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Cnmcok cokpameHui

AMT — anTMHuKpOOHAs Tepanus

BAJI — 6poHx0anbBEOIIpHBIH JIaBaXK

b3 — 6poHX03KTa3BI

BPT — BcnoMorarenbHble PEPOyKTUBHBIE TEXHOJIOTUI

HNKCH - (ot anrn. ICSI — IntraCytoplasmic Sperm Injection, OykB. BBeJE€HHE cliepMaTO30M]a B
LUTOIIa3My, MHTPALMTOIUIa3MaTH4eCKass UHBEKLUS CIEPMATO30M/1a) - UHBEKLINS CIIEpPMATO301/1a B
LUTOIJIa3MY OOLIMTA

KP - knuHM4eckue pekoMeHaauu

KT - komnbroTepHast ToMorpadust

MB — mykoBucun103 (KMCTO3HBIN Prudpo3)

MIIK — MuHMManbHas TOJABISIONIAs] KOHIIEHTPALHS

MT — MukpoTpyO60UYKu

HWBJI — HeunBa3uBHASI BEHTHIALNSA JETKUX

[II'T-M — npeuMIuIaHTallMOHHOE TE€HETUYECKOE TECTUPOBAHUE HA MOHOTE€HHBIE 3a00JI€BaHHsI METOA0OM
BBICOKOIIPOU3BOIUTEIBHOTO CEKBEHUPOBAHUS UM METOI0M MOJTUMEPA3HOM IIEMHON PeaKINu

[IMII — npoTHBOMHUKPOOHBIH Mperapat

[TL/I - nepBuyHas UHMJIMAPHON TUCKUHE3US

TOM (TEM) — TpaHCMHUCCHOHHAS DJIEKTPOHHAST MUKPOCKOTIHS

OB/l - dyHKIUS BHEIIHETO JbIXaHUS

XOBJI — xpoHnueckasi 00CTpyKTUBHAs 00JIE3Hb JIETKUX

OKO — skcTpakopriopalibHOE OTUIOJOTBOPEHHE OOIIMTOB

OMMUC — snekTpoHHast MUKPOCKOIIUS CTIEPMATO30U 0B

9x0-KI" — sxokapauorpadus

ALl-xynerypa — (air-liquid interface culture) xyapTUBHpOBaHHE KIETOK Ha IPaHUIIEC pa3jena BO3IyX-
KHUJIKOCTb

CBF (Cilia Beating Frequency) — gactora OUEHHS pECHUYEK

CBP (Cilia Beating Pattern) — marrepn OueHus peCHHUYCK

CFTR — (Cystic Fibrosis Transmembrane Conductance Regulator) — tpancMeMOpaHHBIH peryisiTop
npoBouMocTH MykoBuciinao3a (MBTP)

HSVA - (HSVMA) (High-Speed Video Microscopic Analysis) — BBICOKOCKOPOCTHOM
BHJIEOMUKpOCKonnuecknil anann3z BCBM

MSSA — MeTHITITMHYYBCTBUTENBHBIN S.aureus

MRSA— MeTHITMIITUHPE3UCTEHTHBIN S.aureus



OMIM - Online Mendelian Inheritance in Man [https://www.omim.org/]
PA - Pseudomonas aeruginosa
PCD — primary ciliary dyskinesia

" _ mpemaparT BXOIMT B IEPEUCHb JXKU3HCHHO HEOOXOAMMBIX M BaKHEHMIINX JICKAPCTBEHHBIX
npenaparoB (Pacnopspkenue I[IpaBurensctBa PO ot 12.10.2019 Ne 2406-p (B pen. ot 24.12.2022
Ne 4173-p)
# - IpUMEHEHHE JICKApPCTBEHHOTO MperapaTa B COOTBETCTBUU C MOKA3aTEISIMH (XapaKTePUCTUKAMH),
HE yKa3aHHBIMH B HMHCTPYKIHMH 10 ero mpumeHeHuto (off-label), ocymecTBisercs mo pemieHuio

Bpa‘lC6H0ﬁ KOMHCCHUU TIpU YCIIOBUU ITOAIIMCAHHOI'O I/IH(l)OpMI/IpOBaHHOFO ,I[O6p0BOJ'IBHOFO corjacus

(cormacao @3 Ne323-®3 ot 21.11.2011r. ¢ u3mMeHeHUsAMH);



TepMuHbI U onpeaeIeHUs

situs inversus (situs viscerum inversus) — oJHoe 0OpaTHOE PACIIOIOKEHUE BHYTPEHHUX OPraHOB
situs ambiguos (rereporakcusi) - HENOJHOEC AHOMAJIBHOE DACIIOJIOKEHHE BHYTPCHHUX OPraHOB
(mexcTporacTpusi, IEKCTPOKApIUsi, aHOMAJIBbHO PACIOJIOXKCHHAS TICUeHb, IMOJIMCIUICHUS WU aCTIICHUS
U T.J.).

HWIHONATHN — TpyNna pelkux 3a00JieBaHUN, B OCHOBE KOTOPBIX JIGKHT T'€HETUYECKH
JIeTePMUHUPOBAHHAS MTAaTOJIOTUS CTPOCHUS PECHUYKH (JaT. - Cilia)

ALI-kyabTypa — (air-liquid interface culture) - xynsTHBHpOBaHHME KJIETOK Ha TIpaHHIIE pa3jciia
BO3AYX-KHIKOCTb. [lonmydyeHue pecHHUTYATBIX KiIeTOK B  ALI-kynmbType 3akirouaercs B
muddepeHipoBke 0a3aibHBIX AMUTEIHAIBHBIX KJICTOK Ha MOPHCTHIX MEMOpaHHBIX BCTaBKaXx,
MOKPBITHIX KOJUTAr€HOM, IJIe KJICTKHU MOJIIPU3YIOTCS 32 CYET KOHTaKTa 0a3ajbHOM CTOPOHBI KIIETOK C
MUTATEIbHON Cpeol, a anMKalbHOW, IJIe B IOCICACTBUH OOpa3ylOTCs PECHHYKH, — C BO3IYXOM.
JlaHHBII METOJ KICTOYHOH KYJIbTYphl TpEIHAa3HAuYeH Ui U3yueHHsl (DyHIaMEHTaIbHBIX aCIIEKTOB
pecnupaTopHOro snuTenus, B pedynbrate ALI-KynbTuBupoBaHus 0a3ajbHBIX KJIETOK MPU HA3AIbHOU
Ouoricun  00pa3yloTCsl  JOJTCOXKHBYIIUE PECHUYKH, KOJIMYECTBA KOTOPBIX JOCTATOYHO  JIJIsI

MoCJICAYIONIUX aHaJIn30B, B OTJIMYIUC OT METOJa CYCHGHSHOHHOﬁ KYJIbTYPBI.



1. Kparkas nndopmanus no 3a001eBaHUI0 HJIH COCTOSIHUIO (Tpynie 3a00J/ieBaHU

HWJIM COCTOSTHUM)

1.1 Onpenejaenue 3a00JJeBaHUA UM COCTOAHNSA (rpynmne 3a00JJeBaHUI HJIH COCTOSHUI)

Ilepeuunas wyunuapnas Ouckunesua (II[J]) (OMIM (omnaiin 6Ga3a HacJeICTBEHHBIX
MEHJICTTUPYIOMUX 3a00JIeBaHUi y denoBeka) # 242650) — penkoe HaciaeACTBEHHOE 3a00JIeBaHHE W3
TPYNINbl [UJIHONATUH, B OCHOBE KOTOPOTO JIGKHUT AC(PEKT YIbTPACTPYKTYPHl PECHHYUEK DITHTEITHS
peCnUpaTOpHOTO TpaKTa M AHAJIOTUYHBIX MM CTPYKTYp (KICYTHKHA CHEPMAaTO30MJIOB, BOPCHUHBI
(hammonueBsIX TPYO, IMEHIAUMBI KEIYIOYKOB U JIp.), MPUBOIAIINN K HAPYIICHUIO WX JBUTATEIHLHOU
byHkuu. XapakTepu3yercs MOpaK€HHUEM BCEX OTJIENOB PECIHPATOPHOrO TpakTa ¢ (OpMUPOBAHHEM
XPOHMYECKOTO  BOCMAIUTENLHOTO  Ipoliecca,  Hapyuienunem  ¢eptuiabHocT  (Oecruiofue,
MPEUMYIIECTBEHHO MYXKCKO€, JKTONMUYECKHE OEpeMEHHOCTH Y IKeHIIUH). OKO0JIO TOJOBUHBI
nanueHToB ¢ I/ umeroT mosiHOe MM HEMOJIHOE 00paTHOE PACIOJI0KEHHUE BHYTPEHHUX OpPraHOB C
pasnmuuHbIMU BapuaHTamu rerepotakcun (OMIM # 244400) [1, 2, 3, 4, 5].

B numepamype ecmpeuaromcesa mepmunsl, panee pacuyeHu8aguiUecsa KaKk CUHOHUMbBL: CUHAPOM
Kaprarenepa (Kartagener syndrome; Siewert syndrome; 3uBepra-Kaprarenepa), cuHIpOM
HEMOJABMKHBIX pecHuuek (immotile cilia syndrome), neuratenpnas umiauomnatust (the motile
ciliopathy) [6].

1.2 JTmosiorusi ¥_mnaroreHe3 3a00J1eBAHMA WJIM _COCTOSIHUS (TPynnbl 3200JIeBAHUI MU

COCTOSIHMIA)

[TIIJ] oTHOCAT K Tpymme HUIMONaTHi - 3a00JIeBaHUM, B OCHOBE KOTOPBIX JIEKUT T€HETUUYECKU

JIeTePMHUHUPOBAHHBIN JIe(PEKT CTPOCHUSI aKCOHEMbI pECHUYEK M/Wiu KryTukos [1, 2, 3, 4, 5]. Knetkwu,
UMEIOIIMe PECHUYKH WIM aHAJOTHYHBIE CTPYKTYphl, OOHAPYXHBAIOTCA BO MHOTHMX CHCTEMax
OpraHM3Ma: PECHUYKH YYacTBYIOT B MYKOLWJIMAPHOM KIIMPEHCE, ABM)KEHHU TaMeT, NEepPEMEIECHUN
CIIMHHOMO3I'OBOM KHMJIKOCTH, CEHCOPHOM peLeNnuuu, (YHKIHMOHUPOBAHWU ITOYEYHOIO SIUTEINHS,
(bopMHpOBaHUY JICBO-TIPABOI ACHMMETPHH OPTaHOB Y MIICKOMTUTAaOIIHX [7, 8].

PecHuuku (miun) pazaenstor Ha 2 0oJbIIre TPYIIbl B COOTBETCTBUM C X OCHOBHOM (pyHKITHEH
- MOTOPHBIE M CEHCOpHbIE. PECHMYKM MepLATEeNbHOIO AMMUTEIUS PECHUPATOPHOIO TPAKTA, KIETOK
AMEHAUMBI JKEIYJJOYKOB, CIEPMATO30MIOB M KJIETOK CEMSBBIHOCAIIMX MyTed (y MYXUYUH) H
damtonueBsix TpyO (y JKCHIIMH) BBITOJNHSAIOT JIBUraTeibHy0 (yHKIHIO. OCHOBHOW KOMIOHEHT
PECHUYKU/)KTYTUKAa - aKCOHEeMa, CIIO)KHas oOceBas CTPYKTpya, cocTosmas M3 OeIKOBBIX
MHUKPOTPYOOUEK, KOTOpbIE UMEIOT CTPYKTYpY 9+2. Takxke K IpyImne ABUraTeIbHBIX OTHOCSAT PECHUYKU
CO CTpyKTypou 9+0, yTpaTuBIIHE LEHTPAIbHYIO Mapy, HO HMEIOIINE BHYTPEHHUE W HapyKHbIE

JMHEHHOBBIC PYYKH (pECHHUYKAa SMOpUOHAIBHOrO Yy3i1a). [lompoOHee O CTPOCHHHM PECHHYCK W
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http://www3.ncbi.nlm.nih.gov/htbin-post/Omim/dispmim?244400

KryTukoB cM. Ilpunoxxenune A3.1, BapuaHThl HapyIICHUH CTPYKTYypbl W (DYHKIIMHM PECHUYCK Y
nanuentoB ¢ [T/ — cm. Ilpunoxenne A3.2.

[lepBuunas uwimmapuas nuckuuesus (I1LJ]) cs3ana ¢ aHOMadMsIMU TOJOKEHUSI BHYTPEHHUX
OpraHoB I'PYIHOI U OPIOIIHON MOJIOCTH, AHOMAIBHOMN MOJBUKHOCTBHIO CIIEPMATO30M10B U aHOMATbHON
CTPYKTYpOil M (YHKIMEH pEecHHYEK MEpLATENbHOrO SMUTENUs PECHUpPATOPHOrO TpakKTa, KOTOphIE
MPUBOJIAT K HAPYIICHUIO MYKOIIMIIMAPHOTO KIMPEHCA, CIIOCOOCTBYIOIIETO PA3MHOKCHHUIO OaKTEepHil B
JBIXaTEIbHBIX MYTAX, YTO MPHUBOJAUT K XPOHUYECKOMY BOCHAJICHUIO Ha TMPOTSKEHUU BCETO
PECIIMPATOPHOrO TPAKTA, a TAKXKE K MOPAKEHUIO MOJIOCTEH CPEAHETo yXa.

Y gun c¢ I/ waGmromaeTcss pecHUpaTOpPHBIM JUCTPECC B MIIAJEHYECTBE, ITOCTOSHHBIN
MPOAYKTHBHBIA Kallellb C PEHUAUBUPYIONIMMH OpPOHXUTAMH W IHEBMOHHSMH, KOTOPBIE MOTYT
nmporpeccupoBarb 110 (opmupoBaHHS OpoHXO03KTa30B. [lpucoenuHsiercs WHQPEKINS YCIOBHO-
MAaTOTEHHBIMU MHUKPOOPraHU3MaMH B T.4., CHHETHOMHON mMalouykod. MHKPOOPraHU3MBI MOTYT
KYJIbTUBHPOBATHCS U3 CEKpeTa JbIXaTeNbHBIX MyTeH, U HOCOBBIX Ma3yx. OOpaTHOE pacmoiIOKeHUE
BHYTPEHHHX OpraHoB (Situs inversus) mpucyrctByer y 50% mnaumentoB ¢ IIII/I. Creatopes y
naruenToB ¢ [IIIJ] ne mabmromaercs. 3amepikka pa3Butus HexapaktepHa. [I11J] accomuupoBana c
MATOTEHHBIMA BapuUaHTAMH BO MHOXXECTBE T'€HOB, KOJUPYIOUIMX pa3IUYHbIE CTPYKTYpHBIE
KOMITOHEHTHI PECHUYEK, U HACJIEyeTCsl IPEUMYIIECTBEHHO 0 ayTOCOMHO-PELIECCUBHOMY THITY.

B onutaiin 6a3e HacIeCTBEHHBIX MEHACIHUPYIONIMX 3a00eBanuii y ueaoBeka — OMIM (244400;
242650) k HacTOsIIEMY BpPEMEHHM yKa3aHO Oojiee 45 TEHETHMYECKHX JIOKYCOB, YYacTBYIOIIUX B
stuonoruu [IIJI (ITpunoxkenune A3.3). Tem He wmenee, 20-30% malMEeHTOB C XOPOIIO
oxapaktepuszoBanHoil I111J] He uMeroT HUIeHTU(UIUPYEMBIX MATOTEHHBIX BApUAHTOB HU B OJHOM U3
W3BECTHBIX TeHOB.  bonpmmHCTBO reHernueckux (opm IIIJ] waciaemyrorcss mo ayTOCOMHO-
perieccuBHOMY THITY, 3a uckitoueHneM FOXJ1-PCD (ayrocomuo-nomuHantHbi) u PIH1D3-PCD u
OFD1-PCD (X-cuemnennsiit) (ITpunoxenune A3.4) [2, 9, 10].

1.3 DnuaeMuoJ10rus 3a00J4eBAHNS MJIH COCTOSIHUA (TPYNIIbI 3200J1¢BAHMI HJIH COCTOSIHUI)

ITLJ] — penxoe 3aboneBanne (ORPHA 244; 98861). Ero uacrora coctaBiser ot 1:10 000 mo

1:40 000 pomuBmuxcsi >kuBbiMU. [2, 9, 10]. Paccumrtannas pacrnpoctpanenHoctsh [II[J] B cpenHem
coctaBisieT 1:7554, npu sToM pacueTsl npuBeaeHsl 6e3 yuera BYC (Tonpko MaTOreHHbIe U BEPOSITHO
naToreHHsle  BapuaHThl). OueHka pacnpoctpaHeHHoctd [IIJ] paccumTeiBaeTcs Ha OCHOBE
MIPENIONIOKEeHUsI, UTO 65% OONbHBIX UMEIOT JTUAarHOCTUYECKHE BAapHAHTHI T'€HOB, KOTOPHIE, KAK YK€
u3BecTHO, yyacTByroT B I[TLIJ] [11].

lupokass BapuaGeNbHOCTh YAaCTOThl B PA3JIMUYHBIX HCCIEAOBAaHUAX OOYyCJIOBIEHAa Kak
pa3NUYMsAMM B KPUTEPHIX AUArHOCTUKH, TaK M MOMYJISLIUOHHBIMUA OCOOEHHOCTSIMH (reorpaduueckon

JIOKaJIM3alMed pa3auyHbIX BHJIOB MYTallUi, YacTOTOW KPOBHOPOACTBEHHBIX OpakoB H T.1.). Cpeau



CTpaH €BpOIECMCKOr0 peruoHa camas BbICOKas pacmpocTpaHeHHocTh Ha Kwumpe 1:9 000, a camas
HU3Kas - B Ocronun u bonrapuu 1:60 000 mereit [2, 12]. OTHOCHTENBHO OOJIEe YacTasi BCTPEUYaeMOCTh
L/ B BenukoObpuTanuu cpean nomyssiuu Beixoaies u3 FOxuoit Asuu (1:2265) [9].

BwMmecre ¢ Tem, cienyeT nmpuHATH BO BHUMaHue, yTo AuarHoctuka [111J] Hepenko cymiecTBeHHO
3anaszapiBaeT. Cpeau aeredt ¢ peKyppeHTHBIMU BOCHAIUTEIBHBIMU 3a00JI€BaHUSIMH OpPOHXOJIETOYHON
cucrembl 5,6% cocraBustor namueHTsl ¢ TIIJ] [13]; cpenn mammentoB ¢ Oponxodskrazamu [T11J]
BBISBJIsIETCSI TpuMepHO oT 7% [14] no 30% [15].

Ha ocnoBanuu o6cnenoanust HaceneHusi CIIA c uenbio BbIsIBIEHUS 00paTHOTO PacHOI0KEHUs
BHYTPEHHUX OpPraHOB M OpOHXO3KTa30B 3a0oyieBaeMOCTh Ipenmnonaraerca, uro dvacrota [
cocrasisier 1 Ha 10 000-20 000 poxneHHbIX aetei [16].

B 40 -50% ciy4yaeB nepBHYHONM NUIHAPHON TUCKUHE3UH HAOJIO1aeTCsl 0OpaTHOE PaCIONIOKEeHUE
BHYTPEHHHX OpraHoB (Situs viscerum inversus) min U30JUpOBaHHAs IEKCTPOKAPIUS, B COUCTAHUH C
MopakeHHueM OpPOHXOJIETOYHOW CHCTEMBI, KOTOopas moiyuuia HazBanue cuHapom Kaprarenepa (CK).

Ero pacnpoctpanennocts cocrasisier 1:30000-1:60000.

1.4 OcoGeHHOCTH KOAUPOBAHHNA 3200/1eBAHUST WM COCTOSAHHNA (rpynnbl 3200J1eBaAHMIT WJIH

COCTOSIHU) Mo MeRKIVHAPOAHOW CTATHCTHYECKON KJaccupuranuy 00Je3Hed M NpoodJaeM,

CBA3AHHBIX CO 310POBHEM

1
I e mpencraBneHa B MKB-10" kak otaensHas Ho3o0rHyeckas popma. J{iist KogupoBaHus
OOBIYHO HCTIONIB3YETCS CICAYIOIINNA KO:

Q32.4 — [ipyrue Bpo:kaeHHbIe AHOMAJINU OPOHXOB

! B MKB 11 ans ITepBudHoii wpmmapHoii IuCKuHe3uH ucnoib3yercs kox LA75.Y (Other specified

structural developmental anomalies of lungs//Ipyrue yrouHeHHBIE CTPYKTYPHBIC aHOMAJIUU PA3BUTHS JIETKHX ).

1.5 Kinaccudukanus 3a001eBaHus WM COCTOAHNA (TPpynnbl 32001eBAHUNA HJIH COCTOSTHH)

OO01menpuHATON KiIaccu(PUKAIUU IEPBUYHON MIINAPHON JUCKUHE3UU HE CYILECTBYET.
o  llepBuyHas uunuapHasi TUCKUHE3US
o  IlepBuunas umnuapHas AMCKMHE3Us ¢ cunapoMoM Kaprarenepa (MoJHbIN, HE TIOTHBIH )
B kinuHHMuYeckoW NpaKTUKE MOXHO PEKOMEHJOBAaTh KIACCU(UKAIMIO, IMPEICTaBICHHAs B

tabmure 1 [17]

Taoauna 1
Knaunnueckas kiaaccuuxanus ITHJT

(I)opMa XapaKTepMCTmca 6p0onner0qulx H3MEeHEeHH l'[posu;.ue}msl OCJ'IO)KHeHPlS[4
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Kunnuyeckas ®aza u Crenennb JZ[H3
AKTHBHOCTH
npouecca
Q32.4 PecrmupaTopHbIii  mucTpecc- XpoHUUYeCKui (THOWHBIH, Co CTOpPOHBI JIETKUX:
LA75.Y? CUHIIPOM B nepuoxn|O6ocrpenue, | . CT. |NOJUIO3HO-THOMHBIIT) abcrecchl, aTeJeKTasbl,
HOBOPOXKJCHHOCTU pemuccus © Il. CT. |pHHOCHHYCHUT ITHEBMO-
IlepBuunas Tun Il. CT. |XpOHUYECKUIL MUOMHEBMOTOPAKC,
LUIIHapHas XpoHuueckuit o0ocTpeHus: 9KCCYJATUBHBINA CpeaHUI KpOBOXapKaHHe,
JUCKUHE3US 00CTpyKTHBHBIN OpoHXHUT |OGocTpeHue Octpastu  |OTHUT. KPOBOTEUCHHE
BporxoskTassl XPOHHYECKOTO | XPOHUYECKas (;terounoe),
(JroxanmM30BaHHBIE U OponxuTa BIIC. CCH - crenenb aITIepTUIEeCKUN
[epBuunas muddysnbie) ¢ ykazanueMm |[IHeBMoHHA (¢ OpOHXOJIETOYHBIH
[UIMapHAas JIOKaJIN3aINY, yKa3aHuEeM ITopoku pa3BuTHs MOYEK acTiepruiIes, JIerodHast
JVCKUHE3HS C  |paclpOCTPaHEHHOCTH) JIOKAJIN3aIIAN) [Nonucnnenns UM acIuIeHNs |THIIEPTEH3HS
CHHIIPOMOM [TreBMODHOpO3 CMenraHHBIN
3uBepTa- THUI [TUrMeHTHBIH peTHHUT Co CTOpOHBI APYTUX
Kaprarenepa OpraHoOB:
(monHbBIH, IlepBuuHoOE MyXxCKOE ITonuno3 Hoca
HE TTOJTHBIN) Oecruioaue ¢ JByCTOpOHHSIA
acTeHO300cIepMucit KOHIyKTHUBHAs
IlepBuuHnas TYTOyXOCTb -
[UJIMapHAas XKenckoe becronne BHEMAaTOYHAs
JVCKUHE3HS C TpyOHOTO MPOUCXOXKACHUS |OEPEMEHHOCTD
MUTMEHTHBIM
perHHITOM'
Ortenka o mkane-onpocunky PICADAR® YkazaTh KOJIHMYECTBO
6amios (>5)
I'enotun (myrtaruu reHos, Bbi3siBaronux I111/T) CornacHo
MEKTyHaPOIHBIM
6a3aM HaHHBIX®
Pe3ynbraThl 371eKTPOHHON MUKPOCKONNH (yKa3bIBaeTCs JaTa U BUJ HAPYIICHHUIA) YkaszaTb BUJL
HapylLIeHUH
Mukpobuonorudeckuii ctaryc (yka3plBaeTcs AaTa epBUYHOTO BbICEBA (BBISBICHHSA) Yka3aTb MUKPOOHBIH
MHUKPOOHOTO MaToreHa (IaTOTCHOB) U, €CJIH €CTh, IIOCIEIHETO) maToreH. MuUKpoOHbIe
acCOIHaLNU
Ipumeuanus:

JIH — ovixamenvhas Hedocmamoynocmy,; TIL[/[ — nepsuunas yunuapuas ouckunesust;, BIIC — eposcoennviii nopok cepoya; CCH —
cepoeuno-cocyoucmas nedocmamounocmv, PICADAR (Primary CiliAdry DyskinesiA Rule) — Ilpeduxmusnas wkana o0is
BbIAGNIEHUSL CUMNINOMOB NepeudHol yunuaprot ouckunesuu (Ipunoscenue I'l)

Y- Coenacro MKB10

2" Coanacno MKB 11

® Cmenenv dvixamensnoii nedocmamounocmu ycmanagnusaemcs coanacho kiaccugurayuu [Chuchalin, A. G. Pulmonology / ed.
Chuchalina A. G. - Moscow: GEOTAR-Media, 2020. - 768 p. - ISBN 978-5-9704-5323-0]

* Koo MKB PEKOMEHOYemCsl UCTIOb308AMb U3 COOMBENCMBYIOWUX PA30eL08.

® Onenka 1o mxane-sonpocunky PICADAR [Lucas JS, Gahleitner F, Amorim A, Boon M, Brown P, Constant C, Cook S, Crowley
S, Destouches DMS, Eber E, Mussaffi H, Haarman E, Harris A, Koerner-Rettberg C, Kuehni CE, Latzin P, Loebinger MR, Lorent
N, Maitre B, Moreno-Galdé A, Nielsen KG, Ozgelik U, Philipsen LKD, Pohunek P, Polverino E, Rademacher J, Robinson P,
Snijders D, Yiallouros P, Carr SB. Pulmonary exacerbations in patients with primary ciliary dyskinesia: an expert consensus
definition for use in clinical trials. ERJ Open Res. 2019 Feb 1;5(1):00147-2018, Behan L, Dimitrov BD, Kuehni CE, Hogg C,
Carroll M, Evans HJ, Goutaki M, Harris A,Packham S, Walker WT, Lucas JS. PICADAR: a diagnostic predictive tool for primary
ciliary dyskinesia. Eur Respir J. 2016 Apr;47(4):1103-12. doi: 10.1183/13993003.01551-2015. Epub 2016 Feb 25. PMID:
26917608; PMCID: PMC4819882].
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6 Jlannvle na catumax:

Exome Aggregation Consortium [http://exac.broadinstitute.org/ (dama o6pawenus 05.01.2023)],

Genome Aggregation Database [http://gnomad.broadinstitute.org (dama

obpawenus 05.01.2023)], Exome Variant Server [http://evs.gs.washington.edu/EVS/ (0oama obpawenus 05.01.2023)],

1000 Genomes Project [http://browser.1000geno-mes.org/index.html (dama obpawenus

05.01.2023)], dbSNP [http://www.ncbi.nlm.nih.gov/snp (dama obpawenus

05.01.2023)], dbVar [http://www.ncbi.nlm.nih.gov/dbvar (0ama o6pawenus 05.01.2023)], OMIM [http://www.omim.org/ (0ama
obpawenus 05.01.2023)], Human Gene Mutation Database [http://www.hgmd.cf.ac.uk/ac/in-dex.php (0ama obpawenus
05.01.2023)], Clin Var [http://www.ncbi.nlm.nih.gov/clin-var/ (0ama obpawenus

05.01.2023)], Human Genome Variation Society [http://www.hgvs.org/dblist/dblist.html (0oama ob6pawenus

05.01.2023)], DECIPHER [https://decipher.san-ger.ac.uk (oama obpawenus 05.01.2023)].

" annas gopma yennena c X xpomocomotl, svizeana mymayusamu 6 eenax 6 eenax RPGR (20% ecex cayuaes), PIHID3 u OFD].
8 Obocmpenue XpoHuuecko2co OpoHXoae204H020 npoyecca npu Hamuuuu 3 u 6onee npusnakos coenacvo [Kondratyeva E.L,
Avdeev S.N., Mizernitskiy Yu.L., Polyakov A.V., Chernukha M.Yu., Kondratenko O.V., Namazova-Baranova L.S., Vishneva E.A.,
Selimzyanova L.R., Simonova O.l., Gembitskaya T.E., Bragina E.E., Rachina S.A., Malakhov A.B., Polyakov D.P., Odinaeva
N.D., Kutsev S.I. [Primary ciliary dyskinesia: review of the draft clinical guidelines], 2022. PULMONOLOGIYA.
2022;32(4):517-538. (In Russ.) https://doi.org/10.18093/0869-0189-2022-32-4-517-538, Hannah WB, Seifert BA, Truty R,
Zariwala MA, Ameel K, Zhao Y, Nykamp K, Gaston B. The global prevalence and ethnic heterogeneity of primary ciliary
dyskinesia gene variants: a genetic database analysis. Lancet Respir Med. 2022 May;10(5):459-468. doi: 10.1016/S2213-
2600(21)00453-7. Epub 2022 Jan 17. PMID: 35051411; PMCID: PMC9064931].

B 6yoywem, no mepe yenybnenus snanuti, sma xiaccupukayus maxace nompeoyem nepecmompa.

1.6 KinHn4ecKkasi KapTUHA 3a60/1IeBaHUS WIH COCTOSAHUA (rpynnbl 3a60J1eBaHUN WA
COCTOSIHU M)

Cpennuii BO3pacT IOCTAaHOBKM JMarHo3a B cTpaHax EBpombl, COMNIACHO HCCIEI0BaHMUIO,
npoeaeHHoMmy B 2010 roay, cocraBuia 5,3 roja, npu 3TOM nauMeHtam ¢ cuHapomom Kaprarenepa
IMarHo3 TMOATBEpXKAaeTca B Ooiee paHHEeM Bo3pacte — 3,5 roma. [18]. Menuana Bo3pacTa
ycTaHoOBJeHUsl nuarHo3a B Poccuiickoit ®denepaunu (57 manueHTOB): y MAlUEHTOB C CHHIPOMOM
Kaprarenepa: 4 roma (IQR 0,8-7, range 0-14) y mamueHTOB ¢ HOPMAJIBHBIM PACIIOJNIOKCHHEM
BHyTpeHHHX opranos: 7,6 et (IQR 3,1-13, range 0,3-16) [19].

W3meHeHue CTpyKTYphl U (QYHKIIMM PECHUYEK PECTUPATOPHOTO TPAKTa MPUBOAUT K HAPYIIEHUIO
MyKoIuauapHoro tpancnopra. [locnenyromiee Hacioenre MHGEKINH 00yCIOBINBaET (HOPMUPOBAHUE
XPOHUYECKOT'O BOCMAJIUTEIBHOTO MOPAKEHUSI OPraHoB JbIXaHUS. TakuM 00pa3oM, B KIMHUYECKOU
KapTHHE 3a00JIeBaHMsI OCHOBHYIO POJb WIPAIOT HapyIIeHUs (YHKIMHM PECHUPATOPHON CHCTEMBI,
XapaKTEepU3YIOIIHUECS TOTAILHOCTHIO MOPAKEHUS U PAHHUM HaydaJIoM.

Benymum mnposiBnenuem Oonesnun 'y geret ¢ I/l sBisitoTcs wacThle BOCHANIMUTEIbHBIE
3a00JIeBaHUs BEPXHUX M HWKHHUX JbIXaTE€IbHBIX MYTEH, KOTOpPblE PErHCTPUPYIOTCS Y AOCTATOYHO
O0JBIION KOTOPTHI JIeTel, 0cOOEHHO B paHHeM Bo3pacte. OfHaKo, OCBeIOMICHHOCTh Bpaueil o IT11/]
KpailHe HEBBICOKA, B CBSA3M C Y€M JAMAarHOCTMKA JaHHOW MAaTOJOTMHU B OOJIBIIMHCTBE CIIy4yaeB
HECBOEBPEMEHHA.

[Topaxenue yierkux B OOJBIIMHCTBE CIIy4aeB MPOSIBISIETCS YKE B MEPBbIE JHU KU3HU peOeHKa B
BUJIe TTHEBMOHHHM, aTEJIEKTA30B, PECHUPATOPHOIO IHCTpecca, HEpeAKo TpeOyromUX HHTEHCHUBHOMN

TCpaIruu, JUINTEIIbHOM OKCHUT! CHOTCpAIlMM; Yy MHAaUCHTOB C CHHIAPOMOM KapTar CHECpAa BbIABIACTCA
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https://doi.org/10.18093/0869-0189-2022-32-4-517-538

oOpaTHOE pacrmoyIoKeHUE BHYTPEHHUX OPraHoOB; HepeaKo y HoBopokaeHHBIX ¢ [I11J] quarHoctupyrot
nopok# cepaua. C nepBbIX AHEH )KU3HU OTMEUAIOT MEPCUCTUPYIONIYI0 pHHOpPEro (Tabm. 1).

VY nereii 6osee crapiiero Bo3pacra, MOAPOCTKOB M B3POCIBIX HAPSLy C MOCTOSHHBIM BIIAYKHBIM
KallJleM OTMEYAalOTCs MOBTOPHBIC BOCHAIUTEIbHbBIC 3a00JI€BaHMs JbIXATEIbHBIX MMyTed (OPOHXHUTBHI,
ITHEBMOHUM); HEPEIKO MpOIleCC HMEET HENPEephIBHO pelUUAUBHpYIOIiee TedeHue. I[laromorum
OpOHXOJIETOYHOH CHUCTEMBbI CONMyTCTBYeT mopaxenue JIOP-opraHoB: XpOHMYECKH pPUHHT,
PUHOCHHYCHT, ITIOBTOPHBIE OTUTHI, IOCTETICHHOE CHIKEHHE CIyXa. Y B3pOCIHbIX MAUEHTOB OTMEYAIOT
HapYIICHHUS PEIPOIYKTHBHOMN (PyHKIMH (OeCIIOANEe WK CHIDKCHHE (DepTUIIBHOCTH) (Tabi.2).

Kaaccuueckne nposisienus ITIJ/L B 3aBucumocTu oT Bo3pacta (agantuposano [20])

Taoauna 2
KJ’II/IHI/I‘IGCKI/IG HpO?IB.HeHI/Iﬂ HepBI/I‘IHOfI HHJIHapHOI;'I JUCKHNHEC3UU B pa3HI)I€ B03paCTHI)I€ HepI/IOIII)I

Bospact KimmHnueckue nposiBiieHus
ITepron HOBOPOXKIEHHOCTH ITHeBMOHMS, aTeneKTa3bl JIETKUX
Punut

PecniuparopHslil nucTpecc-CHHAPOM

[Topoxu cep/ia ¥ BHYTPEHHUX OPTaHOB

OO6patHoe pacnoiox)eHne BHYTpeHHUX opranoB (y 40-50%
MAlUEHTOB)

[Jerckuii Bo3pact Kpyrimoroguussiii puHuT
XPpOHUYECKUH/PELUANBUPYIOIIUNA OTUT, CHIDKEHHUE CITyXa
[Tosmmnos Hoca

PenyuBupyromui CUHYCUT

PenmauBupyromuii OpoHXUT/ITHEBMOHUS

BponxoskTazbl

OO6partHoe pacrioyiokeHue BHyTpeHHHX opraHoB (y 40-50%
MaIUEeHTOB)

[ToapocTku u B3pocible CHUMITOMBI, XapaKTepHbIE I J€TCKOr0 BO3pacTa
bponxo3KTasel

Hapymenus peprunbHOCTH

Buematounas 6epeMeHHOCTh

OO6patHoe pacroiokeHle BHYyTpeHHUX opraHoB (y 40-50%
MAIMEHTOB)

XapakTep ¥ pacHpoOCTPAaHEHHOCTh OpOHXOJIETOYHBIX H3MEHEHHMH OINpEeAeNsioT TsHKECTh
3a00J1€BaHUs, BBIPAXKEHHOCTh BOCHAIUTEIBHOIO Ipolecca. 3a00JeBaHle MOXKET MPOTEKaTh MO TUITY
TSDKEJIOW OpOHXOPKTAaTHMYECKON OOJIE3HH € YaCThIMU OOOCTPEHUSIMH, C OTJCNIEHHEM 3HAYMTEIHHOTO
KOJINYEeCTBAa THOMHON MOKPOTHI, OpaJIbHOW KpemHuTaIiel, OJbIIIKONW. Y MalueHTOB ¢ OpOHXHUTOM 0e3

OpOHX09KTa30B O0OCTPEHUS] BOCHAIMTEIBHOTO MpoIllecca B OpPOHXOJETOYHOW CHUCTEME HE CTOJb

13



YacThle; HHAOCKONMUYECKHE H3MEHEHHUS HOCST MPEUMYIIECTBEHHO KaTapajbHO-THOMHBIN Xapakrtep,
OJIBIILIKA OTCYTCTBYET.

Bonpoc o wacrore u cpokax QopmupoBaHusi OpoHxo’KTa3zoB y mamuentoB ¢ IIIJ] ocraercs
JUCKYCCUOHHBIM: IO MHEHHMIO HEKOTOPBIX  CIEHUAIMCTOB, MOP(MOIOTHUECKU  XapakTep
OpOHXOJIETOYHBIX W3MEHEHHUH HE 3aBUCUT OT JJIUTEIBHOCTH TEUEHHUsl Ipoliecca: OpPOHXOIKTa3bl
HEPEIKO BBIABISIOTCS y JETed y)Ke MEpBBIX JET JKU3HU, U B TO )K€ BpeMsl Hanuuue OpoHxurta (0e3
cOpMUPOBABLIMXCS OPOHXO03KTA30B) AUATHOCTHPYETCS MHOTA y OJAPOCTKOB [21, 22]. Bmecte ¢ Tew,
yKe K 8-11eTHeMy Bo3pacTy OpoHX03KTa3bl BeIABIAIOTCA Y 50% Gonpubix [T/, nocturas nouru 100%
HX PacIpOCTPAaHCHHOCTH CPEIM B3POCBIX MaleHToB [23, 24].

[Tpu IILJ] nambGonee xapakTEepHBIMH BO30YIUTENSIMH WHQGEKIMOHHOTO TPOIEcca SBISIOTCS
Haemophilus influenzae u Streptococcus pneumoniae, pexxe Moraxella catarrhalis, Staphylococcus
aureus. Pseudomonas aeruginosa y jgereil BbICEBAaeTCs PEIKO, OJHAKO C BO3PACTOM 3HAYCHHE ITOTO
naroreHa y 6omapHbIX ¢ [TI1J/] mocrenenno Bo3pacrtaet [1, 25]. ¥V 15 - 47% nauuenrtos ¢ ITLJ] xoTst ObI
OMH pa3 B Troja Beyiensercss P. aeruginosa, a y 39% manueHTOB HAOJIOMAETCS XPOHHYECKAs
cunernoiiHas uHdekiums [26]. Pacnpocrpanennocts HTM cpenu nereii ¢ TTILJ] cocraBnsier 3% [27], a
cpenu B3pocasix — 10% [28].

[Tokasano, uto Achromobacter xylosoxidans siisietcst maToreHoM, KOTOPBI B IEPBYIO OYEpEIb
UICHTHPUIHPYETCS Cpeau B3pocibix manueHToB ¢ [111J] npu nccnenoBaHUM CMENIAHHOHN MTOMYIISIITUH,
BKJTIOUAROIIEH Kak JeTeit, Tak u B3pocibix ¢ ITIIJ], B kotopoii A. Xylosoxidans Beiienen B 6% o0pasios
MOKPOTBHI OT B3pOCIIBIX MALIMEHTOB CTapuie 25 JIET 10 CPABHEHHUIO € 1eTbMU 10 12 neT - B 1% ciydaes
[26]. DTa mpobiiema Masio U3y4eHa U B TUTEpaType MPAKTHYSCKU OTCYTCTBYIOT JaHHbBIC, KACAIOIHECS
pacnpoCTpaHEHHOCTH, KJIMHUYECKOTO 3HAYE€HHUS U OCOOCHHOCTEW JeueHUs HHQPEKUUN JIerKux,
BbI3BaHHBIX A. xylosoxidans. B swurepaType Takke OTCYTCTBYIOT [aHHBIC, KacaroIl[Hecs
pacrpoCTPaHEHHOCTH, KIMHUYECKOTO 3HAYeHMs M OCOOCHHOCTEH JIeYeHHs IpU XPOHHUYECKOH
undekuu nerkux, Bb3BaHHOW Burkholderia cepacia complex. Hemb3s HCKITIOUUTB, y4HTHIBAs
narorene3 IILJ], uto xponudeckass mnpexius nerkux npu [1IJ] moxer ObITH 00yclIOBI€HA BCEMU
TEMH )K€ MHUKPOOPTaHMU3MaMH Kak rmpu MykoBuciuaose (MB).

3arpyAHEHHE HOCOBOTO JBIXaHUS U XpPOHUYECKasi pUHOpes] OOBIYHO MPUCYTCTBYIOT Y AeTeil JTH00bIX
BO3PACTHBIX TPYI, HAuyWHAsi C HOBOPOXKAEGHHOCTHM WM TpyIAHOro Bospacta. JKamoObl HOCST
KPYTJIOCYTOYHBIN U Kpyrioroandsbrii xapaktep [29, 30]. XapakTepHa THIIOCMHS WM aHOCMUS, Kak
MPOSIBJICHUE XPOHMUYECKOro puHOocuHycuta. Jlms >85% nmerelt mutammmx BO3PACTHBIX —TPYIII
XapaKkTepeH PeLUIUBUPYIOIUI OCTPbIi CpeJHUI OTHUT (B T.4. THOMHBIN nephopaTHUBHBIHN, C oTOpeeil),
mo moBoay kotoporo 38% marueHToB monydaeT Oonee 30 KypcOB CHCTEMHOW aHTHOAKTepUaTbHOU

tepanui. C BO3pacTOM y YacTH MalMEHTOB MPOrPecCUpyeT KOHIYKTHUBHAS TYTOyXOCTh 3a CYET
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TEYEHHsI SKCCYAATUBHOIO CPETHEr0 OTHUTA, POPMUPOBAHUS PETPAKLIUOHHBIX U aJr€3UBHBIX U3MEHEHHI

B cpeaHeM yxe. B ciydae ykasaHuil B aHaMHE3€ Ha BBIMOJHEHHE TUMIIAHOCTOMHUH (LIIYHTHUPOBAHUS

OapabaHHBIX MMOJIOCTEN) 110 TIOBOY PELMIMBUPYIOIIETO MIIM XPOHUYECKOTO IKCCYAATUBHOTO CPETHETO

OTHUTa XapakKTepHa OBICTpas CaMOCTOSITENbHAs SKCTPY3US BEHTWIALHOHHBIX TpyOok. [lepdopanus

6apa6aHH017I IEPCIIOHKU ITOCJIC INYHTHPOBAHUS, 110 JAHHBIM PsAla aBTOPOB, COXPAHACTCA Y IMOJIOBHUHBI

oompHBIXx ¢ TIIIJI [31] (B oOmeit nomymsimuu momoOHOe siBieHue otmedaercs y  0,1%

ITYHTUPOBAHHBIX). Y OOJIBIION YacTH TAIMEHTOB HMMEIOT MECTO KalloObl Ha MPOTPECCHPYIOIIEe

CHMIXXCHHEC ClIyXa OO0 IIOAPOCTKOBOI'O BO3pacCTa C HOCJ'ICIIYIOH_IGI‘;I CTa6I/IJIH33L[Pleﬁ WM YIY4YHICHUEM

[32]. AHanoru4Ho ¢ BO3pacToOM CHIDKAETCS YacTOTa PEIUAMBOB OCTPOro cpeaHero otura [31].

Huddepenunansupiii quarno3 [11J] TpeGyeT uCKIOYEHHS MIMPOKOTO CIEKTPa MaTOIOTHH:

BPOXJICHHBIE TIOPOKH  pa3BUTHS  OpPOHXOJETOYHOH CHCTEMBI.  JTU30HTOTEHETHUYECKHE
OpOHXO0DKTa3bl, OPOHXOJETOYHBIE KUCTHI, Tpaxeo- U OpPOHXO-NHUIIEBOAHBIC CBUIIM (AMAarHO3
MOATBEPHKIACTCS  MOCPEICTBOM  MPOBENCHUS  BUIYAIM3UPYIOIIMX  TOPOK  METOJOB
JMArHOCTHKH, TAKHX KaK KOMITbIOTepHasi ToMorpadusi, TpaxeoOpOHXOCKOMHS);

MYKOBHUCIM/103 (IMarHO3 MOJATBEP)KIAeTCsl NMPU HAIUYMM OJHOTO WM 0oJjiee XapaKTEpHBIX
(dbeHoTHIMYECKUX TPOsBICHU MB B codeTaHMM ¢ JTOKa3aTeIbCTBAMH HAPYIICHUS (YHKIHH
MBTP, Takumu Kak: TpU MOJOXHUTEILHOM pe3yibTare MOTOBOW MpoObl (HccleaoBaHue
YPOBHS XJIOPUIOB B TIOTE) U/WIIH BBIABICHUU MIPH MOJIEKYISPHO-TEHETUYECKOM HCCIIEAOBAHUN
KIMHUYEeCKH 3HaunMbix Myrtanuid reHa CFTR (MBTP - tpancmMeMOpaHHBIH peryiasTop
MIPOBOAMMOCTH MYyKOBUCIH03a) (cM. Kimnuueckue pexomennanuu «Kuctosusiii ¢puodpos
(MYKOBHCIIHIO3)»);

UMMYHOJE(PUIIUTHBIE  COCTOSHUS  (AMarHo3  TOJTBEPKIAETCS  BpPauoM-allIeprojOoroM-
MMMYHOJIOTOM IIOCJI€ TPOBEAEHHS MMMYHOJOTHYECKOTO0 OO0CIeAO0BAaHUS, BKIIIOYAIOLIETO B
ce0sd, B 3aBUCUMOCTH OT KJIMHHUYECKOM HEOOXOJUMOCTH, OIpeNeJeHHEe  YpPOBHS
uMMyHOTJI00ynuHOB B kpoBu (AE,M,G), ummyHOpeHOTHITUpOBAaHHE JUMQOIMTOB,
onpenenenne onpeneneane JJHK TREC (T-cell receptor excision circles — T-kimetoumbie
sxcim3nonnsie konbila) 1 KREC (Kappa-deleting recombination excision circle - Kamma-
AKCIM3UOHHBIE KOJbIla) B KpoBu MmetonoMm [IIIP, darommrapHoii aKTUBHOCTH JIEHKOIIUTOB,
ypoBHsI KOMIIOHEHOB KomIutemenTa, NK-kietok u mp.) ;

JUTUTEITHHO HAXOSIIeecss MHOPOIHOE TEIO B JBIXAaTEIbHBIX MyTSX (AUAarHO3 MOATBEPKAACTCS
MOCPEJICTBOM IPOBEACHUSA TPaxeoOpPOHXOCKOMUH, KOMIIBIOTEPHOM TOMOrpauu OpraHoB

IPYIHOH MOJOCTH);
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- pedunur anbda-l-aHTUTpUTICHHA (AMArHO3 TIOATBEP)KIAETCS OICHKOM YpOBHS o-1-
AHTUTPUIICUHA B KPOBU, U BBIABJICHHOM 3HAYMMON 3aMEHOH B I'€HAX OTBETCTBEHHBIX 3a
dopmupoBanue 3aboneBanus, Takux kak SERPINAL, SERPINA2, SERPINA3);

- IIOPOKH pa3BUTHs Cep/Lia U COCYJIOB;

- Jpyrue BpOKJEHHbIE U/WIM HACJIEACTBEHHbIE 3a001€BaHUs U CUHAPOMBI (CUHIpOM Bunbsimca-
Komnoemnna (ORPHA:411501) u ap);

- OpoHXHMallbHas acTMa;

- XpoHHYECcKas 00cTpyKTHBHast 60je3Hb Jerkux (XOBJI);

- TyOepkyes;

- JIeTOYHBI MHUKOOAKTEpHO3;

- WJUONATHYECKUH IOJUIIO3HBIA PUHOCUHYCHT;

- HEKOTOpbIe (POPMBI MY>KCKOT'O U KEHCKOTo Oecriious, He cBsi3aHHble ¢ TTLJT;

- LUWIMONATUHU, KOTOpbIE MOTYT OBbITh MposiBIeHHEM Ipyrux cuniapomoB (Cenuopa-JlykeHa,
Anbctpéma, bapae-bunis) u nporekats ¢ uiau 6€3 pecnpaTOPHBIX MPOSIBIEHUH, C 00paTHBIM
pacroyio’keHNeM BHYTPEHHHX OPTaHOB (Fe€TEPOTAKCHE), TOIUKHCTO30M MEYEHHU U/HITH TIOYEK,

aTpe3ueil KEeIYHBIX MyTel, peTUHOMATUEHN U JIp.

2. IMarHoCcTUKA 3200J1eBAHNS UM COCTOSIHUSA (TPyNIbI 3200/1eBAHNH WIN
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA U POTUBONOKA3aHUS K IPUMEHEHHU IO

METOA0B TUATHOCTUKH
B nacmoswee epemss nem eounoco memooa - «3010mo2oy cmauwoapma ouacnocmuxu T[],
Juaenos L]/ ycmanagnusaemcs Ha 0CHOBAHUU XAPAKMEPHOU KIUHUYECKOU KaAPMUHbL 8 COYeMAaHUul ¢
pesyibmamamit CReyuaibblx ucciedosanuil [3].
OnmumanbHwlll aneopumm OUAeHOCMUKYU 0cmaemcs npeomemom ouckyccutl [5].
Ilpu ycmanosnenuu ouazno3a yHumolearomcs.
® XapakmepHvle OaHHbIE AHAMHE3A U KIUHUYECKAs KAPMUHA (CM. éblule);
® pezynbmamsl CKpuHuHea - ucciedosanue yposHs oxcuda azoma (NO) 6 eviovixaemom
HA3a1bHOM 8030yxe (v bonvuuncmea nayuernmos ¢ I1LJ] on cnuoicen);
® QHAIU3 YACMOMbL U NAMMEPHA OUEHUsI peCHUYeK 8 buonmame u3 noi0cmu Hoca uiu OPOHXa ¢
HOMOWBIO CEEMOBOU MUKPOCKONUU,
® DJIeKMPOHHASL MUKPOCKONUSL (0OHApYJiceHue aHOMAIULL CMpPOeHUsi pecHu4eKk 8 oOuonmame
CAU3UCMOU  000NI0UKU  HOCA  UAU  OpPOHXA, AHOMANUL  CMPOEHUS  HCSYMUKO8 U

CnepMamo3oudos).
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® pe3ynIbmamsl C8eMOONMuUYEcKol MUKPOCKONUU CREPMAmMO30Ud08 (Haiuyue momanbHOU Ulu

cyomomanvHoU acmerHo300CnepMuiL);

® pe3yibmamol  MeOUKO-2eHEeMmUYecko20 00C1e008anusi  (AHAIU3  POOOCIOBHOU, OAHHbLE

MOJIeKYIAPHO-2eHemu4ecKoe UcCCie008anus 2eH08, C85A3aHHbIxX ¢ pazsumuem [11]]]).

Tak Kax BbICOKOMEXHONO2UUHbIE —OUACHOCTMUYECKUe Mmecmbl  ABNAIOMCA  O0CMAMOYHO
00pO2OCMOSAWYUM U HEOOCMYNHbL Ol  WUPOKO2O UCNONb308AHUSL 6  HECNeyuaiu3upOo8aHHbIX
cmayuonapax, yerecoobpazen omoop nayuenmos Ons ux nposedenus. Eeo pexomendyemcs
npPOBOOUMD C YUemoM NPUBEOEHHBIX HUJICE KpUumepues.

Hononnumenvromy obcnedosanuio noonexcam [3]:

1. Tayuenmul, umerowjue HeCKOIbKO U3 HUNCENEPEUUCTEHHBIX NPUSHAKOB.

-NOCMOAHHBIL NPOOYKMUBHDIU KaAULeb

~-AHOMANIUU PACNOJIONCEHUS. BHYMPEHHUX OP2AHO8;

-8p0dICOeHHbIE NOPOKU cepoya,

- nepcucmupyrowull pUHUm,

-NOJIUNO3HBLU PUHOCUHYCUMN

-XpOHUYEeCKUll CPeOHULl OMUM CO CHUdCEHUEM CyXa (unu 6e3 He2o),

-Hanuyue pecnupamopHbiX HapyweHul (8 mom uucie — mpeoyiowux UHMeHCUSHOU mepanuu) 6
nepuooe H0BOPOIHCOEHHOCMU

2. Tlayuenmol 6e3 aHomManUll pacnoioHCenuss BHYMPEHHUX OP2aH08, HO umerwue opyaue
xapaxmepnvle kiunudeckue nposeienus I (cm. n.1,4,5,6 u pazoen 1.6 Kiunuueckas kapmuna)

3. Cubcvl u opyeue poocmeenHuku nayuenmos c 1L/, ocobenno — 6 cnyyae Haruuus
XapakmepHvlx KIuHu4yeckux nposenenuti (cm. n.1,4,5,6 u pazoen 1.6 Kiunuueckas kapmuna 4)

4. Hapywenue gepmunvHocmu y 63pOCivlX NAYUEHMO8 (8 4aCmMHOCMU, NEePBUYHOE MYHCCKOe
becniodue, cés3aHHOe C ACMEH0300Chepmuel).

5. Buemamounas bepemeHHOCMb

6. Bvices us omoensemozo/mamepuand, NOIYYEHHO20 U3 BEPXHUX U HUNICHUX ObIXAMENbHbIX
nymeiti epamompuyamenvrou gaopol, MRSA

7. Couemanue xapaxmepHuvIX KIUHUYECKUX NPUSHAKOG C NOJIONCUMENbHBIM Pe3YIbmamom
oyenku no wikane PICADAR (>5)(cm. Ipunoocenue I'1).

Aneopummut ouaenocmuxu IL[J] npedocmaenensvt 6 npunoxcenuu b1

2.1 Kaao0bl 1 aHAMHE3

Ilpu cbope anamueza credyem obpamums 6HUMAHUE HA MUNUYHbIE KIUHUYECKUE NPOAGIEHUS.
II]: ona smux nayuenmos Xapakmepuvl MOPHNUOHbIE K MEPAnuu pUHUMbl NPAKMUYECKU C

poofcdesz, uuqbem;uu HUMICHUX ObIXAMEIbHBLX nymeﬁ, conpoeoofcdaiowuewz XPOHUYECKUM Kauliem,
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HEPeoKo Yoice 6 HeOHAMAIbHOM Nepuode Ul peyuousupyrowue OpOHXUmbl 6 PAHHEM 603pachie.
Kpome moco, y muoeux nayuenmos ommeyaomcs peyuousupyioujue 9KCCyoamusHvle OMumsl co
cHudicenuem cayxa. Couemanue XpoHUuecko2o (peyuousupyrowe2o) CUHyCUma ¢ XPOHUYECKUM
(peyuousupyrowum) OPOHXUMOM ABIAEMCA OCHOBAHUEM OISl YelyOneHH020 00cied08anus pebenka. B
CeMelHOM aHaMHe3e UH020A YOaemcsi OOHAPYICUMb CAYHAU MYAHCCKO20 0ecnioous, XPOHUYECKUX
OPOHXUMOS UNU CUHYCUMOB, AHOMATLHOE PACHONIOJNCEHUE BHYMPEHHUX OpeaHo8, Hepeoku cayyau 11T
¥ cubcos.

Xapaxkmephvie danuvle anamuesa u anamuecmuyeckue npusraxu LT

- BHeMamMouHas bepeMeHHOCb 8 AHAMHe3e;

- OPOHX03KMA3bl y pooumenetl;

- podwcoeHue nocie OepeMeHHOCmU, HACmynueuiell 6 pe3yivbmame 3KCMPAKOPNOPAILHO2O
ONI000MBOPEHUS 8 C8A3U C becnioouem pooumenetl,

- PecnupamopHwlli OUCMPecc-CUHOPOM HOBOPOICOCHHBIX, 8 OCOOCHHOCMU C AmeleKma3amu Ha
PEHM2EHO2PAMMAX OP2AHO08 2PYOHOU KIeMKU, 8DONCOEHHAS NHEEMOHUSL,

- NPAKmMuyecKu NOCMOAHHOE «CONeHUe» HOCOM HA Nep8OoM 200y HCUSHU, XPOHUYECKUL PUHUM,
€IICEOHEeBHAS 3ATI0MHCEHHOCMb HOCA

- XPOHUYECKULl BIAJCHBIU Kaulenb (MPo00adNCUmeNbHOCmbio boee 4 Hedenv);

- NOBMOpPHbBIE OPOHXUMDbL, NHEBMOHUU, AMENeKma3s, OPOHXOIKMA3bl (Yacmo — ¢ Nopajicenuem
cpeoHeti 00U 1e2K02o)

- NOBMOPHbIE OMUMDbL, IKCYOAMUBGHBIL OMUM, CHUNCEHUE YPOBHSL CILyXd

- HOBMOPHbIE CUHYCUMDbL, XPOHUUECKUTL CUHYCUM;

- (3EPKANIbHOE» PACNONONCEHUEe HYMPEHHUX OP2aHO8 (cepoya, neuenu) — y noaouHbvl OO0NbHbIX
(cunopom 3usepma-Kapmaeenepa),

- gvices uz mokpomsl MRSA, epamompuyamenvroii ¢opul,

- becniooue y Mys#CuuH u CHUdMCeHue hepmuibHOCmuy y HeHuuH, becniooue y pooCmeeHHUK08

2.2 ®uzukajbHoe 00CaeT0BAHUE

Obwuii ocmomp noopasymesaem OYeHKYy o00we20 @u3uuecko2o cocmosanus, @uU3ULecKozo
pazeumus pebenka, noocyem YaAcmomvl ObIXAHUA, CEPOCUHbIX COKPAWEHUN, OCMOMpP BEPXHUX
ObIXamenbHblX nymeil U 3e6a, OCMOMP, NATLNAYUIO U NEPKYCCUIO 2PYOHOU KIemKU, aycKyIbmayuio
JIe2KUX, NATbNaAyuio HCUusomd.

Ilposisnenus IIL]J] 3nauumenvno 6apvbupylom 8 C843U C BbIPANCEHHOU 2eHemuyecKou
2emepoceHHOCbIO.

2.2.1 Oowguit ocmomp

Hpu O6W€M ocmompe nayuenna OyeHuearon mAs;dcecmsb COCMOsAHUA, qbus’uttecxoe pa36umue).
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- Kawienb - NOCMOSHHBIU, NPEUMYUECMBEHHO NPOOYKMUBHBLU, HEPEOKO ¢ OmOoeleHuem
3HAYUMENbHO20 KOIUYeCm8a HOUHOU MOKPOMDbL,

- 3ampyoOHeHHOe HOC080e ObIXAHUEe C HaludyueM HNOCMOSHHO20 OMOeNIeM020; HepPeoKo
HA3AMbHASL 0OCMPYKYUsl, CBA3AHHASL C HAIUYUEM NOAUNOS, NPUBOOAUWUX K BUOUMOL Oedopmayuu
JUYeB020 CKellemd,

- CHUJICEHUE CIYXa ABNAeMCs CIe0CMBUeM NepCcUCmupyouje2o Uil XpPOHUYecKo2o CpeoHe2o
omuma;

- 00bLMKA 8 NOKOe MOodCem HAOA0amvbCs 6 cmaouu obocmpenus 3a001e8anus, 00blKa Npu
Qusuueckotl Haspy3Ke ommeuaemcs y abCoaOmMHo20 OOIbUUHCMEA DOILHBLX,

- ¢usukanvnvle uzmMeneHus 6 J1€2KUX: KAK NpAGuio, ¢ O08YX CHMOPOH NPOCIYUUBAEMCS
MHOIHCECNBO  PA3HOKANUOEPHLIX — GIANCHBIX XPUNOS, NEPKYMOPHBIU 36YK HAO NAMOJI0SUHECKU
UBMEHEHHbIMU YYACMKAMU JIe2KUX VKOPOUEH, MOJICEem OMMeYamuvcsi KOpoOOuHblll OMMeHOK 38YKd,
Hab1100amvcsi NPUHAKU OPOHXUATLHOU 0OCMPYKYUU,

- 2pYOHaA KNemKa Modicem umems pasiuinvie oegopmayuul;

- Y nayueHmog ¢ Haubonee MANCENbIMU NPOAGIEHUAMU BCLeOCMBUE XPOHUYECKOU SUNOKCUU
Gopmupyemcs ymonuienue Hozmeswlx ¢hanane nanvyes («bapabaHHvle NANOYKUY), U3MEHEHUEe
dhopmol Hoemell («uacosbie cmekaiay).

- npu  NOTHOM — OOPAMHOM  PACROJIONCEHUU  GHYMPEHHUX  OP2AHO8  MOHbL  cepoya
NPOCIYUUBAIOMCS 8 NPABOL NOJOGUHE SPYOHOU KIeMKU U CO CIOPOHbI CRUMbI, NeYeHb NATbNUPYemcs
cnesa. Mozym nabniodamucsi u Opyeue 8apuanmovl HAPYUIEHUS: PACNOTONCEHUSL OP2AHO8

2.2.2 Quzukanvnoe oocieoosanue JIOP opzanoe

- Ilpu svinonnenuu nepeoneil puHOCKORUU 0Opawaem Ha cebsi BHUMAHUE CKONIeHUe/CMAacHaAYUs
omoensiemMozo (dawje 2SHOUHO20) 8 HUJICHUX HOCOBbIX X00ax, 4Ymo A61Aemcs O00CMAmo4HO
namocHomoHuunbimM 0 III[J] 3a cuem UCKIIOUUMENbHO — 2PABUMAYUOHHO — 00YCI0BIEHHO2O
MPAUcnopma HA3aibHO20 ceKpema 6 YCLO8USX OMCYMCMSUs myKoyunuapnozo kaupeuca [33]. V
yacmu nayuenmos (18% [34] 6 xonye nepsoii — nauane 6mopou 0eKao HCUHU MOHCEN PA36UBAMbCSL
HA3ANbHBLI NOJIUNO3, KOMOPLIU HOCUM Xapakmep 08YCMopoHHe20, Ouppy3rnozo.

- Ilpu omockonuu (omomukpockonuu) sére peyuouda 0Cmpo2o cpeoHe20 Omuma ommedaemcs
CKONJIeHUe Henpo3payHo20 3KCCyoama 3a 0apabanHOU NepenoHKOU C NPUSHAKAMU (OPpMUPOBAHUS
aoeesull u pempaKyuoHHbIX KAPMAaHO8 pacciabieHHOU U HamsaHymou wacmell 0apadanHoll nepenouKu.
B cnyuae nanuuus cmoiikou nepghopayuu 6apadbannoil nepenorKy OHA HOCUM Xapakmep YeHmpaibHOol
(Me30MUMNAHANLHO) NOCe WYHMUPOBAHUs 6ApabaHHOU NOIOCMU ULU SNUMUMNAHATLHOU 8 Clyiae
BbIPANCEHHOU DEeMmPaKyuu pacciabieHHol dyacmu (NOCleOHsas ommeyaemcs peoxo, maxdice Kax u

Gopmuposanue pempaKyuoOHHOU X0aecmeamomsl 01 OAHHOU 2PYNNbl NAYUEHMO8 He XAPAKMeEpPHO U
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ommeuaemcsi, no 0anHvim psoa uccreoosanuti, om 0 0o 11,7% cnyuaes) [31, 32].
2.2.3 HIkana-éonpocnuxk PICADAR

Jna konuuecmeenHoU OYeHKU 3HAYUMOCMU KIUHUYECKUX NPUSHAKO8 npu nodosperuu ua L]
moocem bvimsb ucnonvzosana wikana PICADAR (Ipunosicenue I'l) [35], xoms umeromes coobwenus o
seposimuocmu 6oiee HU3K020 NPeOUKmuUEHO20 3HAYEHUs. OAHHOU wKabl y 63pocivlx [36].

2.3 JIabopaTopHbIe IMATHOCTHYECKHE HCCIEe0BAHMS

2.3.1 Mukpoobuonozuueckasa OuazHocmuKa

Muxpobuonocuueckas ouacnocmuxa y nayuenmos c L[ umeem pso ocobennocmeii, komopwie
HEe0OX00UMO YUUMbLEBAmMb NPU OP2AHU3AYUU pabomvl ¢ OAHHOU Kamezopuell ODONbHbBIX.

Xponuueckuu  6ocnanumenvuviti  npoyecc 'y nayuenmos ¢ III{J] wnepedxo o0bycrosenen
NamoceHamy, aHALIOSUYHLIMU NAYUEHMAM C KUCTMO3HbLIM  QUOPO30M  (MYKOBUCYUOO30M), HMO
NO36ONUNO  KOHCEHCYCYy  JKCNepmos8  IKCMpanoiupogams  OAHHble,  NOJYYEeHHble  Npu
MUKDOOUONIO2UYECKUX U KIUHUYECKUX UCCIe008AHUAX C yuacmuem NAYyueHmos8 ¢ KUCMOIHbIM
Pubpozom (mykosucyudozom) na nayuenmos ¢ I1L[J] [28].

IHokazanusa 0na npogedenusn uccied08anus u ucciedyemole 6U00oOpazyvl

. Bcem manmentam c IIJ1 u nanuentam ¢ nogo3penuem Ha 1] pexkoMeHnmyercs perynspHoe
MPOBEICHUE MHUKPOOHOIIOTUYECKOTO HCCIESNIOBAaHHUS PECIHPATOPHBIX O00pa3loB Ui BBIJACIICHUS,
UICHTU(QUKAIIMM W  ONpeAeNieHUs YYBCTBUTEIbHOCTH KIMHUYECKHM 3HAYUMBIX BO30yauTenei
K IPOTUBOMUKPOOHBIM npenapatam (IIMII) ¢ nenbio ontumuzanuyu aHTUMUKpoOHOM Tepanuu (AMT)
[25, 28].

YYP-C,¥IA1-5)

KommenTapuu: uccredosanue nposooumcs npu nepeudHol OudasHocmuke U 6 npoyecce
OUHAMUYECK020 HAONI00eHUs, KaK npasuio, He pedxce 1 pasa 6 3 mec., no nokasanusm - yawe. Ilpu
nepsuyHom evlsaenenuu P. aeruginosa unu xponuueckou ungexyuu HUMCHUX ObIXAMENbHbIX Nymei 6
nepuoo nposedeHuss 3PAOUKAYUOHHOU MePAnUU MUKPOOUONO2UYECKOe UCCe008aHue NPOBOOUNCS
edceMecUHO C Yelblo OYeHKU MuMuHayuu 6030youmens. Taxoice ucciedoganue 00bIYHO NPOBOOUMCS
nocie aHmuMuKpoOHol mepanuu 0Jisk KOHMPOJisl IPAOUKAYUU.

OCHOBHLIM  MemOOOM MUKPOOUOTIOSUHECKOU OUACHOCIMUKU OPOHXONe204UHOU UHpeKyuu y
nayuenmos c¢ IIL[J]] saensemcs muxpobuono2uieckoe uccied08aHue pecnupamopHulx 00paszyos,
gKIOuaOWee MUKPOCKONUIO MA3Ka U  KYIbMmMypaivbHoe ucciedosanue (noceé obpasya Ha
HeceleKmusHble, CeleKmugHvle U OUPpepenyuanbHo-ouazsHoCmuyeckue numameibHole cpeost) [25].

B coomeemcmeuu ¢ Ilpuxazom Munsopasa Poccuu 13 oxmsabps 2017 ¢ Ne 804u om «O6
VMBEPHCOeHUU HOMEHKAAMYPbl MeOUYUHCKUX YCIY2» eCMb HeCKONbKO YCIy2: MUKpoOuoio2uyeckoe

(Ky1omypanvhoe) ucciedo8anue Ciu3u ¢ MUHOAIUH U 3A0Hel CMeHKU 2JIOMKU HA adpobHble U
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gakynbmamuero-anaspooHvle MUKPOOP2AHU3MBL, MUKpoOUono2uyeckoe (kynomypanvroe)
uccne0oganue MOKpOmMul HA  a’poduvle U  PaKyIbmamueHO-aHasPoOOHble  MUKPOOPSAHUIMBL,
Muxpobuonocuueckoe (Kyremypanvhoe) ucciedosanue JNAGANCHOU IHCUOKOCMU HA a’poOHble U
gakynbmamuero-anaspooHvle MUKPOOP2AHU3MDBL, Onpeodenenue YY8CMEUmMenIbHOCmuU K
AHMUMUKPOOHBIM Npenapamam MUKpOOPSAHUZMOB, 8blOENEHHbIX U3 OPOHXOANbEEONAPHOU IABANCHOU
acuokocmu, Onpedenenue 4y8CMEUMENbHOCMU K NPOMUEOSPUOKOBbLIM — npenapamam  2puboa,
8bIOENICHHBIX U3 OPOHXOAIbLEEOISIPHOU NIABANCHOU dHcuokocmu, . Onpedenerue 4y8CmMEUMeNIbHOCMU K
aHmMubaKmepualbHbIM NPenapamam MUKpoOp2aHu3Mo8, GblOeleHHbIX U3 Mokpomsl, Onpedenenue
YYECMEUMENbHOCMU K NPOMUBOSPUOKOBLIM NPenapamam 2pubos, 6bl0eleHHbIX U3 MOKPOMb.

o PexomMeH10BaHO NPOBOJUTH MHKPOOMOJIOTHYECKOE MCCIEI0OBAHUE CBOOOAHO OTHENIsIeMON
MOKpPOTHI KaK ONTUMAJIBHOIO OMomaTepuana /uis MUKpOOHOJIOrHYecKoro uccienoBanus. Ilpuronnsim
JUIS UCCIIEJIOBAHMS Takxke sBajsiercss OpoHxoanbBeossipHbld JaBax (BAJI), momyuaemslili mpu
TpaxeoOponxockonuu. Ilpu OTCYTCTBMM NpPOAYKTHMBHOIO KalUld WIM 3aTPyAHEHUU NOJIY4YEeHHUs
MOKpOTHI Yy JIeTeil 70 6 JIeT JOIMYyCKaeTcsl MUCCIIEOBaHUE Ma3Ka CO CIM3MCTOM 000JIOUKH TITyOOKHX
OTJEIIOB 3aHEH CTEHKH IIIOTKH [25].

YYP-C, YA -5)

Kommenrapmii: nonyuenue mokpomer u bAJI ocywecmensiemcs 6 coomeememeuu co cmaioapmHubimMu
npoyeoypamu npu a00blX UH@DEKYUAX HUNCHUX OblXAmelbHblX nymeu. Texnuxa 63amus Ma3Ka.
nomewaom Mmamnon Ha 3AO0HION CMEHKY 210MKU, Gbl3blealom Kauielb U Nocie He MeHee mpex
KAWegblx Mo4K08 yOaasiom mamnot, Ha KOmopbulil ObLiu coOpanbl 6bl0eeHUs NPU Kaule.

o Y nDanmMeHTOB € XPOHWYECKMM CHHYCHUTOM JIONOJHHUTEIBHO K oOpaslaM W3 HHKHHX
JBIXaTENbHBIX MyTel PEeKOMEHIYeTCs MUKPOOHOJIIOTMYECKOe HCCIeI0BaHNEe Ma3Ka, MOJIydeHHOT0o Mpu
PUHOCKOIIHH € LEIbI0 UACHTU(DHUKALIMY MUKPOOPTaHU3MOB, BBI3BIBAIOIIUX 00OCTPEHUE XPOHUYECKOTO
CHHYCHTA, a TaKxe B CBsi3u ¢ TeM, yro OHII sBnstorcs pesepByapom st HHGEKUUH, 3HAYMMBIX /17151
HIDKHHX JIBIXaTeNbHbIX TyTel [25, 37].

YYP-C,¥YaA1-5)

J [Tpy HanuyuK NpOAYKTUBHOTO Kauuis y nanueHToB ¢ [1IJ] co ctabunpHbIM TeueHreM 00JIe3HH
PEKOMEHI0BAaHO MPOBe/IeHNE eXXeroJHoro ckpuHrHra Ha HTMBb (BbIMosIHAETCS MUKPOCKOIIHS C IIEJIbIO
BBISIBIICHUS] KHCIIOTOYCTOHYMBBIX OakTtepuii (MMKpPOCKOIIMYECKOEe HCCIIeOBAaHHME MOKpPOTHI Ha
mukobakrepun (Mycobacterium spp.)) U KylbTypalbHoe uccienoBanue (MukpoOuogoruyeckoe
(KynpTypaibHOE) HCCIEAOBAHHE MOKPOTHI Ha a’poOHble U (aKyJIbTaTUBHO-aHAIPOOHBIE
MHUKpPOOPTaHu3Mbl, MHUKpoOHogornueckoe (KyJabTypaibHOE) HCCIEIOBAHHUE JaBaKHOM >KMJIKOCTH Ha
a’poOHbIe U (haKyJIbTaTUBHO-aHaPOOHBIE MUKPOOPTraHu3MBl)); 1t BeisiBieHuss HTMbB nenecoo6paszno

UCIIOJIb30BAaTh MOKPOTY WM IpYTUe pecriupaTopHbie oopasinsl (BAJT) [25, 28].
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Xpanenue u mpancnopmuposKka 00pa3yoe 0 MUKpoOUo102u4ecKo20 Uccied06anus

J [TonmyueHnHble pecnipaTOpHble 00pa3libl PEKOMEHI0BAHO OTHPABISATH B MUKPOOHOJIOTHYECKYIO
nabopaTopuio B KpaTdaiiiue cpoku. Ecim nmoceB GmomaTtepuaia oTKIaabIBaeTcsi Oojiee yeM Ha 2 Jaca,
o0pasiiel crieAyeT XpaHuTh mpu Temmepatype 4—8 °C (Ho He O6onee 24 4 OT MOMEHTA B3SITHS) C IIEIBIO
MOJIyYeHHs MAaKCUMAJIbHO JIOCTOBEPHBIX PEe3yIbTaToOB MccienoBanus [38].

YYP-C,¥I1-5)

Kommenrapuii: 6 Oononnenue k obwenpunamou mapkuposke o6pasyos oOuomamepuana O
MUKPOOUOTIO2UYECKO20 UCCIe008AHUSA HEOOXO00UMO YKA3amb, Ymo oH cobpan om nayuenma c I1LJ] ¢
yenvro 0becneyeHUuss NPUMEHEHUs. HAONeHCAWUX Npoyeoyp UCCIe008aHUsl 8 MUKPOOUOI02UHeCKOU
nabopamopuu (numameibHvie Cpeobl, pedcumM UHKYoayuu u np.).

Mukpockonuueckoe uccnedosanue mazkos, okpauiennvix no I'pamy

. B ornimume oT 00mHMX TpaBHI MHUKPOOHMOJIOTMYECKOTO WCCIEIOBAHMS PECHUPATOPHBIX
oOpa3ioB, y manueHtoB ¢ [111J] He pekoMeHyeTcss OTOpaKOBBIBATH 00pa3Ibl MOKPOTHI HA OCHOBAHUU
CTaHJIAPTHBIX KPUTEPUEB OLICHKH KadyecTBa (MCIOJIB30BAHUS MUKPOCKOITMHA MAa3KOB, OKPAIICHHBIX I10
I'pamy) B cBsi3u ¢ uX Masiol HHGOpMaTuBHOCTHIO [38].

YYP-C,¥IJ-5)

Kommenrapmii: npu [/l cywecmsyem nedocmamouyno 00KA3amMenbCms O00CMOBEPHOCU
PYMUHHO20 UCNONb30BAHUS MUKPOCKONUU MA3K08, OKpauieHuwvlx no Ipamy, 6 xauecmee mapkepa

Kadvecmea MOKpombl U npednoxzaeaefwoeo 8blOeIeHUA mexX U UHbLX MUKDPOOP2AHUIMOB.

Mukpoouonozuueckoe (Kyibmypaibvhoe) ucciedosanue

o MuxkpoOunonornueckoe (KyiabTypajllbHOE) HCcleoBaHHE (IIOATOTOBKA, IOCEB OOpa3loB Ha
NUTaTeNbHbIE CpeAbl, WAEGHTH(QHUKAIMA ¢ OLEHKAa KIWHUYECKOTO0 3HAYEHHUS  BbLIEICHHBIX
MHUKPOOPIaHW3MOB) JJIi JMAarHOCTUKM OpoHXojeroyHod wuHpekuun y mnauueHtoB ¢ III/]
PEKOMEHIyeTCsl MPOBOJUTh B COOTBETCTBUU C MpaBWIAMH MHUKPOOMOIOTHYECKONW IUarHOCTUKH
OOJIEHBIX MYKOBHCIIHJIO30M B CBSI3U CO CXOJHOCTHIO XPOHHYECKOTO BOCIAIUTEIBHOTO Ipoiiecca [28,
39].

YYP-C, YA -5)

. [Tpu mukpobuonoruueckoi nuarnoctuke [1IJ] pekoMeHayercss MCIONB30BaTh CEJIEKTHUBHBIE
NUTaTeNbHbIE CpeAbl Ui  BBLACICHHUS MHMKPOOPTraHM3MOB, TpeOYyIOIUX OCOOBIX  YCIOBHUH
KyJbTHBUPOBAHHUS M BBIICICHUS: IS TIOBBIIICHUS BEPOSTHOCTH OOHapyxeHus B. cepacia complex B
pecnupaTopHOM 00pasile PEeKOMEHIYeTCsl HCIOIb30BaHUE CEJeKTUBHON cpenbl it B. cepacia
complex (cpemsl, conmepamiue MOJUMHKCHH) C LENBI0 CBOSBPEMEHHOTO OOHApY)KEHHs IaHHOTO

natoreHa [28, 40].
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YYP-C, Y1 -5)

KommenTapmii: na cenexmusnwix cpedax ons B. cepacia complex moowcem 6vims nomyuen pocm u
opyeux nepepmenmupyowux cpamompuyamenvhvix baxmepui (HI'OB) (B. gladioli, Ralstonia spp.,
Cupriavidus spp., Pandoraea spp., Inquilinus spp. u op.)

J Jns Bcex mpexacraButeneil B. cepacia complex, uaeHTU(PHIUPOBAHHBIX (PEHOTUITHYCCKUMH
METOJIaMU C HCIIOJIb30BAHUEM OHOXMMHYECKHX/META00IMUECKUX TECT-CUCTEM, PEKOMEH]IYETCs
IPOBOJIUTH HOTBEPKTAIOIIYIO UICHTU(DHUKAIHIO (U3UKO-XUMHUECKUMHU (macc-
CIIEKTPOMETPUYECKIMHU) METOJaMH WM MOJICKYJISIPHO-TEHETUYECKMMU METOJaMH C LeJibio Ooiiee
TOYHOM JuarHoctuku [28, 41].

YYP-C,¥A1-5)

. PekoMenzoBaHO TpPOBOAUTH OoJiee MATUTENBHYIO, YeM B CpEIHEM IIpHU PECHUPATOPHBIX
3a00JIeBaHUSAX, HHKYOAIHIO MTOCCBOB PECIMPATOPHBIX 00pasmnoB mamnueHtoB ¢ III[JI — ne menee 5-7
CYTOK C €KEIHEBHBIM IPOCMOTPOM H M3yYCHHEM BCEX BBIPOCIINX MOP(OIOrHYECKUX TUIIOB KOJIOHUH
C LEJBIO UICHTU(HUKAIUK BCEX BO3MOKHBIX ATHOJOTMYECKH 3HAYMMBIX MUKPOOPraHu3MoB [42].
KommenTapuii: ¢ bonvuuncmese ciyuaed XpoHuueckas uHQexyus HUNCHUX ObIXamelbHbIX nymeti npu
L] swizvisaemcs accoyuayusamu MuKpoopeanusmos. Menee npuxomaugvle u Ovicmpo pacmywue
MUKPOOP2AHUMbL MOZYH KAMYPAUPO8AMb pocm 60.1ee NPUXOMAUBHIX U MeOTIeHHOPACTYUUX 8UO08.
Ouyenka uyscmeumenbHoCmu 8bl0e1eHHBIX MUKpoopzanusmos kK IIMII

. [nsa  omnpeneneHuss  4YyBCTBUTEIBHOCTH  BBIACIIEHHBIX  MUKpoopranusmoB Kk  [IMII
PEKOMEHJI0BAaHO MHCIIONB30BaTh pa3iMyHble METOAbl: JUCKO-IU(Qy3noHHb meron (IJIM) umm/u
METOJIbI  OMpENeNeHUss MHUHHUMadbHOW monaaBmstomieil koHmeHtpamuu (MIIK) TIMIT (meron
rpaaueHTHONH auddy3un, aBTOMATH3MPOBAHHBIE CHUCTEMBI, METOJI MHUKPOpPa3BeIEHHI B OyIbOHE
(pedepenTrbrit Mmeton [IMII ¢ 1iembr0 MOMy4eHMsI JOCTOBEpHOTO pe3ynbraTa) [38].
YYP-C,¥a1-5)

KommenTapumn: 6wibop memooa(-08) onpedensemcsi  803MOMCHOCMAMU — aabopamopuu U
cyuecmsyr UMy peKoMeHOayuamMu Ol KOHKPemHo20 8030youmens (KomMOuHayuu 6030youmeib-
1IMII)

Meouyunckue ycnyeu: Onpedenenue uy8CmMEUMENIbHOCMU K AHMUMUKPOOHbIM npenapamam
MUKDPOOP2AHU3MOS, BbIOCNIEHHbIX U3 OPOHXOANLBEONIAPHOU N1a8aAXNCHOU dcuokocmu, Onpedenenue
YY6CMBUMENbHOCMU K NPOMUBOZPUOKOBLIM — npenapamam — pudos,  6blOCIEeHHbIX U3
OpPOHX0ANbEEONAPHOU JIABAIHCHOL HCUOKOCU. Onpeoenenue Yy6CmMEUmMenbHOCmu K
AHMUOAKMePUATbHLIM NPEenapamam MUKpOOP2aHU3MO8, GblOeleHHbIX U3 Mokpomul, Onpedenenue

uyecmeumelbHocmu K l’lpOl’)’lU602pU6K08blM npenapamam 2pl/l608, BbLOC/ICHHbIX U3 MOKpombl.
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B coomeemcmeuu ¢ nonyuenmvimu pesynrbmamamu (Ouamemp 30HbI NOOAGIEHUs pocmd,
snavenue MIIK) onpedensemcs Kiunuueckas Kameeopusi 4Yy8CMEUMENbHOCMU —UCCe0YeMO20
8036youmens k kaxcoomy IIMII (eciu ona ycmanoeénena) [43].

B coomsemcmeuu ¢ coepemennoii memooonozueil OYeHKU UYBCMBUMENbHOCIU MUKPOOP2SAHUIM
OYyeHUusaemcs Kax:

yyecmeumenvHulil (4/S) — eciu dannwvle N VILrO ucciredosanus ceudemenbcmsyionm o 6blCOKOU
8epoamHOCmU 3P HeKmusHoCmU mepanuu NPU UCNOIb308aHUU cmanoapmHou 003wl IIMII1;

yyecmeumenvHolit. npu  yeeauuennot oxcnosuyuu IIMIT (Y/I — ecau Oaumnvie in Vitro
UCcne008anusi CeUOemenbCmayion 0 6blCOKOU 8eposmHOCmU  dhhekmusHocmu mepanuu  npu
ucnonvzosanuu yseauveHnou sxkcnosuyuu [IMII (8vicokou 003bi, y8eIuueHHOU KpamuoCcmu 88€0eHUsl
U NPOONEHHOU UHPY3UL),

pesucmenmuwlii (P/R) — eciu dannwie in VItr0 uccredosanusi ceuoemenbcmeyiom o 8blCOKOU
geposimHocmu HeaghghekmugHocmu mepanuu 0adxce Npu UCNONL30BAHUU YEENUUEHHOU DKCRO3UYUU
1IMII.

. BrimonHeHne mporenypbl M HHTEPHPETALUIO Pe3yJIbTaTOB HCCIEAOBAHUS PEKOMEHI0BAHO
NPOBOJUTH B COOTBETCTBMM C AaKTyalbHOM BepcHEH pEKOMEHJAIMi TI0  OINpEaesICHUIO
YyBCTBUTEIBHOCTH MHUKpOOpranusMoB K IIMII mwnu HOBBIX Bepcuid IIOCIE MX BCTYILIEHUS B CUILY C
EJBIO TTOJTYYECHHUS CTaHIapTHU3MPOBAHHOTO pe3ynbTara [43].

YYP-C, Y1 -5)

Kommenmapuii: 6 psoe cumyayuii (0151 HeKOMOPbIX U008 8030youmeriell, omoenibHblX KOMOUHAYUL
MUKDOOP2AHUSM-AHMUOUOMUK, NpU JedyeHuu uHeanayuonnvimu gopmamu IIMII) eadxcnoe snauenue
umMeem He MOJLKO Onpeodelienue KIUHUYEeCKOU Kame2opuu 4yscmeumenvHocmu, Ho u 3Haderue MITK
IIMII. Ecnu 0Ons onpeodenenus 4y8CMEUMENbHOCMU UCNONb308aANCs Memoo onpeodenenus MIIK,
snauenue MIIK (svipasxcennoe 6 me/n) ciedyem 6KIOYUMb 8 OmMUem O MUKPOOUOLOSUYECKOM
uccne0o8aHuu.

o [lpr BBIABIEHUH HECKOJIBKUX MOP(GOTUIIOB KOJOHUH OJHOTO M TOTO K€ MHKPOOpPTaHU3Ma
PEKOMEHIOBAaHO TIPOBOIMTH OIpeneieHue YyBCTBUTENbHOCTH K [IMII kakmoro BBIIENIEHHOTO
Mop(doTuna, Tak Kak 4yBCTBUTEIHHOCTh PA3IMYHBIX MOP(OTHUIIOB B IIpeieiax OJHOTO 00pasiia MOXKET
3HAYUTEIBHO BapbupoBaTh [39].

YYP-C, Y11 -5)

KommenTapuu: [lpu neobxooumocmu Hapsdy co CMAHOAPMHOU NpoYedypou OonpeoeneHus
yyecmeumenbHocmu Mukpoopeanusmoe k IIMII credyem ucnonvzoéams 0onoiHumenvhvie Memoobl
8bIAGNICHUS ~ OMOENbHLIX — MEXAHU3MO8  De3UCMEeHMHOCMU,  UMeIoWUX  KIUHU4yeckoe U

INUOEMUOTIOUYECKOE 3HAYEHUE (cﬁeHomunuquKue u/unu MOJIEKYIIAPHO-2eHemuyecKue, a makxoice
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opyeue docmynuole 00NnoIHUMenbHble Memoowl BbIABICHUS OemepmMuHanm
anmubuomukopesucmenmuocmu) [38].
Ocobennocmu oyenKu YyecmeumeabHOCMU MUKPOOP2AHU3MO68 K unzanayuounvim IIMIT

P. aeruginosa m KOJIMCTHH
J OnpeneneHre YyBCTBUTEILHOCTH OAKTEpUH K KOIMCTUHY PEKOMEHAYETCS MPOBOAMTH TOJIBHKO
METOJIOM MHUKpopasBelneHUid B OynboHe (OmnpeneneHue YyBCTBUTEIBHOCTH MHMKPOOPTaHU3MOB K
MIPOTUBOMUKPOOHBIM XUMHOTEPANIEBTHUECKUM TpermapaTaM METOAOM pa3BeleHHi). Jpyrue MeTos
OIpEeICTICHUS YyBCTBUTEILHOCTH HE 00SCIIEUHNBAIOT MOJyYCHUE JJOCTOBEPHBIX pe3yibTaTtoB [43].
YYP-C, Y1 -5)
KommenTapmii: xpumepuu oyenxku uyscmeumenvrocmu k IIMII ycmauasenuearomes ¢ yuemom
colgopomounou  kouyenmpayuni I[IMII npu eco cucmemnom npumenenuu. Ilpu npumeneHuu
uneanayuorunvix gpopm IIMII noxanbnas KoHyeHmpayus moxcem Oblmb CYWECmMEeHHO blile MAKOBO
npu eHympuseHHom 8gederuu. Kpumepuu oyenxu uyecmsumenbHocmu 6axmepuii npu UHeaniayuOHHOM
npumernenuu IIMII k nacmosawemy epemenu He paspadbomanvl. Credyem yuumsléams, 4mo npenapam
MOJICEm COXPAHSIMb KIUHUYECKYIO d(phhexmusnocmu u 6 mom cayuae, ecau N VItro uzonam seusiemcs
VCMOUYUBLIM K KOTUCTIUHY.

P. aeruginosa u ToopaMunun**
J Jns  wHTamsmuoHHBIX  ¢GopM  #roOpamMuiuHa**  Hapsgy C ONpeaesieHHeM KaTeropuu
JyBCTBUTEIBHOCTH P. aeruginosa pexoMmeHmyercst omnpeaensts 3HaueHue MIIK B cBsasu ¢
(bapMaKoIOTHIECKUMHA OCOOCHHOCTSIMU BCJIEICTBUE MHTAISAIIMOHHOTO MyTH BBEAEHUs npenapara [44,
45].
YYP-C, Y1 -5)
Kommenrapuii: Hcnanckum cogemom no cmanoapmuszayuu onpeoeieHus Yy8cmeumenbHOCmu
x IIMIT MENSURA (Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
Antimicrobianos) ¢ 2005 200y 6viiu ycmanoenenvt 6onee 6vicokue noepanuynvle 3uavenus MIIK ons
MOOpaAMUYUHA 8 Clyyae e20 UHRANAYUOHHO20 88€0€HUs, 8 COOMBEMCMEUU C KOMOPbIMU U30NAMbL C
MIIK <64 me/n cnedyem oyenusams Kax yyscmeumenvHole, uzonamel P. aeruginosa ¢ MITIK >128we/n
— Kak pe3ucmenmHoie.
Buwioaua pezynomama mukpoouonozuueckozo (KyasmypanbHozo) uccie0o06anus

B 3akmouenuu o pe3yromamax MuKpoOUONOSUUECKO20 UCCIe008AHUS  UenecO0OPA3HO
BKAIOUAMb CeOYIOW)I0 UHGOPpMAYUIo:
- 8blO€/IeHHbIE MUKPOOP2AHUZMbBL 8 COOMBEMCMBUU C PAHICUPOBAHUEM OAKMEPUL NO UX KIUHUYECKOM)
sHauenuro npu I1L]J], nanuuue MyKOUOHbIX U HEMYKOUOHBIX henomunos P. aeruginosa auaiocuuro

nayuenmam ¢ MB;
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- pe3yibmam onpedenenus uyecmeumenvhocmu k IIMII: 3nauenue MIIK (eciu uzsecmno), u
KAUHUYECKVIO  Kame20puio  YyGCMEUmMeNbHOCMU, UCHONb3YeMblll  cmanoapm u 200 U30aHus,
8 COOMBEmMCmMBUY ¢ KOMOPLIM NPOBOOULOCH UCCed08anue (Npu OnpeoeieHUU Yy8CmeumenrbHOCmu
JIM  3unauenuss ouamempos 30H NOOAGNEHUs pOCMA He BKIYAmcs 8 ONAHK 3aKIIOYeHUs O
Ppe3yIbmamax MUKpoOUoi02u4ecko20 Uccie008aHus;

- uHGpopmayuro o0 BbIAGNEHUU ULU OMCYMCMEUU MEXAHUSMO8 DPEe3UCHEHMHOCY, UMEIOuUX
KAUHUYECKOe U/UNU INUOeMUOT0UYecKoe 3HaUeHue (eciu NPOBOOUNOCY),

- 3aKn0UeHue (8eposamuoe KIUHUYecKoe 3HaueHue 8blOeNIeHHbIX MUKPOOP2SAHUIMO8, KOMMEHMAPUU O
BbIABNIEHHBIX 0CODEHHOCmAX npoghuis(ell) anmuouomuKope3ucmeHmrHocmu  8030youmens(ei) u
CBA3AHHBIX ¢ HUM 0cobennocmsix npumenenusi IIMII (ecau npumenumo) [39].

B 3aknrouenue cnedyem éxnouums KoMmMeHmapuii o mom, umo unmepnpemayus snadenuit MIIK u/unu
ouamempo8 30H no0asieHusi pocma 8 sude KIUHUYeCKOl Kame2opuu oCyuecmensemcs Ha OCHOBAHUU
Kpumepues, paccyumanHulx Ol CblBOPOMOYHBIX KOHYEHMpAyull npenapama npu e20 CUCMEeMHOM
npumernenuu. Ilpu ucnonvsoeanuu UHSATAYUOHHO20 NYMU B68€0EHUs Npenapama aHal0SUdHoe
snauenue MIIK mooicem bbimos unmepnpemuposano unaye.

2.3.2 Obowexnunuueckue 1ad00pamopHvle Memool

. PexomennoBaHo mpoBeneHue aHanu3a KpoBuU (00IIero) pasBepHyToro u omnpenenenue C-
peakTuBHOrO Oenka mamueHTam npu nogo3penun Ha IIIJ[ u mamee B mpoiecce AMHAMHYECKOTO
HAOJTIO/ICHUS B [IEJIbI0 KOCBEHHOM OIIEHKH aKTUBHOCTH BOCIAIMTENBLHOTO mporiecca. [46, 47].
YYP-C, Y11 -5)

Kommenrapuu: vacmoma npogedenus ucciedo8anuti nPOBOOUMCs 8 3a8UCUMOCMU OM KIUHUYECKOU
Heobx0oumocmiu.

o PexoMenoBaHo paccMoTpeTh MPOBEICHUE aHaJM3a KpOBH OMOXMMHYECKOTO
o0mieTepaneBTHUECKOro MPH TUATHOCTHKE M MPU JUHAMHUYECKOM KOHTPOJIE B CBSI3U C BEPOSITHOCTHIO
HaJU4Ms MMOJMKKACTO3a TIouek y HeKoTophix mamueHToB ¢ [11J] (MccnenoBanue ypoBHs KpeaTHHHUHA B
KpoBH, VccnemoBanue ypoBHS MOYECBUHBI B KpOBH, lcciienmoBaHwe ypoOBHS HATpus B KpOBH,
HccnenoBanue ypoBHsI XJIOPHIIOB B KpoBH) [48].

YYP-C, YA -5)

KommenTapuu: vacmoma npogedenus ucciedo8anuti npo8oOOUMcs 8 3a8UCUMOCIU OM KIUHUYECKOU
Heobxooumocmu. Takoace ananusz Kpoeu OUOXuMudeckul obwemepaneemuieckul (8 m.u., Hanpumep,
Hccneoosanue yposusa kpeamununa 8 kposu, HMccnedosanue yposus mouesunsi 6 kposu, Mccredosanue
@yukyuu HegppoHos no KIupeHucy KpeamuHuuma (npoba Pebepea) (cxopocmv  KIYO0uUK080U
Gurempayuu) (v demeii — onpedensiemcs no ¢popmyne llsapya, y é3pocavix - no ¢popmyne CKD-EPI),

Onpeoenenue axmueHocmu acnapmamamuHompancgepasel 6 kposu, OnpedeneHue aKmMu8HOCMU
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ananuHamuHompaucgepasvl 8 kposu, Mccnedosanue yposHs c60000H020 U C8A3AHHO20 OUIUPYOUHA 8
Kposu u 0Op.) Modcem HOompedO8amvcs O KOHMPOAA Npu  JledeHuu NpomueoOMUKpoOHbIMU
npenapamamu, — 001a0AOWUMU  HePPO-U/UIU  2eNaAMOMOKCUYHOCMbIO 8  COOMBEMCMEUU  C

HUnempykyuamu.

2.4 UHCTpYMEHTAJIbHBIE JIUATHOCTHYECKHE HCCIETOBAHUS

2.4.1. Memoowl, npumensemvie 0as ycmanoenenus ouaznosza NI

2.4.1.1 Heenedosanue ypoeHs okcuda azomd 6 8blObIXaeMOM HA3AAbHOM 8030VXe

. VY manueHToB ¢ KiIMHUYeckuMu nipusHakamu [111J] pekoMeH10BaHO paccMOTPETh BO3MOKHOCTh
MIPOBEJICHUS B KAUECTBE CKPUHUHTA HA TIEPBOM dTAlle TUATHOCTUKU UCCIICIOBAHUS HA3aIbHOTO OKCHIA
azora (nNO): y OONBIIMHCTBA MAIMEHTOB C MEPBUYHOM NHMIMAPHOW AMCKHUHE3ueill ypoBeHb nNO
camked [3, 25, 49, 50, 51, 52, 53].

YYP-C, Y1 -3)

KommenTapuu: usmepernue nazanvroeo oxcuoa azoma (NNO) ¢ nomowwio xemuntomunecyeHmHo2o
AHAIU3AMOPA  OKUCU A30MA 8 6blObIXAEMOM 8030VXe PEKOMEHOYemcs 6 pAaMKax 2pynnl
ouazHocmuyeckux mecmos 0. gviaenenus I[1L/] y e3pocavix u demeti cmapuie 5 niem ¢ munuyHvlMu
cumnmomamu Oanno2o 3abonesanus [54, 55, 56, 57, 58]; nopmamusnvie snexmpoxumuueckue
2azoananuzamopul ([lopmamuensiii pyunou monumop oxucu azoma NOBreath 6 eéviovixaemom 6030yxe
C NPUHAONEHCHOCMAMU) MO2YM UCNONb308ambcs 0t onpedenenus nINO npu ckpununee na IIL[J], Ho
OaHHbBILL mecm O0XHCeH OblMb NPoedeH NOBMOPHO C UCHONb30BAHUEM IMALOHHO20 CIMAHOAPMHO20
XeMUNIOMUHECYEHMHO20 aHanu3amopa  (XeMumioMUHeCYeHmHo20 AHAIU3aAmopa OKUCU a30ma 6
gvLovixaemom 6030yxe)[59, 60].

YV oemeii cmapwe 6 nem u 83pOCHLIX  UCCAEO08AHUE  OOJHCHO  NPOBOOUMBCSA  HA
XeMUTIOMUHECYEHMHOM AHAIU3AMOpe C 3A0ePHCKOU ObIXAHUS UL CONPOMUBTIeHUeM HA 6bl0oXe, )
Ooemeiti M1adUie20 803pacma NPo8OOSIM Mecm Ha HenpepbleHOM ObIXAHUU.

- V oemeii cmapwe 5 nem u 63pocnvix, Komopwvie MO2ym 6bINOIHAMbL HEOOX0O0UMble MAaHe8pbl O0/is
UBMEpeHUsl HA3aIbHO20 OKcuda azoma, Huskoe 3navernue nINO (<77 ppb (*1ppb - I vacmuya 2aza na
10° wacmuy eviovixaemozo 6030YXa) 68 0BYKPAMHBIX NPoOAX C UHMEPBAIOM He MeHee 2 Mmecayes
COUemaHuu ¢ coOOmeemcmeayroWUM KIUHUYECKUM (HeHomunom (npu UCKI0YeHUU MyKoSUCYUuoo3d, max
kak 30% nayuenmos c¢ mykosucyudoszom oemorncmpupyrom wnuskuti nNO [61]) moocem 6vimo
00CmamounbiM 0Nl KAuHuweckozco ouaenosa IIL]J] ¢ nocrnedyioweu yunuapHot oOuoncueti OJis
NEKMPOHHOU MUKPOCKONUU UTU  BbICOKOCKOPOCMHOU  BUOCOMUKPOCKONUEU U/UTU  2eHemuUYecKum

uccneoosanuem [3, 25, 51, 52, 53]. HUcnonwvsys snauenue nNO <77 ppb (npu uckmouenuu
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MYKOBUCYUO03a), MOdHcHO oOHapycums [IL]]], eo3nuxaowyro 6 pezyibmame Oehekmos yuiuapHoll
axconemol unu mymayuti 6 DNAHII, ¢ uyscmeumenvhocmoio u cneyuguunocmoio 98% u >99%
COOMBEMCMBEHHO, HO Cledyem NOMHUmM»s, ymo cywecmeyiom eapuaumsi I11J] co snavenusimu nNO
blute 5mo2o nopoza [62].
- V Hosopoocoennvix u demeti 6 6ozpacme 0o 5 nem noxazameau nNO He cmonb HAOEdHCHbl OJis
gviagnenuss IILJ] (00 36% nosicHononodcumenvhvlx pe3yibmamos y oemell 00UKOIbHO20 803PACMA),
NOIMOMY 68 DMOU 603DACMHOU 2pYnne NAYyUueHmos OUACHOCMUYecKoe mecmupoganue ooObIYHO
gKOUaem 6 cebs YUIUApHyo OUONCUO O/l 8bICOKOCKOPOCMHOU 8UOCOMUKPOCKONUU U DJIeKIMPOHHOU
MUKDOCKONUU, d MaKdice 2eHemudeckue uccieoosanus [25, 49].
- Ilpu uszmepenuu nNO puck J10ACHONONONCUMENLHBIX PE3VIbMAMO8 MAKHCe NOBbIUAEMC Npu
OCMPLIX  PeCnUpPaAmopHuIX UHQDEKYUAX BepPXHUX ObIXAMENbHbIX nymeu, OpoHXuoiume, HOCOBbIX
Kkposomeuenusix, BUY u neamonuueckom cunycume, nO3MOMY OAHHOE MeCMUPOBAHUE OOINCHO
npPoBOOUMBCSL 8 300P0BOM COCMOAHUU U NOGMOPSMbCS NPU HATUYUU OMKIOHEHUN 6 COCMOSHUU
300po6bst Ha Mmomenm obcnedosanusi [61, 63, 64, 65]; 6o uzbexcanue nonyyenus HeKOPPEKMHLIX
pe3yibmamos onepamopuvl ycmpoucme 015 onpeodeneHus nINO 0012cHbl Obimb XOpoulo 00yuenvl U
UCNONbL308aMb CManoapmuwle pabouue npomokonsl [52, 55, 66].

Cnedyem ommemums, umo okono 30% nayuenmos umerom HOPMANbHGIN ULU OIUSKUL K

Hopmanvromy pesynomam, Hanpumep ¢ mymayusmu CCDC103, RSPH1 [67, 68].

2.4.2.2 Unsaszusnvle Memoobl OUCHKU CIMPOECHUSL U/ Uil QYHKYUYU PEeCHUYEK

o PekoMeH0BaHO TMPOBENEHUE BBICOKOCKOPOCTHOTO  BHJICO-MHUKPOCKOITMUYECKOTO — aHaJm3a
(BCBM, HSVA, HSVMA) naunuentam ¢ KidHHYeckKMMH mpusHakamu III[J] ¢ 1enbpio  OmeHKH
(YHKIIMOHATTPHOW AaKTUBHOCTH PECHUYEK HEMOCPEACTBEHHO B IIETOYHBIX OHMONTAaTax CIM3UCTOU
HOCa/OpOHXOB WJIM TIOCTE KYJIBTYPHPOBAHHS KIETOK MEPIATEIHHOTO OJIHUTEIHS, IOJYYCHHBIX C
MOMOIIbI0 Ouoncuu ¢ mnociuenyomeid auddepeHIupoBKOH B pEeCHUTYAThle KIETKH (LUIMOTEHE3)
(meron ALI-kynpTypsl WM METOJ KYyJAbTYphl OPTaHOWIOB) C OMNpEICICHHEM YacTOThl OHEHUS
pecuunuek — CBF B coueranuu ¢ marrepaomM ouenus pecandexk CBP [3].

YYP-C,YIA-5)

KommenTapuii: Memoo omauuaemcs 8blcoxkoll 4y8cmeumenbHOCmMbl0, HO HU3KOU CReyupuuHOCmuio;
OYeHKA (DYHKYUOHANbHOU AKMUBHOCU He MOJCcem NpOU3BO00UMbCA  U0NUPOBAHHO HA OCHOBE
onpeoeneHus Yacmomuol OUeHUs pecCHUYex.

Camocmosmenvho He Mmodcem Oblmb UCNONL306AH HU 0N NOOMEEPHCOCHUs, HU Ol UCKTIOYEHUs.
ouacnoza IIL/[; umeem oOuacnHocmuueckoe 3HaAueHue NPU UCHNONL30BAHUU COBMECMHO C OYEHKOU

KIUHUYECKUX CUMNMOMO8 U Opyzwwu cneyuaibHovimu Memooamu.
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ERS wue pexomenoyem oyenusamo wacmomy buenuii pecnuuex (CBF) 6e3 oyenxu xapaxmepa
buenutl pechuuex npu ouacnocmuxe IIIJ]. /11 nosviwenus ouacnocmuueckou mounocmu BCBM,
oyenky CBF credyem nosmopumv nocie Kynbmypupoganusi KiemoK MepyamenbHO20 SNUmenus
(Meton ALI-KyabTYpBI M METOJ] KYJIbTYPbI OPTaHOUJIOB).

Bosmoorcno npumenenue moougpuyuposannozo memooa c6emosoi MUKPOCKONUU «8 MEMHOM NOAey:.
Komnwvromepusuposannan ceemogas MuKpoCKonus.

B kauecmee mamepuana uccied008aHus UCNONb3VIOM WemouHble Ouonmamsl CAu3UCMOU
00010YKU HOCA U/UlU OPOHXO8.

LlJemounvle 6uonmamuvl NOAYYAIOM C MATOUSMEHEHHOU CIUBUCIOU 000N0UKU 8 Nnepuod
pemuccuu  3aboneganus. buonmamul causucmoi  06010uUKU  He3aMeOAUMeNbHO hocie 3abopa
nomewarom 6 nooocpemotit 00 37°C 3a0yghepennvlil U30MOHUYECKUL PACMBOP HAmpus Xaopuda™*
(nampus xnopud** 0,9%) u nemeonrenno (He Oonee wem uepe3 20 muHym) uccieoyrom HAMuUeHvle
npenapamul. [Ipucoonvim Oist UCCIe008AHUSL ABIACIC MAMEPUAT, COOEPACAWUL YelbHble NIACHIbL
snumenusi (He mernee 12 K1emox) ¢ MUHUMANbHOU NPUMECHIO IPUMPOYUMOS U CIU3MU.

s oyenxu 6UOnmamos YuiuapHo2o dNUmenus Memooom KOMNbIOMepusupoB8aHHOU c8emosoll
MUKPOCKONUU UCHOIb3YIOMCSL HAMUBHbLE NPEnapamvl Ui 6UOCOKIUNbL OBUNCYUUXCSL 0OBEKMOB.

Iapamempuposanue 00beKmMoO8 NPOUIBOOUMCS 8 COOMBEMCMEUU C  ANCOPUMMAMU,
paspabomannviMu npouszsooumenem npozpammsl «Macmep Mopdghonozusy. Ilapamempovl Osudicenus
pecHuuex npeonoumumenvHee usmepame Ha AVI-uzobpasicenusx 6 peowcume «/leudicenuey —
«Bpemsy. Ilpu smom yuumweieaemcsi 6pemsi O08UdICEHUsi (NepeMeweus;) pecHu4eK, 3amem
onpeoensiemcs Yacmoma O08UNCEHUsL 8 ed/C U NPOBOOUMCS CIAMUCTMUYECKULl AHAIU3 C OnpedeieHuem
cpedneco 3nauenuss napamempa. CpeOHee 3HAueHUe ONUHbI PECHUYEK ONPedeNsiom 6 pedxcume
«lloocuem u usmepenuey. Ilpu Heobxo0umocmu uzmepsaOm ONUHY U WUPUHY INUMETUATbHBIX KIEMOK,
paszmepwl 10pa, OYeHUBAIOM 10EPHO-YUMONIAZMAMULECKOE COOMHOULEHUE.

Bce napamempul noonescam asmomamuueckoii cmamucmuieckoi oopabomxe.

Obopyoosanue Ol KOMHLIOMEPUSUPOBAHHOU MOPHOMEMpUU OCHAWEHO CHEYUATIbHBIM
NOBOPOMHBIM  YCMPOUCMBOM KOHOEHCOPA, KOMOPbLL NO380jsAem €030a8ams @dexm o06vemHoco
uzobpasicenus [69].

B P® 3apecucmpuposana «llpocpamma onpeodenenus uacmomvl OueHus pecHUmMyamozo
onumenusi npu nepsuunou yuauaprou ouckunesuuy (PCD High-Speed Video Microscopy Analysis
(PCD HSVMA)), pecucmpayuonnsiii Homep npocpammol Ne2023687245.

nsa nosviwenus 3¢pgpexmusnocmu ouacnocmuxu I1L/] na cecoOnsawHutl densv cywecmayiom 3
NPUHYUNUATLHO PA3HBIX MEeMOoO0a YUIUO2EeHe3a — MemoO CYCHEH3UOHHOU KYIbmypbl, MeMoO Kylbmypbl

KIemoK Ha epanuye pazoena 6030yx-scuokocmo (Air-Liquid Interface cell culture — AL u memoo
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Kynbmypul opeanoudos. OcHO8y 6cex Memooos cocmasisiem ougghepeHyuposka Kiemox, bl0eieHHbIX
npu Ha3anbHOU buoncuu, 8 pecHumyamele Kiemku. Kascoviii memoo yunuozenesa in vitro umeem cou
npeumywecmea u neoocmamxu. Ilonyuenue ALI-Kynvmypvl A61iemcsi OCHOBHLIM MemoooM, Npu
Komopom obpaszyemcs 6olvbuie pecHUMYamvlx KIemoK 8 CPABHEHUU C CYCHNEeH3UOHHOLU KYIAbMYpoll.
Oounaxo epemsa yunuozcene3a 6 ALI-kynomype 3Hayumenvno Ooabuie, a NPOOOIHCUMETLHOCHb
noooepoicanust 8 Kylvmype ycmynaem memoody opeanoudos. Memoo ALI-kyremypsr u memoo
O0pP2aHOUO08 NO360AIOM NPOBOOUMb NOSGMOPHbIE AHAIU3LL YIbMPAcmpyKkmypul pecHudexk (TOM) u
CBF, umo nomocaem 6 ouacnocmuxe IIL[J]. Taxum obpazom, KiemouHvle MOOeiU pPecCHUmuamvlx
KIeMmoK UMelom XOpOulull NOMeHyual cmames UHCMPYMEHMOM OJid NOAYHeHUs. OUASHOCMUYECKOU U
mepanesmu4eckol uH@opmayuu o0 NepeudHoOl YUIUAPHOU OUCKUHe3UU U Opyeux 3a001e6aHusx,

ces3anmblx ¢ pechumyamoimu kiemxamu [10,71,72,73].

J PexoMeHI0BaHO  paccMOTpETh  BO3MOXKHOCTH  TpoBeaeHus  [laromoro-aHaTOMHYECKOTO
UCCIIeIOBaHUs OMOIICUIHHOTO (ONEpalMOHHOT0) MaTepuaia TKaHeH HIKHUX JbIXaTeNbHBIX MyTeH C
NPUMECHEHHEM AIIEKTPOHHO-MHKPOCKOITUYECKUX METO/I0B/ [Tprxu3HEHHOTO [aToJIOTO-
aHATOMUYECKOT0 HCCIEe0BaHUA OUONCUMHOrO (ONEepallMOHHOr0) Marepuaja IATOM KaTeropuu
CIIOKHOCTH C TPHUMEHEHHEM JIOTIOJIHUTENBHBIX  METO/MOB  IPOCBEYHMBAIOUICH  3JICKTPOHHOM
MHKPOCKONHU (TPaHCMHCCHOHHOW 3JIEKTPOHHON Mukpockornuu (TOM) Ouonrara CIM3HCTOM
000JIOYKH PECIUPATOPHOTO TPAKTa B KaYECTBE JOMOJHUTEIHHOTO METO/a MOJITBEPKACHUS AUAarHO3a
U TpU COMHHUTENBHBIX pe3yJbTaTaXx IPOBEJACHHOTO 00cienoBaHus (CBETOBas MHUKPOCKOTIHS,
BBICOKOCKOPOCTHOM BHICOMUKPOCKOITMYECKUI aHallN3,) C IIETbI0 BBISBICHHUS YIbTPACTPYKTYPHBIX
HU3MCHEHHI aKCOHEMbI PECHHYCK H/WJIH KT'YTUKOB [74, 75, 76].

YYP-C, Y11 -5)

Kommenrtapuii: memoo TOM oocmynen monbko 8 HEKOMOPbIX KPYNHBIX HAYYHO-UCCIe008AMENbCKUX
1abopamopusax/uHcmumymax.

Memoo TOM onsa ouacnocmuku IIL{J{ umeem psao oepanuuenuii: y 10-20% nayuenmos c
ouacnoszom IILJ], ycmanoenieHHviM ¢ NOMOWDBIO OpYyeUX Memooo8, 6 MOM Hucie, MONEKYIAPHO-
2eHemu4eckoe0 00C1e008aHUsL  OOHAPYHCUBAENCA C HOPMANbHASL  YIbMPACMPYKIMYPA AKCOHEeMbl
pecruuex aubo amomanus He oOuacrHocmupyemas (oxono 10-20% nayuenmos)[16,77,78,79.] Dmu
cryyau Obliu OOHAPYIHCEHBL C NOMOWDBIO ANbIMEPHAMUBHBIX OUACHOCIUYECKUX MeCcmo8, 8KIYas
8bICOKOCKOPOCMHOU BUOCOMUKPOCKONUYECKULL AHANU3, BbIAGNIEHUe HU3KO20 YPOBHS OKCUOAd a3omad,
AHOMANBHBIIL  NPOPUIL  YUIUAPHBIX OENK08 NpU  UMMYHOQDIYOPECYEHMHOM OKPAWUBAHUU  U/UTU
namoeenHvle gapuanmul 2enos, céazannvix ¢ I/ Takum obpazom, yiempacmpykmypHoe GvlsgieHue

AHOMANULL  AKCOHEeMbl PECHUYEK U IHCCYMUKOB ABJIAEeNnICA ()OCI’I’laI’I’ZOIleZM, HO He HeoOX0OUMBbIM
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Komnoneumom ouaenocmuku IIL]J]. Memoo exooum 6o ece npomoxoavl ouachocmuku IIL[J/]
(IIpunoowcenue b1 Aneopummor ouacnocmuxu I11{/])

Cnedyem yuumuvleams 6epOAMHOCIb GMOPUYHBIX U HECHeYUPUUeCKUX UZMEHeHUll aKCOHeMbl
PecHUmM4amslx KIemoK OblXamelbHblX Hymell 3a cuem B0CHANUMENbHbIX UW/UNU UHQEKYUOHHbBIX
npoyeccos, a maxdce eCmeCmseeHHyr0 USMEHYUBOCMb PECHUMYAMbIX KIeMOK U 2emepOo2eHHOCMb UX
Mmopgonoeuu. B cea3u ¢ amum cyujeCmeeHHoe 3HaueHue umeem 31eKMpPOHHO-MUKPOCKONUYECKOe
uccnedosanue 00CMAMOYHO20 KOIUYECNBAd PEeCHUYeK 8 KadCOOM KOHKpemHoM obpasye. B ciayuae
UCCNe008aHUSL PECNUPAMOPHO20 INUMeNUs He0OX00UMO BblABIeHUE USMEHEHUN YIbmpPacmpyKmypsl He
MmeHee 50 pecHuuex HeCKONILKUX PeCHUMYAMbIX KIemoK.

Memoo ALl-kyremyper u memoo opeanoudoe no3eoasom npogooums aAHAIU3 YibMpPAcmpyKnypbl
pecruuek (TOM), 6 m.u., nosmopno. Ilpumenenue memooos ALI-kKynemypol unu memooa opeanoudos
NO36ONIAIOM  HUBEIUPOBAML  JIOHCHONONOJCUMENbHbIE Pe3YIbMamyl, Gbl36AHHbIE  NOBPEeHCOCHUEM
pecnuuex ecredocmeaue eocnanenus [T11].

Ilpu  ynompacmpykmypHoiX UCCie008aHUAX PECHUYEK BANCHbIM MOMEHMOM  ABJAemCs
20MO2EHHOCMb  (OOHOMUNHOCMb) BbIAGIEHHBIX HAPYUWIEHUU 6 KOHKPEeMHOM usyyaemom oopasye.
Oonomuntvle HapyuleHus OOJIICHbL ObIMb BbIAGNIEHbl TUOO MOMATLHO 80 8CEX U3VYEHHBIX PECHUUKAX
WU dcymuKax, 1ubo 6 nooasusarouiem ODOIbUUHCEE.

YVuumvieas smom ¢axm, memoo obradaem GvlCOKOU CREYUDUUYHOCMbIO, HO O0SPAHUYEHHOU
yyecmeumenvHocmoio. Hanuuue yrempacmpykmypHulx Oepexkmos O0oCmamoyHo Oas NOCMAHOBKU
ouacHoza U OonolHumenlvHoe  o00cliedogaHue  Heyerecoobpasro.  Ilpu  omcymcmeuu
VIbMPACMPYKMYPHBIX  O0epeKmos, HO NpU HAIUYUU YemKUX KIUHUYeCKUX HPUSHAKOS8, cledyem
npooonxcums obcredosanue. [3].

Ipumep 3axntouenus no pesynomamam TOM 6 Ilpunoscenuu A3.5.

. PexoMeHn10BaHO MPOBE/ICHHE IHAOCKOIMH HOCOTJIOTKH (JHI0CKONMNYeCKast IHI0HA3AIbHASI
peBH3HsI MOJOCTH HOCA, HOCOIJIOTKH) ¢ 3afopom Ouonrtara (Buoncusi caM3ucTOil 000/710YKH
MOJIOCTH HOca/ buoncus cau3ucTOi 000J104YKH HOCOIVIOTKH MO KOHTPOJIEM HI0CKONHMYECKOro
HcCJIeIOBaHMs) HJIM TPaxXeoOPOHXOCKONMUM ¢ Ouomncueii Tpaxen mim 6ponxa (buoncusi Tpaxen,
OpOHXOB NP OPOHXOCKONHUM) MALMEHTaM ¢ KIMHUYecKkuMU nipu3Hakamu [111J] ¢ nenpro momydeHus
ouonTaTa s NPOBEACHUSI BBICOKOCKOPOCTHOTO BHUIEO-MHKPOCKOIHWYECKOro aHanmu3a u/win TOM
W/WIM aHaJIM3a YacTOThl U MaTTepHa OMEHHs] pecCHUYEK B OMoNTaTe M3 MOJOCTH HOCa MM OpoHXa C
MOMOIIIBIO CBETOBOM Mukpockonuu [69, 80, 81].

YYP-C, Y11 -4)

KommenTapnmii:
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3abop mamepuana 011 NAMOI020AHAMOMUYECKO20 UCCIE006AHUA:

LlJemounvle OGuonmamuvl NOAYYAIOM C MANOUBSMEHEHHOU CAUUCTNOU 000JI0UKU 8 Nepuoo
pemuccuu 3a001e8aHUsL.

buonmam u3z nonocmu Hoca nonyuarom ¢ MeOUaNbHOU NOBEPXHOCMU CPEOHE20 OMOeLd HUNCHET
HOCOB0U PAKOBUHBL ¢ NOMOWBIO WEeMKU YUMOA02U4ecKoll (01 3HOOCKONA) noo KOHMpoaem nepeonell
PUHOCKONUU — UAU  pueuoHoll  dHoockonuu.  Heowcenamenvnvim — A6714emcsa  UCHONb306AHUE
npeosapumenbHoOu aHeMu3ayuy  CIuUCMol 000I0YKU U ANNIUKAYUOHHOU aHecmesuu u3-3a
YUTUOMOKCUHECKO20/YUTUOCMAMUYLECKO20 OelCMBUsL HA3ANbHbIX OeKOH2eCMAHMO08, aHeCmemuKko8 U
BXO0AWUX 6 COCMAB NPEnapamos KOHCEPBAHMO8 (umeem 3HAYeHUe NpU UCCIe008aAHUU NYymem
HAMUBHOU C8eMOBOU MUKPOCKONULL).

Knemxu mepyamenvroeo snumenus ciuzucmou 060104KY NOIOCMU HOCA, Mpaxeu uiu OpoHxos (npu
oponxockonuu) Onsi OYeHKU OUEHUs] PEeCHUYEK 6 HAMUBHOM Mamepuaie ¢ NOMOWbI CEeMmOBOll
MUKPOCKOnUU mo2ym 6vimbv nonyuenvl ¢ nomouppio brush (6paw)-6uoncuu. Buonmamor cauzucmoil
000104KU He3aMedIUmeNbHO nocie 3abopa nomewaiom  nodoepemsiii 0o 37°C 3abygepennviii 0,9%
pacmeop nHampus xaopuoa**. [Jonycmumo xpanenue ¢ meniom 0,9% pacmeope nampus xnopuoa™*
(37°C) ne 6onee 15 munym: npu 603MONCHOCMU, HEMEONEHHO UCCLeOVIOM HAMUBHbIE NPEnapamal.
IIpucoonvim 051 UCCAEO0B8AHUSL SABNAEMCA MAMEPUAT, COOePAHCAUUTL YelbHble NAACTbL SNUmenus (He
Menee 12 KiemokK) ¢ MUHUMATILHOU NPUMECHIO S3PUMPOYUMOSE U CIU3U.

/s npoeedenus mpaHcMucCUoHHOU 31eKMPOHHOU MUKPOCKORUU MAMEPUA NOTYYAIOm ONUCAHHbIM
gbluLe MEMOOOM ¢ NOMOWbIO OpauL-GUONCuuU.

THonyuennvlii 6Guonmam 01 MPAHCNOPMUPOBKU NEePEUYHO Qukcupyemces 6 2,5% pacmeope
2IYyMapos8oco anvoe2uda Ha xaxoounamuom oygepe (pH 7,2) Mamepuan xpanumcs 8 X0100UbHUKe
npu memnepamype +4°C, ¢ nocredyowei mpancnopmuposkou 00ONYCmMumblil CPOK -00 2-X Heoelb C
momenma sabopa. [81, 82].

. B kauecTBe MOMONHUTENBHOTO JIAOOPATOPHOTO METO/AA JMATHOCTUKH M AuddepeHnnanrsHoi
nuarnoctuku [11/I/cunapoma Kaprarenepa y My»XunH ¥ MaJdb4UKOB-TIOAPOCTKOB (B Bo3pacte 15 met
U cTapiie) pPEeKOMEHIOBAHO pPACCMOTPETh HCIIOJIB30BAHHE CBETOONTHYECKOH MHUKPOCKONUH
HATHBHOIO YKYJISITA (CTAHIAPTHOE CIIEPMHOJIOTHYecKoe ucciienoBanne) [83, 84, 85].

YYP-C, Y11 -4)

Kommenrapmii: y wHecosepuwennonemuux ucciedoganue npogoosm ¢ HNUCbMEHHO20 CO2NACUs
pooumereli/3aKOHHbIX npedcmasumeiell.

Hannoe uccneoosanue no3eonsem oyeHUmMb KoauvecmseHHvle noxazamenu (00vem, KOHYyeHmpayus u
obwee KOaULeCmeo Cnepmamo3oudo8, KOIUYECMBO 2amen C PA3HOU CMENneHbio NOOBUNCHOCU U

HEeNOOBUICHBLX, KOIUUECMBEO MOPPOI02UYECKU HOPMATIbHBIX (MUNUYHBIX) cnepmamo30udos [85].
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CywecmseeHHbiM haxmopom npu 3mom A6NAemcs OYeHKd QYHKYUOHATLHOU CNOCOOHOCMU HC2YMUKO8
CHnEpMamo30u008, ONPeOensIoUUX UX NOOBUNCHOCD.

YV nexomopuix nayuenmos umeromcsa mpyoHoCmu ¢ ROLyYeHUeM OUOI0SULEeCKO20 MAmepudd.

3abop mamepuana Onsi CnepMUOIOSULECKO20 UCCIe008AHUS BbINONIHAEMCA NymemM MAacmypoayuu.
Pexomenoosano coasams ananus 6 cpoke nonogoeo eosoepaicanus 3-5 oueu. [nss IMUC cmpoeo He
peanamenmuposarno. Mamepuan cobupaemcs 6 uucmoie 0OHOPA308ble NIACMUKOBbLE KOHMEUHEPbI C
kpviwkou. Tlocne coauu obpasyvl mepmocmamupyromes 20-40 MunHym 0ns pasjicudiceHuss 35KYasAma
npu memnepamype t=37C. Kpamnocmv 6vlnoOIHeHUs CNEPMUOLOSULECKO20 UCCe008AHUA )
nayuenmos ¢ IIl]/{/nooospenuem na I/ 6 Oorvwuncmee ciyuaes oocmamouno 1 paza, npu
HeoOxX00UMoCmu — nposedenue NOBMOPHO20 UCCIe008AHU.

Memoouka oyenKu nOOBUNICHOCHU CREPMAM 03010086

Xopowo nepemewams obpasey cnepmvl. Bzamo anuxeomy 358KyaAmMa u NOMeCmums HA NPeoMemuoe
CmeK10, Hakpvlmb NOKposHuiM cmekiom. Ilpu yeenuvenuu *200 wunu *x400 noocyumams 200
CnepmMamo30u008 0/1a gbluucienus 0oau (%) cnepmamo3oudo8 pa3iuiHblx Kame2opuu NOOSUHCHOCMU.
Tloosudxxcnocmv  kasxco0o2o cnepmamo3ouda OYeHugaemcsi Credylwum o00pa3oM: NpocpPeccusHo-
noosudcrvle (PR, progressive motility) — cnepmamo3zouodsi, oguearowuecs akmueHo, aubo JIUHelHo,
aubo no kpyzy 001bui020 paouyca, He3asUcCUMo Om CKOpPOCMU, HenpozpeccusHo-noosudicuvie (NP,
non-progressive motility) — sce opyeue euowi Osudicenuii ¢ omcymcmeuem npozpeccuu, mo ecme
niasalowue Nno Kpy2y HeOOIbuo20 paouycd, HcSYmuk ¢ mpyooMm cmewjaem 20108KYy UlU K020d
Habmooarom molvko OueHue dceymuka, HenoosudicHvle (IM, immotility) — omcymcmeue O8udsicenus.
IlosmopHo 63amb anuxeomy 3aKyIAMa (NPedsapumenbHo nepemeuias) u Nnosmopums Hpoyeoypy.
Buiuucaiume  cpeonue 3snauenus u  pasauuus mexcoy Humu O0nas 08yx anuxeom. Onpedenums
npuemnemocmo pazaudus (WHO, 2010). Ecau paznuuue medxncoy HNpOYeHMHbIMU 3HAYEHUAMU
npuemiemo, 3anucams cpedHee 3HayeHue. Ecnu paznuuue eviue oonycmumozo, npuecomosums 0ge
O0ONOJHUMENbHbIE ANUKBOMbL CNEPMbL U NOBMOPUMb OYEHK).

Credyem ommemums, 4mo 6blsGleHUEe MOMAILHOU U CYOMOMANbHOU — ACMEeH0300ChepMUU
(acmenomepamo3zoocnepmuu) U OIU20ACTNEHOMEPAMO300CNEPMUU  He ABNAEMCs  0053amelbHbIM
(obnueamnvim) cnepmamonoeudeckum npuznakom IILJJ], max kax modxcem Obimb 00YClO61EHb
opyeumu  npuyunamu. Ilayuenmam ¢ momanvHou U  CYOMOMANLHOU  ACMEHO300CNEPMUU
(acmenomepamo3zoocnepmuu) U pPEeKOMEHOYemcs  NpoedeHue  INeKMPOHHOU  MUKPOCKONUU
cnepmamosoudos (OMUC). [lns nayuenmos c¢ IIL]/] ne xapakmepuHo Hanuyue msaxicenvix Gopm
namo3ocnepmul, — CeA3aHHLIX ¢  OmcmymcmeuemM Ul KpauHe  HU3KOU  KOHYyeHmpayueu
cnepmamo300udo8  (azoocnepmuel U O0AU20300CNepMueli maAxceIou cmenenu). Azoocnepmus,

onuzcocnepmusi (06vem ssxyiama menee 1,5 mn), a maxosce kucias peaxyus ssaxyisma (pH <7.0),
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CHUMCEHHOe KOIUYeCmeo (hpyKmo3vl dAKYIAmMa (MapKep cekpema cemMeHHblX NY3blpbKo8) XapaKmepHhbl
OJ1A MYHCUUH C MYKOBUCYUOO30M U CUHOPOMOM BPONCOEHHOU 08YCMOPOHHEU ANA3UU CeMABLIHOCAUIUX
npomkog (CBAVD), no mne nayuenmos c IIL/[/cunopomom Kapmacenepa unu c obpamuvim
pacnonoxcenuem  6HympeHHux opeanos. Cnepmuonozuyeckoe uUccled008aHue Modxcem — Oblmb
UCNONBL308aHO 0Nl OuppepenyuanbHoll OUACHOCMUKU PA3TUYHBIX 3a00Ne8AHULl C NOPAdICeHUeM
Op2aH08 ObIXAMENbHOU CUCIeMbl, Hanpumep, ¥ Myxucuun ¢ opoxosxmazamu [86, 87]. Hopmamuenvie
3HayeHUs nokazameneu IaAKyaIAmMa npeocmaeienvl 6 Ilpunoocenuu A3.6, Kraccugukayus
CNepmMUonocUYecKux «Ouasno308y - 6 llpunoscenuu A3.7.

J PekoMeHI0BaHO paccMOTPETh BO3MOXKHOCTH TIPOBEACHHS JIJEKTPOHHOH MHMKPOCKOMUH
ciepmaTo3ouaoB (IMUC) B kayecTBE JOMOJIHUTEILHOIO METOIa TOATBepkAeHUs auarno3a 1L/ u
P COMHUTENIBHBIX  pe3yJabTaTax MPOBEICHHOIO o0OcienoBaHus (CBETOBAas  MHUKPOCKOIIHS,
BBICOKOCKOPOCTHOW BHJICOMHKPOCKONTUYECKHI aHaIM3) C IEJBI0 BBISABICHUS YIbTPACTPYKTYPHBIX
M3MCHEHHI akCOHEMBI KT'yTHKOB [74, 75, 76, 84,85, 88, 89, 90, 91, 92, 93, 94, 95, 96, 97, 98, 99, 100,
101, 102]

KommenTapnmii:

Memoo OMUC oocmynen monbKoO 6 HEKOMOPbIX KPYNHLIX HAYYHO-UCCAe008aMeNbCKUX
J1a6OPaAMOPUSIX/UHCIUMYMAXx.

IIposedenue 31eKMPOHHON MUKPOCKONUU CNEPMAMO30UO08 BO3MOINCHO MOJLKO Y 63DOCIIbIX
MYAHCHUH U MATLYUKO8 NOOPOCMKO8 € 15 nem.

Topadsicenue pecnuyex mepyamenbHO20 INUMENUS U HC2YMUKOE CHEPMAMO30U008 Y NAYUEHIMO8
c [I]] mocym ne cosnadamv, m.e. umems pPAa3HyIo JOKATUIAYUIO NOPAICEHULl, KAK OOUHAKOBYIO 8
PA3HLIX KIEemKAX, MmaxK U pasiuyarowyiocs, Hanpumep, MOJIbKO HapyuleHue VibmpacmpyKmypul U
NOOBUNCHOCIIU JHCYMUKO8 CNEPMAMO30UO08.

Cnedyem yuumwvieamv 2emepoceHHOCMb MOpoLo2uy cnepmamo3oudos. B ceasu ¢ smum
cyujecmeeHHoe 3HaueHue umeem 2J1eKMpPOHHO-MUKPOCKONUYECKOe UCCIe008aHue O00CMAamoyHo20
KOJIUYECMBa HC2YMUKO8 8 KanCOOM KOHKpemHOM obpasye. /[ ucciedosanus HeodXooumo He Mmenee
50 orceymukos cnepmamo3oudos.

Ilpu  ynempacmpykmyHulX UCCIE008AHUAX —HC2YMUKOS  ANCHLIM MOMEHMOM  A81Aemcs
20MO2EHHOCMb (0OHOMUNHOCMYb) BbIAGNIEHHbIX HAPYWEHUL 6 KOHKDEeMHOM U3yyaemMom oobpasye.
Oonomunnvle HapyuweHus 00dCHbl OblMb BbLAGNEHbL JUOO MOMAILHO 80 6CEX U3VUEHHbIX PECHUUKAX

UlU oCCYymuKax, aubo 6 7’100618JZ}ZIOH/}€M bonvuuncmeae.

2.4.2 TIpoune MHCTPYMEHTAJIbHbIE METO/IbI

Hapﬂc)y CO cneyuairbHovimu OUACHOCMUYECKUMU Memoc)aMu, no360JIANWUMU  YCMAHOBUMb

OUACHO3, UCNONL3VIOM DPYMUHHbIE MemoObl UHCMPYMEHMANbHOU U 1a00pamopHou OUacHOCMUKU,
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npumenAanwuecild 6 nyﬂbMOHOJZOZulleCKOZZ u OI’I’lOpuHOJZClpuHZOJZOZu'-leCKOIZ npakmuke, umerwowue
BAIMCHOE 3HAYEHUE KAK HA smane nepeuuHoﬁ ()MCIZHOCWZMKM, maxk u npu ONUMENbHOM OUHAMUYECKOM

Habooenuu.

2.4.2.1 Onpenegenue GQyHKIUY BHEIIHEr0 AbIXaHUH

o PexomeH10BaHO WCclenoBaTh (YHKIUIO BHENIHETO JbIXaHWs NpH momgo3peHnu Ha [/ u y
narenToB ¢ [IIJ] ¢ menpro onpeneneHUs W JUHAMUYECKOTO KOHTPOJISA JIETOYHOW (YHKIMH TpU
OTCYTCTBHH BO3PACTHBIX HJIM HHBIX MPOTUBOMOKA3aHUM:

- CIHpOMETpHIo (MCCIICIOBAHHE HECIPOBOLMPOBAHHBIX JIbIXaTEJIbHBIX OOBEMOB M IMOTOKOB) - B
cpenHeM Kaxpie 3-6 mecsieB (Mpu HEOOXOAUMOCTH — JOTOJHUTEIBHO HCCIICAOBAHNE JBIXaTSIbHBIX
00BEMOB C MPUMEHEHHEM JICKAPCTBEHHBIX MPENapaToB); - OOUILICTH3MOrpadHIO - 10 MOKA3aHUAM, B
CpeIHEM — €XKETOJHO, C IENbI0 ONPEACICHUS W TUHAMHYECKOTO KOHTPOJISI CTAaTUYCCKUX JICTOYHBIX
00BpeMOB u OpoHxHaigpHOro conporusieHus [56, 58, 103, 104, 105, 106, 107, 108, 109, 110, 111, 112,
113].

YYP-C, ¥4 -5).

Kommenrapmii: cnupomempus ne ommocumcs k Haubojee 4y8CmMEUMENbHbIM MeCmam J1e20YHOl
@yuxyuu npu I1L]J], HO OHa s61sI€MCSL CAMBIM OOCMYNHbIM MEeMOOOM MeCMUPOSAHUsL 6 KIUHUYECKOU
npakmuxe [103, 104, 105, 106, 107, 113/, 6 yenom, kauecmeenHoe npogedexue CRUPOMempuu
803MOJCHO y Oemeti ¢ 5-6 1em, eciu nayueHm Modlcem CO3HAMENbHO 6bINOJIHUMb MAHEe8p
Gopcuposanno2o 8bl00xa, OUACHOCMUYECKAs YeHHOCTb UCCIe008aHUs Y Oemell Maaoue 5 1em Hudice
[108]. Cnupomempus noszeonsem koceenno oyenums necounvie obwvemvt [105]; no nokazanusm
B03MOJICHA OOJlee MOUHAsL OYEHKA CIMAMUYECKUX 1e20YHbIX 00beMO8 U OPOHXUATLHO2O0 CONPOMUBTIEHUS
¢ nomowvio boouniemuzmozpaguu [56, 58, 114, 115, 116, 117, 118, 119, 120, 121/. Hauboree uacmo
v nayuenmog c¢ IIIJ] evisgnaom o6CcmMpyKmuenvle uUlu codemanue OOCMPYKMUBHBIX U
PECMPUKIMUBHBIX HAPYUWEHUN BEHMUTAYUL (8 3ABUCUMOCIU OM 00beMd U Xapakmepa NopatiCeHus
oponxuanvroeo depesa) [109, 110, 112]. /lannvie ucciedosanus npo8oosmcs 6 COOMEEemMCmauu ¢
Ilpuxazom Munzopasa Poccuu 13 okmsabopsa 2017 e Ne 804u om «O6 ymeepaicoeHuu HOMEeHKIamypbl
MEOUYUHCKUX YCILYe»: UCCIe008aHUe HECNPOBOYUPOBAHHBIX ObIXAMENbHbLIX 00beM08 U NOMOKOS,
uccnedoganue  ObIXamenbHblX — 00beMO8 €  NPUMEHeHUeM  JeKaApCMBEHHbIX — Npenapamos,
boouniemuzmocpagusi.

Taxoice Ons oyenku ne2ounvix 06vemos u pacuema unoexca neoOnopoornocmu eenmuaayuu (LCI -
Lung Clearance Index) npeonacaemcs ucnonvzosame mecm GbLMbIGAHUS UHEPMHO20 2A3d NpU
MHOdCcecmeeHHbIX eblooxax (Multiple-Breath Inert Gas Washout, xk npumepy, viMbléaHue azoma

KuCJZOpO()OM),‘ cdumaemcs, 4mo OH C bonvuuell UyecmeumelbHoCmbsio, Heodfcelu Cnupomempusl,
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N0380.J151em BbIAGIAMb NOPAJCEHUE METKUX ObIXAMENbHBIX NYyMell, 8 MOoM Yucie y oemei 0OUKOIbHO20
sospacma [56, 58, 122, 123, 124, 125].

° PexomenoBaHO mpoBeaeHUE MYJIBCOKCUMETPUH W/WUJIN UCCISAOBAaHUE Ta30BOTO COCTaBa KPOBU
(uccienoBaHre ypoBHS KHCJIOPOJia KPOBH, HCCIIEJOBAHUE YPOBHS YIJIIEKHUCIOTO Ta3a B KPOBHU) BCEM
namnueHTaMm ¢ nojo3penrem Ha IIIJ] u Bcem manmentam ¢ aumarHoctupoBanHou [T mpu kaxmnoit
TOCTIMTAIM3AIMY; TI0 TTOKa3aHUsAM (000CTpEeHHE XPOHHYECKOTO OPOHXOJIETOYHOTO MpoIlecca, HaTMIue
JBIXaTEeIbHOM HEIOCTATOYHOCTH, TPEOYIOIIeH OKCUreHoTepanun) — vamie [58, 126, 127].

(YYP - C, YIII - 5)

2.4.2.2 JIvueBble METOAbI

2.4.2.2.1 MeToabl BU3yaTHU3aIUM JTETKHX
. Pexomenayercsi paccMOTpeTh TMPOBEACHHWE PEHTTeHOrpaduu OpraHOB TPYIHOM KIIETKH
(Pentrenorpadus nerkux/PentreHorpadus nerkux nudposas) nanuenTam ¢ nojospenuem na 111 u
nanuenTam ¢ [11J] ¢ nenbpro onpeeneHus xapakrepa u o0beMa NopakeHHs JieroyHon Tkanu [128].
YYP-C,¥YaJ-5).
KommenTapun: penmeenozpagus modicem 6viagumes maxue npusHaKu, Kak oeopmayus u ycuienue
JIe20YHO20 ~ PUCYHKA, — NHEeBMOQuUOPO3,  NepubpOHXUANbHAS — UHDUILMPAYUs, — KOHCOAUOAYUSL
(amenexmasvl), OYIILI, BbLIAGUMb NPOAGLEHUL OPOHXUANBLHOU OOCMPYKYUU: JNOKANbHbIE YUACMKU
830YMusL 1€20YHOU MKAHU, YEeIUYeHUe PempoCmepHaIbHO20 NPOCMPAHCMEd, YNAoWeHue ouagpazmul,
a makdice Kugho3, ymonujeHue OPOHXUATbHBIX CMEHOK, CIUUCIblE NPOOKU, 8 HEKOMOPbLIX CAYYAsX -
OPOHX0IKMA3bL.
Yacmoma onpedensemcs UHOUBUOVATILHO, 8 CPEOHEM, elCe200HO0, N0 NOKA3AHUAM — Yauye.

Jannotit memoo modxncem 0blmb HEOOCMAMOUYHO UHGPOPpMaAmMuEeH O MOYHO20 ONUCAHUA
Xapakmepa U3MEHEeHUIl 6 JeCKUX, HO UMeen MEHbUYI0 Jiyuesylo Hazpy3Ky. B ceasu c¢ uem
penmezenozpagua modcem Ovimp NONE3HA ONA OUEHKU COCHMOAHUA J1e2KUX NPU U3MEHEeHUU
PECRUPAMOPHBIX CUMNINOMOE.

. Pekomenayercss mpoBefeHHE KOMIBbIOTEpHOM Tomorpaduu opraHoB rpyanod mnosoctu (KT
OpPraHoB TPYJHOM IOJIOCTH) /CHHPAIBHOW KOMITBIOTEPHOM TOMOrpaduu JIETKUX MaIeHTaM C
nono3penueM Ha L] u marmentam c I1LJ] ¢ nenbio onpeneneHus xapakrepa 1 o0beMa MopaKeHUs
JerovyHoi tkauu [25, 129].

YYP-C, YA -5)

KommenTapwmii: B nacmoswee 6pemsi KOMRbIOMEpHAA MOMOZPAPUA  AGNAEMCA OCHOBHBHIM

Memoodom Ouaznocmuku usmenenuil ¢ nezkux npu I/
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Komnwvtomepuas momoepaghusi  opeanos epyonou nonocmu/Cnupanvhas KOMNbIOMEPHAs
momocpaghus 1ecKux) - IKCHEPMHAsL Memoouxa Oas Oemanusayuu usmerenuu. Ilposooumcs
HU3K0003Has komnviomepuas momoepaghusi (HAKT) — cnudicenue cunvt moka 0o 1 mA/ke maccol 014
oemell U MONOObIX B3POCHbIX 6ecom <50 ke 6 couemanuu c HanpsiceHuem Ha mpyoxe 100 kB.
Buinonnsemca na enybume 600xa, npu  HEBO3MONCHOCMU 3A0EPHCKU ObIXAHUA, & m.Y., Npu
HeoOX00UMOCmu — 8 YCI08UAX ce0ayuu (HapKo3 — NO NOKA3AHUM).

Yacmoma nposedenusi — 6 cpeowem 1 paz 6 2 e2oda, npu obocmpeHuu — 6HeouepeoHoe
uccneoosanue. Dynkyuonanvnoe KT-uccrnedosanue opeanos epyoHOU NOLOCMU «HA 6blOOXe» OISl
OYeHKU  OpPOHXUANbHOU  OOCMPYKYUU  NPU  HEBO3MONCHOCIU  BLINOJIHEHUs  UCCIe008aHUS
HeCnpo8oYUPOBAHHBIX ObIXAMENbHBIX 00BEeMO8 U NOMOKO08 (Chupomempuu)/boouniemusmozpaguu.

Tlpumepwl pezynomamos ayuegoti ouacnocmuxu — 6 Ipunoscenuu A3.8
2.4.2.2.2 MeToabl BU3yaJIu3al[UM OKOJOHOCOBBIX Ma3yxX

. PekoMenayercss mpoBeneHHE KOMIBIOTEPHOM ToMmorpaduu MOpUIATOYHBIX TMa3yX Hoca
(KOHYCHO-JTy4yeBasi WIM MYJbTUCIUpPAJIbHAs) MPU NEPBUYHOM OLIEHKE MaTOJOTMYECKOro Ipoliecca B
OKOJIOHOCOBBIX Ma3zyxax y NAalHUEHTOB ¢ KiIMHMYecKuMU npuzHakamu IIL[/I u mpu moaroroBke k
Ka)XIOMy PUHOXHpYprudeckomy Bmeniarenscty [130, 131].
YYP-C,YA/1-4).
Kommenrapumn: penmeenocpagus OHII npeocmasnaemcs manoungopmamusnou. KT OHII
NpoU38OOUMCs 8 AKCUANbHOU NIOCKOCMU C PEKOHCMPYKYueu u3oopasxceHus 6 KOPOHAPHOU U
cazummanvHou npoexyusx. [emsam ne cneoyem gvinoanams KT OHII 6e3 kniunuyeckux nokazanuii (c
Yenvio OUHAMUYECK020 HAONOOeHUs), M.K. 9M0 8 3HAYUMENbHOU Mepe Y8eluduusaem CyMMapHy
JIyYeByio HazpysKy (8 césa3u ¢ HeobXooumocmovio nepuoouyeckozo evinoanenuss KT opeanoe epyowoti
xknemxu). Bapocnvim KT OHII nposooumcs 1 paz 6 1-2 2o0a unu wawe no noxkazanusim. Ilomumo KT-
KapmuHvl XPOHUYECKO20 PUHOCUHYCUMA C NOIUNAMU UlU 0e3 NOAUNO8 XAPAKMEPHbIM s611emcs
anaasus uiu 2UNONIAa3us 100HbIX U KIUHOBUOHBIX NA3YX
Honocusvl  oyeHusamuvcs: cmeneHvb HAPYUWEHUS NHEBMAMU3AYUU OKOJIOHOCOBbIX NA3YX, HAIuyue
NOIUNO8 HOCA, NOCNeOnepayuoHHvle Kocmuvle usmeHnenus. Penmeenocpagus OHII ne sensemcs
UHMOPMAMUBHBIM  MEMOOOM — OUASHOCMUKU  XpoHuuecko2o purocunycuma (XPC) npu I
Maenumnopesonancuas momoepagus (MPT) 0KOIOHOCO8bIX na3yx makce He Modcem Ovimb
anbmepramueou KT, m.x. He no3eonsem oyeHums coCmosiHue KOCMHbIX CIPYKmyp.

B coomeemcmeuu ¢ npuxazom Mumnzopaea Poccuu 13 oxmsaops 2017 e. Ne 804n om «O6
VMBEPHCOeHUU HOMEHKIAAMYPbl MeOUYUHCKUX VCAY2». KOMNbIOMEPHAS MOMOpagus npuoamoyusix

nasyx Hoca, copmarnu, CnNUupajlbRasi KOMNbIOMeEPHas mOMozpaqbuﬂ npu@amowblx nasyx Hoca.

37



2.4.3 DHI0CKONNYECKAS OLEHKA COCTOSIHUN OKOJIOHOCOBBIX Ma3yX

° PexomennoBano manuenram ¢ nopo3penuem Ha IIIJ[ m naumentam c IILJ] mpoBeneHue
9H/IOCKOITUU HOCOTIOTKH (DHIOCKOMHYECKas H0HA3aIbHAS PEBU3HS MOJIOCTH HOCA, HOCOTJIOTKH) C
LEJIBbI0 JUATHOCTHKH M JMHAMUYECKOT0 KOHTPOJIA BocmanuTenbHoro mporecca 8 OHIT [25, 132, 133].
YYP-C, Y1 -4).

KommenTapuii: npu ounamuueckom o6cied08anuy yacmoma onpeoensemcs UHOUSUOYAIbHO.

2.4.4 OueHka cOCTOSIHUSI OPraHOB PeNPOIYKTHBHOI CHCTeMbI M PeNPOIYKTHBHOIH (GyHKIMH

Ilockonvky 015 nepeuYHOU YUIUAPHOU OUCKUHE3UU XAPAKMEPHO HapyueHue QepmuibHOCIU, 8CeM
gspocavim nayuenmam ¢ IILJ] unu ¢ noodospenuem na IIL[/] nposooumcsa penpodykmonocuueckoe
obcnedosanue: y nayuenmos Myn#ccKo2o noia — Ypojlocuieckoe/anopoiocuieckoe oociedosanue, y
NAYUueHmos8 HCeHcKo20 Nnoia — SUHeKolocudeckoe obciedosanue, Npu HeOOXOOUMOCMU BbINOJHEHUEe
VAbMPA38YKOBO2O UCCIE008AHUSL NOJOBLIX OP2AHO8, A MAKNHCE IHOOOKPUHONOSUYECKO20 U OpY2ux
Memo008 penpooyKmo02ULecKko20 00C1e008aHUs.

o Bcem simnam my:xckoro noJia ¢ [/ nnu ¢ nogo3penuem Ha I1L/] B Bo3pacrte crapmie 15 ner
PEKOMEHIOBAHO TIPOBEIICHUE CTAHIAPTHOIO CIIEPMHUOJIOTUYECKOTO HCCIICAOBAHUS CIIEPMOTPAMMBI:
CBETOONTHYECKOE  MHKpOCKONUYeckoe  uccienoBanuss  (MHKPOCKONMYECKOE  HMCCIIEIOBAHHE
cniepMbl/CriepMorpaMMa) ¢ IeNTbIO BBISIBJICHUS HAPYIICHHUI ITOABMKHOCTH JKI'YTHKOB CIIEPMATO30UI0B,
OLICHKH BO3MOXKHOCTH COXpaHEHUS (PEPTHUIBHOCTH M TAaKTHKH PEUICHHs BOIPOCa PEMPOIYKIUU B
cinydae HapyiieHui depruiaprocTr [128, 134, 135].

YYP-C, Y1 -4).

Kommenrapuu: npu omcymcemeuu — azo00Cnepmunuu/Kpunmo300CHepMunu  CRepmMuUoIocudecKoe
uccne0o8anue — (Cnepmocpammy) makdxice — cledyem — GblNOJHAMb — 83POCAbIM — NAYUEHMAM — C
yemarosnennvim ouazrnoszom [1L]]] 6 npoyecce Ounamuuecko2o HabIo0e s ¢ Yacmomotl, 8 cpeonem, 1
pas 6 200.

Iayuenmam ¢ acmeHno3oocnepmueli ¢ acmeHomeamoszoocnepmuell ¢ oowel noOSUNCHOCMbIO
cnepmamo3zoucos 0-10% (noxkazamenv obwei nodsudxcnocmu «PR»  + «NP») npoepeccusno
noosuicHvle — progressive motility « PR» u nenpoepeccusno noosusichvie — non-progressive motility,
NP) u xoauuecmeom HenoogudcHvix cnepmamoszouooe — 90-100% nocire nosmopHoii(vix)
CNepmMocpamMmobl MeHee) Caedyem paccMompems HpoGedeHue UCCIe008aHUS  YIbMPACMPYKMYpPbl
arccymuxos cnepmamozoudos memooom IMUC (TOM) (cm. noopazoen 2.4.2.2), npu 803moxcHocmu,
MONEKYNIAPHO-2EHEMUYECKO20 UCCIe008aHUs HA NAMO2EHHble 8APUAHMbL 68 2eHaX (CM. noopaszoen
2.5.1), ceszannvix ¢ pazsumuem I1L]/] u meOuko-eenemuueckoeo 00C1e008aHUS U KOHCYIbIMUPOSAHUS U

UxX Cynpya08.
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Ilpu evis6neHUU NAmMO2eHHbIX BAPUAHMO8 8 2eHaX, omeemcmeeHHbvlX 3a pazeumue I[IL]/],
cynpyeam  Mmodcem — Oblmb  PEKOMEHOOBAHO — MOJEKYIApHO-eeHemuieckoe 0bcriedosanue  Ha
HOCUMENbCME0 Mymayuil 8 COOMEemcmaylouwux 2eHax nepeo NiaHupo8aHuem 0emopoicOeHus:, 8 mom
yycie ¢ NOMoOwbl0 Memooo8 BCHOMO2AMENbHBIX penpooyKmusHvlx mexuonoautl (BPT) c¢ yenvio
PO2ACOEHUSL 300POBO2O NOMOMCIEA.

BPT-memooul: sxcmpakopnopanvtioe oniodomeoperue memooom IKO (s3xcmpaxopnopaivro2o

onnooomeopenus ooyumos)/MKCH (om amnen. ICSI — IntraCytoplasmic Sperm Injection, 6yks.
88edeHUe CnepMamo30uda 8 Yumoniamy, UHMmpayumoniazmamudeckas UHbeKyus cnepmamosouoa) -
uUHveKyus cnepmamosouoa 8 yumonaazmy ooyuma (MKCH).
Meouko-cenemuueckoe obcnedosanue npu 1] Oondxcno 6xkaouUams nposedeHue  KIUHUKO-
2eHemuyecko2o 00cne0o8anuss (npuem U KOHCYIbMayus 8pava-2eHemuKa), a makxoce MoNeKVIAPHO-
2EHeMUYECKO20 UCCAe008aHUs (AHANU3 2eH08, omeemcmeeHHblx 3a pazsumue I1L]/]). E2o neobxooumo
8bINOIHAMb 00 NIAHUPOBAHUS bepemeHHocmu unu nposederus: npoepamm IKO/UKCH.

Ilpu neobxooumocmu - 6bINOIHAMbL Opy2ue 2eHemuyecKue mecmol, penpooyKmoaocuiecKue
UCCe008aHUsL.

Ilo pezynvmamam 1aOOpamopHvix 2eHemudeckux UCCie008anuti — HeoOX00UMO NOBMOPHOe
KOHCYIbMUPOBAHUE Y 8PAYA-2eHEeMUKA.

Ilpu eviasnenuu mymayui y nayuenmos c IIL[/] (kpome Oomunammuvixx ¢gopm) cieyoem
pexomenodoeams 06credosanue cynpyea(u), a maxxice poOCMEEeHHUKO8 HA HOCUMENbCME0 MYymayutl,
ceazannvix ¢ passumuem I1L[/].

B cnyuasx evicoxoco eenemuyecko2o pucka Cynpyiceckum napam moxcem O0vimv peKOMeHO08AHO
NPeUMNIAHMAYUOHHOE 2eHemudeckoe mecmuposanue Ha MoHo2eHHble 3abonesanus (I1I'T-M)
MemoO0oM 8blCOKONPOU3BOOUMENbHO20 CEKBEHUPOBAHUSL UL MEMOOOM NOTUMEPAIHOU YENHOU peaKyuu

unu coomsememayiowas npenamanvras JJHK-ouaenocmuxa [128].

2.4.5 OueHka cOCTOSHUS CepAeYHO-COCYAMCTOI CHCTEMBbI
o PexomMeH10BaHO TIpoBe/leHHE 3XOKapAuorpapuu M 3JIeKTpokapAuorpapuu  (perucrparus
ANEKTPOKAPAUOTPAaMMBL, pacliu(poBKa, HMHTEPHPETALUs AJIEKTPOKApAUOrpapuueckux JTaHHbIX)
nanuentaMm ¢ nogo3pennem Ha [ILJ] w manmentam c IILJ] ¢ 1enpro OLEHKU COCTOSIHUSA CEPACUYHO-
COCyIHUCTO# cuctemsl [25].
YYP-C, Y1 -4).

Kommenrapmii: cpeonsiss vacmoma nposedenus KT u Oxo-KI" — 1 p/200 (npedcmasnena 6 n.5.2).

2.4.6 UccenoBaHue ci1yxa U COCTOSIHHS CPeIHEro yxa
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. PexoMeHnnyeTcst mpoBeieHEe TOHABHOW MOPOTOBOM ayauoMeTpur BceM mnaruentam ¢ [T/ u
OTOCKONTMYECKHMH TPU3HAKAMH TIOPAKCHUS TIOJOCTEH CpEeIHEro yxa, a TakkKe MpU CYyObEKTHUBHOM
CHIDKCHUU CITyXa W/WJIU TOSBICHUU YITHOTO IIyMa; O U IMOCIe Kypca Teparud aMUHOTIMKO3UIaMU,
00JIaJaroIMMH OTOTOKCHYHOCTBIO; TIPH YK€ BBIIBICHHON paHee Tyroyxoctu [25, 32, 128, 136].
YYP-C, Y1 -4)

Kommenrapmii: [lpu [IL[/] moocno odcudams pazsumue KOHOYKMUBHOU MY20YXOCMU 6 CBA3U C
Hanuduem XpoHU4ecko20 3KCCYOamueHO20 CpeoHe20 OMUMA C NPOSPecCupyiouumMu ad2e3ueHbIMu U
PEMPAKYUOHHBIMU USMEHEHUSIMU, 0ObIYHO PeppPaKmepHbiMu K KOHCEPBAMUBHOMY U XUPYPUUECKOMY
JleYeHUro, 0COOEHHO 8 0emCKOM 803pacme.

Heobxo0umo umems HacmoposceHHoCms 8 OMHOUWEHUU PA3BUNUS CEHCOHE8PANbHOU (UNU CMEUAHHO
npU HAIUYUYU UBHAYATILHO KOHOVKMUGHOU MY20YX0CMU) Y RAYUEHMO8, NOLYYAIOUUX OMOMOKCUYECKUe
npenapamul (npedcoe 6ce20, NPOMUBOMUKPOOHbIE NPEenapamvl CUCMEMHO20 OeUCmeUs 2pynnvl
AMUHOTUKO3UO08 NO NOBOQY PE3UCHEHMHOU pamompuyamenvHol ungexyuu). /lnsa demeti maaoute 4-
7 nem (8 3a8ucumocmu om CnocoOOHOCMU K KOOnepayuu 80 8pems CYObeKMUEHO20 UCCAe008AHUSA
CyxXa) anbmepHaAmuHbIMU — OOBLEKMUBHBIMU —MemoOamMu  AGNAIOMCA  PecUCmpayus  Gbl36AHHOU
0MOAKYCMU4eCKOl IMUCCUU (8 Cyuae OMCYMCMEUs: NOPajiCeHusi cpedHe20 yxa) u/unu pecucmpayus
KOPOMKOJLAMEHMHBIX CIYX0BbIX 8bI36AHHLIX NOMeHyuanos, ASSR-mecm.

. PexoMeHyeTcs MPOBEJICHHE aKyCTUYECKOH MMITEaHCOMETPUU (TUMITAHOMETPUH) MallueHTaM
¢ IIJ] ¢ nenpio MOATBEP)KACHUS M JOKYMEHTAIIMH HAIMYHs dKCCyaaTa B OapabaHHOM mosocTH. [25,
32, 136].

YYP-C, Y1 -4)

KommenTapuii: y nayuenmos ¢ xponuueckum 9KccyOamueHbIM CPEOHUM OMUMOM Pe2Uucmpupyemcs
mumnanoepamma muna «By (no Jerger). Coenacno paoy OaHHbIX, B03MONACHO OHCUOAMb YAVUULEHUE
noxazamejei aKycmu4eckou umneoancomempuu 8 sospacme nocie 12-13 nem.

Ilocne  ycmpanenuss  9kccyoama  u3 — 6apabaHHoOl — NOIOCMU — MO2YM — Pe2UCmpupO8ambCsl
mumnanozpammsl munos «Dy u «E» 6 ceazu ¢ pyoyosvimu usmeHeHusmMu 6apabaHHol nepenoHKU
[137].

Hccneoosanue moocem npogooumvcsa 6 npoyecce OUHAMUYECKO20 HAONIOOeHUs, 4acmoma

onpeoensiemcst UHOUBUOYAIbHO.

2.4.7 TpaxeoOpoHXOCKONNSI BHE MEPBUYHOI INATHOCTUKHA

. PexkomeHIyeTcs: pacCMOTpPETh MPOBEICHHE TPaXxeoOPOHXOCKOMUU/BUICOTPAXEOOPOHXOCKOHUU
¢ neuyeOHOM nenbto manuentam c [/l npu kaMHMYECKOM YXYAIIEHUU /WM MpU HEBO3MOXKHOCTHU
MOJIyYEHHST MOKPOTHI [Tt MUKPOOHOIoOrHyeckoro uccaemosanus [138, 139, 140, 141].

(VYYP - C, V]I - 4)
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Kommenrapmii: napkos/cedayus no noxazanusm

Tpaxeobponxockonus/sudeompaxeobponxockonuss nayuenmam IIL]J] He npogooumcs pymuHHO.
Onucano wacmoe nogvluienue memnepamypvl meaa Nocie UCCIe008aHus y OAHHOU Kame2opuu
nayuenmos, kpome moeo, npu IIL]/], écreocmeue Oeghekma MyKOYUIUAPHO20 KIUPEHCA, HApYUleH
Mexauusm CAMOOYUCTKU 0CMamoyHou aHrcuoKocmu nocne npogeoeHus

mpaxeoOpPoOHX0CKONUU/BUOCOMPAXe0OPOHXOCKONUU.

2.4.8 YabTpa3ByKoOBO€ UCCJIeIOBAHNE

o PekoMeHI0BaHO paccMOTpPETh MPOBEACHUE YIbTPA3BYKOBOTO HCCIEAOBAHHS — TOYEK
MaIreHTaM ¢ KiIuHudeckuMu npuszHakamu [1L[J] ¢ 1enpio MUarHOCTUKW HaIW4YUsl MOJUKUCTO3HBIX
M3MEHEHHH B ToYKax [48]

(VYP - C, V]I - 4)

2.5 Unble AUATHOCTHYECCKHE METO/1bI

2.5.1 Monekynapno-zenemuueckoe ucciedosanue

. Pexomen0BaHO TIPOBENCHHE MOJICKYISIPHO-TEHETUUECKOTO HCCJICAOBAHMS IMAllMeHTaM C
nono3penuem Ha [11[/] ¢ nenbio Bepudukanuu AuarHo3a U yCTaHOBIECHUS KOHKPETHON MeHEeTHYECKOM
dopwmsti [3, 128].

KommenTapnmii:

l'enomunupoganue — OuacHOCMUYECKU 3HAYUMbBIM CUUMAIOM 6bliGleHue OUALIeNbHOU Mymayuu
(20MO3U20MHOU UIU KOMNAYHO-2eMePO3USOMHOLL).

K nacmoswemy momenmy Hanuuue ceHemuyecKux 6apuanmos (Mymayutl) 2eHos, 0meemcmeeHHbIX
sa pazeumue I[IL]J], eviasnreno auwwv y 50-75% nayuenmos c IIL]J]. Ha ceecoOHAawHull OeHb
OMCymcmeyom uccie008aHus, YKaA3bleanwjue Ha B03MONCHOCMb UCNONb308AHUS 2eHEeMUUECKO20
0bcnedosanus 01 YCMAHOBNEeHUss OuazHo3a. Bmecme ¢ mem, npu Hanuuuu mexHuueckux
B03MOJNCHOCHIEL, NPOBEOEHUE 2eHOMUNUPOBAHUS Yeneco0OpasHo cem nayuenmam c T1LJ].

l'enemuueckoe mecmuposanue uoenmupuyupyem 2eH u e20 2eHemuyecKuti apuanm NpUMepHo 8 ~
65% cnyuaes [3, 142].

Juaenoz  KomkpemHolU  2eHemuueckou — opmbl  NEPBUYHOU  YUIUAPHOU  OUCKUHE3UU
ycmanasnueaemcsi  y  NpobaHoa € - BbIUEYKA3AHHLIMU — KAUHUYECKUMU — XAPAKMEPUCTNUKAMU U
08YANNIENIbHBIMU NAMO2EHHLIMU BAPUAHMAMU  (UTU 2eMePO3USOMHBIM NAMOSEHHLIM 8APUAHIMOM 6
FOXJI, umu eemusucomnvim namocenHvim eapuanmom 6 PIHID3 wmu OFDI y wmyoscuun),
uoeHMmuuUYUpOBaAHHLIMU 8 OOHOM U3 2€HO8, nepeducieHuslx 8 Ilpunoscenuu A3.3.

1100x00b1 K MONEKYIAPHOMY MECMUPOBAHUIO MO2YM BKIIIOYAMb.
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O Yenegou ananu3 Hauboee YACmulX NAMO2EHHbIX 8APUAHMOE 8 KOHKPEMHOM 2eHe (AKMYAIbHO 8
nepayio ouepeds 0Jis iUy onpeodesenHol smuuyeckou npunaonedxcnocmu ([Ipunosxcenue A3.4);
O  yenegoe mecmuposanue onpeoenreHHo20 2eHd,
OO0HaKo 6 cumy eeHemu4ecKoll 2emepo2eHHOCMU NPEONOYMUMenTbHbIM SIS L ANCOPUMM.
1. KomnnexcHnoe cenomHOe mecmuposanue (CeK8eHUPOBAHUE IK30MA, Pedce - CeKBEHUPOBAHUE
2eHoma,).
2. Ananuz npomsiceHHbIX usMeHeHull 8 2eHax (Oeneyutl / OYnauKayuii), NOCKOIbKY HpOCHoe
CeKBeHUposanue He uOeHmupuyupyem maxkou mun uzMeHeHull.
Mynomueennas nanenv, cO30aHHAS 0151 ONPEOENEHHBIX NONYIAYUL, € HAUOOIbULEL BEPOSIMHOCTIBIO
udenmuguyupyem cenemuieckyro npuuuny 3aoonesanus. Oonako mpebyemcs co3oanue
MynbmueeHHoll nanenu 0ns P@, 6 nacmosujee 8pems OHA He MOXCem NPUMEHAEMCs 8 8U0Y
OmCymcmeusi 3HaHull 0 xapakmepmwix oas P® cenax u ux éapuanmax.
Pe3stome koncencyca Paboueii epynnvl no onyonuKO8AHHLIM OAHHBIM O 2eHEeMU4ecKoM

mecmuposanuu 6 OUacHOCmuKe nepsudroll yuiuapnou ouckunesuu (I11{1) aoanmuposano usz [3].

1. I'enemuueckoe mecmuposanue 015 NOOMBEPHCOEHUL OUASHO3A MOJHCEm ObIMb BLINOJIHEHO Y Ul
¢ I, ouacnocmuposannwvix opyeumu cnocobamu ( nanpumep, BCBM u TOM.), unu y auy ¢ seHvlmu
KauHudeckumu npusnaxamu Ha ILJ] (munuunvie knunuyeckue oannvle, Huskui NNO) u npu
omcymemeuu opyaux ucciedoganuti, maxux xaxk kaxk BCBM u TOM. OmpuyamenvHuiti cenemuyeckutl

mecm ne ucknouaem II1[/1.

2. 'enemuueckoe mecmuposanue makice Moxcem Oblms 8bINOIHEHO 08 8epuurayuy OUaeHoO3d U
VCMAHOBIeHUs. KOHKPEMHOU 2eHemU4ecKoll popmul y NAYUEHMOS C A8HLIMU KIUHUYECKUMU
npuznakamu LT u y komopwvix BCBM u TOM ne noomeepounu ouazno3s, Kak 3mo Moxicem Oblms 8

cayuae nayuenmog ¢ mymayusimu 2cenog DNAH11, CCNO, MCIDAS uzu RSPH.

3. I'enemuueckoe mecmupoeanue u UHMePNPemMayus pe3yibmamos OO0JHCHbL COOMEEMCHE08AMb
HAYUOHANBHBIM U MENCOYHAPOOHbIM pekomenoayusim [3, 25]

4. Ananuz ceepecayuu annenetl 6 cemve (0COOeHHO Yy 000Ux pooumeneti) axiceH 0
NOOMBEPIHCOCHUSL 2eHOMUNA Y NPOOAHO08 (0151 pa3IUeHUs 20MO3USOMHOCIU U 2eMUZUSOMHOCIU, d

makoice CONCHOL cemepo3ucoOmHoCmu U CJ104CHO20 aJlJleJZ}Z).

5. ['enemuueckoe mecmupoganue nayueHmos u ux poOCmMeeHHUKO8 Moxtcem Oblmb He0OX00UMO OJis

CEHEMUYUECKO20 KOHCYTbMUpOBarUusl U nilaiupoeanusl 0€m0p09f00€Hu}Z.

6. B 6y0ywem cenemuueckoe mecmuposanue Moxcem Ovimb 8AHCHbIM O IeYEHUs.

nayuenmoes c yyemom ceHomuna

42




Ilpumeuanue: BCBM -ananuz ¢ nomowspro 8blCOKOCKOPOCMHOU udeomukpockonuu, TOM-mpancmuccuonnas
anexmponnas muxpockonusi;, NNO- nazanvuwlil okcud azoma.

2.5.2 Koncynomayuu cneyuanucmos

e Pexomenayercs B BeaeHnu nauueHToB ¢ [ILJ] ucnosb30BaTh MyJIbTHAMCUUIUIMHAPHBIN TOAXO/ B
BUJy TOTO, YTO 3a00JIeBaHUE XapaKTepU3yeTCs MOPaKEHUEM MHOTHUX OpPraHOB U CHUCTEM, TpeOyer
KOMIUIGKCHOM  Tepamuy, 4YTO JAUKTYeT HEOOXOJUMOCTh COBMECTHOIO BEJCHHS TMallleHTa
crieragrcTaMu pa3Hsix npoduieii [68,128].

YYP-C, YA -5).

Kommenrtapuu: nayuenmos c IIL]/] nabrodaem epau-nyibmononoe (u/unu, 6 0emcKol npaxkmuke,
gpau-neouamp, 60 63pOCIOU — 6paAy-mepanesm), UHo20d — 6pPAY-UHPEKYUOHUCT a MAKlice 8paH-
2eHemuUK, 6pay-omopPUHONAPUHRON02 (OUHaMUYecKoe HaO00eHue 3a medyeHUueM XpPOHUYECKO20
9KCCYOAMUBHO2O CPeOHe20 OMUmMA U XPOHUYECKO20 PUHOCUHYCUMA, 6HENIAH08As KOHCYIbMAayus npu
oCmMpom  cpeOHeM omume, B03HUKHOBEHUU Omopeu, 2SHOUHOM O0OOCMPEeHUU XPOHUUECKO20
PUHOCUHYCUMA), 8pAY - CYPOOSI02-OMOPUHOLAPUHSOIL02 —NPU HEOOXOOUMOCIU KOHMPOJISL CIYXO80U
QyHKYyuu 'y nayueHmos ¢ XPOHUUECKUM IKCCYOAMUBHBIM CPEOHUM OMUMOM U NOLYYAIOWUX
npenapamul, 001a0arOWUe OMOMOKCUYHOCIbIO  8pAY NO JleyeOHOoU QusKyribmype (uiu 6épay no
MeOUYUHCKOU — peabunumayuu, uiu  6pay—puzuomepanesm uid  CHEYUaIUcm ¢  6blCUUM
(HemMeOuyuHcKum) 00pazosanuem (UHCMPYKMOP—Memooucm no JedeOHou @usKyibmype; uiu
cneyuanucm co CpeoHuUM npoGecCUOHATbHbIM (MEeOUYUHCKUM) 00pazosanuem (UHCMPYKMOp No
neyeOHol  QusKyrbmype, MEOUYUHCKAs cecmpa Nno  Maccaxcy, MeOUYyuHcKas cecmpa no
Qusuomepanuu) - O 00YYeHUS UHANAYUOHHOU MEPAnUlY, KUHE3Umepanuu, OblXamelbHbIMU
mpeHasicepamu, KOHCYIbMAYus 8pava—Kapouonio2a (8pava- 0emcko2o Kapouonoea) npu HAIuduu
cunopoma Kapmazcenepa u necounoii cunepmensuu (1e204Ho2o cepoya), KIUHUYeCKo20 gapmaxono2a
0151 peulenusl CLONCHLIX BONPOCO8 NO Mepanuu U npeodomepaueHUuIo/1e4eHuI0 HexXceaamenbHblx
ABIeHUL 1eKAPCMEEHHOU mepanuuy, KOHCYIbmayuu epada-gpmuzuampa npu OuazHoOCmuKe u mepanuu
JIe20UH020 MUKODAKmMepuo3a, KOHCYIbmayus epaia-xupypaa/epaia-0emcko20 Xupypaa/mopakaibHo2o
Xupypea, co cneyuanuzayueti N0 MPAHCHIAHMONO2UU, U OpP. NO KIUHUYECKOU HeoOX00UMOCmu.
Tayuenmam mysrcckoeo nona 6 eospacme ¢ 15 nem - ocmompwi (KoHCyremayuu) epada-yponoz2a/spada
- 0emcKo20 ypon02a-aHopono2a nepeudtble U nO8mMopHule OJisl OYEHKU COCMOSHUSA PenpoOyKMUBHOU
cucmembvl U ONpeoeleHUss MaKmuky oanvHeluueeo Haoaooenus Ilayuenmkam dcenckoco noaa
NOKA3aHbl OCMOMPbL  (KOHCYIbMAayuu) 6paya- axKyuepa-eUHeKono2a nepeudHvle U MNOBMOpHble 8
0eKpemupo8anHvle CpOKU U NpU NIAHUPOBAHUU U 6edeHuu Oepemennocmu. Koncynomuposanue
8PAUAMU-CREYUATUCTIAMU 8 npoyecce OUHAMUYECKO20 HAON00eHUss OCYwecmensemcs no mepe

HeobxoouMocmu.
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3. Jleuenue, BKJIOYAsi MeIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 Tepanumu,
AHETOTEPANNIo, 00e300/IUBaHUE, MEIUIMHCKNE MOKA3AHNUS U IPOTHUBONOKA3aAHUS K
NPUMEHEHUI0 METO/I0B JieYeHUs

Ilooxo0 x mepanuu nayuenma c IIL[J] Oondicen Oblmb MYTLMUOUCYUNTUHADHBIM 8 CBA3U C
NOUOP2AHHOCTIBIO NOPANCEHUIL.

OCHOGHBIMU UeIAMU MEPANUN ABTAIOMC

O  MAKCUMANbHO  BO3MOJNCHOE NpeOdynpexcoeHue npocpecCuposanus u/uiu  pazeumus
OPOHX0IKMA308

O  soccmanognenue / CoxpaneHue HOPMAalbHOU 1e204YHOU QYHKYUU,

O  occmanoieHue / Coxpanenue HOCO8020 ObIXAHUS U CTYXA.

O  obecneyeHue MAKCUMAIbHO BbICOKO20 KAYECMEd HCUZHU NAYUEHMA,

O nmpedynpedicoenue u jievenue 0O00CMPEHUsT XPOHUYECKO20 UHDEKYUOHHO-BOCHAIUMETbHO2O
npoyecca 8 OpOHXONE20UHOU cucmeme, BEPXHUX ObIXAMENbHbIX NYMSX U CPeOHeM yXe;

O mpeoynpedcoeHue u JjeyeHue 000CMpeHus UHDEKYUOHHO-80CNATUMENbHO20 Npoyecca 8
oxononocosvix nazyxax (OHII) Onsn ymenvuwieHus cmeneHu HUCXoo0awel KOHMAMUHAYUU
OpoOHXONE20UHOU cucmembl,

O mepanus XpOHUYECKo20 CpeoHe20 omuma,

O  obecneyeHue NPOPUIAKMUKY OCTONHCHEHUI,

O JleueHue OCI0HCHeHUl

060cmpeHue XPOHUUECKO20 6DOHx0/l€20‘lH020 npouecca_npu Il ouaznocmupyemcsa _npu

nanuuuu 3 u 6onee npusnaxos [143]:

- YCWICHHE KallUls;

- U3MEHEeHHe 00beMa U/WIIN 1IBETa MOKPOTHI;

- YCUJIEHHE OJIBIIIKH (IO OIIYIIEHUSM MAlMeHTa UiIN 3aKOHHBIX NpEeACTaBUTENEH );

- pellleHHe Ha4yaTh/WU3MEHUTh JIeYeHUEe MPOTHUBOMMKPOOHBIMU IpenapaTtaMHu H3-3a HperoaraéMblixX
JIETOYHBIX CUMIITOMOB;

- HEZIOMOTaHue, c1adoCTh, OUIYIIEHUE YCTAIOCTH UM BSJIOCTH;

- IOSIBJICHHUE WUJIM YCUJIEHHE KPOBOXapKaHbs;

- IOBBIIIEHUE TemnepaTypsl >38°C

OcHogHble cocmasnaouiue 1e4eHus:

O /lpenuposanue 6poHXUAnIbHO20 Oepeda U KUHe3umepanus;
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o IlpomusomukpobHas mepanus

O Mpykonumuueckas mepanus;

o Ilpomusosocnanumenvras mepanus

O Meponpuamus, HanpasienHvlie Ha npedynpedxicoexue U JeyeHue 0060cmperus UHGeKYuoHHo-
gocnanumenvbHo2o npoyecca 6 oxonoHocosvix nazyxax (OHII) onsa ymenvuieHus cmenexu
HUCX00AWel KOHMAaMUHAYUy OPOHX01e204HOL CUCTEMb;

o Tepanus xponuuecko2o cpeone2o omuma

o Tepanus ocnocreruii

O HnousuodyanvHas Koppekyus payuoHa Ha 0CHO8e OYEeHKU HYMPUMUBHO20 CIMamycd.

3.1 KouncepBaTuBHOE JieUeHHE

3.1.1 Mykonumuueckan mepanus

. PekomengoBano Bcem manuentam c [IIJ] (3a wuckiIoYeHHEeM HMEIOMIUX MEAUIIMHCKHE
MIPOTHUBOIOKA3aHUs) IPOBEJICHUE AKTUBHOW MYKOJIUTHUYECCKOW TEparmuu C I[ENbI0 YMCHBIICHUS
BSI3KOCTH MOKPOTHI U 00JieryeHusl ee dBaKkyaiuu [144].

(YYP-C, YA -5)

KoMmMeHTapuu: 6b100p iexapcmeenHvlx cpedcme onpeoensemcs UHOUSUOYANbHO.

Buvibop nymu esedenus: npeonoumernue omoaemcs UHSANAYUOHHOM) 86€0EHUIO.

Oyenka 3¢pexmuenocmu nedeHus: KIUHUYECKU (OYeHKA CYMOYHO20 KOIUYeCcmed MOKpPOmbl,
U3MeHeHUll ee KOHCUCMEeHYUU, OYEeHKA Cenenu ObIXamelbHOU HeOOCMAamoOYHOCML).

Oyenxa be3onachocmu neverus: KIUHUYEeCKU (CneyuanrbHblX CIaHoapmu308aHHbIX MemoOuK OYeHKU
be3onachocmu dmux 1eKapCcmeeHHbIX CpedCma He Cyuecmayent,).

/Jlononnumenshole 3amMeuanus: 6ce cnocoobl pa3dHCUNCEHUsI MOKPOMbL He0OX00UMO KOMOUHUPOBAMb
c yoaneHuem ee U3 ObIXAMENbHbIX Nymel, UCNOAb3Ya Memoobl Kunesumepanuu. lleped ceancom
KUHe3Umepanuu JceiamenvbHo, a Nnpu Hamuyuy OpoHXooOCcmpyKyuu — 0053ameinvbHo, nepeo
MYKOIUMUYECKUM NPEnapamom - Npo8ecmu UH2alssyuo npenapam ¢ OpOHXOIUmMuUYeckum 3¢hgdexmom
u3 epynn. ceiekmuenvie [2-a0peHoMUMemuKyu uiu aopeHepeuieckue cpeocmed 6 KOMOUHayuu ¢
AHMUXONUHEPSUYECKUMU UTU AHMUXOTUHEpIUYecKue cpeocmea aubo opyeou npenapam OJisl le4eHus
06CMpPYKMUBHLIX 3a001e6aHUL ObIXAMENbHBIX NYMEl.

B knunuueckoii npakmuxe 0151 MyKOIUMU4ECKOU Mepanu. UCHOIb3VIOMCA.

3% umu 6 % uwu 7% eunepmonuyeckuil pacmeop unampus xaopuoa ¢ 0,01% u 0,1% nampuem
euanyponamom[145] (3apecucmpuposan kax meouyuHckoe uzoeiue - pacmeop O UHSANAYUOHHOU
mepanuu ¢ OpeaHu4ecKUMU 8eujeCmeamiy) NPUMeHsAemcs UH2AIAYUOHHO Yepe3 Hebynauzep no 5 ma 2

pasza 6 OeHb, Yayuuiaem KIUPeHC ObIXAMENbHbIX Nymel U A6naemcsa Oa3UucHOU MYKOIUMUYEeCKOU
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mepanueti ¢ 6vicmpulm MyKoaumuyeckum 3gpgpexmom. Moowcem npumensmoca 3% eunepmornuueckuil
PAcmeop Hampus Xaopuod, 0coOeHHO Y Oemell MIAOWe20 603pACMd, y NAYUEHMO8 CMAapuLeco
noKoOJleHusl u OJis1 Ha3aibHo2o oywa [144].

J PexoMeH0BaHO paccMOTPETh IS OTACNbHBIX manueHToB ¢ [TLJ] ¢ yacTeiMu penuauBaMu Uitu
JUTUTENIbHBIMU PECIIUPATOPHBIMU OOOCTPEHHUSIMU HMHTAISITOPHOE NMpPUMEHEHHE #I0pHa3bl anbda** c
MYKOJIMTHYECKOH mebio [25, 109, 128, 133, 140, 146].

YYP-C, Y1 -5)

KommeHnTapuii: wumeromcs omoenvHble pabomvl, 6 KOMOPbIX NOKA3AHA — IPhekmuenocmo
uneanamopro2o npumenenus #oopnaser ane@a**[147]. JHosuposku ananrocuunvl HAZHAYACMBIM
NayueHmam ¢ KUCMO3HbIM Guopo3om (MyKosUCyuoo3om). [[numenbHocms mepanuu onpeoensiemcs
UHOUBUOYATILHO.

. AuernimucrenH** He pekomeH0BaH naruentam ¢ [T1J] ans npuMeHeHHs ¢ MyKOJTUTHYECKON
IETbI0 B CBS3UM C OTCYTCTBHEM JOKa3aTeNbCTB A(P(PEKTUBHOCTH. PeKOMEHIOBaH TOJBKO IPHU

UCII0JIb30BAHUH aMHHOTJIMKO3KIOB ISl MPOGUIIAKTHKK CHIDKEeHuUs ciayxa [109, 133, 140].

3.1.2 Bpouxonumuueckas mepanus

. PexoMeHI0BaHO Ha3HAUEHHWE HWHTASAIUOHHONW OPOHXOJIMTUYECKON Teparnuu IMalueHTaM ¢
[T npu HaMYUM OOPaTUMOW WM YACTUYHO OOpPATHMON OpPOHXUAIBHON OOCTPYKIIMH C IIEIBIO
VIy4lICHUs] 9BaKyallud MOKpPOTBI, TIepel NPUMEHEHHEM HHTASUe aHTHOAKTepHaIbHBIX
npenapaToB, THIIEPTOHUYECKOTO pacTBOpa HATPHsL XJIOpHUaa, epes kuHesutepanuei [140, 148].
YYP-C, ¥ -5)

KommenTapuii: npomusonoxazanuem asnsiemcs uHOUBUOYATbHASL HENEPEHOCUMOCHb.

Iayuenmam ¢ Il 6 kauecmee Opouxorumu4ecKkou mepanuu HaHayarwm npenapam C
OpoHXOIUMUYEeCKUM I herxmom uz epynn: cerekmueuvle [2-a0PeHOMUMEMUKU UTU AOPeHepeUYecKUue
cpedcmea 6 KOMOUHAuUU ¢ AHMUXOTUHEPSUYECKUMU UTU AHMUXOTUHEPSUYeCKUe cpeocmea aubo
opyeou npenapam 01 JledeHuss OOCMPYKMUBHBIX 3a00/1e6aHUll  ObIXAMENbHbIX nymetl Nno
UHOUBUOYATILHBIM NOKA3AHUAM 8 PedcumMe «no mpedo8aHur»

Hcnonvzyemces cenexmushwlii bema-2-aopeHomMumemux catboymamon®* ¢ monomepanuu unu 6
couemanuu ¢ M-xonunepenuueckumu npenapamami (Unpamponus 6pomud ) ui QUKCUPOBAHHAS
KoMOuHayus ¢henomepon-+unpamponus opomud™** uiu npenapamvl NPOIOHSUPOBAHHO20 OelUCMBUs
(muomponus 6p0Mu()**) aubo Opyeoiu npenapam Ol JleuyeHus O0OCMPYKMUBHLIX 3a001e8aHUl
ObIXAMENbHBIX nymell no UHOUBUOYATbHBIM NOKA3AHUSM.

Hcnonv3zo6anue 003upo8aHHbIX A3PO30NbHLIX UHSAAMOPOE 00A3AMENbHO CO Cheucepom, npu
HA3HAYEeHUU  UHSANAYUOHHBIX — OPOHXOIUMUKOS  (Npenapamos O01s  JedeHusi 0OCmpPYKMUGHbIX

3a00n1e6anull ObIXAMENbHLIX Nymell) (celekmuehblll Oema-2-a0peHOMUMEMUK CcatbOymamor** e
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MOHOmMepanuu uiu 8 cowemanuu ¢ M-xonunepeHuueckumu npenapamamu (unpamponust 6pomuod**)
unu  Quxcupoganuas  KomoOunayus — Genomeponrtunpamponus  6pomud**  unu  npenapamol
NPOIOHSUPOBAHHO20 Oelicmeusi (muomponusi Opomud**) nubo Opyeoeo npenapama O07s Je4eHus
00CMPYKMUBHBIX 3a001€8aHUL ObIXAMENbHBIX Nymell N0 UHOUBUOYATbHBIM NOKA3AHUAM) NAYUEHMAM C
madcenou bporxoobcmpyxkyuei (OPB1 <30% om 0ondcHo20) uHeanrayuu OOJNAHCHBL NPOBOOUMBCS NPU
nomowu Hebynauzepa.
Buvibop nymu eeéedenus npenapama 05 nedenus 00CMpYKMuGHbIX 3a001e8aHULl ObIXAMENbHBIX NYMell.
npeonoumerue 0Omoaemcst UHAISIYUOHHOMY NYMU 66E0CHUSL.

Oyenka s¢hghexmuenocmu nevyerus: KIUHUYECKU (CUMRMOMbL OPOHXO0OCMPYKYUU) U no
OAHHBIM CRUPOMEMPUL.

Oyenka 6e30nacHocmu Je4eHus. KIUHUYeCKU U No pe3yibmamam 00beKMUBHO20 0CMOmpa
(vacmoma cepoeyHvIX COKpaujeHUll, cepOeyHblil pUmm,).

npuUMeHeHue  JeKaPCMEEeHHO20  Npenapama 6  COOMEemcmeuu ¢ NOKA3amensmu
(xapakmepucmukamu), He VKA3AHHLIMU 6 UHCMpyKyuu no e2o npumenenuto  (off-label),
0OCyUecmensaemcs o peuleHuro 8paveOHol KOMUCCUU NPU YCI08UU NHOONUCAHHO20 UHGOPMUPOBAHHOLO
000p08onbHO20 coenacus (coenacho @3 Ne323-D3 om 21.11.20112. ¢ usmenenuamu,).
e [lanmentoB c¢ IIIJ] B coueranun ¢ XOBJI uam acTMoil pPEeKOMEHAOBAHO JIEYUTH COTJIACHO
COOTBETCTBYIOIIUM peKOMEHIausIM. J[OKyMEHTHpOBaHHUE OOpaTUMOW OOCTPYKIMU BO3AYITHOTO
MOTOKA JIOJI’KHO BBITIOJHSITHCS C HCIIOJB30BaHHEM COOTBETCTBYIOIIMX Bo3pacTy Meroauk [109, 140].

(YYP-C, YA -5)
3.1.3 Koncepsamuegnoe neuenue punocunycuma u omuma

J PekoMenayeTcss mpoBeleHHE Tepanmuu XPOHUYECKOTO PUHOCHHYCUTA HA3aJbHBIX IOJHIIOB
COTJIACHO COOTBETCTBYIOIIMM KJIMHHYECKUM PEKOMEHIAIMSIM C ITIEJIbI0 JOCTHKCHHS ONTHMAIBHOTO
pe3yibTara euenus [128].

(YYP-C, YA -5)

KommenTapuu: ¢ mom uucne, mocym 6vimb HA3HAYEHbI NPOMBIBAHUSL HOCOBbIX X0008 COJle8blMU
pacmeopamu,  NPOMUBOMUKPOOHAs. —mepanusi npu  000CMPEeHUsx,  2IHOKOKOPMUKOUObl (01
UHMPAHA3ATbHO20 NPUMEHEHUS) NPU HA3AIbHOM NONUNo3e). Aneopumm nepeuyHol OyeHKu U leyeHus
punocunycuma y nayuenmos c LIL[/[ — ¢ Ilpunosxcenuu b.

. Pexomennyetcst manuentam ¢ [111J] mpombiBanue mosocT Hoca #runepronndeckum (3%, 6%)
u uzotonndeckum (0,9%) pactBopoM HaTpus XJopuaa**, mpuMeHEHHe Ha3albHOTO IyIIA C ILEIbI0

OYMCTKH HOCOBBIX X0/10B [25, 140].

(VYP - C, VIUI - 5)
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Kommenrapuii: Hppuecayuonnas mepanus okazvléaem NOA0ACUMENbHOE 6IUAHUE NPU HA3ATbHBIX
CUMNIMOMAX (3G7102CEHHOCHb HOCA, NOCMOSHHOE 8bl0eNIeHUe CU3L).

. Pekomenayercss JiedeHHME DKCCYyNaTUBHOTO cpeaHero otura y naguentos c¢ I B
COOTBETCTBUH C KIMHMYECKUMU pekoMeHaanusamu «OcTpeiid cpenauii otut» [128]

YYP_-C, VI -5)

KOMMCHTapHH: npumMeHsemcs KoHcepeamueHroe JieueHue, 6 m.u., aHmumqu06Haﬂ mepanust no

NOKA3AaHUAM.

3.1.4 Anmumukpoobnas mepanus
3.1.4.1 O6wue sonpocvt anmumukpoonoii mepanuu y nayuenmos c INLJT

Coznacno _KOHCEHCYCy IKCRepmog8, OaHHble, NOJAVYCHHbIE NPU _MUKDOOUOJI02UUECKUX U

KJlUHU4YeCcKux UCCI1e008AHUAX C yuacmuem nauueHmoe C KUCmo3HbiM duobpozom

(MyKO8UCUUOIO30M) MONHCHO IKCIPanouposams Ha nauuenmos ¢ IIIUJT [28].

. [lpu o00OCTpeHHH XPOHUYECKOTO OpPOHXOJErOYHOro Imporecca Bcem mnamueHTam [T
PEeKOMEH/I0BaHAa CHUCTEMHas aHTUMHKpoOHass Tepanus (AMT), ¢ wenblo  CcOKpalieHus
MPOJIOJDKUTEIIBHOCTH CUMITTOMOB U TIOBBILICHUS A PekTuBHOCTH jedenus [25, 28, 140].

(YYP-C, Y1 -5)

Kommenrapun: anmumukpobnas mepanusi nposooumcsi nayuewmam ¢ I ¢ obocmperuem

XPOHUUECK020 OPOHXO0Ie204UH020 npoyecca (8Kaoudas 000cmpeHus Ha oHe 0Cmpotll pecnupamopHoll

ungexyuu). Takdce aHMuMukpobHas mepanusi NPOGOOUMCS. 6 CAYYAsX, eClU GblAGISIIOMCS HOBble

BbLICOKONAMO2EHHble 8030youmen pecnupamopHol UHGeKyuu npu niaHo80M MUKPOOUOTIOSUYECKOM

uccnedosanuu (cm. maon. 3,4,5) [128, 148, 149, 150].

o Ilpomueonokazanusa: onpedensaiomcs UHOUBUOYANLHO U  3ABUCAM  OM  UHOUBUOYAILHOU
HenepeHOCUMOCmu (8 mom yucie aiiepeun), Xapakmepa conymcmeayiouux 3a001e6aHuil (21a6HbIM
06pazom 3a0011e6anUsL NEYEeHU U NOYEK) U B03PACMA NAYUESHMA.

o Buwibop nexkapcmeennwvix cpedcme onpeodensemca. 6UOOM 8030yOumens, GulAGIEHHO20 )
nayuenma, 4y6CcmeumeibHoCmvio 6030youmens (in vitro) k oannomy IIMII; ¢a3zou 3a60nesanus
(obocmpenusi — pemuccusi);, NPOOOIHCUMENTLHOCMBIO UHDEKYUOHHO20 npoyecca (XpOHU4ecKas
uHghekyusi  —  6nepsvle  BbIAGIEHHBIU  68030yOoumenv),  dppexmusHocmvio  mepanuu
npeouiecmsyoue20 000CmpeHUst 1e204HOU UHDeKyuu

o Komounuposeannnas AMT Ilpu nasznauenuu AMT u neobxooumocmu npumeHeHUs HeCKOIbKUX
npenapamos - ciedyem ucnoivzoeams kKomounayuu JIC ¢ paziuyHvim MexaHusmom Oeticmeusl

(nanpumep,  Gema-1aKmamuvle — aHMUOAKMEPUATbHbIE — Npenapamvl 6  KOMOUHAYUU  C
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O

amunoenukozuoamu). Ilpu  evidenrenuu 6  Mokpome  nayueHma  OOHOBDEMEHHO  08VX
MuKpoopeanusmos evloop AMT 3asucum om ceoticme bonee pe3ucmenmHo20 6030youmers.

Buioop nymu eeedenusn onpedensiemcs. 8udom 6030youmens, vl6leHHO20 y nayuenma, ¢hasoi
3abonesanusi (0bocmpenue — pemMuccus); NPOOOANCUMETLHOCMBIO UHDEKYUOHHO20 npoyeccd
(XpoHuueckas uH@pexyus — enepevie BblAGNIeHHbII 6030Y0UMENb);, MECMOM OKA3AHUSL MEOUYUHCKOLL
nomowu  (ambyramopmas — — — cmayuowapuas),  dgdexmusHocmvio  npeduecmsyioujel
anmubaxkmepuanvrol mepanuu. OOHOBPEeMEHHO HA3HAYAMb Npenapamvl 01 UHSATAYUOHHO20 U
BHYMPUBEHHO20 Nymell 66e0eHUsl 00HOU (HapMaKoLoUdecKol epynnvl He ciedyem. Bozmoocho
HasHaweHue uHeanaAyuorHHou u enympueernot AMT o00HO8pemeHHO No peuleHuro KOHCUTUYMA
CHeyuanucmos u ¢ y4emom hapmaxoiocudecKotl 2pynnvl npenapamoa.

Ilpu uwacmoeix ob6ocmpenusx UHPEKUYUOHHO-60CRATUMENbHO20 NpOUecCA 8 OPOHXO0N1E204HOI
cucmeme ciedyem Y8eauyusams npoOOJAHCUMENbHOCMb KYPCO8 AHMUOAKMEPUATbHOU mepanuu
00 3 Hedenb U Oojee, UCNOIBL3068AMb GHYMPUBEHHDIL CHOCOO 88edeHUs U /Ul COKpauamo
uHmepsanvl Mexcoy Kypcamu U/unu  paccmMompems, 8 3A8UCUMOCMU Om  6030youmens, 8
UHOUBUOYATILHOM NOPsIOKe MedicOy KYpPCamu 6/6 mepanuu npumeHenue yunpo@roxkcayuna™** e
mabnemkax. Lunpoproxkcayun™* mooicem npumeHasmbCs makxdce Npu  KANCOOU OCMpoU
pecnupamopholl uH@gexyuu u 06ocmperuu OPOHX01e204H020 npoyecca aeckoi cmenenu) [25, 151,
152]. V oemeii ¢ IIL]/]] nasnawamo #yunpoghroxcayun™** no pewenuro 8pauedHoU KOMUCCUU 8
cnyuae omcymemeust anvmepuamusno2o IHIMII (003v1 — cm. ma6n.4).

Ouenka rppexmuenocmu AMT: xknunuuecku (MUxopaoxa, pecnupamopmvie CUMNIMOMbL), NO
OaHHBIM 1AOOPAMOPHLIX MEMO0008 0bcredosanus (netikoyumos, yposeHv C-peakmugnoco 6enka,
N0 NOKA3AHUAM - NPOKATLYUMOHUHA (UCCIed08aHue YPOBHS NPOKATbYUMOHUHA 8 KPOBU)) U No
OAHHBIM MUKDPOOUOJIOSUHYECKO20 UCCAe008aHUs (Ipadurayus 6030youmens, Nepcucmuposauue,
cynepungexyus, crudicenue evioenenus 6036youmens <10" kononueobpasyrowux edunuy w
OMPUYAMeNbHbIIL pe3yIbmam nocesa u m.o.).

Oueuka Oezonacnocmu JieueHus: 306UcCUm Om NPUMEHAEMO20 N1EKAPCMBEHHO2C0 cpe()cmea

(JIC) u npogooumcs ¢ yuemom 803MOHCHBIX HEHCENLAMENbHBIX ABNEHUL

ZIonwmumerbete 3ameuanuin.

1.

Ilpumenenue TIIMII enymps ucnonvsyemcs ons mepanuu obocmpernuil [/l ¢ domawrnux

ycaosusix unu ons npoqbwzaxmuttecxozo JledeHusl nayueHmoes, XpOHUu4YecKu qubuL;upOGdHHblx P.

aeruginosa, B.cepacia, MRSA, HTMb.

2.

Buympueennoe ¢éeoenue InNMIT

Ilpumenenue IMII énympugenno nokaszano:
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- NpuU MAACENbIX 000CMPEHUAX (TleyeHUe 8 YCI0BUAX MEeOUYUHCKOU opeanuzayuu) (0OHUM, a

npu  HeobXooumMocmu - O08YMA Npenapamamiu 6 COOMEEMCMmEUU ¢ pe3yabmamamu

MUKPOOUONIO2UYECKO20 UCCIe008AHULL);

- 6 mex cayyasax, kocoa npumenenue IIMII eHympb u UHSANAYUOHHO OKA3ANOCDH

HeappexmusHvIM,

- 018 NIAHOBOU mepanuu nayuewmos, un@uyupoganuvix P. aeruginosa, MRSA,

HemybepKyne3Hbix mukooakmeputi (cm maon.3 u Ipunooscenue A3.9).

- npu yXyoulenuu meveHusi 3a001e6aHUsL U NOABIEHUU HOBbIX CUMIMOMOS8 ) NAYUEHMO8,

nonyuarowux IIMII enympe.
Buympueennoe esedenue IMII nauunaemcs 6 cmauuonape ¢ Kypcom jevenus 0o 14 u
bonee Omeli. Bsedenue ocywecmensiemcs uepe3 nepughepuueckull 6eHO3HBIN Kamemep
(kamemep nepughepuueckutl) unu uepez nopm-cucmemy (Ropm uH@Y3UOHHBIU/UHbEKYUOHHDBILL,
umnaaumupyemoli ***), Komopble  YCMAaHABIUBAIOMCA C02NACHO MemoouecKum
pykogoocmeam «Benosnvii docmyn, 2019 (https://msestra.ru/download/file.php?id=4763) c
UCNONb308AHUEM HEODXOOUMBIX IeKAPCMBEHHbIX cpedcms. [lopm-cucmemvl yCmanasiueaomces
coenacro Pacnopscenuro Ilpasumenscmea Poccutickotl @edepayuu om 31.12.2018 Ne 3053-p
«O6 ymeepacoeHuu nepeys MeOUYUHCKUX u30eautl, UMNIAHMUPYEMbIX 8 OP2AHUM Yel06eKd
npU OKA3aHUU MEOUYUHCKOU NOMOWU 8 PAMKAX NPOSPAMMbL 20CYOAPCMEEHHbIX 2aPAHMUL
0ecnIamHo20 OKA3aHUsL 2PAHCOAHAM MEOUYUHCKOU NOMOWU, A MAKdHCce NepedHs MeOUYUHCKUX
u30enutl, OMnyCcKaemvlx no peyenmam Ha MeOUYUHCKUe uz0eius npu npedocmasienuu Habopa
coyuanvuwix ycayey. Jleuenue mooicem npogooumscsi 6 cmayuoxape u 6 amOyiIamopHuLX
VCILOBUSX.
Opzanusauyus 6HYMPUBEHHOU mMePAnuUU 6 amMOYIAMOPHBLIX YCLOGUAX CNOCOOCMEYem
NOBbIUEHUIO KOMWIAeHMHOoCmu, npoguiakmuke obocmpenuil. I[Ipebvieanue 6 OonvbHUYE
OMA20UACMCL  PUCKOM — NEPEKPeCmHO20 U  CYNEPUHPUUUPOBAHUS  PE3UCMEHMHLIMU K
AHMUOUOMUKAM WUMAMMAMU MUKPOOP2SAHUZMO8, CIPECCOM, NPONYCKOM WKOIbHbIX 3AHAMULL.
Kpome moco, npebvieanue nayuenma 6 CMAYUOHApPe 3HAYUMENIbHO O00podice, HeM
ambynamopnoe neuenue. Kamemepusayua 6een 0aeno cmana pymuHHOU MEOUYUHCKOU
npoyeoypou 6 mupe 01 obecnedeHus paiuyHulX U008 eHympueenHol mepanuu. Ilposedenue
BHYMPUBEHHOU — mepanuu  Yepe3  nepugepuueckuil  6eHO3HbIU  Kamemep  (Kamemep
nepughepuyeckuii) unu nopm-cucmemy (nopm UHGDY3UOHHBLU/UHBEKYUOHHDILL,
umnaaumupyemolii ***) sengemcsa npaxmuyecku 6e30nacHviM, eciu codn00aAOmMcs OCHOBHbLE

ycioesus: Memoo 00NdHCeH CMmamb NOCMOSIHHbIM U NPUBBLIYHbIM 6 NPAKmuKe, ooJicer Oblmp
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obecneuen Oe3zynpeunvlii yxo00 3a kamemepom. Kamemep ycmanaenusaemcsa 6 ycnogusx

OHeBHO20 CMAYUOHAPA UIU BbLe30HOU OPULAOOL HA OOMY.

3. Ilpumenenue IIMII 6 6ude unzanayuit yepes Hedynaiizep:.
- MOdicem npo8oOUMbCs KaK 8 CIayuoHape, max u 8 00OMAawHux YCiousx,
- 0l pewleHuss 60nMpoca O HA3HAYEHUU UHSATAYUOHHOU mepanuu cieoyem npoeecmu
cnupomemputo 00 nepsou uneanrayuu IIMII u uepe3 HecKONbKO MUHYM NOCTe UH2ANAYUU (O
8bIAGNEHUS B03MOJNCHO20 OpOHXOCNA3MA (NpU  OMCYMCMEUU B03PACMHBIX U/UTU  UHBLX
npomusonokasanuti)) (cm. pazoen «bponxorumuueckas mepanusny) - neped uneanrayueu IIMIT
HeoOX00UMO Npo8ecmu UHSAAYUIO OPOHXOIUMUKA (npenapama O/ jledenus 00CmpYKMUEHbIX
3abonesanuil dvixamenvhvix nymet). Cumnamomumemuxu OJis1 UHSANAYUOHHO20 NPUMEHEHUS,
Hanpumep, canvoymamon®* 2.5 me uepes HeOynauzep (unu OO03UPOBAHHbIL aA3PO30JIbHLLL
uneanamop no 200 — 400 mke ¢ ucnonvzoganuem cneticepa) 3a 15-30 munym 0o uneanayuu
aHmuouomuka 6 MoHomepanuu uiu 6 covyemanuu ¢ M-xonunepeuueckumu npenapamamu
(unpamponusi  6pomud**) unu  uxcuposannas KombOunayus ernomepoatunpamponus
opomud™** unu npenapamol NPOIOHSUPOBAHHO20 Oelicmeus (muomponus Opomuo™*)) uiu
opyeue npenapamvl Ol Je4yeHUus O0OCMPYKMUBHLIX 3a001e6anull OblXameibHblX nymell,
MYKOIUMUKOS, A MAKHCE OPEHANC,
- npu uneanayuu I[IMII 6 OomawHux ycnousax dceramenvHO UCHONb306amb Hebynausep,
OCHAWEeHHbIU PUILMPOM OJis1 BbLOLIXAEMO20 B030YXA;
- npu uneanayuu IIMII npedonoumumenvHee npumensimes MyHOUMYK, NO CPABHEHUIO C MACKOU.
Credyem pekomeHOO8amb NAYUEHMAM Nepexooums HaA NPUMeHeHUue MYHOWMYKd 8
MAKCUMANILHO PAHHUE CpPoKu, Kak npasuno, ¢ 3-x aemmuezo 6ospacma [153]. Bowixanue
npenapama Jjyyuie OCyWecmeisims uepes pom, NpUMeHeHue HOCOBbIX 3AHNCUMOB 80 BPeMs
uHeanayuu ygeauuusaem 3¢hghekmusHocmo nevenus,;
- Npu NpoGedeHuU UHANAYUN 6 YCI08UAX MEeOUYUHCKOU Op2aHu3ayuu u amoy1amopHo
nayuenmor ¢ L], Oonxcubt  nonvzosamvcsi  UHOUBUOYATLHLIM — HEOVIAU3epPOM — C
B03MOJCHOCIBIO 3AMEHbL Kadcobvle 3 Mecaya KOMNJIEKmMa pacnvliumens u mpyoKu 6030yx06800a
u punempa,
- onmuManbHuIM Heoynatzepom 0aa nayuenma c I/ sensiemcea uneanayuonHvlli npuoop ¢
HU3KONOMOYHBIM KOMNPECcopom (Ypo8eHb NOMOKA CoHcamozo 6030yxa 00 6 ji/Mum), ¢
npouseooumenbHocmoio 450 me/MuH, CHAOIHCEHHBIU CUCMEMOU KOHMPOAA UHCHUPAMOPHO20
HOMOKA U CUCMEMOlU KIANaHo8 600Xa U 6bl00Xd, NO0380JAIOWel COKpamums Hnomepu

MeOUKAMEHMA 8 OKPYHCAIOWYIO cpedy, 00ecnedusaroujull. MaKkCuMaibHyo 3@@ekmusHocms
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mepanuy, NPUCNOCOONEHHbIL K  XUMUYECKOU U  MepMuyeckol Oe3uHgekyuu u K
AB8MOKIABUPOBAHUIO,

- 8 Kauecmee MOOUNbHO2O YCMPOUCMBA B03MONCHO UCHONb3068AHUE MIU-HeOyralsepa -
Hneanayuonnozco npubopa c¢ emxocmvto 0/l NeKAPCMBA C 2eHepamopom aspo3ois (mesh),
Kamepou pacnvlaiumens, OJOKOM YRpAGIeHUus U NPUcnocodienuem Oiisi OYUCMKU 2eHepamopa
asposona  (Mneanayuonnvii  npubop Velox mun 055 ¢ npunadnedxchocmsamu) ¢
nPOU3BOOUMENLHOCIbIO He MeHee 457 Me/MuH, ¢ cucmemou KIanamos 600Xa U 6bl0oXa U
Hakonumenem 01 AdPo30Jis, C YCMPOUCMEOM Ol OYUCMKU MeMOPAaHbl, ¢ HepaCHbLILeMbIM
(ocmamounvim) obvemom ne 6onee 0,5 mn. Bce uacmu mdw-nebynaizepa O0JHCHb
nooznexcamv mepmudeckou oesungexyuu. [na nayuenma c LI eaxcno npouzgooums 3amemy

KOMNOHEHMO08 Maul-HeOyaazepa Kaxcovle 3 mecsya.

4. Ilpogpunaxkmuuecxkue xKypcor AMT
-V nayuenmos ¢ uwacmoimu obocmpenusmMu u CHUNCEHUEM QYHKYuU J1esKux ciedyem
paccmompems  803MONCHOCMb NpogedeHusi pe2yiapuou 1 paz 6 keapman 6HYmMpuGeHHOU
mepanuy. OOHAKO KOHMPOIUPYeMbIX UCTbIMAaHUL 21020 nooxooa npu I1L{/] ne nposoounocs.
- IIpogpunaxmuueckue nepopanvhsvie NPOMUBOMUKPOOHBIE Npenapamvl He cledyem Ha3HAYamo
eécem nayuenmam c¢ I/, Ho ux HeobXo0OuMO paccmompems, eciu mpebdyIOmcs uacmole
HOBMOPHbBLE KYPCbl NEPOPATLHBIX NPOMUBOMUKPOOHBIX CPeOCm enpu 000cmpenuu 3a001e6anusl
U NpU  XPOHUHECKOU KOIOHU3AYUU HUNCHUX Obixamenvhblx nymeu P. aeruginosa, ous
Y8enuueHust nPOOOJAHCUMENbHOCMU HCU3HU nayuenmos [25, 26, 28, 154, 155, 156].
- Cnedyem noMHums, Ymo nposedeHue npopuiaKkmuieckux Kypco8 aHmuMuKkpooOHou mepanuu
NPAKmMu4ecKu He CKA3bl8Aemcsi Ha YCMOUYUBOCMU WMAMMO8 MUKPOOP2AHUBMO8 MOJbKO NpU
CB0€8PEMEHHOI CMeHe NPUMEHAEMbIX NPenapamaos.

e Cucremnas ABT pekoMeH0BaHa TP 000CTPEHUM XPOHUUYECKOTO CHHYCHTA B Cllydae OTCYTCTBUA () deKTa

OT MECTHOTO Jie4eHUsI (MpPUralMOHHAs TEpamus, TJIIOKOKOPTHKOWAB (MHTpaHa3albHbIE) H Jp.) C

TepaneBTHYeckoi neibio. Beibop Ab u npuammnel ABT COOTBETCTBYIOT TaKOBBIM TpH JIEYEHWU CHHYCHUTA B

obmeii nomynsitmu [148].

(YYP-C, YA -5)

KommenTapuu: npu neobxooumocmu npumeHenus nebynaisepa 07 6gedeHus meouxamenma ¢ OHII
npumeHsiemcs HeOynauzep ¢ YHUBEPCANbHOU UHSANSAYUOHHOU CUCTEMOU (QYHKYUU nyIbcupyroujet
nooavu aspo3ois;

o Jlo Hauama AMT y Bcex mHammMeHTOB HEOOXOJMMO IMOJIyYUTh PECIMPATOPHBIA oOpaser (s

nere 6 et W crapuie M B3pocibIX — MOKpory wiu BAJl) mig  MHUKpOOHOIOTHYecKOro
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(KyJIbTYpaIbHOTO) MCCIIEIOBAHUS C IeNbl0 nanbHeimein koppekiiuu AMT ¢ ydeTrom BBIJCICHHOTO
BO30yauTens u ero uyBctButeiabHocTy K [IMIT [25, 28, 141].

(YYP - C, YIII - 5)

o PekoMeHOBaHO TpU OTCYTCTBUU  PE3YIbTATOB MHKPOOMOJIOTUYECKOTO  HUCCIICOBAHHUS
nanuentam ¢ I1LJ] ctaproByto AMT Ha3Hayath 3Mmupuueck, HO TIpu BeIOOpe Ab memecoobpano
YYUTHIBATh  aHamMHe3  (MPaKTUKY JICUCHUS  MPEABIAYyIMX  OOOCTpeHWi) ¥ pe3yiabTaThl
MPEIIECTBYIOMET0 MHUKPOOHOIOTHYECKOTO (KyIbTypalbHOTO) HCCICIOBAHUS PECIHUPATOPHOTO
o0pasia ¢ 1esbio MoBbIIeHus d3PPEKTUBHOCTH jieucHus [25, 26, 141].

YYP-C, ¥ -5)

KommenTapuii: naubonee uacmoimu 8030youmenamu obocmpenusi IL{J[ sensiomes nemunupyemas H.
influenzae, S. pneumoniae, S. aureus (s mom uucre MRSA), P. aeruginosa. ¥V oemeii panneeo
gospacma ¢ cmpykmype 6o30youmenei npeoonaoarom H. influenzae, S. pneumoniae, S. aureus. Cpeou
83POCIbIX U NOOPOCMKO8, Hanpomuse, yawe svisasisaiomesP. aeruginosa u opyeue HOI'OB, nanpumep,
B. cepacia complex, S. maltophilia, Achromobacter spp.

[157]. B nacmosuyee épems dannvie o poau S. maltophilia npomusopeuuswr [28].

Hna epamompuyamenvrou muxpognopsl (6 m.u., P. aeruginosa)) MRSA, nemybepxynesnvix
MUxKobaxkmepuii UlU NpU UX XPOHUUECKOM Bblcede 3HaueHue umeem Ja00e KONULeCm8o KOJIOHULL
onpeoeieHHoe no pe3yibmamam MUKPOOUOIO2UYECKO20 UCCIe008AHUS.

Jns amnupuueckou AMT obocmpenusi XxpoHuueckozo bponxone2ounozo npoyecca npu I/ 6
cyyae omcymcemeus HeOasHUX pe3yibmamos MUKpoOUONI02UYECKo20 (KYIbmypaibHO20) UCCIe008aHUS
pecnupamopro2o 0bpasya 8 bonbUUHCIEe Cy4aes cledyenm UCNONb308aMb NeHUYULIUHBL (WUUPOKO20
cnekmpa Oelcmeus (AMUHONEHUYUILIUHDBL)), 6 MOM 4Yucie KOMOUHAYUU NeHUYULIUHOS, BKI0YAs
KOMOUHayuu ¢ uHeubumopamu dema-irakmamas (uneubumoposawuuenvie), yeparocnopunsvlt 2-20- 4-
20 NoOKoNeHus, OOKCcuyukiun™* (e3pocivie u demu > 8 nem), nesogroxcayun™* (83pocnvie)), npu
HeoOX00UMOCMU, NO HCUSHEHHIM NOKA3AHUAM - Hiesonokcayun** - oemsm [158,159] — ma6n. 2 u 3.

Cmapmosviti pescum AMT Oondcen Ovbimb CKOppeKMUpO8arn NpuU HAIUYUU Pe3VTbIMamos
HeoagHe20 MUKPOOUOIOSULECKO20 UCCIe008AHUS PeCnUpamopHo20 obpasya. Hanpumep, 6 ciyuae
svisignenus S.aureus uiu P.aeruginosa nasnauaromes npenapamol, aKmughvle 8 OMHOUEHUU OAHHbIX
8030youmeneu — maon. 3,4.

Ilpenapamul 6 coomeemcmeauu ¢ 4y8CcmeumeIbHOCMbiO 8blOEIEHHOU MUKPODIOPbL HAZHAYAIOM
8 MAKCUMAILHO OONYCMUMbBIX (0711 0AHHO20 803pacma) 003ax U UCNONb3VIOM NAPEeHMEPAIbHO ULl

6HYNMPb (6 3aesucumocmu om COCMOSAHUA nat;ueﬁma), maxKoice ucnoab3yemcs cmynquambzd Memoo
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66e0erusl. Hpu ebvicese P.aeruginosa mepanus I’lpOGO()quCﬂ AHAJIO2UYHO NPOMOKOIAM J1e4eHUsl

O0IbHBIX MyKO@uCL;udQ?OM.

Cnedyem ucnonvzoéamv moougpuyuposannvie kpumepuu Jluoca npu ycmawosienuu OUacHO3d

Xponuueckou ungexyuu neckux, évizsannot Pseudomonas aeruginosa [26].

Coenacno KOHCeHCyCy «BEAT-PCD»

(Better Experimental Approaches to Treat PCD) [28]:

(@]

npu Hanuyuu eviceéa P. aeruginosa xasnavarom anmubakmepuaibHylo mepanuro He3aeucumo
OM CUMNIMOMO8 U Pe3yIbMamos MUKpPOCKONULU,
anmumuxpobnyio mepanuio npu evicese H. influenzae, M. catarrhalis, S. pneumoniae, S.
aureus (MSSA) waznauaiom, eciu y nayuewma ecmv CUMHMOMbL, C8UOeMelbCmaylouue 00
0b0CcmperulU XpOHU4ecKol uHpeKyuu,
npu evicege MemMUYULIUHPEIUCEHMHOo20 3010mucmozo cmaguioxokka (MRSA) w/unu B.
cepacia complex aumumuxpobnas mepanus HA3HAYACMC HE3ABUCUMO OM CUMNMOMOS U
Pe3yIbmamos MUKPOCKONUU,
HeobxX00uUMo omoensims nayuenmos ¢ ungexyuet, svizéannou P. aeruginosa ¢ ambyiamopHuix
U CMAYUOHAPHBIX YCILOBUSX,
OUACHO3 XPOHUYeCKOoU uHgekyuu neckux, evizeannou HTM, neobxooumo ycmanaeiueamv Ha
OCHOBAHUU
1) necounvix cumnmomos;
2) Y3108bIX UL NOJOCMHBIX NPOYECCO8 HA PEeHMeeHOo2pamMme 2pYyOHOU KIemKu u/unu
OPOHX0IKMA308;
3) nonodHcUMeENbHBIX pPe3yIbmamos nocesd, no Kpaiuneu mepe, u3 08yX OmMOeIbHbIX Npod
cekpema u3 ObiXamenbHblX Nymell Uy NOI0HCUMENbHO20 NOCe8d 00pa3yos no Kpainel mepe
OOHOU NPOMBIGKU ULU J1A6ANCA OPOHX08 UMU HA OCHOBAHUU Pe3VIbmama Namoio2o-
AHAMOMUYECK020 (2UCTOIO2UHLECKO20) UCCIe008aHUsL — OOHApYdCceHue MUuKobakmepuii 6
Mamepuanie — MpPAHCOPOHXUANBLHOU — Ouoncuu Uiy  OUoONCuu  J1e2Kk020  emecme  C
noaoacumenvuvim gvicesom HTM,

[Tpu HeTspkenoMm obocTpeHUM (He TpeOyercss TocnMTaau3alus) PeKOMEHJyeTcs Ha3HadaTh

nepopanbhbie [IMII; npu Tspkenom oGoctpeHnH, HEdpPeKTUBHOCTH cTapTOBOM nepopanbHoil AMT,

HAJIMYMM COIMYTCTBYIOIIUX 3a0oJjieBaHMI/cocTosiHUM, Hapymaromux BcackiBanue B JKKT, neuenue

ClleyeT HayMHaTh C B/B JekapcTBeHHbIX (opm IIMIIL; B nanmpHeimeM BO3MOXKEH Mepexon Ha

nepopaiibHbIil puem toro xe [IMII unm 6au3Koro mo CrnekTpy akKTUBHOCTH M MEXAHU3MY JIEHCTBUS

npernapara J1o 3aBeplieHus nmoiHoro kypca AMT [25, 141, 160].
YYP-C, YA -5)
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KommenTapmii: xomounuposannas ABT, ucnonvzosanue pazuvlx nymei 00CMABKU Npenapamos
(hanpumep, 6/6 U UHCANAYUOHHDIL) He UMEIOMm OOKA3AHHBIX NpeuMyujeCms nepeo MoHomepanuel,
Hasznauenue Komounayui AB (nanpumep, 8 ciyyae vlasiienus NOAU-U IKCMPEMATLHO PE3UCTNEHMHbIX
epam (<) 6o30youmeneii) OONNCHO ONPedeNIMbCs KOHCUIUYMOM CHeYUAIUCmos8 U YHumoléams
NOMEHYUANbHBIL CUHEPSUBM 8 OMHOUWIeHUU BblOeIeHHO20 6030youmens, (apmakoKuHemuyeckue
83auUMOO0elcmaus NPenapamoa.

Buicokue 003vl nepopanvhvix NpoOmMu8OMUKPOOHBIX NPEnapamos ciedyem HA3ZHAYamov NpU Nepevlx
NPU3HAKAX YXYOUleHUsl pPecCnUpamopHblX CUMAIMOMO8 Uiy yxyouwlenus Gyukyuu neekux. Ecau
omcymcmeyem — yIyuuieHue co  CMOpPOHbL CUMNMOMO8  Ha

pecnupamopmvix nepopavbHbie

nPOMUBOMUKPOOHBLE Cpedcmad, cledyem HaszHavums sHympusennyto mepanuto [109, 133, 141].

e PexomenpoBaHHas uarenbHocTh AMT mpu oboctpenun IIIJIT B ciydae BbIsBIEHHS P.
aeruginosa — B cpenHeM 14 nHel, B OCTaNbHBIX CIydYasx MPOJIODKHTENLHOCTh mpuemMa AB Moixker
OBbIThH COKpallieHa 10
10 muelt (HeTshkenoe obocTpeHue, ObICTPBIM KiuHMYeCKuH 3¢hdext npu HazHaueHun ADB) Ilpu
TSOKEJIOM OOOCTPEHHH, OCIIOKHEHHsX, HeaddexkruBHocTn craproBodi AMT u ap. mMoxer OBbITh

yBenuueHa 10 21 nHs ¢ uenbio 3GQGEKTUBHON 3pajuKalui MPHYUHHO3HAYNMOTO BO30yauTens |25,

141, 148].

(YYP-C, VIJI -

5)

Tabauya 3. Pexomenoayuu no ABT o6ocmpenuil xponuueckou ungexyuu npu ITL{ [25, 149, 151,161]

Bozoyoumens Hemsorcenoe obocmpenue Taoxcenoe obocmpenue
(npednoumumenvHo ambyiamopHoe (neuenue 6 cmayuonape)
Jleuenue)
Hauanvnas Amokcuyunnun**, Amnuyunnun **,
IMAUpUYECKas Amokcuyunnun+Knasynanosas Amokcuyunnun+Knasynanosas
mepanus’* Kucroma** Kucroma**
Llepypoxcum** Amnuyunnun+Cynvbaxmam™*
Jlokcuyurnun ok Lepomaxcum™**
Jlesoghnoxcayun* #3 Lepmpuaxcon™*
Llegpmaponun**
Lepenum**
Jlesoghnoxcayun™ #3
Omuomponnas mepanus
H. influenzae
Amnuyunnun-49 Amoxkcuyunniun** Amnuyunaun**

Amnuyunnun-P

Amokcuyunnun+Knagynanosas
Kucroma**
®% 2
Jlokcuyuxnun
Legpurcum™*
3
Lunpogroxcayun**

Amokcuyunnun+Knasynanosas
Kucroma**
Amnuyunnun+Cynvbaxmam™*
Legpomaxcum™**
Llepmpuarxcon**
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Jlesogrokcayun** Lepmaponun**
Lunpodrokcayun**
Jlesognoxcayun™ #3
S. pneumoniae
Tenuyunnun-49 Amoxcuyuniun** Amnuyunaun**
Asumpomuyun***
Knapumpomuyun* 4
Ienuyunnun-P Amoxcuyunnun (8vicokas 0oza)** | llepmaponun**
Jlunezonuo** Lepomaxcum™**
Jlesoghnoxcayun* *3 Llepmpuakcon™*
Moxcugnokcayun** Jlunesonuo**
Jlesognoxcayun™ *3
Moxcugprorcayun**

M. catarrhalis

Amoxcuyunnun+Knagynanosas
Kucioma**

Amoxcuyunnun+Knagynanosas
Kucroma**

Leppuxcum™* Amnuyunnun+Cynvoaxmam™*
Asumpomuyun** Lepomaxcum™**
Knapumpomuyun** Llepmpuakcon™*
Lunpodroxcayun** Lunpodroxcayun**
Jlesoghnokcayun* *3 Jesognoxcayun™ *3
Moxcugokcayun** Moxcugrorcayun**
S. aureus
MSSA Amoxcuyunnun~+Knasynanosas Oxcayunnun™*
Kucioma™* Legpazonun**
Knunoamuyun** Jlunezonuo**
Leppanexcun™*
Jlesoghnoxcayun* #3
Moxcughnoxcayun ™ #3
Lepypoxcum** Jlunezonuo**
Llegpmaponun**
MRSAY Jlunesonuo** Banxomuyun**
Ko-mpumoxcason Tenasanyun™*
[Cynvghamemoxcazon+Tpumemonp
um] **
P. aeruginosa Llunpogproxcayun** Llepmazuoum**
#Toopamuyun™* (uneanayuonmo) Legpenum™**
Konucmumemam nampus Hunepayunnun~+Tazobaxmam
(UHEANAYUOHHO) Meponenem™*
Hmunenem**
Jopunenem™**
buanenem

Lepmazuoum+Aseudbakmam**
Leppmanozan+Tazobaxmam™**
+/-

Amukayun* #

Tobpamuyun**°
Dochomuyun**

Asmpeonam

Tonumukcun B**
Koaucmumemam nampus
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Enterobacterales
BJIPC (-)

BJIPC (+)
Kapbanenemasa (-)

Kapbanenemasa (+)

Legurcum™*
Lunpognokcayun™ *3
Jlesodrokcayun**
Moxcugpnoxcayun* *3

Opmanenem™**

Lepmazuoum~+Asubaxmam™* +/-
Aszmpeonam
Tueeyurxnun**(8vicokas 003a)

Legpomarcum™**
Llepmpuakcon™*
Legpenum™*
Lunpogrokcayun™ #3
Jlesopnokcayun***
Moxcugpnoxcayun* *3

Meponenem™*

Hmunenem™*

Jlopunenem**
Lepmazuoum+Aseudbakmam**
THunepayunnun~+T azobaxman®
Legenum+Cynvoaxman **°

Llepmazuoum~+Asudbaxmam™** +/-
Azmpeonam

Tueeyuxnun** (gvicokas 003a)
Honumuxcun B** +/- ghocchomuyun **
Konucmumemam nampus +/-
Gochomuyun**

S. maltophilia

Ko-mpumokcason™*
Tueceyuxaun**
Munoyuxnun
Jlesognoxcayun**

Kombunayus 2-x u3z
HUJICENepeyUCiIeHHbIX NPenapamos:
Ko-mpumoxkcazon
[Cynoghamemoxcazon+Tpumemonpum] *
*

Tueeyuxaun™*
Jlesognoxcayun™*
Lepmazuoum~+Asudbaxmam™™

Achromobacter spp.”

Ko-mpumoxkcazon
[Cynoghamemoxcazon+Tpumemonp
um 3k

Konucmumemam nampus
(UHEANAYUOHHO)

Lepmazuoum™*

Kombunayus 2-x unu 3-x us
HUJICENepeyUCIeHHbIX NPenapamos (He
HasHawamv > 1 bema-1akmamHo2o
AB):

Hunepayunnun~+Tazobaxmam
Meponenem™*

Ko-mpumoxkcazon
[Cynvpamemorcazon+Tpumemonpum] *
*

Lepmazuoum™*
Lepenum**
Tueeyuxnun**
Tonumuxcun B**
Konucmumemam nampus

Jlesognoxcayun™*
B. cepacia complex Ko-mpumokcason™* Ko-mpumokcason™*
Joxcuyurnun** Ledmaszuoum**
Munoyuxnun Meponenem™*
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Legpmaszuoum™*
Meponenem™™

Jlopunenem
Lepmazuoum~+Asubaxmam™™

Jlopunenem
Lepmazuoum+Aeudbakmam**

ITlpumeuanue:

Y Momumo knunuueckoii mascecmu evibop cmapmosoii AMT onpedensiemes pe3yabmamamy. KyismypaibHo20
UCCIe008aHUSL PECNUPAMOPHBIX 00pasyos (Mmokpoma, BAJI u Op.), 10KaNbHLIMU OAHHBIMU YYECMEUMETLHOCTIU
Katoueswvlx gozoyoumeneti k IIMII u npedwecmsyrowum omeemom Ha AMT; neobxoouma KoHCyrbmayus
KAUHUYECKO20 (apmakonoed, eciu 8 aHamuese umeemcs eunepyygcmsumensnocme k IHIMII unu cepvesnvie H/IP
npu nasnavenuu IIMII, a maxoice 8b1COKULL PUCK 3HAUUMDBIX TIEKAPCIEEHHBIX 83AUMOOCUCMEUIL.

2 .
Hokcuyuxnun™* npumensemcs moavko y 83pocivix u demeti >8 jen,; HeoOX00UMO yuumoléams, umo & Poccuu
NOBCEMECMHO OMMeUAemcs 8bICOKUL YPoseHb pesucmenmuocmu S. PNEUMONiae k dokcuyurauny **.

3
Lunpoghnokcayun™*, nesogroxcayun™* /moxcugpnoxcayun™*— auyam 18 nem u cmapwe, demsm — no

JHCUSHEHHBIM — NOKazanusm  (Hyunpogroxkcayun™*, #iesogpnokcayun™**, #Hvoxcugroxcayun™*)[158, 159].

Jlesoghrnoxcayun™* u moxcughnoxcayun®* ciedyem HazHauamv 6 MaKkCUMAIbHLIX MEPANEEMUUECKUX 003AX

4 .
Haznauaromes moawko npu uzeecmrou vyecmeumelibHocmu 6036)/01/{7’}16]1}1.

5 .
Yoeoumenvnoix Odoxazamenvcme npeumyuecms xomounuposannou AMT ne nonyueno. Kombunayus

HA3HAYACMCS NPU HEOOCMAMOYHOU P PHEKMUSHOCIIU MOHOMEPANUU, NPU 6bIAGICHUU NOIU-/NAHPE3UCTEHIMHbIX
uzonsmos P. aeruginosa

6 -
Bosmooicno monvko npu evisignenuu E. coli

.
Peanvnas spghexkmusrocmv u enusinue Ha ucxoovl pasnuunvix pesxcumos ABT npu ungexyusx, evi36anHbIX
Achromobacter spp., ne ycmanosnena

NpUMeHeHUue JIeKapCMEEeHHO20 Npenapama 6 COOMEEmCmeul ¢ NOKA3amenimMy (Xapakmepucmuxamu), He
VKA3aHHBIMU 8 UHCMPYKYUU no e2o npumeHnenuro (off-label), ocywecmensemcs no peuwienuro 8payeOHOlU
KOMUCCUU NpU YCA08UU NOONUCAHHO20 UHPOPMUPOBAHHO20 000p08OIbHO20 coznacus (coenacHo D3 Ne323-D3
om 21.11.2011e. c usmenenuamu).

Tabauya 4. Pedicum dosuposanusi u ocobennocmu npumenenus cucmemuwix TIMIT npu obocmpenuu TTLJT [25,

149, 151, 161]

Haumenosanue Ab Bspocnvie Lemu Kommenmapuu
> 9.mec. - 22.90-120 npomueonoKa3amn
Asmpeonam 8 2 6/6 6 3-4 6sedenusn me/xe, > 2 nem 150-200
Odemsm 0o 9 mec.
me/ke 6/6 8 3-4 66edenus
mabaemxu 125 me
0’5 2 GHVINDb 1 a3 6 npomueonoKa3aHsl
ympe Lp 10 me/ke snympo oemsam 0o 3 aem,
Azumpomuyun™* Oenb
1 pa3z 6 denv cycneH3us Onis npuema
8HYMPb —0emsam 00 6
mec.
15-20 me/ke/cym 6/6 15-20 me/ke/cym 6/6
Amurxayun™* 1y 1y
1 pa3z 6 denv 1 pa3z 6 denv
1,5 2 enympo 6 3 npuema | 80 - 90 me/ke snympo 6
Amoxcuyuniun™* 3 2 euHympob 6 3 npuema 2-3 npuema (svicoxas
(8vicokas 003a) 003a)
1,5 2 enympo 6 3 npuema | 80- 90 me/ke 6Hympb 6 2- | cycnensus ons npuema
Amoxcuyunnun+ unu 0,875 2 enympo 6 2 3 npuema BHYMpPb
KJZaGy]ZaHOSaﬂ K'MC‘JZOma** npuema (pacllem no CDaCllem no npomuseonoxkasaHa
amoKCuyuIUHY) AMOKCUYUTITUHY, oemsam 0o 3 mec.,
36482 /6 6 3-4 8blCOKas 003a) maénemxu
107,02 6/6 6 100 me/xe 6/6
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66e0ensl

6 4 6sedenus Jloza
KIAB8YIAHOBOU KUCIOMbL
He 6onee 10 me/kr/cym,
npu npesvliieHuU
0obasumo
He3auUUeHHbLL
AMOKCUYULIUH

oucnepeupyemvie
NPOMUBONOKA3AHDYL
oemsam no 2 nem,
maobaemxu, NoKpbimole
NAEHOYHOU 000JI04KOU
NnPOMUBONOKA3AHYI
demsim 00 12 nem u ¢
maccou mena <40 ke

Amnuyuniun™*

8 2 6/8, 6/m 6 4 6sedenus

100-200 me/xz 6/8, 6/m 6
4 6seoenust

Amnuyunnun+cyrboaxmam™*

45-926/6 6/Mm63
66e0etsl

150-300 me/xz 6/8, 6/Mm 6
4 66eoenust

npomueonoxKkasdaH
Buanenem 1,2 2 6/6 6 2 68edenus - P
Odemsam 00 18 nem
o 15-20 me/ke 6/6 6 2-4 40 me/xe 6/6 6
Banxomuyun 2
86e0eHUs 2-4 ssedenus
4 me/ke eHympo 6 2 NPOMUEONOKa3an
Jloxcuyuraun™* 0,2 2 6nympob 6 2 npuema P
npuema 0 Ooemsim 00 8 iem
1,5-3 2 6/6 6 3 66edenus
npomueonoxKkasan
Hopunenem (803M02iCHa NPOOTIeHHAs | -

ungysus)

oemsm 00 18 nem

Hyunenem~+yunracmamun

2-4 2 (no umunenemy) 6/6
6 8 3-4 e6edenus

60-100 me/xe (no
umunenemy) 6/6 6 4
6gedenus

NPOMUBONOKA3AH
oemsam 0o 3 mec.

1 2 6uymps 6 2 npuema nPOMUBONOKA3AH
0,5 2 6nymps 1 paz 15 wiclkee snymp 6 2 Odemsm 00 6 mec.
Knapumpomuyun™* Oenw (JID ¢ mabnemxu
3aMeQIeHHbIM rpusma nPOMUBONOKAZAHBL
8b1C6800024COeHUEM) oemsim 00 12 nem
pacmeopa 055 6/8
66e0eHUs
1,8 2 enympo 30-40 me/ke 6Hympsb 6 3- | NPOMUEONOKA3AH
Krundavugu™* 6 4 npuema 4 npuema unu 6/6 6 3-4 2221:;; bj 3 nem
1,8-2,726/66 3-4 86e0eHUsl
nPOMUBONOKAZAHBL
88e0eHUs

Oemsm < 8 iem u
Mmaccou mena < 25
K2)

Konucmumemam Hampus

9 man. ME 6/6 nepsas
0o3a, oanee 9 man. ME &

demu ¢ maccoi mena

<40 ke - 75000-150000

npomueonoxKkasan

2 0 oemsam 00 6 1em
geeoenn ME/xz 6/6 6 2 6s6edenus
cycnensus 018 npuemda
320 me (no 6-10 me/ke (no HYmpb
Ko-mpumoxcaszon MpUMEMonpumy) MpUMEMonpumy) NPOMUBONOKA3AHA

[Cynvgpamemoxcaszon+Tpumemon

BHYMPb UNU 6/8 6 2

BHYMPb UL 6/8 8 2

oemsam 00 6 Heo.,

pum]** 66e0eHUsl 66e0eHUsl maobaemKku u pacmeop
O uH@Y3UlL - Oemsam
no 3 nem

Jlesoghnokcayun™* 1 2 6nymps 6 2 npuema -#6 mec-5nem — 16-20 NPOMUBONOKAZAN
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1 2 6/6 6 2 66e0enus

me/xe 6 2 6sedenus

#>5 nem 10 me/xe —1
pas 6 deHb

Buympwv unu
enympugenno [158,159]

oemsam 0o 18 nem

1,2 2 6nymps 6 2 npuema

30 me/xe 6/6 6 3 npuema
unu 30 me/ke 6/6 8 3

y oemeu> 12 nem

Jlunezonuo™** umw 1,2 26/662 pedrcumM 003UPO6aHUs
86eoerus (demu 00 12
66€0eHs. ) KaK y 63pOCblX
nem
3-6 2 6/8 6 3 6sedenust 60-720 me/xe 6 3
NPOMUBONOKA3AH
Meponenem™* (603M0O2ICHA NPOONIEHHAST | 88eOEHUSL (BO3MONCHA P
Odemsm 0o 3 mec.
unghysus) npooneHHas uHQy3us)
200 m2 6Hympb nepeas 4 me/ke 8Hympb nepseast
Munoyuxnun 0o3za, oanee 200 m2 6 2 0oza, oanee 4 m2/k2 6 2 NpOMUGOnoKazan
demsm 0o 8 nem
npuema npuema
- noopocmkam 400 me
o 0,4 2 6Hymps uiu 6/8 nPOMUBONOKA3AH
Moxcugpnoxcayun 1 pas 6 dets 6Hympb unu 6/6 1 pas @ Semsn do 18 nem
p denn[158, 150]
150-200 me/xe 6/
Oxcayunnun™* 8-12 2 6/6 6 4 66edenusn Melke 6166
4 68edenus
300 m2/37,5 me/ke 6/6 6

THunepayunnun+mazobaxmam

122/1,526/86 3-4
66€0eHUsl (603MOICHA
NPOONECHHAs UHDY3Us)

3-4 6sedenus
(803MOXNCHA NPOOTEHHASL

unghysus)

npOMUBONOKA3AH
oemsam 00 2 1em

Tonumurxcun B**

1,5-2,5 me/ke 6 2

1,5-2,5 me/kz 6 2
esedenust (Oemu > 1 2)

66eoenst 1,5-4 me/xe 6 2 66edenus
(Oemu<12)
Kk _ npomueonoxKkasan
Tenasanyun 10 me/xe 6/6 1 paz 6 denv demsn 00 18 nem
8-11 nem 2,4 me/ke 6/6 6
Tueeyuxnun™* 100 m2 1 do3a, dance 2 ggedenus, >12 nem — PPOMHUGONORAZAN
¥ 100 me 6/6 6 2 66edenus’ T oemsm 0o 8 nem
KaK y 83pOCIbIX
Tobpaniuiiii 3-5 me/ke/cym 6/6 3-5 me/ke/cym 6/6
Py 1 pas 6 denv" 1 pas 6 denv"
12-16 2 6/6 6 3-4 200-400 me/ke 6/6 6 3
Dochomuyun™* 66€0eHUsL (603MONCHA 66€0eHUsl (603MONCHA
npoONeHHAst uHQy3us) npooneHHAss uHQy3us)
100-150 me/xe 6/8, 6/,
Legazonun™* 6 2 6/8, 6/M 6 3 68edenus Merie 676, 671 6
3 66edenus
Jlemu >10 zem: 1-2 2 xancynvl 250 me
8HYMPb 6 4 npuema gp Omugaono;glm”bl
emim 0o Jaem
*% < . _ ’
Leghanexcun 2 2 enympy 6 4 npuema ,He;mt < 10 nem: 50-100 maGnemictt 250 1o —
Me/Ke 6Hympb 6 4 npomueonoKa3aHsl
npuema demsm 0o 7 em
Ledenuni* 6.0 6/ 6 3 6aedeniin 100-150 me/xe 6/8 NPOMUBONOKA3AH

6 3 ssedenus

oemsam 00 2 mec.

Legenum+cynvoaxmam™*

4 2 6/6 6 2 6seoenus

50-80 me/kz 6/8

npomueonoKasan
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6 2 8gedenusi (pacuem no
yegpenumy)

Hosa cynvbaxmama ne
bonee 80 me/ke/cymku

oemsim 00 2 mec.

Llegpomaxcum™*

3,0-8,026/8, 6/m6 3-4
seedenus’

100-150 me/x2 /8, 6/m 6
3-4 6sedenus

Lepmazuoum™*

6,0 26/8, 6Mm63
86e0eHUs

100-150 me/x2 6/8, 6/m 6
3 66edenus

Hegmazuoum+asubaxmam™*

7.826/8 6/m63
86e0eHsl

- demsm ¢ 3 mec.
40me/xe
(yedpmazuoum)/10me/xe(
asubaxmam) kaxcovie 8
y

00 50me/ke
(yedpmazuoum)/12,5me/x
2 (asubaxmam) —
Kaocovie 8 u.
(maxcumanvHas 003a
2000 me
(yepmazuoum)/500 me
(asubaxmam)

NPOMUBONOKA3AH
oemsam 0o 3 mec

Legpmaponuna gpocamun**

1,2 2 6/ 6 2 esedenus’

< 2 mec. 12 me/ke,

2 mec-2 2. 16-20 ma/ke,
cmapute 2 iem — 24
Mme/ke 6/6 6 2 66e0enust

Llegpmonoszan+mazobaxmam™*

4.5-9 2 6/6 ¢ 3 68eoenus

90-720 me/x2 6/6 6 3
86€0eHUsl

NPOMUBONOKA3AH
oemsam 0o 18 nem

2,0-4,026/8 6¢/m¢6 1-2

50-80 me/ke 6/6, 6/m 6 1-

epmpuakcon™*
Hegmp 66e0eHus” 2 gsedenus
cycnensust Oist
npuema 6Hympv —
20 -30 me/xe 6nympv 6 2 | npOmMUBOnoOKa3aHa
e oOKCUM™* 1 2 6nympeo 6 2 npuema
Hegyp Ymp P npuema oemsam 0o 3 mec.,
mabaemku — 0emsam
00 3 nem)
1,5 2 6uympo 6 2-3 NpOMUBONOKA3AH
#40 me/xe 6/6 6 2 npuema
npuema oemsam 0o 18 nem, ¢
Hunpogproxcayun™* #20 me/xe 6/6 6 3
0,8-1,226/8 6 2-3 MYKOBUCYUOO30M —
seedenus [158, 159]
86edeHuUs 00 5 1em
3mec-13 nem -15 me/ke —
2paza 6 cymku
Opmanenerr* 1e 6’/66 unu e/m 1 pas ¢ (ne >12/cym) npOMUEONOKA3AN
OeHb Odemsam 00 3 mec
>]3 nem— 12— 1 pas e
oenb
IIpumeuanue:
e mouxu 3penuUss COOMHOWEHUsT NOAb3bY/PUCKA OOHOKpAmHoe 68edenue 6cell  CYMOUYHOU 003bl  S61emcs

npeonoYmumenbHulM, HO OONYCMUMO OeleHue CYmoyHOU 003bl Ha 2-3 86e0eHUSL.
2 N
npu MIIK 1,5 mxe/mn u @vlite 060CHOBAHO Y8enudenue CymoyHou 003ul Y 83pocavlx 00 3-4,5 2
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npu eblAGIeHUY NeHUYUIUHOpe3ucmenmubix S. pneumoniae (I1PI1), yerecoobpasno nasnavame 6 0o3e He Menee 6 2/cym
npu gvisisienuu MRSA 6onee agppexmueno ysenuuenue 0o3vl 00 600 me 3 p/cym

npu eviaenenuu I1PI1 yenecoobpasro nasnauamo 6 003e He MeHee 4 2/cym

npu MaAdxCenbiX UHQeKYUax yenecooopasHo pacmompems ygeiudenue cymoyHou 003el 0o 2 2 (1 e kascovie 12 u)

npU MAHCENbIX UHDEKYUAX, BbI36AHHBIX NOIUPE3UCIEHMHBIMU 2paM(-) 8030yOumenamu yerecooopasHo yeeiuierHue 003bl
6 2 pasza

~N o 0o b~ W

Tabnuya 5. Peacum oozuposarnus IIMII npu [1L]]] — uneansyuonusiii nyms 86e0eHus

Haumenosanue IIMII | @opma seinycka/nyms e8edenuis Peswcum oozuposanus

#Toopamuyun™* Kancynwvi ¢ nopowikom ons 112 me 2 pasa 6 oenw (83pociavie u demu > 6
uneanayul/ nem)

#Toopamuyun** P-p onst uneanayuii/uepes 300 me 2 paza 6 Oenw (83pocavie u demu > 6
Hebynauizep nem)

Konucmumemam Topowox do/npucomosnenus p-pa 1-2 man.eo. 2-3 paza 6 denv (83pocivle u

Hampus ** 07151 uHeansyutl/uepes Hedyaauzep Odemu > 6 1em)

(no 80 me(3 mn) oemsim 0o 6 nem [162] u 160
me( 4 mn) 6 pn) cmapwe 6 nem

Asmpeonam*** P-p ons 6/6 seedenusi/uepes 75 me 3 paza 6 denw (83pocivie u demu > 1
HebOynatizep nem)

Tuampenuxona Jluoghunuzam ons npueomoenierus 250 me 1-2 paza 6 cymxu,

AUYUHAM pacmeopa 015 UHbeKyull u demsm — no 125 me 1-2 pasa 6 cymku

ayemunyucmeuHam uHeanAYul

[163, 164].

Ipumeuanue:

1
no dannomy nokazanuio Ab ne sapecucmpuposan
# npumenenue y Ooemeil maaouwie 6 jem npUMEHeHUue NeKapCmEeHHo20 NPpenapama 6 COOMEEMCmeUl ¢ NOKA3amenamu

(xapakxmepucmuxamu), He YKA3AHHbIMU 6 UHCMPYKYuu no e2o npumenenuro (off-label), ocywecmensemcs no pewenuro
8pauedHOl KOMUCCUU NPU YCI08UU NOONUCAHHO20 UHPOPMUPOBAHHO20 000P080IbHO20 coznacus (coeracno @3 Ne323-D3

om 21.11.2011z. c usmenenusmu,).

3.1.4.2 Ocobennocmu cmpamezuu aHMUMUKPOOHOU mepanuu npu uHn@exyuu Pseudomonas
aeruginosa y nayuenmoe c I11[J]

ABT MoxeT Ha3HayaTbCs NPU XPOHUYECKOM OpOHXOJEroyHOW MH(EKIMH U C LENbI0 MEepBUYHOM
SpagMKalMy psijia Bo30OyauTenei.

J [lpy mepBuYHOM BhIssBIEHHH P. @eruginosa B pecrnupaToOpHBIX 00paslax pPeKOMEHAyeTcs
IIPOBECTU JICUEHUE, HANPABICHHOE HA €€ DJIMMHUHALUIO C LEIbI0 NMPEAYNPEKACHHUS XPOHHUECKOU
uH}peknuu u npodurakTuku odoctpenwuii [25, 141, 165, 166].

YYP-C,¥YA1-5)

o [lpu mnepBuuyHOM BBIABICHHMH P. aeruginosa B KadecTBE TepamvH TEPBOH  JIMHUH
pEKOMEHAyeTCs HUCHOJb30BaTh IUMNPO(IOKCAUMH** WIM mpemapar rpynn «OeTa-TaKkTaMHbIe
aHTHOaKTepuallbHble TpenapaTbl: MeHULIWUIMHBD, «Apyrue OeTa-lakTaMHble aHTHOaKTepuallbHbIE
npernaparbl» (C aHTHCHHETHOWHOH aKTUBHOCTBIO) C TOATBEPKICHHOW aKTHBHOCTBIO IN Vitro +/-
aMUHOTIJIMKO3U] (ToOpaMuIMH**, amukanuH**) kypcom 14 nHell ¢ mocineayromuM HCIOJIb30BaHUEM

uHTAIIMOHHOTO AB (koymcTrMeraT Hatpus, #Toopamuriua™*) He meHee 4-12 uen [25, 28, 166].
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YYP-C, Y11 -5)

. Pexomennyercst manuentam ¢ I111J] npu BeiceBe P.aeruginosa omxHOBpeMEHHOE Ha3HAYCHHE
2—3 MpOTUBOMUKPOOHBIX MPENapaToB U3 Pa3HbIX IPYIII, YTO IPEAOTBPALIAET PA3BUTHE YCTOMUYMBOCTH
P.aeruginosa u crocoOCTBYET TOCTHKEHUIO MAKCHMAIBHOTO KIIMHUYECKOro d(dekra (3paaukanuu P.
aeruginosa) (ta6:1.3,4,5,6) [25, 28].

YYP-C, Y11 -5)

KommenTapuu: naubonee uacmo npumensom KOMOUHAYUU AMUHOSIUKO3ZUOO8 C yeparocnopuHamu
3—4 noxonenus (maon.5). Llenecoobpaszno nepuoouuecku meusmo komounayuu IIMII, 3¢hpexmuérvix
8 omHowleHuu cuHecHoliHou nanouku. Ciredyem nOMHUMbL, YMO J1abOpamopHoe onpeoesenue
YYBCMBUMENbHOCMU  MUKPOOP2AHUSMA K AHMUOUOMUKAM He 6ce20a NOJIHOCmbIO cosnadaem ¢
KAUHUYECKUM OMBEMOM HA NPOBOOUMYIO MePanuio

B msanxcenvix cnyuaax, npu HecmaOUNbHOM COCMOSAHUU, OONYCKAEMCs HenpepuleHoe
npumMeHenue npenapamd.

Pewenue o nasnauenuu Hezapecucmpupo8aHHviX Npenapamos no H*HCUZHEHHbIM NOKA3AHUAM
NPUHUMAEMC  KOHCUNUYMOM — (hedepanbHOl — MeOUYUHCKOL — Op2aHusayuu; 6803 npenapama
oOCyUWecmensaemcss 8 COOMEEeMCmeuUu ¢ 3aKOHOOAmenbHOU 0a30u 0ns obecneuenus NAYUeHMOo8
He3apeaucmpuposanHuiMu 6 P® nexkapcmeennvimMu npenapamamu no HCUSHEHHbIM NOKA3ZAHUAM
(ITlpuxasz Munucmepcmea 30pasooxpanenus u coyuanrpno2o passumusi Poccuiickoi @edepayuu «O
nopsioKe NpUMeHeHUs 1eKAPCMEEHHbIX CPeOCm8 Y NAYUeHmMOo8 NO JHCUSHEHHbIM NOKA3aHuam» om 9
aszycma 2005 2. Ne 494).

J VY manueHToB ¢ 4acThIMU 00OCTpeHHsiMH (>5) HECMOTpsl Ha MCIOJB30BAHUE MHIASIHOHHBIX
ADb u/unu Makponau0B (B Ka4eCTBE MPOTHBOBOCTIAIMTEILHON Tepanuu (CM. pasjies..) peKOMEHI0BAHO
paccMOTpeTh Ha3HaYeHHE LIMKIIOB MapeHTepalbHbIX AB ¢ aHTHMCHHErHOMHOM aKTMBHOCTBIO KypcamH
no 14 nueilt kaxnaple 8-12 Hexa. ¢ 1ENbIO APAAMKALUU BO3OYIUTENs W/WIM yAydlIEHHs KadyecTBa U
MPOJOJDKUTETFHOCTH JKU3HU TalMeHTa; BBIOOp pexkuMa AMT COOTBETCTBYET TaKOBBIM MPH
oboctpennu (Tabnuiia 2) WK ONpeaeseTCs YyBCTBUTEIBHOCTRIO BhIACIeHHOTO n3osaTa Kk [IMIT [25,
141, 148].

YYP-C, YA -5)

o [lpr oTcyTCcTBMM y ManueHTa KIMHWYECKH 3HAYMMBIX DPECHUPATOPHBIX CHMITOMOB, IIPH
MUHUMAIBHBIX ~ CTPYKTYPHBIX  W3MEHEHUAX B JETKUX W TPH  YCIOBUM  TPOBEACHUS
0aKTEepPHOIOTUIECKOTO0 MOHUTOPHHTA HE pexe 4-X pa3 B TOJ pEKOMEHAYETCS TPOBEACHNE OJJHOTO U3 2-
x pexxumoB AMT c nienbro apaaukanuu P. aeruginosa assi yBequueHus Mpo10/DKUTEIbHOCTH JKU3HH 1

npoGUIAKTUKY CHIKEHHS (DYHKIIMU JISTKUX JJIs TTAIIMEHTOB BeeX Bo3pacTos [151]:

63



- uHraysiuu #roobpamunmaa** B Bume pactBopa 300 mr X 2 paza B JIeHb WM B BHJIE KarlCysl C
MOPOIIKOM JJIsl MHTAJAIMA (00€ JIekapcTBeHHBIE (POPMBI MTPOTHUBOIIOKAa3aHbI I AeTeit 10 6 net) 112
MT X 2 pasa B JieHb B TeueHue 28 aueii [25, 151].

(YYP-A, VI - 2),

- BO3MOJKHA KOMOMHAIUs ¢ unpoduiokcanuaomM™* (ta6ir.2,3,5) B Teuenue 3-x Hemens [25, 151].
YYP-A, Y] -2).

WIn
- KOMOWHAIMS WHTAISIIMOHHOTO KomucTuMeTara Hatpus (1mimH. EJ] X 2 paza B neHb y eTei Muiaaiie
8-10 net, 2 miH. EJl x 2 paza B aeHb y nanueHToB 8-10 JeT U cTapiie) B TeYeHUE 3-X MECAICB B
co4yeTaHuM ¢ nurpodrIokcauHoM™** (tabn.5) per oS u3 pacyera 30-40 mr/kr/cyTku B aBa npuéma B
TEUeHHe OT 3 Heesb JI0 3-X MECSICB B 3aBUCUMOCTH OT Bo3pacra [151].

(YYP-C, YO -5).

Kommenrapumn: 6 nacmosiwyee epems 6ezonachocmv U 3QhekmusHocmy  UHSATAYUOHHO2O
moopamuyuna** doxazana y oemetl ¢ 6 MecsauH020 803pacma npu Mykosucyuoose [167], yuumvisas
B03MOIHCHOCIb IKCMPANONAYUY — OAHHDILL NPENnapam MOXCHO pekomerdosamyv npu ITLJ].

Yepes 7 — 14 Omeil nocie OKOHUAHUSL KYPCa AHMUMUKPOOHOU mepanuu Heooxo0umo npogecmu
bakmepuonocuyeckoe  UCCied08anue MoKpomul  (21y60k020  opogapunceanviozo maska) (B
coomeemcmauu ¢ Ilpuxazom Munzopasa Poccuu 13 okmsbps 2017 2 Ne 804u om «O6 ymeepoicoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCIY2» eCMb HECKOIbKO YCaye: MUKpobuonocudeckoe (KyrvmypaivbHoe)
Uccne00Banue Ciuzu ¢ MUHOQIUH U 3A0HeU CMEHKU 2IOMKU HA adpoOHble U (DaKyibmamueHo-
AHAPOOHBIE MUKDPOOP2AHU3MbL, MUKPOOUONIO2UHECKOe (KYTbMYPalbHOe) UCCIed08anue MOKPOmbl HA
as’pobHubie u Gaxyremamueno-anaspoonvie MUKDPOOD2AHU3MBL, Muxkpobuonozuueckoe
(KytbmypanvHoe) ucciedo8anue i1a8aMCHOU HCUOKOCMU HA adpoOHble U QaKyIbmamueHo-aHadpooHble
Muxpoopeanusmul, OnpedeiieHue  4y8CMEUMENbHOCIU — MUKPOOP2AHUSMO8 K — AHMUMUKDOOHBIM
XUMUOMEPANEBMUYECKUM npenapamam) OJisi OYeHKU 3PhekmusHocmu 3paoukayuoHHOU mepanuu,
Kax npu myxkosucyuoose [168].

YV cmabunenvix nayuenmog ¢ 6Oonee maAxicEnvM 3ab60ne8aHuemM AE2KUX (MpU  HATUYUU
cpopmuposasuiuxca OpoOHX0IKMA308, ameneKmaszos, ¢ HUSKUMU QYHKYUOHATbHLIMU NOKA3AMENAMU), 8
omcymcmeue 00JIHCHO20 OAKMEPUOLO2UYECK020 KOHMPOas (pexce, uem 1 pas 6 3 mecaya) 603MOHCHO
UHUYUUpyrowee OnumenbHoe npumeHenue unearayui #moopamuyuna™* 6 nenpepvignom pescume 00
3-6 mecsyes (no pewenuto reuaweeo spaua) [169]. Bozmoosicno dobasnenue k mepanuu nepopaibHo2o
yunporokcayuna** ¢ meuenue 3-4 nedenw. Jlannvie n0OX00bl AHAIOSUYHBL MEM, YMO NPUMEHSIOMCS

npu mykosucyudose [168].
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Hccneoosanuii ucnonvzosanus uHeaisiyuonHHolx anmubuomuxos npu I11[J] ne nposoounoce. Oomnaro,
akempanoaupys onoim MB no spaouxayuu Pseudomonas aeruginosa [169, 170, 171, 172, 173, 174],
npu nepevix npusnakax pocma Pseudomonas aeruginosa credyem paccmompens 803MONCHOCHIb
npuMeHeHUs UHearayuonHo2o #moopamuyuna™** (300 me nebynaiizepa 06a paza 6 0env) 8 meuenue 28
OHell.

Ecnu neuenue #m06paMI/lI/;I/IHOM** HEBO3MOIHCHO, ONYUOHHO paccmompenib UHSAAIYUOHHOE Jiederue

Heenmamuyurnom™* (80 me npu uneanayuu 08axicovl 8 Oews).

Hccneoosanue  umeanayuonmoeo — neuenus — #eenmamuyunom™* 6 meuenue 12 mecsayes
npoodemoncmpuposgano 31% spaoukayuro y nayueHmos ¢ bponxosxmasamu 6e3 MB, unguyuposanmvix
cuneenounou nanoukor [175]. Cnedyem yuecmv, umo npu uHeAIAYUOHOM — NPUMEHEHUU
Heenmamuyuna™*, npeoHasnauenHno2o 051 UHLEKYUOHHO20 68€0€HUs, NOBLIUAEMC s PUCK PA36UMUsL
nobounvix a¢hghexmos [176], 6 ces3u ¢ uem e2o npumereHue 00AHCHO OLIMb 0CPAHUUEHO.

B 43% yenmpos npu nepsom svldenenuu P.aeruginosa ucnoavbsyiom KOMOUHAYUIO NePOPATbHO20

yunpoghnokcayuna** u uHeanAYUOHHO20 KOTUCMUMEMAma Hampus
B 51% yenmpe npeonoumumenvHoiM memooom aedeHusi xpouuueckou PA-ungexyuu sensemcs
uneanayuonnwlil konucmumemam nampust [150].
B yenom pempocnexmusnoe ucciedosanue spaduxayusu PA y nayuenmos ¢ bponxosxmazamu

be3 MB, exatouas oyeHKy HeCKOIbKUX Memo008 3PA0UKAUUOHHOU mepanuu (6/6 npomuBoMuKpooOHvle

npenapamuvl, 6/6 NIOC NepPopaibHble NPOMUEOMUKPOOHbIE Npenapamvl U NepopaibHvle NIoC
HeOYIU3UPOBAHHbIE — NPOMUBOMUKDOOHble — npenapamsl)  NPOOEMOHCHMPUPOBANO  YCHEUIHYIO
nepsonavanvuyro spaouxayuro y 80% nayuenmos, ¢ noemopuwvim unguyupoganuem - y 11 uz 24
nayuenmos (6 meuenue, 6 cpeorem 6,2. mecsyes) [177].

o [Tpy HanMUUMKU KIMHUYECKU 3HAYMMBIX PECHUPATOPHBIX CHUMIITOMOB, IMPU3HAKOB OO0OCTPEHUS
OpOHXOJIETOYHOTO TMPOIecca, y HEKOMIUTACHTHIX MAIMEHTOB PEKOMEHIOBAH KypC BHYTPHBCHHOU
KOMOMHHPOBAaHHOW ([]Ba IpernapaTa) aHTUCHHETHOMHOW Tepamnuu C 1eJbl0 3paJAuKaliui Bo30yauTens
ne menee 10 gueii. [150, 178].

YYP-C, YII-5).

KommenTapun:

Ilpeonoumenue omoaémcs kombunayuu yegpmazuouma™* ¢ amunoenuxkozudamu (moopamuyun** unu
amukayun**). B cayuae couwemanuss P. aeruginosa co S. aureus mpUMEHSETCS KOMOuHayus
Mmeponenema™* ¢ mobpamyunom™* unu amuxayunom** (mabn.2,3,4,5), nokaszaswasn 3¢gexmusnocms
npu MB, peoice npoeoosim mepanuio 1ubo eHympuseHHvIM yegpmazuoumom™**, 1ubo xapoanenemom (¢
anmucune2HoUHoU akmusrHocmvio). [168].

Konmponv s¢pgpexmuenocmu maxawce nokasan uepes 7-14 owneii nocie okoH4aHusi mepanuu.
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HNuTepMuTTHpyIOIas U XpoHuyeckas nHdexuun P. aeruginosa
Ilpu unmepmummupyroweti ungexyuu P. aeruginosa 603MOdCHOCMb canayuu MOKpPOMbl

nayuermaoes ¢ HllﬂswauumeﬂbHo ebluue, uem npu XpOHu‘t@CKOiZ.

. Bceem nmaumenrtam c [1LJ] eciu spanukauus P.aeruginosa nocie nposeneHHoro kypca AMT He
NpoM30IIa M Yy TalMeHTa pa3BWiach XpoHHWYecKas WHpekuus P. aeruginosa - He3aBHCUMO OT
HAIMYMS U BBIPAXEHHOCTH CHUMITOMOB IMOKa3aHO HazHaueHne AMT ¢ menpio yMeHbIIEHHS 4YMCIIa
000CTpeHUH U 3aMe UICHHsI TPOTrPECCUPOBAHMS CHIKEHUS Jierounoit Gpynkuuu [154, 156].

. [Mpu xponmyeckoit wuHpekuuu P. aeruginosa B KauecTBE TMEPBOIl JIMHUM Teparuu
peKOMEeHayeTCs HCIoib30BaTh MHramsunonneie [IMII (komuctumerat Hatpusi, #ToOpaMuH**) — C
LEeNbI0 dpaJUKAlUY JTaHHOW MH(EKIUU/YMEHBIIUTh PUCK PA3BUTUA OOOCTPEHHI OpPOHXOIIETOYHOIO
mpolecca, CTENeHb BBIPAKEHHOCTH PECHHUPATOPHBIX MPOSBICHUHM, COKPaTHTh YHCIO KYypCOB
TabJICTUPOBAHHOW WJIM BHYTPHUBEHHON aHTHOAKTEpUAILHOW TEPIH M yAYYIIUTh MOKa3aTean (QyHKIUN
BHeIIHEero abixanus (tadm. 4,5) [25, 28, 141, 166, 177, 179].

YYP-C,¥Ya1-5)

Kommenrtapuii: onmumansusie peoscumovr ABT xponuueckoii ungexyuu P. aeruginosa npu I1L[J]
OKOHYAMENbHO He onpeoeieHbl, PeKOMEeHOAyuu OCHOB8AHbL HA OAHHBIX, NOJVYEHHLIX ) NAYUEHMO8 C
OpOHX0dKMA3amMu PA3HOU IMUONO2UY, AHAIU3 Npakmuku Jnedenus OoavHulx I/ u xponuueckoi
ungpexyueti P. aeruginosa 6 pasuvix yewmpax Eeponvl ceudemenbcmeyem o npeobnadanuu 8
cmpykmype — Ha3HaweHuu — uHeaniyuonwvlx Ab, 6 uacmmocmu, Konucmumemama  Hampus,
#mobpamuyuna™* u #eenmamuyuna™>.

Tabnauya 6. Cxema anmubaxmepuaivbHoU mepanuu NPU XPOHUYECKoU CuhecHoUHoU ungexyuu [25, 28,

177, 179].

Uneansyuu #T 06pamm;uﬁa** 6 pacmeope ons unearayuu 300 me unu #Toopamuyuna™** 6 kancynax c
nopowikom 0nsi uneansyuil - 112 me (4 kancynvl) 08axcovl 8 Cymru UHMEPMUMMUPYIOWUMU KYPCAMU
28 oneu npuema, 28 Ouetl nepepwvis, 6ce2o 6 Kypcos 8 200 (0be nekapcmeeHHble Popmbl
NpPOMUBONOKA3AHbL Oemsam 00 6 1em)

umu

pacmeop ona uneanrayun Konucmumemam uampus 1-4 man. E/J/24 uac nocmoauwHo unu Opyeot
AHMUOUOMUK 8 UHANAYUAX NOCMOAHHO 6CeM OemsaM C XPOHUYECKOU KOJNOHU3ayuel CUHe2HOUHOU
nanouxu

YV nayuenmos ¢ npozpeccupyrowum crudicenuem QyHKyuu 1e2Kux U Yacmulx 000CMpPeHusix, a markice
npu HedOCMamo4HoM 3@ gexme om UHLANAYUOHHOU AHMUOAKMEPUATLHOU MEPANUU OCHOBHOU PeHCUM
mepanuu eKao4Uaem: 2-xX HeOelbHblll KYPC GHYMPUBEHHOU AHMUMUKPOOHOU mepanuu Kaxcovle 3
mecaya

IIpenapamul Ons eHympugennoeo sedenus: Toopamuyun™* 10 me/xe unu Amuxayun®* 20 me/ke 1pas
6 Oenv unu Toopamuyun™** 10-12 me/ke 6 0envb (00 docmudsiceHus 8 CblBOPOMKe KPOBU KOHYEHMPAYUU
1-2mxe/mn) +Legpmazuoum™** 150-200 me/ke 6 Oenv 6/s6unu + Meponenem™** 60-120me/xe/24uac 6/6
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unu + Opyeou aHmMuOUOMUK, AaKMUBHLIL NPOMUE CUHESHOUHOU nanouku. Ilpu Kiunuueckou
HeCmabunbHOCmMu, 6 M.Y., NpU NPUCOEOUHEHUU OCMPOU DeCRUpAmopHol UHpeKyuu: yeerudeHue
NPOOOINCUMENILHOCMU KYPCO8 6/8 aHMUubAKmepuaivbHou mepanuu 00 3 Heod. u/uiu cokpaujenue
unmepsanos medicoy Kypcamu, u/uiu npuem Llunpogroxcayuna™*/Ogroxkcayuna™*(#Oproxkcayuna**
(Ons oemeti) 20-40me/ke/cymru 6Hympb Mmedcoy Kypcamu 6/ aHmuOaKmepuaibHOU mepanuu, d
MaKoice HenpepvleHasi UHATAYUOHHAS aHmubakxmepuanvias mepanusi Kypcamu #Toopamuyuna™** u
Konucmumemama nampus (#Toopamuyun™** npomusonoxaszan coenacho Hncmpykyuu oemsm 0o 6
Jem)

Ipumeuanue:

# npumenenue 1eKapcmeeHHO20 Npenapama 6 COOMEEMCMeUul ¢ NOKA3AMeNAMU (XapaKmepucmuKam), He yYKa3aHHbIMU
6 UHCmpyKyuu no e2o npumenenuio (off-label), ocywecmensemcsa no pewenuio 8pauedbHOU KOMUCCUU NPU YCLOBUU
NOONUCAHHO20 UHPOPMUPOBAHHO20 D0OPOBOILHO20 coenacus (coenacho @3 Ne323-D3 om 21.11.201 1. ¢ usmenenusimu);

#Tobpamuuue** (pacTBop mis wHramsinui), #ToOpamuimH** (Kamcynsl ¢ MOPOLIKOM /Ui WHrajsui) -

MIPOTUBOIIOKA3aHbI COTJIACHO MHCTPYKIMHU JIETSM JI0 6 JIeT);

#OdnokcauuH — npoTuBONOKa3aH aetsM (1o 18 ner);

IIpotuBonokazanus 1yt octanbHeIX JIC — cM. Tabn.3.

Tepanuﬂ C NOMOWwbIo YUKIUHYECKUX UIU NOCMOAHHBIX UHSAJIAYUOHHBLIX UIU NEPOPAIbHbLLX IIMIT
Modicem Oblmb 6APUAHRNMOM J1€eYeHUsl Y NAYUEHNO06 C YMEPEHHbIM U MANCEIbIM 3abonesanuem JIe2KUXx,
Komopule He 0aiom pe3yibmamos 3paouxkayuil, coxpansiom pecnupamopuvie cumnmomsi. [150].

Ipu I/l neobxo0umbl OanvHetiuiue NPOCNEKMUBHblE UCCIe008AHUS, YMOObL yyule ONnpeoeiumsy
ONMUMANbHOE UCNONb306aHUEe UHANAYUOHHBIX TIMI].

. Pexomennyercs npoBeneHne NpoPHIaKTHIECKUX KypCOB aHTHOAKTEpHAIbHON Tepanuu Mpu
XpOHquCKOﬁ KOJIOHHM3allUM HWXKXHHUX JbIXATCIIbHBIX HYTeﬁ P. Cleruginosa, AJIsT YBCIIMYCHUSA

MPOIOJKUTEIBHOCTH JKU3HH TanneHToB [25, 28, 26, 28, 154, 155, 156].
(YYP - C, VII - 5)

Kommenrapuu: [lpumensiomesa napenmepanvhvie npenapamol u L{unpognoxcayun™* (maon. 2,3).
Lunpogrokcayun™** npumensemcs makice npu KanHcoOolu OCMPOU PecnUpamopHol UHpeKyuu u
obocmperuu O6pPOHXONIe20UH020 npoyecca aeckou cmeneHu) y nayuewmos ¢ I u xponuueckoil

kononuzayuet P. aeruginosa [25, 149, 151, 152].

Apaoukayusn npu nepsuunom evinsrenuu B. cepacia complex u MRSA

o [lpu nepsuunoM BbsiBIeHMH B. cepacia complex u MRSA »spaaukaiuio peKOMEHJI0BaHO
paccMOTpeTh MpH HAIMYAW CHMIITOMOB M yXY/IIEHUH TEYeHUs 3a00JieBaHHs, TPU CTAOMILHOM
teuennu [11[J] pekomenayeTcs MHANBUAYaIbHAS OL[EHKA TOJIB3bl/pUcKa dpaaukarmu [ 148, 165].
YYP-C, YA -5)

Kommenrapum: npunumas 6o enumanue onacrhocms ungexyuu B. cepacia complex u MRSA ons

nayuenmos ¢ KUCMO3HbIM GUOPO30M (MYKOBUCYUOO30M) U, 8 HACMOAUee 8PeMsi HEMHO2OUUCTIeHHbIL,
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KIUHU4eckull onvim gedenusi nayuenmos c 111/ — npu evisignenuu 0anHo2o 6030youmens, yauje 6ce20
NPUHUMAEmCcsl peulenue 0 nposedenuu dpaouxayuonnou mepanuu [28, 157].

. [Tpu nmepBuuHOM BhIsiBIIeHHH B. cepacia complex pexomenmgoBad Beioop AMT st spagukanuu
B COOTBETCTBUU C PEKUMAMU, MPUMEHSIONUMCS Jisl JICUCHUS OOOCTPEHHH, aCCOIMHPOBAHHBIX C
JAHHBIM BO30yIUTENEeM (KO-TPUMOKCA30J1 [Cyinb(haMeTOKCa30JI+TPUMETONPUM |**, TOKCHUITMKINH**,
nedrazuaum** u ap.) — tabnuna 2,3; AIMTETLHOCTH JICYCHUSI COCTABIIIET HE MeHee 3 Hel., BBIOOp
IIMII xoppeKTUpyeTCs C y4€TOM YyBCTBUTEIBHOCTH BBIICICHHOIO U30JIATa U IEPUOANYECKON OLIEHKHU
MUKpOOHOIOrnYeckoi 3(h(heKTHBHOCTH Tepanmuu — IeNb - dpaaukanuu Bo3Oymurens [28, 157, 161,
180].

YYP-C, Y1 -5)

KomMmeHTapuu: xiunuyeckoe 3sHaueHue XpoHu4eckol OPOHX0Ne20UHOU UHpeKYUull, acCoOyuUposanHou
C maxKumu 6aKkmepuaibHuiMu 6030youmenimu, kak B. cepacia complex, S.maltophilia, Achromobacter
spp. npu I1L]J] 6 nacmoswee 6pems He 00 KoHya uzyyeHo, eonpoc o Hasnadenuu ABT ciedyem pewamo
UHOUBUOYATILHO C YYEemOM 4acmomvl 000CmpeHuti U NOMEHYUAIbHbIX PUCKO8 ONUMENbHO20
HasHawenus AB (cm. eviwe).

. IIpu mnepBuunom BbeissBIeHHH MRSA pexomengoBan BweiOOp I[IMII s spagukanuu B
COOTBETCTBUHU C PEKUMAMH, MPUMCHSIONIMMHUCS I JICUCHUS OOOCTPEHUM, aCCOIMHUPOBAHHBIX C
TaHHBIMU BO30yauTeNIeM (KO-TPUMOKCA30J [Cylb(haMeToKca3zo+TpuMeTonpumM |**, muHezomma** u
ap.) — Tabmuna 2,3; ATUTENBHOCTh JIEYEHHS COCTaBlisseT He MeHee 2 Hend., Beibop [IMII
KOPPEKTUPYETCS C Y4eTOM YYBCTBUTEIHHOCTU BBIIICJICHHOTO H30JIATa M TMEPUOAMYECKON OIEHKU
MHUKpOOHOIOTHUecKor 3 (HEKTUBHOCTH TEpaiK — Ieb — dpauKanus Bo3oyautens [166, 181].

(YYP - C, YT - 5)

3.1.4.3 Aumumuxpoonan mepanua mukooaxkmepuosay nayuenmoe c INI[J{

Mukobaxmepuos JIe2KUX xapakmepuszyemcs Hanuduem KAUHUYECKUX u/unu
PEHM2EHON0UYeCKUX — NposA6leHull  3a001e8anuss ¢ 00A3aMeNbHOU  MUKPOOUOIOSUYECKOU
uoenmughuxayueti Hemybepkynesuvix muxooaxmepuu (HTMB).

Huaenocmuuecku  3HAUUMBIMU — MUKPOOUONOSUHECKUMU — KPUMEPUAMU — MUKOOAKmMepuo3a
AGNAIOMCA. NOTONCUMETbHBII Pe3YIbMam HA HAIuyue KUCI0MOYyCmoudugblx Mukpoopeanusmos (KYM)
npu  MUKpOCKOnuu npenapamog ¢ okpackou no Lunmo-Huibceny unu aomunecyeHmHuMu
kpacumensmu, oonapycenue JJHK HTMB memooom I[P, nanuuue pocma HTMB na numamenvhvix
cpeoax u noomeepicoeHue 00HO20 U Moo dHce 8U0A MUKobakxmepull, KaKk MUHUMYM U3 08YX 00pa3yos

OUASHOCIUYECKO020 mamepuaia, Haiudue pesyibmama mecma Jlek'apCl’HG‘eHHOlZ uyscmeumeilbHocmu

HTMHF [182, 183, 184, 185].

68



Ilpuopumemnvim  A618emMcs  NOOMEEPIHCOCHUES/UCKTIOUEHUEe — HANUYUA — Hem)OepKyIe3HbIX
MUKobakmepuii 8 OUACHOCMUYECKOM Mamepudie Memooamu ¢ MAKCUMATbHOU OOCHYNHOU
YY8CMBUMENLHOCIbIO U CheyuduuHoCmblo. Amodbl MUHUMUUPOBAMYb BEPOAMHOCTL PACXOHNCOCHUSL 8
pe3yIbmamax, NOyYeHHbIX PA3ZHbIMU MemoOaMU, KOMNIEKCHOe UCCIe008aHuUe O0NHCHO NPOBOOUMbCSL
U3 00HOU NpPobbl duazHocmuyecko2o mamepuana. Ilpu omcymcemeuu MOKpOmsl Ul HEBOZMOHNCHOCHIU
cobpamv MOKpomy (8o3pacm pebenKa), MO2ym Ucciedosamvcs opyaue 6udvl OUASHOCIUYECKUX
Mamepuanog (cmvl8 ¢ pomoeiomKU, NPOMbleHble 800bl OPOHX08, ACNUPAYUOHHBII Mamepua, opaui-
ouonmam)

B cnyuae obnapyscenus HTME 6 ouacnocmuueckom mamepuaie HeodXoouma KOHCYIbMayus
cneyuanucma nO MUKODAKMeEpUo3am ¢ Yeablo HAZHAYEHUs CXeMbl Npenapamos u onpeoenenus
ONIUMeNbHOCMU e eHUsL.

. Pexomenayercs npu HaznadeHuu jedenus namuentam ¢ [IJ] u MukobakTepro3oM NpUMeHsITh
MEePCOHANTM3UPOBAHHBIN MOJIXO]] C YYETOM:
O TecCTa Ha JIEKapCTBEHHYIO 4yBCTBUTENBbHOCTE HTMDb;
O MAaCCHUBHOCTHU U JJIUTEIBHOCTH 0AKTEPHOBBIACICHUS;
O COINYTCTBYIOIIMX  3a00JE€BaHWH, SBISIONIMXCS  MPOTHBONOKA3aHMEM K  HA3HAYCHUIO
onpeneneHHslx rpynn [IMIT;
O BBIPAKEHHOCTH KIMHUYECKUX NPOSBICHUM (JIMXOpajka, Kamiedb C MOKPOTOM, OJBIIIKa,
KpOBOXapKaHbe U JIp.);
O PEHTTCHOJIOTUYECKUX W3MEHEHWH (ouyard, WHOWIBTPATUBHBIE W3MEHEHHS, IOJIOCTH pacrana
JIETOYHOM TKaHM);
o nepenocumoctu [IMII
C LEJIBIO TIOTYYEHHUsI MaKcuMallbHOTo 3(dekTa 1 npuemsieMoi 6ezonacnoctu tepanuu [182, 186,
187, 188, 189, 190, 191].
(YYP - C, Y] -5)
KommmenTapuii: [lpomusomukpoousie npenapamel, npumeHsemvle y nayueumos c¢ IIL[J] u
mukobakmepuosom, svizeannsvim Micobacterium avium complex (MAC) u Mycobacterium abscessus
complex (MABSC) npeocmasnenuvt ¢ Ilpunoscenuu A3.9, maba. 16, a 3nauumvie nobounvie s¢ghgexnmol
U MemoOovl UX KOHMPOJis onucansl 6 maon. 17 .
Ilpomusomuxkpobnvie npenapamel HA3HAYAOM 6 MAKCUMAILHLIX —MEPANeSMUYecKux 003ax,
COOMBEMCcmMEYIouUX 603pacmy u, Npu HeooxXo0UMocmu, macce meid.
Jleuenue nposooumcs 6 2 ¢ghazol:
UHMEHCUGHAA (a3za — Hanpasiena Ha JTUKEUOAYUIO KIUHUYECKUX NpossleHull 3ab01esanus,

maxkcumanvHoe 6ozoeticmseue Ha nonyrayuro HTMB ¢ yenvio npekpawjenuss pasmHO*CEHUs.
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MUKobakxmepuii U npeoOmepaujeHus pazeumus J1eKapCmeeHHOU YCMOUYUBOCMU, PACCACHLIBAHUE
04a208bIX U UHDUILIMPAMUBHBIX USMEHEHULL, 3aKpblmue NoJI0Cmell pacnaod 8 1e2Kux,

daza npooonrcenusa — nanpagiena Ha NOOAGIEHUE COXPAHAIOWEUCS MUKOOAKMEPUATIbHOU
nonynsyuu, obecneyusaem OdibHelulee YMEHbUEHUEe BOCNATUMENbHbIX UBMEHEHUll, a MmaKice
80CCMAHOBIEHUE PYHKYUOHATLHBIX B03MONCHOCMEN OP2AHUZMA.
. Pexomenayercst kputepueM dJ(PQPEKTUBHOTO JIEUCHHS MHKOOAKTEpPHO3a W 3aBEPIICHUS
WHTEHCUBHOM (Pa3bl CYUTATH OTCYTCTBUE POCTA MUKOOAKTEPHIA Ha MUTATEILHBIX Cpelax HE MEHEE yeM
B TpEX IOCIENIOBATEIbHO (C MHTEPBAIOM | MecsI]) B3ATHIX 00pa3lax JUAarHOCTHYECKOrO MaTepualia
(MOKpOTa, CMBIB C POTOTJIOTKH) COTJIACHO UMEIOIIMMCST PEKOMEH/IAIUSM C IIeIbI0 aJICKBAaTHOM OIIEHKU
pesyabratroB AMT [185, 192].
(YYP-C, YU -5)
. Pexomennayercss B (dasy MPOAODKEHHs JICUCHHS MHUKPOOHMOJIOTUYECKOE HCCIICIOBAHHUE
JUArHOCTHYECKOTO MaTepuajia MPOBOJHUTH C MHTEPBAIOM 2 MeEC. JIO OKOHYAHUS JICYCHUS C IICIBIO
SpaJMKaIMy IPUIMHHO3HAYMMOro marorena [161, 184, 185, 193].
YYP-C, ¥ -5).
Kommenrapmii: [locie 3aeepuienus neuenus MukoOaxmepuosa HeoOX00UMO NOCMOSHHOE
HaOnwoenue 3a COCMOSIHUEM nayuewma u pecyiapHoe, He pexce uem pas 6 6 mecayes
MUKpOOUONIo2uYeckoe ucciedosanue Ha uamuuue uau omcymcmeue HTMB 6 ouacnocmuueckom
mamepuane [185].
Peyuous muxobaxmepuoza — noseieHue KIUHUYECKUX UW/UTU DPEHMEHON0SULeCKUX NPOSAGIeHULL
3a601€8aHUS 8 COYEMAHUU C NOTONCUMETLHBIMU PE3YIbMAMAMU MUKPOOUOIOSUYECKO20 UCCIe008AHUS.
ouaenocmuyeckoz2o mamepuana va HTMBP.
B cnyuae peyuousa muxobaxmepuosa neobxo0umo nosmopHoe npoeodeHue 1eUeHus.
He cuumaemcs peyuousom muxobaxkmepuosza oonapycenue 6 ouacnocmudeckom mamepuane HTMP,
npu omcymcemeuu KIuHUYeCKux u/uiu penmeeHoiocudeckux nposeienuil savonresanus (190, 191].
Ipunsmue pewienus o 1e4eHuu 0cmaemcs mpyoHuiM, Cyujecmayem 3Ha4umenbHas HeonpeoeileHHOCHb
8 OMHOWIeHUU NOMEHYUANbHOU NOJb3bl Mepanuu U PUCKO8 pa3eumusi NOOOYHLIX peakyuii om
npoeedenus onumenvrou anmumuxpodonou mepanuu [183, 190, 191, 194].
o Kareropuueckun He pekomeHayercs manueHtam c [IIJ] ¢ MukoOakTepro3oM NpUMEHEHHE
MOHOTEpAIHK JTIOOBIM TMPOTHBOMUKPOOHBIM IPENapaToM, C IS0 TPEIOTBPAIICHUS Pa3BUTHS
pesucrentHoctt HTMB [182, 183, 186, 187, 190].
YYP-C, YA -5)

KommenTapun:
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JnumenvHocms ¢hasvl npooondiceHus 3a8ucum om KIUHUYECKOU U PEeHm2eHON02UYeCKOl OUHAMUKU
(cmabunuzayus peHmeeHoI02U4ecKol KapmuHvl Npu CPAGHEHUU pe3yibmamos uepes 3 mecaya

Jleuenust).

AHTUMHMKPOOHAsI Tepanusi MUKOOAKTepHo03a, BLI3BAHHOTO M. abscessus complex y naumeHToB ¢

I

J PexomengoBano manuentam c IIIJI u mukxoOakTepro30M, BBI3BAaHHBIM MPEICTABUTEISIMU
M.abscessus complex mpoBoauTh aByxdaszHoe JieueHHe — (asa MHTEHCHBHOIO JICYCHHUsS JOJDKHA
CMEHATHCS (a30i MPOAOIDKCHHS JICUCHHS ¢ 1EIbI0 3P GEKTUBHOMN dpaauKkaiuu natorena [182, 183, 190]
(tabm. 7, [punoxenue A3.9).

YYP-C,¥a1d-5).

KommenTapun:

Tabnuuya 7.

Ilpomugomukpoobnsie npenapamol, npumensemoie y nayuenmos c I u mukodaxmepuosom,
6v136aHHbIM npedcmagumenamu M.abscessus complex

@A3bI IEYEHHA'

HHTEHCHBHAA IIPOJO/UKEHHA
Asumpomuyun™** Asumpomuyun**
Amuxayun** Amurayun**
Tueceyuxaun** Muroyuknun
Hmunenem+[Lunacmamun] *** Moxcugnoxcayun**
lleqboxcumqu JTunesonud™**

1 .
- OaumenvHocmy Kaxcoou ¢hazvl u xonuvecmseo IIMII ¢ cxeme onpedensiomcs UHOUBUOVAILHO C YYEmOM
KAUHUYECKOU, PEHM2EHONI0SULECKOU U MUKPOOUOI02UYECKOU OUHAMUKY 3A001e8aHUSL,

2
npenapamol, KOMoOpbvle MOJICHO UCNOIb308amb 6 cayuae pesucmenmuocmu HTME « azumpomuyumny *¥,
amuxayury **, mueeyurxnuny **, MUuHOYUKIUHY.

— UHMeHCUBHAas Gaza 00ndCHA 6KIOYAmMb edceOHesHbll npuem mpex [IMII, umo onpedensemcs
pe3yrbmamamu mecmos Ha yyecmeumenviocmo HTMB k anmubuomuxam
— ¢haza npoooaxcenus ieyeHust O0JIHCHA BKIIIOYAMb eHceOHe8 bl npuem Munumym 08yx IIMIT

— npu HeobXOOUMOCMU NPOOJeHUsT HA3HAYeHUs amuxayuna™* 6onee mpex mecsayes, 603MOIN’CHO

Ha3HaveHue e2o 8 uHeansyusx (lekapcmeennas popma ons unvexyuir) [183].

AHTHMHKPOOHAasi Tepamusi MHKOOaKTepuo3oB, Bbi3BanHbIXx MAC (Mycobacterium avium
complex)
. PexomengoBano marentam ¢ IT1J] ¢ MukobakTepro3om, BeizBaHHEIM MAC (Mycobacterium

avium Comp|EX) MMPOBOAUTD I[BYX(I)aBHOC JICYCHHUEC — (1)333 HMHTCHCHUBHOI'O JICYCHUA JOJI?KHA CMCHATHCA
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Gba3oif MPOJOIDKEHUS JIeUeHUsT ¢ meabio d(pdeKkTuBHON spamukaiuu Bo30yaurtens [182, 183, 190]
(tabn. 8, Ipunoxenue A3.9)

YYP-C, Y1 -5)

Kommenmapuii:

Taonuya 8 IIpomueomuxkpoonvie npenapamovl, npumensemvle y nauuenmose c¢ I/ u

MUKOOAKmepuo3om, 6vi36annvim npeocmasumenamu Mycobacterium avium complex

®A3bI JIEYEHHU

HHTEHCHBHAA ITPO/IOJIKEHUA
Asumpomuyun** Asumpouyun**
Amurayun** Amuxayun**
Pugpamnuyun™* Pugpamnuyun™*
Omamoymon** Dmambymon**
Moxcugnoxcayun** Moxcugpnoxcayun***

L Onumenvrocme kaxcooti gasel u konuuecmeo IIMIT 6 cxeme onpedeissomes UHOUSUOYATLHO C YHEmMOM
KIUHUYECKOTL, PEHM2EHON02UYEeCKOU U MUKDPOOUOTIO2UYECKOU OUHAMUKU 3A001e6aHUSL;

2 npenapam, KOMOpblil MOJCHO UChOIb306amb 6 cayuae pesucmenmuocmu HTMB Kk evluenepevucnenmvim
npenapamam;

B cayuae ¢ uyscmeumenvrotl k Hrnapumpomuyuny** gopmou nopasicenusn neekux HTMB
epynnol MAC cnedyem npumensms JEKAPCMBEHHYIO CXeMY JleYeHUss HA OCHOBE eHCeOHE8HO20
NepopatvbHo20 npuema Makpoauoa (npeonoumumenvho #Hazumpomuyuna**), #pudamnuyuna™** u
#omamobymona** [182,183].

Humencusnas aza 00134CHA 6KIIOUAMb  eHCeOHeBHbIN NepOPANbHbIlL NpUeM MAaKpoauod
(npednoumumenbHo #azumpomuyuna**) 8 couemanuu c Hamukayurnom
BHYMPUBEHHO/BHYMPUMBLULEYHO HA npomsaxceHuu 3-12 Hedenb, a makce 00HO20 UNU HECKOJIbKUX U3

credyrowux npenapamos: pugpamnuyun**, smamoymon**, moxcugroxcayumn**.

3.1.4.4 Tepanus a;iepruyeckoro 6ponxoseroynoro acneprusuiesa (ABJIA) npu ITI

Tepanusi nopakeHMii JIerkuX, BEI3BaHHBIX rpudamu poaa Aspergillus

I'pubwvr pooa Aspergillus mocym rononusuposame Ovixamenvhvie nymu nayuenmos ¢ L[ u
B3 unu svizvieams, 6 3aeucumocmu om cOCMOSHUS UMMYHHOU CUCMEMbl NAYUEeHMd, AllepeudecKull
bponxonecounvlil acnepaunnes (AbJIA), xponuueckuii acnepeunnes neekux (XAJI), pesce — uneazusmwiii
acnepeunnez (MA). Y nayuenmos ¢ b3 uawe osnuxarom ABJIA u XAJI, UA pazsuseaemcs moavko Ha

Qone  evIpadiceHHOU  UMMYHOCYNpeccuu  (UHMEHCUBHOU  YUMOCMAMUYecKou  mepanuu,
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MPAHCHAAHMAYUU OP2AHO8 U MKAHEell, ONUMENbHO20 NPUMEHEHUs. KOPMUKOCIEPOUOO8 CUCTEMHO20
oeticmaus, KopoHasupycHou ungexyuu nogoeo muna (COVID-19) u np.).
ABJIA paszsusaemcs npeumyujecmeeHno y 001bhblx Opouxuanvhot acmmou (BA) u nayuenmos c
mykosucyuoozom (MB). Ilo nawum oannvim, uacmoma ABJIA y 63pocivix OONbHBIX OPOHXUATLHOU
acmmou cocmasuna 6,1% [195].
Yacmoma ABJIA y noopocmkos u e3pocavix nayuenmos ¢ MB — 10-15%, peoxce y demeii maaduiezo
so3pacma. /s ABJIA xapakmephnvi yenmpanoho pacnonodicertovle bO.
Huaznocmuueckue kpumepuu AbJIA:
Oobazamenvhuvle Kpumepuu (00a)4CHBL OblMDb 00a):
o nonosxcumenvHulll pesyivmam koxcrhozo mecma Ha Aspergillus wiu nonoscumensuvlii pezynomam
mecma na cneyugpuuecxuu A.fumigatus IgE 6 ceieopomre xposu
o nosviuenue oouezo 1QE 6 cvisopomke kposu (0oviuno >1 000 mE/mn), HO eciu y nayuewma ecmv u

Opyeue kpumepuu, ypogerv obwezo 1QE moocem ovime <1 000 mE/mn
Jlononnumenvnsle Kpumepuu (001)4cHbL ObIMb 06a):

O norodcumenvubvlil pesyibmam mecma Ha cneyuguueckuu A.fumigatus 1gG 6 ceisopomre kposu

o xapaxmepHuvle 0151 ABJIA usmenenus na KT neexux

o vosunoduuus >0,5x10%1 y He noryuarowux eniokokopmuKouosl (cucmemmvie) nayueHmos (Moxcem

Obimob 6 anammese)

XAJl passusaemcs npeumywecmeeHHo y NYIbMOHOLOSUYECKUX NAYUEHMO8 C XPOHUYECKUMU
noiocmAMU 6 JNe2Kux u 0e3 ewvipadiceHHol ummyHocynpeccuu. Yacmoma XAJl y nayuenmos c
KasepHo3HbiM mybepkynezom aeekux — 22%, oonvuvix MB - 2-5%. B 3asucumocmu om pe3yivmamos
KT neeckux evloensiom O0OUHOUHYIO —ACNEPIUNIOMY, KABEPHO3HbIU —dAcnepeuiie3, HOOYIAPHbIL
acnepeauines, puopo3upyIoOwUll acnepeuiies U XpOHU4eCKUull HeKpOmusUpyouull acnepeuiies.
Huaznocmuueckue kpumepuu XAJI:

1.1 KT npusznaxu acnepeuniomol

u

1.2 2ucmonocuueckoe, MuKpoobuonocuueckoe uilU ceporocuyeckoe noomeepicoeHue uHgpexkyuu
Aspergillus (xapaxmepnwvie eugpor 6 6uonmame, pocm Aspergillus npu nocese 6Guonmama uiu
acnupama, nonodcumenvhbill mecm Ha earakmomanwnan 6 BAJI, nanuuue cneyugpuueckozo 19G);
oononnumensvHule haxmopol — pocm Aspergillus wmu ITL[P + 6 pecnupamopnuvix cybcmpamax

Hiin

2.1 KT npusnaxu Xpouuueckozo acnepeuiiesa nezKux (KagepHa, oyacu YNIAOMHEHUs, YMOIujeHue
niespul, puopo3s)
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u
2.3 MMKp05I/UZ02M'i€CKO€, cucmoijiocuveckoe uiu  cepojiocudeckoe nodmeepofcdeHue qubem;uu

Aspergillus

3.1.4.5 AuTumukorudeckas repanus npu ABJIA, xpoHudeckoro acnepruiiiiesa jgerkux (XAJI),
UHBa3uBHOIrO acneprusuiesa (MA) mpu ITIJL

. [IpuMeHeHrEe aHTUMHKOTMUYECKUX IHpenaparoB pekoMmennoBaHo npu ABJIA, XAJl u UA ¢
TeparneBTUUeCKON 1enbio. KosoHusarms JpixatenabHbix myTeir  Aspergillus spp. He sBisercs
MOKa3aHMeM JIJISl CHCTEMHOMN aHTUMHKOTHYecKo# Tepanuu ([Ipunoxenune A3.9) [196, 197].
YYP-C,¥A1-5).

Tepanus ABJIA

. IIpu ABJIA pekoMeHIO0BaHO NMPUMEHEHHUE MPOTUBOIPUOKOBBIX IPENApPaToB CHUCTEMHOTO
NEUCTBUSI TPYNIbl MPOU3BOJHBIE Tpuazoyia (#BopuxkoHazonma** wu  #uTpakoHazona**) wu
KOPTUKOCTEPOUIOB CHCTEMHOT'O JICHCTBHS. #1103aKOHA30T** MIPUMEHSIOT MTPH HEMEPEHOCUMOCTH WJIH
HEBO3MOXXHOCTH TPUMEHCHHS #BOpHKOHA30Ja** wiam #uTpakoHazola**c el  dpaguKaiuu
B030yauTens (tadu. 18) [196, 197].

(YYP-C, Y1 -5).

Kommenrapmii: Vcnoavsosanue KOpmukocmepouoog CUCmeMHO20 OeUCmeus peKoMeHO08AHO Npu
gvipasiceHnom oponxoodocmpykmugnom cunopome (bOC), nanuuuu 203unogunvnvix unguiompamos 6
JIe2KUX Uiy HedphekmusHocmu npuMeHenus npomueoepUOKo8biX 1eKaAPCMEEHHbIX CPeOCme epynnbl
MpUAazono8.

s kynuposanust 6poHX0006CmMpPYKMUBHO20 CUHOPOMA U IO3UHODUILHBIX UHDUILMPAMOS 6
neckux Hazuawarom npeonuzonon™** [198, 199, 200] no 0,5-1,0 me/ke/cym 6 meuenue 14 Oneil 6
3asucumocmu om cmeneHu OPOHX000CMPYKMUBHO20 CUHOPOMA.

B npakxmuke maxowce npumensemcs MmemuanpeOHu3onion** @ axeusanreHmHou 0o3ze,
UCCne008anusi N0 OGHHOMY NPEnapamy 02paHuUyeHbl.

Kpumepusamu  s¢gppexmusnocmu  cuyscam — Kynuposaumue — KIUHUYECKUX — NPUSHAKOS,
ucuesHogeHue S03UHOPDUIBHLIX UHDUILMPAMOE 6 JNecKUX U CHUdceHue YposHs obuezo IgE 6
cvigopomke kposu. ITlocne docmudicenus d¢hghexma nocmenenHo CHUNCAOM 003y 2IHOKOKOPMUKOUOO8
(cucmemHnbwlx) 6nioms 00 OmMeHvl 8 meueHue 3-4 Hedenw.

Bo epemsa pemuccuu nayuenmsi 8 cneyuguyeckoli mepanuu He HyHCOaomcs.
Ipu peyuouse ABJIA éno6v npumensirom #eopuxonazon™** unu #umparxonazon** (maén. 19)

6 meuenue 2—4 mec, npu svipaxcennom bOC — npeonuzonon** unu memuanpeonusonon **,
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Kpome peyuousa ABJIA nokazanusmu K HA3HAYEHUIO NPOU3BOOHBIX MPUA3OLA ABIAEMCS
3a8UCUMOCb OM KOPMUKOCMEPOUOOE CUCTNEMHO20 0eUCmBUs, UX HedOCMAamounasn ¢hgdhexmusHocmy
U 8vIpadiceHHbie HexcenamenbHble dPdexmul.

Ilpumenenue npomugocpuOKOBbIX  NEKAPCMBEHHLIX —CPeoCm8 2pYnnvl  NPOU3800HbIe
mpuaszona y nayuenmos ABJIA nozeonsiem 00cmogepHo ymenvbuiums npumMeHerue 210KOKOPMUKOUO08
(cucmemHulx), npugooum K YAVHUIeHUr0 QYHKYuu GHeuHe20 ObIXAHUA U YMEHbULEHUI0 YAaCmOombl
peyuousos ABJIA.

Tepanusa XAJI

. Jns nedenuss XAJI peKOMEHIOBaHO HMCIOJNB30BaTh JUIMTEIbHBIA (3-6 MecsieB) Kypc
MIPOTUBOTPUOKOBBIX IPENapaToB CHCTEMHOTO JEHCTBUS, JeueHHE «POHOBOTO» 3aboseBaHUs U
YMEHBIICHUE ATPOTEHHONH MMMYHOCYIIPECCHH, a TAKXKE XUPYPTUIECKOTO yIAIIEHUS 09aroB MOPaKECHHUs
¢ neyeOHo# nenbto [196, 197].
YYP-C,¥a/1-5).
Kommenrapuii: [layuenmor ¢ XAJI wmyscoaromes 6 OnumenvHOM HAOMOO0eHUuU Ol KOHMPOIs
3a60ne6anusi U CB0e8peMeHH020 JleyeHuss peyuousa. OCHO8Y AHMUMUKOMUYECKOU mepanuu
cocmasnsiem NpuUMeHeHue NnepopalbHblx Heopuxonazona®* wumu  Humpaxonazona**  (mabn.l8).
#llozakonazon™** npumensrom npu  HENEPeHOCUMOCMU  UTU  HEBOZMONCHOCMU — NPUMEHEHUs.
#eopurxonazona™* unu Humparxounasona**. #rxacnogpyneun**, #Hampomepuun B aunocomanviwii,
#amgpomepuyun B aunuoueiti Komnaexc unu ooOwviuHvli  (mabn.l8) mazmauarom 6/6  npu
Hea(hhekmusHoCmU NEPOPANLHBIX NPOMUBOZPUOKOBLIX IeKAPCMBEHHBIX CPeOCmE 2PYNnbl MPUA30108.
Anvmepramuénsiii Memoo JieueHus — 6HympunoiocmHuoe egederHue #ampomepuyuna B.

Baoicnoii  cocmaenaioweii  nevenuss XAJI y  6onvueix MB  ssnsemcs  yayuuieHue
9IKCNEeKmMopayuu MOKpOmbi.

Koppexyus ummynnozo oeghexma obviuno docmuzaemcs: yCnewHvIM leyeHuem OCHOBHO20
3a001e8aHUA U CHUMCEHUEM 003bl 2IIOKOKOPMUKOUOO08 (CUCMEMHBIX).

Xupypeuueckoe eémeuiamenbCmeo — BANCHbIU KOMNOHEHM KOMNIeKCHo2o NeyeHus XAJL
O0HO3HAUHBIM NOKA3AHUEM ABTISLENCS BLICOKULL PUCK UTU PA3BUMUE JIe20YH020 KpogomedeHus. Ymoouvl
VMEHbUUMb 8ePOSIMHOCMb UHDUYUPOBAHUSL MKAHEU U PpA38Uumus cneyupuiyeckol smnuemsl niespol,
00 U NOCie ONepamusHo2o 1eyeHus npumensom #eopurxonazon™®* unu #umpakonazon™*,

Xupypeuueckomy neueHuro mMo2ym npensimcmeosams pacnpocmpaHeHHoOCms NOPaAdICeHUs,
MANCECMb COCMOAHUA NAYUEHMA U BbIPANCEHHAS ObIXAMENbHAs HeOOCMAamoyHOCMb, d MAaKice
08YCMOpPOHHUE Nopaddcenus neckux. Yacmoma ocnodxcHenuti (kposomeuenue u np.) NPu ONepamueHoM

aeyenuu modcem oocmucams 5—20%.
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3.1.5 [IIpoTruBoBOCHATUTE/bLHAS Tepanusi
PexomenpoBano paccmorpers nauuentam c I1IJ] ¢ gacteiMu obocTpeHUsMH, NpU NOTPEOHOCTH B

MOBTOPHBIX Kypcax cucteMHbix [IMII) Ha3HaueHue Ha3UTPOMHUIMH** ¢ 1EIBIO JOCTHIKCHUS
[IPOTHBOBOCIAIUTEIBHOIO 3P deKTa B pexkuMe CyOMHIHOMPYIOMMX KOHICHTpanui — tabmuna 3 [25,
128, 141, 165, 201].
(YYP - C, VI -5)
KommenTapuii: s¢ppexmusnocms OnumenbHo20 npumMeHeHuss MaKpoauoo8 npooeMoHCMPUpoOsana y
JUY € MYKOBUCYUOO30M U OPOHXOIKMA3AMU, He CEA3AHHbIMU ¢ MyKogucyuoozom. Ilpu IIL[]] makue
OaHHble OCMAIOMCs HEMHO2OUUCTeHHbIMU. [lpu npunamuu peweHuss 6 NOAbL3Y HA3HAYEHUS
#Hazumpomuyuna** neobxooumo e3secumv puck HIIP, 6 m.u. KapOuOmoKCUYHOCMU, CeNeKYuio
AHMUOUOMUKOPE3UCTNEHMHOCIU cpedu pechupamophvix namozenos u HTMB. Jlo nauana mepanuu
MAKpoIuoamu Heooxooumo nposecmu ckpunune Ha Hanuuue HTME u pecucmpayuro OKI' ons
uckntouenusi  yonunmenus ummepsara QT. V nayuenmos ciredyem oyenumv HA PUCK VOJIUHEHUS
uumepeana QT (Hanpumep, cemetinvlil aHamHes, Opyeue 1eKapcmea,).
JnumenvHoe npumeHeHue MaKpoaudo8 00CMOBEPHO CHUNCAEN YACMOMY 000CMPeHUL NO CPABHEHUIO C
niayebo, cokpawjaem 8pems Medxcoy obocmpeHusmu, Haubonee IPOEKMUBHbIM  OKA3ANCA
Hazumpomuyun **,

s oemeit om 7 nem u 83pocivix pekomenoyemcs 003a 250 me (npu macce mena <40 ke unu
500 me 3 paza 6 neo (npu macce mena > 40 ke) 6 meuenue 6 mec unu mepanus Hasumpomuyunom™** ¢
003e 250 me/cym 6 meuenuu 12 mec
OnmumanvHas. nPpoOOaNCUMENTbHOCHb MEPAnUU HeU38eCMHA, Yereco00paA3HO NPo8ecmu NOSMOPHYIO
OYeHKy uepe3 uwecmb Mmecsiyes. I[lomenyuanvuvie npeumywecmea oaumenvrou AMII y smux

nayueHmos 001H#CHbL ObIMb COANIAHCUPOBAHBL C pUCKOM pazeumus ycmouyusocmu K [IMII.

Hna nayuenmos c IIL]J] 6 6o3pacme 7 nem u cmapuie ¢ yacmvlMu 000CMPeHUAMU
bponxoskmazoe (nanpumep, nysxcoarowuxcs 6 npueme IIMII 6 meuenue ne menee 30 Omueil 6
npeowvidywue 06a 2ooa [152, 201, 202, 203, 204].

o He pexomeH0BaHO NpUMEHEHHE NPOTHBOBOCHAIUTENLHOW TEpanmuM MPEIHU30JIOHOM**
WIN TJIFOKOKOPTUKOMJAMHU (JUIsl HWHTAIALMOHHOTO TNpuMeHeHus) y mnauumeHtoB c [IIJ] c

MPOTHUBOBOCIIAIUTEIILHO 1IeNIbI0 BBULY OTCYTCTBUs 3 dexkruBHoctu [109, 133, 141].

(YYP - C, YII -5)
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3.2. Xupypruueckoe JjieHeHue

3.2.1 Ol'[epaTI/IBHLIe BMEHIATEJIbCTBA HA JICT'KHX

OnepamusHoe Jfieuenue HUNCHUX Ovixamenvhvlx nymeil nayuenmam c IIL]J] npumensemcs
Kpatine peoxo.

Ilpomugonokazanusmu K npogedeHuro onepayuu Ciyxcam: 00abulas pacnpocmpaHerHoCHb
npoyecca (08YCMOpPOHHEe NOpadiCeHue NecKUx), Haiudue msxicelol CONYmCcmeyouel namoiocuu,
BbIPANCEHHBIX Oblxamenbhblx Hapywenui [141].

Bonpoc o 603modicHocmu u cpokax nposeoeHUs XUpypeuueckoeo eMeuamenbcmed peuaemcs
KOHCUIUYMOM — CREYUATUCMO8 C  YY4acmuem  6pada-xupypea/spava-o0emckozo  Xupypea/spaya-
MOPAKAILHO20 XUPYPea U 6paud-aHecme3uoio2a-peaHumamonoza (¢ coanacus pooumenetl/ 3aKOHHO20
npeocmaesumens u pebenxa c 15 nem).

Pe3zexyuu neckux 6 Hacmosiwee 8pems npaKmMudecku He npou3800smcs.

Hayuenmam c T1L[J] modsicem npogooumscsi mpancnianmayus i1eeKux, Kak npasuio, y 63p0ocivlx

¢ msicenvim mevenuem 6onesnu [141].

. Pexomenayercs nanuentam c IIIJ{ u MuKOOaKTeprO30M BBIIOJHUTH OINEPATUBHBIA ATl
nedeHuss npu HEIP(PEKTUBHOCTH AHTHUMHUKPOOHOH TEpamuu: MpPOTPECCHPOBAHHME BOCHAICHUS C
o0pa3oBaHMEM MOJIOCTEH pacnaaa, pa3BUTHE PE3UCTEHTHOCTH K MaKpOJMJaM, Pa3BUTHE OCIOXKHEHUHN
MuUKOOakTepuo3a (KpOBOXapKaHbe, pPELUAMBUPYIOIIME MH(MEKLHUU PECIUPATOPHOIO  TPAKTA,
MPHUCOETMHEHUE acTiepruiiies3a u T./1.) ¢ JiedueOHo# 1enbio [141].

YYP-C,YA1-5)

KommenTapun:

J PexomeHnmayercsi paccMOTpeTh TPOBEICHHE TPAHCIUTAHTAIMH JIETKHUX/TPaHCIUIAHTAUU
KOMIUIeKca Jierkue-cepaune namueHtam c¢ I ¢ TsokenbIMM HOpakeHUSIMH JIETKUX C ILI€JIbIO
obecrieueHus pecriuparopHoii pynkuuu [25, 157, 205].

YYP-C,yaa-5).

3.2.2 Xupypruueckoe Jedenue JJOP-opranos

. He pexomeHiyeTcsl BBIMOJIHEHHE TUMIIAHOCTOMUHU (LIIYHTHpOBaHUsI OapaOaHHBIX IMOJIOCTEH) C
LEJIBIO JICUEHUS] XPOHUYECKOT0 3KCCYIaTUBHOTO W/WIIA PELUIUBUPYIOLIETO OCTPOrO CPEIHEro OTUTA B
CBSI3H C HEJIOCTATOYHOM A3 PEKMBHOCTHIO U pa3BuTHEM ocioxHenuit [137, 206, 207].

YVYP -C, Y1 -5)

Kommenrtapun: y nayuenmos c IIL[J] ommeuaemcsa 3nauumenvHo 0Oonee yacmoe GO3HUKHOBEHUE

omopeu Ha  (QoHe  CMOAHUA ~ BEHMUIAYUOHHOU  mpYOKU  (WYHMa),  NpercoespemMeHHbIX
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CAMOCMOSIMENbHBIX IKCMPY3ULl BeHMUTAYUOHHBIX MPYOOK U COXPAHEeHUs CMOUKOU nepgopayuu
bapabanHoll nepenonKu no CPasHeruio ¢ obujell nonyayuerl

J PekoMenayeTcsi  BBIMOJIHEHUE  SHIOCKOMUYECKHMX JHJIOHA3aJbHBIX BMEMIATEIhCTB  Ha
OKOJIOHOCOBBIX I1a3yXax MAalMeHTaM C BBIPAKEHHBIM HA3AJbHBIM IOJUIO30M C ILEJIbI0 YIIYUIICHUS
HOCOBOTO JBIXaHHUS M TSKEIbIM XPOHHMYECKMM THOMHBIM PUHOCHHYCUTOM C LEJIbI0 BPEMEHHOMN
CaHallMM BEPXHHUX JbIXaTENbHBIX MyTed W YMEHbIIECHUS HUCXOASIIEH KOHTAMHHALIUKA HUXHHUX
npixarenbHbIx myTeit [208, 209].

YYP -C, Y1 -4)

KommenTapuu: Snoockonuueckas Xupypeus OKOJIOHOCOBbIX NA3YX MOJCEM OKA3bl8amv 6PeMeHHbll
NOJI0HCUMENbHBLLL I hexm, 00HAKO XPOHUYECKUU NOTUNO3HBIU PUHOCUHYcum, 8 yacmuocmu npu 111,
CKIOHEH K peyuousupyrowemy medyenuio u Modcem mpedosams NOBMOPHLIX PEeSUSUOHHBIX
Xupypeuueckux emewiamenbcme. B cumy omcymcemeus mykoyunuapnozo Kiupenca u OpeHUuposamus
cekpema moOAbKO NOO Oelicmeuem Culbl 2pasumayuu Hauboviuue npodieMvl CONPINCEHbL C
8epXHeUeNOCMHOU NA3YXOU, KOMOpPasl A618emcs Hauboavulell o 00veMy, a ee ecmecmeeHHoe CoyCmbe
Haxooumcsi 8 camol 6epXHeu MouKe MeOUdlbHOU cmenKku. B cesasu ¢ smumu ocobeHHoCmAMU
HeKomopule agmopsl peKOMEHOVIOM HANONCEeHUE aHMPOCHMOMbL He 8 CPeOHeM, a 8 HUINCHEM HOCOBOM
xo0e

3.3 UHoe Jeyenne

3.3.1 HyrpuTuBHAS NOUIEPKKA

. B cBsa3u ¢ BO3MOXHBIM pPa3BUTHEM TUNOTpopUU y HeKoTopelx mnanueHtoB c [/,
PEKOMEHIyeTCSl MHANBUAYAJIbHAsE KOPPEKLHs palMoOHa HAa OCHOBE OLIEHKH HYTPUTHUBHOI'O CTaTyca C
1eJIbI0 00eCTeueHHsl HOPMAJIBHOTO Pa3BUTHS JETAM M NMOAJEpXKaHUsA OOIIEro COCTOSHUS B3POCIHBIX
nanuerTos [210]

YYP-C,yA1-5)

Kommenrapumn: [Juema Oondcna obecneuusams a0ek8amuoe KOAUUECMBO IHEPeMuUyeckux u
NUMamMenbHuIX KOMNOHEHMOB.

Yawe 6cezo y nayuenmog ¢ I1L]]] obnapyscusaemcs oegpuyum eumamuna D.

3.3.2 Kune3urepanus

° [TamenTaM ¢ MEpBUYHOM UWIMAPHOW JTUCKWHE3WEW PEKOMEHIOBAHO IMPOBEICHHUE
kunesutepanuu (KHT) mo manuBuayansHOW nporpamme (METOIMKH JPEHUPOBAHUS OPOHXHAIHLHOTO
nepeBa u JiedeOHas (HU3KYNbTypa) C LEeNbl0 YIy4IIeHHs 3BaKyalud MOKpoTsl [211, 212, 213, 214,
215].

YYP-C, YA -5)
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Kommenrtapuu: Kuneszumepanus - 00uH u3 6adxiCHbIX KOMNOHEHMO8 KOMNIEKCHO20 NedeHus oemell ¢

nepeudHou YUIuapHou Ouckunesueu. Ilnasnas yenv npoeedeHUs KUHe3UMepanuu — OyUleHUe

OpPOHXUANbHO2O Oepesa Om MOKPOMbl, I8AKYAYUs KOMOPOU HAPYUIEHA 8 C8A3U C HapyueHuem Uil

omcymcmeuem aKmusHOCmu pecHuyex yuauaprozo snumenus npu IILJ]. Ilpu omcymcmeuu

A0eK8amHo20 MYKOYUIUAPHO2O KIUPEHCA CO30arOmMcs  YClosus Ol  pa3sumus UH@ekyuu 8

oponxonézounoii cucmeme [211, 212, 213, 214, 215]. Ocnosnvimu memoouxamu KHT siensromest:

0 HOCMYPANbHYBIIL OPEHANC,

0 NEePKYCCUOHHBIU MACCANC 2PYOHOU KIeMKU,

0 AKMUBHDBIU YUK ObIXAHUS,

0 OPEHAdCHbLE NOTIOINCEHUSL,

0 AYMO2eHHbIU OPEHatC;

0 mepanus, ¢ NOMOWbIO ObIXAMENbHBIX MPEHANCEPOS, CO30AIOUWUX NOJIONCUMETbHOE 0aBIleHUe Ha

8vl00Xe, 8 MOM YUCle, C KOHMPOAeM U pe2yIupo8anuem 3mo2o oasieHus (cneyuanivhvie macku, PARI

PEP I, PEP S cucmemul, Tpenasicep OvbixamenvbHulll ¢ NepeMeHHbIM NOJIOHCUMENbHBIM OdGlleHUeM HA

gviooxe PARI o-PEP mun 018 (¢pnammep) u op.);

Kunesumepanus naznavaemcs 6cem nayueHmam ¢ MOMeHmMA NOCMAHOBKU OUACHO3A, UHOUBUOYATLHO 8

coomeemcmaul ¢ pacnpocmpaHéHHocmsio U loKaiusayuell npoyecca.

V epyonvix demeii 06bIYHO NPUMEHAIOM NACCUBHYIO MEXHUK)Y KUHE3UMEPANUU, BKIIOYAIOUYIO:!

0 cneyuanbHvle OPeHaMCHbie NOJIOHCEHUS, 8 KOMOPBIX YIYUUACMCA I6AKYAYUS CIUU U3 JIESKUX,

0 KOHMAaKmMHoe OblxaHue,

0 maccaic ¢ 1ézkoil subpayueri U no2Na3CUeaHuem;

0 K1ongmaccaxic (nocmykusauue 8 8-mu mouxax epyoHou KiemKu,);

0 3aHAMUA HA SUMHACMUYECKOM MAYe;

0 ObIXaHUe C NOMOUWBIO MACKU, cO30arowell noaiodcumenvbHoe 0dgieHue Ha 8blooxe;
Dpdexmusnocmv mex umu unvix memooos KHT eapvupyem 6 3asucumocmu om

UHOUBUOYATILHLIX OCOOEHHOCMEl NAYUEeHMO8 C NepPeUYHOU YUIUAPHOU OuckuHesueu. Yem maaouie

PpebEHoK, mem bonee naccusHvie MemMoOUKU OPeHUPOBanus ciedyem ucnoaib3oeams. Hoeopoocoénnvim

BbINOIHAIOM MOALKO NEPKYCCUI0 U KOMNpeccuto epyoHou kiemxu. Ilo mepe pocma pebénka credyem

nocmeneHHo 6600ums 6oiee aKkmugHvie MemoouKU, 00yYas NAYUeHmos mexHuKe KOHmpoIupyemozo

OMKAWNUBAHUS.

o [TaruenTaM ¢ MEPBUYHON HWIMAPHOM HUCKUHE3WEH PEKOMEHAYIOTCS PETyJsSpHBbIE 3aHATUS

nedeOHOM (UBKYIBTYPOH C IETbI0 YIYUIICHUsS 3BaKyallMd MOKPOTBI, YKPEIUICHHS JIbIXaTeITbHON

MYCKYJIaTyphl, TIOBBIIMICHHS SMOIIMOHAIBHOTO TOHYyca marienTa [211, 213, 214, 215, 216].

(YYP-C, VI - 5).
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KommenTapuu: ¢ panneco demcmea (hauunas 3-x nem) HeoOXOOUMO CMUMYIUPOBAMb NAYUEHMOB
3AHUMAMbCA OUHAMUYECKUMU 8UOAMU CROPMA, CEAZAHHBIMU C HASPY3KAMU CPeOHell UHIMEHCUBHOCMIU,
0COOEHHO CONPACEHHBLIMU C NpebbieanueM Ha ceedcem 6030yxe. Qu3uyecKue YNPA*CHEHUS
obne2yaom ouuweHue NOPANCEHHBIX YUACMKOE 0N MOKPOMbL U PA3BUBAIOM ObIXAMENbHYIO U 0OUWYVIO
myckynamypy. Hekomopoie ynpasicnenust yKpenisitom 2pyouyio Kiemky u ucnpagisirom ocanxy [215].
B peoxux cnyuaax masxcecmsv cOCmosHUA NayueHma noIHOCMbIO UCKTIOYAEn 803MONCHOCHb 3AHAMUSL
Quzuueckumu ynpasxcrhenuamu. Ilosmomy 6onpocvl cnopmuHoti akmugHocmu (8v16op uda cnopma u
Haepy3Ku) 00NIHCEH peuams 1e4auull 6pay.

Iayuenmam ¢ nepsuuyHol YUIUAPHOU OUCKUHe3Uuel He cledyem 3aHUMAMbCS — OCOOEHHO
MPABMAMUYHBIMU  8UOAMU ChOpmMa (mAxcénas amiaemuxa, @Qymoon, XOoKKeu u m.n.), NOCKOIbKY
OnumenvHoe 02paHudeHue PU3ULecKoli akmueHOCMU, CEsA3AHHOE C 80CCIMAHOBIEHUEM NOCLe MPABMbL,
HeOacONPUSIMHO CKA3bl8AENCsl HA OPEHANCHOU PYHKYUU 1ECKUX.

Towaeosoe ouuwenue ovixamenvhvlx nymeti npeocmasnero 6 Ipunooxcenuu A3.10.

3.1.3 Tepanusa ovixamenvnoii Hedocmamounocmu

Lvixamenvuas nedocmamouHocms - 9mMo NAMONOLUYECKULL CUHOPOM, NPU KOMOPOM NAPYUATbHOE
HanpsdiceHue KUciopooa 6 apmepudaibHoll Kposu menvuie 60 mm pm.cm. (SpO2 90%) u/unu
napyuaibHoe HanpsdiceHue YeieKucio2o 2a3a ooavuie 45 um pm.cm.

1lo epemenu pazsumus pasnuuarom ocmpyro (Hapacmawuue CUMAMOMOG 8 meyeHue 4acos uiu OHell)
U xponuueckyio (6 meuernue neoenv unu mecayes) /[H. C kiuHuueckol mouxu 3peHus 4enecooopasto
euje GuloesiMb OCMPYIO ObIXAMENbHYI0 Hedocmamouynocms Ha ¢one xponuveckou (O/[H na ¢one
XJIH).

Ipuuuna paseumus xponuueckou /[[H y nayuenmoe c IIL[J] - cmpykmypHble usmeneHus ne2Kux,
KOmopble paseuearomcsi 6cle0Cmsue XpOHUYecKo20 OPOHX0Ne204H020 npoyecca U npusooaujue K
CHUDdICEHUI0  abcontomuol  niowaou 2azooomena. Ilpuyunou passumus OJH — obocmpenue
XPOHUYECK020  2HOUHO20  OPOHXONE20YHO20 npoyecca 6 JNe2KUXx, Jae20uHoe Kpogomeuenue,
nnesmomopaxc. Ilpuuunoti ona pazeumus O[H moeym 6vimb u obwumu, 8 4acmHocmu pazeumue
BUPYCHOU NHEBMOHUU 8 pa32ap dNUOeMUun 2punnd.

lpyeum, eadxcnvim komnonenmom 6 pazsumuu JH y nayuenmos c IIl]/] sensemca crabocmv u
YmoMmieHue OblXamenbHOU MYCKYIAmypsl, OYEHb HACMO CONpOoBodcoaloujue msidxcenoe medeHue
3a601e8aHUsL.

o PexoMeH10BaHO TIpoBeIcHHUE KUCIopoaoTepanuu nmpu PaO; <55 MM pT.CT. B MOKOE, WU TIPH
Pa0O; <60 MM.pT.CT. B MOKOE, HO TP HAJIMYUU OTEKOB, MOJUIIUTEMHH, JIETOYHOUN TUnepTeH3uu [127,
141, 217, 218].

YYP-C,¥a1d-5).
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Kommenrtapuu: «3010moti» cmandapm ouaeHocmuku HapyueHul 2a3000Mena — 3a60p anaius Kposu
HA KUCTIOMHO-0CHOBHOE COCMOSIHUE U3 JIV4e8OU apmepul.

- Kucnopooomepanus pekomenoosana He menee 15-24 uacos 6 oenv

- lenesoui yposenwv: SpO, 90-92%
. PexomengoBaHO paccMOTpeTh MNpOBeAEeHHWE HEMHBa3MBHOM BeHTwsuuu jerkux (HUBJI)
nanuentam ¢ [IIJ{ npu apixatenpHOM HETOCTATOYHOCTH MO OOIIMM MPHHIMIIAM MU TMOAXOJaM K
nanHomy Buay tepanuu. Llens nposenenns HUBJI - nHopmanuzanus wig yinydiieHHe ra3ooOMeHa.
[219].
YYP-C,¥IA1-5)
KommenTapuu: x nonosxcumenvuvim sgpgpexkmam HUBJI maxoice modxcno omuecmu d¢pexm

YayduLteHus dpeﬂaofca MOKpOmblL 3 cuem 3HAYUmMelbHO20 YIYYULeHUA KOﬂJZamepClJleOI;l GeHmMuiAyuu

4. MeaunuHcKas peaduauTAlNs U CAHATOPHO-KYPOPTHOE JiedeHue, MeIMIMHCKUEe
NMOKA3aHNS U MPOTHBOMOKA3AHUS K IPMMEHEHHI0 METOI0B MEUIIMHCKOM
peaduIMTAIINM, B TOM YHCJI€ OCHOBAHHBIX HA MCIO0JIb30BAHUM MPUPOIHBIX

JeuyeOHbIX (aKTOPOB

s ynyywenus obweco cocmosHus nayueHma ciedyem coonooams Mepvl  NpodUIAKmMuKu
obocmpeHutl, a JieyebHvle Meponpusimusi 00JIHCHbL NPOBOOUMBCS KOMNIEKCHO U 8 NOJHOM 00bveme,
BKNIOUAMb pecyispHble KVPCbl peadUuIumayuu.

. Pexomennyercsi: peryisipHoe MpoBesieHue KypcoB peabunuranuu Bcem nanueHtam c LI c
[ENbI0 YIy4IIeHUs (QYHKIUW JIETKAX, YBEJIMUYCHUS TOJEPAHTHOCTH K (HU3MYCCKHM Harpy3Kam,
CHMDKEHHUS KOJIMYECTBA 00OCTPEHHIA M TOCITUTAIU3ALN, YITyUIICHUs KauecTBa )u3HU [ 2, 141].
YYP-C, YA -5)

KommenTapuu: Meouyunckyro peabunumayuto MO’CHO HAYUHAMb HA 000U cmaouu 3a001e6aHus ¢
Yenvlo CceedeHus K MUHUMYMY msdcecmu OONe3HU U CUMAMOMO8, OHA OO0JdCHA Oblmb
UHOUBUOYATIUZUPOBAHHOU U OPUEHMUPOBAHHOU HA NOMPEOHOCMU NAYUEeHMA.

Peabunumayus nposooumcs coenacno npuxazy Munzopasa Poccuu om 31 utons 2020 2. Ne 788u « 06
ymeepacoenuu Illopsoxa opeanuzayuu MeOUYUHCKOU peadbunumayuu 63pocivix» (V 63pocivix) uiu
coenacno npuxazy Munzopasa Poccuu om 23 okmsaops 2019 2. Ne 8781 « 06 ymeepacoenuu Ilopsoxa
opaanu3ayuy MeOUYuHCKou peadbunumayuy oemeiy ¢ cOOI00eHuemM 6cex ONUCAHHBIX 8 HUX NPUHYUNOB
U 8KIIOYACM. MOOUPUKAYUIO 00pA3a IHCUZHU, CAMOOOPA308aHUe NO BONPOCAM 0COOEHHOCMEel meYeHUs
3abonesanus, Quzuueckyro  peadburumayuro  (KUHe3umepanuio),  UCNOIb308aAHUE  PUULECKUX

gaxkmopos, ucnonvsoeanue Mmemoooé ocnosanuvlx Ha BOC, Koppexmupoeky numanus u
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NCUXON02UHECKYI0 N000epIICcKYy. Bosmoscno exmouame 6 npocpammy peaburumayuio 6 CaHamopHo-
KVPOPMHBIX YUPEHCOCHUAX 8 MECIHBIX CAHAMOPUSAX U HA KAUMAMONEe4eOHbIX KYPOPMAX.

Meouyunckaa peabunumayus nayuenmos OAHHO20 NPOPUIA OCYWECMEIAeMC CHeYUaIuCmamu
MYTbMOUCYUNTUHAPHOU Opueadsl GKIOUAlOWel, Hanpumep. 6pada-neouampa/spava-mepanesma,
epaua  NYIbMOHONO2A,  6pa¥d N0  MEOUYUHCKOU  peadburumayuu/épada  @usuyeckou  u
peadunumayuonHol — MeOUyuHbvl/8paya  no  J1ewebHol  QusKyrbmype/spava-guzuomepanesma,
MEOUYUHCKYIO  cecmpy, NpU  803MONCHOCMU - MeOUYUHCKO20 NCUXO0L02d, 6payda-ouemonozd,
cneyuanucma — no - 9peopeabunumayuu - (Ipeocneyuanucma)/cneyuarucma  no - uzuieckou
peadburumayuu (KUHE3UOCNeYUAIUCMA).

o PexomeHyeTcst paccMOTpeTh BKJIIOYEHHUE B NpOrpaMMmy peadmiutanuu manueHTtoB ¢ [T/
IBIXaTEIbHBIC U PellaKCallMOHHbIE TpeHUHTH Ha ocHOBe BOC mo KOHTpoIo (ha3 JbIXaHUS W YaCTOTHI
CepJICYHBIX COKpAalICHUH C IEeNbI0 YKPEIUICHHWSI JBIXaTebHOW MYCKYJIaTyphl, ITOBBIIICHUS
IMOIMOHAJIBHOTO TOHYCa nanuenTta [220, 221, 222].

YYP-C, Y1 -5)

IIcuxoJioro-negaroruvyeckasi peadWJInTalusA ceMbH pedeHKa ¢ MEePBUYHON IHIUAPHON
OUCKUHe3Hen

Coenacno pe3yromamam aHamu3a psaoa COBPEMEHHbIX HAYUHbIX UCCIe008AHULL KaAuecmsd
JHCUBHU Oemell U NOOPOCMKO8 C NEPEUYHOU YUNUAPHOU OUCKUHe3Uuell, OONbUWUHCINEO ABMOPO8
cuumarom Haubolee 3HAYUMBIMU HE2AMUSHLIMU NCUXODUUYECKUMU NOCIeOCMBUIMU  OONe3HU,
0CPAHUMUBAIOWUMU  COYUATbHOE — DYHKYUOHUPOBAHUE  OONIbHOZO0, — clledylowjue:  paccmpoucmeo
ObIXamenvbHoU (QYHKYUU U HapyuwleHue 2a3000MeHd, NAamono2us CHA U 6blCOKUN PUCK ANHOD,
NepUoOUYecKU BO3HUKAIOWUE 20N06HbIE OONU U BOCNANCHUSI CPeOHe20 YXAd PA3IUYHOU CMeneHu
suipasicennocmu [223, 224].

B cuny xponuueckoi acmenuu y Oemeti HaOMOOAOMCA HEYCMOUYUBOCIb IMOYUOHAILHO-
80/1€60U pe2yNAYUU U KOHYEHMPAayuu 6HUMAHUSA, YXyOuleHue OUHAMUYECKUX noKazamenel MolulieHus,
CHUdIceHue pabomocnocobnocmu. B cayuae msicenoeo peyuousupyroweco mevenuss 6one3nu u
OMCYMCmMeEUsi CB0EBPEMEHHO20 JIeYeHUsl )y Oemell pa3susaemcsi KOHOYKMUGHASL MYy20yXOCMb, YMO
npUBOOUmM K HAPYUIEHUIO DeueBoc0 pa3eumusi U KOMMYHUKAMUSHLIM MPYOHOCMAM, Npobiemam
coyuanvrot adoanmayuu [225, 226].

Ilo mepe 63pocieHuss coyuanbHvle NpooOAEMbl  MPAHCHOPMUPYIOMCA U K CIAPUIEMY
NOOPOCMKOBOMY 603pACMY y JUY C NEePEUYHOU YUTUAPHOU OUCKUHe3Uuel HepeoKo NOAGNAemcs
neccumucmuieckoe omHouleHue K npogeccuoHalbHomy 6yoywemy u omkas om HAAHUPOBAHUS CeMblU

8 CULY O2PAHUYEHUSL (DEPMUTbHOCU U HEBO3MONCHOCMU UMemb Oemetl [227].
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Hccneoosanus ncuxonocuyeckoeo cocmosuusi pooumenei oemel ¢ NePpeUYHOU YULUAPHOU
OUCKUHe3Uell CBUOeMelbCmEYIOm O 6bICOKOM YPOGHe cmpecca (mpegocu, oenpeccuu), 0COOEeHHO 8
nepgvle 200bl JHCU3HU pebeHKd, HA dmane NOCMAHOBKU OUASHO3A, YO MOdiCem NpPOOOIHCAMbCS
HEeCKOIbKO Mecayes, a makdxce npobiemMam aoanmayuu K HOB0U JICUSHEHHOU cumyayuu,
HeoOXxo0uMocmu npuobpemenus CneyudalbHblX HABbIKO8 NO YX00y 34 PeOeHKOM ¢ PeoKuM
3aboaesanuem u no0GOPOM ONMUMANLHO20 OJisL He2o cmuisi gocnumanust [228].

Llenvio  ncuxonozo-nedazocuueckou NOMOWU  AGNAEMCA  CO30AHUE  COOMBEMCMEYIOUUX
ncuxouauueckumM  B03MONCHOCMAM — pebeHKa  NCUXON020-Ne0d202UYecKux  yciogutl O
V0081emMBOPEeHUSL UHOUBUOYATbHBIX NCUXON02UHECKUX U OCODBIX 00PA308aAMENLHBIX NOMPEOHOCMEIL.

. PexomennoBano manyMeHTaM c T pu BO3MOKHOCTH MPOBEACHUE
KOHCYJIbTAI[MH/KOHCYIBTAIIMA MEIUIIMHCKOTO TICUXOJIOTa C MENbI0 YIYUYIICHUS aIaNTalyuy MarueHTa
[223, 224, 226, 229].

YYP-C, Y1 -5)

Kommenrapumu: [lcuxonoeo-nedazocuueckas nomowb peanusyemcs no ciedyrouum HanpasileHusm:
NCUX01020-nedazo2uieckas OUa2HOCMUKA, paspabomka UHOUBUOYANbHOU NPOSPAMMbL HCUXO0020-
neoazo2uyecKko20 CONPOBOJCOCHUs. U ee peanusayus, OyeHka d¢gdexmuenocmu ncuUxon02o-
neoazo2uyecKoll NOMOwU U GHeceHue U3MeHeHUl 8 codepaicanue UHOUBUOVAILHOU NPOSPAMMUL.

Huaenocmuueckoe obcredosanue gkarouaem ciedyloujue HanpaeieHus.

- ananu3 u oyeHKa uzuYecKo20 PYHKUUOHUPOBAHUA PEOEHKA U CHIEeNneHU 0ZPAHUYeHUll
HCUZHEOCAMEIbHOCIU N0 Pe3yIbmamam — U3VYeHusi MeOUYUHCKOU  OOKYMeHmayuu, OueHKa
NO3HABAMENbHO20 PA3BUMUA O ONpedeleHUus aKmydaibHo20 Cnocoba MbululieHus, O0co0bix
obpazosamenvhblX nompebHOCmel U NpasuibHO20 6bl0opa 006pPA3068aMeENbHO2O Mapuipyma u
cooepacanusi ooyuenusi (npu neodoxooumocmu AQOOIl) ¢ nomowwto Memoouxu OUACHOCMUKU
nosnasamenvrozo passumus (Cmpebenesa E. A., Jlazypenxko C. b., 3axpenuna A. B.); mecma
unmennexma /. Bexcaepa [230, 231];

- u3yyeHue UHOUGUOYATLHO-TUYHOCHIHBIX XAPDAKMEPUCMUK U  NCUXO0]I02UHECKO20
COCMOAHUA C UENbl0 YCMAHOGNEHUA 603DACMHLIX U UHOUBUOYATIbHBLIX NCUXO0JI02UYECKUX
nompeonocmeii [«/lucm nabarooenuiiy (Check-list) T. Axenbaxa; onpocruk camoomuowenus [lupca-
Xappuca;, memoouxa «Tpu owcenanus» (A. M. Ilpuxooxcan, H. H. Torcmuix)]; «Hezaxonuennvie
npeonoxcenus» (B. Muxan), Memoouxa uzyuenus camooyenxu T. B. [lembo, C. A. Pyounwmeiin [232,
233, 234];

- OYeHKAd COUUANbHOU CUMYAuuu pAa3eumus U ee COOMEEMmCmeus NompeoHocmam u
ncuxogusuueckum 603moxcHocmam pebdenka («Pooumenvckoe couunenue» A. A. I[llgedosckot,

memoouka Pene XKuns, ankema komnaiaenmuocmu Mopucku-I puna) [234, 235, 236].
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Cooepoicanue NCUX0TI020-Ne0a202UYeCKOoU nomowu onpeoensemcsi Qusuueckum
@DYHKYUOHUPOBAHUEM, BO3DACMHBLIMU U NCUXONO2UYECKUMU HOMPEOHOCMAMU DeDeHKd, COYUATbHOU
cumyayuett pazsumusi, a Maxice opeaHuzayuell npoyecca 1e4enus.

Jlia  nayuenmos ¢ docmamounvim — ncuxousuuecKumM  (YHKUUOHUPOBAHUEM,
NpeuMyuwecmeeHHo ¢ 1e2KUM TUO0 CpeOHemANCeIbIM meyeHuem O0le3HU 8 CIMaoUU MeOUKamMeHmo3HOU
pemuccuu, He3HAYUMENbHLIMU — COYUANLHLIMU — OCPAHUYEHUSMY, O0OYCIOBIEHHLIMU — CHUJICEHUEM
pPabomocnocoOHOCMuU U PeNCUMOM JTedeHUs, NCUX0020-Nedazocuieckas NoMowb BKIYaem 6 ceosl
MOHUMOPUHE NCUXON02UYECKO20 COCMOSIHUE U PeuleHue aKmyaibHblX NCUXOI02UYeCKUX MpyoOHOCmell,
npOPUIAKMUKY — 803HUKHOBEHUSL  YCMOUYUBLIX — COYUANbHO-NCcUuxonioeudeckux npobnem. QOcoboe
BHUMAHUE YOeNsemcs. OYeHKe CMeneHu COOMEemCcmesus 00pasa JHCU3HU, PedcUMAa neoa2o2uvecKkoll
HA2PY3KU, HCUBHEHHBIX U NPODECCUOHANbHBIX NIAHO8 NCUXOPDUIULECKUM BO3MOICHOCIAM pebeHKa U
DOPMUPOBAHUIO NPUBEPIHCEHHOCTU JICUEHUIO.

Jemam ¢ ozpanuuenuem ncuxoguuueckozo @GYHKUUOHUPOBAHUA, UMO O00VCIO6IEHO
peyuousupyrouumM meueruem 001e3HU, NCUXOL020-Nedd202UYECKOe CONPOBONCOCHUE pPeanu3yenics
peYIapHO KAk 6 OYHOU, MaK U OUCMAHYUOHHOU Gopmax ¢ yeivio ONMUMU3AYUU COYUATbHOLL
cumyayuu pazeumusi U yO0081emMEOPeHUss UHOUBUOYAIbHBIX NCUXOIOSULECKUX U 00pA308aMeNbHbIX
nompebrnocmeti. Cooeporcanue, gopma u pexdcum nedacocuyeckux U NCUXOI02UYeCKUX 3aHsmull
onpeoensiemcsi UHOUBUOYATbHO HA KANCOOM dmane 803PACMHO20 pA36UMuUsl ¢ YUEMOM COCMOSHUS
300p08bs, MEMOO08 U OP2AHUAYUU MEOUYUHCKOU NOMOUYU.

IHayuenmuvt ¢ HU3KUM ncuxoguzuueckum @OYHKUUOHUPOBAHUEM 6 CULY MANCEN020
Pu3UUECKO20 U NCUXONIOSUYECKO20 COCMOSHUSL, 6NIIOMb 00 BbIPANCEHHO20 UCTIOWEHUS U NPUSTYUEHUS
NCUXONIOSUYECKUX NOMPEOHOCmell, HYHICOAIOMCS 8 NCUXOJI0SUYECKOU NOMOwU Ol YIyUleHUs.
IMOYUOHATLHO2O COCMOSIHUSL, NOOOEPHCAHUU U AKMUBUAYUU BO3PACHHBIX U008 OesiMeNbHOCIU, 8
mom yucie OOWeHuu CcO CEePCMHUKAMU, YOOBIEMBOPEHUU UHOUBUOYAIbHBIX UHMEPeco8 U
cnocobnocmell.  JlessmenbHOCMb — CREYUAIUCIO8  Nedda2ocuiecko2o npoguisi HanpasieHa Ha
pacuupenue Kpyeo3opa pebeHKa U 0C80eHUe COO0epAHCAHUs 00pa308amenbHOl  NPOSPAMMbL,
PEKOMEHO0BAHHOU MEOUKO-NCUXOI020-Ne0A202ULECKOU KOMUCCUEN C YHemOM MHEHUs. pOOUmeel.

s onmumuzayuu CcOyuanvbHOU cumyayuu pazeumus, GopMuUposaHus KOHCMPYKMUBHO20
OmHOWeHUss pooumeieli K cumyayuu 0oje3HU peOeHKd, NoGbluleHUs Kayecmad yxo0a U 8blNoIHeHUs
8PAUEOHBIX HAZHAYEHUIl HA 8CeX IMANAX €20 JIeYeHUsl OCYWEeCMEIISLeNCsl CeMelHoe KOHCYIbMUposaHue,

npoceemumenbCKkasl u O6pa3060mefleCl}Z pa60ma C pOaumeﬂﬂMu/S‘aKOHHblMu npe()cmaeumeﬂ}wu

[228].
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Ilcuxonozo-nedazocuueckoe conpogodcoeHue cemvu pedeHKa ¢ NepeUYHOl YUTUAPHOU
OUCKUHe3Uell peanu3yemcs KOMaHOOU CReyuaiucmos ¢ GblCUUM NCUXOL0UYECKUM U Ne0a202UuiecKum

06pa306aHueM.' oemckue u cemelinvle ncuxonocu, MeaI/lI/[MHCKue NnCuxoiocu.

5. lIpopunakTrka v UCNaHCEPHOe HADIIOeHUEe, MeIUIMHCKHE IOKA3AHNUS U
NPOTUBOINOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

5.1 llpopuiaakTuka
. Pexomennyercsi reHeTMYECKOE KOHCYJIbTHUpOBaHUE poaurtened pered ¢ I npu

IUTAHUPOBAHUH TOCIEAYIOMUX OEpeMEHHOCTEH ¢ IEeNbl0 MUHUMHU3ALUN PUCKA POXKAECHUS OOJBHOTO
pebenka [237].

YYP-C, Y1 -5)

5.2 Bakuunauus, npopujaKTHKa 000CTPeHUi U MPOTHBOINUAeMUYECKHE MepPbl

J Bakuunanuio y mnanuentoB ¢ IIL[J] pexoMeHZOBaHO MNPOBOAUTH B COOTBETCTBUU C
HAIlMOHAJFHBIM ~ KAJIEHJAapeM TPUBHBOK, B TOM 4YHCJE, TPOTUB KOKIIOMIHONW HMH(DEKINH.
PexomenayeTcst Takke MMMYyHHM3alMs NPOTUB MHEBMOKOKKAa W reMO(UIbHON MHGEKIMH, a TaKkxke
©KErojIHas BaKI[MHAIKS OT rpurima [25].

YYP-C,¥YaA-5)

Kommenrtapuu: [layuenmam c I/ ummynusayuro npooosim 6 c80000HOM om 0b60cmpeHull
nepuoode, 8 Mom uucie Ha (QoHe ONUMENbHOU AHMUOAKMEPUATbHOU U UHOU (KpOoMe B8bICOKUX 003
UMMYHOCYRPeCCUBHOLL) mepanuu.

. [Marmentam c¢ IIIJI pexomeHmoBaHa BakKLUMHALMSA NPOTHUB KOPOHABUPYCHOW HH(EKIHUU
HoBoro Tuna (COVID-19) B cOOTBETCTBUU C MHCTPYKLHUSAMH K MpernaparaM ¢ IeJIbl0 NpOopHIaKTUKU
nanHo# nHbekiuu [238].

YYP-C,YA1-5)

Kommenrapun: y nayuenmos c I1L]J] omcymecmeyiom ocodvie npomueonoxkazanus 0 6aKYUHAYUU
KOpOHA8UpycHou ungexyuu Hoeo2o muna (COVID-19)

J PexomennoBano wu3berath KypeHus (B T.4., IIaCCUBHOTO), BO3JCHCTBUS  JPYIHX
a’pOIOJUTIOTAHTOB M BEILECTB, pa3Jpa)kalolIUX JbIXaTeJIbHbIE MYTH C ILENbI0 MPeAOTBpAIICHUs
MTOBPEXICHHSI CITM3UCTON 000JIOYKH JBIXaTSIBHBIX IMyTeH U CTUMYJIMPOBAHUS TUIIEPIIPOAYKITUH CITU3U
[237].

YYP-C, YA -5)
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o PekoMenz0BaHO cOOMIOIEHNE MPOTUBOSUIEMUYECKOTO peXUMa, MPOBEACHHE KOHTPOJS U
MOHUTOpUpOBaHUA HHOeknuu y namuentoB ¢ IIIJ] ¢ menpro mpenoTBpamieHusi MEePeKpecTHOro
MHQHUIUPOBAHUS, CBOCBPEMEHHOTO BBISIBJICHUS U aJICKBaTHOM Tepanuu [28].

YYP-C, Y1 -5)

Kommentapuu: Omcymcmeue 6 P® OauHblX, KaAcAOWuxcsi 3MUOEMUONIOUU UHDEKYUOHHBIX
ocnoxcuenust npu IILJ], ne nossonsem paspabomams cmpocue pekomeHoayuu 07 NpoPUIAKMUKU
unpexyuu npu IIL]J]. B cea3u ¢ smum 6 OAHHBIX KIUHUYECKUX DEeKOMEHOAUUsX npeocmasieHvl
HeKomopule NON0NCEHUs U3 NEPBO2O MeNHCOYHAPOOHO20 KOHCEHCYCa NO Npoghuiakmuke u KOHmMpOJio
unghexyuu npu IIL/], npunsmozo ¢ 2020 200y «BEAT-PCD» (Better Experimental Approaches t0
Treat PCD), sxuwouarowezo 3uauumvle NONOJNCEHUS, KOMOpble KACAOMCSA MUKPOOUONIOSUYECKOU
OUACHOCMUKU, NOKA3AHUL Ol JedeHus UH@GeKyutl u Oelcmeuli, HANpPAaeleHHbIX HA YIyYyuleHue
npoguiakmuxku u uH@exyuonHo2o koumpoaa y nayuewmos c IIL/] [28]. OcHnosHvle nonodxcenus
KOHCeHcyca:

- pe2yIsipHO nposoOuUmb UCCIe008anue Ha celeKmuenvlx cpeoax oas Pseudomonas aeruginosa
Kaxco020 00pasya MOKpomsl Uil cekpema u3 ObiXxamenabHblx nymeli,

- 6ce yewmpuvl 011 nayuenmos c IIL[][ OondcHbl umemsv 603MONCHOCMb OMNPABIAMb 00paA3Yybl
MOKpOmbI 07151 UOEHMUPUKAYUU U 2EHOMUNUPOBAHUS MUKPOOP2AHUZMO8 8 pehepeHc nabopamopuu;

- ocywecmensims nocesvbl 00paA3yo8 cekpema u3 ovixamenvHvlx nymeu om nayuenmog c¢ IIL[J[ ne
Mmenee 4 paz 6 200;

- ocywecmenams uccieoosanue na HTM ne pesice 00H020 pasa 6 200 u OONOJIHUMENbHO NpU TH0O0M
HeOOBACHUMOM YXYOUeHUU DYHKYUU NeSKUX,

- ocywecmenams  0053amenbHoe  2eHOMUNUPOBAHUE NPU  NEPEOM  NOJIONCUMETbHOM Nocese
Burkholderia cepacia complex;

- HeobX00umMo omoeisims nayueHmos ¢ unpexyuel, evizéannou P. aeruginosa ¢ ambyramophvix u
CMAYUOHAPHBIX YCIO0BUSAX,

- HeobXo0uUMO OMOENbHO NPUHUMAMb U 2ocnumanuzuposams nayuenmos ¢ HTMB ungexyueti 6
amMOYIAMOPHLIX U CMAYUOHAPHBIX YCIO0BUSX,

- makodce HeoOX00UMO OMOENbHO NPUHUMAMb U 20CNUmManusuposams nayuenmog c¢ MRSA 6
amoy1amopHbIX U CMAYUOHAPHBIX YCIOBUAX,

- nayuenmog ¢ un@exyueu B. cepacia complex & ambyramopuwvix u cmayuOHAPHBLIX YCIOBUSX
HeobX00UMO NPUHUMAMb U 20CRUMATUZUPOBAMb OMOETbHO,

-7leuebnble YeHmpol, 20e ocyuecmensiom npuem nayuenmog c¢ IIL]J], 0ondxcHbl umems UHCMpPYKyuu,
20e onucanvl npasuia pasoeneHus nayuenmos c¢ IIL[J[ ¢ xponuueckumu uHpexyuamu necKux

PA3UYHOU DMUON02UEl;
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- 60 epems nandemuu COVID-19 6 omnowenuu meponpuamuil 3a npeoeiamu 601bHUYbL: ecau boee
00Ho20 nayuenma c IILJ] nocewaiom meponpusmus 6 NOMEWEHUU, OHU OOINCHbL OePAHCAMbCA HA
paccmosanuu ne Meree 2 M U HOCUMb MACKY He3A8UCUMO OM CIAMYCA 3aPANCEHUSL,

- nayuewmvl C 6bIAGICHHOU BUPYCHOU UHQeKyuell Ui ¢ CUMRMOMAMU DeCRUpamopHoll uUH@eKyuu
OO0JJICHbL ObIMb BPEMEHHO U30IUPOBAHLL 8 AMOYIAMOPHBIX U CMAYUOHAPHLIX YCIOBUAX UIU, NO
Kpaunet mepe, HOCUMb MACKY;

- HeobXo0umMo noosepeamv  Oe3uHgexyuu npoyedypHvie KabOuHemwvl U  Kabunemsl, 20e
OCyUecmensemcs npuem NayueHmos, Mexicoy npuemom NayueHmos u 8 Kouye OHs, ¢ UCNOIb308aHUEM
O0e3UHDUYUPYIOWUX / MOIOUUX CPEOCTNE;

- NAYUeHMOos, U3 GePXHUX U HUICHUX OblxamenvbHblx nymei komopwix evicesaiom H. influenzae, M.
catarrhalis, S. pneumoniae u S. aureus (MSSA), nem nHeobxooumocmu pazoensimes 8 AmMOYIAMOPHBIX U
20CNUMANbHBIX YCLOBUSIX.

Takum  obpazom, modxcem Oblmb OOCMUSHYM — KOHCEHCYC N0  MUKDPOOUOTIOSUYECKOU
OuacHoCmuKe, NOKA3AHUAM O JledeHuss UH@eKyutl, U Yu4umvlearowum dcnekmsl pasoeieHus
nayuenmos ¢ UHGexyusMu pasiuyHou smuoaoauu, exuodas 603oyoumens COVID-19.

Ilo mukpobuorocueckoll OUaCHOCMUKe KOHCEHCYC Modcem Obimb O0CMUSHYI OMHOCUMETbHO
paoa npogpurakmudeckux mep, NPUHUMAEMbIX Ol OSPAHUYEHUs. PACHPOCMPAHEHUs UHGeKyull,
8bI3bIBAEMBIX YCIIOBHO-NAMO2EHHLIMU MUKPOOp2anuzmamu, makumu kax P. aeruginosa, B. cepacia
complex u HTM, exniouast pannee GvisigieHue UHGeKYuu nymem uccie008aHus He MeHee Yembvlpex
006pasyos cekpema uz ovixamenbHvlx nymet nayuenmos c¢ I/ 6 meuenue 200a 6 coomeemcmeuu ¢
Mooupuyuposannvimu Kpumepusmu Jluoca 0ns onpedenenuss xponuueckou ungexyuu P. aeruginosa
[26] u ucnonvzosanus kowkpemmvix MUKPOOUONOSUYECKUX NAOOPAMOPHBIX MEMOO08, MAKUX KAK
KYIbMUBUPOBAHUE HA CEeNeKMUBHbIX CPedax U NposedeHue 2eHOMUNUPOBAaHUs OJisl NOBbIULEHUs.
MOYHOCTU MUKPOOUOTIOSUHECKOU OUACHOCTUKU.

OmuocumenbHo pazoeieHust NayueHmo8 Obll OOCIMUSHYM KOHCEHCYC, GKIIOHAIWULL pA30eleHUe
BHYMpU U 3a npederamu OONbHUYbI, eciu y NAyueHma ecmv UOeHMUDUYUPOBAHHAS UHGDeKYUs,
svizeannas P. aeruginosa, B. cepacia complex, HTMb wumu MRSA, oOadxce npu nepsom
NON0HCUMENbHOM 8bicese. B Hacmosiujee epems Hem uemkux ookazamenbcme nepeoavu P. aeruginosa
om nayuenma K nayueHmy medxcoy nayuenmamu c I1I{J]. Oonaxko nepedava myromupe3ucmeHmHblx
wmammos P. aeruginosa meowcoy nayuenmamu ¢ MB sensiemces xopowo uzeecmuoti npobnemoi [238].
U3 onvima neuenuss MB makowce uszgecmno, umo HeKomopbvle munvl KIOHO8 MO2Ym NnepedasamvCs
opyeum nayuenmam, nanpumep nayuenmam ¢ XOBJI. [losmomy pexomendyemca uzbezamo 1106020

npsmMo2o KoHmaxkma mexcoy nayuenmamu ¢ MB, kax 6 6onvnuye, max u 3a ee npedenramu [239, 240].
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Ilockonbky makoice HeOOX00UMO UCCIed08amb He MeHee Hemblpex 00pa3yos cekpema u3
ObIXAMeNbHbIX nymetl 6 200, NOCAEOHUNl NOJONCUMENbHBIL pPe3yIbmam hnocesa cekpema u3
ObIXAMeNbHbIX Nymell Mmodxcem Ovimb noayuen 3 mecsaya Hazao uiu oOonee. CiredosamenvHo,
cywecmeyem NOMEHYUAIbHbIL PUCK Nepeoayu Namo2eHo8, eciu UMU NnayueHm Ovll UHDUYUPOBAH
nosoice, wem UCCie008aH NOCieOHUll oopasey cekpema u3 OvlxamenbHulx nymeu. Ymodvl ceecmu K
MUHUMYMY IMOM PUCK, He0OX00UMO, Ymobdbl NAYUeHm NPUcianl oopazey cexpema u3 ObiXamenibHbIX
nymeil 3a Hedenro 00 AMOYIAMOPHO20 BU3UMA, YMOObL MOJNCHO ObLIO Y3HAMb O JI0O0M USMEHEeHUU
uHpexyuonnoeco cmamyca 6 OeHvb npuema nayuenma. OOHAKO credyem OmMMemums, Ymo
MeONeHHOpacmyuue namo2ensl 8 00pasye Mo2ym He OnpedeisimvCs U3-3a Ype3mepHo2o pocma boiee
bvicmpopacmywux bakmepuil, eciu OHU NPUCYMCMBYIOM 8 HeOOIbUIUX KOIUYeCMBaXx.

30-munymnovlii  nepepvig Mmedxncoy nocewjeHusmu nayuenmog ¢ IILJJ] Hezagucumo om

UHMEKYUOHHO2O CmMamyca, KOMopblil MO2 Obl MUHUMUZUPOBAMb NEPedayy, He NPUeeil K 00CHUNCEHUIO
KOHCEHCYCA, NOCKONbKY MAKOU NEPePbl CIUUKOM CLONCHO COON00AMb U3-3d IOUCTIUKU 68 PA3TUYHBIX
Mecmax.
B nexomopuix meouyunckux opeanuzayusax mocym ovims ooujue nomewjeHus oas nayuenmos ¢ MB u
nayuenmos ¢ IIL[J[, u 6 smux opeanuzayusx ciedyem y4umuvléams COONOOEHUE CMPOUX NPABUTL
pazoenenus nayuenmos c I coenacno koncencycy « BEAT-PCDy (Better Experimental Approaches
to Treat PCD) [28]:

Koncencyc bvin 0ocmuenym 6 omuoutenuy HeobXo0UMOCmu cecpe2ayui, eciu nayuenmsl ovliu
unghuyuposaner P. aeruginosa u B. cepacia complex, MRS4 u NTM, mozda kak He 6bi10 00CMUSHYMOo
KOHCEHCYCA 6 OMHOUIeHUU NPeOdlodCeHUsl cespecayuu  Oas NAYUeHmos, uxnguyuposanuvix A.
xylosoxidans, wiu nayuenmos ¢ nonoxcumenvnoimu pesyiomamamu nocesa H. influenzae, M.
catarrhalis, S. pneumoniae u S. aureus (MSSA). Coyuanvroe oucmanyuposanue He meHee 2 M MeHcOy
nayuenmamu ¢ ILJ] u ucnonvzosanuem 1uyesvbix Macok NAyUeHmam 60 6peMst 6Cmpey 8 NOMeujeHul,
grniouas bonee oonoeo nayuenma c I/, 6viro npeonoxceno nocie scnviwku COVID-19 [28]. u
WUPOKO  UCHONb3YEMbIM — Cpedu  OONbUWUHCMBA 1100ell 60 6CeX NOBCEOHEBHLIX  HCUSHEHHBIX
cumyayusx[241].

Koncencyc ommocumenvno npoghunaxmuueckux meponpusamuii Kacanics memooos oezungexyuu. Bo
uzbeosicanue obuje2o pacnpoCmMpaneHuss MUKPOOP2AHUIMO8 HA OpYeUx NAyueHmos 0biio npeoyodceHo
Oe3uHpUYUPOBAMb NANAMY NAYUEHMA MeHCOY NOCeUJeHUAMU U 8 KOHYe OHs 3apecucmpupo8aHHbIM
oesunguyupyrowumlmorowum cpedcmeom. B coomeemcmeuu ¢ pykogooswumu npuHyunamu
Bcemupnoii  opeanuzayuu  30pasooxpanenuss (BO3) meouyunckuil nepcoHan makice O0NHCEH
coon00amy 2ucueHy pyKk nepeo 6Xxo00M 8 Naiamy u npu 6vixo0e U3 KOMHAmMvl NAYUeHma, 00 Uil nocje

npAmMoco0 KoHmakma ¢ nayueHniom, nepe() Hadesanuem nepuamok u nociae CHAmMuUsA nepuamox npu
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MEOUYUHCKUX Npoyedypax, nocie KOHMAKmMa ¢ Kodcell NayueHmd, CAUUCbIMU 000I0UKAMU,
MOKPOMOU UU OPY2UMU OUOLOSULECKUMU HCUOKOCAMU, a MAKHCe NOCLe KOHMAKMA ¢ MeOUYUHCKUM
obopyodosanuem paooM ¢ HAYUEHMOM, KOmMopoe Modcem Oblmb 3A2PA3HEHO OUON0SUYEeCKUMU
JAHCUOKOCMAMU U3 ObixamenvHulx nymetl [242].

Obecneuenue npoguiakmuku nepekpecmnou ungpexyuet, Hanpumep, P. aeruginosa meocoy
nayuenmamu ¢ L[/ npusena x ucnonvsosanuio macok. Panee Ovinio nokazano, umo ucnonvzosanue
Macox 05 uya dhexmusHo 01 yMenbueHUs 8blOeNeHUs. NOMEHYUATLHO UHDEKYUOHHBIX adPo30Iiell,
cooepacawux P. aeruginosa, y nayuenmos ¢ MB [243, 244], kax 6 ambyramopuvix, max u 6

2ocnumanvHulx yenosusx [245].

5.2 Benrenue manmueHToB U AMCIIAHCEPHOE HAOIOCHIE

Ilepsuunas  OuacHocmuka u  NOO6Op — mepanuu  OCYWEeCMmENAemcs 6  VCI0GUAX
CReYUAIU3UPOBAHHO20 NYJIbMOHONLO2UYECKO20 CINAYUOHAPA UYL OMOeNeHUsl (NAYUeHMbl ¢ HEeMANHCENbIM
meyeHuem, 0COOEHHO NpU KAMAMHECMUYECKOM HAOIOeHUU MO2ym Oblmb 20CHUMANU3UPOBAHLL 6
OHEBHOU  CMAYUuoHap),  6edeHue  NAYUEHMO8  COBMECMHO  CO  CHeYUarucmom  8pavoM-
OMOPUHONAPUHRONI020M U, NO HNOKA3AHUAM, C 6paA40M-CYyPO0I02OM-0MOPUHOIAPUHSOL020M, NpU
HaIuU4uu  NPU3HAKO8 JIe2OYHOU  2UNEePMeH3UU — C  BPAYOM-OEMCKUM  KAPOUOIO2OM/8PAYOM-
kapouonozom. Cpok npedvleanus 6 cpeoHem modcem cocmagume 14-21 Oenb.

B ambynamopro-noruxnunuueckux yupescoenusix npu nooospenuu Ha I1L[J[ yuacmkogvie epauu-
neouampbul HANPAeIAM O0IbHLIX HA KOHCYIbIMAYUIO K 8PAYY-NYIbMOHONOZ).

Yacmoma 6u3umos nayueHma ¢ NepeudHol YUIUAPHOU OUCKUHe3Uel YCMAaHaeIueaemcs
UHOUBUOYATILHO 8 3ABUCUMOCMU OM MANCeCmu meyeHus. B cpednem kowmponvhwie ocmompul
nayuenmos ¢ IIL[J][ Oondxcuvl nposooumscsi He pedxce 2-X paza 8 200 (N0 NOKA3AHUAM - Yawye), ¢
O0OHOBPEMEHHbIM UCCTIe008aHUEeM (QYHKYUU BHEUIHE20 ObIXAHUS, NPOBeOeHUeM NYIbCOKCUMEMPUU.
IIposedenue IxoKI ¢ oonnneposckum ananuzom u koumpoasv KT neexux pekomenoyemcs 6 cpeonem 1
pas g 2 200a).

Ipumepnwiil nian OUHAMUYECKO2O HAOIIOOEHUs U MOHUmMopuposanus nayuenmos c¢ IIL[J] no

[25] ¢ usmenenusmu npeocmasnen 6 mabauye 9.

Tadimua 9. [lepedeHnb J1a0OPAaTOPHBIX U HHCTPYMEHTAJIBHBIX HCCJICA0BAHUI U KOHCYIbTALUH
CIEeNMATNCTOB, OCYLIECTBJIAEMbIX B CPeIHEM NPH AMHAMHYECKOM HAa0II0¢HUHU NALMEHTOB €

noa
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Bux o6ciieoBanus Ilpn Ili1anoBbII Il.1anoBbIi E:xeron Kaxnpie 2 ITo
NMepBHYH | BH3HUT BH3UT HO rojga NMOKa3aHUAM
oM (kaxablie 3 (kaxabie 6
o0pame Mmec. Ipu | mecsues
HUH HAJUYIUHA npu
OpOHX03KTa30 OTCYTCTBH
B U | n
JbIXaTeJbHOH OpPOHXO03KT
HeJ0CTATOYHO a3oB u J1H)
cTH
JKanoOn1, anaMHE3 + + +
AHTpOIIOMETpHsI C OLICHKOH 110 + + +
MIPOLCHTHIIHLHBIM psimam u
JTMHAMUKON
Knanueckuit ocMotp + + +
Crimpomerpus’ + + +
(uccnemoBanue
HECHPOBOLMPOBAHHBIX
JIBIXaTEeJIbHBIX 00BeMOB u
IIOTOKOB)
CrimpomeTpust © npo6oii c | + +
OPOHXOJIUTHKOM
(uccnenoBanue JIBIXaTEeJBHBIX
00BeMOB c HNpUMEHEHHEM
JIEKapCTBEHHBIX MPENapaToB)
Boxumnermmorpadus’ + +
[Tynscokcumerpus +/- + +
OO01mmit aHanu3 KPOBH + + +
(OOt  (KIMHUYECKUH) aHaIu3
KPOBH Pa3BEPHYTHIIN)
BHOXMMHYCCKHH aHATH3 KPOBH + + +
(aHAMM3 KpPOBH OMOXMMHYECKHUI
o0IeTepaneBTHIecKuii,
HCCIIEeI0OBAaHNE yPOBHS TIIIOKO3BI B
KpPOBH)
MuKpoOHOIOTHIECKHUI aHanms | + + + +
MOKPOTEI
(HanMeHOBaHMS ycyr B
cooTBeTcTBUM ¢ HomeHnknarypoii
MEJIUIHUHCKUX YCIyr YCIyr CM.
KOMMEHTapuii B pazgene 2.3.
«JlaboparopHasi JUArHOCTHKAY)
O6cnenosanne Ha HTMbB (ycnyru +
- cM. noapaszzaen 2.3.1)
HccnenoBanue obuiero +

YPOBHS
uMMyHorso0ysmHa E B kpoBu
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Buj o6cienoBanus

Ilpn
MepBUYH
oM
obpaie
HHH

IlnanoBbIit
BU3UT
(ka:kable 3
Mmec. IIpn
HAJIMYU T
OpOHX03KTa30
B u
NbIXaTeJIbHOM
HEe/I0CTATOYHO
CTH

IliianoBbIit
BH3UT
(kaxabie 6
MecsleB
npu
OTCYTCTBH
u
OpPOHXO03KT
a3oB u J1H)

E:xeron
HO

Kaxnabie 2
roaa

ITo
MOKAa3aHUSIM

Dnexrpokapauorpadus (OKI)

Oxoxapauorpadus (3XO- KI')

Pentrenorpadus
IpyJHOH KICTKH
(pentrenorpadust JTerkKux)

OpraHoB

Kommnbrotepras ToMorpadust
OpraHoB  TpyAHOH  momoctH/
CripasbHast KOMIIBIOTEpHAs
ToMorpadust Jerkux

MarauTHO-pe30HaHCHAs
ToMorpadusi  opraHoB
N10JIOCTH

rpyJaHOi

KT mazyx Hoca (¢ 5 1er)
(KoMITbIOTEpHAS Tomorpadus
MIPUIATOYHBIX nasyx HOCa,
roprauu)’

Koncynbranus
OTOPUHOJIAPUHTOJIOTA

Bpayva-

DOHIOCKOTHSA HOCOTJTIOTKH
(oHIOCKONHMYEcKas YHAOHA3AIbHASL
peBu3ns TIOJIOCTH HOCA,
HOCOTJIOTKH)

TonambHas
ayTIOMETPHS

oporosast
(peructpanus
BBI3BAHHOU 0TOAaKyCTHYECKOH
OMHCCUM  W/WINM  PEruCTpaIus
KOPOTKOJIATEHTHBIX CITyXOBBIX
BBI3BaHHBIX MOTeHIMAI0B, ASSR-
recr)!

KoHncynpranns
TIICHXO0JI0Ta

MEJIUIIMHCKOTO

Konrtponb HaBbIKOB
KUHE3UTEpaluy U HCIOJIb30BaHUS
JBIXaTeNIbHBIX ~ TPEHAKEPOB U
mpudopoB

KoHncynpranns Bpaua-
XHpypra/Bpaya-eTcKoro Xupypra,
CHEIHATN3UPYIOIIETOCS B
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Bux o6ciieoBanus Ilpn Ili1anoBbII Il.1anoBbIi E:xeron Kaxnpie 2 ITo
NMepBUYH | BH3HUT BU3HUT HO roaa NOKA3aHUAM
oM (kaxablie 3 (kaxabie 6
o0pame Mmec. Ipu | mecsues
HHH HAJIMYU T npu
OpOHX03KTa30 OTCYTCTBH
B | u
JbIXaTeJbHOH OpPOHXO03KT
HeJ0CTATOYHO a3oB u J1H)
CTH
TPaHCIUIAaHTOJIOTUU
Koncynpramusi Bpava-Kapuoiora + +
(Bpaua-eTCKOro Kapauoora)
Koncynbrarust Bpava-ypoJora +
(Bpaua-ypoJiora-asaposiora
JIETCKOT0)
Koncynpramust  Bpada-akyiiepa- + (TosIBKO
THHEKOJIOTa JIUIAM
JKEHCKOT'0
moJia)
Pexomennaryn o +
JIEKapCTBEHHOMY  O0OECIICUeHHIO,
BHECCHHE H3MEHCHUWH 3asiBKY II0
JIEKApCTBEHHOMY 00ECIICUCHHIO
Tl'onoBoit snukpu3 (BBIUCKA IS +
MC3) ¢ pekoMeHAAUUIMUA |
TUTAHOM HaOIIOICHHS Ha TOJ
[MToxnucanne MHOOPMUPOBAHHOTO +

corjilacuss M BHECCHHE JaHHBIX
nanqueHTa B perucTp

[Tpumevanns:

! B 0T/e1bHBIX BO3PACTHBIX TPYIIIAX C YIETOM BO3PACTA M BO3MOXKHOCTH BBIIOTHEHHS MAHEBPA
2 [Ipyu HanMUYMK MOJIMCUHYCUTA U TIOJMIIOB HOCA — Yalle

6. Opranu3anusi OKa3aHusi MeIMIMHCKOI MOMOIIIH

Ilpu oxazanuu meduyunckou nomowu nayuenmam c¢ IIL[J[ Heobxooumo ucnonvzosamo

Myﬂbmu()ucuunﬂuHaprlﬁ nodxod, umo 06yC.7Z06ﬂ€H0 KAakK mAsicecniblo COCMOARUA, MAaK U NOpasdCeHuem

PA3NTUYHbIX OP2AHO8 U CUCNIEM.

Hayuenmam c I/, 6 3asucumocmu om HeobXoOoumocmu, Mmodxcem OblMb OKA3AHA

MEOUYUHCKAsL NOMOWb 100020 68U0a, YCI08Usl, GOpMbl, NPeOYCMOMPEHHLIX 3AKOHOOAMENbCMBOM

Poccuiickoii @edepayuu.

Beoenue nayuenmos c I11]J] npeonoumumenvHo npogooums 6 Cneyuaiu3upo8aHHblX YeHmpax.

Cﬂe()yem, npu 603MONCHOCMU, UCNOIb308ANTb CMAYUOHApO3amewarouue mexnoaocuu.
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Junamuueckoe nabnooeHue 6 amMOYIAMOPHO-NONUKIUHUYECKUX VCI08UAX NPU OKA3AHUU
NepeudHOU MeOUKO-CaHUMAapHOU NOMOWU OCYwecmeaisnem 6pay-nedouamp Y4acmkoswli (8pau-
neouamp, Uuiu 6pay-nyibMOHON02, KOMOpble NPOUWIU COOMEEMCMBYIOWUU MeMAMmuyeckull Kypc 6
PAMKAX NPOSPAMM HENpepbleHO20 MEOUYUHCKO20 00pa308aHus, Uu/uiu umeom onvim 6eoeHUs
nayuenmos ¢ OAHHOU HO30J]I02uell; KOHCYIbMAayuu Cneyudarucmos — no noKa3ausm) ¢ 4acmomotl,
onpeoenaemMol maxicecmvio COCMOAHUA NAYUEHMA U UMEIOWUMUCS OCTIodCHenuamu 6one3nu (1 pas 6
1-3 mecaya unu no noxazanusm). Bnepevie ouacnocmuposanHvle nayueHmvl UIU NAYUEHMbl C
msicenvimMu  hopmamu 3a0601e6aHusi OO0JICHLL HAONIO0AMbC Hauje (edceMecsyHo), NnayueHmol ¢
JleeKum unu amunuynoim mevenuem I moeym nabrooamucs pesice (kaxcovie 6-12 mec.).

Habnooenue 3a nayuenmom u KOHMPOIb COCMOAHUA HEOOXOOUMO OCYUWECMEIAMb PeSYIAPHO 6
yenosusix OHesHo20 cmayuonapa. I'ocnumanuzayus npo8ooumcsi no NOKA3AHUAM 8 KPY2loCYMOYHbLLL
cmayuonap (8 nyibMoHoio2u4eckoe, UHheKyuoHHoe iU uHoe omoejietue, 8 umame Komopoz2o ecimo
cneyuanucmyl, uUMelOwjue Onvlm 6edeHus nayuewmos ¢ OaHHou Hozonocueti). Ilayuenma
20CNUMANUZUPYIOM 8 NANAmMY C Y4emoM HOOMEEPHCOEHHO20 paHee MUKPOOUOIOSUYECKO20 Neti3aicd
(ocobenno ons P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., nemybepkyiesHvix
MUxKobaxkmepuii, XpOHUYeCKUll acnepauiie3a), npu 03MONCHOCMU — UHOUBUOYANbHBIN OOKC. B
3A8UCUMOCMU OM COCMOSIHUSA NAYUEHMA CPOK 20CNUMATU3AYUU MOXHCem cocmasums om 4 00 21 ous.

Hayuenmur ¢ I/, wmyscoarowuecs 6 cmMAyuOHApPHOM Je4eHUuu 6 paAMKAX NepeudHou
CReyuanu3upoBaHHoOU MeOUKO-CaHUMApPHOU NOMOWU, HANPABIAIOMCA NO MEOUYUHCKUM NOKA3AHUAM 8
nyIbMOHONIO2UYECKOe, UHEeKYUOHHOe UMU UHOe omoeleHue (N0 NOKA3AHUSIM, YCI08US — YKA3AHbl
gvllle) MEeOUYUHCKOU OpeaHu3ayuu 6paiom CKOpPOU MeOUYUHCKOU NOMOWU, 6paiomM-neouampom
YUaCmMKOBbIM/8PAYOM-MEPANesmom YuaCmKOBbIM, 8PAYOM-NYTbMOHOLO2OM UNU UHBIM CNEeYUATUCTOM
amoyIamopHO-nOIUKIUHUYECKO20 36EHA.

Iayuenmos c I1L]/], Hyscoarowuxcsa 8 OKa3anuu cneyuaiu3upo8anHol MeOUYyUHCKou noMowu,
8 MOM HUCLE BbICOKOMEXHOIO2UYHOU, 8 CMAYUOHAPHBIX YCIOBUAX, NO MEOUYUHCKUM NOKA3AHUAM
Hanpassaiom 8 coomeemcmsyoujee omoenenue MeOUYUHCKOU Op2aHu3ayuu 6pay-nyibMOHON02 UTU
epau-neouamp.

Mapwpymuzayusa nayuenma 0emcko20 603pacma 60 63POCAYI0 Cemb — 80 3POCAbIU YEHMD
1ILJ], ocywecmeansemcs k 18 cooam.

Hayuenmuwr ¢ I1L]/] nonyuarom:

- 8 pamKax nepeuyHol MeOUKO-CaHUMapHou NOMOwWU — NIAHOBYI0O U HEOMIONCHYIO

amoy1amopHO-NOIUKIUHUYECKYIO U NEPBUYHVIO CREeYUATUSUPOBAHHYIO NOMOWDL (COOMBEMCMBYIOue2o

I’lp0¢uﬂﬂ, no NOKA3aHu;AM U 6 3asucumocmu on mAdIcecmu COCmOAHUA, a mdaKoce, npu
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HeoOxo0uMocmu, 8 m.4., NpU HEOMIONCHBIX/IKCMPEHHBIX CUMYAYUAX - CKOPYIO MEOUYUHCKYIO
nomoun);

- 8 PAMKAX CReYUaIU3upo8aHHOU MeOUYUHCKOU NOMOWU — CReYUATUZUPOBAHHYIO, 8 MOM YUCTe
BbLICOKOMEXHONOSUUHYIO MEOUYUHCKVIO NOMOWb, 8 COOMBEMCMBYIOWUX VCI0B8USAX OHEBHO20 UNU
KPY2oCymouH020 CmayuoHapa.

Ilpu nanpaenenuu 6 omoenenue (YeHmp unu Kabunem), CREYUATUIUPYIOWUTICS HA NAYUEHNAX C
1], eépauom-neouampom yuacmrKo8biM UIU 6PAYOM OpY20U CHeYuarbHOCMu npedoCmasiiemcs
BLINUCKA U3 aAMOYIAMOPHOU Kapmul (ucmopuu 0OO0ne3HU) ¢ YKA3aHUuem npeosapumenbHozo (Uiu
3aKAOUUMENbHO20) OUACHO3A, CONYMCMBYIOWUX 3a001e6aHUll, a MAKICe UMEIWUXC Pe3VIbMamos

1abOpamopHbIX U HYHKYUOHATLHBIX UCCTIe008AHUIL.

7. lonosiHuTeIbHAsA MHGpOPManus (B TOM 4Kcie (PAKTOPbI, BIUSIIOIIHE HA HCXO0/ 3200/1eBaHUA

WJIH COCTOSIHUA)

7.1 Ucxoabl ¥ IPOTHO3

OnpeaenstomiuMu (pakTOpaMHu SBISIOTCS CBOEBPEMEHHOE YCTAaHOBJICHHUE AMArHO3a U a/IeKBaTHas
Tepanus.

[Iporuo3 3aBUCHUT OT OObeMa M XapakTepa MOPaKEHUS JIETKMX M, Y OOJBIIMHCTBA MAIMEHTOB IPH
NPaBUJIBHOM CHCTEMAaTHYECKOM JICUCHHH M PEryJIPHOM MPOBEACHUH  PEaOMIMTAMOHHBIX
MEpONPUATHH OTHOCUTENbHO OnaronpusaTHbIM. [Ipu 1pixaTenbHOM HENOCTATOYHOCTH MOMKET OBITh
[I0Ka3aHa TPAHCIUIAHTALIUS JIETKUX

O6ocTpeHnss XpOHUYECKOTO BOCHAIUTEIBHOTO MpoIiecca B JIETKUX M OKOJIOHOCOBBIX Ma3yXaxX MOTYT
CYILIECTBEHHO CHMKATh Ka4€CTBO KU3HM MTAIIUEHTOB.

JUist B3pOCIIBIX MAlMEHTOB MYKCKOTO I10JIa XapaKTEepHO MEepBUYHOE OECIIONe WM CHIKEHHAS
(GepTUIBHOCTh  BCIEACTBUE OTCYTCTBUSL MWJIM HEJNOCTaTo4yHoro konudectBa (%) MOABMIKHBIX
CIIEPMATO30M/IOB.

Kenmumnsl ¢ [MIJ] MoryT uMeTh HOpMalbHYIO (DEPTHIIBHOCTH, OJHAKO B HEKOTOPBIX CIIydasx
CIOCOOHOCTH K PENpOAYKINH (PepTHIBHOCTh) CHUXKEHA, IIPU 3TOM OTMEYAIOTCS Cllydyal BHEMAaTOYHOU

oepemennoctu [20].
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KpnTepnn OIlEHKH Ka4eCTBAa OKa3aHMA MeJUIMHCKOH MOMOIIH

Taomuua 10.

OpFaHI/I3aL[I/IOHHO-TGXHI/I‘IGCKI/IG YCJIOBUA OKa3aHUA MCIIHL[HHCKOFI ITOMOIIH.

Buag MmeannuHcKkoi NOMOIIH

MEIUIIUHCKAS IIOMOIIb

ClICHHUAJIM3UPOBAaHHAA, B TOM YHCJIC BBICOKOTCXHOJIOrH4IHasd,

Bo3pacrHas rpynna Jeru\B3pocibie

YciaoBusa oka3zaHusa
MEIUIUHCKO MOMOIIM

CTallMOHApPHO, B JHCBHOM CTAllMOHAPC

®opMa OKa3aHUA MeIUMLIUHCKOMN
MOMOIIH

IImanoBas

Tabmuma 11.

KpI/ITepI/II/I Ka4yCCTBa OKa3aHUs MeﬂHHHHCKOﬁ oMo

Kpurepuii

Brinonnenune

BrinonHeHa KoHCyNbTalKs Bpada-MmyJIbMOHOJIOTa W/WIH
Bpaya-TieinaTpa, Bpaya -TeparneBTa,
crienManusupyouerocs Ha nauuenrax ¢ L] nmpu
JMAarHOCTUKE M ajiee He pexe | paza B 12 mecsies

Jla/aet

Brinmonnena komnbroTepHas ToMorpadus opraHoB
IpyIHON TOJOCTH/CIIMpaIbHasi KOMIIBIOTEpHAs
ToMorpadust Ierkux Mpy yCTAaHOBICHUH IMAarHo3a, gaiee
- 110 IOKa3aHUsIM

Ha/uer

BeInonHeHo MUKPOOHOIOTHYECKOE UCCIIEIOBAHUE
MOKpPOTHI (MHAYLUPOBAHHON MOKPOTHI, TpaxeaibHOIro
acrupara), eciid He ObLJIO IPOBE/IEHO B TEUCHHE
IpelecTBYOMUX 6 MecsIeB (MUHUMYM)

Jla/uer

Brinonneno uccnenoBanue GyHKIMKA BHEITHETO JAbIXaHUS
(uccnenoBaHue HECTIPOBOIIMPOBAHHBIX JIETOYHBIX
00BbeMOB) (TIpK OTCYTCTBUH MPOTUBOIIOKA3aHUI) TpU
JMArHOCTHKE U Jjajiee He pexe 2 pa3 B roj A
MalUeHTOB ¢ OpoHX03KTa3zaMu U 1 pa3 B roj 6e3
OpOHXO0DKTa30B.

Ha/aer

BrinonHeHa KoHCybTalUs Bpaya- OTOPUHOJIAPUHTOJIOTa
MIPH YCTAHOBJICHUH JIMAarHo3a , Ipu 000CTpEHUN
XPOHUYECKOTO PUHOCUHYCHUTA U OTHUTA.

Ha/ner

Brmonnena KOHCYJIbTallus Bpada — CypJ0Jiora-
OTOPHUHOJJIAPUHIOJIOTa ITPU YCTAHOBJICHUHA JUAarHo3a , rpu
CHMIXCHHUHU CJIyXa, MOCJIC NPUMCHCHHA aMHUHOTJIMKO3U/I0B

Jla/uet

Brmonmaeno HCCIICOJOBAHUC I'a30B KPOBU HJIN
MMYJIbCOKCUMCETPUS IPpU JUATHOCTHUKE U IIPHU
rocuvTain3aly B CTalluOHAp

Ha/aer

Brinonnena tepanus IpOTUBOMUKPOOHBIM(1)
npenapaTaMi CUCTEMHOTO JIEUTCBUS TPU 00OCTPEHUN
XPOHUYECKOTO BOCHAIUTENIEHOTO OPOHXO0JIETOYHOTO
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IIpunoxenue Al. CocraB paGoyeil rpynnsl o pa3padoTke U nNepecMoTpy
KJIMHUYECKHUX PeKOMeHIauii

Cocras padoueii rpynmnsi

Abammuaze J.A. — K.M.H., Bpad GyHKIHoHAIbHON AuarHocTuku ®I'AY «HMULL 3mopoBbs aeTeii»
Munzapasa Poccun, HKI] Ne2 ®I'BHY PHIIX um akan. b.B.IlerpoBckoro

ABaeeB C.H. — akxanemuxk PAH, mpodeccop, n.M.H., 3aBemyromuii kadeapoi MmyIbMOHOIOTHU
Wuctutyra Knunnyeckoir Memununael ®I'AOY BO  «lepBeiii MI'MY um. .M. CeuenoBa»
MunsznpaBa Poccuu; pykoBogutTens kiuHudeckoro otaena DI'BY «Hayuno-uccnenoBaTenbckuii
UHCTUTYT myiabMoHonorun  DenepanbHOro  MEAUKO-OMOJIOIMYECKOTO  areHTCTBa»,  TIJIABHBIN
BHEIITATHBIN CIENUAINCT ITyJIbMOHOJIOT MuH3apasa Poccnn

ABerncsasn JLLP. — 1.M.H., Begyuil HayyHbBI COTPYAHMK Ja0OpaTOpuu SHUIAEMHOIOTHU
rocriutanbHbiXx HHPekuii OI'BY «HanumoHanbHBIA HCCIEIOBATENBCKUNA LIEHTP JMHUIEMHUOJIOTUU U
MUKpOOUOIOruu uMeHu novyetnoro akagemuka H.®. 'amanen» Munszapasa Poccun

Ansan T.A. - K.M.H., crapmuid HayuHblil corpyauuk jabd. JJHK-guarnoctuku ®I'BHY MI'HI, Bpau-
mabOpaTOPHBI TEeHETHKHU J1a0. MOJEKYJISIpHO-reHeTHueckor muarHoctuku Nel ®I'BHY MITHII,
JOLIEHT Kadeapsl MONeKyIsipHoi reHeTuku U ouonnpopmatuku UBuII10 ®I'BHY MI'HL, nouent
kadenapel obmer u meaunuHckod reHetuku MbO® ®I'AOY BO PHUMY um. H.W.ITuporoma
Munsnpasa Poccun

BapanoB A.A. - akan. PAH, npodeccop, n.M.H., nodetHsiid [Ipesunent Corosza nemuarpo Poccuu,
coBeTHUK pykoBoautenss HUM nennatpun n oxpansl 310poBbs nereil HKI Ne2 ®I'BHY PHIX um
akan. b.B.IletpoBckoro, riaBHbI BHEIITATHBIN criequanuct rneauatp Munsapasa Poccun

BeneBckmnii A.C. - mpodeccop, a.M.H., 3aBeayromuil Kadenpoil mynbMoHOIOTUN (HaKyIbTETa
JOTIONTHUTENBHOTO TIpodeccronansHoro oopazoanuss ®I'AOY BO PHUMY wum. H.U. Tluporora
MunsapaBa Poccun, IIpesunenr MOO «Poccuiickoe PecnupatopHoe OOmecTBo», TIaBHBIN
BHEILTATHBIN MyJbMOHOJIOT JlernapTaMmeHTa 3/ipaBooXpaHeHus r.MOCKBbI

boropax A.E. — k.M.H., Bpady-nyJibMOHOJIOT otTnaeseHuss nyiabMmoHosornn HUKW nemmarpunm um.
akanemuka fO.E. Benptumesa ®I'AOY BO PHUMY um. H.U. ITuporosa Munznpasa Poccun
Bop3oBa 10. B. — x.M.H., 3aBeqyromias MUKOJIOTHUECKON KIMHUKOH, JOIEHT Kadeapbl METUITTHCKOM
mukpobuonorun ®I'bOY BO "Cesepo-3anagHblii rocy1apcTBEHHBIH MEUIIMHCKUNA YHHUBEPCUTET HM.
N.M.MeunukoBa Mun3zapasa Poccuun

Boromonosa T. C. — x.6.H., 3aBenyromas HWJI mukonornyeckoro MOHUTOPUHTa U OUOJIOTHH rpUOOB,
JOLEHT  Kadeapbl MenuuHCKol — Mukpobuonorun  PI'BOY  BO "CeBepo-3anagHblii

roCy1apCTBEHHBIN MEAUIMHCKUN yHUBEpcuTeT uMeHn V.1, MeunukoBa" Munznpasa Poccun
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Bbparuna E.E. — 1.6.H., ctapmmii Hayuyaslid cotpyaauk HUM pusuko-xumuueckoir 6nosioruu um. A.
H. benozepckoro @DI'BOY BO «MOCKOBCKHH  IOCYylIapCTBEHHBIH  YHMBEPCUTET HMMEHU
M.B.JIomonocoBa»

BacuaseBa H. B. — 1.6.H., npodeccop, nupekrop HUU meaunmnckoit mukosioruu um. [1.H. Kamknna
3aB. kadeapor MemunuHckor mukpoouosoruu ®PI'BOY BO "Cerepo-3anagHbiii TOCyIapCTBEHHBIN
MeauuuHckui ynuBepcutet umenu .M. Meunnkosa" Munszapasa Poccun

Bamaxkmanze H.JA. - n.M.H., pyKoBoAWTEeNb OTAena OpQaHHBIX Ooyie3HEH H NPOPUIAKTUKA
MHBAIMIM3UpYyromux 3adoneBannii HUM nenuarpuu u oxpanbl 310poBbs Aeteit HKI[ Ne2 ®I'BHY
PHIIX wum akan.  bB.B.IlerpoBckoro, mnpodeccop kadeapsl ¢akyIbTETCKOH MEAUATPUH
neaunatpudeckoro gaxkynprera DIAOY BO «PHUMY um. H.U. [Tuporosa» Munznpasa Poccun
Bummnena E.A. - 1.M.H., 3amectutens pykoBoautess no Hayke HUM nenuatpuu n oxpaHsl 310pOBbst
nereit LIKb PAH, npocdeccop kadenps! ¢akyabTeTCKONH NeAnaTpud NeIUaTpUUEcCKOro ¢axysabTera
OI'AOY BO «PHUMY um. H.U. [Tuporosa» Munznpasa Poccuun

BoponkoBa A.}O. - K.M.H., BeAylIMd Hay4yHBIH COTPYAHUK HAy4YHO-KJIMHUYECKOIO OTHEIa
mykoBucuunosa, ®I'bHY «Menuko-renetndecknuii HaydHel HeHTp uM. akagemuka H.II boukoBa»
MunoOpnayku Poccun

I'emonukas T.E. - npodeccop, A.M.H., pyKOBOAUTENb OTJeNIa TEPaneBTUUYECKON ITyJIbMOHOJIOTUU
HUWU nynsmononorun HKUL, ®I'BOY BO IICII6I'MY umenn akagemuka W.I1.1TaBnoBa Mun3apasa
Poccun.

I'enme H.A. - mpodeccop, A.M.H., 3aBenyromas kadenpoi nerckux OonezHeil MHcTUTyTa 310pOBBS
nered uM. H.®.@unatoa PI'AOY BO «llepsbiit MI'MY um. .M. CeuenoBa» Munznpasa Poccun,
3acily>KeHHBbIN Bpad Poccun

I'opunoBa I0.B. - k.M.H., crapmmii HayuHblii coTpynHuk PI'AY «HMUL] 310poBbst neteit»
Munsapasa Poccuun

Maiixec H.A. — un.-kopp. PAH, npocdeccop, 1.M.H., I1aBHbII BHEIITATHBIA OTOPHUHOJIAPUHIOJIOT
Munsapasa PO, pykoBoaurens PenepalbHOro rocyIapCTBEHHOIO Hay4yHO-KiIMHW4eckoro lLleHtpa
otopunonapunronorun ®MBA Poccuu

Jexnuny A. B. - k.MH, 3am. aupekropa HUWM antumukpoOHoi xumuotepanuu ['BOY BO
«CMONEHCKUI TOCYJapCTBEHHBIN MEIULIMHCKUNA YHUBEPCUTET

AbsikoBa C.J. — Kx.M.H., Bpau ¢yHKunoHanpbHOM auarHoctukn HUKW nemmatpum um. akanemuka
I0.E. Benptumesa ®I'AOY BO PHUMY um. H.U. Iluporosa, noueHt kadeaps! ['eHeTrKn 60e3HEH
JBIXaTeNbHOM cucTeMbl MHCTUTYTA BBICIIETO M JOMOJHUTEIBHOIO MpodeccHoHaIbHOro 00pa3oBaHUs

OI'BHY"MI'HIT"
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Kypkosa H.B. - k.M.H., Benynuil Hay4Hblid COTpYIHHUK, Bpau-reHeTuKk HWU nenmatpum n oxpassl
3nopoBbst aereit HKL Ne2 ®I'BHY PHIIX um akan. b.B.Ilerposckoro 3wipsiHoB C.K. - mpodeccop,
J.M.H., 3aBeaytonuii kadenpoi obmeir un knmuandeckoi gapmakonorun, ®I'BOY BIIO Poccuiickwmii
YHUBEPCUTET APY>KObI HAPOJIOB

HNasenxoBa H. A. - npodeccop, n.M.H., 3aBenyromas kadeapoit merckux Oojesneit ¢ kypcom 10
@I'bOY BO «KpacHosipckuii rocy1apCTBEHHBIN MEIUIMHCKUI yHUBEpcuTeT UM. ipod. B.D. BoiiHo-
Scenenxoro» Munsnpasa Poccun

Kusn T.A. — K.M.H., cTapiiuii Hay4HBII COTPYJHUK HAYYHO-KIMHUYECKOTO OTAEa MYKOBUCIIMA03a,

OI'BHY «Menuko-reHeTHYecKnii HayqHbli IeHTp uM. akagemuka H.IT boukoBa» MunoOpHayKH.

‘KJII/IMKO HH‘ — I.M.H, podeccop, 3aBeayIOmui Kadheapoil KITMHNYECKON MUKOJIOTHH, aJIJIEPTOJIOTHH

n ummyHosnorun OI'bBOY BO "Cepepo-3amanHblii rocyJapCTBEHHbI MEIULUHUHCKUN YHUBEPCUTET
umenu .M. MeunukoBa" Munsnpasa Poccuu

KoaneB U.A. - 1.m.H., podeccop, 3aM. aupekropa 1o jeuedHor padbore HUKU memuatpum um.
akagemuka fO.E. Benprumesa ®I'AOY BO PHUMY um. H.M. [Tuporosa Munzapasa Poccun
Kozaos P.C. - unen-koppecnionaent PAH, mnpodeccop, n.m.H, pekrop PI'BOY BO CI'MY
MunsznpaBa Poccum, ['maBHbIA BHEIITaTHBIM crnenuanuct MuH3gpaBa Poccuu 1o KIMHHUYECKOM
MHUKPOOHOJIOTUY ¥ aHTUMUKPOOHOH pesucTeHTHOCTH, [IpesunenT MAKMAX

Konaparenko O.B. — na.m.H., npomeHT kadenpsl o0med ©u KIMHUYECKONM MHUKpPOOHOJIOTHH,
nMmMmyHosoruu ¥ ajuieprosiornd @I'bOY BO CamI'MY Munsapasa Poccun

KonaparseBa E.M. - npodeccop, I.M.H, pPYyKOBOAWUTENb HAYYHO-KIMHUYECKOTO OT/ENa
MYKOBHCIIHI03a, 3aBenytomas kadenpoit ['enetnkn Oosie3Hed nbIxarenbHOM cuctembl MHCTHTYTa
BBICIIETO M JIONOJHUTENbHOro mpodeccuonanpHoro obpasosanuss OI'BHY "MI'HI["®I'BHY
«Menuko-reHeTH4eckuii HayuHblii 1eHTp uM. akagemuka H.II BoukoBa» MunoOpnayku Poccum,
3amecturens nupektopa no Hayke [BY3 MO «HUKU nerctBa M3 MockoBCKO# 06macTi
Kocrtrouyenko M.B. - K.M.H., CTapIIuii HAYYHBIM COTPYAHHUK OTJ€]a XPOHUYECKUX BOCHAIUTEIBHBIX U
aeprudeckux oomnesnert nerkux HUKU nenuarpun um. akanemuka O.E. Bensrumesa ®I'AOY BO
PHUMY um. H.U. Iluporosa

KpacoBckuii C.A. - K.M.H., cTapiIuii Hay4HBIH COTPYIHHUK JabopaTopuu MykoBuciunoza OI'BY
HUWUM nynemononorun ®MBA Poccun, Beaynmil HayqHblid COTPYIHUK HaYYHO-KIMHUYECKOTO OT/AEINa
MYKOBHCIIHI03a, JTOIEHT Kadeapbl ['eHeTnkn Oosie3HEl ApIXxaTeNbHONW cucTeMbl HCTUTYTa BBICHIETO
U JIONOJHUTENBHOrO mnpodeccuoHanbHoro oopazoBanuss ®I'BHY «Menuko-reHeTHUeCKUi HayuHBINH
neHtp uM. akagemuka H.IT BoukoBay MunoOpHayku Poccuu.

Kycrosa O.B. - Bpau-penrrenonor ®I'AY «HMMULI 3nopoBss aereit» Munsapasa Poccun
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Kyues C.U. — akagemuk PAH, npodeccop, n.m.1H., [Ipe3uaeHT Acconnanuy MEIUIIMHCKUX TEHETUKOB
(AMT"), mupexrop ®I'BHY «Meauko-renernueckuii HayuHblid HeHTp uM akagemuka H.IT boukosay
MunoOpHayku Poccuu, riiaBHbIN BHEIITATHBIA CHEUAIUCT 10 MEAULIMHCKON TeHeTuke MuH3ipasa
Poccun

Jlazypenko C.b. - HavanbHUK LEHTpa MCHUXOJIOrO-TIEJarorHueckod MOMOIINM B MEeAWaTpUu J.ILH.,
npodeccop, uineH koppecnonaeHT PAODI'AY «HMMUL] 3n0poBbs nereit» Munzapasa Poccun
JlapuonoBa E.E. — x.0.H., ctapmmii HayyHblii paboTHUK oTnena Mukpoduonorun ®I'BHY [THUUT
Munzapasa Poccun

Jles H.C. - K.M.H.,, BeQylIMi Hay4YHBI COTPYJHUK OTAENa XPOHUYECKHUX BOCHAIUTEIBbHBIX U
ayeprudyeckux 6omnesHeit serkux HUKUM nequarpun um. akanemuka FO.E. Benptumesa @®I'AOY BO
PHUMY um. H.U. [Tuporosa

Jlynanauna-boaorosa I'.C. — k.M.H., 3aBeayromias OTAelICHUEM JiedeOHON (DU3KYNBTYpBI, Bpay IO
neuebHoi puskynbType PI'AY «HMMUL 3n10poBesa neteit» Munszapasa Poccun

JIsmun A.B. - 1.M.H., goneHT Kadeapsl o0meld U KIMHUYECKOH MUKPOOHOJIOTHH, HMMYHOJIOTHH U
amneprosorun ®I'bOY BO CamI’'MVY Munsapasa Poccun

MagnaxoB A.b. - n1.M.H., IJIaBHBIIl BHEIUTaTHBIA NETCKUH CIELMAIUCT IyJbMOHOJOr I' MockBa u
MockoBckoil obnactu, npodeccop kadenpsl nerckux Oosne3Hedl MHCTUTyTa 340pOBbs AeTed HUM.
H.®.®unatoba ®I'AOY BO «llepeoiit MIMY um. WM. CeuenoBa» Munsapasa Poccun,
3agenytommit otaenom [equatpun 'BY3 MO «HUKU nerctBa M3 MockoBckoii o0macTuy»
Mmusepuunkuii FO.JI. — npodeccop, 1.M.H., 3aBeIYIOLUIMA OTAECIOM XPOHHUECKUX BOCHAINTENBHBIX U
ameprudyeckux 6omnesHeit nerkux HUKUW nenuarpun um. akanemuka FO.E. Benptumesa ®I'AOY BO
PHUMY um. H.W. [TuporoBa Munsapasa Poccuu, pykoBoautennb BcepocCuiickoro 1eTckoro Hay4Ho-
MPaKTUYECKOTO  IYJIbMOHOJIOTMYECKOrO IIEHTpa, 3aciHyKEHHBIM paOOTHHUK  3/paBOOXpPAaHEHUS
Poccuiickoit deneparuu

HamazoBa-bapanosa JI.C. - akan. PAH, npodeccop, a.Mm.H., [Ipesunent Coro3za nenuatpos Poccun;
pykoBogutens HUW nenmatpun m oxpansl 310poBbst aeredt HKI[ Ne2 ®I'BHY PHIX wum akan.
b.B.IlerpoBckoro, 3aBenyromas kadeapoit GpaxyabTeTCKON MeauaTpuu neguaTpuyeckoro GpaxkyapTeTa
OI'AOY BO «PHUMY um. H.U. Iluporoa» MunsapaBa Poccuu, riiaBHbI BHEIUTATHBIN JTETCKUI
CHELUANUCT 10 npodunakTuueckor menumHe Munsapasa Poccun

HoBak A.A. — Bpauy-nmyJIbMOHOJIOT, HAyYHBI COTPYAHHMK OTJAEJIa XPOHHUYECKUX BOCIAINUTEIBHBIX U
amnepruueckux Oonesnert nerkux HUKU neauarpunm um. akanemuka tO.E. Benstumesa ®I'AOY BO
PHUMY wum. H.W. IIuporosa Munsapasa Poccun

OBcankuna E.C. —mpodeccop, I.M.H., PYKOBOAWTENb JAETCKO-TIOJpOocTKOBOro otaena OI'BHY

«UenTtpansubiii HUU TyOepkynesa», 3aciyxeHHbli Bpay PO
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Omunaea H.JI. - mpodeccop, n.m.H., aupektop ['BY3 MO «HUKU nerctBa M3 MockoBCKOit

o0acTy, rIaBHbIA neauatp MockoBcKkoit 001acTu

MManoBa JI.B. — na.M.H., B.H.c. nercko-noapoctkoBoro otaena PI'BHY «Uenrpanbueii HUNU
TyOepKyJie3a
MamkoB A.B. — 1.M.H., 3aBeAylOIIUMHA OTACIOM OTOPUHOJIApUHroJorMM U cypaonorun HUN

neauatpuu 1 oxpansl 310poBbs Aeteid HKI Ne2 ®I'BHY PHIX um akan. b.B.IletpoBckoro
IoasikoB A.B. - Unen-koppecnionnent PAH, 1.6.1. , mpodeccop , 3aBemyromuii tabopatopueit JJHK-
nuarHoctuku @I'BHY «Meauko-renetndyeckuii HayuHbli HeHTp uM. akagemuka H.IT boukoBay
Muno6prayku Poccun, 3aBenyromniuii kaeapoit MoJIeKyIIpHOM TeHETUKH U OMOMH(OPMATHKH
NBu/lI110 ®I'bHY MI'HLI.

IlnatonoBa M.M. — k.M.H., Hay4uHslid coTpyaauk HUW neguatpun u oxpansl 310poBbs aered HKI]
No2 ®I'BHY PHIX um akaa. b.B.IleTpoBckoro, Bpau-myabMOHOJIOT.

Honsikos J.II. — k.M.H.,, 3aBeQylOIIMl JIETCKUM OTOPUHOJAPUHIOJIOTMYECKUM OTIEICHUEM
Beaymnid HayuyHbld coTpyaHuk PI'BY HamumoHanbHbI MEIUUIMHCKHA HCCIIEIOBATENBCKUN LEHTP
oropuHonapunrosorun ®MBA Poccun, nouent xadenpst oropuHonapunrosorun GO0 ®rAOY
BO PHUMY um. H.U.I1luporosa Mun3apasa Poccun

Paunna C.A. —n.m.H., npodeccop PAH, 3aB. kadenpoii rocnuranpHoi Tepanuu Ne2 DIAOY
«IlIepsoiii MI'MYVY um. 1.M. CeuenoBa» Munzapasa Poccun (CeueHOBCKUN Y HUBEPCUTET)
CenumzsinoBa JI.P. - k.M.H., Beaymuii Hay4uHslii coTpyauuk HUUW neamatpuu u oxpaHbl 3710pOBbs
nereit HKI[ Ne2 ®I'BHY PHIIX um akan. b.B.IlerpoBckoro, A01eHT kadenpsl NeAnaTpuu U JIEeTCKON
pesmaroniorun ®I'AOY «llepsriit MI'MY um. U.M. CeuenoBa» Munszapasa Poccun (CeueHOBCKUi
VYHuBepcurer), 101EHT Kadeaps! (HakyIbTETCKON MeauaTpuu neanarpuueckoro ¢akyinsrera @I'BOY
BO «PHUMY um. H.U. ITuporosa» Mun3apasa Poccun

Cumonona A.IO. — k.M.H., Bpau-niyneMoHoaor ®I'AY «HMMUIL] 3n0poBes aerein» Munsnpasa Poccun
CumonoBa O.M. - n1.M.H., 3aBenymoomas IylIbMOHOJNIOTHUeCKUM otaeneHueM OPI'AY «HMMUI]
310poBhsl neTeit» MunsnpaBa Poccun; mpodeccop xadenpsl meauaTpur M JETCKONW PEBMATOJIOTHUHU
OI'AOY «leproiit MI'MY um. .M. CeuenoBa» Munzapaa Poccuu (CeueHOBCKHMI YHHUBEPCUTET);
pYKOBOJIUTENb KabuHeTa MykoBucIua03a Mopo3zosckoit JII'Kb Nel

CmupnoBa O.51. — Bpau-TeHETHUK, CTapIIMI HAYYHBINA COTPYIHUK OTJENa CTAaHAAPTU3ALUN U U3YUYEHUS
OCHOB Joka3aresnbHO MenuuuHbel HUW negmatpum u oxpanbl 310poBbs Aeterd HKI[ Ne2 OI'BHY
PHIX um akan. b.B.IlerpoBckoro

Coxoauna U.A. - K.M.H., ToUEeHT Kadeapsl peHTreHonoruu u paguoioruun ®I'bOY JII10 PMAIIO
Munzapasa Poccun, riaBHbIM BHEIITATHBIN ClIENUATUCT JIydeBoil nuarHocTtuku ['bY3 «MockoBckuit

Hay4YHO-TIPAKTUYECKHUH IIEHTP O0pbOBI ¢ TyOepkyne3oM JI3M» r.MockBa, cTapuinii HaydHbIH
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cotpynHuk ['bY3 «HayuHO-TIpakTUYECKHI KIIMHUYECKUI LIEHTP AMArHOCTUKH U TeJieMeauuHbI 13
r.MocCKBbI

CoxouoBa JI.B. — k.M.H., 3aB. KiinHuKo# nynbmonosnorun HUKU nenunatpun um. akan.
1O0.E.Benbtumniesa ®I'AOY BO PHUMY um H.U.I[Tuporosa Munszapasa PO

Cnepanckass A.A. - n1.M.H., npodeccop Kadeapbl PEHTICHOJOTHMH W PaTUAllIOHHON MEIUIMHBI
®I'BOY BO IICII6I'MY umenu akanemuka M.I1.1Tanoa Mun3zapasa Poccun

CraBuukas H.B. - 1.m.H., nupexrop @I'BY "HoBocubupckuii HayqHO-HCCIeI0BATEIbCKHI HHCTUTYT
TyOepkynéza" MunucrepcTBa 3apaBooxpanenus Poccuiickoit deneparuun

CyxopykoBa M.B. - k.M.H, Bpau-Oaktepuosior ®I'AY HMMUII neitpoxupyprun um akagemuun H H
Bypnenko Munsapasa Poccun

®enoceenko M.B. - k.M.H., 3aBeayromIas oTaeI0M pa3pabOTKH HAYYHBIX MOAXOIOB K MMMYHHU3AIMU
MAlMEHTOB C OTKJIOHEHUSIMU B COCTOSIHMHM 3[I0POBBbSI U XPOHUYECKUMHU OONE3HAMH, Bpad-Tieauatp,
Benymmii HayuHblil cotpyaauk HUM neauatpun u oxpansl 310poBes aereid HKI[ Ne2 ®T'BHY PHIIX
uM akaa. b.B.IlerpoBckoro, momeHT kadempbl (aKyIbTETCKOW TNEAMATPUH TEAHUATPUICCKOTO
¢dakynprera PI'AOY BO «PHUMY um. H.U. [Muporosa» Munszapasa Poccun

®ypman E.I'. — un.-xopp. PAH, mpodeccop, aA.M.H., 3aBenyoomuid kadeapoil ¢akylnbTeTCKONH u
FOCIUTAIBHOM mneauarpuu, npopekrop no Hayke DPI'BOY BO «llepmckuii rocynapcTBEHHbIN
MEIMIMHCKUN YHUBEPCUTET UM. akageMuka E.A. Baruepa» Munznpasa Poccun

Yepmenckuii A.I'. — k.M.H., crapmunii HayuHslid cotpynauk HUW nynemononorun HKUL, ®TEOY
BO IICII6I'MY umenu akangemuka W.I1.1TaBnoBa Munsapasa Poccun

Yepuyxa MLIO. - 1.M.H., 3aBeayronuii 1abopatopueil MOJIEKYISIPHON SMHIEMHOIOTUH TOCIUTATbHBIX
unpexnui ®I'bY «HanuoHampHBIN HCCIIETOBATEIBCKUM IEHTP SMHUIEMUOJOTHH U MHUKPOOUOJIOTHHI
nMeHu novyetHoro akagemuka H.®. 'amanen» Munszapasa Poccun

Yepubix B.B. — 1.M.H., T71aBHbII HayyHBIH COTPYIHUK, 3aBEAYIOIINH J1JaOOPaTOPUU T€HETUKU
HapyueHui penpoaykuuu @PI'bHY «Mennko-reHeTnueckuil Hay4HbIi HEeHTp UM. akageMmuka H.IT
BbouxoBa» MunoOpnayku Poccun

Ma6eabunkoBa E.W. — k.M.H., Bpad KIMHUKO-AarHoctuyeckoit nmadoparopun HUKU nenuatpun
uM. akagemuka FO.E. Benptumesa ®I'AOY BO PHUMY um. H.U. [Tuporosa

Maruna O. A. - K.M.H., 3aBeqymouas jgadopaTopueil MOJEKYISIPHO-TEHETUYECKONH TUarHOCTUKU
Nel ®I'BHY "MI'HLI", Benymuit Hayunblii coTpyanuk nadoparopun JIHK-mmarnoctuku ®I'BHY
"MI'HII", noueHt xadeapbl MOJIEKYISpHON reHeTHMKH U OuomHpopMaTKu MHCTUTYTa BBICHIETO U

JOMOJTHUTENBHOTO NpodeccronansHoro oopasosanus ®PI'BHY "MI'HIL".
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IHaapuna B.B. - x.M.H., no1ieHT Kadeaps! hakyIbTeTCKON U rocnutanbHol neauatpun I'bOY BO
«Ilepmckuii rocy1apcTBEHHBIN MEIULIMHCKUNA YHUBEPCUTET UM. akajgemuka E.A. Barnepa»
Munsapasa Poccun

lepman B.JI. - Kk.M.H., BeAylUid Hay4yHbId COTPYAHHUK HAYYHO-KJIMHHUYECKOTO OTIEja
MYKOBHCIIH103a, JOUEHT Kadenpsl ['eHeTnkn Gone3Hel nbIxaTenbHON cucTteMbl MIHCTUTYTa BBICIIErO
U JIONOJHUTENBHOTO TpodeccuoHanbHoro oopazoBanuss ®PI'BHY «Meauko-reHeTHUYeCKui HaydHBINA

ueHtp uM. akagemuka H.I1 boukoBa» MunoOpnayku Poccuun
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Ipunoxenne A2. MeromoJsiorust pa3padoTKu KJIMHUYECKHX PeKOMEHIAUH

Knunuueckue pexomenoayuu co30ambl HA OCHOBAHUU  COBPEMEHHBIX — MENCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOAYUL U HAYYHBIX NYOIUKAYULL MO OUACHOCTNUKE, JIeYEHUIO U 8e0eHUI0 DOJIbHLIX C
nepeudHOU YUIUAPHOU OUCKUHEZUE.

Ilepsuunas yunuapHas OUCKUHe3Usi OMHOCAMCS K PeOKUM HACIe0CMEEHHbIM 3a001e8AHUAM, YMO
UCKTIOUAem — 8O3MONCHOCMb — NPOBEOEHUs.  OONbUWUX — KOOPMHBIX U PAHOOMUUPOBAHHBIX
KOHMPOAUPOBAHHBIX  UCCLEO08AHULL U 0Nl  CO30AHUSL NPOMOKONO8 OUACHOCMUKY U Mmepanuu
UCNONBL3YIOMCA UL MeMamuyecKue Uccied08anuus IKCNepmos, onyoIuKo8anHvle 8 nocieonue 08d

oecamunemusl.

LeneBasi aytuTopus JaHHBIX KJIMHUYECKUX PeKOMEHIALMii :
1. Bpauu-nynbMoHOJIOTH
Bpauu-neguatpsl
Bpauu o01ieit BpaueOHOI NMpakTHKH (CEMEWHbIE BpayH)
Bpauu-TepaneBTbl
Bpaun — renernku
JlaGopaTopHbIe TEHETHKHU
Bpauu - anieprojaoru-uMMyHOJIOTH

Bpauu- knmuanueckue papmakonoru

© ©o N o 0o B~ wD

Bpaun - s3H10CKONIUCTHI

[EEN
o

. Bpauu - penTrenosoru

[EEY
=

. Bpaun ¢pyHKIIMOHANBEHON TUArHOCTUKU

[EEN
N

. Bpaun-gerckue yponoru-aHapoiaoru

[HEN
w

. Bpaun-ypoioru

[EEN
IS

. Bpaun-akymepbs-rTHHEKOJIOT M

[EEN
a1

. Bpaun-xupypru

[EEN
(op)

. Bpaun-nerckue xupypru

[EEN
\I

. Bpaun-TopakaibHble XUPYpTU

[EN
o

. Ctynentsl MequuHckux BY30B

[EN
[(e]

. Obyuaromuecs B OpJUHATYpe U aCIUPAHTYpE

MeTOI[])I, HCIMOJb3yEeMbI€C I c60pa/ce.11elcu1m A0KaA3aTeJbCTB: IIOUCK B DJICKTPOHHBIX 0a3ax

JAHHBIX.
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Onncanne MeTO010B, MCIOJb30BAHHBIX /UIA OLEHKH KA4YeCTBA M CHJIbI J0KAa3aTeJbCTB:
JI0Ka3aTeNbHOM 0a30i A peKOMEHIAUMH SBIAIOTCS MyOJIuKauu, Bomenmme B KoxpelHOBCKyro
oubmmoreky, 6a3nl nanabix EMBASE, MEDLINE u PubMed. I'ny6una nowucka - 8 ner.

MeToasbl, HCI0JIb30BAHHBIE VI OLEHKH Ka4eCTBA H CHJIbI 10KA3ATeJbCTB:

® KOHCEHCYC IKCIIEPTOB,;

® OLICHKA 3HAYMMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOM.

MeToabl, HCI0JIB30BAHHBIE VIS AHAJIN3A J0KA3aTe/IbCTB:

® 0030pbI ONYOJIMKOBAaHHBIX METa-aHATU30B,;

e cCICTeMaTHYECKUE 0030pHI C TAOIUIIAMU JOKA3aTEIbCTB.

Onncanne MeTOA0B, HCIOJIb30BAHHBIX VIS AHAJIN3A J0KA3aTeJbCTB

IIpu or6ope myOIuKaIuii, KaKk MOTEeHIUAIBHBIX HCTOYHHUKOB JIOKa3aTeIbCTB, UCIIOJIb30BaHHAS B
KaXXIOM HCCJICIOBAHUN METOOJOTHS HM3Y4aeTcsi M TOro, YTOObI yOemuThCs B €€ BAJIMAHOCTH.
Pesynprar u3y4yeHus BIUMSET HAa yPOBEHb JOKA3aTEIbCTB, MPUCBAUBAEMBIH MyOJIMKALMU, YTO B CBOIO
ouepe/ib, BIUAET Ha CHITy PEKOMEHAalu.

JU1s MUHUMM3ALMY TOTEHIUAIBHBIX OIIMOOK KaXKA0€ MCCIeI0BaHHE OLEHUBAIOCh HE3aBUCUMO.
JIroOble pa3nuuusi B OLEHKaxX OOCYXJaJuCh BCell IpyImnoil aBTOpoOB B MOJHOM cocTaBe. llpu
HEBO3MOXKHOCTH JIOCTH)KEHUSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN IKCIIEPT.

Metoabl, HCTIOIb30BaHHbIE 1JIs1 GOPMYIHPOBAHUS PEeKOMEHIAIUI: KOHCEHCYC DKCIIEPTOB.

HNuankartopsl 1o6pokavecTBennoii npaxkruku (Good Practice Points — GPPs)

PexomeHnayemass 100pokauecTBeHHAsi MpPaKTHKa O0a3HpyeTcss Ha KIMHUYECKOM OIbITE aBTOPOB
pa3pabOTaHHBIX PEKOMEHIAITUH.

JKOHOMHUYECKUH aHATU3

AHanmu3 CTOMMOCTH HE TPOBOAWICS M NyONUKamuu 1o  (apMakOdKOHOMHMKE HE
aHAJIN3UPOBAJINUCH.

Metoa Baiuaanum pekoMeHaaui

e  BremmHsas skcnepTHas OLEHKA.

e  BHyTpeHHss 3KCnepTHas OLICHKA.

Onucanue MeTo1a BAJIMIALMU PeKOMeHAalni

Hacrosimue pekoMeHIanuy B NpeABapUTEIbHON BEpCHH OBUIM PELleH3UPOBAHbl HE3aBUCUMBIMU
9KCIIEPTAMH, KOTOPBIX, IPEkKIE BCETO, MOMPOCUIN MPOKOMMEHTHPOBATh, HACKOJIBKO IOCTYIHA MAJIs
MMOHUMAaHUSI UHTEPIpETAIHs I0Ka3aTeIbCTB, JIEKaIasi B OCHOBE peKOMEHIaIHii.

Ot Bpauell NepBUYHOrO 3BeHA (MYJIbMOHOJIOTOB) IOJY4€HbBl KOMMEHTapHM B OTHOILEHUU
JOXOIYMBOCTU M3JI0KEHHS JaHHBIX PEKOMEHJALMM, a TAaKK€ MX OLIEHKa Ba)XKHOCTH IpeljIaraéMblxX

peKOMeH,Z[aIII/Iﬁ, KaK HHCTPYMCHTA IMOBCEIHEBHOM IIPpaKTUKH.
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Bce KOMMeHTapuM, TONy4E€HHBIE OT OKCHEPTOB, TIIATEJIbHO CHCTEMATU3UPOBAINCH MU
o0CyXIanuch WieHaMu paboyeil rpymmbl (aBTopamMu pekoMeHaanuii). Kaxaplii myHKT o0Cy»)aasics B
OTJEJIbHOCTH.

KoHcyabTanus U 3KcnepTHasi OLeHKa

IIpoekT pekomeHIanuii ObLT PELEH3UPOBAaH HE3aBHCHMBIMU SKCHEPTaMH, KOTOPBIX, MPEKIE
BCEr0, MOIPOCUIN ITPOKOMMEHTUPOBAThH J0XOJYUBOCTh U TOYHOCTb MHTEPIIPETALNU J0KA3aTEIbHON
0a3pl, IeKaIIeld B OCHOBE PEKOMEHIAIHH.

PabGouas rpynna

Jlis OKOHYATeNbHOM pelakuMu M KOHTPOJIA KayecTBa pPEKOMEHJaluu ObUIM IOBTOPHO
IIPOAaHAIM3UPOBaHbl WIEHAMU pabodel rpymIibl, KOTOPbIE MPUILIN K 3aKJIOYEHHIO, YTO BCE 3aMEYaHUs
¥ KOMMEHTApHH 3KCIIEPTOB MPHHATHI BO BHUMAHUE, PUCK CUCTEMATUYECKUX OIIMOOK MpH pa3paboTKe

peKOMeHHaHI/Iﬁ CBCICH K MUHUMYMY.

AKTyaqu3anMs JAHHBIX KJIMHUYECKMX peKOMeHAanuii OyaeT NMPOBOAUTHLCS HeE pexe, YeM
oauH pa3 B Tpu roaa. [Ipunsatue pemeHuss 00 0o0HOBJeHUM OyJAeT NMPUHATO HA OCHOBAHUM
NnpeaJioKeHUuil, MPeACTABJICHHbIX MeIUMIHHCKHUMH MPo(ecCHOHAIBLHBIMU HEeKOMMepPYeCKMMH
OpPraHu3auMsMH C Y4€TOM pe3yJbTATOB KOMILJIEKCHOH OLIEHKH JIEKAPCTBEHHBIX MPenaparos,

MEIUINHCKHX 1/13z[e.11m71, a TaKKe pe3yjabTaToB KJIHMHUYECKOH anpoﬁauml.

Tabmuua 12, Illkana oueHkH ypoBHEH JOCTOBEPHOCTH JokaszarenbcTB (Y )ans meTonos

JAUAarHOCTUKH (,Z[I/Ial"HOCTI/I‘leCKI/IX BMCIJ.I&TCJ'ILCTB)

Y | PacumdpoBka

1 Cuctematnueckue 0030pbl HCCIEIOBAaHMM C KOHTPOJEM pepEepeHCHBIM METOAOM WU
crucTeMaTUYeCKHii 0030p paHAOMU3UPOBAHHBIX KIMHUUECKUX UCCIIE0BAaHUI C MPUMEHEHUEM

METa-aHalIn3a

2 OTnenpHbIE UCCIENOBaHUS C KOHTPOJIEM pPe(EepeHCHbIM METOJOM WM OTHAEIbHbIE
paH/IOMHU3MPOBAHHBIE  KIMHMYECKHE  MCCIEIOBaHHMS U CUCTEMaTHYecKue  0030pbl
UCCIIeIOBaHUI J11000r0 aM3aiiHa, 3a HCKIIOUEHHEM PpaHJAOMH3HPOBAHHBIX KIMHUYECKUX

HCCHGHOB&HHﬁ, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanust 0e3  MOCIENOBAaTEIIBHOTO  KOHTPONS — pe(EepeHCHBIM  METOAOM WM
UCCIIeIoBaHMs ¢ peepeHCHBIM METOAO0M, HE SBJISIOIIUMCS HE3aBUCUMBIM OT HCCIIEyeMOTro
METO/1a WJIX HEPaHIOMU3UPOBAHHBIE CPABHUTENIBHBIE UCCIIEIOBAHMS, B TOM YHCJIE KOTOPTHBIE

HUCCICcaJO0BaHUs

4 HeCpaBHHTeHBHBIe HCCIICO0BAaHNUA, OITMCAHNUE KIIMHUYECKOTO CiIydas
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Hmeercst auip 000CHOBaHUE MEXAaHU3Ma HeﬁCTBHH HJIM MHCHUC SKCIICPTOB

Tabmuma 13. Illkana omeHkw ypoBHEH mOCTOBEpHOCTH aokasarenbcTB (Y IM)mns meromoB

npouIakTUKK, Je4eHUs W peadmmuranuu (MpopUIaAKTHYECKUX, JCUCOHBIX, pPea0dMINTAIMOHHBIX

BMEIIIATEIHCTB)

Y | Pacumudposka

1 Cuctemarnueckuit 0030p PKU ¢ npuMeHeHneM Mera-aHaan3a

2 Otnenbubie  PKM  u  cucrematudeckue 0030pbl HMCCIAEAOBaHUM Jr000Or0 Au3aiiHa, 3a
nckimouennem PKU, ¢ npumenennem mera-ananusa

3 HepannomusupoBaHHbIe CpaBHUTENIbHbBIE UCCIEI0BAHUS, B T.4. KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHuutenbHble HCCIENOBaHMS, ONHUCAHUE KIMHUYECKOTO CiIydass WM CEPHH CIIy4aes,
UCCIIEIOBAHUS «CITY4aii-KOHTPOIIb

5 Nwmeercs nump 00OCHOBaHME MEXaHHW3Ma JICUCTBUSA BMEILATENbCTBA  (JIOKIMHUYECKUE

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHE SKCIICPTOB

Tabmuna 14. Illkama oueHku ypoBHeH yOeautenbHOCTH pekoMeHmammii(YVYP) mis metonos

HpO(i)I/IJ'IaKTI/IKI/I, JUAarHoCTHUKH, JICYCHUA U pea6I/IHI/ITaHI/II/I (HpO(i)I/IJIaKTI/I‘-IGCKI/IX, JUArHOCTUYCCKUX,

Je4eOHBIX, peabMINTAMOHHBIX BMEIIATEIbCTB)

YVYP

Pacmudposka

A

CunpHas pekoMeHJanus (Bce paccMaTpuBaeMble KpUTepuu 3(G(HEKTUBHOCTH (MCXOJIbI)
ABIIAIOTCS Ba)XHBIMHU, BCE MCCIIEIOBAaHUS MMEIOT BBICOKOE WM YJOBIETBOPUTEIHHOE
METOJI0JIOTUYECKOE KAayeCTBO, MX BBIBOJBI IO MHTEPECYIOIIMM HCXOAAM SBIISIOTCA

COTJIACOBAHHBIMH )

VYcnoBHas pexkoMeHAanus (HE Bce paccMaTpuUBaeMble KpUTEpUU SPPEKTUBHOCTU
(ucxonpl) SIBISIOTCS Ba)XHBIMH, HE BCE MCCIEAOBAHUS MMEIOT BBICOKOE WIIU
YJIOBJIETBOPUTEIBHOE  METOJOJOIMYECKOE KauecTBO W/MIM WX  BBIBOJABI IO

HHTCPCCYOINM UCXOAaM HE ABJIAAFOTCA COFHaCOBaHHBIMI/I)

Crnabass pexoMeHmanus (OTCYTCTBHE JOKAa3aTeIbCTB HAJJIEKAIIero KadecTBa (Bce
paccMaTpuBaeMble KpUTepUU 3(PPEKTUBHOCTU (UCXOJIbI) SIBJISIIOTCS HEBaXKHBIMU, BCE
UCCIICIOBAaHUST HMEIOT HH3KOE METO/0JIOTHYECKOe KauyeCTBO M WX BBIBOJBI IO

HHTCPCCYIOIINUM UCXOAaM HE ABJIAIOTCA COFJ'IaCOBaHHBIMI/I)
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IIpunoxenne A3. ChnpaBouyHble MaTepuajbl, BKJIKYas COOTBETCTBHE

NMOKAa3aHUM K NMPUMEHCHUIO U HpOTHBOHOKﬂZiﬁHI’Iﬁ, croco0oB NPpUMEHEHUA U 103

JIEKAPCTBEHHBIX TMPENapaToB, UHCTPYKUHMU IO NPUMEHEHHI) JIEKAPCTBEHHOIO

npemnapara

IMopsinku oka3aHUA MeIUIUHCKON MOMOIIN:

1.

[Ipuka3z MuHucTepcTBa 34paBOOXpaHEHUS U COLMAIbHOTO pa3BuTus PD ot 16 anpens 2012 .
N 366H "O6 yrBepxnenuu [lopsiaka okazaHus meauaTpuIecKoi momormu")

IIpukaz MunucrepcrBa 3apaBooxpaHeHuss P® "OO0 yreepxknaenun Ilopsinka oxa3zaHus
MEIUIIMHCKOW TIOMOIIM OOJMBHBIM C  BpPOXKIEHHBIMU U  (WIHM) HacleJACTBEHHBIMU
3aboneBanusamu” ot 21 anpens 2022 r. N 274n).

IIpukaz  Munzgpaa P® ot 21.03.2003 Ne 109 «O  coBeplieHCTBOBaHUU
MIPOTUBOTYOEPKYJIE3HBIX MepornpuaTuii B Poccuiickoit denepannm»

[Ipuka3z Mun3apaBa Poccun (MunuctepctBo 3apaBooxpaHeHus P®) or 24 nHosbOps 2021 .
Nel094n  «OG6 yrBepxknenuun Ilopsnka Ha3HaueHUs JIEKAPCTBEHHBIX IMpemapaToB, ¢Gopm
pelenTypHbIX OJaHKOB Ha JIEKapCTBEHHbIE mpenapatbl, llopsaka odopmileHus yKa3aHHBIX
ONaHKOB, WX YydeTa W XpaHeHHs, (popM OJIAHKOB pEIEeNnTOB, COACPKAIIUX Ha3HAYCHHE
HAapKOTUYECKUX CPEICTB WM TICUXOTPOMHBIX BemlecTB, I[lopsaka X HM3rOTOBICHUSA,
pacripesieieHus, perucTpanuu, ydyera U XpaHeHus, a Taxoke [IpaBun odopmiieHus: OGIaHKOB
peLenToB, B TOM 4Kciie B (OpMe JIEKTPOHHBIX JTOKYMEHTOBY

Pacniopstxenue [lpaButensctBa PO ot 31 gexabpsa 2018 r. Ne 3053-p «OO0 yrBepxaeHun
IepeyHeN MEIULMHCKUX W3JENUM, UMIUIAHTUPYEMBIX B OPIaHM3M 4YEJIOBEKA NPU OKa3aHUHU
MEIULMHCKOW MOMOIIM B paMKax IMPOrpaMMbl TOCYJapCTBEHHBIX TapaHTUH OeCIIaTHOTO
OKa3aHus IpaxkJaHaM MEIHUIMHCKON MOMOIIM M OTIYCKaeMbIX 10 pelenTaM Ha MEIUIIMHCKHE
W3JIeMs IPU MPEJOCTaBICHUH Habopa COLMAIbHBIX YCIIYyT»

MexayHaponHas kiaccudukanus OoJie3HEH, TpaBM M COCTOSHUH, BJIMSIONIMX Ha 30POBbE
(MKB - 10);

[Mpuka3z MumzapaBa Poccuu ot 02.05.2023 Ne 205H «OO0 yTBEp)KACHWH HOMEHKIATYPHI
JOJKHOCTEN METMIIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PaOOTHUKOBY.

ITpukaz M3 P® ot 23 wurons 2010 r. Ne 541n. Exaunblii kBann(UKAIMOHHBIA CIPABOYHUK
JOJDKHOCTEH pYKOBOAMTENEH, CIEUUMAIMCTOB W CIyXKamux, pasgen KsamuduxaunoHHble
XapaKTePUCTHKU JIOJKHOCTEN paOOTHUKOB B chepe 3ApaBOOXpaHEHHUS.

®enepanbHblil 3akoH 0T 25.12.2018 Ne 489 489-d3 «O BHeceHuu u3MeHeHui B craThio 40

OenepanbHoro 3akoHa "OO 00s3aTeNbHOM MEIUIIMHCKOM CTpaxoBaHWW B Poccuiickoit
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10.

11.

12.

13.

14.

15.

16.

Oenepanun" n Oeaepanbupiii 3aKk0H "OO0 OCHOBaX OXpaHbI 3J0POBBS IpakaaH B Poccuiickoit
®epepanun" o BonpocaM KIMHUYECKUX PEKOMEHIALIUIT».

[Tpukaz MunsnpaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBepKIeHUU TOPSAIKA U CPOKOB
pa3paboTKK KIMHUYECKUX PEKOMEHIAlMid, MX MEepecMOTpa, THIOBON (OPMBI KIMHUYECKHX
pexoMeHnauuii U TpeOOBaHMW K HUX CTPYKType, COCTaBy M Hay4YHOH OOOCHOBAaHHOCTH,
BKJIIOYa€MOM B KIIMHHMYECKUE PEKOMEHIAMU HH)OPMAITIY.

[Tpuka3z MunzapaBa Poccum ot 13.10.2017 Ne 804n "OOG yTBEp»AEHUHM HOMEHKIATYPHI
MEIMUIMHCKUX yCIIyT".

[Ipuka3z MunuctepcTBa Tpyna u counayibHoil 3amuTel PO ot 27 aBrycra 2019 r. n 5851 "O
KIacCU(UKAIUAX M KPUTEPHSX, UCIOIBb3YyEMBIX MpPHU OCYHIECTBICHUU MEIHKO-COLUATBHOMI
OKCHEPTU3bl TpaXIaH (QenepalbHBIMH  TOCYJAPCTBEHHBIMH  YUPESKICHUAMH  MEIUKO-
COIIMAJIbHOM SKCIIEPTHU3HI";

[Tpuka3 MuHucTepcTBa 3/1paBOOXpaHEHUs] U coluanbHOro pa3sutusi Poccuiickoii denepanuu
«O mnopsiike MPUMEHEHUS JIEKAPCTBEHHBIX CPEJICTB Yy OOJIbHBIX 1O KU3HEHHBIM MTOKA3aHUSIM»
ot 9 aBrycra 2005 r. Ne 494

NudopmannonHoe nucbkMo Mun3zapaBa Poccuu mo BO3MOMKHOCTH 3aKYNKHU JIEKAPCTBEHHOTO
npernapara o TOPrOBOMY HAaNMEHOBAHHIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);
[lepeueHs crenuanM3UPOBAHHBIX MPOIYKTOB JIEYEOHOTO MUTAHUS Ui JeTeH-WHBAIHIOB Ha
2020 rox, Pacnopsikenue IlpaButenscrBa Poccuiickoit @enepanuu ot 11 gexadbps 2019 rona
Ne 2984-p

WNudopmanus o nekapcTBeHHbIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHBIE HOPMATHBHO-NIPABOBBbIE AKThI, PeryJHPyKOIIMe OKa3aHUe MNAUIHATHBHOMN
MeIUIUHCKON MOMOIIH

®enepanbHblil 3akoH "O BHeceHun nsmeHeHuil B denepanpHplil 3akoH "OO OCHOBaX OXpPaHbI
3n0poBbsi TpaxkaaH B Poccuiickoit ®denepanuu" mno BompocamM OKa3zaHWs NaJUIMATUBHOU
MmeaunuHckoi momomiu" ot 06.03.2019 Ne 18-D3.

[Ipukaz MunznpaBa Poccum Ne 345H, Muntpyaa Poccum ot 31.05.2019 Ne 372 «O6
YTBEPIKICHUH TIOJIOKEHHUST 00 OpraHM3aliiid OKa3aHUs MaUTHATHBHON MEIUITMHCKONW IMOMOIIIH,
BKJIIOYAs] MOPSJOK B3aMMOJEHCTBUS MEIUIMHCKUX OpraHu3aluii, OpraHu3anuil COLUaIbHOIO
oOcCykMBaHUSI U OOIIECTBEHHBIX OOBEAMHEHUN, WHBIX HEKOMMEPUYECKHUX OpraHU3allui,

OCYILIECTBIISIOLINX CBOIO JESITENILHOCTh B c(hepe OXpaHbl 310POBHSI».
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3. Ilpuka3z MwunznpaBa Poccunm Ne 348n ot 31 mas 2019 roma «OO0 yTBEp)KIEHWUU TEpEUHS
MEIUILUHCKUX U3JIeJUH, MpeHa3HAYEHHBIX IJIs MOJACP>KaHUus OpraHOB U CHCTEM OpraHu3Ma
YEJIOBEKA, MPEIOCTABISEMbIX JIJISl UCIIOJIB30BAHUS HA JOMY».

4. Tlpuka3z Mun3apaBa Poccuun Ne 505H ot 10 mrons 2019 roma «O6 yrBepkaenuu Ilopsinka
neperayd OT MEIUIMHCKOM OpraHu3aluy MalHMeHTy (€ro 3aKOHHOMY IPEACTaBHUTEIIO)
MEIUIIMHCKUX H3ACTUi, MpeAHa3HAYCHHBIX ISl TOJIepKaHusl (QYHKIMA OPTaHOB U CHUCTEM
opraHu3ma 4YeJjoBeKa, JJIS HCIOJb30BAHMS HAa JOMY I[IPU OKa3aHUM MaJUTMATUBHOMN

MEIUIIMHCKON ITOMOIII.

IIpuMepbl IMArHO30B

1. Q32.4 [lepsuunas yunuapnas ouckunesus: Cunopom Kapmaeenepa. I[lonnoe obpamuoe
pacnonodcerue SHympeHHux opeanos. Tsoicenoe meuenue. [enemuyeckuti  OUACHO3:
€.10815delT (DNAH5)/ c.48+2dupT (DNAIL). Xponuueckuit 6ponxum. ITneemocknepos 4 u
5 ceamenmos nesoco neckoco. bponxosxmaser (S5-9 caesa) u S (7-10 cnpasa). JJH 1 cm.
Xponuyeckutl NOAUNO3HBIU PUHOCUHYCUM.  [[8YCMOPOHHUL XPOHUYECKUL IKCCYOAMUBHBLU
cpednuit omum. J[8ycmoponHsiss KOHOYKmusHasi myeoyxocme 1 cmenenu. Xponuueckas
CUHEe2HOUHAs! UHperyus
Mpysicckoe becnnooue, acmeno3oocnepmust, MOManbHas hopma.

2. Q32.4 [epsuunas yunuapnas ouckunesus: I enemuueckuil ouaenos.C.10815delT (DNAHS5)/
€.10815delT (DNAHS5). Xponuueckuit 6ponwxum. JH 0 Jlsycmopounuii XxponuuecKkuil

punocunycum. J{8ycmopOoHHUL XPOHUYECKULL 9KCCYOAMUBHBIU CPEOHUL OMUM.
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Ipunoxenue A3.1 YabTpacTpyKTypa HOPMAJILHOM PECHUYKH U KTy THKA.

TepMUH «PECHUYKM» HCIONb3YeTCs, KOTJa Ha IOBEPXHOCTH KJIETKH HMEETCs OOJIbIloe
KOJIMYECTBO 3THX OpPraHell, a TEPMUH «OKT'YTUKH» IIPUMEHSIETCS B TOM Cllydae, KOIa X OfHa WIN
nge. JlnuHa pecHudkud 5 — 10 MKM, XKIyTHKa criepMaro3ouaoB uyenoBeka 40-45 mxMm. LlenTpanibHas
YacTh PECHUYEK M JKTYTUKOB 3aHATa akCOHEMOH. AKCOoHeMa MOp(OJOTrMYEeCKH KOHCEpBAaTHBHA,
YIABTPACTPYKTYpPa aKCOHEMBI YKaPHOTHUECKUX KIETOK CXO/IHA, HO OMOXMMHUYECKH JaOuIIbHA.

AkcoHeMa cocTouT u3 9 map nepudepuueckux MUKporpydouek (MT), pacrosioKeHHBIX IO
OKPYKHOCTH  (AyIJIETOB MHUKpPOTPYOOY€K), M OAHOM mapel ILEHTPAJIbHBIX MHKPOTPYOOUEK,
onuckiBaeTcst Gopmynoi (9+2). Lenrpansusie MT, C1 u C2, coeAMHEHHbIE MOCTHKOM, OKPYXKEHBI
LEHTPAIbHOM 000JI0uKOi. bueHue pecHHYeK NEepNeHIUKYISIPHO TUIOCKOCTH, IMPOBEACHHOM uepe3
nenrpanpnyo napy MT. Ilepudepuueckne nyb6nerst MT HymepyroTcs: MEpBBIM IYIUIET MPUHITO
Ha3bIBaTh AYIUIET, JEXKAIIUN HaJl MOCTUKOM MeXAy HeHTpaabHbiMu MT (puc.1, 2).

[lepudeprueckue mnapbl (Iy0aeTbl) MHUKPOTPYOOUYEK CBSI3aHBI MEXAYy €000l HEKCHHOBBIMU
CBSI3KaMHU, BHYTPEHHHMH M HApYXHbIMU JUHEMHOBBIMM pYy4YKaMH, a C ILEHTPaJIbHOH Hapol —
panuanbHbBIMKA cnunaMu. JluHenmHoBble pyuku coctosT w3 Tsokensix (HC), mpomexyrounsix (IC) u
nerkux (LC) nmonmunmentuaHbIX Lened; ABMKEHHE PECHUYEK HPOMCXOIUT BCJIEJICTBHE CKOJIBXKEHUS
ny6neToB, kotopoe obecnieunBaercs ATd-3aBUCHMONM aKTHBHOCTBIO IMHEMHOBBIX pyueKk. Tsokelnble
1enu HeoOxonuMbl s ckonbxeHuss MT, u onn npucoeaussitoress kK MT «A» ny0neToB u MEHSIOT
CBOIO KOH(urypauuio Bo Bpems rujaponuza AT®. BHyTpeHHUE JUHEHMHOBBIE PYYKH COCTOSIT U3 7
TUIOB JIMHEWHA, AaKTHHA W LEHTpPUHA. MeXaHU3Mbl AaKTUBAlUM BHYTPEHHUX JAMHEHHOBBIX PYyYeK
OTJIMYAIOTCS. HA MOJIEKYJIIPHOM YPOBHE OT MEXAHHW3MOB AKTHUBALIMM HAPYKHBIX PY4EK U BKIIOYAIOT
neHtpanbHyro mapy MT wu pamuansubix coun. Hanpaenenwe u  dopma wu3ruba axKCOHEMBI
OTIpEEIISAIOTCS B3aUMOJICHCTBIEM MEXKIY palialbHBIMU CIIUIIAMU U HEeHTpadbHbIMU MT akcoHEMBI.

B HOpMe aBMKeHHE COCTOUT M3 ABYX (ha3: CHIBHOIO yAapa B BBIIPSIMIEHHOM OTHOCHTEIBHO
BEPTUKAIBHON OCH COCTOSIHUU U MATKOTO BO3BPALICHMSI B MICXOIHOE MOJIOXKEHHE, YTO B LIEJIOM CO3/1a€T
YHIYJTHPYIOIUH (XJIBICTOOOpa3HbIi) xapakTep IBMKeHHs [246]; wactota OWECHHS pPECHHYEK B
opraHmu3Me uenoBeka coctasisier 10-15 Hz [247].

CH0XHOCTb CTPOEHHUSI aKCOHEMbI MOP(}OJIOTHSI aKCOHEMBI U OOJIBIIOE KOJIMYECTBO Pa3IMYHBIX
OenkoB oOyciaBIuBaeT OosblIoe pa3HOOOpasue CTPYKTYPHBIX HApyIIEHHUH U KTYTUKOB. OTH
aHOMaJIMM CIOCOOHBI OKa3blBaTh BJIMSHUE HAa WX (QYHKIHUIO W TNPUBOAUTH JHOO K HApyIIEHUIO
JBUKEHMSI, MO0 K TOJHOM HEMOJABMKHOCTU. Bpimensior He MeHee 18 BapHaHTOB HapylIeHHH
YABTPACTPYKTYPbI PECHUYKHU, KOTOPBIE PEACTABISAIOT cO00H 0OLIENPUHATHIN CTaHIAPT IPU ONUCAHUN

ocobeHHOCTe ee Mopdosoruu. Yamie Bcero HaOMIOJAIOTCS TOTHOE OTCYTCTBHE WM aHOMAIUU
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CTPYKTYpbI Hapy»HbIX 1 BHYTPEHHUX JMHEHHOBBIX py4YeK, YBEIUUYCHHUE WM YMEHbIIECHUE YHCTa map
MHUKPOTPYOOUEK; OTCYTCTBHE WJIM IOSIBICHUE OTOJHUTEIFHON HEHTPAILHOW Mapbl; BMECTE C TEM Y
yactu nanueHToB ¢ [1L[J] ynpTpacTpyKTypHbIC HapyIIeHUs He 0OHapyKuBaioT [3, 5].

B krytukax cnepMaro3oMJI0B AaKCOHEMa OKpY)XKeHa IEepUaKCOHEMHBIMH J00aBOUYHBIMU
CTPYKTypaMH, HUIpAlONIMMH IMTOCKEJIETHYI0 POJb U OOECHEYMBAIOIIMMHU KIYTHK HSHEprueil mnpu
JBUKEHMM [0 KaHajaM pPelnpoayKTHMBHOW cucTeMsbl. JKryTuk criepmaTo3onja AEIUTCS Ha CPeAaHMi,
OCHOBHOI M KOHILIEBOW OTHENbl. B cpenHeM oTaene akcoHeMa OKpyXeHa 9 HapyXHbIMU IUIOTHBIMU
dubpmmnamu (HIID), kaxknas u3 KoTopsix Kpenutcs Kk onHomy aymiety MT (puc.3). HII® cuapyxu
OKpPY>KEHbI MUTOXOHApUsAMU. [IpuMepHO 75 MUTOXOHAPUI COCAUHEHBI KOHEI-B-KOHEI] U (OPMUPYIOT
MUTOXOHIPHATIBHYIO CIUpaib. B OCHOBHOM OT/ieNe KT'yTUKOB BOKPYT aKCOHEMbI nMeeTcs (pudpo3Has
oboisouka (puc.4). BeprukanbHble TsOkH QuOpo3HON 0007109KH 3aMeHSIOT 3-t0 u 8-yto HIID, u
COEUHSIOTCS TOIMepeuyHbIMU pedpamu. Mexay CpeTHUM U OCHOBHBIM OTIE€JIaMH KT'YTHKA HAXOJUTCS
KoJIbIIeBasl meperopoaka, odpasywoias nuddy3uonHslii 6apbep Mexay HumH (puc.5). B koporkom
KOHIICBOM OTJIeJIe JKI'yTHKa OCTaeTcs OJHAa AaKCOHEMa, 4YacTO HENOJHas, 0e3 IMepHaKCOHEMHBIX
ctpykryp [247]. CtpykTypa akCOHEMBI KOHCEPBATHBHA IPAKTHUYECKH OJMHAKOBA Yy PECHHYCK M
KTYTHKOB, OJJHAKO B PSAJIE UCCIEAOBAHUN MTOKA3aHO, YTO UMEIOTCS Pa3IMuus M0 TKaHecTennGUIecKum
oenxam [95].

PecHMYKM M XT'YTHKH MOKPBITHI IJIa3MaTUYECKONH MEMOpaHOH, SIBIISIOUICHCS MPOIOJIKCHUEM
I1a3MaTHYeCKON MeMOpaHbl KIETKH.

68%
%oo:

[Nepudepuyeckue nynieTbl MUKpOTpyOOUYEK

Hapy>xHble TUHEUHOBBIE K1
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Puc.2. Dnextponnodororpamma (TOM). Ilomepeunsiii cpe3 uyepe3 pecHHUKY. AKCOHEMaA
HOopMasbHOU Mopdonoruu. [IM-nnazmatudeckas memOpana, HJ/IP — HapyXHbIe THMHENHOBBIE PYUKH,
B/IP — BHyTpeHHue auHenHOBble pyuku, PC — paauansHbple counpsl, L[ — 1eHTpanbHbIE
MUKpoTpyOouku, H — HekcuHoBbIe MocTHKH, K1 — leHTpanbHas Kancyna, oKpysKarolas eHTpaJlbHble
mukporpyoouku, I1[I1 — mnepudepudeckmii nymner Nel, pacrnonoXeHHBIH MO LEHTPY MEXIY
LEHTPAJIbHBIMU MUKPOTPYOOUKaMH.

HII®

L

w.
. 2 » .
-#: PR b 3

Puc.3. SHGKTdeHO(bOTofpaMMa (TOM). IlomepeuHslit cpe3 uepes CpeIHUM OTIeN KIyTHKa
CriepMaTo30mia. AKCOHEMY OKPYXKarT 9 HapyKHbIX TUIOTHBIX ¢ubOpmut (HIID), kaxnas npukperieHa
K MUKPOTpYOOUuKe A mepudeprudeckoro nymiera MUKpoTpyoouek. M — MUTOXOHIpHUH.

136



Puc. 4. Dnexrponnodororpamma (TOM). [lonepeunslii cpe3 uepe3 OCHOBHOM OTIEN KI'yTHKA
criepmaTo3onia. AKCOHeMa oKpykeHa ¢puopo3Hoit 06osoukoii. BK — BepTHkanbHbIE KOJTOHHBI
¢ubpo3HOIT 060I04KH PUKPETUICHBI K 3 U 8 epudepudeckuM aymieraMm MUKporpyoouek. ITP —
nonepevHble pedpa GuOpo3HOI 000TOUKH KIYTHKA.

Puc.5. Dnexrponnopororpamma (TOM). [IpogonbHblil cpe3 uepes xryruk cnepmaroszounsa. KII -
KOJIbIIEBas MEPETSHKKA Ha TPAHULIE MEXK/ly CPEAHUM U OCHOBHBIM OT/EJIaMU JKI'yTHKa ClIepMaTo30ua,
M — MUTOXOHIpUHU cpeaHero otaena xrytuka, HII® — napyxusle nmiaotHsle GuOpuiuisl, [TP —
norepevnbie pedpa (GuOPO3HOH 000TOUKH KIYTHKA.
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Ipunoxenune A3.2 HapyumeHue CTPyKTYpbl pecHU4YeK U KryTukoB npu ITIJL.

[Mpy HanmM4uMu KIMHUYECKUX ((CHOTUITMYECKHUX) MPH3HAKOB, IO3BOJISIOIIUX IPEIOJaraTh
nammuue [1J], ¢ momompio TOM wHcchnenyroTcs pecHUTHYAThIE KIETKH HAa3aJdbHOTO COCKO0a,
MOJIyYEHHBIE C TOMOIIBI0 OpoHxockomuueckoro epimnka [248]. Cnenupuynocts meroma — 100%,
OJTHAKO UMEIOTCA JIaHHbIE O HOPMAaJbHOH  YIBTPACTPYKTYpPE aAKCOHEMBbI PECHUYEK NpHU
MOJITBEPIKICHHON C TIOMOIIBIO MOJICKYJIIpHO-Onooruueckux metoao ITLIJT [74].

Hauboinee pacpocTpaHeHHBIMU YIBTPACTPYKTYPHBIMU J1e(heKTaMH, UACHTU(PUIIMPOBAHHBIMU B
pecnupaTtopHbIX pecHuukax namueHtoB ¢ [11/1, sBusercs oTcyTcTBHE, YaCTUYHOE OTCYTCTBHE WIIH
YKOPOUYCHHEM HAPYKHBIX W/WJIM BHYTPEHHUX TUHEHHOBBIX pydek (puc. 6) [249].

Hpyrue nedexTsl BKIIOYAIOT TOJHOE WM YaCTHYHOE OTCYTCTBHE IICHTPAJIBHOW Iaphl
MHUKPOTpYOOUEK, WHOT/Ia COMPOBOXKIAIOIICECS W3MEHEHHSMH TMOJOXEHHUS WM (OPMBI BHEIIHUX
JYIUIETOB MHKPOTPYOOUeK (puc.7), pa3inyHble HAPYIICHUSI MUKPOTPYOOUEK, CBsI3aHHbIE C JaedekTaMu
PETYIIATOPHOTO KOMILJICKCa HEKCHH-TUHEHH U paJualibHbIX cruil [75].

HccnenoBanusi, MOCBAIICHHBIE CTPYKTYPHBIM aHOMAJHUSM KTYTUKOB CIIEPMATO30UIOB TIPU
MM, nemuoroumcinenusr [88, 90, 93, 99]. HapymieHue yibTpacCTpyKTypbl aKCOHEMBI B
CIIEpMATO30HIaX IMOMYMHSACTCS TEM K€ 3aKOHOMEPHOCTSIM: B JKI'YTHKAaX BBISBIISIOTCS aHOMAJIUU
JMHEUHOBBIX PYy4YeK, HApYXKHBIX H/WIM BHYTpeHHUX (puc.8A,b), aHOMaJMK UEHTPAIBLHOW Iapbl
MUKPOTPYOOUEK U aCCHMETPHYHAs CTPYKTypa GUOPO3HOI 000JIOUYKH KIYTHKA HAa TPAHUIIE CPETHETO U
OCHOBHOTO 0OTneNoB (puc.9). OTCyTCTBHE LEHTPAIBHON Mapbl MHUKPOTPYOOUYEK YACTO COUYETAETCS C
HapylIeHUEM CTPYKTYpbl (QUOpO3HONH O0O0O0JOYKM JKIYTMKOB IPH TaK Ha3blIBAEMOM CHHJPOME
MCHbKOBUIHBIX JKT'YTHKOB (Aucruiasusi ¢Gpubpo3Hoit obomouku) [89, 92, 94, 98]. T.k. momyssiius
CIIEpMaTO30MJI0B YEJIOBEKa TIe€TepOreHHa, HEOOXOIUMO IPOBEACHUE KOJIMYECTBEHHOIO aHalu3a.
3aKIIoYeHne O CHHIPOMHOH IMaTOJOTHH JEeNAeTCsl IPU TOMOTEHHOW aTHUITUN CTPYKTYPHI KI'YTHKOB HE

MeHee yeM B 70% crepMaTo30uoB.
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Puc.6. Onexrponnodororpamma (TOM). Ilomepeunsie cpe3bl 4epe3 PECHUUYKHM C aHOMAaJbHOM
CTPYKTYpOH JTMHEHHOBBIX py4yeK akcoHeMbl. A. OTCyTCTBHE HApyXHbIX U BHYTPEHHUX JUHEHHOBBIX

PYUCK. b. HapymeHI/Ie CTPYKTYPbI padvaJibHBIX CIIMI AKCOHCMBI MW OTCYTCTBUC BHYTPCHHHUX
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JUHEUHOBBIX pydeK. B. BHyTpeHHHE AMHEMHOBBIE PYUYKU BBIABISAIOTCS Yy 2, 7 U 8 OYyIIIETOB
MHUKPOTpYOOUeK. BO3MOXKHBII BapraHT HOPMBI.

i &

Puc.7. Onexrponnodororpamma (TOM). Ilomepeunpie cpe3bl 4Yepe3 PECHUYKH C aHOMAJIbHOM
CTPYKTYpPOH LIEHTpaabHOI napbsl MUKpOTpyOouek. A. OTcyTCcTBUE LIEHTPAIbHON apbl MUKPOTPYOOUEK
IPU COXPAaHEHWH IEHTPAIbHON Kamcynbl. HemomHeie MUKpOTpyOOukMm A dYacTu mnepudepuyecKux
nymwieoB. b. Onna HemapHas MuKpoTpyOouka B IeHTpe. HemomHble MHKpOTpyOOukm A 4yactu
nepudepryeckux nymietoB. B. [lonHOe OTCYTCTBHE HMEHTPAIBHOTO amnmapara akCOHEMBI (KarcCysbl U
LEHTPAJIbHBIX MKPOTPYOOUYEK).

Puc.8. Dnexkrpornodororpamma (TOM). Ilomepeunpie cpe3bl Yepe3 OCHOBHOW OTNEN JKTYTHKOB
ciepmaro3ousioB. A. OTCyTCTBHE HApYXHBIX M BHYTPEHHHUX JIMHEMHOBBIX pyuyek. b. OrcyrcTBue
JTMHEWHOBBIX pydeK H accuMeTpus ¢GuOpo3Hoil obomoukn sxrytuka. B. IlomHoe otcyrcTBHE
LEHTPAJILHOTO amnmnapaTa akCOHEeMbl (Kalcysbl M HEHTPAJIbHBIX MHUKpPOTPYOOYeK). AcCCHUMETpUYHOE
MPUKpEIUIEHNE BEPTUKAIBHBIX KOJIOHH (PUOPO3HOI 000IOUKH.
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Puc.9. DOnekrponnodororpamma (TOM). IlpononbHblii cpe3 uyepe3 KIYTHK CIIEpMaro3oMja Ha
TpaHHIe CPEAHETO0 M OCHOBHOTO otaenoB. @ubposHas obonouka (PO) accCUMETPUYHO CMEHSET
MUTOXOHApHaNbHYI0 ciiupaiib (M). KII — kosblieBas nepeTspkka.
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Ipunoxenne A3.3. HauGosiee 4acTble NATOTeHHbIC BapHAHTBI TEHOB,
oTBeTCTBeHHBIX 32 pazButue 1L/, B pa3jiuyHbIX ITHHYECKHUX TPyNIax
Tabauya 15. Haubonee uacmoie namoeenuvie eapuarnmol y nayuenmos ¢ I uz paznuynvix
omuuyeckux epynn [3].
OTHHUYECKAS I'en H3menenue Ha ypoBHE N3menenue Ha ypoBae | Pedepenchas
MIPUHAJIEKHOCTD JHK 6enka MOCIEA0BAaTEIBHOC
(MecTormonoxeHn Tb
e)
DNAAF €.2384T>C p.Leu795Pro NM_017802.3
5
Amish &/or DNAH5 €.10815delT p.Pro3606HisfsTer NM_001369.2
Mennonite 23
DNAH5 €.4348C>T p.GIn1450Ter NM_001369.2
DNAI1 c.48+2dupT --- NM_012144.3
CFAP29 c.735C>G p.Tyr245Ter NM_021254.3
Ashkenazi Jewish 8
4 DNAI2 c.1304G>A p.Trp435Ter NM_023036.4
CCDC65 c.877_878delAT p.lle293ProfsTer2 NM_033124.4
Asian ° DRC1 €.1-3952 540+1331del - NM_145038.4
27748-bp
Bedouin *’ DNAL1 C.449A>G p.Asn150Ser NM_031427.3
RSPH9 €.804_806delGAA p.Lys268del NM_ 152732.4
Dutch CCDC11 C.742G>A p.Ala248Thr NM_144577.3
(Volendam) ® 4
Faroe Islands ° HYDIN C.922A>T p.Lys308Ter NM_001270974
!
CCNO c.258 262dupGGCC p.GIn88ArgfsTer8 NM_021147.4
Irish Traveler *° RSPH4A ¢.166dupC p.Arg56ProfsTerl1 NM_001010892
2
DNAAF 3549-bp large deletion
4
Pakistani (United LRRC6 ¢.630delG " p.Trp210CysfsTerl NM_012472.4
Kingdom) 2
RSPH4A c.460C>T ’ p.GIn154Ter NM_001010892
2
CCDC10 ¢.383dupG * p.Pro129SerfsTer2 NM_213607.2
3 5
CCDC10 c.461A>C B p.His154Pro NM_213607.2
3
Puerto Rican ™ RSPH4A .921+3 921+6delAA NM_001010892
GT 2
Polish © CFAP30 €.198 200delTTTinsC p.Phe67ProfsTer10 NM_032930.2
0 C

1. Coanacno pecypcy, Mutalyzer name checker Jocmcynno no ccoinxe: https://mutalyzer.nl/normalizer
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IMpunoxenune A3.4 MoJsekyJasipabie 0cHOBbI TTI/I

Tabnuma 16. Monekynspubie ocHoBbI TTT1J].

Joas ciyuaes, |[KOJIH4YeCTBO O T TeIn HLLe H3meHenust Homep
Ten . 00yC/I0BJICHHBIX PK30HOB B pecHuYeK, OMIM;
e JaHHBIM TeHOM, [€HE IIHHHecKne YJIbTPACTPYKTYPH
23 0COOECHHOCTH .
% bl aHAIN3 CeblIKa
1 2 3 4 5 6
19 AHnoManun
&%@%24) <3%* PaCIOI0KCHHS ODA nedektbr 615451
BHYTPCHHHX OPT'aHOB
20 AnoManuu
pacronoKeHus
CcCDC39 4%-9% BHYTPEHHHUX OPraHOB; IDA nedexts 613807
yXyauieHue QyHKIUN +MTD —
JIETKUX; T OpPOHXO03KTAa3hI;
TIoxast mpubaBKa B Bece
20 AHOManmumn
PacIoNoKEeHHUS
CCDC40 3%-4% BHYTPEHHUX OPIaHOB; IDA nedextst 613808
yXyaimeHue QyHKIuN +MTD E—
nerkux; T OPOHXO0IKTA3bI;
rioxas nmpubaBKka B Bece
8 AHoMmanmuu
ACTIOJIOXKCHHSI HopmabHas
CCDC65°  |Pemxo p yibTpacTpykrypa |615504
BHYTPEHHHUX OPTraHoOB HE
pecHUYEK
OTIHCaHbI
3 AHoMmanuu
CCDC103 |<4%* PacToI0KEeHHS ODA nedextsr 614679
BHYTPEHHHMX OPTraHOB
13 AHoManuu
ODAD1 Penxo PacroI0KCHHS ODA nedextb 615067
BHYTPCHHHX OPr'aHOB
13 AHoManuu
8:%?)[?151) <3% * PacToI0KEHHS ODA nedextsr 616037
BHYTPCHHHX OPr'aHOB
AnoManuu
3 pacIooKeHus
CCNO Penxo BHYTPEHHHMX OPraHOB HE | Qnuromums ° 615872

OITMCAaHBbI
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https://omim.org/entry/615451
https://omim.org/entry/613807
https://omim.org/entry/613808
https://omim.org/entry/615504
https://omim.org/entry/614679
https://omim.org/entry/615067
https://omim.org/entry/615037
https://omim.org/entry/615872

Penxo AHoMannu
23 PacmoIoKCHIA HopmanbHas Bustamante-
CFAP221 BHYTPCHHHX OPTaHOB HC | ypprpactpykrypa  |Marin et al
OTHCAHBI pecHuueK [2020]*
Penxo AnoMmannu
7 PacCIioJIOXKCHUA ODA+ IDA
CFAP298 BHYTPEHHHUX OPTaHOB TedeKTEI 615500
Penxo Anomannu
7 PacONIOKCHIS 618063 / Fassa
CFAP300 BHYTPCHHHUX OPraHOB ODA+IDA detal
(C110rf70) nedeKThl [2018a]* Hobe
n et al [2018]*
Penxo Anomannu
12 PpacnoioKEHUA ODA+ IDA
DNAAF1 ByTpemX Opraios |1 613103
Penxo AHoManu
3 PpacnoioKEHUA ODA+IDA
DNAAF2 BHYTPEHHHX OPTaHOB edeKTEI 612518
Penxo Anomanuu
12 PacCIioIOKCHUA ODA+ IDA
DNAAF3 ByTpen Opraios |1 606763
Penxo Anomanuu
9 PpacnoioKEHUA ODA+ IDA
DNAAF4 BHYTPEHHHX OPTaHOB TedeKTHI 615482
Penxo AHoManu
13 PacCIiojIOKCHUA ODA+IDA
DNAAF5 BHYTPEHHHX OPTaHOB edeKTEI 614874
Penxo AHomanmu
DNAAF11 77 PacIoIOKCHHA ODA+IDA 614935
(LRRCS) BHYTPEHHHX OPTaHOB nedexTh 614955
Axomaimu
79 PaCHOTIOKEHNA YiabTpacTpykTypa
DNAH1 Penxo BHYTPCHHHUX OpPTaHOB PECHHYEK HE 617577
orpezerneHa.
92 Anomanuu
DNAH5 15%-29% PacroI0KCHHS ODA nedextbl 608644
BHYTPEHHHMX OPTaHOB
Penxo
69 AHOMaH YabpTpacTpykTypa
pacIooKeHus PACTPYKIYPA I \watson et al
DNAHS8 pECHUYEK He 7
BHYTPEHHHUX OPTaHOB onpesiereHa [2014]
HEU3BECTHBI ’
Penxo AHoMannu
DNAH9 7 82 PaCHOIOKCHAA Hesnauutensuble  |618300 / Fassa
BHYTPCHHHX OpraHOB nedextsr ODA d et al [2018b]
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https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/615500
https://omim.org/entry/618063
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/613193
https://omim.org/entry/612518
https://omim.org/entry/606763
https://omim.org/entry/615482
https://omim.org/entry/614874
https://omim.org/entry/614935
https://omim.org/entry/617577
https://omim.org/entry/608644
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/618300
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/

5

, Loges et al

[2018]°
AHoMammun
20 PacHoIOKCHHUS HopManbHas
DNAH11® |6%-9% BHYTPCHHHUX OpraHOB ynbTpacTpykTypa 611884
pecHuYeK
AHoMammun
DNAIL  |29%-10% (O ODA 244400
0 0 BHYTPEHHHX OPTaHOB nedextbi i
Penxo AHomanmu
8 PaCIIOJIOKCHHS
DNAI2 BHYTPEHHUX OPraHOB ODA nedektsr 612444
Penxo
DNAJB13 gHymgHHHX opraron e | CF AebexTs Khouri et al
7
OITMCAaHBI 2016
Penxo
17 Anomanuu
DNAL1 PaCIIOIOKCHUS ODA nedektb 614017
BHYTPEHHHUX OPTaHOB
Penxo
2 AnomManuun
ACITOJIOKEHHUS Hopmanbnas
DRC1° EH yIbTpacTpykrypa |615294
YTPEHHUX OPTaHOB HE eCHIUCK
OITMCAHBI p
Peaxo Hopmanbnas
YIIBTPACTPYKTYpa
o |Anowamm DeceK 602291 / Wall
FOXJ1 EHyTpeHHI/IX OpraHoOB; meier et al
s [ ]8
AJl i HacIeAOBaHUS A
Peaxo A”oManun Hopmanbnas
11 PacToIOKEeHHS YIIBTPACTPYKTYpa
GAS2L2 BHYTPEHHHX OPTAaHOB HE |PECHUYCK 618449
OITMCAaHBI
Peaxo AH”oManuu Hopmanbnas
85 PacroI0KCHHS YIIbTPACTPYKTypa .
GASS BHYTPEHHHMX OPT'aHOB HE |PECHUYEK 616726 / Olbric Olbglc
OLHCAHEL h et al [2015]
Penxo AHoMmanuun Hopmanbhas
11 PacroI0KCHHS YIIbTPACTPYKTYpa
HYDIN ° BHYTPEHHHMX OPI'aHOB HE |PECHUYEK 608647
OITHCaHBbI
Penxo Hopwmanbhas
12 AHomanuu YIETpacTpykTypa
LRRC56 *° PaCIIONOKEHUs pecHmteK 618254

BHYTPEHHHMX OPraHOB
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https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/611884
https://omim.org/entry/612444
https://omim.org/entry/617091
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/614017
https://omim.org/entry/615294
https://omim.org/entry/602291
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/618449
https://omim.org/entry/616726
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/608647
https://omim.org/entry/618254

MCIDAS

Penxo

AHomanmu
PaCIIOJIOKCHHS
BHYTPEHHHX OPTaHOB HE
OIMHCaHBI

6
Onuronuinus

Boon et al

[2014]%

NMES8

Penxo

16

AnoMmannu
PaCIIOIOKECHUS
BHYTPEHHHX OPTaHOB

ODA nedektbr
(~66% ceueHwmii)

610852

OFD1

Penxo

23

AHoManuu
PacIonoKeHUs
BHYTPEHHHX

OpraHoB; AUCMOphHUUIECK
W€ MPU3HAKK; TUTIOTOHUSI;
yXyauieHue QyHKIUN
JeTKHUX; T OPOHXOIKTAa3HI;
TIoxast mprbaBKa B Bece;
X-CLeIUIEHHBIN TUI
HacJeI0BaHuUs

Hopmanbnas

yIABTPAcCTPYKTypa
pecHHUYEK

Hannah et al

[2019]"

PIH1D3

Penxo

AHoMmanmuun
PacOIOKEHHS
BHYTPEHHMX OpraHoB; X-
CLICIIJICHHBI
PELECCUBHBIN TUI
HacJIeJOBaHUSA

ODA+IDA
Je(EKThI

300991 / Olces
e etal

[2017]", Paff et
al [2017]**

RSPH1

Penxo

Hersxenoe nopaxenue
JIETKUX; AHOMaIu
PaCIIOIOKEHUS
BHYTPEHHHUX OPraHOB HE
OIKCaHBI

CP nedextsr

615481

RSPH3

Penxo

Axomanuu
PacToI0KEeHHS
BHYTPEHHHX OPTaHOB HE
OITHCaHBI

CP nedextsr

616481

RSPH4A

Peaxo

AHoMamu
PacToIOKEeHHS
BHYTPEHHHX OPTaHOB HE
OITUCAHBI

CP nedexrsr

612649

RSPH9

Penxo

AHoMamu
PaCIIOIOKEHUS
BHYTPEHHHX OPTaHOB HE
OITMCaHBI

CP nedexrsr

612650

SPAG1

<4%*

18

AHoMannu
PaCIIOIOKEHUS
BHYTPEHHHX OPTaHOB

ODA+IDA
JeEKThI

615505
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https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/610852
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/300991
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/615481
https://omim.org/entry/616481
https://omim.org/entry/612649
https://omim.org/entry/612650
https://omim.org/entry/615505

Penko
37 AHoMmanmuun 610172 / Cindri
PaCIIOJIOKCHHS ¢etal
BHYTpEHHHX opraHoB He |HopmanbHas [2020]", Liu et
SPEF2° OTIMCAHBI; MOXKET yastpactpykrypa |al [2020] °, Liu
MPOSIBIIATECS KaK peCHHUYEK etal
U30JIMPOBAHHOE MYKCKOE [2019]"°, Sha et
Oecrutoane al [2019]"
Penxo
2 |Anowamm 607652 / Edelb
STK36 I];HyTpeHHI/IX OpraHoOB He CP neexer usch et al
18
OTHCaHbBI 2017
Penxo AnoMmanuu
12 PaCHOIOKCHI 617092 / Wall
TTC25 BHYTPCHHHX OpraHOB ODA nedextsl meier et al
[2016]"
AHoManuu
12 PacCIiojIOKCHUA ODA+IDA
ZMYND10 [<2%-4% * BHYTPEHHHX OPraHOB HedeKTh 615444

AJl = ayrocomHo-nomuHanTHeIN; CP (central pair)-nedexrsl = nedekts nentpanpaoit napst MT (ogHaKo
OOJIBIIMHCTBO PECHUYEK MOKET Ka3aThCsl HOpMAIBHBIM); Jle(heKThl BHYTPEHHUX JUHEUHOBBIX pydekIDA (inner
dynein arm) + MTD (microtubular disorganization) = neheKkTbl BHyTpEHHUX JUHEWHOBBIX PyYeK B COUYETAHUU C
Je30pranu3anueit MUKpoTpyoodek; Jledextsl HapyKHbIX AUHEHHOBBIX pyuek ODA (outer dynein arm);
Hedextet ODA + IDA = nedeKThl BHEIIHUX + BHYTPEHHHX TUHEHHOBBIX PyYeK.

IMpumeyanus (crondupi 1-5):

! ['eHBI TIepeUHCICHE! B a(aBUTHOM TTOPSIIKE.

? PejIKHe = [TATOrCHHbIE BAapHAHTBI 3TOTO F'eHa perucTpupyrorces y <2% mun ¢ PCD.

jHeKOTopLIe OIIEHKH SIBIISTFOTCS 3KCTPATOJIAIEH, OCHOBAaHHOM Ha JeeKTaxX CTPYKTYPhl peCHUYEK.

I'en ObLI MccrieIOBaH B OOJIBIIION KOTOPTE B OJTHOM HMCCIIe0BaHUU. [IPOIIEHT MOXKET OBbITh 3aBBIIICHHBIM, €CITH
KOTOpTa MCClieI0oBaHus1 Oblla 0TOOpaHa Ha OCHOBE PE3yJIbTATOB MPEIIISCTBYIONIET0 MOJIEKYIISPHO-
TeHETHYECKOTO TECTHPOBAHUS (T.€. TIAIIUEHTHI C IByaJUIeIbHBIMH NTATOT€HHBIME BapHaHTaMHU B paHee
M3BECTHBIX T€HaX OBLIM UCKIIOYEHBI).
> KotupyeT KOMIIOHEHT PEry/IsSTOPHOr0 KOMILIEKCA HEKCHH-THHEHH.
® CHIKEHHOE KOJTHYECTBO PECHUUEK BCIIEACTBHE HAPYIICHHS OHOreHe3a PEeCHIUEK
" Konupyer 610K, pacIio0KeHHbIH Ha JUCTATLHOM KOHIIE PECHHYEK.
® Kommpyer 6eI0K BHEIIHEro IHHENHA
¥ KozpyeT KOMIIOHEHT HeHTPAIbHbIX T1ap
% KommpyeT KOMIOHEHT BHYTPHKTYTHKOBOT'O TPAHCIIOPTHOTO MEXaHM3Ma.

" ren OFD1 o6ycrnaBmmBaet knaccudeckuii oral-facial-digital syndrome type | — X-crerieHHoe paccTpoiicTso,
OOBIYHO CBSI3aHHOE C MYXKCKOU JIETATLHOCTBIO, a TaKke (PeHOTHITBI, BKItoUas cuHipoM Cumriicona-I"onadu-
Bemens tuma 2 (OMIM 300209). Hannah et al [2019]" onucsiBaroT pe3ynsrathi, cornacyromuecs kak ¢ PCD,
TaK ¥ ¢ cuHApoMoM CumicoHa-I onabu-bemens y reMU3UTrOTHBIX MYKUYHUH.
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Hpunoxenue A3.S Ilpumep 3akawuenus TIOM

HazBanme yupexacHMA, IJie IPOBOJMIOCEH HCCIICAOBAHNIE

AHanu3 CTPYKTYPHBIX U3MEHEHHM B pECHHUUKE PECITUPATOPHOTO SMUTEIUS
(Mo pe3ynbTaTam 3JIEKTPOHHO-MUKPOCKOIMUYECKOT0 UCCIICIOBAHMUS )

d.N.0O. nanuenra:

Bo3spacr:

Ilom:

Anpec:

[IpenBapuTenbHbIN JUATHO3:
Kem HanpasneH:

[IpuMep 3aKIIOYEHUS

Crpyxkrypa Cocrosinue
Hapyxubie nunennobie pyuku (ODA) oOnpeaenstorcs
ol3meneHbI(kak?)

OHe OIIPCACIIAIOTCA

LenTpanbHas kancya

oOnpenensiercs

oM3menena(kak?) 1e30praHu3alus B pECHUYKaX C
HapyLIEHHBIM PACIOJI0XEHUEM ITYIUIETOB

oHe onpenensiercs

Buyrpennue nunenHoBbie pyuku (IDA)

oOnpenensores
ol3menenbI(kak?)

OHe OIIPCACIIAOTCA

Jymnersr MmukpoTpyoouek (Microtubular
doublet)

oOmnpenenstoTcst

oHh3meHenbl(cMmetnieHbl) B Gomnblneit yactu
PECHHYEK 10 OKPY>KHOCTH PACTIOJIOKEHO 8§
JYTIJIETOB, OJIUH AYIUIET CABUHYT BHYTPb WM
HapyXy IIWIHH]IPA

oHe onpegensitores

[entpanbhas mapa (Central complex)

oOnpenensercs

oh3meHnena, cmenieHa (kak?) CaBuHyTa K
nepudepur B peCHIUKAX ¢ N3MEHEHHBIMA
nepudepudecKuMu IyrieTaMu

oHe onpenensitorest

Paguansueie crimisl (Radial spoke)

oOmnpenenstoTcst
oHh3meHeHbl (kak?) Jle3opraHu30BaHbl B
PECHUYKAX C N3MEHEHHBIMU TTepU(DEPUICCKUMHU

JyTUIeTaMu
oHe onpenensitorcst

Hexcunoseie csazku (Nexin-dynein oOmnpenenstoTcs

regulatory complex) ol3menenbI(kak?)

oHe onpeaeasilores B pECHUYKAX C
M3MEHEHHBIMU NepudepuyecKuMU AyIUIeTaMu

B 37 u3 52 pecHndek cABUHYT OAMH U3 MepUPEpUIECKUX TyIIETOB MUKPOTPYOOUEK, TaK, YTO MO
OKPYKHOCTH HaXOAUTCS 8 TYIJIETOB, U OJUH — BHYTPU WM CHAPYX M LHUIUHAPA Neprudepuiaeckux

AYTJICTOB. COOTBCTCTBCHHO, CABHUHYTA K nepI/I(bepI/m HOCHTpaJIbHAA Iapa MI/IKpOTPY60‘{eK.

151



PanunanbHbie CIIMIbI, HCKCHMHOBBIC MOCTUKH U LHCHTPAJIbHAA KAIllCyJjla B TAKUX PCCHUYKAX
AC30PraHUu30BaHbL

[aTa noanmuco

LlenTpanpHas mapa MUKpOTpyOoUeK (KpacHasi CTpelika) CBUHYTa OT LIEHTpa, OJIUH U3
neprudepuIecKX JAYIUIETOB (CHHSS CTPEIIKA) JISKHUT CHAPYKH (PEeCHUYKH 1, 2) Wim BHYTpH (PECHHYKH
3, 4) nunuHIpa U3 nepudepUIecKux JTyIUICTOB.
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Ipuioxkenue A3.6 HopmaTuBHbIe 3HAUEHUSA MOKa3aTeel ISIKYJISITA COTJIACHO
kpurepusm BO3 (2010)

Taon.17. Hopmamuenvle 3HaueHus nokazameinei IAKyIama coznacHo kpumepusmv BO3 (2010)1

[Tapamerpsl HopmaiibHble TOKa3aTenu
Hopma BO3 2010r.
O0bem asKysITa 1,5-5,0 M.
Bszkoctb <20 mm
pH 72-78
Cpok pazxuKeHus < 60 MuH.
KoHueHTpanus criepMaTo30110B >15x 10°
B 1 Mmn
Kareropuu noaBuxHoCTH: 40% u 6omnee MOABUKHBIX
(xateropuu 'PR’ + ‘NP”)
bricTpoe moctynarenbHOe kareropus 'PR’ mporpeccuBHO nocTymnaTeabHOe
JIBUKEHUE — KaTeropus ‘a’ nBmkenue > 32%

MemsieHHOE MOCTYIATEIbHOE
JIBIDKCHHE — KaTteropus ‘b’

HenocrynarensHoe nBukeHne — HenporpeccuBHo noasmxubie — kateropus ‘NP’
Kareropus ‘C’
HenoaemxHbie — kaTeropust ‘d’ HenoasmxHeie — kateropust ‘IM” (kateropwust ‘d’)
JKuBbIe criepMaTo30uIbI > 58%
Mopdonoruuecku HopMaJibHbIE > 4%
CIIEPMAaTO30MIbI
KonnuecTBo neiikonuToB Menee 1 x 10° B M

L

[85].
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Ipunoxenune A3.7 Knaccupuxkanus cnepMuoJIOri4eCKuX «IMArH030B)

(no BO3, 2010)

Taobnuya 18. Knaccugpukayu cnepmuonozuueckux «ouaznozoe», BO3 (2010)

CnepMuOoI0ru4ecKuii Kpurepun BO3 2010r.
JTMarHo3
Hopmo3soocnepmus KonunuecTBo (KOHLEHTpaLKsA) CIEPMATO30MI0B B ISIKYJIATE =15

MUJTH/MJI, TOABUKHBIX >40% (mpu XapakrepucTuke qBuxeHus «PR»

+ «NP»), ciepmaro3zonioB HopMaabHO# Ghopmbl >4%.

A3zoocniepmust OTcyTCcTBHE CIIEPMATO30M/I0B, IPY HATUYUH KYIISITA
Ounuro3oocnepmust KosmyecTBo (KOHIIEHTpAIMS) CLIPMATO30HMI0B B SAKYIISATE MEHEE
15 mua/Mn
Teparozoocnepmust KosnuecTBO criepMaTo30u10B HOPMATIbHOM (DOPMBI B ISKYIISATE

MeHee 4% Tpu KOHIEHTpaIluU CIIEPMaTO301/10B

>15 muH/Ma

ACTCHOSOOCHCpMI/Iﬂ KommuectBo (KOHI_IGHTpaI_[I/ISI) CIICpMATO30U 0B B ISKYIIATEC

>15 muaH/Mi:
- mporpeccuBHO NoaBHUKHBIE «PR» >32%; HenporpeccuBHO
noasrxkHbIe «NP»; - 00111ast TOABMKHOCTD

«PR» + «NP» >40%

Onurocnepmus O6beM rsikynara 6ombire 0 mi, HO MeHee 1,5 M

Acnepmus OTtcyTcTBUE SIKYIISTA
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[Ipunoxenue A3.8 [Ipumepsl pe3yIbTATOB JIYy4€BOU AUATHOCTHKH Y
nanueHToB ¢ ITH/

son~

la 1b 1c

Pucynok 1. PenTrenorpamMmmsl opranos rpyaHoi kiaerku npu ITIL:

1a - situs solitus: Bepxyiika cep/la HarpaBieHa BICBO, [A30BbIi ITy3bIPb JKEJTY KA TAKIKE HAXOAUTCS
CJIEBA, IICYEHD - CIPABA.

1b - situs ambiguus: BepxyIika cep/ia HarpaBlieHa BICBO, F'A30BbIi Ty3bIPb JKEMYAKA HAXOIUTCS
CTpaBa, MEYEHb - CIIEBA; y ITOM K€ MAMEHTKH UMEETCS OTCYTCTBUE IIEYCHOYHOTO (pparMeHTa HUKHEH
oot BeHsl, noiucmieHus, BIIC: 2-x cTBopYarthIii aOpTaabHBIN KIIanaH.

1c - situs viscerum inversus: BepxyIlka cep/ilia HalpaBjieHa BIIPaBO, Ta30BbIi My3bIPb JKEITYIKa
HaXOJUTCs CIIpaBa, I€YEHb - CIICBA.

Puc. 2. PenrreHorpaMma OpraHoB TIpyAHOW KJIETKH: OpOHXMTHYECKHME H3MEHEHMS,

ACKCTpaKapausa (CHI/IMOK IIpU ONIMCAaHUU IICPECBCPHYT HA «IIPABUIIBHYIO» CTOpOHY).
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Puc. 3. CnupanbHas koMmmnbloTepHass TomMorpadus JETKUX: TMOJHOE OOpaTHOE PAacIoI0KEHUE
BHYTPEHHUX OPraHOB, MHEBMOCKJIEPO3 4 U 5 CErMEHTOB JIEBOTO JIEFKOTO, MPU3HAKK XPOHUYECKOTO

OpoHxuTa (TOT K€ PEOSHOK).

Puc.4. [TaeBMOCKIepo3 ¥ NUIHMHAPUIECKHe OporxodkTasbl npu [I11J] (oObprdHOE pacmoniokeHue

BHYTPEHHUX OPTraHOB).

3

Puc.5. ITueBmockiiepo3 u 6ponxoskrassl npu [HIJ] (curapom Kaprarenepa).

Puc.6. IlHeBMOCKIIEpO3 M CMEIIaHHbIE, B T.4., aTeJeKTaTHUYeCKHe OpPOHXO03KTa3bl (CHUHIPOM

Kaprarenepa).
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Puc.7. Ilancunycur y nanuenra ¢ LT

Puc.8. Ilancunycut u Hepa3BUThIC PpOHTATBHBIC Ma3yxu y naruenTa ¢ [T/,
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Ipunoxenne A3.9. AuTumukpoOHast tepanus npu ITLJT

AHTHMHKpPOOHAas Tepanus Npu MUKoOakTepuo3ax y nauueHTos c IT1HJI

Tab6auna 19 AnTnOakTepuanbHble NpenapaTthl, NPUMEHSEMbIE Yy TMAUEHTOB C MHKOOAKTEPHO30M,
BbI3BaHHBIM Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC)

[183, 192].
IAHTHOaKepHATBHBI Npenapar Cytounas no3a s | Cyrounas noza (Cnocod KpatHocTh
meTeid U151 B3POCJIBIX  [BBE/ICHHUS BBeIEHHSI
#AMukarua* * Hetam: 15-25 15 mr/kr B/B 1
mr/kr [ToppocTkam:
15-25 mr/kr
MaxkcumanbHas
no3a: 1000 mr
#AmuKanuH** 250-500 mr 250-500 mr Waransunonx 2
0
#AzurpoMurH** Hetsam: 10-12 250-500 mr Buytps 1
mr/kr [TogpocTkam:
JIO3UPOBKA ISt
B3POCIBIX
MakcumanbHas
no3upoBka: 500 mr
#lledokcutun 150 200 mr/kr B/B 3-4
MI/Kr(MaKCHUMaJIbH (MaxcuManbHa
ast go3a — 12 s 103a — 12
I/ICHB) I/IeHb)
#Kmapurpomunus** 7,5 Mr/kr 500 mr BayTtps 2
(MakcuMaTbHAS
no3a — 500 mr)
He pexomennyetcs| 500 mr B/B 2
#Ko-tpumokcasoi [cynbdhaMeTokcazon 10-20 mr/kr (10 1920 mr Baytps 2
+ **
TPUMETONPUM] TPUMETOIIPUMY) B/s >
#OTamOyTOIM** netsaM: 15 mr/kr 15 mr/kr Baytps 1
moxpocTKam: 15 mr/kr
#muneHem+[umacratua] ** Pacuer 10351 1O Pacuer 10381 B/B 2-3
UMHIICHEMY: 1o
ITpu macce Tena g0 40 HMHIICHEMY:
kr — 60-120 Mr/kr [TanyeHTsI ¢
(MaxcuManpHas J103a —[Maccoi Tena
2000 mr), 50xkr:
2-2,25r (1rx2p/nu
mmn 750 mr X
3p/nH)
[TareHTs! ©
Maccol Tena
50kr — 30 Mr/kT
(15 mr/kr x
2p/mH)
#JIlunesommm** <12 ner: 10 Mr/kr 600 -1200 mr Baytps 1-2

12 ner u crapie:
10 mr/kr
(MakcumaTbHAS
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no3a- 600 mr)
<12 ner: 10 Mr/kr 600 — 1200 mr| B/B 1-2
12 net u crape:
10 mr/kT
(MakcuMaTbHAS
no3a- 600 mr)
#Moxkcudmokcara** 7,5-10 mr/krT 400 mr Baytps 1
(MakcuMabHAS
no3a — 400 mr B
JICHb )
7,5-10 mr/ 400 mr B/B 1
(MaxcuManbHas
no3a —400 mr B
JICHb )
#MUHOLMKINH 2 Mr/kr 100 mMr Buytps 1-2
(MakcumanbHas
no3a — 200 mr)
#Jlokcuumkiany** <12 ner c maccoit 200 mMr Buytps 2
tena <50kr: 4Mr/Kkr
(TIpoTUBOIIOKA3aH JETSIM 0 8 JIeT)
12 ner u crapue: 200
MT
# Pudammimma™** 10-20 mr/kr <50 xr 450 mr| BmayTps 1
(MakcuMaTbHAS >50 xr 600 mr
no3a — 600 mr)
#PudalOyrua** 5-10 mr/kr 150-300 BayTtps 1
(MakcumanbHas
150 mr, eciu
no3a — 300 mr)
MAIMEHT
MPUHUMAET
CUITbHBIHI
MHTHOUTOP
m3odepmenTa
CYP3A4  450-
600 mr, ecin
MAIACHT
MPUHUMAET
CUIIbHBII
CTHMYJIATOP
CYP3A4
#Crpenromurnus** 20-40 mr/ 15 mr/kr B/B 1
(MaxcuManbHas (MaxkcuManbHa B/m
no3a — 1000 mr) st no3a — 1000
MT)
#Turenukaua** 8-11 ner: 1,2 Mr/kr 100 mr B/B 2
(MakcuMabHas
mo3a 50 mr) 12
JIET U CTapIie:
ynapHas go3a - 100
mr, 3ateM — 50 mMr
IIpumeyanue:
# npumeHernue JNeKapcmeeHHoco npenapama 6 coomeenmcmeuu C nokasameisimu

(xapakmepucmuxamu), He VKA3AHHLIMU 6 UHCMpYKyuu no e2o npumenenuio  (off-label),
oCyuwecmenaemcs o peuleHulo 8paveoHol KOMUCCUU NPU YCI08UU HOONUCAHHO20 UHGOPMUPOBAHHO2O0
000posonbHo20 cocnacus (coenacho @3 Ne323-D3 om 21.11.201 12. ¢ uzmenenusamu).
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Bce npenapamul, npumensemvie npu Mycobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) nasnauaiomces ene uncmpyxyuu (0ff-label) no swcusnennvim noxazanusm.
Bospacmuvie oepanuyenus ykazamvl 8 003uposkax 0Jisi oemetl, OUANA30H 003UPOBOK NPEOCmAseH 8
coomeemcmeuy ¢ UHCMpPYKyuell K Npenapamy, pacyem npusooumcsi 6 COOMEemcmeuu ¢

Knunuuecxumu pexomenoayusamu Poccuiickoeo obuecmsa pmuszuampos « Tyoepkynes y demeiry, 2020
2. [183,192].

Tabdauma 20. IloGouHble peakuu aHTHOAKTEPHAIBHBIX IPENapaToB,
MHUKOOAKTEepHO3ax U PEKOMEH1yeMbIe MeTO bl KoHTpoJst [183, 192].

HCIIOJIB3YEMBIX  IIPHU

IMpenapar Yacrbie MeToabl KOHTPOJIS
HesKeJIaTeJIbHble/ TOKCHYeCKHue
nencTBUA
#AMukanua** [Toueuynast TOKCUYHOCTH TepaneBTuyeckuit
JIEKapCTBEHHBIN
MOHMTOPHUHT KOHIIEHTpaLU1
aMHMKallMHa B KPOBH
OTOTOKCHYHOCTS (3BOH B ymax, |Onpenenenue
IIOTEPs CIIyXa Ha BBICOKUX KOHLIEHTpallUu KpeaTUHUHA
4acToTax) B KPOBH
IIpoBepka CUMIITOMATUKH,
[TepBuunoe oOcenoBanue,
IIPOBEJEHUE NIEPUOINYECKUX
ayJMorpaMm
#A3UTpOMUIIMH™* Tommnora, pBoTa, 1uapes ITpoBepka CUMIITOMAaTUKH
OTOTOKCHYHOCTH IIpoBepka CUMOTOMATUKH,
CHHIpOM yJUIMHEHHOTO ayJuorpaMMBbl
unrepsasna QT OKT’
#Knapurpomurua™* JlexapcTBEHHOE MOpaKEHNE [TeueHouyHBIE TPOOHI
feacHu IIpoBepka CUMIITOMATUKH
HckakeHne BKyCOBBIX
OILLYIIICHU I IIpoBepka CUMIITOMaTUKH
3aMeUIEHHBIN [IEYE€HOYHBIN
MeTabonm3M pudadyTuHa
#lledhoxcutun JInxopanxka, ChIIlb IIpoBepka cHUMNTOMAaTUKH
Do3uHOP MM, aHEMHS, OOmumii KNMMHUYEeCKHUI
JIeMKOIeHHsI, TPOMOOIIUTONIEHUS |aHAJIN3 KPOBU
WnuTepdepenuus ¢ npyrumu
NPOOUPHBIMH aHATMU3AMU JIJIS Hcnonp3oBate apyrue
MU3MEpeHUs KpeaTuHUHA aHaJIN3bl
CBIBOPOTKH KpPOBU
#Ko-Tpumokcazon TomHoTa, pBOTA, AMapes [IpoBepka cCUMIITOMaTUKH
(Cynbaverokcasort AHemus, JIeKOIeHus, OOmMii KITMHUYECKH
TPUMETONPHM)* TPOMOOLIUTONIEHHUS aHaJIu3 KpOBU
JInxopajaxka, Cblllb, CHHAPOM ITpoBepka CHUMITOMAaTUKH
CruBeHca-/[>koHCcOHa
#ITamOyTOI** Hespurt 3purensHoro Hepsa ITpoBepka CHUMITOMAaTUKH
(moTepst LIBETOBOTO
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[Mepudeprueckas HeBponaTHs

3pEHUsI/OCTPOTHI 3PEHUS )

[lepBuuHOe 0OCEeI0BaHNE U
MIPOBEJICHUE MTEPUOTUNUECKUX
TECTOB JJIsl IPOBEPKH
[[BETOBOT'O 3pEHUS U
OCTPOTHI 3pCHHSI
3axiroueHue opTaabMoIIora
[IPY BOSHUKHOBCHHUH
CUMIITOMOB

[IpoBepka CUMOTOMATUKWY;
UCCIIeIOBaHHE
MIPOBOJAMMOCTH HEPBOB

#lImunenem-tmiacraTua* *

JlexkapcTBeHHOE MOpaKeHUE
MeYeHU

[Teyenounble MpoObI

#lImunenem-tiiacraTua* *
(mpomomkeHue Kypcea)

TomrHota, pBOTa, TUapes

HpOBepKa CHUMIITOMaTHKHA

#JInueszommng** AHemust, TIEUKOITeHUS, OO0 KINHUYECKUI
TPOMOOIIMTOTICHHUS aHaJIN3 KPOBU
[Nepudepuueckasi HeBpONATHSI
IIpoBepxka
CHUMITTOMATUKHU/KITMHHYECKAsI
Hesput 3purensHOro HepBa OIICHKA/3JIEKTPOPU3UOIIOTHS
[TpoBepka CUMIITOMATUKH
(moTepst IBETOBOTO 3pEHUSI U
OCTPOTHI 3PCHU)
[lepBuunoe 0OCEeI0OBaHNE U
MPOBEICHUE TEPHUOANYECKIX
TECTOB JIJIsl IPOBEPKHU
[[BETOBOT'O 3pEHUS U
OCTPOTHI 3pCHUS
3akioueHue odranbpmosora
[IPY BOSHUKHOBCHHUH
CUMITOMOB
#Moxkcudokcaus** TomHoTa, pBOTa, TUapeEs IIpoBepka CUMITOMAaTUKH
becconnuna, 6ecrokoicTBo, [TpoBepka CHUMITOMATHKH
TPEBOXKHOE PACCTPOICTBO
TennauuuT [TpoBepka CHUMITOMATHKH
doToceHcHOMIN3aIUs [TpoBepka CUMIITOMATHKH
CuHIpOM yJUIMHEHHOTO OKI’
nHTepBana QT
#MUHOIUKIUH CBeTO4yBCTBUTEIHHOCTh [TpoBepka CHUMITOMATHUKH

TomHoTa, pBOTA, AMapes
l'onoBokpyxeHue
IInrMeHTaMs KOXKHU

[IpoBepka cuMNTOMaTUKU
[IpoBepka cuMnTOMaTUKH
Knunnyeckas ornenka

#Pubamnunua** u
#pudalOyTun™*

OpankeBoe OKpalIiBaHHe
OHMOJIOTHYECKHUX KUIKOCTEH
(BO3MOXKHOE OKpaIliBaHUe
KOHTAKTHBIX JIMH3)

HpOBCpKa CHUMIITOMAaTHUKHU

164



JlekapcTBEHHOE MOpaKEHUE
MeYCHU

TomHOTa, pBOTA, AMApEs
JIuxopaska, 03HOO
TpomMOoruTOTICHUS

Octpoe moyeyHoe MoBpeKACHUE
(pudammnunmH)

Y CKOpPEHHBIN ITEYEHOYHBIN
MeTaboI13M MHOTOUYHUCIIEHHBIX
JIEKApCTB 3a CUeT UHIYKLIUU
n3odepmenTa 3A4 uToxpoma
P450

[Teuenounpie TPOOBI
[IpoBepka cuMNITOMaTUKU
[TpoBepka CUMITOMATUKH
OOt KITMHIYECKUIA
aHaJIu3 KpOBU

AHanu3bl KpOBU

Koppekuus no3upoBku
JIPYTHX JIEKapCTB/ypOBHS B
CBIBOPOTKE, MTPU HATMYUU
TaKOBBIX

#Pudabytun** Jlelikomenus OO0 KINHUYECKUI
[lepennuii yseur (ipu AHAJLI3 KPOBH
COUYETaHHH C [TpoBepka cCUMITOMATUKH
KJIAPUTPOMUILIMHOM )
['punmno3Hpie CUMITOMBI, [TpoBepka CHUMITOMATUKH
TIOJIMAPTPAITHS, TTOTUMHUAITHS
#CrpentoMurua** Hedporokcuunoctsb TepaneBTuyeckuit
JIEKapCTBEHHBIN
MOHHUTOPHHT KOHIICHTPAIHH
CTPENITOMUITHA B
OTOTOKCHYHOCTH (3BOH B YIIIaX, ChIBOPOTKE KpoBH
MOTEpsl CIIyXa Ha BBICOKUX PerymsipHbie mpoBepku
4acToTax) YpOBHS KpEaTHHHUHA B
CBIBOPOTKE KPOBHU
[TpoBepka CUMOTOMATUKH,
[TepBuunoe oOcenoBanue,
MIPOBEJICHUE MTEPUOTUNIECKUX
ayJInorpaMm
#Turenukmua™** TomrHoTa, pBOTa, TUApEs [TpoBepka CHUMITOMATHUKH

[Tankpeatut
I'mnonporennemus

bunupyounemus

[TpoBepka KOHILIEHTpauu
aMMJIa3bl B CHIBOPOTKE
KpOBH"

[TpoBepka KOHIIEHTpaLUU
albOyMHHA B CBIBOPOTKE
KpPOBHU

[IpoBepka KOHIIEHTpaK
OunpyOrHa B CBIBOPOTKE
KPOBH

! Jlnst monmyuenns MakcHMManbHOro ypoBHs B 20-30 [I/MJT # MHUHHMATBHOTO YPOBHS <5-10 pur/mi.
2HpI/I npueme 25 MI/Kr/neHb Heo0X0JUMO MTPOXOIUTH €KEMECTUHBIE OCMOTPbI
3V JIHI[ ¢ TOYEYHOM OCTATOYHOCTHIO

AHTHMHKpPOOHAs Tepanus NpU acHepruijie3HbIX NopakeHUusiX Jerkux y nanguenton ¢ ITIHJ{




Taoauua 21. [IpotuBorprOKOBBIC MpenapaThl CACTEMHOTO JICUCTBHS, IPUMEHIEMBIC TTPH

acrieprusuiese Jerkux y nauueHton ¢ [T

AHTUMHMKOTHK CyTo4HbIe 10361 1A CyTtounbie 10361 [I[lyTh IKpaTHoCcTh
mereii 2—12 ner u 12-14 |nnsi B3pociabIX  [BBeJeHUs] [IpUeMa B
i1eT ¢ Maccoii Teaa<50 kr MeHb

#BopukoHa3oa** 18 Mr/kr 400 mr 2

(IpOTUBOIIOKA3aH AETAM 10 2 BHYTPb

neT)

#Bopukonazom** 18 Mr/kr/c B 1-ii neHs, 12 Mr/kr/c B 2

(MTPOTHBOIOKA3aH JETSM JI0 2 sarem 16 mr/kr/cyr 1-it nens, B/B

et) 3arem 6

MI/KT/CYT
#WtpakoHazom** - 400 mr BHYTpb 2

(mpoTHBOIIOKa3aH AeTAM 10 16

meT)

#llozakonazom** - 800 mr BHYTPb 2-4

p-p IS IpueMa BHYTpPb

(mpoTtuBoTIOKa3aH feTsM 110 13

meT)

#I1o3zakoHazom** - 300 mr 2 pa3a| BHYTpb 1
rabIeTKu B 1-i nen,

(mpoTtuBOMNOKa3aH aeTsM 110 13 satem 300

et) MT/CYT

#Kacnodyurua 70 mMr/m° B 1-if 1ems, 70 mr B 1-i1 B/B 1

3ateM o 50 mMr/m° (He JICHb, 3aTE€M 110

0oJIbIIIC) 50 mr
#Amporepunna B 3-5 Mr/kr/cyT 3-5 Mr/kr/cyT B/B 1
JIUTIOCOMAJIbHBIHN
#Amborepunva B nunuaHbIi 5 Mr/kr/cyT 5 mr/kr/cyt B/B 1
KOMIUIEKC
#Amdorepunun B 0,6-1,0 mr/kr/cyT 0,6-1,0 B/B 1

MI/KT/CYyT
#Amporepunra B 12,5 mr 12,5 mr #uHrans JIBa pa3a B
JINIIOCOMAIBbHBIN 05058 HEJEJII0
yepes

(popma 113151 ”HBEKITMOHHOTO .

HeOyaii3

MPUMEHEHUS ) 13

ep”:
#Amborepurma B mumumaeni 12,5 mr 12,5 mr #HuHTaNs JiBa pa3a B
KOMILIIEKC 101204 HEJIEIIO
yepes

(bopma 1151 HHBEKITMOHHOTO Ny

HeOyain3

[IPHIMEHEHHS) 1.2,

ep”:

IIpumevanus:

NPpUMEHEHUe JIEKapCmeeHHOo20 npenapama 6 coomeemcmeuu C noxkasameysimu (xapakmepucmuka/wu), He

VKA3AHHBIMU 8 UHCMPYKYUU no e2o npumeHnenuro (off-label), ocywecmensemcsi no peuwtenuro 8payeOHOU
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KOMUCCUU NPU YCIO8UU NOONUCAHHO20 UHDOPMUPOBAHHO20 00OPOBOIbHO20 cozaacus (coenacho D3 Ne323-D3
om 21.11.2011e. ¢ usmenenusimu).

' - Ipumenenue nexapcmeennvix (opm 01 NApeHMePaIbHO20 NPUMEHEHUs 8 GUde UH ATAYUI PA3peuiaemcs
KOHCUNUYMOM CHEeYUATUCMO8 HO HCUSHEHHBIM NOKA3AHUAM C paspeuienus JIokanbHo2o 3muiecko20 KoMumema
MEOUYUHCKOU Op2anu3ayuy, npu HAIUYUU NOONUCAHHO20 UHMOPMUPOBAHHO20 CO2AACUS NAYyUeHmMa/pooumernell
(onexyna) unu pebenxa 6 eozpacme cmapuwie 15 nem, 6 ycrogusx cneyuanuzuposaHno2o cmayuouapa. B
danvHelulem npu Xopouieti NepeHOCUMOCMU NpUem npenapama paspeuler 8 amoyiamopHuIX YCI0GUsIX.

2 - Uneanayuu #Amgpomepuyuna B nunocomanvrozo unu #Amgpomepuyuna B munuonozo xomniexca mozym
ObLIMb ATLMEPHAMUBOU UTU OONOTHUMETbHOU Npomusocpudxosolti mepanuei 6 nevenuu ABJIA u XAJI npu
HeodoCcmamouHou 3@pexmusHocmu mepanuu CUCIMEMHbIMU AHIMUMUKOMUKAMU, HENnepeHOCUMOCMU a30JIbHbIX
JIeKAPCMBEHHBIX CPEOCME Wil NOMEHYUATbHO ONACHBIX TeKapcmeenublx ezaumooleiicmausx [250, 251] a maxoice
KOoOHU3ayuu OvblxamenvHblx nymei epubamu Aspergillus spp. 6 cayuae 6vicokoeo pucka pazeumus
acnepauiiesd.

Ilpu Hanuuuu MeOUYUHCKUX NOKA3AHUL (MO JHCUSHEHHbIM NOKA3AHUSAM, 6KIHUAS UHOUBUOVAILHYIO
HenepeHoCUMOCmb, 0aiee — No HCUSHEHHbIM NOKA3AHUAM) NO PEUEHUI0 8PAYeOHOL KOMUCCUU OCYUeCNBISAENICSL
HA3HAYeHue 1eKapCmEeHHbIX NPenapamos He no MeHCOYHaApOOHOMY HeNaAHMEeHMOBAHHOM)Y HAUMEHOBAHUI, d NO
mopeosomy Haumerosauuio (wacme 15 cmamovu 37 @edepanvrozo 3axona om 21.11 2011 Ne 323-D3 «O6
OCHOBAX 0XpaHvl 300poeba epaxcoan Poccutickou @edepayuuy u nynkm 5 Ilpuxasza Munzopasa Poccuu om
24.11.2021 N 1094n "O6 ymeepocoenuu Ilopsioka HazHaueHus JNeKAPCMEEHHBIX NPenapamos, Gopm
peyenmypuvix O1AHKO8 HA JleKapcmeenuvle npenapamsl, [lopsoxa opopmienus yKa3auHvlx OI1aHKO8, Ux yuema
U xpanenus, hopm OIAHKO8 peyenmos, cO0epHCayux Ha3HayeHue HAPKOMUYECKUX CPeOCme Uil NCUXOMPONHbIX
sewecms, [lopsoka ux uzeomoeénenus, pacnpedeiienus, pecucmpayuu, yuema u xpamenus, a maxoce Ilpasun
oopmaenus OIAUKO8 peyenmos, 6 Mmom ducie 6 Qopme MeKMpoHHbIX 00KyMeHmos"). Pewenue epauedbnoil
KOMUCCUU OQOPMISLEMCs NPOMOKOIOM U BHOCUMCS 8 MEOUYUHCKYIO OOKYMEHmMayuio nayuenma.

Ilpu ucnonvzosanuu #Heopuxonazona**, #Humparxonazona®* u #nosaxonazona** eceecoa credyem
VUUMBIBAMb  803MONCHOCMb  JIEKAPCMBEHHLIX — 83aumoleticmeuu. Hanpumep, npu HasnaueHuu dmux
JIeKAPCMBEHHbIX Cpedcme ciedyem OmmeHums pugamnuyun™* unu Opyeue uHOYKMOpbl pepmenmos
yumoxpoma P-450 (uneubumopsr npomounoti nomnsi, kapoamasenun™* u enumoun™*), nockoarvky 6 smux
CAYUAsX mepanesmuyieckds KOHYeHmMpayus mpuasonos 8 niame U mKaHsax 00bIYHO He 00CMU2aemcs.

Y nayuenmos, nonyuarowux orumenvhyilo mepanuto# 60puUKoHA3010M** Mo2ym pazeumuvcs KOJICHule
peaxyuu homouyscmeumenvrocmu. Bo epemsa neuenus nayuenmam pexomenoyemces uszbe2amov UHMEHCUBHO2O

URU ONIUMENbHO20 06]ly'{€HM}Z NPAMBIM COJTHEYHBIM CEEMOM.
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Ipunoxenne A3.10 [lomaroBoe ouyuieHne IbIXaTeJbHbIX IMyTeM [165].

AT 1

Ecnv akTMBHBIN LMKA

AT 2

AT 3

AbIXaTeNbHbIX TEXHUK
HeadpeKTUBEH NN
naymeHTbl

MNpepnoxute naumentam c MU
M OPOHX03KTa3aMM aKTUBHbIM
LMK OblXaTeNbHbIX TEXHUK.

PaccmoTpute BO3MOXXHOCTb
NO3NLNOHUPOBAHMUA C
NMOMOLLIO CU/bI TAXKECTU (ecnu
He NPOTUBOMNOKA3aHO), YTObbI
NoBbICUTb 3PEKTUBHOCTb
TEXHWKU OUYNCTKM AbIXaTesIbHbIX
nyTen. Mpwu
NPOTMBOMNOKa3aHWAX cnepyeT
NUCNoNb30BaTb
MOANDULMPOBAHHBIN
NOCTYypanbHbIN APEHAX.

MayMeHTbl AONXKHbI BbITb
OCMOTPEHbI B TeYeHue 3
MecsLeB nocse
KOHCYNbTauum

3TO AOMKHO BKAOYATb
OLLEHKY 30 PEKTUBHOCTY,
KoTopyto coobLiaeT naumeHT
(npoctoTa
OYMCTKN/NpPUBEPKEHHOCTD
naumeHTa NevyeHunto).

BkntoyeHune
NO3NLMOHUPOBAHMUA C
MOMOLLbIO CUNbI TAXKECTH
cnepnyet OUEHUTb Ha
npegmer ero
AONONHUTENbHOM
appeKTMBHOCTM.

Ecav ounctka
ObIXaTeNbHbIX NyTewn
HeaddeKTUBHa, cneayet
oueHUTb 3G PeKTUBHOCTb
Ha3Ha4YeHHOWM
MYKONUTUYECKOM Tepanum
N30TOHMYECKOTO PacTBopa
(0,9% pacTtBOp HaTpuA
xnopmga**) unm
rMNepPTOHNYECKOro
pacteopa (2% u Bbilwe
pacTBOp HATpMA
xnopmpa**) nepep,
OYMCTKOM AbIXaTeNbHbIX
nytei (ocobeHHO y
MaLMEHTOB C BASKMMM
BbIAENEHUAMMN UAU NPU
HaZIMYMM NPU3HAKOB
3aKyMOPKN MOKPOTOM)

LEMOHCTPUPYIOT MAOXYHO
NPUBEPKEHHOCTb,
cnefyeT paccMoTpeTb
BO3MOMHOCTb
NMPUMEHEHNA TEXHUK
MONOMKMUTENbHOIO
[laB/IEHMA Ha BblAOXE +
TEXHUKM
NPUHYAUTENbHOTO
BblA0Xa.

lopgam cnepyet
pPeKoMeHA0BaTb BbIMONHATb
OYUCTKY AbIXaTeNbHbIX
nyTen B cneaylowem
nopsaake, ecam ato
npeanucaHo:

- bpoHxoannataTopHas
Tepanus

- MyKoaKTMBHOE sleyeHue

- OuMCTKa AbIXaTeNbHbIX
nytemn

- MPOTUBOMUKPOBHbLIN
npenapar A8 MHranaunim
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Ipuwioxenue b 1 Aaropurmsl Aunarnocruxu I

[5]

Crenyionme 13 KIHHHYCCKHX MDH3HAKDE;
MEePCHCTHPYIONTHH BIaMHEIH Kamemns,
ofparHoe pacnonoKeHHe OPraHos,
BpOMIEHHEIE TOPOKH Cepua,
MEPCHCTHPYHOILNHA PHHKT, XPOHHYCCKI
cpefHHil oTHT ¢/fe3 cHUEEHHEM CITyXa,

Enponeiickoe pecnupaTopaoe obimecTso

PECHMPATOPHEIR JHCTPECE B MAAIEHHECTRE,

nNO

BCBM (3 x
CBERHH KYNLTYPHPOBAHHE KIETOK)

KinnuueckHe NPHIHAKH — MHHHMYM 2:
PECIHMPATOPHEL JHCTPECT B
MAANEHYECTBE,

KPYTIIOTOAMYHEIH HACMOPK/ 3aTPYIHEHHOE

HOCOBOE AEIXAHHE/ Kallensk ¢
MaHudecTanHed B nepebie 6 MEC HHUIHM;
ofipaTHoe pacnonoKeHHe OPraHos.

nNO!

TIeHeTHMCCKDE HOCHSI0BAHHE | ==

oM 12 renos)*
leneTHYeCKOE HCCIEMOBAHKE T3M
Pesynrar Pesynerar
Jmarnos Bricoko Mano Hepocramouno Juarnos My
BEpOATHD BepoATHO  yGeauTenbHEIX
TTLLT UL T J—— TTLLT HCKMHOHEHA

AMEPHMBCHDE TOpaAKAILHOE obmecTBO

Jlnaraos

TTLLT

}"Bllnepcllrercxan AETCKAN KIHHHKA T. EEP]I
THOHYHBIE KIMHUYECKHE NPU3HAKN:
XPOHHYECKHH TPOIYRTHEHE KameTs,
ITC"I:IICTHP}’IOI]IHﬁ PHHEAT, xpouwlccmﬁ
CPEHHI OTHT, 9aCThE ROCTANHTEIRHEE
FABONERAHHA BEPXHHE H HHKHAX IHIXaTeihHmrs
myTeli , pecnuparopHil MMcTpece B
MIANEHYECTRE, AHOMATHH PACTIONOEEHHA
Oprano.

nNO
BCBM (chessil KyIbTYpHPOREAHAE
KneTok)®
Hpt
T2IM
FeneTnueckoe
HCCIea0BaAHE"
Pesynwrar
Bricoko Mano Hemocrarouno
BEPOATHO | BEPOHTHO yEeauTeBHEX
T TILLT, IAHHEIX

nNO NpPoBOAMTCA C MOMOLLbIO XEMWUIIOMUHECLLEHTHOTO aHaM3aTopa Y B3POC/bIX U AeTel ctapwe 5 neT. Mpu cHuskeHnn nNO HeobxoaMMo NpoBecTH
KOHTPONIbHOE UCCNef0BaHUe AN UCKIIOUYEHWUA I0XKHOMOIOKMUTEIbHOTO pe3y/ibTaTa U3-3a MHGEKLMOHHOro npouecca;
2- Mowck myTaumit 6onee Yyem B 12 reHax, accouumpoBaHHbix ¢ MU (aeneunmn/ gynavkaumm);

3- KynbTypupoBaHue KNeTok;

4- NlanbHeWwne nccnegosanusa (BCBM, U 1 TIM) npenouTutenbHO NPOBOAUTD C KYAbTYPUPOBAHHbLIMM KNeTkamu. CBEXKUIi maTepuan Ucnonb3yerca

TONbKO €C/IN KyNbTYpUpOBaHUE He yAaN0Ch,

5- [eHeTMYecKoe TeCTMPOBaHME NPEANoYTUTEIbHO, KOJIMYECTBO TECTUPYEMbIX FEHOB NOCTOAHHO YBE/IMYNBAETCA.

MU — nepsruHan uununapHan aukmHesms; nNO - ypoBeHb okcuaa asoTa (NO) B BblgblxaeMOM HaszanbHOM Bo3ayxe; D — ummyHodpnyopecLeHTHoe

oKpaLvBaHue; BCBM - BbICOKOCKOPOCTHOM BUAEOMMUKPOCKONWUYECKUIA aHau3; TIM - TPaHCMUCCUOHHAA 31EKTPOHHAA MUKPOCKOMUS.
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Ipuioxenne b 2 AiropuTM nepBUYHON OLleHKH M JieyeHUs1 — puHocuHycuT auis ITIIL.

CuMnNTOMbI PUHOCUHYCHKTA
e OTagensemoe U3 HoCa
e HasanbHana obcTpyKumA
e Jlnuesas 6onb/naBneHuve B
obnactu npoekunn OHIM
e Mnocmua/aHocmun

A 4

CrapToBOe JieueHHe: KOPTUKOCTEPOUIbI
(uatpanasanshbie - UHI'KC) u
WppUTalMOHHAs Tepaus

VYaydmenue be3 ynydmenus

\ 4 \ 4

Oco0eHHOCTH, TTPEATIOJIAraroIue
IbTEPHATUBHBIN TUAarHO3

e OJHOCTOPOHHUE CUMIITOMBI

e KpoBoTedeHus/oTnensieMoe ¢
reMOpPPAarunu4eCcKUM KOMIIOHEHTOM

e (OOpa3oBaHuE KOPOK

e [1a3HBIE CHUMIITOMBI

e CubHas TOJIOBHAS 00JIb B
obnactu 16a

e Orek B oOnactu j16a

e Hesposnornueckue CHMOTOMBI

IT JOKUTH TEpaIu
pono Cparmio Hanpasuth k Bpauy-

OTOPUHOJIAPUHTOJIOTY

CpouHoe npoBeieHue
HUCCIEeOBaHUN
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Ipuioxenue B. Uudopmanus 1/ NaUUEHTOB

[lepBuuHas wuiIMapHas JAUCKUHE3US — TEHETHYeCKH OOYCIIOBICHHOE XPOHHUYECKOE
3aboneBanne. OCHOBOW OOJIE3HU CIIY’KUT HapylICHHE HOPMAIbHOTO ()YHKIIMOHHPOBAHUS PECHUYEK,
HaXOJAIIMXCS B Pa3/InYHbIX OPraHax U TKaHSAX YeIOBEKa.

Haubonee wacto mopakaloTcs BEepXHHME U HWKHHUE JbIXarenbHble myTu. s gereir ¢
MEePBUYHON LIUIMAPHOIN TUCKUHE3UEH XapaKTepHbl XPOHUYECKUN HACMOPK (PUHUT, CUHYCHUT), TPYAHO
MOAJAIOUINICS JIEYEHNIO, TAaK)K€ 4acTO OTMEYAeTCs Kallellb C BBIIEICHHUEM MOKPOTBI, HEPEIKO Yy
TaKOro peOeHKa BBICITYIIUBAIOTCS BIIAYKHBIE W/WIIH CyXHe XPHUIIBI B JIETKHX.

BOABIIMHCTBO MALMEHTOB C MEPBUYHOM IIWIMAPHON NUCKUHE3HEH MMEIOT XOPOIIMI MPOTrHO3
[0 TPOJOJDKUTEIBHOCTH JKM3HM W COLMANM3alMU. AJIEKBATHOE CBOEBPEMEHHOE M PEryJISIpHOE
JIeYEHHUE, a TAK)Ke peaduIUTalKs CIOCOOCTBYIOT YIYUIICHHIO MPOTHO3a M Ka4eCTBa )KU3HU.

JlnarHocTHKa W JICYEHUE NAUUECHTOB C MNEPBUYHOM UWUJIMAPHOM JUCKUHE3UEH IPOBOIUTCS
MHOTUMU CHELMATTUCTAMM: BPayOM-TTyJIbMOHOJIOTOM/BPadOM-TIeTUATPOM, BpauoM-
OTOPUHOJIAPUHTOJIOTOM, BPauOM-Cyp10JIOFOM-OTOPUHOJIAPUHTOJIOTOM U IPYTUMU

HckinounTenbHO ~ BaXXHBIM ~ SBJISIETCS  €KEJIHEBHOE  IPOBEICHHE  MEpONPHUSTHI,
CIIOCOOCTBYIOIIMX OYHCTKE BEPXHUX M HIDKHHUX JbIXaTEIbHBIX MyTE€H. DTUM TEXHUKAM M METOIHKAM
oOy4aeT Bpay B CHELMATU3UPOBAHHOM ITYJIbMOHOJIOIMYECKOM OT/IEJIEHUN (LIEHTPE).

[lepBuuHas muwiInapHas JUCKUHE3Us — HE INPOTHUBOIIOKA3aHUE IJIsl NPOBENEHUS IUIAHOBOU
BakuuHaiMu. bonee Toro, nereil ¢ 3TUM 3a0ojeBaHMEM CJEIyeT MPHUBUTH OT IMTHEBMOKOKKOBOM,

l"eMO(bI/IJ'II)HOI\/'I I/IH(l)eKIII/II/I, a TaK)KC PCKOMCHAYCTCA €KCTOJHAA BaKIIMHAIMA OT I'PUIIIIA.
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IIpuao:xxkenue I'1-I'N. lHIkasbl oneHKH, BOMPOCHUKY M JIpyrue
OLICHOYHbIC HHCTPYMEHThI COCTOSIHUSA NAIMEHTA, IPUBEACHHbIC B
KJINHUYECKHUX PEKOMEeHIauUusAX

Ipuaoxenue I'l. Ikana nias BeisBienus npusHaxkos I PICADAR
(PrImary CiliAry DyskinesiA Rule)

Ha3BaHue Ha pycCKOM fI3bIKe: KA JJIs BbIABIEHUS pu3HaKoB [T/

OpurunnaabHoe HazBanue (ecsm ectb): PICADAR (Primary CiliAry DyskinesiA Rule)

Hcrounuk (opuuuaibHblil caiiT pa3padoTynKoB, MyoJauKamus ¢ Bajauaanueii): Behan L,
Dimitrov BD, Kuehni CE, et al. PICADAR: a diagnostic predictive tool for primary ciliary dyskinesia.
Eur Respir J. 2016; 47(4): 1103-1112

Tun (Mog4epKHyTH):

- IIKAJIa OICHKHU

- HH/IEKC
- BOINIPOCHUK
- Apyroe (YTO4HMTB):
Hasnavenue: BpisiBieHue npuszHakoB [/l y mnanueHToB, HUMEKOIIHUX XPOHUYECKHE
pecnupaTOopHbIE CUMIITOMBI (€KETHEBHBIN BJIIAKHBIN Kallleh) C pAHHET0 JIETCKOI'0 BO3pacTa
Conep:xanue (111adJi0H):

Taoauna 22
IMpennkTUBHAS MIKAJA IJIS1 BbISIBJIEHUS] CHMITOMOB NEPBUYHOM MUJIHAPHOI THCKUHE3UN
PICADAR [35]

Bonpoc nepeo 3anonnenuem wkanvt PICADAR:

Ecmb 1u y nayuenma esxceOnesnulii 61ax3CHbLIL Kauieiy ¢ panHezo oemcmea?
A — npodonscump 3anoiHeHue WKabl

HET — nayuenm ne y0oeiemeopaem Kpumepuam 0 3an0HeHUs WKa1bl

Bomnpoc bana

Popuincs naupeHT I[OHOIJ_IGHHBIM? 2

beimn nm y mamueHTa pecnupaTOpHbIE CHMIITOMBI B DPAaHHEM HEOHATAIHHOM TIEPHOJIE 2
(TaxumHo?, Kalielb, MTHEBMOHHUS)?

BbI1 I ManMeHT rocCnuTAIN3UPOBaH B OTJIEJIEHUE NMHTEHCUBHOM TEPAMKY HOBOPOKJIEHHBIX ? 2
Nwmeercs 1 y nalMeHTa aHOMaJIbHOE pacloyioKeHNEe BHYTPEHHUX OpPraHoB (0OpaTHOE WITH 4
HeomnpezeneHHoe)?

MMmeeTcs n y nanueHTa BpoXKIEHHBIN TOPOK cepaua? 2
Hmeercs nmu y maneHTa KpyrioroaudHbIi pUHUT? 1

Nwmerores 1 y nanMeHTa XpoOHUYEeCKHe CUMITOMBI CO CTOPOHBI OpraHa ciiyXa: SKCCy/I1aTUBHBII 1
CpeIHUN OTHUT, CEPO3HBIN OTHUT, CHIDKEHHE CiIyXa, nepdopanus 6apabaHHON NepenoHKu?
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Kawou (uHTepnperamusi): YyBCTBUTEIBHOCT M CHEIM(PUYHOCTH CyMMBI OamioB >S5 s
ycranoBieHust nuarnosa IIJ1 — 90% u 75% cooTBeTCTBEHHO.

IosicHenusi: npu HanumuuM cuHIpoma 3uBepTa-Kaprarenepa um cymmapHoro Oamia Mo mHIKaie
PICADAR >10 nuarHo3 npaBOMOYEH J1a)K€ NMPU OTPULATEIIBHOM PE3yJIbTaTe BCEX OCTAJIbHBIX TECTOB

[35].
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