniae, M. Catarrhalis Takske MOTYT UTPaTh BaXKHYIO POJIb B pa3BUTUM OPOHXOJIETOUYHOTO Ipoliecca. Y
ranyueHToB ¢ MB MOXXeT BCTpedaeTcsl XpOHMYecKast KOJIOHU3alMsi MMKpoopraHusMaMu nopsiaka Enterobacterales.

VimeloTcsl HaGMIOmeHMsT BbIAeIeHUsT M3 HIWKHMUX IbIXaTeIbHBIX IyTei mMaiueHToB ¢ MB HebepMeHTUPYIOINX
rpamoTtpuiiatenbHbix 6akrepuit (HTOB Burkholderia gladioli, Inquilinus spp, Ralstonia spp., Cupriavidus spp., Pandoraea
spp.) [aHHble BUIbI SIBJSIOTCS OGMM3KOPOACTBEHHBIMM, MMEIOT TeHeTHMYeCcKoe CXOACTBO C OakTepusiMu pona
Burkholderia. Oy peiKO BBIIESIOTCS Y TAIMEeHTOB ¢ MB, OMHAKO OIMMCAHbI CTy4ay BbIAEIEHUS UX MMPU XPOHUYECKOI
mHdeximu. HeT moCTaTOYHOTO KOMMYECTBA MCCIeNOBaHM, YKa3bIBAIONIMX Ha BO3MOKHOCTb IMepemauy MTaMMOB OT
MalyeHTa K malyueHTy.

Ipyryie MMKPOOPTaHM3MbI, MMeIOIMe ITUONOTHYeCKoe 3HaueHne npu MB: HeTyOepKy/e3Hble MukobakTepuu (HTMB) -
Mycobacterium abscessus complex, Mycobacterium avium complex u Ipyrue murobakTepum, Tpubsl - Aspergillus spp.,
Scedosporium spp., Trichosporon spp., eupycel - Respiratory syncytial virus, Influenza virus, Adenovirus, Rhinovirus,
Coronavirus, Parainfluenza virus, Human metapneumovirus. Bo3pacraeT BbISIBISIEMOCTh HETYOEPKYIE3HBIX
MUKOGAKTepuii y MalyeHTOB cTapuiero Bospacta. Mycobacterium abscessus complex u Mycobacterium avium complex
SIBJISTIOTCSL HanboJsiee 4acTo BCTPeUAIOmUMMCS [2].

Pa3BuTuio acrepruiiesa JIETKMX Y TAnMeHTOB ¢ MB croco6CTBYIOT HapylleHMe MYKOUWIMAPHOTO KIMpeHca U
MMMYHHOTO OTBETA, a TAKKe MPOJO/KUTENbHAsT aHTUOAKTePUATbHAS U [TTIOKOKOPTUKOCTEPOUTHAS TePATIHSI.

KonmoHu3anusi ApIxaTeabHbIX MyTel y manueHToB ¢ MB Aspergillus spp.- BbisiBiieHue Tpu6oB popa Aspergillus B >50%
06pasioB MOKPOTHI WIM B TeUeHue >6 MeCSIEeB B IO, OTCYTCTBME MHCTPYMEHTAJbHBIX IPU3HAKOB YXYIIICHMUS
JIETOYHOM (PYHKIVY, a TAK)Ke OTCYTCTBME KIMHUYECKUX TPU3HAKOB 060cTpeHust MB [5,6].

B HacTosIIee BpeMsT HeT yOeOuTeIbHBIX JAHHBIX O HETATVMBHOM BIIMSIHUM KOJMOHM3AM Aspergillus spp. ObpIXaTebHbIX
myTeit Ha QyHRUMIO IbixaHus manueHToB ¢ MB [5,6,7]. KomoHM3a1us [bIXaTeNbHbIX MyTel MaiueHToB ¢ MB rpubamu
Aspergillus spp. He IBJIsIeTCs TOKa3aHMeM JJis1 Ha3HAUeHUS POTUBOrPUOKOBLIX JIC.

HauGosee pacmpocTpaHEHHBIM OCIOKHEeHMeM, O6YyCIoB/IeHHbIM Aspergillus spp., y TaiueHTOB ¢ MB sBisercs
ajymepruyeckuit  6poHxonerouyHslit  acmeprusuie3  (ABJIA).  ABJIA  xapakTepusyeTcsi — pa3BUTMEM  peakLyu
TUIIEPUYYBCTBUTENBHOCTM | TUIA TpPU KOJOHM3AILMM [AbIXaTeNIbHBIX IyTeit Aspergillus spp., KoTopass 6e3 JieueHust
MPUBOIUT K pasBuUTHMIO H1OPO3a JIeTKMX M HEOOPATUMOI IbIXaTelIbHOM HEeAOCTATOYHOCTY. VIHBa3MBHOTO ITOPaKEeHMSI
TKaHei serkux mpyu ABJIA 0OGBIYHO He MPOUCXOIUT, XOTS coueTanue ¢ XAJI BbIABIAOT ¥ 10% maiyeHTOB. OCHOBHbIE
Bo36ynutenu ABJIA — A. fumigatus u A. niger [8,9].

Xpouuueckuit acnepruwuie3 Jyerkux (XAJI) mpencrapisieT co60i MeIIEHHO IPOTPecCUpYIONil OecTPyKTUBHBIN
TIPOLIECC B JIETKUX, 06YC/IOBIEHHBI Tpubamu Aspergillus spp., B paHee CYIIeCTBOBAaBUIMX OPOHX0IKTA3aX, MOJMIOCTIX U
mp. OmmucaHa TreHeTMuecKasl IIpeipaclioNiOKEHHOCTb K STOMYy 3aboleBaHMIO, CBSI3aHHAsg € JedUIUTOM WK
nucohyukuyeit Th-17 mumdounTtos [10,11].

MHorue naiueHTsl ¢ MB no passutust XAJI moayvyaau MHTISIMOHHbIE MM HU3KME [103bl KOPTUKOCTEPOUIOB MJIsI
cucreMHoro nmpuMeHenusi. Kpome toro, passutuio XAJI crioco6CTBYeT MOBBIIIEHHOE CoMepykaHue KOHUauii Aspergillus
SpP. B OKpYKaIoIeii cpefie, B TOM YMCIIE B JKUJIBIX U ITPOM3BOMCTBEHHbIX TOMelleHMsIX. OCHOBHbIE BO36ymuTeny XAJl —
A. fumigatus, A.flavus n A.niger. be3 nedenus XAJl mpMBOOUT K YXyOUIEHMIO KayecTBa XU3HU MalueHToB ¢ MB u
YBeJIMYEHUIO JIeTATbHOCTH.

V manueHTOB ¢ MB MHBa3MBHBIN acrepruwie3 BCTPEYaeTCsl PefKo, Jalle KaK OCIOKeHeHMe Ioc/Ie TPAHCIUIaHTalUU
JIeTKMX Ha (HOHe MMMYHOCYIIPECCUBHO Teparuiu.

1.3 dnuaemuosiorus 3a60/1eBaHMUS VIV COCTOSTHUS (TPYIIIBI 3200/ IeBaHUI VIV COCTOSIHUIA)

Yactora MB Kone6ieTcst cpeny mpeacraBuTeieil eBpomneounos or 1:600 mo 1:17000 HoBOpokIeHHBIX. B P® yacToTa
MYKOBUCIMJI03a cocTaBisieT 1mo AaHHbIM @OIBHY «Mepuko-reHeTMUYeCKUIA Hay4dHbIN IL[eHTp UM. akagemuka H.II.
Boukosa» 1:9000 HOBOpOXKIeHHBIX [1,3].

1.4 Oco0eHHOCTU KOAVPOBAHUS 3a00/IeBaHMS VI COCTOSIHUS (TPYIIIbI 3200/ IeBaHUI VI
COCTOSIHMI) TI0 MeXAyHapOOHO CTaTUCTUYECKOI Kiaaccudukanum 6oie3Heli 1 mpooiem,
CBAI3aHHBIX cO 3n0poBbeM (MKB 10)

Kucrosusiit bnopos (E84):
E84.0 — KucTo3Hblit puOpO3 ¢ IETOUHBIMMU MTPOSIBJIEHUSIMMA;

E84.1 — KucTo3HbIit pM6PO3 C KUILIEYHBIMU HpOHBHeHI/IHMI/II;



E84.8 — KucTo3Hblit GMOPO3 C APYTUMU IPOSIBIEHUSIMMU;

E84.9 - KuctosHblit pubpos HQYTOHHéHHbIﬁZ.

1 —Ko0 E84.1 H3onuposaHHoli KuwieuHoli popmbsl Hem 6 cospemenHoll knaccuguxkayuu BO3 u Eeponelickoli Accoyuayuu

Myxosucyudo3a. Koo E84.1 - kucmo3Hblili puépo3 ¢ KuuleuHsIMU NPOsi8JIeHUSIMU He peKoMeHdyemcs uchoiv3oeams [12,13].

2 .
-B Hacmosujee spems - HeonpeaeﬂeHHblu duazHo3 npu noJioJumeyibHOM HEOHAMA/IbHOM CKPUHUHZE HA MyKOﬁllCL{uaOS.

1.5 Knaccudukanys 3a00/1eBaHUS WM COCTOSIHUS (TPYIIbI 3200/ I€BaHUI VIV COCTOSTHUIT)

Knaccuduranus, npunstas BO3, MexgyHapomHoit Acconmarueit MykoBucimmosa, EBpomeiickoit Accormanyeit
MykoBucimgosa [1, 2, 3,4, 5,7, 8, 9]:

o Knaccuyeckuii MyKOBUCLIMAO03 € TTAHKPeaTUUeCKOi HeJJOCTATOYHOCTBIO (CMellIaHHas U/ JIETOUHO-KuIeuHast popma
38.6OJ'IEBaHI/I9[1), PI. E84.8.

o Knaccuueckuit MyKOBUCLMIO3 C HEHAPYIIEHHOM QYHKIMEN TTOAKETYI0UHOI sKeie3bl (ITPerMyIecCTBeHHO JIeTOUHast
dopma 3a6oneBaHml), PS. E84.0.

o HeornpepeneHHbIN IMarHo3 Py MOJIOXUTEIbHOM HEOHATATbHOM CKPMHMHTE Ha MyKOBMCLMmo3. E84.9.

3abosneBaHus, accouupoBaHHbie ¢ reHoM CFTR(MBTP)

© UM30IMPOBAHHASI OOCTPYKTUBHASI 2300CIIEPMMUSI;

0 XPOHMYECKMIT TaHKPeaTuT;

© IMCCEMUHUPOBAHHbIE OPOHXOIKTA3bI.

o

B KIMHMYECKOI TPAKTUKE UCTIONb3YeTCs KinaccubuKaiys, mpeAcTaBieHHas B Tabmuie 2 [2].

Ta6numa 2. Knuaudveckass kimaccudukanmus MYyKOBMCIMIO03a (TIpedJjiokeHa Ha ocHoBe Pa6oueit kimaccuburamnmm
mykoBucuuposa (Paumnckuii C.B., Kampanos H.M., 2000), pekomenpaumit BO3 wu EBporelickoi accounanmumu
MYKOBUCIIMI03a), OIyO6aMKoBaHo -https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf

®opma XapakTepucTtuka 6poHXONIEroYHbIX U3MEHEeHU MposBneHus OCnoXHeHus
KnuHuyeckas dasa 7] aKTUBHOCTb CreneHb ,CI,HZ
npouecca

Knaccuueckui XpoHuyeckuit BHe XpoHuyeckuit Abcuecchl, aTenekTasbl, MHEBMO-

MYKOBMCLMAO03 O6CTPYKTUBHBIN BPOHXUT 060CTpeHus (FHOMHBbIN, MUOMHEBMOTOpPAKC,

CmewaHHas  wam | BpoHxo3kTasbl O6ocTpeHune Tvn Lt nosMno3Ho- KpOBOXapKaHue, KpoBOTeueHue

NeroyHo- (nokanusoBaHHble " o6ocTpeHusi: O6ocTpeHne HOMHBbIN) (neroyHoe, XKenyaoyHoe),

KnweyHas ¢opMa | AMCCEMUMHMPOBAHHbIE) C | XPOHWYecKoro 6poHxuTa IL. cT. PVUHOCHHYCUT annepruyecknin

3abonesaHuns yKa3aHueM JioKanusaumm MHesMoHuA (c CvHapom ncesno- 6poHxoneroyHbl  acneprunnes

(MykoBucumaos ¢ MHeBMOdM6PO3 yKasaHuem 0L ¢ BaptTepa (ABJ1A), neroyHas runepTeH3us,

naHkKpeaTM4yeckon nokanusauun) e Asoocnepmus nonuno3  Hoca. MeKOHMeBbI

HefoCTaTOYHOCTbIO CMelaHHbIi Tmn Peunaunsupytownit uneyc, 3KBUBANEHTbI

- E84.8) naHkpeaTut MEeKOHMEeBOro unneyca,

JlerouHas ¢opma BblNageHune nNpsiMoit KULWKKN

3a6oneBaHuns Linppo3 neuexun

(MykoBucumaos ¢ (6e3 u c nopTtanbHoW runep-

HeHapyLleHHOo’ TeH3unen)

dyHKUMnen XKKB

noaXxenyao4Hom OTcTaBaHme B (U3MYECKOM

wenesbl passuTuun. Benkoso-

- E84.0) 3HepreTuyeckas
He/I0CTaToOYHOCTb Hapyuwenne
TONEPaHTHOCTU K yrnesoaam
MykoBucumMao3-
aCcCcoUMMPOBAHHbIN caxapHbli1
Avabet CHMXeHne MUHepasbHOW
NIOTHOCTWU KOCTHOWM TKaHu
BTOpUYHBIV OCTEONOPO3
Amunonaos noyek
CuanoageHut
ButamuH K-pneduunTtHble
COCTOSIHUS (remopparuyeckas
6onesHb)

FeHoTun (MyTauum reHa CFTR (MBTP)) YKkaszaTb cornacHo 6a3e AaHHbIX

CFTR2. org u KoHceHcycy no
KIMHUYECKUM acbdexkTam
reHeTuyeckmx BapuaHToB (6asa
AaHHbIX SeqDBhttp://

seqdb.med-gen.ru/)

Mukpobuonormnyeckuii ctatyc (ykasblBaeTcs Aata NepBUYHOMO BbiceBa (BbISIBSIEHUS) MUKPOGHOro natoreHa CracdunokokkoBass  UHMeKLMns.
(naToreHoB) 1, ecnu ecTb, NOCNeAHero) CuHerHoiHas MHpekuma.
NHbekums, Bbl3BaHHas B.
cepacia complex

Apyrve nHdekunm. MukpobHble
accouuauum

Apyrve dopmbl: 3
HeOI‘Ipe,ELeI'IeHHI:IFI AVNarHo3 npuv NonoXuTesibHOM HeOHaTaL{IbHOM CKPUHWHIe Ha MyKOBMCLUMAO03™ — E84.9.
3aboneBaHus, accoLMmMpoBaHHble ¢ reHom CFTR (MBTP):

® U130/1MpOBaHHas O6CTDYKTVIBHBH asoocnepmus;

® XPOHWYECKMWi1 NaHKpeaTUT; ANCCEMUHMPOBaHHbIE GPOHXO03KTa3bl

Ipumeuanus:

1 @opma u3 knaccugpuxkayuu MB Pauurckoeo C.B., Kanpaxosa H.H. (2000).

2 - .
Cmenenb  OvixamesnvHoli  HedOCMAmouHocmu ycmaHasjiusaemcs Cco2n1acHo «K/zaccu(pukauuu dvixamenvHoLti

Hedocmamounocmu» (HayuoHansHoe pykogodcmeo no Gonie3Ham opearos Ovixanus, 2010). CmeneHs msxcecmu 3a601e8aHus
pekoMeHOyemcs: He YKA3bleams UCX001 U3 NePBUYHO-XPOHUUECKO20 MmeueHus, NOAUOP2AHHO20 NOPAXEHUS U
npozpedueHmHoz0 meueHusl.



2 [TonoxumensHslil HEOHAMANBHBLI CKPUHUHZ UAU HEOHAMANbHAA 2UnepmpuncuHozeHemust He s181s10mcsi OUazHO30M U 8
KaAaccuukayuio He 6KJoUeHsl, NAYUEHMAM C HEOHAMANBLHOU eunepmpuncuHozeHemueli pekomerndyemcs 6 1 200 nposecmu

noemopHo nomosyw npoly. Hcnons3yemcs HO8blll OuazHo3 — «HeonpedeseHHbIli O0UAZHO3 NPU  NOJOXCUMETbHOM
HeoHamanbHOM CKpUHUH2e HA MYKOBUCYUOO03»
4

Kod MKB pexomeHdyemcs UCno16308amb U3 COOM8emcmayowux pasoenos.

Taxcecms cocmosiHus ycmauasaueaemcs coenacHo IpunoxceHuto k npukazy MuHucmepcmea mpyoa u coyuaibHoll 3auumat
Poccutickoti @edepayuu «O Kaaccuuxayusix u Kpumepusix, UCNOLb3YeMblX NPU 0CywecmeieHul Meoduko-coyuansbHoll
JKCnepmu3nl 2paxioan gedepansHolMu 20Cy0apCmMeeHHbIMU YuperceHUIMU MeOUK0-COYUanbHoli akcnepmu3ssl» (¢ 01 aHeaps
2019, cm. paszden «ChpasouHvle mMamepuaisl, 8KI0UAsS COOMEeMCcmaue NOKA3aHuli K NPUMEHeHU U NPOMueonoKa3aHuii,
€noco608 npumeHeHus U 003 J1eKAPCMBEHHBIX NPENapamos, UHCMpPYKYuU no npumMeHeHuio 1eKapcmeeHHo20 npenapamay)

B Gymy1iiem, 1o Mmepe yrry6ieHus 3HaHUi, 9Ta KilaccuuKays Takke IoTpedyeT rmepecMoTpa.

1.6 Kiimanuyeckast KapTuHa 3a00J/IeBaHMSI WIM COCTOSTHUS (TPYIIIbI 3200/ 1€ BAaHMIA VI
COCTOSTHMIA)

Myxkosucyudos moxem 6bimbs 3an0do3peH no ciedyrujum npusHakam (mabi. 3,4).
Hanuuue eHympuympo6Ho no danHsim Y3HU - 2unepsxozeHH020 KUWEYHUKA, MEKOHUEBbIL UIEYC - NPU POXCOEHUU.

B nepuoae Hoeopomaeuuocmu 3amsHas HeoHamaabHas xeamyxda, eumamuH K-3asucumoie 2emMoppazudeckue
COCMOSIHUSL, MEKOHUEBBITI uneyc.

MekoHueebstli  uneyc — 23Mo CUHOPOM, XAPAKMEPUSYIOWUXCA NPOAGJIeHUEM HU3KOU 00MYypayuoHHOU  KulueuHoli
Henpoxodumocmu, Ge3 nepepviea npoceema KuwieuHoii mpyoku. JauHoe 3ab0/e8aHue npu MyKosucyudose 00ycn081eHO
MexaHuueckuMU NpuyuHamu - oonumepayueii npoceema nJ0mMHol MeKOHUANbHOL NPoOKoli.

B muposoii obwenpunamoti npakmuke cuumaemcs, umo 8 90-95% ciyuaes smuosiozueti MEKOHUEB020 UJIEYCA SABAAEMCS
Mykosucyudos [14]. Mexonuegultl uneyc duazHocmupyemcsi y 15-20% H080pox#cOeHHbIX ¢ MYKOBUCYUOO30M. B esponelickux
CMpaHax nayueHmosl ¢ MeKOHUEBbIM WIEYycoM nodaexam o0053amensHomy 00c1edosanuio Ha mykosucyudos [1,15]. Ilo
0aHHbIM peeucmpa nayueHmos ¢ Mykosucyudo3om Pd, 001 nayueHmos ¢ MyKosucyudo3om, nepeHecuiux MeKoHUesblli uneyc
npu poxodeHuu, 8 zpynne demeli nepg8ozo 200a #usHu cocmaeuna 22,1% nayueHmos, umo ompaxcaem ez0 pPeanbHyo
pacnpocmpaxeHHocmy [16].

3adepiycka npuGasku eeca, uacmolii, 0OGUNBHDL, C NPUMECbI0 HUPA U 3/I0860HHBIM 3ANAXOM CMYJI, NOBbIUEHHBLL
annemum, 8 go3pacme nocjie 200d 3nu300bl 8binAdeHUs NPAMOL KUWKU, 3NU3006l 3d0epiKu cmyid ¢ KAUHUYEeCKUMU
NPoABIeHUSMU YACMUYHOL WU NOAHOL KULEUHOL HenpoXooumocmu (CuHOpoM OUCMANBHOL UHMeCMUHANBHOL 06CmpyKyuU

- CZTHO).

C paHHez0 603pacma 603MO}CHbI HABA3YUBLILI KOKNHOWeENodoOH bl Kaulens, 4acmo peyudusupywoujie pecnupamopHsie
UH(ekyuu ¢ s6neHUAMU OPOHXUMOS, NHEBMOHUL, MOXIEem Oommeuamscs ceucmsuee ObIXaHUue U/UlU «OpanbHas
Kpenumayus», 00blWKA, Kauwlenb ¢ 6bl0eleHUeM 2HOUHOLU MOKpOmbl, 6 Mom uucie éHe nepuodos 060CMpeHuUs, BlAHCHble
pasHokanubepHsle Xpunsl pasHoli cmeneHu J0KAIU3ayuu 6 3agUcumMocmu om pacnpocmpaHeHHocmu npoyeccad.

B paHHem 803pacme ommeuaiomcs 3nu3o0sl nposisieHUll cUHOpoma nomepu cojieti (2UNOKAIUeMUs,, 2UNOHAMPUEMUS,
2UNOXJI0OpeMUsl) — nomepsi 8eca, CPbl2UBAMUsl, PBOMA, 6s/10Cb, 0mKa3 om edvl. Bcnedcmeue nomepu 37eKmMpoaumos ¢
nomoeoti #udKkocmoio, 0COOEHHO 8 YCJI08USIX YCUTIEHH020 NomoomaeneHus (MUXopaoka, ¥apkas nozoda, npebsiéanue 6 cayHe,
(pusuueckue Hazpysku), uepe3 xHceay0OuHO-KUWEUHbll mpakm, HedOCmamouHoe nocmynjeHue coseli ¢ nuuieli u 6000l
(0ocobeHHO y Demeli nep8ozo 200a ¥CU3HU NPU 0MCymcmauu domayuu coau) moxcem pazeuseamscs Ilcesdo-Bapmmep cuHOpom
(ITBC).

CuHopom maHugecmupyem npeumyujeCmeeHHo HaA Nepeom 200y HU3HU Y NAyueHmos ¢ MYKO8UCYUOO30M U 587semcs
HCU3HEYZPOHAWUM COCMOSIHUEM, NO3IMOMY PACCMAMpPUBAemcs: C MOUKU 3PeHUsl Ms#EeN020 U ONAcCH020 0cloxcHeHUs MB,
mpebyiouiezo 8 onpedesieHHbIX CAYuasxX 3KCMpeHHozo emeuiamenscmed. IIBC moxcem Ovimb nepevim cumnmomom MB.
Knunuueckue nposieneHus: om 3adepicku usuueckozo passumus 00 0CmMpozo COCMOSHUS, NPomeKaioujezo ¢ 0mKka3om om
edbl U NUMbsS, 8A70CMbIO, CPbIZUBAHUAMU U p8OMOli, npusHakamu dezudpamayuu. Yacmo owubOuUHO NPUHUMAEMmcs 3a
0CMpYI0 KUUWeYHY0 UH(eKyuto, namosiozuro nouex, adpeHozeHumanbHolli cuHopom [2].

«ConeHblii» NPUBKYC» KONCHBIX NOKPOBOE.
Hedopmayuu zpyoHoti kiemku.

dopmuposaHuie NPU3HAKOE XPOHUUECKOLi 2unokcuu 6 eude depopmauuu KoHuesvix panamz u Hozmeii no muny
«OapabaHHbIX NANOUEK» U «UaACO8bIX CMEKOJL».

IIpusHaku XpoHU4eCcK0o20 zaﬁmopuma, nojiuno3Ho20 cuHycuma.



Myxkoeucyudo3-accoyuuposaHHsle 3a6oneeanus neuexu (cysticfibrosis-associatedliverdisease (CFLD) exniouatom 6 cefs
makoe MH02000pasue HO30702uli Kak: OUAUapHoili Yuppo3 neueHu ¢ u 6e3 CUHOpoMAd 8HYMPUNEUEHOUHOU NOPMAnbHOU
2unepmeH3uu, NnepcucMupyrujee nosvluleHUe YPOBHS NeUeHOUHbIX GepmeHmos, Gubpo3, cmeamo3s, HeEIUHOKAMEHHAS
00/1€3Hb U U307IUPOBAHHO JUULL YNbMPA38YKOBblE USMEHEHUS hapeHXuMblL neueHu [17,18].

Bcmpeuaemocms MyKo8ucyudo3-accoyuuposanHoli zenamoounuapHoti namonozuu 80 8cem mupe npumepHo 37,9%, npuuem
2,5% nemansHulx UCX0008 ommeuaemcs. UMEHHO nNo npuuuHe dexomneHcayuu 3abonesanuti neueru [19]. Ilo Eeponetickomy
Pezucmpy nayueHmos ¢ mykosucyudoszom 3a 2017 2. npoyeHm nayueHmos ¢ Yuppo3om neueHu u nopmanwbHoli 2zunepmeH3ueli
8 Benukobpumanuu cocmasnsem — 1,51% (149 nayuernmos om 8344), 6 Poccuu xce — 4,42% (136 nayuenmos om 2291) [3].
Iluppo3 neueHu ¢ nopmanvHoli eunepmen3ueli 3aguxkcuposad y 4,5% nayuenmos PD e 2017 2, 0e3 nopmanvHol
eunepmensuu -y 2,3%, yuppo3s neuexu (zunepmeH3us He uszgecmua) y 0,7% 00nbHbIX U NOpaxeHue neueHu 6e3 yupposd — y
15,9% nayuernmos.

Y 1,5% nayuenmos nopaxyeHue neueHu s6a5emcs NepevbiM KAUHUUECKUM cumnmomom MB; umeHHO nosmomy 6
duazHocmuuecKkuil aneopumm npu yuppose nedeHu HesICHOU 3Muoiozuu pekoMeHOyemcs 6KIo4Uams nomossili mecm o0ns
uckntouenust MB [17,18].

ITopaxceHue neueHu, Kak u mHozue opyzue eHomunuueckue nposeneHus MB, 3agucum He MOAbKO U He CMOJIbKO 0m
2eHemuueckozo depekma u muna mymauuu CFTR, HO om Oelicmeus 2eH08-MOO0UpUKAmMopos, HAX00AUUXCA 8He JIOKYCa
CFTR, nHanpumep, Z annens 2eHa SERPINA1 (al-antitrypsin unu ol-antiprotease) [2,3] u annenvs A VNTR 6 2ene eNOS4 [12],
u om ¢pakmopos okpyxcaroujeti cpedsl, BKAOUAS AMPOEHHDLE.

Knunuuecku npu ¢opmuposaruu yuppo3a neueHu duazHoCmupyemcs yseuueHue ¥ueoma 3a cuem 2enamocnieHomezanuu,
pacuiuperue n08epxXHOCMHbIX 8eH HA nepedHeli GPIOWHOT cmeHKe.

Peuyudusupyroujue naHkpeamumel (Kak npasusio, y NnayueHmos ¢ COXpaHHoti pyHkuyueti nodxceyoouHoti yenesst — PS).

C so3pacmom y nayueHmos ¢ MB Hepedko pa3zeusaemcss U IHOOKPUHHAS HEOOCMAIMOUYHOCMb NOO0XHeTY0OUHOII Jcese3bl
(MyKosucyudo3-3asucumsliii caxapHoili duabem (M3C/I), komopelli, KAk nNpasuno, npomexkaem 0GeCCUMNMOMHO, U MOMem
donizoe 8pems ocmasamscs He OUAZHOCMUPOBAHHbIM. IIpu smom ussecmHo, umo yxue 3a 2—-4 zo0a 0o maHugpecmayuu
duabema yxyowarnmcs noxkazamenu HympumueHozo cmamyca u OsixamenvHoli ¢yHkyuu. Kombunayus MB u duabema
0Ka3bleaem HezamugHoe 8UsIHUE Ha NPOOJOSIHUMELHOCMb HUSHU. Tak, cpedHsis NPodoaHUMENbHOCMb HU3HU NAYUEHINO08 C
MB3C/T Huxce no cpasHeHuio ¢ nayueHmamu 6e3 duabema, meduaHa swixcueaemocmu y nayueHmos ¢ M3C/[ cocmaensiem 24
200a, no cpasHeHu ¢ 32 zodamu y nayueHmos ¢ MB, Ho 6e3 duabema [20].

Y 6onvuiurcmea nayueHmoe My»<cCKo20 nojia CHuUxeHa (bepmwwnocmb.

B GonvwuHcmee cyuaes GepmuibHOCMb HeHUUH, GObHBbIX MYKOBUCUUI030M, coxpaHeHd. OOHAKO 8 onpedeseHHbIX CIIyuasax
803MOXCHO Oecnniodue, 00YC/10871€HHOE AHOBYJIIMOPHBIM MEHCMPYAIbHbIM YUKAOM U 8MOPUUHOL ameHopeell, 8b136aHHOL
ucmoujeHuem nayueHmKu.

Haubonee uacmoil npuuuHoti CHUMEHUsS. pepmubHoCmu Yy NayueHmoK ¢ HOPMALbHbIM 08YJIIMOPHBIM YUKIOM S18J1S1emcsl
U3MeHeHUsl 800HO20 U 3JIEKMPOJIUMHO20 COCMAsad UYepeuKkanpHoli c1usu, 6 ces3u ¢ Gonvuium Konuuecmeom MBTP 6
YUAUHOpUYECKOM Inumenuu weliku mamku. B pesynsmame uyepsuxanwHoelli cexpem (omoensiemoe uleliku Mamku)
CMaHos8umcs CIUUKOM 8513KUM, UMO CHUMcaem cnocoGHOCmy K oniodomeoperuio [21,22].

Hanuuue y nayueHma cumnmomos, yKa3aHHwlx 8 mabauye 3, mpebyem npoeedeHus duddepenyuaivHozo duazno3a MB.
Heob6x00umo yuumeléames, 4mo nepeuyHu CUMNMOMO8, npedcmassieHHvie 6 mabauye 3, cocmasieHvl 8 NPUMEPHOM
coomeemcmauu Kaxooll U3 paccmampuedaemsix 803pacmusix epynn nayueHmos ¢ MB. JIo60li u3 yKa3aHHslx CUMNMOMO8
Moxcem Habnodamucs y demeti maaduiezo ulu cmapuiezo 803pacma

Ta6muua 3. KnuHudyeckue nposiieHus, Tpebyonye nubdepeHInaabHOro auar{osa ¢ MB [1,2,23].

Bospact CMMNTOMbI U CUHAPOMbI

pyaHoii PeunansmpytolmMe Unmu XpoHn4yeckne pecnmpaTopHbie CUMMTOMbI, TaKMe Kak Kalleslb WM OAbllKa
Peunaunsmpytolas nam XpoHMYecKas NHeBMOHUS

OTcTaBaHne B U3NYECKOM pas3BuTUn

HeodopMneHHbIi, 06UNbHBIM, MaCNSHUCTbIA U 3N10BOHHBIN CTYN

XpoHuyeckas auapes

BbinageHvie NpsiMoi KULWIKK

3aTsKHas HeoHaTaNbHas XenTyxa

ConeHblii BKYC KOXK

Tennoeol yaap unu aermapatauus npu xapkon noroae

XpoHunyeckas runosnekTponMTemMus

[laHHble ceMeiiHOro aHaMHe3a 0 CMepTW ieTeil Ha NepBOM rofly XU3HW UMK Hannuune cMBCoB CO CXOAHBIMU KIIMHUYECKUMUN NPOSIBAEHUAMU
FunonpoTtenHemuns / otekn

MekoHueBbIit neyc

JOWKONbHbIN CTOlKWIA Kawesnb € uan 6e3 rHoMHoN MOKpPOTbI

[narHocTnyeckn HescHas peunanBmpyrowas M XpoHMYeckas oablKa
XpOHUYECKUI FHOHbIA/NONMNO3HO-THOMHBIN CUHYCUT

OTcTaBaHue B Bece u pocTe

BbinageHvie NpsiMoi KULWIKK

WHBarnHaums

XpoHuueckas anapes

CumnToM «bapabaHHbIX nanoyek»

KpucTannbl conu Ha Koxe

rMnoToHnueckas aernapataumns

MnosnekTponuTeMns N MeTabonmueckuit ankanos

FenaToMeranua wam AMarHoCTUYECKN HEACHOE HapylleHue dyHKLMKU NeveHn




LLikonbHbIA XpoHunyeckne pecnmpaTopHble CUMMTOMbI HESCHOW 3TMONOrMK
Pseudomonas aeruginosa B MOKpoTe

XpoHWNYecKuii CHycnT

HazanbHblii nonvnos

BpoHx03KTa3bl

CuMnToM «6apabaHHbIX nanoyek»

XpoHuyeckas auapes

CUHAPOM ANCTanbHON UHTECTUHANBHOW 06CTPYKUMK
MaHkpeatTnT

BbinageHne NpsiMoi KULLKK

CaxapHblit AnabeT B coyeTaHUn C pecnnpaTopHbIMU CUMATOMaMKn
lenatomeranusa

3abonesaHne NeYeHN HEeACHOW 3TUoNornn

[HoiiHoe 3aboneBaHne Nerknx HesCHoM 3TUONOrK

CuMnToM «BapabaHHbIX nanoyek»

MaHkpeaTut

CWHAPOM AMCTasIbHOM MHTECTUHANbHOM 06CTPyKUMK

CaxapHblii AnabeT B COYETaHMN C PecnMpaTopHLIMU CUMITOMaMu
MNpW3Haku LMppo3a NevyeHn u NopTanbHOW rMnepTeH3nn
OTcTaBaHue B pocTe

3asepxKKa NosoBOro pasBuTUS

NHGepTMNBLHOCTL C @300CNepMUENt y L, MYXCKOro nona
CHuxeHne GepTUNLHOCTU Y NIULL XKEHCKOro nona

MOAPOCTKM 1 B3pOCbIE

Ta6muua 4. KnuHuueckue MposiBjieHys], XapakTepHble ISl MyKOBUCIIO03a [2,23].

BbicokocneuudunuHbie gns MB MeHee cneuuduyHbie ana MB

€O CTOpPOHbI CUCTEMBI NHULIIEBAPEHNS : €O CTOPOHbI CUCTEMBI NULIIEBAPEHNS :

e OtcraBaHue dDMBM‘—IECKOI'O pasBuTusa

o MeKOHWMEBbIIi Uneyc
e DK30KPWHHas HEAOCTaTOYHOCTb NOAKENYAOYHON Xenesbl y AeTei e [unonpoTenHeMus

o [lepuumnT X1popacTBopuMbIX BUTAMUHOB

e CVHAPOM AWCTaNbHOW MHTECTUHANbHOW 06CTPYKLUUK

e PekTanbHblii Nponanc

e BununapHsbiit LMppo3

e [lopTanbHas runepreH3us

e XKB y fgetei 6€3 reMoNMTUYECKOro CUHAPOMa

o [epBUYHBIN CKIEPO3UPYIOLUIA XONaHTUT

® DK30KPUHHAs HEAOCTATOYHOCTb MOAXKENYAOUHOM XKenesbl Y B3POCIbIX

e Peuunaveupyowmii naHkpeaTuT

€O CTOpOHbI AbIXaTE/IbHbIX My TEeMH:
e XpoHuyeckas HPeKUUs, BbiI3BaHHas MykouaHoi dpopmoit Ps. aeruginosa

e BpOHX03KTasbl B BEPXHUX A0NAX 060MX Nerkmx
e [Mepcuctupytowas nHbekums, BoidaBaHHasa B. Cepacia

e XPOHWYECKUI FHOMHbIN/NOIMNO3HO-THOMHBIN CUHYCUT

CO CTOpOHBbI AbIXaTE/IbHbIX My TeMH:
o XpoHuyeckas WM peunavBupylollas WHdeKUusi, Bbi3BaHHas S. aureus, s.

aeruginosa, A. xilosoxidans, H. Influenzae
e PeHTreHonornyeckme npusHaku

6pOHX03KTa308, aTenekTasos,

TMNEPUHAAALUMN UK XpOHWYecKas WHGOWAbTPALUMS Ha PeHTreHorpamme

opraHoB rpyzHoV NoaocTu

e KpoBoxapkaHbe, cBA3aHHOe C AN @PY3HbIM NOPaxXeHNEM Nerkmx, OTNNYHbIM OT
Tybepkynesa unu sackynura

e XPOHUYECKWUW U/UN NPOAYKTUBHBIN Kallenb

e Annepruyeckuii 6pOHX0NErOYHbIN acnepruanes

e XPpOHWYECKMI FHOMHBIW/NONNMO3HO-FHOWHbIN CUHYCUT

e PeHTreHonormyeckue NPU3HAKN XPOHUYECKOro MaHCUHYCUTa

Apyroe: Apyroe:

e CMHAPOM 3NEKTPONUTHbBIX HapyLUeHWU e YTONLEHNE KOHLUEBbIX danaHr

e BpoXAeHHOe BYCTOPOHHEE OTCYTCTBME CEMSIBbIHOCSLLMX NMPOTOKOB e OcTeoneHus/ocTeonopos B Bo3pacte <40 net

e HeTunuuHbii anaber

IIpu MB Hepedko ecmpeuaemcsi 0CiNeonopo3, KOmMopowlli y 3mux nayueHmos ecezda HoCUmM 8moputHslli xapakmep.

K npuuunam ezo pazeumus y nayueHmos ¢ MB omHocsm: xpoHuueckuli MUKpOOHO — 80ChaiumenbHelli npoyecc, deguyum
sumamuna D u K; Huskoe nompebjieHue Kanvyus; HU3KAs (Guauueckas akmueHOCmb, caxapHelli duabem Ha ¢oue MB,
MPAHCNIGHMAYUsL 0P2aHO8 U UMMYHOCYNPeCCUBHAas mepanusl; 2UnoKcusi U 2unepkanHus; deuyum KOCMHOU Mdaccsl U
HapyuieHue MUKpoapXumekmoHuKku Kocmu eciedcmeue He0OCMAamouHozo0 Habopa NuKa KOCMHOU mdaccel 8 hepuod
AKMueH020 pocma u u30etmouHoL KOCMHOL nomepu y 83pOCIbIX.

B Hekomopbsix pabomax nNoKA3aHa 83auMoCes3b pasiuuHslx mymayuti u/unu ux komounayuti (F508del u dp.) ¢ pazeumuem
HU3KOLl KocmHotUi maccel [24,25], 6o1bwutcmeo dpyzux asmopos He ommeuaiom OaHHol c8s3u.

Pexomenoayuu no opmyauposke duazHo3a U3JioOMeHsl 8 KIUHUUECKUX peKoMeHAayusx no ocmeonopo3sy. CoznacumensHas
KOMUCCUSL N0 e8ponetickoMy KOHCEHCYCy pewuid ucnoib308ams mepmMuH «6oe3Hu kocmu npu MB» (8kouaiowuti HU3KyH
MUHEPATbHYI0 NJIOMHOCMb KOCMU U Nepesiombl), a He «ocmeonopos». [ns P®d, yuumsieas ocobeHHOCMU MeJUYUHCKO20
obecneueHusi, pekomMeHAyemcs: ocmasumse ouazHo3 — ocmeonopos [26,27,28].

Yacmoma ocmeonopo3sa npu MB e demckom u hodpocmkosom 8o3pacme cocmasnsiem om 20 do 50% u yseauuusaemcs nocjue
18 nem xcusnu (50 - 75%) [29].

ITo danHbIM pocculickux ucciedosamerneti 8 0emcKoM 803pacme UaCMoOma CHUMEHUS MUHEPAIbHOL NJIOMHOCMU KOCMU
(MIIK) cocmaensiem om 33 do 65,2% u ocmeonopo3a - om 7,7% 0o 15,6% [30,25].



Bo 83pocnoti nonyisyuu nayueHmos ¢ Mykosucyudo3om uacmoma HusKkux noxazameneii MIIK cocmasasna 43,6%,
ocmeonopo3sa - 8,4% [26].

Knaccudukanms acepruiiesa Jerkux MpeacTasjieHa B mpuiaoxkedmu I'l.

Annepeuueckuii OpoHxonezouHblil acnepeunie3 y nayueHmos ¢ MB npomekaem XpoHuuecku ¢ hepuoduueckumu
ob6ocmperusamu. OCHOBHbIMU KAUHUYECKUMU Npu3Hakamu ob6ocmpeHust ABJIA senstomca HeKOHmpoaupyemoe meuerue MB,
npucmynst yoywss, Kauwleas ¢ MOKpomol, codepycauwjeli KopuuHesvle UAU UepHble BKAUEHUS U CAU3Ucmole NpooKu,
OpOHX00OCMPYKMUBHBILL CUHOPOM U/UNU BO3HUKHOBEHUE 303UHOPUNbHBIX UHDUILMpPAmMos, 007U 6 epyOHOll Kiemke,
pedpakmepHoe K npumeHeHUw aHMuUbaAKmMepaibHbIX NPenapamos noeslileHue memnepamypsl meada, a makie CHUMeHUe
OJvixamenvHoll (yHkyuu. Ilpu OnumenvHom meueHuu ABJIA paszsuedaemcs 3asUcUMOCms 0m Kopmukocmepoudos 0/is
CUCMeMHO020 NPUMeHeHUS, popmupyemcs u pubpo3 nezkux, npueodaujuli K dvixamensHoli HedocmamouHocmu [8].

XpoHuueckuii acnhepeunne3 nezkux. IpodosxcumensHocme XAJI > 3 mec. Haubonee uacmole nynbMOHANbHbIE CUMNIMOMbL —
NpoOyKMueHolll  Kawenb, 00blKa U KpPOBOXAPKAHbE, NPOZPECCUBHOE CHUMCEHUEe Jlez0uHoll GyHKyuu, obdwue —
cybebpunumem, odwas cnabocms U CHUMCEHUE MACCbl MeJid, CHUNEeHUe TOJIepaHMHOCMU K HAzpy3Kkam, omcymcmaue uiu
HenosHblll omeem Ha NOJHOYEHHbI KYpC aHmubakmepuanvbHoli mepanuu wupokozo cnekmpa deticmeus. XAJI uacmo
npuHumarom 3a o6ocmperue MB, 06ycnosejieHHoe 6akmepudanvHsimM 8036ydumesnem, U HA3HAYAOM HeIPOEKMUBHYIO 8 IMUX
Cyuasx mepanurw aHmubakmepuatbHslMu npenapamamu pesepea [8,10,11].

IIpozHo3: XAJI Hepedko duazHocmupyiom hno30HO U JleueHue nposodsm Headekeamwo. be3 neuenuss XAJI npusodum K
yxyoweHuo kauecmea #u3Hu nayueHmos ¢ MB u yseauueHur jemaisHocmu. JlemansHocms npu XAJI 6 nepevie 6 mecsauyes
nocne duazHo3a cocmaensiem 15 — 30%. Haubonee uacmas HenocpedCmeeHHAs: NPUUUHA CMepmu — le20uHoe KpogomeueHue.



2. InarHoCTHUKAa

JuazHo3 MB nodmeepxdaemcs npu Hanuduu 00HO20 uiu 6ojiee xapakmepHsix (heHomunuueckux nposenexuii MB e
couemanuu ¢ dokazamenvcmeamu HapyuleHust ¢GyHkyuu MBTP, makumu Kak: 6viseseHue KIUHUYEeCKU 3HAYUMblX
mymayuti 2ena MBTP npu zeHomunuposaHuu uiu yeeauueHue yposHs X10pudos 8 cekpeime nomoswlx iese3 nayueHmad.
Zlna pewenus npobnem duazHocmuku MB 6biiu paspabomatsl Kpumepuu, coeiacHo KOmopsim o6s3amensHoim s MB
f6J1slemcs. Hanuyue XapakmepHozo KAUHUUECKO20 CUHOPOMA Nic 00KA3amenscmeo Kakozo-1ubo HapyuweHus QyHKyuu
XJIOPHO020 KAHAIA 00HUM U3 Memodos.

B Hacmosujee epems cyujecmsyem HecKOIbKO 6apuaxmos dudzHocmuueckux kpumepues MB, KomopsiMu nons3yromcs
cneyuanucmesl [1,2].

Haubonee pacnpocmpaHeHo  UChONb308aHUe — OUAzZHOCMUYECKUX — Kpumepues, ymeepycOeHHslx  Esponetickumu
cmandapmamu u HayuoOHANbHbIM KOHCEHCYycom (mabnuya 5) [115].

Ta6imuiia 5. [[MarHoCTUUeCKMe KPUTepuy, yTBepskaeHHble EBponeiickumu crangapramu 2014 roga, mepecmorp 2018
ropa [15,31] 1 HaMOHAaMBHBIM KOHCeHcycoM (2016) [2].

MonoxuTenbHbIin pe3ynbTaT NOTOBOro Tecta

n/nnmn

Ase myTauun MBTP (CFTR), Bbi3biBatowme MB (cornacHo 6ase CFTR-2 http://www.cftr2.org)

HeoHnaTtanbHas rmnepTpuncuHoreHeMmnsa

Unn

XapakTepHble K/IMHWYECKMe MposBeHNs, Takne kKak AnddysHble 6pOHX03KTasbl, BbICEB W3 MOKPOTbl 3HauymMmoi Ana MB naToreHHoi Mukpodnopbl (ocobeHr
CMHErHOWHOI NanoyKkmn), 3K30KPUHHAs NaHkpeaTnyeckas HeJ0CTaTOYHOCTb, CUHAPOM NOTEpU coneit, 06CTPYKTMBHas asoocnepmmus

Juaznocmuka MeKoHUe8020 uneyca

Anmenamanvhas — JlaHHoe 3a60ne8aHue OMHOCUMC K NO30HUM (emonamusim, NO3IMOMY 603MOMCHbIE NPOSGJIEHUS]
Mozym 6vime eusyanusuposarst 6 III mpumecmpe. Ilpu Hanuuuu y nnoda no 0anHsim Y3H npusHaxkoe zunepsxozeHHozo
KUWeuyHuKka yenecoodpasHo Hanpasums podumeneti Ha JHK duazHocmuky MyKosucyudo3a — nouck Haubosee uacmoix
mymayuti, a pebeHKa npu poxcoeHUU — KAK COCMAsNANWez0 2pynny pucka no MeKOHUe8oMY UNeycy U KULLeyHOLl
Henpoxodumocmu.

Hocne poxcdenuss - OudzHOCMUKA KUWEYHOU HenpoxoouMocmu U OCIOMCHEHUll 8 coomeemcmeuu ¢ KAUHUYEeCKoU
Npakmuxoli nayueHmos ¢ MeKOHUEBbIM UIEYCOM, 0053amensHas KOHCYIbmayust chneyuanucma no MyKosucyudosy,
npoeedeHue nomosoii npoobsl, [JHK-duazHocmuxu. IIpu He803MOMCHOCMU nposedeHus Nomoeoti npobsl — 003amenbHAs
JHK-0duaznocmuxa [15].

Huaznocmuka Ilcesdo-Bapmmep cundpoma y nauyueHmos ¢ MB

Icesdo-Bapmmep cuHdpom OuazHOCMUpyemcss HA OCHOBAHUU HAMUvus y pebeHKa YCMAHO0BAeHH020 OJuaeHo3a
«MyKosucyudo3», xapakmepHoti KAuHuueckoli kapmuHsl (cm. pasden 1.6 «KnuHuueckas KapmuHa» U GUOXUMUUECKUX
U3MeHeHUll: 2UNOHampuemul, 2unoKaiuemMuu, 2unoxaopemMul, Memabonuueckozo aikanosa [2].

Juaenocmuka acnepeausuiesa npu MyKoeucuuaose CI0MHa u Hepeako 3ana36b16aem, NOCKOJIbKYy MHo2ue
duazHocmuuecKue Kpumepuu nepecekaromcs ¢ munuuyHsIiMu npossjieHuUAIMuU OCHO8H020 3a001€8aHUsl.

Ina nocmaHosku 0uazHo3d Heo6xo00umMo KOMNIEKCHOe Cheyualu3uposaiHoe obcnedosarue (mabn 6,7).

Tabnuya 6. JuazHocmuueckue kpumepuu ABJIA coanacHo koHceHcycy @oHnda MB (2003) [32].

* yXyAUIEHNe TeYeHusl MyKOBUCUMAO3a: Kalue/lb C MOKPOTOM, COAEpXalleli CAU3UCTble NpobKu, OAblLKE, MPUCTYNbl yAylWbs, CHwkeHne XKEJ/I, O®Bj, octpoe wr.
nepcucTupyroLlee yxyalleHmne COCTOSIHUSA, He CBSA3aHHOe C APYruMu rnpuYnHamm,;

e yposeHb obujero IgE> 500 ea/mn;

® Hannume crneungpuyeckux Aspergillus IgE nnn nonoxuTesbHas KoxHas npoba ¢ aHtureHom Aspergillus;
* Hanuyme crneyngunyecknx Aspergillus IgG;
* U3MEHEHNS Ha peHTreHorpamme uaun KT, pepakTepHbie K «CTaHAapTHoOM» Tepanuu [5,33].

Tabnuya 7. [uazHocmuueckue kpumepuu XAJI co2nacHo pykogodcmey no oOuazHoCmuke u JiedeHur XpOHUUEeCcK02o
acnepeusnnesa (2016) [2].

Yxyawenne TeueHnss MB, OTCyTCTBME UM HEMOJIHBINA OTBET Ha 2-4 —HEAENbHbIN KypC aHTU6aKTepnaabHOM Tepanum WUPOKOro CreKkTpa AesicTaus

n

Hannume KT npu3HaKoB XpOHNMYECKOro acrieprunesa 1erkmx,




Hannyme crieumnguyeckoro IgG k Aspergillus B ceiBopoTke KposH, )
BbisiBAieHne MuLennsi Aspergillus B OKpalueHHbIX MasKkax u/wam B 6uorncuiiHom matepuane, win BbigeneHme Aspergillus spp. npu nocese 6uorncuiiHoro Matepuana, bA/
MOKpOTbI [34].

Huaznocmuueckue Kpumepuu nocmaHoéKu dudazHo3a yupposa y navuenmoe ¢ MB:

o IlogvluleHue anraHuHamuHompancgepassl U acnapmamamuHompaucepassl U mMapkepos xojecmasd, Kax npasuso, 6
npedenax 2-5 Hopm [35];

o XapakmepHas Y3U-kapmuHa (HEOOHOPOOHAS! IX02eHHOCMb NAPEHXUMbL, MAHCUCMOCMb, 3AKpY2eleHUe NeUeHOUH020 KPasl,

npopacmaue coeOUHUMeNbHOU MKAHU 8 80poma neueHu), eviseneHue u30bIMOUHOL CB0O00HOT HUOKOCMU 8 BPIOWHOT

nonocmu Kak npusHak acyuma [36,37,38];

ObedHeHue 6eH03H020 KPOBOMOKA U (hopmuposaHue npusHakos NopmansHoli eunepmersuu no daHHoim Y3ITI;

Tpusnaku popmuposarus Gubposa/yuppo3a no OaHHbIM HeENPAMOLL INACMOMeMpUU neueHuU ¢ OYyeHKol cmeneHu ¢gubpo3sa

no mopgonozuueckoti knaccugpuxkauyuu METAVIR (IIpunoxcerue I'2):5 cmaduii ¢ubpo3sa - om 0 0o 4, 20e FO - omcymcmaue

¢ubposa, F1 - nopmanvHeili pubpo3 (36e3duamoe pacwupeHue nopmansbHseix mpakmos)oez cenm, F2 - nopmanvHoiii

dubpo3 u eduHuuHsle cenmol, F3 - nopmansHolii pubpo3 u MHoxcecmaeHHsle cenmel 6e3 LTI, F4 —yuppo3 neuenu [39];

o Bblsie/leHUe 8apUKO3HO-paCUUPeHHbIX 86eH NUULe600a U xeayoka npu nposedeHuu duazHocmuyeckoti @II/IC.

o Tsaxecms U cmeneHs KomneHcayuu MB-accoyuuposanHozo yuppo3a neueHu 8 KJAUHUUecKol npakmuke npogooumcs no
knaccugukayuu Yaiind-Iloto (Child-Pugh)(TIpunoxcerue I'3) [40,41].

(o]

o

JluazHocmuueckuH Kpumepuu MyKo8UCUUO03-3d6UCUMO20 caxapHozo duabema (M3CJ): zunepziukemus HAmoujaxk
(Ypo8eHb 2n110K03bl NIA3Mbl Hamowjaxk >7,0 MMOJIb/11) unu «duadbemuueckuii» yposeHs 2nt0K03sl kposu 8 xooe CI'TT (npu
YpOBHe 2J110K03bl NA3Mbl Hamowak <7,0 MMOnw/2l U 210K03bl haasmel yepe3 2 uaca 6 xode OI'TT >11,1 mmons/n), unu
nocmnpanouanvHas zunepeiukemus, onpedensiemas HenpepuleHbvIM MoHUmMopuHzom 2noko3st (CGM) npu omcymcmeuu
cumnmomos [42].

Jluaznocmuka ocmeonoposa 'y nauueimoe ¢ MB gknouaem — OYeHKYy — KJAUHUYECKOU  KapmuHbl,
peHmeeHodeHcumomemputo (Ipunoxcerue I'4), 1abopamopHsie Memodsl UCC/IE008AHUS.

JluazHos ocmeonopo3a npu MB cmasumcs npu Haauduu:

o 1 u Gonee KOMNPECCUOHHDBIX NePeloMO8 mesl N0380HK08, KOMOopble He C8S3aMbl C 8bICOKOIHEp2emuUecKoli mpasmoti unu
JIOKAIbHbIM 3a00ne8aHuemM, NpugodsuuUM K U3MEHeHUI0 MuHepdanwsHoli naomuocmu kocmu (MIIK). Tlpu Hanuuuu
KOMNPECCUOHHBIX NepesoMOo8 N0360HKO8 OJisl NOCMAHO8KU JudzHO3a 0CMeonopo3a He mpebyemcs, umobsl Z-kpumeputi
Ob11 < -2 SD.

unu

o KnuHuuecku 3Hauumozo aHamHe3a nepenomos u MIIK no Z-kpumepuio <-2 SD (cmaHdapmHble omk10HeHus). KnuHuuecku
3HA4UMBbLL AHAMHE3 NepeioMo8 — 3Mo:
1. 2 u 6onee nepenomos onuHHlx Kocmeii 6 603pacme do 10 nem;
2. 3 u 6onee nepenomos ONuUHHBIX Kocmeli 8 11060M 8o3pacme 0o 19 nem [43].

2.1 JKasi006sI M1 aHaMHe3

Cm. pasden 1.6 Knunuueckas kapmuHa.

2.2 dusuKajabHOe 00cjIeJoBaHMe

Pebenky ¢ nodospenuem Ha MB ciedyem nposecmu nosnHoe usuxkanvHoe o6ciedosaque, m.K. npu 3mom 3abosesaHuu
UMEIOMCs. MYJIbMUOP2AHHBLE NPOABAEHUSL.

Cm. pasden 1.6 KnuHuueckas kKapmuHa.

2.3 JlaGopaTopHbIe AMArHOCTUYECKMEe UCC/IeTOBaHMS

Tecmeot 071 ycmaHoe1eHust duazio3a MyKosucyuoo3

e PeroMeHyeTcs MPOBeeHye CKPMHMHIA HOBOPOKIEHHBIX Ha MYKOBUCLIMIO03 (HEOHATAIbHBI CKPUHMHT, KOMIUIEKC
MCCIeMOBaHMIA IJIT IMarHOCTUKY MYKOBMCIIM03a), TaK KaK paHHee BbISIBJIEHME ¥ CBOEBpeMEHHOe Havalo Tepanumn
MO3BOJISIET TIPEAYIPEeONUTh pPa3sBUTHE TSKETbIX OCIOKHEHMIt, VAyYIIaeT IoKasaTenu (Gusnueckoro pasBUTHS,
3aMefyIsIeT TEMITbI CHVKeHVSI QYHKIMM JIETKUX, CHYSKAeT MOTPe6HOCTD B rocnuTanu3auyi [1, 44,45,12,23,2,15,46].

(VYP - B, VI - 2).

KommenTapwuii: IIposodumcs 6 Poccutickoii @edepayuu y 8cex HO80POHOEHHBIX.



IIpomoxkon ckpunuHza é PO skaouaem 3 ob6sa3amensHsix smana: UPT1, UPT2, nomosas npoba (mabauya 8). Ha nepsom
amane 8 Kpos8u HOBOPOMOEHHbIX (4-5 deHb y doHOoweHHbLX, 7-8 JeHb Yy HeOOHOWeHHbIX) onpedensemcs yposeHv HPT.
Bzsamue 00pa3yos Kposu ocyujecmensemcsi 6 coomeemcmeuu ¢ Ilpukasom N 185 om 22.03.2006 "O maccosom
00c1e008aHUU HOBOPOXOeHHbIX demeli Ha HacledcmeeHHble 3adonesanus’. IIpu npesoiuieHUU nNopozoeozo yposHs UPT
nposodumca pemecm Ha 21-28 deHdb XcusHu. IIpu nosioxcumensHoM pemecme npogooumcs nomosas npoba. IToaumusHas
nomosgast npoba pacyeHusaemcs KAk NONONUMENbHbLU pe3yibmam CKpuHuHea, U nayueHma Hanpaensiom e Llenmp
MyKosucyudosa (1ubo npogunvHoe omaoenerue). lemu ¢ MEKOHUEBbIM UIEYCOM He3A8UCUMO om yposHsa UPT Hyxcoaiomcs
8 npogedeHUU NOMOB0Ll NpoObl U3-3a B03MOXCHO20 Y HUX JIOHCHO 0mpuyamensHozo pesyismama [2,15].

OnmumaneHble CPOKU YCMAHOBKU OUdZHO3a U HAUAAAd HAONIOeHUs NAyueHmd, 6bis8JIEHH020 N0 Npozpamme
HEOHAMANbHOZ0 CKPUHUH2A - hepeble 2 mecaya wu3uu [2,15].

Ob6cnedosanue u HabmwdeHue HOBOPONOEHHBIX NO NPOZPAMME MACCO8020 CKPUHUH2A OOJIMHO NpPO8oOUmsCs ¢
c00n100eHUeM NPUHYUNO08 NPOPUAAKMUKU NePeKPecmHoz0 U 6HYMPUOOIbHUUH020 UHGUUUPOBAHUS, ONMUMANILHO
amOy1amopHo Unu 8 Yc08usix OHe8HO20 cmayuoxapa [2].

TaGmuia 8. DTambl HEOHATATBHOTO CKpuMHUHTAa B Poccuiickoit ®epmepanuu (IIpukas N2 185 or 22.03.2006 «O
MaccOBOM 00C/IeloOBaHMY HOBOPOXKIEHHBIX JleTelt Ha Hac/leiCTBEHHbIe 3a060/IeBaHNs»).

Istan Ha 4-5 peHb y fOHOWEHHOro (Ha 7-8 —ii — y HeJOHOWEHHOro) HOBOPOX/AEHHOro — onpeAeneHne MMMYHOPeaKTUBHOI
TpuncuHa (UPT) B BbICYyLLEHHOW Kanfie KpoBu

II sTan Mpu nonoxutenbHoM pesynbTaTe (cut-off>99,5 LeHTUNN) Ha 21-28-i AeHb NOBTOPHLIN TecT Ha UPT
III sTan Mpu NoNoXuTeNnbHOM pesynbTaTe — NoToBas npoba
IV stan Mpn norpaHnyHoOM pe3ynbTaTe MOTOBOW Npobbl — AONONHWUTENbHble MeToAabl obcnefoBaHus, Bkaouas [HL

AVNarHocTuKy, onpejeneHne pasHoOCTU KULWIEYHbIX NOTEHLMANOB U Apyrue.

o JI1s1 IMarHOCTUKM MYKOBMCIIMI03a PEKOMEHIYEeTCS MpOBeieHye MIOTOBOII ITPOObI (MCCIeJoOBaHMe YPOBHSI XJIOPUIOB B
1oTe, KOMIUIEKC MCCIeNOBAHUI MJI OUarHOCTUMKM MYKOBMUCHMAO03a). i1 yCTAHOBJAEHMS AMArHo3a HeoOXOOMMO
MOJMIYYUTh KaK MUHMMYM 2 TIOJIOXKUTENbHBIX pe3ynbrara. [loToBast MMpoba MOXET ObIThb ITPOBeAeHAa peGEHKY B
Bo3pacre 48 yacoB ¢ Becom He MeHee 2 kT [1,2,15,47].

(VYP - C, VI - 5).

Ipumeuarue: *B Kauecmee OONOJHUMENbHO20 Mecma hayueHmam ¢ Nooo3peHueM HA MYKOBUCYUO03, 0COOEHHO 6
COMHUMENbHBIX CTyHAsX NPU NO2PAaHU4HblX 3HAUEHUSX NOMO0B020 MeCma, Npu HedvlPaMeHHOol cumnmomamuke u/uiu npu
HENoJHbIX KJIACCUUECKUX NposiejieHusx 0one3HU Moxcem Oblmb pPeKOMEHO08AHO NposedeHUEe UCCNed08aHUsl PA3HOCMU
KuweuHslx nomenyuanos [1,2,4,31,48].

CoenacHo  cmaHoapmHslM  ONEPayUoOHHbIM Npoyedypam, 0N U3SMepPeHUsl pPAa3HOCMU KUWEUHblX NOMeHYuanos
UCNONB3YIOMC  peKmanvHble OUONMAmMol, NONYUEHHble NPU PEKMOPOMAHOCKonuu. [Insa nposedeHust UCCNe008aHUs
Heobxodumo He MeHee 4 00pasyoe 6uonmamos. PekomeHdyemvie pepepernmHbie 3HaueHus: (KOHMPOTbHblE NOKA3AMeENu
30doposulx ntodeil) npu ucnonvzosaruu memoda OPKII ¢ P®: nnomHocms moka Kopomkozo 3amuikanus (AISC) e omeem Ha
ggedeHue amuiopuda (CmMumMyaayuss Hampuesvlx KAHal08) 8 KOHMPOJbHOU epynne cocmasuna 8.98+3.42 uA/cm”.
Usmenerue AISC 6 omeem Ha 8gedeHue (POPCKOIUHA (CIMUMYAAYUS XJIOPHBIX KAHAI08) cocmasuio 25.78+4.41 yA/cmZ. B
omeem Ha 8gedeHue eucmamuma AISC usmeHsiemcss 8 NONOXCUMENbHYI0 COPOHY, YUMo ompaxycaem 8xXo0 UOHO8 KANusl 8
knemku. IIpu amom nnomuocms moka cocmasuna 101.68*10.99 uA/cm*[49].

¢ PekOMEHJOBaHO IMPOBEIEHVE MOJIEKYISIPHO-TeHETUYECKOTO WCCIeAOBAHUS I MAeHTUUKAIMM MyTaluil reHa
MBTP (CFTR) (MoneKkynsipHO-TeHeTHMYecKoe ucciaenoBanme myrtaumuiti B reHe CFTR (MyKOBUCLMIO3) B KpOBH,
KOMILJIEKC UCCIeN0BaHMIA 1711 AMAarHOCTUKY MyKOBUCIII03a) TI0 TOKa3aHUSIM

1. HOBOpPOKIEHHBIM C TOIOKUTETbHBIM UPT U MONOKUTETbHBIMU WJIM TIOTPAHUYHBIMM 3HAUEHUSIMU TIOTOBOJI TTPOOBI,
MeKOHMEBBIM UJIEyCOM

2. JTiopgsiM ¢ IOTPaHUYHBIMM 3HAUEHUSIMM TIOTOBOII P06 (cM. Pasgen «[InarHocTMKa MyKOBUCLIMIO3a»)

3. [TaMeHTaM C KIIMHUYECKUMU IPOSIBJIEHMUSIMU KIaCCUUECKOTO MM MOHOCUMITTOMHOrO MB

4.Tlpu  CFTR-accOonMMpOBaHHBIX  3a607eBaHMSIX  (TTAHKPEATUT, BPOXKIEHHOE  IBYCTOPOHHEE  OTCYTCTBUE
CeMSIBBIHOCSIIIETO IIPOTOKA/O6CTPYKTUBHAST 2300CTIEPMMSI)

5. PopcTBeHHMKAM maiueHTOB ¢ MB (/11 onipeiesieHus CTaTyca HOCUTEIbCTBA T10 JKeJTaHUIO)

6. JKeHIIMHAM TIOCIe DPOXIEHMs I1epBOr0 pebeHKa C MYyKOBUCLMIO30M, a TakKke BO BpeMsl IOCIEOYIOIIMX
6epeMeHHOCTe Mpy HaJIMuMy pebeHKa ¢ MyKOBUCIMI030M

7. Inon Ha 10-12-i Hemene pu nogo3peHny Ha MB (ripy Hamyumu cubea ¢ MB) My o6HApYsKeHUM TUTIePIXOTeHHOTO
KUIIeYHMKa Tpu Y3-006c1eq0BaHnm

8. loHopaMm rameT 1 3M6pMOHOB B ITporpamMmax IKO (9KO-UKCU), BHYTPUMATOUHON MHCEeMUHALIUN

9. CynpykeCKMM I1apaM C BBICOKMM TeHeTuyeckuM puckom MB, xenatomwum mnpoitu ODKO-III'T MB pnsa
MpeAoTBpaIleHNs pOskAeHus pebeHKa ¢ MB (Iipu OTCYTCTBUM MPOTUBOIIOKA3aHMIT M OrpaHuueHmii) [2,15,50].

(VYP - C, VI - 5).



KommeHnTapuu: KnuHuueckyrw 3HAUUMOCMb OOHAPYHCEHHBIX 2eHEMUYecKux 6apuaHmos credyem yCMAaHasauéams c
yuemom pekomeHnoayuii KoHcencyca [2], nocmosiHHo 06H08/1siemMblx 6a3 OaHHbIX: [51].

Cmpameeusn Monexynﬂpuo-zeuemuuecxoﬁ duazrHocmuku MB exrouaem HeCcKO1bKO 3Manoe.

Ha nepsom 3mane npogodumcs Nouck eapuaumos, Haubosee uacmelx 6 NONYAAYuU, K KOMOPOU npuHadnemcum
o6cnedyemblii [2)].

Ha emopom amane npogodsim pacuupeHHoili nouck 60Jiee pedkux 8apuaHmos, ucnons3ys cekseHuposarue no CaHzepy uiu
8bICOKONpOU3B800UMeNnbHOe cekseHuposaHue zeHoma (MPS/NGS).

Tpemuii aman. OOblYHBIMU CKAHUPYOWUMU Memodamu, 8 MoM Hucie CeK8eHUPOBAHUEM, MOMCHO BblA8UMb HAPYUIEHUS
nocnedosamenbHOCMuU 2eHd, He3HaYumenvHole N0 NPOMSANEHHOCMU: HYKIeOMuodHble 3ameHbl, HeOonbUlUe deneyuu/
uHcepyuu. Ilepecmpotiku, oxeamviéaioujue HeCKOJIbKO IK30HO8/UHMPOHO8, MAKUMU Memoodamu He BblA6aa0mcs.
PexomeHndyemcs ucnons3zosams cnedyrouwjue mexHonozuu: MLPA — mynsmunjieKCHyI0 Jiu2asHyio 30H008YH0 amMnaugukayuo
au60 QFMP — konuuecmeeHHyio (ayopecyeHmuyto myasmuniekctyio IL[P [15,23,52].

TpebosaHnus Kk 1aGopamopuu, nposodsujeli aHanu3sl Ha namozeHHsle sapuanmet 2eHa CFTR, usnoxcetst 8 Koncencyce [2].

CoznacHo danHbim Eeponelickozo KoHceHcyca ho MB, npogedeHue paciuupeHH020 MOJIEKYAAPHO20 UCCNed08aHUSl 2eHa
CFTR no3sonsiem 8b18UMb NAMO2eHHbIL 8apuaHm é 98%. 3mo moxem Oblmb C8A3AHO JUOO C MeM, UMO UCNOIb308AHHbIE
MemoOdbl He N0380IUNU NPOAHAIUSUPOBAMb PE2UOHbL 2eHA, 20e pacnonazarnmcs NamozeHHvle 2eHemuueckKue 8apuaHmel,
J1U60 ¢ s81eHUeM 00HOpodumenbckotli ducomuu, 6o ¢ peHokonusmu MB [15].

Tpouue na6opamopHute uccnedosanus

PekoMeH/10BaHO IPOBefieHMe BceM NanueHTam ¢ MB 0611ero (KIMHNYeCKOT0) aHaI13a KPOBM PA3BEPHYTOTO C LEbI0
OPMEHTUPOBOYHOI OLIEHKM BOCIAJIUTENIBbHOTO MPOIecca, KOHTPOJIS BIAMSHUSI Ha MOKa3aTelu KPOBU IIPOBOAMMON
Tepanuu ¥ B KOMILJIEKCHO OlleHKe HYTPUTUBHOTO cTaTtyca [2,53,54,55].

(YYP - B, VO] - 3).

KomMeHTapum: 8 cpedHem Heobxooumas 4acmoma nposedeHus UCCIed08aHUs — exeKsapmanbHo. B pamkax obwezo
(K/IUHUYECK020) aHANU3d Kposu HeoObxodumo: uccnedosaque yposHs o0uez0 2emo2100UHA 8 KPosU, UCCIed08dHUe YPOBHS
apumpoyumos 8 Kposu, uccnedosaHue YyposHs JeliKoyumos 6 Kposu, Uucciedo8daHue YpoeHs mpomboyumos 6 Kposu,
JdupepenyuposarHsili nodcuem netikoyumos (netikoyumapHas @Gopmyna), npocmomp Mdaskd Kposu 0N amanusd
aomanuii mopgonozuu IpUmpoyumos, mpomooyUmMos U Jelikoyumos, onpedeneHue UY8emogozo0 NoKa3amens,
onpedeJieHue pasmepos 3pUmpoyumos, ucciedosaHue CKOpocmu 0cedaHust 3pUmpoyumos.

Onpepenenne HaIUUMS MAHKPeaTUUECKOM HEJOCTaTOYHOCTI

PekomeHyeTCs MpOBeeHye JIab0paTOPHBIX TECTOB /IS ONIPEAEIEHUST CTEIIEHY ITaHKPeaTUYeCcKoi HeqoCTaTOYHOCTH
BCEM TAI[MeHTaM C TOHO3peHMeM Ha MYKOBMCLUMIO3 M MAlMEHTaM C MYKOBUCUMI030M (OIpeneneHne aKTMBHOCTU
MMaHKpeaTUYecKoil amacraspl-1 B Kaje), CTeNeHM KOPPEKIMM TIaHKPeaTUYeCcKoil HeIOCTaTOYHOCTH —
KOIIPOJIOTMYECKOE UCCIeNOBaHMe C OIpeesieH1eM HeliTpaabHOro JXupa B Kaie [1,2,15].

(YYP - C, VI - 5).

KoMMmeHTapum: y nayueHmos ¢ COXPAHHOU yHKyueli nodweny0ouHoll xene3sl onpedeseHue aKmMusHoCmu
namkpeamuueckoti anacmasst-1 6 Kane npoeooumcs excezooHo.

Cpeduss uacmoma uccnedosanuti y nayueHmos ¢ Mykosucyudozom npusedera 6 Ipunoxceruu 7.
Muxkpoouonozuueckas ouazHocmura

PexomeHIyeTcss BCeM IMalMeHTaM C MYKOBMCHMIOO30M (MIM C [OHO3PEHMeM Ha  MYKOBMCLIMIO3)
MUKPOOGMOTIOTMYeCKoe MCCIeA0BaHe MOKPOThI (MHAYIMPOBAHHOM MOKPOTHI MJIM TpaxeaabHOTO acmupaTa), Uiu, B
UCKITIOUMTENbHBIX ~ CUTyaIMsSX (s MiageHneB), opodapuHreaJbHOro  Maska  M/WIM  SKUIKOCTU
OGpPOHX0a/IbBEOJISIPHOTO JIaBaska IS MAeHTUGMKALIMM [TaTOTeHa/-0B U OTpe/eieHN s YUYBCTBUTETbHOCTH BbIJEIE€HHOI
mukpodopsr [1,2,415].

(YYP - C, YOI - 5).
KommenTapuu: Hccredosarue nposodumcs He pexce 1 pasa 6 3 mec., no NOKA3AHUSAM - uauje.

TToces moxkpomsl (He opoapuHzeansHozo maska!) Ha HemybGepkyne3Hsie mukobakmepuu (HTMB) ecem demam cmapuie 10
Jlem u ¢ 1100020 803pacma, y K020 ecmb NOKA3aHus (ompuyamensHas OUHAMUKA NPU 0MCYMCmMeul Ho8slX NAmMo2zeHos,
omcymcmeue 3gpexma om nposodumoti mepanuu, usmerenus Ha KT neekux, evideneHue mokpomst). Hccnedosanue
npoeooumcs excezo0Ho, N0 NOKA3AHUSLM Uauje.



OCHOBHBIM MUKPOOUONI02UHECKUM MEMOJOM OUAZHOCMUKU GPOHX01€20UHOLI UHpeKYUU A811emCs KYIbMYpPalbHblli Memod
€ NOCeBOM pecnupamopHsix 06pasuoe Ha HeceleKMuUeHbie, CEeJIEKMUBHbLE U XPOMOZEHHble NUMameJibHole cpedb.

LlenecoobpasHo nposedeHue MUKpoOUOSI02UUECKO20 UCCIED08AHUS pechupamopHsix 00pa3yos no pekomeHoauuu 8paud 6
00HOlI U3 1abopamoputi IKcnepmHozo yposHs no MB He pexce 1 pasa 6 200.

BaycHbim 26J15€mMC UCNONB308AHUE CENEKIMUBHbIX Cped 0711 8bl0eIeHUs MUKPOOP2aHU3M08, mpebyoujux 0cobbie YC108Us
KYJIbmMusuposanus uiu 0 evidesieHus ux cheyuguueckux, céssanHelx ¢ MB mopgomunos. OcobenHo 0ns B. cepacia
complex, a maxe S.aureus 6 ude peHomuna Meaxkux KonAoHuli [56,57].

JlnumensHocms UHKy6ayuu nepeutHoz0 noceéa HeoOXo0uMa CPOKOM He MeHee 7 CYMOK C exceOHeGHbIM NPOCMOMPOM U
U3yueHuem 6cex 8blpociux 8udos KonoHuil [57].

Hdenmugukayuss MUKpoopeaHusmos8 ¢ UCNOJIb308aHUEM KOMMEPUECKUX mecm-cucmem, Moxcem nompe6oeams
NPoJIOHZUPOBAHHO20 nepuoda uHkybayuu (00 48 uacos).

Bce mukpoopeanu3mol, 8vldeneHHble U3 OblXamenpHbslX nymeti om nayueHmos ¢ MB 0oicHbl 0bimb udeHMuUpUYUposaHsl
KaK MUHumym 0o poda, MUKpoop2aHu3mel, umeioujue KauHu1eckoe 3HaueHue — 0o eéuda [58j.

B cniyuae svideneHus us 06pasya MuKpoop2aHu3mos, UudeHmuGuKayuo Komopuix mexHuuecKu Hego03MOXCHO NPo8ecmu 8
Jaabopamopuu, Heo6xo0umMo coxpaHeHue Kyavmypwl 011 ee nociedywueli peudeHmupurayuu ¢ ucnoib308aHueM Macc-
cnekmpomempuu Uy MoseKyIsipHO-2zeHemu4eckux memodos [59].

C yenvio KOHMpOJaS IppekmusHocmu xumuomepanuu nayuermam ¢ MB ¢ ungpexkyueti HTMB He pexce, uem 1 pa3 8 3-6
Mecsyes nposodumcst noceg MOKpomol Ha 8visieeHue namozedHslx HTMB unu MBT 6 duazHocmuueckom mamepuane
(mokpoma) [60].

B coomeemcmeuu c¢ Ipukasom Munzdpasa Poccuu 13 okmsabps 2017 2 N2 8041 om «O6 ymeepicoeHuu HOMEHKAamypbl
MEOUYUHCKUX YCTye» eCmb HeCKONILKO YCy2: MUKpoobuonozuueckoe (KyasmypaisHoe) ucciedosanue causu ¢ MUHOAAUH U
3a0Hell cmeHKu 210MmKU Ha aspobHule U (aKy1emamueHo-aHaspodHsle MUKPOOP2AHU3MbL, MUKPOOUOIo2UUecKoe
(KynemypansHoe) ucciedosaHue MOKpomsl Ha a3pobHsle U PakynbmamueHo-aHaspooHsle MUKPOOP2AHU3MBL.

Wpentudukanmio B. Cepacia complex, Achromobacter spp., Ralstonia spp., Pandorea spp., Cupriavidus spp., Inquilinus
Spp., B OCOGEHHOCTM Yy MalMeHTOB ¢ MB B ciyyae MepBMYHOTO BbBIZENEHMS, PEKOMEHIYETCS BBIMOTHATL C
MCITOb30BaHMEM KOMMEPUECKUX TEeCT-CUCTEM [JIST GMOXMMMUUYECKOTO aHaIN3a M MOATBEPKAATh C MCIONIb30BaHUEM
MacC-CIeKTPOMETPUM MM MOJIEKYISIPHO-TEHeTUMUECKMMMY MeTOJaMM C  Iedbl0  OMarHOCTUKM  HaJaUdus
repevrciaeHHbIX MMKPOOPTaHU3MOB Y maiyeHTa ¢ MB [59].

(YYP - C, VI - 5).

KommenTapwii: 6 IIpukase Munzdpasa Poccuu om 13 oxkmsabpsa 2017 2 N° 804n «O6 ymeepxucdeHUU HOMEHKIAMYPbl
MeOUYUHCKUX YC1y2» OaHHble YCy2u He npedcmasieHb.

PeroMeHIyeTcs MUKOJIOTMUECKOe MCCIeqoBaHMe GuomMarepuana maiyeHtTaMm ¢ MB ¢ mogospeHueM Ha rpuOKOBbIE
MopakeHus1 JIerKMX: MOKpOTa, IIPOMbIBHbIe BOIbl OPOHXOB, OPOHXO0A/NbBEOJISIPHBbINA JIaBaxk, OMOIITATHI,
OIepalyiOHHbI MaTepuasn (IpsiMasi MMUKPOCKOMMSI GuomaTepuasna, MeTOJ, JIOMMUHECHEHTHO! (hayopecleHTHO)
MMKPOCKOIIMM C OKPAcKoil KaJbKOGIIOOpoM 6ejbiM, MMOCEB GuomMaTepuana Ha arapu3oBaHHy cpeny Cabypo B
MoauduKalMy DMMOHCA), IS UAeHTU(UKaMK TaToreHa/-0B U OIpedeNeHMs] YYBCTBUTETbHOCTY BbIIETEHHbIX
mukpomuietos [10,32,61,62].

(YYP - C, VI - 5).

KommeHTapum: 8 coomeemcmeuu ¢ Ipuxkazom Munzdpasa Poccuu 13 okmsabps 2017 2 N° 804+ om «O6 ymeepxcdeHuu
HOMEHKAamypsl MeOUYUHCKUX YCTye» €eCcmb HEeCKONbKO YClIye: MUKPOCKONUYEecKoe UCCed08aHue HAamueHozo U
OKpAaweHH020 npenapama MOKpOmbsl, MUKPOCKONUUECKOe UcCcnedosaHue JNasamcHoll HuUoKocmu, MUKpocKonuueckoe
uccnedosatue MOKpomsl Ha zpubsvl (Opoxciessvle U MUYEAUANbHbLE), MUKPOOUONO2UUECKOE (KYIbMYPaNbHOE) UCCIe008aHUe
MOKpOmMbL Ha 2pubsl (OpoxcHcessle U MUYEIUATbHBIE), MUKPOOUONOZUYEcKoe (KYNbmypansHoe) UCCIed08aHUe MOKPOMbl HA
MUuyenuansHole 2pubsl, Mukpobuoozuueckoe (KynomypansHoe) ucciedosavue MOKpomsl Ha Opoxcicesvle 2pubbl,
MUKpockonuueckoe uccnedosarue 6pOHX0a1b8€0JISIPHOL J1a8aAXCHOT HUOKOCMU HA 2pulbl (0poXxcicessle U MULEUAIbHDIE),
MUKpoouoozuueckoe (Ky1omypanpHoe) uccinedosarue 6poHX0aNb8e0NAPHOLL 1a8AXCHOL HuUIKOCMU HA 2pubbl (OpoxcHcessle
U MUYeIuanvHole).

- Iloces Ha zpu6b1 — N0 NOKA3AaHusim, KpamHocmas no nompe6Hocmu.

- ILlenmpudgyeuposarue BAJI u OPOHXUATBHOZO acChupama, a mMakxie npumMeHeHue MYKOAUIMUKO8 NOo8bluidem
appexmueHocms duazHoCMuKL.

- Mukpockonus u noce8 Mokpomsl NO380JH0M 8bIA68UMb KONOHU3AYUI0 JbixamenvHbix nymeli Aspergillus spp. y 20-60%
nayuenmos ¢ AbJIA.



- IIpu mukpockonuu u nocege BAJI unu mokpomot Aspergillus spp. svisaensiomy 25 — 80% nayuenmos ¢ XAJI. Heob6xodumol
Nn08MOpHble UCCIEA08AHUSL ¢ NPUMEHEHUEM CNeyUpUUecKUX MUKON02UUeCKUX Memooo8 OKPACKU U numamensHsix cpeo.
Onpedenenue euda Aspergillus uepaem pons npu HA3HAYEHUU NPOMUB0ZPUOKOBbIX npenapamos O0Jisl CUCMEeMHO20
npumMeHeHusl (AHMUMUKOMUKO8) (pedkue 8udbl Mo2ym Oblms YCMOUUUBLL K A30J1AM,).

- DppexmusHOCMb MUKPOCKONUUECKO20 UCCNe008aHUS y8eauuusdaemcs: nocie 06pabomku pechupamopHsix cyocmpamos
kanvkogyopom Oenvim. Tlocee Ha mukosozudeckue cpedst ciedyem nposodums npu memnepamype 300C u 370C,
nNpoooNHUMeNbHOCMy UHKYOayuu He MmeHee 5 cymok. KonuuecmeeHHvle nokazamenu noceéa pecnupamopHbix
6uocybcmpamos He N0380S0M OMAUUUMD KOJIOHU3AYUI JblxamenbHblx nymeii om uHpexyuu.

PekomeH[yeTcsl TpoBeeHye 1aG0paTOPHBIX JMCCIeRAOBAHMIA /ISl AMArHOCTUKY AJUIEPTMYECKOTO GPOHXOIETOYHOTO
acreprusuiesa: ypoBeHb obuiero mmmyHorno6ynmua E (IgE), cnennduueckne IgE u IgG k Aspergillus fumigates. TIpu
momo3perru Ha XAJI — peKOMEH[IOBAaHbI Te K€ WUCCAeNOBAaHMS U OIpeleseHMe TajakKTOMaHHAHA B KPOBU
(metabonuta Aspergillus fumigates) (onipefeneHue Mmetabonutos rpu6os) [1,2,10,15,32,61,62].

(YYP - C, YOI - 5).
KommeHnTapwmii:

- Bo3uHoguaur nepugepuueckoli kposu > 0,4x109 /71 00bIUHO 8bI8/1AI0M 8 0OCMPOLi cmaduu u npu o6ocmpeHuu ABJIA, 80
epems pemuccuu u 8 cmaduu Gubpo3a KoJUUeCmao 303UHOPUN08 MOXEem 6blb HOPMANbHBIM.

- [Ina ABJTA xapakmepHo 3HauumesnsHoe yseauieHue yposHs obujezo IgE 8 cvisopomke kposu, 00biuHo 6osee 500 mKe/7.
Bo epems pemuccuu 8 no30Hux cmadusix cooepicarue obujezo IgE 6 cbi80pomKe Kposu CHUXCAem s, Xoms 0Cmaemcs 8vlule
HOpMabHbix nokasamenneli. [losviweHue yposHs obujezo IgE — pantuli npusHaxk o6ocmperust ABJIA, komopulii 603HUKAeM
00 KAUHUUECKUX NPOABAeHULl 3a00Ne8aHUSL.

- Cneyudpuueckue IgE u IgG k Aspergillus sviaensiom npu debiome unu o6ocmperuu ABJIA.

- YyecmeumenvHocms onpedeneHus cneyuguueckozo Aspergillus IgG 8 cvieopomke kposu y nauueHmos ¢ XAJI
cocmasnsem okono 90%. Ilpu amom y 50% nayuenmos ¢ MB 8visensiom nosviuleHue cneyuguueckozo Aspergillus IgG 6
CbIBOPOMKE KposU 0e3 KIUHUKO-PeHM2eH0102U4ecKux npusHaxkos XAJL

- H3zonuposanHoe nosviuieHue yposHs cneyuguueckozo Aspergillus IgG 8 cvigopomke Kposu 6e3 OONOJHUMEbHBIX
kpumepues duaznocmuku XAJI He 5168/15emcst 0CHO8aHUeM Ol NPo8edeHUs] AHMUMUKOMUUECKoli mepanuu.

- Codepycanue obwezo IgE npu XAJI moxmcem Obvimbs ymepeHHO noswiieHo (100-500 Ed/n), uHoezda onpedensom
cneyuguueckuti Aspergillus IgE.

- Ilpu XAJI y nayuenmos ¢ MB s¢gekmusHo onpedeneHue memabonumos zpubos (2aiakmomaHHaHa (KOMNoHeHma
knemouHoti cmenku Aspergillus spp. mecm Platelia Aspergillus, Bio-Rad) 6 BAJL

- CneyuguuHocms u uyscmeumenbHoCmb onpedejieHus 2aiakmomavHaHa 6 BAJI npesviwuaiom 80%, umo 8vluie
pe3yibmamos uccnedosaHust Col8opomKu Kposu. OnmumansHoili duazHocmuueckuli uHdeKC onmuueckoli naomHocmu
mecma Platelia Aspergillus 6 BAJI He onpedened: npu ucnonv3oeaHuu nokazamens 0,5 — nossluaemcs
yygcmeumensHocme memoda, npu 1,0 — cneyuguuHocme.

B coomgemcmeuu c¢ Ipukazom Munzdpasa Poccuu 13 okmsabpsa 2017 ¢ N° 804H om «O6 ymeepioeHuUu HOMEHKAAMypol
MeOQUYUHCKUX YCy2» eCmb HECKOIbKO YCy2: UCCed08aHue YypogHs obujezo ummyHoznobyauxa E 6 kposu, onpedeneHue
aumumen K epubam poda acnepzunnst (Aspergillus spp.) 8 Kposu, Komnaexc uccnedogaHuli 01s 6vlsieNeHUs alNepeend,
onpedeneHue mMemadonumos zpubos).

PexomeHgoBaHo mnanyeHtam ¢ MB ¢ momospeHmeM Ha ABJIA [/ MCKIIOYEHMS/TIOATBEPXKIEHUST MMUKOT€HHOI
CEeHCUOMIM3AUYM MPOBeIeHNe KOXKHOM TMpo6bl C aHTUTeHOM Aspergillus (HAaKOKHbIe MCCIeNOBAaHUSI peakiuu Ha
aJiepreHsl) [32].

(VYP - C, VI - 5).

KommeHTapwuii: B coomsemcmeuu ¢ Ipuxkazom Mun3dpaea Poccuu 13 okmsabps 2017 2 N® 8041 om «O6 ymeepioeHuu
HOMEHKAAMYpPosl MEOUYUHCKUX YCILy2»: HAKOMCHbIE UCCIE008AHUS PeaKyUU HA AJLIEP2EHDL.

Kosxcnas npoba ¢ anmuzenom Aspergillus omauuaemcsi 8s1coKoli 0uazHOCMu4ecKoli 4y8cmeumenbHOCmelo, HO HU3KOU
cneyuguuHocmeio. TlonoxcumensHole pe3ynsmamsl KO#HOU npoObl HepedKo 8blA6JIH0M Y OONbHbIX MYKOBUCUUO030M O€3
ADJIA.

PekoMeHyeTcsl TaTOMOr0OaHATOMMUYECKOe MCCIefoBaHMe OMOIMCUITHOTO (OTMepalMoOHHOr0) MaTrepuana TKaHeik
JIETKOTO Yy TamyueHToB ¢ MB u XAJI ¢ ummnperHanueii cepe6pom 1mo I'omMopu—I'pOKOTT C LIeJbl0 OMarHOCTUKU
HOMY/ISIPHOTO aclepruiesa, a Takke MCKITIOUEHMST HOBOOOpa3oBaHMs JIeTKuX, Ty6epkynesa [10,61,62].

(YYP - C, VI - 5).



KommenTtapum: B coomeemcmauu ¢ ITpuxazom Munzdpasa Poccuu 13 okmsabps 2017 ¢ N° 8041 om «O6 ymeepxcdeHuu
HOMEHKAAMypsl MeOUUUHCKUX YCIy2»: NAmoa0z0-aHamomudeckoe uccuedosanue O6UONCULiHO20 (OnepayuoHH020)
Mamepuana MKAHell J1e2zKozo; Namonozo-aHamomuueckoe ucciedosauue OUONCULIHO20 (ONepayuoHHO20) Mamepuana
mKaHell 1€2K020 C NPUMEHEHUEM 2UCmobaKmepuocKonuueckux memodos, Mukpoouosiozuueckoe (KyasmypaisHoe)
uccnedosatue 6uonmama Ha MUyeauanbHsle 2pubsl.

- IIpu eucmonozuueckom ucciedoganuu 6uonmama npu XAJI u3 xasepHsl U 30Hbl 80CNAJEHUs] ohpedensiom 2udol
Aspergillus, npusHaku xpoHuueckozo eochaneHus. OCHOBHOe HA3HAueHUe GUONCUU 0uded NOpaxXceHus — OUAzHOCMUKA
HOOYNIAPHO20 dacnepeuinie3d, a Makxe UCKIIOUeHUe HO8000pA308aHUs JlezKux, nmybepkynesa u np. Omcymcmeue eug
Aspergillus 6 6uonmame u3 oudea nopaieHus He uckiwouaem OuazHoza XAJI npu Hanuuuu Opysux Kpumepues
duazvocmuxku [8].

PekomMeHayeTCSI MMUKPOOMONIOTMUECKOE MCCAeMOBaHME OTHENISIeMOTO0 M3  OKOJOHOCOBBIX masyx (OHII)
(MUKpo6Moornueckoe (KyJabTypaJibHOE) MCCAeAOBaHME CMBIBOB M3 OKOJOHOCOBBIX ITOJIOCTEI Ha aspobOHble U
(akypTaTMBHO-aHA3POOHBIE MUKPOOPTaHM3MbI, MMKPOOMOIOrMYECKOe (KyJIbTYpalbHOE) MUCCIeNOBaHMe ITyHKTATOB
U3 OKOJIOHOCOBBIX IIOJIOCTEll Ha HeCcIopoo6pasyoliye aHaspoOHble MUKPOOPTAHM3MBbI) ISl MAeHTUbUKaImMm
MaToOreHa/-0B U OMNpefeNeHus ero (MX) YyBCTBUTEIbHOCTM K aHTMMUKPOOGHBIM mpernapatam npu XPC Ha doHe
MYKOBMCLIIMA03a [63,64].

(YYP - C, VI - 4).

KomMMeHTapuii: K0JI0HU3ayus CuUHezHOUHOL hanoukoli 00biuHO HauuHaemcs umerHo ¢ OHII; e 6oiee paHHem 8o3pacme u
docmogepHo uauje umeem mecmo y 6onvHoix MB ¢ nonunosnsim XPC. Mamepuan 0oJiceH 6bimb NONYUeH HA CMepuibHblll
Mapnesuvili MAMNOH U3 BEPXHEUEIIOCMHBIX NA3YX MemoooM OUAzHOCMUYecKol NyHKYuu nasyxu, UHMpaonepayuoHHO
nymem 3a6opa Kccyoama u3 8epxHeuesIloCMHbIX NA3yX WU NPU 30HOUPOBAHUU Yepe3 PACUUpeHHoe COyCmbe Y NayueHmos
nocne 3H00CKONUUECK020 PUHOXUPYP2UUECKO20 JIeUeHUsL.

Buoxumuueckoe ucciedogaHue Kposeu

PekoMeHIOBaHO MpOBeJeHMe BceM MauyueHTam ¢ MB 6MOXMMMUYECKOrO aHajm3a KPOBM OOIeTepareBTUUecKOro
(obmiuit 6eoK, anbOyMUH, OIpene/leHNMe AaKTMBHOCTM aclmapTaTaMuHOTpaHcdepasbl B KpOBM, OIpereseHue
aKTMBHOCTM aJlaHMHAMMHOTpaHcdepas3bl B KPOBU, OIpelde/eHMe aKTUBHOCTM raMma-IoTaMWITpaHcdepassl B
KpOBM, OIpefe/ieHre aKTUBHOCTU LIEJIOYHOM ¢ocdaTassl B KpOBM, MCCIEAOBAHME YPOBHS XOJECTEpPUHA B KPOBMU,
uccief0BaHNe YPOBHS TPUIIMLIEPUAOB B KPOBM, MCC/IeJOBaHME YPOBHS HATpus B KPOBU, MUCC/IeLOBaHME YPOBHS
Kanusi B KpPOBM, MCCIEeIOBaHME YPOBHS XJOPUAOB B KpPOBU, OIpefe/ieHMe aKTUBHOCTM amuiaasbl B KpPOBH,
omnpemeNieHe aKTMBHOCTM JIUIIa3bl B CHIBOPOTKE KPOBM, MCCIeMOBaHME YPOBHSI OOILIEro GMaupyOGuHa B KPOBH,
MCC/IeOBaHMe YPOBHS CBOOOOHOTO M CBSI3aHHOTO OWIMpyOMHA B KPOBM, MCCAeAoOBaHMe YpOBHS C-peakKTMBHOTO
6eJika), eXeromgHo, IO IOoKasaHusIM - vaile. VcolemoBaHue MPOBOAUTCS C LIEJIbI0 KOHTPOJSI COCTOSIHUSI TIEUEHH,
byHKIMM TOAKETYIOUHO JKele3bl, 3JEeKTPOIUTHOTO 06MeHa ¥ XPOHUYECKOTO BOCTIAJIEHMS COIVIACHO TOKA3aHUSIM
(Tabm. 10, pasgen 6 «Opranu3anus oKazaHusI MeIUIIMHCKOI ITOMOILIM») [2,53].

(VYP - C, VI - 5).
KoMMeHTapuii: KOHMpPO/b 31eEKMPOAUMO8 npu nceedo-bapmmep cuHOpome npogodums no NOMpeOdHOCMU.

PekoMeH[I0BaHO MCC/IefOBaHME KUCIOTHO-OCHOBHOTO COCTOSIHMS KpOBM (MCC/IefOBaHME KMUCIOTHO-OCHOBHOTO
COCTOSIHUSI ¥ Ta30B KPOBM, MCC/IefoBaHME YPOBHS OydepHBIX BelIeCTB B KPOBM), YPOBHEN HATPUS U Kaausl Mpu
rnomo3penny Ha cuHapom IceBmo-BapTTep y manuyueHToB ¢ MB [2,65,66].

(VYP - C, VI - 5).

PexoMeHzoBaHO BceM mauyeHTaMm ¢ MB 1 LMppo30oM IeueHUM BBINIOTHEHME KOaryJorpaMMbl (OpMEeHTUPOBOUHOTO
UCCIeNOBAHMS CUCTeMbI reMocTa3a) 1 pa3 B 6-3 Mec. ¢ 1[eJIbl0 KOHTPOJISE OeTKOBOCUHTETUUECKOM GYHKUMM TTeueHn U
CBOEBPEMEHHOTO MPeIOTBPAIeHNS TeMOpPparnyeckmx oCIosKHeHwmii [15].

(VYP - C, VI - 5).

PexoMeH0BaHO Mccaef0BaHMe YPOBHS ITIOKO3bI B KpOBM BceM mauyeHTaMm ¢ MB 1 pa3 B 6 Mec. C Lie/ibl0 KOHTPOJIS
9HAO0KPUHHOM GYHKIMY ITOAKETYI0UHOI sKele3bl, CBoeBpeMeHHOI AuarHoctuky M3CII [42,67].

(YYP - C, VI - 5).

PekomMeHIOBaHO B KayeCcTBe CKPMHMHIA [jis1 CBOeBpeMeHHOI auarHocTuku M3CI mpoBeneHMe OpaibHOTO
rmoKo3otosiepaHTHOTO Tecta (OI'TT, mpoBemeHMe IVIIOKO30TOJEPAHTHOIO TEeCTa) C HArpy3Koit mmwoko3oit (1,75 T
IJIIOKO3BI/KT, He 6osiee 75 T), (TOYKM KOHTPOJISI — HATOIAK, yepe3 60 MUHYT, uepe3 120 MUHYT) BCeM AETSIM CTaplie
10 neT (110 MOKA3aHMSAM paHblile) eXXeTOLHO B IIePUOJ, KIMHUYECKOI CTabMIbHOCTY [42,68,69].

(YYP - C, VO] - 5).
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KOMMEHTH])MI‘/’I: OmKoHeHUsl, B8bls6/IeHHblE 8 xo0e eOuHUUHO20 OpaJjibHO20 2J1I0K030MmoJiepadHmMHo20 mecma, O0JIH#CHbBL
Obimb I’lO()m&@p)fCaeHbl NOBMOPHbBIM MECNOM. Bo3moxcHO 0ns duazHocmuKu UCho0J1b308Amb HenpeprSHblﬁ MOHUMOPUH2
YDOBHs 2/1I0KO03bl.

OnpedeneHue zaukeMuu HAMOWAK U uepe3 2 udca nocjie npuema nuwju 8 meuerue nepswvix 48 uacoe u/unu OI'TT uawe
npoeoodsamcs 8 cnedywux cryuasx:

. 06ocmpeHue Jie2ouHoz0 3a601e8aHusl,

. 6HYMPUBEHHASA AHMUOAKMEPUATbHAS Mepanusi,

. Hauano npuema KoOpmukocmepoudos 0711 CUCMeMH020 NPUMEHEHUS,

. JHMepanbHoe KOpMaeHUe yepe3 30HO UIU 2dCMPOCMoMmY,

. n1aHuposaHue OepeMeHHocmu u hepuod 6epemenHocmu (12-16 Hed u 24 -28 Hed) u uepe3 6-12 Hedenb nocie

bepemeHHOCMU,

. NJIAHO8Aast MpaHCcnjlaHmayust opeaHos,
. onepamusHoe semeuwiamesbCmao,

8. Hanuuue cumnmomos duabema [42,67].

Vicnonp30BaHue MIMKMPOBAHHOTO remomioouHa (HbAlc) B KauecTBe CKPMHMHT-TECTA HE PEKOMEHIYETCS B CBSI3U C
HEAO0CTAaTOYHOI MHOOPMATUBHOCTBIO AJIS MAIMEHTOB ¢ MB 10 3TMM nokasaHusim [42,68].

(VYP - C, VI - 5).

KomMeHTapuii: y nayueHmos ¢ Mykosucyudo3om HOPMAlbHbIll NPoQUIb 2AUKUPOBAHHO20 2eM02100UHA He UCKIIuaem
Hanuuue caxapHozo duabema. HccnedosaHue Moxcem OblMb HA3HAUEHO C UYebl0 KOppeKyuu UHCYAUHomepanuu y
nayuenmos ¢ MB u M3C/I. ITo noxa3anusm mozym uccyiedo8amauscsi mpexoHesHblli eiukemMuueckuti npoguis

PexkomeHayeTcs maieHTam ¢ MB u M3CJI, ipoBefieHe peryIsipHOro KOHTPOJIS YIJIeBOAHOTO o6MeHa (orpefeneHe
YPOBHSI ITIIOKO3bl B KPOBM He MeHee 3 pa3 B [I€Hb) C LIeJIbl0 CAMOCTOSITe/IbHOTO MOHUTOPUPOBAHUSI COCTOSIHUS.
Vi3MepeHye TTMKUPOBAHHOTO TeMOIVIOOMHA PEKOMEHIYETCS €XKEKBAPTATIBHO C IEJIbI0 KOPPEKIIMY MHCYIMHOTEPATTNNA
y nauyeHToB ¢ MB 1 M3C[I [42,68].

(VYP - C, VI - 5).
KomMmMmeHTapum: yenesoe 3HaueHue yposHs 2IUKUPOBAHHO20 2eM027100UuHa Ha oHe neuerus M3C/] cocmasnsem <7%.

PekoMeH0BaHO /i1 KOMIUIEKCHOM AMArHOCTMKM OCTeoIopo3a maijMeHTaMm ¢ MB ompeneneHue ypoBHSI 06Iero u
MOHM3MPOBAHHOTO KaibLiys, Gocdopa KpoBy, KpeaTMHUHA ChIBOPOTKM KPOBM M KIMPEHCa KpeaTMHMHA (pacyueT 1o
dbopmyne Kokpodra-TonTa), menouHoit pocdaTassl CBIBOPOTKU KPOBH [2].

(YYP - C, VI - 5).

KommenTapum: MsmeHeHus JaaGopamopHbiXx nokdsameseli He sA6AANMCA Kpumepusmu NOCMAHO8KU OuazHo3a
ocmeonopo3a. JlaGopamopHele Memodsl UCNONB3YIOMC N0 NOKA3aHUSIM O hpoeedeHust duggepeHyuanvHoli
duazHoCMuKU 0cmeonopo3a ¢ Opyeumu 3a060/e8aHUSMU CKenemd, OYeHKU 0e30NacHOCMU HA3HAYEeHUs Nnpenapamos,
BAUSIOWUX HA MUHEPANU3AUUI0 Kocmell (AHMuocmeonopomuyeckux npenapamos), aHanusd npoyeccos (hopmuposaHus u
pe3opOuuU KOCIMHOU MKAHU.

V Bcex manyeHTOB ¢ MB peKkoMeHIOBaHO eXerogHoe wusMepeHue ypoBHS 25-OH ButammHa [ B KpOBH,
TpeATIOYTUTENIbHEE JIETOM U 3UMOI, C 1IeIbI0 CBOEBPEMEHHOTO BbISIBJIeHUST AeduiMta BuTaMmuHa D, mombopa J03bl
BUTaMMHa D 1, COOTBeTCTBEHHO, MpOo@MIaKTUKM OcTeoriopo3a [70].

(YYP - C, VI - 5).

KommenTapwuii: HopmansHeili yposers 25(0OH)D cvigopomku kposu - 6onee 30 He/mn (75 umonwv/n) u meHee 100 He/mn
(250 Hmonw/n).

Hccnedosarue 1,25 (OH)-D He pekomeHndosaHo [70)].

PexomeHayeTcs NMpOBOAUTbL MOHMUTODPUHI YPOBHEN >KMPOPAaCcTBOPUMMBIX BUTaMMHOB (A, E, K) u Buramuua Biy B
CBIBODOTKE KpOBM BCeM IauueHram ¢ MB, 1o IOKasaHusM C Lejbl0 CBOEBPEMEHHOTO BbISIBIEHUS WUX
HeJOCTATOYHOCTY U afeKBaTHOI KoppeKuyy Tepanuu (Ta6m. 9, IIpwiokenue 7) [2,53].

(YVP - C, VA[ - 5).
KommeHTapwmii:

Tab6nuya 9. Hopmamuass! yposHeii 8UMamuHo8 8 cbleopomxe Kposu nayueHmos ¢ MB

ButamuH A (petuHon) 30-72 Hr/mn




ButamuH E >0,7 mr/an
a-Tokogepos/xonectepuH >5,4 mr/r

ButamnH K (MeHaanoHa HaTpusi 6ucynbour) lMpoTpombuHoBoe BpemMs
ButamuH B (UnaHokobanammH*) 187-883 nr/mn

* pexomeHdyemcs onpedensms y hayueHmos ¢ MB ¢ CUHOpOMOM KOPOMKOU KuwiKu, nocie 0OWUPHOU pe3exyuu
KUUeUHUKA.

Husxkue YPOBHU XMCUpOpacmeopumbslx 8UMAMUHO8 pezucmpupyromcs npakmuuecku y 8cCex nauyueHmos, HecmMomps Hd
aaekeamHyio 3amecmumesibHy0 mepanuio.

IToxasauHo, Ymo ymepeHHO noebluieHHble YPO8HU pemuHona (0o 110 me/On) 8 cvlBOpOmMKe KpPOBU NONOHCUMENBHO
koppenupyrom ¢ ODPB; (ODBy >80% y 90% u3 makux nayueHmos), He3asucumo om 603pacma, NaHKpeamuueckol
GyHKYUU U HyMpUmMuUeHo20 cmamyca, 6e3 Kakux-aubo NpusHaKos MoKCUYHOCMu.

V  HeneuenHblx nayueHmos ¢ MB zemoppazuueckuli cuHOpOM ~ MOxem MaHugecmuposame  eumamuH-K
HedocmamouHocmeio. Y HOB0POMHOEHHbIX U 2pYyOHbIX demell OHA MOxem Npos8UMsCsl He00BACHUMOU 2emMoppazuieckoli
nypnypoti, UHMeCcMUHANbHbIMU KPOBOMeUeHUIMU, ONUMEIbHOL KPO8OMOUUBoCmosio 8 Mecmax uHsekyuil. Cmapuwue demtu,
HAaxXo0aujuecss Ha UHMEHCUBHOU aHMUOAKMePUAIbHOL mepanuu uiu ¢ CONymcmeyoujum nopaxeHuem neueHu, makxie
CKJIOHHBI K HAPYUWEHUIO NPOUECcos8 Koazyaayuu, 0axe Ha (poHe npuema sumamuia K.

¢ PeKOMEHI0BAaHO BCeM IAI[MEHTaM MYJKCKOTO IOJIa B BOo3pacTe cTapiie 15 jeT ¢ MyKOBUCIMIO30M IIpOBeLeHIe
MMKPOCKOIIMYECKOTO MCCIeN0BaHMs CIIepPMbI ¥ MOJIEKYIISIPHO-TeHeTn4YecKoro (aHamu3 reHa CFTR, eciut He GbLT paHee
BBINOMHEH) UCCIeNO0BAaHMS C LIe/IbI0 OIIpeieNieHys IPOTHO3a M TaKTMUKY pellleHNsl BOoIlpoca penponykumm [71,73,74].

(YYP - C, VI - 4).

¢ PexoMeHIOBaHO BCceM MalMeHTaM MYKCKOTO II07a B BO3pacTe crapiie 15 /leT ¢ MYKOBMCLMIO30M IIPOBeIeHMe
TOPMOHA/IBLHOTO YICCTIEOBAHMSI — OIIPefielieHye YPOBHS OOIEro TeCTOCTEPOHA ¥ CTEPOMICBSI3BIBAIOLIErO INIOOYIMHA
(vccenoBaHMe YpOBHSI IMOOGY/IVMHA, CBSI3BIBAIOLIETO IIOJIOBble TOPMOHBI, B KDOBM) B CHIBOPOTKE KPOBM C II€JIbIO
JIMarHOCTUMKM TMIIOTOHaAMu3Ma [75,76,77].

(YYP - B, VI - 3).

24 I/IHCTI)YMGHTaJIbeIe ANATrHOCTUYECKHUE UCC/IeJOBaHUSA

MeToapbl BU3yaIU3aUu JIETKUX

o PekomeHIyeTCs ITIpOBEeIEeHME peHTreHorpaduu OpraHoB TIpymHoil kiaeTku (PeHTreHorpadust  JIeTKUX,
PentreHorpadms Jserkux 1udpoBasi) TMalMeHTaM C TOJO3PEeHMEM Ha MYKOBUCIMOO3 M TAlMEeHTaM C
MYKOBUCIIMIO30M C LIeJIbI0 OIIpeZiesieHNs XxapakTepa 1 o6beMa ropaskeHus JIerouHoit Tkauu [1,2,15].

(YYP - C, VI - 5).

KomMmeHTapumn: penmeeHozpadus moxem 6s68Ums makie NPU3HaKu, Kaxk depopmayus u ycunieHue 1€204H020 PUCYHKA,
nHesMo(ubpo3, nepubpPOHXUANbHAS UHQUABMPAYUS, KOHCOMUOAUus (amenexmasst), 6POHX03KMA3bl, OYNbl, 8bIABUMb
nposieneHuss  OPOHXUANBLHOU  00CMpPYKYUU: JIOKAJIbHble — yuacmKu — 830ymust  JIeeouHoli  MKAHU,  YyeenuueHue
pempocmepHaNbHO20 NpocmMpaHcmed, ynioweHue ouagpazmsl, a makxce Kugos, ymonujeHue OPOHXUANTbHBIX CMEHOK,
cnusucmele npoOku. Ilayuenmam ¢ myKosucyudosom nposodumcs no noxkasamusm, e cpeduem 1 paz 8 2 zo00a
(Ipunoxcenue 7).

JanHbili memod moxcem 6sims HedocmamouHo uHgopmamueeH it MOUHO20 ONUCAHUSL Xapakmepa usmMeHeHUull 8 Jie2Kux,
HO umeem MEHbWYI JIyuesylo HAzpy3Ky. o HAcmosujezo 8peMeHu 8 PA3HbIX UeHMpAx, Kypupyrowux nayueHmos c
MYKOBUCUUOO30M, 8 MOM uucie 3apybexcHbiX, Ons OUHAMUUECKO020 HAOM00eHUs 3a NAUUeHmoM uduje Ucnoab3yemcs
penmeeHozpagus, 8 pade yeHmMpos - KOMnviomepHas momozpagus [15].

e PexomeHOyeTcsl TMpOBeNeHNEe KOMIbIOTepHOH Tomorpabuu (KT) OpraHoB TpygHO!M TIIOMOCTM (CIMpasibHAsI
KOMITbIOTepHAsT TOMOrpadus JIerkux, KOMIIbIOTepHasi ToMorpadusi opraHoB TPyAHON ITOJOCTU C BHYTPUBEHHBIM
GOJTIOCHBIM KOHTPAaCTUPOBAHNEM) MMALIMEHTaM C TIOF03PEHMEM Ha MYKOBUCIM/IO3 U MAIMEHTAM C MyKOBUCI[UA030M C
LIeJIbI0 OTIpeie/ieHMsI XapaKkTepa 1 o6beMa MopakeHusI JIeroyHoii Tkaum [1,2,15].

(YYP - C, VI - 5).

KommeHTapuii: B Hacmosiujee 8pemMsi KOMnolomepHas momozpagus s611emcsi 0CHOBHbIM Memooom OuazHOCmuKu
usmeHeHull 8 1ezkux npu MB (pekomeHdyemcs ¢ 5 1iem, paHee - N0 NOKA3AHUIM).

KomnosromepHas momozpagus opeanos epyoHoti nonocmu (KT) - akcnepmuas memoduka ons demanuzayuu usmeHeHudl.
TIposodumcs HU3K0003Han KomneromepHas momoezpapus (HIKT) — cHuxeHue cunst moka do 1 MA/xke maccet 0ns demeii u
MOJ100bLX 83P0CTIbIX 8eCOM <50 Ke 8 couemaruu ¢ HanpsxceHuem Ha mpyoke 100 KB. BoinonHsemcs Ha 2nyOuHe 80oxa, npu



Hes03MOoMcHOCMU 3adepxcku OvixaHus, demsam do 3-x em — 8 ycaosusx cedayuu. 1 pas 6 2 zoda, npu o6ocmpeHuu —
eHeouepedHoe ucciedosanue. DynxkyuoHansHoe KT-uccnedosanue opeanos zpyoHoli nosocmu «Ha 8sidoxe» 0711 OUEHKU
OPOHXUANBLHOLE 06CMPYKYUU NPU HEBO3MOXHOCMU 8binoSIHeHUs KU DB/,

- KT-aHeuoepagus opeanos epyoHoli nonocmu (KT + eHympuseHHOe 00NHOCHOe KOHmpacmuposaue) /
nepgy3suoHHas cyunmuepagus rezkux npu nodospeuu Ha TIJIA, neped mpaHcnianmayueti 1ezkux

- KomnvlomepHas momozpagus 16aaemcs, 6 mom uucje, 0CHO8HbLM MemMoodoM OudzHOCIMUKU acnepeuinesa npu MB.
KomnstomepHnas momozpagus ezkux opeanos 2pyoHoli KaemKku Moxcem 8bl18Ums makue Npu3Haku, Kaxk degopmayus u
ycuneHue J1e204H020 PUCYHKA, NHeeMOpuOpo3, nepubpOHXUAIbHYIO UHQUIbMpAyuUo, amenekmassl, OPOHXO0IKMA3bL,
Oy/IbL.

- IIpu ABJIA Ha KT nezkux 8uia6as0m «iemyuue» UHPUABIMPAMb! 8 JieeKux, 6POHX0IKMA3bl, pacuiuperue GPOHX08
U3-3a CKONUBUIETICS CU3U («CUMNMOM NepUamiu»), Mak HA3vledemble CUMNMOMbL «KOTbYA» U «MPAMEAliHbIX nymeti»,
npedcmasnswwue co6oli  ymonujeHue CMeHOK nepugepuueckux OpoHX08 8 pe3yavmame NepubpoHXUANBHOL
uH@ursmpayuu u Gubposa, 603moxcHsl amenekmassl. OCHOBHBIMU PEHM2EHON02UYECKUMU NPUSHAKAMU PAHHUX CMaduti
ABJIA senstomcsa 08ycmopoHHue UuH@GuIbmpamsl, ucuesaioujie nocjie NPpUMeHeHUs. KOPMUKOCmepouoos o1t CUCMEMHO20
NpuMeHeHUs; NPU3HAKU XPOHUUECK020 NepUOPOHXUAIbHO20 B80CNAJEHUS U MYKOUOHbIX npoOok. ITo3dHee 8bvisaensom
08yCMopoHHUe, NPOKCUMAJbHBlE, Udlje 8epxHedosiegble GPOHX03KMA3wl; Gubpo3 u ymonweHue niaeepsl. KT — 6onee
YY8CMeUMebHbLl MeMoo 8bis6/1€HUS YKA3AHHbIX NPU3HAKOB, YeM PEHM2eH02PaApUs.

- ¥V nayuenmos ¢ XAJI Ha KT 006biuHO 8bIA871910M KOMNIEKC OPOHX0IKMA308, OKPYMHEHHMbIl 30HOI 80cnaneHus,
uHozoa codepxcaujux achepeusiomsl. KT npusHaxk acnepeusiiomol: 00UHOUHAS NOJOCMb C COOEPHCUMBIM, CMEWAOUUMC
npu nepemeHe NoOJIO#EHUs mesd (CUMNMOM «n0ZpeMYWKU»), C XapakmepHoli npocaotikoli 8030yxa (CUMNMoM «cepna)
[10,32,61,62].

PekoMeHI0BaHO MPOBeJeHe MAaTHUTHO-PE30HAHCHON ToMorpadguu OpraHoB TPYAHON KIeTKu nmauyeHTam ¢ MB B
KayuecTBe YTOUHSIOLIEro MeToAa IJ1s1 CHYOKeHUST TyuyeBOl Harpy3Ku IpM MHOTOKPATHOM KOHTPOJe BOCIIATUTEIbHOTO
nporiecca. 1o 7 JieT — B YCJIOBUSIX Cefalnu, ocje — Ha CBOOOZHOM AbixaHuu [78,79].

(YYP - C, VI - 5).
METO,I[I)I BU3yaJIn3anuy OKOJIOHOCOBBIX ITIA3yX

» PekoMeHOyeTCsT TpoBefieHe KOMITbloTepHOi Tomorpaduyu OHII (KOHyCHO-/TyueBast VI MYJIbTUCIIMPAIbHAST) WK
MPT OHII npu nepBUMYHONM OLIEHKE MaTOJIOrMYeCcKOro Ipolecca B OKOJOHOCOBBIX Ma3yxaxX M IPU IMOATOTOBKE K
Ka)XIOMy PMHOXMPYPru4eckomy BMearenbcTy [80,81].

(YYP - C, VI - 4).

KommenTtapwuii: KT OHIT npou3eodumcs 8 akCuaubHoli n0cKocmu ¢ peKoHCmpykyueti u3o0paxeHus 8 KOpoHApHotUi u
cazummansHoli npoekyusx. lemam He pekomeHdyemcs evinonHeHue KT OHII 6e3 KauHuueckKux nNokasavuil (C yenvio
JuHamuueckozo HabMooeHus), m.K. Mo 8 3HAUUMENbHOL Mepe yseauuusaem cymMMapHyio yuesyio Hazpy3ky (8 ces3u ¢
Heobxodumocmoto hepuoduueckozo evinonHerHuss KT opzaroe epyoHoii knemxu). Bapocnsim KT OHIT nposodumcs 1 pa3 6 1-
2 200a unu yauje no NOKA3AHUAM. B 3HauumenwvHoli mepe namozHomoHuuHsimu dns XPC npu MB KT-npusHaxkamu
aeasa0mca:  0eMuHepanusayus U Meduanu3ayus KproukosudHo20 OMpoCmKA 6 CouemaHuu ¢ 3anoJHeHueMm
8epXHEUENIIOCMHOU NA3YXU NJIOMHBIM COOEPHUMDBIM; 2UNONIasus (8n10mo 00 azeHe3uu) JIOOHbIX U KAUHOBUOHBIX NA3YX;
Meduanusayus («MeduanpHoe 8bl0yXaHue») 1amepansHoli CmeHKU noaocmu Hoca; 6oee 6bICMpbili pocm 3a0HUX KAemoK
peulemuamozo 1a6uUpuUHmMa no CpasHeHuro ¢ nepedHuUMuU. JJoIHHbl 0UeHUBamsCsl: Haauuue noaunos Hoca (cmenems I1H I-
III, coznacHo knaccuguxayuu Johansen LV, 1993), nocneonepayuotHsie usmereHus. Penmeenozpagus OHII He si8nsemcs
uHpopmamueHsim memoodom OuazHocmuku XPC npu MB. MPT O0KOJOHOCO8bIX NA3YX MAKye He Moxem Obimb
anemepHamueoti KT, m.K. He n0360Jisiem oyeHums cOCMosiHue KOCMHbuIX CMpyKmyp.

B coomeemcmeuu c Ilpukazom Mun3dpasa Poccuu 13 okmsabps 2017 2. N2 8041 om «O6 ymeepxc0eHUU HOMEHKAAMYpbl
MEOUYUHCKUX YCTIy2»: KOMNbIOMePHAs momozpapus npudamouHslx nasyx Hoca, 20pmadu, CNUpaibHAask KOMNbmMepHas
momozpagus npudamouHsIx Nazyx HoCd, MAZHUMHO-PE30HAHCHASL MOMOZPAadust 0KONOHOCOBbIX NA3YX.

Ab6poMuHaNIbHasA peHTreHorpapus

PekoMeHIOBAaHO TpOBeneHNe abooMMHAIbHON peHTreHorpaduu (O630pHasi peHTreHorpadusi OpraHoB GPIOIIHOV
TOJIOCTM) TPU MEKOHMAJIbHOM WMjeyce ¥ CUMHAPOME IMUCTANIbHON MHTECTUMHANbHOI o6cTpykimu (COVO) ¢ 1enbio
IMarHOCTUKY HeIIPOXOAMMOCTHM KulleyHuKa [82,83].

(YYP -C, VI, -5).
MeToabl AMArHOCTUKM OCTEOIIOPO3a

Onpedenerue ucxooHoti MIIK npu nposedeHuu penmeeHodeHcumomempuu HasHauaemcs demsm cmapute 8 nem. Panvuie -
npu HAAUMUU MAkux Gpakmopos pucka Kax:



Ul N

N =

N =

. Huskuii UMT (<90% om udeanvHozo VIMT),

. AKMUBHOCMb Ne204H020 3abonesarus (OPB <50% domxicHoli),

. OnumenvHas (3 mec u 6onee) mepanus NepopalbHeIMU KOpMuKocmepoudamu O CUCMEMHO20 NPUMEHEHUS,
. 3adepiKa nou08020 CO3PeBaHusl, 2UN020HAOU3M;

. HAZIUYMUU HU3KOIHEp2emu4eckux nepeiomos 8 aHamHese.

TloemopHble ucciedo8aHus pekomMeHA08aHo Nposodums demsam u 83pocisim do 50 nem:

. npubnu3umensHo uepes 5 iem, ecnu Z-kpumeputi gviiie -1 SD u nayueHm KAuHu4ecku cmaousieH,

. Kaxcwle 2 200a, ecnu Z-kpumeputi mexdy -1 u -2 SD,

. Kaxcwlii 200, ecnu Z-kpumepuii -2 SD u Huxe uau ecmvs HU3KO03Hepzemuueckue nepeiomsl 8 AHAMHe3e UIU UMemcs
3HauuMsle Gakmopsl pucka ocmeonopo3sa.

YV xeHWuH 8 nocmmeHonayze u MywuuH 50 nem u cmapuie pekomeHOyemcs npoeedeHue ocmeodeHcumomempuu
NpuOAUUMENBHO:

. Kaxcvie 5 nem, ecnu T-kpumeputi 8viute -1 SD,
. Kaxcvle 2 200a, ecnu T-kpumeputi mexcdy -1 u -2,5 SD,
. excez200Ho, eciu T-kpumeputi < -2,5 SD unu umeomcs 3Hauumsie akmopsl pucka 0cmeonopo3d.

Ocmeodercumomempus 00/ixcHa Obtmb nposedeHa 00 HA3HAueHUs AHMUOCMeonopomu4eckoii mepanuu [2].

Insa ouenku guHamuky MIIK Ha G oHe JieueHNsT 0CTEOIIOpP03a PEKOMEHI0BAHO ITPOBOUTh PEHTTEHOAEHCUTOMETPUIO
(DXA) 1 pa3 B 6-12 mMec y pmereit crapme 8 Jyser M 1 pas3 B 12 mec y B3pociabix [29,84,85].
(http://refhub.elsevier.com/S1569-1993(14)00085-X/rf0175)

(YYP - C, YOI - 5). (http://refhub.elsevier.com/S1569-1993(14)00085-X/rf0175)

Kommem‘apm‘/i: peHmzeHoaechmOMempwo JeiamesibHo npoeoaumb HA 00HOM U MOM e annapame (aechmomempe
KOCMHOM PEeHM2eH08CKOM) O00HUM U meM e cneyuaaucmonm.

Penmeenozpagus xocmeii ckenema nayuenmam ¢ MB 0ns duazHocmuxu ocmeonopo3sa He npogooumcs, NpumeHsiemcst npu
nepenomax [29].

VY gnereil M MNOAPOCTKOB ¢ MB pekoMeHAyeTcsl NPOBOAUTb PEHTTeHOAEHCUTOMETPUIO IIOSICHUYHOIO OThena
MO3BOHOYHMKA B TepenHe-3agHeil npoekuuu (ot 0 JieT) M Mo mporpaMMme «BCe Telo» (C 3 jieT MO ITOKa3saHUsIM),
VICKJIIOYasi TOIOBY U3 PacyeTOB KOCTHOV MMHEPAIbHOM IJIOTHOCTU C LieJIbI0 CBOEBPEMEHHOI'O BBISIBIEHMSI CHVKEHMST
MIIK u KOppeKuyu BbISIBIEHHBIX M3MeHeHul [43]

(YYP - C, VI - 5).

KommenTapum: Vccnedosarnue MITIK npokcumansHozo omadena 6edpa y demeii u hodpocmkoe He nposooumcs 8 ces3u
8apuabenbHOCMbI0 passumus cKkeiema.

Y demeii ¢ 3adepxkoii nuHeiiHozo pocma u pazeumus pe3dyavmamst MIIK Oon#Hbl aHANU3UPOBAMBCS C YUuemom
abconmHo20 pocma unu pocmogozo 803pacma, Wil CpasHUBAmMsCsl ¢ coomeemcmayowumu neduampuieckumu 6azamu
OaMHblx, 8KIIOUAOWUX Cneyuduueckue 01 803pacma, noaa u 8o3pacma Z-kpumepuu [43,86].

YV  B3poCibIX mnauyeHTOB ¢ MB pekomMeHAyeTCSI IIPOBOOMTHL OCTEOLEHCUTOMETpMUUYECKOe  UCCIefoBaHMe
(PEHTreHOJIEHCUTOMETPUIO) TOSICHUUHOTO OTAeNa MO3BOHOYHMKA B MepenHe-3agHel mpoekuuu u ¢ 20 et -
MIPOKCUMMAIBHOTO OTHena GelpeHHOI KoCTM (aHanmsmpyetcs: obnactb weiiku Gempa (Neck) M obmmit mokasarenb
6empa (TotalHip), nmns 3akinioueHuss BbIOGMpAeTCsl HauMMeHbliee 3HaueHWe Z- wiu T-KpuUTepus)) C IEeIbio
CBOEBPEMEHHO1 JMarHOCTUKY HapylLleH)s] KOCTHOV MyHepanu3auuu [29,86].

(VYP - C, VO] - 5).
Omnpenenenne GyHKIMY BHEIIHETO AbIXaHUSA

PekOMeHIOBAaHO TIpM MOAO3peHuM Ha MB u y manmeHToB ¢ MB McotenoBaTh (QYHKIMIO BHEIIHETO IbIXaHMS:
CIIMpOMETpUSI — B CpemgHeM Kaxiable 3 Mecsiia (MCCaemoBaHMe HEeCIIPOBOLIMPOBAHHBIX IbIXaTeJIbHBIX 00bEMOB U
IIOTOKOB, IpPU HEOOXOAMMOCTM — [AOMOJTHUTEIbHO MCCIeNOBaHMe [bIXaTeIbHbIX OOBEMOB C IIpMMEHEHHEM
JIEKapCTBEHHBIX IIpenapaToB), OoauruieTusmorpaduss — MO IIOKa3aHMUSIM, B CPeIHEM - €XKErojHO C LeJbio
orpefeieHnsT ¥ AMHAMUYECKOTO KOHTPOJISI JIETOUHOV (YHKLMM, OIpeneneHus o0paTuMOCTY OOCTPYKIMK TIpU ee
HaMuuy (IIpyY OTCYTCTBUYM BO3PACTHBIX WJIM MHBIX TPOTMUBOIIOKa3aumii) [1,2,15].

(VYP - C, VI - 5).

KommeHTapuii: ucciedosanue QyHKUUU 6HEWHE20 ObIXAHUs (CNUpOMempusl) 803MOXCHO y Oemeli ¢ 5-6 siem, 8 mom
cyuae, eciu nayueHm Moxcem 8bINOJIHUMb MaHesdp GopcuposanHozo 8s100Xd, dUazHOCMuUUeCcKas YeHHOCMb UCCed08aHus
y demeti maadwe 5 nem Huxce. Chnupomempusi N0380sem KOCBEHHO OUEHUMb Jiez0uHble 06B5eMbl, 600uniemusmozpaguio


http://refhub.elsevier.com/S1569-1993(14)00085-X/rf0175
http://refhub.elsevier.com/S1569-1993(14)00085-X/rf0175

npoeodam ona 6osee MOUHOLl OYEeHKU JIe20UHbIX 005eM08 N0 NOKA3AHUSM.

Haubonee uacmo y nayueHmos ¢ MB 8bl28J1510mcsl 00CMPYKMUBHble U PECMPUKIMUBHbIE HAPYUIEHUS 8eHMUAYUU (8
3asucumocmu om 06sema u xapakmepa NopaxceHus OGPOHXUAILHO20 Depesa).

Tpu uccnedosaruu @B Ha paHHux cmadusix ABJIA 00bIuUHO 8biS6/110M NPUSHAKU 6GPOHXUANBHOL 00CMpYKUUU, N0 Mepe
npoepeccuposaHust 3a60ne8aHust — couemarue 00CMpPYKMUBHbIX U PECMPUKMUBHBIX HAPYUIEHUT.

B coomeemcmsuu ¢ Ipuxkazom Mur3dpasa Poccuu 13 okmsabpsa 2017 2 N 804H om «O6 ymeepxcdeHUU HOMEHKIAMYpbl
MEeOUYUHCKUX  YCITye»: UCCIed08aHue HecnposoyuposaHHslx OvixamevHolx 005eM08 U NOMOK08, UCCAed08aHue
JdvixamesibHbX 005eM08 C NPUMeHeHUEeM JIeKapCmeeHHbIX npenapamos, 6oduniemusmozpagusi.

PekOMEHJI0OBAaHO MpOBeAeHME ITYIbCOKCUMETPUM W/WUIY MCCIeAOBAaHME Ta30BOrO COCTaBa KPOBU (MCCIeNOBaHME
YPOBHS KMCIOPOAA KPOBMU, MCC/IeOBaHMEe YPOBHS YITIEKMCIOTO Ta3a B KPOBU) BCEM MAallyeHTaM C IOI03PEeHNeM Ha
MB ¥ BceM mamyeHTaM ¢ MB mpu KaXmoil ToCIMTaaM3alMu, IO TMOKa3aHUSIM (06OCTpeHMe XPOHUUYECKOTO
OGPOHXOJIETOYHOTO TMPOIecca, HAMIMUMe IbIXaTeTbHON HESOCTAaTOYHOCTM, TPeOYIoleil OKCUTeHOTepamnuu) — vaile
[2,87,88].

(VYP - C, VO] - 5).
yJIpraSByKOBbIe MeToabl UccjiegoBaHUS

PekOMEHJIOBAaHO ITPOBEJEHME YAbTPAa3BYKOBOTO MCCIAEMOBAHMS OPraHOB OpPIOIIHOWM TMOJOCTM WU  TIeUEHMU
(Y7IBTpa3sByKOBOE MCCIENOBAaHME OpPraHOB OPIONIHOM TONMOCTY (KOMIUIEKCHOE), YIbTPa3BYKOBOE MCC/IeNoBaHMe
TeYeHM, YIAbTPA3BYKOBOE MCCIEOBAHME TenaToOMIMApHON 30HBI) BCeM TalyieHTaM C II0f03peHUEM Ha
MYKOBMCIIMIO3 U TMAl[ME€HTaM C MYKOBMCI[MA030M, 0CO60e BHMMAaHME YIEISTh CTPYKTYPE MOIKETYIOYHO SKee3bl,
OTIpeNeNaTh TUIT KPOBOTOKA B TIeueHu (IonIuieporpadust COCy0B IMOPTAIbHON CUCTEMBI, AYTUIEKCHOe CKaHMPOBaHMe
COCYZIOB TIEUEHM) C IIeJIbI0 BBISIBJIEHUSI M3MEHEHWUIA, XapaKTePHBIX IJis JAHHOTO 3a00/MeBaHUS U MX JUHAMUKA
[1,2,15].

(YYP - C, VI - 5).

KommeHTapuit: Haniuuue JUHENHO20 KpoBOMOKA 8 neueHu ceudemenscmeyem o GopmuposaHuu ¢uobposa.
Ilenecoobpasno conocmasums ¢ daHHbIMU QubpoInacmomempuul.

PexoMeH0BaHO MpoBeaeHMe GU6PO3TaCTOMETPUY TTIeUeH ) (37IACTOMETPUS TIedeH ) BCceM MaiueHTam ¢ MB c 1enbio
OILIeHKM CTeleHU BbhIpaskeHHOCTM Gumbpo3a 1o mkane METAVIR (Tpunoskenue I'l) [2, 15, 89].

(VYP - A, VI -1).

PekoMeH0OBAaHO BCeM TMALMEHTaM MYKCKOTO I0jia B BO3pacTe cTapiie 15 jeT ¢ MyKOBUCIMIO30M BBITIOJNIHEHME
YPOJIOTMYECKOT0/aHIPOJIOTMUECKOT0 00CIeoBaHMsI C IMpOBefeHNeM YIbTPa3ByKOBOIO MCC/IENOBaHUSI TIOJOBBIX
opraHoB (Y3U opraHoB MomoHKM U TPY3U (TpaHCpeKTaJbHOE Y/IbTPa3sBYKOBOE MCC/IeAOBaHME OPraHOB MAayOTO
Ta3a)) [Is BHISABJIEHMS] CTPYKTYPHBIX ¥ MOPQOIOTUUECKUX M3MeHenwnit [71,77,78,90].

(VYP - C, VI - 4).

PeroMeHJJ0BaHO peryJisipHOe Iepuoauveckoe sxokapamuorpaduyeckoe ucciienopanue (axokapauorpadus, 3xo-KrI) c
IOTIIVIEPOBCKUM aHAIN30M (M3MepeHue rpaJueHTa JaBjaeHMs Ha JIETOYHON apTepuu) y naimueHToB ¢ MB, Tak Kak
TP 3TO¥ MATONOTHM, OCOGEHHO MPY PACIPOCTPAHEHHOM MTOPAasKeHUM, BO3MOKHO Pa3BUTHE JIETOYHOI TUTIEPTEH3UN
1 bopMUpOBaHMe JIErOYHOro cepaua [2].

(YYP - C, YOI - 5).
KommeHTapuii: cpedHss uacmoma nposederust 3xo-KI' — 1 p/200 (npedcmasnena e IpunoxceHuu 7).
DHAOCKOMMYECKH e MeTOAbI UCC/IeTOBaHMS

PexOMeH[J0OBaHO TPOBefeHNe TPaxeoOPOHXOCKOIMM IMallMeHTaM C MYKOBMUCIVIO30M B CIy4asX HeO0O6XOAMMOCTH
MPOBeIEeHNS JOTIOMHUTETBHOIO MUKPOOMOIOTMYECKOTO MUCCIENOBAHUS SKUAKOCTY GPOHX0ATbBEOISIPHOTO JIaBaXa, C
CaHALMOHHOI LIeJTbI0 MPY TMOMBITKE PACIIPaBUTh aTelekTas oM JIerKOTo B ciayyae HeddheKTUBHOCTU MPOBefeHNs
KOHCepBaTUBHOM Tepanuu [1,2,10,61,62].

YYP - C,¥O[I - 5).
KommeHTapwmii:

- TpaxeoOpoHXOCKONUS C CAHAUUOHHOL Uenblo paccmampugeaemcs 8 KIUHUYECKUX CIyuasx, Kkoz0a cmaxdapmuas
KoHcepeamueHas mepanus amenekmasa (uHeansayuu JlopHasoli anva** xopmukocmepoudamu Ons CUCMEMHO20
npumenenus (IIpedHusonon**)) He agppexmusHa, u mpebyemcs noomeeprcdeHue udeHmupurayuu MukpoObHoz0 netizaxa
nayuexma c onpedeneHuem yy8cmeumensHOCMu K aHMUMUKpoOHbIM npenapamam.



- Boicokuli puck passumus mpaxeo6poHxuma npu acnepeusiiese mpebyem npogedeHus PAHHUX OPOHXOCKONUU ¢
nocnedyrouwum nabopamopusim uccredosavuem BAJL Kpumepuem OuazHoCmMuku acnepeusiie3Hoz0 mpaxeoopoHxuma
feJisslemcs. @blsie/ieHUe npu OPOHXOCKONUU cneyuguueckux usmeHeHull (3pumemd, U3ss136J1€HU, NCBOOMEMOPAHO3HbIE
U3MEHEHUSL).

B coomgemcmeuu c¢ Ipukaszom Munzdpasea Poccuu 13 okmsbps 2017 2 N2 8041 om «O06 ymeepioeHuu HOMEHKAAmMypbl
MeOUYUHCKUX YCTy2»: mpaxeo6poHX0CKONUS, 8U0e0mpaxeo6POHXOCKONUSL.

» PekoMeHlyeTcsl NpoBeleHNe 3HIOCKONMM IONOCTY HOCAa (9HAOCKOIMYEeCKas SHIOOHA3a/IbHAs PeBU3MS IIOTIOCTU
HOCa, HOCOTJIOTKM) MaiueHTaM ¢ MB 1o moka3aHusIM: Ipyu HeO6XOOMMOCTY OIL€HKM BbIPASKEHHOCTU XPOHUYECKOTO
PUHOCUHYCUTA, CTelleH) Ha3aJbHOIO MOJINII03a, YTOUHEHMS [T0Ka3aHMii K PUHOXUPYPIrMYECKOMY JIeYeHUI0, OLleHKU
pe3yJbTaTOB SHJOHA3aIbHbBIX SHAOCKOMMYECKUX XUPYPTUUECKMX BMeNIaTeabCTB [92,93,94].

(VYP - C, VI - 4).

KommeHTapuit: 35HOOCKONUSL NOJOCMU HOCA  BbINOJIHAEMCS  OMOPUHONAPUH20N020M. Yacmoma ucciedosaHus
onpedensiemcst UHOUBUOYANbHO 8 3asucumocmu om meuerus XPC.

®u1b6po330(daroracTpoayoseHOCKONMIo  (930aroracTpofyoeHOCKONIMI0)  PeKOMeHIyeTcsl  MPOBOOUTh  BCEM
nauyeHTam ¢ MB ¢ 1uppo3om nevyeHu [t KOHTPOIS BapUKO3HO paclIMpeHHbIX BeH nuilesoga (BPBII) 1 pa3 B 6-12
Mec, Tpu momo3peHur Ha ['DPB, 5p0o3MBHO-SI3BEHHbIE IMOpaskeHMsl, BOCIHAJUTEbHbIE 3a60/IeBaHMS CIU3UCTON
MUIIeBOJA U Xeryaka [2].

(YYP - C, VI - 5).

PekTOpoMaHOCKOMUSI C OuMOTICHEl pPEeKOMEHIYeTCS IO ITOKas3aHMsIM TalMeHTaM C Iomo3peHuMeM Ha MB mis
MIPOBeIeHMSI M3MePEeHMsI PA3HOCTY KUIIEYHBIX TOTEHIMAIOB [2,95,96].

(VYP - C, VI - 5).
I/IHCprMEHTaJIbHaH ANArHoCTMKa MEKOHMEBOro mieyca

PekOMEeHJIOBaHO TpOBeNeHNe 0630pHOM peHTreHorpaduy rpymaHO M GPIONIHOM IMOJMOCTM B TPSIMOI MPOEKIUA
BEPTUKAJIBHOM TIOJIOKeHUM MaiyeHTaM ¢ MB u momo3peHremM Ha MEKOHMEBBIN WIIEYC C Ie/IbI0 OLIEHKM COCTOSTHUSI
OpraHoB OPIOIIHO TIoocTH [97].

(YYP - C, VI - 5).

IManyeHTaM C MOJO3PEeHNEM Ha MEKOHUEBBIN Mieyc pekoMeHayeTcst Y3V GpIOIIHOI MOMOCTU ISl OIeHKM CKOPOCTU
KPOBOTOKA M MHAEKC PE3UCTEHTHOCTM Ha COCymax GpbDKeiKM B paslMUHBIX YPOBHSIX, OMpeNeeHus Haauuue u
XapaKkTep CBOOOMHOI KMAKOCTM B MEXIIETIIEBOM IMPOCTPAHCTBE, JIaTepajbHbIX KaHajgaX, MajoM Ta3y, MOIIOHKe
(Y/IbTpa3BYKOBOE MCC/IENOBAHME OPraHOB OPIOIIHOV IOJIOCTY (KOMIUIEKCHOE), Y/IbTPa3ByKOBasl MOIMILIeporpadust
COCyIOB GPBIKENKM, YIBTPAa3BYKOBOE OIpeIe/ieHNe JKUIKOCTA B OGPIOIIHOJ MOJOCTH, YABTPa3BYKOBOE MCCIeIOBaHME
OPraHOB MOILIOHKY, YIbTPa3BYKOBOE MCCIeLOBaHMEe OPTaHOB MaJIOrO Tasa (KOMILIeKCHoe)) [97].

(VYP - C, VI - 5).

KommenTapuii: ucciedosanue pekomeHdyemcss nposodums 8pauom Yismpaseykosoli OuazHOCMUKU COBMECHHO C
8pauoM-0emCKUM XUpypeom.

PexoMeHyeTcsl TIpOBeeHMe DPEHTTeHOKOHTPACTHBIX METOMOB MCCIAeNOBaHMUS MPU TOAO3PeHMM Ha MeKOHMEeBbIi
uiaeyc IJis YCTAHOBJIEHMSI OUArHo3a, OLeHKM TOpaskeHus, ompeleneHus] o6beMa KOHTPACTHOTO BellecTBa IS
MIpOBefeHys] IOBTOPHOIO TYTOr0 KOHTPACcTUpoBaHus [97].

(YVP - C, VA [ - 5).
KommeHTapun:

Y HoeopoxdeHHblX Odemeli NpuMeHSIOMCS 8000paCmMeEopuMble PeHM2eHKOHMPACMHble 8eujecmea Ha ocHose ioda.
Konmpacmmuoe eeujecmeo 6600umcs 3HOONPOC6EMHO, UMO MUHUMU3UPYem cucmemHoe 8030elicmeue, HO HYMCHO
yuumsieame 8o3delicmeue HA KUWEUHYIO CMEHKY, NOCKONbKY OAHMbIL pPACmeop 2UnepoCMONAPHLIL U Moxcem
nposoyuposams dezudpamayuio u ienyo0ouHo-KuuleuHvle KposomeueHus. Taxxie 6000pacmeopumoe KOHMpAacmuoe
8€U|eCB0 MOMEM BCACHIBAMbBCS 8 KUWEUHUKE, 8b18600UMCS 8 IMOM CIyUae OHO NOUKAMU, U Mbl MOMEM BU3YANUIUPOBAND
HA OMCPOUEHHDBIX CHUMKAX KOHMpAcm 6 cooupamensHoll cucmeme nouek. Ymobvl MUHUMUUPOBAIMDL PUCK NOPAXCEHUS
cnusucmoti, pekomeHdyemcs pasgedeHue ¢ uU3U0I02UUeCKUM PAcmeopom 6 coomuouteHuu 1:1.

Beedenue Oapuesoli 638ecu Hedonycmumo y OAMHOL 2pynnsl nayueHmos, NOCKOJbKY npodsuxceHue 6apus no XKKT
mpe6yem coomeemcmeyloweli nepucmansmu4eckoli akmueHocmu, Komopoi y Ho80poxcdeHHbIx demeti Hem. Dmo moxcem
npueecmu K (opmMuposaHur0 06mypayuoHHoll KuweuHoli Henpoxooumocmu 6apuessiMu KAMHAMU HA (poHe 8cacvléamus
HUOKOTI Uacmu KOHMpacmHoli 838ecul.



o PempozpadHas uppuzozpagdus ¢ 6000pacmeopumsim KOHMpacmHsim sewecmseom. Konmpacmoe gewjecmeo 8800umcs 8
mMoaCmyl KUKy uepe3 30H0, 3a8edeHHblll 8 AHYC Ha 2AYOUHy 2-3 cM, ¢ KOHMPOJeM 3anoJHeHUs MoJCMoli KUWKu noo
penmeeHockonueti. Obsem 3anonHeHust moacmol Kuwiku 20 Ma/Ke, 0N My2020 KOHMPACMUPOBAHUS B03MONCHO
yeenuueHue obsema do 25 ma/ke. Konmpacm eeodumcs medseHHO, KOHMPOAUpYyemcs xo0 moacmot Kuuku, ouamemp
npoceéema KuwiKu, xapakmep 2aycmpayuu, Haiuuue cooepmumozo 8Hympu npoceema Kuwku. IIpu docmuxceHuu
KOHMpacmom Kynona cenoti Kuku Heo6Xo0umo OueHums ezo pacnojioxeHue. Jlanee npodonxcaemcs e8edeHue
KOHMPACMHO20 6euecmsd, OYeHUsAemcs pacmsamuMocmes KUWKU, 3a6poc KoHmpacma eviuie BayzuHuesoli 3acioHKu,
xapakmep node30owHoli Kuwku (duamemp npoceema, 2aycmpayusl, co0epicumoe), a makie 803MOMHOCMb NONAOAHUSL
KOHMpAacmHozo eewjecmea 6 pAacWUpeHHblll omoen MOHKOU KUWKU U pACCMOsHUe 0m UWIeoyeKansHozo yeaa 0o
pacwupernozo omoena. JIna nyuwiezo npoosUMEHUsT KOHMPACMA NO KUUWEUHUKY, B803MOMHO UCNONBb308AMb Je2KULl
maccax nepedweli OprowHoli cmenku. Ilo 3asepuieHuu  ucciedosaruu HeoO6xodumo 3aguxcuposams 00svem
UCNOIb3086AHHO20 KOHMPACMHOZ0 8eujecmed 6 MeOuyuHckoli dokymeHmayuu Ons nposedeHus NO8MOPHOZ0 MY2020
KOHMpacmuposaHus 8 Kauecmeae KOHCEP8AMUBHO20 JieUeHUs. MEKOHUEe8020 ueyca.

¢ PexoMeH[I0BaHO IPOBeJIEHMeE AMArHOCTMYECKOV JIallapOCKOIMM MalyieHTaM C IO003PeHMeM Ha MEeKOHMEBbI UieycC
JL7IS1 YCTAHOBJIEHMSI IPUYMHBI KUILIEYHOJ HerpoxogmumocTty [82,97].

(YYP - C, VI - 5).

KommeHTapuit: 6 Hacmoswuili MOMEHM 6 (883U C AKMUBHbIM paA3eumuem Jaanapockonuueckoli mexHuku u
aHecme3uon02uueckoz0 nocooust HOBOPOMCOEHHbIM U HEOOHOWEHHbIM demsm, OaHHblli Memod sensemcs Haubojee
UH(pOpMAMUBHBLIM U HAUMEHee MpasmMamuyHsimM 075 eepudukayuu npuyuH KuwieyHoti Henpoxodumocmu. Eciu ecmo
803MOMCHOCMY, XUpYp2uueckoe JieueHue MOXCHO B8bINOJIHUMG JIANapoCKONUUecKu uiu pacuupums o6sem JedeHus 00
MUHWIGnapomomuu 6 30He uHmepecd, JuGO0, UCKIIOYUE aHamomuueckuii Oegekm, nocmasums NOKA3AHUA K
KOHCep8amugHoMy JieueHUH.

HccnepoBanme ciryxa

o PekomeHIyeTCsl MPOBeIEeHNE TOHAJIbHOI IOPOTOBOI ayAMOMETpUM TPU CYObEKTMBHOM CHYDKEHUM CIyXa /WU
MOSIBJIGHUM VYIIHOTO 1IyMa; JO M T1owle Kypca Tepanuy aMMHOITIMKO3UIaMM; IIPU YK€ BbISIBIEHHOI
CEeHCOHEBPAIbHOIM TYTOYXOCTU B CBSI3U C PUCKOM DPa3BUTMSI CEHCOHEBPAIbHOI TYrOyXoCTH Ha (OHe MpUMeHeHUs
CUCTEMHOJ  aHTMOAKTepMaabHOM  Tepamuyu  IperapaTamMyM  aMMHOIIMKO3UIHOTO  psAma,  oGIafaioIluMu
OTOTOKCUYHOCTBIO [2,15,98,99,100,]

(YYP - C, VI - 5).

KommenTapwuii: ToHanbHAst 10p0208as ayouomempus Q0JIHCHA 8bINOTIHAMBCA: a) NPU CYOBEKMUBHOM CHUMCEHUU CTyXa U/
Wiu nosieieHuU ywHozo wiyma; 6) 0o u nocie Kypca mepanuu AaMuMHOAuKo3udamu; 8) npu yxie 6bls8leHHOU
CeHCOHe8panbHOLll myzoyxocmu He pexce 1 pasa 8 200. [Ina demeli maadwe 4-7 nem (8 3asucumocmu om cnocooHOCMuU K
Koonepayuu 60 8pemsl cy0seKmueHo20 UCCIed08aHUsl CLyXa) albMepHamueHbIMU 005eKMUBHBIMU Memodamu s18AsH0mcs
peaucmpayusi 8bI36aHHOL 0MOAKYCMUYECcKOll IMUCCUU U/uiu pezucmpayusi KOpoOmKOAAMEHMHbIX CNYX0BbIX 6bI36AHHBIX
nomenyuanos, ASSR-mecm.

2.5 HbIe fMarHocTnyeckye MccjaegoBaHms

IOuddepeHIanbHbli AMAarHO3
Haubonee uacmoie Ho3o0n02uueckue opmol 011 duggeperyuaivHozo duazHosa npu MB:

o gpoxcdeHHble aHoManuu OpPoHXUAIbHO20 depesa (KT, mpaxeoO6poHXocKonus);

o my6epkynesHas uHgexyus (KoHcylemayus epaua-gmusuampa, npoba Manmy, npu Heobxodumocmu - ajjepzeH
my6epKyJie3Hblli peKOMOUHAHMHbIL, K8AHMUDEPOHOBbILI Mecm);

o umMmyHoOeuyumHoe cocmosHue (Heobxo0umMa KOHCYAbIMayus 8paud-umMMyHonoea (aunepzonoza-umMmyHonoza),
onpedeneHue yposHeli UMMYHO2100yNUHO8 O0CHOBHbIX Kaaccos (G, M, A, E), a maxyce, no nokasaxusim, cyoK1accos
UMMYHO2100YIUHO8, Ypo8H U ¢yHkyuu T-knemok, B-xnemok, ¢azoyumosa, KOMNOHEHMO8 KOMNJIeMeHma,
ecmecmeeHHbIX KUJLiepos, mecmsl HA 8UPYC UMMYHoOeuyuma uenosexa (BHUY);

o nepsuuHas yunuapHas ouckuuesus (IILJI) — pechupamopHole CUMNMOMbL, CXOOHblE C MYKOBUCYUAO30M, NPpU 0OmMcymcmaeuu
uacmoeo 00UWIbHO20 CMYAA C NPUMECHI0 HUPA U 3JI080HHBIM 3ANAXOM, «COJIEH020» NPUBKYCA KOMNCHbBIX NOKPOBO8 MO2ym
Habnwoamoca 'y nayueHmos ¢ nepeuuHoli YuauapHoli oOuckuHe3suell. XapakmepHovie KIUHUUECKUE NPOSGTEHUS:
XpoHuueckuii 6poHxum, OPOHX0IKMA3bL (Y Hacmu nayueHmos), XpoHuuecKuil cuHycum, xpoHuueckuii omum (mpuada
Kapmaczenepa y nonosuHs! nayueHmos nepeuuHoll YyunuapHot duckuHesueil conposordarmcs cXoOHbIMU KAUHUUECKUMU
nposieneHUsIMU U 06PpAmMHbIM PACNONOMCEHUM 8HYMPEHHUX 0p2aHO8), namoJozuieckue usmMeHeHUs N0 0aHHbIM C8emo8oli
MUKpockonuu (omcymcmaue 08uiceHUs: Ulu Headek8amHblli nammepH 08UMEHUS peCHUUEK MepYamensHoz0 INumenus,) u/
WU 371eKMpPOHHOLI MUKPOCKONUU (NamoJiozust CmpoeHusl pecHu4ex) Guonmama causucmoti 060710uKu Hocau/unu 6poHxd,
2eHemuueckoe ucciedosaHue (C nomowwio naweneti, exnwouarujux zeHst DNAH5, DNAHI11, DNAII, DNAI2, NMES8
(TXNDC3), DNALI , CCDC151, CCDC114, ARMC4, CCDC114, ARMC4, CCDC103, DYX1C1, SPAG1, LRRC6, DNAAF2,



DNAAF1 (LRRC50), C210rf59, DNAAF3, ZMYND10, DNAAF5 (HEATR2), HYDIN [84], RSPH1, RSPH9, RSPH4A, RSPH3,
DRC1 (CCDC164), GAS8 (DRC4), CCDC65(DRC2), CCDC39, CCDC40, OFD1 (pedkuii ¢peromun), CCNO, RPGR u MCIDAS
(08a nocnedHux — nuemeHmHble pemuHumol, 00bIYHO duazHOCMUpYeMble Y 83POCTIbIX NAYUEHMO8), KAK CKPUHUH2-Memoo
Moxem OblMb UCNONBb308AHO UCCe008aHUE YPOBHS OKcuda aszoma 6 6vi0biXAeMOM HA3AIbHOM 8030yxe (Y 6onbUIUHCMEA
nayueHmos ¢ nepeuyHoli YUnuapHoli OuckuHe3suelli — cHuxeH, cm. KP no oxasauuio MeduyuHckoli nomowiu demsam c
nepsu4Holi yuauapHoti OuckuHesueti).

Hupepenyuansras duazHocmuka MeKOHUABHOZ0 UIEYCa:

Mykosucyudos, KuuieuHas popma

Bonesns TupunpyHea, HelipouHmecmuHanibHas OUCNaasus

BHympuympo6Has uHgexyus, 8HympuympoOHsiii HeKpomu3upyrowuti IHMepoKoJIUM HOBOPOIOEHHO20
BHympuympoGHbslii nepumonum, adze3usHuili nepumoHum

TopasxeHnus HepsHo20 annapama moacmou kuwku [101].

KOHCYJII)THIII/II/I crienquainCcroB

PexoMeH[yeTCsI B BeJleHUY TAIVIEHTOB C MyKOBMCIMI030M MCIIOJIb30BaTh MYJIbTUIMCIVIUIMHAPHBIN IOAXOL B BULY
TOTO, UTO 3a60JIeBaHye XapaKTepu3yeTcs MopakeHeM MHOTUX OPTaHOB M CUCTeM, TpeOGyeT KOMIUIEKCHO Teparuiu,
YTO JUKTYET HeOOXOIMMOCTb COBMECTHOTO BeZleH!s MallMeHTa CIIelMaIuCTaMy pasHbIX mpodueit [2,15].

(YYP - C, VI - 5).

KommeHTapum: nayueHmos ¢ MB Habnwodaem 8pau-nynisMoHON02 (U/unu, 8 demckoli npakmuke, 8pau-neduamp), a
makie 8pau-zeHemMux, He06Xo0uMa KOHCYbMayust 8pavd-2acmpodHmeponoea (Ui 8paia-ouemonoea) 01 UCKAOUeHUs
2unepayudHozo COCMOSHUSA U €20 KoppeKyuu npu omcymcmauu 3¢ gexkma om ¢epmenmosamecmumesnvpHoli mepanuu u (no
NOKA3aHusm) npu Opy2ux Namoa02uiecKux NPosieJIeHUsIX CO CMOPOHbL Jely0oUHO-KUWeYH020 mpakmd, 8paud-ouemonoza
— 0na nodbopa Oduemst U (hepMeHMHOU Mmepanuu, KOHCYJbMAayus 6paud-omopuHoNapuHz0s02a npu o060cmpeHuu
XPOHUYECK020 CUHycuma, OuazHOCmMuku unu OUHAMUYECK020 HAaOn0eHUsl HA3ANbHO20 NONUNO03a, eépadva- cypdosoza-
0MOPUHONIAPUH207102a — NPU HEOOX00UMOCMU KOHMPOA CYX080li (yHKYUU y nayueHmos, noayuarnwux npenapamol,
obnadarowjue 0mMomoKCUUHOCMbIO, KOHCYIbIayus 8paud-3HOOKPUHOI02a - Npu 3adepicke pocmd, Noa0802o pazeumus u
HapyuweHuusx yeneeo0H0z0 0OMeHa, epauda no aeueOHoli Guskynomype (Uiu 8paia no MeOUYUHCKoOL peabunumayuu, Ui
epaua—gpusuomepanesma iU cneyualucma ¢ eslcuum (HemeduyuHckum) 06pasosanuem (UHCmpykmop-memooucm no
neuebHOll  uskynemype; uau cheyuanucma co cpedHuUM NpopeccUoOHaNbHbIM —(MeOUYUHCKUM) 006pasosaquem
(uHCmMpyKkmop no neue6Holl usKynvmype, MeOUYUHCKAs cecmpa No MAaccaxcy, MeOUYUHcKas cecmpa no gusuomepanuu) -
Ons 06yueHusl UH2ANAYUOHHOU mepanuu, KuHe3umepanuu, ObIXAMeNbHsIMU MpeHAXepamu, KOHCYIsmayus epava-—
Kapouonoza (8paua-kapouonoza 0emck020) Npu HAIUMUU JIE20UHOU eunepmeH3uu (1e204H020 cepoya), KOHCYlbmayus
8paua-ypoJsioza, 8paua-yposioza-aHoponoza 0emckoeo, 8pava-axkyuiepa-2uHeKko102a no nosody penpoodykmueHoti pyHKyuu,
KOHCYIbmayus 8paua-mpaHchaanmonoza npu HAIU4uu yupposa neueHmu, NoKA3amuii 0 mpaHcnaaHmayuu Jjieekux u
NnoCmMaHosKu 8 AUCM MPAHCNIAHMAyuu.

PekoMeH[I0BaHa MaLMeHTaM MYXCKOIO IoJa B Bo3pacTe ¢ 15 jieT KOHCy/IbTalys Bpaya-yposiora/spava - ypoJora-
aHJPOJIOra JeTCKOrO AJIsSI OLEHKM COCTOSIHUSI PENpOIYKTMBHOM CUCTEMbI M ONpeleNeHys TaKTUKY OajibHeilero
Habmopenus [71,77].

(YYP - C, VI - 5).

KommenTapum: anzopumm 06c1edosanus U makmuka peueHus 6onpoca penpodykyuu y myxcuut ¢ MB npedcmas/iena 8
Ipunoxcenuu I'5.

PekoMeHJ0BaHO MalyieHTaM MYKCKOIrO IIoja C MyKOBMCLMO030M IIpY TMIIOIIa3UM TECTMKYJ, TMIIOTOHAIMU3Me —
HabmofeHne ¥ obciemoBaHMe y Bpavya-3HIOKPMHONOTA WIM Bpava-yposora/yposiora-aHAposora IeTCKOrO IS
BBISIBJIEHMsI TIPM3HAKOB HJOKPMHHBIX, aHAPOJOTMUYECKMX HapyIIeHWi M pelleHus] BOIIPOca O HeOOGXOAMMOCTU
TOPMOHAJIbHOM Koppekuuu [71,72,77].

(YYP - C, VI - 5).



3. JleueHue

Llenu neuerus:

o Obecneuusams MAKCUMANILHO 8bICOKOE KAUECMB0 HU3HU NAYUEHMA;

o IlIpedynpexdams u neuums 0060CMpeHUs XPOHUUECKO020 UH(PEKYUOHHO-80CNANUMENbHO20 npoyecca 8 OPOHXO0NE20UHOL
cucmeme;

o Ob6ecneuums usuueckoe pazgumue NayueHma co2iacHo 803pacmHsimM Hopmam (docmusceHue oxazamereil gusuueckozo
passumus 6 epauuye 25-75 nepyeHmusnp nocie Koppekyuu HympumueHozo cmamyca, pekomeHdyemas uyenv - 50
nepyeHmuiy);

o O6ecneyums nPoGUAAKMUKY OCTIOHCHEHUL;

o JleueHue ocnoxcHeHulli (ncesdo-bBapmmep cuHOpom, mekoHuesslii uneyc, CIHUO, M3CI, (Myko8ucyudo3-ces3aHHbsili
caxapHelli Ouabem) uyuppo3 neueHu 06e3\C CUHOPOMOM NOPMANbHOU 2unepmeH3uu, zunepcnierusmom, KKB
(nenuHoKamMeHHass 00Jie3Hb), NOAUNO3HbIL  puHocuHycum, BOH (Genkoso-3Hepzemuueckas HeAOCMamouHOCmy),
KPOBOXapKaHue, KposomeueHus JiezouHsle, kposomeueHus u3z BPBII (6apuko3HO pacuilupeHHslX 6eH nuujeeo0a) u eepxHeti
mpemu xcenyoKa.

Obs3amenbHble cocmasnawuue jeueHus:

o Jluemomepanus;

o 3amecmumesnbHas mepanus HedoCMamMoUHOCMU IK30KPUHHOU YyHKYUU NOOHETTYOOUHOTI Hcese3bl;

o Mykonumuueckas mepanusi;

o JIpeHuposaHue OpOHXUANbHO20 Jepesa U JieueOHas GusKyivmypa;

o AumubaxmepuansHas mepanus;

o BumamuHomepanus;

o [IIpedynpexodams u seuums 060cmpeHus UHGPEKYUOHHO-80CNANUMENBHO20 NPOYecca 8 0K0JI0HOC08blx nazyxax (OHII) ons
YMeHblUeHUs: cmeneHu HUcxo0sujeli KoOHmamuHayuu 6poHX01e20UHOL cUCeMbl;

o Tepanus ocnoxcHeHuti[1,2,4].

3.1 KoHcepBaTUBHOE JIeUCHIE

3.1.1 MykonuTuueckas Tepanms

e PeKOMEHIOBAaHO BceM manueHTaMm ¢ MB (3a MCKIIOUEHMEM WMMEIOMIMUX MEeOUIMHCKME IPOTUBOIOKA3aHNS)
ImpoBeneHue aKTMBHOI MyKOJII/ITI/[‘IeCKOﬁ Tepanumy C LejJbl0 YMeHbIIeHMA BSI3KOCTM MOKPOTbHI U O6JIeI“-IeHI/[9[ ee
sBakyanuu [1,2,4,15].

(YYP - C, VO[T, - 5).
KomMmeHTapum: 8s160p ekapcmeeHHbslx cpedcmas onpedesisiemcs: UHOUBUOYAIBHO.
Boi6op nymu 8gederusi: npednoumerue omaoaemcs UH2a1AYyUOHHOMY 88e0eHUI0 MYKOJIUMUKOB.

OueHka 3ppexmusHocmu nevueHus: KAUHUYECKU (OUeHKA CYMOUH020 KOJAUYEeCmed MOKpOmMbl, U3MEHEHUll ee
KOHCUCMEHYUU, OUeHKA cmeneHu ObixamenbHol HedoCMmamouHoCmu).

OueHka 6e30nACHOCMU JieYeHUS: KIUHUYECKU (CNeYUabHbIX CMAaHOApmMuU308aHHbIX MEMOOUK OyeHKU 0e30nacHOCMU 3Mux
JIEKAPCMBEHHbIX CPEOCM8 He Cyuecmayenm).

ZononHumensHble 3amMeuaHusl: 8ce CnOCOObL PA3HCUMCEHUS MOKPOMbl HE06X00UMO KOMOUHUPO8amMb C yoaneHuem ee u3
JdvixamesibHblX nymeti, UCNONb3Ys Memodsl KuHe3umepanuu. ITeped ceaHcom KuHe3umepanuu xeaameivHo, a Npu HaIuuuul
6poHX000CMpYKYUU — 0053amesibHO, neped UH2ANAYULMU MYKOUMUKO8 NPOBECU UH2ATIAYUU OPOHXONUMUKOB.

B knuHuueckoli npakmuxe 011 MyKOAUMUUeCKoli mepanuu uchons3ymcs:

o dopHaza aﬂb(baw - paspsieaem 8000podHvie c8513u monekyn [JTHK, komopsle 6/15110mcsi 0CHOBHOU cocmassioujeli 2HOHOL
MOKpOmol, U s18J1s5emcs 6a3ucHoli mykonumuueckoti mepanueti, obecneuugaem agpgexm 8 meueHue cymox. I[pumensemcs
UHeanAyuoHHo 8 0o3e 2,5 Mz 6 cymku; npu Heobxodumocmu (pacnpocmpaHeHHsle OPOHX0IKMA3bl- 5 M2 8 cymku (no 2,5 me
X 2 p/OH uepe3 HeGynalizep); XpPOHUUECKUL NOAUNO3HBII cuHycum - 5 me 8 cymxu (2,5 mz — uepe3 nebynatizep, 2,5 me - ¢
UCNONB3068AHUEM YHUBEPCANBHOU UH2ANAYUOHHOU cucmemsl ¢ @QyHKkyuell nyascupywoweli nodayu aspo3ons no
1.25me=1.25mn 6 kaxowlli Hocosoli x00) [1,2,15,102].

o 7% eunepmoHuueckuii pacmeop Hampus xaopuda c¢ 0,1% Hampuem 2uaiypoHAmom NPuMeHsemcs UH2aAAYLUOHHO uepe3
HebOynatizep no 5 ma 2 pasa 6 OeHb, yAyuuIdem KAUPeHC ObixamenbHbix nymet u seasemcsa 6a3ucHoli MyKOIUMUUECKOoLl
mepanueii ¢ ObicmpelmM  myKoaumuueckum dppexmom  [1,2,15,103,31], maxie Moxem npumeHsamecs 3%
2unepmoHuuecKulli pacmeop Hampus xa0puda, ocobeHHo y demeti maaduiezo go3pacma [104].



o MaHHumon*

* 8 (hopme nopowika Ol UHeanAYull yaydwaem KaupeHc OblxamenvHslX nymeti, cnocobcmayem eudpamayuu
cnusu [2,15,105].

Mannumon™* npumensiemcss e 0ose 400 mz 08axObl 8 OeHb uepe3 CheyuanbHulili uHzanamop. Ileped HazHaueHuem
MaxHumona** nayuenm OonxceH nNpotimu mecm Ha OPOHXUAIbHYIO 2UNEPPearmusHOCMe NPU HA3HAYEHUU HAYAIbHOL
003bl 8 coomeemcmauu ¢ uHcmpykyueti k npenapamy. Ilpomusonokasatn demsam do 6 nem. Iogviwiaem KOMNIAEHMHOCMb
nodpocmgkosg [106].

sk

MaHnHumon
MyKonaumukamu 6sicmpozo deticmeus u couemaiomcs ¢ dopHasoti anvga ™™,

u 7% eunepmoHuveckuli pacmeop Hampusi xaopuda ¢ 0,1% Hampuem 2uaiypoHamom seasmcs

Ilepsas uHzansyus mykoaumuyeckozo npenapama npogodumcs 8 MO 6 npucymcmauu 8paua.

3.1.2 BpoHxonuTM4ecKas Tepanus

PeKOMeH[J0OBaHO Ha3HaUYeHMe WHTAISIMOHHON OPOHXOMUTUUECKON Tepamuu manueHTaM ¢ MB mpu Hammumum
006paTUMOJ WIM YacTMYHO 0OpaTUMO} OpOHXMAaIbHOM O06CTpyKUMM (IpupocT ypoBHS O®PB{ mocie MHramsgumum
O6pOHXOMUTUKA >15%) C 1enplo  YIydileHMs 2IBaKyallMuyM MOKPOTBI, TIiepefi IPUMEHEHMEM WHTassIueil
aHTMOGAKTePUATbHBIX TpEerapaToB, TUIIEPTOHMUYECKOTO pAacTBOpa HATPUST XJIOpUIa, Iiepen KuHe3uTepamuein
[1,2,4,15].

(YVP - C, VI, - 5).
KOMMEHTapMﬁ: npomueonoKa3aHuem s6141emcs uﬂaueuayaﬂbHaﬂ HenepeHocumocCme.

PekomeHayeTcs mauueHTaM ¢ MB B KauecTBe OpPOHXOMMUTUYECKON Tepammuy  Ha3HAUUTh OPOHXOMUTUIECKUIT
IpenapaT M3 TpYII: CeJleKTUBHble B9 alpeHOMUMETUKM WM afpeHepruyeckyue CpeiCTBa B KOMOMHALUM C
AHTUXOIMHEPTUYECKUMU VT aHTUXOMHEPTUUYECKMEe CPeACTBA MO0 APYToii Mpenapat Ijisl JeueHust 06CTPYKTUBHBIX
3a60/1eBaHMI [bIXaTeNbHBIX TyTeil MO0 MHAMBUAYAIbHBIM IIOKA3aHMSM B PEKMUME «II0 TpeOOBAHUIO»
[1,2,15,107,108,109].

(YVP - B, VA - 2).

KomMMeHTapuii: 8 pexcume «no mpeb608AHUI0» UCNONb3Yemcsl CeleKMUBHbLI 6ema—2—a6peHomuM*e£nuK canvbymamon™* @
MOHOmMepanuu unu 8 couemanuu ¢ M-xonuHepeHUueCcKUMU npenapamamu (unpamponust 6pomud ) uau GuUKCUpo8aHHas
KomOuHayus Qenomepon+unpamponus Opomud™* unu npenapamst NPOAOHZUPOSAHHOZO Oelicmeus (Muomponus
6p0Mu0W) aubo dpyzoii npenapam ons eueHuss 06CMpPyKMuUBHbIX 3a007e8aHuli dvixamesibHbIX nymeti no UHOUBUAYaNbHbIM
NOKA3aHUSIM.

Hcnonv3osanue 003upo8aHHbIX A3p030bHbIX UH2ANMOPO8 003amenbHO €O chelicepom, npu HA3HAUEHUU UH2ANAYUOHHBIX
OPOHXOJIUMUKO8 (Npenapamos 071 eueHus 00CmpyKmueHsix 3abonesaruti dvixamesnvHoix nymeti) (cenekmusHuili 6ema-2-
aopeHoMumemux canbbymamon** @ MmoHomepanuu uau 6 couyemaHuu ¢ M-XoIuHepzHUUeCKUMU npenapamamu
(unpamponus 6pomud™*) unu QuKkcuposaHHas KomoOuHayus @GeHomepoa+unpamponus OpomMud™* unu npenapamel
nponoHeUposaHHozo deticmeus (muomponus Opomud™*) aubo Opyzozo npenapama 0 JieueHUs 00CMPYKMUBHBIX
3a0onesanuil dvixamesnpHboix nymeli no UHOUBUOYANbHBIM NOKA3AHUAM) NAYUEHMAam ¢ msxcenoli 6poHx006cmpyKkyueti
(ODB <30% om 0onxcH020) uHeanAYuUU O0NIHCHBL NPO60JUMBCS. NpU nomMowju Hebyatisepa.

Botbop nymu esedeHust npenapama 015 JiedeHuss 00CmpyKmueHbslx 3a00ne8anuti dvixamesibHblX nymeii: npednoumerue
omaoaemcs UH2aIAYUOHHOMY NYMU 88e0eHUSL.

OueHka 3ppekmusHOCMU JieueHUs: KIUHUYeCKU (CUMNMOoMbl 6pOHX006CMpPYKYUL) U no OaHHsLM CRUPOMEMPUU.

OyeHka 6e3onacHocmu JlieueHus: KIUHUYeCKU U No pe3ynsmamam 00BeKmueH020 0CcMompa (HUcio cepOeuHsix
coxpaujeHuti, cepdeutslli pumm).

IIpumeHeHue npenapamosé 6He 3apeUCMpPUpPOBAHHBIX 6 UHCMPYKYUU JIEKAPCMBEHH020 Cpedcmed NOKA3aHull
ocywecmesisiemcs no peuleHuro 8pauebHoli Komuccuu, ¢ paspeuieHus JIOKaibH020 IMu4eckozo0 Komumema MeOuyuHCKou
opeanuszayuu (npu Haluuuu), ¢ YCI08uem NoONUCAHHO20 UHPOPMUPOBAHHO20 coeaacus podumeneli (3aKOHHOZ20
npedcmasumeis) u pebeHKa 8 8o3pacme cmapuie 15 iem.

3.1.3 AuTubGakTepuanbHas Tepanus (ABT)

PekoMeH0OBaHa aHTMGaKTepuanabHas Tepamnus (TIaHoBbie Kypchl ABIT B Buae MHTansiuit yepes HeGymaiisep min
COBMECTHO C TabIeTUPOBaHHBIMYU (OPMaMU, IV BHYTPUBEHHO) BCEM MAI[MEHTAM C JIETOUYHBIMM TTPOSIBIeHUIMY MB,
Yy KOTODPBbIX OTMeuaeTcs oboctpeHme MB (Briarouyasi 060cTpeHMs Ha GOHe OCTPOi pecrMpaTOpHOit MHMeKIMM) Min
BBISIBJISIIOTCSI BO3OYAMTENM PECITMPATOPHON MHOEKIMM B KoaudecTBe 6oee 10° KOIOHMEOOPa3yIoOMMX eqUHNLL TTPU
TJITAaHOBOM MMKPOOMOIOTMYECKOM MUCCIENOBAaHUY C LIeIbI0 3PaauKaIlUM MPUIYMHHO3HAUMMBIX MUKPOOPTaHM3MOB
[2,4,15,111,112,113,114].

(YYP - B, VI - 2).



KommenTapwit: /s epamompuyamensHoli mukpognopst (P. aeruginosa, B. cepacia complex, Stenotrophomonas
maltophilia, Achromobacter spp), MRSA, HemybepKy/ie3HbIX MUKOOaxmeputi uiu Npu ux XpoHUUeCcKoM ebvicege 3HaueHue
umeem J11060e KOnUUeCcmeo K0JIoHUll, onpedeneHHoe no pe3yibmamam MUKpooUon02uueckozo Uucciedosamus.

Ilpu mpoBemenmm aHTMOaKTepuanbHOi Tepamuu (ABT) MMKPOOHOrO BOCHIAMEHMSI B OPOHXOJIEIOYHOI CUCTEME
manyeHTaM C MYKOBMCIMIO30M PEKOMEHAOBAHO OpPMEHTUPOBATHCS HA UYBCTBUTEIBHOCTb BbIIEIEHHOTO
MuKpooprauusma (Pseudomonas aeruginosa, MRSA, Burkholderia cepacia complex, Stenotrophomonas maltophilia,
Staphylococcus aureus u Haemophilus infuenzae u 0p.) K aHTMOAKTEPUATbHBIM IperapaTaM C Iebl0 TOBBIIIEHNS
abdeKkTUBHOCTY IeueHUsI [2].

(YYP - C, VI -5).

KommenTapuu: JlabopamopHoe onpedeseHue uy8cmeumeibHOCMuU MUKPOOP2AHU3Ma K aHmubuomuxam He ecezda
NOJIHOCMbI0 cognadaem ¢ KAUHUUECKUM 0MmeemoM Ha hpogodumyio mepanuio [2,4,15,112,113,114].

TIpu evibope aHmubuoOmuKa yenecoobpasHo yuecmso 3¢pekmueHocms paHee npo8ooUMbIX KypPCco8 aHmubakmepuaibHol
mepanuu [2].

IMMayuenmam ¢ MB HaA3Hauawm MaxcuManbHele 803pacmHsle 003bl npenapamos unu 003sl, pekoMeHOyemble Onsl
nayuermos ¢ MB. B c8a3u ¢ msyiecmoio 3a060/71€8aHuUsl, HEOOX00UMOCMbI0 MAKCUMANbHBIX 03UPOBOK AHMUMUKPOOHBIX
npenapamos u deuyumom AeKapcmeeHHsix popm 0N UH2ANAYUOHHO20 NPUMEHEHUST 8 MUPOBOLI KIUHUUECKOT Npakmuxe
mpaduyuoxHo npumenstomes off-label (8He uHCMPYKYUU) UHBEKYUOHHbIE AHMUMUKPOOHBlE cpedcmea 8 eude uHzanayui
[65,115,116,117,118,119,120,121,122,123].

Ipomueonoka3zanus: onpedensiomcst UHOUBUIYAILHO U 3A8UCAM 0M UHOUBUOYANbHOU HenepeHOCUMOCMU (8 oM Uuce
ainepeuu), xapakmepa conymcmeyioujux 3abonesauuti (21a8HsiM 06pasom 3a007e8aHUsl neueHU U nouek) u 803pacma
nayuenma.

BuiGop ekapcmeeHHsIX cpedcme onpedensemcs: UOOM 8030YJumersl, 8bis18JIEHHO20 Y AYUEHMA; YY8CMBUMensHOCMbI0
8030youmens (in vitro) k daumHomy ABII; ¢pasoii 3a6onesanus (o6ocmpeHus — pemuccusi); NPoOOIXUMENLHOCIBIO
UH(pEeKYUOHHO20 npoyecca (XpoHUUecKas uHpexyus — enepevle 8bls8AeHHbIL 8030y0UmMens); ahhekmusHocmoio mepanuu
npeduiecmayioujezo 000CmpeHus ne2ouHoll uH@exyuu (OaHHvie 0 NPUPOOHOLI Pe3UCMeHMHOCMU OCHOBHBIX NAMO2EH08,
xapakmepHuix 01151 nayueHmos ¢ MB npedcmasneH 6 Ipunoxceruu I'6).

Boi6op nymu eeedeHus onpedensemcs: 6udom 6030youmens, 6bis6JleHH020 Y hayueHma; asoli 3a6onesaHus
(o6ocmpeHue — pemuccus); npodosHUMENbHOCMBI0 UHPEKYUOHH020 npoyecca (XpoHuueckas uHgexyus - enepevle
8blsB/IEHHDILI  8030Y0UMeENb); MeCmoM OKA3aHus MeOUYUHCKOU nomowu (ambynamopHas — CMayuoHapHas);
apexmusrHocmoio npedulecmeyroujeli aHmubakmepuanvHoli mepanuu. BHympueeHHoe 86edeHue aHMUOUOMUKO8
HayuHaemcs 8 cmayuoHape ¢ Kypcom JsieueHust 14-21 deHv. BaedeHue ocywecmeJisiemcs uepe3 nepugepuuieckuti 6eHO3HbIL
kamemep (kamemep  nepugepuueckuii) uau uepe3 nopm-cucmemy (nopm  UHQY3UOHHbIT/UHBEKYUOHHBLI,
UMNIaHmMuUpyemolli ***), Komopole yCmaHasau8aomcs c02JidcHo mMemoouueckum pykogoocmeam «Benosmsili docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ ucnons3o8aHuem HeoOX00UMbIX JNeKApcmMeeHHvlX cpedcme. Ilopm-
cucmemsl ycmaasausaromes coznacHo Pacnopsiweruro IIpasumenscmea Pocculickoti @edepayuu om 31.12.2018 N@
3053-p «O6 ymeepxscdeHuu nepeuHs MeOUYUHCKUX U30eull, UMNIAHMUpyemblx 8 OpzaHu3M uenoéeka npu OKa3aHuu
MeOUYUHCKOTI NOoMOWU 8 pAaMKAax Npozpammsl 20CYy0apcmeeHHulx e2apaHmuii 0ecniamHoz0 OKA3AHUsl 2padoavam
MeOQUYUHCKOTI NOMOWU, a maxxice nepeurss MeOUYUHCKUX U30eauti, omnyckaemslx no peyenmam Ha MeouyuHckue uzoenus
npu npedocmasnieHuu HAGOpa coyuanbHuix ycaye». Ilocne noseieHus NOI0MUMENbHOU KAUHUUECKOL OUHAMUKU JieueHuUe
Moxcem Oblmb NPOOONHEHO 68 aMOYJIAMOPHBIX YCN08USX. BHympumbluieuHsili nyme 6eedeHust hpu MyKosucyudose
NPUMEHSIMbCS He Q0THEH 8 C853U C He0OX00UMOCMbI0 ONUMETBHBIX UACMbIX KYPCO8 mepanuu, max kak npu MB umelomcs
ocobenHocmu 8 papmakokuHemuke AMI, B-1aKMamMHbIX AHMUOUOMUKOS, 6bIPANCAOWUECS 8 Y8eauueHUUu 00semMa
pacnpedenieHuss Ha KU102PAMM MACCbl Med U CHUMEeHUU Nepuoda noiyesiéedeHus. YeenauueHue cCucmeMH020 KaupeHca 3a
cuem yckopeHusi Memabonusma 8 neueHu u yseauueHue noueuHozo KaupeHca onpedessiom Heo0xo0umocms npumeHeHusl
8bICOKUX 003 aHMUOUOMUKO8 ¢ 60J1ee uacmoim ux esedeHuem [2,15,116,124,125,126,127].

Be3onacHocmb: 6 (813U C NpuMeHeHUEM Yy NAYUEHMO08 C MYKOBUCUUOO30M 6bICOKUX 003, ONUMeNbHbIX KYpCo8 U
KOMOUHAyuUli aHmubakmepuaipbHslx npenapamos, 00HOBPEMeHHOL mepanuu JeKapCcmeeHHsIMU Npenapamamu pasHolx
2pynn, a makxe 8 €8a3U C 803MONCHbIM HapyuleHUuem (YHKYUuU neueHu, ciedyem ocCyujecmensmes coomeemcmeynoujue
KOHmMpoaupylwue Meponpusmus (KIUHUYecKue, JaabopamopHsle, UHCMPYMeHMAaabHble) OAsl MOHUMOPUPOBAHUS
B03MOMCHBIX HexceslamesibHblx 3G Gekmos nexapcmeeHHslX npenapamos, ux npedynpexdeHus u, npu Heodxodumocmu,
mepanuu [2,129].

IIpy ocCTpoii pecrnupaTopHOil MHGEKIMM TMalyMeHTaM C MYKOBUCIMIO030M PEKOMEHOBAaHO Ha3HayeHMue
aHTMOAKTepUANIbHON Tepanmuyu B JOMAIIHMX YCIOBMSIX COIMIACHO MPOMWI0 YYBCTBUTENbHOCTM BbIJIEIEHHOI
PEeCIMpaToOpHOil MUKPOQIIOPhI B CSI3M C aKTUBAIME/l XPOHWMYECKOTO BOCIAIUTENIBHOTO ITpoliecca Ha (QoHe
NIpUcoeIHEHMS OCTPOJi pecliupaTopHoOit nHbekunu [2,15,65].

(YYP - C, VI - 5).



Ouenka 3¢gpekmuenocmu ABT: kauHuuecku (nuxopadka, pecnupamopHsie CUMNMOMbL), N0 OAHHBIM J1A60PAMOPHBIX
memodos o0cnedosanus (netikoyumos, yposeHs C-peaxkmueHozo Oeaxkd, N0 NOKA3AHUSAM -  NPOKAJIbYUMOHUHA
(uccnedosanue ypogHsi NpoKANbYUMOHUHA 8 KPO8U)) U N0 OAHHBIM MUKPOOUONOZUYECK020 UCCIe008aHUs (Ipadurayus
8030youmeJis, nepcucmuposarue, cynepuHgekyus, CHuxeHue 8vldeseHUss 6030youmers <104 KOJIOHUE0Opasyujux
eQuHUY WU OmMpuyamenbHsiii peyasmam nocesa u m.o.).

OuyeHka 6e30nacHOCMU JieUeHUs: 3asUcUm 0m npumeHsemozo JekapcmeerHozo cpedcmea (JIC) u nposodumcs ¢ yuemom
B03MONCHBIX HEHEJIAMETIbHBLX S18EHULL

JlononHumensHble 3ameuaHus:

1. Ipu HasHauenuu ABIT cnedyem ucnonv3osams KomouHayuu JIC ¢ pasnuuHsimM mexaHusmom deticmeus (Hanpumep, f-
JIAKMAamHple aHMUOUOMUKU 8 KOMOUHAYUU ¢ amuHozauko3udamu). ITpu vldeieHuu 8 MOKpome nayueHma 00H08PEMEHHO
d8yx MUkpoopzaHusmos 8vi60p ABII 3asucum om ceoticme 6oJiee pe3ucmeHmHoz0 8030youmens.

2. OO0HOB8pemeHHOe HA3HAYeHUe npenapamog Oas UHeAISYUOHHO020 U BHYMpUBEHH020 nymell 6eedeHus O00HOL
hapmakonozuueckoli epynnsl He pekomeHOyemcs. BO3MOMCHO HaA3HaueHue UH2ANSAYUOHHOU u eHympuseHHoli ABT
00HOBPEMEHHO N0 PewleHU0 KOHCUIUYMA CNeyuanucmos u ¢ yuemom (apmaxonozuueckoli 2pynnosl npenapamos.

3. IIpumenerue ABII 8 sude uHzanayuti uepe3 Heby aiizep:
- MOMem npoeodumauCs Kak 6 cmayuoHape, max u 6 JoMawHux ycioeusx;

- 01 pewleHus 80NPoca 0 HA3HAYEHUU UH2ANIAYUOHHOU mepanuu ciedyem npogecmu chupomempuio 0o nepeoti uHearayuu
aHmubuomuka u uepe3 HeCKOJbKO MUHYM NOCIe UH2aAsyuu (O BbiseneHuss 803MOMNCHO20 OpoHxocnasma (npu
omcymcmeuu 803pAacmHbIX U/UlU UHbIX NPOMUBONOKA3auuii)) (cM. pasden «BpoHXo/uUmuueckas mepanus») - nepeo
uHeanayueli ABIT Heo6x00umo nposecmu UHzansAyuilo OpOHXOIUMUKA (npenapama Ons JieueHus 00CMpPyKMUHbIX
3a6onesanulli OvixamenvHvix nymei). Cumnamomumemuku OA UH2AIAYUOHHO20 NPUMEHEHUS, Hanpumep,
canvbymamon®* 2,5 me uepes HeOynaiizep (U1u 003UpO8aHHbIli A3PO30abHLIL UHeansamop no 200 — 400 mxe ¢
ucnons3oeauuem cneticepa) 3a 15-30 munym 0o uHeanayuu aHmuOuoOmuxka 6 MoHomepanuu uau 6 couemauu ¢ M-
XOJIUHepeuyHecKUMU npenapamamu (unpamponus 6pomuo**) unu GukcuposaHHas KomMoOuHayus peHomepon+unpamponus
6pomud** unu npenapamol NPOJIOH2ZUPOBAHHO20 delicmeus (muomponus 6pomud**)) unu dpyzue npenapamet 071 ie4eHUsl
00cmpyKkmusHslx 3a60nesanuti dvixamenvHoix nymeil, MyKOIUMUKO8, a makxice OpeHaxc;

- npu uHeansyuu ABII 6 domawiHux ycnoeusx XceaamenbHo UCNONb308amb HeOyaatizep, OCHAUJEHHDbII QUAbMPOM 0N
8b10bIXAEMO20 8030YXa;

- npu uHeansyuu ABIT npednoumumesnvHee npuMeHsIMb MyHOWMYK, N0 CpasHeHuro ¢ mackoii. Cnedyem pekomeHdosamo
nayueHmam nepexooums Ha npumeHeHue MYHOUWMYKA 8 MAKCMANbHO pAHHUE CPOKU, KAK npasuno, ¢ 3-x Jiemuezo
eo3pacma [130]. BdeixaHue npenapama Jy4ule 0Cywecmensime uepe3 pom, npumeHeHue HOCO8bIX 3AHUMO8 80 8peMs
UHeanayuu yeeaudusaem 3¢hexmusHocms aeueHus;

- npu nposedeHUU UH2ANAYULI 8 YCI08USX MeOUUUHCKOL opzanusayuu u ambynamopHo nayueHmst ¢ MB, OomxcHbl
no1b308ambCsl UHOUBUOYAIbHBIM HEOYIATI3EPOM C B03MOMCHOCMBIO 3AMeHbl Kaxcdbie 3 Mecaua KoMnaeKkma pacnsliumens u
mpy6xu 8030dyx0800a u gunsmpa;

- onmumanvHbiM Hebynatizepom 075 nayueHma ¢ MB a6/semcs UH2ANAYUOHHBILL Npubop ¢ HU3KONOMOUHBIM
KOMNpeccopom (Ypos8eHs NOMOKA CHamoeo 8030yxa 0o 6 j/MuH), ¢ npousgodumensHocmoto 450 Mz/MuH, CHAOHCEHHbLL
cucmemoti KOHMpoas UHChUPAMOPHO20 NOMOKA U CUCMEMOUl KAanaHos e0oxa U 8bl00Xd, N0360Jioujeli coKpamume
nomepu medukameHma 8 OKpyxaiouyilo cpedy, obecneuusaouuli MAaKCUManbHyl 3ddexmusHocms mepanuu,
NpucnocoOeHH bILl K XUMUYECKOT U mepMuueckoli desuHpexyuu u K agmokaasuposamuio;

- Ona seedeHus medukamenma 8 OHIIT npumeHsemcs HeGyaatizep ¢ YHUBEPCAIbHOLU UH2ANAYUOHHOL cucmemoti (pyHKyuu
nyascupyoujeti nodauu aspo3oJis;

- 8 Kauecmee MOOUNBbHOZ0 YCMPOUCMea 803MOXCHO UCNONb308aHue MIu-Hebynatizepa - HHzanayuoHHozo0 hpubopa c
eMKOCmbl0 0Nl Jlekapcmea ¢ 2eHepamopom aspo3ons (mesh), kamepoli pachstiumens, O70KOM YnpasaeHus u
npucnocobnexuemM 0711 OUUCMKU 2eHepamopa aspo3onsa (Muezansyuontsiti npubop Velox mun 055 ¢ npuHadnexcHocmsamu) ¢
npou38o0umenbHOCMei0 He MeHee 457 Me/MuH, ¢ cucmemoti K1anaHos 80oxa u esldoxa u Hakonumesnem 0Jisl A3po30s, ¢
ycmpoticmeom 0Jisl OUUCMKU MeMOPaHbl, C HeEPACnbLIsIeMbIM (0CMamouHsim) 00semom He 6onee 0,5 mn. Bce wacmu maui-
Hebynatizepa 00/x#cHbl nodiexams mepmuueckoli deauHgekyuu. s nayueHma ¢ MB eaxcHO npou3sooums 3dMeHy
KOMNOHeHMOo8 Maul-Hebyaatizepa kaxvle 3 mecaya [131].

4. IlpumeneHrue ABIT eHympwb uchons3yemca ons mepanuu obocmpenuti MB (8kaouas obocmpeHus Ha ¢one OPH) 6
0OMAWHUX YCN08USX WU Ol NPOGUNAKIUUECKO20 JieueHUsl NayueHmos, XpoHuuecku uHguyuposartsix P. aeruginosa, B.
cepacia complex, MRSA, Achromobacter spp., HemyOepKyne3HbIMU MUKOOAKmMepusmu.

5. IIpumenerue ABIT 6HympueeHHO NOKA3AHO:



- npu msensix obocmpeHusx MB (neueHue 6 YCI08UAX MeOUYUHCKOL oOpeanudayuu) (He MmeHee, ueM 08yMs
npenapamamu,);

- 8 mex cayuasx, Kozoa npumererue ABIT 8Hympb U UH2ANAYUOHHO OKA3AI0Ch Hea(PhekmusHbIM;

- 0na naaxosoli mepanuu nayueHmos, uHguyuposarHsix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp.,
HemybepKy1e3HblX MUKOOakmeputi;

- npu yxyouleHuu meueHus 3a601e8aHuUs U NOABAEHUU HOBbIX CUMNIMOMO8 Y hayueHmos, nonyuaioujux ABIT sHympeb.

6. OpeaHusayus 6HymMpugeHHoll mepanuu 6 yci08usix OHe6H020 CMAayuoHapa uiu cmayuoHapa Ha domy cnocobcmeyem
noebvluleHUl0 KoMNniaeHmHocmu, npoguiakmuxe ob6ocmpeHuil. IIpeGvigaHue 6 060/bHUYE 0MS20UAEMCS  PUCKOM
nepekpecmHozo u CynepuH@uUyupo8aHus pe3aucmeHmHsIMu K AGHMUOGUOMUKAM WMamMmamu MUKpoop2aHu3mos, Cmpeccom,
nponyckom WKobHbIX 3auamuli. Kpome moeo, npebvleaue nayueHma 6 CmayuoHape 3HAUUMENbHO OO0poOce, UeM
ambynamopHoe JieueHue. Kamemepusayus eeH 0asHO cmana pymuHHOU MeOUyuHcKoli npouedypoli 6 mupe 014
obecneueHust pasnudHbIx U008 HympueeHHol mepanuu. IIposedeHue 6HympugeHHoll mepanuu uepe3 nepugpepuqeckuii
B€HO3HbIll Kamemep (kamemep nepugepuueckuli) uau nopm-cucmemy (nopm  UHQY3UOHHBIU/UHBEKYUOHHDBLIL,
UMNAAHMUpyemplli***) aensemca npakmuuecku 0e30NacHsM, eciu CoONH0armcs 0CHO8Hble YC108Us: Memod 00xeH
cmams NOCMOSHHBIM U NPUBBIUHBIM 8 NPAKMuUKe, JoxeH Obimb 0becneueH 6e3ynpeuHslii yxod 3a kamemepom. Kamemep

ycmaHasnueaemcs: 8 ycnogusix 0HegH020 cmayuoHapa unu 8sle30Holi 6puzadoti Ha domy [2,132,133,134,135].

(MSSA) u Haemophilus influenzae

PexoMeH[J0BaHO IpM BBIOOpe aHTMOAKTePMAIbHBIX IPEIapaToB ISl Tepanuy MaIyieHTOB C MYKOBMCIMAO30M C
BbICceBOM Staphylococcus aureus u Haemophilus influenzae npumeHsTh JIC B COOTBETCTBUM C UYBCTBUTENBHOCTHIO C
LEeNbI0 3pafuKaluMu NPUUMHHO3HAUMMOTO BO36GyguTeNsl (Tpemaparhbl, MO3UPOBKM U KPATHOCTh BBENEHMS,
npencTasiaeHsbl B Tabnumiax 10,11) [2].

(YYP - C, V], - 5).

Ta6muma 10. AHTMOMOTMKM, TMpUMeHsieMble y TAIVIeHTOB C MYyKOBMCIMIO30M, IIPM BBICEBE U3 MOKPOTBI/
6pOHXMATBHOTO cekpeta Staphylococcus aureus (MSSA)

AHTMGHMOTUK CyTouHble po3bl  AnA | CytouHble po3bl  ans | Cnoco6 sBeaeHus KpaTHocTb BBeaeHus
nerten B3pPOC/bIX
AMoKkcMumnnMH+KnaeynaHosas 60-90 Mr/kr 1,5-2r BHYyTpb 2-3
Kucnota**  (NMpoTMBOMOKasaH AeTAM A0 (pacuet no
2 ner) AMOKCULNNINHY)
90-120 mr/kr 3,6-4,8r1 B/B 3-4
OKCaUUNANH** 100 Mr/kr 2r BHYTpb 4
200-300 mr/kr 4-12 1 B/B 4-6
Lledanekcnn** (kancynel 250 wmr 25-50-100 mr/kr 2-4r BHyTpb 3-4
npoTuBoMnokKasaHbl Aetam ao 10 nert,
Tabnetkn 250 Mr - npoTMBOMOKasaHbl

AeTAM Ao 7 net)

Lledazonun** 100-150 mMr/kr 4-61 B/B 2-3

Lledpypokcum** 20 -30 mr/kr 05-1r BHYTpb 2
(cycneHsms ans  npuema BHYTPb —
npoTuBOrokasaHa AeTaM A0 3 Mec.,
TabneTkun — NPOTMBOMOKa3aHbl AeTAM 40 3

ner) 150-200mr/kr 3-9r B/B 3-4
A3UTPOMULINH** >6 mec.-10 Mr/kr 500 mr BHyTpb 1
(TabneTtkn 125 Mr — NpoTMBOMOKa3saHbl 40 Kypc 7-10 gHew

3 NeT, CycneHsus Ans npuema BHYTPb —
npoTuBOMNoKa3saHa AeTsM A0 6 Mec.)

KnaputpomMuume** 15 mr/kr ir BHyTpb 2
(Tabnetkn - NpoTMBOMNOKasaHbl AETAM A0

12 net)

[xo3aMuumH** 40-50 mr/kr 1-3r BHYTpb 2-3

(npoTvBOMoOKasaHMe - Npu Macce Tena
6onee 10 kr)

KnunpamMmumn** 20-40 mr/kr 1,8-2,4r BHYTpb 3-4
(p-p aAns  B/B M B/M BBeAeHUA
npoTMBOMOKasaH JetsM A0 3 neT,

Kancynbl HQOTMBOI‘IOK&SBHH nAeTaMm ao 8 ﬂeTﬂM cTapwe 3x ner 24-27r B/B 3-4
feT ¢ Maccoi Tena Ao 25kr) 40Mr/kr ’ !
[OOKCULMKANH** Odetsm Cc mMaccon Tena 1 peHb-200 mr 3atem 100 BHYTpb 1-2
(npoTvBOMOKa3aH AeTAM 0 8 neT) MeHee 45 Kr B MepBblii | Mr OAWH pa3 B CyTKU

fleHb feyeHuns 4 Mr/kr, B

rocneaywowme auu - 2-4

Mr/Kr.

[eTam ¢ maccoit Tena 6onee
45 Kr - KaK B3pOoC/biM

CynbdameTtokcason+TpumeTtonpum** 6-10 Mr/Kkr no 320 Mr no TpumMeTonpumy BHyTpb 2-3
(npoTuBONOKasaH AeTaM 40 3 feT) TpUMeTonpumy

npu TsXKenon uHdekum

BO3MOXHO yBenuueHue

[03bl Ha 50%




TuamdeHukona
aueTunuucTenHat

ramuuHaT

250 mMr (B nepsble 2-3 AHS
NleYeHnsi 4o3a MOXET BbiTb
yBenuyeHa B 2 pasa)

500mr

(B nepsble 2-3 AHS
JleYeHusi 103a MOXET BbiTb
yBenuyeHa B 2 pasa)

UHransuum

Ta6numa 11. AHTM6MOTMKM, TpUMeEHsSeMble Yy IMallMeHTOB C MYKOBMUCIIMIO30M, IIPU
6ponxuanbHoro cekpera Haemophilus influenzae

BbICeBe U3

MOKPOTBI/

AHTM6MOTUK CyTouHble pAo03bl  AnA CyTouHble fAo03bl  AnA Cnoco6 BBeaeHus KpatHocTb BBeaeHus

perein B3pOC/bIX
AMOKCULMNANHX* 40-60 mr/kr 1,5-2r BHyTpb 2-3
AMokcuumnnmH+KnaesynaHosas 60-90 Mr/kr 1,5-2r BHyTpb 2-3
KUcnota** (pacuet no
(npoTuBONOKasaH AeTsM 40 2 NeT) aMOKCULMNIUHY)

90-120 mr/kr 3,6-4,8 B/B 3-4
Lledypokcnm** 20 -30 mr/kr 05-1r BHyTpb 2
(cycneHsusa ana  npuemMa BHYTpb  —
npoTMBonokasaHa fneTam Ao 3  Mec.,
Ta6J)‘|ETKM — NpoTMBONOKasaHbl AeTaM A0 3 150- 200Mr/kr 3-9r B/B 3-4
ner
Lledmkeum 8Mmr/kr 400 mr BHYyTpb 1-2
(MpoTnBonoKasaH y aeteit Ao 3 neT u npun
Macce Tena Ao 25 kr)
LledTpunakcor** 50-80 Mr/kr 4r B/B 1-2
LledoTakcum** 100-150 mr/kr 2-8r B/B 2-4
Jokcnumknun** [etn c maccoit Tena Ao 45 1 peHb-200 mr 3atem 100 BHYTpb 1-2
(npoTmMBONOKa3saH AeTam Ao 8 ner) Kr B MepBblii AeHb - 4 Mr/ M OZIUH pa3s B CYTKK

Kr, B nocneaywouwue AHU -

2-4 Mmr/kr.

[eTtam c maccoi Tena 6onee

45 Kr - KaK B3poC/bIM
TuamdeHvkona ravuuHaT 500 -1000 mr 1000mMr UHransuum 2
aueTuumMcTenHaTt

uHbexrun

e [Ipy mepBuYHOM BbiceBe MRSA y CTaOWIbHBIX TALMEHTOB (BHE OOOCTPEHMS XPOHMUECKOTO BOCIAIUTEIbHOTO
mpoliecca) B KayecTBe IMEPBOIi JIMHUM Tepamnuy Py OTCYTCTBMM MPOTUBOIIOKA3aHMIA PEKOMEHIyeTCs HasHaueHue
IIBYX aHTMOAKTepUaabHBIX MPEINapaToB per oS B TeueHue 1-3 MecsIeB, yaiie 3T0 KOMOMHAIMUS pudaMmuiyHa™* ¢
dysumoBoit kucnotoit win Cynbdamerorkcason+Tpumeronpum™** (tabm.12) [2,15].

(YVP - C, VAT - 5).
KommeHnTapumu:

o o ¥V nayuenmos cmapuwe 12 nem pudamnuyun™* moxcem couemamscsi ¢ OOKCUYUKAUHOM ™™ (#MUHOYUKIUHOM) OJs

npuéma per 0s (mabn.12). Ionyckaemcs MoHOmepanus JOKCUYUKNUHOM ** unu
Cynspamemoxcazonom+Tpumemonpum™* (mabn.12) [6, 7]. Heo6xo0umo nOMHUMbL 0 2enamMoOMOKCUYHOCMU
npenapamos.

o B03MOX}CHOTI anbmepHamueoli A61s1emcs UCN0Nb308aHUe #8AHKOMULYUHA™™ 8 (hopme OnA UHBEKYUOHHO20 NPUMEHeHUs
UH2aNAYUOHHO (NpuMeHeHUe 6He 3apezUCmpUupOB8aHHbIX 8 UHCMPYKYUU JIeKAPCMBEHHO20 Cpedcmea noKA3aHull
ocyujecmensiemcst no peweHur 8pauedHoli KoMuccuu, ¢ paspeuieHust JIOKaibHo20 IMu4eckozo Komumema meouyuHcKoLl
opeaHuzayuu (Npu Hanuuuu), ¢ ycaosuem NOONUCAHHOZ0 UHGOPMUPOBAHHO20 co2ndcus podumeneli (3AKOHHO20
npedcmasumens) u nayueHma 8 8o3pacme cmapuie 15 nem) 8 meuexue 3-4 Hedenw [115,116,121,122,123,136,137]
(mabn. 12).

o C yuemom 3HAHUll 0 Mecmax 803MoxcHoll KonoHuzayuu MRSA, napannesibHo, 00HO8PEMEHHO C HAUATIOM IPAOUKAUUOHHOTI
mepanuu, Heobxoduma o00pabomKka Koxcu, NOAOCMU HOCA U POMOZIOMKU AHMUCENMUKAMU, A makxce O0e3uHpexyus
oKkpyxcaroueti cpedol:

1) sHdoHasanvHo mynupoyuH 2% 2 pasa 6 OeHb + 00pabomKka Koxcu 800HbIM pAcmeopom Xaopzexcuduna™* 0,5% e
meuenue 5 oueii;

3) nonockarue nonocmu pma 0,5% 600HsIM pacmeopom xnopzekcuduHa** 6 meuerue 2-x Hedesv;
4) 2eHepanvHas YyOOPKA #UN020 NOMEUJEHUS;
5) exedHesHas cmeHa HamenbHO20 besbsi 8 meueHue 5 OHell;

6) cmupka nocmeJjibHbulx npuHaaﬂeJicHocmeﬁ, 6€ﬂb}1, nojiomeHey 8 pexume 8bICOKOT memnepamypbl exceHedeIbHO 8
meueHue ecezo nepuoaa JleueHus,

7) nocne uHUYuayuu geyeHust HeoGxo0uMa cMeHa 3yOHbIX Wemok, pacuecok, Wlapukosslx 0e3000panHmos, 2y6Hoil nomaos!;

8) sce uneHvl cemblU, a maxxie domMawHue *usomHoie 00J#HbL OblMb 00CI008aHbL U, 8 Cyuae udeHmugukayuu MRSA,
CaHUPOBaHbL.



o [Ipy mepBuMYHOM BbiceBe MRSA y HeCTaGUIbHBIX MAlMEHTOB (IIPY OOOCTPEHMM XPOHMYECKOTO BOCIATUTENILHOTO
npoiiecca), peKOMeHAyeTCs MpoBefdeHMe BHYTPMBEHHOI WM TepopajbHON Tepanmuyu B TeueHue 2-X Helelb
JIMHE30UAOM™ ™ JJIM TEHKOIIAHMHOM, MPOYMMM aHTUOMOTMKAMM, aKTUBHBIMM B OTHouieHurM MRSA (Tab6m.12)
[2,116,136,137,138].

(YYP - C, V], - 5).

KomMeHTapum: Y nauyueHmos ¢ uacmsiMu 000CMpeHusmMu Npu XpoHuueckom uHpuyuposaHuu MRSA 603MOMCHO
UCNONB3068aHUE UH2ANAYUL #BAHKOMUYUHA™™ 6 opme On1 UHBEKYUOHHO20 NPUMEHEHUS 8 HENPEepbleHOM pexcume

(mabn.12) [136,137].

Ta6muma 12. AHTMOMOTUKM, TMPUMEHSIEMble Y MAIMEHTOB C MYyKOBUCIIUIO30M,

6POHXMATBHOTO CeKpeTa MeTULIWJUIMHPe3ucTeHTHOTro Staphylococcus aureus (MRSA).

Inmpm BbICEBE U3 MOKpOTbI/

(npoTuBONOKasaH AeTsaM 40 8 ner)

B MepBbli AeHb NeyeHus 4 Mmr/kr/
CyT, B nocneaywowme auu - 2-4 mr/
Kr/cyT.

[Oetam c maccoi Tena 6onee

45 Kr - KaK B3poC/ibiM

MIr OAWH pa3 B CYTKK

HasBaHue npenapata Oo3a ans CyTo4yHas nosa ans Cnoco6 KpaTHocTb BBeaeHus
Aeten B3pPOC/bIX BBefieHUsA
PucdamnmumnH** 20 Mr/kr/cyT 600-1200 mMr BHYTpb 2
(B MOHOTEpanuu He HasHayalT)
(npoTuBonokasaH AeTsm Ao 1 roaa) (makcumanbHo 600 Mr B CyTKM)
CynbdameTokcason +TpumeTtonpum ** 6-10 Mr/Kkr/cyT No TPUMETONPUMY, 320 Mr no TpumeTonpuMy BHYTpb 2-3
(npoTMBONOKa3saH AeTaMm A0 3 ner) npu TSHXKENON MHGEeKUMn
BO3MOXHO YyBe/in4eHue [03bl Ha
50%
®y3uagosas kucnota 40-60 Mr/kr 2250mMr BHYTpb 3
(npoTuBONOKasaHa AeTsM A0 3 neT) #<1 ropa: 15mr/kr 3 pasa B AeHb
#(no 3 net) 1-4 ropa: 250 mr 3
pasa B AeHb
5-12 net: 500 Mr 3 pasa B AeHb
> 12 net: 750 Mr 3 pasa B AeHb
KnuHaammumnn** (npoTuBONOKa3saH 20-40 mr/kr/cyT 1,8-2,4r BHyTpb 3-4
AeTAM A0 3 ner)
40Mmr/kr/cyT 1,8-2,7r B/B 3-4
LOKCULUMKNNH** [eTam c mMaccoit Tena mMeHee 45 Kkr 1 peHb-200 mr 3atem 100 BHYTpb 1-2

TUreunknuH**
(npoTuBONOKasaH AeTsM Ao 8 neT)

B Bospacte 8-11 net - 2,4 Mmr/kr/
cyT

MakcuManbHas gosa - 100 mr

Jo3a c 12 po 17 net cocraBnset
100 mr.

HauanbHas gosa - 200 wmr,
pnanee 100 mr

B/B B TeueHue 30-60 MUH.

JluHesonua** po 12 ner - 20-40 wmr/kr/cyT 1200 mr BHyTpb, B/B 3 - po 12 net, 2 -cTapu
(TabnetTupoBaHHble dopmbl (makcumanbHo 600 mr). Crapwe 12 12
NpOTMBOMOKa3aHbl AeTAM A0 12 neT) net - 1200 mr
BaHKOMUUNH** 45 mr/kr/cyT 2-4rp B/B 3-4
#BaHKOMULMH** 4 mr/kr/cyT (MakcumyMm 200 mr) 4 800 mr MHransumMoHHo 3-4
(cbopmbl ns MHBLEKLMOHHOrO | pasa B AeHb. K oTMepeHHoW aose
NpUMEHeHNs) no6aButb xnopuaa Hatpus 0,9%

A0 4 mn.
TelikonnaHuH >1 mecsiua - 10mr/kr (makc. 400 800 mr B/B 1-2

Mr) BBOASTCA 3 A03bl Kaxable 12

yacos (Harpy3souHas Ao3a).

Mocneayrowme 24 vaca 10 Mr/kr

(makc. 400 Mr) oaAHOKpaTHO/CYT.
LlecdTaponvHa docamun** 2 mec-2 roaa 24 mr/kr. OT 2-128 600 Mr B/B 2-3
(npoTMBOMNOKasaH AeTsaM A0 2 Mec) net 36 mr/kr, 12-18 net 36 Mr/kr.

- pasosas no3a (Pasosasi nosa He

AOMKHa npesbiwatb 400 Mr)
TenaBaHUUH** nauuveHTam crapiue 18 net 10 mr/kr B/B (He MeHee 60 MUH.) 1

IlpumeuaHus:

# - npumeHeHue NeKAPCMBEHHO20 Npenapama 6He 3apezucmMpUupoSaHHbIX 6 UHCMPYKYUU JIeKapCmeeHHoz20 cpeocmea
noKasaHutl ocyujecmesisemcst no pewieHur 8pavyeOHoll Komuccuu, ¢ paspeuieHus JIOKanbH0z0 3muueckozo Komumema
MeOUYUHCKOL opzaHu3ayuu (npu Haauyuu), ¢ yciosuem nOONUCAHHOZ20 UH(POPMUPOBAHHO20 cozndcus podumenell
(3akoHH020 npedcmasumens) u pebeHKa 6 opacme cmapuie 15 nem.

I _165,115,116,121,122,123,136,137].

Anudemuonozuueckue uccnedosanus demoHcmpupyiom, umo MRSA accoyuupyemcs co CHUMeHHOU né2ouHoli pyHKyuet,
6onbuieti nompeGHOCMbI0 8 MeOUKAMEHIMO3HOl mepanuu u Xyouieli ésicusaemocmeoio. s apadukayuu 8030youmens
ucnonv3yrm 0oCmamoyHo azpeccusHsle CXembl JieueHusl.

3.1.3.4 AuTH6GaKkTepHaIbHas Tepanus Mpu BbISIBJI€HUM B MOKpPOTe/6pOHXMATbHOM cekpete P.aeruginosa

PexomeHIyeTCsT ONHOBPEMEHHOE HasHaueHue 2-3 MPOTMBOMMKPOOHBIX IIPErapaToB M3 pasHbIX T[PYII, UYTO
MpeIOTBPAILAeT Pa3BUTIE YCTOMUMBOCTY P.aeruginosa vi Crioco0CTBYeT DOCTMKEHMIO MaKCYMAaIbHOTO KIIMHUYECKOTO
adbdexra (3pagukauuu P. aeruginosa) [2,4,15,111,112,113].

(YYP - C, VI - 5).



KoMmmeHTapum: Haubonee uacmo npumeHsom KoMOUHAUUU aAMUMO2AUK03udos ¢ yepanocnopuHamu 3—-4 nokoneHus
(mabn.13). IlenecoobpasHo nepuoduuecku MeHAMb KOMOUHAYUU AHMUOUOMUKOS8, 3I(ppekmusHblX 8 OmHOUleHUU
cuHezHoliHOll nanouku. Credyem nomHume, umo JabopamopHoe onpedejeHue 4ygCMeumenbHOCMuU MUKpOOp2aHusma K
aHumubuomuxam He 8cez0a NOJIHOCMbI0 cosnadaem ¢ KAUHUUECKUM 0MeemoM Ha NPosooduMyio mepanuio

B msicensix cayuasx, npu HeCmaobuibHOM COCMOSHUU, ONYCKAemcs HenpepbleHoe npumeHeHue npenapama [139].

PeuieHue 0 Ha3HaueHUU He3apezucCmpupo8aHHbIX NPenapamos N0 HU3HEHHbIM NOKA3AHUSIM NPUHUMAEMCS. KOHCUTUYMOM
edepanvHoli MeQUYUHCKOLI Op2aHU3ayuu; 6603 npenapama OCyujecmensiemcsi 6 coomeemcmeuu ¢ 3aKoHo0amespHotl
6asoli dns obecneueHus NAyueHmMos He3apezucmpuposaHHsiMu 6 PD JiekapcmeeHHbIMU hpenapamamu no HU3HeHHbIM
noxazavusm (Ilpuxaz MuHucmepcmea 30pasooxpaveHus u coyuanbHozo passumus Poccutickoii @edepayuu «O nopsoke
NpUMeHeHUs JIeKapcmeeHHblx cpedcma y NayueHmos no #usHeHHsIM nokasarusm» om 9 ageycma 2005 2. N© 494).

Ta6amua 13. AHTUMOMOTMKM, IIPpMMEHSIEMbIE Yy IIal[MEHTOB C MYKOBMUCIMO30M, IpPU BbICEBE U3 MOKPOTHI/
6POHXMATBLHOTO cekpeTa P. aeruginosa.

AHTUM6MOTUK CyTouHas posa ansa CyTO4HbIe A03bl Cnoco6 BBeaeHus KpaTHOCTb BBeAeHUA
aeren ANA B3pPOC/bIX
AMmukaumnH** 20-30Mmr/kr 700 - 1500 r B/B 1
FeHTamMUUMHEX 10 mr/kr 10 Mr/kr B/B 1
TobpaMnumH
LmnpodnokcaunH** (npotuBonokasaH #<1 mec. 30 mr/kr; 1,5-2,25r BHYTpPb 2
AETSM C MyKOBUCLIMAO30M A0 5 neT) >1 mec. 40 mr/kr (750 mr -
Makc.)
10 mr/kr 800 mr B/B 2
#eBodnokcauuH ** 16-20 Mmr/kr 500-1000 mr/cyT BHYTpb 1-2
(npoTuBonokasaH Ao 18 ner)
16-20 mr/kr 1000 mr B/B 2
Ledrasnanm™ 150 - 250 mr/kr 6-9r B/B 2-3
Lledbenum** 100-150 mr/kr 4-61 B/B 2-3
(npoTvBOnoOKasaH JAeTaM o0 2 MecC.
XKU3HW)
Lledbenum+cynbbaktam c 2 mecsiueB - 50-80 mr/kr 4r B/B 2-3
(NnpoTMBOMOKa3aH JAeTsaM A0 2 Mec.
KU3HU)
UedTasmamm + aBnbakTtam ** no 18 net He 6000/1500 mr B/B 3
npumeHseTca
MunepaunnnnH+ 270-360 w™r/kr 13,51 B/B 3-4
TaszobakTam
(npoTmMBOMOKa3saH AeTaM A0 2 neT)
LledonepasoH/Cynbbaktam** 150-200 mr/kr 8r B/B 2
A3TpeoHaM 150-250 Mr/kr 8r B/B 4
(npoTnBONOKasaH A0 Bo3pacTa 9 Mec.)
NmnneHem+ 50 - 100 wMr/kr  no 2-4r B/B 3-4
Lunactatnn** (npoTnBOMOKa3saH vMUneHemy
AETAM 10 3 MeC. XW3HK)
MeponeHem * 60-120 Mr/kr 3-6r B/B 3
(npoTvBonokasaH JAeTaMm o 3 Mec.
KU3HU)
[JopvineHem [0 18 net He 3000 mr B/B 3
npumeHserca
Q)OCC]JOMMLLMH** (npoTuBonokKasaH 0,2 -0,4 r/kr 10-12r B/B 3-4
netam ao 12 ner)

I[Ipumevanmsi:

#HpumeHeHue JIEKAPCMEeH020 npenapama y 0emeli 8He 3apezucmpupo8aHHblX 8 UHCMPYKYUU JeKApCMeeHH020 cpedcmaeda
NOKA3aHULl OCyulecmeJsisencs no peuwieHury 8pauebHoli Komuccuu, ¢ paspeuieHus JIOKanwsH020 3muueckozo Komumema
MeOUYUHCKOL OpeaHu3ayuu (Mpu HAIUYUU) NPU HAAUYUU NOONUCAHHO20 UH(POPMUPOBAHHO020 co2aacus podumeeli
(3aK0HHO020 npedcmasumeris) u pebeHKa 8 803pacme cmapue 15 nem

Tpu Hanuuuu MeQUYUHCKUX NOKA3aHULL (N0 HUSHEHHBIM NOKA3AHUAM, 8KIIOUAs UHOUBUJDYAbYH0 HENEPeHOCUMOCMy, daee
— N0 JKU3HEHHbIM NOKA3AHUSM) NO peuleHuro 8paueOHOll KOMUCCUU OCywecmesisiemcs HasHaueHue JeKapCmeeHHbIX
npenapamos He no Mexc0yHapoOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOB8AHUIW (dacmb 15
cmamou 37 ®@edepanvHozo 3akoHa om 21.11 2011 N° 323-@3 «O6 ocHosax oxpdHwvl 300p0sbs 2paxoaH Poccutickoli
@edepayuu» u nyHkm 6 Ilopadka Ha3HaueHus JeKAPCMBEHMbIX hpenapamos, (Gopm peyenmypHoix ONaAHKO8 HA
JlekapcmeeHHosle npenapamol, Nopsoka OQOopMIeHUs YKA3aHHbIX OJIAHKO8, UX yuema U XpPAHeHUs, YMeepiHOeHH020
npukasom MuH3dpasa Poccuu om 14.01.2019 N° 4H). PeweHue 8paue6HOlU Komuccuu ogopmasemcss npomoKoaom u
8HOCUMCS 8 MEOUYUHCKYIO JOKyMeHmayuio nayueHma.



PeuwieHue 0 Ha3HaueHUU He3apezucmpuposaHHsIX NPenapamos No HU3HEHHbIM NOKA3AHUSIM NPUHUMAEMCS. KOHCUTUYMOM
hedepanvHoli MeOUYUHCKOLI Op2aHu3ayuu; 6603 npenapama 0OCywecmensemcss 8 cO0meemcmeuu ¢ 3aKOH0O0amesbHoll
6asoli dns obecneueHus nayueHmos He3apezucmpuposaHHsiMu 6 PD siekapcmeeHHbIMU npenapamamu N0 HU3HeHHbIM
nokasauvusm (lpuxka3 MuHucmepcmsa 30pasooxpaHeHusl U coyudnbHozo passumus Poccutickoti @edepauyuu «O nopsioke
NpUMeHeHUs1 1eKApCMeeHHbIX CPedCme Y 60IbHbIX N0 HUSHEHHBIM NOKA3aHusm» om 9 aszycma 2005 2. N° 494).

PekoMeHayeTcsl TIpoBeJieHMe TPOGUIAKTUIECKMX KypCOB AaHTMOAKTepMaabHO! Tepamuyu IpU XPOHUUYECKOi
KOJIOHM3AIMY HYKHMX JbIXaTeNbHBIX ITyTelt P. aeruginosa, Iyisi yBeIuueHUs TPOAODKUTENTbHOCTY KM3HM TTal[I€HTOB
[2,65,116,137,138].

(YYP - C, VI - 5).

KommenTapuii: ciedyem nomMHums, umo npogedeHue npouiakmuueckux Kypcoé aHmubakmepuansHoli mepanuu
npakmuyecku He CKA3bl8AeMCs HA YCMOLUUBOCMU WIMAMMO8 MUKPOOP2AHU3MO8 TONBKO NPU C80€8PEMEHHOLl CMeHe
NpUMeHseMbIX NPeNnapamoe.

Ipu uacmoix 060cmpeHusx UHHEKYUOHHO-80CNANUMENBHO20 hpoyecca 8 OPOHX0NIE2Z0UHOLL cucmeMe ciedyem yeeauuusams
NpPoOONHUMENBHOCMY KYPCO8 aHmubakmepuansHoli mepanuu 0o 3 Hedens u 60Jee, UCN016308aMb BHYMPUBEHHBLI CNOCOO
66edeHUss U /ulU COKpawjamos UHmMepeansl Mexcdy Kypcamu u/unu mexcdy Kypcamu npumeHsms YunpoproxkcayuH™*
[1,4,31,111,114,116,140,141]. Y demeii maaduie 5 1em HA3HAUAMb NO peuleHUIO 8PAUEOHO20 KOHCUNUYMA.

Crparterus autTu6umoTukorepanum P. aeruginosa iudexuyuu ipu MB
dpazukanusa Pseudomonas aeruginosa ipyi IepBUYHOM BbICEBE

I[Ipy oOTCYyTCTBUMM Yy TAllMeHTa KJIMHMUYECKM 3HAUMMBIX pPeCHMUPATOPHBIX CUMIITOMOB, IIpYM MUHUMAaIbHbBIX
CTPYKTYPHBIX M3MEHEHUSIX B JIETKUX U TIPU YCJIOBUY MTPOBEIEHNSI GAKTEPUOIOTMUECKOTO MOHUTOPUHTA He peske 4-X
pa3 B rofi peKOMeH/IyeTCsT TPOBEIeH)e OHOTO U3 2-X PEKMMOB aHTMOAKTEPUATbHOM Tepanuu C eIl SpaauKalum
P. aeruginosa pjist yBeJMueHUS MPOAO/KATENbHOCTY XU3HU U TPOGUIAKTUKM CHYDKeHUST QYHKIMM JIETKUX [IJIST BCeX
BOo3pacToB nauyuenTos [10, 11, 31]:

- VHTQISIIMM TOOpaMuUMHa** B Bupme pactBopa 300 Mr X 2 pasa B JeHb WIM B BUIE KallCya C IOPOIIKOM st
MHTAJISMi (06e JleKkapcTBeHHbIe (OPMBI TPOTUBOITOKA3aHbI [IsI TeTelt 1o 6 jeT) 112 Mr x 2 pasa B IeHb B TeUeHMeE
28 pueit [1,2,4,15,111,112,113] (YYP - A, VO], - 2), BO3MOXHa KOMOMHAIMS C IuUIpoduiokcanyHoM™* (Ta6m.13) B
TeyeHue 3 -x Hemenb [1,2,15,65,111,112,113,116,138].

(YYP - A, V], - 2).
NJIn

- KOMOVHAIMS VHTASIMOHHOTO KomctuMeTtata HaTpus™* (1muH. EJI X 2 pasa B JeHb y fgeTeii muagiie 8-10 ner, 2
maH. EJl x 2 pasa B JeHb y manueHToB 8-10 jieT u crapiie) (Os geTeit miajlle 6 JeT Ha3HA4yaTh [0 peLIeHUI0
BpauebHOro KoHcuauyma) [116] B TeueHMe 3-X MecsieB B coueTaHuy ¢ HumnpodaokcauuHom™* (Tabm.13) per os u3
pacueta 30-40 MI/KT/CyTKM B ABa IpMéMa B TeueHMe OT 3 Hedesldb JO 3-X MecCsileB B 3aBMCMMOCTM OT BO3pacTa
[2,15,116,138].

(YYP - C, VI - 5).

KommeHTapumu: 8 Hacmosuiee 8pems 6€30nacHoCmy U 3()hekmusHoCms UH2ANAYUOHHO20 MoOpamuyuHa™* doxazama y
demeli ¢ 6 mecsiuHo20 8o3pacma [142].

B cnyuae ucnonws308aMus UHZANAUUOHHO20 AHMUOGUOMUKA 6nepevle, nepeas UHzaaAuyus OOAXCHA Nposodumscs nod
epaueOHbIM HabodeHuem. Ilpu Hanuuuu seaeHuii 6porxocnasma 3a 10-15 munym 00 uHeansyuu ciedyem ucnonb308amo
6POHXONUMUKU.

Yepes 7 — 14 OHell nocie 0KOHUAHUS KYpca aHmubakmepuaisHoli mepanuu Heo0xo0umo npogecmu 6akmepuoiozuieckoe
uccnedogarue Mokpomol (21y60K020 opogapurzeansHozo maska [116]) 0na oyeHku spdexmusHocmu 3padukayuoHHoIl
mepanuu [2].

Y cmabuneHbix nayueHmos ¢ 6osee maxensim 3a601e6anuem Aézkux (npu Haauuuu copmuposasiuxcs GpoOHX0IKmMasos,
amenekmasax, HU3KUMU (YHKYUOHANbHBIMU NOKA3amensmu), 6 omcymcmeuu O0NHHO20 6akmepuonozuueckozo
KOHmpons (pexce, uem 1 pas 8 3 mecaya) 803MOx#HO UHUYUUPYIOUjee OnuMmenbHOe NpUMeHeHue UH2anayuti moGpamuyuHa e
HenpepsigHOM pexcume 00 3-6 mecayes (no peuwleHur Jeuaujezo 8paua) [116]. BosmoxcHo OobaeneHue K mepanuu
nepopaibHo20 YyunpodrokcayuHa 6 mevetue 3-4 Hedens [2].

Ipy HAMMUMM KAMHUYECKM 3HAUMMBIX DPECIMPATOPHbIX CUMIITOMOB, IPU3HAKOB 060OCTpeHMsS OGPOHXOIETOUHOTO
Mpolecca, y HEKOMIUIAeHThIX MallMeHTOB PEKOMEHIOBAaH ABYXHENENbHbBIV KYpC BHYTPMBEHHOM KOMOMHMPOBAHHO
(mBa mpemnapaTa) aHTUCUHETHOHOI Tepanmu C 1ebIo dpafauKanyuy Bo3oyautens [65,116,138,141].

(YYP -C, VII-5).



KommeHTapum: npednoumenue omoaémca KomOuHayuu yemasuduma™* ¢ amuHozauxosudamu (mobpamuyut™* umu
amukayun**). B cnyuae couemaHuss P. aeruginosa co S. aureus pekomeHOyemcs KoMOUHAuus meponeHema** ¢
mMoOpaMyuHoM** unu amuxayuHom** (mabn. 13) [65].

Koumpons a¢ppexmusHocmu makie nokaszaH uepes 7- 14 OHeli nocie OKOHUaHUSL mepanuu.
HNuaTepMuTTHpYIOIas U XpoHnueckas naderuuu P. aeruginosa

Tpu unmepmummupyrouieli uHpexkyuu P. aeruginosa 803mMoxcHOCMb caHayuu MOKpomsl nayueHmos ¢ MB 3HauumenbHo
ebllle, YemM Npu XpPOHUUECKOU. B MHO20/eMHUX UCCe008AHUAX NOKA3AHO, UMO AKMUBHAS AHMUMUKPOOHAS mepanus
noseonsiem npedynpedums uiu 0mcpouums passumue xpoHuueckoti P. aeruginosa umgpexyuu 6onee uem y 80% nayuenmos
c MB.

PexoMeHJ0BaHO, eciu apanuranust Paeruginosa mocie MpoBeIeHHOTO Kypca aHTMOMOTUKOTepanyuy y HanyeHTa ¢
MYKOBUCLIMIO30M He TpOM30LUIAa M Yy MallMeHTa pa3BUIach XpOHMUeckasl CMHerHoitHas uHbeKuusi, Ha3HaueHue
VHTaJISIIIMOHHOM MPOTUBOCUHETHOHOM Tepanuy (TOOpaMULMH** (KaIlCy/Ibl C TTOPOLIKOM JIJISl MHTJISLINIA, PACTBOD
JUTIST VIHTAJSIIUIL) MY KOIMCTUMETAT HATpUsT (PACTBOD AJI MHTAISALMiL)) (Tabi. 14) [265].

(VYP - C, VO] - 5).

KoMMeHTapmm: no3eonsem yMeHblUms puck pdseumus o060ocmpenuii GPOHX0/Ie204HO20 Npoyeccd, CimeneHs
BbIPAMEHHOCMU PECNUPAMOPHBIX NPOSAGJIEHUL, COKPAMUMb YUCAO0 KYpCo8 mabnemuposaHHoli Uiu 6HYMpueeHHOl
aHmubaKkmepuaisHoli mepnu u yiyuwums nokazamenu GpyHKyuu eHetHezo dvixanus [2,65].

Ta6muia 14. CxeMa aHTMOAKTePUAIBbHO TepaNuK IIPU XPOHNUECKON CUMHETHOHOM nudekuym [2,15,141].

Unransiyy To6pamuiinHa™* B pactBope aast uHransiuit 300 mr wiu To6pamMuiinHa™* B Karcysiax ¢ MOPOUIKOM JJIst
yHransauui - 112 mr (4 xamncysbl) ABaKAbl B CYyTKM MHTEPMUTTUPYHOIIMMM Kypcamu 28 pHeii npuema, 28 nHeii
TepepbIB, BCETO 6 KypCoOB B rofi, (06e JieKapcTBEHHbIE (DOPMBI MPOTMBOIIOKA3aHbI JETSIM 110 6 JIEeT)

win

pactBop st mHranauuit Komuctumerar Hatpus™* 1-4 muiH. EJ/24 4Yac MOCTOSIHHO WM JIPYTroil aHTUOMOTMK B
VHTAISIUSX TIOCTOSIHHO BCEM JETSIM C XPOHMUECKOV KOJOHM3alMell CUMHErHOMHONM Majloukyu (TIPOTMBOIIOKA3aH
eTsIM 10 6 J1eT)

V NaumMeHTOB C MPOrPeCcCUPYOIIMM CHIDKeHMeM GYHKUMM JIETKMX M YacThIX OOOCTPEeHMSX, a TaKKe IIpU
HEIOCTaTOYHOM 3 deKTe OT MHTATSIIMOHHOM aHTU6AKTEPUATHHON Tepanyuy OCHOBHOM PEXMM TepParuy BKIIOUAET:
2-X HeJleJIbHbIN KypC BHYTPUBEHHO! aHTMMMUKPOOHOI Tepanuy Kaskable 3 Mecsia

IIpenapamel 0nsa_eHympueenHozo 8gedenus: Tobpamuimua™** 10 mr/kr wiu AMukanuua** 20 Mr/kr 1pas B JeHb WK
Tobpamuimu** 10-12 Mr/Kr B OeHb (O JOCTMXEeHMSI B ChIBOPOTKE KPOBM KOHLEHTpauum 1-2MKI/MIT)
+ledrasumum** 150-200 Mr/Kkr B AeHb B/Buiu + MeponeHem™* 60-120Mr/Kr/244ac B/B Uau + APYroit aHTUOMOTUK,
aKTUBHBI MPOTUB CUHETHOMHO Mayouku. IIpy KIMHUYECKO HeCTaGUIbHOCTY: YBEIMUEH)e MPOIO/DKATETbHOCTI
KypPCOB B/B aHTUOAKTepUAIbHOM Tepanuy 0 3 Hell. /My COKpalleHMe UHTEPBAIOB MeXIY KypcaMu, U/Wiy IIpueM
Lunpodnokcanmua**/#0dnokcanmua**  20-40Mr/Kr/CyTKM BHYTPb MeXIy KypcamMM B/B aHTUMOaKTepUaTbHOM
Tepanuu, a TaKKke He IIpepbIBHAsS MHTAISLMOHHAS aHTMOaKTepuasbHas Tepanusi kKypcamyu TobpamuuyHa™** u
Komuctumerata HaTpust** (o6e ieKapcTBeHHbIE (DOPMBI IIPOTMBOIIOKA3AHbI IETSIM 10 6 JIEeT)

sk

ok

[IpumeyaHne:

# IpMMeHeHMe y JAeTeli JIeKapCTBEHHOTrO IIperapara BHE 3aperuMCTPMPOBAHHBIX B MHCTPYKLUM JIEKAPCTBEHHOTO
CpelCTBa MMOKAa3aHMII OCYIIECTBISIETCS TI0 PelIeHNI0 BpauyebHOoi KOMMCCUH, ¢ pa3pelnieHus JIOKaaIbHOTO 3TUYECKOTO
KOMMUTETa MeOUIIMHCKOM OpraHu3anuy (Mpy HaINUMK), C YCIOBMEM TMOAMMCAHHOTO MHGOPMUPOBAHHOTO COTIACHS
ponuTeseit (3aKOHHOTO MpeaCcTaBUTeNs) 1 pebeHKa B Bo3pacTe crapiie 15 jeT;

To6bpamMuiiH (pacTBOp i MHrajsuuit), To6paMuiH (Karcyibl C ITOPOLIKOM MAJisI MHTrasjsiuuit), Komuctumerar
HaTpus (pacTBOP AJIS MHTAJISLIMIA) -TIPOTUBOMOKA3aHbI AETIM 110 6 JIET);

OduiokcaliH — MPOTUBOTIOKA3aH AeTsIM (10 18 jeT);
[TpoTuBomnoKasanus 1jisi octanabHbix JIC — cm. Tabn.13.

3.1.3.5 AuTuGakTepMajibHasg Tepamus IIPM BbICEBE M3 MOKPOTBI/GpPOHXMaIbHOro cekpera Burkholderia
cepacia complex

OO6uIMe paBWia aHTUMUKPOGHOIT Tepanuun:

PexkomeHpayeTcst ipy uHbMumMpoBauun Burkholderia cepacia complex HeMejieHHas! aHTMOAKTepUATbHAS TePATTUUS
BCJIEICTBME ee BBICOKOI BupyneHTHOCTH [1,2,65,116,137,138,143,144 ].



(YVYP - C, VO] - 5).

KommeHnTapuii: uHpuyuposarnue Burkholderia cepacia complex OdocmoeepHo yxyoduiaem KiAUHUUECKOE COCIMOSHUE
nayueHma u npozHo3. Ecms omdenvHble coobujeHUss 06 ycnewHol spadukayuu HeKomopwix u3onsmoe Burkholderia
cepacia complex ¢ npumeHeHuem paHHell azpeccusHoli aHmubakmepuaibHoii mepanuu 00 GopMuUpo8aHUs. XPOHUUECKOL
uHgekyuu. Ilpu amom cnedyem yuecms, umo odokazamenvHas 0aza 8 OmMHoweHUu mepanuu OAHHOU UHGeKyuu 8
Hacmosiujee epems Hegeauka. IIpenapamet, npumeHsiemble npu OaHHOU UHpeKyuu npedcmasneHst 8 mabnuye 16.

PexOMeHOBaHO [JIS1 Tepamuyu TMalyeHTa ¢ MYKOBUCLMZO030M C BbiceBoM Burkholderia cepacia complex, kax mpu
MEPBUYHOM BBICEBE, TaK M [Jis JieueHus] OGOCTPEHUsS] OPOHXOJETOYHOTO IMIpOIlecca OTHABATh MPEATIOUTEHUE
KOMOMHAIMM M3 TpEX MpernapaToB (Kak Oomee 3(QeKTUBHOI), KypcoM OT 3 Hemelb u 0Oolee, a Takxke
KOMOMHMPOBATb BHYTPUBEHHbBI ¥ MHTAISLMOHHBINA M/WIX TIEPOPATbHBIA MyTh BBENEHUS aHTMOAKTEPUATHHBIX
npemnapaTos [116,137,145].

(YYP - C, VI - 5).

KommenTapum: Haubonsuiyto akmusHocms in vitro coxpansiom Lle¢pmasudum™*, #ITunepayunnun+Tazobakmam,
Meponenem™*, munerem**, #Cynvpamemoxcazon+Tpumemonpum™* u #TempayukauHsl. B KauHuueckux uccnedo8aHusx
Haubonee appexmusHbl Meponenem™?, #ToOpamuyuH**, #Cynvpamemoxcason+Tpumemonpum ™%,
#Iunepayunun+Tazobakmam, #Jokcuyuknun™* u #Llepmasudum™* (mabn.15). [Ina onmumusayuu ucxodos «cepacia
syndrome» pekomeHndyemcs o00s3amenvHoe 6KIOUeHUe 6 cXxemy JeveHus #Cynspamemoxcason+Tpumemonpuma ™™,

AppexmusHo npumeHeHue MpEXKOMNOHEHMHOU CXeMbl 6HYMPUBEHHO020 88edeHUss MeponeHema™*, TobpamuyuHa™** ¢
Lledpmasudumom** 8 meuerue 2 -x Hedesb U 6onee (mabn.15) **[1,2,116,137,147].

sk

AppexmusHa  dnumesnvHas, om 3 Odo 12 Hedens, mepanus nepopanvHsiMu npenapamamu
#Cynvpamemoxcazonom+Tpumemonpumom™* u/unu #JoxkcuyukauHom™* u /unu #Xnopampernuxonom™** (Ha ¢oHe
6HYMpuUBeHHOUl mepanuu uiu nocie Hee) (mabn. 15). Ilpu xpoHuueckoili uHpexyuu Burkholderia cepacia complex
pexomendyemcs npuem mabiemuposartuix popm #Cynspamemoxcasona+Tpumemonpuma™* (mabn.15) [1,2,116,137].
FonvwuHcmeo  mukpoopzanu3mos  Burkholderia  cepacia complex  deMoHcmpupylom  pe3ucmeHmHoOCms K
aHmMuncesdoMOHAOHbIM AHMUOGUOMUKAM, BKJIUds NpupooHyw pesucmeHmHocms K Koaucmumemamy Hampus™*
(npomusonokasax demam 0o 6 1em) u AMUHO2IUKO3UOam. B mo e epems, HakonaeHa uHpopmayus 06 s¢gpekmusHocmu
npumenenus: Tobpamuyuxa**(npomusonokasax demsm 0o 6 nem) [1,2,116,137,147].

B psde cryuaes npu kpatie msxienom meueHuu 607e3HU (mepanus cenayusi-CuHOpoma) 0onycmumo couemarue 08yx f3-
JIAKMAMHBIX AHMUOUOMUKO8 (8HYMPUBEHHO+BHYMPUBEHHO U BHYMPUBEHHO+UH2ANAYUOHHO) U NPUMEHEHUS CBEPXBBICOKUX
003 aHMu6UOMUK08 (N0 peweHU0 KOHCUIUYMA Wil 8paueOHOll KoMuccuu). Mmeemcs nonoxcumensHolli 0nsim npuMeHeHus
mpex B-1aKmamHslx aHmMubuUOmMuKos, 6kawuas 0ea kapbaneHema. LlenecoobpasHa pomayus u Hapauwjugaxue 003
aHmubakmepuanbHblx npenapamos 00 CMaGUIU3AUUU KIUHUKO-PEHM2EeH0I02UYecKoll U J1a6opamopHoli KapmuHsl
[1,2,116,145,147].

Inst meteit crapiie 12 JieT ¥ B3POCIbIX PEKOMEHIOBAHO MHTAISILMOHHOE TpuMeHeHue #To6paMuiHa™* (B BUIE
pacTBopa MM B BUZE KalCyl C TOPOLIKOM [Jisl MHTalsAuuit), a Takke #MepomneHema** u #lledrasmpuma™*
MpeqHa3sHAYEeHHbIX [JiI BHYTPUBEHHOTO MCHOIb30BaHMs (Tabm.15). BO3MOKHO MHTaISIMOHHOE IpUMEHeHue
#TuMaMmbeHKoIa IMIMHATA alleTYINUCTMHATA (Tab1.15), BHIOOP MHTAISIIIMOHHOTO aHTUOMOTHUKA B 3aBUCUMMOCTU OT
KIMHUYECKON 3G GEKTUBHOCTM, TMEPEHOCHMMOCTY ¥  Pe3ylabTaT UYBCTBUTENIBHOCTM B IIOCEBE MOKPOTHI
[2,65,115,116,137].

(YVP - C, VI, - 5).

KommeHTapuii: 06 spadukayuu Burkholderia cepacia complex moxcHO cyoums moaibkKo uepe3 200 hocie hociedHezo
NOJIOXCUMEJIbHO20 pe3yNbinama noceéa Npu YCi08uu, KAk MUHUMYM, MPEX OMpuyamenvHsix OaAKmMepuoaozuueckux
AHANU308 MOKPOMbL. B OMHOUWIEHUU NAYUEHMO08 ¢ NONONCUMENbHBIMU pe3yasmamamu nocegos Ha Burkholderia cepacia
complex, npogodumcs noiumuKa cmpoxcatiuiezo UHPeKYUOHH020 KOHMPOS U 2uzueHuueckux mep [2].

Ta6numa 15. AHTHOMOTHKM, TPUMEHsieMble Yy IMalyeHTOB C MYKOBUCIMIO30M, IMPU IpafguKaluyu M Tepanuu
unHdeKLUnn, BbizBaHHOI Burkholderia cepacia complex [2,65,115,116,137]

AHTUBMOTUK CyTo4yHas A[osa ans CyTouHas Cnoco6 KpaTtHocTb BBeaeHus
peren Aposa ans BBeAeHUs cyT
B3pOC/bIX
LledbTasmanum/aBmbakrtam He pa3peleH 6r (no uedrasnammy) B/B 3
#UedTasmamm **  (dopMa AN  UHBEKLMOHHOIO B Bospacte go 2 mec: 25- 2r WHransumm 2
npuMeHeHns) 50 mr/kr/cyT, ctapwe 2 mMec

— 50-100 mr/kr/cyT

#LlerTa3M,Cll/IM** 300 Mr/kr 9r B/s 3
(12r npu cenauusi-cuHapome)

MeponeHem** 120 mr/kr 6,0r B/B 3

(NpoTMBOMOKa3aH AeTAM A0 3 MeC. XWU3HW) (9,0 r npu cenaumsa-

cuHApome)

#[opuneHem He paspelueH 1,5-3,0 (4,5r npu cenauus- B/B 3
cuHapome




#MunepaunmnnmH+Ta3zobakTam (npoTuBONokasaH 400-500 mr/kr 13,5 B/B 3
[IeTSM [10 3 MeC. XU3HK)

#A3TpeoHam 150-250mr 8 B/B 3
(NpoTMBOMOKa3saH AeTAM A0 9 MeC. XWU3HU)

#Cynbdametokcaszon+Tpumeronpum**  (cycneHsunsa 20 Mr/Kr (no 2880mr B/B 1 BHYTpb 3
ZNsl NepopanbHOro NpUMEHEHWs - NPOTUBOMOKasaHa | TPUMETOMpUMY)
feTsM Ao 6  Hel, MHbeKUMOHHas dopma -
npoTuBornokasaHue 4o 3 neT -)

#MWHOUMKAMH (NPOTMBOMOKa3aH AeTsM A0 8 neT) Mocne 8 net: 200mMr BHYTpb 1-2
2-3Mr/kr

LinnpodnokcaumH** <1 mec. 30 mr/kr; 1,5-2,25r BHYTpPb 2

(npoTMBonokKasaH AeTaM Ao 5 net ¢ MB u BbiceBoM >1 mec. 40 mr/kr (750 mr -

P.aeruginosa, no oCTanbHbIM MokasaHusM - fo 18 makc.) [8,9]
net,)

10 Mr/kr 800 mr B/s 2
#NeBodnokcauuH ** 16-20 mr/kr 500-1000 mr/cyT BHYTPb 1-2

16-20 mr/kr 1000 B/B 2
JoKkcuumknuH** [Oetam c mMaccon Tena 1 peHb-200 mr 3atem 100 mr BHYTpb 1-2
(npoTuBOnoOKasaH AeTsM Ao 8 ner) MeHee 45 Kr B nepBblii | OAMH pa3 B CYTKW

fieHb nedyeHus 4 Mr/kr, B
nocnegywowmue AHn - 2-4
Mr/Kr.

[HeTsam ¢ Maccoi Tena 6onee
45 Kr - KaK B3pOC/bIM

#XnopamdeHunkon** 50-100 mr/kr 2-4r BHyTpb, B/B 3-4
(TabneTky NpoTMBOMOKa3aHbl AETSM A0 3 NeT Uan C
Maccow Tena <20kr)

#TunamdeHvkona raMuMHaT aueTunUncTenHaT 500-1000 mr 1000mMr WHransuyum 2

Ipumeuanus:

Ipu Hanuuuu MeOUYUHCKUX NOKA3AHULI (N0 HCU3HEHHBIM NOKA3AHUAM, 6KJIIoUAs UHOUBUOYAIbHYI0 HenepeHoCUMoCms,
danee — No HU3HEHHbIM NOKA3AHUAM) NO peuwleHUI0 8pauebHOli KOMUCCUU OCyujemansemcsl Ha3HaueHue JeKapcmeeHHbslxX
npenapamos He no MeXc0yHapoOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOB8AHUW (uacms 15
cmamou 37 @edepanvHozo 3akoHa om 21.11 2011 N° 323-D3 «O6 ocHosax oxpaHuvl 300posvs epaxdaH Poccutickoli
@edepayuu» u nyHkm 6 Ilopsadka Ha3HaueHusl JeKAPCMEEHHbIX npenapamos, Gopm peyenmypHuix ONAHKO8 HA
JlekapcmeeHHble npenapamot, nopsoka oGopmaeHus YKA3aHHbX ONAHKOB8, UX yuemda U XPAHeHusi, ymeepmcoeHHO020
npukasom MuH3dpasa Poccuu om 14.01.2019 N° 4H). PeweHue 8paue6HOlU KOMUCCUU O(OpMAsSemcs NpomoKoaom u
8HOCUMCS 8 MEYUHCKYIO JOKYMeHmayurw nayueHma.

#IIpumeHeHue J1eKAPCMBEHHO20 npenapama 6He 3apezucmpupoB8aHHbiX 8 UHCMPYKYUU JeKapcmeeHHoz20 cpedcmea
noxasavuili npouzeooumcsi no pewleHulo 8pauebHOll Komuccuu ¢ paspeuieHus JIOKAIbHO020 3MUUECK020 Komumema
MeOQUYUHCKOTI opeaHusayuu (npu HAau4yuu), npu HAAUYUU NOONUCAHHOZ0 UHMOPMUPOBAHHO20 co2lacust podumeneli
(3axkoHHbIX npedcmasumerneti) u pebeHKa 8 6o3pacme cmapuie 15 nem.

3.1.3.6 AHTHGaKTepuaabHas Tepanus NPy BhiceBe U3 GPOHXMAIBHOTO ceKpeTa Achromobacter spp.
OGuiye nMpasBuia aHTUMUKPOGHO Tepanum:

IIpu BbICEBe M3 OPOHXMAIBHOIO cekpera Achromobacter spp. peKOMEHIOBaHO TMPUMEHSTb AHTUOGAKTEPUATbHYIO
Teparnmuio B COOTBETCTBUM C UYBCTBUTEIbHOCTHIO MUKpOOpranusma (tabnuma 16) [1,2,65,115,116,150,151,153].

(YVP - C, VO], - 5).

KommenTapum: Achromobacter spp. xapakmepusyemcs MYJbmupe3ucmeHmMHOCMbl0, CNOCOOHOCMbIO (HopMuUposams
6uopunvm, umo 00sAcHsIem Heyodauu aHMUbGAKMepuansHoli 3padukayuoHHoll mepanuu MUKPOOP2aHU3Ma hnpu
XPOHUUECKOUI UHpeKyuL.

ITosmopHslli  evices  Achromobacter  spp.,  conpogoxdamwuiicas  yeenuueHuem npooykyuu  cneyuguueckux
npeyunumupylwux aimumen, accoyuupyemcsi ¢ 6onee ObiCmMpbiM NA0eHUeM JE204HOL (PYHKUUU, CONOCMABUMbBIM C
MAaKo8bIM NPU XPOHUUECKOLI CUHEZHOLIHOTI uHpekyuu (kK 3a6onesanuro npedpacnoiazaem ummyHooepuyum).

Haubonee akmugHsiMu aHMuUGaKmepuansHslMu npenapamamu 0711 6HymMpueeHH020 88edeHus s6J110Mcsl NUNePaYULIUH-
masobakmam, #meponeHem™* u #cynopamemoxcaszon+ mpumemonpum**, #yepmasudum™*, #yepenum™* dnsa uHzanayuti
-#Koaucmumemam Hampust u #yepmasudum** (popma 0111 uUHBEKYUOHHO20 NpumMeHeHus,) (mabs.16) .

PekoMmeHI0BaHO maieHTaM ¢ MB mipu nepBom BbiceBe Achromobacter spp. vy Tipy 060CTpeHUM GPOHX0IETOUHOTO
Tpoiiecca, CBI3aHHOM ¢ Achromobacter spp. BHyTpUBEHHOe BBefeHMe KOMOMHAIIMMA BYX aHTUOMOTUKOB Pa3IUUHBIX
KJIaCCOB Kypcom 14-21 neHb c 11e/1blo 3paguKalyy Bo30yauTes:

1 muuus - #Allunepaunuina+Tasobakram/#Mepornenem™*/ #CynbdameTokcason+Tpumeronpum™* (Tabi.16);

2 muuus —#lledprasupum™*, #Munonukius, #Komuctumerat HaTpus™, #XnopambeHUKOT**; KOMOGMHUPOBAHHAS
Tepanus #Meponenem** u #Llurnpodnokcanyu** (Jleoduokcaumu**) (tabm.16).

AnbprepHaTuBHas Tepamms: #MeporneHem®* + #MwuHonukinH\#JIleBodaokcaiuu** + #XmopamdbeHUKOIF*+
#KomuctumeTtat HaTpusT**(pacTBOP AJi MHTANIALMIA) (Tabmn.16) [1,2,65,115,116,137,150,154].

(YYP - C, VI - 5).



#AMoORCUIVUTMH+KIIaBy/IaHOBasT KMUCIOTA

sk

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

(VYP - C, VI - 5).

e [loce OCHOBHOTO Kypca aHTMOAKTEPUATbHOM Tepanmuy pPeKOMEHJOBAaHO HasHayaTh #KomucTumeTaT HaTpus™™
(pacTBOp pAjs1 MHTAISALMI) (MIPOTMBOIOKA3aH HOeTsM OO0 6 Mec.) Ha 3 Mecsia.
(wmn #Cynbbametokcazont+Tpumeronpum™*) (Tabn.16) B TeueHme 1

MOXXHO MCIIO/Ib30BaTh

PexoMeHOBaHO NpU XpOHMYECKOi MHDekuuu Achromobacter spp. y mauyeHTOB ¢ MB IpUMeHSITh IJIUTENBHO
MHTAISIMY (HpopMalys o pemnaparax — Tabn.16):

1-g muuans: #KomuctumeTaTa HaTPUS™ ™ (PACTBOP JIJIST MHTAJISIINIA)

2-g muumud: #MeponeHema™*

AnprepHatuBHas Tepanus: #lledbTasupum** u #To6paMUIIMH (PACTBOP [JIsI MHTAISIMI MU KATCYJIbl C TOPOLIKOM

IS HT AT )

3-1 nuHusa: [ edyeHus o6OCTpeHMit, o6yCIOBIEHHBIX Achromobacter spp., VMCIONb3YIOT KOMOMHALIMIO JBYX
AHTUCMHETHOWHBIX aHTMOMOTUKOB pa3InuHbIX kKiaccoB [1,2,65,115,116,137,150,151,152,153].

(YVP - C, VI, - 5).

Ta6auua 16. AHTU6MOTMKM, TIpUMeEHsieMble Yy MAlMEeHTOB C MYKOBMCIIMIO30M, IPU BbICEBE
OGpOHXMANTBHOTO cekpeTta Achromobacter spp.

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

U3 MOKPOTbI/

AHTUBMOTUK CyTouHas ao3a aAns aerten CyTouyHas Cnoco6 KpaTtHocTb
Aosa ansa BBeeHUs BBefieHUn
B3pPOCAbIX
#AMokcmumnnvH+KnaeynaHoBas kucnorta** 60-90 Mr/Kr (pacuet no 1,5-2r BHYTpPb 2-3
(npoTuBONOKasaH AeTaM 40 2 neT AMOKCULIMANINHY)
90-120 mr/kr 3,6-4,8 B/s 3-4
#LledTasmamm ** B Bo3pacTe Ao 2 mec: 25 - 50 mr/ 2r UHransumm 2
(copmMa ANS UHBEKLMOHHOMO MPUMMEHEHWS) Kr/cyT, ctapwe 2 mec — 50-100
Mr/Kkr/cyT
#UedTasmnamm * 300 Mr/kr 9-12r B/B 3
#MeponeHem** 250 mr - 500 mr - UHransumm 2
(dbopmMa ANs UHBEKLMOHHOIO NPUMEHEHUS)
#MeponeHem** 120 mr/kr 6r B/B 3
#MunepaunmnnuH+TasobakTam 400 - 500 mr/kr 13,5 B/B 3
#Cynbdametokcason+Tpumeronpum** 20 mr/kr (no TpUMeTONpUMY) 2880 mr B/B 1 BHYTPb 3
#[OOKCULMKNUH** [etn c maccoit Tena Ao 45 kr B 1 peHb-200 mr 3atem 100 BHyTpb 1-2
nepebii  AeHb - 4 Mr/Kr, B | Mr OAWH pa3 B CyTKM
nocneayrwowme gHu - 2-4 Mr/kr.
[eTaMm ¢ maccov Tena 6onee
45 Kr - KaK B3poC/bIM
#XnopamdeHunkon** 50-100 mr/kr 2-4r BHyTpb, B/B 3-4
#TunamdeHnkona rAvuUMHaT aueTunumMcTenHan 500 -1000 mr 1000 mr WNHransuum 2
#Konuctumerat HaTpusi** 2-4 mnH EQ 2-4wmvmnH EQ WUHransumm 1
#UedonepasoH + Cynbbaktam 150-200 Mr/kr 8r B/B 2
#Wmunenem + LlunacratuH ** 50-100 Mr/Kr B AeHb no 2-4r B/B 3-4
nMuneHemy
#WmuneHem +Unnactatun** 250 mr -500 mr - WNHransuum 2
#MuHOUMKANH [JeTam cTapwe 8 neT HasHayalT B CpeaHss HavanbHas Ao3a BHYTpPb 2
HavyanbHOW [J03e 4 Mr/Kr_Macchbl npenaparta Ans B3pOC/bIX
Tena, B pAanbHeiweMm - 2 Mr/kr coctanser 0,2 r, B
Maccbl Tena Kaxable 124. panbHediwem - 0,1 r
Kaxable 12 4
#TobpaMULMH** (pacTBOp ANS UHransumin) 600 Mr 600 mr WHransaumm 2
(npoTvBONOKasaH AeTSM A0 6 MeC. XU3HU)

Ipumeuanus:

Ipu Hanuuuu MeOUYUHCKUX NOKA3AHULI (N0 HU3HEHHBIM NOKA3AHUSM, 6KJIIoUAS UHOUSUOYAbHYI) HenepeHoCcuMocms,
danee — N0 HU3HEHHbIM NOKA3AHUSIM) NO pewleHU 8paue6HOll KOMUCCUU OCYWemensemcs HasHaueHue neKapcmeeHHbIx
npenapamos He No Mexc0yHapoOHOMY HeNnaHmeHMo8aHHOMY HAUMEHOBAHUI, d N0 MOP2080MY HAUMEHO8AHUI0 (uacmb 15
cmamosu 37 ®@edepanvHozo 3akoHa om 21.11 2011 N° 323-@3 «O6 ocHosax oxpaHbl 300po6vsi epaxcdan Poccutickoti
@edepayuu» u nyHkm 6 Ilopadka HA3HAYEHUS JeKAPCMBEHHbIX hpenapamos, @Gopm peyenmypHslx ONAHKO8 HA
JlekapcmeeHHosle npenapamsl, Nopssoka OQOpMIeHUs YKA3AHHBIX OJIGHKOS, UX yuema U XPaHeHus, ymeepioeHH020
npukasom MuH3dpasa Poccuu om 14.01.2019 N° 4H). PeweHue 8paueb6HOli KOMUCCUU O(QOpMAsemcs NpomoKoaom u
8HOCUMCS 8 MEOYUHCKYH JOKyMeHmayuio nayueHma.



TpumeHeHue JiekapcmeeHHO20 npenapama 6He 3apezucmMpuposamHvix 8 UHCMPYKYUU JIeKapcmeeHHozo cpedcmea
noxasavuili npouzeooumcsi no pewleHuio 8pauebHoll Komuccuu ¢ paspeuieHus JIOKAibHO020 3MUUECK020 Komumema
MeOQUYUHCKOTI opeaHusayuu (npu Haau4yuu), npu HAIUYUU NOONUCAHHOZ0 UHMOPMUPOBAHHO20 co2lacust podumeneli
(3axkoHHbIX npedcmasumeneti) u pebeHKa 8 6o3pacme cmapuie 15 nem.

3.1.3.7 AuTuGaKkTepuaabHasg Tepanusa MMKO6aKTepuosa

TopaseHue nezkux, 8vi38aHHOe HemybOepKyne3HsiMu Mukobakmepusmu (HTME), moxem npedcmasisime Cepve3Hyio
onacHocme 0n1s 300poews nayueHmos ¢ MB, 00HAKo0 HA COBpeMeHHOM dmane JUdzHOCMUKA U JiedeHue MUKo6akmepuo3sa
He cmaHdapmu3uposaHsl.

PekoMeHIyeTcsl IMArHOCTMYECKM 3HAUMMbBIMM KPUTEPUSIMM MMKOOAKTEPMO3a Y MalMeHTOB ¢ MB cumTaTh:
TTOJIOKUTEIbHBIM Ma30K Ha HaJuuMe KUCIOTOYCTOuMBBIX GakTepuit (KYB) B MaTepuasie U3 IbIXaTelIbHBIX MyTel,
Hamnume poctra HTMB win MBT Ha muTaTeNbHBIX Cpefax, MOATBEPKAeHMEe OJHOTO M TOTO K€ BUla MUKOOAKTepuii
KaK MMHMMYM U3 [ABYX 00pasiioB, HajauMuyue pe3ylIbTaTOB TeCTa JIEKAPCTBEHHON 4yBCTBUTENbHOCTM HTMB
[155,156,157,158,159], (Ilpuka3 MwuHusgpaBa P® ot 21.03.2003 N¢ 109 «O coBepIIeHCTBOBAHUM
MPOTUBOTYOEPKYIE3HbIX MeponpusiTuit B Poccuiickoit ®emeparm». (Ilpwioskenue 11) UHCTpyKIusS 110
YHUGUIMPOBAHHBIM METOJaM MMKPOOUOTOTUUECKUX MCCAeOBaHMIT TIPU BBISBIEHUY, OUArHOCTUKMA U JIEUeHUU
Ty6epKy/esa).

(YYP - C, VI - 5).

Ipu BeIGOpE aHTUOMOTUKOB i Tepanuyu nHbekuyy HTMB y manyueHToB ¢ MB peKOMEHAOBAHO OPUEHTUPOBATHCS
Ha TeCT Ha JIeKapCTBEHHYIO YYBCTBUTEIBHOCTD C 1IeJIbI0 TOBbIIIeHNs 3ddekTrBHOCTU Teparvu [157,158].

(YYP - C, VI - 5).

KommeHnTapum: Cxemol neueHuss HTMB Ha ocHoge C02/1aC08aHHbIX peKoMeHAayuti AMepuKkaHckozo (oHoa Kucmo3Hozo
ubposa (mykosucyudosa) u Eeponetickozo obujecmea Kucmo3Hozo pubépo3sa no seueHur Mukobakmepuosa y nayueHmos
C KUCMO3HBIM (Uudpo30M.

Pexcumst npuema anmubuomuxos npu uH@exyuu HTMB npedcmaenenst 8 Tabauye 17, a 3Hauumpie no6oUHble IPdexkmupl/
A871eHUs MOKCUUHOoCcmu onucaws! 8 Tabnuue 18.

Cnedyem yuecms, umo mecm Ha jeKapcmeeHHyio uyscmsumensHocms HTMB He 8cezda Koppeaupyem ¢ mepanesmuuecKoti
appexmueHocmsio npenapama.

PekomeHg0BaHO KkputepueMm sddertuBHoro yedenuss HTMB y maumeHTOoB ¢ MB cumMrarh OTCYTCTBME DPOCTa
MMKOOaKTepuii Ha IIMTATENbHBIX Cpefax He MeHee UYeM B Tpex IIOCIeHOBaTeNbHO B3STBIX 00pasmax
JIMAarHOCTMYeCKOro MaTepuana (Mokpota) [155,156,157,158,159], (Ilpuka3 Munsgpasa PO or 21.03.2003 N2 109 «O
COBEPIIEHCTBOBAHUY TIPOTUBOTYOEPKYIE3HbIX Meponpusituit B Poccuiickoit @enmepanyu» (Ilpunokenue 11),
VHCTpyKUMS 10 YHUDUIMPOBAHHBIM METOLAM MUKPOOMOIOTMYECKUX UCCIeOBAHMIA TIPU BbISIBJIEHUH, IMATHOCTUKY
" JIeueHUU Ty6epKysiesa).

(YYP - C, VI - 5).

3.1.3.7.1 AuTubakTepuaibHas Tepanus MUKOOGaKTepro3a, BbisBaHHOTOo M. abscessus

Yuumeigas Hedocmamox OaHHbIX KIUHUYECKUX UCCedosaHutl, cyujecmeyem 0601blloe pazHoobpasue HA3HAUAEMbIX
pexcumos mepanuu. Obwumu ciedyem cuumamo ciedyroujue c02iaco8aHHsle pekomeHoayuu no aHmubuomuxkomepanuu
nayueumos ¢ MB npu M. abscessus [157,158]:

PekomengoBaHo mnauyeHTamMm ¢ MB u HTBM mpoBoauTh AByxGasHOe JieueHue MMUKOOAKTepuo3a, BbI3BAHHOTO
npeacTaBuTensmu M. abscessus complex - (asa MHTEHCMBHOTO JiedeHMsI [O/DKHA CMeHSIThcs —(asoii
IO AePKUBAIOIETO JIEYeHMSI C LeIbI0 3pafuKaluK TaHHOTOo Bo36yauTens [157,158].

(YYP - C, VI - 5).

KommeHTapumu: YkasauHsle 8 mabnauyax u cxemax asumubakmepuanvHele npenapamsl 6 P® He umeiom noxkazaHus
HTMB, Ho 2m0 hoka3aHue yKa3aHo 60 8cex 8 3apybexcHvlX KAUHUUEeCKUX pekomeHoayusx no MB [157,158].

- UHmMeHcusHas asza OOMHHA BKAUAMb eweOHe8HbIl NepopanbHbIll npuem Mmaxkpoauda (npednoumumensHo
#A3UMPOMULUHA **) 8 COUEMAHUU C #AMUKAYUHOM ** 8HYMpU8eHHO HA npomsixeHuu 3-12 Hedenwb, a makxe 00HO20 UU
HECKOMIbKUX U3 C/IeQYIOWUX NPenapamos: 6HYMpUBEeHHO #Muzeyukaun**, #umunenem ™ unu #yedoxkcumun (mabn.17), umo
onpedensemcs (HO He OUKMYemcs) pe3ybmamamu mecmos Ha uy8cmeumenbHoCmy K aHmubuomukam; JInumensHocme
assl UHMEHCUBHO20 JieueHUs 3asUcum om cmeneHu msxcecmu 3a00e8aHusl, pe3yibmamos HA3HA4eHHO20 JieueHus U
nepeHoOCUMOCMU NAYUEHNOM JIEKAPCMBEHHOLI CXeMbl;

- noddepxusawnwas ¢aza 00nHHA 6KAUAMb eXeJHe8HbIl NepopanvHuili npuem Makpoauda (npednoumumesibHO
AA3UMPOMUYUHA™™) U UH2ANAYUU #AMUKAUUHOM** 8 couemaHuu ¢ 08yMs-mpems U3 caedyrouwux 00noJHUMENbHbIX
aHmMubuUoOmuK08 nepopanbHo: #MUHOYUKAUH, #MOKCUGIOKCayuH™* u #nuHesonud™** (mabn.17). Bvibop npenapamos



onpedensemcsa (Ho He QUKMYEMCs) pe3yibmamamu mecmos Ha uy8CcmeumenbHoCns K aHmubuomuxam;

JleueHuem nayueHmos ¢ Mukob6akmepuo3om, evizsanHsiMm HTMB u3 epynnet M.abscessus complex 00xcHbl cO8MeCMHO
3aHumamascsa cneyuanucmest ho MB u Muxko6akmepuo3am, nocKoJibky 00807bHO HACMO Y MAKUX NAYUeHmMO8 Nos8Asemcs
JIeKaApCmMeeHHAas HenepeHoCUMOCMs U UHMOKCUKAYus, U mozda mpebyemcs U3MeHUms CXemy npuema aHmuouomuxos;

CxeMa BHYMPUBEHH020 B88e0eHUSl #AMUKAYUHA™™ ¢ #YedOKCUMUHOM U/UMU #UMUNEHEMOM U/UNU #MU2EYUKIUHOM
aensemcs Haubonee pacnpocmpauenHoli. K npenapamam ¢ ycmamosneHHOU in Vitro akmueHOCMbl0 OMHOCAMCA
Maxkpoudsl (#KAApUMpPOMUYUH™* U #a3umpomMuyuH **), #nuHe3onud™**, a makie nepuodutecku: #yunpogaoxkcayux™* u/
unu #moxcugpnokcayuu **(mabn.17).

Bosnukaem ece 6onblie onaceHuti no nosody moezo, umo JieueHur nayueHmos ¢ uHgexyueti, 8vi3éanHoli M. abscessus, y
Komopulx umeemcst aubo 2eH erm [160] (umo eHomunuuecku evipaxcaemcs 6 UHOYYUOENbHOU pe3ucmeHmMHOCMuU K
maxpoaudy), nubo mymayus 23S rRNA (umo npusodum K 8bICOKOU KOHCMUMYMUBHOLI pe3ucmeHmHoOCmMu K Makpoaudy)
MoXcem npensmcmeosams nepexod ¢ 6HYMPUBEHHOU HA NEPOPAIbHYI0 mepanuio (YUUumosl8ask OMHOCUMENbHO HU3KYIO
appexmueHocms  NepopanvHO20 nNpuema aHMubuoOmukos), U 8 MAKOM Cayude Moxcem Oblmb NOKA3AHA
npodoJiUMeNbHAs/c8epXNPOJ0SIHUMENbHAS. BHYMPUBEHHAS mepanus 08yms u 60Jiee IPpekmusHbsiMU AaHMUOUOMUKAMU.

Hapsady ¢ #amuxayuumom™*, #umuneHem™* sensemcs 00OHUM U3 Npenapamos evl6opa 6 Kauecmee conymcmeyoujeti
6HYMPUBEHHOLI mepanuu; npenapam umeem 6blCOKYI0 AKMUBHOCMb in Vitro, 8 mo eépems Kax npo@uib NoOOUHbIX
apgexmos bnazonpusmmee, uem y yegpokcumuHa u muzeyukauHa** (mabn.17).

AKmueHocmy in Vitro #KaapumpoMuyuHa™* HeckonvKo éville, UeM y #a3umpoMuyuHa™, o0Hako daHHwle No GAUSHUI
Kax#0020 U3 IMux hpenapamos Ha 3sKkcnpeccuiw 2eHa erm [160] npomueopeuusst [161,162,163]. #KnapumpomuyuH
(mabn.17) saensemcs 0Gosiee MOWHBIM UHZUOUMOPOM (epmeHmHoll cucmemsl P450, ueM a3umpomuyuH, nosmomy
nobouHsie 83aumodelicmeus npenapamos ¢ Hum 60Jiee pacnpocmpaHeHsl.

#/Iunezonud™** (mabn.17) demMoHCcmpupyem akmueHoCmos in vitro e npubnausumenvHo 50% kynemyp M. abscessus. Tem He
MeHee, HeoOXo0umo Oelicmeosams ¢ 0CO00U OCMOPONHOCMBIO NpU  JieYeHUU NAayueHmos ¢ XPOHUUEeCKUMU
Conymcmeyuumu  UH@GeKyusmMu MemuyuIuH-pe3uUCmeHmH020  30/I0MUCM020 CMAQUAOKOKKA, M.K. OIUMenbHas
mepanus UHe30U00M MOMEM CNPOBOYUPOBAMb pe3ucmeHmHocms MRSA.

#DMOPXUHONIOHBL U #MUHOYUKIIUH U #OOKCUYUKAUH **(mabn.17). pedko deMOHCMpuUpyiom akmueHoCme in vitro, xoms oHu
U BKII0UEHBl 8 CMAHAApMHYIo cxemy JieueHust [156,157,158].

Kareropmuecku He peKOMeHIyeTCs INpPMMEHeHMe MOHOTepanuy MaKpPOIUZAMM WIM WHBIM aHTMMMKPOOHBIM
CPencTBOM TpM JIedeHUM MUKOOakTepuo3sa, Bbi3BaHHOro HTMB wu3 rpymmbel M. abscessus complex ¢ 1enbro
npefoTBpalleHus pa3Butus pesucreHtHoct HTMB [156,157,158].

(VYP - C, VO] - 5).

Ta6nuua 17. AHTMOMOTUMKM, NpPUMEHSIEMble Y TAIMEHTOB C MYKOBMCLIMIO30M, IIPU BbICEBE M3 MOKPOTbHI/
OGPOHXMATBHOTO CeKpeTa MuKob6akrepuit Micobacterium avium complex (MAC) u Mycobacterium abscessus complex
(MABSC) [2,156,157,158], Ilpukaz MwuusgpaBa PO ot 21.03.2003 N@ 109 «O coBeplIEHCTBOBaHUM
MMPOTUBOTY6EPKY/IE3HbIX MeponpusaTuii B Poccuiickoit @enepanmy». MHCTPYKIMS 110 YHUPUUIMPOBAHHBIM METOAAM
MMUKPOOVMOJIOTUYECKUX UCCIIeIOBAHMIT TIPY BBISIBJIEHUY, IMArHOCTVKY U JIEUeHUY TyOepKyiesa.

AHTM6MOTUK CyTouHas pnosa ans CyTouyHas posa ans Cnoco6 BBeaeHus KpaTtHoCTb
neren B3pOCNbIX BBeAeHus
#AMUKAUNHF* [eTtam: 15-30 mr/kr 10-30 wMr/kr pas B B/B 1-2

MoapocTkam: 10-15 AeHb
Mr/Kr  MakcumanbHas Unn

nosa: 1500 mr 15 w™r/kr TMNpuMmeHaTb
pas B [leHb B TeyeHune
3 Hepenb
#AMUKaUNH** 250-500 mr 250-500 mr WHransiumoHHo 1-2
#ANTPOMULIMH** Aetam: 10-12 mr/kr 250-500 mr BHYyTpb 1
MoapocTkam:
A03MpOBKa ana

B3POC/bIX
MakcumanbHas
Ao3uposka: 500 mr

#UedokcntuH 50 Mr/kr 200 Mr/Kr B/B 3
(MakcumanbHas [fo3a (MakcumanbHas fo03a
- 12 r/neHb) - 12 r/neHb)
#KnapuTpoMmLmnmH** 7,5 Mr/Kr 500 mr BHyTpb 2
(MakcumanbHas  aosa
- 500 mr)
He pekomeHayeTcs 500 mr B/B 2
#Ko-Tpumokcason (cynbdameTokcason + TpuMetonpum)** 10-20 mr/kr 960 mr BHYTpb 2
10-20 mr/kr 1,44 r B/B 2
#3TaMbyTON** MnageHuam u aetam: 15 Mr/kr BHYTpb 1

15 Mr/kr noapocTkam:
15 mr/kr




#UMUNeHem** 15-20 Mr/Kr ir B/B 2
(MakcumanbHas aosa
- 1000 mr)
#lmHesonup** <12 net: 10 Mr/kr 600 mr BHYTpb 1-2-3
12 net un crapwe: 10
Mr/Kr (MakcumanbHas
Aosa- 600 mr)
<12 net: 10 Mr/kr 12 600 Mr B/B 1-2-3
net u crapwe: 10 mr/
Kr (MakcumanbHas
nosa- 600 mr)
#MokcudnokcaunH** 7,5-10 Mr/Kr 400 mr BHYTpb 1
(MakcumanbHas [fo3a
- 400 Mr B AeHb)
7,5-10 mr/ 400 mr B/B 1
(MakcumanbHas aosa
- 400 Mr B AeHb)
#MUHOUNKANH 2 Mr/Kkr 100 mr BHYTpb 1-2
(MakcumanbHas aosa
- 200 wmr)
#[OKCULMKNNH <12 ner c Maccow 200 mr BHyTpb 2
(npoTuBONoOKasaH AeTaM 40 8 ner) Tena <50kr: 4mr/kr
12 net u crapwe: 200
Mr
#PudamnuH (pudamnuumH)** 10-20 Mr/Kr <50 kr 450 mMr >50 kr BHYTpb 1
(MakcumanbHasi [osa 600 mMr
- 600 mr)
#Pudabytun** 5-10 Mr/Kr 150-300 BHYTpb 1
(MakcumanbHasi posa 150 Mr, ecnun nauveHT
- 300 wmr) MPUHUMAET  CUNbHbI
MHrM6uTOp
nsodepmerta CYP3A4
450-600 wMr, ecnm
nauveHT  npuHUMaet
CUNbHBIA  CTUMYNATOP
CYP3A4
#CTpenToMULMH** 20-40 mr/ 15 Mr/Kr B/B 1
(MakcumanbHasi [osa (MakcumanbHas fosa B/mM
- 1000 mr) - 1000 mr)
#Tureumknun** 8-11 ner: 1,2 wMr/kr YnapHas posa -100 B/B 1-2
(MakcumanbHas posa mr, 3aTem - 50 mr
50 mr)
12 netr un crapuwe:
yaapHas pgosa - 100
Mmr, 3aTem - 50 mr
[Mpumevanue:

#IIpMMeHeHMe JIeKapCTBEHHOTO IIpernapaTta BHE 3aperMCTPUMPOBAHHBIX B MHCTPYKIIMM JIEKAPCTBEHHOTO CPENCTBa
TOKa3aHMii TTPOU3BOIUTCS 10 PEIIeHNI0 BPaueOHO KOMUCCUYU C paspenieHus: JIOKATbHOTO 3TUYECKOTO KOMMUTETA
MeIMIMHCKOV OpraHusanuy (MIpy HAIWYUK), TPU HAIMYUU TOAIMUCAHHOTO MH(MOPMUPOBAHHOTO COMIACHUS
ponuTesneit (3aKOHHBIX MPeCTaBUTeNel) U pebeHKa B Bo3pacTe crapiie 15 jer.

Bce mpemapaTsl, npuMeHsiemble Tipu Micobacterium avium complex (MAC) u Mycobacterium abscessus complex
(MABSC) na3zHayvatoTcs BHe MHCTpyKuyu (off-label) 1o skM3HeHHBIM MTOKa3aHMUSIM.

BOBpaCTHbIe OrpaHMYeHMs YKa3aHbl B OO3MPOBKax MOJisd nereit, pacyeT IIPUBOOUTCSA B COOTBETCTBUM C

CornacoBaHHbBIMU peKOMeHOaunsaIMmn AMepI/IKaHCKOI‘O

donma kucrosHoro ¢Gubpos3a (MYKOBUCIMAO3A) U

EBporeiickoro o61ecTBa KUCTO3HOTO Gh16po3a 1o JIeYeHNI0 MUKOOaKTep1Oo3a Y MalueHTOB ¢ KMCTO3HbIM G1Gpo3om,
PeKOMEHJAIMSIMM TI0 BeeHUI0 6ole3Hel JIerkKux, BbI3BAHHBIX HETYOEepKYIe3HbIMM MUKOBAKTEPUSIMU U IPYyTUMM

COITIACUTETbHBIMU JOKYMeHTamu [2,156,157,158].

Ta6mmua 18. BaxkHble 11060YHbIE/TOKCUUECKME NEeJiCTBMS aHTMOMOTMKOB ¥ peKOMeHyeMble MeTOAbl KOHTPOJS 3a
6axrepusmu MAC n MABSC nipu MB [1,2,129,156,157,158]

CbIBOPOTKM KPOBU

Mpenapat YacTble No6oYHbIe/TOKCUYECKNE AeACTBUSA MeToabl KOHTpONs
#AMUKaAUNH** MoyeyHass TOKCMYHOCTb lpoBepka KOHLUEHTpaLun aMnkaumHa B KpoBVIl
MpoBepka KOHLIEHTpaLMKU KpeaTUHUHa B KPOBU
Mposepka CUMMNTOMaTUKH, MepBuUHC
obcnefosaHne, npoBeAeHMe  NepUoAMYecKy
OTOTOKCMYHOCTb (3BOH B yluax, MOTeps ciyxa Ha | ayauorpamm
BbICOKMX YacToTax)
#A3MTpOMULIMH** TowHoTa, pBoTa, Anapes MpoBepka cMMNTOMaTUKMN
OTOTOKCUYHOCTb MpoBepka CMMNTOMAaTVKKM, ayANOTrpaMMbl
3Kr
CuHAPOM yaANMHEHHOro nHTepsana QT
#KnaputpoMuunn** Fenatut MeyeHouHble NpobbI
MckaxeHne BKyCOBbIX OLLYLIEHUI MpoBepka cMMNTOMaTUKM
3aMefNeHHbIn NeYeHoUHbIN MeTabonusm
pudabyTuHa MpoBepka cMMNTOMaTUKM
#UedokcntuH Jlnxopagka, Cbinb [poBepka cuMnTOMaTUKN
So3uHopunus, aHemus, nevikoneHus, O6LWNIA KNMHWYECKWUIA aHann3 KpoB#u
TpombouunToneHus
NHTepdepeHuns [ ApYyrumMn npobupHbIMK Wcnonb3oBaTtb Apyrue aHanusbl
aHanusamu ans n3MepeHus KpeaTUHWHa

#Ko-Tpumokcaszon (CynbdaMeTokcason+ TpUMETonpum)**

TowHoTa, pBOTa, Anapes
AHeMusi, neiikoneHusl, TPOMGoLUTONEHUS
Jlnxopaaka, cbinb, cMHApoM CTuBeHca-[>KOHCOHa

MpoBepka cMMNTOMaTUKMN
06N KNUHWYECKUIA aHanu3 KpoBu

MpoBepka cMMNTOMaTUKN




#3TambyTON** HeBpuT 3puTeNbHOrO HepBa MpoBepka cuMNTOMaTUKM (MoTeps LIBETOBOI
3PEHUS/OCTPOTbI 3peHuns)
MepBuuHoe obcnesoBaHMe U NpoBeAEeHV
MepU1OANYECKMX TECTOB A/l NPOBEPKM LIBETOBO!
3pEHNSt U OCTPOTbI 3pEeHNSt
3aksiloueHne ohTanbMosiora Npy BO3HUKHOBEHY
cnMnTomMoB
MpoBepka CUMMTOMATUKK; nceneaoBaHy

MNepudepnyeckas HesponaTms npoBOAMMOCTM HEPBOB
#NMuneHem** Fenatut MeyeHouHble NpobbI

#WMuneHem** (npoponxeHune kypca)

TowHoTa, psoTa, Anapes

MpoBepka cMMNTOMaTUKMN

TowHoTa, pBoTa, Anapes
Jlnxopagnka, 03HO6
TpomGouunToneHus

MoyeyHas HeAOCTaTOUYHOCTb (pUdaMnuuUmnH)
YCKOpeHHbiit noyeuyHbI MeTabonmsm
MHOFOUMC/IEHHbIX JleKapcTB

#nHesonnp** AHemus, neiikoneHuns, TpombounuToneHns O6LWNIA KNMHWYECKUIA aHaNn3 KpoB#M
MNepudepnyeckas HeBponaTns
MNpoBepka CMMNTOMAaTUKW/KINMHUYECKas OLIeHK:
3nekTpodusnonorus
HeBpuT 3pUTeNnbHOro Hepsa MpoBepka cuMNTOMaTUKM (NOTepst LIBETOBO!
3peHNst U OCTPOTbI 3PeHUs)
MepBuuHoe obcnegosaHne UM NpoBefeHy
nepuonYecKnx TeCToB AN NPOBEPKU LIBETOBOI
3peHns U OCTPOTbI 3pEHNS
3akntoueHne odTanbMonora nNpyu BOSHMKHOBEHY
CMMMTOMOB
#MokcudnokcaumH** TowHoTa, pBoTa, Anapes MpoBepka cMMATOMaTUKMN
BeccoHHuua, 6ecnokoiicTso, TpeBOXHOE Mposepka cMmMnToMaTUKM
paccTpoicTBo
TeHANHUT Mposepka cMmMnToMaTUKM
CBETOUYBCTBUTENBHOCTD MNposepka cMmnToMaTUKM
CUHAPOM yANUHEHHOro uHTepeana QT OKIr
#MUHOUMKNUH CBETOUYBCTBUTENIbHOCTH Mposepka cMmMNTOMaTUKK
TowHoTa, psoTa, Anapes MpoBepka cMMNTOMaTUKM
lonoBokpyxeHune Mposepka cMMNTOMaTUKM
MyrMeHTaumnsa Koxm KnuHnueckas oueHka
#PudaMnuumn** n #pudabytnn** OpaHxeBoe OKpalmBaHue 6uonornyeckmnx MpoBepka cMMNTOMaTUKM
XuakocTein (BO3MOXHOE OKpalunBaHue
KOHTAKTHbIX JINH3)
lenatut

MeyeHouHble Npobbl

MpoBepka cMMNTOMATUKM

MpoBepka cMMNTOMaTUKK

06N KNUHWYECKUIA aHanu3 KpoBu

AHanusbl KpoBu

KoppeKuus O3MPOBKW APYrUX NekapcTe/ypost
B CbIBOPOTKE, MPW HaNUYUL TaKOBbIX

MaHkpeatnt
MMnonpoTenHemus

BunupybutHemus

#PudabyTnn** JeiikoneHns O6LNIA KNMHWYECKWUIA aHann3 KpoB#u
MNepeaHunin yBeut (npun co4yeTaHun c MpoBepka cMMNTOMaTUKMN
KNapuTpOMULIMHOM)
FpunnosHble CUMMTOMBbI, nonnapTpanrus,
nonvMuanrus MpoBepka cMMNTOMaTUKK
#CTpenToMULH** MoyeyHas TOKCUYHOCTb PerynsipHble NpoBepku YpPOBHS CTPENTOMULIMHA
CbIBOPOTKE KPOBU
PerynsipHble MpoBepKky YPOBHS KpeaTWHUHa
CbIBOPOTKE KPOBU
OTOTOKCMYHOCTb (3BOH B Yyllax, MOTeps cnyxa Ha MNpoBepka cMMNTOMaTUKHK,
BbICOKMX YacToTax) MepBuyHoe obcnenoBaHue, nposeaeHry
neprMoanYecKnx ayanorpamMm
#TUreunknnH** TowHoTa, pBoTa, Anapes MpoBepka cMMNTOMaTUKMN

MpoBepKa KOHLEHTPaUMM amunasel B ColBOPOTH
KpoBM

MpoBepka  KOHUEHTPauuuM  anbbyMuHa
CbIBOPOTKE KPOBY

MpoBepka  KOHUEHTpauun  6unupybuHa
CbIBOPOTKE KPOBWU

1,[[11;{ MOSTYYeHNST MaKCMMaabHOTO YPOBHS B 20-30 Ur/mi1 M MMHMMAIbHOTO YPOBHS <5-10 pur/mit.

2
Ipu pueme 25 Mr/KT/IeHb HEOOGXOAVMO IIPOXOIUTD €XKEMECSTIHbIE OCMOTPBI

3V JIUII C TTIOYEYHOM JOCTAaTOYHOCTHIO

complex)_

O6wumu cnedyem cuumame ciedyrujue pekomeHoayuu no aHmubuomuxkomepanuu nayueHmos ¢ MB, uH@uyupo8aHHsix
MAC (Mycobacterium avium complex): [156,157,158]

B wryyae ¢ YyBCTBUTENbHOM K #KIAPUTPOMULIMHY** (OpMOI MOpaskeHUs] HETyOepKy/lIe3HbBIMU MMUKOOAKTEPUSIMMU
snerkux (HTMB) rpyniner MAC pekoMeHI0BaHO IMPUMEHSITD JIEKAPCTBEHHYIO CXeMY JIeUeH)sI Ha OCHOBE eXeJTHeBHOIO
TepopaIbHOTO TIpYeMa MaKpoiauaa (IPedoUTUTENbHO #a3UTPOMMUIMHA™Y), #pudbaMnuimua™* u #3TamoéyToma™*

(tabm. 17) [156,164];
(YYP -C; VO -5).

KommeHnTapumu:

He pexomeHdyemcsi npuMeHsms npepuleucmyro cxemy (mpu pasa 6 Hedesio) nepopaneHo20 npuema aHmubuomuxog s

neueHuss HTMBJI zpynnst MAC;

Ipu neuenuu HTMBJI zpynnst MAC npo8odums HauabHbill KypC #aMUuKayuHa™* gHympueeHHo npu Haauuuu 00H020 uiu

HeCKOIbKUX HUXCECTIE0YIOWUX YCI08ULL:

- NONOMCUMEILHBIL MA30K HA Hauuue Kucaomoycmotiuuesix 6akmeputi (KYE) 8 mamepuane u3 0sixamevHslX nymeti;

- PEHIMeeHoJioeudeckas kapmuHa O6pa3OSGHuﬂ 8 JlIe2KUX KaeepH uiu msucenot LlHd)eKl,{Lll,l,’

- CUCMEMHble Npu3HaxKu 36160]'166(1Huﬂ,'



Jleuenuem nayueHmos ¢ ¢opmoti HTMBJI epynnst MAC, pe3ucmeHmHOU K #KaapumpomMuyuHy*
3aHumamscs cneuuanucmeot 8 ooracmu HTMEB u MB.

* QOJIHCHbI COBMECMHO

ITayuenmst ¢ 8bICOKOU 6akmepuansHoli Hazpy3Koli (CO2IACHO NOJIOMCUMENbHOMY pe3yibmamy 8 mecme MUKPOCKONUU
MaAsKa MoKpomMbl, HAAUUUIO KABEPHBL U/UNU CYWeCB8EHHbIX B0CNANUMEbHBIX NPOYECCO8 8 NIe2KUX, UIU CUCMEeMAmu4ecKux
CUMNIMOMO8 HA peHmeeHe) MOZYm Nouyscmeosams yayduleHue nocie nepgoHauansHozo (1-3 mecaya) kypca uHsekyuii
AamukayuHa** unu #cmpenmomuyuHa**(mabn. 17) 8 0onojiHeHUe K CMAHOAPMHOMY KYpCy JieueHuss u3 mpex
npenapamos 01 hayueHmos ¢ 3a607e8aHusMu Jieekux, 6vi3eaHHsimu MAC. Hmerowuecs daHHble He nOKA3bl8aiom
pasauuuti mexcdy moXcuuHOCmoio npu npueme 15 me/ke #amukayuxa™* (mabn. 17) 1 pa3 6 deHv unu 25 Me/Kke mpu pasa 8
Hedenio [165].

IIpumeHenue #amukauuHa** e eude uHzanAyuli (nexapcmeeHHas (opma 08 uHsekyuli) (mabn. 17) emecmo
B8HYMPUBEHHO20 AMUHO2NIUKO3UOA MOxem Gbims Gosee npednoumumenvHsIM 68Uy MeHee MujamensHozo Hab00eHuUs U
MeHblllez0 MoKcuueckozo delicmeus, 00HAKO OAHHble Pe3yNbMamos JeueHust 0CMarnmcs HenoaHeIMuU, U IQekmusrHocms
makoezo seueHus 0L NAYUeHMo8 ¢ KagepHoli JiezKux, ¢ Cydmepanesmuueckumu ypoeHaMU JieKapcma comHumensta [115].

Kareropmuecku He peKOMEHAyeTCsS IMpUMeHeHMe MOHOTepanuy MaKpOJIUAHBIM IIpernapaToM WIM WHBIM
aHTUMUKPOOHBIM cpenctBoM mpu Jjedenuu HTMBJI rpynmei MAC ¢ Uenbio NpOGMIAKTUKM  Pa3BUTUS
pe3ucreHTHOCTH [157,158].

(YVP -C; VI -5).

KommenTapuii: OcHO8HbIMU (hakmopamu pucka 0711 pa3eumust y NayueHmos ¢ 3a60/1e8aHUSMU JIEZKUX, 8bI36AHHbIMU
MAC, ycmotiuugocmu K #KAAPUMPOMUYUHY**  A6]910MC  MAKpOAUOHas MoHomepanus u npedvidyujee JeueHue
Makponudamu ¢ Hecoomeemcmsyrowumu donoaHswowumu npenapamamu. ITosmomy, HeoOX00UMO He3aMeONUMenbHO
npekpamums npuem mMakpoaudos (06614HO NPONUCHIBAEMBIX 8 KAUeCcnée NPOMUB080CNAIUMeNbHbIX npenapamos hpu MB)
nocue u3oaAyuu Muko6akmeputi, Npu 3mom Maxkpoaudsl HUKo20d He J0JIHHbI NPONUCBIBAMbCA 0Jis JieueHus: 3a60/1e8aHULI
JiezKux, 8bi38anHbix MAC, 6e3 08yx coomeemcmeyloujux donoHIIOWUX npenapamos.

Maxponudnas mepanus 00blUHO He peKOMEeHO08aHA Npu 3a00Se8aHUAX Jie2KuX, 8bl3eanHbix MAC, npu ycmotiuugocmu K
#raapumpomuyury** [164] o0Hako maxkponudsl Mozym okassleams Onazonpusimuoe eausiHue npu MB 6nazodaps ceoum
cgolicmeam He-aHmubuomukos. Knapumpomuyux-ycmoiiuuesie nayueHmel ¢ 3a001e8aHUsIMU ezKux, 8vi3eanHsimu MAC,
Mozym ucnelmei8ams 3pgekm om JieueHus NAPeHMepanbHoz0 AMUHOZAUKO3UOd, #pupamnuyuHa** (00bluHO
#pupabymuna**) u #amambymona** 8 couemaHuu ¢ OOHUM UNU HECKOJILKUMU JONOJIHAIOWUMU hpenapamamu (yuumsleas
HebobWoe KONUUeCma0 OaHHbIX NpaKkmuieckux pekomeroayuil) (mabn. 17), makumu Kax #¢pmopxuHosioHsl [164,166,167].
#Pupabymun**(mabn. 17) moxcem 0asame NOA0MUMENbHbII Iekm npu JieueHuu KAapumpoMUuyuH-yCcmouliuuesx
nayueHmos ¢ 3abosesaHusmu yezkux, evi36aHHsimu MAC, 00HAKo uacmo nposesisiomcs no6ouHvle delicmeust (0COGeHHO,
namosnoeuieckoe U3MeEHeHUe Kpoeu, paccmpoiicmeo ieny0ouHO-KUUIEeUH020 Mmpakma, noauapmpasieus), Komopole
mpe6ylom CHuMeHUs1 003bl UNU NOJHOLI 0cCmaHoeKu JieueHus [168,169,170).

B cnyuasx BbIsIBAeHMsS Y TauMeHToB ¢ MB Gomee omgHoro Bupga HTMB pekoMeHAyeTCs ITPOBOIUTD
MMKpOOMOIOTMYECKOe JCCIeIOBaHMEe MJIsT OIpelesieHMs] TOro, Kakasi/KakuMe ¥3 MMKOOGaKTepuii BbIIeseTcs
TIOCTOSIHHO, U KaKasi/KaKkue SIBJISTIOTCS] IIPUYMHOI MosiBiIeHus 3a6oneBanus. [171,172].

(YVP —C VI, -5).

PeKOMEH0OBAaHO MALMEHTOB C MYKOBUCIIMIO30M C 3a00/ieBaHMSIMM JIETKUX, Bbi3BaHHbIMM HTMB o6ciieqoBaTh Ha
npeamer ABJIA, Tak Kak MMKOOGAKTepMO3bl, HEpPEOKO COUeTAITCS C a//IePTUMUEeCKMM OpOHXOJIETOUHBIM
acrmeprusie3oM U/ Ui BbiceBamMu Irpu6oB poma Aspergillus B MOKpoTe min 06pasiiax 6poHX0abBEeOIIPHOTO JIaBaska
[156].

(YYP -C VAJ, -5).

KommeHTapum: B makux ciyuasx pekomeH008aHo nposodums mepanuto obeux urgexyuti. [TockonsKy #pupamnuyun **
(epynna npomueomybGepKyne3Hvle npenapamsl) ycKopsiem noueuHsili mMemaboiusm mpuasosiosslx NpomueozpubKossix
npenapamos, JieueHue acnepeusiiie3d npu 3ab0ne8aHusix nezKux, evizeanHvlx MAC, npedcmasnasiemcs 6ojiee CJIOHCHBIM.
Iepsviii cnocod — npumeHame #pugadymun™* emecmo #pupamnuyuHa™* (neueHue #pupabymuHom
UHOYKYUell neyeHOUHbIX (PepMeHmos8, OMHOCAUUXCA K nodcemeticmey yumoxpoma P450) 6 couemanuu ¢ 00blUHbIMU
donosiHaowumMu hpenapamamu 0aa apadukayuu MAC u #80puUKoHA30J0M** UIU #N03AKOHA30710M ™%, KOmopblli Moxcem
6bimb  MeHble nodeepiceH delicmeuto OONOJHAWUX npenapamos #pugpabymuHa™*, uem #80pUKOHA301™*¥ ¢
KOppekmupoeKkoii 003UpOBKU 8 COOMEemcmeuu ¢ yposHIMU KOHyeHmpayuii (mabn. 17)  [156,173,174]. Ipu
HedocmynHocmu mepanesmuueckozo JeKapcmeeHH020 MOHUMOPUHea emecmo #pupamnuyura™*
#amukayuu* uepe3 Hebynatizep [115,156,175].

sk sk

conpoewfcaaemc,q

Moxem npumMeHsamoscs

Pesynomamst nposederHozo 8 HHUU meduyurckoii mukonozuu um. ITH. Kawkuna e 2014-2017 zz. uccnedosaHus
ceudemenvcmayom, umo KojaoHu3ayus dvixamenvHolx nymeti Aspergillus spp. eo3nuxkaem y 22% nayuenmos ¢ MB, a
pasnuyHvle eapuaHmel acnepeunnesa - 9,2% [176].



Haubonee uacmeiii apuanm acnepzuine3a y nayueHmos ¢ MB - annepeuueckuii 6poHxosiecouHslli acnepeunne3 (ABJIA).
Yacmoma ABJIA y nodpocmkoeé u 63pocislx nayuenmos ¢ MB — 10-15%, pexce y demeti maadwiezo éo3pacma [33,34].

XAJI pazsusaemcs y 2-5% nayuenmos ¢ MB. HHea3ueHbvlli achepzusines ieekux y nayueHmos ¢ MB eo3nukaem pedko (0,5-
1%) [176].

Tpubst poda Aspergillus mozym KonOHU3Upo8amy OvixamesvbHvle Nymu hayueHmos ¢ MB uiu 8vl3618ams, 8 3a8UcUMocmu
0Mm COCMOSIHUSL UMMYHHOLL cucmemsl hayueHmad, aniepeudeckuil 6poHxonezouHsili acnepeunne3 (ABJIA), xpoHuueckuti
acnepzusnes nezkux (XAJI) u uneasueHslii acnepeunnes (MA) [10,32,61,62].

PekoMeHIOBaHO TpMMeHEeHMe AHTMMMUKOTUMUYECKMUX IIpelapaTOB KakK 3TUOTPOMHONM Tepamuyu mipu ABJIA u XAJI
(tab6n.19) [10,32,61,62].

(YYP - C, VI - 5).

Ta6auua 19. AHTUMUKOTUKY, TpuMeHsieMble rpu ABJIA u XAJT

AHTUMUKOTUK CyTouYHble fA03bl AnA CyTouHble pA03bl ANA MyTb BBEaeHuns KpaTtHocTb npuema
pertein 2-12 ner n 12- B3pOCAabIX AeHb
14 ner c wmaccoi
Tena<50 kr
18 Mr/kr 400 mr 2
#BopuKoHazon** BHYTpb
(npoTuBONOKasaH AeTsaM 4O 2 NeT)
#WtpakoHason po 12 ner 5 wr/kr, 200 - 400 mr BHYTpb 2
(TabneTkn NpoTnBONOKasaHbl AeTAM A0 3 NeT) ctapuwe 12 net 200 mr
#TMo3akoHazon** - 800 mr BHYTpb 1
#KacnodyHrun** 70 Mr B 1-i1 AeHb, 3aTeM 70 mMr B 1-i1 AeHb, 3aTeM B/B 1
(NpoTMBOMNOKa3saH AeTAM A0 3 MeC XWU3HW) no 50 mr no 50 mr
#AMboTepmumMH B [nunocomanbHbiii ]. 3 mr/kr/cyt 3 mr/kr/cyt B/B 1
#AmboTEepULMH B [JIUNuaHbIi KoMnaekc]. 5 Mr/kr/cyT 5 Mr/kr/cyT B/B 1
#AMboTEPULMH B** 0,6-1,0 mr/kr/cyT 0,6-1,0 mr/kr/cyt B/B 1
#AmdboTepuumnH B [nnnocomanbHbiin | 12,5 mr 12,5 mr #I/IHFaJ'ISILlMVIl yepes ABa pasa B Heaeno
(dopmMa ANa UHBEKLIMOHHOIO NPUMEHEHNS) Hebynaitzep™:
(npoTuBONOKa3saH AeTAM A0 1 MeC XWU3HK)
#AMboTEepUUMH B [JINMAaHbIN KoMnnekc] 12,5 mr 12,5 mr #VIHI’aJ‘IﬂLlMMl yepes /AiBa pasa B Hejenwo
(dbopMa Ans UHBEKLIMOHHOIO NMPUMEHEHMUS) Hebynaizep™:

I[Ipumeuanmusi:

#HpumeHeHue JIeKaApCmeeHH020 npenapama y Oemell 8He 3apezUCMpupoBaHHbIX 8 UHCMPYKYUU JIeKapCmeeHH020
cpedcmea hokasaxuli npouseooumcs no peuleHuio epaueOHOll Komuccuu ¢ paspeuleHust JIOKAIbHO20 IMUUECcK020
Komumema MeOUYUHCKOU OpzaHu3ayuu (Npu HAIUYUU), NPU HAAUYUU NOONUCAHHO20 UHMOPMUPOBAHHOZ20 CO2NACUS
podumeieli (3akoHHbIX npedcmasumeneti) u pebeHKa  o3pacme cmapuie 15 nem.

I IIpumeHenue nekapcmeeHHslx Gopm 01 NAPEHMEPAIbHO20 NPUMEHEeHUss 6 eude UHeanayuli paspewaemcs

KOHCUIUYMOM CNEYUAIUCMo8 NO MU3HEHHbIM NOKA3AHUAM C paspewieHus JIOKAIbHO20 3Muueckozo Komumema
MeOUYUHCKOL 0p2aHu3ayuu, Npu HAAUYUU NOONUCAHHO20 UHMOPMUPOBAHHO20 cozndcus podumeneli (OneKyHa) u pebeHKka
8 8o3pacme cmapwe 14 nem, 6 YCI08USX CHeYUANU3UPOBAHHO20 CmayuoHapa. B OanvHeliuiemM npu xopoulet
nepeHoOCUMOCMU npuem npenapama paspeuieH 8 ambyaamopHbiX YCI08USX.

2. Hueanayuu #Amgpomepuyuna B [nunocomanvHozo] unu #Ampomepuyuna B [JTunudHozo komniexcal] mozym 0Ovime
anbmepHamueoli unu O0onoJHUMENbHOU npomusozpudkosoli mepanueli e JjeueHuu ABJIA npu HedocmamouHol
¢ pexmusHocmu mepanuu CUCMEMHBIMU AHMUMUKOMUKAMU, HENepeHoCUMOCmu a3onvHslx JIC unu nomeHyuanbHo
ONAcCHbIX JlekapcmeeHHblx 83aumodeticmeusix [115,178].

IIpu Hanuvuu MeOUYUHCKUX NOKA3AHULL (N0 MCUSHEHHBIM NOKA3AHUSM, BKAUASL UHOUBUOYANbHYIO HeNnepeHOoCUMOCmb,
danee — N0 JHU3HEHHbIM NOKA3AHUAM) NO peuleHUio 8pauebHoli KOMUCCUU OCYujemansemcsi Ha3HaueHue JeKapcmeeHHblxX
npenapamos He no Mex0OyHapoOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUI, d N0 MOP2080MY HAUMEHOBAHUI (uacmp 15
cmamou 37 @edepanvHozo 3akoHa om 21.11 2011 N° 323-d3 «O6 ocHosax oxpaHwl 300po8vs zpaxdaH Poccutickoli
@edepayuu» u nyHkm 6 Ilopsadka HazHaueHusl JeKAPCMBEHHbIX npenapamos, (Gopm peyenmypHulx ONAHKO8 HA
JlekapcmeeHHole npenapamot, nopsoka oGopmaeHus YKA3aHHbIX ONAHKOB8, UX yuemda U XPAHeHusi, ymeepmcoeHHO020
npuxazom Mun3dpasa Poccuu om 14.01.2019 N° 4H). PeweHue 8paueOHOl KoMuccuu oopmiisemcs npomoxoaom u
8HOCUMCS 8 MEOYUHCKYI0 OOKyMeHmayuto nayueHma.

Ipu ucnons3o08anuu #80pukoHasona™* u dpyzux cpedcme zpynnel mpuasosios gcezoa ciedyem yqumol8ams 603MOMHOCMb
JlekapcmeeHHvix 83aumodeticmeuli. Hanpumep, npu HasHauyeHUuu #80pukoHasona™* ciedyem ommeHums pugpamnuyuH**
unu Opyaue uHOykmopwl Gepmenmos yumoxpoma P-450 (uHeubumopst npomoHHOU nomnwl, Kapbamazenuw™**



(heHUmMOoUH**), NOCKOILKY 8 3Mux Cayuasx mepanesmuueckas KOHUeHmMpayus #80pUKOHA30]1a™* @ naasme u mMKaHsax
00bIUHO He docmuzaemcs.

YV nayuenmos, noayuawnwux OAUMEIbHYI0 MePanuio #80PUKOHA30JI0M ™™, MO2Zym paseumscs KOXCHble peakyuu
homouyscmeumenvHocmu. Bo epems JieueHus nayueHmam pekomeHoyemcs usbezams UHMEHCUBHO20 UL ONUMENbHO20
00J1yueHUS. NPSIMBbIM COJIHEUHBIM CEEMOM.

Tepanusa ABJIA

ITpu ABJIA peKoMeHIOBaHO MPUMEeHeHMe KOPTUKOCTEPOUAOB [JIsSI CUCTEMHOTO MPUMEHEHUS U MPOTUBOIPUOKOBBIX
JIEKapCTBEHHBIX CPEJICTB IPYIIIBI TPMA30JI0B (#BOPUKOHA30M™** 1 #UTpakoHa30m) (Tabm.19)[32,179].

(YVP - C, VO], - 5).

KommenTapwuii: Hcnonbs308aHue KOPTUKOCTEPOUIOB AJISI CUCTEMHOTO MIPUMEHEHUST peKOMEHO08AHO NPU 8blPAHEHHOM
6ponxoobcmpykmugHom cuHdpome (BOC), Hanuuuu 303UHOQUIBHBIX UHDUALMPAMO8 8 ezKux uau HedggpexkmusHocmu
npuMeHeHUs NPoOMuUB02puUOKOBbIX JIeKAPCMeeHHblx cpedcma epynnsl mpuasonos [32,61,179].

Jna xynuposaHusi 6pOHX006CMPYKMUBHO20 CUHOPOMA U 3I03UHOQUILHBIX UHPUIBMPAMO8 6 JieeKux HA3HaUawm
npeduuzonon** no 0,5-1,0 me/ke/cym 6 meueHue 14 OHeli 8 3asucumocmu om cmeneHu OPOHX000CMPYKMUBHOZO
cuHdpoma.

Kpumepusmu  3¢ppekmusHocmu  ciy¥am KynupoeaHue KAUHUYECKUX NPUSHAKO8, UCUE3HOBEHUE 303UHO(DUIbHBIX
UH(UIBIMPAmMoe 8 JezKux U CHuxeHue YposHsi obwezo IgE 6 cvisopomke kposu. Ilocne OdocmusceHus 3¢gexma
nocmeneHHo cHUXcaiom 0o3y npenapama enioms 00 0MMeHbl 8 meueHue 3-4 Hedeb.

Bo epems pemuccuu nayueHmst 8 cneyuguueckoii mepanuu He Hy#0aomcs.

IIpu peyuduse ABJIA 8H08b NPUMEHSIOM #80PUKOHA30™* wnu #umpakoHazon (mabn.19) e meuenue 2-4 mec, npu
svipaxceHHom BOC — npeOHu3010H**

Kpome peyudusa ABJIA noKasaHusmu K HA3HAYEHUI MPUA3B0JI08 A8AAEMCs 3a8UCUMOCIE OM KOPMUKOCMepoudos /s
CUCMEMHO020 NPUMEHEHUSL, UX HeJOCMAMOUHAs IPPEKMUBHOCHb U BbIPANCEHHDIE HEXCeNAMEIbHbLE IPPEeKmbL.

IIpumeHenue hpomusozpudKossix JNeKAPCMBEHHbIX Cpedcms 2pynnel mpuasonoé y nhayueHmos ABJIA nossonisem
00CIMOBEPHO YMEHBWLUMb NPUMEHEHUE KOPMUKOCMepoudos O CUCEMHO020 NPUMEHEHUs, NPueooum K YAydlueHurn
(yHKUUU 8HeUIHEe20 0bIXAHUS U YMEHbUIEHUIO uacmomet peyudusos ABJIA.

Tepanua XAJI

PekoMeH10BaHO B KauecTBe jeueHus XAJl y manueHToB ¢ MB MCIIOMb30BaTh AAUTENbHBIN KypC MPOTUBOIPUOKOBBIX
JIEKapCTBEHHBIX CPEZCTB, JieueHMe «(hOHOBOrO» 3ab0/IeBaHMSI M yYMEHbLIEHMEe STPOTeHHOJ MMMYHOCYIIpecCum, a
TaxKe XUPYyPrUuecKoro yaaneHus: ouaroB nopakenmsi. [8,10,11].

(YYP - C, VI - 5).

KommenTapuii: ITayuenmst ¢ XAJI Hyxodaiomcs 6 OnumeivHOM HabawdeHUU Ons KOHMpoOas 3a00nesaus u
c8oespeMeHH020 JieueHus: peyudusa. OCHOBY aHMUMUKOMUUECKOLU mepanuu cocmasjisiem npumeHeHue NepopanbHblX
#80puKoHAzona** uau  #umpakomasona (mabn.19)). #Ilo3akoHazon** npumeHawmM Npu  HenepeHoCuMocmu
#80puKoHaszona™* unu #umpakoxasona. #Kacnogyneun™* (ma6n.19), a makxce #Ampomepuyur B [nunocomansHutii] unu
#Ampomepuyun B [JTunudHsiii Komniekc] unu obuiuHolii (mab.. 19) HasHauawm 6/6 npu HeadexmusHocmu NepopaibHuLX
npomueozpubKo8sLX 1EKAPCMBEHHBLX CPEICma8 2pynnsl mpuasosios.

AnvmepHamusHaslli Memoo JiedeHust — #6HympunoaocmHoe 8gedeHue ampomepuyua B**,
Baxcroli cocmasasiioweli neuerus XAJI y 6onvbHbix MB s18155emcs yayuuieHue IKkChekmopayuu MOKpomesl.

Koppexyus ummyHHo20 0egpekma 006biuHO docmuzaemcst yCneuHbiM JiedeHUeM 0CHOBHO20 3a001e8aHUS U CHUNCEHUEM 003bl
KOPMUuKocmepoudos 0711 CUCMEMHO20 NPUMEHEHUS.

Xupypeuueckoe 8MewamenscCmeo — BaXCHbuIL KOMNOHEHM KOMNIeKCH020 JeueHuss XAJI. OOHO3HAuUMbIM NOKA3AHUEM
AB/11MCS 8bICOKULL PUCK UNU pa3eumue Jez0uHoz0 KpogomeueHus. Ymobsl yMeHbUUMb 8ePOSMHOCMb UHGUYUPOBAHUS
mkaHeil u pazsumus cneyuguueckoli IMnuemst naespsl, 00 U NOCie ONepamusHo20 JeueHus: NPUMEHSIIM 80PUKOHA3O0 **
UIU UMpAaxKoHAason (Xupypzuueckomy JieueHu Moz2ym npensmcmeosams pacnpocmpaHeHHOCMb NOPAXCEHUSl, MAHECMb
COCMOSIHUSL nayueHma U 8ulpaxceHHass JbixamenvHass HedoCmamouHoCms, d Makxe MHOMCECMEEHHbIE AChePIULIOMbL.
Yacmoma ocnoxHeHutl (kposomeueHue u np.) npu onepamusHoM JiedeHuu moxcem docmuzams 5—20%.

3.1.5 Tepanus BHelIHECEKPETOPHO HEAOCTATOYHOCTY HOKETYTOYHOI JKeIe3bl

3aMeCcTUTeNbHYI0 Tepanuio MaHkpeaTudyeckumu depmentamu (ITaHkpeaTuH**), (B BuAe MuHMMUKpocdep, ¢ pH-
YYBCTBUTENBHBIM TIOKDBITMEM 0e3 MpUMeHeHMs MeTakpuaoBoi Kuciaorsl [180,181,182,183,184] ¢ wmmm 6Ges



>KeJTaTMHOBO KaIlCy/bl) PEKOMEHIOBAaHO Ha3HayaTh BCeM MalleHTaM, BKI04Yass HOBOPOXAEHHBIX ¢ MB, nmeromum
KIMHUYEeCK/e MPOSIBIEHMS] KUIIeYHOTO CUMHApPOMA MM HU3KYH0 KOHIIEHTpaLuIo MaHKpeaTMueckoi smacrasbi-1 B
kasne (<200 MKr/T) Ipu OTCYTCTBUM MPOTUBOMOKa3aHuit. Llesib BMelIaTesbCTBA — KOPPEKLVs BHEIIHeCeKpeTOPHO
MaHKpeaTu4yeckoyi HeOOCTATOYHOCTM ([0 KIMHMYECKMM IIOKa3aTelsM M OTCYTCTBME HeNUTPaJbHOTO KMpa B
Komporpamme) [2,12,182,183,184,185].

(YVP - B, VI, - 3).

KommeHTapwmii: [Ipu nposedenuu 3amecmumensHoti mepanuu Heo6xo0umo KOHMpPoauposame:

- noKasamesnu KONpozpammol, 8 Nepayio ouepeds KOAUUeCeo HelimpaibHO20 HUpd;
- yacmomy u xapakmep cmyna;
- exeMecauHy npubasKky Maccol mena u OUHAMUKY pocma nayueHmad.

Zlna soccmaroeieHust adek8amHoti acCUMUIAYUU Hupa ciedyem npumeHsms 8bICOKOI(PpekmusHble naHkpeamuueckue
epmenmot 8 8ude MUHUMUKpOC(ep, umo 8 OONbWUHCMBE Clyuded N0380Jislem KOMNEHCUPO8Ams cmeamopern u
YMeHblUms deuyum maccsl mea.

Iokaszaxus: eéce nayueHmsl ¢ NPU3HAKaMU HeOOCMAmMOYHOCMU 3IK30KPUHHOU (pyHKYUU NnoOHenyOOUHOU KHcene3bl
(cmeamopes (HelmpanvHbIll HUp 8 KONPozpamme), CHUMEHUe naHkpeamuueckotli anacmaswt-1 menee 200 mMKz/2).

IIpomueonokasaHus: uHaueuayaﬂbHaﬂ HenepeHocumocCmeo.

Boibop nymu eeedeHus: eHymps 00 U 80 8peMs Kamc0ozo npuema nuwju. Ilankpeamuueckue gpepmenmst He ciedyem
HazHauamy nocie edvl. Kancynwl, codepicaujue MUHUMUKPOCHEPLL, MOMCHO 8CKPbIBAMD U NPUHUMAMb UX COOepHcUMOe
00HOBPEMEHHO C HeOOMbWUM KOJAUYECMBOM NUWU, UIU NPUHUMAMb YeAUKOM, He BCKpbleas, eciu peGeHOK Yie
docmamouHo GONBULOTE U MOMEem NPOIOMuUms KancyJy.

OuyeHka 3ggekmusHocmu JieueHus:: K KIUHUYECKUM NOKaA3amensm adeKeamuoli 003Upo8KU NAHKpeamuueckux
epmenmos cnedyem omuecmu: yayuuieHue npubasku eeca Oemeli, yMeHbvlueHUue 00BeMa cCmMyad, €20 uacmomel,
YMeHblUeHlE 3/I080HH020 3aNaxd, ucuesHoseHue 6oeli 8 xueome. JlabopamopHsle NOKA3AMeNU — yMeHblueHue cheneHu
cmeamopeul.

OueHka 6e30nacHocmu JieueHus - N0 KAUHUYECKUM NPUBHAKAM.
JlononHumensHble 3ameuanus:
TTod6op 003 nankpeamuuecKux pepmeHmos nposooumcs IMNUPUUECKU.

Zo3a nankpeamuHa UHOUBUOYANbHA OISl KAXO020 hayueHma.

Y GonsuwiuHcmea nayueHmos 003a doHcHA 0CMasamaucsi MeHsule unu He npegsiuiams 10 000 E/] no aunase Ha 1 ke maccel
mena 8 cymku uau 4000 E/T Ha 1 2 nompebieHH020 H#cupa.

IMo06op 003bl MOXCHO HaAuame 8 3ABUCUMOCMU OM MACCbl mead, 4mo cocmasisem e Hauaje JeueHus 1000 Efl/ke no
aunase Ha Kaxovlli npuem nuwiu 0aa demeti maaduie uemsoipex siem u 500 EIl/kz no aunase 80 epems npuema nuwyu ons
demeli cmapuie uemslpex siem u 63pocislX. B danvHeliuiem do3a moxcem nocmeneHHO nosululAMbCs 00 HOpMAIU3AYUU
cumnmomos cmeamopeu. /[o3y cnedyem onpedensime makie 8 3a8UCUMOCMU OM BbIPANEHHOCMU KUWEYH020 CUHOpoMA,
pe3ybmamos KoHmpons 3a cmeamopeeti u noddepxcanusl adeK8amHozo HympumueHozo cmamyca.

HoeopoxodeHHbIM Ha KaxcOsle 120 M1 numaHus (CmMecb Ul HeHCKOe MOJI0KO) cmapmosds 003a paccuumsi8aemcs Kax
2500-3333 EIl nunasst (1/4-1/3 xancynst npenapama ¢ akmusHocmosto 10 000 E/l nunaset 8 kancyne). dmu 003bl
coomeemcmeyiom npumepHo 600-800 EJI nunasel Ha 1 2 nuwesvix xupos UMM TO Ya2-1 MepHOI JIOXKe
KUIIEYHOPACTBOPMMbBIX TrpaHynl u3 ¢makoHoB [11, 12, 37]. B Hacmosiuee 8pems. pekomeHOyemcss nodcuem
naHkpeamuueckux (epmeHmos no nompebasieMoMy Hupy ¢ pacuemom Kodpguyuenma Ha 1 ep xwupa. [o3sa
paccuumoiéaemcs uHousudyanvHo. Jonycmumsle 3HaueHust Koagguyuernma om 500 do 4000 E/T Ha 1 2p xcupa.

Y psda nayueHmos, 0cCo6eHHO npu 0eaK080—3Hepeemuueckoli HedocmamouHoCmu, eunepayudHocmu u Opyaux
COCMOSIHUSIX, MOMcem NOHAd0OUMbCs nossleHHAs do3a nankpeamuHa 6osee 10 000 E/] no nunase Ha 1 ke maccsl mena 6
cymku unu 4000 E/] Ha 1 2 nompe6neHHo20 ycupa [186,187,188,189,190,191,192,193,194].

He cnedyem nosesiwams 003y (pepmeHmos 0o oueHs 8bicokoli (>18000-20000 EOQ nuna3swi/ke 8 cymku). B danvHeliuiem 0o3a
nodeepzaemcs Koppekyuu Ha 0CHO8e KAUHUUECKUX CUMNMOMO8 U J1abopamopHbix daHHsix. Crnedyem NOMHUMb, Umo
npumepto y 10% nayuenmos HedocmamouHocme nodx#enydouHoll Heenesvl He noddaemcs nonHoll koppekyuu [12].

3 hekmusHOCMbs MePanuu NAHKPeAMUUECKUMU  (PepMEHMAamu.  UH020a MONCHO NO8bICUNMb NPU  00HOBPEMEHHOM
npumeHeHuu #cpamg.muauHaw (npomugonokasax 8 demcKom 803pacime), pa:—tﬂyﬁmuawqaw (npomusgonokasax demsam do 12
nem), omenpazoﬂaw (npomusonoxasaH demsm 0o 2 nem) unu 330M6npa30ﬂaw (nesnemslt - npomMu8onNoOKa3aHsl demsam 0o

1 200a, mabnemku npomugonokasausl demsm do 12 nem. JlaHHvle npenapamosl mMozym Obimb HA3HAUEHbl 8 Cyude
nompe6HOCMU 3HAUUMENbHO20 Y8eauueHUuss 003 NAHKpeamuueckux (epmeHmos u/uiau npu omcymcmeuu ux jeuedHozo
appekma, umo moxem Obimb 00YCN06/EHO NOBBIUEHHOU KUCIOMHOCMbI0 MHEeYOOUH020 COKA U HedoCcmamouHbM
oujenauusaruem xumyca é 12-nepcmuoti kuuixe [15,65].



3.1.6 Tepanug SHAOKPUHHOM HEJOCTATOYHOCTY HNOAKETyA0YHOM xene3bl (M3C)

Jleuenue duabema npu MB (M3C/I) 6 uenom OQ0JHHO COOMBEMCME08ames CIaHoapmam nomouju eceM nayueHmam c
duabemom; HO umelomcsi 0Co0ble MpeboBaHUs K JleUeHUI0 NayueHmos ¢ MyKosucyuoozom [42,67].

PekomeHg0BaHO JsieyeHne maiueHToB ¢ M3C]l y creuyuaaucToB MHOTOMPOMWIbHOI KOMaHIbI, MMEIOLIEN OTIBIT
pabotbel ¢ M3CJI, v IIpy 3TOM MOAAEPKMUBATD KOHTAKT M KOHCYTBTVPOBATHCS CO CITEIMATMCTAMY 10 MyKOBUCIIUIO3Y C
1ebio 3¢bGeKTBHOTO BeAeHNS TAIMEeHTOB C yUeTOM 0COOeHHOCTEl OCHOBHOTO 3aboneBaHus [42,67].

(YYP - C, VI - 5).

IIpu neuenuy M3CJ pexomeHzyeTcsl OOydeHME CAMOCTOSITEIBHOMY YXONy Npu nauabeTe, MHCYIMHOTepanus M
aspobHasg Harpyska He MeHee 150 MUMH B Hefeni0 C Lelbl0 afeKBaTHOTO KOHTponast M3CJ u mpenoTBpalleHus
OCJIO’KHEeHUI [42,67].

(VYP - C, VO] - 5).

PekoMeHJ0BaHO COO/IOIeH)e PeKOMEeHIAIMIT TT0 TUTAHUIO MaleHTOB ¢ MYKOBUCIIMAO30M sl ManyeHToB ¢ M3C/I.
VismeHeHMe TOTpe6/IeHMs Kajlopuit, XPOB, GEIKOB, YIJIEBOLOB MM COJMM B pe3ylbTaTe AMArHOCTUKM AuabeTa He
JIOITyCKaeTCsl. PekomeHyeTcsl paBHOMEDHOE paclipefiefieHMe YITIEBOAOB B TeueHME CYTOK M 3aMeHa
pabMHMPOBAHHBIX HA 3aIIMIIEHHbIE C IIEJTbI0 MOAIEePKaHMS HYyTPUTUBHOTO cTaTyca [42,67].

(VYP - C, VI - 5).

PexomeHnpyetcs neuntb M3CI y manyeHTOoB ¢ MB MHCynIMHamy, a He NepOPaJbHBIMM TMIIOIIMKEMUYECKUMU
rpernapaTamMi C [[e/bl0 ONITUMaJIbHOTO KOHTPOJISI YPOBHSI INIIOKO3bI B KpOoBM [42,67,195,196].

(YYP - C, VI - 5).

KommeHTapuii: S gexmusHocms nepopansHsix zunoziukemudeckux cpedcme ons mepanuu M3C/ He dokazaHa. IIpu
neueruu M3C/] pekomeHdyemcsi npumeHsMb GONIOCHYIO CXeMY NPpUema UHCYAUHO8. Moxcem npUMeHSImbCs CMaHoapmHaiii
pexum 0a3anvHO-607110CHO20 68e0eHUsT UHCYUHO08, 6Kaouds KomOuHayuio 0OasanvHozo (MHCYynuHsl U avanozu
OnumenvHo20 Oelicmaus) u Ovicmpodeiicmayowezo (MHCynuHsl U aanozu 0OblCmpozo Oelicmsus) UHCYIUHA nymem
MHO20KPAMHBIX eMceOHe8HbIX NOOKOMNCHBIX UHBEKYUll unu Osicmpodelicmayioujeeo uHcynuHa (MHCYIUHsl U ananozu
6vicmpoeo delicmaust) nymem Henpepwvi8HOU NOOKOMHOU uHpy3uu (uHcyiuHosas nomna). Ilayuenmos cnedyem Hayuumeo
ycmanasaueams 003y UHCYJIUHO8 8 COOMBEMCMBUU C COOePHCaHUueM Yesie80008 8 ux nutye.

Ecmb oueHb 0z2paHuueHHbie OaHHble 00 UCNONb308AHUU NEPOPATbHBIX 2UnOoauKemMuueckux npenapamos npu M3C/. U3
NepopanbHuIX 2UNo2IUKeMUUeCKUX Npenapamos, 3apezucmpuposanHsix Ha meppumopuu Poccuiickoti @edepayuu usyueHst
sk

nNpou3eooHsle Cynb(HOHUNMOUEBUHDL, Mem@OPMUH™™, npouue npomueoziukemuyeckue npenapams! (pendaziuHud™**) u
muazonuduHouoHsl. dppekm He doKa3aH.

AHanoeu 2n110KkazoHonodobHoz0 nenmuaa-l(uHermUHbz UU UHKpeMUHMUMemuyueckue azeHmeol) Mo2ym uzpamaos 6axcHYH
POJ1b, HO NOKa mpeﬁyemc;l nposecmu 00NnoNHUMeJIbHbIE ucazeaoeal-luﬂ, umo6sl 8biHeCMuU 0OKA3aAMeJlbHble pekomeHaauuu.

Bo Bpemsi 060CTpeHMIT JIeTOYHOTO Ipoliecca peKOMEeHIYeTcs yallle MPoBepsTh YPOBeHb IMIMKeMMuM (0 3-6 pa3 B
IleHb), KOTOpasi TIOBBIIIAETCS Ha (hOHe BOCHAJIEHMUs M YBEIMUUTD J03Y MHCY/IMHA, KaK GOJIIOCHOrO, TaK M 6a3MCHOTO C
LIeJIbIO ONTMMAaIbHOI'O KOHTPOJISI YPOBHS IMIIOKO3bI B KDOBYU U CBOEBPEMEHHOM KOPPEKU MM TO3bI MHCYJAMHOB [42,67].

(VYP - C, VI - 5).

KommenTapwii: ITayuenmam ¢ MyKO8UCYUOO30M hpu HApyuleHuu monepaHmuocmu K eawokode (HTT), ocobeHHO 80
8pems o6ocmpeHus 3a007e8aHUs MAK Hce Moxem nompebo8amucs UHCYIUHO8AS Mepanusl.

PexoMeHyeTCsl IpOBeeHMe MOHUTOPUHTA OcIoKHeHU T M3C]], corlacHO MOHUTOPUHTY Apyrux ¢dopm nuabera 1jis
opraHusanuu npoQuaakTUIeckux MeponpusTuii [42,67].

(YYP - C,YOA - 5).

3.1.7 Tepanus nopa>keHus Ne4eHu

sk

PexomeHyeTcss Ha3HaueHMe IpernapaToB ypcome3okcuxoneBoit kuaioTel™ (VIXK) (mpoTuBomokasaHue 10 3 JeT
IS KallCy/s, HeT IIPOTMBOIOKA3aHMM [ CyCIIeH3uMM [IJjis IIpyeMa BHYTPb) BCceM MNauueHTaMm ¢ MB ¢ nenbio
MIpeoTBPAIleHMs] TeNaToOMINAPHON TATOMOTUY UM Tepanuyu MMEIOIMXCS MOpPaskeHUi TeueHMu IMPU OTCYTCTBUM
MeIUIMHCKMX MPOTUBOTOKa3auuit [1,2,15,197,198].

(YYP - C, VO [ - 5).
KommeHTapwmii:

Hpomueonoxasanwl: uHaueuayaana,q HenepeHocumocCms, 0OCmpeole socnaiumesibHole 3a0071€8AHUS HENUHO20 ny3oslps.



BuiGop nekapcmeeHHbIX hopMm: npenapamel, 8vinyckaemoie 8 8ude Kancya u cupona (ons demeii ¢ maccoii 0o 34 ke),
dosuposka 15-30 me/xz 8 cymku.

OueHKa 3(phekmusrHocmu aeveHus: KauHuuecku u no oaHHsim Y3H u ¢ubpoanacmozpaguu (1 pas e 6 mecayes) (cm.
pasoden2. luazHocmuxa,.

OueHKa 6e3o0nacHocmu jeyeHus: Heooxodum nepuoduueckuti (1 pas 6 200) KOHMPOJib YPOBH MPAHCAMUHA3S, UIETIOUHOTI
pocgpamasst kposu (cm. Pazden 2. Jluaznocmuka).

Tem He MmeHee, 8 HacmosuUlee 8pems, YyoedumesibHbIX 00KA3amMebHbIX OaHHBIX 0 npedomspaljeHuu pazsumus ¢uéposa u
yuppo3sa Ha ¢ore npuema Y/IXK nem [199].

ITayuenmam ¢ MB pekomeHdyemcs MUHUMU3UPOBAME NPUMEHEHUe 2enamomoKCUHbIX JeKapCmeeHHblx cpedcms,
uckioueHue ankozons [2,198].

¢ PekoMeHI0BaHO IMPU PasBUTUM XPOHUUECKOIT TEUeHOUHO dHIIedasonaTm, aciiuTa, BapMKO3HO-PaCIIMPEHHbIX BEH
MUIIeBOa U JKelmyaka 3-4 cTelmeHM M KPOBOTeUYeHMS] M3 HUX MPOBOAUTH TepParuio COIACHO COOTBETCTBYIOIIVM
KIVHUYEeCKUM pekoMeHgauusam [2,198,200].

(YYP - C; VII-5).

KommeHTapumn: @opmuposaHue maxux OCNONHEHULl 8cmpeuarnmcss Heuacmo, Ho, mem He MeHee, mpeGyiom
JKCMpeHHbIX Mep JleueHus. Pady nayuenmos Mmoxcem noHAO0OGUMbCA mpavcnaaHmayus neveHu (cm.padden 3.4
Xupypeuueckoe neuetue), 8 Hacmosujee epems 8 Poccutickoii @edepayuu nposedero 11 mparcnaaHmayuti.

3.1.8 Tepanua ocTeonoposa y nanmeHTos ¢ MB

3adauamu JieyeHuss ocmeonoposa seaaomcs: npedomepaujeHue nepeiomMos Kocmell, noevluleHUe KAUecmeda MCU3HLU,
3amedsieHue Uiu npekpaujeHue nomepu KOCMHoL Maccel, y demeli - obecheueHue HOPMAIbHO20 pocmd.

¢ PeroMeHJ0BaHO JieyeHe OCHOBHOTO 3a60/1eBaHMsI ITPY BTOPUUHOM OCTEOINOpo3e y nanueHTos ¢ MB [29,70,84,201].
YYP - C, YOI - 5).

¢ Konexkanmbpiydepon**, B TOM uyucie, B Bue Kalelb IJIs IIpyeMa BHYTPb, peKOMEeHZOBaH BceM manyeHTaMm ¢ MB B
KayecTBe Tepanuy HeJOCTAaTOYHOCTM BuUTaMuHa D B BuIe IpueMa OAMH pa3 B JeHb eXeJHEeBHO WM OOVH pa3 B
HeJesio (B SKBUBAJIEHTHBIX [03aX) IJIsl noaaepskaHusi kKoHueHTpauuu 25(OH)D chiBopoTKM He MeHee 30 Hr/miut (75
HMOJIb/) (Ta6:.20) [70].

(YYP - C, YO [ -5).
KommeHnTapumn:

Ta6auua 20. [lo3si Konekanvyugepona™* (sumamuna D3) u pekomendayuu no seueHuro depuyuma sumamura D y demeti
u e3pocavix ¢ MB (E/T)

Bospacr HauanebHas fo3a YBenndyeHHas no3a MakcnmanbHas fo3a
C poxaeHusi go 12 mecsiyes 400-500 800-1,000 2,000

12 mecsuyeB go 10 roaa 800-1,000 1,600-3,000 4,000

C 10 go 18 net 800-2,000 1,600-6,000 10,000

6onee 18 ner 800-2,000 1,600-6,000 10,000

e PekomMeH[I0BaHO Tepanui0 OCTeonoposa Ipu MB NOpOBOOUTH COINIACHO KJIMHUYECKMM PpEeKOMEeHJalusM IO
ocTeornoposy [29,84,201].

(VYP - C, VI -5).

KommenTapwmii: Bonpoc o npumeHeHuu 6ucgocpoHamos pewiaemcs 8 UHOU8UIYAIbHOM NOPAAOKE € YUEMOM MUHEPATbHOLI
NJ10MHOCMU KOCMHOU MKAHU, MAI0MpPAsMamuuHbslx nepesiomos 8 aHamHese U mpaHcniaHmayuoHH020 cmamyca

Tpu neueruu 6ucgochonamamu y nayuermos ¢ MB nonyuexst dokazamenscmea yseauuenus MIIK O0Hako manoe 4ucno
Habn00eHULl He NO380IUTIO 8bISIBUMb CHUNCEHUE PUCKA NepeioMo8 npu OnumensHocmu seueHus 2 2o0a [202).

ZnumensHocms neuenus 6ucgocponamamu onpedensemcs unousudyansHo. Hasnauaromes 6ucgocgonamer 6 demckoti
npakmuke peuwleHueM KOHCUIUYMA epauell uau npu paspewleHuu Smuueckoz0 Komumemd U NoonucaHuu
UH@opmuposaHHozo 006p080NbHO20 coznacus podumenamu pebeHka [203].

3.1.9 Tepanuga XpOHMYECKOTO PMHOCUMHYCUTA ¥ Ha3aJbHOTO IIOJAUII03a

e PexkomeHayeTcs uppurauuoHHas Tepanus npu Hanmumuy XPC [81,204].



(YYP - A, V], - 1).

KoMMeHTapum: npomsléaHuss noaocmu Hoca npogoodsmcs usomouuueckumu (0,9%) unu eunepmouuueckumu (3%)
coslesblMU pacmeopamu 2 pasa 8 Cymku (Wil uauje no noKa3amusm) exceOHe8HO neped nposedeHuem uH2anAyuili 6
nosocms Hoca.

PEKOMEH)IYETCH Tepanms KOPTUKOCTepOMIOaMM B BUOE HA3AJIbHOIO CIIpes IIPpU HaJIM4YMM Ha3aJIbHOTO ITOJIMIIO3a
[70,205,206].

(YYP - A, VI, - 1).

KommeHTapum: dokazana a¢dexmusHocms 6 OMHOWEHUU YMeHbUleHUs. pasmepa noaunos; npeonoumexue ciedyem
omdasams Kopmuxocmepoudam 6 6ude HA3ANBHO20 Cnpes C HAuMeHwvUleli CmeneHsl0 CcUCmeMHol abcopbyuu
(mMomemasoHa ¢ypoam e do3ze 400 mke 8 cymku Y 83pocsix, 200 mke 8 cymku y demeli ¢ 2-x Jiem, OnUmMenbHbIMU Kypcamu
om 2 0o 12 mecsyes, 8 HEKOMOPbIX CIyUaAsiX — 00/1blUe), 8 M.U. NOCE PUHOXUPYP2UUECKO20 JIeUeHUs..

Tepanust xpOHUUeCK020 NOAUNO3HO20 PUHOCUHYCUMA 00pHA30ll anva™* - cm. pazden 3.1.2 Mykonumuueckas mepanusi.

3.1.10 KoHcepBaTUBHAas Tepanus Jero4YHOro KPOBOTeYEeHSI ¥ KPOBOXapKaHbs

JlezouHoe kpogomeueHue scmpeuaemcs exez00Ho y 4,0% 83pocivix nayueHmos (peeucmp 2017 2.), Kp0BOXAPKAHbE PA3HOL
UHMeHcUugHoCcmu @écmpeuaemcsi yauje. IlpuuuHna pazeumust 3Mux OCNOXCHEHULl 3aKawuaemcs 6 pemMooenuposaHuu
JIe204HOl MKAHU U paseumuu namosio2udecku u3eumoslx U YeenauueHHslX OpPOHXUANbHbIX apmepull. B psde cnyuaes
aueuozpaguuecku He nodmeepioaemcs pazsumue namono2uteckux OPOHXUAIbHBIX apmeputi U NPUYUHOT KPOBOXAPKAHbS
A8/11eMCsL IPO3UBHOE NOpaxceHue CAU3UCMOLl 6POHX0IKMa308. JleueOHovle Meponpusimus ekauawm 6 cebs CHuieHue
aKmueHoOCMu 2HoLiH020 80CNaeHUs 8 OPOHXAX, 2eMOCMAMUYeCKyl0 mepanuio u xupypauieckoe nocooue.

PexoMeHJ0BAaHO B KaueCTBEe IeMOCTATUYECKOV Teparuy IalyeHTaM C KPOBOXapKaHbeM IPUMEHSTh dram3miaT*™
(BHYTPMBEHHO WJIM BHYTPb) W/WIM MHIMOUTOPHI (GUOPMHOMM3A: aMMHOKAIIPOHOBASI KUCIOTa** M TpaHeKcaMoBast
kuciaora**, TIpu HeabdEKTUBHOCTHM BhIIIENIEPEUNCIEHHBIX TTPernapaToB peKOMeHIOBAaHO MPpUMMEeHeHMe MpernapaToB
KpOBU: CBeKe3aMOpOKeHHas 1/1a3Ma, (pakTopbl CBEPThIBaHMS (KpUOTMperunuTaT, PakTophbl CBePThIBaHMUS KpoBu II,
VI, IX u X B KoMm6uHaumy [[IpOTPOMOMHOBBINI KOMIUIEKC]*™, JnTakor anbda (aKTMBUPOBAHHBIN)**)
[207,209,210,211].

(VYP - C, VI - 5).

KommenTapum: Kypc eemocmamuueckux npenapamos HA3HAYaemcss HA HECKOJbKO OHell 00 KynupoeaHus
KkposoxapkaHvs. Ha evicome ne20uH020 KposomeueHuss OONONHUMENbHbIL Ihekm Moxem okazams 00KAAObI8AHUE
2pyOHOLi KiemKu Jib0OM.

PekOMEHJ0BaHO DM BO3HMKHOBEHMM KPOBOXapKaHbsl y maumeHToB ¢ MB Ha done manmdecranmyu oboctpeHums
6POHXOJIETOYHOTO Tpoliecca 06s13aTeIbHOE Ha3HAUeHe aHTUOMOTUKOB [207,210].

(YYP - C, VI - 5).

Kommenrtapuu: Heo6X00umMo nNOMHUMb, UMO KPOBOXAPKAHbE MOxem Obimb cledcmeuem Wiu ycyzyonsimecs
nepedo3uposKoli zenapura™*, ucnonws3ywuezocs dis NPOMsIaHuUs nepugeputieckux 8eHO3HbIX Kamemepos.

PexoMeH[10BaHO MTpOBeJeHye 6POHXOCKOIMM NalMeHTaM ¢ KpoBoxapKaHbeM Ha (oHe MB 1o nmokasaHmsiM BO BpeMst
KDOBOTEUYEeHNsI/KPOBOXAapKaHbsl C Llebl0 BBISICHEHMSI MCTOUYHMKA KDOBOTeUYeHMs, KaK 3Tall IOArOTOBKM K
JanbHejllleMy XMpPypPrMueckoMy I10COOMIO, HeNOCPeACTBEHHOIO KyMMPOBAaHMSI KpPOBOXapKaHbsl IIpOBeleHueM
6pOHX00/MOKaIMM, CAaHAIMM TPAaxeoOPOHXMAIBHOTO JiepeBa OT CIyCTKOB KPOBM IIPM IPOBENEHMM JICKYCCTBEHHOM
BeHTM/IsIIum Jierkux [207,210].

(YYP - C, VI - 5).

ITpn HeahPeKTUBHOCTM KOHCEPBATMBHBIX METOMIOB, HAPACTAHUM SMM30[0B KPOBOXAPKAHBSI M PA3BUTUU JIETOYHBIX
KPOBOTeueHMIT maruenTam ¢ MB peKOMeH/I0BaHO Xupypruueckoe rmocobue [207,210].

(YYP - C, ¥O[ - 5).
KommeHnTapuii: cm. pasden 3.4 «Xupypauueckoe neueHue».
3.1.11 Tepanusa gpIxaTelbHOM HEAOCTATOYHOCTU

HvixamenvHas HeAOCMAmouHOCMy - MO  NAMOJ02UYecKUli CUHOpOM, Npu KOMOPOM NApyudaibHoe HanpsHeHue
Kucnopooda 6 apmepuansHoti kposu mexvuie 80 mm pm.cm. (SpOg 95%) u/unu napyuansHoe HanpsieHue YeaeKucnozo
2asa Gonvuie 45 mm pm.cm.



ITo epemeHu pasgumus pasiuudarm ocmpyrw (Hapacmavue cCUMNIMOMO8 8 MmeueHue Yacos unu OHell) U XpoHUUeckyo (8
meueHue Hedenv unu mecsyes) [IH. C kKAUHUUECKOL MOUKU 3peHUsl 4eslec000pa3sHO euje 8bl0essimy 0cmpyio 0blXamenbHyo
HedocmamouHocmb Ha poHe xpoHuueckoti (O1H Ha ¢one X/IH).

Tpuuuna passumus xpouuueckoti JH y nauuenmos ¢ MB - cmpyKmypHble U3MEHEHUS JIeZKUX, KOmopble pa3susarmcs
ecnedcmeue XpoHUUecK020 OPOHX0e20UH020 Npoyecca U Npusodsujue K CHUMEHUW aOCconmHoll niowadu 2a3oo00meHd.
Ipuuunoii passumus OH — obocmpeHue XpOHUUECK020 2HOLIHO20 OPOHXO0/E20YUHO20 Npoyecca 8 JiezKUx, e20UHoe
KposomeueHue, nHesmomopakc. Ilpuuuroli ona passumus OAH mozym Obimes u o0WuMu, 8 UACMHOCMU paseumue
8UPYCHOLI NHEBMOHUU 8 paszzap 3nudemuu zpunna.

Zpyaum, 8axcHoim KomMnoHeHmom 8 passumuu JH y nayuenmos ¢ MB sensemcsa c1a6ocms u ymomieHue OblxamensbHoti
MYCKYIAMYypbl, OUeHb UACMO CONPOBOXIOaujue msxcenoe meueHue 3a601€8aHUSL.

PexomeH10BaHO NpoBefieHNe KucaopopoTepanuy npu PaOg9 <55 MM pT.cT. B Mokoe, uan 1npu PaOg <60 MM.pT.CT. B
TOKO€, HO IPY HaJU4YNM OTEKOB, MOIULUTEMUM, JIETOUHO runepreHsunu [87,88].

(VYP - C, VI - 5).

KommenTapum: «3010moii» cmanoapm O0uazHOCMUKU HapyuleHutli 2a3000MeHa — 3a60p aHAnu3 Kposu HA KUCIOMHO-
OCHOBHOE COCMOsHUE U3 JIyuesoli apmepull.

- Kucnopodomepanus pekomeHndosana He meHee 15-24 uacos 6 deHv
- ILenesoti yposerns: SpO9 90-92%

PexomeHgoBaHa HeuHBasMBHasg BeHTwWasuus Jjerkux (HUBJI) 1nipu  runepkanmHMUYeCcKOV  AbIXaTelbHOI
HEeOCTaTOUHOCTU Yy ManueHToB ¢ MB [212,213,214]. Llens npoBenenust HVBJI - HOopManusauyus win yiaydileHNue
razoo6MmeHa. K mosoxkutenbHbIM 3¢ dexkram HMBJI Takske MOKHO OTHeCTH 3G GheKT yIydiieHnus ApeHaxka MOKPOTHI 3a
CYeT 3HaUUTENbHOTO YIyullleHMsI KojulaTepaabHoii BeHTuasuuu [207,208].

(YYP - C, VO] - 5).

KommenTtapun: [Toka3aHust K HeuH8asusHoti eeHmunsyuu eekux npu OH (npu cobniodeHuu mpex ycnosuii):
- Taxcenas odvlwika, yuacmue 6 ObIXaHUU 8CNOMO2aMeNbHbIX MblUY U NApadoKcansHoe dvixaHue

- Yacmoma JsixaHus>25 6 MuHymy

- Pecnupamopmutii ayudos (pH<7,35) u eunepxannus (PaCO9>45 mm pm.cm.)

- Botpascennas sunokcemust (PaOy/Fi02)<200 mm pm.cm.

TokazaHus dns eenmunayuu neekux hpu XIH:

- PaCO3>55 mm pm.cm.

- PaCOg 50-54 mm pm.cm. u 3nu300s! HOUHOU 2uNoOKcemMuuU

- PaCO 50-54 mm pm.cm. u uacmeie zocnumanusayuu 6cnedcmaue no8MopHsIx 00paujeHuli

ITod6op pexcuma u napamempos 8eHMUIAYUU OUeHb UHOUBUOYANLHO U 80 MHO20 3ABUCUM OM UCXOOH020 COCMOSIHUSL
nayuenma.

XpoHuueckas dvixamesbHas HeAoCMamouHOCMy — 67s5emcsl NoKasaHuem 0Jisl pacCMompeHusl HanpasJieHusl nNayueHma Ha
mMpaxcnaaHmayuio nezkux (cm. pasoen 3.4 «Xupypauueckoe neueHue»).

3.1.12 KoHcepBaTHBHAas Tepanus MeKOHUEBOTO ujeyca

<Dopr1 MeEKOHUes020 uneyca:

HeocnoxcHeHHas popma - nyiomHwliti MEKOHULL hopmupyemcs 8Hympuympo6Ho u 3abusaem oucmasivHele 0maoesisl MOHKOL
KUKy (N008300WHy0 KUWKY), 8bl3618d51 OUNAMAYUI NPOKCUMANBbHBIX (MOweli KUWKL), YMOAUjeHUe KUWUEeUHOT CMeHKU U
KUleyHy Henpoxooumocme. Ipu HeOCIOHCHEHHOM MEKOHUEBOM UJIEYCE B03MOXCHA KOHCEPBAMUBHAS Mepanusl.

Oc/oscHeHHas opma 06CMpyKYUU KUWKU NPUBOOUM K Ce2MeHIMAapHOMY 3a8opoimy, ampe3uu, HeKpo3y uiu nepgopayuu
KULWKU, MEKOHUEBOMY NEPUMOHUMY WU NPOUCX00um 00pa3o8aHue 2uzaHmcKoli MEKOHUEBOL NcesOOKUCMbL.

OcnoxcHeHHbITl MeKOHUEBbLI Ueyc ecezda mpedyem IKCMPEeHHO20 Xupypeuieckozo aeueHus [15,215].

KoHcepBaTuBHas Tepanysi MEKOHMEBOTO mieyca IJis1 TMKBUAALMY HeIPOXOAMMOCTY KUIIeYHMKA y NaluueHToB ¢ MB
MOXeT OBbITb PEeKOMEHAOBaHA JIS JMKBUAALMM HEIPOXOAMMOCTM KUIIEUHMKA IIPU COOMIONEHUM HEeOOXOMVIMBIX
YCIIOBUIA:
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OTCyTCTBME PEeHTIeHOOTMYeCKMUX MPU3HAKOB XUPYPIUUECKUX OCTOKHEeHU
OTCyTCTBME MATOMIOTMYECKOTO OTAEISIeMOTO U3 KelyaKa

OtcyTcTBMe 6071€BOT0 CMHAPOMA

KoMIieHCMpOBaHHBI MeTaboMMIeCKNi 1 BoeMudyeckuii cratyc [82,216,217].

YYP - C,¥O[I - 5).
KommeHTapumu:
KoHcepsamuegHsie meponpusmus:

IepopansHoe 8sedeHue 8000pacmeopumozo KOHMpPAcmMHO20 eujecmsa ¢ peHmeeHkoHmponem naccaxca no JKKT
ITepopanvHo mykonumuku (#N-ayemuayucmeut 8 pazeedeHuu 1:5 6 dose 1,0 ma/ke)

Bobicokas ouucmumensHas Kausma ¢ Mykoaumukamu - N-ayemunyucmeuH 6 paseedeHuu 3 ma Ha 200,0 mn
usuonozuueckozo pacmeopa NaCl nod ynsmpaszeykosviM KOHMpoOAeM 3anoiHeHUs KuuleuHuka uiu 0e3 maxoeozo
MAKCUMAILHO Wa0AUUM CNOCOOOM 8blBEPEHHBIM 00BeMOM HUOKOCMU

ITosmopHtoe myzoe KOHMpacmMuposaxue MoacMot KUWKU peHM2eHOKOHMPACMHbIMU 8000pACMBOPUMBIMU pACMBOpamu ¢
c030aHuem KoJ0-uneanvHozo pedaiokca [216].

3.1.13 KoHcepBaTUBHAA Tepanus CUHAPOMA AUCTAIbHOI MHTECTUHAIILHOM 0GCTPYKIIMU

Tepanusi CMHAPOMA AMCTATbHOI MHTECTUHANbHOI 06¢TpyKumy (CAMO) y maiymeHToB ¢ MyKOBUCIIMIO30M C IIeTbI0
BOCCTaHOBJIEHMSI Maccaska KUIIEYHMKA — PEKOMEHIYeTCs IIPU OTCYTCTBUM MPU3HAKOB KUIIEYHON HEIPOXOJUMOCTU
MpuMeHeHMe 6oIbIIMX A03 #anetuiuucrenHa** 600-1200Mr\cyTKM, JaKTYyJI03bI** OT 5 10 45 MJI B CyTKM B 3 ripuema
B 3aBMCMMOCTHU OT BO3pacTa, O6MIbHOE IIUTbE, TUIIEPOCMOJISIPHBIE PACTBOPBI, HOPMAIM3ALMS PEXUMA U JO3UPOBKMU
npremMa naHkpeatnueckux depmenTos [1,2,218,219].

ok

(YYP - C, VI - 5).

Kommenmapuii: Ilpu HeappekmusHocmu npoeooumoil KOHCep8amueHoll mepanuu, nNPU3HAKAx — KUwleuHoll
Henpoxooumocmu — onepamugHoe JieueHue 8 CO0Meencmauu ¢ peKOMeHOayusMu no KuuleuHotl Henpoxooumocmu.

B Hacmosujee epemss omcymcmeylom 00Ka3amenbCmeda 6bICOK020 YPOBHSL O hpeumyujecmeée moz20 UWIU UHO20
mepanesmuueckozo emeuwiamenscmea npu GJHO 66udy He601bUL020 HUCAA UCCed08aHUll U pedkocmu 0aHHOI namosiozuu
y hayuenmos ¢ MB [220].

3.1.14 Tepanus nceBao - baprrep cuaapoma

o Jleuenne passuBiierocst [1I6C y nanmueHToB ¢ MB pekoMeHI0BaHO MPOBOAUTDH ITpernapaTtamu Kaaus xaopuma™™
KaymiicoeperarouMm AUypeTuKaMu A1 po@uIakKTUKY 37eKTPOIUTHBIX HapyuieHuit [1,2,65,66].

(YYP - C, VI - 5).

KommenTapum: IlepopanvHoe 8gedeHue xaopuda Kaaus™* 803MOMHO Npu CHUMceHUU Kanus om 3,5 0o 3,0 mmonw\1,
omcymcmeuu usmeHeHuii Ha IKI. BHympuseHHas mepanusi - Npu CHUMEHUU Kaaus Huxce 2,5 MMOAb\I, npu HAau4uu
usmenenuti Ha OKT, npu onumensHOM HapyuleHUu cOCMOosIHUsL peBeHKd.

Tpopunakmuka sunoxanuemuu 1-2 MmMons/Ke maccel mena no 7% pacmeopy kanus xaopuda™*, mepaneemuueckast 003a
8600UMCA 6HYMPUBEHHO U3 pacuema 2-4 MMOoJb\Ke U 60Jiee 8 3a8UCUMOCIU 0M YPOBHS KANUSl 8 KPOBLU.

B komnnekcHoli mepanuu ucnons3yromcs Kaauiicbepezaroujue duypemuxu — CIMPOHONAKTOH™* (npomueonokasax demsm
do 3 nem)us pacuema 1-3 me\ke.

OmmeHa mepanuu npo8ooumcs nocmeneHHo, nNocie NOJHOL CMOLKOU HOpMANU3AYUU YPOBHS INeKMPOAUNO08 8 Kposu,
npu cmabunvHeIX NPUOABKAX 8ecda U N00 KOHMPOoeM KOHYeHMPAayuu 371eKmpoaumos 8 6eHO3HOU KposuU.

3.1.15 Tepanusa npenapaTaMu APYTUX TPYIII U/MJIN 10 OCOOBIM MOKA3aHUSIM

Zlna mepanuu MB npumensiemcs psd JeKapcmeeHHslX npenapamos opyzux Gapmaxomepanesmuueckux epynn. Kak
npasuno, pewleHue 0 HasHaueHuu 3mux JIC OONHCHO NPUHUMAMbBCA CREYUANUCIAMU MeOUYUHCKOL opzaHusayuu
(hedepanvHo20 ypOBHS HA OCHOBAHUU UHOUBUOYAIbHBIX NOKA3AHULI.

PEKOMEH,U,YETCﬂ pacCMOTpeTb Ha3HaUY€HME€ KOPTUKOCTEPOUAOB JIsd CMCTEMHOTI'O IIPMMEHEHU Ipu:

TSDKEJIOM TeueHMM, OGYCIOBIIEHHOM 4YacThIMM OGOCTPEHUSMM C SIBJIEHUSIMY BBIPAKEHHOM IbIXaTeIbHOM
HelOCTaTOYHOCTH;
ITUTEILHOM BOCIIAIUTENIbHOM IIPOIecce, OCIOKHEHHOM 06pa30BaHMeM aTeeKTaTUYeCKUX M3MeHeHMI B JIETKUX;
BbIPa’KEHHOM ¥ CTOJKOM OOCTPYKTMBHOM CMHAPOMe, peppakTepHOM K JIeJiCTBUIO By~ aTOHUCTOB;
aJuTepruyeckoM 6pOHX0IeroyHoM acreprusuiese (ABJIA) [1,2,15]

(VYP - C, VI - 5).



KoMmmeHTapwmit: Kokopmukocmepouosl Onsl CUCMEeMHO20 NpUMeHeHUsl 8 Mabix 003ax NOMOo2awnm He MOoaAbKo
CMabunu3uposams CoOCMosHUe NAYUeHMd, Ho U YIyulums (PyHKYUOHANbHbIE U KAUHUYecKue nokasamenu. Yauwje ecezo
01 noddepxcugaroweli mepanuu HA3HaAu4aom npeOHusoﬂOHM no 0,3-0,5 wme/ke maccel mena nayueHma 6 Cymku
anvmepHupyrowum Kypcom. Ezo cnedyem npunumams eHympe uepe3 cymiku (nocmosiHHo). IIpu ucnons308aHuu
UH2ANAYUOHHBIX (opM  2ntoKOKOpmuKocmepoudos MmeodneHHee U 8 MeHbUleM Koluuecmee paszeusarnmcss hnobouHble
appexmol, xoms oyeHka ux ppexmusHocmu mpebyem nposedeHus uccnedogaruii [1,2,221].

e PekOMEeHII0OBaHO Ha3HaueHMue MakpoIuaoB (#¥Kmapurpomuuuu** #AsurpoMuiMu**) mnaumueHtam ¢ MB wu
XPOHUYECKOI CHMHErHOMHONM wuHbeKIMeii B KauyecTBe IPOTMBOBOCHAIMTENbHbIX JIC ¢ 1ie/blo 3aMefJieHus
TIpOTpeccupoBaHMs CHMUKeHMs ierouHoi Gynkumm [1,2,4,15,116,222,223,224,225]:

o #AsurpomuiMu** B mose 250 mr (maimeHTam ¢ Becom MeHee 40 kr) u 500 mr (rmamyeHntam c¢ Becom 40 Kr u Gosee)
yepes /iBa JHS HA TPETUil MeXIy IpyueMaMy MUy, [IUTebHOCTb Tepanuy UHAMBUAYAIbHA Y KaXIOTO 60IbHOTO
[2,116,222,223,224].

(YVP - C, VI - 5).

o #KnmaputpoMmuiina** B mose 125 mr (mauueHTam ¢ Becom MeHee 40 kr) mau 250 mr (mamyenTtam ¢ Becom 40 Kr u
6osee) uepes IeHb HE3aBUCKUMO OT Mpuema i [2,116,225].

(YYP - C, VI - 4).

e HecrepoupHsle npoTUBOBOCHaNUTeNbHBIe mpernapaThl (HIIBII) B HacTosiliee BpemMsi MOTYT pPacCMaTpuUBaThCS Kak
aJIbTepHaTUBa KOPTUKOCTEpOMUIAM IJISI CUCTEMHOTO IIPUMEHEHMSI C IMPOTMBOBOCIIAINUTENBHONM 1enblo. OOHAKO 3TO
KacaeTcs TONMbKO #MOympodeHa**, MeTogyka HaszHaueHus: #uMOynpodeH** HazHavyaeTcs B mose 20-30 mr Ha 1 Kr
Macchl Tejla IBaXKAbl B IeHb JeTSIM B BO3pacTe OT 6 jieT. MakcuMasibHast CyTOUHas f03a OJ151 B3pOWIbIX COCTaBiseT 1,2
r. MakcumabHast CyTOuHas A03a [/l leTeli ¥ MOAPOCTKOB B Bo3pacTe oT 12 no 17 net — 1 r[1,2,15,226,227,228].

(YYP - A, VI, - 1).

KommenTapum: HecmepoudHsie NnpomugogocnanumenvHsie npenapamsi O0KA3bi8awm 00CMAmouHo 6blpAMEHHbLL
nNpoMuUBoB8OCNAUMENbHbI dPPekm, HO npu ux ONAUMENbHOM NPUMEHEHUU BbICOK PUCK HEMENAMEIbHbIX S8/EeHULL.
O6cyxdaemcs 803MOMHOCMb ONUMENbHOZ0 NPUMEHEHUS NPENapamos, CeJeKMUBHO UHZUOUPYIOWUX YUKT00KCUZEHA3Y-2
(HecmepouoHsle npomugosochaiumensHole u npomugopesmamuueckue npenapamsot), 00HAKo ux
npPoMuUB08oCNAIUMENbHAS AKINUBHOCTMb HUXME, Uem Y 6oJiee PAHHUX AHANI0208.

TMapayemamon™* memabonuszupyemcss 8 neueHu u obaadaem zenamomoxcuueckum 3spgekmom, umo KpatiHe
HeXceNamesbHoOy NAayueHmos ¢ MyKosucyudo3om, npu Komopom NOpaxceHust NeyeHu seasiomcs 00HUM U3 NposeseHull
0aHH020 3a60ne8aHUSL.

Hcnonv3osaHue ceneKmueHblX UH2UOUMOPO8 YUKA00KCuzeHaswvl-2 (LJOI-2) (HecmepoudHsie npomueosocnaiumesvHole u
npomueopesmamuyeckue npenapamol 2pynnsl KOKCUObl) He peKOMEHOO0B8AHO U3-3a PUCKA HeXcelamesibHblX S6neHUll Ha
cepoeuHO-CcoCyoucmyio cucmemy npu OnumensHoix Kypcax jedeHus [229].

Ipumerenue Humecynuda (npomusonoxasad do 12 nem) npu MB He 8bIA8UI0 NOJIOMCUMENbHOU OUHAMUKU MAPKepos
eocnaneHus u nokasameneti pyHkyuu nezkux [230], npenapam He pekOMeHA08AH K NPUMEHEHUTO.

o PekomeHayeTcs #areTuaucrens** B moze 1200 Mr B CyTKM y mauyueHToB crapiie 12 jet u 600 Mr B CyTKM Y JeTeit
wiianme 12 yier B 2 mpuéma HempepbiBHO C TMEPBOTO AHS NMPUMMEHeHUs #aMMuKalyMHa** B TeueHue BCEro Kypca
IpUMeHeHUsI U 7 [Hel mocjae ero OKOHYaHUsI (MMHMMYM 6 Helenb) OJiS1 CHUKeHUMsSI OTOTOKCMYHOCTU. [Ipemapart
MMeEeT OTYETIMBBIN CTYXOCOXpaHSIONMIA 3P GeKT MpM aMUHOITIMKO3MA-CBSI3aHHOM IMOTepe CIyxa, MOHMKAeT PUCK
OTOTOKCMYHOCTY Ha 80% ¥ mpemyInpexnaer pasBUTHE aHTUOMOTUKOPE3UCTEHTHOCTHU, SIBJISIETCST aHTUMOKCUAAHTOM

2.

(VYP - C, VI - 5).

3.2 KuHe3surepanus

e BceM manMeHTaM C MYKOBMUCLMIO30M B 00s13aTeIbHOM IOpsIIKE PEKOMEHIOBAHO IMpOBeleHMe KUHe3UTeparnumu
(KHT) mo WHAMBUAYaAIbHOIN MporpaMMe (METOAMKM IPEeHUPOBaHMS OpOHXMANIbHOIO JepeBa WU JedeOHas
bu3KynbTYpPA) C 1ebI0 YITyUIIeHNsT 9BaKyauuy MOKpoThI [1,2,15,131,214].

(YVP - C, VI, - 5).

KommeHTapuit: kuHeaumepanus - 00UH U3 8aMHbIX KOMNOHEHMO8 KOMNJIEKCHOz0 JeueHus MB. InasHmas yens
nposedeHusl KuHeaumepanuu — ouuujeHue OPOHXUAIbHO20 depesa om 653K0U MOKpombl, Komopas 6710Kupyem OGpOHXU,
co30asas ycnosus 01 passumus uHpexyuu 8 OpOHXONEZOUHOL cucmeme, a makxie nodoepicarue aezKux 8 MakCUMAaabHoO
dyHryuoHansHom cocmosiHuu [1,2,4,131]. OcnosHsimu memodukamu KHT sensiomcs:



0 nocmypansHolli OpeHaxc;

O NepKYCCUOHHbIL Maccaxc 2pyoHOli KiemxKu;

O aKMUGHbIT YUK ObIXAHUSL;

O OpeHapicHbvle NONOMCEHUS;

o aymozeHHblli OpeHaxc;

o mepanus, ¢ NOMOUbI0 ObIXAMENbHBIX MPEHANEePos, CO30arWux NO0XUMeNbHOe daseHue HA 8bl00Xe, 8 MOM UUCTE, C
KOHMpoieM U pezynuposaHuem 3mozo dasneHus (cneyuaivHele macku, PARI PEP I, PEP S cucmemwbl, TpeHaxcep
JdblxamenvHblli C nepeMeHHbIM NOJIOHCUMeNbHbIM 0asyieHuem Ha 8vidoxe PARI o-PEP mun 018 (¢nammep) u 0dp.);

o JpeHax ¢ NoMOowblo CneyuansHovlx npubopos no nokasavuam: Cucmema ouucmku dvixamensHoix nymeti «The Vest Airway
Clearance System, modens 105» ¢ npuHaonexcHocmsmu, annapam Oas 3KCMpanyabMOHANBHOLU B8bICOKOUACMOMHOL
ocyuIAYUU, annapam Ons UHMPanyasMOHAILHOL NepKYCCUOHHOU eeHmuasiyuu nezkux, HHcydgaamop-acnupamop
mexanuueckuli Comfort Cough Plus (Kompopmuuili kawens nnwoc), SICC2001 Plus ¢ npuHadnexcHocmamu
(omkauitueamens) u op.

KuHesumepanuﬂ HasHavaemcss e6cem nauyueHmam ¢ MOMeHma nocmaHoeKku aM(IZHOBa, 8 Jobom eo3pacme, Kaxk ¢
J1€20UHbIMU nposisieHUsIMu 3[15OJ1€6GHM}1, mak u ¢ KuwleyHslMu cumnmomamu. Y ZpyaHle demeli 00bIUHO npumeHsirom
NnaccusHyrw mexHuKky KuHeaumepanuu, 6KJ1o4arouiyo:

o cneyuanvHble OPeHaMCHble NOJI0NHEHUS, 8 KOMOPbIX YAYUULAencsl 36aKyayus Ciusu u3 1é2Kux;

o KOHmMaxkmHoe ObiXaHue;

o Maccaxc ¢ nézkoti eubpayueti u noznaxcusaHuem;

o Kaongmaccaxc (nocmyxkusarue 8 8-mu mouxax epyoHoli kiemxu);

© 3aHAMUS HA 2UMHACMUYECKOM MSue;

o JvlxaHue ¢ NOMOWbI0 Macku, cozdarouyeti nosoxcumensHoe dasneHue Ha 8vldoxe;

o JpeHax ¢ NOMOWbl0 CneyuanbHozo 8UOPAYUOHHO20 Hculemda: Y NAyueHmos ¢ MyKosucyudo3om 6 abom eospacme (om
HOBOPOXOEHH020 00 83P0C/1020).

AppexmusHocms mex uau uMsix memodos KHT sapsupyem 6 3A8UCUMOCMU OM UHOUBUOYANbHBIX 0COBEHHOCMel
nayuenmos8 ¢ MB. Yem mnadwe peGéHOK, mem 0Gojiee NACCUBHble MemOOuKU OpeHUposaHusl ciedyem UCNOb308AMb.
Ho80po#OEHHBIM 8BINOHAKM MOILKO NEPKYCCUI0 U Komnpeccuto 2pyoHoli kaemku. ITo mepe pocma pe6énka cnedyem
nocmeneHHo 8800umy 60J1ee akmusHble Memoouku, 00yuas nayueHmMos mexHuKe KOHMpPOAUPYeMo20 OMKAWAUBAHUS.

¢ PekOMEHAYIOTCS TalMeHTaM C MYKOBMCIMIO30M DEryIsSipHble 3aHATUS JIe4eGHOM (U3KYIbTYPOi C I1Iebio
YIYUIIeHUs 9BaKyallMy MOKPOTbI, YKPEIUIeHUS [IbIXaTeJbHOM MYCKY/IATyphl, IOBBIIIEHMS SMOIMOHAIBHOTO TOHYCA
nmauyenTa [1,2,15,131].

YYP -C, VO[ - 5).
KoMmmeHTapumu: 3ausmus seue6Hoil puskyibmypoii nosgonsiiom:

o agpexmusHo neuums u npedynpexcdams 060CmMpeHUss XPOHUUECKO20 OPOHXONE2Z0UH020 NPOUYeccd;
o ¢hopmuposams npasuibHoe ObIXAHUE;

o mpeHuposamv ObIXAMENbHYI MYCKYAMYPY;

o YAyuwame 6eHMUNAYUI JIEZKUX;

0 no8sIUAMb IMOYUOHANBHBILI MOHYC NAyueHma.

C pannezo demcmea (HauuHasi 3-x iem) Heo6xo00uMo CIMUMYAUPOBAMb NAYUEHMO8 3aAHUMAMbCS OUHAMUUECKUMU 8UOAMU
cnopma, CesA3aHHbIMU C HA2pY3Kamu CpeoHell UHMEeHCUBHOCMU, 0COOEHHO CONPSMEHHBIMU C NPeObleaHUeM HA C8exeM
8030yxe. Qu3uuecKue ynpaxcHenus obnezuarm ouuujeHue OPOHX08 0m Bs3KOU MOKPOMb! U pa3eusaim ObiXamensHyw U
006wy myckynamypy. Hekomopsie ynpaxcHeHus yKpensiom 2pyoHyio KAemky u ucnpasasiom oCaHky.

B pedkux cnyuasx msiecmv COCMOSHUSL NAYUueHmMa NOJHOCMbI0 UCKIIOUAem 603MOMCHOCMb 3aHAmus @uauueckumu
ynpaxcHeHusmu. I1oamomy 80npocsl CNOpMuUBHOU akmueHocmu (8vl60p 8uda cnopma u HazpysKu) OONMEH peuams
Jeyawjuii epau.

ITayuenmam ¢ MB He ciedyem 3aHUMAamscsi 0COGEHHO MpasmMamuuHsiMu eudamu cnopma (msaxcénas amaemuxa, pymoor,
XOKKeli U m.Nn.), NOCKOJIbKY ONUmesibHoe 02paHuyeHue (Yu3uueckoli akmusHOCmu, CéA3aHHOE C BOCCMAHOBJIEHUEM NOCIIe
mpaemol, HeOIAZONPUSIMHO CKA3bI8AEMC HA OPEHANCHOLI (PYHKUUU JIEZKUX.

3.3 IueToTepanusa U BUTAMUHOTepAIIns

Juemomepanusi cocmagisiem 8axcHyr uacmes KomnaekcHoti mepanuu npu MB [1,2,15].

e PexoMmeHyeTcsl BceM IalMeHTaM ¢ MyKOBUCIM030M yBeauueHue CyTOUHOTO MoTpebiaeHus Kanopuit no 120-150%
10 CpaBHEHMIO C HOpPMaMM [0 BO3PacTy, MPOIOPLVOHAIbHOE YyBelnueHMue MOTpebieHMs] BbICOKOKAYeCTBEHHOTO



6enka (20% OT CyTOUHOTO Kayjiopaska) u skupa (35-40% oT CyTOYHOTO Kajopaska) C LIeIbI0 MOAIePKaHMs aleKBaTHOTO
HYTPUTMUBHOTO cTaTyca [53].

(YVP - C, VI, - 5).

KommenTapwuii: ITayuenmam ¢ MB Heo6xo0uma paHHAs HympumugHas noddepxcka. YcmanosneHa HenocpedcmeeHHas
€653b Mex0y COCmosHueM numawus u GyHkyuel neekux. Cywecmeyem npamasi Koppenayus mexcdy nokasamenem
uHOeKca Maccel mena, YyHKyueti ieekux u npoo0osHUMeNbHOCMbI0 HUSHU.

Hndexc maccet mena (MMT) = macca mena (kz2) / keadpam pocma (M2 ).
IIpu UMT >50 nepyeHmuis 3ape2ucmpuposano cyujecmeenHoe yayuuieHue nokasamens OPBj.

Beicokutl nepyeHmuns nokasamens 6ec/603pacm accoyuupyemcs ¢ ayquumu noxkasamensmu O®@Bj, nuHetiHozo pocma,
CHUMCEHUEM CPOKO8 20CNUMANU3AYUL, CHUNCEHUEM KOJUUeCmB8ad OPOHX0JIe20UHbIX 000CMPeHUl, a Mmakie yeeauueHuem
NPOOIHUMENLHOCIU HUBHUL.

Benku

IMayuenmst ¢ MB HywoOaiomcs 8 noebilleHHOM Kojuuecmee OeJKd u3-3d €20 homeps (manvabcopoyuu) u 8
JonosHUMeNIbHOM NOCMynieHuu ezo 8 nepuod Kamaboausma npu aezouHslx 060cmperusx. UcmouHukamu noaHOYeHHO020
6enka s6n10Mcs. HAMypaivHole NPoOyKmsl (MCO, nmuyd, psloa, MopenpooyKmbol, MON0KO, KUCJIOMOLOUHblE NPOOYKMbL,
meopoe, cuipsl, Aliya). Jemam cmapuie 200a peKoMeHOYemcs 8KAOUAMb 8 PAYUOH 8bICOKOOENKOB8ble NPOOYKmMbl (Aliya,
pulba, meopoe, cvip) He pexce 3 pas 8 0eHb, MONOKO U KUCTIOMOJIOUHblE NpodyKmbl He MeHee 500 — 800 ma 6 deHo.

B xauecmee 0onosHUMeIbH020 UCMOUHUKA OeJIKA peKOMeHAYemcs UCNnoib308aHuUe JieueOHbIX cmeceli Ot IHMepPaibHo20 U
00NoJIHUMENBHO20 numaHus. JononaHumenvHoe numadue HasHauaiom no 150 - 200 - 250 mn 1 - 3 pasa 8 OeHb
(Hanpumep, Ha 8mopoli 3a8mpak, Ha NONOHUK UIU neped CHOM, 803MOMCHO 8 COUEMAHUU C (PPYKMOBbIM Niope, neueHveM,
xaonesmu u m.n.). O6sem O0ONOJHUMENBHO20 NUMAHUSL onpedesisiemcs cmeneHvio HympumueHoli HedocmamouHocmu u
annemumom peGeHKa.

Kupuwl

Ypes3sbiuaiiHo 6aiHO COXpAHEHUe 8bICOK020 nompebneHus xcupoe nayuenmamu ¢ MB. XKupel senawomcs Haubosee
SHepeemuuecku <«NJIOMHbIM» IHep2OHOCUMeNeM (9 KKan/z); yeenuueHue K80Mbl HUpA 8 IHepzoobecneueHUU CHUMNcaem
obpasoearue COy, MuHUMU3UpYem e20 3A0epHKy 6 OpzaHu3me, NOJIOHCUMENbHO 6JUsem HA 2a3000MeH 6 JIe2KUX.
Bo3Mo#HOCMb 8b1COK020 NOMPedeHUs Hupa obecheuusaemcs adeksamHoti 3amecmumesnsHoli pepmermmoli mepanuetl.

Xoms Konuuecmeo wupa 6 OJueme nayueHmos ¢ MB He ozpaHuuugaemcs, 6axcHoe 3HaueHue npuobpemaem ezo
KauecmeeHHslli cocmas. B 853U ¢ HapywleHUsSMu 8 2enamobunuapHoil cepe, Konuuecmaso HACbIUEHHbIX U MPAHCHUPOB
(OHUBOMHbBIE HCUPBL, COOEPHCAUUECS 8 HApeHblX NPOOYKMax, KOoNOacCHuIX U30enusix, Koxe nmuypl, KYAUHAPHblE HUPBL,
Mapzaput) Heo0Xo0UMO 02paHu4u8ams, omoasds npeonoumeHue Hupam, 602amsim NOAUHEHACHIUEHHBIMU HCUPHBIMU
kucnomamu (ITHXKK): omeza-6 (KyKypy3Hoe, NOOCOJHEUHOE MAC/I0) U OMeza-3 (MbHAHOe MAC0, HUP MOPCKUX pbl6)
HCUPHBIMU KUCIOmamu, npupooHsim sumamurom E. Taxue macna xak — KyKypy3Hoe nodconHeuHoe, pancogoe ciedyem
UCnonv308amy 8 Kauecmae 06a308viXx NPOOyKIMoe sl NPU2OMOBaeHUs NUWU. A makue mMacid, Kax JvHaHoe, MblK8EHHOE,
cagnoposoe, Macno, Macio zpeykux opexos, BUHOZPAOHBIX KOCmoueK U Op. 8 Kauecmae 0ONONHUMENbHOL, GUoN02UUecKU
akmueHoti 006asKu K nuuye, 8 He6obUIOM 00Beme, 6e3 mepmuteckoli 06pabomku, 006asaA 8 20mosvie 61100d.

PacmumenbHoe KOKOCO80€e MACIO - COOePHCUM 8 c80eM cocimase cpedHelenoueursie mpuznuuepuost (CLT). Tpuzauuepudst
co cpedHell dnuHoti yenepodHotii yenu (C6-C12) sensomcs nezko OOCMYNHbIM UCMOYHUKOM IJHepeuu, Mmak KAk He
HYHOAmcs 8 IMYNb2ayUU HEUHBIMU CONIMU U 2u0ponU3e NAHKPeamuueckol Aunasoli u n1e2k0 8cacsléarnmcs, MuHys
aumpamuueckyo cucmemy, HenocpeocmeeHHO 8 KPOBEHOCHble COCYObl Cucmemsl 860pomHoll eeHvl. OOHaKo, ciedyem
3Hamo, umo CLIT omHOCAMCA K HACbIUEHHBIM HCUpam, 001adarm KemozeHHsIM 3P GeKmom, 8 cea3u ¢ amum ciedyem
usbezamo u36slmMouH020 ynompebieHus ux 8 payuoHe.

Pao cmeceli 0na neuebHoz0 numawus codepxcam e c8oém cocmase CL[T. Codepxcarue ux eapsupyem 8 npedenax 20-70%
HUPOBO20 KOMNOHEHMA, OCMAJbHble HUpbl NnpedcmasieHsl JUNUOAMU C 8bICOKUM COOePHCAHUEM ICCeHUUANbHbIX
(NOJIUHEHACHIWEHHbIX) HUPHBIX KUucom. ModynsHele dupossie cmecu (Imynvcuu) umerm 8 ceoem cocmase monwvko CLT.
IokasaHuem K UCNONB30BAHUI MAKUX NPOOyKMo8, cmecell s6J5emcsi HEeB03MONHOCMb Y8enuuums KAaioputiHocms
payuoHa u KOMNeHCuposams cmeamopeio ¢ NomMoujsio adekeamHsix 003 Mukpocepuueckux epmeHmos, 8vlpaieHHas
cmeneHs HympumueHoti HedocmamouHocmu.

Yaneeoout

DHepzemuueckuli deuyum 80CNONHAEMC Makxice 3a cuem yeaeso0os. ucaxapudst, 8 mom uucie caxap, 8 6oabUUHCMEE
cyuaes nepeHoCIMcs xopowo. B duemy no annemumy ekouaiom caxap, ¢pykmel, ciadkue Hanumku, med, eapemve,
KoHpempsl. B payuoHe numanus npocmoie Yene8o0sl He 02PAHUUUBAIOMCS, 0OHAKO, 8 C8S3U C 803PACMAIOUUM PUCKOM
803HUKHOBEHUSI ACCOYUUPOBAHH020 ¢ MB caxapnozo duabema, ux pekomeHoyemcs ynompeonsimes moJibKo Nocjie 0CHOBHBIX
npuemoe nuiyu, 60 usbexanue pe3Kux KoaedaHull ypoeHs zaukemuu.



Heo6x00umo nomHumes, umo y 91% nayueHmos ommeudaemcst Kapuo3Hoe nopaxceHue 3y608, umo mpedyem mujamensHol
2U2UEeHbl NOJIOCMU pma U pezyisipHoz20 Hab00eHus 8paia-cmomamonoza.

Y nayuenmos, coxpamaowux #anodsl Ha duapero, 830ymue xcusoma, 60auU 8 HuUB0OMe U NOBblUEHHOE 2d3000PA308aHUE
npu ynompebieHuu MONOUHBIX NPOJYKIMoe8, HeoOX00UMO UCKAIOUUMY JAKMA3HY HedocmamouHocmos. CHUMCEHUE
JIAKMA3HOU aKkmueHocmu 6 Ouonmamax causucmoti obonouku mowkol xuwuku 103 demeli ¢ MB u msenoi
naikpeamu4eckoil HedocmamouHoCcmoio ObL10 06HapyHEeHo 8 58% (msenas sunonakmasus 8 31% u ymepennas 8 28%
cnyuaeg)[231].

Ocobyo 2pynny cocmaensiom demu, OnepuposamHvle N0 Nh0800y MEKOHUE8020 UNeycd, KOmopbvle Mozym umems
JIAKMA3HY0 He00CMmamoyHoCMy 8 Mol AU UHOU cmeneHu, 8 3asUCUMOCMU Om ONUMbL pe3eKyul MOHKOU KUWKU
(CUHOPOM KOPOMKOLI KUWKU).

B Ouzecmuu nonumepos 2ioKo3bl — MabMo0eKCMPUHO8 C HEOONBUIUM YUCTIOM 2II0KO3HBIX 0CMamkos (5-8) e Gonblueli
CmeneHu NpuHUMaem yuacmue 210K0aMu1d3d u Maismasa (hepmeHmst KUWEYHO20 NPUCMEHOUH020 NULEBAPEHLST), UEM
namkpeamuueckas amundsda. ManemodekcmpuHsl umerom 06ojee HU3KYI0 OCMOJNSIPHOCHIb, UeM MOHO- U ducaxapudbl,
N03MOMY UX UCNOb308AHUE 8 COCMABE CNeYUANUZUPOBAHHBIX CMeceli Ol IHMEPANbHO20 U OONOIHUMENBHO20 NUMAHUS
n0380J15eMm CyujeCmeeHHo y8eauuums KaioputiHocms 0e3 yeeauueHus 0CMOMu4eckoll Hazpy3ku Ha KUWKY.

Pacwjennerue kpaxmana 3aseucum oOm NAHKPeamuueckoll amunassl, NOIMOMY OH yceausaemcs Xyxce, uem Ou- u
MoOHoOcaxapudsl. AMuopes, maxxce Kaxk Kpeamopes u cmeamopes, Hy#oaemcsi 8 Koppekyuu NaHKkpeamuHom ** H3auwKu
HepacujensieHHo20 Kpaxmasid, NOCMynas 8 moJacmyio KUKy, 2udpoausupyomcst KUutieuHoti Mukpo@iopoii, umo npusodum
K No8bluleHHOMY 2a3000pa3oearuio, 830ymuto u 60asM 6 Hcugome.

IMayuenmam ¢ MB He ozpaHuuusaomcs npodykmet u 61100a, 602amoie pacmeopuMbIMu NULEBLIMU B0JIOKHAMU (NEKMUHbL,
Kkamedu), Komopsle chocobcmeyiom npogunakmuke 3anopoe u cuHopoma OUCMATILHOU UHMECMUHAILHOLU 06cmpyKyuu
(COHO). OdHako, npu coXpaHeHuu oucnenmuueckux sejeHuli He pekomeHdyemcs 6 GoNbULX Kouuecmsax nuuid, 6ozamas
epyboli knemuamkoli u eonokHamu (60006ble, KAWU U3 YeNbHO20 3epHA, UeNbHO3epHOB80U U picaHoli xned, ompyou,
KOCMOuKU, Koxuya om ¢pykmos u osoujeli, CyxopyKkmsl, HU3KOCOPMHOE MSCO C OONBWUM COOepHaHuem
C0eQUHUMENBHOL MKAHU), KOMOpble YBeAUUUBAIOM 00BeM KAN08bIX MACC U YCUTUBANOM MEMEOPUIM.

Inst obecrieveHist MOBBIIIEHHBIX SHEPTeTUUECKUX MTOTPE6HOCTEl KaJOPUITHOCTh CYTOYHOTO palMoHa MalyeHTaM C
MYKOBMCIIMIO30M DPEKOMEH[YETCSI PacCUMThIBATh He Ha (akTMyeckuit, a Ha JO/KEHCTBYIOLIUIA BeC C yU4eTOM
KaTaboIMYeCcKyX MPOIeCCOB MPY XPOHMYECKOM BOCIIAJIEHUM U MCXOs U3 geduiinTa Macchl Tena (tabs. 21) [2,53].

(YVP - C, VO], - 5).

KommeHnTapwuii: I[Tompe6Hocms 6 sHepauu y demeii ¢ MB, no 0aHHbIM pA3iuiHblX UCMOUHUKO8, JO/HCHA OblMb NOGbIULEHA
do 120-150%, no cpasHeHuw C meopemuuecKuMu pacuemamu Ha pakmuueckuili 8ec, 8 3asUCUMOCmuU om 803pacma u
HympumueHozo cmamyca nayueHma (mabauya 21). 35-40% eceli 3Hepzemuueckoli nompeGHOCMU  OO0JIHCHO
obecneuusamscs ¥upamu, 20% 6eaxkamu u 60-65% - yenesodamu.

Cyujecmeyrom 00807bHO CNOMHble (opmyabl O pacuema Heob6Xo0UMblX OONONHUMENbHBIX KANOpull, 00HAKO 6
noecedHe8HOl NPAKIMUKE MOXCHO NOJIb308AMbCS CE0YIOUWUMU OPUEHMUPAMU

1-2 200a - 200 kkan,

3-5nem - 400 kxan,

6-11 nem - 600 kkan,

cmapuwie 12 nem - 800 kkan 6 cymku [1].

Tab6nuya 21. PekxomeHdyemble genutuHbl nompedaeHus 6eaKa u sHepeuu

Bospact benok, r/kr/cyT DHeprusi, KKan/Kr/cyT
MuHnumanbHas MakcnmarnbHas
0-1roa 3-4 (g0 6) 130 200
1-3roaa 4-3 90 - 100 150
3-10 ner 3-2,5 70 - 80 100
11-14 net 2,5-1,5 45-70 90

HenmocTaTOYHOCTh MUTAHUSI PEKOMEHIYeTCS] AMAarHOCTUPOBATh, €C/M MPOIEHT COOTBETCTBUS MACChI IO POCTY U IOy
Uan Macco-pocTtoBoit nugekc (MPU), dakrtmuueckas macca/uaeanbHasl Macca o pocty u mony x 100% menbine 90% y
MaluyeHTOB OEeTCKOrO0 BO3pacTa, a y MOAPOCTKOB U B3pocCibiX - ecau UMT cocrasiisieT meHee 18,5KI‘/M2. Benenne
nanyeHToB ¢ MB OCyIIecTBSIOT B 3aBUCMMOCTHM OT UX Gu3MdecKkoro craryca (tabm.22). [Tpu mokasaHusx Z-score 1o
UMT or -1 po -2 wienyeT OMarHOCTUPOBATh CPeIHETSDKENYI0 HeLOCTAaTOUHOCTh MUTAHMS, a MpU >-2 — TDKeTyIo
HeJ0CTaTOYHOCTb IInTaHus [232].

(YVP - C, VI, - 5).



KommeHTapmii:

Ta6nauuya 22. /[luemonozuueckue pekomeHOayuu no eedeHur nayueHmos ¢ MB & 3asucumocmu om ¢usuueckozo cmamyca
[53]

Oetn < 2-x net [Netn 2-18 net CocTosiHME NMUTaHus

Bec n ananHa 3 50 nepueHTUNb WMT 2 50 nepueHTUb HopmanbHoe cocTosiHue nuTaHus: [MpodunakTnyecke
KOHCY/IbTUPOBaHMe No BONpocaM NUTaHusa

Bec n annHa <50 = 10 nepueHTUNb WMT < 50 = 10 nepueHTUIb HapylweHne HyTpUTMBHOrO CTaTyca: KOppeKkuus AneTbl
MoTeps WM OTcyTCTBMEe npubaBku Beca B | AoGaBreHWe NPoAyKTOB SHTEpPasbHOro NUTaHus
npeablaywme 2-4 mec

Bec u anuHa < 10 nepueHTUnb MMT< 10 nepueHTUNb HapylieHune HyTPUTMBHOTO CTaTyca TSHKENoW  CTeneHu:
MoTeps 3 2 nepueHTUNel Beca v 3a4epxka pocTa ¢ 30HA0BOE NUTaHNE
MOMEHTa NoC/eAHEro noceleHuns

o PexomeH0BaHHAas 1ie/b HYTPUTUBHOM TOgAe KKy ipu MB - ob6ecrieunTsb husndeckoe pa3BUTHE MalMeHTa COTIACHO
BO3PacTHbIM HOpMaM (JOCTMKEHME oOKasaTeleit (pusnmdyeckoro pasBUTUSI B TpaHuie 25-75 mepueHTWIb IOCIe
KOPPEeKIMU HYTPUTUBHOTO CTATyCa, peKOMeHayeMas 11e1b - 50 rmepreHTuib) [53].

(VYP - C, VI - 5).

3.3.2 leTu 1IepBOTO roAa ;KU3HU

I'pyoHoe eckapmnusaHue

HoeanvHoim 0ns Ho8Opo#OeHHbIX U Oemell nepeozo 200a HU3HU s6/emcs Hendcmepu3oeaHHoe pyoHoe mMamepuHckoe
MOJI0KO, MaK KaK OHO codepicum wupokuli Cnekmp 3aujumHsix pakmopos u 6uoiozutecku akmueHbix eeujecms. BaxcHyio
PONb Uzpaem akmueHoOCMb MepMoNadUIbHOL UNA3bL 8 HATNUBHOM (HENACMePU308AHHOM) HEHCKOM MOJIOKe. [Ins demeli ¢
MB nokasaua 3awumuas posib €CMecmeeHHo20 BCKAPMJIUBAHUS: MAAOeHYbl, Noayuaioujue 2pyoHoe MOJIOKO, umerm
JIyuluue NoKA3amenu JIe20UHbIX (YHKYUL U HU3KYI YACMOmY UH(EKUUOHHBIX 3NU30008, NO CPABHEHUI0 ¢ dembMu HA
UCKyccmeeHHOM — 8ckapmausavuu. HoeopowmcdeHnHble U OJemu Nepevix Mecayes MU3HU, KOmopble He Mozym
CamoCmosimeJibHO 8blCACHIBAMb HEOOX00UMbLI 00BeM MONOKA U3 2pydu eeudy msixecmu coCmosHus (o6was cnabocms,
00blUIKA, CepdeuHO-/1e20uHAss He0OCIAMOUHOCMb) Q0JIHCHbL NOMYUAMb CUEXEHHOe Henacmepu308aHHoe MAamepuHcKoe
MOJI0KO U3 OYMbLI0YKU UIU Uepe3 HA302ACMpPaibHbLli 30HO.

B Hekomopbix cyuasx mpebyemcs 0OnosHUMeNbHOe NOCMYNIeHUe JHeP2ULL ¢ NOMOWBI0 0002aujeHuUs 2pYOH020 MOJIOKA.
Tak, npu HedocmamouHoli npubaske 8 6ece MOJOKO MOXCHO obozauiams dobasneHuem Ha Kaxovie 100 mn
npubnusumensHo 5 z (1 MepHas JI0x#Ka) Cyxoii cmecu Ha ocHoge 2udpoausama 6eska ¢ CLIT.

e JleTsaM TpymHOTO Bo3pacta ¢ MB U maHKpeaTMUyecKkoii HeJOCTaTOYHOCThI0 PEKOMEH/IyeTCs Ha3HavyaTh (GepMeHTHYIO
3aMeCTUTEIbHYIO Teparnuio IpernapaTaMu aHKpeaTMHa™* (B Buae MMHUMUKpPOCchep) B KaXKI0e KOpMJIEHME C LeTbI0
KOppeKIMM TaHKpeaTUyeckoil HeJoCTaTOUHOCTH [2,53].

(YYP - C, VI - 5).

KomMeHTapuii: ¢ MomeHma 88edeHus HeOHamaibHo20 cCKpuHuHza Ha MB 8 Poccuu (2006 2.) noseéunacs 8603MOXHOCMb
paHHezo Hauana JieueHus, 0OHAKO 80NPOC, K020a U KOMY HAUUHAMb 3AMeCMUMeNbHYI0 mepanui naHkpeamuueckumu
epmenmamu, He écezda siceH. YpogeHv naHKpeamuueckoli anacmassi-1 6 cmyne 8 meueHue nepeozo 200a HU3HU MOXem
CyWecmeeHHO 8apbposams U 0OHOKPAMHO20 e20 usmepeHusi He ecezda docmamouHo. Cnedyem opueHmuposamscs Ha
memnesl npubasKu 8 mMacce u nokasamesu Konpozpammesl (Hantuuue cmeamopeu) [53].

CMewaHHOC/UCKyCC"lGCHHOC 8CKapmjueaHue

y aemeﬁ, coxpaHarnuwux yaoeﬂemeopumeﬂbele memnol d)u3uqec1<oeo paseumus, mozym ucnojib308amauscs 00bIUHbBIE
a@anmupoeaHHbze MOJIOUHblE CMECU.

IIpu  cMewaHHoOM/UCKYCCMBEHHOM  BCKAPMIAUBAHUU OONLWUHCMBO MAAdeHUes8, Npu C80e8PeMeHHOl duazHocmuke
naHkpeamuyeckoli HedOCMAamoO4HOCMU U ee KOppeKyuu NaHKpeamuyecKuMu QepmeHmamu, Xopowo pacmym u
passusaiomcs npu UCNob308aHUU 00bUHbIX AJANMUPOBAHHBIX MONOUHBIX CMecell ¢ npeobnadaHuem Cbl8OPOMOUHbBIX
6enkos 8 cocmase 6e1K08020 KomnoHenma (60:40) [53].

e V neTeil IepPBOTO rofia KM3HMU C MyKOBMUCLIMI030M HEe PEKOMEeHIyeTCs MCII0/Ib30BaTh 3aMEHUTENM MOJIOKa C HU3KUM
comepskanuem 6enka (1,1 — 1,3 r/100 mi) u skupa (MeHee 3,5 r/100 M), TaK Kak OHM He 06eCcIeunBalT HyTPUTUBHbBIE
MoTpe6HOCTY mareHToB ¢ MB [233].

(YYP - C, VI - 5).

e IIpu HemoCTaTOYHO MpubGaBKe B Bece y MAaIM€HTOB C MYKOBMCLMA030M peKOMeHIyeTcCs OTAAaBaThb NpefIouTeHye
BbICOKOKAJIODUIHBIM CMeCsIM, MMEILIMM B KadecTBe XMpoBoro kommoHeHTa CHT u pacTuTenbHble XUPHI B
SMYJIBIMPOBaHHO} (opMe, YTO MO3BOISIET YIYYLINTD YTWIM3ALMIO JKMPA U CHUBUTH A03y IMaHKPEaTUYeCcKux
epmenToB [234].

(VYP - C, VAT - 5).



KomMMeHTapum: smum mpebosaHusm omeeuarnm omaoevHsie cmecu 011 HeOOHOWEHHbIX U MAI08ECHbIX demeti.

Ilpu  cMewaHHOM/UCKYCCMBEHHOM 6CKAPMAUBAHUU OONBWUHCMB0 MIadeHyes, Nnpu Cce0espeMeHHoll JudazHocmuke
namkpeamuueckoti HedocmamouHOCMU U ee KOppeKyuu naHkpeamuueckumu @epmeHnmamu, Xopouio pacmym u
paseusaimcs npu UCNoNb308aAHUU 00bIUHBIX A0ANMUPOBAHHBIX MONOUHBIX CMecell ¢ npeobnadaHuem Cbl80POMOUHbIX
Oenkoe 8 cocmase 6en1K068020 Komnonenma (60:40).

PekoMeH/I0OBaHO Ha3HAUeHMe CMeceii Ha OCHOBE THAPOIM3AaTOB MOJIOYHOTO Geska MpyU aiiepruu K OGerkam
KOPOBbETO MOJIOKA ¥ BPEMEHHO — IIOC/Ie OIepaTMBHOTO BMeIIATeabCTBA I10-NOBOAY MEKOHMAIBHOTO Wieyca C
Jeue6HOI 1enbio [233].

(YYP - C, VI - 5).

[ManmeHTaM, MMOMYYAIOIMM MACCHMBHYIO aHTMOAKTEPHAIbHYIO TepPaIuio, a TaKKe TIOBTOPHBIE KYPChl aHTUOMOTUKOB,
PEKOMEHJJOBAaHO BBECTM aJaNTUPOBAHHYIO KUCIOMOJIOYHYIO CMeCh WIM CMeCh, OGOTralieHHYI0 NMPOOMOTUKAMU, B
Ko/mmyecTBe 10 1/3 cyTOUHOTo 06bemMa KOpMIeHUSI 715 TIOAiepyKaHysl HOpMalbHOM MUKPOGIIOPHI KUIleYHMKa [233].

(YYP - C, VI - 5).

IIpMKOpM peKOMEHAYETCS] BBOOUTh B 4—5 Mec. (KaK ¥ B MOIY/ISIMM 3AOPOBBIX [ETeiT), a HEKOTOPBIM JETSM, TPU
HM3KOI MpubaBKe B Macce - paHbIle C IeJIbI0 KOPPEeKIUY TaHHBIX HapyleHui (Tabm. 23) [233].

(YYP - C, VI - 5).

KommeHTapuii: nepgsimu 61100aMu NPUKOPMA CYHAm sHepzemuuecku niomHsie 01100a: Kawu Ha CyexeHHOM MOOKe
WU MOJIOUHOL CMecUu CO CUBOUHBIM MACIOM, OemcKuli meopoz 4,5-5% xupHocmu, Oanee 88001m 080UHOE NIOPE C
MSCHBIM NIOpe U PACMUIMesIbHbIM MAC/I0M, HENMOK.

Cnedyem UChONb308aMb  BbICOKOKANOPULIHbIE NPOJYKMbl  NPUKOPpMA, 0002alyeHHble  BUMAMUHHO-MUHEPATbHbIM
KOMNJIEKCOM: OemcKue MOJIOUHble KAl NPOMbIULIEHHO020 Npou38odcmea ¢ 000asjieHueM CIUBOUHO20 MACAd, 080UIHbIE
niope ¢ dobasneHuem pacmumenbHo20 Macjd, MAcad.

B03MOXCHO 88edeHUE MACHO20 nwpe 8 kKauecmee nepsozo npuxopma demsiM Ha ecmecmeeHHOM ecKkapmauseaHuu, Kax
xopoutuﬁ UCMOUYHUK Xcesie3a u YUHKa.

Koposebe u K03be MOJIOKO MOMCHO UCNONIb308AMb MOJILKO 0711 Npu2omosseHus 61100 ¢ 8—9 mecayes. B amu ye CpOKU MOHHO
6600UMb HeaAdANMupoB8aHHble KUCJIOMOJIOUHble NPOOYKMol (Kedup, HamypansHelli tiozypm), 0002aujeHHble HUBIMU
ougudo- u nakmobakmepusmu. bnoda npuxkopma, 8 omauuue om 300posuix demeti, nodcanusarom. ZonosHumenvHoe
KOJIUUEeCme0 no8apeHHoll cou 8 deHb OpUEHMUPOBOUHO cocmasnsem 1/8 uatinoti noxcku (0,6 — 0,7 2) Onsa pebeHKa nepeozo
nonyzoous u ¥4 u. n. (1,25 2) ons peberxa 6-12 mecayes [233].

Tab6auuya 23. OcobeHHOCMU 88edeHUs1 NPUKOpMA demsm nepeozo 200a xusHu ¢ MB

MpoaykTbl 1 6n0aa BospacT (Mec)
®pyKTOBOE NOpEe 7

Teopor 4-5

Kentok 5-6
OsolyHoe nope 5-6
PactutensHoe macno 4-5

Kawa 4 (Ha CLEeXEeHHOM rPy/AHOM MOJIOKE, MONOYHOW CMECU WU ruAapoausate)
CnvBo4YHoe Macno 4-5

MscHoe niope 45-55
HeapanTupoBaHHbIE KMCNIOMONOYHbIE HANWUTKU (Kedup, NorypT), 8-9
Cyxapu, xne6 7-8

Puiba 8-9

3.3.3 IlInTanye JOMIKOJIbHUKOB U INIKOJbHUKOB

OCHO8HOU NPUHYUN - «aKMUBHbITI» N00X00 K humaHuio pebeHKa 8 11060M 8o3pacme

TIMumanue pebeHka domicHO 6vimd pezynapHsiM (6 pas 8 0eHb daxce 0711 WKONABHUKOS8, opmyna 3+3): 3 ocHOBHbIX hpuema
nuwu (3asmpaxk, 06ed, yucuH) u 3 dononHumenbHsIx nepexyca (2-ii 3asmpax, noJ0HUK, Ha HOUb);

TIumatue 00n#HO 6GblMb «NJIOMHBIM»: 8 KaMOblli OCHOBHOLI npueM nNuwju OONXHBL 8KAOUAMbCA 61100a, codepicaujue
KauecmeeHHble HuUueomHuole 6enku, YUHK (Msco, cyonpodykmol, pulba, fiiya unu MoiouHsle hpodyKmel — Cblp, MEopoe),
KauecmeeHHbvle HUpPsl (pacmumesnvHoe, CIUBOUHOE MACNO0, CMemAaHd, CIUBKU), ClOXCHvle (Kpynsl, xae0, 080wju) u 8
MeHbuleli cmeneHu npocmole (pykmol, cnadocmu, eapeHve, Med) yenesoosl;



o JlononHumenvHble npuemsl huuiu (nepekycol: 2-ii 3aempax, NonAOHUK, neped CHOM) 0053amesbHbl; OHU COCIMOAM, KAaK
npasunio, u3 KUCA0MOJIOUHbIX NPOJYKIMO08, Meopozd, PyKImos, 8bineuku u yMepeHH020 Kouuecmed ciadocmeri.

IIpu mykosucyudose do 10% nayueHmos K nodpocmkosomy eospacmy ¢popmupyiom ¢Gubépo3 u yuppo3 neuenu (CFLD -
yuppo3 neueHu, accoyuuposauHaili c MB); do 13% nayuenmos k 20-nemHemy 8o3pacmy u 0o 50% k 30 zo0am ¢opmupyrom
accoyuuposauHsiii ¢ MB caxapHubtii duabem (CFRD - duabem, accoyuuposarHslii ¢ MB). [Toamomy, HecMOmpsi HA Mo, Umo
npu MB, npu omcymcmeuu aiiepzudeckux peakyuti, 8 MexO0yHapoOHblx PeKOMeHIayusx paspewieHnsl aobsle npodyKkmaol,
Hekomopule 671100a He peKoMeHOyemcsh ynompebasims NOCMOSHHO U 8 60IbUIUX KOJIUUECTN8ax:

o npodykmel u 6711004, OCNONHAOWUE pAGOMY NeueHU U Heauesslodauwux nymeti - myzoniaskue u mpanc-xcupsl (CM.
8blule), Kpenkue 6YbOHbL, 0CMpble, KUCble O1100a u npsHocmu;

0 NpodyKmel NPOMBIUIEHHO20 NPOU3600CMea, codepxcaujue 00BUIOE KOAUUECB0 CMAOUAU3AMOPO8, UCKYCCMBEHHBIX
KpacumeJeti U KOHCEP8AHMO06, MALiOHE3 NPOMBIULIEHHO20 NPOU3B0ICMEd;

© M.H. «MYCOPHYIO NUWY», 20MO08ble Cyxue nonypabpukamot, pacm-g¢yo;

o cnadkue 2a3uposaHHsle HANUMKU U Hepa3dasneHHsle PPYKMosble HANUMKU NPOMbIULTIEHHO20 NPOU3B00CEA;

o @ QonblomM Koauuecmee U OMOeIbHO Om Opy2ux Npuemos Nuwju — paguHUposaHHele Npocmoie yeneeodsl (caxap,
KOH(embt) ¢ yesnvio He J0NYCKame pe3Kozo N00seMa ypPOo8Hs 2JIUKEMUL;

o npu ducnencuueckux sejeHusx — Oonvuue 006seMbl NPOOYKMO8, YCUMUBAWWUX 2d3000pA308aHUe 6 KULIEUHUKE:
UeIbHO3epHOB0ll U 0mpyOHOLI X1el, C8exyi0 U KUCIYI 0el0KOUaHHYH, KPACHOKOUAHHYH Kanycmy, 00008ble, C8EKIY,
KOXCUYY U cemeuKu om ¢pykmos, opexu, 2pudsL.

° HpI/I 6p0HXOJ’[eI‘O‘thIX O6OCTI)EHI/I${X, 3HAUUTE/JIbHOM OTCTaBaHMM B BecCe IJId YBeJIMYEHUS IMOCTYIUVIEHUSI SHEPIruu,
BbBICOKOKAQUeCTBEHHOI'O 6EJIKa, BUTAaMMHOB ¥ MMHEPAJIbHbIX BEIIEeCTB B KayeCTBE IIePeKyCOB pPEKOMEHIOYeTCs
JICIIOJIb30BATh CIIeUMaJIM3MPOBAHHbIE BbICOKOOHEpPreTnyeckme KOKTeWIN WIU CMecu JJIs1 SOHTEPa/JIbHOTO IIMTaHMSI
12,53].

(YYP - C, VI - 5).

e PekomeHII0BaHO OGOTralleHMe palyoHa TOJMHEHACHIIEHHBIMY KUPHBIMM KUCIOTaMM, KaJIbIIEM, MTPOOMOTUKAMU
IIJIT BOCIIOJIHEHMSI TIOBBIIIEHHBIX HYTPUTUBHBIX IOTpeOHOCTeil mauueHTOB ¢ MB (cm. pasgmen 3.3.1 «Oo6uiue
MIPUHLINIIBL TUETOTepanuy y TanueHToB ¢ MB», skupbl). C 1ebl0 00OTalleHMs palyoHa OMera-3 SKUPHBIMU
KUCIOTaMM PEKOMEHI0OBAaHO MCIIOb30BaTh CJ1a60OCOEHYIO (He KOMUYEeHYI0) SKMPHYIO MOPCKYIO PbIOY: Celblib, CEMTY,
dopenb u op. 1ococeBbie, UKPY 3- 4 pa3a B HeJje/li0 B KauecTBe 3aKycKu [53].

(YVP - C, VI - 5).

e PactuTenbHOe Macio (JIbHSHOe, TBIKBEHHOE, KeAPOBOe, MAaca0 I'PEIIKOr0 Opexa, COeBOe, ParicoBoe, MOJCOTHEYHOE,
KYKYpY3HO€, OJIMBKOBOE) PEKOMEH/IYeTCsI MCIIONIb30BaTh B HepahMHMPOBAHHOM Bujie 6€3 TepMUUYecKkoii 06paboTKM,
mo6GaBiisist B cajaThl M TOTOBbIE OBOIIHbBIE GJTI0M1A, /IS IPUTOTOBJIEHNST TOMAIITHETO MajfoHe3a C 1e/bi0 06oTraleHus
paloHa MOMHEHACHIIEHHBIMM KUPHBIMY KMCIOTaMM ¥ OMOIOTMYECKY aKTUBHBIMY BelecTBamu [2,53].

(YYP - C, VI - 5).

e [Manmyentam ¢ MB peKkOMeHAyeTCS €KeTHEBHO VIOTPeOGaATh, KaK OCHOBHOW WMCTOYHUK KaablUd W
BBICOKOKAUECTBEHHOTO 6eika - Heo6e3KMpeHHbIe MOJIOKO, TBOPOT, ChIP, KUCTIOMOJIOUHbIE MTPOAYKThI, 060raleHHbIe
SKUBBIMUM IITAMMaMy MPOOUOTUKOB (6MbMIo6aKkTepuit 1 JaKTO6AKTEePHit) — AOTYypThl KOPOTKOTO CPOKa XpaHeHMS,
6uoxedup u T.1. [2,53].

(VYP - C, VO] - 5).

e [Ipy dbopMupoBaHMM cCaxapHOTO AuabeTa, aCCOIMMPOBAHHOTO ¢ MyKoBuciMao3om (M3CII, (CFRD)), peKoMeHIyeTCst

KaJOpUIMHOCTh palMOHA U COAep>KaHMe >KMPOB COXPAHSTh IOBBIIMIEHHBIM [JISI BOCIIOJHEHUSI IOBBIIIEHHBIX

HYTPUTUBHBIX TOTpeGHOCTeli manueHToB ¢ MB [2,42,53,67] (cm. paspmen 3.1.6 «Tepamus 3SHAOKPUHHOI
He[0CTaTOUHOCTY MOMKeTya0uHOM xkene3bl (M3CIL)»).

(VYP - C, VI - 5).

3.3.4 MUKPOHYTPUEHTBI ¥ BUTAMUHBI

e Bcem nmetsm ¢ MB pekoMeHA0OBaHO MOACATIVBAHME MUIIY C 1e/IbI0 KOppeKIMy 6anaHca xjaopa 1 Hatpust (Tabim. 24,25)
[2,53].

(YYP - C, VI - 5).

Ta6muia 24. Cytounsie norpe6Hoctu B conu (NaCl) y neteit ¢ MB [2,53]

Bec pebeHka/ < 5 kr 5 - 10 kr > 10 kr
TeMmnepartypa
oKpy>KatoLlei cpeabl

20 °C 0,8 r/peHb 0,5 r/aeHb MUHUMYM
+ 0,8 r/peHb/10 kr




25 oC 1,5 r/oeHb 2 r/neHb MUHUMYM 2 1/8eHb
+ 1 r/neHb/10 kr

30 °C 2,8 r/neHb 4 r/peHb MUHUMYM 4 1/0eHb
+ 2 r/neHb/10 kr

HpMMeanMe: CTapumue geTu, Kak IMpaBujIo, CaMM DEryjiMpyrT KOJIMYEeCTBO COJIM B CBOUX 6}'[10,113X II0 MPUMHLOUITY
«COJIOHKa Ha CTOoJie».

Ta6muua 25. IIpobunakTryeckue 103bl HATPUS AJIS1 MaLUeHTOB ¢ MB [53]

Bospact OoTtauusa HaTpusa Mpumevanuns

Hetn 0-6 mec 1-2 MMoOnb/Kr/aH Ons peteit ¢ puckoMm conepeduuuTa - COMb, pasBedeHHas B BoAe MW (PYKTOBOM COKi
He6Oo/NbWNMU MOPLMSIMN BTEYEHUE [HS,

[eTtam no nokasaHusM (cMm. A0 4 MMONb/Kr/OH Mo6beM conu y rpyaHbix AeTeir, NPOXMUBAIOWMX B XapKOM KIMMaTe UAM NpU MOBbILWEHHbIX NOTeps
npuMeyaHuns) XKNAKOCTU (PBOTa, NOBbIWEHHAs TemMnepaTtypa Tena, Auapes, TaXUMHO3, UK NPU HaNMYMn CTOMbI
rpyaHoro pebeHka).

[letv nocne 6 Mec u B3pocnble | ComneHasi muLia UM conb MpUMEHATL B CTPECCOBLIX CUTyaUMsiX C M36bITOYHBIX MOTAMBOCTbIO (NIMXOpaAKa, (U3nUecKy
Harpysku, xxapkas noroga).

[Mpumevanus:

1/5-1/6 waiiHOJi JIOXKKM TpUMepHO cooTBeTcTByeT 15 mMmosib NaCl coseBbIX pacTBOPOB, INMpedHAa3HAUEHHBIX [JIST
TepopanbHOV perupparauum [2];

Ins epeBoa MMOJTb B MI' HATPMSI, XJI0pa MY HATPUS XJI0pMIa HEOOXOIAMMO YMHOKUTh KOJMUYECTBO MMOJIbh Ha 23,
35 mau 58 (MOEKY/ISIPHYIO MacCy HaTpysl, XJIOpa WK HATPUS XJIOpKUIa) COOTBETCTBEHHO [53].

Bcem anyentam c¢ MB pekomMeHI0OBaHO OomonHUTenbHOe BBeldeHue kanbuusa: 400-800 mr metsam; 800-1200 mr
MTOAPOCTKAM ¥ B3POCIbIM C LIEJIbI0 MPOGUIAKTUKY HEIOCTATOUHOCTY KajabLMSl B OpraHM3Me M OCTEOTeHUYeCKUX
cocTsHMi [2,53].

(VYP - C, VI - 5).

Bcem maienTamM ¢ MB peKOMeHIOBAaHO Ha3HaueHMe >KMPOPACTBOPMMBIX BUTAMMHOB C I€JIbI0 BOCITOTHEHMS
IeduiyTa ux MOCTYIIEHUS C TUIIelt Ha GoHe MaTbAUTeCTUY 1 Manbabcopbunmn [2,53,70,234].

(VYP - C, VO] - 5).

KommeHTapwmii: scnedcmaue mansabcopbyuu xcupa y nayueHmos ¢ MB Hapywiaemcs 8cacvléamue #upopacmeopumblx
8UMAMUHO8.

Y nayuenmoe ¢ MB xopouio u38ecmHo 0 HedocmamouHocmu eumamuxa D u HapyweHusx (ocopHo-Kkansyuesozo
oOmeHa. JleueOHvili a¢hhekm @bicOKUX 003 sumamunos A u D Hymdaemcs e danvHeliwiem usyueruu. OOHAKO XOpouio
u3gecmHo, umo ece nayueHmsl ¢ MB ¢ naHkpeamuueckoli Hed0CMamouHOCMbl0 exeOHe8HO OON}CHbl NONYUaAMb
donoJIHuUmMenbHo Xupopacmeopumsie sumamursl (A, D, E u K) u 6ema-kapomuH, onmumaisHo 8 8000pacmeopumoli
opme. IauyueHmst ¢ COXpaHHOU QyHKYUell no0x#eayoouHoLi xeene3vl 0013ameibHO 00JIHCHbL NOJAYUamb 00ONOJHUMENBHO
eumamun E. Bodopacmeopumsle 8umamuHsl HazHauaiomcsa nayueHmam ¢ MB 8 00blUHBIX NPOGUIAKIMUUECKUX
003upoekax, pekomeHdyemblx 300p06bIM JUYAM COOMEemcmeywezo0 8o3pacma, 3a uckiioueHuem eumamura C,
nompe6HOCMb 8 KOMOPOM Y NAYUEHMO8 NoBblUuleHa, U sumamuHra B12 cryuasx pesexyuu no08300WHOU KUWKU.

B mabnuye 26 npueedeHsl pekomeHOyemble npoguiakmuueckue 003uposku 07 OONOJHUMENbHO20 86€0eHUs
JHUPOPACMBOPUMbIX BUMAMUHOS, U Mepanesmuueckue 003st sumamuxa D dns nayueHmos ¢ MB.

Ta6nuna 26. PekoMeHayeMbie MPOPUIAKTHUECKME MO3bI JKMPOPACTBOPMMbBIX BUTAMMHOB ¥ 6GeTakapoTeHa MJis
nauyeHToB ¢ MB [2,53,70,235].

BuUTaMUHbI Ao3unposka (ME/cyT) ®dopma Bbinycka ans PO
Konekanbumdepon* 1 kanns = 500 ME (12,5 mkr)
(ButamuH D) Aetn 1 roga xu3Hn 1000 ME/cyT
1-3 roga

CbIBOPOTOYHbI 25 (OH) D 3-10 netr 1500 ME/cyT
MUHUMyM— 60onee 30 Hr/mn > 10 net 1500-2000 ME/cyT,

or 2000 (neto, oceHb) Ao 4000 (3uma, BecHa)

ME/cyT

/flo3a 3aBUCUT OT CbIBOPOTOYHOIO ypPOBHSI U
AOJKHa perynsipHO KOPPeKTUPOBAaTLCS

Anbga-Tokogpepona 0-6 mec 25 ME (18,4 mr 30% macnsiHblii p-p: 1kanns = 6,5 ME (4,
auyetart (ButamuH E) 6-12 mec 50 ME (36,8 mr M,
(npoTuBONOKasaH AeTaM 40 3 NeT) 1-4 ropa 100 ME (73,5 mr) 10% MacnsiHblii p-p:

4-10 net 100-200 ME (73,5 - 147,1 mr) 1 kanns = 2 ME (1,47 mr)
YpoBeHb COOTHOLUEHUS a- Crapwe 10 net 200-400 ME (147,1 - 294,1 mr) MacnsiHbiii - pactBop B kancynax 1(
TOKOEepos1:xonectepuH > 5,4 ME(73,5 mr) , 200 ME (147,1 mr) , 4(
MoHUTOPUHr Mo rokasaHusim, ME(294,2 mr)

nocsie NsMeHeHns Ao3bl

MeHaanoHa HaTpus 6ucynbbut 0-1roa: 0,3 -1 wmr/cyT 1 Tabnetka 15 mr
(ButamuH K) Crapwe 1 roga: 1 - 10 Mr/cyt

(Tabnetkn npoTuBoOnokKasaHbl A0 3 Mpu natonorun neyenun: 10 - 15 mr/cyTt

nert, pactsop ans

BHYTPUMBbILLEYHOTO BBeEeHUs — 6e3
BO3PaCTHbIX OrpaHUYeHNit)
MpoTopmM6yHOBOE BpeMsi, ypoBeHb
BuTammuHa K B kKposu

PeTuHon** HaunHaTtb ¢ HU3KUX A03. MoabupaTb MO YPOBHIO B CbIBOPOTKE KPOBMU (€XEeroAHbli 1 kanns 3,44% p-pa = 5000 ME (1,5 mr)
(But. Aq) KOHTPO/b) } Apaxe = 3300 ME
1 mi

r)
1 kancyna = 12000 ME (3,6 mr)



Hopmbl onpeaensTcs
nabopatopueii, nposoasiyesn 0-1 roa 1650 ME (0,5 mr)
aHanns 1-6 net 3300 ME (1 mr)
MoHUTOpUHI 110 nokasaHusiM, rnocne 7 neT v ctapwe 5000 ME (1,5 mr)
U3MEHeHNs 403kl
Tect npu nnaHupoBaHun
6epemMeHHOCTU
BeTtakapoTteH HauaTtb ¢ 1 Mr/kr x cyT — 12 Hefenb, Aanee noaaepxusatowas gosa — 10 mr/cyt 1 kanna = 1 mMr
(Beta-kapoTuH)
Hpr/meqaﬂme: * - TepalieBTU4YeCcKye 103bl BUTaMMUHA D YKa3aHbl B Ta6J'II/IL[€ 20 (Tepar[m{ OCTEOHOPOBH)

3.3.5 ArpeccuBHbBIE€ MeTObI HYTPUTUBHO NOAJEPIKKY Y ManueHToB ¢ MB

K «aepeccusrbim» Memodam HympumueHoti noddepxku y nayuermos ¢ MB omHocsmcs:

1. 30H0080€ 3HMepanvHOe numadue 8 eude HOUHOLU zunepanumeHmMauuu, uepe3 HA302ACMPANbHBIT 30HO UIU Uepe3
nepkymamHyto eacmpocmomy (mpyoku numamesnvHble 2acmpocmomuueckue u eioHanvHvie MIC, MIC-KEY ¢
npunaonexcHocmamu). C nomowpio HOUHOU eunepaiumMeHmayuu, npu adekeamHoM KOHMpoOae NnaHKkpeamuueckumu
3ameHuUmensimu, Mo#Ho 0ononHumenvHo obecneuums om 30 0o 50% paccuumarHolii sHepzonompebHocmu [9].

2. IlapenmepanvHoe numadue
o [onHoe (yeHmpanbHblli eHO3HDLI Kamemep); NOKA3AHUAMU ABASIOMCI:

® COCMOSIHUSA NOCJie onepayuu Ha KUweuHuKe;
® CUHOPOM KOPOMKOLI KUWIKU;
® ocmpelil naHKkpeamum.

o YacmuuHoe (¢ yenvto d0NOIHUMENbHO20 NUMAHUS), UCNONb3Yemcs nepugepuueckas 6eHa:

® Jcupoesle dIMysibcuu,
® 2JINKO30-AMUHOKUC/IOMHblE CMeCU, sUMAMUHDbBL.
¢ PekoMeHA0BaHO IIpYMEeHeHMEe «arpeCCMBHBIX» METOI0B HyTpMTI/IBHOﬁ TIOAOEPIKKU IIPpN

0 OTCYTCTBMM MPUOABKY B Bece WV CHYDKEHMe Beca B TeueHue 6 MecsIIeB;

o (bakTMUECKOI Macce Tena HYKe 3 IepIeHTUIs;

o (akTuyeckoii Macce Teaa HIKe JOKHOTO 3HaUeHMsT Ha 15% uiau MeHee 25 nepiieHTWISI Ha GOHe JOTIOTHUTENTbHOTO
MUTaHUS CTIeMaabHBIMU cMecssMu [2,15,53].

(VYP - C, VO] - 5).

KommeHTapmii: «azpeccusHsie» mMemodsl HYMpumugHoli no0OepHKu NOKA3GIU 6eCbMd 8bICOKYH IpekmusrHocmes, 6
0co6eHHOCMU Y hayueHmos ¢ MB ¢ 8blpayteHHbIMU HAPYWEHUAMU HYmpumueHozo cmamyca. O0HaKo, onmumanbHole
MemoouKu, cxembl NpumeHeHus, 6udbl U CNOCoObl B88edeHUsT NUMAMeNbHbIX cMecell, Cnocobbl 3amecmumensHol
hepmenmHoli mepanuu npu nposedeHuu 30HO080L zunepanuMeHmMayuu Hyxoawomcs 8 OanvHeliieli ompadomxe 8
npakmuke omeuecmeeHHoll Ny bMOHON02UU U nNeduampuul.

IToxkazaxo, umo MobKo NpUMeHeHUe IHMePAIbHO20 30H008020 NUMAHUS Uepe3 2acmpocmomy docmosepHo npusooum K
VAYUUIEHUI0 HYMPUIMUEH020 cmamyca nayueHmos ¢ MB.

Paspabomatst npozpammsl ons OBM, komopsle HanpasieHsl HA ONMUMU3AYUI0 KOMINIEKCHOU mepanuu MyKosucyudo3a u
npumensiiomcs 8 psioe peeutos PO [236]. IIpoepamma OBM «MoHumMopuHe HympumugHozo cmamyca, payuoHa numarus u
hepmenmuoti mepanuu npu mykosucyudose» (TocydapcmeenHas pezucmpayust N° 2016 660762 om 21.09.16) no3eonsiem
cokpamumes mpyoo3ampamsi 8paua npu pacuemax uHOUBUOYaibHoli duemsl U 003bl 3amecmumesibHoll pepmeHmHOT
mepanuu. MobunsHas eepcusi npozpammsl IBM «MOHUMOpUHZ HYMPUMu8H020 cmamycd, payuoHa numavus u
hepmenmuoli mepanuu npu mykosucyudose. MobunvHas sepcus» (Tocydapcmeennas pezucmpayust N2 2017 661283 om
09.10.17) nomozaem nayueHmam camocmosimesibHo hodoupams 003y (epmeHmos8 Ha KaxOblii npueM NUWU; 8 pexcume
oHnaliH nepedasams O0aHHble (8 denepcoHuuyuposarHHom sude) o Guuueckom pazsumuu, payuoHe numadus, 003ax
nawkpeamuHa O KOHCYAbmayuu ¢ Jleyaujum epavom, o6yudaem CAMOKOHMPONI0 HAd C80uM 3a601e8aHUeEM.
Hcnonv3o8aHue daHHbIX Npozpamm noKazano ceow 3ggexkmusHocms 6 KauHuueckoii npakmuxe [190,236,237,238].

3.4 Xupypruueckoe jeueHue

o TIpu HeaDHeKTUBHOCTM KOHCEPBATUMBHBIX METOMIOB, HAPACTAHMUM SMM30[I0B KPOBOXAPKAHBSI U PA3BUTUU JIETOYHBIX
KPOBOTeUeHMIi TalueHTaM ¢ MB peKkoMeHAOBaHO XMPYpruveckoe mocobue C Iebl0 OCTAHOBKM KPOBOTEUEHMS
[207,209,210,211].

(YYP - C, VI - 5).



KommeHTapuii: mMemoouxoii esibopa asnsemcs 3m00/u3ayus OpOHXUANbHBIX apmeputi, 0ocmamouHdas npocmas
npoyedypa, 3aKkmouaouascs 6 3H008ACKYAAPHOL I2MOOIU3AUYUU KPO8OMoUawezo cocydd UHepmHuIMU Mamepuaiamu.
Ambonuzayus no3eosisem Kynuposams 3nu300bl KPOBOXAPKAHbS UIU 3HAUUMENbHO omcpouums ciedywouwjue 8 2/3 ciyuaes.
Pesexyus kpogomouaujezo cezmenma, 00aU ULU Ye020 JIe2K020 MOxem NPosooumsCs MoJibKo 8 Upe3sbliatiHbIX CLyudsx
no 8UMANBHBIM NOKA3AHUSIM.

HapacmaHue J1€204HbIX KPOBOMeEUEHULl U HEB03MOMCHOCMb UX KOHMPOAUPOBAMb 3M50J1u3(114u€ﬁ - nokasadue O0ns
paccmompeHust nayueHma Kak KkaHdudama Ha mpaHcniaHmayuro Jieekux.

JleueHe THEBMOTOpaKCa y MaiueHTOB ¢ MB pekoMeHAyeTCsI TPOBOAUTH COTJIACHO KIMHUUYECKUM PeKOMeHAALMSIM
10 THEBMOTOPAKCY C 1LIeIbI0 BBIOOPA ONITUMATbHOM TAaKTUKY BeJeHus nauyerTa [207,208,239].

(VYP - C; VI]I, - 5).

KommenTapum: nuesmomopakc, no O0auHsim HayuonansHozo Pezucmpa, e Poccutickoii @edepayuu scmpeuaemcs
exce200H0 Y 2,39% 63pocibix nayueHmos ¢ MyKosucyudo3om, Umo HamHozo udauje yem y demeli, u seasemcs ciedcmauem
paspuiea cyonnespanvHsix Oyan. Ilpu peyudusax ezo paccmampueaemcs HeoOX00UMOCMb npumeHeHus niespode3a. B
makom cayude MAaHunyasyueli epl00pa s6a9emcs JOKAIbHbIL XumuuecKuli naespode3 unu naespakmomus. K maxum
onepayusiM, Kak pe3eKyus CcyonieepanvHuix Oyl Heo6xo0umMo OMHOCUMCA C OCMOPOXCHOCMBIO, YUUMDbIBAs
803HUKHOBEHUE OONOJHUMENbHO20 CNAEUHO20 NPOYECCa, Umo Moxem 3ampyoHsms 8 OdanbHelileM MmpaHcnAaHmayuio
JIe2KUX.

PekomeHayeTCs 3HAOCKOIIMYECKOE XUPYpPrUUecKoe JieueHMe xpoHmdeckoro puHocuHycuta (XPC) Ha doHe
MYKOBMUCIIMZI03a TIpM BBIP)KEHHOM 3aTpyJHEHUM HOCOBOTO [ObIXaHUSI 3a CUeT Ha3aJbHOTO IMOJUIIO3a U/WIN
MeIMaau3auin JaTepaabHOM CTEHKM TOJOCTY HOCa; HEKYMPYyeMOM KOHCEPBATMBHBIMM METOZAMM O0OOCTpEeHMMU
MHGEKIMOHHO-BOCHAIUTENIbHOrO Ipomecca B OHII, KOTOphIA pacCMaTpMBaeTCsl B KaueCcTBe BasKHOM IPUUMHBI
KOHTaMMHAIMM GPOHXONETOYHOI CHUCTEMbI; Pa3BUTUM CUHYCOTEHHBIX OPOUTAIbHBIX U/WIX BHYTPUUEPEITHBIX
OCJIOKHEHMIT; He0O6XOAMMOCTHM caHalMu monocTy Hoca u OHII nmepen TpaHciaHTauyei terkux [240,241,242,243].

(YYP - B, VI - 3).

KommeHTapuii: dnsa demeli u 83pocibiX NAUUEHIN08 ONMUMATIbHbIM Memooom Xupypeuieckozo neueHuss XPC 8o ecem
Mupe NpusHAHA pacwupeHHas sHAocKonuueckas (yHKYuoHanvHas puHocuHycoxupypeus (FESS-Functional Endoscopic
Sinus Surgery) — MAni0UH8A3UBHbILI, OP2AHOCOXPAHAOWULI, PUUONO2UUHBITI MEMOO XUpYp2UuuecKozo JieueHus 3aboe8anuti
Hoca u 0KoN0HOCo8bix nasyx. Tlo knaccuguxayuu P. J. Wormald (Ascmpanus, 2012), pacwupenHas FESS exnwouaem 6
cebss  noaunomomuio 8 Couemauu ¢ NOJIUCUHYcOmomuell (MaKCUMAanbHO WUPOKUM 6CKPbIMUEM 8CeX NOPANEHHbIX
NoJIUN030M Na3yx, paculupeHuem coycmuii 6epxHeuenoCmHolx nasyx 0o 7 mm u 6onee, 8CKpslmuem Kaemox peuemuamozo
aabupuHma ¢ oOHaxeHueM OCHO8aHus uepena). IToKaA3aHuAMU K XUPYpeUUECKOMY JieUeHUI0 SABASAIMCA: BblpAXCEHHOEe
3ampyoHeHuUe HOC08020 OblIXAHUS 3d CUem HA3AJIbHO20 NONUN03d U/UMU Meduanu3ayuu J1amepaibHoll cmeHKu noaocmu
HOca; HeKkynupyemoe KOHCep8amueHuMu memodamu o60cmpeHue UH@EeKYUOHHO-socnaiumenbHozo npovyecca 6 OHII,
Komopulli paccmampueaemcs 8 Kauecmee 6aMcHOU NpuuUHbl KOHMAMUHAYUU 6GPOHXONe20UHOLl Cucmemsl; passumue
CUHYCO2EHHBIX OpOUMANbHBIX U/UMU  BHYMPUUEPENHbIX OCNIOMCHeHUull; caHayusi nonocmu Hoca u OHIT neped
mpaucnaaimayueti seekux. HM3onuposavHas oyeHka pesyavmamos KT OHII He moxem Cayxums NoKa3aHuem K
xupyeuueckomy JeueHuro. Ha OauHblll MomeHm ecmb YyOedumenvHble O00KA3AMENbCMBA CHUMCEHUS CMeneHU
KOHMAMUHAYUU HUNCHUX ObIXaMeJlbHblX nymeli nocie puHoxupypauueckozo JieueHusi. Tem He MeHee, nayueHmsl u/unu
pooumenu/3akoHHble npedcmasumenu OON}CHbl 6blMb UHPOPMUPOBAHBI, UMO XUpypzuueckoe JieueHue He S6Jsemcs
cpedcmgom usneueruss om XPC u HA3a/NbHOZ0 NOAUNO3A U O BbICOKOU 6eposimHocmu peyudusos u nompebGHocmu 8
NOBMOPHbIX 8MEULAMENBCMBAX.

PekoMeHJ0BaHO HANIpaBUTh NalLMeHTa C MYKOBMCLMIO030M B Te€PMMHAAbHONM CTaguyM LyMppo3a IeYeHM, HO C
OTHOCUTE/IbHO COXPaHHOJ (PyHKIIMell BHEIIHero AbIXaHMSI K Bpaudy-TPaHCIIAHTONOTY IJISI OL@eHKM BO3MOXKHOCTU
MpoBeeHMs TpaHCIUIaHTaluy nevenu [1,2,15].

(YVP - C, VO - 5).
KommeHTapuii: padukanvHsili Memoo neueHus. Ilepsas onepayus 8 PO nposedena mosvko 8 2013 2.
Xupypruueckoe jedyeHre MEKOHMEBOTO ujiaeyca

MauuenTtam ¢ MB 1 MeKOHMEBBIM MJIEYCOM MPU OTCYTCTBUM MTOKa3aHUI K KOHCePBATUBHOMY JIEUeHUIO UM TIPU €T0
He3(PGEKTMBHOCTM PEKOMEHIYETCS TIPOBENEHME OIEPAaTUBHOTO JIEUEHUSI C 1IeJbl0 OINTMMAJIbHOM Tepanuu
MEeKOHMEeBOro ujeyca U IpeoTBpalleHusI OCIOKHeHN M [82,217,244].

YVP -C, Va1 - 4).
KommeHnTapun:

OnepamueHoe neueHue
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. JuazHocmuueckas nanapockonuss — JAnapomomusi (NpeuMyujecmeeHHo NpasoCMOPOHHUM — HUMCHENONepeuHsiM
docmynom, yOoOHbIM /1S 8b18€0EHUS. UIE0COMBbL)

. lnmecmunomomust Ha 2paxuye paculupeHHoll u Cy#eHHol KuwKu

. OnopoxcHeHue omeodsujezo omoena KuuleyHuKa

. IloamaxcHas 6uoncus KUWKU

. BoigedeHue KuwieuHoti Cmomol Ha 2paHuye pacupeHHoll U cyxeHHol KUKy (onepayus 86160pa)

. HanoxeHue mMexKuwleuHoz0 aHacmomosa (npu docmamouHom onsime onepupywjezo Xupypea u omcymcmeuu cOMHeHutl
8 namono2uu Moacmoul KuwKku)

IocneonepayuonHoe eedeHue:

. ITo 8occmaroeieHUU naccaxca no KUuwleuHuKy SHmepansHas Hazpy3ka He pavee 3 nocieonepayuoHHblX Cymox

. Pacwupenue o6sema kopmaenus npu adekeamHoti monepaHmuocmu 00semy KoOpmaeHus

. IIpuopumemuo 2pydHoe MON0KO, HE0OX00UMO Cmpozoe cobdeHUe Mamepsio wjadsauieti duemai.

. ITpu nodo3peHuu Ha mMykosucyudo3 HA3HaueHue NAHKpeamuHa** u3 pacuema HauanvHoli do3sl 600-800 ed nunasel Ha 1
2pamMm #upa 8 cmecu uiu 8 epyoHom monoxe [15,217]

. IIpu 6onbuwiux nomepsax no KuWeyHoli cmome nepexoo Ha seuedHble CMeCU € YACMUUHBIM UL NOTHBIM 2UOPOIU30M OeNKa

. Yx00 3a omeodsawum omaoenom KutleuHuka

. Bepuguxayus npuuuH 803HUKHOBEHUS:

N

Mopdonoeus 6uonmama

T'enemuueckoe uccnedosaque

Kan Ha nankpeamuueckyto anacmasy
KoHcynemayus cneyuanucma no Mykosucyudoosy.
Bepuguxayus enympuympo6Hoil uHgpexyuu

Oc103#cHeHUs KUlWeuHOoll Crombl

DeazuHayus KUwKu

TMepucmomanvHsili depmamum
IapacmomanvHas 2puvixca

Mansabcopbyus Ha ¢poHe KuuieuHoli cmombl
Omcymcmeaue npubasxu 6 gece

PaduxansHslii 3man xupypauueckoli Koppekyuu
. Ilnanosas uepes 2-3 mecaya nocie nepsuyHoll onepayuu npu:

Cmabunusayuu cocmosiHust nayueHma
AdexkeamHoli npubasKku 6 sece
CmeHe 8HYMPUBONbHUUHOLL (I0PbL HA «OOMAUUHIOI»

. CpouHas - uepe3 2-3 Hedenu nocie nepsuiHoli onepayuu:

Omcymcmeaue 803MOX#HOCMU 00CMUYb 803PACMHO020 00BeMA KOPMIIEHUS]
Hexkoppuzupyemsie nomepu no cmome

CoXpaHsowascs 3asucumocns 0m uHGy3uoHHol mepanuu

Knunuuecku 3Hauumple oudzu UHQeKyuu 6 OmKI0YeHHOM omadesie KUWKU
OcnoxcHeHUs KUWeuHOoti CMombl, CO30aruux yepo3y HUu3Hu nayueHma

. O6s3amenvHoe npedonepayuoHHoe 00c1e008aHue:

Pe3ynvmamst MUKpOCKONUYECK020 00C1€008aHUSL

Hccnedosanue Mukpobuonozuueckozo netizaxa

AHmezpadHas peHmzeHKOHMPACMHAsl UPPUuzoCcKonusl

IMonyuenue pe3ynbmamos HOpMansHoU Mopdosiozuu Guonmama cmeHKU KUWKU

OnepamueHoe JieueHue paduKkaabHO20 3Mana Xupypauieckoii Koppekuyuu
3akpsimue KuweyHol cmombl ¢ HAZI0HEHUEM MEHKUUEUHO20 AHACMOMO3a
Ilpumeuanue

- Jhoboii eapuanm 8pox0eHHOU HU3KOU KUWleuHOol Henpoxooumocmu y HOB80PO#OeHH020 mpebyem nposedeHust
doobcnedosanus y pebeHKa Ha MyKosucyudos, a Haauuue HympuympoOH020 Nnce8JOKUCMO3H020 NnepumoHuma y
HOBOPOXOEHH020 N0360J11eM MAKCUMAIbHO PAHO 3an0003pums CMEWAaHHyo Gopmy MyKo8UCyudo3a u Hauyameo JeueHue
yi#ce ¢ nepuoda HO80poxcOeHHOCMU (cM. pasdden «KnuHuueckas KapmuHa 3a007e8aHusi WIU COCMOSHUS (2pynnbl
3a00/1e8aHUTl UNU COCMOSHULL)») [244].



- Heo6x00umo cmpemumacs K KaK MO#HO 60Jiee paHHemy 3aKpblmuio KUeuHoll crmomol.

PekOMeH[I0BaHO HAIIPaBUTh NaLMEHTa C MYKOBMCLIMIO30M TSDKEJIOTO TeYeHNs], TOPIUAHOTO K Teparmy, YacThIMU
060CTPEeHNSIMM ¥ OCTIOKHEHMSIMY K Bpauy-TPaHCIUIAHTOJIOTY ISl pellieHyisi BOIIPOCa O TPOBeAeHMY TPaHCIIaHTaLUy
JIeTKUX [245].

(YYP - C, VI - 5).

KommeHTapum: 8 Muposoli npakmuke mpavcnaanmayus aézkux (TJI) sensemcs o0ujenpu3HaHHsiM Memodom JieueHus
nayueHmMos 8 mepMUHAIbHOL cmaduu 3abonesanuti 1é2kux pasnuuHoti smuonozuu. Cpedu nokasaruii x TJI y nayueHmos
cmapuie 18 nem mykosucyudos (MB) 3anumaem 3 nosuyuro, ycmynas XOBJI u n1ézouHomy ¢ubépo3sy, u 3aHumaem nepeoe
Mecmo y nayueHmos demckozo eospacma om 6 do 17 nem. T/I npu muwamensHom ombope hayueHmos 00CMo8epHO
yayuuiaem nokasamenu 8bIHUBAEMOCMU U KAUeCmeo Hu3Hu. Meduara npodosinumeibHOCMU HU3HU NAYyUueHmos nocjue
TJI no nosody MB xapaxkmepusyemcss HAUIYYWUMU NnoKA3amensmMu hpu CpasHeHuu ¢ Opyeumu 3a6onesaHusimu u
cocmasensem 6oee 11 nem.

OcHoeaHuem 015 HanpaeneHusa nayuerma ¢ MB e Llenmp mpancnaanmayuu (L[T) aensemca:

1. O®Bj <30% unu npozpeccugroe cHuxeHue nokasamesns OPB 1, HeCMOMPs HA MAKCUMAJIbHO 803MONCHYI0 mepanuio
2. ucmanyus 6 mecme 6-MuHymHoti xo0v0v1 MeHee 400 m

3. Pazsumue 71€204HOLi 2unepmeH3UU 8 OMCymcmaue 2unoKcemuueckoli dbixamenvHoli He00OCMamouHocmu

4. IlpozpeccusHoe yxyouieHue cOCMOSIHUSL nayueHma, npusoosiujee K HacmslM 20CRUMAIU3ayusim ecnedcmeue:

a. Passumus u HapacmaHus dsixamenvHoli HedocmamouHocmu ¢ hompedHocmoto 8 nposedeHuu HBJT

b. Mosviwenus aHmubUOMUKOPE3UCMEHMHOCMU, YXYOUEHUsT KAUHUUECKO020 80CCIMAH08JIEHUS Npu 060CMpeHusx, pocma
uacmomst 060cmpeHuti U 20CNUMAnU3ayuti

¢ YxyouleHus HympumueHozo cmamycd, HeCMOmpSs HA OONOJIHUMEJIbHOE IHMEPAIbHOE NUMAHUE
d. Peyudusupyroujux nHesMomopaxcos
e. JIE20uHbIX KpOBOMeEUeHULl U KPOBOXAPKAHULL, pe3uCmeHmMHbIX K IMO0U3AYUU OPOHXUATIbHBIX apmepull.

Lenvto obpawenuio 6 LT se/semca ycmaHosneHue NOKA3aHULl U UCKAIOUeHUEe NPOMUBONOKA3AHULI K MpaHChaaHmayuu
TNIE2KUX.

IlokasaHus K mpaHcnaaHmauyuu JI€2KUX:

1. XpoHuueckas OvixamenvHas HedocmamouHocms (eunokcemuueckas popma PaO<60 mm.pm.cm.; 2unepkanHuyeckas
¢opma PaCO9 >50 mm.pm.cm.)

2. [InumensHas HEUHBA3UBHAS BEHMUIAYUS NE2KUX

3. JIézounas eunepmensus (CIVIA>35 mm.pm.cm npu 3XO-KI, unu CIUIA> 25 mm.pm.cm. ho pe3yivmamam
Kkamemepu3ayuu cepoya)

4. Yacmole 060cmpeHus 3abosesanus, mpebyujue cmayuoHapHozo JeueHus
5. IlpoepeccusHoe cHuxceHUe nokazameJeli pyHKyuu HeulHe20 ObIXaHus
6. 4 ¢ynkyuoHanwHelli kn1acc no NYHA.

IIpomueonokasanusa K mpaHcniaHmMavuuu 1€zKux 0easmcsa Ha a6coilomHsle U OMHOCUMensHole. Bknad nocieoHux 6
NpuHsmue peweHuss 0 NOCMAHOBKEe 8 JIUCM OXUOAHUsS onpedesisiemcss HA OCHOB8AHUU JIOKAJIbHbIX NPOMOKOI08 U
cobcmeeHHo020 onsima LIT.

A6co1lomHble NPOMUEONOKA3AHUA K MpaHcnaaHmayuu jgezkux npu MB:

1L Hanuuue 6 aHamHe3e 3710KAUECMBEHHBIX OHKOJI02UYECKUX 3a00ne8aHuli co Cpokamu pemuccuu nocie
coomeemcmeywueli mepanuu MmeHee 5 jsem (ucknwoueHue — pax koxcu TI1-2NOMO, nocie paduxansHozo neueHus, C
pemuccueti 6onee 2 nem)

2. Taxcenas OucyHkyus unu 3abosiesauue Opyzux OpeaHO8 U/ulu cUCmMeM Npu Omcymcmeuu 603MOMCHOCMU
CUMYILIMAHMHOLL KOpPeKyUU

3. Taxcenoe coCMosiHUe NAYUEHMA, XApakmepusyrweecs HapyweHUuem BUMaibHbIX QYHKYULi opeaHusma (ocmpoe
HapyuieHue M03208020 Kp0800OpauieHust, 0mcpuili uHpapkm muoxkapda u m.d.)

4. Hekoppezupyemvle HApYUIeHUS 2eMOCMA3d



5. Xponuueckas nepcucmupyrouwas HeKOHMpPOAUPyemMds MUKpOOHas UHGeKyus, mybepKynés
6. BuipaxcenHas depopmauus 2pyoHoti KaemKu U N0360HOUHUKA
7. HMT >35 Kz/M2

8. Ilcuxuueckue HapyuwieHus ¢ nomepeﬁ 0eecnoco6H0cmu, adekeamHozo KOHmMmaxkma, 3dsucumocmu om ncuxoakmueHbslX
geulecms, az1K020/s u/unu mabaxa

9. Omcymcmeue KoMniaeHmMHOCMuU U Haonexcaweli coyuansHoti noddepicku
OmHocumenvHsle NPOMUBONOKA3AHUA:

1. Bospacm cmapuie 65 nem

2. Oxcupenrue 1 cmenenu (MMT 30,0-34,9 KZ/MZ )

3. IIpoepeccupyrowjee unu mscenoe ucmowerue (MMT menee 15 KZ/MZ)

4. Taxcenvili 0CMeonopo3 ¢ HaaUuUueM NamoJi02udecKux nepeiomos uiu 601e6020 CUHOpoma

5. IIpeduiecmeyrowjue onepayuu Ha zpyoHoll KJiemke ¢ pe3ekyueli 1ezKux u/uiu npogedeHuem nieepooesa

6. FckyccmeeHHas 8eHMUNAYUs JleeKUX U/unu Haauuue y peyunueHma 6cnomozamensHozo0 KposooOpawjeHus u/unu
IKCMPAKopnopanbHoli MeMOpaHHoll okcuzeHayuu

7. BHenezouHasn KONOHU3AYUs UMU UHPUYUPOBAHUE BbICOKOPE3UCMEHMHBIMU UTU 8bICOKOBUPYJIEHMHBIMU Bakmepuamu uiu
zpubamu

8. Hanuuue xpoHuueckozo supycHozo zenamuma B u/unu C, BU9-ungexyuu u/unu CIIH/Ia

9. XpoHuueckoe uHpuyuposaHue ObixamenvHbIX Nymeli mMaxkumu MuKpoopzauHusmamu, kak Burkholderia cepacia,
Mycobacterium abscessus

10. [Ipyzue 3a60ne8anus unu cocmosiHus 6e3 KAUHU4eCKUX NPU3HAKo8 MepMUHAIbHO20 NOPANCEHUS 0P2aHO8-MULLEHELl.

Hoxaszanus k Hanpaenenuro 6 LT u nocmanoeke 6 aucm oxcUdAHuUsl nayueHmMa 0emcKozo 03pacma 8 YeioM He
OMIUUAMCS 0M MAKossiX y nayueHmos cmapuie 18 nem. OOHAKO 8 KaxX0om KOHKPEMHOM CJIyude 638elleHHoe pelleHue
NpuHUMaemcs KOHCUJIUYMOM 8 cocmage Xupypzo8-mpancniaHmonozos, aHecme3uosioz08, neduampos, nyJasMoHON0208 U
CNeyuanucmos no MyKosucyudosy.

3.5. PennpoagyKTHUBHOE 340POBbE MYXUMH ¢ MYKOBUCIIUI030M

JuazHocmuky cocmosiHusi penpodykKmusHoli cucmemsl MyxcuuH ¢ MB cm. 8 pa3dene 2. «JluazHocmuka»

¢ PekomeHAyeTCs TMalMeHTaM MYXCKOTO I0jIa ¢ MyKOBUCIM/IO30M, MMEIOIIMM a300CIepMUI0/KPUIITO300CTIEPMMUIO,
TpoBefieHre GUOTCUM TeCTuKya (¢ 18-meTHero Bospacrta). [Ipu MOMyYeHMM CHEPMAaTO30UIOB, MPUTOTHBIXK IJIsT
OIJIONOTBOPEHMSI, BOSMOXXHO MX UCIIONb30BaHue B rpouenypax JKO/ICSI (1 KpuoKoHcepBanus Ipy BO3MOXKHOCTU U
HeOoOXOIMMOCTH), TPU OTCYTCTBUU CIIEPMATO30MAOB — DPEKOMEHJOBAHO MCIIOAb30BaHNME TOHOPCKUX TaMeT B
nporpamMax BPT njis coxpaHeHNsI BO3MOKHOCTM OeTOpoxkaeHwust [74,77,90].

(YVP - C, VO], - 5).

e PekomeHAyeTCsl MallieHTaM MYKCKOTO IIojla B Bo3pacTe Cc 15 JieT ¢ MYKOBUCIMI030M 0Oe3 aszoocrepmum/
KPUIITO300CIIEpPMUM KPUOKOHCEpBAILMSI CIIepMaTO30MA0B (M0 BO3MOXKHOCTM paHHSS) [JIS TOCAeOYIOIIero ux
ucnonb3oBaHys B mporpammax OKO/ICSI gist BO3SMOXKHOCTY LETOPOKIEHMSI, B YACTHOCTM Y HOCUTEJIel ITaTOTeHHOTO
BapmaHTa 3849+10kbC>T B rene CFTR [72,246].

(YVP - C, VO], - 4).

3.6 bBepeMeHHOCTDb IIPU MYKOBUCIUI03€

ITnanuposarue 6epemMeHHOCMU Y HEeHWUH C JH06bIM MAHCENbIM IKCMPALEHUMANbHBIM 3a0071€8AHUEM S8AAEMC 8AHCHBIM
hakmopom npopuIaKmMuUKU 0CI0HCHEHHO20 MmeueHuUs: GepeMeHHOCMU U 3A71020M YCNEWHO020 eé 3asepuleHusl.

ITodzomoska k 6epeMeHHOCMU J0IHCHA NPOBOOUMCS N0 MPeM HANPABJIEHUIM:

o TeHemuueckoe KOHCYNbIMUPOBAHUE C UeJIbI0 YIMOUHEHUS! PUCKA POMOEHUs pebeHKA ¢ MYKOBUCYUOO30M.
o OyeHKa KNUHUYECKO20 U (PYHKYUOHANIBHO20 COCIOSHUSL NAYUEHMKU:

- 8€C0-poCcmosble Xapakmepucmuxu
- noxdasamenu pecnupamopHoli yHKyuu
- uHghexyus dvixamesvHoix nymeii

o CoyuansHas adanmayust (NOMOUb 8 NOHUMAHUU NOC/IEOCMBUL NPUHSAMO20 PEUlEHUS])



Iayuenmka OonxHa 6biMb 0c800MIEHA O B03MOXCHOM B3AUMHOM GJIUSHUU MYKOBUCYUO03A U OepeMeHHOCMU, puckKe
poxcOeHus peGeHKa ¢ MyKosucyudo3om. IIpuHumas 80 GHUMAHUE HANUUUe MANEN020 Hedyea y mamepu, caedyem
ymouHume, Kmo npu Heo6xooumocmu, 6ydem oKkaszvl8ams NOMowb 8 yxooe 3a pedeHkom. CyujecmeeHHbIM MOMEHMOM hpu
msixenom meueHuu 3a00/ie6aHus seasemcs naaHuposarue 6yoyuiezo ons pebeHKa.

Bo epemsi GepemenHOoCmU OblXAMeENbHAS CUCMEMA MCEHWUHBI Npemepnegaem 3HAYUMENbHblE AHAMOMUYECKUE U
(QYHKYUOHAbHBIE USMEHEHUS:

Todvem duagpazmot do 4 cm

CHuxcerue OEJI, ®OE, OO

Yeenuuenue MuHymmoii geHmunayuu

Pocm nompebneHus Kuciopooa

Tunepcekpeyus u omex cau3ucmoti dvixamesnvHbsix nymeii (npeuMyuwecmeeHHo 6 mpemoem mpumecmpe,).

CHuseHue 1e2ouHbIX 006eM06 8 couemanuu ¢ 6poHxuansHoii oocmpykyueli (OPB1<50%) evi3vieaem 3axpsimue MeaKux
JdvixamenvHbix nymeti (<2 Mm) 80 8pemsi CNOKOLIHO20 8b100xa, 00 JOCMUXMCEHUS. JIe20UHOU CUCmeMmoli MouKu pasHosecus
(m.e. docmuxcenuss @OE). PaHHuil sKcnupamopHulli Koananc npugodum K 3ampyoOHeHU OmxXOuOeHUs MOKpomol y
nayueHmos ¢ MyKoeucyudo3om. B ciyuae 6vlpaxceHHslX 00CMPYKMUBHBIX HAPYUIEHUL 8blCOKA ONACHOCMb pa3eumus
MyKocmasa, 060cmpeHust UHpeKyUuoHH020 npoyecca, a maxxce usmeHeHus ouggysuoHHo-nep@y3uoHHsIx omHoweHutl u
passumus apmepuaibHoli 2unoKceMuu.

DHepeemuueckue 3ampamel OpeaHusmMa mamepu U na00d, e603pocuiue 60 6pems OepeMeHHOCmUu, mpebdym
dononHumenvHozo yceoeHus 300 Kkan/cymxu. BHeuwiHecekpemopHasi HedoCmMamouHOCmMy NOOHEeTYOOUHOU Hcene3ol,
npugodsujas K mansduzecmuu u manvabcopbyuu, mpebyem 0CO6EHH020 BHUMAHUS K 80Npocam Numavus u
3amecmumensHoOll mepanuu y nayueHmox ¢ MyKosucyudo3om 80 epems 6epemeHHOCMU.

Bo epems GepemeHHocmu yeenuuusaemcs: 06seM YUupKyaupyoweti naasmsl, 4mo npueooum K yseauueHuio uacmomol
cepleuHblx cokpaweHuil u ydapHozo obsema. MexaHuueckoe coaeneHue pacmywum naodom HuxcHell nonoil eeHsl
8bl3bi86aem JonoHUMeENbHOE y6enuueHue npedHazpy3ku. Y nayueHmox, cmpadaioujux msienoti 1ezouHoii namonozueil,
5Mo Moxem npugecmu K paseumuto Jie20uHoll 2unepmeH3uu, nepezpysxke npassix omoenos cepoya, pazsumuem cepoeyHoli
Hedocmamourocmu [247,248].

Dakmopsvl pUCKA HCUSHEYZPOHCAIOULUX OCTIOHCHEHULT

Haubonee 3Hauumsim (Gakmopom, CHUNCAOWUM NOKA3AMENU 6bIHUBAEMOCMU Y POOUBWIUX MHEHUWUH, S8Ji1emcs
uHpuyuposarue dvixamenvHsix nymeii Burkholderia cepacia complex.

Jpyeumu  (pakmopamu, onpedensiowumu He6IA2ONPUAMHBI  NPOZHO3 npu  GepemMeHHOCMU Y NAayueHmKu ¢
MYKOBUCYUOA030M, ABAAIOMCA:

1 MeHee 50% om J0NHHHO20

Huskuti HympumueHslii cmamyc nayueHmku, hpubasieHue OepemeHHOL 8 8ece MeHee 4,5 K2
Jlezounas zunepmen3us

Hnduyuposarue dvixamensHoix nymeii Burkholderia cepacia

CaxapHulii duabem [249].

Ins ompeneneHuss pucka pOXIeHMs peGeHKAa € MYyKOBMCIMIO30M, PEKOMEHJOBAaHO IPOBECTY TeHeTHUYEeCKoe
MccefoBaHye OyyIero oria pe6eHKa, Tak Kak B CIyvae BbISIBIEHVSI Y Hero MyTtauum B reHe MBTP, puck poxxpeHns
60mbpHOTO peGeHka coctaBut 50% [247].

(YYP - C, VI - 5).

KommenTapmii: ciedyem makxe coodujums nayueHmke, 4mo daxce eciu pe3yismam aHaiu3d no esiseieHuio Haubosee
uacmelx Mymayuti OmpuuyamesbHolli, 0CMAEMcs Puck HOCUMeNbCMed eémopviM podumesiem peGeHKd Heu38ecmHoL
mymayuu. B smom ciyuae Heob6xodumo OanvHeliuee zeHemuueckoe uccnedosarue zena MBTP. Ecnu emopoii podumens He
f6Jissemcs. Hocumesnem Mymayuu mykosucyudosda, mo peGeHok Oydem o00JuUzamMHbIM HOCumenem 00HOU u3 mymayuil
Mmamepu, peHomunuuecku 300p06sIM.

IManueHTOK, IUIAHUPYIOUUX OGepeMeHHOCTb, PEKOMEHJOBAaHO BECTU MYIbTUAUCIUILUIMHAPHON KOMaH/OIi
CITELIVaJIMCTOB B CBSI3U C TEM, UTO OEPEMEHHOCTD /IS MAlEHTOK ¢ MB SIBJISIETCSI JOTIOJHUTE/IbHOI HArpysKoii mpu
MMEIOLIEeMCSI XPOHMYECKOM 3abojieBaHuM, KpOME TOro, HeoOGXOAMMO TIIATeJIbHO IOAOMpaTh JIeKapCTBEHHbIE
TpernapaTsl Jist Tepany MB ¢ yueToM ux 3(pGeKTMBHOCTY 1S SKEHIITVHBI U 6€30MacHOCTH IJIsT Tuioma [247].

(YYP - C, VI - 5).

KommeHTapuit: Hapsady ¢ HabnwdeHuem u JieueHueM y 8paua-nyasMoHON02d camoe NPUcmansHoe sHUMaHue ciedyem
yoenums oyeHKe HympumueHozo cmamyca. O6s3amenvHa KOHCyIbmayus epaua-ouemonoza. Ilpu HeoOxooumocmu
HasHauaemcs JieuebHoe numaue.



Onmumusayuu cocmosHusi 300poebs (N00asieHue XPOHUUEeCKol UHpeKyuu, yayuuieHue GyHKUUU 8HeuiHezo ObIXaHUusl,
KOMNeHcayus caxapHozo duabema, adeksamHoe NUMaHue U HOpMaiu3ayus NPoUeccos NUUIEBAPEHLs) NOBbILUALT UAHCbI
Ha cKkopoe HacmynieHue GepeMeHHOCMU U 6a5emcs NPoPUAAKMUKOL o6ocmpeHus Gose3HU, YUMo N0360Jsem CHU3UMb
MeOUKAMEHMO3HYI0 HAZPY3KY 8 Nep8oM mpumecmpe, 8 nepuod opeaHozeHe3d.

JleueHMe MYKOBUCLMA03a BO BpeMsi 6epeMeHHOCTH

PekoMeH[I0BaHO a/ieKBaTHOE (B ITOTHOM 00beMe) jiedeHye MyKOBUCLM/I03a Y MalMeHTOK ¢ MB 1 6epeMeHHOCTHIO,
YTO SIB/ISIETCSI OCHOBHBIM METOIOM IPOMMIAKTUKY OCJIOKHEHHOTO Te4YeHus] OepeMeHHOCTM U JIeYeHMsl
(beTomnnaneHTapHO HEJOCTATOUHOCTH [247].

(YYP - C, VI - 5).

KommeHTapum: ocobeHHOCMU (u3uonozuueckoli adanmayuu Kk 6epemMeHHOCMU, Yeeauuusanwjue Hazpyky Ha cucmembl
ObiXaHus, KposooOpaujeHus, mpebyrujue yeeauueHus IHepzemuuecKux 3ampam opzaHusma mamepu, onpedensiom
Heo0x00UMOCMb 3HAUUMENbHO20 PACULUPEHUS. NPOZPAMMbL JleueHust IMoti epynnel nayueHmox [247].

Heo6x00umo MAKCUMAIbHO YEeIUUUMb KAJIOPAXC CYMOUYHO20 DPAYUOHA OGepeMeHHblX, UCNOJb3Ys 6biCOKOKAIOPULIHbIE
nuujessle 006asKu, NpodONHAMb 3aMecmumenbHyl0 (GepmeHmHy0 mepanur U nNpu HeoOX00UMOCMU AHMAYUOHYHO
mepanut. B cessu c evlcokoli cmeneHvl0 NPpoOHUKHOBeHUs: 6nokamopos Hy-peyenmopos uepe3 naayeHmapHsili 6apuep,
DPEKOMEHO08AHO 3AMEHUMBb UX UUOUMOPAMU NPOTNOHHOL NOMNBL.

PekOMeHIOBAaHO MpM HEO6XOOMMCTM Ha3HAUeHMsT JIeKApPCTBEHHON Tepamnuu GepeMeHHbIM IMalyueHTKam ¢ MB
ocyurectiasite BbiGOp JIC B cooTBeTcTBMM C Kiaaccudmrammeit hapmMakoJIOTMUYeCcKMX TMPernapaToB IO CTENeHu
BO3MOSKHOTO PUCKa IS TUIOAA C LIeTbI0 peaynpexaeHus heToTokcudeckux sgdertos [247,250].

(YVP - C, VA[ - 5).

KommeHnTapum:

Knaccugukayus nekapcmeentozo ywepoa ons niooa:

Kamezopusa A Puck mano eeposime

Kamezopus B B ucnsimaHusix Ha *UuomHslx npenapam 6e38pedeH; KAUHUUecKue UCnslmaHus He nposoouIuck

Kamezopus C B ucnsimaHusx Ha #UeomHslX 0OKA3AH NOMEHYUANBHBIL pUCK 011 N100d; KAUHUUYeCKUe UCNbIMAaHus He
npoeooduIuCy

Kamezopus D [lokazaH nomeHYuansHulli puck O0ns naoda; KAuHuueckuil 3aggexm npenapama npesviuiaem
nomeHyuanpHolli puck s nioda;

Kamezopus X Puck 015 nnoda dokasaw u npesviwuaem seue6Hoe deticmeue npenapamd.
U3 nepeuucnerHsix 2pynn moavsKo npenapamot 2pynnoet X NOJHOCMbI0 UCKIIOUAOMCS 80 8pems 6epeMeHHOCMLL.

Jna  neueHus  XpoHUUECK020 — UHQPUUUPOBAHUS — ObixamenvHwolx  nymeil  3010mMucmelM  CMAaguiokoKKoM U
Hegepmenmupyioujeii Ipam-ompuyamenvHoli NAanoukoil (npeumyujeCmeeHHo CuHezHOUHAS UH@peKyus) 60 epems
OepemeHHOCMU, HeEOOX00UMO aKMUBHO npodosiams mabiemuposanHy, BHYMPUBEHHYI0 U UHZATAYUOHHYIO
aHmubakmepuanbHyo mepanui.

K anmubuomukam kamezopuu B omHocamca éce npenapamst u3 zpynnsl NEHUYWIIUHO8 U YepaioCnopuHos, a Makie
MeponeHem™*, asumpomuyuH**, spumpomMuyuH, azmpeoHam (NpomueonoKA3aHus: 2unNep4yécmeumenbHoCmB)

K aumu6uomuxam xamezopuu C 0MHOCAMCA 8ce Npenapamsl U3 2pynnol (PmMopxXuHOI0H08, Cyb(aHunamudos, a maxxie
UMUNEHEeM/YUNACMUH*¥,  KAapumpoMUuyuH™* zeHmamMuyuH™** eaHKOMuyuH** nuHe3zonud (NpomueonoKasauus:

2unepuyecmeumensHoCcms).

sk

K aumubuomuxam Kamezopuu D omuocamcs ace npenapamsl u3 2pynnel mempayuxkjiuHos, GMUHOZJ'IMKOBMOOG, Kpome

o

2EHMAaMUYUHa**, a makie cyvparHunamudst 8 N030HuUe CpoKu 6epeMeHHOCMU.

Hnezanayuonnas gopma mepanuu npuobpemaem 0cobeHHOoe 3HAueHue 80 8pems GepeMeHHOCMU, MAaK KAK no3goJisem
docmasnames npenapamot 8 OPOHXUANbHOE Oepeso, 8 MeHbllell CmeneHU NOB8bILUAsS NOPO208YI0 KOHUEHMPAYU 6 Kposu.

JKenwumsl, uHuyuposaHHsie Hepepmenmupyoulelii I'pam-ompuyamensHolli @aopoli, Hy#oaiomcs 6 nposedeHuu
HECKOJIbKUX KYPCO8 6HYmMpueeHHOl aHmubakmepuanbHoll mepanuu 3a épemsi 0epemMeHHOCMU C YyYemom B803MOMCHO20
pucka ons naoda. Yauie 8cezo npumeHslomcs uepmasudum™*, yegpenum™*, meponeHem™** (npomueonoxkasaHus:
2unepuyscmeumensHocms) [247,250]. Kune3surepanus MaueHTOK C MYKOBUCLIMI030M BO BpeMs 6epeMeHHOCTH

Ilpy GepeMeHHOCTM TaUMeHTKaM ¢ MB peKOMeHZOBaHO MaKCUMMAJIbHO MHTEHCUPUIMPOBATh MpUMEHeHNe
MYKOJUTUYECKMX MPENnapaToB M KUHE3UTEPANUM IJisI COXpAHEHUST NIPEHAKHBIX (QYHKIMIT GPOHXMATIBHOTO AepeBa



[247,250].
(YYP - C, VI - 5).

KommeHnTapum: exedHesHble 3aHamus KuHeaumepanueli ciedyem npodoaxcams U 80 epems 0OepemMeHHOCMU.
JvixamenvHole YynpaxcHeHust He OOJKHbL 8bl3b16AMb YMOMAEHUS. UAU O00bIUKU, NOPSAOOK UX 6blNOJIHEHUs caedyem
npucnocabnusams K UHOUBUOIYANbHBIM 0COOEHHOCMAM nayueHmku. Heo6xo0umo obecneuums 803MOMCHOCMb 8bINOJIHEHUS
JdbIxamesibHbIX YNPAHCHEHULI NPU PA3IUYHBIX NONONCEHUAX MmeJid (CUOS UNU Jiexca). Omum mpeb6os8aHusm coomaemcmeyom
maxkue mMexHUKU KuHe3umepanuu, KAk UYUKJA aKkmueHozo ObIXaHUus U daymozeHHwuili OpeHaxc. Tepanus, ¢ NomMoujbio
JdblxameJibHblX MPeEHaxepos, co30awux subpayuu 6POHXUANLHOL CMEHKU U/UNU NoloXumensHoe 0aesjieHue Ha 8vldoxe, 6
mMmom uucie, ¢ KOHMpoJsieM U pezyauposaHuem 3mozo daeneHus (cneuuanvHeie macku, PARI PEP I, PEP S cucmemui,
TpeHaxep ObIXamenbHbili C NepeMeHHbIM NONOXUMENbHbIM OassieHuem Ha evidoxe PARI o-PEP mun 018 (pnammep) u
dp.); no3eonsiem ygeauuums OpeHax cHolli Ipexm bInoHAeMblX ObIXAMENbHBIX YNPANCHEHULL.

EsceOHesHble (husuuecKue ynpaxcHeHus makie yayuuiarom opeHax 6poHXUAIbHO20 depesda, 00HAKO (u3uueckas HazpysKka
He 00nXHa OblMb MAKCUMANBHOL, Maxk Kak Ha (oHe nouuxceHus @OE u noeviuieHus nompedneHus Kuciopooa
cywecmayem onacHoCmy paseumus KUci0pooHozo 20100anus ons naoda. B kauecmae duHamuueckux ynpaxcHeHuti MOXCHO
pekomeHd08amsb naasamue, 2UMHACMUKY. B KOMNIEKC 2UMHACMUKU HE0OX00UMO 8KIIOUUMb YNPANCHEHUS NO YKPENJIeHUIO
Mbluly ma3oe0zo 0Ha [251].

Poas1

¢ BepemeHHbIM ¢ MB pekoMeHI0OBaHO IJIAaHOBOe pojopaspelieHye (IpOrpaMUpOBaHHbIE POZbI) BCIEACTBYME HATUUMS
TSIKEJIOTO 3KCTPareHUTaabHOro 3abosieBaHus, 06YCIaBIMBAIOIIETO PUCK PA3BUTHUSI OCTOKHEHU U BOSHUMKHOBEHMSI
He0O6XOOMMOCTY 3KCTPEHHOTI0 OKa3aHMsI aKyIlepcKux mocobuit [247,250,252].

(VYP - C, VO] - 5).

KommenTapum: podsl ciiedyem secmu uepe3 ecmecmeeHHble podosbie Nymu ¢ MOHUMOPHbIM KOHMPOAEM 3a COCIMOSIHUEM
poxceHuysl, cepoyedueHuem naoda u xapakmepom podogoli desmensHocmu. Ilpu msxicenom meueHuu 60ae3HU HE0OXOOUMO
02paHUUUMe ONumMesbHole U CulbHble nomyaeu. C 3moli yenvio peKoMeHO08AHA INU3UO- UTU NEPUHEOMOMUSL.

IIposedeHue Kecapesa ceueHus y NayueHmMoK ¢ MyKOBUCYUOO30M C853AHO C 8bICOKUM PUCKOM UH(EKYUOHHBIX OCTIOHCHEHUL],
HapyuieHusi OGPOHXUANBHO20 OpeHaXca U ycuneHus OpoHxuansHoti o6cmpykyuu. Ozpanutierue Guauueckoli akmugHocmu 6
paHHem nocieonepayuoHHoM nepuode u 0oJegble OWYWeHUs, NPOBOYUpYeMble KAaulieMm, 3ampyoHsom omxoxcdeHue
Mmokpomsl. Tepanesmuueckumu noxkazaHusmu 01 nposedeHus Kecapesa ceueHuss 8ALIOMCA HAnuyue CNOHMAHHO20
NHeBMOMmMopakca 8 amamHese, OblxamenvHdas HeAOCMAMOUHOCMb CO CHUNCEHUeM camypayuu Huxce 92%, noxaszamenu
GyHKYUU 8HewHez0 JblxaHust meHee 50% om OONHCHBIX 8EIUUUH.

AKywepckue noxasaumusi 0na  ab0OMUHANBHOZ0 podopaspelieHusi: 0eKOMNEHCUPOBAHHAS  (hemo-niayeHmapHas
HedocmamouHoCmy, 0CMpas 2unoKcus naood, ynopHas c1aéocms podosoti desimensHOCmu.

TIpednoumumensHolli Memod 06e3601u8aHus poo0os U Kecapesda ceueHust - INUCYPanbHas aHecme3usl.
IlocnepomoBelii mepuog,

¢ [locie poskaeHus: pe6eHKa peKOMEHI0BAaHO He CHIKATh MHTEHCMBHOCTh MMPOBOAMMOI Tepamnuy, Tak Kak 3a60ThI O
HOBODPOKZEHHOM IMOTPEOYIOT OT MAIMEeHTKY 60MbIINX Gu3ndeckux cui [247,250].

(VYP - C, VI - 5).

KoMMeHTapuii: HapyuieHue pexuma cHa, NUMAHUs, NOCMOSHHAS 3AHAMOCMb 3dCmAasasion NayueHmox npeHebpezams
pezynapHoLl KueH3umepanueti, Nponyckams Kypcbl aHMubakmepuaibHozo JeueHus, Ymo npugooum K CHUMEHUIO 8ecd,
yxXyouieHu pechupamopHoti pyHKyuu.

K naxkmayuu u 2pyoHoMy BCKAPMAUBAHUND Y POOUNBHUY C MYKOBUCYUOO30M credyem hnodxo0ums UHOUBUOYAIBHO.
BonvwuHcmay makux poounsHUy Jaakmayus He npomugonokazana. OOHAKO npu msaxenom meueHuu 3a00/e8aHus U
paseumuu  axkyulepcKux OCl0MHeHUll, nompe6osaswiux 00CPOUHO20 poOOpA3pPeUleHUs, B03HUKAIOM NOKA3aHUs K
BBIKIIOUEHUI0 TAKMAYULL.

O6cyxdas ¢ nayueHmxkotli ¢ MYKO8UCUUAO30M ee XeJlaHue Cmames Mamepwto, Heo6Xo0UMO YMOUHUMb, 8 KAKOLi cmeneHu
UsieHbl CeMbU 20MO0B8bl NOMOUL 8 yX0de 3a peOeHKOM, MAK Kak 3abomosl 0 HOBOPOMOEHHOM hompebyrm O0abUUX
usuueckux cus.

3.7 IlannuaTuBHaA MIOMOIIb

Hannnuamuexas nomowe nayueHmam ¢ MYKOBUCYUJO30M OKa3bleaemcss HA OCHOBAHUU COOMBEemcmsyrnujux
HOpmamugHblx doKymeHmos (cm. Ipunoxcerue A3).



CHmkeHne CHuKeHMe



4. PeaObunuranus

THayuenmam ¢ MB pekomeHdyemcs: npoeedeHue UHOUBUIYANbHO NOOOOPAHHBIX PeabUNUMAYUOHHBIX Meponpusimulti,
HayeleHHbIX Ha N00JepicaHue 1e2ouHoll (PyHKYUU.



5. IIpodbunakTuka

o

o

o

o

Cnoco60B nmepBuuYHOI IpodpminakTuku MB — He cymecTByeT. B kauecmee mep 8mopuiHoti npopuiakmuku 3mozo
3ab6o/1e8aHus 8vicmynarm:

1) dopodosas duazHocmuxa u
2) HeoHamanvHasa duazHocmuka MB.

PexomeHnayeTcsa BceM MaluMeHTaM C MYyKOBUCLHMAO30M, IUIAHMPYIOIIMM [OeTOPOXKIEeHMe, MOJIeKYy/ISPHO-
reHeTHUecKoe o0cCiIeoBaHMe CYNPYrU/CyIpyra Ha HOCUTENbCTBO MyTauuit reHa CFTR. B ciyyae oGHapyKeHMS
MaTOTeHHbIX BAapMAHTOB PEKOMEHIyeTCs IpeMMIUIaHTallMOHHOe reHeTuueckoe TectupoBaHue (III'T-M) na MB
[2,74,90,246].

YYP - C, YOI - 5).
Ipopunaxmuxa Iceedo-Bapmmep cunopoma
PekoMeHI0BaHbI CIeayIolye Mepsl AJis mpodunakTuky [ceBgo-bapTTep cuHapoMa:

CBoeBpeMeHHas IMarHOCTMKAa MYKOBUCLIA03a;

VudopmupoBaHme pogureneit o cumnTomax I1BC;

KOHTpO/b YPOBHS 3JIEKTPOIUTOB KPOBM OCOGEHHO Yy IeTeil paHHEro BO3pacTa;

IMpodwnakTueckoe Ha3HAUeHMEe HATpUS U3 pacyeTta 1-2 MMOJbL/KI/CYT B Buje moBapeHHoW comu (1/5-1/6 yaitHOii
JIOKKM TIpMMepHO cooTBeTcTByeT 15 Mmonb NaCl), coneBbIx pacTBOpPOB, NpefHa3HAUeHHBIX [JIs1 TepOpabHOI
peruapartauum [2].

(YYP -C, YOI - 5).
Bakuyunauus

H3eecmHo, umo demu ¢ MYKO8UCUUOO30M SIJIIIOMCS 2pynnoli pucka no paseumuro UHGeKYyUuoHHsXx 3ab60sesaHuti u
HOCumenscmea makux MUKpoopeaHusmos, kax S. aureus, H. influenzae, S. pneumoniae, MyKouoHsIx U HeMYKOUOHBIX opm
P. aeruginosa u Burkholderia cepacia. Bvicoka pachpocmpaHeHHOCMb cpedu amux demeti conymcmayouwjeti XpoHU4eckol
namonozuu, ycyzyonsawouweii msxiecms meueHus uH@exkyuu u npedpacnonazaioujeti K 603HUKHOBEHUIO PA3IUUHBIX
ocnoxcHeHuti. Ilpogunakmuka uH@exyuii y nayueHmos ¢ MB donmmHa ocyujecmensimecss He dnuU3o0uuecku, a nymem
NJIGHOMEPHO20  BbINOJIHEHUSL Meponpusimuti, npedynpexoarnwux pacnpocmpadeHue UH@eKyuu, a makie mep,
noewluIaowux 06Uy U cheyuduuecKyo ConpomusasieMocms opzavusmad. dpgekmusHsim cpedcmeom 8 npedynpexrcoeHuu
UH(exyuoHHoll 3a001e6aemMoCmu A6151emcst 6KYUHONPOPUIAKMUKA.

PekOMEHIOBAaHO MpoBeeHNe MPOOUIAKTUUECKUX TIPUBUBOK COIACHO HAIVMOHAJBHOMY KajeHAapio MPUBUBOK U
KaJleHgapio MpoQMIaKTUUYECKUX TMPUBUBOK MO SMUAEMUUYECKMM I[MOKasaHMAM. BakIMHMpOBATh [eTeit
pekomeHayeTcst B a3y pemuccuu, Ha GoHe CTaGMIBHOIO COMATMUYECKOTO COCTOSIHMSI M TPOBOAMMON Tepanuu
[253,254,255,256].

(YYP -G, VI - 5).
KOMMEHTapMﬁ: npomueonokasaHus: LlHauBl,layaﬂbHaﬂ HENEpeHocumMocCmeo.

- Ilayuenms! ¢ XpOHUUECKUM 2eNamMumoM, 8 M.4. ¢ HAYUHAWUMCS YUPPO30M NeueHU mozym 0blms npusumsl 8 nepuode
pemuccuu uau Huskoli akmueHocmu 3a00neeanus HA (QOHe BbIPAMEHHO020 CHUMCEHUS YPOBHS MPAHCAMUHA3 00
MAKCUMANLHO JOCMUXCUMBLX 8eTUUUH [255].

- Tepanus Kopmukocmepoudamu 071 CUCMEMHO20 NPUMEHEHUS NPUBOOUM K 8bIPAXCEHHOLI UMMYHOCYnpeccuu Jutlb npu
UCNOIb308AHUU BbICOKUX 003 (NpedHU30JI0H** >2 m2/ke/cym unu 20 mz/cym onsa peberka eecom >10 kz) 8 meueHue 14 Oueti
u Oonee. Takum demsm youmole 8aKyuHsl 88600MCs 8 00bIUHblE CPOKU NO 8b1300POBAEHUL, HUBLIE 8AKYUHBL 8600M He
pauee, uem uepe3 1 mecsiy om oKoHUaHus neveHus. Kax xuevie, maxk u UHAKMUBUPOBAHHblE 8AKYUHBL 8600M 6 00bIUHOM
nopsioke JUYaMm, NOJyuaroWuM CmepoudHsle npenapamel: KpamkospemeHHo (0o 1 Hedenu) Jniobvle 003bl; Kypcamu
onumensHocmoio 0o 2 Hedenb HU3KuUe uiu cpedHue (0o 1 mz/ke npedHu3osoHa™*) dosel; dnumenvHo noddeprcusaroujue 0o3vl
(Hanpumep, 5-10 mz npedHu30n0Ha™* uepe3 JeHb); 8 Kauecmee 3amecmumensHoll mepanuu Huskue (¢usuonozuyeckue)
003bl; MECMHO: HAKO}CHO, UH2AIAYUOHHO, 8 8UJE 271d3HbIX Kaneib, BHympb cycmasa [255].

- IayueHmam, KOmopsiM NAaHUpyemcs npogedeHue MpavcniaHmayuu opzamos (neueHs, Jiezkue), ciedyem nposecmu
8akyuHayuro 00 npoeedeHus onepayuu, 8 C8s3U C OanbHeliwuM NpUMeHeHueM yumocmamuyeckoli mepanuu no
00WenpuHsImsIM NPU MPAHCNAAHMAyUU 0pearos pekomerdayusam [253,255,257].



¢ PekomeHI0OBaHa BaKI[MHAIMs MalXeHTOB ¢ MB MpoOTMB MHEBMOKOKKOBOJ MHGEKIIUM C 1Iebi0 IpeoTBpalleHus
mnH(eKLMii, BbI3BaHHBIX S.pneumoniae[253,255,257,258,259,260,261,262,263]

(YVP - C, VO], - 5).

Kommenmapuii: ons sakyunayuu demeti 00 2 iem ucnonws3yemcs [THe8MOKOKK08as KoHsiozuposaHHas sakyuHa (ITKB -
13). Cxema 3asucum om 803pacma HAUa1a UMMyHU3ayuu. Bakyunayus nposodumcs coenacHo uHCmpykyuu K npenapamy.

Y demeti cmapuwie 2 siem, 803MOXCHO npumeHeHue ITHe8MOKOKK080ii nonucaxapudHoti eakyumst (IIT11B — 23) 00HOKpamHo, ¢
nosmopHwviM 88edeHuem uepe3 3-5 nem.

BaxkyuHayus 83pociivix npogooumcst npu omcymcmeuu UMMYHU3Ayuu npomue nHeeMoKokkosoli urgekyuu IIKB - 13,
3amem uepe3 12 mecaues esodumca IIIIB — 23 ¢ pesakyuHayueli uepe3 4-5 nem. IIpu ymce umeroulelica npexcHeii
8AKYUHAYUU NPOMUB NHEBMOKOKK080ll uH(exkyuu ssodumcs IIIB — 23, o0HOKpamHo, ¢ pesakyuHayueti uepes 4-5 nem
[260].

e PexomeH[0BaHa BaKIMHAIMS MPOTUB I'PUIIIA C LIeJbI0 MPeJOTBpalleHMs] Ce30HHOTO T'PUIINa U, COOTBETCTBEHHO,
060CTpeHNsT XPOHNUECKOTO BOCIIATNTENBHOTO Iporiecca B erkux u OHII y manmeHToB ¢ MB [257,262,264,265,266)].

(YVP - C, VO], - 5).

Kommenmapuii: BakyuHayuss npomue zpunna 6ceX 603pacmHubix 2pynn npogodumcs 3 u 4 e8aieHmHsiMu
UHAKMUBUPOBAHHBIMU 8aKyUuHAMu 1 pa3 6 200, oceHvto, 00 Hauana anudemuu zpunna. Zlemsam 0OWKONbHOZ0 803pacma,
Komopole nepewlli pa3 Hauanu BaKYUHUpPO8AMbCS Npomue zpunna, Heobxodumo esedeHue 08yx 003 no 0,25 ma c
unmepsanom 4 nedenu.

IIpu smom 6 Hacmosujee 8pemMsi HeAOCMAMOUHO PAHOOMUSUPOBAHHDBIX UCCIe008aHULI, DOKA3bIBAIOUUX IPPeKkmUsHOCMb
8aAKYUHAYUU NPOMUB 2pUNNAd, umo C8A3aHO C HeOONBUIUM KOIUUECMBOM NPOBEOeHHbIX UCCIe08AHULL U HUBKUM UX
kauecmeom. Ecmb Heobxodumocms 6 nposedeHuu uccnedosanuii 6osiee 8biCOK020 Kauecmaa [266].

e PeroMeHIOBaHa BaKIMHALMA MPOTUB reMOGMIbHON MHGpEKIMM TUIA b C LeNblo MpemoTBpaIleHuss MH(PeKIuii,
BbI3BaHHbIX H. influenzae [257,263,267,268,269].

(YYP - C, V]I, - 5).

Kommenmapuii: nposodumcst MOHOBAKYUHAMU WIU 8 COCMAge KOMOUHUPOBAHHBIX 6aKYuH. IIpuHumas 80 eHuMdaue
8aM(HOE KJIUHUYECKOoe 3HaueHue UH@eKYull, 8bI36aHHbIX 2eMOpUIbHOLL nanoukoli muna b, eakyuHayus nayueHmos ¢ MB
do/KHa Obimb HAYamMa 8 MAaxKCUMAnbHO PAaHHUE CPOKU, NpedycCMOmpeHHble HAYUOHANbHBIM KaneHOapem Nnpusueox (¢
mpexmecsauHozo 803pacma), MpexKpamuo ¢ uHmepeaiom e 1,5 mecaya; pesakyuxayus npogodumcs uepe3 12 mecsyes
nociie mpemeoeii npususku. Ilpu Hauaze sakyuHayuu 8 6—12 mecayes #u3Hu 0oCmMamouHo 08yx UHBEKYULi C UHMepP8aiom
1-2 mecaya u pesakyuHayuu uepe3 12 mecsayes nocie emopoti 003st. ITocnie 200a 8aKyUHUPYIOM 00HOKPAMHO.

e PekoMeHIOBaHa BaKIMHAIMS MPOTUB BETPSIHOM OCIBI C LIebI0 IIPEeNOTBpAlleHMs JaHHOTO 3aboyeBaHUSI U ero
ocnoskHeHmit [253,270].

(YVP - C, VO], - 5).

Kommenmapuii: saxyunayus demeti ocyujecmensiemcs ¢ 12-mu mecsiyes #U3Hu coeadacHo UHCMPYKYUU NO NPUMEHEHUID
npenapama. Takxie NoOKAa3aHo npoeedeHue IKCMPEHHOU NpoPuUIaKmMuKku 6empsiHOU O0Cnbl KOHMAKMHbuix Oemell, He
npusuUmbolx 8 meueHue nepsvix 72- 96 uacos nocjie KOHMAKmMa ¢ 3a60ae8WUM 8empPHOLi 0CNOi.

Ocoboe 3HaueHue uHgekyus Varicella zoster umeem y nayueHmos nocie npogedeHuss MpaHCcNAAHMAayuu U NOAYUAOUUX
npenapamst 2pynnsl KOPMUKOCmMepoudst 0Nl CUCINEMHO20 NPUMEHEHUs,, KPOMe M020, ONUCAHbI NOBPENOEHUs 1e2KUX HA
one 3abonesanus 8empsHoOli 0CNoLi 8 NONYAAYUU 83POCbIX H00ET.

e PekoMeHOBaHa BAKIMHAIVS ITPOTUB MEHMHIOKOKKOBOH MH(MEKIVM C LIebI0 IIPeOTBPalleHNs] MEHMHTUTOB ¥ €T0
OUIOXKHeHMI [271].

(YVP - C, VO], - 5).

Kommenmapuii: donyckaemcs npoeedeHue NOAUCAXAPUOHBIMU U KOHBIOZUPOBAHHBIMU BAKYUHAMU Y 8Ce€X 803PACMHbIX
2pynn, 3apezucmpuposanHsimMu Ha meppumopuu P®. Cnedyem umems 8 8udy, 4mo npumeHeHue NOAUCAXAPUOHBIX 8AKYUH
y demeii do 2 nem moxcem 6vimb HeappekmusHsiM. IIpu Hanuuuu npexcHeli akyuHayuu demeii nonaucaxapuoHoli
8aKYUHOLI criedyem nposecmu pesakyuHayuio KOHs2uposaHHoli 8akyuHoll uepes 12 mecayes. BakuyuHayus nposooumcs
€021ACHO UHCMPYKYUU NO NPUMeHeHUI npenapamad.

e PekoMeHIOBaHa BaKUMHAIMS IIPOTUB TreraTuTa A U rermatmra B ¢ menblo npenoTBpalleHns SAHHBIX 3a00/IeBaHuA,
YUUTHIBAsI HATMUME TIOPASKEHWIT TTeUeHM B paMKaX OCHOBHOI maTomoruu [253].

(YVP - C, VI, - 5).



Kommenmapuii: sakyuHayust nposooumcs C02J1acHo UHCMPYKYUU NO NPUMeEHEeHU0 npenapama.
¢ PeroMeHI0BaHa BaKUMHALVS IIPOTUB POTABUPYCHOM MHbeRUMM [272].

(YYP - C, VO[ - 5).

KommeHTapuii: sakyuHayus nposooumcs CoeJ1acHo UHCMPYKYUU no NpuMeHeHul0 npenapama.

¢ PexkoMeHJ0BaHAa MAaCcCUBHAS MMMYHM3aLMs MPOTUB PECIUPATOPHO-CUHIIUTUAIBHON BUpycHOi mMHbekyn (PC) c
LIeJIbIO TIPeNYTIPEsKIEHNUS TSKeIbIX GOPM OCTPBhIX GPOHXMOIUTOB Y AeTeit ¢ MB [272,0].

(VYP - B, VI - 2).

Kommenmapuii: pexomendosaHo npumeHeHue npenapama Ilanueusymad™* — 2ymaHu3upo6aHHvle MOHOKJIOHANbHbIE
anmumena K 6eaxy causHusa (6enok F) PC — eupyca, 1 pa3 e mecay neped Hauaiom 3nudemuueckozo nodsema PC-
eupycHoli 3aboniesaeMocmu, KOMOpwlli HauuHaemcs 8 HoAb6pe u npodosxiaemcs 0o anpens (4-5 esedenuil 3a
anudemuueckuii ce3oH). OOHAKO 0N OKOHUAMENbHO020 peuleHUuss 00 O0O0HO3HAYHOU yenecoobpasHocmu OaHHO20
smeulamesnbcmea Heobxodumo nposedeHue danvHeliwux ucciedosanuii [Owuodka! IcmouHuK CColIKU He HAliOeH. |.

IIpodmrakTKa acrepruiesa

e PekOMeHZOBaHO NMPMHMMATh MepbI [0 MMHMMM3AIUY BepOSITHOCTM MHbUIMpoBaHu Aspergillus spp., B CBSI3K C TeM,
YTO AAHHBIN [MaTOreH paclpoCcTpaHeH OBCEMECTHO, IOCTOSIHHO IIPUCYTCTBYIOT B BO3/1yXe BHEIIHel CpeJbl U BHYTPU
TIOMeIlleHMIA, a TOJIHOCThIO MCKIIOYUTh KOHTAKT NalyeHTa C MUKpPOMULIeTaMy HEBO3MOXHO. 1lenb BMelIaTenbCTBa —
npenynpexaenne ABJIA u XAJT [2].

(YYP - C, V], - 5).

Kommenmapuu: nayuenmot ¢ MB He 0071%Hbl HAXO0UMBCS 8 HCUMbIX U OOSIbHUUHDBIX NOMELUEHUSX, NOPANEHHBIX NIECEHDIO.
Heob6xo0umo cnedums 3a coOn00eHUeM MeMNnepamypHo-8JlaxXCHOCMHO20 pexuma 8 homeujeHusx, He 0onyckameo
npomeuex, asaputi, 3amonyieHuil no08anose u m.n. B ciyuae noseneHus NPuU3HaKos nieceHu 8 NOMeweHusx Heoo6xooumo
nepesecmu nayuenmos ¢ MB e Opyzoe nomeujeHue. JIna nuxeudayuu nociedcmeuti nosiesieHus NiaeceHu 6 30aHusix
Heo0X00UMO 8bIA8UMb U YCIPAHUMb NPUYUHY NOS6JIEHUS CbIPOCMU 8 30aHUL, NPOBeCMU NPOCYWKY U 00pabomky ouazos
6uonospexdeHuli cmpoumenbHsiMu GUOYUIAMU, AKMUBHBIMU NPOMUE 2pubos.

B xeapmupax nayuenmos ¢ MB, a makie 60JbHUYHBIX NOMEWEHUX U NOJUKAUHUKAX, He O00JIHHO Obimb 18emos 8
20pWIKax, 3UMHUX cadoe u np. B cesa3u ¢ mem, umo OONbUIOE KOAUUECNBO CNOp 2pub08 npucymcmeyem HA UACMUUKAX
noliu, Heobxodumo uszbezamv KOHmMakma nayueHmos ¢ MB ¢ nslivlo, mwamensHo nposooums 6JAXCHYI YOOPKY
nomeuwjeHutl.

ITayuenmam ¢ MB cnedyem usbezame mecm ¢ 6onvuloli KOHYeHmpayueti cnop zpubos 6 okpyxicawweii cpede — napxu,
cadel, neca, mMecma CKONJIEHUsl pasnazaruwuxcs Op2aHuueckux éewjecms (KOMNOCmHsle MAaccsl, 2HUwas O0pesecuMa,
mpasa), 3epHOXPaHUIUWd, CMpPoUmenbHsle NAOWAOKU, NOMEUWeHUs ¢ MeKyWUM peMOHmMoM, He cledyem pabomams 6
makux cgepax, kak cadogoocmeo, 3emsuedenue, CMpoumenscmeo, npebpleams 6 CneYuanrusupoBaHHbIX NOMEUjeHUSIX
(KOHIOWHU, KypSIMHUKU U m. 0.).

ITayuenmst ¢ MB He 007XCHBL UCNOIb308aMb 8 NUWY NOJZHUBLLLE WU 3aNJecHe8eble 080U, 51200bL, (PYKMbl, MAK KAK 8
npoyecce KOHMAKMA 803MOMCHA UHCNUPAUUS CNOP MUKPOMUYIMO8, 06CeMeHeHUe KOoxU U 00ex0bl nayueHma.

IIpu Hapywenuu npasun sxcnayamayuu Aspergillus spp. mozym nopaxcams cucmemsl 6eHMUAAYUU, NOIMOMY cledyem
€80€8PEMEHHO 00CTYHUBAMD U OCYUECMEMb 3aMeHY UIbMpPo8 KOHOUYUOHEPOS.

OpraHmusanus oKasaHusi MeJUIIVHCKOV ITOMOIIM

IIpu  okasaHuu  MeOUYUHCKOUI  nomMowu  nayueHmam ¢  MYKOBUCYUOO30M  HEo6X00UMO  UChONb308amb
MYJIbMUOUCYUNIUHAPHBIT N00X00, UMOo 06YC/I08J1EHO KAK MANECMbI0 COCMOSHUSL, MAK U NOPaXeHUeM Pa3nuiHbIX 0peaHos
u cucmem (Ilpunoxcerue I'7).

Bedenue nayuermos ¢ MB npednoumumensHo npogooums 8 Cneyuanu3uposaHHsix yeHmpax (kabuHemax uau omaoeneHusx
MyKosucyudosa). Cnedyem ucnons08ams CmayuoHapo3ameuiaoujue mexHoa02ulL.

Junamuueckoe HabnodeHue 8 ambynamopHO-NOJUKIUHULECKUX YCI08USX NPU OKA3AHUU NEPBUUHOTI MeOUKO-CaHUMapHoli
nomowju ocyuwecmsiasem epau-neduamp yYuacmikoeslli (8pau-neduamp, uau 8pau-nyJabMOHONO0Z, UIU 8pau obujeti
Npakmuku, Komopsle NPOWLIU COOmeemcmeylwuil memamuueckull Kypc 6 pamKax npozpamm HenpepvleHozo
MeJUYUHCK020 00pa308aHusl, a maxxe umeiom onvim 6edeHus nayueHmos ¢ OAHHOU HO30/102uell; KOHCYlbmayuu
cneyuanucmos — N0 NOKA3AHUsIM) C 4acmomoti, onpedensieMoli msiecmsio COCMOSHUSL NAYUeHMa U UMenWUMUCS



ocoxcHeHusaMu 6onesHu (1 pas e 1-3 mecaya unu no nokasaHusm). Bnepesie duazHocmuposarHsle demu Uau NAYUeHmMsl ¢
msxcesbiMu popmamu 3a601e8anus QONHCHbI HAOMIOOAMBCA YaAle (eXEMECAUHO), NayUeHMbl ¢ Je2KUM UIU AMUNU4HbIM
meueHuem MB mozym Habnrodamscs pexce (kaxovle 3-6 mec.).

Habnwdenue 3a nayueHmMom u KOHMPOAb COCMOSHUS Heo6X00UMO OCYWleCmesisime pezyiipHO Kak 6 YCI08USX
KpPY2J10CymoyuH020, max u OHe8H020 CMAYUOHApA (20cnuUanu3ayus no NOKA3aHUsM 8 NYAbMOHOJI02uteckoe, UHPEeKYUOHHOe
uiu uHoe omdeneHue, 6 wmame KOMOPO20 €CMb CREYUANUCMBbl, UMeloujue Onsim 8edeHust NayueHmos ¢ OaHHOU
Ho3onozuell). IlayueHma zocnumanusupyiom 6 naiamy ¢ yuyemom noodmeepmoOeHH020 paHee MUKPOOUONOZUYECKO20
netizaxa (ocobexHo 0na P. aeruginosa, B. cepacia complex, MRSA, Stenotrophomonas maltophilia, Achromobacter spp.,
Hemy6GepKyJie3HbIX MUKOOAKmMepuii, XpoHuueckuli acnepzusijie3da), Npu 803MOMCHOCMU - UHOusudyanvHolii GOKC. B
3asucumocmu 0m cocCmosiHuUs NAyueHma CpoK 20CNUManu3ayuu Moxcem cocmasums om 4 do 21 ous.

Mayuenmst ¢ MB, Hyxaiouuecs 8 CMAUUOHAPHOM JieYeHUU 6 PAMKAX NepeudHoll CneyuanusuposaHHoli meouxo-
CaHUMapHotl NOMowuU, HanpasaAAMcs N0 MeOUYUHCKUM NOKA3AHUSM 8 NYJbMOHON02UUECKOe, UHPEeKYUOHHOe UU UHoe
omadeneHue (N0 NOKA3AHUAM, YCNO0BUSL — YKA3AHbl 8blule) MEeOUYUHCKOL Op2aHu3ayuu epayom cKopolli MeOUuyuHCKol
nomowju, 8pauoM-neouampom Yuacmko8biM, BPAUOM-NYJbMOHON020M UAU UHbIM CREYUANUCmom amobyaamopHo-
NOJIUKIUHUYECKO20 36€Hd.

IlayueHmos ¢ MyK0O8UCYUOO30M, HYHOAUWUXCS 8 OKA3AHULU CNeYUANU3UPOBAHHOU MEOUYUHCKOL NOMOUiU, 8 MOM HUCe
8bICOKOMEXHOJI02UYHOLL, 8 CINAYUOHAPHBIX YCI08USX, NO MEOUUUHCKUM NOKA3AHUAM HANPABJSIOM 8 CO0meencmayioujee
omaesieHue MeQUYUHCKOL 0p2aHU3ayuu epay-nyJasMoHON02 WU 8pau-neduamp.

Mapwpymu3sayus nayueHma 0emckozo 603pacma 80 83pociyio cems — 80 83pocivlli yenmp MB, ocyujecmensemcs K 18
2o0am.

ITayuenmst ¢ MyKosuCYud030M NOJYyUArM:

- 8 paMKax nepeuyuHoli MeduKo-caHumapHol NOMOWU — NAAHOBYI U HEOMJIONCHYIO aMOYAAMOPHO-NOIUKIUHUYECKYIO U
NepeuuHyl0 CNeyuaIu3UpOBaHHYI0 NOMOUWb (COOMBemMcmayuez0 npopuas, nNo NOKA3AHUAM U 8 3asUCUMOCMU Om
msaxcecmu COCMOSIHUSL, d MAKXce CKOPYH MeOUUUHCKYIO NOMOLb);

- 8 pamMKax cneyuanu3uposaHHoli MeOUYUHCKOL NOMOuU — CNeyuaIu3uUpo8amHHy, 8 Mom Hucie 8blICOKOMEXHON02UUHYHO
MEOUYUHCKYH NOMOULb, 8 COOMBEMCMBYIWUX YCI08UAX OHEBHO20 WU KPY2710CYMOUH020 CIMAYUOHADPA.

IIpu Hanpasnenuu 8 omdeneHue (YeHmp Wil KabuHem) MyKosucyudosd, 8pauom-neduampom yuacmrkossim Wil 8paiom
dpyzoli cneyuanbHOCMuU hpedocmasnsiemcs 6biNUCKA U3 amOy1amopHoli Kapmesl (ucmopuu 060/7€3HU) C YKA3AHUEM
npedsapumenvHozo (WU 3AKJOUUMENBHO20) OUAZHO3d, CONYMCMBYWWUX 3A00Ne8aHull, a MAaKxe UMEeUUXCs
pe3ynbmamos 1a6opamopHsIX U PyHKYUOHANbHBIX UCCIE008aAHULI.

ITIpaBuna npoduiIakTUKU NepekpecTHOi MHPEeKIMY IIPY MYKOBUCLIIO3€e
IIpaBuiIa oKa3aHMSI MEOUIMHCKOM IOMOIIY B aMOY/IaTOPHBIX YCIOBUSX [2,252]

1. TlaumMeHTBI C MYKOBUCIMAO30M MO/KHBI OBbITh DPa3feleHbl Ha TOTOKM B 3aBUCUMOCTM OT MUKPOGIIOPHI
IbIXaTeJIbHOTO TPaKTa MO OHAM Mpuema. [TanyeHT ¢ MUKPOGMOMOTMYECKUMM BBICEBOM U3 MOKPOTHI OGakTepuit
Burkholderia cepacia complex, MeTUIM/UIMH-pe3UCTeHTHBIX Staphylococcus aureus, Achromobacter spp.,
HeTy6epKy/le3HbIX MUKOGAKTepuii MOMKeH IIPUHMMATbCS Ha amOylaTOpHOM IIpyMeMe B OTOeIbHOM OOKce C
OTIIeJIbHBIM BXOZOM, He 3aX0fs B LIEHTP MYKOBUCIMa03a (M B MO).

2. TIalIMeHThI C MyKOBUCIMIO30M He JO/DKHBI KOHTaKTMPOBATh B 30HAX OKMIAHMS, KaK, HalIpuMep, B perucTpaType,
rmajaTaxX, OTAENeHMSIX alTeKM U peHTreHojoruu. IlalueHTbl C MYKOBUCHUIO30M [TO/DKHBI 06ecreunBaThCs
OOHOPA30BbIMM JIMIEBBIMM MacKamy, Gaxuiaamu. IlalMeHTbl C MYKOBMCLMZO30M IIpM HAXOKIEHUM B OJHOM
[MOMEIEeHNM NO/DKHBI [epKaThCsl Ha PAcCTOSIHMM HE MeHee 2 M Apyr OT JApyra M COOMIO#aTh BCE Mepbl
MpOoOUIAKTUKIA.

3. ITowte mpreMa KaskAoro IMaieHTa ¢ MyKOBUCILIMI030M ITPOBOAUTCS 06paboTKa IOBEPXHOCTe Mebesnn, pubopos,
(hoHeHIOoCKOIIA U IBEPHBIX PYYEK.

4. Bpauy, mpyMHMUMAIONIYeE MalyeHTOB ¢ MyKOBUCIMIO30M, JOJKHBI ObITh 0OecrieuyeHbl OJHOPa30BbIMM MAaCKaMMU,
riepyaTKaMu, JOJIKEH ObITh 06ecIieueH JOCTYII K CpeicTBaM Ae3uHGbERIY PYK U MpubopoB. ITpu npueme ManyeHTOB
¢ Burkholderia cepacia complex, Achromobacter spp., HeTyOepKyJIe3HbIMM MUKOOAKTEPUSIMM WM YCTOWUMBBIMU K
BAaHKOMMUIIMHY SHTEPOKOKKaMM, BpauM MO/DKHBI ObITh OOecreueHbl MOIMOTHUTENIbHO OJHOPAa30BBIMM XajaTaMu U
HIAaTIOYKaMIA.

HpaBMJIa OKa3aHus MeI[ML[I/IHCKOf;I IIOMOIIM B CTAIVMMOHAPHBIX YUIOBUAX

1. Tlepen rocruTanu3alMeii MalMEeHTbl C MYKOBUCIMI030M CAAIOT MUKPOOMOIOTMUECKHUIT aHAIN3 (He TI03[HEee YeM
3a 1 mecqn). IManyeHTsl pasMeNialoTCs B OJHOMECTHbIE MajaThl (GOKChI) COTIACHO MMKPOGMIOpe AbIXaTeTbHOTO
TpakTa.



2. Tocuranusanys nanyeHToB ¢ Burkholderia cepacia complex ocyliecTBIsIeTCs B ieueOHbIe YUPEXKIEHNS, UMeIole
crienaau3upoBaHHbIe GOKCHI )i JaHHOI uHbekuun. [lanneHTsl, MHGUIMpoBaHHbIe Burkholderia cepacia complex,
Achromobacter spp., HeTy6epKy/Ie3HbBIMM MMUKOOAKTEPUSIMU WM YCTONUMBBIMM K BAaHKOMMUIIMHY SHTEPOKOKKAMM,
IOJDKHBI pasMeNiaTbCsl B OTHAENbHON IajiaTe/60Kce C AyIIEM M TyaJIeTOM, SKEJIaTeJIbHO C OTHENIbHBIM BXOHOM.
TocriMTanm3anysl MalyeHTOB C Pe3UCTEHTHOV ¢Iopoit BeleTcsl B NMPMEMHOM OTAeNeHUM sl MHOEKIMOHHBIX
MalyeHTOB; MAIMEeHThI TPOXOIAT B MalaThl (GOKCHI) Uepe3 OTAEeNIbHbIN BXO].

3. ITalMeHThl ¢ MYKOBUCIIMI030M, MH(GUIIMPOBAHHbIE MHOI (DIOpOii, pa3MelaloTcsl B OIHOMECTHOI MmajiaTe ¢ AyIiemM
M TyaJeToM WX C J[APYTMMM TMalMeHTaMy, He CTpajalouiMMy MYKOBUCLMAO30M ¥ C HU3KMM PUCKOM
UHOUIIMPOBAHMUS.

4. Bce manyeHThl C MyKOBUCITMI030M TOC/IE TPAHCIUIAHTAIMY TOJIKHBI HAXOAUTHCS B OMHOMECTHOJ Tasiare.

5. Jlig TalMeHTOB ¢ MyKOBMCLIMAO030M ¢ Burkholderia cepacia complex u Achromobacter spp., HeTyOepKy/Ie3HbIMU
MUKOGAKTEPUSAMY WIM YCTOMUMBBIMM K BAHKOMUIIMHY IHTEPOKOKKAMMY, IOJDKHO ObITh OTAENbHOE MEAUIIMHCKOe
o6opynoBaHue AJi KaKIOTo ManyeHTa (MHIUMBUAYaTbHbI cliMpoMeTp, GOHEHAO0CKOT, MyIbCOKCUMETD, ITIOKOMETD,
TOHOMETD U T.J,.).

6. IlocemeHue AMATHOCTMYECKUX IMPOIENYP IMANMEHTOB MYKOBUCLMIO30M [IO/DKHO IUIAHMPOBATBCS COMIACHO
MUKpodope IbIXaTelbHOTO TPaKTa.



6. lonnonmauTeNbHasA MH@GOpMaIMs, BIMIIONIAs Ha TeUeHue U
¥ICXO0Z, 3a00/IeBaHuA

MB — XpoHMUYECKOe HeusJeuuMmoe 3abo/ieBaHKMe, TMOITOMY IMAIMeHTbl HYXOAIOTCS B aKTMBHOM OVUCIIAHCEPHOM
HaOMIOOEHUM U HeIpPepbIBHOM JieueHUM. Y OOHMX TalMeHTOB, HECMOTpPS Ha CBOEBPEMEHHYIO IMArHOCTUKY U
aIeKBaTHYIO Tepamuio, MOopaskeHue OpPOHXOJIETOYHOM CHUCTEMBI OBICTPO IPOTPECCUPYET, Y HOPYIUX - OUHAMMKA
M3MeHeHuit 6osee 6aronpusaTHa. MHOrMe IalMeHThl JOKMBAIOT 10 B3POCJIOTO U Jaske 3pejioro BO3pacTa.



Kpurepuu orieHKM KaueCcTBa MeIUIIMHCKONM IOMOIIM

Ta6muua 27. OpraHusalMOHHO-TEXHUYECKME YCIOBUSI OKa3aHMs MEOUIIMHCKON ITOMOIIM [eTIM C KUCTO3HBIM
b1nbpo3oM (MYKOBUCIIUAO30M).

Bua MeanUMHCKON noMoLum CneuvanuavpoBaHHas, B TOM 4YUCNE, BbICOKOTEXHONIOIMYHAS, MeAULMHCKas
noMmoLb;
MepBUUYHas MeAMKO-caHUTapHas NOMOLLb

YCnoBus okasaHusi MeAVULIMHCKOM MoMoLLmn CTaLuoHapHO, B IHEBHOM CTalMoHape
®opMa okasaHUs MEANLIMHCKOI MOMOLM MnaHoBas, HEOTN0XHas, ckopast
®asa 3aboneBaHus, Apyrue xapakTepuctuku (Npu Hanuuumn) nobas

Ta6muma 28. Kpurepum KauecTBa OKas3aHMs MEAMIIMHCKOM TOMOLIM [eTIM C KUCTO3HBIM (uOGpo3oM
(MYKOBUCLIMIO30M).

N2 Kpurepuii

1. BbINoNIHEHO onpejenieHne akTUBHOCTU MaHKpeaTU4ecKoii aiacTasbl-1 B kane (€Cnv He MPOBOAWIIOCH B MpeALlecTBylolMe 12 Mec) y NepBUYHbIX MaLMeHTOB Mpu
xenesbl (C naHkpeaTnyeckon sanacrtasoi-1 6onee 200 MKr B I kana)

2. BbinonHeHo Mukpobuonornyeckoe nccnefosaHune nocesa daopbl B MOKpoTe (hapuHreanbHOM Maske UAn MHAYLMPOBAHHOW MOKPOTE MK TpaxeanbHOM acnuparte) (
nokasaHui)

3. MpoBeaeHa aHTMbaKTepuanbHas Tepanusi He MeHee, YeM ABYMsl NpenapaTaMu BHYTPUMBEHHO, MPU TSHKENIOM 060CTPEHUM CO CTOPOHbI AbIXaTe/lbHOro TpakTa

4. MpoBeaeHa hepMeHTO3aMeCTUTeNbHAs Tepanus NpenapaToM naHkpeaTuHa B BUAE MUHUMUKPOCHEP C KUCIIOTOYCTONYMBOM 060M104KOI MPU CHUKEHUM YPOBHS MaHK

5. BbiNnonHeHa KOHCynbTauus Bpava-racTpoaHTeposiora (MAM Bpava-aueTonora unv neauaTtpa, npowegwero obyvyeHne Ha TeMaTU4ecKoM uukne no MB,) an

depMeHTO3aMeCcTUTEeNbHON Tepanumn

6. BbinonHeHa KOHCyibTauusa Bpa4vya-oTOpMHONApUHIrosiora npu 060CTpeHl/Il4 XPOHUYECKOro CUMHYCUTa U eC/IU He 6b1n10 KOHCyNnbTauuun B I'Ipe,CLLLIeCTByPOLI.lMI\/II roa

7. BbinonHeHo onpeaenexHve d)yHKLlVIVI BHELLHEro AblXaHusa nauneHTy ctaplwe 5 net
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TeHeTUYeCKMit HayuHbIil IeHTP UM. akagemyka H.IT BoukoBa» MuHo6pHayku Poccun

INamkoB WM. B. - k.M.H.,, 3aB 3 xupypruueckum otpenenvem @OIBY «HaumoHanbHBIE MeOMIVHCKUIA
MCC/IeN0BATeTbCKUI YeHMp MpaHcnaaHmon02uu i ICKYCCTBEHHBIX OPraHOB MMeHM akajgemuka B.J.IllymakoBa»

IIupynpaukoBa O. M. - p.M.H., mpodeccop Kadeapsl TpaHCIUIAHTOIOTMM M MCKYCCTBEHHBIX OpraHoB IlepBoro
MOCKOBCKOTO rocyJapCTBeHHOTO MeIUIIMHCKOTO YHUBepcuTeTa umeHnu M.M.CeueHoBa

INonsikos . II. — K.M.H., 3aBeIy0OLINI JETCKUM OTOPUHOJAPMHTOJIOTMYECKUM OTAEeHUEM

BeIyLINii HaYyYHBbII COTPYLHUK OI'BY HanmoHanpHbBIN MeIVNIVHCKUNA VICC/IeOBATeIbCKUIA LIeHTp
otopuHomnapuuronorun ®MBA, Poccun, moueHT kadenpsl oTopuHonapuHronsoruu OO0 ®TBOY BO PHUMY um.
H.N.IIuporosa

CBuctymkud B.M. - npodeccop, A.M.H., nupekrop KavmHMKM KnvHukmu BonesHeit yxa, ropia u Hoca ®TAOY BO
ITepbiit MI'MY wum. U.M. CeyeHoBa MwuHn3gpaBa Poccunm (CeueHOBCKMII YHUBEPCUTET), I7IaBHbIM BHEIITATHBIN
oTopuHonapuHroior LlenTpanpHoro ®@enepanbHOro okpyra Poccuy, Bpau BbICIIEN KaTeropumn

CunbKOB J.B. — K.M.H., o11eHT Kadenpsl BonesHeii yxa, ropsa 1 Hoca, Bpad Beiciieil kareropuu. Kadenpa bonesHeit
yxa, ropana u Hoca ®IAOY BO IlepBeii MI'MY wum. WU.M. CeuenoBa MwunsapaBa Poccum (CeueHOBCKUIA
YHUBepCUTET)

Yepusix B.B. — 1.M.H., I.H.C., 3aBeOyloNIuii JabopaTopun reHeTURM HapyuieHuit pempopykiuu ®TBHY «Memuko-
reHeTMYeCKUI HayYHbIN IIeHTp M. akagemuka H.IT BoukoBa»

Penmmna C.A. - Bpau-reHeTuk, KOHCynbTaTuBHOe otheneHne OIBHY «Menuko-reHeTM4YeCKUii HAayYHbIN LEHTP UM.
akageMmuka H.IT BoukoBa»

BnaroBugoB [I.A. — K.M.H., Bpau MeguaTp, aUIeprojior/MMMYHOJIOT, MJIQIINI HAY4YHbIN COTPYOHMK J1IabopaToOpuu
BaKIMHOMPOMOMIAKTUKY UM MMMYHOTEepanuyu ajiepruyeckux saboneBanuit ®TBHY HUUW BakiMH U CHIBOPOTOK UM.
N.M.MeyHMKOBA; acCUCTeHT Kadeapsl meauatpum uM. akagemmuka M.S. CrymeHukmuHa, Poccuitckmii HalMOHATbHbINM
UCCIenoBaTeNIbCKUIT MegUIMHCKMI yHuBepeuTeT uMmenu H.U. [Tuporosa

KoctunoB M.II. - pn.m.H., npodeccop, 3aciayKeHHbII [Hdedtenb Hayku PO, 3aBemywommii Jabopatopueit
BaKIMHOMPOOUIAKTUKY M MMMYyHOTepanmmu ajuiepruueckux 3abomeBanmit HUU BakuMH M ChIBOPOTOK uM. V.U
MeuHukoBa.

Asmopbsl  nodmeepxcdarom omcymcmeue (PUHAHCOBOU N0OJepHKU/KOH(PAUKMA uHmepecos, KOmopwlli Heo6x00uMo
o6Hapodosame.



IIpunokeHue A2. MeTomosorusi pa3spad0OTKU KIMHUYECKUX
peKoOMeHaanumn

LeneBas aAyauTOpus JAHHBIX KIMHUYECKUX pexomel-mauuﬁ:

e Bpaum-mysnbMOHOIOTU

e Bpaum-nenmatpsl

¢ Bpauu o61eit BpaueGHOIT IPAKTUKK (CEMETHbIe Bpaun)
e Bpauu-reHeTuKu

e Bpaum aymieprosoru-uMMyHOJIOTH

e Bpaun-racTpodHTEpOIOTH

e Bpaum-3HIOKPMHOIOTHU

e Bpauu-auerosnoru

e Bpaun-0TOPUHOIAPUHTONIOTU

e Bpaum - cypmonoru - OTOpMHOIAPUHIONIOT Y

o Bpaum 1o yieye6HOI GU3KYIbTYpe (VJIM Bpauy 10 MEeIUIIMHCKOI peabuanTanum, Ui Bpau—QGusnoTepaneBThl, UK
CTEIMATVCTBI C BHICIIMM (HEMEeIUIMHCKMM) 00pa3oBaHMeM (MHCTPYKTOPbI—METOOMCTHI IO JIe4ue6HOM hU3KYIbTYpE,
WU CHEIMAINCTbI CO CPeTHUM MPOodecCMOHANbHBIM (MEAUIIMHCKMM) 06pa3oBaHueM (MHCTPYKTOPHI MO JeueGHOI
(u3KyIBTYpE, MEAUIIMHCKIME CECTPBI [0 MACCAXY, MEIUIIMHCKIE CECTPBI IO pusmoTepanumn)).

¢ Bpaun QyHKIMOHATBHOM OMAarHOCTUKMU

e Bpaumu —akyluiepbl-TMHEKOIOTU

e Bpaumu - yponoru

e Bpauu yponorm-aHapONOru AeTCKue

e Bpaumu — kapauonoru

e Bpaum KapaAmnoyioru geTckue

e CTymeHTb MeIUIIMHCKUX BY30B
e QOyuamwIiuecs B OpAMHATYPE Y UHTEPHATYpE

MeTogpl, UCIIOIb30BaHHbIE /I CO0Pa/celeKIuM J0Ka3aTe/lbCTB:
MTOMCK B 3JIEKTPOHHBIX 6a3aX JaHHbIX.
OmmcaHue MeTOA0B, UCIIOIb30BAHHBIX /I COOpa/ceIeKuuM JO0Ka3aTeIbCTB:

IOKa3aTeNbHON 6a30il [y peKOMeHAalLuil SIBISIOTCs My6nmuKaumy, Boulenue B KOKpaHOBCKyI0 6MOMMOTEKY, 6a3bl
nmanubix EMBASE 1 MEDLINE. ['lmy6uHa moucka cocTasJsiia 5 Jer.

MeToOabl, UCIIOJIb30BaHHBIE JJISI OLIEHKM KaueCcTBa U CUJIbI JOKa3aTe/lIbCTB:

i KOHCEHCYC JKCIIEePTOB;
i OHeHKa 3HAUYMMOCTHU B COOTBETCTBUUA C pef/[T]/IHI‘OBOﬁ CXeMOIii.

Ta6bmuia 1. Illkaja OLEHKM YPOBHEH IOOCTOBEPHOCTU pdokasaTenbcTB (V) 1A METOHOB OMArHOCTUKU
(OVarHoCTUYeCKMX BMellaTe/bCTB)

yaa Pacwudposka

1. Cucrematnyeckme 0630pr nccneaoBanuii ¢ KOHTpONeM Ded)epeHCHblM METOZIOM U/ CUCTeMaTUYEeCKMit 0630p PaHAOMU3UPOBAHHbIX KIUHUYECKUX nccneaoBaHnin ©
NpUMEHeHNEeM MeTa-aHanmnsa

2. OTaenbHble UccneaoBaHus ¢ KOHTpONeM ped)epeHCHblM METOAOM WU OTAENbHbIE PAHAOMU3NPOBAHHbIE KIIMHUYECKNE UCCNefoBaHNa U CUCTeMaTu4eckue 0630pbl
nccneaoBaHnin noboro ,ClM3aFIHa, 3a UCKKOYEHNEM PaHAOMU3IUPOBAHHbBIX KIMHUYECKUX MCCﬂeAOBaHMVI, C NpUMeHeHneM MeTa-aHanmsa

3. WccnepoBaHus 6e3 nocneaoBaTenbHOro KOHTpONA ped)epeHCHblM MEeToAO0OM WU uccnenoBaHusa C ped)epeHCHbIM MEeTOoAOM, He ABNAKWWMMCA HE3aBUCUMbIM OT
nccnegyemoro Metoga wav HEpaHAOMU3UPOBAHHbIE CPAaBHUTE/IbHbIE UCCNIEA0BAHNSA, B TOM YNCNE KOrOPTHbIE NCCNneaoBaHna

4, HecpaBHUTeNbHbIE UCCNENOBAHNSA, ONUCAHME KIIMHUYECKOro cnyyas

5. NmeeTcs nuwb 060CHOBaHWE MeXaHU3Ma AeNCTBUS MU MHEHue SKCnepToB

Ta6muua 2. IlIkana OleHKM YPOBHEN ITOCTOBEPHOCTU HokasaTenbcTB (V) mast METOLOB NPOGMIAKTUKA, JIEUeHUS U
peabunuTauuy (MpodUIaAKTUIECKIUX, TeueOHbIX, PeabMINTAIIIOHHBIX BMELIaTelbCTB)

yaa Pacwudposka

1. Cuctematuyeckui 0630[) PaHAOMU3UPOBAHHbIX KNTUHUYECKUX nccneaoBaHuin ¢ NnpUMEeHeHneM MeTa-aHanunsa

2. OTaenbHble PaHAOMU3UPOBAHHbIE  KIMHUYECKWE UCCnefoBaHMa W CUCTeMaTUyeckue 0630pb| vnccneaosannii - noboro ,ClVI3aVIHa, 3a WUCKIKYeHMeEM
PaHAOMU3NPOBAHHbIX KIMHUYECKUX UCCcnefoBaHnn, C NpMMeHeHneM MeTa-aHanansa

3. HepaH,ClOMM3VIpOBaHHbIe CpaBHUTE/IbHbIE UCCNEAOBAHMSA, B TOM YMCNE KOrOpTHbIE NCCneaoBaHusa

4. HeCpaBHMTEJ’IbeIe nccnegoBaHua, onucaHMe KAMHUYECKOoro ciyyasa unum cepuu ciyyaes, uccnegoBsaHune "Cﬂy‘iaﬁ-KOHTpOl’lb"




5. NMeeTcst nnwb 060CHOBaHWe MexaHW3Ma AeWCTBUSA BMeLIaTebCTBa (,ClOKJ'IVIHl/I‘-IeCKl/Ie VICCJ'Ie,ClOBaHMﬂ) W MHEHWE 3KCNepToB

Tabmuia 3. Illkajma OLIEHKM YpOBHeH y6eauTenbHOCTM pekomeHpgauuii (YYP) nias MeTomoB IPOQMIAKTUKMA,
IUArHOCTUKMU, JIeYeHUST U peabuauTanuu (MpodmIakTUUYeCKUX, MUAarHOCTUYECKUX, JeUeOHBIX, pPeabuInMTalMOHHbIX
BMeLIaTe/lbCTB)

YYP PacwudpoBka

A CunbHas pekoMeHAauust (Bce paccMaTpuBaeMble KpuTepun 3SPAEKTUBHOCTM (MCXOAb) SBASIOTCS BaXHLIMU, BCE WCCNEA0BaHUS WMEKT BbLICOKOE Wn
YAOBNETBOPUTENBbHOE METOAO0IOrMYECKOEe KavyeCTBO, UX BbIBOAbI NO UHTEPECYLWUM NCX0AaM ABNAKOTCA COI'}'IaCOBaHHbIMl/I)

B YcnosHas pekoMeHAauus (He BCe paccMaTpuBaemble KpUTepun 3PEheKTUBHOCTM (MCXOAbl) ABASAIOTCA BaXHbIMKW, HE BCE WCCNEAOBAaHMSA WMEIOT BbICOKOE WAn
YAOBNETBOPUTE/IbHOE METOA0/I0MNMYECKOE KayeCTBO VI/I/II'IVI WX BbIBOAbI MO MHTEPECYIOWNUM NCXOAaM HE ABNIAKOTCA COI'I'IEICOBBHHbIMVI)

C Cnabas pekoMeHaauus (OTCYTCTBME AOKA3aTeNbCTB HAANEXKALLEro KayecTsa (BCce paccMaTpuBaeMble KpUTEpUK 3HEKTUBHOCTU (UCXOAbI) SABMSIOTCS HEBAXHbLIMMU,
BCE UCCNEeA0BaHNS UMEIOT HU3KOE METOA0MOMMYECKOE KaueCTBO W UX BbIBOAbI MO MHTEPECYIOWMM UCXOAAM HE SIBIISIOTCS COrIacoBaHHbIMM)

MeTo/bl, MCIIO/Ib30BaHHbIE JI aHAIM3a J0Ka3aTe/JIbCTB:

e (00630pbI ONTYOIMKOBAaHHbBIX METa-aHAIN30B;
o CucremaTuueckyue 0630psbI ¢ TAGMUIIAMU JOKA3aTENbCTB.

OnucaHue METOO0B, UCIIO/Ib30BAHHBIX AJIS aHA/IN3a JOKa3aTe/IbCTB:

Ipu oT60pe my6IMKaIMii KaK MOTEHIMATbHbIX MCTOUHMKOB TOKAa3aTelIbCTB MCIIOIb30BaHHAS B K&XKIOM MCCIeIOBAHUA
METOMOJIOTUSI U3ydaeTcsl ISl TOro, YTOObI yOeAUThCS B €e BaJMIOHOCTU. Pe3ynbTaT M3y4deHUs! BIMSIET HA YPOBEHb
[IOKa3aTeNbCTB, IPUCBAMBAEMbIil MyOIMKAIMM, YTO, B CBOK Ouepeldb, BIMSET Ha CUJIY BBITEKAWOIIUX U3 Hee
pEeKOMeHIaluIiA.

Ha mporecce oLleHKM, HECOMHEHHO, MOXET CKa3bIBaTbCsl U CYOBEKTMBHBbIN dakrtop. s MUHUMU3AIUU
MOTEHI[MANbHBIX OMMOOK KakJoe MCCIeNoBaHNMe OLeHMBAJIOCh HEe3aBMCHMMO, T.e. TI0 MeHblIeil Mepe IByMs
He3aBMUCUMMBIMM UieHamyu paboueii rpymmbl. Kakue-nu60 pasauumst B OIEHKaX OOCYKIAIMCh YK€ BCei TPYMIoi B
MOJIHOM cocTaBe. [Ipy HeBO3MOKHOCTY JOCTVDKEHMSI KOHCEHCYCa ITPYBIIEKasICs He3aBUCUMBIN 3KCIepT.

Ta6auibl IOKA3aTeIbCTB:

TabauIbl 4OKA3aTEIbCTB 3ANOTHSUIMCh YieHaMM paboueit rpybl.

MeToapl, MCIOIb30BaHHbBIE /I POPMYIMPOBAHUS PEKOMEHIALIIA:

KoHceHcyc aKCIIepToB.

DKOHOMMYECKUIT aHAIN3:

AHanMM3 CTOMMOCTY He IMPOBOAWIICS U MTy6IMKauyum o apMaKOIKOHOMMKE He aHaIU3UPOBAJIUCH.
MeTopn, Bauau3auuy peKOMeHaammii:

¢ BHeIIHSS IKCIIePTHAS OLIeHKa;
¢ BHyTpeHHSIS 9KCIIepTHas OLleHKa.

OmmcaHue MeToAa BaJAuAN3aLM PeKOMEeHIaIuii:

Hacrosiiye pekoMeHIAMK B ITPeIBAPUTETbHOI BepCUY ObITM pPelleH3UPOBAaHbI HE3aBYCUMBIMU IKCIIEPTAMMU, KOTOPBIX
MOTPOCWIM TTPOKOMMEHTHMPOBATh MPEXIe BCErO TO, HACKOJIbKO MHTEPIIpeTaIMsl A0KAa3aTeabCTB, JEXKAIUX B OCHOBE
peKoMeHallMit, JOCTYITHA JJIs TOHMMaHMS.

HOJ’[Y‘{EHBI KOMMEHTapum CO CTOPOHBI Bpaqeﬁ IIEpBMYHOIO 3B€Ha B OTHOLIEHUM HOOXOOUMBOCTU WM3JIOKEHMSI
pEKOMEH,E[aL[I/Iﬁ U X OUEHKM Ba>XHOCTU DEKOMEH,ELB.HI/Iﬁ Kak pa60qer0 MHCTPYMEHTa HOBCe,ELHeBHOV[ IIPAKTUKNA.

IpeaBapuTenbHast Bepcust GbUla Takke HaIpaBjieHa PEIEH3EHTY, He MMEIOIeMy MeIUIIMHCKOTO 0Opa3oBaHus, s
TTOSTYYeHMST KOMMEHTapUeB C TOUKM 3PEHMS TTIePCIIeKTHUB MalleHTOB.

KomMeHTapuu, MOSy4eHHbIe OT 3JKCIIEPTOB, TIIATEIbHO CUCTEMATU3UPOBAIUCH U OOCYKOAMUCh IpeacefaTesieM U
yieHaMu paboueit rpymmbl. KaxXaplii MyHKT 06CYKAAICsI, ¥ BHOCMMBbIE B pe3y/IbTaTe 3TOTO MU3MEHEHMSI B peKOMEeHJallun
peructpupoBaiuchb. EinM ke M3MeHeHUS He BHOCWINCh, TO PEruMcTpUpOBAINUCh NPUUMHBI OTKa3a OT BHECEeHUS
U3MEeHEeHMUIA.

KOHCYIIbTaI_H/IH U 3KCIIEPTHAaSA OLl€HKA:

HpOEKT peKOMeH,E[aLU/[V[ ObLIT peneH3nMpoBaH HE3aBMCUMMbBIMM 3KCIIEPTAMM, KOTOPBIX ITOIMPOCUMIN ITPOKOMMEHTUPOBATD,
npexae BCero, 10XoaA4mnMBOCTb M TOUYHOCTb MHTEPIIpETallUN ,Z[OKaSaTEHbHOﬁ 68.3])1, nemameﬁ B OCHOBE DEKOMEHﬂauMﬁ.

Pa6ouas rpynma:



II7si OKOHYATENbHOV PelaKkiMy M KOHTPOJIS KauecTBA PEKOMEHIAIMM ObUIY MOBTOPHO MPOAHATM3UPOBAHBI WIEHAMU
paboueii IPyIbl, KOTOpble MPUIUIM K 3aKTIOYEHMIO, UTO BCE 3aMeUYaHUSI ¥ KOMMEHTapuM SKCIEPTOB IPUHSITHI BO
BHMMaHMe, PUCK CUCTeMaTUYECKMX OIIMOOK Py pa3paboTKe peKOMeHAalMit CBeleH K MUHUMYMY.

ITopsIoK 0GHOBIEHMS KIMHUYECKMX PEeKOMEeH Il ii.

MexaHM3M OOHOBJIEHUSI KIVMHUYECKMUX PEKOMEHAIMil IperycMaTpuUBaeT UX CUCTEMAaTMUYECKyI0 aKTyaau3aluio — He
pexe yeM OIVH pa3 B TpU rofa, a Takke NPY MOSIBIEHMY HOBBIX JAHHBIX C IMO3MLMM OKa3aTeJbHON MeOVLIVIHBI 110
BOIIpOCAM  JIMarHOCTUKM, JieueHMsl, NpOoOUIAKTMKM U peabWIMTalMM KOHKPETHBIX 3aboieBaHMil, HaaIUIUU
060CHOBAHHBIX IONIOTHEHMIT/3aMeuaHnii K paHee yTBepxkaeéHHbIM KP, HO He yaiie 1 pa3a B 6 MecsiLeB.



IIpunoxkenue A3. CBsi3aHHBIE JOKYMEHTHI

IMopsiaku okaszaHMsI MEAUIIMHCKO TTOMOIIN:

1. [Tpuka3 MuMHMUCTEPCTBA 3ApPaBOOXPAHEHMS U COILMATbHOrO pas3ButTus PO ot 16 ampens 2012 r. N 366H "O6
yTBepxkaeHun [lopsaka okasaHus neayaTpuyeckoil momomm”

2. ITpukas MunHMCTepcTBa 3apaBooxpaHeHuss PO "O6 yreepxkneHun [lopsaka oKasaHUsT MeAUIIMHCKON MOMOIIN
GOTBbHBIM C BPOKIEHHBIMU U (MJTU) HACTeNCTBEHHbIMY 3a60meBanussMu” ot 15 Host6pst 2012 . N2 917H.

CTaH,I[apTI:I OKa3aHusi Me,IlI'II.lMHCKOﬁ InmomMoummn:

1. CraHpapT crenyuaau3poBaHHON MeIUIIMHCKOM TOMOIIM Ipu KucTo3HoM ¢ubpose (Ipukas Muusapasa Poccun ot
28.12.2012 N2 1605H).

2. CTaHmapT NepBUYHON MeIMKO-CAaHUTAPHOV IMOMOIIM MpuU KUCTO3HOM ¢ubpose ([Ipukasz Mwun3apaBa Poccum ot
20.12.2012 N2 1206H)

HNudopmanus o nekapcTBeHHbIX cpencTBax: https://grls.rosminzdrav.ru/
OCHOBHBIE HOPMATHBHO-IIPAaBOBBIE aKThI, PETryIUPYIONIVie OKa3aHue
Na/UVIMATUBHOM MeIUIIMHCKOM ITOMOIIM

1. ®enepanbHblii 3ak0H "O BHeceHUM M3MeHeHMIT B PefepaibHblit 3aK0H "O6 OCHOBax OXPaHbl 3J0POBbSI TPAKAAH B
Poccuiickoit @epepaiumn” 1Mo BOIpocaM OKasaHus NaIMaTUBHOM MeOIUUMHCKO noMolnyn” oT 06.03.2019 N2 18-d3.

2. TIpuka3 MunsapaBa Poccuu N2 3451, MunTpyna Poccun ot 31.05.2019 N2 372H «O6 yTBepKOEHMM TOOKEHNS 00
OpraHu3aluy OKa3aHUs NaIMaTUBHOM MeIUIMHCKOV MTOMOIIM, BKIIOYasl MOPSITOK B3aMMOIeiCTBUSI MeAULIMHCKUX
opraHM3aluii, OpraHM3annii COIUaTbHOTO OOCTYKUBAHUS U OOLIECTBEHHBIX 06beHEHW, HBIX HEKOMMEPUYECKMUX
OpraHu3aluit, OCyIeCTBISIOIMX CBOIO IeATeTbHOCTD B chepe OXpaHbl 3T0POBBSI».

3. Ilpuka3 MunsapaBa Poccum N2 348 or 31 mast 2019 roga «O6 yTBEPKOEHUM TEPEUHSI MEOUUMHCKUX U3IeNunii,
NpefHa3sHAYeHHBbIX [JIs1 NOANEepKaHMsl OpPraHOB M CUCTeM OpraHu3Ma 4esioBeKa, IpefoCTaB/SIeMbIX IJIsl
JCTIO/Ib30BaHMSI HA JOMY».

4. Tpukas Munsapasa Poccun N2 505H ot 10 mronst 2019 roma «O6 yTBepkmeHuu [opsiika repegaum OT MeOULITHCKOM
OpraHmM3aluy MauyeHTy (ero 3aKOHHOMY IIPeJCTaBUTEN0) MEIMIMHCKUX W3AeNuii, IpeaHa3HaueHHBbIX IJIs
noagepskaHMs QYHKIMIA OPraHOB M CUCTEM OpraHM3Ma uelioBeKa, IJIST MCIOAb30BaHMUSI HA NOMY IMPU OKa3aHUU
Na/UIMaTUBHOM MeOUIIMHCKOV TOMOILIV».

5. IMpuka3 M3 P® N2 831 ot 3 okta6ps 2019 roma «O6 yTBep>KIeHM BeJOMCTBEHHOI 11e/1eBOit TporpaMmbl «PasBuTme
CUCTeMbl OKa3aHMs NalJIMaTUBHOM MeJUIIMHCKOI TOMOIIIN».

l'[poque HOPMAaTUBHO-IIPABOBbIE€ JOKYMEHTbI, C Y4€TOM KOTOPbBIX pa3pa60TaHb1 KIIMHUYEeCKMe peKOMeHIJanun:

1. ®enmepanbublii 3ak0H OT 30.03.1999 N 52-®3 "O caHMUTAPHO-3MUAEMUOIOTMUECKOM OAaroNoayuYny HaceJaeHus"
(Cobpanne 3akoHOHaTenbcTBa Poccuiickoit ®emepariun, N 14, ct. 1650; 2002, N 1 (u. I), cT. 2; 2003, N 2, cT. 167; N 27
(u. 1), ct. 2700; 2004, N 35, ct. 3607; 2005, N 19, ct. 1752; 2006, N 1, cT. 10; 2007, N 1 (u. I), ct. 21, 29; N 27, cT. 3213;
N 46, cT. 5554; N 49, c1. 6070; 2008, N 24, ct. 2801; N 29 (u. I), ct. 3418); (http://www.bestpravo.ru/federalnoje/bz-
gosudarstvo/c5n.htm)

2. ®epepanbHblii 3aKk0H OT 21 HOsOps 2011 r. N2 323-03 «0O6 ocHOBax OXpaHbl 3[0pPOBbs rpakgaH B Poccuiickoit

Qepepanun» (CobpaHue 3akoHomaTenbcTBa Poccuiickoit ®emepamuy, 2011 1., No° 48, cT. 6724);
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)
3. MexkxayHaponHas Kinaccudukaius Oojie3Heil, TpaBM M COCTOSIHMIA, BIMSIIONIMX Ha 3mopoBbe (MKB - 10);

(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

4.TOCT P 52600 -2006 «IIpoTokosnbl BemeHust 60nbHbIX. O6IMe monoxkeHus» ([Ipukas demepaabHOrO0 areHTCTBA I10
TEXHMYECKOMY perynupoBaHui0 M metposnoruu ot 05.12.2006 N2 288); (http://www.bestpravo.ru/federalnoje/bz-
gosudarstvo/c5n.htm)

5. TIpukasz M3 P® ot 19 sguBaps 1995r. N 8 O pasBuUTMM UM COBEpILIEHCTBOBAHMM HESTEIbHOCTU jabopaTopuit
KJIMHUYECKOT MMUKpPOOMOTIOT UM (6aKTepMOIOTIN) J1Ie4eOHO-TTPOPUIAKTUUECKUX YUPEXKTEHMUIA.
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

6. [Ipukasz M3 PO ot 20 mekabps 2012r. N2 1183u O6 yTBepKOE€HUM HOMEHKIATYPHI JOJDKHOCTEN MEIMUIIMHCKUX
PaboTHUKOB U apMaleBTUIYecKMx paboTHUKOB. (http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

7.TIpukaz M3 P® ot 23 wmwons 2010 r. N2 541H. EmuHblii KBaJM(pUKALMOHHBIA CIIPaBOYHMUK IOO/DKHOCTEN
DPYKOBOIUTENE, CIEUMATUCTOB M CIyKammx, pasgen KsamudukalnyoHHbIe XapaKTePUCTUKM —ITOKHOCTE
paboTHUKOB B cdepe 3apaBooxpaHenust. (http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

8. CanlluH 2.1.3.2630-10 "CaHMTapHO-3MMIEeMMONOTMYECKMe TpeOoBaHUSI K OpraHu3alusiM, OCYIIEeCTBISIOMUM
MeIUIIMHCKYIO mestenbHOCTh" (http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)
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9. MP 4.2.0114-16 MeTops! KOHTpoJIs. Buonoruueckue u Mukpobuonornueckme Gakropsl. JlabopaTopHast MarHOCTUKA
BHEOOJSIbHMYHOM ITHeBMOHMM ITHEeBMOKOKKOBOJ atuonormu. MP M3 PCOCP or 19.12.1991. MeTtonsl
6aKTePUOTIOTUUECKOTO MCCIeNOBaHMsI YCIOBHO-TIATOTEHHBIX MMKPOOPTaHU3MOB B KIMHUYECKOV MMUKPOOUOIOTUM
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

10. ®epepanbHbIil 3aK0H OT 25.12.2018 N2 489 489-D3 «O BHeceHUM U3MeHEHM 1 B cTaThio 40 DemepanbHOro 3akoHa "06
00s13aTeIbHOM MeIUIIMHCKOM CTpaxoBaHuu B Poccuiickoit ®emepauyn” 1 demepaibHblit 3aK0oH "O6 0CHOBAX OXpaHbI
3I0pOBbsI  TpaxmaH B  Poccuiickoit ~ ®emepaiiumu” 1O BOMpPOCAM  KIMHUYECKMX  PEKOMeHmaIuii».
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

11. Mpuka3 MwuusgpaBa Poccum N2 103 or 28.02.2019 1. «O6 yTBepKOeHMM TOpPSIAKA U CPOKOB DPaspaboTKu
KIMHUYECKMX PeKOMEeHIaluii, X mepecMoTpa, TUIIOBO (OpMbl KIMHUYECKMX PEKOMEHIALN U TpeGoBaHMil K UX
CTPYKType, COCTaBY ¥ HAy4YHOV OGOCHOBAHHOCTY BK/IIOUAEMON B KIMHUYECKME pPeKOMeHAalnuu uHbopMaimm».
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

12. Ilpuka3 Mwun3apaBa Poccum ot 13.10.2017 N 804 "O6 yTBepKIeHMM HOMEHK/IATYPbl MEOUIMHCKUX YCIyT'.
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

13. lpuka3 MuHKUCTEPCTBA TPYAA M COIMANIbHOI 3amuTbl PO ot 27 aBrycra 2019 r. n 585H "O knaccubukanusax u
KPUTEPUSX, MCIOAb3YEMbIX IIPU OCYLIECTBJIEHUM MEIOUKO-COLMAIbHOM SKCIIePTU3bl IpakaaH GdenepaabHbIMU
rOCyJapCTBEHHBIMM YUPEXKIEHUSIMU MeOUKO-COIMaTbHO 3KCIepTusbl” (BcTyrnaeT B cwty ¢ 1 saBaps 2020 ropa);
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

14. TIpukas MuHucTepcTBa 3apaBooxpaHeHus PO ot 14 suBaps 2019 r. N2 41
«0O6 yTBepKOmEeHUM TMOpSAKa HasHAueHUs JIeKapCTBEHHBbIX IIpernapaToB, (GOpM pelenTypHbIX OTaHKOB Ha
JIeKapCTBEHHble TMperapaTthl, TMopsaka oQopMIeHUs YKa3aHHbIX ONMaHKOB, WX ydeTa WM  XpaHEHMUs»
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

15. lpuka3 MMHMCTEPCTBO 3ApPaBOOXPaHEHUSI M COLMANBHOTO pa3Butusi Poccuiickoit @epepauymyu «O Topsigke
TIPMMEHEeHUST JIEKAPCTBEHHBIX CPENCTB Y OONbHBIX IO XKM3HEHHBIM TOKa3aHusIM» OT 9 aBrycra 2005 r. N2 494
(http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm)

16. UudopmalimoHHoe mmmucbMo MuH3gpaBa Poccuy 1O BO3MOXKHOCTM 3aKYIKM JIEKApCTBEHHOTO IIperapaTta Iio
TOPTOBOMY HaVMEHOBaHUIO ( (http://www.bestpravo.ru/federalnoje/bz-
gosudarstvo/c5n.htm)https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-
vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu)

17. IlepeyeHb cCHeNMaIM3UPOBAHHBIX IIPOAYKTOB JI€4eOHOrO MMUTaHMUSI [Js1 Jerei-uHBaaMmoB Ha 2020 rop,
Pacriopspkenvie  IpaButenbcTBa Poccuiickoit  @emepaumuu ot 11 pmekabpas 2019 roma No 2984-p
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-
vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu)

Ipumepst duazno3oe: (https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu)

— KucmosHotii ubpo3 nodseny0ouHoii xeenessl (Mykosucyudo3 — E84.0) [eenomun F508del/F508del], nézouno-Kkuuieuras
opma, cpedHemsiicesoe meueHue. XpoHuueckuti 6poHxum. lvixamensHas HedocmamouHocms 0-1 cmeneHu. XpoHuueckas
uHgekyus Ps.aeruginosa. XpoHuueckas namkpeamuyeckas HedocmamouHocms, msenas cmeneHs. Omcmasadue 8
usuueckom pazeumuu. BOH 2cm.

- Kucmosnutili ¢uépos (mykosucyudoz — E84.8) [zenomun: 2143delT/ He usgecmHa], Jle2ouHO-KUUweuHas ¢opma,
msxénoe meuerue. XpoHuueckuti ouggysmutii 6porxum. PacnpocmpaHéHusle YunuHopuueckue 6poHX03IKMAaswsl 000UX JE2KUX.
Ob6ocmpeHue 6GpoHxone204uH020 npoyecca no OpoHxumuueckomy muny. [sixamenvHas HedocmamouHocmos II cmeneHu.
XpoHuueckas uHgekyus Staphylococcus aureus, xpoHuueckast uHgexyus Pseudomonas aeruginosa, Achromobacter ruhlandii
(nepsuuHblli 8vices). XpoHuueckuti NOJUNO3HO-2HOLIHBILE naHCUHycum. XpoHuueckas naHkpeamuueckas HedocmamouHocms,
msaxenas cmeneHs. Jyodenum. bByns6um. HedocmamouHocms npuspamHukad. [lyodeHozacmpanwvHuili —peguiokc.
AHmpansHblii zacmpum. Luppo3 neueru (F4 no wkane METAVIR - no daHHsiM (ubposiacmomempuu neueHu). HapyuieHue
monepaHmHocmu K 2Ko3e.

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-
zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu)


http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
http://www.bestpravo.ru/federalnoje/bz-gosudarstvo/c5n.htm
https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu
https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu
https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu
https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu

IIpunoxxenne b. Aaropurmsl BegeHUs NnanyeHTa

[Mazgprent ¢ MoO03peHHeM Ha MYKOBHCLHMIOD
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IIpunoskenue B. Undopmanus o/ nanmMeHTOB

MYKOBUCIIMI03 — TeHeTHueckoe 3aboseBaHyue, KOTOpOe OOYC/IOBJIEHO MYTallMsIMM B TeHe MYKOBMCILIMIO3HOTIO
TPaHCMEMOPAaHHOTO PEry/isaTopa MPOBOAMMOCTM. B pesynbTaTe reHeTHUYecKoro aedekra ceKpeT GONbUIMHCTBA JKEJIe3
BHEIIIHE} CeKpelyy CryIaeTcs, 3aTPyIHIETCS ero 3BaKyarysl.

Hp]/[ MYKOBUCLIMA03€ HaPYyIIIeH HOpMaﬂbeIﬁ OTTOK C/IM3U U3 ObIXaTeJIbHBIX l'[YTef/JI, YTO IIPUBOOUT K 3aCTOI0 MOKPOTBI 1
BOCITJICHUIO, IIOSTOMY Y IMAaIVEHTOB YaCTO OTMeYaeTCs Kallle/ib C BbIAe/IeHMEeM MOKPOTbBI, HEPEeAKO y TaKOro pe6eHKa
AOKTOpa BbICJIYIIMBAIOT BJIA>KHbIE U/ U CyXJe JIOKaJIbHbI€ UJIN PACIIPOCTPaHEHHbIE€ XPUIIbI B JIETKUX

3aboneBaHne Mykosucyudo3 (KUCTO3HbIN (GMOPO3) XapakTepusyeTcs TeM, 4YTO B TO WAM MHOM CTelmeHu B
MATOJIOTMYECKIMIA TIPOIIECC BOBJIEKAETCSI BECh OPraHM3M, HO B OOJIbIIEN CTEIIeHM - OPraHbl AbIXaHWSI, TOIKEIYIOUHasT
skeie3a, MmevyeHb, SKeTUHbIe MyTH, KeTyI0UHO-KUIIeUHbIif TPaKT, IOTOBbIE Keje3bl. biaarogaps paHHei OMarHOCTUKE U
HOBENMIIMM TeparneBTUUYECKMM pPeKMMaM, MYKOBUCHUIO03 (KMCTO3HBbIM (GMOp03) maBHO IepecTtad 6bITh TOJBKO
reMaTpPUIecKoil Mpoo6aeMoii.

AZlekBaTHOe CBOEBPEeMEHHOe U PEry/isipHOe JieueHue, a TakxKe pea6I/IJ'II/ITaI.U/IH CHOCOGCTBYI’OT VIyUYlI€eHNUIO IIPOrHO3a U
KayeCTBa JKU3HU Y GOJTBIIMHCTBA MALVIEHTOB.

IvarHOCTMKA U JieueHMe TMAalMeHTOB C MYKOBUCIMIO030M IPOBOAUTCS MYIbTUAUCIUIUVIMHAPHON KOMaHJOIM,
BKJTIOUAIONE}i Bpaua—IyJIbMOHOJIOTa (TleauaTpa), Bpaya—/IMeTosiora, Bpayda Io jieye6Hoi GpusKyabType (MM Bpayda I1o
MEeIOUIIMHCKOM peabuauTanum, WM Bpadya—bu3MoTepaneBTa, WMIM CIHEIUAINCTa C BbICHIMM (HEMEeIUIIMHCKMM)
o6pa3oBaHNMeM (MHCTPYKTOpa—METOAMCTA IO JiedeGHOM (U3KyIbType, Bpaya Mo Jieue6HOW (U3KyabType) win
CHeIuaaiucTa Co CpemgHUM IpodecCcMOHaIbHBIM (MEeIMIMHCKMM) 06pasoBaHMeM (MHCTPYKTOpa IO Jieue6HOi
buskynbTYpE, MEOUIIMHCKYIO CEeCTpy IO Maccaxy, MeOMUMHCKYI CecTpy Mo ¢usMoTepanum), Bpada -
OTOPMHONIAPUHIO/IOra, Bpavya-racTpoO3HTeposiora, ICcMxosora.

VICKITIOUNTENBHO BasKHBIM SIBJISIETCS €5KeTHEBHOE MPOBEJeHNE MEPOIIPUSITHIA, CITIOCOOCTBYIOIINX OUMCTKE TbIXaTeIbHbIX
MyTei. DTUM TEXHMKAM M MeTOAMKaM o0ydaeT Bpau-(Gu3uoTepareBT B CIIEIMaIN3MPOBAHHOM IIEHTPe MYKOBUCIM/I03a.



IIpunoxenme I'.

ITpunokenme I'l. llIkana ouenku crereHu puoposa meuenun METAVIR (Meta-Analysis of
Hisological Data In Viral Hepatitis) - MeTa-aHa/Jn3 r’MCTOIOTMYECKUX JAHHBIX IIPU
BUPYCHBIX TermaTUuTax

HcrouHuk: [275 (B Monuduraumum 276, 277,278].
Tum: 1IKaaa OLeHKU

HasHaueHwue: olleHKa cTenenu Gpubposa neuyeHu
O11€eHOYHBIIi MHCTPYMEHT: IlIKaja
CopepykaHMe U K/IIOY:

3HaueHUs] IMACTUYHOCTY TIeYeHM NIpU DPasIMuHbIX craausx ¢ubposa (TpaH3MeHTHasT (GUOPOITACTOMETPUS)
(dmacrTomeTpus IeYeHn)

Craaus ¢oubposa 3Ha4eHust aNacTUYHOCTN
( kMa)

FO (oTcyTtcTBUME unbpo3a) <5,8

F1 (nerkuit dnbpo3s) 5,8-7,2

F2 (yMepeHHbIlt ¢hpnbpo3) 7,2-9,5

F3 (BblpaxxeHHbI hnbpo3) 9,5-12,5

F4 (unppos) > 12,5

IIpunoxenne I'2. Knaccudukanmsa acneprujiesa

BbIZesIoT HSTh CTaauit Alnepzuueckozo 6poHxone20uH020 achepzunieda (ABJIA)*:

e ocTpasi cragus,
* pemuccus,

e ob6ocTpeHue,

e T'KC-3aBucumas
e (Gubpos3.

*y MalMeHTOB € MyKoBMcLUA030M ABJIA Hepeoko mHpoTeKkaeT Kak MeJJIeHHO Iporpeccupylolee 3aboseBaHue,
yKa3aHHbIe CTaJuy BBILENUTDb He yaaetcs [8,32].

o Xponuueckutl acnepzunnes sezkux (XAJI)
XPOHUYECKHMIT aCTIePIUIIIe3 JIETKUX — COOPHOE MOHSATHE, KOTOPOe BKIIOUaeT**;

* HOIYJISIPHBII acliepruiies,

® OAVMHOYHAl acepruiioma,

® XPOHMYECKN1 KaBepPHO3HbI acreprusies,

* XpoHUYecKuit Gubpo3upyoLMit acieprmiies,
® TIOAOCTPBIV MHBA3UBHBIN acliepruiies/

** y MalyeHTOB C MYKOBUCIMAO030M XAJI MpOTeKaeT MPeUMYIIeCTBEHHO KaK HOMY/SIPHbIN acrepruies, OOVHOUHAS
acrepruwiioMa Wiy XpoOHMUeCKuit KaBepHO3HbIit actieprusuies [10,11].

¢ AcnepruuiesHblit Tpaxeo0OPOHXUT

IIpunosxenne I'3. llIkasa OHEHKM TSDKECTU U CTEIIeHM KoMIeHcauuu uupposa Yaing-Ilsio
(the Child-Pugh score)

Hcrounuk: [40], Banmmupanys mkansl B PO He npoBoaniack.
Twm: mKana oLeHKU

HasHaueHmue: o1jeHKa CTeneHu KOMITeHCalumn oMppo3a revyeHn




OLeHOYHBIV MHCTPYMEHT: IIKaJa

Copep>xaHue:
Bannbi 1 2 3
MpusHakn
SHuedanonatus HeT MWUHUMasIbHble NposiBIEHUs KoMma
Acuut oTcyTcTBYET KOHTpOnmpyeTcs pedpaKkTepHbIi
Bunnpy6buH (MmMone/n) <34 34-35 >51
Anb6yMuH (r/n) >35 28-35 <28
MpoTpoMbuHosoe EspeM;l1 (cek.) <4 4-6 >6

L 3navenus MMPOTPOMOMHOBOTO BpeMeHM 4-6 CeK. COOTBETCTBYeT IpubOausutenbHo 50% u 40% oOT HOpMbI

COOTBETCTBEHHO
Kracc uypposa BbICTaB/ISIETCS B 3aBUCUMMOCTY OT CyMMbI 6aJIJIOB 110 BCEM IMapaMeTpaM.
Knrou:

CymMa 6a/utoB 5—6 COOTBETCTBYeT Kiaccy A, mpu cymme 7-9 — wimacc B, a mpwm obueit cymme B 10 -15 6amios
BbICTaBJIsIeTcs1 Kacce C.

O)KM,uaema;{ MNPOOO/DKUTE/bHOCTh KM3HM Yy IIAalIMEHTOB Kjiacca A cocraBiaster 15—20 JIET, IIoCeornepauoOHHas
JIETAJIbHOCTD IIPU ITOJIOCTHOM XUPYPIrMuyeCKOM BMellaTe/IbCTBe - 10 %.

Knacc B sBnsieTcs mokasaHuem JIJist paCcCMOTpeHMs BOIIpOCa O IiepecCajke II€YeHM; IIPpM 3TOM IIoC/IeOoIlepallMOHHAaAa
JIETAJIbHOCTD IIPU ITOJIOCTHOM XUPYPIrMYeCKOM BMellaTe/IbCTBEe JOCTUraeT 30 %.

V 6onbHbIX KiIacca C oxxupaemast IPORODKUTENTBHOCTD KU3HU TOCTUTaeT 1-3 rofa, a mocieonepanyioHHas JIETAIbHOCTh
IIpU ITOJIOCTHOM BMellaTenbCcTBe - 82 %.

Ha ocHoBanum kpurepme Yaitnma - IIplo MpenokeHO OLIEHMBATH HEOOXOAMMOCTb B TPAHCIUIAHTAIMM IIeYeHU:
BBICOKAsI HEOGXOAVMOCTD Y TALVIEHTOB, OTHOCSIIMXCS K Kiaccy C, yMepeHHas - Y MallMeHTOB Kiacca B u HuU3Kad - y
MalyueHToB Kiaacca A [279]

OueHKa BbKMBAa@MOCTM MALMEHTOB C LMppo3oM fevyenu [https://www.gastroscan.ru/handbook/117/7543].

Knacc no Yainna-MNeto

Bannbl

FoanyHas BbhkuBaeMocTb, %

[ByxneTHAs BbIXXUBaeMocTb, %

A

100

85

B

81

57

C

45

35

IIpunoxxkenue I'4. PeHTreHogesncuromerpus y nanueHTos ¢ MB

JleyaHepzemuueckas peHmeeHos8ckas oOeHcumomempusi (PenmezeHodencumomempus) (DXA) aensemcs  «30/10mbiM
CManHoapmom» KonuuecmeeHHo20 onpedeeHust KOCMHoL maccsl (MuHepansHoti nnomuocmu kocmu uau MIIK).

B cospemeHHOlI KauHuueckoli npakmuxe unousudyanvHas MIIK cpasHusaemcs ¢ pegepercHoli 6a3oli danHbix. Haubosee
npuemaemsiM cnocobom ouenku MIIK sasnsemcsa oyeHka ¢ nomoupto T-u Z-kpumepues.

T-kpumepuii npedcmasnsiem co0oli KoIUUeCM8o CMAHOAPMHbIX OMKIOHEHUTl 8bllile U HUMCe CpedHez0 noKazamens Nuxd
KOCMHOU maccel y monooeix. TIpumeHum moJbko y MeHuuH 8 nepu- u nocmmeHonayse u y myxuux 50 nem u cmapuie
[86,280].

YV Odemeli, nodpocmko8, 83pocivix (MyxuuH maadwe 50 nem u xeHwuH 8 npemeHonayse) ons oyenku MITK ucnons3zyemcs Z-
Kpumeputi (Konuuecmeo cmaHdapmHsIx 0MKA0HEHUL 8blUle U HUXce cpedHez0 nokasamens 0715 Uy aHaiozuyHozo 803pacma,).
T-kpumeputi HUK020a He ucnonv3yemcs (A).

B cnyuae, kozda codepxcarue KOCMHbIX MuHepanos uau MIIK no Z-kpumepuio coomeemcmeyem yposHio < -2 SD, cnedyem
NPUMEeHSIMb MepMUH «HU3KOe codepycaHue MuHepana 8 Kocmu unu Huskas MIIK ons daHHoz20 XpOHOJI02UUecKo2o 803pacmax»
[43,86,280].

ITpunoxkenue I'5. Arroputm 06c/IefOBaHMS ¥ TAKTUKA PelIeHUsI BOIIPOCA PEMPOAYKIINN Y
my>xuuH ¢ MB



MONeKYARDHO-TEHETUMECKH NOATEEPHARHHBIA AHArHO3 «MyKoBUCUMADI S
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: Pewenne 06 MCNoNs308aHMK AOHOPCHHX Nporpamm BPT

ANTOpUTM 06CTEeNOBAaHMS M TAKTUKA DPENIeHMS] BOIIPOCA PENpPOMYKIIMM, KOTOPBI 3aBUCUT OT TPEX COCTABIISIONIMX:
pe3y/nbTaTOB TeHeTMYEeCKOro O0O6CiIemoBaHMs, pe3yabTaTOB CIEPMMUOIOTMYECKOTO MCCIEAOBAHUSI UM CTaryca
bepTUIBHOCTY CYTIPYTH.

IIpunosxenne I'6. laHHbIE O IPUPOAHON PE3UCTEHTHOCTU BEAYIIMX MUKPOOPTraHU3MOB
npu MB

[281]

S. aureus o6mamaeT MPUPOMHON YCTONUYMBOCTHIO K Aa3TpeoHaMy, TEMOIWIIMHY, MOIMMUKCUHY B/ KOMUCTUHY,
HaJIMAVKCOBOI KUcIoTe U 1edTasuaumy™*,

Bce HI'OB 0651agai0T MPUPOIHOI YCTOWUMBOCTBIO K OEH3MINMEHUIMUIMHY**, 11e¢ajoCcIiopMHaM IePBOTO ¥ BTOPOTO
MOKOJIeHUsI,  TJIMKOMenTuaaM, Qy3uaoBOi  KUCIOTe, MaKpoiIuaaM, JIMHKO3aMUAaM, CTPENTOrpaMMHAaM,
pubamMnuMHy**, TanTOMULMHY ™ 1 TMHE30IULY .

Paeruginosa TNpUpOOHO YCTOMYMBA K aMIUIWUIMHY, aMOKCUIIMJUTMH/KIaBYJIaHOBas KucioTe, medasonuy™
uedanexkcuuy™*, nedanoruny, nedanporcuy, nedorakcumy**, nedrpuakcony**, apraneHemy**, xmopambeHnkomy**,
KaHaMULMHY ¥, HEOMUIIMHY, TPUMETOIPUMY, TeTPalUKINHY, TUTeIVKINHY**.

Achromobacter xylosoxydans TpupogHO YCTOMYMB K aMIMUIWUIMHY™*, medazonmuy**, mnedamekcuny**, uedanorusy,

unedanpoxcuity, nedorakcumy™*, nedTpuakcoHy**, spraneHemy**.

B.cepacia complex IpMpomHO YCTOMUMBA K aMIUIVUIMHY**, aMOKCUIIM/IIMH/KIaBY/IaHOBOM KMCIOTE* , aMIMIVIIINH/
Cy/MbO0aKTaMy™*,  TUKApUWUIMHY, IUIEPalM/UIMHY, TUKapUWIMH/KIaBYJIaHOBOM  KMUCIOTe, MUIIepaluUIH/
TazobakTamy, HedasonuHy**, nedasekcuHy**, uedanotuny, nedampokcuay, medoTakCumy**, medTpuakcoHy ¥,
asTpeoHaMy, IpTameHemy** —uumpodIokcanMHy**, xJI0paMQpEHUKONY**  aMUHONIMKO3UAAM, TPUMETOIIPUMY,
dbochoMmuHy**, MOTMMUKCHUHY B/ KOMTUCTUHY.

Stenotrophomonas maltophilia IpUPOIHO YCTOMUMBA K aMIUIVILIMHY**, aMOKCUIIVMJUIMH/K/IaBY/JIaHOBOI KUCIOTE™ ™,
aMIUILIMH/CYIbOaKTaMy ™,  TUKApUWIUIMHY, NOUIEPAIWIIMHY, OUIepalyIIMH/Ta3o6akramy, edasonmuy™
uedanexkcuuy™*, nedanotuH, nedanporcuny, uedboTakcumy**, uedTpUMakcoOHy**, asTpeoHamy, 3pTaneHeMy**
MMUIIEHEMY, MepoIeHeMy™ ™, aMMHOIIMKO3UIaM, TpUMeTOnpumy, dochoMutinuy**, Terpaunkianay. Ho MoxeT GbITh
YYBCTBUTEIbHA K TPUMETOIIPUM/CYTbhaMeToKCca30my™*.

s

Haemophilus influenzae mpupogHO yCTOMUYMBA K IJIMKOIMENTUIAM, JIMHKO3aMMUIAM, OANTOMUIMHY**, nuHe30mmmy™™,
(by3umoBoii K1CI0Te, CTPeNTOrpaMUHAM.

IMpunoskenue I'7. [lepeuyeHb 1a00PATOPHBIX ¥ MHCTPYMEHTATbHBIX MCC/I€TOBAHUIA U
KOHCYJIBTAalUii CIeIMa/JINCTOB, OCYIIeCTB/IASIEMbIX B CpeJHEeM IIPU JUHAMMYECKOM
HaOJIIOAeHNHU MTAleHTOB C MYKOBUCIIUK030M

Bua o6cnepgoBaHus Mpu MnaHoBbIN Kaxxable 6 E>xerogHo Kaxxable Mo nokasaHuam
nepBUYHOM BU3NT (KaXkable | MecsileB 2 ropa
o6paweHum 3 mec.)

Xanobbl, aHamHe3 + +

AHTpONOMETpUS c OLIeHKOM no + +

MPOUEHTUIbHBIM psagam U ANHaMUKOM

KnnHuyeckuit ocMoTp + +




Bua o6cnepoBaHus Mpn MnaHoBbIN Kaxkpable E>xerogHo Kaxxable Mo nokasaHuam
NepBMYHOM BU3NT (Kakable | Mecsues 2 ropa
o6paweHum 3 mec.)

Crmpome-rpmu1 + +

(UccnepoBaHWe  HECNpPOBOLIMPOBAHHbIX

AbIXaTesbHbIX 06EMOB 1 NOTOKOB)

CnupomeTpus 1 © npo6oin c + +

B6pPOHXONUTUKOM

(uccnepoBaHue AbixaTeNbHbIX 06bEMOB

[« npumeHeHnem NleKapCTBEHHbIX

npenapaToB)

BoqmnneTmsMorpad)ml + + +

MynbcokcnumeTpus + +

06Kt aHann3 Kposu + +

(O6Wwmnit (KNMHWYECKUIA) aHanM3 KpoBu

pasBepHYTbIN)

Buoxumnueckuii aHanms KPOBVI]‘ + +

(aHanus KpoBM 61oXMMUYECKNiA

obLieTepaneBTUYECKNiA, WCCneaoBaHNe

YPOBHS FNtOKO3bl B KPOBW)

OpWeHTMPOBOYHOE nccnegosaHune |+ + (no | +

remocTasa (koarynorpamma) nokasaHusmM)

OpanbHblil FIOKO30TONEPaHTHBIN TecT | + + +

(O ), £YTOUHOE  MOHWTOPUpOBaHME

rINKeMUM

(nposeaeHve FNII0KO30TONIEPAHTHOIO

TecTa, UCCNeAoBaHWe YPOBHS MIHOKO3bI

B KpoBu MEeToaoM HenpepbIBHOro

MOHWUTOPUPOBaHNA)

MuKpo61onornyeckunii aHanns MoKpoTbl + +

(HanMeHOBaHUA YCNyr B COOTBETCTBUM

C HoMeHknaTypon MeAMLMHCKUX ycnyr

yCnyr cM. KOMMeHTapuii B pasaene 2.3.

«JlabopaTopHas AnarHocTuka»)

Konponorus + +

(konponoruyeckoe nccnefosaHune)

OnpepaeneHne aKTUBHOCTU + + (npun +

naHKpeaTU4yecKkow snacrasbl-1 B Kane COXpaHHOM

3K30KPUHHOM
PyHKUMK
nozxenyo4Ho
xenesbl

SnekTpokapaunorpadus (3KI) + +

Oxokapauorpadusa (3X0- KI) + +

Y3W opraHoB  6plOWHON  NONOCTH, + +

ponnneporpadus

(ynbTpassykoBoe nccneposaHue

opraHoB 6proLHoiA nonocTn

(KOMNNeKcHoe), ynbTpasByKoBoe

nccneaoBaHne nevexu,

ynbTpa3ByKoBoe nccneaosaHne

renaTtobunanapHoit 30Hbl)

DnacToMeTpus neveHu + +

PeHTreHorpacuss  opraHoB  rpyaHon + + +

KNeTkn

(peHTreHorpacus nerkux)

KT opraHoB rpyaHoi knetku (c 5 net + + +

VSN M0 NMOKa3aHnsaM)

(CI'IMpaJ'IbHaR KOMNbOTEPHaA

TOMOorpadms nerkux)

MarHuTHO-pe3oHaHcHas ToMorpadus +

OpraHoB rpyAHoii NosocTn

KT nasyx Hoca (c 5 net) + + +

(koMnbloTepHas ToMorpadus

NpuAATOYHbIX Nasyx HoCa, ropTaHn)

Mal’HMTHO-pe&]OHaHCHTﬂ ToMorpadus +

OKOJIOHOCOBBIX Nasyx

Oc‘reo,cLeHc|/1Tc>MeTpm|1 + + + +

(peHTreHoAeHCUTOMETPUS)

A610MMHanbHas peHTreHorpadus +

OueHka AedbuunTa BUTAMUH A +

(onpepenexve KOHLEeHTpauuu

BUTAMyHa A (peTuHona) B CblBOpPOTKE

KpoBK™)

OueHka aeduunTta BUTaMuH D — +

(nccnepoBaHve POBHS 25-OH

BUTaMuHa [l B KpoBU

OueHka geduumnTa BUTaMUH E: 3 +

(onpeaeneHne ypoBHeii a-Tokodepona

N XonectepuHa B CbIBOPOTKE KpoOBM, a

TaKXe UX COOTHOLIEHUS)

OueHka aeduumnta BuTammnHa K: + (obsasaTenbpHo- nepes

onpenenexHne npoTpoM61MHOBOrO onepaTuBHbIM

TPOMOOMNNACTMHOBOrO)  BpPEMEHW B BMellaTenbCTBOM, Npu

KPOBM WM B Nnasme) KpOBOTEUEeHMsX)

OueHka AeduunTa BUTaMMHa K +

(onpepenenvne yppeHs BuTamuHa K B

CbIBOPOTKE KPOBM™~)

Butamun B12 (onpeaeneHve ypoBHs + (BCEM nauueHTam c

ButammHa Bl2(umaHokobanamuH) B MB c CUHAPOMOM

KpOBW) KOPOTKOI KULLKK)

KoHcynbTauus oTopuHonapuHronora +4




Bua o6cnepoBaHus Mpn MnaHoBbIN Kaxkpable 6 E>xerogHo Kaxxable Mo nokasaHuam
nepBUYHOM BU3NT (KaXkable | MecsileB 2 ropa
o6paweHum 3 mec.)

SHpockonusa HOCOrNIOTKN +
(3Hpockonuyeckas SHAOHa3anbHas
PEBU3US NONOCTM HOCA, HOCOMOTKM)

ToHanbHasi noporosBas ayAvMOMETpUs +
(peructpauns BbI3BaHHOM
0TOaKyCTh4eckomn 3Muccun n/vnn
perucTpauus KOPOTKONAaTEHTHbIX
CNYXOBbIX {BbI3BAHHLIX MOTEHUNANOB,
ASSR-TecT)

KOHCyﬂbTaLLl/Iﬂ Bpava-aguertonora +

KoHcynbTauus ncuxonora +

KOHTPONb HaBbIKOB KUHE3WUTepanuu u +
MCMoNb30BaHUs LbIXaTeNbHbIX
TpeHaXepoB v Npu6opos

KoHcynbTauus Bpava- +
racTposHTeposiora

®dunbpoaszodaroracTpoayoseHOCKoNMsa +
(330caroractpoayoaeHocKonuns)

KoHcynbTaumsa Bpava-3HAOKpUHONOra +

KoHcynbTaumsa Bpava-TpaHcrnnaHTonora +

KoHcynbTaums Bpava-kapauonora +
(kapauonora AeTcKoro)

KoHcynbTaums Bpaya-yposora +
(yponora-aHaposora AeTCKOro)

KoHcynbTauus Bpava-aKyLepa- +
ruHekosora

PekoMeHaaumMm no  nekapcTBEHHOMY +
obecneyeHnto, BHECEHWE W3MEHEHWUI B
pervoHasbHbIi peecTp no
nlekapcTBeHHOMy obecrneyeHmno

FopoBoW anukpu3 (Bbinucka ana MC3) +
c pekoMeHAaLusaMmn " nnaHom
HabnofeHns Ha roj,

MNoanucaxve MNH(OPMUPOBAHHOIO +
cornacusi n BHECEHMe  JAaHHbIX
nauveHTa B HaLWOHaNbHbIA PerncTp

IIpumevanmsi:
1
B oTHenbHBIX BO3paCTHBIX IPYIIax ¢ y4eTOM Bo3pacTa [2]

2 [y MalyeHToB C HOPMaJIbHBIM YPOBHEM 3j1acCTasbl, T.e. COXpaHHO QyHKIMel momkenynouHoii kenesbl (MKB 10 —
E.84.0).

3 OTcyTcTBYeT B yTBepxkAeHHO HomeHknatype memuimHckux ycayr (Ilpukas MwuusppaBa Poccum ot 13.10.2017
N¢ 804n).

4 HpI/I HaJIMUUU ITIOJIMCUMHYCUTA U ITOJIMITIOB HOCA — Yalle

IMpunoskenue I'S. PacimmdpoBKa nmpumMedaHmit

e

... ~— TpemapaT BXOIUT B IiepeueHb >XM3HEHHO HeOOXOIMMBIX M BaKHEHIIMX JIeKapCTBEHHBIX IpernapaToB
(Pacrniopssrenme ITpaButenbcrBa PO ot 12.10.2019 N2 2406-p «O6 yTBepKOeHMUM TIEPEYHS KM3HEHHO HEOOXOIUMBIX U
Ba)KHEMILNX JIeKapCTBeHHbIX IpernapatoB Ha 2020 rom, a TakkKe IlepedyHeli JIeKapCTBEHHBIX IIpernaparoB IJis
MeIMIMHCKOTO TPUMMEHEHUSI ¥ MUHMMAIbHOTO aCCOPTMMEHTA JIeKapCTBEHHBIX IPernapaTtoB, HEOGXOAMMBIX MJis
OKa3aHMsl MeJUIVMHCKOI TOMOII»

# - mpumeHeHue off-label — BHe 3aperMcTpMpoBaHHBIX B MHCTPYKIMM JIEKAPCTBEHHOTO CPEACTBA TOKa3aHUIt
OCYIIECTB/ISIETCST IO PelIeHNI0 BpaueOHOii KOMMUCCHUY, C pas3pelieHus JIOKaJbHOTO STUMYECKOTO KOMUTETa MeIUIIMHCKO
opraHmusanyuu (MpyU HAJIUYUM), C YCIOBUEM TMOMIMCAHHOTO MH(POPMMUPOBAHHOTO COIVIACUSI POAUTENel (3aKOHHOTO
TIpeACTaBUTEIST) U MTal[MeHTa B Bo3pacTe crapiie 15 jier;

ek

- MeAULIMHCKOe u3fenye, UMIUIAaHTUPyeMOe B OpraHK3M 4ejioBeka Mpu OKa3aHUM MeOUIIMHCKOM MTOMOILIM B paMKax
MPOTrpaMMbl FOCYIaPCTBEHHBIX rApaHTHUIT OECIUIATHOTO OKa3aHusI TpakaaHaM MeIUIIMHCKOI TOMOIII.



