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Cnmcok cokpameHui

BD - 6ponxosKTa3HI

KT - komnbroTepHast ToMorpadus

[TI/I - mepBuyHas HMJIMAPHOW TUCKUHE3US

KT- komnbrorepHast Tomorpadus

KP - xiimHM4eCcKre peKOMEH1aliu

MT — MUKpPOTPYOOUKH

[II'T — mpeumIIaHTaIMOHHOE reHeTHYecKoe TecTupoBanne®B/] - G yHKIMSA BHEITHETO JbIXaHUS
XOBJI — xponnueckast OOCTpYKTHBHasI 00JIC3Hb JICTKHX

OKO — skcTpakoprnopaibHOE OTUIOJOTBOPEHUE

OMUC — >neKTpoHHAsE MUKPOCKOTHS criepMaTro3ou10BOX0-KI™ — sxokapauorpadust

TOM (TEM) — TpaHCMHUCCHOHHAS 3JIEKTPOHHAS MUKPOCKOIIHUS

BBICOKOCKOPOCTHOM BHI€0-MUKpOCKomuueckuii ananus (HSVA, HSVMA)

CFTR (MBTP - TpancMeMOpaHHBIH peryasTop MPOBOAUMOCTH MYKOBHCIIHI032)

MSSA — MeTHIMIUTMHYIYBCTBUTENBHBIN S.aureus

MRSA- MeTHIIMITMHPE3UCTEHTHBIN S.aureus

OMIM - Online Mendelian Inheritance in Man [https://www.omim.org/]

PCD — primary ciliary dyskinesia

... — Dpemapar BXOIWT B IIEPCUYCHb KM3HCHHO HEOOXOIMMBIX H BAXKHEHIIMX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsbkenue IlpaButensctBa PO or 12.10.2019 Ne 2406-p «OO6 yTBepxaeHUH
MepeyHs )KM3HEHHO HEOOXOAMMBIX UM BaXHEHIINX JIEKapCTBEHHBIX MpemapaToB Ha 2020 rox, a Takxke
NepeyHell JIEKAapCTBEHHBIX IpenaparoB s MEIULUUHCKOIO TPUMEHEHUS UM MHUHHUMAaJIbHOIO
aCCOpPTHMEHTa JIEKapCTBEHHBIX IPEenapaToB, HEOOXOIUMBIX JJI OKa3aHUS MEAMIIMHCKOW MOMOLIMN,
Pacniopsxenue IIpaBurensctBa P® ot 23 Hosi6ps 2020 r. Ne 3073-p

# - mpumenenue off-label — BHe 3aperucTpupoBaHHBIX B WHCTPYKIIMH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUH OCYILECTBIIAETCS IO pELIeHUI0 BpaueOHOM Komuccuu, ¢ paspemieHus JlokaabHoro
ATUYECKOI0 KOMHTETa MEAMIMHCKOW opraHu3anuu (Ipy HaJIU4MK), C YCJIOBHEM MOJNKUCAHHOTO
MH(OPMHUPOBAHHOTO COTJIaCHsl poJuTeNeld (3aKOHHOTO IMpeJICTaBUTENs) M TalleHTa B BO3pacTe

crapiue 15 ner;



TepMuHbI U onpeaeIeHUs

situs inversus (Situs viscerum inversus) — moiHoe 00paTHOE PACIOI0KEHNE BHYTPEHHIX OPraHOB
situs ambiguos (rereporakcusi) - HENOJHOEC AHOMAJIBHOE PACIIOJIOKEHHE BHYTPCHHUX OPraHOB
(mexcTporacTpusi, IEKCTPOKAPIUsI, AHOMAIILHO PACIIOIIOKCHHAS TICYCHb, MONUCIUICHHUS WM ACTUICHHS
U T.J.).

HWJIHONATHH — TPyINa peIAKux 3a00JieBaHW, B OCHOBE KOTOPBIX JIEKHT T'€HCTHYCCKH

JIeTePMUHUPOBAHHAS MTaTOJIOTUS CTPOCHUS PECHUYKH (J1aT. - Cilia)



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

HWJIM COCTOSTHUM)

1.1 Onpenejaenue 3a00JeBaHUd UM COCTOSAHNSA (Cpynne 3a00JJeBAHUN WJIH COCTOSTHUNA)

Ilepeuunas yunuapnas ouckunesusn (IIL[/]) — penkoe HaACIEICTBEHHOE 3a00JICBaHUE U3 TPYIIITHI
[WINONIATUI, B OCHOBE KOTOPOTO JIGKUT JAe(EKT YIbTPACTPYKTYPbl PECHUYEK OSIUTEITUS
pEeCIUpaTopHOrO TpakTa M AHAJOTHYHBIX UM CTPYKTYp (KTYTHKH CIIEPMAaTO30UJ0B, BOPCHUHBI
danmonueBsix TPYO, AMEHAUMBI KEIYI0YKOB U JIp.), MPUBOASIINN K HAPYIICHUIO UX JBUTATEIHLHOU
¢byHkuu. XapakTepu3yercs MopakeHUEM BCEX OT/EJIOB PECHUPATOPHOTO TpakTa ¢ (HOpMHUPOBAHHEM
XPOHMYECKOTO  BOCHAIUTEIBHOTO  Tpoliecca,  HapyuieHueM  (deptunbHOCTH  (Oecruionue,
MPEUMYIIIECTBEHHO MYKCKOE, JSKTOIMHMYECKHEe OepeMEHHOCTH Y JKeHHMH). OKOJO MOJOBHHEI
narueHToB ¢ [/l umeroT moiHoe WM HEemoiIHOe 00paTHOE PACIONOKEHUE BHYTPEHHUX OPTaHOB C
pa3nMYHBIMU BapuaHTaMmu rerepotakcuu [Paediatric Respiratory Medicine ERS Handbook 1st Edition
Editors Ernst Eber. Fabio Midulla 2013 European Respiratory Society 719P, J.S.A. Lucas, W.T.
Walker, C.E. Kuehni, R. Lazor European Respiratory Society Monograph Orphan Lung Diseases
Edited by J-F. Cordier. Chapter 12. Primary ciliary dyskinesia. 2011; Vol. 54: 201-217, Lucas JS,
Barbato A, Collins SA, Goutaki M, Behan L, Caudri D, Dell S, Eber E, Escudier E, Hirst RA, Hogg C,
Jorissen M, Latzin P, Legendre M, Leigh MW, Midulla F, Nielsen KG, Omran H, Papon JF, Pohunek
P, Redfern B, Rigau D, Rindlisbacher B, Santamaria F, Shoemark A, Snijders D, Tonia T, Titieni A,
Walker WT, Werner C, Bush A, Kuehni CE. European Respiratory Society guidelines for the
diagnosis of primary ciliary dyskinesia. Eur Respir J. 2017 Jan 4;49(1):1601090, Kuehni CE, Lucas
JS. Diagnosis of primary ciliary dyskinesia: summary of ERS Task Force report. Breathe 2017; Sept
13(3): 166-178, Nussbaumer M, Kieninger E, Tschanz SA, Savas ST, Casaulta C, Goutaki M,
Blanchon S, Jung A, Regamey N, Kuehni CE, Latzin P, Miiller L. Diagnosis of primary ciliary
dyskinesia: discrepancy according to different algorithms. ERJ Open Res. 2021 Nov 1;7(4):00353-
2021].

Cunonumer. cunapom Kaprarenepa (Kartagener syndrome; Siewert syndrome; 3uBeprta-
Kaprarenepa), cuHapoMm HemoaBwxHbBIX pecHudek (immotile cilia syndrome), nsurarenbHas
[ATHOTIATHS (the motile ciliopathy) [https://www.orpha.net/consor/cgi-
bin/Disease_Search.php?Ing=EN&data_id=13878&Disease _Disease_Search_diseaseGroup=Kartagen
er-
syndrome&Disease_Disease_Search_diseaseType=Pat&Disease(s)/group%200f%20diseases=Primary
-ciliary-dyskinesia--Kartagener-type--Kartagener-syndrome-&title=Primary-ciliary-dyskinesia--

Kartagener-type--Kartagener-syndrome-&search=Disease_Search_Simple ].



1.2 DTHos0oruss M HATOreHe3 3a00JeBAHHS HMJIHM COCTOSAHHHA (rpynnbl 3a00JeBaHUN HJIH

COCTOSIHMA)

[TLJ] oTHOCAT K TpymIe IIINONATHH - 3a00J€BaHN, B OCHOBE KOTOPBIX JIGKHT I'€HETUYECKH

JIEeTEPMUHUPOBAHHBIN Je(DeKT CTPOCHMS aKCOHEMBI PECHUYEK H/viIH KryTukoB [Paediatric Respiratory
Medicine ERS Handbook 1st Edition Editors Ernst Eber. Fabio Midulla 2013 European Respiratory
Society 719P, J.S.A. Lucas, W.T. Walker, C.E. Kuehni, R. Lazor European Respiratory Society
Monograph Orphan Lung Diseases Edited by J-F. Cordier. Chapter 12. Primary ciliary dyskinesia.
2011; Vol. 54: 201-217, Lucas JS, Barbato A, Collins SA, Goutaki M, Behan L, Caudri D, Dell S,
Eber E, Escudier E, Hirst RA, Hogg C, Jorissen M, Latzin P, Legendre M, Leigh MW, Midulla F,
Nielsen KG, Omran H, Papon JF, Pohunek P, Redfern B, Rigau D, Rindlisbacher B, Santamaria F,
Shoemark A, Snijders D, Tonia T, Titieni A, Walker WT, Werner C, Bush A, Kuehni CE. European
Respiratory Society guidelines for the diagnosis of primary ciliary dyskinesia. Eur Respir J. 2017 Jan
4;49(1):1601090, Kuehni CE, Lucas JS. Diagnosis of primary ciliary dyskinesia: summary of ERS
Task Force report. Breathe 2017; Sept 13(3): 166-178, Nussbaumer M, Kieninger E, Tschanz SA,
Savas ST, Casaulta C, Goutaki M, Blanchon S, Jung A, Regamey N, Kuehni CE, Latzin P, Miiller L.
Diagnosis of primary ciliary dyskinesia: discrepancy according to different algorithms. ERJ Open Res.
2021 Nov 1;7(4):00353-20211]. KieTku, HMEIOIINE PECHUYKH WM aHAJIOTHMYHBIC CTPYKTYPHI,
OOHApYKUBAIOTCSI BO MHOTHX CHCTEMax OpraHW3Ma: PECHHYKH YYacTBYIOT B MYKOLUMJIHAPHOM
KIIMPCHCC, ABHWXCHUU TaMET, IMECPEMCIICHUU CIIMHHOMO3TOBOU KHUIOKOCTH, CCHCOpHOfI peucnuuu,
(I)YHKI_II/IOHI/IPOBaHI/II/I IIOYCYHOI'0 JIIUTCIINA, (I)OpMHpOBaHI/II/I HCBO-HpaBOﬁ aCCUMCTpHUH OpTraHOB Yy
wiekonutaonmx [Antony D, Brunner HG, Schmidts M. Ciliary Dyneins and Dynein Related
Ciliopathies. Cells. 2021 Jul 25;10(8):1885. doi: 10.3390/cells10081885, Horani A, Ferkol TW.
Primary ciliary dyskinesia and associated sensory ciliopathies. Expert Rev Respir Med.
2016;10(5):569-76. doi: 10.1586/17476348.2016.1165612 ].

PecHnuku (umnum) pa3aenstoT Ha 2 0oJbLINe TPYIIBI B COOTBETCTBUU C X OCHOBHOM (pyHKIIMEN
- MOTOPHBIE M CEHCOpHBbIE. PECHMYKM MEpLATENBbHOIO JMMUTEIUS PECHUPATOPHOIO TPAKTa, KIETOK
AMEHIUMBI JKETYJ0YKOB, CIIEPMATO30MI0B M KJIETOK CEMSBBIHOCSIIMX myTed (y MyX4HH) H
damtonueBsix TPYO (y KEHIIMH), BBIMOJIHSIONIME IBUTATEIbHYIO (QyHKIHIO. OCHOBHOW KOMIIOHEHT
PECHUUKU/)KTYTHKAa - AaKCOHEMa, CJIO)KHas oOceBas CTPYKTpya, cocTosmas M3 OeIKOBBIX
MHUKPOTPYOOUEK, KOTOpbIE UMEIOT CTPYKTYpY 9+2. Takxke K IpyImne ABUraTeIbHBIX OTHOCSAT PECHHUYKU
CO CTpyKTypoil 9+0, yTpaTHBIIME LEHTPAJIbHYIO Iapy, HO HMEIOLIUE BHYTPEHHHE M HapyXKHbIE

JTMHEHHOBbIE PYyYKH (PECHUYKA YMOPHUOHATIBHOTO y3J14).



[TepBuunas mwmapnas nuckuuesus (ITL[J]) cBs3aHa ¢ aHOMaIMSMHU TOJOKEHUSI BHYTPEHHUX
OpraHOB TPYIHOUN U OPIOIIHOM MOJIOCTH, AHOMAIBHOHN MOJBUKHOCTBIO CIIEPMATO30MI0B U aHOMAaJTHLHOU
CTPYKTYpOil M (PYHKIHEH PECHUYECK MEPIATEIBHOrO SMUTENUs PECIHPATOPHOTO TPaKTa, KOTOPHIC
MIPUBOJIAT K 33/I€PKKE CIU3U U OaKTepUil B IbIXaTENbHBIX MYTAX, YTO IPUBOJUT K XPOHHUECKOMY OTO-
CUHO-JIerouHOMYy Bocnanenuto. Y gwmr ¢ [TII[J] nHaOmromaercs pecnupaTOpHBIA JTUCTpPECC B
MJIJICHYECTBE, KallleIb U BBIJICJICHUE MOKPOTHI C PELIMIUBUPYIOIIMMU THEBMOHUSMU, KOTOPHIE MOTYT
mporpeccupoBatb 110 (opmupoBaHHsS OpoHX03KTa30B. [lpucoenaunsiercs WHQEKIUS YCIOBHO-
[aTOr€HHbIMM MHUKPOOPraHW3MaMu B T.4., , CHHETHOMHOM MalO4YKOW. , MUKpOOpPraHu3Mbl MOTYT
KYJIbTUBHPOBAThCS U3 CEKpeTa JIbIXaTeNbHBIX IMyTeH, U HOCOBBIX Ma3yx. OOpaTHOE pacroioXeHUe
BHYTPCHHHUX OpraHoB (Situs inversus) mpucyrcteyer y 50% namuentos ¢ IT11J]. Ctearopes u 3amepxka
paszButus y nanuentoB ¢ [111J] ne nabmomarorcs. 111 acconuupoBaHa ¢ MaToreHHbIMU BapuaHTAMU
BO MHOECTBE I'€HOB, KOJUPYIOIIHUX PA3JINYHbIE CTPYKTYPHbIE KOMIIOHEHTBI PECHUYEK, U HACIEAYETCs

MpEeUMYIIECTBEHHO ayTOCOMHO-PCUCCCHBHBIM 06p330M.

B oH-naiin 6a3e HacIeACTBEHHBIX MEHACTUPYIOIIUX 3a00neBanuil y yenoseka — OMIM (244400;
242650) k HacTosIlIEMy BPEMEHU yKa3aHO 45 reHeTHYECKHX JOKYCOB, YHYAaCTBYIOLIUX B 3THOJIOTUU
M. Tem ne wmenee, 20-30% mnaumeHToB ¢ xopomio oxapaktepuzoBaHHoil [II[J[ He wumeroT
UICHTU(PUIUPYEMbIX MATOTEHHBIX BApUAHTOB HU B OJHOM U3 M3BecTHBIX reHoB ([Ipunoxenue A3.3).
BonbmmuacTtBo TeHermyeckux Qopm I/l HacimemyroTcs Mo ayTOCOMHO-PEIECCHBHOMY THIY, 3a
uckmroueHueM FOXJ1-PCD (xoropwiii siBisiercss ayrocoMHo-goMuHaHTHeIM) u PIH1D3-PCD u
OFD1-PCD (xotopsie sBisitorcst X-crerieHHbpME) [European Respiratory Society guidelines for the
diagnosis of primary ciliary dyskinesia. Eur Respir J. 2017 Jan 4;49(1):1601090, Kuehni CE, Lucas
JS. Diagnosis of primary ciliary dyskinesia: summary of ERS Task Force report. Breathe 2017; Sept
13(3): 166-178, Nussbaumer M, Kieninger E, Tschanz SA, Savas ST, Casaulta C, Goutaki M,
Blanchon S, Jung A, Regamey N, Kuehni CE, Latzin P, Miiller L. Diagnosis of primary ciliary
dyskinesia: discrepancy according to different algorithms. ERJ Open Res. 2021 Nov 1;7(4):00353-
2021]. Ha nmoprae OMIM (244400; 242650) k HacTOsIEeMYy BPEMEHH yKa3aHO 45 IeHeTHYECKHX
J0KycoB, ydacTBytommx B peanusauuu IIIJJ[. Tem ne wmenee, 20-30% monmelr ¢ Xopoio
oxapaktepuzoBanHoil I1LJ] He uMmeroT uIeHTU(UIUPYEMBIX ATOTEHHBIX BapHAHTOB HU B OJJHOM M3

n3BecTHbIX reHoB ([Tpunoxxenue A3.3).

1.3 DnuaemMuoJorus 3a00JeBaHnus WM COCTOSTHNS (IPYNIbI 3200J1eBaHNIi HJIH COCTOSTHUI)

ITLJ] — penxoe 3aboneBanne (ORPHA 244; 98861). Ero wactora cocraBnser ot 1:10 000 mo
1:40 000 pommBmmmxcs »xuBbiMu. [Lucas JS, Walker WT, Kuehni CE, Lazor R. Primary ciliary
dyskinesia. In: Courdier J-F, editor. Orphan Lung Diseases (Vol. 54), Lausanne: ERS Monograph;



(2011). p. 201-17, O’Callaghan C, Chetcuti P, Moya E. High prevalence of primary ciliary dyskinesia
in a British Asian population. Arch Dis Child (2010) 95:51-2.10.1136/adc.2009.158493, Werner C.,
Onnebrink J.G., Omran H. Diagnosis and management of primary ciliary dyskinesia. Cilia, 2015; Jan
22; 4(1): 2. DOI: 10.1186/s13630-014-0011-8].

[IIupokass BapuabENBHOCTh YaCTOThI B PA3JMYHBIX HCCICAOBaHUSAX OOYCIOBICHA Kak
pa3IMYMsIMH B KPUTEPHSIX JUArHOCTHKH, TaK M MOIMYJISIIUOHHBIMUA OCOOCHHOCTSIMH (TeorpaduuecKon
JOKQJIM3AIMEeH Pa3IUYHbIX BHJIOB MYTallUid, YacTOTOW KPOBHOPOJCTBEHHBIX OpakoB u T.1.). Cpemu
CTpaH E€BpPOIIEWCKOro peruoHa camasi BbICOKas pacrpoctpaneHHocTh Ha Kumpe 1:9 000, a camas
Hu3Kas - B Dcronun u boarapun 1:60 000 nereii [Lucas J.S.A., Walker W.T., Kuehni C.E., Lazor R.
Primary ciliary dyskinesia In: Courdier J.-F. (ed.). Orphan Lung Diseases. Lausanne; 2011, pp. 201-
217 doi: 10.1183/1025448x.10008310, HoBak A.A., Musepuunkuii F0.JI. TlepBuunas muinapHas
JTUCKHHE3Ms: COCTOSHUE IPOOJEMBI M IepcrekTuBbl. Meaunuuckuii coser. 2021;(1):276-285. doi:
10.21518/2079-701X-2021-1-276-285,]. OtHocuTenbHOo Oosiee uactas BcTpedaemocts [II[JI B
BenukobOpurtanuu cpeau momyisaiun Beixoaes u3 KOxuoit Asum (1:2265) [O’Callaghan C., Chetcuti
P., Moya E. High prevalence of primary ciliary dyskinesia in a British Asian population. Arch Dis
Child. 2010;95(1):51-52. doi: 10.1136/adc.2009.158493].

Bwmecte ¢ Tem, CJICAYCT MMPUHATHE BO BHUMAHHUEC, YTO JUAIHOCTHKA HHIL HEPCAKO CYHICCTBCHHO
3ara3/JbIBacT.

Cpenu nereii ¢ peKyppeHTHBIMU BOCHIATUTEILHBIMU 3a00JICBAaHUSIMU OPOHXOJIETOYHON CHUCTEMBI
5,6% cocrasnstot 6onbhbie ¢ [TLIJ] [Incidence of primary ciliary dyskinesia in children with recurrent
respiratory diseases.Chapelin C, Coste A, Reinert P, Boucherat M, Millepied MC, Poron F, Escudier
E.Ann Otol Rhinol Laryngol. 1997;106(10 Pt 1):854]; cpenu maimeHtoB ¢ GponxodskTazamu TT11J]

BeIsIBIIsIeTCS Y 13%.

Ha ocnoBanuu o6cnenosanust HaceneHus: CIIA ¢ nenbio BbIsIBIEHUS 00paTHOT'O PacoIOKEHUs
BHYTPEHHUX OpPraHOB M OpOHXOJKTa30B 3a00JIeBa€MOCTh Mpesamnosiaraetcsi, uro yacrora [TILIJ]
cocraBisier 1 Ha 10 000-20 000 poxnennsix aereir [Knowles MR, Zariwala M, Leigh M. Primary
Ciliary Dyskinesia. Clin Chest Med. 2016 Sep;37(3):449-61. doi: 10.1016/j.ccm.2016.04.008].

B 40 -50% ciy4yaeB nepBHYHOM NUIHAPHON TUCKUHE3WH HAOJIO1aeTCsl 0OpaTHOE PACIONIOKEeHUE
BHYTPEHHHX OpraHoB (Situs viscerum inversus) winM H30JUpOBAaHHAs ICKCTPOKAP/Hs, B COYCTAHHU C
MopakeHHeM OpPOHXOJIETOYHOW CHCTEMBI, KOTOpas mojiyduia Ha3BaHue cuHapoMm Kaprarenepa(CK).
Ero pacnipoctpanennocTs coctarisier 1:30000-1:60000.

1.4 OcoGeHHOCTH KOIMPOBAHUA 3200J1€BAHUA WJIHM COCTOSAHHA (rpynnsl 3a00JeBaAHUN WJIH

cocTosinnii) no MekAyHAPOAHOH CTATHCTHYECKO kJjaaccuukannm 0OoJiesHeil u mpodaem,

CBA3AHHBLIX CO 310POBbHEM

[T/ ue nmpencrasiena B MKb-10 kak oTnenbHas Hozonoruueckas Gopma. s kogupoBaHus

MOTYT HUCITIOJIB30BATHCA CICAYIOIINEC KOOI,



Q32.4 — [ipyrue Bpo:xaeHHbIe AaHOMAJINU OPOHXOB

1.5 Knaccudukanus 3a00/1eBaHUA WIN COCTOSHUS (TPYNNbI 3200/1€BAHUI WM COCTOSTHUIA)

OO0wmenpuHATON KiaccuGUKaIUi MEPBUYHON IIMIIMAPHON JUCKUHE3UU HE CYILIECTBYET.

1.6 KainHu4ecKasa KapTuHa 3a60J1eBaHM s UJIM COCTOSIHUA (Tpyniibl 3a60/1IeBaHUNA U
COCTOSIHU M)
Cpennuii BO3pacT IOCTaHOBKM JHMarHo3a B CTpaHax EBpOIbI, COTIACHO HCCIIEI0BAHHMIO,

npoBeaeHHomy B 2010 roay, coctaBn 5,3 roja, mpu 3TOM naiueHTam ¢ cuHapomom Kaprarenepa
JMarHo3 MoATBepIKaaeTcs B boiee panHeM Bo3pacte — 3,5 roga. [Kuehni CE, Frischer T, Strippoli MP,
Maurer E, Bush A, Nielsen KG, et al. Factors influencing age at diagnosis of primary ciliary
dyskinesia  in European  children.  //Eur  Respir J,  2010;  36: 1248-1258.
Do0i:10.1183/09031936.00001010]. Menauana Bo3pacTa YCTaHOBJICHHS auarHo3a B Poccuiickoit
denepanuu (57 manpeHToB): y maueHToB ¢ cunapomom Kaprarenera: 4 romga (IQR 0,8-7, range 0-14)
y TAIMCHTOB C HOPMAaJIbHBIM PAaCIOOXKEeHHEeM BHyTpeHHuX opraHos: 7,6 jer (IQR 3,1-13, range 0,3-
16) [E. Vishneva, L. Selimzyanova, E. Sereda Difficulties of primary ciliary dyskinesia diagnosis in
children ERS Annual Congress 2013, 7-11 September, Barcelona, Spain. P1236].

N3meHeHue cTpyKTypbl U (PYHKLIHUH PECHUYEK PECIUPATOPHOIO TPAKTAa MPUBOAUT K HAPYIICHUIO
MyKonmiIuapHoro Tpancnoprta. [locnenyromiee HacnoeHrne HHPEKIUN 00YCIOBIUBAET (GOPMUPOBAHKE
XPOHUYECKOTO BOCMAJIUTENLHOTO MOPAKEHUS OPraHOB IbIXaHUS. TakuM 00pa3oM, B KIMHUYECKOM
KapTuHE 3a00JIeBaHUs OCHOBHYIO POJIb WIPAIOT HapyIIeHUS (YHKIHUU PECTTUPATOPHON CHUCTEMBI,
XapaKTCPUIYIOMUCCA TOTAJIbHOCTBIO MTOPAKCHNA U paHHUM HAa4YaJlOM.

BenymuMm mnposiBnenuem Oonesnu y geteit ¢ IIL[JI sBnstoTcs wacThle BOCHANMTEIbHBIC
3a005leBaHUs BEPXHUX M HWKHHUX JBIXaTEIbHBIX IYTEH, KOTOpPbIE PETUCTPUPYIOTCS Y JOCTATOYHO
OOJBIIION KOTOPTHI JeTel, 0COOEHHO B paHHeM Bo3pacrte. OgHaKo, ocBenoOMIIeHHOCTh Bpaueh o 1L/
KpaﬁHe HEBBICOKA, B CBA3M C YEM JUAIrHOCTHUKA I[ﬁHHOfI aTOJIOTUUM B OOJIBIIUHCTBE CJIy4acB
HECBOEBPEMEHHA.

Kaaccuueckne nposisiienns IIJ] B 3aBucumoctu ot Bo3pacra (amantuposano [Mirra V,
Werner C, Santamaria F. Primary Ciliary Dyskinesia: An Update on Clinical Aspects, Genetics,
Diagnosis, and Future Treatment Strategies. Front Pediatr. 2017 Jun 9;5:135. doi:
10.3389/fped.2017.00135])

Ilepuoo noeoposrcoennocmu

o Jluctpecc-cuHapomM



o0 3arpyaHeHUE HOCOBOTO JILIXaHUS

o IIneBMOHUS/OPOHXUT

o OO6patHoe pacmonoxenne BHyTpeHHUX opraHoB (y 20-50% manueHToB)
Hemckuit eo3pacm

o Xpouuueckuii kauienv

o OkccyoamusHviii omum

o Xponuueckuil/peyuousupyrowuti pUHOCUHYCUM

o Ilnesmonuu/bponxumot

o bpouxosxmasuvl

o Obpamnoe pacnonosicenue sHympennux opeanos (v 20-50% nayuenmog)

B3pocabie
o  Xpomuuueckuu kawienw
o Jkccyoamueuwiti omum
o XpoHuueckuil/peyuousupyroumuti pUHOCUHYCUM
o [lnesmonuu/bponxumot
o  bBpouxosxmasul
o  bBecnnooue unu cuudicenue ghepmunvrocmu

o Obpamnoe pacnonodxcerue euympennux opearos (y 20-50% nayuenmos)

[opaxenue nerkux B OONBIIMHCTBE CIIy4acB MPOSIBISIETCS YK€ B MEpPBbIe THHU JKU3HU peOCHKa B BHJC
ITHEBMOHHH, MHO)KECTBEHHBIX aTEJIEKTa30B, PECIUPATOPHOTO IAHMCTPecca, HEPEAKO TPeOYIOMMX MHTCHCHBHOU
Tepanuy, JUTMTEIbHOW OKCHTCHOTEpalHyu; y MAalUMeHTOB ¢ CHHApoMOoM Kaprarenepa BbLABIsieTcs oOpaTHOE
pacroioKeHne BHYTPEHHUX OPraHOB; Hepelko y HoBopoxkaeHHbIX ¢ [TLJ] nuarnoctupytot nopoku cepama. C
TIEPBBIX JHEH )KU3HU OTMEYAIOT IEPCUCTUPYIOIIYIO PUHOPPEIO.

VY nereii Oornee cTapmiero Bo3pacTa, MOAPOCTKOB U B3POCIBIX HAPSAY C MOCTOSIHHBIM BIIQXKHBIM KallllleM
OTMEYAIOTCsI TTOBTOPHBIE BOCHAJIMTENBHBIE 3a00seBaHus (OpPOHXMTHI, THEBMOHUH); HEPEIKO IMPOLECC MMEET
HETIPEePHIBHO pelUIUBHpYIOIIee TedeHue. [1aToaorni OpoHX0IeroYHON CHCTEMBI COITYTCTBYET OPaKEHHE JIOp-
OPTaHOB: XPOHUYECKHH PUHUT, PUHOCUHYCHT, IOBTOPHBIE OTHTHI, IOCTENIEHHOE CHIDKEHHE ClyXa. Y B3pOCIBIX
MAIMERTOB OTMEYAIOT HAPYLIEHHs PENPOAYKTUBHON (QyHKIMKU(OECTUIONNE WM CHIKEHHE (PEPTHIIBLHOCTH)).

XapakTep U paclpoCTPaHEHHOCTh OPOHXOJIETOYHBIX H3MEHEHHH OIPENesIOT TSHKECTh 3a00JeBaHMs,
BBIPQKEHHOCTh ~ BOCIIAJIMTENILHOTO TIporiecca. 3a0ojieBaHUE MOXET MpoTeKaTh TI0 THITY TSDKEJION
OpPOHXOIKTATUYECKOW OOJIE3HU C YaCTHIMU OOOCTPEHUSIMH, C OTACICHAEM 3HAUYUTEIHHOTO KOJIMYECTBAa THOMHOM
MOKpOTBI, OPaJIbHON KpemuTaIfei, OABIIKONH. Y TalueHTOB ¢ OpOHXHTOM 0e3 OpOHXO0IKTa30B 00OCTpPEHHS
BOCHAJIMTEJIFHOTO Tponecca B OPOHXOJETOYHONH CHUCTEME HE CTONb YacCThle; SHIOCKONMYECKHE H3MEHCHHUS
HOCAT NMPEUMYIIIECTBEHHO KaTapaJlbHO-THOMHBIN XapaKTep, OJIbIIIKA OTCYTCTBYET.

Bonpoc o wacrore u cpokax ¢(opmupoBanusi OponxodkTazoB y maumentoB ¢ [ILJ ocraercs
JMCKYCCHOHHBIM: IO MHEHHIO HEKOTOPBIX CIIEHHAMCTOB, MOP(OIOTUYECKUH XapakTep OpOHXOJIETOYHBIX

W3MCHCHUI HE 3aBUCHUT OT JJATCIIBHOCTU TCUCHUS IIpoLecca: 6p0HXO3KTa3LI HEPCAKO BBIABIAKOTCA Y ,I[eTCfI yiKe



TIEPBBIX JIET JKU3HW, W B TO JX€ BpeMs Hamnuue OpoHxuTa (0e3 CHOpMHPOBABIINXCS OpPOHXOIKTA30B)
JIMarHOCTHPYeTcs MHoraa y moapocTkos [11, 12]. Bmecte ¢ Tem, o maenuto H.G. Noone (2004), D.E. Brown u
coaBt. (2008) yxe k 8-IleTHEMY BO3pacTy OpOHX03KTa3bl BEIABISIFOTCS y 50% Oonbabix [111/], nocTuras mouru
100% ux pacnpoCTpaHEHHOCTH CPeIH B3pOCbIX O0MbHBIX [13, 14].

[Tpu IILJ] nambosee xapakTepHBIMH BO30YIUTENSIMH WHQPEKIIMOHHOTO TPOIECcCca SBISIOTCS
Haemophilus influenzae u Streptococcus pneumoniae, pexxe Moraxella catarrhalis, Staphylococcus
aureus. Pseudomonas aeruginosa y aereil BbICeBaeTCs PEIKO, OJHAKO C BO3PACTOM 3HAYECHHE ITOTO
natorena y 6ompHbIX ¢ ITIJ] mocrenenno Bo3pacraet [Eber E, Midulla F, editors. ERS Handbook of
paediatric respiratory medicine. 1st ed. Sheffield, UK: European Respiratory Society; 2013. 719 p.;
Shapiro AJ, Zariwala MA, Ferkol T, et al. Diagnosis, monitoring, and treatment of primary ciliary
dyskinesia: PCD foundation consensus recommendations based on state of the art review. Pediatr
Pulmonol. 2015;51(2):115-132. doi: 10.1002/ppul.23304.]. V 15 mo 47% mnaruenToB ¢ ITLJ] xoTst ObI
OIMH pa3 B roja Beyiensiercss P. aeruginosa, a y 39% manueHTOB HAOJIOMAETCS XPOHHYECKAs
cunernoinnas uadexmuu [Alanin MC, Nielsen KG, von Buchwald C, et al. A longitudinal study of
lung bacterial pathogens in patients with primary ciliary dyskinesia. Clin Microbiol Infect 2015; 21.:
1093.e1-1093.e7. d0i:10.1016/j.cmi.2015.08.020]]. Pacupocrpanenrnocts HTM cpeau mereit ¢ TTIJ]
cocraBisier 3% [Davis SD,Ferkol TW Rosenfeld M, et al. Clinical features of childhood primary ciliary
dyskinesia by genotype and ultrastructural phenotype. 2015; 191: 316-324. doi: 0.1164/rccm.201409-16720C]
, a cpeau B3pocisix — 10% [Marthin, June & Lucas, Jane & Boon, Mieke & Casaulta, Carmen & Crowley,
Suzanne & Destouches, Damien & Eber, Ernst & Escribano, Amparo & Haarman, Eric & Hogg, Claire &
Maitre, Bernard & Marsh, Gemma & Martinu, Vendula & Moreno-Galdo, Antonio & Mussaffi, Huda & Omran,
Heymut & Pohunek, Petr & Rindlisbacher, Bernhard & Robinson, Phil & Nielsen, Kim. (2021). International
BEAT-PCD Consensus Statement for Infection Prevention and Control for Primary Ciliary Dyskinesia in
collaboration with ERN-LUNG PCD Core NETWORK and patient representatives. ERJ Open Research. 7.
doi:10.1183/23120541.00301-2021].

[Mokazano, uto Achromobacter xylosoxidans siBisiercst maToreHoM, KOTOPBIN B IEPBYIO OYepeIb
uaeHTuuIMpyeTcs cpeau B3pocibix nanuenToB ¢ [TLJ] npu uccnenoBanuu cCMENIaHHOW TOMYJISIINH,
BKIIFOYAOIel kak jgered, Tak u B3pocibix ¢ IIIIJ], B kotopom A. xylosoxidans Beiaenen B 6%
0o0pa3IoB MOKpPOTBHl OT B3POCHBIX TMAalMEHTOB cTapmie 25 JeT MO0 CpPaBHEHUIO C JAPYruM
HccleoBaHreM, Koraa y aereit g0 12 et A. xylosoxidans seimenen B 1% ciyuaes [Alanin MC,
Nielsen KG, von Buchwald C, et al. A longitudinal study of lung bacterial pathogens in patients with
primary  ciliary  dyskinesia. Clin  Microbiol  Infect 2015; 21: 1093.e1-1093.e7.
doi:10.1016/j.cmi.2015.08.020]. Drta npobiema Majno H3y4eHa H B JIMTEpaType MNPaKTHYECKH
OTCYTCTBYIOT JaHHBIE KacCaIOLIUECs PaCIpOCTPAHEHHOCTH, KIMHUYECKOTO 3HAUYCHUS U OCOOEHHOCTEMH

JieyeHus1 MHQEKIUH JIerkux, Bei3BaHHBIX A. Xylosoxidans. B muteparype Takxke OTCYTCTBYIOT JAaHHbIC,
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Kacalolluecss pacHpoCTPAHEHHOCTH, KIMHUYECKOrOo 3HA4YeHHs] W OCOOEHHOCTEW JeueHus Mpu

XPOHUYECKOM WH(EKIMu Jerkux, Bei3BaHHOW Burkholderia cepacia complex. Hemnb3st uckio4nTh,

yuuthiBast natorere3 [11[/], uro xpornueckas napexnus nerkux mnpu [11J] moxer ObITh 00ycoBIeHA

BCEMHU TEMH K& MUKPOOPraHU3MaMH Kak Ipu MykoBucuuaose (MB).

Huddepennmanbupiii quarnos [1J] TpedyeT uCKIIOYeHHS IMUPOKOTO CIEKTPa MATOJIOTHH:

BPOX/ICHHBIC TIOPOKU Pa3BUTHs OPOHXOJETOYHONW CHCTEMBI, TAKHE KaK JTU30HTOT€HETHYECKHE
OpOHXO0AKTa3bl, OPOHXOJETOYHBIE KUCTHI, Tpaxeo- U OpPOHXO-NHUIIEBOAHBIC CBUIIM (AMAarHO3
MOJTBEPXKAACTCSI  MOCPEICTBOM  IPOBEACHUSA  BHU3YAIM3HPYOLIUMX  I[OPOK  METOJOB
JMArHOCTHKH, TAKUX KaK KOMIIbIOTEpHAasi TOMOIrpadusi, TpaxeoOPOHXOCKOMHS);

MYKOBUCIHI03 (IMAarHO3 TOATBEPHKIACTCA MPU HATUYHHM OJHOTO HIM 0ojee XapaKTEepHBIX
¢dbeHoTUNIMYECKUX MpOosiBIeHHH MB B coueTanmu ¢ JoKa3aTeabCTBaMU HapyIICHHs (YHKIIUU
MBTP, Takumu Kak: @pH MOJOXKHUTEIBHOM pe3ysbTaTe MOTOBOM MpoObl (MccliegoBaHHE
YPOBHS XJIOPUJIOB B I10T€) W/WJIM BBIABICHUM IIPU MOJIEKYJIIPHO-TEHETUYECKOM HCCIIE0BAaHUU
KIMHUYeCKH 3HauuMbIx Mytanuii rena CFTR (MBTP - TpancmemOpaHHBI perymistop
MPOBOJIMMOCTH MyKoBUCIH03a) (cM. Kimanmyeckme pexomenpanmu «Kuctosueni ¢Gubpos
(MyKOBHCIIHIO03)»));

UMMYHOJICUIIUTHBIE  COCTOSIHMSA  (AMAarHo3 MOATBEPXKIAeTCSd  BpauoM-ajlIeprojorom-
MMMYHOJIOTOM TIOCJIE TIPOBEIEHUS MMMYHOJIOTHYECKOTO OOCIeIOBaHMS, BKJIIOYAIOUIETO B
ceOs, B 3aBHCHUMOCTH OT KJIMHHUYECKOH HEOOXOIMMOCTH, OIpENEeIeHHE  YpPOBHS
uMMyHOrnoOynuHOB B kpoBu (AE,M,G), ummyHodeHOTHIIpOBaHHE THM(QOIUTOB,
ompenenenne onpeneneane JJHK TREC (T-cell receptor excision circles — T-kimeTourbie
skcum3nonnbie Konbila) 1 KREC (Kappa-deleting recombination excision circle - Kamma-
SKCIIM3UOHHBIE KOJbIla) B KpoBU MmetonoMm IILIP, daromurapHoii aKTUBHOCTH JIEHKOILIUTOB,
ypOBHSI KOMIIOHEHOB KomiiemenTa, NK-kierok u np.) ;

JUTUTENIEHO HaXoJAIIeecss HHOPOAHOE TEJIO B ABIXATENbHBIX MYTAX (IUAarHO3 MOJITBEPKIACTCS
MOCPENICTBOM TPOBEACHUS TPaxeoOPOHXOCKOIUH, KOMITBIOTEPHOH TOMOTrpaduu OpraHoB
IPYIHOMN TIOJIOCTH);

nepuuut anbda-l-aHTUTpHUIICHHA (IMArHO3 MOATBEPXKIAETCS OLEHKOW YpoBHS o-1-
AQHTUTPUIICUHA B KPOBH, W BBIBIEHHOW 3HAYMMON 3aMEHONM B TIeHaxX OTBETBEHHBIX 3a
dbopmupoBanue 3aboneBanus, Takux kak SERPINAL, SERPINA2, SERPINA3);
OpOHXOIKTaTHYECKasi OOJIE3Hb;

MIOPOKH Pa3BUTHS CEP/IIa U COCYIIOB;

JpyTUe BPOXKIACHHBIE W/WIIM HACIIEACTBEHHBIE 3a00JI€BaHUS U CUHAPOMBI (CHHIpOM Buibsmca-

Komnbenna u np);
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- OpoHXHMaibHAs acTMa;

- XpoHMYECKHH 00cTpyKTHBHBII OpoHXuT, XOBJI

- TyOepkyne3

- JIETOYHBIA MUKOOAKTEpHO3

- UAMONATUYECKUH MOJUIIO3HBIA PUHOCUHYCUT

- HEKOTOpbIe POPMBI MY>KCKOTO U )KEHCKOT0 Oecrutoawsi, He cBs3anHbie ¢ [T

- [WIMOMATHUH, KOTOPBIE MOTYT OBITh MposBIeHHWEM Apyrux cuuapomoB (Cenmopa-Jlykena,
Anbctpéma, bapae-bumis) u npotekats ¢ uiu 6e3 pecUpaTOPHBIX MPOSBICHUHN, C 00paTHBIM
PacrojoKEHUEM BHYTPEHHUX OPraHoB (TeTepoTakcuen), MOIMKUCTO30M MeYEHH U/WIIH MOYEK,

aTpe3Uel KEIUHBIX ITyTeH, pETUHOIIATUEN U 1.

2. Ilmarnocruka 3a00/ieBAaHUSA WIH COCTOSIHUS (IPyNIbI 3200J1eBaHUN WJIN
COCTOSIHMIT), MEeTUIIMHCKHE MTOKA3AHUA ¥ TPOTHUBONOKA3aHUS K PUMEHEHHIO

METOA0B JUATHOCTHKH

B nacmoswee epems nem eounoco memooa - «3010mozo» cmanoapma ouachocmuxu I/
ﬂua2H03 Hl[ﬂycmaﬂaeﬂueaemwl HA OCHOBAHUU xapaKmepHoﬁ KAUHUYECKOU KapmuHsl 6 coiemarnuu ¢
pesyromamamu cneyuaivhvix ucciedosanuti [Lucas JS, Barbato A, Collins SA, Goutaki M, Behan L,
Caudri D, Dell S, Eber E, Escudier E, Hirst RA, Hogg C, Jorissen M, Latzin P, Legendre M, Leigh
MW, Midulla F, Nielsen KG, Omran H, Papon JF, Pohunek P, Redfern B, Rigau D, Rindlisbacher B,
Santamaria F, Shoemark A, Snijders D, Tonia T, Titieni A, Walker WT, Werner C, Bush A, Kuehni CE.
European Respiratory Society guidelines for the diagnosis of primary ciliary dyskinesia. Eur Respir J.
2017 Jan 4;49(1):1601090, Kuehni CE, Lucas JS. Diagnosis of primary ciliary dyskinesia: summary
of ERS Task Force report. Breathe 2017; Sept 13(3): 166-178].

Onmumanvusiil areopumm ouazHocmuxu ocmaemcs npeomemom ouckyccuti [Nussbaumer M,
Kieninger E, Tschanz SA, Savas ST, Casaulta C, Goutaki M, Blanchon S, Jung A, Regamey N, Kuehni

CE, Latzin P, Miiller L. Diagnosis of primary ciliary dyskinesia: discrepancy according to different
algorithms. ERJ Open Res. 2021 Nov 1;7(4):00353-2021].

Hpu ycmaHoe1eHuu ouazrnosa yuumuvlearomcsi.

o XapakmepHvle OAHHbLE AHAMHE3Ad U KIUHUYECKAs KAPMUHA (CM. 8bliue);

o pe3yibmamsl CKpuHuHea - ucciedosanue yposus oxcuoa azoma (NO) 6 gviovixaemom
HazanbHoM 8030yxe (v borvwuncmea nayuenmos c I1J] on cHudicen);

o AHAU3 4ACMOmbl U NAMMEPHA OUeHUsi pecHu4ex 6 buonmame u3 NOJIOCMU HOCA UTU

6p0Hxa C NOMOUuYvbio Cc8emoeBoll MUKpOCKOnuu,
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o INEKMPOHHASL  MUKPOCKONUSL  (OOHapysicenue aHOMANUll CMpPOeHUsi pecHuYeK 8
buonmame cau3UCMOU  000NIOYKYU HOCA UMY OPOHXA, AHOMAIUL CMPOEHUSL JHC2YMUKO8 U
CnepMamo30ouoos).
®  pe3nbmamvl CEemOONMUYECcKoll MUKPOCKONUU CHepMAmo30ud08 (Haiudue momaibHOU uiu
CYOmMomanbHOU ACmMeH0300CnepMULL);
® pe3yrbmamsvl  MeOUKO-2EHeMU4ecKko20  00Cne008anus  (AHAIU3  POOOCIOBHOU,  OAHHblE

MONEKYNIAPHO-2eHeMU1ecKoe UCCIe008aHUS 2eHO08, C8A3AHHbIX ¢ pazsumuem TIL[)]).

Tax Kkax 6vICOKOMEXHONIO2UYHbIe —OUdeHOCMUYecKue mecmsl AGNAMCA  00CMAMOYHO
00pO2OCMOAWUM U  HEOOCMYNHbl Ol  WUPOKO20 UCNONb308AHUSL 8 HeCcNneyuanu3upoB8aHHbIx
cmayuonapax, yerecoobopazen omoop nayuenmog O ux npoeedenus. Eeo pexomendyemcs
nPOBOOUMD C YUemOM NPUBEOEHHBIX HUICE KpUMepues.

Hononnumenvnomy obcnedosanuio noonexcam [Lucas JS, Barbato A, Collins SA, Goutaki M,
Behan L, Caudri D, Dell S, Eber E, Escudier E, Hirst RA, Hogg C, Jorissen M, Latzin P, Legendre M,
Leigh MW, Midulla F, Nielsen KG, Omran H, Papon JF, Pohunek P, Redfern B, Rigau D,
Rindlisbacher B, Santamaria F, Shoemark A, Snijders D, Tonia T, Titieni A, Walker WT, Werner C,
Bush A, Kuehni CE. European Respiratory Society guidelines for the diagnosis of primary ciliary
dyskinesia. Eur Respir J. 2017 Jan 4;49(1):1601090]:

1. nayuenmsl, UmMeloujue HeCKOIbKO U3 HUNCENepeyUCIeHHbIX NPUSHAKOS.!

-NOCMOAHHbBIU NPOOYKMUBHBLU KAULeb

~-AHOMANUU PACHONIONCEHUS 6HYMPEHHUX OPSAHO8;

-8p0JiCOeHHblEe NOPOKU cepoya,

- nepcucCmupyrowul pUHUM,

-NOJUNO3HBIU PUHOCUHYCUN

-XPOHUYECKUU CPEOHULL OMUM CO CHUMCEeHUeM CyXa (Unu 6e3 He2o),

-Hanu4ue pecnupamopHbuix HApyuleHuti (6 mom ducie — mpeoyrouwux UHMeHCUBHOU mepanuu) 6
nepuooe HOBOPOICOEHHOCHU

2. nayuenmsl 03 AHOMANUL PACNONIONCEHUs. BHYMPEHHUX Op2aH08, HO umerowue opyaue
xapakmepnvle kiuHuyeckue nposenenus [T (em. n.1,4,5,6 u pasoen 1.6 Kiunuueckas kapmuna)

3. cubcel u Opyeue poocmeenHuku nayuenmos c IIL]J], ocobenno — 6 ciyuae Hanuqus
XapakmepHulx KIUHu4eckux nposenenuti (cm. n.1,4,5,6 u pasoen 1.6 Knunuueckas xapmuna4)

4. Hapywenue epunonocmu y 83pocCivblX NAyueHmos (8 4acmHoCmu, NepeUYHOe MYHCCKOe
becniooue, c853aHHOE C ACMEHO300CnepMUet).

5. Buemamounas bepemennocmo
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6. Bvices us omoensemozo/mamepuana, NOIY4eHHO20 U3 BEPXHUX U HUNCHUX ObIXAMENbHbIX
nymeti epamompuyamenvroti gaopvl, MRSA

1. Couemanue xapaxmepHuviX KIUHUYECKUX NPUSHAKOE C NOLONCUMENTbHBIM Pe3VIbmamom
oyenku no wixare PICADAR (>5)(cm. Ilpunoscenue I'l).

Aneopumm ouacnocmuku I/ npedcmasnen 6 npunodicernuu b1

2.1 Kaao0bl 1 aHAMHE3

IlIpu cbope anamueza credyem obpamums 6HUMAHUE HA MUNUYHbIE KIUHUYECKUE NPOSBIEHUs.
HI]: ona smux nayuenmos Xapakmepuvl MOPNUOHbIE K MEPANUU PUHUMbBL NPAKMUYECKU C
POACOEHUS], UHGPEKYUU HUINCHUX ObIXAMENbHbIX NYymell, CONPOBOICOAIOUUEC XPOHUUECKUM KaulleM,
HEpPeoKo e 6 HeOHAMAlbHOM nepuode Ul peyuousupyrowue OpPOHXUMbl 6 PAHHEM 603pacme.
Kpome moco, y muoeux nayuenmos ommeyaomcs peyuousupylowjue 3KCCyOamueHvle OMumvl cO
cHudicenuem cayxa. Couemanue XpoHUHecKo20 (Peyuousupyrowe2o) CUHyCUma ¢ XPOHUYECKUM
(peyuousupyrowum) 6POHXUMOM AGIAEMC OCHO8aHUeM Olisl yenyOnieHHo20 obcledosanus pebenka. B
CeMeluHOM aHamuese UH020a YOAemcsi OOHAPYIHCUMb CAVHAU MYHCCKO20 0Oecnioous, XpPOHUUECKUX
OPOHXUMOS UNU CUHYCUMOB, AHOMATbHOE PACHOJIONCEHUE BHYMPEHHUX OpeaHo8, nepedku cayyau TIL[J]
¥ cubcos.

Xapakmephvie danuvie anamuesa u anamuecmuyeckue npusnaxu LT

- BHeMamouHas OepemMeHHOCMbE 8 AHAMHese,

- OpOHX03KMA3bl Y pooumerel;

- pooicOeHue nocie OepeMeHHOCmU, HACMYNnueuwiell 6 pe3yibmame 3IKCMPAKOPHOPAIbHOSO
ON1000MBOPEHUsL 8 C8A3U C becnioduem pooumenell;

- Pecnupamopmwili OUCMpecc-CUHOPOM HOBOPOIHCOCHHBIX, 8 OCOOEHHOCMU C ameleKmazamu Ha
PEHM2EHO2PAMMAX OP2AHO08 2PYOHOU KIeMKU, 8DONCOEHHAS NHEBMOHUS,

- NPAKmMuyecKu NOCMOSIHHOE «CONeHUe» HOCOM HA NePeOM 200y JHCUZHU, XPOHUYECKUL PUHUM,
€IHCEOHEBHAS 3ATI0NHCEHHOCb HOCA

- XPOHUYECKUL BIIAXHCHBIU Kaulenb (RPO00aXCUmenbHoCmylo bonee 4 Hedenv);

- NOBMOPHbLIE OPOHXUMDbL, NHEEMOHUU, AMENeKma3s, OPOHXOIKMA3bl (YAcmo — ¢ Nopajicenuem
cpeoHell 00U 1e2K020)

- NOBMOPHbIE OMUMDbL, IKCYOAMUBHBL OMUM, CHUNCEHUE YPOBHS CILyXA

- NOBMOPHbIE CUHYCUMDbL, XPOHUUECKUL CUHYCUN,

- (3EPKANIbHOE» PACNONONCEHUE HYMPEHHUX OP2aHO8 (cepoya, neuenu) — y noaiouHsvl OONbHbIX
(cunopom 3usepma-Kapmazenepa);

- gvices uz mokpomsi MRSA, epamompuyamenvroti ¢ropul,

- becniooue y MydCUUH U CHUdMNceHue hepmuibHOCMU Y HCeHWUH, becniooue Y poOCMBEeHHUKO8
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2.2 duzukajbHoe 00cae10BAHUE

Obwuii ocmomp nodpazymesaem OYeHKy 00uje2o @Qu3UuecKko20 COCMOAHUSA, QUIUYECKO20
pazeumusi pebeHka, noocuem YAcmomuvl ObIXAHUA, CEPOEUHbIX COKPAWEHUL, OCMOMp BEePXHUX
ObIXAMENbHBIX nymetl U 3e6d, OCMOMp, NATLNAYUIO U NEPKYCCUIO 2PYOHOU KIemKU, ayCKYIbMAayuo
JIe2KUX, NATbNAYUIO HCUBOMA.

Ilposenenus Il 3HauumenvHO 6apbupyrOm 6 CBA3U C BbIPANCEHHOU 2eHemuyecKoll
2emepo2eHHOCMbIO.

2.2.1 O6wuit ocmomp
Ilpu obwem ocmompe nayuenma oOYeHUBAIOM MANCECMb COCMOSHUS, (Qu3uuecKoe pa3eumust
pazeumue pebenxa; y oemeii ¢ IIL[J] 6osmodcno omcmasanue 8 puzuyeckom pazeumuu.

- Kawienvb - NOCMOSHHBIN, NPEUMYUWECMBEHHO NPOOYKMUBHBIU;, HEPeoKo ¢ OmoeleHuem
3HAYUMENbHO20 KOIUYeCmEd HOUHOU MOKPOMbL;

- 3ampyoHeHHOe HOC080e ObIXAHUE C HAIUYUEM NOCMOSHHO20 OMOENSIeMO20;, HEPeOKo
HA3ANbHASL 0OCMPYKYUsl, CEA3AHHASL C HAIUYUeM NOJIUN08, NPUBOOSUUX K GUOUMOU Oedhopmayuu
JIUYeB020 cKellema,

- CHUDICEHUE CTIYXa S6ISemcst Cle0CmeueM NepCUCmupyroumeco Uil XPOHUUecKo20 CpPeoHe20
omuma,

- 00blKa 8 NOoKoe Modicem HaOnodaemvcs y demell 8 cmaouu obocmpenus 3a001e8anus,
00bIUKA NPU PU3ULECKOU Ha2PY3Ke OmMeuaemcs y aOCOaOMmHo20 00IbUUHCMBA OOIbHBIX;

- (usukanvHble U3MEHEHUA 6 JIe2KUX SPKO BbIPAJCEHbl. KAK Npasuno, ¢ 08yX CMOPOH
NPOCIYUUBAEIC  MHOICECMBO PASHOKATUOEPHBIX GNANCHLIX XPUNOS; NEPKYMOPHLIL 368YK  HAO
NAmon02U4eckKy UMEHEeHHbIMU YYACKAMU JIe2KUX YKOPOUEH, MOdiCem OMMeyamuvcs KopoOOUHbllL
OMMEHOK 38YKd, HAOII00AMbCA NPUSHAKU OPOHXUATILHOLU 0OCMPYKYUU;,

- 2pYOHaA KNemKa Modicem umems pasiuinsie oegpopmayu,

- Y nayuenmog ¢ Haubojee MANCENbIMU NPOAGIECHUAMU BCLEOCMBUE XPOHUYECKOU 2SUNOKCUU
popmupyemcsi ymoawenue Hozmeevlx ¢hanane namvyes («bapabannvie NALOuUKU»), UMEHEHUE
dopmot hoemei («uacosvie cmeknay).

- npu  NOAHOM  OOPAMHOM  PACHONONCEHUU  GHYMPEHHUX  OpP2AHO8  MOHbL  cepoyda
NPOCIYUUBAIOMCA 8 NPABOL NONOGUHE SPYOHOU KIEMKU U CO CMOPOHbL CNUHbL, NeYeHb NalbRUPYemcs
cnesa. Moeym nabniooamuscs u Opyaue apuanmel Hapyuwienus pacnonoxcenus opeanos ( Ipunosicenue
I puc.3)

2.2.2 usuxanvnoe oociedosanue a10p op2arnos

- [lpu svinonnenuu nepeoneii puHocKoOnuu obpawaem Ha cebs HUMAHUE CKONIEeHUe/CMazHayus

omoensiemMozo (uyawje 2SHOUHO20) 6 HUJICHUX HOCOBbIX X00aX, 4Ymo SA61Aemcs O00CMAmoO4YHO
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NamocHOMOHUYHBIM Ol HU,ZZ 3a cuem  UCKIIOYUMENbHO 2pasumayuorro O6yCﬂ06‘JZeHH020
MPAHCNOPMA HA3ATbHO20 CEKPema 6 YCI0BUSIX OMCYMCMeUus MyKoyuiuapro2o kiupenca [Baroody
FM. Mucociliary transport in chronic rhinosinusitis. Clin Allergy Immunol 2007; 20: 103-119.]. V
yacmu nayuenmos (18% [Leigh MW. Primary ciliary dyskinesia. Semin Respir Crit Care Med 2003;
24: 653-662; Min YG, Shin JS, Choi SH, et al. Primary ciliary dyskinesia: ultrastructural defects and
clinical features. Rhinology 1995; 33: 189-193] 6 konye nepeoii — nauanre 6mopoil 0ekao HcuzHu
MOdicem pa3eUu8ambCs HA3ANbHLLU NOAUNO3, KOMOPbIL HOCUM XapaKmep 08YCMOpOHHe20, OUpPY31H020.

- Hpu omockKonuu (omomukpoawnuu) 6He peuuduea ocmpoeco cpe()Heeo omuma ommeuaemcs
CKONJIeHUe Henpo3pauHo2o sKccyoama 3a 6apabanHou NepenoHKoU C NPUHAKAmMu GopmMuposanus
aoee3ull u pempaKyuoHHbIX KAPMAHO8 PACCAAONEHHOU U HAMAHYMOU Yacmel 6apabanHoll nepenoHKu.
B cnyuae nanuuus cmotixoii nepgpopayuu 6apabannoli nepenoHKU OHa HOCUM Xapakxmep YeHmpaibHOU
(M€30muMl’laHCl]ZbH01/7) nocie uyHmupoeanust 6Clpa6aHHOL7 noiocmu UaU INUMUMANAHAILHOU 6 caiydae
BbIPAIICEHHOU pempaKkyuu pacciabieHHoU yacmu (NocCieOHssT ommedaemcs peoko, Mmakice KaKk u
Gopmuposarue pempakyuoHHoU xoiecmeamomsl OJisi OAHHOU SPYRNbl NAYUEHMO8 He XAPAKMePHO U
ommeuaemcsi, no 0aHHbIM psada ucciedosanuti, om 0 0o 11,7% cayuaes) [Majithia A, Fong J, Hariri
M, Harcourt J. Hearing outcomes in children with primary ciliary dyskinesia- a longitudinal study. Int
J Pediatr Otorhinolaryngol. 2005;69(8):1061—4, Virginie Pruliére-Escabasse, Andre Coste, Pierre
Chauvin, Brigitte Fauroux, Aline Tamalet, Erea-Noel Garabedian, Estelle Escudier, Gilles Roger.
Otologic features in children with primary ciliary dyskinesia. Arch Otolaryngol Head Neck Surg. 2010
Nov;136(11):1121-6. doi: 10.1001/archoto.2010.183]/
2.2.3 HIkana-¢onpocnuxk PICADAR

ﬂ]l}l KOAUYeCmeeHHO OYEHKU 3HAYumocmu KJAIUHUYECKUX NpPUu3HAKoe npu nodos’peHuu Ha Hlm
Mmoxcem 6vimob ucnonvsosana wkana - eonpochux PICADAR (IIpunosicenue I') [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].

2.3 JIa0opaTopHbIe TUATHOCTHYCCKHE UCCISTOBAHUS

2.3.1 Mukpoobuonozuueckan ouazHocmuxa
. Pexomennyercst Bcem narmentam ¢ [IJ] (mnmm ¢ momo3zpenuem Ha [111J]) MukpoGuonornaeckoe
UCCIIeIOBAaHHE MOKPOTHl (MHAYLIMPOBAHHOW MOKpPOTHI WJIM TpaxeajbHOro acnupara), Wid, B
UCKJIIOUUTENIBHBIX CUTYallMsX (Ui MJIQJEHIEB), Opo(dapUHIeaJbHOrO MasKa W/MIM KHJIKOCTH
OpPOHXO0AITBBEOISIPHOTO JIaBaXa JIJIsl MICHTH(HUKAINY TTATOT€Ha/-0B M ONPEACTICHUS YyBCTBUTEIILHOCTH
BBIJICJICHHOW MHKPO(QIIOPhl € IIEIbI0 ONTHMHU3AIMUA TMPOTHBOMHUKPOOHOW Tepamuu [Shapiro AJ,

Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C, Daniel SJ,
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Kimple AJ, Manion M, Knowles MR, Leigh MW, Genetic Disorders of Mucociliary Clearance
Consortium. Diagnosis, monitoring, and treatment of primary ciliary dyskinesia: PCD foundation
consensus recommendations based on state of the art review. Pediatr Pulmonol. 2016 Feb;51(2):115-
32. doi: 10.1002/ppul.23304. Epub 2015 Sep 29. PMID: 26418604, Marthin JK, Lucas JS, Boon M,
Casaulta C, Crowley S, Destouches DMS, Eber E, Escribano A, Haarman E, Hogg C, Maitre B, Marsh
G, Martinu V, Moreno-Galdé A, Mussaffi H, Omran H, Pohunek P, Rindlisbacher B, Robinson P,
Snijders D, Walker WT, Yiallouros P, Johansen HK, Nielsen KG. International BEAT-PCD consensus
statement for infection prevention and control for primary ciliary dyskinesia in collaboration with
ERN-LUNG PCD Core Network and patient representatives. ERJ Open Res. 2021 Aug 2;7(3):00301-
2021].
(YYP - C, YOI — S)Kommentapum: Hccreoosanue nposooumcs npu nepeutHol OUAeHOCmuKe u 8
npoyecce OUHAMUYECKO20 HAOMIOOEHUS, 8 MOM Hucie, Ol KOHmpos d¢ppexmusnocmu mepanuu, He
peoice 1 pasa e 3 MecC., N0 NOKA3AHUAM - Yauie. Taxorice npoeodumc;l KOHmMpOJlbHOE uccneoosane nocie
Kypca aHmMuMukpoOHOU mepanuu npu 2oCNUMAnU3ayuu uiu ¢ Yeivio OyeHKu 3¢gdexkmusnocmu
nposedeHus IpacuKayuu npu nepeuyHoMm evicege P. aeruginosa u Opyeou epamompuyamenbHol
anmubuomukopesucmenmuotl gopwi (uepes 7-10 oneti om nauanra mepanuu,).

Iipu XPOHUUeCKOU 2pamompuyamenbHou AHMUOUOMUKOPE3UCMEHMHOLL ¢nope
PEKOMEHOYEemCsl HaNpasisimb HA MUKpobuoiocudeckoe obciedosanue 6onvhvix nayuenmos ¢ I1L[J] 6
nepuood NposedeHuUsi IPAOUKAYUOHHOU MEPANUU — eHCEeMECAUHO C Yenblo OYeHKU IP@ekmusHocmu

IMUMUHAYUU 8030yOUmenell;

Hanpaesnams oemeti 0o 5 1em Ha ouacHocmuky MuKpooOHou ¢hiopsl, NOIY4EeHHOU ¢ NOMOUbIO
2nybokoeo maska uz 3eea. /[na oemeil cmapuie 5-6-1emue2o 803pacma u 63pociviX peKoMeHOyemcs
NPUOPUMEMHBIM CYUMAMb AHAIU3 MOKPOMbL. Y 0emell ¢ XPIOHUYECKUM CUHYCUMOM — UCCIe008aAHUe

PpeKoMeHOyemcst npo8ooOUumsb Nymem NOLy4eHus 21y060K020 MAa3Ka npu pUHOCKONUU,

Ilpu nanuuuu HenpouszB8oOIbHOCO OMXAPKUBAHUS V NAYUEHMO8 CO CMAOUIbHLIM medeHuem 0oe3HU
PEKOMEHO0B8AHO  HANPABIAMb NAYUEHMOB  eHCe200HO O  UCCAe008aHUsl  OUACHOCTNUYECKO20
mamepuana Ha eviasnerue HTMB y e3pocivix, y Oemell - npu HAIUYUU CUMNMOMO8 (cM...). [na
ckpununea HTMDB nysicno ucnonvzosamv nocegbl U MA3KU HA  HAAUYUE KUCTIOMOYCMOUYUBLIX

bakmeputi, Komopbule 6epymcs u3 MOKpOmbvl NAYUEHMA.

OCHOBHLIM ~ MUKPOOUONOSUYECKUM — MeMOOOM OUACHOCMUKU OPOHXO0Ne20YHOU  UH@eKyuu
ABNAEMCA  KYIbMYPATbHbIL MEmo0 ¢ NOCeBOM PeCnUpamopHuvlx 00pa3yo8 Ha HeceleKmugHble,

CeJIEKNMUBHbLE U XPOMOCEHHblIE nUumamejbHbvle cpedbl.
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Llenecoobpasno npogedenue MUKpoOUOLO2ULECKO20 UCCAe008AHUSL PECNUPAMOPHBIX 00pa3y08 no

peKomeHOayuu epaia 6 00HoU u3 1abopamopuii Ikcnepmuo2o yposus no I1L]J] ne pesce 1 pasa 6 200.

Hoenmugpuxayuro H.influenzae cnedyem npoooumv 6 coomeemcmeuu ¢ Pexomenoayusmu
«Onpedenenue 4y6cmeumenbHOCMU MUKPOOP2AHUIMO8 K AHMUMUKPOOHbIM npenapamamy, 2021 a.

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

MUKpobuonoeos «Bvidenrenue, uoenmughuxayus u onpeoenenue wy8cmeuUmenbHOCmu K ahmuoOuomuxkam
Haemophilus influenzae», 2000 200a [Pexomenoayuu «Onpedenenue 4y8cmeumenbHOCmMu
MUKPOOP2AHUZMOB K AHMUMUKDPOOHBIM npenapamamy, 2021 2.

https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, Cmpauynckuii JL.C (ped.) Memoouueckue

pekomeHOayuu 0Nl MUKpoOUon0208  «Bvloenenue,  udenmugpuxayus u  onpeoeieHue

yyecmeumenvHocmu k anmubuomuxam Haemophilus influenzaey. KMMAX; 2000,2(2):93-109].

ﬂﬂumeﬂbHOCl’l’lb uHKy6aL;uu nepsuuynHoco noceea Heobxoouma CDOKOM He MeHee 7 CYymokK ¢
€XHCEOHEBHBIM NPOCMOMPOM U UsyueHuem scex svipocuux euoos kononuu [Wright RM, Moore JE,
Shaw A, Dunbar K, Dodd M, Webb K, et al. Improved cultural detection of Burkholderia cepacia from
sputum in patients with cystic fibrosis. JClinPathol 2001;54:803-5].

HdeHmugbuKab;uﬂ MUKPOOPSAHU3ZMOB C UCNOJNb306AHUEM KOMMEPUECKUX meCm-Cucmem,

Modicem nompebo8ams NPOIOHSUPOBAHHO20 nepuooa unkyoayuu (0o 48 uacos).

Bce muxpoopeanuzmul, gvioenennvle uz ovixamenvHulx nymetl om nayuenmos ¢ I1L[J[ oondichvl Obims
u()eHmuqbuuupoeaHbz KaxK MUHUMYM 00 poaa, MUKDPOODP2AHU3MbBL, UMernue KIUHUYEeCKOe 3HAYCHUE —
oo suoa [UK Standards for Microbiology Investigations ldentification of Pseudomonas species and
other Non Glucose Fermenters Bacteriology — Identification. ID 17. Issue no: 3. Issue date: 13.04.15.
Page: 2-41
https://assets.publishing.service.gov.uk/government/uploads/system/uploads/attachment_data/file/4226
99/ID_17i3.pdf].

B cnyuae evidenenus uz obpazya MukpoopeaHuzmos, U0eHMmupuKayuo KOmopuvlx mexHuyecku
HEBO3MOIICHO NPOBeCmU 8 1aO0pamopuu, HeodXo0umMo COXpaHneHue Kylibmypbl 015 ee Nocaedyouerl
peu@eHmuqbuKauuu C UCNOJNIb306AHUEM MACC-CNeKmpomMempuu Uuiu MONEKYIAPHO-cEHEMUUECKUX
memooos [Manual of clinical microbiology — 11th edition / editors in chief, JamesH. Jorgensen,
MichaelA. Pfaller; volume editors, KarenC. Carroll [and 4 others]. — 2015 p.774].

Onpeoenenue Yy8CmMEUMENbHOCMU  8blOENEHHOU MUKPO@IOpbl K  aHMUOAKmepuaibHuiM

npenapamam U UHMEPNpemayulo  pe3yabmamos UCCie0o8anus HeobXoo0umMo nposooums 8
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https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf
https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf

coomeemcmeuy ¢ aKmMyaabHOU 6epcuell peKoMeHOayuti Nno onpeodeieHuro Yy8CmeumeabHOCmu
MUKPOOP2AHUIMO8 K AHMUOAKMEPUATbHBIM NPEenapamam Uil HOBbIX 6epCuil nocie ux CMmynieHus 8
cuny [Pexomenoayuu «OnpeodeneHue uy8CMEUMENbHOCU MUKPOOP2AHUIMOE K AHMUMUKPOOHBIM

npenapamamy, 2021 2. https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf].

baxmepuu, evizvisarowue xponuueckyro ungexyuiro npu IIL[J] moeym pacmu 6 eude cmecu
KOJIOHUAIbHBIX MOPGHOMUNOE 00HO20 U MO20 dHe MUKPOOp2anusma. YyscmeumenbHOCms pasiuyHbix
Mopgomunos 6 npeodenax 00HO20 00paA3yaA MOdiCem 3HAYUMENbHO 6apbuposams. Heobxooumo
onpeoenerue aHMUOUOMUKOPEZUCMEHMHOCTNU KAXC0020 8bloeNeHH020 mopdomuna [Pexomendayuu
«Onpeodenenue 4yy8CmeumMenIbHOCMU MUKPOOP2AHUBMO8 K AHMUMUKPOOHbIM npenapamamy, 2021 e.

https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf].

Onpeodenenue uyecmeumenbHOCIMU MURUYHBIX WMAMMOE S.aureus K npomugoMuKpoOHbim
npenapamam modvicem 0vimv bINOJIHEHO OUCKO-OUDDYZUOHHBIM MEMOOOM, MEMOOOM 2PAOUEHMHOLL
OMpghy3uu, ¢ UCNONL308AHUEM MECM-CUCTNEM, OCHOBAHHBIX HA Memoode OnpeoeieHus NOcPaAHUYHbIX
KOHYEHMpayuil uiu Memooamu CeputiHblX pazéedenull (onpeoeieHue MUHUMATbHOU HOO0A8IAowel
xkonyenmpayuu (MIIK)) [Pexomenoayuu «Onpedenenue 4y8cmeumenrbHOCmMu MUKPOOP2SAHUIMOB K
anmumukpoonvim  npenapamamy, 2021 e.  https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf].
[Gilligan, P. H., D. L. Kiska, and M. D. Appleman. 2006. Cumitech 43, Cystic Fibrosis Microbiology.
Coordinating ed., M. D. Appleman. ASM Press, Washington, D.C. ¢. 10-19].

Onpeoenenue yuyecmeumenvnocmu wimammos P.aeruginosa.

IIpooxoo k unghexyuu P.aeruginosa ananocuien nooxooy, npumeHnsemomy y nayueumos ¢ MB
[Marthin JK, Lucas JS, Boon M, Casaulta C, Crowley S, Destouches DMS, Eber E, Escribano A,
Haarman E, Hogg C, Maitre B, Marsh G, Martinu V, Moreno-Galdo A, Mussaffi H, Omran H,
Pohunek P, Rindlisbacher B, Robinson P, Snijders D, Walker WT, Yiallouros P, Johansen HK, Nielsen
KG. International BEAT-PCD consensus statement for infection prevention and control for primary
ciliary dyskinesia in collaboration with ERN-LUNG PCD Core Network and patient representatives.
ERJ Open Res. 2021 Aug 2;7(3):00301-2021].

s munuuneix wumammos P.aeruginosa mecmupoganue modicem Oblmsb 8bINOJIHEHO KAK OUCKO-
ough@y3uonHbIM  MemoOooM, MAK U C UCNOIb30BAHUEM MeCm-CUCeM, CO30AHHbIX HA OCHOGe
NOC1e008AMeNbHbIX PA36e0eHUll KaK 8 8apuanme NOSPAHUYHBIX KOHYEHMpayutl, maxk U CepuiiHblx
paszeedenuti ¢ onpeodenenuem MIIK, a makce onpedenenue MIIK memoodom epaduenma [Burns JL,
Saiman L, Whittier S, Krzewinski J, Liu Z, Larone D, Marshall SA, Jones RN. 2001. Comparison of

two commercial systems (Vitek and MicroScan-WalkAway) for antimicrobial susceptibility testing of
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Pseudomonas aeruginosa isolates from cystic fibrosis patients. Diagn Microbiol Infect Dis 39:257—
260, Marley EF, Mohla C, Campos JM. 1995. Evaluation of E-Test for determination of antimicrobial
MICs for Pseudomonas aeruginosa isolates from cystic fibrosis patients. J Clin Microbiol 33:3191—
3193, Di Bonaventura G, Ricci E, Della Loggia N, Catamo G, Piccolomini R. 1998. Evaluation of the
E test for antimicrobial susceptibility testing of Pseudomonas aeruginosa isolates from patients with
long-term bladder catheterization. J Clin Microbiol 36:824-826]. Onpeoenenue uyecmseumenvruocmu
P.aeruginosa ciredyem npo6odums omoenvbHo OJisi KanicO0020 MOphomuna ¢ yKazanuem npopuis
yyecmeumenvHocmu no kaxcoomy mopgomuny [Zebouh M, Thomas C, Honderlick P, Lemee L,
Segonds C, Wallet F, Husson M-O. Direct antimicrobial susceptibility testing method for analysis of

sputum collected from patients with cystic fibrosis. J Cystic Fibrosis 2008; 7: 238-243].

s uneanayuonnvix  gopm  mobpamuyuna  HApsOdy ¢ OnpeoeieHuem — CmeneHu
yyecmeumenvrocmu P.aeruginosa cnedyem onpeoensime snauenue MIIK. [Morosini MI, Garcia-
Castillo M, Loza E, Perez-Vazquez M, Baquero F, Canton R. Breakpoints for predicting Pseudomonas
aeruginosa susceptibility to tobramycin in cystic fibrosis patients: use of highrange Etest strips. J Clin
Microbiol 2005; 43: 4480-4485].

Kommenmapuu: Hcnauwckum coeemom no  cmamoapmusayuu  4y8CMeUmMenibHOCmuy U
pezucmenmuocmu Kk aumuobuomukam MENSURA (Mese FEspanola de Normalizacion de la
Suseptibilitad y Resistencia a los Antimicrobianos) ¢ 2005 200y nepecmompenvl u ycmanogneHwvl bosee
BbICOKUE MOYKU OMmcedeHUs: OJisi UHSANAYUOHHBIX (OPM 68e0eHUsi MOOPAMUYUHA NPU ONPeOeleHUU
yyecmeumenvHocmu P.  aeruginosa mouxku 018 Yy8CMBUMENbHLIX WMAMM08 <064me/n, 0na
VCMOUYUBbIX wmammos >128me/n, no cpasnenuro co 3Hauenuem <4me/nl 0N YYBCMBUMENbHBIX
WmMammos u >4 me/n 01 ycmouuusvlx umammos npu napenmepaivrom eéedenuu [Poole K, Srikumar
R. 2001. Multidrug efflux in Pseudomonas aeruginosa: components, mechanisms and clinical
significance. Curr Top Med Chem 1:59-71].

Onpedenenue uyscmeumenbHocmu K Koaucmuny npogooumcs memoodom MIIK. MIIK
KOMUCMUHA Cclledyem onpeoeisims MoabKO MemoooM MUKpopaszsedenull 8 Oynvone [Pexomenoayuu
«Onpeodenenue 4y8CmeumenbHOCMU MUKPOOP2AHUSMO8 K AHMUMUKPOOHbLIM npenapamamy, 2021 e.

https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf].

Cnedyem yuumvieams, 4mo Kpumepuu 01 onpeoeieHus Kame2opuii akmusHOCmu KOIUCMUHA
no OMHOWEHUIO K MUKPOOY OCHOBAHbI HA CblBOPOMOYHOU KOHYEHMPAyuu aHmubaKxmepuaibHo2o
npenapama CcucmemHo20 Oeucmeus. B ceéa3u ¢ wupoxum npumeneHuem UHANAYUOHHBIX GOpM

npenapama smu Kpumepuu mepAarm Ce0I0 3HAYUMOCMb, NOCKOJIbKY 6 Clydae UHSAIAYUU JTOKAIbHble
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KOHYyenmpayuu Oeﬁcmeyrou;ux eewecne MHO2OKpamHuo npeesvluiaront me, Komopoble MOMNCHO oocmuub
npu napeHmeparbHoM cnocobe esedenus. B mo ogice apems k Hacmosiyemy epemenu He onpeoeielvl
Kpumepuu 3Ha4eHusl MIIK ons xoaucmuna npu UHSAIAYUOHHOM €20 NPpUMEHEHUU. Hcnonvzosanue
Kpumepues, OCHOBAHHbIX HA Cbl6OPONOUYHbIX KOHUEHmMpAauusdx, He OO0JIACHO UCNONBL306AMbCA npu
unmepnpemauyuu - pes3yibmamoe uccneoo8anus uyscmeumeibHocmu MUKDPOOP2AHU3MOB o1
UH2ATIAIYUOHHbLX qupM AHMUOUOMUKOE u, coomeemcmeeHHO, npu HA3HAYeHUU quaJlﬂquHHOZZ
anmubaxmepuanvrou mepanuu [Morosini MI, Garcia-Castillo M, Loza E, Perez-Vazquez M, Baquero
F, Canton R. Breakpoints for predicting Pseudomonas aeruginosa susceptibility to tobramycin in
cystic fibrosis patients: use of highrange Etest strips. J Clin Microbiol 2005; 43: 4480-4485].

Onpeodenenue uyecmeumenvrnocmu Achromobacter spp.

IIpu neobxooumocmu onpedenenusn uyecmseumenvnocmu A.xylosoxidans ciedyem pykosoocmeosamscs
snauenuamu MIIK u ouamempog 30m 3a0epawcex pocma coomeemcmauu ¢ pekomenoayuamu EUCAST
aubo coenacro akmyanvhou eepcuu pexomenoayuti (EUCAST eepcus 11.0 u nocrnedyrowue sepcuu;
Pexomenoayuu MAKMAX Onpedenenue uyscmeumenbHOCMU MUKPOOP2AHUZMOE K AHMUMUKDPOOHBIM
npenapamam, sepcus 2021-01 u nocneoyoujue
sepcuu).[https://www.eucast.org/fileadmin/src/media/PDFS/EUCAST _files/Breakpoint_tables/v_11.0
Breakpoint_Tables.pdf , https://www.antibiotic.ru/files/321/clrec-dsma2021.pdf].

Ilpu evl0aue 3axnwyeHus nO MUKPOOUOIOZUUECKOMY UCC1E006AHUIO 1eNecO00PA3HO
VKA3bl8ams 2PYNNY 6bl0NeHHbIX MUKPOOP2AHUZMO8 8 COOMBEMCMBUU PAHICUPOBAHUEM DaKmeputi no
UX KIUHUYECKOMY 3HAYEHUI0 npu MyKosuyudose. B omueme o pe3ynomame uccie0o8anus mamepuana
om 6onvHoco nayuenma c I/l pexomenoyemcs ykazvieamv HAIUYUE MYKOUOHbIX U HEMYKOUOHBIX
penomunos P.aeruginosa ananocuuno nayuenmam ¢ MB [Pykosoocmeo no muxpobuonocuueckoil
ouazHocmuxe uHgexyull ovixameabHblx nymeti y nayuenmos ¢ myxosucyuooszom / C. B. I[lonuxapnosa,

C. B. XKununa, O. B. Konopamenxo [u op.]. — Teepw, 2019. —128 c.].

Ilpu unmepnpemayuu pezynomamos onpeoeyeHus 4yecmeumeabHOCHU MUKPOOP2AHU3MOG
cledyem YKA3bl@amv CMAHOApm U 200 U30AHUSA, NO KOMOPOMY HPOBOOUNOCL UCCLEO08AHUe
[Pexomenoayuu  «Onpedenenue  uyecmeumenvbHOCmMu  MUKPOOPLAHUBMO8 K AHMUMUKPOOHBIM

npenapamam, 2021 2. https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf,

https://eucast.org/ast_of bacteria/guidance_documents/ EuropeanCommittee on  Antimicrobial

Susceptibility  Testing, Esponelickuii Komumem no OnpeodeNeHulo  4y8CmeuUmenrbHOCmu K
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anmumuxpoouvim  npenapamam, https:/iclsi.org/ Clinical and Laboratory Standards Institute,

Hncmumym Kiunuueckux u 1a60pamopusix cmanoapmos).

Ilpu unmepnpemayuu pe3yiomamoé onpeoeseHus YY6CMEUMENbHOCMU  Clledyem
ucnonvzoeams nocpanuunvie 3navenus EUCAST 10.0 ona ouenku pe3yromama no 00HOu u3 mpex

Kam ezopuﬁ uyecmeumesibHocmu.:

Y - UYyscmeumenvHvill npu CMAHOAPMHOM  pedcume O03UPOBAHUA: MUKPOOP2AHUIM
oyeHusaemcs kax « Yyecmeumenvuviii npu cmanoapmHoM pexcume 003UpOSanUsy 8 Mom clyuae, eciu
VpO8eHb aKMUBHOCU NPOMUBOMUKPOOHO20 NPEnapama cUOemenbcmeyem o 8blCOKOU 8epoAmHOCmU

agpexmusnocmu mepanuu npU CMAHOAPMHOM pedcuMe 003UPOBAHUSL.

Y - Yyecmeumenvuviii npu ysenuuenHou SKCROZUYUU. MUKPOOP2AHUIM OYEHUBAEMCS KAK
«Yyscmeumenvbuulll npu  Y8EIUYEHHOU IKCHO3UYUuU»™®, eciu ypoeeHb aKmueHoCcmu npenapama
ceudemenbcmayem o 8blCOKOU 8epOosIMHOCMU P pekmusHocmu mepanuu nPU y8earuyeHuu IKCRO3UyUU
npenapama nymem KOPpPeKyuu pedxicuma O003upo8aHus uiu 01a200aps e20 KOHYEHmMpayuu 6 odaze

ungexyuu.

P - Pesucmenmmubviii: MUKpoopeanusm oyenusaemcs kKak «Pezucmenmuulily npu 6vicokoll
8EPOSAMHOCIU  MePaAnesmuieckoli Heyoauu oadxce nNpu YEelUudeHHOU OSKCNO3UYUU npenapama.
*Oxcnozuyus ompadcaem 3a8UCUMOCb GIUAHUSL NPOMUBOMUKPOOHO20 Npenapama Ha 030youmens 6
ouaze uH@exyuu om nymu 86edenuss, 003bl, UHMEPBANA 003UPOBAHUSL, NPOOOIHCUMENbHOCIU UHDY3UU

npenapama, a maxaice eco pacnpe()eﬂeﬁuﬂ u nymu 6bl8EOCHUS.

Kpome osmoeo, cnedyem ykazvieamev 6 3aKknoueHuu, umo UHMepnpemayus 3Ha4eHuu
MUHUMATbHOU NOOABIAI0Wel KOHYEHMPAayUu KaxK 4yecmeumensHulil/pe3sucmeHmHublil 0CyWecmensiencs
HA OCHOBAHUU Kpumepues, pacCUumanHblXx 015 Cbl@OPOMOYHbIX KOHYEHMPAYUli npenapama npu e2o
8HympugeHHoM 66edeHuu. Ilpu Opyeux nymsax npumeHenus npenapama aualocuyHoe 3HaueHue

MUHUMATILHOLL 1’10061611}1}01/{4612 KOHYeHmpayuu moaxcem Obimo UHmepnpemupoeaHo uHade.

B coomeemcmeuu c Ilpukazom Munzopaea Poccuu 13 oxmsaops 2017 2 Ne 804n om «O6
VMBEPAHCOCHUU HOMEHKAAMYPbl MEOUYUHCKUX YCIYe» eCMb HeCKOIbKO YCaye: MUKpoOuoiocuyeckoe
(KynomypanvHoe) ucciedo8anue Cau3u ¢ MUHOAIUH U 3A0Hell CMeHKU 2N0OMKU HA adpooOHvie U
gaxynbmamuero-anaspooHvle MUKDPOOP2AHU3MBL, MUKpoOUoIo2uyeckoe (kynbmypanvroe)
uccnedoganue MOKpomuvl HA  aA’poOHble U DAKYIbMAMUBHO-AHAIPOOHbIE  MUKDPOOP2AHU3MBI,
Muxpobuonocuueckoe (KyibmypaibHoe) UCCIe008aHUE NABANHCHOU HCUOKOCMU HA aA3pPOOHbIE U

Gaxyremamueno-aHa’spoodHbie MUKDOOP2AHU3Mb, Onpeoenenue YYB8CMEUmMenbHOCmu
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MUKDOOP2AHUBMO8 K NPOMUBOMUKPOOHbIM — XUMUOMEPANeSmuyeckumM  npenapamam  OUCKo-
Ou@y3UOHHBIM Memooom, Onpeoenenue YY6CMEUMenIbHOCmu MUKPOOP2AHUZMO8 K
NPOMUBOMUKPOOHBIM XUMUOMEPANEEMUYECKUM NPEnapamam memooom 2epaoueHmHou ouggysuu,
Onpeoenenue Yy8CMBEUmMenIbHOCmU MUKDOOP2AHUZMO8 K NPOMUBOMUKPOOHBIM
XUMUOMEPANeSMUUECKUM Npenapamam memooom passedenuti, Onpeodenerue 4y8CMEUMETbHOCNU
MUKPOOP2AHUZMOE K NPOMUBOMUKPOOHBIM XUMUOMEPANEGMUIECKUM NPenapamam ¢ UChOoIb308aHUEM
asmomamudeckux — amanuzamopos, Onpedenenue  YyYBCMBUMENbHOCMU — MUKPOOP2AHUSMOE K

l’lpOl’l’lu6OMqu06HblM xumuomepanesmudecKkum npenapamam Memooom nocpaHuvHsvlx KOHueHmpauuﬁ.

Hayuenmam c IIL[J] ¢ nooo3penuem na mukovaxmepuos, evizeantviit HTMb neob6xooumo
uccnedosanue 00pa3yo8 OUACHOCMUYECKO20 MAMEPUALA KAK MUHUMYM OOUH pa3 8 200 8 OUHAMUKE
[Marthin JK, Lucas JS, Boon M, Casaulta C, Crowley S, Destouches DMS, Eber E, Escribano A,
Haarman E, Hogg C, Maitre B, Marsh G, Martinu V, Moreno-Galdé A, Mussaffi H, Omran H,
Pohunek P, Rindlisbacher B, Robinson P, Snijders D, Walker WT, Yiallouros P, Johansen HK, Nielsen
KG. International BEAT-PCD consensus statement for infection prevention and control for primary
ciliary dyskinesia in collaboration with ERN-LUNG PCD Core Network and patient representatives.
ERJ Open Res. 2021 Aug 2;7(3):00301-2021].

Tloxasanuem K uccredosanuio ouazHocmuveckoco mamepuara uHa HTMB caysxcam:
ompuyamenvHas KIUHUYECKAs. U/UNU PEHM2EeHON0SUYecKas OUHAMUKA NpU OMCYMCMEUU HOBbIX
namozeros, omcymcmeue 3pgexma om npoeoouMol anmubaxmepuaivHou mepanuu. B kauecmee
OUACHOCMUYECKO20 MAMepUala UCnoIb3yiom: MOKpOmy (Ui UHOYYUPOBAHHYIO MOKPOMY), 8 CAY4asnx

omcymcemeusi Mokpomul — cmwig ¢ pomoenomxu (CPI), bponxoanveeonsapuuiil nasadxc (bAJI).

s nposepku noodospenuti, umo nayuenm c¢ MB 3apasicen muxobaxkmepusimu, 6 __KauecHige

OUAZHOCIMUYECKO20 _MAMEPUANA__UCHOIbIVIOM _MOKDOMY U uH()yL;upoeaHHy}o MOKpomy (6

UCKTTIOYUMENbHBIX CLYYASAX = UCCIe008aHUe MPAXedIbHO20 ACRUPAMA NpU He8O3MONCHOCTU NOTYYUMb
MoKpomy/unoyyuposannyto moxpomy. Cnedyem nomMuume, ymo 8 OAHHOM cayyae I¢ghekmusHocms

8blA6NEeHUS MUKOOAKMEPULL OYeHb HU3KASL).

Hna uccneoosanuti na Hanuyue HTMB He cnedyem ucnonvzoeams mMpaHcOPOHXUATLHYIO

ouoncuto (THB) u e3amue opogapuHneeanbHbIX MA3KO8.

YV nayuenmos, evloensiowux Mmokpomy 6 00CMAMOUYHOM KOAUUecmse, O/l UCCAe008AHUs
cobuparom ee ympenHiolo nopyuro. Jlocmamounviti 00vem ucciedyemol nopyuu MOKpOmbl
cocmaensem 3 - 5 Ma, 8 yenax noGbleHUs. UHPOPMAMUBHOCMU HEOOXOOUMO UCCAe008AMb MOKPOMY,

KOmopyr cobuparom 0Jis1 UCCIe008aHUS MPU OHsL HOOPSLO.
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3uauumvivu Kpumepusmu muxodbaxmepuosa y nayuenmosg c IILJ] seraomcs credyrouue
pe3yibmamsl Mamepuania u3 ObIXAMENIbHbIX Nymell. NOJONCUMENbHBIL pe3yIbmam HA HAIudue
Kucromoycmouyugolx oaxmeputi (KYM) npu mukpockonuu npenapamos c¢ okpackou no Luno-
Hunvceny unu aromunecyenmuvimu Kpacumensimu (Muxkpockonuueckoe ucciedosanue MOKpomvl Hd
muxobakmepuu (Mycobacterium spp.), Hamuuue pocma HTMB na numamenvhvix cpedax u
noomeepcoerue 00HO020 U MO20 JHce 6UOAd MUKODAKmepuil KAk MUHUMYM U3 08YX 00paszyos
(Muxpobuonocuueckoe (Kyiomypanvhoe) ucciedo8anue MOKpomsl Ha aspooHvle U (PaKyibmamueHo-

AHa’poOHbIEe MUKDOOP2AHU3MbL).

Tecmol nHa nexapcmeennyio uyecmeumenviocmo HTMB npoeoosam uckiouumenbHo Memooom,
onpeoenauuM MUHUMATbHYIO nooasnsaowylo Kouyeumpayuio npenapama (MIIK) (A26.30.004
Onpedenenue 4y8cmeumenbHOCMu MUKPOOPSAHUBMO8 K AHMUMUKPOOHBIM XUMUOMEPANe8muiecKum

npenapamam mMemooom pazeedeHutl).

C yenvio Kommpoaa s¢gexmusHocmu xumuomepanuu He pedxce, yem pasz 6 1-3 mecaya
HeoOxX00UMO npo8ooUms noces Mokpomsl Ha evisgienue HTMEB 6 Oouacnocmuueckom mamepuane
[IIpuxasz Munszopasa P® om 21.03.2003 Ne 109 «O cosepuencmeosanuu npomueomyOepKyi1e3Hbix
meponpusmuti 8 Poccutickoii @edepayuuy. ([Ipunoscenue A3),Mncmpykyus no yHUGuyuposanHvim
Memooam — MUKpOOUONOSUYECKUX — UCCIe008AHULl NPU  BbIAGNEHUY, OUACHOCMUKU U  Je4eHuu
mybepxyneza, DedepanivHvle  KIUHUYECKUE PEKOMEHOAUUU NO  OPaHU3ayuu U  NpPoBedeHUro

MUKPOOUONIO2UYECKOU U MONEKYIAPHO-2eHemuyueckou ouaznocmuku mybepkyiesa PO®. — Mockea. —

2015. OO0 «H3z0amenvcmeo « Tpuaday, 2015. Teepv: — 46 c].

Kpumepuem s¢hghexmusnozo neuenus sensemcsa omcymcmeue pocma Muxkobakmepuii Ha
NUMAMENbHLIX CPeOax He MeHee Yem 6 mpex nocie008amenbHO 63AmMblX 00pa3yax OUASHOCMUYECKO20

mamepuaia.

Iocne 3aeepuieHusl  Kypca xumuomepanuu Muko6al<mepu03a HeobX00UMO NOCMOSHHOE
OuUHaAMu4ecKoe HabaoeHue 3a COCMosIHUeM nayuesma u pecyisipHoe, He peadice 4em pas 6 6 mecsyes

nabopamopnoe obcnedosanue Ha nHaaudue uny omcymemeue HTMB 6 ouaenocmuueckom mamepuare.
Memoowt ouazcnocmuku Mukodakmepuosa.

Heobxooumo uccnedosanue memooom I[IL[P 0ns ucknmoueHuss HAmuyus 8 UCCiedyemom
mamepuane  Mycobacterium  tuberculosis  complex (MTFK) (Monexkynapno-6uonocuueckoe
ucce008anue MOKpomol, OPOHXOANbEEONSAPHOU IAGANCHOU HCUOKOCTIU U NPOMBLEHBIX 600 OPOHX06

Ha Mycobacterium tuberculosis complex (muxobaxmepuu mybepxynesa)).
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Memoowi muxkpockonuu ¢ okpackou no Luno-Hunbceny unu aromunecyeHmuviMu Kpacumesimu
HACMOAMENbHO PEKOMEHOYemcs GKIIUAMb 6  ANCOPUMM  MUKPOOUONIO2UYECKOU  OUACHOCIMUKU

MUKOOAKMEPUATbHBIX UHPEKYULL.

Buvioenenue xynomypor  muxpooaxmepuiti HTMBE  ocywecmensiemcs UCKIIOYUMETbHO 8

cneyuanu3upoBaHHbIX 1a400pamopusx hmusuampuyecKol caiyicovl.

Tlocesvl na owcudxyro numamenvuyio cpedy bynvon Muoonopyka 7H9 (6 asmomamuueckou
cucmeme ywema pocma (Ananuzamop 6axkmepuonocuyeckuil 0Jisi UOeHMUPUKAYUU MUKPOOPESAHUZMOB
UBJ[ (Ona in vitro Ouachocmuxu), aemomamuyeckuti) (O KyIbMusUposanus Muxobaxmepuii))

IIpooonsicumenvrocmob ucciedosanus 45 oneu.

Ioceevl na niomuvle numamenvhuvie cpedwi Jlesenwmeiina-Uencena, @unn-1l ucnonvzyromes
KaKk peszepenvie OudacHocmuueckue memoowvl. IlIpooondxcumenvnocmes ucciedosanus 84 Ows.
Jocmosepnas knunuueckas unmepnpemayus pe3yibmamos MUKpoouoiocuuecko2o oociedosanus Ha
Hanuuue muxobakmepuil oocmueaemcs npu 00513ameibHOM COONOOeHUU CedyIoulec0 Npasuia:
MONEKYNIAPHO-2eHemu4eckKoe,  MUKPOCKONUYecKoe U  KVIbMYPAIbHOe  UCCLe008aHUe  OO0NHCHDL

npouU3800UMbCS NAPANNIENbHO MOJbKO U3 0OHOU U MOU dHce npobbl OUACHOCIMUYECK020 Mamepuand.

IIpu svidenenuu uz pecnupamopuvix oopasyos ovicmpopacmywux HTMPB, cnedyem nanpaenamo
Wmammebl 8 MUKPOOUONO2UYECKYIO  1a00pamopuio  3KCHEPMHO20 YPOBHs Ol OnpeoeieHus

uyecmeumelbHocmu K aHmu6aKmepuaJZbelM npenapamam.

. PexomengoBaHo mpoBeneHre aHanu3a KpoBuU (00IIero) pasBepHyToro u ompenenenue C-
peakTHUBHOTO Oeyika manueHTaMm mnpu moao3pennn Ha [IIJ[ u mamee B mporecce AMHAMUYECKOTO
HAOJIO/ICHNS B 11€1bI0 KOCBEHHOM OICHKM aKTHBHOCTH BOCHANUTENIBHOTO mporecca . [Afzelius BA,
Ewetz L, Palmblad J, Udén AM, Venizelos N. Structure and function of neutrophil leukocytes from
patients with the immotile-cilia syndrome. Acta Med Scand. 1980;208(3):145-54. doi: 10.1111/j.0954-
6820.1980.tb01169.x. PMID: 7435256, Cockx, M., Gouwy, M., Ruytinx, P., Lodewijckx, I., Van
Hout, A., Knoops, S., Portner, N., Ronsse, 1., Vanbrabant, L., Godding, V., De Boeck, K., Van
Damme, J., Boon, M., & Struyf, S. (2017). Monocytes from patients with Primary Ciliary Dyskinesia
show enhanced inflammatory properties and produce higher levels of pro-inflammatory
cytokines. Scientific reports, 7(1), 14657. https://doi.org/10.1038/s41598-017-15027-y ].

YYP-C, YA -5)

KommenTapuu: yacmoma npogedenus ucciedos8anuti npo8ooumcs 8 3a8UCUCMOCU OM KIUHUYECKOU

Heobxooumocmu.
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o PekoMeH0BaHO ~ paccMOTpeTh  IMPOBEICHUE aHalM3a  KPOBH  OMOXUMHUYECKOTO
o0uieTepaneBTUUECKOro MU TUArHOCTUKE U MPU IUHAMUYECKOM KOHTPOJIE B CBSI3U C BEPOSITHOCTHIO
HaJU4Ms MMOJMKHUCTO3a TToueK y HeKoTopbix nanuentoB ¢ [1IJ] (MccnenoBanue ypoBHS KpeaTHHHUHA B
KpoBH, VccnemoBanue ypoBHS MOYEBUHBI B KpOBH, lcciienoBaHwe ypOBHS HATpus B KpOBH,
HccnenoBanue ypoBHs xjopuaoB B kposu) [Sayarlioglu H, Dagli CE, Dogan E, Sayarlioglu M, Koksal
N. Kartagener's syndrome and polycystic kidney disease. NDT Plus. 2009 Apr;2(2):189-90. doi:
10.1093/ndtplus/sfp005].

YYP-C, Y1 -5)

KommenTapuu: vacmoma nposedenus ucciedos8anuii npo8oOUmMcs: 8 3a8UCUCMOCNU OM KIUHUYECKOU
Heobxooumocmu. Taxoce ananuz Kposu Ouoxumuveckuti obwemepanesmuyeckutll (8 m.u.,Hanpumep,
Hccneoosanue ypoens Kpeamununa 6 Kposu, Hcciedosanue Ypo6Hs MOUeBUHbI 6 Kposl,
HUccneoosanue ¢ynkyuu neponos no kiupewcy Kpeamununa (npoba Pebepea) (ckopocme
K1ybouxosou guiempayuu), Onpedenenue aKkmusHOCMU ACNAPMAMAMUHOMPAHCHepPasvl 8 Kposu,
Onpeoenenue akmusHoCmu alaHUHAMUHOMPAHCcGepasvl 6 Kpoesu, Hccriedoseanue yposHs c60600H020 U
CBA3AHHO20 OUNUPYOUHA 6 Kposu u Op.) Modcem nompebo8amvcs OJisi KOHMPOIS Npu JleuyeHuu
NPOMUBOMUKPOOHBIMU — Npenapamamu, 001a0anuwumu  Hepo-u/unu  2enamomoKCuiHoCmvlo 8

coomeemcmeuu ¢ HHcmpyKI/!MﬂMu.

2.4 UHCTpYMEHTAJIbHbIE JTHATHOCTHYECKHE UCCIET0BAHUS

2.4.1. Memoowt, npumensemvie 011 ycmanoenenus ouaznosza INLIUL

2.4.1.1 Hcenedosanue yposHs oKcuoa azoma 6 8blObIXaeMoOM HA3AAbHOM 8030VXe

PCKOMCHI[OBEIHO pPaccMOTPETh BO3MOXKHOCTL IMPOBCACHHA B KAUCCTBC CKPUHHHIA HA IICPBOM ITallC
JIMarHOCTUKY MPOBEJICHUE MallUeHTaM ¢ KIIMHn4Yeckumu npusHakamu [111J] MccnegoBanus Ha3anbHOTO
okcyzaa azora (nNO): y O0JbIIMHCTBA NAIMEHTOB C MEPBUYHOM LMIMApHOM TUCKHUHE3UEH YpOBEHb
nNO cumwken [Adams PS, Tian X, Zahid M, et al. Establishing normative nasal nitric oxide values in
infants. Respir Med 2015; 109: 1126-1130, Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD,
Dell SD, Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ1, Manion M, Knowles MR, Leigh
MW:; Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and treatment
of primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of the art
review. Pediatr Pulmonol. 2015 Sep 29. doi: 10.1002/ppul.23304, Collins SA, Behan L, Harris A, et al.
The dangers of widespread nitric oxide screening for primary ciliary dyskinesia. Thorax 2016; 71:
560-561, Kuehni CE, Lucas JS. Towards an earlier diagnosis of primary ciliary dyskinesia: which
patients should undergo detailed diagnostic testing? Ann Am Thorac Soc 2016; 13: 1239-1243, Lucas
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JS, Dimitrov BD, Behan L, et al. Diagnostic testing in primary ciliary dyskinesia. Eur Respir J 2016;
48: 960-961, Lucas JS, Barbato A, Collins SA, et al. European Respiratory Society guidelines for the
diagnosis of primary ciliary dyskinesia. Eur Respir J 2017; 49: 1601090, Goutaki M, Maurer E,
Halbeisen FS, et al. The international primary ciliary dyskinesia cohort (iPCD Cohort): methods and
first results. Eur Respir J 2017; 49: 1601181.]

(YYP-C, YII - 3)

Kommenrapun: usmepenue nazanvrnoco oxcuoa asoma (NNO) ¢ nomowwro xemunromunecyenmmnozo
aHanu3amopa OKUCU a30ma 6 8blObLXAeMoM B030yXe peKkomenoyemcsi 8 — pamKax — epynnl
ouacHocmuyeckux mecmos 0is evisenenus [/ y e3pocivix u demeii cmapuie S 1em ¢ MUNUYHLIMU
cumnmomamu dannozo 3abonesanus [Lundberg JO, Weitzberg E, Nordvall SL, Kuylenstierna R,
Lundberg JM, Alving K. Primarily nasal origin of exhaled nitric oxide and absence in Kartagener’s
syndrome. Eur Respir J 1994;7:1501-1504, American Thoracic Society; European Respiratory
Society. ATS/ERS recommendations for standardized procedures for the online and offline
measurement of exhaled lower respiratory nitric oxide and nasal nitric oxide, 2005. Am J Respir Crit
Care Med. 2005 Apr 15;171(8):912-30. doi: 10.1164/rccm.200406-710ST, Frey U., Merkus P.J.F.M.
Paediatric Lung Function - European Respiratory Monograph 47, March 2010: 137-155, Mateos-
Corral D, Coombs R, Grasemann H, Ratjen F, Dell SD. Diagnostic value of nasal nitric oxide
measured with non-velum closure techniques for children with primary ciliary dyskinesia. J Pediatr
2011;159:420-424, Eber E., Midulla F. at al. Paediatric Respiratory Medicine. ERS handbook, 1-st
edition, 2013: 100-107, 551-559

1; nopmamusnwvie snexmpoxumuueckue 2azoanarusamopwl (Ilopmamuenvlii pyuHOU MOHUMOP OKUCU
azoma NOBreath 6 6vlOvixaemom 6030yXe C NPUHAONEHCHOCMAMU) MO2YM UCHOAb308AMbC Ol
onpeodenenuss nNO npu ckpununee na I1L]/], Ho Oanuwiii mecm Oondcen ObIMb NPOBEOEeH NOBMOPHO C
UCnoJjlboeaHuem OMAajlOHHO20 cmandapmnoeo XeMUNIOMUHECUEHNTIHO20 anaiusamopa
(xemunmomunecyenmnoeo ananuzamopa oxucu asoma 6 sviovixaemom osoyxe)[Harris A, Bhullar E,
Gove K, Joslin R, Pelling J, Evans HJ, Walker WT, Lucas JS. Validation of a portable nitric oxide
analyzer for screening in primary ciliary dyskinesias. BMC Pulm Med 2014;14:18, Marthin JK,
Nielsen KG. Hand-held tidal breathing nasal nitric oxide measurement—a promising targeted
casefinding tool for the diagnosis of primary ciliary dyskinesia. PLoS One 2013; 8: e57262].

Y oemeii cmapwe 6 nem u 83poCHLIX  UCCAE008aAHUE  OOJHCHO  NPOBOOUMBCS  HA
XEMUTIOMUHECYEHMHOM aHAiuzamope ¢ 3a()ep9fc7<0ﬁ ObIXQHUA UAU conpomuejleHuem Ha 6bl00)€€,' y
Ooemeltl M1aduie2o 803pacma NPoBOOSIM Mecm Ha HenpepbleHOM ObIXAHUU.

- V oemeii cmapwe 5 nem u 63pocnvix, Komopvie MO2ym 6bINOIHAMb HE0OX00UMble MAHe8pbl 0is

UBMepeHuUs Ha3albHo20 oKcuda azoma, Huskoe 3navernue nINO (<77 ppb (*1ppb - I vacmuya 2aza na
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10° wacmuy eviovixaemozo 6030YXa) 8 0BYKPAMHBIX NPOOAX C UHMEPBAIOM He MeHee 2 Mecsayes
couemaHuu ¢ coomseemcecmeyrouum KIuHU4YeCKum d)@HOl’l’lul’lOM (npu UCKTIIOYEeHUU Mykoeucuudos’a, mak
kax 30% nayuenmos ¢ mykosucyuoozom oemoncmpupyiom nuskuti nNO [Balfour-Lynn IM, Laverty A,
Dinwiddie R. Reduced upper airway nitric oxide in cystic fibrosis. Arch Dis Child 1996;75: 319-322])
Modicem  Obimb 00CMAMOYHLIM Ol KAuHuweckoco ouacnosza IILJ] ¢ nocnedyroweti yunuapHot
ouoncueti 0151 1eKMPOHHOU MUKPOCKONUU UTU BbICOKOCKOPOCHHOU BUOCOMUKPOCKONUEel U/ uiu
eenemuueckum uccreoosanuem [Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD,
Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ1, Manion M, Knowles MR, Leigh MW;
Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and treatment of
primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of the art
review. Pediatr Pulmonol. 2015 Sep 29. doi: 10.1002/ppul.23304, Kuehni CE, Lucas JS. Towards an
earlier diagnosis of primary ciliary dyskinesia: which patients should undergo detailed diagnostic
testing? Ann Am Thorac Soc 2016; 13: 1239-1243, Lucas JS, Dimitrov BD, Behan L, et al. Diagnostic
testing in primary ciliary dyskinesia. Eur Respir J 2016; 48: 960-961, Lucas JS, Barbato A, Collins
SA, et al. European Respiratory Society guidelines for the diagnosis of primary ciliary dyskinesia. Eur
Respir J 2017; 49: 1601090, Goutaki M, Maurer E, Halbeisen FS, et al. The international primary
ciliary dyskinesia cohort (iPCD Cohort): methods and first results. Eur Respir J 2017; 49: 1601181].
Ucnonwvzys snauenue nNO <77 ppb (npu uckarouenuu mykosucyuoosa), modxcrno oonapysxcums I11J],
BO3HUKAIOWYIO 8 pe3yibmame 0ehekmos YunuapHou axkcowemvl uau mymayuti 6 DNAHII, c
yyecmeumenvHocmvio u cneyuguunocmoio 98% u >99% coomeemcmeenno; Ho ciredyem NOMHUMD,
umo cywecmeyiom eapuanmul IIL[J] co 3nauenusmu nNO eviue smoeo nopoea [Pifferi M, Caramella
D, Cangiotti AM, Ragazzo V, Macchia P, Boner AL. Nasal nitric oxide in atypical primary ciliary
dyskinesia. Chest 2007;131:870-873].

-V noeopoowcoennvix u demeti 6 6ospacme 0o 5 nem nokasamenu nNO He cmonb HAOeNHCHbL O
gvisasnenus IIL]J] (0o 36% nodcnononoxcumensuvlx pe3yibmamos y oemel 00UKOIbHO20 803PACMA),
noomomy e omout 603paCWlH012 cpynne nayuermoes ouazHocmu4eckoe mecmuposarnue 00bIYHO
sKatOUaem 6 cebsi YUIUapHyro 6uoncuio 0Jisl 8bICOKOCKOPOCMHOU UOEOMUKPOCKONUU U IJIeKMPOHHOU
MUKpoOCKonuu, a makdce ecenemuyeckue ucciedosanus [Adams PS, Tian X, Zahid M, et al.
Establishing normative nasal nitric oxide values in infants. Respir Med 2015; 109: 1126-1130,
Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C,
Daniel SJ, Kimple AJ1, Manion M, Knowles MR, Leigh MW; Genetic Disorders of Mucociliary
Clearance Consortium. Diagnosis, monitoring, and treatment of primary ciliary dyskinesia: PCD
foundation consensus recommendations based on state of the art review. Pediatr Pulmonol. 2015 Sep
29. doi: 10.1002/ppul.23304].
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- Hpu usmeperuu nNO PUCK JIOHCHONOJIOHCUMENIbHBIX pPe3Y1bmamoe makKdice noevlidaemcs npu
OCMPBIX PeCnUPAMOPHLIX UHPEKYUSX BEPXHUX ObIXAMENbHLIX Nymel, OpOHXUuoIume, HOCOBbIX
Kpoeome4eHusix, BUY u neamonuueckom CuUrycume, noaImomy oamnnoe mecmuposarnue 00JIICHO
I’lpOGO@ul’I’ZbC}l 6 3()0p060]l/l COCMOAHUU U noemopAaAnbCia npu Haiuduu OMKAOHEHUNl 8 COCMOAHUU
300posbss na momenm obcnedosanus [Balfour-Lynn IM, Laverty A, Dinwiddie R. Reduced upper
airway nitric oxide in cystic fibrosis. Arch Dis Child 1996;75: 319-322, Palm J, Lidman C, Graf P,
Alving K, Lundberg J. Nasal nitric oxide is reduced in patients with HIV. Acta Otolaryngol
2000;120:420-423, Nakano H, Ide H, Imada M, Osanai S, Takahashi T, Kikuchi K, lwamoto J.
Reduced nasal nitric oxide in diffuse panbronchiolitis. Am J Respir Crit Care Med 2000;162:2218—
2220, Arnal JF, Flores P, Rami J, Murris-Espin M, Bremont F, Pasto IAM, Serrano E, Didier A. Nasal
nitric oxide concentration in paranasal sinus inflammatory diseases. Eur Respir J 1999;13: 307-312];
80 usbedicanue NoyueHuss HeKOPPEeKMHbIX Pe3yibmamos onepamopvl YCmpoucme s onpeoeieHus
nNO Oondichbl ObIMb XOpowio 00y4eHvl U UCHONb308AMb CMAHOAPMHble pabouue NpPomoKoJibl
[American Thoracic Society; European Respiratory Society. ATS/ERS recommendations for
standardized procedures for the online and offline measurement of exhaled lower respiratory nitric
oxide and nasal nitric oxide, 2005. Am J Respir Crit Care Med. 2005 Apr 15;171(8):912-30. doi:
10.1164/rccm.200406-710ST, Leigh MW, Hazucha MJ, Chawla KK, Baker BR, Shapiro AJ, Brown
DE, Lavange LM, Horton BJ, Qagish B, Carson JL, et al. Standardizing nasal nitric oxide
measurement as a test for primary ciliary dyskinesia. Ann Am Thorac Soc 2013;10:574-581, Lucas
JS, Dimitrov BD, Behan L, et al. Diagnostic testing in primary ciliary dyskinesia. Eur Respir J 2016;
48: 960-961].

Cnedyem ommemums, umo okono 30% nayuenmos umerom HOPMANbHbIL UlU OIUBKUL K
Hopmanvromy pesyarbmam, Hanpumep ¢ mymayusimu CCDC103, RSPH1 [Shoemark A, Moya E, Hirst
RA, et al.High prevalence of CCDC103 p.His154Pro mutation causing primary ciliary dyskinesia
disrupts protein oligomerisation and is associated with normal diagnostic investigations. Thorax
2018; 73: 157-166.][ Shapiro AJ, Davis SD, Polineni D, Manion M, Rosenfeld M, Dell SD, Chilvers
MA, Ferkol TW, Zariwala MA, Sagel SD, Josephson M, Morgan L, Yilmaz O, Olivier KN, Milla C,
Pittman JE, Daniels MLA, Jones MH, Janahi IA, Ware SM, Daniel SJ, Cooper ML, Nogee LM, Anton
B, Eastvold T, Ehrne L, Guadagno E, Knowles MR, Leigh MW, Lavergne V; American Thoracic
Society Assembly on Pediatrics. Diagnosis of Primary Ciliary Dyskinesia. An Official American
Thoracic Society Clinical Practice Guideline. Am J Respir Crit Care Med. 2018 Jun 15;197(12):e24-
e39. doi: 10.1164/rccm.201805-0819ST. PMID: 29905515; PMCID: PMC6006411].

2.4.2.2 Hnsaszusnvie Mmemoobl OUeHKU CIMPOeHUsL U/ Ui OYHKUUY PEeCHUYEK

J PexkoMeH10BaHO TPOBEICHHE BHICOKOCKOPOCTHOM BHUICO-MUKpOcKomuueckuii ananmu3 (HSVA,
HSVMA) namuentam ¢ wimHudeckumu mnpusHakamu [1I[JI ¢ 1enbio OINEHKH (QYHKIIMOHAIBHOM

AKTUBHOCTH PCCHUYCK B MICTOYHBIX OuonTarax CIU3UCTOI HOca/6p0HXOB (‘-IaCTOTa OueHus PECHUYCK
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— CBF B coueranuu ¢ narrepHom oucaus pecunuek CBP) [European Respiratory Society guidelines
for the diagnosis of primary ciliary dyskinesia Jane S. Lucas, Angelo Barbato, Samuel A. Collins,
Myrofora Goutaki, Laura Behan, Daan Caudri, Sharon Dell, Ernst Eber, Estelle Escudier, Robert A.
Hirst, Claire Hogg, Mark Jorissen, Philipp Latzin, Marie Legendre, Margaret W. Leigh, Fabio Midulla,
Kim G. Nielsen, Heymut Omran, Jean-Francois Papon, Petr Pohunek, Beatrice Redfern, David Rigau,
Bernhard Rindlisbacher, Francesca Santamaria, Amelia Shoemark, Deborah Snijders, Thomy Tonia,
Andrea Titieni, Woolf T. Walker, Claudius Werner, Andrew Bush, Claudia E. Kuehni European
Respiratory Journal Jan 2017, 49 (1) 1601090; DOI: 10.1183/13993003.01090-2016].
YYP-C, Y1 -5)
Kommenrtapuii: Memoo omauuaemcs 8blcokol 4y8cmeumenbHOCmvlo, HO HU3KOU CheyupuiuHOCmbio;
OYEeHKA (DYHKYUOHANbHOU AKMUBHOCIU He MOXMCem NPOU3BO0OUMbCS U30IUPOBAHHO HA OCHOBE
onpeoeneHust Yacmoma OueHUs peCHU4ex.
UBONIUPOBAHHO He MOdCEm ObIMb UCNONb3068AH HU OJisl NOOMBEPHCOCHUS, HU OJ15 UCKIIOUEHUsL OUACHO3A
HI]; umeem OuacHocmuyeckoe 3HAYeHuUe NPU UCNONb308AHUU COBMECMHO C OYEHKOU KIUHUYECKUX
CUMNMOMO8 U Opyeumu cheyuarvuvimu memooamu. ERS ne pexomenoyem oyenueamv uacmomy
ouenuii pecnuuex (CBF) 6e3 oyenxu xapaxmepa 6uenuii pechuuex npu ouacnocmuxe IIL[J]. s
nosviuwenuss ouacHocmuueckou moynocmu HSVA, oyenxy CBF  ciedyem nosmopums nocue
KYIbMYPUPOBAHUsL KIeMOK MEPYAMENbHO20 INUMENUs]
Bosmoorcno npumenenue moougpuyuposantozo memooa c6emosol MUKPOCKONUU «8 MEeMHOM Noaey..
Komnviomepusuposannan ceemogan MuKpoCcKonus.

B xauecmee mamepuana uccied08aHusi UCNOIL3VIOM WeEMOYHble OUONMAMbl CAUUCTIOU
000J10YKU HOCA U/UlU OPOHXO8.

L]emounvle 6uonmamuvl NOAYYAIOM C MATOUSMEHEHHOU CAUBUCIOU 000N0UYKU 8 Nnepuod
pemuccuu 3a601€6aHUsL.

Buonmamul cruzucmotl 060104KU HE3AMEOIIUMENbHO NOCe 3a00pa NOMEWAIOm 6 HO002penblil
00 37C 3a6yghepennniii U30MOHUUECKUN pACEOP HAMPUSL XJIOPUOA U HeMeOleHHO (He boJlee yem uepe3
20 munym) uccneoyiom nHamusnvie npenapamol. IIpueooHvim 018 UCCIe008aAHUA ABIAEMC L Mamepudal,
codepxcawyuii  yervHvle NAACMbL dnumenus (He meHee 12 Kiemok) ¢ MUHUMATLHOU NPUMECHIO
IPUMPOYUINOE U CTU3U.

s oyenxu 6uonmamos YunuapHo2o dnumenus Memooom KOMIbIOMepUsUpOBAHHOU C8eMo8oll
MUKPOCKONUU UCHOIb3YIOMCS HAMUBHbLE NPEnapambl Ul 6UOCOKIUNbL OBUNCYUUXCSL 0OLEKMOB.

Ilapamempuposanue 00beKMoO8 NPOUIBOOUMCA 8 COOMBEMCMEUU C  ANOPUMMAMU,
paspabomannvimMu npoussooumenem npocpammvl «Macmep Mopghonocusay. Ilapamempul Osudicenus

pecHuuexk npeonoumumenvhee usmepamv Ha AVI-uzobpaosicenusx 6 peoxxcume «/leudcenuey —
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«Bpemsay. Ilpu smom yuumvlieaemcsi 6pemsi O08uUdCeHUs (nepemeujenusi) pecHuuex, 3amem
onpe()eﬂﬂemc;l yacmoma 08udicenust 8 ed/c u npoeodumc;z Ccmamucmu4eckull AHaau3 ¢ 01’lp€0€ﬂ€HM€M
cpeonezo 3nawenuss napamempa. Cpeouee 3HauyeHUue ONUHbL PECHUUEK ONPeOensiom 8 pedcume
«lloocuem u uzmepenuey. Ilpu HeobxoouMoOCmu UMEPSAIOM ONUHY U WUPUHY INUMETUATbHBIX KIeMOK,
pasmepbol ;zdpa, oyeruearom ﬂdepno-uumonzzawwamuqecme COOMHOULEHUE.

Bce napamempul noonesicam asmomamuyeckol cmamucmuieckol oopabomxe.

Obopydosanue 01 KOMRbIOMEPUSUPOBAHHOU MOppOMempur  OCHAUWEHO CHeYUdIbHbIM

NOBOPOMHBIM  YCMPOUCMBOM KOHOEHCOPd, KOMOPbl N0380Jsem c030a6amb 3pdekm 00bemMHo2o
usoopasicenus [Pozunosa H.H., Cyxopykoe B.C., Muzeprnuykuii FO.JI., Py-oicuyxaa E.A., Cmuprosa
M.O., 3axapos I1LI1. JJuacnocmuxa yuiuapHou OUCKUHE3UU ¢ UCIOIb308AHUEM (PA3080-KOH-MPACHOU
u Komnb}omepwupoeaHHoﬁ c6emoe6oll MUKDOCKONnUuU. Hy]leOHOJZOZLlﬂ 0emcKko20 eozpacma: I’lp06]l€Mbl
u pewenus. Boin. 9. M., 2009; 72-77, Rozinova N.N., Suk-horukov V.S., Mizernitsky Yu.L., Ruzhitskaya
E.A., Smirnova M.O., Zakharov P.P. Diagnosis of ciliary dyskinesia using phase-contrast and
computerized light microscopy. Pul'mo-nologiya detskogo vozrasta: problemy i resheniya. M., 2009;
9: 72-77 (in Russ.)]
. PexoMeH10BaHO paccMOTpeTh BO3MOXKHOCTH IpoBelneHuss TOM Ouonrara ClIM3UCTOM
000JIOYKH PECIUPATOPHOTO TPAKTa B KAYECTBE JOIMOJHUTEIHHOIO METOJA IMOATBEPKIACHUS JTUArHO3a
U IIpyU COMHUTCIIBHBIX PE3YyJIbTaTaX IIPOBECACHHOI'O 06CJ'ICI[OBaHI/I}I (CBCTOBa}I MHUKPOCKOIIH,
BBICOKOCKOpOCTHOfI BI/IIICOMI/IKPOCKOHI/ILIGCKI/II\/'I aHaJ'II/IB,) C TCJbIO BBIABJICHUA YIIBTACTPYKTYPHBIX
WU3MCHEHMI akCcOHeMbl pecHuuek u/mim xrytukoB [Jackson C.L., Behan L., Collins S.A., Goggin
P.M., Adam E.C., Coles J.L. et al. Accuracy of diagnostic testing in primary ciliary dyskinesia. Eur.
Respir. J. 2016; 47(3): 837—48. doi: 10.1183/13993003.00749-2015, Shoemark A, Pinto AL, Patel
MP, Daudvohra F, Hogg C, Mitchison HM, Burgoyne T. PCD Detect: enhancing ciliary features
through image averaging and classification. Am J Physiol Lung Cell Mol Physiol. 2020 Dec
1;319(6):L1048-L.1060 doi: 10.1152/ajplung.00264.2020, Shapiro A., Leigh M. Value of transmission
electron microscopy for primary ciliary dyskinesia diagnosis in the era of molecular medicine: Genetic
defects with normal and non-diagnostic ciliary ultrastructure. Ultrastruct Pathol. 2017;41(6):373-385.
doi: 10.1080/01913123.2017.1362088]

YYP-C, YA -5)
KommenTapmii: Memoo TOM oocmynen moabko 6 HEKOMOPbIX  KPYNHLIX — HAYYHO-
uccne008amenbCKux 1ad0pamopusx/uHmcumymax.

Memoo TOM ona ouaenocmuxu L[] umeem pso oepanuvenuti: y 10-20% nayyuenmos c

OUACHO30M HH,H, YCmMaHOoBI1EeHHbIM C NOMOUWbIO Opyzux M€m0()08, 6 mom uucie, MOJNEeK)IAPHO-
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2EHeMU4ecKko20 00C1e008anusi OOHAPYICUBAEMCAC HOPMAIbHAS  YIbMPACMPYKMYPA —AKCOHEMbl
pecHuuex aubo anomanus neouacHocmupyemas (oxono 10-20% nayuenmos)[Escudier E, Couprie M,
Duriez B, Roudot-Thoraval F, Millepied MC, Pruliere-Escabasse V, Labatte L, Coste A. Computer-
assisted analysis helps detect inner dynein arm abnormalities. Am J Respir Crit Care Med. 2002 Nov
1;166(9):1257-62. doi: 10.1164/rccm.2111070. PMID: 12403696, Shoemark A, Boon M,
Brochhausen C, Bukowy-Bieryllo Z, De Santi MM, Goggin P, Griffin P, Hegele RG, Hirst RA, Leigh
MW, Lupton A, MacKenney K, Omran H, Pache JC, Pinto A, Reinholt FP, Schroeder J, Yiallouros P,
Escudier E; representing the BEAT-PCD Network Guideline Development Group. International
consensus guideline for reporting transmission electron microscopy results in the diagnosis of primary
ciliary dyskinesia (BEAT PCD TEM Criteria). Eur Respir J. 2020 Apr 16;55(4):1900725. doi:
10.1183/13993003.00725-2019. PMID: 32060067, Leigh MW, O'Callaghan C, Knowles MR. The
challenges of diagnosing primary ciliary dyskinesia. Proc Am Thorac Soc. 2011 Sep;8(5):434-7. doi:
10.1513/pats.201103-028SD; Shapiro A., Leigh M. Value of transmission electron microscopy for
primary ciliary dyskinesia diagnosis in the era of molecular medicine: Genetic defects with normal
and non-diagnostic ciliary ultrastructure. Ultrastruct Pathol. 2017;41(6):373-385. doi:
10.1080/01913123.2017.1362088).] Omu cayuau 6viru obHapysiceHbl ¢ NOMOWBIO ALMEPHAMUBHBIX
OUACHOCIMUYECKUX mecmoe, 6KJ1rv4as 6blCOKOCKOp0€I71HOlZ GMOQOMMKPOCKOHL{’{€CKMZZ arHaius,
8bIsGIEHUE HUZKO20 YPOBHSI OKCUOA A30Md, AHOMAIbHBIL NPOPUIL YUTUAPHBIX 0OelKo8 npu
UMMYHOGQIYOPECYEeHMHOM OKPAWUBAHUU U / UIU NAMO2EHHblEe 8APUAHMbBL 2eH08, céa3anubix ¢ TIL]/].
Taxkum obpazom, yY1bmpacmpykmypHoe GblaeleHUe AHOMANULl AKCOHeMbl PeCHUYEK U JHCZYMUKO8
AenAemcst docmamowbzm, HO He HeobX0O0UMbIM KOMNOHEHMOM OUASHOCMUKU Huﬂ

Cﬂeéyem yuumvleams 6€pPOAMHOCNb 6MOPUUHbLLX U Hecneuugbuqecmtx UMEeHeHUll aKCOHeMbl
pPecHUmM4anvblx Kienok ObIXAMENbHbIX nymezZ 3a cuem BOCHAIUMENbHbIX U/UIU qu)eKI/;LlOHHle
npoyeccos, a makoice eCmeCcmeeHHyl0 USMEHYUB0CNb peCHUmYamslx KIemoK U cemepoceHHOoCNnb
MOquO]lOZuu cnepmamosoudoe. B ceazu ¢ omum CYuieCmeeHHoe 3HAYeHue umeem I1eKmpOHHO=
MUKpOCKOnu4eckoe uccneoosanue 00Cmamoyno20 Koauvyecmed pPeCHUYEK 6 Kaocoom KOHKpEemMmHOM
obpasye. B cnyyae uccnedo6anus pecnupamopHo2o dnumenus HeoOX00UMO 6blisleHuUe U3MEeHeHUll
yavmpacmpykmypusi e menee 5() pecHuuexk HeCKOIbKUX PEeCHUMYamulXx Ki1emoK.

Hpu YibmpacmpyKniyHblx UCCNIE00BAHUSAX PECHUUEK  BAINCHbIM  MOMEHMOM  A6JI1€MCA
20MO2EHHOCMb (OOHOMUNHOCMY) BbIAGIECHHLIX HAPYUIEHUU 6 KOHKDEeMHOM u3zyyaemom oobpasye.
Oonomunuvie Hapywerus 00JIDICHbL OblMb GblLsAGNEHbL TUOO MOMATILHO 60 6CEX U3YUYEHHbIX peCHUYKaXx
UYL dCYMUKAX, TUO0 8 no0asiauem DONIbUUHCEE.

Yuumvieas smom ¢akm, memoOd obradaem 6vICOKOU CHEYUPUUHOCDBIO, OSPAHUUEHHOU

yyecmeumenvHocmolo. Hanuuue ynempacmpykmyphvix Oegexmos 0ocmamodyHo O0ai NOCMAHOBKU
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ouaeHosa U O0onoIHumenbHoe  obciedosanue  Heyenecooopaswo.  Ilpu  omcymcmeuu
VAbMPACMPYKMYPHBLIX  0eheKmo8, HO NpU HAIUYUU YemKUX KIUHUYeCKUX HNPUSHAKOS8, cledyem
npooonxcums obcreoosanue. [European Respiratory Society guidelines for the diagnosis of primary
ciliary dyskinesia Jane
S. Lucas, Angelo Barbato, SamuelA. Collins, Myrofora Goutaki, Laura Behan, Daan Caudri, Sharon
Dell, Ernst Eber, Estelle Escudier, Robert Hirst, Claire Hogg, Mark Jorissen, Philipp Latzin, Marie L
egendre, Margaret W. Leigh, Fabio Midulla, Kim G. Nielsen, Heymut Omran, Jean-
Francois Papon, Petr Pohunek, Beatrice Redfern, David Rigau, Bernhard Rindlisbacher, Francesca S
antamaria, Amelia Shoemark, Deborah Snijders, Thomy Tonia, Andrea Titieni, Woolf

T. Walker, Claudius Werner, Andrew Bush, Claudia E. Kuehni European Respiratory Journal Jan
2017, 49 (1) 1601090; DOI: 10.1183/13993003.01090-2016].

J PekomeHnmoBaHO TpOBeNEHHE OSHIOCKONMHMHM HOCOTJOTKM € 3a00OpoM OwonTara WiIH
TpaxeoOpOHXOCKONUU ¢ Oworicueid Tpaxenm wuiam Oponxa (buomcust Ttpaxeu, OpOHXOB mpH
OpOHXOCKOMHH) MalleHTaM ¢ KIuHuYeckuMu mpusHakamu IILJ[ c uenpio momyuenus Ouonrara s
IMPOBCACHUA BBICOKOCKOPOCTHOT'O BUACO-MUKPOCKOIIMYCCKOIO aHaJIM3a, TOM unu a"Haau3 4acTOTHI U
naTTepHa OWEHUs pEeCHHMYEK B OuonTare M3 IMOJIOCTH HOca WM OpoHXa C IOMOIIBIO CBETOBOU
mukpockormu [Primary Ciliary Dyskinesia. Knowles MR, Zariwala M, Leigh M. Clin Chest Med.
2016 Sep;37(3):449-61. doi: 10.1016/j.ccm.2016.04.008. PMID: 27514592].[Papon JF, Coste A,
Roudot-Thoraval F, Boucherat M, Roger G, Tamalet A, et al. A 20-year experience of electron
microscopy in the diagnosis of primary ciliary dyskinesia. Eur Respir J (2010) 35:1057-63.
doi:10.1183/09031936.00046209, [Poszunosa H.H., Cyxopykoe B.C., Muzepnuyxuii FO.JI., Py-orcuyxas
E.A., Cmupnosa M.O., 3axapoe IILIl. Jluaenocmukxa yunuaprou OUCKUHE3UU C UCNONb308AHUEM
P a3060-KOH-MpPaAcmuol U KOMNbIOMEPUSUPOBAHHOU  C8emOoBoll  Mukpockonuu. Ilyremononoeus
oemcko2o eo3pacma: npoobnemvl u pewtenus. Boin. 9. M., 2009, 72-77. [Rozinova N.N., Suk-horukov
V.S., Mizernitsky Yu.L., Ruzhitskaya E.A., Smirno-va M.O., Zakharov P.P. Diagnosis of ciliary
dyskinesia using phase-contrast and computerized light microscopy. Pul'mo-nologiya detskogo
vozrasta: problemy i resheniya. M., 2009; 9: 72-77 (in Russ.)] ].

YYP-C, Y11 -4)

KommenTapnmii:

3abop mamepuana 011 namomop@o102udecKkozo Uccie008aHus:

Buonmam u3 nonocmu noca nonyuarom c MeOUAanbHOU NOBEPXHOCMU CPEOHe20 OmOoend HUNCHEl
HOCOBOUL PAKOBUHbL C NOMOWBIO YUMOLOSUYECKOU WemKU o0 KOHMpOoiem nepeoHeti puHOCKONUY Uil

pueu()Hod onoockonuu. Heoxrcenamenvuvim sensiemcs ucnoniv3osanue npe()eapumeﬂbuoﬁ anemusayuu
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CIUBUCOU 0O0NIOUKU U annﬂukauuonnoﬁ anecme3uu u3-3a uuﬂuomOKcuqecxozo/uwzuocmamuqec;<020
oeticmeusi HAaA3a1bHbIX ()eKOHeecmaHmoe, aHnecmemukos u exodﬂu;ux 6 cocmae npenapamos
KOHCEepBeAaHnos (uMeem 3HA4YeHue npu UCCIe008anHUlU nymem HAMUBHOIL C8EMOBO1L MMKpOCKOﬂMM).
Knemxu mepyameilibHo20 snumeus CAUZUCMOU 000A0YKU NOIOCIU Hoca, mpaxeu uiu 6p0Hx06 (npu
6p0Hx0c1<0nuu) onst OYEHKU ouenus PECHUUYEK 6 HAMUBHOM Mmamepuaie C NOMOubo Cc8emoesoll
MUKpOCKORnUU Mo2ym Obimob NnoJly4eHbl C NOMOWbIO brush-6uoncuu. ﬂonycmwwo XPAHERUE 68 MENI0M

@u3z p-pe(37 epadycos) ne bonee 15 munym

ﬂ]l}l npoee()eHuﬂ mpaHCMuCCI/lOHHOZZ 3]l€Kmp0HHOL2 MUKPOCKOnUU mMamepuai nouaydaront OonucCaHHsvim

8bllle MEeMOOOM C NOMOWbIO Opawu-ouoncuu.

Honyuennvii Ouonmam 01 MpPAHCNOPMUPOBKU NepsuuHo ¢urcupyemes 6 2,5% pacmeope
27ymaposoco anrvoe2uda Ha Kakoounamuwom oygepe (pH 7,2) Mamepuan xpanumcs 6 x0on00unvHuKe
npu memnepamype +4°C, ¢ nocreoyroweu mpancnopmuposkou 0ONnyCmMuMblil CPoK -00 2X Hedellb C
momenma 3abopa. [Pinto,A.L.;Rai,R.K.; Shoemark, A.; Hogg, C.; Burgoyne, T. UA-Zero as a Uranyl
Acetate Replacement When Diagnosing Primary Ciliary Dyskinesia by Transmission Electron
Microscopy.Diagnostics2021,11,1063. https:// doi.org/10.3390/diagnostics11061063, Papon JF, Coste
A, Roudot-Thoraval F, Boucherat M, Roger G, Tamalet A, et al. A 20-year experience of electron
microscopy in the diagnosis of primary ciliary dyskinesia. Eur Respir J (2010) 35:1057-63.
d0i:10.1183/09031936.00046209].

. B kauecTBe JOMOJHUTEIBHOIO J1A0OPAaTOPHOTO METOJa JUArHOCTUKU U AudQepeHInanbHOMl
muarnoctuku [11/I/cunapoma Kaprarenepa y My»XK4uH ¥ MaJlb4UKOB-TIOAPOCTKOB (B Bo3pacte 15 net
U CTapllie, Y HECOBEPIICHHOIETHUX C TMCBMEHHOTO COTJIACHSI POJIUTENICH/3aKOHHBIX TPEICTABUTEIICH )
PEKOMEHIOBAHO PACMOTPETh HCIOJB30BAHUE CBETOONTUYECKOM MHMKPOCKOIMH HATHUBHOTO JSKYJIATA
(ctanmapTHOE criepMHosIorHUeckoe uccienoBanue) [Tang D, Sha Y, Gao Y, Zhang J, Cheng H, Zhang
J, Ni X, Wang C, Xu C, Geng H, He X, Cao Y. Novel variants in DNAH9 lead to nonsyndromic
severe asthenozoospermia. Reprod Biol Endocrinol. 2021 Feb 20;19(1):27. doi: 10.1186/s12958-021-
00709-0, Sironen A, Shoemark A, Patel M, Loebinger MR, Mitchison HM. Sperm defects in primary
ciliary dyskinesia and related causes of male infertility. Cell Mol Life Sci. 2020 Jun;77(11):2029-2048.
doi: 10.1007/s00018-019-03389-7, Pykosoocmeo BO3 no uccredosanuro u obpabomke 35KyIs1ma
yenoseka. 5-e uzo. Iloo nayun. peo. pyc. nepesooda JI.®D. Kypuno. M.: Kanuman-Ilpunm; 2012.
http://apps.who.int/iris/bitstream/handle/10665/44261/97859051060905_rus.pdf?sequence=34&ua=1
].

YYP-C, Y11 -4)
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Kommenrapuii: /lannoe uccnedosanue no3gonsiem oyeHums KoauuecmeeHHvle noxkazamenu (00vem,
OKHYeHmpayus u odujee KOIUYECMBO CHePMAmMO30U008, KOAUUECMBO 2amem C PAa3HblOU CMeneHbio
NOOBUICHOCIMU U HENOOBUICHBIX,  KOAUYECNBO  MOPGHONOSUYECKU — HOPMANbHBIX  (MUNUYHBIX)
cnepmamosoudos [Pyxosoocmeo BO3 no uccreoosanuro u obpabomre 35KyIsAmMa yeio8ekd. 5-e u3o.
Iloo  nayun. peo. pyc. nepesodoa JILD. Kypuno. M.:  Kanuman-Ilpunm,  2012.
http://apps.who.int/iris/bitstream/handle/10665/44261/97859051060905_rus.pdf?sequence=34&ua=1
].

CywecmseeHHbiM haxmopom npu 3mom A61Aemcs: OYeHKd QYHKYUOHATLHOU CNOCOOHOCMU HCSYMUKO8
CnepmMamo30u008, ONPeoensiouux Ux NOOBUNICHOCMD.

V Hexomopwix nayuenmos umeiomcs mpyoHocmu ¢ ROLy4eHuem OUOI0SUYecKo2o mamepuaid. \

3abop mamepuana Onsi CHePMUOLOSULECKO20 UCCIE008AHUS BbINOIHACMCA NymemM Macmypoayuu.
Pexomenoosano coasams ananus 6 cpoke nonogozo 6oszdepawcanus 3-5 oueii. /i IMUC cmpozo He
peanamenmuposano. Mamepuan cooupaemcs 6 yucmovle 00HOPA308ble NIACIMUKOBblE KOHMEUHEPbL C
kpviwkou. Tlocne coauu obpasyvl mepmocmamupyromes 20-40 munym 0ns pasjicudiceHuss 5KYasama
npu memnepamype t=37C. Kpamnocmv 6vlnoiHeHus CRepMUOLIOSULECKO20 UCCIe008aHUA Y
nayuenmos c¢ IIL[/[/nooospenuem wna IIL/] 6 6onvwuncmee cayuaed oocmamouno 1 pas, npu
HeobXxooumMocmu — nposedeHue N08MOPHO20 UCCIe008AHUS.

Memoouxa oyenKu nOOBUNICHOCHU CREPMAMO30UO08:

Xopowo nepemewamsv obpasey cnepmul. B3same anuxkeomy 2aKyasAma u nomecmums Ha NPeOMemuoe
CMmeK10, HaKpvblmb NOKposHuIM cmekiom. Ilpu yeeruvenuu %200 unu %400 noocuumams 200
cnepmamo3ou0o08 0l guluucieHus 0oau (%) cnepmamosoudos pasiuidtblx Kame2opui NOOGUNCHOCMU.
Iloosudxxcnocmv  kasxco0o2o cnepmamo3ouda OyeHugaemcs CredylowumM oobpazom: NpocpeccusHo-
noosudicuvie (PR, progressive motility) — cnepmamo3zouosi, osuearowuecsi akmueHo, a1ubo JIUHelHo,
aub0 no kpyzy 00abui020 paouyca, He3asUCUMO Om CKOpPOCMU, HenpozpeccusHo-noosudcuvie (NP,
non-progressive motility) — ece dpyeue 6uodvi Osudicenuit ¢ omcymemeuem npoepeccuu, mo ecmo
nuasalowue no Kpy2y HeboIbuo20 paouycd, Hceymuk ¢ mpyooMm cmewjaem 20108KYy UlU K020d
Habaroaom moibko OueHue dxceymuka, Henoosudcuvle (IM, immotility) — omcymcemeue 08udiceHusl.
Ilosmopno 633amb anukeomy 2AKyIAMA (NpeosapumenvHo nepemewuias) u noemopums npoyeoypy.
Buiuucnumos  cpednue 3Hauenus u paziuuus medcoy Humu 0as 08yx anukeom. Onpedenums
npuemnemocmo pazaudus (WHO, 2010). Ecau paznuuue medxncoy npoOYeHmMHbiMU 3HAYEHUAMU
npuemiemo, 3anucams cpeoHee 3HaveHue. Ecnu paznuuue eviue 0onycmumoco, npucomosums o0ee
OONONHUMENbHbLE AIUKEOMbI CNEPMbL U NOBMOPUMb OYEHK).

Cnedyem ommemums, UYmMoO GblsGIEHUE MOMANLHOU U CYOMOMANLHOU — ACMEH0300CNnepMUl

(acmeﬂomepamoaoocnepmuu) u ojauzcoacmeromepamo3oocnepmuu  He A6JIAeniCA 00513amenbHbIM
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(obnueamuvim) cnepmamonocuveckum npusnakom IIL/], max kax moocem Ovimb 00yClO61EHbI
opyeumu  npuyunmamu. Ilayuenmam ¢ momanvHou u  CYOMOMANLHOU  ACMEHO300CNEPMUU
(acmenomepamo3oocnepmuy) U pPeKOMEHOYemcs  npogedenue  NeKMPOHHOU — MUKPOCKONUU
cnepmamosoudos (OMUC). s nayuenmos c¢ IIL]J] ne xapakmephHOo Hanuuue msdicenvix opm
namo3ocnepmul, — C6A3AHHLIX €  OmMcmymcmeueM Ul KpalHe  HU3KOU  KOHYeHmpayueu
CNepmamo3o0u008 (azoocnepmuei U 01U20300Cnepmueli msidxiceiou cmeneHu). Azoocnepmus,
onueocnepmus (0bvem ssaxyrama mewee 1,5 mn), a marxodce kucnas peaxyus ssakyiama (pH <7.0),
CHUMICEHHOe KOIUYeCmeo (hpyKmo3nvl dAKYIAma (MapKep cekpema ceMeHHbIX NY3blpbKo8) XapaKkmepHhbl
OJIsL MYHCYUH C MYKOBUCYUOO30M U CUHOPOMOM BPOIHCOEHHOU O8YCMOPOHHE AlA3UU CeMABLIHOCAUUX
npomkog (CBAVD), no mne nayuenmos c IIL/[/cunopomom Kapmacenepa unu c obpamuvim
pacnonoxcenuem  6HympeHHux —opeanos. Crnepmuonozuyeckoe ucciedosanue Mmodcem — Obimb
UCNONbL308aHO 0151 OuppepenyuanrvHoll OUASHOCMUKY PA3IUYHBIX 3A0071e6AHULL C NOPANCEHUEM
OpP2aHO8 ObIXAMENbHOU CUCmeMbl, Hanpumep, y Myscuutr ¢ opoxoskmasamu [LlImaym M.H., [Llunetixo
JILB., Penuna C.A., Kpacosckuui C.A., UImapuna I'.B., Copoxuna T.M., Kypuno JIL.®., Yepnvix B.b.
Komnnexcnoe cnepmamonocuueckoe obcnedosanue nayueHmos ¢ MyKOBUCYUOO30M. AHOpono2us u
cenumanvuas xupypeus. 2017;18(4):69-76. https://doi.org/10.17650/2070-9781-2017-18-4-69-76,
Ulmaym M.HU., Copoxuna T.M., Kypuno JIL.D., Himapuna I'B., Mapunam E.I., Penuna C.A.,
Kpacosckuii C.A., Yepuwvix B.b. CpasnumenvHvlii auanuz pe3yaibmamos ChepMuoiocuiecKozo
uccne0osanusi y NAyueHmo8 ¢ dA300CHepMuell, 6bl36AHHOU MYKOBUCYUOO3ZOM U CUHOPOMOM
BDONCOEHHOU O08YCMOPOHHEU anla3ul CeMsA8bIHOCAUUX NPOMOK08. AHOpoOno2Us U 2eHUmanrbHas
xupypeus. 2019,;20(1):82-90. https://doi.org/10.17650/2070-9781-2019-20-1-82-90].

J PekoMeHZOBaHO pPAaccMOTPETh BO3MOXHOCTH MPOBEICHUS AJNEKTPOHHOW MHUKPOCKOIHHU
cnepmaro3onioB (OMUC) B kadecTBe MOMOJHUTENHFHOTO METOAA MOATBEPXKACHUS TUArHo3a U MpU
COMHHTEIBHBIX  pe3yJbTaTax  IMPOBEACHHOTO  oOcCiemoBaHWS  (CBETOBas  MHKPOCKOIIHS,
BBICOKOCKOPOCTHOM BHIEOMUKPOCKOIIMYECKUN aHAIN3) €—HefAblo—yetaHopremst—aunarnosa—HHA ¢
IENIBIO BBISBICHUS YABTACTPYKTYPHBIX M3MEHEHHUH akcoHeMbl KI'yTukoB [bparmna E.E., Copokuna
T.M., Apudynun E.A., Kypuno JI.®. I'enernuecku obycnoBineHHble (opMbl aTozoocnepmun. O630p

JUTEPATyphl M PE3YyIbTAThI UCCICTOBAHUN. AHAPOIOTHS U TeHuTanbHas xupyprus. 2015;16(3):29-39.

https://doi.org/10.17650/2070-9781-2015-16-3-29-39,

bparuna EE, Apudymun EA, CenuenkoB EIl. I'enetnuecku oOycioBieHHbIE U (DYHKIIMOHAJIbHBIC
HapyIICHHUs TOABIKHOCTH CIiepMaTo3ouaoB denoBeka. Onrtorenes, 2016; 47(5): 271-286. PMID:
30272426, C. M. Xaar, E. E. bparuna, JI.®. Kypwio VYabTpacTpykTypHOE HCCIEA0BaHUE
CIEpPMATO30MIOB y IAlMEHTOB C AacTeHO300clepMuen. AHAponorus W reHur.xupyprus 2012;

13(4):54-61 https://doi.org/10.17650/2070-9781-2012-4-54-61,
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PykoBoacteo BO3 no uccinenoBanuio u 00paboTke I5KyisTa yenoBeka. S-¢ usn. [lox HaydH. pen. pyc.
rnepeBoaa JLO. Kypwuio. M.: Kanuran-IIpu#r; 2012.
http://apps.who.int/iris/bitstream/handle/10665/44261/97859051060905_rus.pdf?sequence=34&ua=1
PynueBa C.A., Uepnsix B.b. Mexann3m IBIXEHUS KTYTUKOB CIIEPMATO30HI0B. AHAPOJIOTHS W TeHHUTAIbHAS
xupyprus. 2018;19(3):15-26. https://doi.org/10.17650/2070-9781-2018-19-3-15-26

Baccetti B, Collodel G, Estenoz M, Manca D, Moretti E, Piomboni P. Gene deletions in an infertile
man with sperm fibrous sheath dysplasia. Hum Reprod. 2005;20:2790—4. doi: 10.1093/humrep/dei126.
Chemes EH, Rawe YV. Sperm pathology: a step beyond descriptive morphology. Origin,

characterization and fertility potential of abnormal sperm phenotypes in infertile men. Hum Reprod
Update. 2003;9(5):405-28. doi: 10.1093/humupd/dmg034.

Coutton C, Escoffier J, Martinez G, Arnoult C, Ray PF. Teratozoospermia: spotlight on the main
genetic actors in the human. Hum Reprod Update. 2015;21:455-85. doi: 10.1093/humupd/dmv020.
Jackson C.L., Behan L., Collins S.A., Goggin P.M., Adam E.C., Coles J.L. et al. Accuracy of
diagnostic testing in primary ciliary dyskinesia. Eur. Respir. J. 2016; 47(3): 837—48. doi:
10.1183/13993003.00749-2015.

Konno A., Shiba, K., Cai, C., Inaba K. . Branchial cilia and sperm flagella recruit distinct axonemal
components, PL0oS One. 2015;10(5):e0126005. doi: 10.1371/journal.pone.0126005. eCollection 2015.
Lehti MS, Sironen A. Formation and function of sperm tail structures in association with sperm
motility defects. Biol Reprod. 2017;97:522-536. doi: 10.1093/biolre/iox096.

Leigh MW, O'Callaghan C, Knowles MR. The challenges of diagnosing primary ciliary dyskinesia.
Proc Am Thorac Soc. 2011 Sep;8(5):434-7. doi: 10.1513/pats.201103-028SD.

Linck R., Chemes H., Albertini D. The axoneme: the propulsive engine of spermatozoa and cilia and
associated ciliopathies leading to infertility. Review J Assist Reprod Genet. 2016 Feb;33(2):141-56.
doi: 10.1007/s10815-016-0652-1.

Munro NC, Currie DC, Lindsay KS, Ryder TA, Rutman A, Dewar A, Greenstone MA, Hendry WF,
Cole PJ. Fertility in men with primary ciliary dyskinesia presenting with respiratory infection. Thorax.
1994;49:684-687. doi: 10.1136/thx.49.7.684.

Olbrich H, Hiftner K, Kispert A, Volkel A, Volz A, Sasmaz G, Reinhardt R, Hennig S,Lehrach H,
Konietzko N, Zariwala M, Noone PG, Knowles M, Mitchison HM, Meeks M, Chung EMK,
Hildebrandt F, Sudbrak R, Omran H. Mutations in DNAH5 cause primary ciliary dyskinesia and
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Osinka A, Poprzeczko M, Zielinska MM, Fabczak H, Joachimiak E, Wloga D. Ciliary proteins: filling
the gaps. Recent advances in deciphering the protein composition of motile ciliary complexes. Cells.
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Shapiro A., Leigh M. Value of transmission electron microscopy for primary ciliary dyskinesia
diagnosis in the era of molecular medicine: Genetic defects with normal and non-diagnostic ciliary
ultrastructure. Ultrastruct Pathol. 2017;41(6):373-385. doi: 10.1080/01913123.2017.1362088

Shapiro AJ, Leigh MW. Value of transmission electron microscopy for primary ciliary dyskinesia
diagnosis in the era of molecular medicine: genetic defects with normal and non-diagnostic ciliary
ultrastructure. Ultrastruct Pathol. 2017;41:373-385. doi: 10.1080/01913123.2017.1362088
Shoemark A, Dixon M, Corrin B, Dewar A. Twenty-year review of quantitative transmission electron
microscopy for the diagnosis of primary ciliary dyskinesia. J Clin Pathol. 2012;65:267-271. doi:
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Shoemark A, Pinto AL, Patel MP, Daudvohra F, Hogg C, Mitchison HM, Burgoyne T. PCD Detect:
enhancing ciliary features through image averaging and classification. Am J Physiol Lung Cell Mol
Physiol. 2020 Dec 1;319(6):L.1048-L1060 doi: 10.1152/ajplung.00264.2020.

Sironen A, Shoemark A, Patel M, Loebinger MR, Mitchison HM. Sperm defects in primary ciliary
dyskinesia and related causes of male infertility. Cell Mol Life Sci. 2020 Jun;77(11):2029-2048. doi:
10.1007/s00018-019-03389-7]

KommenTapnmii:

Memoo OMHUC Oocmynen moOAbKO 6 HEKOMOPbLIX KPYHHLIX — HAYYHO-UCCIE008aMENbCKUX
1a6OPAMOPUSX/UHMCUMYMAX.

Hpoeedeﬁue 3]l€Kmp0HHOL7 MUKpOCKOnuUu cnepMamos’ou()oe BO3MOICHO MOJbKO Y 83POCHAbIX MYIAHCUUH U
MATLYUKO8 NOOPOCMKO8 ¢ 15 nem.

HopaofceHue PECHUUEK mepuamelbHo20 Inumeiust U HCCYymuKoe cnepmamowudoe Yy nayuenmoes c
IIL]]T moeym Hecoosnadamsv, m.e. umems pPA3HYIO JNOKATUAYUIO NOPANHCEHUN, KAK OOUHAKOBYIO 6
PA3HBIX KIEemKax, maxk u pasiuvyarowyuyrocs, Hanpumep, moJbKo HapyuieHue YibmpacmpyKkmypvl U
NOO0BUICHOCU HCCYMUKOB cnepmamosoudoe.

Cnedyem yuumvlieams 2emepo2eHHOCMb MOp@QONo2uU cnepmamo3zoudos. B ceazu ¢ smum
CYWEeCmeeHHoe 3HAYeHUe umeem IJ1eKmMpPOHHO-MUKPOCKoOnudYeckKkoe uccneoosarnue 00CmamoyHo2o
KoJjqudecmeda JHccynuKoe 6 KaocooMm KOHKpEemHOM 06pa3ue. ﬂﬂ}l UCCIe008aHUSL HEOOX00UMO He MmeHee
50 orceymuros cnepmamo3oudos.

Hpu YibmpacmpyKniyHblx UCCIe008AHUAX HCCYMUKOB BUAINCHBIM MOMEHMOM ABIAENICA COMOCEHHOCMb
(OOHOMUNHOCMb) BLIABNIEHHbIX HAPYUIEHUU 6 KOHKPemHOM u3zyyaemom obopaszye. OOHomunuvie
Hapyuienus 00J19ICHbL ObIMb BblsIGNEHbL TUOO MOMAILHO 80 6CEX U3YHYEHHBbIX PECHUYKAX UIU IHCCYMUKAX,

b0 8 nooasusaouem OOIbUUHCEBE.
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2.4.2 TIpourie HHCTPYMEHTAJbHbIE METO/IbI

Hapsody co cneyuanvHbiMu OUAZHOCTIUYECKUMU MemMOOaMU, NO360AIUUMU  YCIMAHOBUMD
OUAcHO3, UCNONL3VIOM PYMUHHbIE MEMOObl UHCMPYMEHMAIbHOU U J1AO0pPAMOPHOL OUACHOCTUKU,
npumMeHsAOwUecs 8 MNYJIbMOHONO2UYECKOU U OMOPUHOIAPUHLONI02UYECKOL NpaKmuKe, umerouue
8adiCHOEe 3HAYeHUe KAK Ha dmane nepeutyHol OUAZHOCMUKU, MAK U npu OIUMeNbHOM OUHAMUYECKOM

HabaroeHuu.

2.4.2.1 Onpenegenue GyHKIUY BHEIIHEr0 AbIXaHUH

° PexomennoBaHo uccrnenoBarth (YHKIHMIO BHEIIHETO JbIXaHus Npu nogo3pennu Ha I/ u y
narenToB ¢ [IJ] ¢ menpio onpeneneHus W JUHAMUYECKOTO KOHTPOJIS JIETOYHOW (YHKIMU TpU
OTCYTCTBHUU BO3PACTHBIX WJIN MHBIX HpOTHBOHOKaSaHHﬁ:

- CIIMPOMCTpHUs IIPOBOAUTCA B CPCAHCM KAXKABIC 3-6 MECALICB (I/ICCJ’IGI[OBB.HI/IC HCCIIPOBOIHUPOBAHHBIX
AbIXaTCJIIbHBIX 00BbEMOB H IIOTOKOB, IIpU HCO6XOIII/IMOCTI/I — JOIIOJHUTCIBHO HCCIICJOBAHUC
JBIXaTeNbHBIX OOBEMOB C TNPUMEHEHHEM JIEKAPCTBEHHBIX IIpenaparoB); - OoauruieTusMorpadus
IMPpOBOAWUTCA IO IIOKAa3aHUsAM, B CPCAHCM — CXKCIOAHO, C LECJIbIO ONPCACICHHA W AWHAMHYCCKOI'O
KOHTPOJIsI CTAaTHUYCCKHUX JICTOYHBIX 00BEMOB U 6pOHXI/IaJ'IBHOFO COIIPOTHUBJICHUA [CaBeJ’IbCB B.11.
U_[I/Ip}IeBa n.C. CDYHKI_II/IOHaJ'ILHBIe napamMeTpbl CHUCTEMbI [bIXaHUA Y ,I[eTefI u IIOAPOCTKOB.
PykoBoactBo mist Bpaueit. — M.: «Memutmnay, 2001: 231, Muzepuunkuii FO.J1., Lpimmnenkosa C.0.,
MensaukoBa .M. CoBpeMeHHbIE METOIBI OLEHKH (PYHKIIMOHAIBHOTO COCTOSIHUSI OPOHXOJETOYHOMN
cucteMsl y aereid. — M.: «Mennpaktuka-M», 2012: 176, CaBymkuna O.U., Yepnsak A.B. Jlerounsie
(yHKIMOHANIBHBIE TECTBI: OT TEOPHM K INpakThke. PykoBoactBo s Bpaueid. — M.: OOO «®Pupma
CTPOM», 2017. — 192c¢., Ctpyukos I1.B., [Ipo3nos 1.B., Jlykuna O.®. CriupomeTpusi: pyKOBOJCTBO
JUTA Bpadel. 2-¢ usf., ucnp. u jgon. - M.: IDOTAP-Menua, 2018. - 112 c¢., Miller MR, Hankinson J,
Brusasco V, Burgos F, Casaburi R, Coates A, Crapo R, Enright P, van der Grinten CP, Gustafsson P,
et al. Standardisation of spirometry. Eur Respir J 2005; 26: 319-338., Beydon N., Davis S.D.,
Lombardi E. et al. An official American Thoracic Society/European Respiratory Society statement:
pulmonary function testing in preschool children. Am. J. Respir. Crit.Care Med. 2007; 175 (12): 1304-
1345, Barbatto A. et al. Primary ciliary dyskinesia: a consensus statement on diagnostic and treatment
approaches in children. Eur Respir J 2009; 34:1264-1276, Frey U., Merkus P.J.F.M. Paediatric Lung
Function - European Respiratory Monograph 47, March 2010: 324, Green K, Buchvald FF, Marthin
JK, Hanel B, Gustafsson PM, Nielsen KG. Ventilation inhomogeneity in children with primary ciliary
dyskinesia. Thorax 2012; 67: 49-53, Strippolu M.P. et al. Management of primary ciliary dyskinesia in
European clildren: recommendations and clinical practice. Eur Respir J 2012; 39:1482-1491

11.Eber E., Midulla F. at al. Paediatric Respiratory Medicine. ERS handbook, 1-st edition, 2013: 70-
93, 107-113, 551-559, Boon M, Vermeulen FL, Gysemans W, Proesmans M, Jorissen M, De Boeck K.
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Lung structure-function correlation in patients with primary ciliary dyskinesia. Thorax 2015; 70:339—
345, Standardization of Spirometry 2019 Update An Official American Thoracic Society and European
Respiratory Society Technical Statement - Am. J. Respir. Crit.Care Med. 2019; 200 (8): 70-88.]
YYP-C,¥a1d-5).

Kommenrtapuii: cnupomempus ne omuocumcs Kk Haubolee uy8CMEUMENbHbIM MeCcmam Jie204HOU
@yuxyuu npu I1L]J], HO OHa A61AEMCA CAMBIM OOCMYNHbIM MEeMOOOM MeCMUPOSAHUsL 8 KIUHUYECKOU
npaxmuxe [Casenves b.11. [llupsesa U.C. @yukyuonaibhvle napamempsi cucmemsl ObiXanus y oemeil
u noopocmkos. Pyxosoocmeo ons epaueti. — M.: «Meouyuna», 2001: 231, Muszepnuyxui FO.JL,
Lvinnenxosa C.O., Menvnuxosa U.M. Cospemennvle memoovl oyeHKU QYHKYUOHATbHO20 COCMOSHUSL
oponxonezounou cucmemul y oemeti. — M.: «Meonpaxmuxa-My, 2012: 176, Casyuxuna O.H., Yepusax
A.B. Jlecounvie ¢hynkyuonanvuvie mecmoi: om meopuu K npakmuxe. Pykosoocmeo ona epaueni. — M.:
000 «Dupma CTPOMy, 2017. — 192c., Cmpyukos I1.B., /[po3zooe /I.B., JIykuna O.®@. Cnupomempus:
PYKOBOOCMB0 05 8paueil. 2-e u3o., ucnp. u oon. - M.: [DOTAP-Meoua, 2018. - 112 c., Miller MR,
Hankinson J, Brusasco V, Burgos F, Casaburi R, Coates A, Crapo R, Enright P, van der Grinten CP,
Gustafsson P, et al. Standardisation of spirometry. Eur Respir J 2005; 26: 319-338, Standardization
of Spirometry 2019 Update An Official American Thoracic Society and European Respiratory Society
Technical Statement - Am. J. Respir. Crit.Care Med. 2019; 200 (8): 70-88/; ¢ yenom, kauecmsennoe
npogedeHue CRUpoMempuu 803MOJHCHO )y Oemell ¢ 5-6 J1em, eciu NayueHm ModHCem CO3HAMENbHO
8bINOHUMb MAHEBP (OPCUPOBAHHO20 8b100XA,; OUASHOCMUYECKAsl YEeHHOCMb UCCAe008anus Y demel
mnaowe 5 nem nuoce [Beydon N., Davis S.D., Lombardi E. et al. An official American Thoracic
Society/European Respiratory Society statement: pulmonary function testing in preschool children.
Am. J. Respir. Crit.Care Med. 2007; 175 (12): 1304-1345]. Cnupomempusi noseonsem KOCEEHHO
oyenums necounvie oovemol [Casywkuna O.U., Yepusax A.B. Jlecounvie pyHkyuonaibHvle mecmol. om
meopuu Kk npakmuxe. Pykosoocmeo ons epauei. — M.: OO0 «@upma CTPOMy, 2017. — 192¢]; no
NOKA3AHUAM B03MOMNCHA 0OO0Jlee MOYHAS OYEeHKA CMAMUYecKUX 1e204UHbIX 00beM0o8 U OPOHXUATLHO2O
conpomugnenusi ¢ nomowpro boouniemuzmozpaguuf.Cmpyurxos I1.B, Bunnuyxas P.C., Jlrokesuu U.A.
Beeoenue 6 ynkyuonanvnyto ouacnocmuxy enewineco owvixanus. M., 1996. 72 c.,Konvyyn C.C.
Memoowl onpedenenus ocmamouno2o obvema nezkux // Oynkyuonanvuas ouasrocmuxa. 2003. Nel.
C.65-76, Uepnax A.B. Hzmepenue necounvix 00vemo8 //PYHKYUOHATbHASL OUACHOCMUKA 8
NYIbMOHON02UU. NPAKMUYecKoe pykosoocmeo / noo peo. A.I. Yyuanuna. M.: Ammocgepa, 2009. c.36—
62, Casywxuna O.U, Yepmax A.B., Haymenxo I'.B. Bboouniemuszmocpaghusi: meopemuueckue u
kaunuveckue acnekmol. M.: I'BKI" um. H.H.Bypoenxo, 2014. 45 c.,.Quanjer P.H. Tammeling G.J.,
Cotes J.E., Pedersen O.F., Peslin R., Yemault J-C. Lung volumes and forced ventilator flows. Report

Working Party Standartization of Lung Function Tests, European Community for Steel and Coal.
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Official Statement of the European Respiratory Society // Eur. Respir. J. 1993. Vol.6, Suppl.16. P.5-
40, Goldman M.D., Smith H.J., Ulmer W.T. Whole body plethysmography // Lung function testing /
R.Gosselink, H.Stam (eds) // Eur. Respir. Monogr. 2005. Vol.10. P.15-43, Pellegrino R., Viegi G.,
Brusasco V., Crapo R.O., Burgos F., Casaburi R., Coates A., van der Grinten C.P.M.,Gustafsson P.,
Hankinson J., Jensen R., Johnson D.C., Maclntyre N., McKay R., Miller M.R., Navajas D., Pedersen
O.F., Wanger J. Interpretative strategies for lung function tests // Eur. Respir. J. 2005. Vol.26, Ne5.
P.948-968,.Wanger J., Clausen J.L., Coates A., Pedersen O.F., Brusasco V., Burgos F., Casaburi R.,
Crapo R., Enright P.,van der Grinten C.P.M., Gustafsson P., Hankinson J., Jensen R., Johnson D.,
Maclintyre N., McKay R., Miller M.R., Navajas D., Pellegrino R., Viegi G. Standardisation of the
measurement of lung volumes // Eur. Respir. J. 2005. Vol.26, Ne3. P.511-522 Frey U., Merkus
P.J.F.M. Paediatric Lung Function - European Respiratory Monograph 47, March 2010: 66-86, Eber
E., Midulla F. at al. Paediatric Respiratory Medicine. ERS handbook, 1-st edition, 2013: 70-77].
Haubonee uacmo y nayuenmos c I11[/] sviasnsiom obcmpykmuetvle uiu couemarnue 00CmpyKmueHbIX
u pecmpuKkmueHblX HapymeHuL? SeHmMuiAyuU (6 3asucumocmu om obvema u xapakmepa nopasiCenHus
oponxuanvrnoco Oepesa) [Barbatto A. et al. Primary ciliary dyskinesia: a consensus statement on
diagnostic and treatment approaches in children. Eur Respir J 2009; 34:1264-127, Boon M,
Vermeulen FL, Gysemans W, Proesmans M, Jorissen M, De Boeck K. Lung structure-function
correlation in patients with primary ciliary dyskinesia. Thorax 2015; 70:339-345, Green K, Buchvald
FF, Marthin JK, Hanel B, Gustafsson PM, Nielsen KG. Ventilation inhomogeneity in children with
primary ciliary dyskinesia. Thorax 2012; 67: 49-53]. Jdawunvie uccredosanus nposoosmcs 8
coomeemcemeuu ¢ Ilpuxazom Munzopasa Poccuu 13 okmsaops 2017 2 Ne 804n om «O6 ymeepacoenuu
HOMEHKIanmypbl MeduuuHCKux ycayey: uccneoosarue HeCnposoyupoBarHblx ObIXamelbHblX 00beMO8 U
nomniokKoes, uccneoosame OblXxameibHblx 00bemMos ¢ NPpUMEHEHUEM JIEKAPCMBERHbIX npenapanioe,

boounnemuzmozpagusi.

Taxoice Ons oyenku e2ouHbix 00vemos u pacuema unoekca HeoOnopoonocmu eenmuaayuu (LCI -
Lung Clearance Index) npeonacaemcs ucnoavzosames mecm GbIMbIBAHUS UHEPMHO20 2A43d NpU
MmHodcecmeennvlx gvidoxax (Multiple-Breath Inert Gas Washout; k npumepy, evimvléanue aszoma
KuCJlOpO@OM),‘ cuumaemcs, 4mo OH C bonvuen UyecmeumenlbHoCmyvio, Hedceiu Cnupomenmpust,
no3e0.isent 6blA6JIAMb NOPANCEHUE METIKUX ObIXAMENIbHbIX nymeﬁ, 6 mom qucie 'y Oemeil OOUWKONIbHO20
sospacma [Robinson P.D. Goldman M.D.Gustafsson P.M Inert Gas Washout: Theoretical Background
and Clinical Utility in Respiratory Disease Respiration 2009;78:339-355
https://doi.org/10.1159/000225373, Frey U., Merkus P.J.F.M. Paediatric Lung Function - European
Respiratory Monograph 47, March 2010: 87-104, Eber E., Midulla F. at al. Paediatric Respiratory
Medicine. ERS handbook, 1-st edition, 2013: 113-118, Robinson, P. D. et al. Consensus statement for

41


https://doi.org/10.1159/000225373

inert gas washout measurement using multiple- and single- breath tests. Eur. Respir. J., 2013, 41:
507-522, Usemann J, Yammine S, Singer F, Latzin P.Inert gas washout: background and application
in various lung diseases. Swiss Med WKly. 2017 Aug 16;147: 14483. doi: 10.4414/smw.2017.14483.
eCollection 2017.PMID: 28871575,Kinghorn B, McNamara S, Genatossio A, Sullivan E, Siegel M,
Bauer I, Clem C, Johnson RC, Davis M, Griffiths A, Wheeler W, Johnson K, Davis SD, Leigh MW,
Rosenfeld M, Pittman J. Comparison of Multiple Breath Washout and Spirometry in Children with
Primary Ciliary Dyskinesia and Cystic Fibrosis and Healthy Controls. Ann Am Thorac Soc. 2020
Sep;17(9):1085-1093. doi: 10.1513/AnnalsATS.201905-3750C. PMID: 32603187 Abstract].

o PGKOMCHHOBaHO IMPOBCACHUC MYJIbCOKCUMCTPHUU I/I/I/IHI/I HCCJIICA0OBAHUC Ia30BOro COCraBa KpoBU
(uccnemoBaHye YpOBHsI KUCIIOpPOJa KPOBH, MCCIICJOBAHUE YPOBHS YIVIEKHCIIOTO Ta3a B KPOBH) BCEM
namnuenTaMm ¢ nogo3penrem Ha IIIJ] n Bcem mauumentam ¢ guarHoctupoBanHou TILJ] mpu xaxmoi
rocuvTaiu3aiuy, mo nmoKa3zaHuiIM (06OCTpeHI/Ie XPOHHUYCCKOI'O 6pOHXOJ'IeFO‘IHOFO mpouecca, HaAJIN4IUcC
JIBIXaTEIbHOM HEI0CTATOYHOCTH, TpeOyromei okcureHoTepanuu) — vamie [Strippoli MP, Frischer T,
Barbato A, Snijders D, Maurer E, Lucas JS, Eber E, Karadag B, Pohunek P, Zivkovic Z, Escribano A,
O'Callaghan C, Bush A, Kuehni CE Management of primary ciliary dyskinesia in European children:
recommendations and clinical practice. ERJ. 2012; 1(39) no. 6: 1482-1491, Eber E., MidullaF. at al.
Paediatric Respiratory Medicine. ERS handbook, 1-st edition, 2013: 93-100, Fuger M, Aupiais C,
Thouvenin G, Taytard J, Tamalet A, Escudier E, Boizeau P, Corvol H, Beydon N. Gas exchanges in
children with cystic fibrosis or primary ciliary dyskinesia: A retrospective study. Respir Physiol
Neurobiol. 2018 May;251:1-7. doi: 10.1016/j.resp.2018.01.010].

(YYP-C, V]I - 5)

2.4.2.2 JIv4yeBbIle METObI

2.4.2.2.1 MeToabl BU3yaTu3aIUM JTErKHX

o Pexomenayercsi mpoBeneHue peHTreHorpaduu opraHoB rpyaHoi kietku (Pentrenorpadus
nerkux, Pentrenorpadus nerkux uudposas) nanueHtam c nogospenuem Ha IIJ] u maumentam c
ITIJ] ¢ menbio ompeacicHHs xapakTepa W oO0beMa MOpakeHWs JierouHoit tkanu [Primary ciliary
dyskinesia (immotile-cilia syndrome) Sten-Erik Bergstrom, last updated: Feb 24, 2021
https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/print].
YYP-C, YA -5).

KommMmenTapuu: penmeenocpagusa modxcem eviagums maxkue NpusHaku, Kax oegopmayus u ycuieHue
JIe20YH020 ~ PUCYHKA,  NHEeBMOUOpO3,  NepubpoHXuanbHas  UHQGUALMpayus,  KOHCOMUOAYUS.

(amenexmaswl), 6POHX0IKMA3bL, OYIbL, BLIAGUMb NPOAGIEHUA OPOHXUANLHOU 0OCMPYKYUU. IOKATbHbLE
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yuacmku 630ymus J1e20YHOU MKAHU, V8eludeHue pempocmepHalbHO20 NPOCMPAHCmed, VIJIoujeHue
ouaghpazmul, a maxoice Kugos, ymoaweHue OpOHXUATbHBIX CEHOK, CIUUCTIbLE NPOOKU.

Yacmoma onpe()eﬂﬂemc;z MH@MGMOyaJZbHO, 00bIUHO €0fC€200H0, Nno NOKAa3aHuAM — dauje

Jlanunviti memoo modicem Oblmb HEOOCMAMOYHO UHGOpMamueen O MOYHO2O0 ONUCAHUS
Xapakmepa u3MeHeHuUu 6 JecKUX, HO umeem MeHbWlo J1y4esylo Hazpy3Ky. B ceazu c¢ uem
penmeenozpaghus modxcem Obimb Noie3Ha Olsl OYEHKU USMEHEeHUU 6 JIeeKUx npu UsMeHeHuu
PeCnUpamopHviX CUMNMOMOS.

. Pexomennyercst npoBenenue kommbioTepHoit ToMorpaduu (KT) opraHoB rpyaHo#l monocTu
nanueHTam ¢ noxo3penueM Ha [111J] u maruenTtam ¢ [T11J] ¢ nenpro onpeneneHus xapakrepa 1 oobema
nopakeHus jgerouHort Tkanu [Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD,
Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ, Manion M, Knowles MR, Leigh MW;
Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and treatment of
primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of the art
review. Pediatr Pulmonol. 2016 Feb;51(2):115-32. doi: 10.1002/ppul.23304, Dettmer S, Ringshausen
F, Vogel-Claussen J, Fuge J, Faschkami A, Shin HO, Schwerk N, Welte T, Wacker F, Rademacher J.
Computed tomography in adult patients with primary ciliary dyskinesia: Typical imaging findings.
PL0S One. 2018 Feb 6;13(2):e0191457. doi: 10.1371/journal.pone.0191457].

YYP-C, Y1 -5)

Kommenrapuii: B nacmosawee spems KomnvlomepHas momozpagus s1611emcs 0CHOSHbIM MEmoooM
ouazHocmuxu uzmeHnenuil 6 neekux npu I/

Komnviomepnas momoepagus opeanos epyounoii nonocmu (KT) - sxcnepmunas memoouxa ons
oemanuzayuu usmerenui. Ilposooumcs Huzkoo0o3nas kKomnviomepHas momoepagua (HIAKT) —
CHUDiCeHUe Ccuibl moka 00 1 MA/ke maccol 01 Oemetl U MOIOObIX 83POCabIX 8ecom <50 ke 6 couemaHuu
¢ Hanpsxcenuem Ha mpyoxke 100 kB. Buvinoawsemcs na 2enyoune 800Xd, Npu HEBO3MONCHOCHMU
3a0epaicku Ovlxauus, oemsam 00 3-x jem — 8 yciosusax cedayuu. 1 pas 6 2 200a, npu obocmpenuu —
gHeouepedHoe ucciedosanue. Dyukyuonanvroe KT-uccnedosanue opeanos 2pyoHoll noiocmu «Ha
8b100Xe» 0151 OYEHKU OPOHXUATLHOU 0OCMPYKYUU NPU He803ModHcHOCmU ebinoHenuss KUDBJ].
Komnvromepuas momoepagusa nposooumcs munumym 0OHOKpAMHO HAYUHAS ¢ 5-7 1emHe20 803pacma
(npu 803MOCHOCMU NPOBEOEHUA UCCIe008anUa De3 cedayuu U NOAYYeHUs U300PaANCeHUsi XOPOUle2o

Kawecmaea)

2.4.2.2.2 MeToabl BU3yaJau3alMi OKOJOHOCOBBIX Ma3yX
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. Pexomennyercss mpoBeneHue kKommbioTepHoi Tomorpadum OHIT (koHycHO-TyueBas WU
mynbTUcniupasibHast) OHII mpu nmepBHYHONM OLIEHKE MATOJIOTMYECKOTO MpPOolecca B OKOJIOHOCOBBIX
rna3yxax y DNAaUMEHTOB C KIMHWYeCKMMU TmpuzHakamu I[II[JI ©u nOpu MNOArOTOBKE K KaXIOMY
puHoxupypruueckomy BmemarenasctBy. [ [Pifferi M, Bush A, Caramella D, Di Cicco M, Zangani M,
Chinellato I, et al. Agenesis of paranasal sinuses and nasal nitric oxide in primary ciliary dyskinesia.
Eur Respir J (2011) 37:566—71. doi:10.1183/09031936.00068810; Andrew K Pappa , Kelli M
Sullivan, Erin M Lopez, Katherine N Adams, Adam M Zanation, Charles S Ebert Jr, Brian D Thorp,
Brent A Senior, Margaret W Leigh, Mike R Knowles, Adam J Kimple. Sinus Development and
Pneumatization in a Primary Ciliary Dyskinesia Cohort. Am J Rhinol Allergy. 2021 Jan;35(1):72-76.
doi: 10.1177/1945892420933175].

(YVP - C, VIJI - 4).

Kommenrapuu: penmeenoepagus OHII npedcmaensemces  manoungpopmamusnon. KT OHIT
NpoOU3BOOUMCs 8 AKCUANBbHOU NIOCKOCMU C PEKOHCMPYKYueu u3o0pasxiceHus 6 KOPOHAPHOU U
cazummanvHou npoexkyusx. [emsam He pexomenoyemcs ewvinonnenue KT OHII 6e3 kaunuueckux
NOKA3aHUll (C Yenvlo OUHAMUYECKO20 HAONI0O0eHUs), M.K. MO 8 3HAYUMENbHOU Mepe Yeeaudusaem
CYMMApHYI0 IY4e8yro Ha2py3Ky (8 853U ¢ Heobxooumocmyio nepuoouyecko2o svinonenus KT opeanos
epyonotu knemxu). Bapocneim KT OHII nposooumcs 1 paz 6 1-2 2eo0a unu uawe no noKa3aHusim.
Homumo KT-kapmunvl XpoHuuecko2o puHocuHycuma ¢ noaunamu uiu 0e3 Noaunog XapaxkmepHuim

SAGNIAEMCA ANAazUs UL 2UNONAA3UA TOOHBIX U KIUHOBUOHBIX nasyx

Honocusvl  oyeHusamuvcs: cmeneHvb HAPYUWEHUS NHEBMAMU3AYUU OKOJIOHOCO8bIX NA3YX, HAIuyue
NOIUNO8 HOCA, NOCNeonepayuoHHvle Kocmuvle usmeHenus. Penmeenocpaghus OHII ne sensemcs
ungopmamuenvim memooom ouacnocmuxu XPC npu IIL]J]. MPT oxononocosvbix nazyx makice He

Modicem ObimMb aﬂbmepﬂamueoﬁ KT, m.x. ne nozsonsiem OYEHUNTb COCMOAHUE KOCMHbIX CMPYKMYp.

B coomeemcmeuu c¢ Ilpuxazom Munzopasa Poccuu 13 oxmsaopa 2017 o. Ne 804u om «O6
VMBEPAHCOEHUU HOMEHKIAMYPbl MEOUYUHCKUX YCIYe»: KOMNbIOMEPHASL MOoMopagus npuoamoyHbix
nazyx Hoca, 20pmaHu, CRUPATbHAA KOMNbIOMEPHAs MOMOSpadus npuoamoyHvlx nazyx Hocd,

MACHUMHO-PE3OHAHCHAA mozwoepad)wz OKOJIOHOCO8blX nasyx.

2.4.3 OueHKa COCTOSTHHSI OPraHOB PeNPOAYKTHBHON CHCTEMbI U PEeNPOAYKTHBHOI (pyHKIMH

IlockonvKy 015 nepeudHoOl YUIUAPHOU OUCKUHE3UU XAPAKMEPHO Hapyulenue gepmuibHOCmu, 6cem
e3pocivim nayuenmam ¢ I unu noodospenuem na IILJ] nposooumcs penpodyKmonocuyeckoe

0bcnedosanue: y nayuenmos Mys#ccKko2o noia —  Ypoiocuieckoe/anopoiocuieckoe oociedosanue, y
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nayueHmoe JHCeHCKo2O0 noJja — 2uHekojlocudeckoe 066]1600661Hu€, npu HeoOX00UMOCmU BbINOJIHEHUE
Yiibmpa3s3eyKo60c0 UCCNIeO0B8AHUSL NON0BbIX opearnos, a makKoice 3H0@pruH0ﬂ02u1{€CK020 u 0py2ux
Memo008 penpooyKmoiocuiecko20 00cied08aHusl.

. Bcem ammumam myskekoro modsia c IIJ[ wiu ¢ mogo3penuem Ha I11J] B Bo3pacte crapiie 15 ner
C PCKOMEHIOBAHO ITPOBEACHUEC CTAHAAPTHOI'O CIIEPMHOJIOTHYECKOI'O HCCICAOBAHUA cnepMorpaMMm:
CBCTOOIITHUYCCKOC MUKPOCKOIINYCCKOC HNCCIICA0BAHUA (MHKpOCKOHI/I‘-IeCKOC HCCIICA0BaHUC
criepmbl/CriepMorpaMma) ¢ IeJbI0 BBISABJICHHS HAPYILIEHUH IMOABMKHOCTH KI'YTHKOB CIIEPMAaTO30HUI0B,
OIICHKHM BO3MOXHOCTH COXPAaHCHUSA (bepTI/IJ'IBHOCTI/I N TAaKTHKHU PCUICHHA BOIIpOCa PCHIpPOAYKIHUH B
ciyuyae Hapymenuit GepruasHocTr [Vanaken GJ, Bassinet L, Boon M, Mani R, Honoré I, Papon JF,
Cuppens H, Jaspers M, Lorent N, Coste A, Escudier E, Amselem S, Maitre B, Legendre M, Christin-
Maitre S. Infertility in an adult cohort with primary ciliary dyskinesia: phenotype-gene association.
Eur Respir J. 2017 Nov 9;50(5):1700314. doi: 10.1183/13993003.00314-2017, Jayasena CN, Sironen
A. Diagnostics and Management of Male Infertility in Primary Ciliary Dyskinesia. Diagnostics
(Basel). 2021 Aug 26;11(9):1550. doi: 10.3390/diagnostics110915, Primary ciliary dyskinesia
(immotile-cilia  syndrome)  Sten-Erik  Bergstrom,  last  updated:  Feb 24, 2021
https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/prin
Maimoona A Zariwala, MSc, PhD, FACMG, Michael R Knowles, MD, and Margaret W Leigh
Primary Ciliary Dyskinesia Adam MP, Ardinger HH, Pagon RA, et al., editors. Last Update:
December 5, 2019https://www.ncbi.nlm.nih.gov/books/NBK1122/t, ].

YYP-C,¥YI]1-4).

KOMMeHTapI/II/I: npu omcymcemeuu asoocnepmuuu/lcpunmwoocnepmuuu cnepmuojiocudeckoe

uccne0oganue — (Cnepmocpammy) makdjce — cle0yem — GblNOJHAMb — G3POCAbIM — NAYUEHMAM ¢
yemarosnenHvim ouacnozom I11J] 6 npoyecce ounamuuecko2o HabI00eHUs ¢ Yacmomou , 8 CpeoHeM,
1 pa3 6 200.

THayuenmam ¢ acmenozoocnepmueil ¢ acmeHomeamoszoocnepmuell ¢ oowel noOSUICHOCMbIO
cnepmamosoudos 0-10% (noxaszamenv odbweti nodsudxcnocmu «PR»  + «NP») npoepeccusHo
noosuicnvle — progressive motility « PR» u nenpozpeccusno noosusicnvie — non-progressive motility,
NP) u xonuyecmgom HenoosudicHvlx cnepmamosoudoe — 90-100% nocie noemopHoii(vix)
cnepmozpammol MeHee) PEKOMEHO0BAHOPACCMOMPEMb npogeoenue uccneo008aHus
VILMPACMPYKMYPHIAHCSYMUKOE  cnepmamo3oudos memooom OMUC (TOM), npu e6o3moxcnocmu,
MONEKYNIAPHO-CEHEMUHECKO20 UCCAe008AHUSL HA NAMOSEHHble BAPUAHMbL 6 2€HAX, CBA3AHHBIX C
pazeumuem L] u meouko-eenemuuecko2o 06¢c1e008anus u KOHCYIbMUPOBAHUS U UX CYNPY208.

Ilpu eviA6neHUU NAMOLEHHBIX 6APUAHMOE 6 2eHAX, OmeemcmeeHHvlx 3a passumue I[IL]J], cynpyeam

Modicem  Obimb peKOMeHOOGGHO MOJIEKYIIAPHO-2eHeEMUYEeCKoe obcnedosanue Ha HOCUMETbCIEO

45


https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/print
https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/print
https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/print
https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/print

Mymayuti 8 COOMEemMCmayIWUxX 2eHax nepeo NIAHUPOBAHUEM OemOopO*COeHUs, 68 MOM Uucie ¢
HOMOWBIO MEMO008 BCHOMO2AMENbHBIX Penpodykmuenbvix mexnonocuti (BPT) ¢ yenvio pooicoenus
300p06020 NOMoMcmaa.
BPT-memoouvl: sxcmpaxopnopanvroe oniodomeoperue memooom IDKO/UMKCHU (om amen. ICSI —
IntraCytoplasmic ~ Sperm  Injection,  0OyKke.  68edeHue  cnepmamozouda 6  YUMONIA3MY,
UHMPAYUMONIASMAMUYECKAS UHBEKYUS CHEPMAMO30U0a).
Meouko-cenemuueckoe obcnedosanue npu IILJ] Oondxcno 6xkaouams nposedeHue  KIUHUKO-
2eHemuyecko2o 001e008anus (npuem u KOHCYIbMAayus 8pava-2eHemuKa), a makice MOJeK)IAPHO-
2EHEMUUECKO20 UCCIe008AHUSL (AHAIU3 2eH08, omeemcmeHHblx 3a pazeumue [I1]/]). E2o neobxooumo
8bINOIHAMb 00 NAAHUPOBAHUS bepemennocmu uiu nposederus npoepamm IKO/UKCHU.
Ilpu  neobxoOumocmu  evinoinsAmb  Opyeue 2eHemudeckue mecmoul, pPenpooyKmoio2udecKue
UCCe008anusl.
Ilo pe3ynemamam 1abOpamopHvix 2eHemu4eckux uccie008aHuli — HeoOX00UMO HOBMOPHOe
KOHCYTbMUPOBAHUe Y PAYA-2eHEeMUKA.
Ilpu evisgrenuu mymayuii y nayuenmos c¢ IIL[J] (kpome oOomunanmmuwixx ¢opm) creyoem
pexkomenodosamsv 06credosanue cynpyea(u), a makace poOCMBEHHUKO8 HA HOCUMENbCMBO MYymayull,
cesazannwlx ¢ pazsumuem LIL[J].
B cayuasx evicokoco cememuuecko2o pucka Cynpyjiceckum napam moxcem Oblmb peKoMeHOO08AHAO
npeuMniaHmayuorHoe 2eremudeckoe mecmupogsanue Ha IIL[J] (III'T-M) unu coomeemcmayrowas
npenamanvhas JJHK-ouaenocmuxa [Maimoona A Zariwala, MSc, PhD, FACMG, Michael R Knowles,
MD, and Margaret W Leigh Primary Ciliary Dyskinesia Adam MP, Ardinger HH, Pagon RA, et al.,
editors. Last Update: December 5, 2019https://www.ncbi.nlm.nih.gov/books/NBK1122/].

[ ]

2.4.4 OueHKa COCTOSIHUSA CePAeYHO-COCYAUCTON CHCTEMBbI
o PekoMengoBaHo mpoBeneHue dXokapauorpaduu M dneKTpokapauorpaduu  (perucTpanus
AJEKTPOKAPAUOTPAMMBI, paciiupoBKa, HHTEPIPETAIUS DJICKTPOKAPAUOTPAPUIESCKUX  JTaHHBIX)
[Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla
C, Daniel SJ, Kimple AJ, Manion M, Knowles MR, Leigh MW, Genetic Disorders of Mucociliary
Clearance Consortium. Diagnosis, monitoring, and treatment of primary ciliary dyskinesia: PCD
foundation consensus recommendations based on state of the art review. Pediatr Pulmonol. 2016
Feb;51(2):115-32].
YYP-C, Y1 -4).

Kommenrapmii: cpednsisi uacmoma nposedenus Oxo-KI'— 1 p/200 (npedcmasnena 6 n.5.2).
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2.4.5 UccaenoBaHue cayxa U COCTOSIHUSI CPe/IHEro yxa

. PexoMeHnmyercs nmpoBeieHrne TOHAJIBHOW MOPOTrOBOM ayauoMeTpun BceM mnamuentam ¢ L1 u
OTOCKOIIMYCCKMMU TMPU3HAKAMHU IMOPAKCHUA OJIOCTEN CpCAHCIO yXa, a TaKKC IpU Cy6’beKTI/IBHOM
CHMIKCHHHU ClIyXa I/I/I/IJII/I MOSABJICHUHN YHIHOT'O IIyMa; A0 W IIOCJIC KypcCa TCpalluu aMUHOTJIMKO3UAaMU,
00JTaJaroIMMH OTOTOKCHYHOCTRIO.; NP YK€ BBIABICHHON paHee Tyroyxoctu [Majithia A, Fong J,
Hariri M, Harcourt J. Hearing outcomes in children with primary ciliary dyskinesia- a longitudinal
study. Int J Pediatr Otorhinolaryngol. 2005;69(8):1061-4, Maimoona A Zariwala, MSc, PhD,
FACMG, Michael R Knowles, MD, and Margaret W Leigh Primary Ciliary Dyskinesia Adam MP,
Ardinger HH, Pagon RA, et al, editors. Last Update: December 5,
2019https://www.ncbi.nIm.nih.gov/books/NBK 1122/, Shapiro AJ, Zariwala MA, Ferkol T, Davis SD,
Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ, Manion M, Knowles
MR, Leigh MW; Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and
treatment of primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of
the art review. Pediatr Pulmonol. 2016 Feb;51(2):115-32. doi: 10.1002/ppul.23304, akeuchi K, Kitano
M, Sakaida H, Usui S, Masuda S, Ogawa S, Ikejiri M, Nagao M, Fujisawa T, Nakatani K. Analysis of
Otologic Features of Patients With Primary Ciliary Dyskinesia. Otol Neurotol. 2017 Dec;38(10):e451-
e456. doi: 10.1097/MAO.0000000000001599].

(YYP-C, VI - 4)

Kommenrapwmii: [Ilpu 1]/ modcHo oorcudamov pazsumue KOHOYKMUBHOU MY20YXOCMU 8 C8A3U C
Hajauduem XpOHUYECKO2o SKCC)/()amLIGHOZO cpedﬁeeo omuma C npocpeccupyrouumu a02e3uUsHbIMU U
PempaKkyuOHHbIMU UBMEHEHUAMU, 00bIYHO peppakmepHbiMU K KOHCEPEAMUBHOMY U XUPYPULECKOMY
nievenuio, ocobenno 6 demckom eozpacme. CoenacHo psady OAHHBIX, MONCHO O0XHCUOAMb VIyYUleHUe
CYXa 8 8uoe NOBbIULEHUS NOPO208 38YKONPO8edeHUs 6 8o3pacme nocie 12-13 nem

Heobxooumo umems HACMOPOIHCEHHOCMb 6 ONMHOWEHUU pA36UMUAL C€HCOH€6paJZbH01/Vl (uﬂu CMeUanHou
npu Haaiuduu U3HavailbHoO KOHOmeuGHOIZ myzoyxocmu) Yy nayuennmoe, noaydyarnwux omonmoxKcudeckue
npenapamul (npexcoe 6ce2o, CUCmeMHble AHMUOUOMUKY 2SPYNNbL AMUHOTUKO3UOO8 NO N0BOOY
Pe3UCMEHMHO 2paMM-ompuyamenvHol ungexyuu). /lns oemeti maaowe 4-7 nem (8 3asucumocmu om
cnocobrnocmu K Koonepayuu 60 epem: Cy6'bek'mu6H020 uccneoo8anus czzyxa) altbmepHamueHblMu
00bEeKMUBHBIMU MEMOOAMU  SAGIAIOMCS peacucmpauyust BbI36AHHOU omoakycmuueacoﬁ amuccuu (6'
crydae omcymcemeus nopastiCenusl cpec)Heeo yxa) u/unu pecucmpayust KOpomrkojiameHmmnvblx CJlyxXoevblx

6b136aHHbIX nomenyuanos, ASSR-mecm.

. Pexomenmyercss mpoBefeHHE aKyCTHYECKONW HMIIEIAHCOMETPHH (THMIAHOMETPUH) C TETBIO

MOJITBEPK/ICHUS U TOKYMEHTAIIMU HAJIMYMS 3Kccynata B OapabdanHoit monoctu. [Majithia A, Fong J,
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Hariri M, Harcourt J. Hearing outcomes in children with primary ciliary dyskinesia - a longitudinal
study. Int J Pediatr Otorhinolaryngol. 2005;69(8):1061-4, Shapiro AJ, Zariwala MA, Ferkol T, Davis
SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ, Manion M,
Knowles MR, Leigh MW; Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis,
monitoring, and treatment of primary ciliary dyskinesia: PCD foundation consensus recommendations
based on state of the art review. Pediatr Pulmonol. 2016 Feb;51(2):115-32. doi: 10.1002/ppul.23304,
Takeuchi K, Kitano M, Sakaida H, Usui S, Masuda S, Ogawa S, lkejiri M, Nagao M, Fujisawa T,
Nakatani K. Analysis of Otologic Features of Patients With Primary Ciliary Dyskinesia. Otol Neurotol.
2017 Dec;38(10):e451-e456. doi: 10.1097/MAO.0000000000001599].

(YYP - C, YIUI - 4)

KomMmenTapmii: y nayuenmos ¢ xponuueckum dKCCyOAMUEHbIM CPeOHUM OMUMOM PeSUCmpupyemcs
mumnanozpamma muna «By (no Jerger). CoenacHo psdy OaHHbIX, 803MOIICHO 0XHCUOAMb VIyUlULeHUe
noxaszamejeil aKycmu4eckou umneoancomempuu 6 sospacme nocie 12-13 nem

Ilocne  ycmpanenusi  sxccyoama u3z — 0apabauwHOU — NOAOCMU — MOSYM — Pe2UCMPUPOBAMbCS
mumnaroepammsl munos «Dy u «E» 6 ces3u ¢ pyoyosvimu usmenenusimu bapabannou nepenonuku [R G
Campbell 1, C S Birman, L Morgan. Management of otitis media with effusion in children with
primary ciliary dyskinesia: a literature review. Int J Pediatr Otorhinolaryngol. 2009
Dec;73(12):1630-8. doi: 10.1016/j.ijporl.2009.08.024].

o PGKOMGHI[yeTCSI paccMOTpETL TPOBCACHUC TanCO6pOHXOCKOHI/II/I Cc JIeueOHOM I eJIbIO
narmedTam ¢ [MIJ] npu KIMHUYECKOM yXYAINICHUU W/WITK P HEBO3MOXKHOCTH TOJTYYCHUS MOKPOTBI
i MuKpoOuooruueckoro uccnemoBanus [Carlens J, Fuge J, Price T, DeLuca DS, Price M, Hansen
G, Schwerk N. Complications and risk factors in pediatric bronchoscopy in a tertiary pediatric
respiratory center. Pediatr Pulmonol. 2018 May;53(5):619-627. doi: 10.1002/ppul.23957. Epub 2018
Feb 2, Ferraro VA, Baraldi E, Stabinger D, Zamunaro A, Zanconato S, Carraro S. Pediatric flexible
bronchoscopy: A single-center report. Pediatr Pulmonol. 2021 Aug;56(8):2634-2641. doi:
10.1002/ppul.25458 ]

KommenTapmii: bponxockonuss nayuenmam L]/ ne nposooumcs pymunno. Onucano 4acmoe nosbluleHue
memnepamypbvl. meid Nocie UCCIe008aHus y OaHHOU Kame2opuu nayuenmos, kpome moeo, npu I/,

scieocmaue 064)670}’1(1 MYKOYUIUAPHO20 KIIUPEHCA, HAPYULEeH MeXAHU3SM CAMOOHYUCTIKU 0CMAMmMO4HOU HCUOKOCU

nocie nposedeHul mpaxeoopoOHXOCKONUU.

2.5 Hble THATHOCTHYECKHE METOALI
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2.5.1 Monexynapno-zenemuueckoe ucciedosanue

o PGKOMGHI[OBaHO MMPOBCACHUC MOJICKYIIAPHO-TCHCTUYCCKOIO HCCICAOBAHUA ITalUCHTaAaM C
nono3penreM Ha [11/] ¢ nienbro Bepudukammuyu Auardo3a U yCTaHOBIICHUS KOHKPETHOW T€HETUYECKOM
dopmsl [Lucas JS, Barbato A, Collins SA, Goutaki M, Behan L, Caudri D, Dell S, Eber E, Escudier E,
Hirst RA, Hogg C, Jorissen M, Latzin P, Legendre M, Leigh MW, Midulla F, Nielsen KG, Omran H,
Papon JF, Pohunek P, Redfern B, Rigau D, Rindlisbacher B, Santamaria F, Shoemark A, Snijders D,
Tonia T, Titieni A, Walker WT, Werner C, Bush A, Kuehni CE. European Respiratory Society
guidelines for the diagnosis of primary ciliary dyskinesia. Eur Respir J. 2017 Jan 4;49(1):1601090,
Maimoona A Zariwala, MSc, PhD, FACMG, Michael R Knowles, MD, and Margaret W Leigh
Primary Ciliary Dyskinesia Adam MP, Ardinger HH, Pagon RA, et al., editors. Last Update:
December 5, 2019https://www.ncbi.nlm.nih.gov/books/NBK1122/].

KommenTapnmii:

FeﬂomunuposaHue — OUACHOCIMUYECKU 3HAYUMbBIM CUUMAIOM 6bldéaeHue OUuaileabHol mymayuu
(20MO3UCOMHOU UNU KOMNAYHO-2eMePO3ULOMHOIL).

K nacmoswemy momenmy nmanuuue mymayuti eviasiero auws y 50-75% nayuenmos c I/, na
Ce200HAWHUL Oelb omcymcmeyrom MCC]ZBOOGGHM}Z, yKasvlearouiue Ha 603MOINCHOCNb UCNO1b3068AHUA
eeremuyecko2o o0bciedosanusi OJis yCcmaHoe6J1eHUs ouaznosza. Bmecme ¢ mem, npu Haiuduu
mexXHu4YecKux 603M09fCHOCl’I’l€L7, npoeedeHue CEHOMUNUPOBAHUA ueﬂecoo6pa3H0 6cem nayuermam c
nrj.

I'enemuueckoe mecmupoganue udenmuguyupyem 2en npumepno 6 ~ 65% cayuaes [Lucas JS,
Barbato A, Collins SA, Goutaki M, Behan L, Caudri D, Dell S, Eber E, Escudier E, Hirst RA, Hogg C,
Jorissen M, Latzin P, Legendre M, Leigh MW, Midulla F, Nielsen KG, Omran H, Papon JF, Pohunek
P, Redfern B, Rigau D, Rindlisbacher B, Santamaria F, Shoemark A, Snijders D, Tonia T, Titieni A,
Walker WT, Werner C, Bush A, Kuehni CE. European Respiratory Society guidelines for the diagnosis
of primary ciliary dyskinesia. Eur Respir J. 2017 Jan 4;49(1):1601090, Leigh MW, Ferkol TW, Davis
SD, Lee HS, Rosenfeld M, Dell SD, Sagel SD, Milla C, Olivier KN, Sullivan KM, Zariwala MA,
Pittman JE, Shapiro AJ, Carson JL, Krischer J, Hazucha MJ, Knowles MR. Clinical Features and
Associated Likelihood of Primary Ciliary Dyskinesia in Children and Adolescents. Ann Am Thorac
Soc. 2016 Aug;13(8):1305-13. doi: 10.1513/AnnalsATS.201511-7480C. Shapiro AJ, Davis SD].

Juaenoz  KomkpemHoU — 2eHemuueckou — Gopmbl  NEPEUYHOU  YUIUAPHOU  OUCKUHE3UU
ycmanaeaueaemces |y npo6am)a C 6blUEYKA3AHHbIMU  KIUHUYECKUMU Xxapakmepucmuxkamu U
()eyaﬂﬂeﬂbemu nanioceHHbiMu  eapuanmamu (quu cemepo3UcOmMHbIM NAMOCEHHbIM 6APUAHNOM 6
FOXJI, unu eemuzuecomnvim namocenuvim eapuanmom 6 PIHID3 wwu OFDI y mysscuun),

UOEHMUPDUYUPOBAHHBIMU 8 OOHOM U3 2eHO8, hepeuuciennblx 6 Ilpunoscenuu A3.3.
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1100x00b1 K MONEKYAAPHOMY MECMUPOBAHUIO MOZYNL BKTIOYAMb !

O  Yenegou ananiuz Hauboee Yacmulx NAMO2EHHbIX 8APUAHIMOE 8 KOHKDEMHOM 2eHe (AKMYAIbHO 8

nepayio ouepeds OJis Uy ONPedesieHHOU dSmHuyeckol npunaonexcnocmu, Ipunosxcenue A3.4);

O Yenegoe mecmuposanue onpeoeieHHO20 2eHd,

OO0Hako 6 cuny 2enemuuecKoll 2emepo2enHOCmU NPeOnOYMUMeNbHbIM A6IAENC ANCOPUMM

1. ananuz mynomueennou nanenu;

2. KOMNIEKCHOe 2eHOMHOe MeCMUuposanue (CeK8eHUpPOBaHue IK30Md, CeKEHUPOBAHUE 2eHOMA,).

3. aHanuz npomsadNCeHHbIX U3MEHEeHUIl 8 2eHax (Oeeyuti / OynauKayutl), NOCKOIbKYy npocmoe

CeKBeHUposanue He uOeHmupuyupyem maxkou mun uzMeHeHull.

Mynvmuzcennas naunens ¢ HauUbOAbULE BEPOAMHOCIbBIO UOEHMUDUYUDYEm 2eHeMUYECKYIO NPUYUHY
3abonesanus. Ilanenv moscem ekarouamos He moavko 2euvl IIL[J], Ho u ceHbl Opyeux Hacie0CmeeHHbIX
3a601e8aHull, UMerOWUX nepekpecmusle cumnmomol ¢ I/, umo nozeonum 00nospemeHHo
npogooums OughghepeHyuanbHyo OUAZHOCMUKY Pa3IUYHbIX COCMOoAHUl.. M36ecmHo, yumo
npomsdicenHvle Oeneyun/OynauKayul Xapakmephol 0Jis ebiule nepeyuciennvlx eenog I, umo
ouxkmyem HeobXo0uMocms 3-20 3Mand.

Mooicro paccmompems u 03MONCHOCHIb BCECIMOPOHHE20 2EHOMHO20 MECMUPOBAHUSL (KOMOPOe He
mpebyem om KIUHUYUCMA Onpeodeienus, KaKol 2eH (bl) 6eposimHo 3adeticmeosat). Yawe ecezo
UCNONb3YEMC sl CEKBEHUPOBAHUE IK3OMA, MAKIHCE BO3MONCHO CEKBEHUPOBAHUE 2eHOMA.

OcHosbigasacy Ha evlulenepeyucieHHou ungopmayuu, 6 nabopamopuu JIHK-ouacnocmuku
@I'FHY MIHIL] 6vina paspabomana MynomuceHHas KACMOMHAA NAHelb, NpeOHA3HAYeHHAs O/
appexmuenoti  ouacnocmuru/Ougghepenyuanvron  ouacnocmuku IIL[JJ[ u Opyeux cocmosHul,
umerouux nepexpecmuvie cumnmomsl ¢ III/]. B nanenv eownu eemwvr IIL]J], naubonee wuwacmo
scmpeyarowuecs cpeou ooavnvix IIL[J], na Oono komopwvix npuxooumcs 3% u 6Oonee ciuyyaes
(CCDC39 (4-9%), CCDC40 (3-4%), CCDC103 (<4%), DNAH5 (15-29%), DNAH11 (6-9%), DNAI1
(2-10%), SPAGl (<4%), ZMYNDI10 (<2-4%)), a makoce 2eHvl CreOVIOWUX 3a001€6aAHUIL:
mykosucyuoosz (CFTR), OpoHxoskmasus ¢ no8bIUEeHHbIM COOePACAHUEM XA0PUO08 noma uiu 6e3 Hezo
(SCNN1A, SCNN1B, SCNN1G), Hzonuposannviii eunepxaopeuopos (CA12), Cunopom I[llsaxmana-
Hatimonoa (CLL) (SBDS, DNAJC21, EFL1, SRP54). Hccredosanue sxnrouaem ananus KOOUPYIOUIUX
nocie008amenvHol u 0d1acmell IK30H-UHMPOHHBIX COeOUHeHUl YKa3anHbix 2ceHos;, o0ns eena CFTR

0006aseHbl 21YO0KO UHMPOHHbBIE YUACMKU C ONUCAHHBIMU NAMO2EHHbIMU 8APUAHMAMU.
Pestome koHCceHcyca Paboueii rpynmbl o 0MyO0IMKOBAHHBIM JTAHHBIM O TEHETUYECKOM
TECTUPOBAHUH B TUATHOCTHKE MepBUUHON 1imuinapHoi quckunesuu (ITLJ) anantuposano us [Lucas JS,

Barbato A, Collins SA, Goutaki M, Behan L, Caudri D, Dell S, Eber E, Escudier E, Hirst RA, Hogg C,
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Jorissen M, Latzin P, Legendre M, Leigh MW, Midulla F, Nielsen KG, Omran H, Papon JF, Pohunek
P, Redfern B, Rigau D, Rindlisbacher B, Santamaria F, Shoemark A, Snijders D, Tonia T, Titieni A,
Walker WT, Werner C, Bush A, Kuehni CE. European Respiratory Society guidelines for the
diagnosis of primary ciliary dyskinesia. Eur Respir J. 2017 Jan 4;49(1):1601090].

1. T'eHeTnvecKkoe TECTUPOBAHUE JIJIS TIOATBEPKIACHUS UArHO3a MOXKET OBITh BBITIOJIHEHO Y JIUIL C
ITLIJ1, amarHoCTUPOBaHHBIX Apyrumu criocodamu ( anpumep, HSVA, TEM, IF), wiu y muri ¢
BBICOKMM KJIMHUYECKHM Tof03penuemM Ha [T1J] (tunuynbie kinHudeckue aanubie, Hu3kui NNO) u
MIPU OTCYTCTBUHU IPYTUX HCCIIe0BaHUM, TakuX Kak kak HSVA, TEM wmm IF. OtpuniarenbHblit

FeHEeTUYeCKHi TecT He nuckiarovaet [T/,

2. 'eHeTHYECKOE TECTUPOBAHUE TAKKE MOXKET OBITh BBIMIOJIHCHO I BEpU(PUKAIIUN JHarHo3a v
YCTAHOBJICHHSI KOHKPETHOW T€HETHYECKOM (DOPMBI y TIAIIMCHTOB C SIBHBIMH KIIMHUYECKUMU
npusHakamu [1LJ] u y kotopeix HSVA, TEM unu IF He moaTBepaun 1uarnos, Kak 3T0 MOXKeT ObITh

B ciryvae nauueHToB ¢ mymayuamu cenoe DNAH11 , CCNO , MCIDAS umu RSPH .

3. I'eneTnyeckoe TECTUPOBAHUC U UHTCPIPCTALIUA PE3YJIBTATOB JOJIKHBI COOTBCTCTBOBATH

HAIIMOHAIBHBIM M MEKIYHAPOAHBIM pekoMeHaarusm [114, 115].

4. Ananu3s cerperaiuu ajienel B ceMbe (0COOCHHO y 000MX POAUTENCH) BaXKeH JIJIsI
MOJTBEPIKACHUS TCHOTUIIA y TIPpoOaH10B (I pa3aIHueHUs TOMO3UTOTHOCTH U TeMU3UTOTHOCTH, a

TaK>Xe CIIOKHOM I CTCPOBUT'OTHOCTH U CIIOKHOI'O annenﬂ).

5. I'eneTnyeckoe TECTUPOBAHUC MAUCHTOB U UX POACTBECHHHUKOB MOKECT OBITH H€O6XO}II/IMO JJIA

TCHECTUYCCKOI'0O KOHCYJIbTUPOBAHUA U INIAHUPOBAHUA ACTOPOKACHUS.

7.B 6YI[YIH€M TFCHECTUYCCKOC TCCTUPOBAHHUEC MOKET OBITh Ba)KHBLIM JUIA JICHCHUS ITIAaITMEHTOB C

YUE€TOM I'CHOTHUIIA

HSVA: ananmu3 ¢ moMoIpi0 BRICOKOCKOPOCTHOW BuaeoMuKpockonuu, TEM: TpancMuccrnoHHast
asieKTpoHHast Mukpockonus; IF: ummyHnogayopecuenus; NNO: Ha3anbHBIN OKCHJT a30Ta.

2.5.2 Koncynomayuu cneyuanucmos

e Pexomenayercs B BegeHun nanueHToB ¢ [1LJ] ncnosnb30BaTh MyJibTUIUCIUIIMHAPHBIN MOIX01 B
BUJy TOTO, YTO 3a00JIeBaHWE XapaKTepU3YyeTCs MOPaKEHMEM MHOTHUX OpPraHOB U CHUCTEM, TpeOyer
KOMIUICKCHOM  Tepamuu, 4YTO JUKTYeT HEOOXOJUMOCTh COBMECTHOTO BEJCHHUS TalleHTa
crieranrcTaMu pasHeix mpoduieit [Primary ciliary dyskinesia (immotile-cilia syndrome) Sten-Erik

Bergstrom, last updated: Feb 24, 2021 https://www.uptodate.com/contents/primary-ciliary-dyskinesia-

immotile-cilia-syndrome/prin Maimoona A Zariwala, MSc, PhD, FACMG, Michael R Knowles, MD,

and Margaret W Leigh Primary Ciliary Dyskinesia Adam MP, Ardinger HH, Pagon RA, et al., editors.
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Last Update: December 5, 2019https://www.ncbi.nlm.nih.gov/books/NBK1122/t , Shapiro AJ, Davis
SD, Polineni D, Manion M, Rosenfeld M, Dell SD, Chilvers MA, Ferkol TW, Zariwala MA, Sagel
SD, Josephson M, Morgan L, Yilmaz O, Olivier KN, Milla C, Pittman JE, Daniels MLA, Jones MH,
Janahi IA, Ware SM, Daniel SJ, Cooper ML, Nogee LM, Anton B, Eastvold T, Ehrne L, Guadagno E,
Knowles MR, Leigh MW, Lavergne V; American Thoracic Society Assembly on Pediatrics. Diagnosis

of Primary Ciliary Dyskinesia. An Official American Thoracic Society Clinical Practice Guideline.
Am J Respir Crit Care Med. 2018 Jun 15;197(12):e24-e39. doi: 10.1164/rccm.201805-0819ST].
YYP-C,¥YIAI-5).

KommenTapuu: nayuenmos c I/ wuabarooaem 6pau-nyibmMoHono2 (U/unu, 6 OemcKol Hpakmuke, 8pay-
neouamp, 60 63pOCIOU — 6PAU-MEPANESN), UHO20Ad — BPAY-UHMEKYUOHUC A MAKICe 8PAY-2CHEeMUK, 6pay-
OMOPUHONAPUHEON02 NPU  0OOCMPEHUU XPOHUYECKO20 CUMYCUMA U XPOHUYECKO20 CpedHe20 omuma,
OUASHOCTNUKU UTU OUHAMUYECKO20 HAOTIOO0EHUs, BHENIAHO8Asl KOHCYIbMAYUsL Npu OCMPOM CpeoHeM omume,
BO3HUKHOBEHUU — OmMoOpel,  CHOUHOM — 00OCMpenul  XPOHUYECKO20 — PUHOCUHYCUMA — 8pay-  CYypOoJoe-
OMOPUHONAPUHEON02 —NPU HEOOXOOUMOCMU KOHMPOAS CIYX080U (QYHKYUU y NAYUEHMO8 C XPOHUYECKUM
IKCCYOAMUBHBIM CPEOHUM OMUMOM U HOJYHAIOWUX npenapamvl, 001a0aiouue 0momoKCUHOCMbIO , 6pay NO
eyeOHol uskyrbmype (Ui 6pay no MeOUYUHCKOU peadurumayuu, ui epada—@uuomepanesm uau
cneyuanucm ¢ - blculuM  (HeMeOuyuHcKum) obpasosanuem  (UHCMPYKMOP—MEMOOUC NnO  J1e4eOHoll
dusKyIEMYpe; UNU CREYUATUCT CO CPEOHUM NPOPECCUOHATBHBIM (MEOUYUHCKUM) 00pa308anuem (UHCIMPYKMOp
no aeuedHolU usKyIbmype, MEOUYUHCKASA CECIPA N0 MACCAMNCY, MEOUYUHCKAsL cecmpa no gusuomepanui) - 0Jis
00YUeHUs. UHSATAYUOHHOU MEPANUY, KUHe3Umepanuu, ObIXAmeabHbIMU MPEeHANCEPAMU, KOHCYTbMAYUsL 6PaAYad—
Kapouoaoz2a (8pava-kapouonoea 0emcko2o) npu Haauyuu curnopoma Kapmaeenepa u ne2ounotli eunepmeH3uu
(necounoco cepoya),  KIUHUYECKO2O (hapmaronoza OJii peuleHusi CIONCHbIX B0NPOCO8 NO Mepanuu u
npeodomepaueHUIO/NIEUEHUIO  HeNCeLAMEbHbIX  S6/eHUll  JIeKAPCMEEHHOU mepanuu, KOHCYIbMAayuu epaia-
@pmuzuampa npu OUASHOCIMUKE U MEPANnULU T1e20YHO20 MUKOOAKMEPUO3d , KOHCYTbMAayusi 6pava-xupypea/spaia-
0emcKo20 Xupypea/mopakanibHo20 Xupypea, cO CReyuamu3ayuelt no mpancniaumonocuu, u op.nayueHmam
MYHCCKO20 nola 8 eospacme ¢ 15 nem - KOHCyIbmayus 6pava-ypono2a/spaia - yporo2a-aHopono2a
0emcKo20 015l OYeHKU COCMOSHUS PENPOOVKMUBHOL CUCTEMbL U ONpedesleHUs MAKMUKU OalbHeUue20
HabnO0eHus, 8paia- aKyuepa-2uHeKoa102d NAYUeHMKAM HCEHCKO20 Noad 8 0eKpemuposanHvle CPOKU U
npu niaHuposanuu u eedeHuu oOepemennocmu. Koncynomuposauue 6 npoyecce OUHAMUYECKO2O

HAON00EHUsL OCYUIeCBISLeMC S O Mepe He0OX00UMOCMIU.
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3. .JqueHne, BKJII0Yad MCIUKAMCHTO3HYIO H HEMCAUKAMCHTO3HYI0O TCPAIIUH,
AUETOTEPAIINIO, 066360.]1]/IB3HH6, MECAUIMNHCKHUC NIOKA3aHUA ! IIPOTUBOIIOKA3AHUSA K
NPUMEHCHHUIO METOA0B JICUCHUHA

Ilooxo0 k mepanuu nayuenma c I Oondcen Ovbimb MYyTbMUOUCYUNTUHAPDHBIM 8 CBA3U C
NOJIUOPESAHHOCIBLIO NOPANCEHULL.

OcHosHbIMU ueaamu mepanuu A6JAA0OMCA

O MAKCUMANLHO — BO3MOJICHOE  NPEOYNPEICOeHUe NpPOSPecCUpO8aHUs — W/Ulu  pas3gumus
OPOHX0IKMA308

O soccmanosienue / COXpaHeHue HOPMAaibHOU JIe2OYHOU (PYHKYUU,

O BOCCMAaHOGIeHUE / COXPAHEHUe HOCOB020 ObIXAHUS U CIYXA.

O  obecneyeHue MaAKCUMANIbHO 8bICOKO20 KAYeCMEd HCUSHU NAYUEHMA,

O  nmpedynpedgicOeHue u JjiedeHue 0O0CMpPeHUsi XPOHUUEeCK020 UHDEKYUOHHO-80CNATUMENbHO2O0
npoyecca 8 GPOHXO0NIE20UHOU cucmeme;

O  obecneyenue npoQUIAKMUKU OCTONCHEHUL,

O  JleueHuUe OCLONCHEeHUl

O6ocmpeHue XPOHUYECKO20 6D0Hx0./l8201lH020 npouecca _npu gl Ouazuocmupvemc;l npu
nanuyuu 3 u donee npusnakos [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-Galdo 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]:

- YCUJICHUC KalllJIsd;
- U3menenne oObeMa u/uau OBETa MOKPOTBI;
- YCUJICHUEC OABIIIKHN (HO OINYIICHHUAM MAallUCHTA WJIN 3aKOHHBIX Hp@I[CTaBHTGHCfI);

- PpCUHICHUC HAYaTh/U3MEHUTE JICUCHHUE HpOTI/IBOMI/IKpO6HI)IMI/I npenapartaMm M3-3a MpPEAIoJIaraCMbIix
JICTOYHBIX CUMIITOMOB,

- HCJIOMOT'aHHC, CJ'Ia6OCTI), OIIYIICHHUE YCTAIOCTHU UJIHU BAJIOCTD,
- IMOSIBJICHUC UJIN YCHUIJICHUC KPOBOXAapKAHbA,

- IOBBIIIEHUE TeMnepaTypsl >38 °C

Oosa3amenvible COCMABAAIOWUE IeHeHUA:

O MyKOJlumuHQCKa}l mepanus,

o /Ipenuposanue 6poHxuaIbHO20 Oepesa u iewebnas usKyibmypa;
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O AnmubaxkmepuanvHas mepanus;

O Meponpusamus, nanpagiennvie Ha npedynpexcoeHue u Jederue 000CMpeHuUs UHGEeKYUOHHO-
B0CHANUMENLHO2O Npoyecca 8 O0KoNoHocogulx nazyxax (OHII) Ons ymeHvuienus cmeneHu
HUcxooauell KOHMaMUHayuu OPOHXOIe20UHOU CUCTNeMbl,

o Tepanus xponuyeckozo omuma

o Tepanus ocnodcrenuil.

3.1 KoncepBaTuBHOE JIeUeHHE

3.1.1 Mykoaumuueckan mepanus

° PexomenmoBano BceM maruentam ¢ III[J] (3a HCKIOYEHHEM HMEKOIIMX MEIUIIUHCKHE
HpOTI/IBOHOKa3aHI/I}I) IIpOBCACHUC aKTUBHOH MYKOHHTHHGCKOﬁ Tepalru C NOCJIIbKIO YMCHBUIICHUSA
BA3KOCTH MOKPOTBI W obOnerdenust ee osBakyaruu [Paff T, Daniels JM, Weersink EJ, et al. A
randomised controlled trial on the effect of inhaled hypertonic saline on quality of life in primary
ciliary dyskinesia. Eur Respir J 2017; 49: 1601770. doi:10.1183/13993003.01770-2016].

(YYP-C, Y1 -5).

KoMmMeHTapuu: 6v100p iexapcmeenHvlx cpedcme onpeoensemcs UHOUSUOYANbHO.

Bvibop nymu esedenus: npeonoumenue omoaemcs UH2AIAYUOHHOMY 88€0EeHUI0 MYKOTUMUKOS.

Oyenka s¢pexmuenocmu nedeHus: KIUHUYECKU (OYeHKA CYMOYHO20 KOIUYeCcmed MOKpPOmbl,
UBMEHEeHUIl ee KOHCUCMEHYUU, OYEHKA CMeneHU ObIXAMeNbHOU HeQOCMAamMOYHOCMU,).

Oyenxa be3onacHocmu nedeHus: KIUHUYEeCKU (CneyuanbHulX CMAaHOapmu308aHHbIX MemMOOUK OYeHKU
Oe30nacHoCcmu SMuxX 1eKapCmeeHHblX CPeOCms He Cyujecmayen).

HononnumenvHole 3ameyanus; 6ce cnOCoObL PA3HCUNCEHUS MOKPOMbL HEODXOOUMO KOMOUHUPOBAMb C
yoaneHuem ee u3z OblXamelbHblX Nymell, UCHOAb3YS Memoobl Kunesumepanuu. Ileped ceancom
KUHe3UMepanuuy JHCeiamenvHo, d Npu HAIuuu OPOHX00OCMPYKyuu — 00sa3amenvHo, nepeo
UHATAYUAMU MYKOJIUMUKO8 NPOBECMU UHSATIAYUY OPOHXOIUMUKOB.

B knunuueckoil npakmuke 01 MyKOIUMUYECKOU mepanuu UCnoIb3VIOMCL:

o) 2 - 7% eunepmonuieckuil pacmeop Hampus xiopuoa 8 kavecmee monomepanuu w/unu c 0,1%
Hampuem 2UanypoHamom NPUMEHAemcs UHANAYUOHHO uYepe3 HeOynatizep no 5 ma 2 pasa 6 OeHv,
Vayyuaem KiIUpeHc OblXamenbHblX nymeu u Aeiaemcs O0Aa3UCHOU MYKOIUMUYecKol mepanueu ¢
ovicmpoim mykonumuyeckum 3gpgpexmom). Takoce moxcem npumensmocs 2-3% eunepmonuueckuil
pacmeop Hampus Xaopuod, 0CcoOeHHO Yy Oemell MIAOWE20 603pACMA, V NAYUEHMO8 CMAapuieco

nOKOJIeHUsl U 011 HA3a1bHo20 Oywa [].
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e PexomennoBaHo paccMOTpeTh Uil OTAENIBbHBIX nanueHToB ¢ [1IJ[ nHramaropuoe npuMeHeHue
#nopuasel anbha** ¢ mykonutuueckoi nenpto [Barbato A, Frischer T, Kuehni CE, Snijders D,
Azevedo |, Baktai G, Bartoloni L, Eber E, Escribano A, Haarman E, Hesselmar B, Hogg C, Jorissen
M, Lucas J, Nielsen KG, O'Callaghan C, Omran H, Pohunek P, Strippoli MP, Bush A. Primary ciliary
dyskinesia: a consensus statement on diagnostic and treatment approaches in children. Eur Respir J.
2009 Dec;34(6):1264-76, Alanin MC. Bacteriology and treatment of infections in the upper and lower
airways in patients with primary ciliary dyskinesia: adressing the paranasal sinuses. Dan Med J. 2017
May;64(5):B5361, Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A, Linz-
Keul H, Niillein T, Ringshausen FC, R6hmel J, Rosewich M, Werner C, Omran H. Management der
Priméren Cilidren Dyskinesie [Management of Primary Ciliary Dyskinesia]. Pneumologie. 2020
Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep 25. PMID: 32977348;
PMCID: PMC7671756].

KommenTapmii: umeiomes omoenvnvie pabomoei, 6 KOMOPbIX HOKA3AHE IPHEKMUBHOCb UHSANAMOPHO20

npumMeHeHus OOpHasvl arbgha** .

° PexomenpoBano anerwimucrenH** mamuentam ¢ [IIJ] wcmons3oBaTh, TOJNBKO TIPH
HUCITIOJIB30BaAHUHN AaAMUHOIJIMKO3HUI0B HJIA HpO(I)I/IJ'IaKTI/IKI/I CHMIKXCHUA ClIyXa. He PECKOMCHIOBAaH
nanuentam ¢ /] nnsg npuMeHEHUsT C MYKOJHUTHYECKOM IEIbI0 B CBA3U C OTCYTCTBHEM
nokazatenbcTB dpdexruBHocTH [Barbato A, Frischer T, Kuehni CE, Snijders D, Azevedo |, Baktai G,
Bartoloni L, Eber E, Escribano A, Haarman E, Hesselmar B, Hogg C, Jorissen M, Lucas J, Nielsen
KG, O'Callaghan C, Omran H, Pohunek P, Strippoli MP, Bush A. Primary ciliary dyskinesia: a
consensus statement on diagnostic and treatment approaches in children. Eur Respir J. 2009
Dec;34(6):1264-76, Alanin MC. Bacteriology and treatment of infections in the upper and lower
airways in patients with primary ciliary dyskinesia: adressing the paranasal sinuses. Dan Med J. 2017
May;64(5):B5361, Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A, Linz-
Keul H, Niillein T, Ringshausen FC, Réhmel J, Rosewich M, Werner C, Omran H. Management der
Priméren Cilidren Dyskinesie [Management of Primary Ciliary Dyskinesia]. Pneumologie. 2020
Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep 25. PMID: 32977348;
PMCID: PMC7671756].

3.1.2 Bpouxonumuueckan mepanus

. PekoMeHZ0BaHO Ha3HAuU€HUE HHTAIALMOHHOW OpPOHXOJUTHYECKON Tepamnuu NalMeHTaM C
[MIJ] mpu HayMumu oOpaTUMOM WJIM YACTHYHO OOpAaTHMON OpOHXHAIBHOW OOCTPYKIIMU (TIPHUPOCT
ypoBHa O®B; nocne unransanuu 6ponxonutuka >15%) ¢ nenabio yaydlleHus: 3BaKyallid MOKPOTHI,

nepea nmpuMCEHCHHUEM WHTaJIIuen aHTI/I6aKTepI/IaJIBHBIX npenaparoB, TUIICPTOHUYCCKOTO pacTBOpa
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HaTpus xjopuaa, nepen kunesutepanuei [Paff T, Omran H, Nielsen KG, Haarman EG. Current and
Future Treatments in Primary Ciliary Dyskinesia. Int J Mol Sci. 2021 Sep 11;22(18):9834. doi:
10.3390/ijms22189834, Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A,
Linz-Keul H, NiiBlein T, Ringshausen FC, R6hmel J, Rosewich M, Werner C, Omran H. Management
der Primédren Cilidren Dyskinesie [Management of Primary Ciliary Dyskinesia]. Pneumologie. 2020
Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep 25. PMID: 32977348;
PMCID: PMC7671756].
(YYP-C, Y1 -5).
KommenTapuii: npomusonoxazanuem asnsiemcs uHOUBUOYATbHASL HENEPEHOCUMOCTb.
[MimenTam c ITIJ] B kauecTBe OPOHXOIUTUICCKON TEpAIMK Ha3HAYAIOT OPOHXOIUTHYECKUN TIpermapaT
U3 TPYII: CEJIEKTUBHBIC [2-a[peHOMHMETHKM WM aJApEHEPrHyYecKre CpeAcTBa B KOMOHMHALUU C
AHTUXOJIMHEPTUYECKUMU WJIM aHTUXOJMHEPTUYECKUE CpelICTBA MO0 JIPYroil mpemapar Ajs Je4eHUs
OOCTPYKTHBHBIX 3a00JIeBaHUMN JBIXATENbHBIX MyTEH MO MHAUBUIYATbHBIM MOKA3aHUSIM B PEXKUME «IIO0
TpeOOBaAHUION»
8 pexcume «no mpebo8aHuIo» UCNONb3YEeMC sl CeNeKMUBHbIIL Oema-2-a0peHoMUMemuK catboymamon™**
6 MOHOmepanuu unu 8 couemanuu ¢ M-xonunepenuueckumy npenapamamu (unpamponus 6pomud’ )
unu  Quxcuposannas KomoOunayus — penomeportunpamponus — opomud**  uau  npenapamol
NPONOHSUPOBAHHO20 Oelicmeus (Mmuomponus 6p0jwu0**) aubo Opyeou npenapam O JedeHus:
00CMPYKMUBHBIX 3a00]1e8aHUL ObIXAMENbHBIX NYMell O UHOUBUOYAIbHLIM NOKA3AHUSM.
Hcnonvzosanue 003Upo8aHHbIX APO30NbHLIX UHSANAMOPO8 0013AMENbHO CO Chelicepom, npu
HA3HAYeHUU  UHAAYUOHHLIX — OPOHXONUMUKO8  (npenapamos Oas  JedeHus  0OCMpPYKMUBHbIX
3a601e6aHUll  ObIXAMENbHLIX Nymell) (CeleKmuenvill Oema-2-a0peHOMUMEMUK Ccatboymamonr** e
MOHOmMepanuu uiu 8 couemanuu ¢ M-xonunepeHuueckumu npenapamamu (unpamponus 6pomuod™**)
unu  Quxcuposanunas — KomoOunayus  Genomeponrtunpamponus  6pomud**  unu  npenapamol
NPOJIOH2UPOBAHHO20 Oelicmeusi (muomponus Opomud**) nubo Opyeoeo npenapama Oas Jjle4yeHus
00CMPYKMUBHBIX 3a00]1e8aHUL ObIXAMENbHBIX Nymell N0 UHOUBUOYAbHBIM NOKA3AHUAM) NAYUEHMAM C
msicenou bponxooocmpyrkyueti (ODPB1 <30% om 0013cH020) uneanAYUU OONHCHBL NPOBOOUMBCS NPU

nomowu Hebynaiuzepa.

Buvibop nymu esedenusi npenapama 05 1e4eHus 00CmMpYKMUBHuIX 3a001e8aHULL ObIXAMENbHbIX NYMelL:

npe@noqmeHue omoaemcsi UHSATIAYUORHOMY nymu 66€0€eHUSL.

Oyenxa s¢hghexmusnocmu neverus: KIUHUYECKU (CUMNIMOMbBL OPOHXO0OCMpPYKYUU) U no

OQHHBIM CRUPOMEMPULL.
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Oyenka 6e30nacHocmu nedyeHus. KIUHUYeCKU U NO pe3yibmamam 00beKmusHo20 0CMOmpa
(HUCTIO CepOeUHbIX COKPAUjeHUN, CePOeUHbIL PUNM).

Ilpumenenue npenapamos 6He 3apPecUCMPUPOBAHHBIX 6 UHCMPYKYUU JeKAPCMBEEHHO20
cpedcmea NOKA3AHULL  OCYWeCMENAemcss NO PeuleHur) 68pavyeOHol KOMUCCUU, C paspeuieHus
Jlokaneno2o smuueckoco Komumema MeOUYUHCKOU OpeaHu3ayuu (npu HAIuyuu), ¢ ycioguem
NOONUCAHHO20 UHDOPMUPOBAHHO20 CO2AACUSI pooumenell (3aKOHH020 npedcmasumens) u pebeHKa 8

eo3pacme cmapuie 15 nem.

° ITammmenram ¢ IIIJI B coderanmnm c¢ XObJI wim acTMOif pPEKOMEHIOBAHO JICYUTH COTJIACHO
COOTBCTCTBYIOIIMM C PCKOMCHOALUAM. I[OKYMGHTI/IpOBaHI/Ie 06paTI/IMOI>'I 06Cpr1<HI/II/I BO3AYUIHOI'0 IIOTOKa
JIOJDKHO BBITIOJIHATBCS C MCIIOJIb30BaHHMEM COOTBETCTBYIOIIMX Bo3pacty meromuk [Barbato A, Frischer T,
Kuehni CE, Snijders D, Azevedo |, Baktai G, Bartoloni L, Eber E, Escribano A, Haarman E, Hesselmar B,
Hogg C, Jorissen M, Lucas J, Nielsen KG, O'Callaghan C, Omran H, Pohunek P, Strippoli MP, Bush A.
Primary ciliary dyskinesia: a consensus statement on diagnostic and treatment approaches in children. Eur
Respir J. 2009 Dec;34(6):1264-76, Alanin MC. Bacteriology and treatment of infections in the upper and lower
airways in patients with primary ciliary dyskinesia: adressing the paranasal sinuses. Dan Med J. 2017
May;64(5):B5361, Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A, Linz-Keul H,

NiiBllein T, Ringshausen FC, Rohmel J, Rosewich M, Werner C, Omran H. Management der Priméren Cilidren
Dyskinesie [Management of Primary Ciliary Dyskinesia]. Pneumologie. 2020 Nov;74(11):750-765. German.
doi: 10.1055/a-1235-1520. Epub 2020 Sep 25. PMID: 32977348; PMCID: PMC7671756].

Kommenrapun: He 6cem nayuenmam ciedyem HA3Hauamv UHLATAYUOHHYIO OPOHXOOUNAMAMOPHYIO

mepanuro.

3.1.3 Koncepsamuenoe neuenue punycunycuma u omuma

° PCKOMGHI[yeTCSI nmanmueHTaMm ¢ HHI[ IMPOMBIBAHUC IIOJIOCTH HOCA THUIICPTOHUYCCKHUM U
HU30TOHUYCCKHUM pAaCTBOpAaMU HATpHUA XJIOpHUAad, NPUMCHCHHE HA3aJIbHOI'O0 Aylla C MHOCJIbKHO OYHUCTKHU

HOCOBBIX XO/JIOB.

KOMMeHTapHﬁ: prUZCZZ/ﬂ/tOHHa}l mepanus oKasvleaem noJloHCUMeENbHOe 6HUAHUE NPU HA3AIbHbIX

CUMPMOMAX (3aN0HCEHHOCMb HOCA, NOCMOosiHHOe 8bloenenue cauzu) [1,3,4,5].

J Pekomennyercs nedeHue pPENUANBOB PELUAUBUPYIOIIETO OCTPOrO CpPEJHEro OTUTa Yy
naueHToB ¢ [1LJ] B coorBeTcTBUUM ¢ KP «OcCTphIil cpegHUN OTUT»
3.1.4 Aumubaxmepuansvnaa mepanus

L4 HpI/I O6OCTpCHI/II/I XPOHHUYCCKOT'O 6pOHXOHCFO‘{HOFO nmponecca pCKOMCHAYCTCA HA3HAYCHHC

aHTI/I6aKTepI/IaJ'H)HI)IX npernaparoB B COOTBETCTBUU C YYBCTBUTCIbHOCTBIO BBIJIGJ'IGHHOﬁ MI/IKpO(i)J'IOpBI
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[3]. AHTHOaKTEpHATTBHYIO TEPANUI0 PEKOMEHIOBAHO MPUMEHSThH TAK)Ke MPU 0OOCTPEHUSX CHHYCHTA B
cllydae OTCYTCTBHA 3P deKTa OT UPPUTALUOHHOTO JiedeHus [3].

Kommenrtapuii: Haubonee xapakxmepuvimu MuxpodHvimu namocenamu npu IIL[J] sersiomces
Haemophilus influenzae u Streptococcus pneumoniae, pesce Moraxella catarrhalis, Staphylococcus
aureus. Pseudomonas aeruginosa y demeii évicesaemcsi peoko, 0OHAKO C 803PACIOM 3HAYEHUE SMO20
namoeena y oonvuvix ¢ IIL[J] nocmenenno eospacmaem [1,3]. Ilpenapamwvr ¢ coomeemcmesuu c
YYECMBUMENLHOCTBIO  BbLOCIEHHOU MUKPOGIOPbl HAZHAYAIOM 8 MAKCUMAaibHo oonycmumuix (015
OaHHO20 803pacma) 003axX U UCHOIL3VIONM NAPEHMEPAILHO UL GHYMPb (8 3A8UCUMOCTU  OM
COCMOsAHUA NAYyueHma), makxodice UCNONb3Yemcs CMYNeHYamovlii. Memoo 68edenus. J{numenbHocmy
Kypca newenuss om 2 do 3 Hedenwv. Ilpu evicege Pseudomonas aeruginosa mepanus npogooumcs
AHATIO2UYHO NPOMOKONAM JedeHUsl OOIbHBIX MYKOBUCYUOOZOM.

Ilpomusomuxkpobnas ~ mepanus  npogoOUmMcs 8  COOMBEMCMBUU  C  pe3ylbmamamu
MUKpobuonocuyeckozo ucciedosanus. llpenapamom 6vibopa, 6 OonbuuHCMEe Clyuaes, AGIAeMcs
AMOKCUYUNTUH+KAABYIAH08As  KUCIOMA™ ™, Mmocym Oblmb  UCNnOAb308aHbl  yeganocnopunst 2, 3
NOKONEHUS.

3.1.4.1 O6ume NpUHIMNBI AHTHOAKTEPUATBHON Tepanuu

L4 Cﬂedyem paccmompenio 803 MONCHOCIMUANLHOU mepa NPpUMEHEHRUA UH2AJIAIUUOHHbLX
NPOMUBOMUKPOOHBIX CPEOCME V NAYUEHMO8, XPOHUYeCcKu unguyuposanHvixsiP. aeruginosa,
0J151 YMeHbUleHUsl YUCIA 000CMPeHULL.

o [Ipogunakxmuueckue nepopanvHvie NPOMUBOMUKPOOHBlE Cpedcmea He cledyem HA3HAYaAmb
ecem nayuenmam ¢ IL]J], Ho ux HeoOX00uMo paccmompems, eciu mpedyrOmcs nO8MOPHbLLE
KYPCbl NePOpaiIbHbIX NPOMUBOMUKPOOHBIX CPEOCM8.

®  Buvicokue 003bl NepopaibHbIX NPOMUBOMUKPOOHBIX CPeOCme clledyem HA3HAYAmMb NpU Nepeblx
NPUBHAKAX YXYOULeHUs] PeCNUPAMOPHBIX CUMNMOMOS UNU yXyouieHus @yuxkyuu neekux. Eciu
omcymcemeyem - yayduleHue CcO CnmOPOHblL pecanupamopHblx CUMNIMOMO6 HA nepopailbHble
NPOMUBOMUKPOOHbIE Cpedcmea, clledyem HazHauumo eHympueenHylo mepanuio[Barbato A,
Frischer T, Kuehni CE, Snijders D, Azevedo |, Baktai G, Bartoloni L, Eber E, Escribano A,
Haarman E, Hesselmar B, Hogg C, Jorissen M, Lucas J, Nielsen KG, O'Callaghan C, Omran
H, Pohunek P, Strippoli MP, Bush A. Primary ciliary dyskinesia: a consensus statement on
diagnostic and treatment approaches in children. Eur Respir J. 2009 Dec;34(6):1264-76,
Alanin MC. Bacteriology and treatment of infections in the upper and lower airways in patients
with primary ciliary dyskinesia: adressing the paranasal sinuses. Dan Med J. 2017
May;64(5):B5361,Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A,
Linz-Keul H, Niiflein T, Ringshausen FC, Rohmel J, Rosewich M, Werner C, Omran H.
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Management der Primdren Cilidren Dyskinesie [Management of Primary Ciliary Dyskinesia].
Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep
25. PMID: 32977348; PMCID: PMC7671756].
Coenacho kouncencycy « BEAT-PCDy
(Better Experimental Approaches to Treat PCD) [Marthin JK, Lucas JS, Boon M, Casaulta C,
Crowley S, Destouches DMS, Eber E, Escribano A, Haarman E, Hogg C, Maitre B, Marsh G, Martinu
V, Moreno-Galdo A, Mussaffi H, Omran H, Pohunek P, Rindlisbacher B, Robinson P, Snijders D,
Walker WT, Yiallouros P, Johansen HK, Nielsen KG. International BEAT-PCD consensus statement
for infection prevention and control for primary ciliary dyskinesia in collaboration with ERN-LUNG
PCD Core Network and patient representatives. ERJ Open Res. 2021 Aug 2;7(3):00301-2021. doi:
10.1183/23120541.00301-2021]:

*  (Cnedyem ucnoiv3osams MoouguyuposanHvle kpumepuu Jluoca npu ycmanosieHuu ouazHo3a
Xponuueckou ungexyuu neekux, evizéanHou Pseudomonas aeruginosa;

*  Juacno3 xpoHuyeckoll ungexyuu neekux, gvizeannoi HTM, neobxooumo ycmanagiueams Ha
ocHogaHuu 1) ne2counvix cuMnmomos; 2) y3108blxX Uil NOJOCHHbIX NPOYECCO8 HA
PpeHmeeHo2pamme 2pyoOHOU KIemKuy u/uiu OpOHX0IKmMAazos, 3) Noi0dNCUMeNbHbIX pe3yibmamos
noceea, no Kpaiineu mepe, u3 08yxX OmoebHblX Npod cekpema u3 OblXameabHblX nymeu uiu
NOJIOHCUMENILHO20 NOCe8a 00PA3y08 No KpauHel mepe 00HOU NPOMBIBKU UU 1A8aAHXCA OPOHX08,
UU HA OCHOBAHUU Pe3YIbIMama 2UCMOI02U4ecK020 UCCIe008aHUs — OOHapydHCceHUe
MuKobaxmepuii 6 mamepuaie mpaHcOPOHXUATbHOU OUONCUU UTU OUONCUU 1e2KO20 8Mecme C
noaoacumenvuvim gvicesom HTM,

*  npu Hanuuuu eévicesa Pseudomonas aeruginosa rasnauaiom anmubaKkmepuaibHyo mepanu
He3a6UCUMO OM CUMNIMOMOG U Pe3ya1bMmamos MUKPOCKONUU,

* ammubaxmepuanvhyio mepanuio npu evicese H. influenzae, M. catarrhalis, S. pneumoniae, S.
aureus (MSSA) nasnauaiom, ecau y nayuenma ecmo CUMRMOMbL, CEUOEMENbCMEYIouUe 00
0boCcmperul XpOHUYeCKol uHpeKyu,

*  npu evicege MEMUYUIIUHPEIUCIEHMHO20 3010mucmo2o cmaguiokokka (MRSA)
anmubaxKmepualbHas Mepanus Ha3Ha4aemcs He3aeUCUMO Om CUMRIMOMOS U Pe3Ylbmamos
MUKPOCKONUU,

*  aumMubaKmepualbHas Mepanus Ha3Ha4aemcs He3agUucUMo Om CUMRIMOMOS U Pe3Ylbmamos
Mukpockonuu npu evicege baxmepuii B. cepacia complex;

*  HeobX00UMO omoensmv nayuenmos ¢ ungexyuet, évizéannol P. aeruginosa ¢ amoyiamophvix
U CMAYUOHAPHBIX YCILOBUSX,

e PexomennoBana aHTuOakTepuanbHas Tepanus (kKypcel ABIl B Buae wuHramauuii depes
HeOynaiizep Wik COBMECTHO € TaOJIETUPOBAHHBIMH (pOpMamH, WM BHYTPUBEHHO) BCEM MALUEHTaM C
M, y xortopbix otMmedaercs obOoctpenue I[IL[J[ (Bxiarowass oOoctpeHuss Ha (oHe ocCTpoii

pecriupaTopHON WH(MEKIIMN) WM BBISIBISIOTCS HOBBIC IMATOTC€HHBIE BO30YIWTETH PECITHUPATOPHOU
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MH(EeKIMH TpU  [UIAHOBOM  MHUKPOOMOJIOTHUYECKOM  MCCIEAOBAaHMU C  LETBI0  dpaJuKaliu
IIPUYMHHO3HAYUMbBIX MHUKpoopranu3smo [OmmoOka! McTOYHHK cChLIKHM He HaiigeH.,Omuolka!l
HcTouyHNK cchbUIKHM He HailigeH.,Ommoka! McTouHHK ccblIKHM He HailigeH.Ommoxa! Mcrounmnk
CCLIIIKHM He HalaeH. Ommoka! Ucrounuk ccbliiku He HaiaeH. Omuoka! UCTOYHHK CCLIJIKH He
HaiiieH.,Ommoka! UCTOYHHK CCHUIKH He HaiiIeH. .
YYP-B, Y1 -2).
Kommenrapuii: s epamompuyamenvroti muxpogropol (P. aeruginosa), MRSA, nemybepkynesvix
MUuxKobakmepuii uiu NpU UX XPOHUUECKOM Bblcege 3HAYeHue umeem Jab0e KONULeCmeo KOJIOHUL,
onpeoeiieHHoe No pe3yibmamam MUKPOOUOIO2UYECKO20 UCCTIe008AHUS.
o [Ipu npoBenenun antubakrepuanbHoil Tepamuu (ABT) OakrepuansHOll uHpekunu B
OpoHxoieroyHoi cucrteme manumeHtam ¢ [TLJ] PEKOMEHJIOBAHO  OPHUEHTUPOBATHCS  Ha
YyBCTBUTEIBHOCTh  BBIACICHHOrOo Mukpoopranmsma (Haemophilus infuenzae, Streptococcus
pneumoniae, Moraxella catarrhalis, MSSA, MRSA, Pseudomonas aeruginosa , u u 0p.) K
MPOTHBOMUKPOOHBIM IperaparaM ¢ IeJdbl0 TMOBBIIICHUS 3PPEKTUBHOCTH JiedeHus [Ommokal
M CcTOYHUK CCHUIKH He HalijIeH. ).

e (YYP-C,¥YAJ-5).
KommenTapun:
o  Ilpomueonokazanusa: onpeoenaromcsi UHOUBUOYANbHO U 3AGUCAM OM  UHOUBUOYANbHOU
HenepeHoCuMocCmu (8 mom uucie ailepeuu), xapakxmepa CONYMCMEYIWUX 3a001e8aHUll (21A8HbIM

06pa30M 3ab01e6anUs neyeHu u I’lOlleK) u eozpacma nayuerma.

o Buioop nexapcmeennvix cpedcme onpeoensemcs: 6UOOM 6030yOumens, BblAGIEHHO20 Y
nayueHma, yyecmeumeibHoCmvlo 6030youmens (in vitro) k oannomy ABII; ¢azoii 3abonresanus
(obocmpenusi — pemuccus);, NPOOOIHCUMETLHOCMbIO UHDEKYUOHHO20 npoyecca (XpoHuuecKas
uHgexyus — enepavle GulABIEeHHbIN 8030y0umeny); ¢hheKkmusHocmvo mepanuu nPeouLecmeyiouLe2o
o0bocmpeHus 1e20YHOl UHpeKyuU

o Buioop nymu eeedenusn onpedensemcs. 6UOOM 6030YOUMENs, BbIAGIEHHO20 Y NAYueHma,
Gaszou 3aboneeanus (0bocmperue — pemuccus); NPOOOIHCUMENLHOCIbIO UHDEKYUOHHO20 Npoyecca
(XpoHuueckas uHpexyus — enepevie BblAGIEHHbIUL 6030YOUMENb); MeCmMoOM OKA3AHUSL MeOUYUHCKOLL
nomouju (ambynamopnas ~ —  cmayuonapuas),  dpgexmusnocmvio  npeduiecmeyroujel

aHmMubaKmepuaIbHOU mepanuu.

o Buympueennoe 6sedenue anmubuomuxos HayuHaemcs 8 cmayuonape ¢ Kypcom jnevenus oo 14
u 6onee owuei. Beedenue ocywecmensiemcs yepe3 nepugepuieckuii 6eHO3HuIU Kamemep (Kamemep

nepughepuyecxuil) unu uepes nopm-cucmemy (nopm UH@Y3UOHHBIU/UHBEKYUOHHBII,
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umnianmupyemulii ***),  komopvle YCmaHagIUBAOMCA CO2NACHO MEMOOUUEeCKUM PYKOBOOCMBAM
«Benosnviii  docmyn, 2019  (https://msestra.ru/download/file.php?id=4763) ¢ ucnonvzosanuem
HeoOX00UMbIX — JIleKapCmeeHHvlX — cpeocms.  Ilopm-cucmemvl  YCMAHABIUBAIOMCA  CO2NACHO
Pacnopsioicenuro  I[lpasumenvcmea Poccuiickoti  @edepayuu om 31.12.2018 Ne 3053-p «0O6
VMBEPAHCOeHUU NePeuHsi MeOUYUHCKUX U30eUll, UMNIAHMUPYEMbIX 8 OP2AHU3M Yel08eKd NPU OKA3AHUU
MEOUYUHCKOU NOMOWU 8 PAMKAX NPOSPAMMbL 20CYOAPCMBEEHHBIX 2aPAHMUL 6eCniamHo20 OKA3AHUSA
2padHCoaHam MeOUYUHCKOU NOMOWU, A MAKICe NepeuHs MeOUYUHCKUX U30enuld, OMNYCKAeMblX No
peyenmam Ha MeOUYUHCKUe uzoenus npu npedocmagieHuu Habopa coyuanbHvlx yciayey. Jleuenue
MOodHCcem nPosoOUMbCsl 8 CMAYUOHAPe U 8 AMOYIAMOPHBIX YCI0BUSIX.

o Ouenka rppexkmuenocmu ABT: xkrunuuecku (nuxopaoxa, pecnupamopHvle CUMNMOMbL), HO
OaHHBLIM 1aDOPAMOPHBLIX Memo008 00ciedosanus (leukoyumos, yposeHsv C-peakmusrnoco 6enka, no
NOKA3AHUAM - NPOKAILYUMOHUHA (UCCIe008aHUE YPOBHS NPOKANLYUMOHUHA 8 KPOBU)) U NO OAHHBIM
MUKPOOUOTIO2UYECKO20 UCCIe008aHUsL (Ipadurayus 6030youmelis, NepcucCmuposarue, cynepun@exyus,
CHUDICEHUe ebloenenuss o30youmens <l 0* KOJOHUeoOpasyowux eounuy uiud OmpuyameibHblll
pe3yibmam nocesa u m.o.).

o Ouenka 0e30nacHOCMU J1e4eHUs. 3a6UCUN OM NPUMEHSEMO20 JIeKAPCMBEHHO20 CPedCmed
(JIC) u nposooumcsi ¢ yuemom 603MONCHBIX HENHCELAMETbHBIX AGIeHULL.

@) ﬂonwmumeﬂbuble 3aMeYanHuA .

1. Ilpu nasznauenuu ABIl cnedyem ucnonvzosams xomounayuu JIC ¢ pasiuunvivm Mmexamuzmom
Oelicmeusi (Hanpumep, [-r1akmamuvle aAHMUOUOMUKU 8 KOoMOUHayuu ¢ amunoz2iuxozuoamu). Ilpu
8bl0eNIeHUU 8 MOKpOme NAyUeHma 0OHOBPEMEHHO 08YX MUKpPOOop2anusmos evioop ABII 3asucum om

ceoticma 6oJiee pe3ucmenmHo20 8030y0umers.

2. OoHnospemenHoe Hnaznauenue npenapamos O UHLANAYUOHHO20 U 6HYMPUBEHHO20 Nymel
86edenUss OOHOU  hapMaxonocudeckol 2pynnvl He peKkomeHnoyemcs. Bo3mooxcno mnaznauenue
uHeanAYuoHHou u eHympueennou ABT oonoepemenno no pewieHuro KOHCUIUYMA CNEYuaiucmos u c

yuemom papmaxonocuuecKol 2pynnvl npenapamoa.
3. Ilpumenenue ABII 6 sude uneansyuti yepes Heoynasep:
- MOJKcem npo8ooUmbvCs KaK 8 CmayuoHape, maxk u 8 00OMAauHux yCi08usx,

- 0151 peuenusi BONPoca 0 HA3HAYEHUU UHSATSIYUOHHOU MEPAnUY cledyem nposecmu CRUPOMempuio
00 NEepeoul UHANAYUYU AHMUOUOMUKA U Yepe3 HeCKONbKO MUHYM NOCie UHeansyuu (07 GblAGNeHUs.
B03MOJNCHO20 OPOHXOCNA3ZMA (NPU OMCYMCMBUU 803PACMHBIX U/UNU UHBIX NPOMUBONOKA3AHULL)) (CM.

pazoen «bponxonumuueckas mepanusay) - nepeo uneanayueil ABII neobxooumo npoeecmu uHeanAYuIo
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OpoHxorumuxa (npenapama Onsl aedeHusi 0OCMPYKMUBHLIX 3A0071e8aAHUL ObIXAMENbHbLIX Nymell).
Cumnamomumemury Ol UHSANAYUOHHO20 NPUMEHeHUs, Hanpumep, canvoymamon™* 2,5 me uepes
HeoOynauzep (unu 003UPOBaHHbINL AP0o30abHbIN uneanamop no 200 — 400 mxe ¢ ucnoavzosanuem
cneticepa) 3a 15-30 munym 00 uHeanAYUU AHMUOUOMUKA 6 MOHOMEpAnuu uiu 6 covemanuu ¢ M-
XONUHepeuyeckumuy npenapamamu (unpamponusi opomud™**) unu Quxkcuposannas KomMOuHayus
Genomepon+unpamponus obpomud** unu npenapamei NPOIOHSUPOBAHHO2O O€UCMBU (MUOMPONUS
opomuo**)) unu Opyeue npenapamvl 015 AedeHUus OOCMPYKMUBHBIX 3A0071e8aAHUN ObIXAMETbHbIX

nymetl, MyKOJIUMUKO8, A MAKICe OPEHAIC,

- npu uwueanayuu ABIl 6 Oomawinux YCr08uax dcenamenvbHO UCNOIbL308AMb Hebyaal3sep,

OCHAWeHHbIN PUuIbMpPoM OJis 8bLOBIXAEMO20 8030YXA;

- npu uneansiyuu ABII npeonoumumenvhee NpumeHsmMb MYHOUWMYK, NO CPABHEHUIO C MACKOI.
Cnedyem pexomeHO06amv nayueHmam nepexooumv Ha NpuUMeHeHue MYHOUMYKA 6 MAKCUMATbHO
panHue cpoku, Kak npasuio, ¢ 3-x semuezo éospacma [OQuiuoka! Hecmounuk ccoliku He HaiioeH.].
Bovixanue npenapama nyuwie ocyuecmeniame uepes pom, npumMeHeHue HOCOBbIX 3aAHCUMO8 80 8PeMs

UuHZAlYUU yeseauvueaem 3¢¢€KMM6HOCWZZ) JI€YEeHUA,

- NpU NPoGedeHUlU UHLATAYULL 8 YCILOBUAX MEeOUYUHCKOU Op2aHu3ayuu u amoyi1amopHo nayueHmol ¢
L[], 0onoicHbl NONL308aMBCA UHOUBUOYATLHBIM HEOYIAU3EPOM C BO3ZMONCHOCIBIO 3AMeHbl Kaxcovle 3

mecaya KOMNIeKma pacnvliumeisi U mpyoxKu 6030yx0800a u puibmpa,

- ONMUMAanbHLIM Hebdynauzepom 0nsa nayuenma c IIL[J] senrsemcs uueanayuouHvlli npudop c
HU3KONOMOYHbIM —~ KOMNPeccopom (Ypo8eHb Nomoxa cacamoco 6030yxa 00 6  ja/MuH), ¢
npou3800umenbHocmoio 450 me/mun, cHabiceH bl cucmemMol KORMpOoJisi UHCNUPAMOPHO20 NOMOKA U
cucmemoll KIanamog 600xa U 6vl00Xa, NO360JA0OWeEl COKpamums nomepu MeOuKaMeHma 8
OKpyJMHCarowylo  cpedy,  obecneuusarowull. - MAKCUMAIbHYIO — d(gekmusHocms  mepanuu,

NPUCNOCOONIEHHBIT K XUMUYECKOU U MePpMUYECKOl 0e3UHGeKyuu U K a8moKIaeUuposanuio;

- 0115 8gedenust meoukamenma 6 OHII npumensemcs nebynaiizep ¢ yHUBEPCANIbHOU UHSANAYUOHHOU

cucmemotl ynKyuu nyascupyrowei nooayu a’spo3solis,

- 8 Kauecmsee MOOUILHO2O YCMPOUCMEA BO3MONCHO UCNONb308AHUE MIUL-HeOyralsepa -
Hueanayuonnozo npubopa ¢ eMKocmvio 015 1eKapcmed ¢ 2eHepamopom aspo3ons (mesh), xamepotl
pacnviaumens, ONIOKOM YAPAGIEHUs U NPUCNOCOONeHueM OJisl OYUCMKU 2eHepamopa a’po30.is
(Uneanayuonnwiii npubop Velox mun 055 ¢ npunaonexcnocmsamu) ¢ npouzeo0umebHOCmvlo He MeHee

457 me/mun, ¢ cucmemoll K1ananos 600Xa u 6bl0oxa U HaKxonumenem Ojisi a’po30jis, ¢ YCMPOUCMBOM
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OJIsl OYUCMKU MEeMOPAHbL, C HePACNBLIAEMbIM (0CMamouHbiM) 00vemom ne bonee 0,5 mn. Bce uacmu
MIW-Hebynatzepa Q0aANCHbL nodedcams mepmuyeckol oesungexyuu. /s nayuenma c L[] éascro
npoU3800UMb 3AMEHY KOMNOHEHMO8 Miaul-HeOynauzepa xadxicovie 3 mecaya [Owuoka! Hcmounuk

CCBLIKU He Hatloen.].

4. Ilpumenenue ABII snympv ucnonvzyemcs ons mepanuu obocmpenutt I ¢ oomawnux ycrosusx
i 01 NPOPUIAKMUYECKO20 JledeHUusl NAYyueHmos, Xponudecku unguyuposannvix P. aeruginosa,

B.cepacia, MRSA, HTMb.
5. Ilpumenenue ABII 6nympueenno nokazamo:

- npu madxcenvix 000CMpeHusx (leyeHue 6 YCA08UAX MeOUYUHCKOU opeanusayuu) (0OHUM, a npu
HeoOxo0uMocmu - 08yMs NPENapamamu 8 COOmMEEeMcmeuU ¢ pe3yabmamamit. MUKpOOUOLO0SULECKO20

UCCIe008anu);
- 6 mex cayuasx, koeoa npumenenue ABIT 6nympb u uneaiAyuoHHO OKA3a10Ch HedPHeKmueHviMm;

- 0151 NIAHOBOU mepanuu nayuenmos, unguyuposannvix P. aeruginosa, MRSA, nemybepxynezuvix

Mukobaxkmeputl,

- npu yxydwenuu meuenus 3a001e6anuUs U NOSABIAEHUU HOBbIX CUMNIMOMOS ¥y nayuenmoe, nojiydarowmux

ABII sHympe.

6. Opeanuzayus 6HympuseHHOU mepanuu 8 AMOYIAMOPHBIX YCLOBUSIX CHOCOOCMBYem NOGbIUEHUIO
KomMniaeHmuocmu, npoghunakmuxe obocmperuil. IIpedviganue 6 OonvbHUYE OMALOUWACTNC PUCKOM
nepekpecmHo20 U  CYnepuH@UYUpOBaHUs Pe3UCMEHMHbIMU K  AHMUOUOMUKAM — WMAMMAMU
MUKDOOP2AHUZMO8, CIMPECCOM, NPONYCKOM WKOAbHbIX 3auamuil. Kpome mozo, npedvleanue nayuenma
8 cmayuoHape 3HAYUMENbHO 00podice, YeM ambyramopHoe nedenue. Kamemepuszayus een 0agHo
cmana pymuHHOU MeOUYUHCKOU Npoyedypou 6 mupe Ol obecnedenus pa3iuyHblX 6U008
eHympusennol mepanuu. llpoeedenue eHympuseHHOU mepanuu uepe3 nepughepuieckuii 8eHO3Hbll
Kamemep (kamemep nepugepudeckuii) uiu nopm-cucmemy (nopm uH@yY3UOHHBIU/UHbEKYUOHHDL,
umnianmupyemulii ***) sensnemcsa npaxmuyecku 6€30NACHbIM, eCu COONOAIOMCS OCHOBHbBIE VCI08USL!
Memoo OO0NHCeH CMmamv NOCMOSHHLIM U NPUBLIYHLIM 6 NPAKMuKe, 001dHCeH Oblmb obecneueH
bezynpeunviil yxo00 3a kamemepom. Kamemep ycmanasnusaemcs 8 yciogusx OHe8HO20 CMAYUOHApa
unu evle30noll opucadoi na oomy [Qmuoka! Hemounuk ccolnku ne naiioen.,Quiuoka! Hemounux
cevliku He Hauoen.,Owuoka! Hcmounuk ccevtiku ne nauoen.,OQuiuoxka! Hcemounuk ccoliku ne

Haiioen., Quuoka! Hemounuk ccoliku He Hailoen. .
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Kommenmapuu:

Hem Huxaxux doxas*amezzz;cme,

ymoobvl  peKoMeHO08aMmb

nepopailbHblx npomueoMqu06Hblx npenapamoe 0715 8cex nayuermoe.

ucnoJjib3osanue npod)uﬂakmuqecmtx

Buvicokue 003v1 nepopanbHublx NpPOMUBOMUKPOOHLIX NPenapamos peKOMeHOVIOMCS Npu Nnepevix

NPUHAKAX YXYOUleHUsl peCNUpamopHbIX CUMNIMOMO8 WU YXYOuleHUsi PYHKYUU JIeSKUX.

Ilo BO3MOINCHOCHIU, npOmuGOMMKp05Hbl€ npenapanivl Cﬂedyem 6bl6upamb HAa OCHO6AaHUU noceesa

MOKpombl

uiu maska om Kaulid U 4yecmeumelbHocmu. Hnozoa moowcem I’lOl’l’lp@60661ﬂ’le}Z

OPOHXOANLBEONAPHBIIL 1ABAJNC OJiIsl NOAYYeHUs A0eK8amHbIX 00pa3yos y oemell, He BblOETAIOUIUX

MOKpOm).

Hem oannvix o poau énympugenHvix npomusomMukpooHvix npenapamos npu I1L[J].

y nayuenmoe C 4acmosimu 060cmpemeu U CHUJNCEHUEM d)yHKLﬂ/lu Je2KUxX cxzec)yem pacemompentob

803MOJNCHOCb NpogedeHus pezyaapuou 1 pas 6 keapman

KOHMPOUPYEeMbLX UCHbIMAHUL 9mo2o nooxooa npu I1L]/] He npogoounocs.

3.1.4.1.1 Tepanus obocrpennii npu III/I 1 pekomenayeMbie IPOTUBOMUKPOOHBIE
npenaparsbl:/ieTd — B3pocJible

séHympueentou mepanuu. QOOHaxko

Tabmuua Tepanus o6octpenuit mpu [1LJ] n pekomeHayeMbie IPOTUBOMHUKPOOHBIE MTPETIapaThl:IETH -

B3pOCIIbIE.
Mukpoopranns | Pexkomenayemas tepanus nepoit | [Ipogomxu | Pekomennyemas [Iponomxu
M JIMHUU - Tepanus BTOPOu -
TENbHOCTh | JINHUU TEJIbHOCTh
JIeYeHUs JIeYEHUS
Streptococcus B3pocible : AMOKCUIIMIITUH** 14 nuei Jlokcnukmua** 14 nuei
pneumoniae 500 mr Tpu pasa B I€Hb 100 mr nBa paza B
JI€Hb
Jletu 60-90 mr/kr B TpH | 14 nueit 14 nueint
npremMa
Moraxella B3pocibie : 14 nueit Knapurpomunua** | 14 nueit
catarrhalis AMOKCHIIUIIIINH 500 mr nBa paza B

=+KiaBynaHoBasi kuciota** 625
o OJHOW TablieTKe TpH pas3a B
JIeHb

JIeHb

W
JlokCHUIUKINH**
100 mr nBa paza B
JICHb

N

#l{unpodnokcaruua™
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* 500 mr wmu 750 mr
JIBa pa3a B JICHb
Jetu ¢ maccoit Tena g0 45 kr B | 14 guei Kaputpomurua™** 14 nueint
nepBeli  JIeHb - 4 MI/Kr, B 15 mr/kr (B 2
MOCJICTYIONTUE JTHH - 2-4 MI/KT. npuemMa)
Jetsim ¢ maccoii Tena 6omnee JlokcUIKInH**
45 Kr - KaK B3pOCJIbIM Jetu ¢ maccoli Tena
110 45 Kr B IepBbIT
JIeHb - 4 MI/KT, B
MOCIIEAYIOITUE THU -
2-4 MI/KT.
JleTsim ¢ maccoit
Tena 0oJiee
45 Kr - KaK
B3POCIBIM ( B 2
npuemMa)
Komudopmusie | Ilepopanbho 14 nueit BuyTtpuseHHo 14 nueit
OakTepuu, #llunpodnokcanua™* 500 mr Hedrpuakcon™* 2r
Harpumep, JIBa pa3a B JieHb uiau 750 mr nBa OJIVH pa3 B JICHb
KJIeOCHEITEI, pasa B JICHb
sHTepobakTepu | Jletn 14 nuei Hedrpuakcon™* 14 nuei
U. #l{unpodaokcamuu™** <1 mec. 50-80 mr/kr
30 mr/kr; 1-2 paza
>1 mec. 40 mr/kr (750 Mr - Makc.)
2 paza
Hetn 14 quen
#LlunpodaokcauH* *BHyTpUBEH
HO 10 mr/kr 2 pasza

IHoaxons! k anTnOaKkTepuaabHaoi Tepanuu npu 1T/

BaKkTepuanbHbIn
natoreH

O0ocTpenne Jerkoi-cpeaHei
CTENEeHH THXKeCTH (opaJjibHasi
Tepanus)

O0ocTpenne 0T yMepeHHOI 10
THHKEJI0H CTENEeHU THKECTH
(BHYTpPHBEHHAs Tepanus)

HagvaanHan
IMIMPUYECKAast
Tepanus™®

Jetn: AMOKCUITUIUTUH**,
AmokcunmuuinH+KnaBynanoBas
Kuciaora**

B3spocinbie: AMOKCHITHIITHH*™,
AmokcunmuuinH+KnaBynanoBas
kucioTa™* umu JIOKCUIUKITHH**

Hetu (#Lunpodmokcauu™*),
B3pocasie: [unpodmokcanua™*,
eciu BeiceBaeTcs P.aeruginosa

Jetu u B3pocibie: AMOUIMIUTHH*,
Hedorakcum™* unu Ledrpuakcon™*
(AMOKCUTTHILTHH* ™,
AmoxcunmmunH+KnaBynanoBas
kucinota** wim Llepypokcum™** 1)

ety u B3pocisle:
[Munepaunmmuna+Tazo0akram,
Tukapmona+KnaBynaHoBast KHCIIOTa
i Hedrazunum™* B couetanuu c
ToOpaMHUIITHOM™® *§ B Cllydae TsHKeNo
dopmel wiu P. aeruginosa B
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COBPEMEHHOM KYJIbTYpE.

Crnenndnueckne Bo30yauresn

H. influenzae AMoKcUIMImH** AMmunuH** (AMOKCHIIIUTHH™ ™ )
B-lactamase-ve AmoxkcurmuinH+KiaBymanoBas Hedorakcum™* unu Ledrpuakcon™*
B-lactamase +ve | kucnmora** wim (AmoxcnmmuinH+KnaBynanoas

JIoKCHIUKITHH** kuciota®™* umu edypokcum™™* ),
S. pneumoniae AMOKCAITMIIIIAH** bewswinennummana**,
AMOUUIH** (AMOKCHIIMILTUH** 1)
M. catarrhalis Amokcurmuina+KnaBymanar** Hedorakcum™* unu Ledrpuakcon™*

(Amoxcunumua+KiapynanoBas
kuciota®* umm Ledhypokcumom™™* 1)

MSSA
Kaxk mpu mykoBucuugose Kax npu mykoBuciuaose
MRSA
P. aeruginosa netsm #lunpodmokcanua™* (He Jletu u B3poOCIbIE:
oonee 14 nHeir) [TunepanumuH-+Ta300aKTaM,
B3pocabiM Lunpodaokcarmua** (ve | Tukapumuma+KnaBynanoBas Kuciora
oonee 14 nHeir) 1501051
LedTazugum** B coueTanuu ¢
TobpamumHOM ™ * §
NTMB CM pazjen CM pasjen

[Ipunoxenune 3: JInurenbHble peKUMBI IpUeMa aHTUOMOTUKOB

Mpenapar MyTb BBeaeHUA Ao3a - Bapocnblie
I'entamMmunua™™> UYepes HeOynaiizep 80 mr 1Ba pa3a B JI€Hb
Tobpamunua™* Yepes HeOynaiizep 160 Mr 1Ba pa3a B IcHb
TobOpamunua™* Uepes HebOymnaiizep 300 mr 11Ba pasa B JICHb
Konuctumerat Hatpus™™* Yepes HeOynaiizep 1-2 muH.en. ABa pa3a B JIeHb
AzutpoMunuH™** ITepopanbHo 250 Mr Tpu pasza B HEJIENIIO
JIOKCUITUKIMH** IlepopanbHO 100 Mr oguH pa3 B 1€Hb
AMOKCHLIIMIIITUH** IlepopanbHO 250 mr 1Ba pa3a B ICHb
AMOKCHULIMIUTAH+ [TepopanbHO 375 mr nBa pasa B JICHb
KnaBynaHnoBas kucimora™**

Ipumeuanue :

* [omumo KIuHUu4ecKol majcecmu, HaAYaIbHas IMIUPUNECKAs Mepanus makice onpeoensemcs npeovioyuumu
pe3yIbmamamnt. n0ceéa U3 HUMICHUX ObixamenvbHvlx nymeu (mokpoma, BAJl/cmwvigvl npu Opouxockonuu),
MECMHOU 4Y8CMBUMENbHOCNBIO K AHMUOUOMUKAM U NPEObIOYUMU OMEEMAMU HA JledeHue aHmuOUuoOmuKamu.
Y 0emeui npu omcymcemeuu pe3yniomamos npeovloyuje2o noce8a U3 HUNCHUX ObIXAMENTbHbIX HyMell HA3HAYaemMdst
IMRUpUYECKAs anmubakxmepuaibHas mepanus 0oaxcHa 6eims axkmusnol npomus H. influenzae, S. pneumoniae
u M. catarrhalis.
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A Heobxoouma KOHCYlbmayust KIUHUYECKO20 gbapMaKOJloea, aHamHese umeemecs

2UNEPYYBCMBUMETILHOCIb K NPOMUBOMUKPOOHBIM NPEnapamam uiu cepbesHvle nobounvie 3pghexmol
NPOMUBOMUKDOOHBIX NPEnapamos, a makdce Ko20d MO2Ym GO3HUKHYMb CEePbe3Hble JeKAPCHMEEHHbIE
e3aumodeticmeus.. B wacmmocmu, nONCUNLIM  THO0SM  Cledyem ¢ OCMOPOJICHOCHbIO — HAZHAYAMb
AMUHO2TUKO3UODBL, MAKPOIUObL U PMOPXUHOLOHBL.

eciau 8

7 lokcuyurnun npumeHaemcsa moavko y 83pocivix u oemelti ¢ 8 jiem.

§ Xoms neuenue ungpexyuu, evizeannoti P. aeruginosa, ¢ nomowwio KoMOUHUpOSaHHOU mepanuu Oema-
JIAKMAMOM U AMUHOSTUKOZUOHBIMU AHMUOUOMUKAMU He ddenm OONOTHUMENbHbIX KIUHUYeCKUX NPeuMyuecms u
CBA3AHO ¢ DONLUUM KOJULECTNBOM NODOUHBIX IPPHEeKmo8, Yem UCNoab308aHue 00Ho20 bema-rakmamnoz2o ABII,
poab mepanuu 00Ho20 bema-rakmama onsa P. aeruginosa u opyeux pecnupamoprolx ungexyuil He 0OKA3aHbL.
Ilpu obnapysicenuu nonupesucmenmuovlx wmammos P. aeruginosa no-npesicHemy credyem npumeHsimo
KOMOUHUPOBAHHYTO MEPAnUIo.

9| Jleuenue MRSA nposooums 6 coomeemcmeuu ¢ wyscmeumenvrocmolo Kk ABIL. Tpebyemcs xoncynvmayus
KIUHU4ecko2o ¢apmaxonoza. Pewenue o mom, xoz0a newyums Mmuxkobakmepuo3 neckux u kakue ABIT
UCNOIL306AMb, OCIONCHAEMCS  BbICOKUM YPOBHEM YCMOUYUBOCMU K NPOMUBOMUKPOOHBIM Npenapamam,
NPOABNAEMbIM IMUMU WUMAMMAMU, U HEODXOOUMOCHbIO ONUMENbHbIX MEPANesMUYECKUX KYPCO8, GKIIOUAIOUUX
Heckoabko kombunayuii ABIT, komopuvie moeym evizeams HITA

3.1.4.2 AnTHOaKTepuaIbHAas Tepanus NP BbiceBe MeTUIN/LIMHYYBCTBUTEJILHOT0
Staphylococcus aureus (MSSA) u Haemophilus influenzae

e  PexoMEHIOBaHO MPH BBHIOOPE AaHTHOAKTEPUANBHBIX TpPENapaToB I TEpalMH MAIlCHTOB C
ITIJT ¢ BeiceBom Staphylococcus aureus u Haemophilus influenzae npumensits JIC B COOTBETCTBUH €
YYBCTBUTEIBHOCTHIO C LEIBbI0 OJpaguKallii MPUYUHHO3HAYUMOTO BO30yauTe st (Ipenaparsl,
JIO3UPOBKU M KPAaTHOCTh BBEJIEHUS, MpecTaBieHbl B Tadnumax 10,11) [Ommoka! UcToUHNK CCHLIKH
He HaiiaeH.].

(VYP - C, YIUUI - 5).

Ta6auna 10. ArTHOaKTEpHANTBHEIE MTPEnapaTsl, IpuMeHsieMble y nanuenToB ¢ [1L[J1, npu BeiceBe u3
MOKpOTHI/ OponxuanbpHoro cekpera Staphylococcus aureus (MSSA)

AHTHOAKTepUATbHBIN CyTtounble 10361 [CyTouHbIe 10361 (Cniocod BBenennss KpatHocTh
npenapar s pereit JIS1 B3POCJIBIX BBeIeHUsI
Amoxcurnina+| Knasynano | 60-90 mr/kr 1,5-2T (pacuer mo |BHyTpH 2-3

Bast Kuciora]** (cycneHsus AMOKCHULIMJUINHY)

ISt IpUeMa BHYTPb — (pacyer no

MMPOTHBOITOKA3aHa ICTSIM JI0 3 AMOKCHIMJLTHHY )

MeCALIEB, TAOJIETKH

CIIeprupyeMble

MPOTUBOIIOKAa3aHbl AETAM 1O  [90-120 mr/Kr 3,6-4,8 B/B 3-4

2 neT, TabJIeTKH, TOKPHITHIE

MJIEHOYHO!N 000JI0YKOM

[POTUBOIIOKA3aHBI AETSAM JI0

12 net u ¢ maccoii Tena MeHee
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40 kr)

Oxcanumiug**

200-300 Mr/kr

4-12 1

B/B

46

Ledanexcuu™* (kancymbl
250 MT IPOTHUBOTIOKA3aHbI
mersM 1o 10 net, TabneTku
250 MT — TPOTHBOTIOKA3aHbI
meTsIM 70 7 JIeT)

25-50-100 mr/kr

2-4 v

BryTtpb

Ledazomma™*

100-150 mr/kr

4-6 T

B/B

Ledypokcum**

(cycnieH3ust s mpuemMa
BHYTPb — IIPOTUBOIIOKA3aHa
meTsiM 10 3 Mec., TaOJIETKH —
MPOTHUBOIIOKA3aHbI ACTAM OO0
3 meT)

20 -30 Mr/kr

05-1r

BuyTps

150-200mr/kr

3-9r

B/B

Ledrpuakcon™**

50-80 Mr/kr

B/B

1-2

Ledemum**

(TIpOTHUBOMIOKA3aH JAETSIM J0 2
Mec. KHU3HHN)

100—150 mr/kr

4-6 T

B/B

2-3

AzuTpoMUITH* *

(TabmeTkn 125 mr —
MMPOTUBOIIOKA3aHBI JI0 3 JIET,
CYCIICH3HS JJIs IpreMa
BHYTPb — MPOTHBOMOKA3aHa
meTsM 710 6 mec.)

6 mec.-10 Mr/kr

500 mr

BuyTtpb

1

Kypc 7-10 gueit

Knapurpomurua™*

(Tabnerku —
[IPOTHUBOIOKA3aHbI ICTSIM JI0
12 ner)

15 mr/kr

Ir

BuayTtps

JIxo3amMuIiue**

(IpOTHBOIIOKA3aHKE - TIPH
Macce Tena 6osee 10 kr)

40—50 mr/kr

1-3r

BuyTtpb

2-3

68



Knmnuanamunua* *

(p-p A7 B/B ¥ B/M BBEJICHUS
MMPOTHBOITOKA3aH JACTSIM 10 3
eT, KarcyJbl
MPOTUBOIIOKA3aHBI ACTSIM JIO
8 JeT ¢ Maccoi Tema 10 25KT)

20-40 Mr/kr

1,8-2,4r

BayTtps

JleTstm crapiie 3x
et 40Mr/xr

2,4-2,7 T

B/B

34

Jlokcummkmne**

(TIPOTHUBOIIOKA3aH JETAM 10 8
neT)

JleTsim ¢ maccoit
Tenna MeHee 45 KT B
MepBbINA EHb
imeuenust 4 MI/KT, B
MOCIEAYIONTNE THHI
- 2-4 MI/KT.

JleTssM ¢ Maccoi
Tena 0ojee

45 kT - KaK
B3POCIBIM

1 menp-200 mr
zatem 100 Mr ogmuH
[pa3 B CyTKH

BryTpb

1-2

Ko-Tpumokcazon
[Cynbdamerokcazon+Tpumer
orpum |**

(cycnieH3ust s mpuemMa
BHYTPb — IIPOTUBOIIOKA3aHa
neTsiM 10 6 Heslellb, TaOJIeTKH
MPOTUBOIOKA3aHbI JAETSM JI0
3 net, pacTBOp JUIst MHPY3Ui
MPOTUBOIOKA3aH ACTSIM JI0 3
meT)

6-10 MI/KT IO
TPUMETONIPUMY

[IPH TSDKETIOM
WHQEKIHN

BO3MOYKHO
YBEJIIMYCHHE JI03bI
Ha 50%

320 Mr o
TPUMETOTIPUMY

BuayTtps

B/B

Tuamdennkona rimuuuHaT
e THINUCTENHAT

250 mr (B TIepBBIE
2-3 MUl IeuyeHus
IM03a MOXeT ObITH
YBEJIMYEHA B 2
pasa)

500Mr

(B mepBbIe 2-3 nHA
leueHus no03a
MOKET OBITH
lyBeMueHa B 2 pasa)

Maranauun

Ta6auna 11. AuTubakrepuansHble MpenapaTsl, IpuMeHseMble y nmanuenTos ¢ 1111, npu BeiceBe u3

MOKpOThI/OponxuansHoro cekpera Haemophilus influenzae

AHTHOHOTHK Cytounbie 10361  (CyTouHBIe 10361 (Cnocod BBenenus KpatHocTh
nJIst Kereit JIS1 B3POCJIBIX BBeIeHHSA
IAMOKCHLIMIITTHH* * 60-90 mr/kr 1,521 BuyTps 2-3

69




IAmokcuimuH+| Knapynan
oBast Kucimora]**

(cycneH3us i1 mpuema
BHYTPB — MTPOTHUBOIIOKA3aHA
ITeTIM 110 3 MeCSIIEB,
TabJIeTKN AUCTIEPTUPYEMBIC
[MPOTUBOIIOKA3aHbI JIETSM T10
2 neT, TabJIETKHU, MOKPHITHIC
IICHOYHOH 00070YKOI
[MPOTUBOIIOKA3aHbI IETSIM JI0
12 ;met 1 ¢ Maccoli Tena
menee 40 kr)

60-90 Mr/kr

(pacuer no
AMOKCHIIILTHHY )

1,5-2r (pacuer o
AMOKCHIIVIIINHY )

BayTtps

90-120 Mr/kr

3,6-4,8

B/B

Ledypokcum™**

(cycneH3us njs mpuema
BHYTPb — MPOTHBOMOKA3aHa
meTsM 10 3 Mec., TaOJIETKH —
MPOTHBOTIOKA3aHBI JICTSAM JI0
3 meT)

20 -30 Mr/kr

05-1r

BuayTtps

150- 200mr/kr

3-9r

B/B

Ledbnkcum

(cycneH3us njs mpuema
BHYTPb — MPOTHBOMOKA3aHa
meTsM 1o 6 MecsIEB,
TaOJIECTKH JUCIIEPTHpYEMbIe
MPOTHBOMOKA3aHBI ICTSM C
Maccoi Tema J1o 25 Kr,
TaOJICTKH, TIOKPBITHIC
[JICHOYHOH 00O0I0OUKOH H
KarcyJibl MPOTUBOIIOKA3aHbI
meTsM 10 12 jeT)

SMI/KT

400 mT

BuayTtps

1-2

Ledrpuakcon™**

50-80 Mr/kr

4 r

B/B

Ledorakcum™*

100-150 mr/kr

2-8 T

B/B

0-4

Ledenmum™**

(IpoTUBOIIOKA3aH AETAM 10
2 Mec. )KU3HH)

JleTu ¢ maccou
rema<40kr

100150 mr/xr;

JleTsim ¢ maccoit
rema >40 kr — 4-6r—

4-6 T

B/B

2-3

JTOKCUITUKITHH**

Jletn ¢ maccoii Tena

1 nerp-200 mr

BuyTtpb

1-2
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(mpoTHBOMOKa3aH NeTsM 10 |10 45 xr B epBblii  Batem 100 Mr ouH
8 11eT) IeHb - 4 MI/KT, B [pa3 B CYTKH
MOCJIEIYIONINE THU
- 2-4 MI/KT.

JleTsim ¢ maccoit
Tenma 6oyee

45 xr - KaK
B3POCITBIM

Tuamdennkona rmmnuaar 500 -1000 mr 1000Mr Wuransguuu 2
ALIETUIILUCTENHAT

3.1.4.3 AuTudakrepuanabHasi Tepanus npu MRSA (MeTHIMJJIMHPE3UCTEHTHBIH CTA(PHIOKOKK)
— MH(peKuun
( cm Knnmanveckue pexomenaanuu no MB)

3.1.4.4 AuTubaKkTepuabHasi Tepanus NPU BbISIBJEHHH B MOKPOTe/OpOHXHATBHOM CeKpeTe
P.aeruginosa

. PekoMeHnyercss OMHOBpEMEHHOE Ha3HaueHUE 2—3 MPOTUBOMHUKPOOHBIX IIPEIapaToB U3
pasHBIX TPYII, YTO TPEAOTBpAIlacT pa3BUTHE ycToW4YMBOCTH P.aeruginosa u crocoOCTByeT
JOCTHKEHHIO MaKCHMalbHOro KiuHuueckoro sddekra (spaamkanuu P. aeruginosa) (tabi.13)
[Ommoka! UcTouyHuK cchbLIkH He HaiaeH. Omuoka! MCTOYHHK CCHUIKH He HaiiaeH.,Ommoka!
HcTouHuk cchblIKM He HajigeH. Omuoka! UCTOYHUK CCLIIIKM He HalaeH.Omuoka! Ucrounmk
CChIIKHM He HalaeH. Ommoxa! UcToyHNK cChblIKM He HaliaeH., Omuoka! UCTOYHHK CCHIIIKH HeE
Haiizen.,Ommoka! MCTOYHHK CCHLIKH He HaiiIeH. .
YYP-C, Y1 -5).
KommeHnTapuu: naubonee wacmo nNpumMeHsiom KOMOUHAYUU AMUHORIUKO3ZUOO8 C yedanocnopuHamu
3-4 nokonenus (mabn.13). Ilenecoobpasno nepuoouuecku MeHsmb KOMOUHAYUU AHMUOUOMUKOS,
aghpexmuenvix 6 OmHOwleHuUu curecHouHou nanouku. Crnedyem NOMHUMb, YMO J1AOOPAMOPHOE
onpeoeiieHue YyECMEUMENbHOCMU MUKPOOP2AHUBMA K AHMUOUOMUKAM He 6ce20d MNOJIHOCIbIO
coenadaem ¢ KIUHUYECKUM OMBEMOM HA NPOBOOUMYIO MePanuio

B msasxcenvix cnyuasx, npu HecmaOUNbHOM COCMOSHUU, OONYCKAEMCs HenpepuleHoe
npumenenue npenapama [OQuiuoxka! Hemounuk ccoliku ne naiioen. ).

Pewenue o nasnauenuu nezapecucmpuposanuvix NPenapamos no HCUZHEHHbIM NOKA3AHUAM
NPUHUMAEMCA  KOHCUTUYMOM — (hedepanvholi  MeOUYUuHCKOU  Opeanusayuu, 6803  Hnpenapama
ocyujecmensaemcs 6 COOmemcmeuu ¢ 3aKOHOOamenvbHoUu 6a3o0t Onsl obecnedeHus: NayueHmos
He3ape2ucmpuposanHoiMu 6 P® nexkapcmeenHviMu npenapamamu No HCUSHEHHbIM NOKA3AHUAM
(ITpuxas Munucmepcmea 30pasooxpanenus u coyuaivho2o passumus Poccuiickoii @edepayuu «O
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I’lOpﬂdK@ NPpUMEHEHUs JIeKAPCNMEBEHHbLX CpédCl’l’lG ¥y nayuennoe no JHCU3HEHHbIM NOKA3AHUAM) Om 9

aszycma 2005 2. Ne 494).

Tabauua 13. AuTubakTepuanbHbIC Npenaparsl, npuMeHseMble y nanuentos ¢ 111, mpu BeiceBe u3

MOKPOTBI/OpOHXHATIBHOTO ceKpeTa P. aeruginosa.

[aBuGakTam] **

AnTHOaKTepHadbHbI  |[CyTouHas qo3a Asa|CyTounbie 10361 [(Criocod BBenennsi [KpaTHocThb
npenapar BBe/IeHU S

meTei JIS1 B3POCJIBIX
AMukanuy** 20-30Mr/Kr 700 — 1500 r B/B 1
[erramuruy™ * 10 mr/kr 10 mMr/kr B/B 1
Lunpodaokcanuy** #<1 mec. 30 mr/kr; [1,5T IBHYTpB 2
(TIpOTHBOTIOKA3aH JIETSM C

>1 mec. 40 mr/kr
MYKOBHCLIAIO30M J10 5
(750 mr - makc.)

meT)

10 mr/kT 800 mr B/B 2
#JleBodokcarua ** 1620 mr/kr 500-1000 mr/cyr  BHYTpH 1-2
(mpotuBomnokasad 10 18  16-20 mr/kr 1000 mMr B/B 2
meT)
He(i)Tamz[HM** 150 — 250 Mr/kr 6-9 r B/B 2-3
Ledemum** 100—-150 mr/kr 4-6 T B/B 2-3
(TPOTHBOIIOKA3aH JETAM
0 2 MecC. )KH3HH)
Lepenum+[cynpbakram] [c 2 mecses - 50-80 @ r B/B 2-3

MT/KT
(TIpOTHBOMOKA3aH JIETAM
Mo 2 Mec. )KHU3HH)
Ledrazumum + mo 18 et He 750/1500 mr B/B 3
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MPUMCHSCTCA

LedTomnozan + #90-120 mr/kr Or B/B 3 (B ciyuae, ecnu
[TazobakTam]** MIIK mst
IP.aerugenosa paBHa
wim Oonee 2 Mr/i -
30-40 mr/kr (110
nedTono3any) 4
BBCIICHUS B CYTKH
(KaXxapIe 6 9acoR))

[Munepanumina+ 270-360 Mr/kr 1351 B/B 3-4

[TazobakTam]|
(TIpOTHUBOTIOKA3aH JAETIM
o 2 yer)

Lledonepazon+[Cynpoaktal50-200 mr/xr 8T B/B 2

M] **

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

(TIpoTHBOTIOKA3aH 110
Bo3pacTta 9 Mec.)

MMmunenem+ 50— 100 Mmr/xkrmo 24 r B/B 3-4

MMUTICHEMY
[wractatua**

(TpoTHBOMOKA3aH JIETAM
0 3 Mec. )KH3HH)

MepormeHem 60-120 mr/KT 3-6T B/B 3

(TPOTHBOIIOKA3aH JETAM
Mo 3 Mec. )KU3HM)

Jlopunenem mo 18 et He 3000 mr B/B 3
MPUMEHSETCS

dDOC(bOMI/IuMH** 0,2 - 0,4 r/xr 10-12r B/B 3-4

(IPOTHBOIIOKA3aH AETSIM

mo 12 mert)

[Ipumeuanmus:

*IIpumenenue nexapcmeenozo npenapama y demeii 1e 3ape2ucmpupoaHtbIX 8 UHCIMPYKYUU 1eKAPCIMEEHHO20
cpedcmea NOKA3AHUU OCYUEeCMENemcs No peuleHuro paueOHol Komuccuu, ¢ paspeuienus JlokanvbHozo
IMUYECKO20 KOMUMemd MeOUYUHCKOU Opeanu3ayuy (npu  HAIuyuu) npu  HAIUYUU  NOONUCAHHOZO
uHopMUpoBanHo20 co2racus pooumenell (3aKOHHO20 npedcmasumeris) u pebenka 8 ospacme cmapute 15 1em
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Ilpu  Hanuuuu MeOUYUHCKUX NOKA3AHUL (MO JICUSHEHHLIM — NOKA3AHUSM, 6KIIOYAS.  UHOUBUOYATbLYIO
HeNnepeHoCUMocmy, 0aiee — no HCUSHEHHbIM HOKA3AHUIM) O PEeUEeHUI0 8PAYeOHOU KOMUCCUU OCYUeCMETIemcs.
HA3HAYeHue NeKapCmEeHHbIX NPEenapamos e no MeNcOYHaAPOOHOMY HeNAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO
mop2osomy Haumerosauuio (wacmo 15 cmamou 37 @edepanvrozo 3axona om 21.11 2011 Ne 323-D3 «O6
OCcHO8ax oxpamvl 300podvs  epadicoan Poccuiickoii  Dedepayuuy u nynxkm 6 Ilopsoka maznaueHust
JIeKapCMBEHHbIX NPenapamos, @Gopm peyenmypuvix OIAHKO8 HA JeKAPCMEEHHble Npenapamovl, NopiaoKa
OopMAEeHU YKA3AHHBIX OIAHKOS, UX YYema U XPaHeHus:, YmeepicoeHHo2o npukazom Munsopasa Poccuu om
14.01.2019 Ne4n). Pewenue spauebHoli komuccuu o@Qopmisiemcs npomoKoioM U 6HOCUMCS 68 MEOUYUHCKYIO
OOKYMEHmMayuro nayueHma.

Pewenue o naznauenuu Hezapesucmpupoeannvlx npenapamoe no AHCU3HEHHbIM NOKA3AHUAM NPUHUMAEmCH
KOHCUTUYMOM qbedepafzbﬂod Me()uuuHCKOL? opeaHusayuu, 6603 npenapama ocCywecmseajiiemcs 6 coomeemcmeuu
¢ 3axkonooamenvbHol b6aszou 0 obecneyenust nayuenmoes HezapecucmpupoeaHHbiMu 6 PP JlekapcmeeHHbiMU
npenapamdmu noO IHCUSHEHHbIM NOKA3AHUAM (Hpukas MuHucmepcmea 30pa600xpaHesz u coyuaibHozo
paseumusi Poccuiickoii d)edepauuu «O nop}u)xe NpUMEHEHUA J1eKapCmeEEeHHblX cpeécme y 00JIbHBIX NO
aicusHenHviM noxkazanusamy om 9 agzycma 2005 2. No 494).

o PekoMeHyeTcss paccMOTpeTh MPOBEICHUE MPOPIIIAKTHUECKUX KYpPCOB AHTHOAKTEPHAIBLHOM
TEparuu TPU XPOHHUYSCKOW KOJOHHW3AIlMM HIDKHHX JbIXaTelIbHBIX myTed P. aeruginosa, mis
YBEJIMYEHUS IPOJOJDKUTEIBHOCTH JKM3HM nNauueHToB [OmmoOka! MCTOYHHMK CCBUIKM He
HaligeH.,Ommoka! McTrouHmk ccbllIKH He HabigeH., Ommoka! McToYyHHMK CCBLJIKH He
HaiiieH.,Ommoka! UcTOYHHK cChbUIKH He HaiieH.,Ommoka! UCTOYHUK CCHUIKU He HaiileH. |.
(YYP-C, Y] -5).

Kommenrapmii:  ciedoyem  nomuumo, umo  npogedeHue - NPOPUIAKMUYECKUX  KYPCO8
AHMUOAKMepUaIbHOU mepanuyu NPaKmuidecku He CKA3bl8aemcs HaA YCMOUYUBOCU UWMAMMO8
MUKDOOP2AHUZMO8 MOIbKO NPU CB0E8PEMEHHOU CMEHe NPUMEHAEMbIX NPEenapamos.

Ilpu uacmeix obocmpeHusx UHDEKYUOHHO-B0CNATUMENLHO20 Npoyecca 6 OPOHXO0NECOUHOU
cucmeme ciedyem y8eauyueams npooOINCUMENbHOCMb KYPCO8 aHMUOAKmepuaioHot mepanuu 0o 3
HeOdelb U Oonee, UCNONBL308AMb GHYMPUBEHHBIU CNOCOO 66e0eHUsl U /UMY COKpawams UHmMep8aisl
MeHCOY KypCamu /Ui mMexcoy Kypcamu 6/6 mepanuu RpumMeHsams yunpogrokcayun** ¢ mabnemkax.
Lunpognokcayun™** npumensemcs makice npu KaHCoOolu OCMPOU PeCNUpPAmopHol UHpeKyuu u
obocmpenuu  Oponxonecouno2o npoyecca aeekou cmenenu)Ommoka! VICTOYHHK CCHUIKH He
HaligeH.,Ommoka! McTouyHHMK ccbIKH He HabigeH.,Ommoka! McToYHHMK CCBLJIKH He
HaligeH.,Ommoka! McTouyHHMK ccbIKH He HabigeH., Ommoka! McToYHHMK CCBLJIKH He
HaiieH., Omuoka! McToyHuK ccbUIkM He HaiijeH. OmmoOka! HMCTOYHUK CCHUIKM He
Haiigen., Ommoka! McTOYHHK CCHUIKM He HaimeHn.]. V oemeii mnadwe 5 nem naznauame
yunpoprokcayun™* no peuwienuio 8pauedHO20 KOHCUNUYMA 66UOY OMCYMCMBUS ATbIMEPHAMUBHO2O

ABII.

Crparerusi antuouornkorepanuu P. aeruginosa ungexuuu npu ML
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Opaaukanusa Pseudomonas aeruginosa npu nepBUYHOM BbICeBe

° [Ipu oTCyTCTBMM y MalMeHTa KIMHAYECKH 3HAUYUMBIX PECHUPATOPHBIX CHUMIITOMOB, IPH
MHUHUMAJIBHBIX ~ CTPYKTYPHBIX  HM3MEHEHUSAX B JIETKUX W TpPU  YCIOBUM  IPOBEIACHUS
0aKTEepPUOJIOTMYECKOTO MOHUTOPUHTA HE peXke 4-X pa3 B rojl peKOMEHIYETCS ITPOBEICHHUE OJTHOTO U3 2-
X PEKMMOB aHTHOAKTCPHAIBHOW TEpamuK C LEIbI0 3paaukanuu P. aeruginosa st yBeIHYCHHS
MPOJOJKUTEILHOCTA JKU3HH M TPOMUIAKTUKUA CHIDKEHUS (DYHKIMU JIETKHX JUIS BCEX BO3PAcTOB
narrentos [10, 11, 31]:

- WHTAIAIMU ToOpamunuHa** B Buae pactBopa 300 mMr X 2 paza B JIGHb WJIM B BHJIE KarcCys C
MOPOIIKOM JJISl MHTAJSIMNA (00€ JIekapcTBeHHBIE (POPMBI TPOTHUBOIIOKA3aHbI I AeTeil 10 6 net) 112
Mr X 2 pa3a B JaeHb B TeueHue 28 mHedt [OmmodOka! McToyHUK cchbuikM He HaljaeH.Oumulka!
Hctounnk ccplIKH He HaligeH., Ommoka! MUcTOYHHK CChLIKH He HalgeH.OmmoOka! Ucrounmk
CcChLIIKN He HalaeH. Ommoka! UcTOYHHK CcCBLIKH He HaiigeH. Ommoka! McTOYHHK CCBLJIKH He
HaiiieH.,Ommoka! Uctounuk cepliiku He HaiineH.] (YYP — A, Y1 — 2), Bo3MokHa KOMOUHALIHS C
umnpodaokcarmaoM**  (Tabm.13) B Teuenue 3-x Hemenb [OmmoOka! MCTOYHHK CCBLIKM He
HaligeH.,Ommoka! McTrouHMKk ccblIKH He HabigeH., Ommoka! McToYyHHMK CCBLJIKH He
HaligeH., Ommoka! McrouHnmk ccblIKH He HabigeH., OmmoOka! McToYyHHMK CCBLJIKH He
HaiigeH.,Ommoka! McToYyHHMK CCcbIKH He HabigeH. Ommuoka! McToYHHMK CCBLJIKH He
HaiiieH.,Ommoka! UcTOYHHK cChbUIKH He HaiiieH.,Ommoka! UCTOYHUK CCHUIKU He HaiileH. |.

(VYP - A, VUL - 2).

* WM
- KOMOWHaIUSI WHTAISAIMOHHOTO KonuctuMmetara HaTpus** (Immu. EJl x 2 pa3a B neHp y jaeteit
mitame 8-10 sger, 2 maH. EJl x 2 paza B nens y nanuentoB 8-10 ser u crapuie) (Juist nereit muaaiie 6
JIeT Ha3HAy4aTh M0 PeHIeHUI0 BpaueOHOoro koHcuinyma) [Ommoka! McToOUHHMK cCHUIKH He HaiijleH.] B
TeUCHHE 3-X MECSIeB B codeTaHuu ¢ numpodokcarmaom™* (tabdn.13) per oS m3 pacuera 30-40
MI/KI/CYTKM B JIBa Npuéma B TE€YEHHE OT 3 HEeJeNlb J0 3-X MECSIEB B 3aBUCMMOCTH OT BO3pacTa
[Ommoka! UcTouyHuK cchbLIkH He HaiaeH. Omuoka! MCTOYHHK CCHUIKH He HaiiaeH.,Ommoka!l

HcTounnk ccblIkH He HaiieH., Omuoka! McTOYHHK CCHIJIKM He HaljIeH. |.

e (YYP-C,¥YIA-5).
KommenTapum: 6 Hacmoswee epems OezonacHocmsv U IQ@eKmusHOCms  UHSATAYUOHHO2O
mobopamuyurna** doxazama y oemeil ¢ 6 mecaunoeo eo3pacma [Ouiuoka! HcmouyHUK cCbllKU He

Haiioen.].
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B cnyyae ucnonvzosanus umeanayuoHHo20 AHMUOUOMUKA 6Nepeble, NEpPeast UHeANAYUS OO0JHCHA
npo8ooumvcs nod 8paveduvim Habmooenuem. Ilpu nanuuuu serenuti 6ponxocnazma 3a 10-15 munym

00 uHeanAYuU credyem UcnoIb308amsb OPOHXOIUMUKU.

Yepes 7 — 14 Oueli nocne okonuyauus Kypca aHmuOAKmepuaibHou mepanuu HeobXooumo nposecmu
baxkmepuonocuyeckoe Ucciedo8anue MOKpomsl (21y00K020 opoghapuneeairvhoco maska [Ouiuokal
Hcmounuk ccotiku  He Hatiden.]) ons oyenku spghexmusnocmu  2paoukayuonHol mepanuu

[Owiuoka! Hemounuk ccvinku ne naitoen.).

YV  cmabunvueix nayuenmog ¢ 6Oonee maxcénvim  3a0601e8aHuem  1€2KUX  (MpU  HAAUYUU
cpopmuposasuiuxca 6POHX0IKMA308, AMeNeKma3ax, HUSKUMU QYHKYUOHATbHLIMU NOKA3AMENAMU), 6
OMCymcmeuu 00IANCHO20 6AKMEPUONIOSULECKO20 KOHmpoTis (pedice, yem 1 paz 6 3 mecsaya) 603MONCHO
uHUYUUpyrowee OnumeibHoe NpUMeHeHue UHeAIAYUll MoOPaAMUYUHA 6 HenpepbleHOM pedcume 00 3-6
Mecayes (no pewenuto nevaweco epada) [Ouwiuoka! Ucmounuk ccvlnku He HauideH.]. BozmoocHo
dobasnenue K mepanuu NepoparbHo20 yunpodrokcayuna 6 meyenue 3-4 nedenv [Ouiudkal

Hcemounuk cevliku ve naitoen.].

o [Ipu HaNMMUUK KIMHUYECKH 3HAYUMBIX PECTUPATOPHBIX CUMIITOMOB, IPU3HAKOB 000CTPEHUS
OpOHXO0JIEFOYHOTO MPOIIECCa, Y HEKOMIIAGHTHIX MAllMEHTOB PEKOMEHIOBaH I KypC BHYTPUBEHHOM
KOMOMHHPOBAHHOM (Ba Mpemnaparta) aHTUCHHETHOMHOM TEpaIuu ¢ IebI0 dpaJuKaluid BO30yIuTens
He menee 10 aueii [Ommoka! McToOYHMK cChLIIKHM He HalaeH., Omuoka! MCTOYHNK CCHIJIKH He
HaiiieH.,Ommoka! UcTOYHHK cchbUIKH He HaiiaeH.,Ommoka! UCTOYHHK CCHUIKU He HaiiIeH. |.
Tepanus BHyTpUBEHHBIM L1e()Ta3UIMMOM U TOOPaAMHUIIMHOM O0Jiee pacrpocTpaHeHa, YyeM KOMOUHaIUs
KapOareHeMa, pexe MpoBOAAT Teparu 100 BHYTPUBEHHBIM e Ta3uIUMOM, JIHOO0 KapOaneHeMOM
[Crowley S, Holgersen MG, Nielsen KG. Variation in treatment strategies for the eradication of Pseudomonas

aeruginosa in primary ciliary dyskinesia across European centers. Chron Respir Dis. 2019 Jan-
Dec;16:1479972318787919. doi: 10.1177/1479972318787919].

(VYYP -C, VIJI-5).

KommenTapuu: npeonoumenue omoaémcs xombunayuu yepmasuouma™* ¢ amunociuxozuoamu
(mobpamuyun** uru amuxayun**). B cnyvae couemanus P. aeruginosa co S. aureus pexomendyemcs
KomOuHayus meponenema™* ¢ mobpamyunom™* unu amuxayunom** (maon. 13) [Owuoka!

Hcemounuk cevliku ne naioen.].
Konmponw aghgpexmusnocmu maxoce noxasan wepes 7-14 Oneil nocie okoHuaHUus mepanuu.

HNurepmuTTHpyOIas U XpoHndeckast uHpexkuuu P. aeruginosa
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Ilpu unmepmummupyroweti ungexyuu P. aeruginosa 803MOMCHOCMb canayuu MOKPOMbl
nayuenmos ¢ I11]J] snauumenvHo @vlule, uem npu xpouuueckou. PEKOMEHI0BAaHO, €CIIU 3paJuKalis
P.aeruginosa nocne npoBefeHHOTO Kypca anTuOMOTHKOTEepanuu y nauuenta c¢ [11J] ne npousonuia u
y TMalHeHTa pa3BWIACh XpOHUYECKash CHHETHOWHas WHQEKUMs, Ha3HaYeHHe WHTAIAIMOHHON
MIPOTUBOCUHETHOMHOMN Tepanuu (ToOpaMuuH** (KarcyJssl ¢ HOPOLIKOM JIJIsl MHTANSIIIUNA, pacTBOP IS
VHTSIIAN) WM KOJMCTUMETAT HaTpus (pacTBop i uHraysnuil)) (tadn. 14) [Ommoka! Mcrounnk
CChLIIKM He HaliaeH.Ommoka! UCTOYHUK CCHUIKU He HaiieH. ).

YYP-C, YA -5).

KommenTapuu: nozgonsiem ymeHvuwums puck pazeumus o00CMpeHull OpOHX01e204H020 npoyeccd,
cmenenb  GbIPAICEHHOCMU — PeCNUpPAmMoOpPHLIX — NPOAGLEHUU,  COKPAMUmMb  YUCIO  KYPCO8
Mabnemupo8aHHol Ui 6HYMPUBEHHOU AHMUOAKMEPUATbHOU Mepnu U  YIyYuums HoKa3amenu
@yurkyuu eHewneco Ovixanus [Ouwiuoka! Hcmounuk ccviiku ne Haiioen.,Quiuoka! Hcmounuk
CCBLIKU He Haulden.].

Ta6auna 14. Cxema aHTHOAKTEpUAIBHON TEPANMK TPU XPOHUYECKOH CHHETHOWHOM NH(EKITNH
[Ommoka! UcTouHHMK cchbUIKH He HaiiieH.,Omuoka! McToYHMK CChUIKH He HalieH., Ommnoka!

HCTOYHUK CCHUIKH He Hali/IeH.].

WNuransuuu ToOpamuniuna®* B pactsope i unranauuii 300 mr wnu ToOpamunnHa™* B karcynax c
MOPOIIKOM Ui UHTamsAuui - 112 mr (4 karcyibl) 1BaX /bl B CYyTKM HHTEPMUTTUPYIOIIUMH Kypcamu 28
IHEW npuema, 28 nHel nmepepsiB, Bcero 6 KypcoB B roj (00e ekapcTBeHHbIE (hOPMBI
MIPOTUBONOKA3aHbl JETSIM JI0 6 JIET)

HJIN

pactBop ana unramsuuii Komuctumerar nHatpus™* 1-4 mmu. EJI/24 yac mocTossHHO WM Apyroit
QHTUOMOTHK B WHTASIUSAX TIOCTOSHHO BCEM JETSAM C XPOHUYECKOW KOJIOHU3AIMEW CHHETHOWHOM
MaJOYKH (MPOTUBOIIOKA3aH JIETAM JI0 6 JIET)

VY nanueHToB ¢ MPOrpeCcCUPYIOUINM CHIDKEHHEM (YHKIIMM JIETKUX U 4acThIX OOOCTPEHMSX, a TaKKe
IIpU HEJOCTaTOYHOM 3((PeKTe OT MHralsIIMOHHOW aHTHOAKTEpHAIbHOM Tepanmuu OCHOBHOM PEXHUM
Tepanuy BKJIIOYAeT: 2-X HEJIeNbHbIN KypC BHYTPUBEHHON aHTUMUKPOOHO Tepanuu KaxkJple 3 Mecsia

IIpenapamul o1 enympugennozo ggedenus’: Todpamunua™* 10 mr/kr wim Amukauua®* 20 mr/kr 1pa3
B AeHb Wi ToOpamutma™* 10-12 Mr/Kr B eHb (10 JOCTUKEHHS B CHIBOPOTKE KPOBU KOHIIEHTPALUU
1-2mkr/min) +Ledrazunum** 150-200 mr/kr B nens B/Buiam + Meponenem™* 60-120mr/kr/24uac B/B
WIM + Jpyrodl aHTUOMOTHK, AaKTHUBHBIA MPOTUB CHHETHOMHOW manmouku. [lpum KimHUYeckon
HECTaOMJIBHOCTH, B T.Y., NPH HPUCOCAMHEHUH OCTPOM pecHnupaTOpHOM HH(EKIMU: yBeTU4YeHUe
MPOJIOJDKUTENIBHOCTH KYpCOB B/B  aHTHOAKTEpUAIBHOW Tepamuu 10 3 HEA. W/HWIA COKpalleHue
UHTEPBAIOB MEXAy Kypcamu, wu/mian npueMm Lunpoduokcaumuna**/#Odnokcanuna**  20-
40MI/KT/CyTKM BHYTPb MEXJIYy KypcamMH B/B aHTHOAKTEpHAJbHOM Tepanuu, a Tak)Ke HeNpepbIBHAS
MHTSIIMOHHAs aHTUOAaKTepHuabHas Tepanus Kypcamu ToOpamunuua** u Konucrtumerara natpus™*
(06e nexapcTBeHHbIE (HOPMBI IPOTHBOIIOKA3aHbI IETSM 110 6 JIeT)

IIpumeudanue:
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# nmpUMEHEHHe Y eTel JIeKapCTBEHHOTO Ipenapara BHE 3aperUCTPHPOBAHHBIX B HHCTPYKIHHU JICKAPCTBEHHOI'O CPEACTBA
NIOKa3aHUH OCYIIECTBISETCS IO PELICHHI0 BpayeOHOH KOMHCCHH, C paspelieHus JIOKaJbHOrO 3THYECKOro KOMHUTETa
MEIUIMHCKOM OpraHu3aluu (IIpH HAJIMYMH), C YCJIOBHEM HOANHMCAHHOTO HH(GOPMHPOBAHHOI'O COTJIACHS POAMTENCH
(3aKOHHOTO TIpeACTaBUTENS) U peOCHKa B Bo3pacTe cTapiue 15 mer;

Tobpamunme™* (pactBop mist wHTaIsIHi), ToOpamMumuH** (Kamcyiasl ¢ MOpPOImIKOM A WHTamanuii), Komuctumerar
HaTpus (PacTBOP ISl HHTAJSINN) -TIPOTHBOMOKA3aHEI JETSIM 10 6 JIeT);

OduokcanyH — IPOTUBOIIOKa3aH AeTsM (10 18 1er);

[IpotuBomnokazanus aist octanbHbIX JIC — cM. Tabd.13.

KommenTapum :

Uccneoosanuil ucnonvzosanus unearayuouusvix aumubuomuxos npu I1L/[ ne nposoounrocs. Oonako,
oskempanoaupyss oneim  MB  no  uckopenenuio Pseudomonas aeruginosa [13] , npu  nepewix
npusnaxax pocma Pseudomonas aeruginosa ciedyem paccmompems — 803MONCHOCHb NPUMEHEHUs.
uneansiyuonno2o moopamuyuna (300 me nebynaiizepa 08a paza ¢ denv) 6 meuenue 28 ouetl .
Hneansyuonnwiil cenmamuyun (80 me npu s0vixanuu 08axcovl 6 0etb) MAKICE MONCHO PACCMOMPEMDb,
ecjiu jiederue mo6pamut;una HE€ 603MOJ4CHO.

Hccneoosanue UHANIAYUOHHO20 — JleHeHuss  2eHmamMuyuHom 6  meyeHue 12 mecayes
npooemorcmpupogaio 31% spaoukayuro y nayueHmos ¢ bponxosxmasamu 6e3 MB, unguyuposannwix

cuneenounou narouxou [8] , [14] .

B 43% wyemwmpos npu nepsom evidenenuu PA ucnonvzyiom komOumayuio nepopanvbHozo

uunpoqbﬂOKcauuHa U UHSATAIYUOHHO2O KoJucmumemama Hampus

B 51% wyenmpe npeonoumumenvhviM memooom neuenus xpouuueckot PA-ungexyuu sensemcs
uHZClJlﬂl{uOHHblﬁ Koaucmumemam HAmpusl.

Crowley S, Holgersen MG, Nielsen KG. Variation in treatment strategies for the eradication of
Pseudomonas aeruginosa in primary ciliary dyskinesia across European centers. Chron Respir
Dis.2019 Jan-Dec;16:1479972318787919.doi: 10.1177/14799723187879109.

B yenom pempocnexmusnoe uccredosanue spaduxayusu Pseudomonas y nayuenmos ¢

bponxosxkmazamu 6e3 MB, 6K0Ouas HeCKOIbKO Memoo08 dIPAOUKAUuoOHHoU mepanuu (6 / 6

aHmu6u0muKu, 6 / 6 niuioc nepopaibHbsle aumuoOUOmuxKuy u nepopaibHble niroc He6y]lal/73l/lp08aHHbl€
AHMUOUOMUKY) NPOOEMOHCMPUPOBANA YCHEUHYI0 NEPBOHAYANbHYI0 dpadurkayuio y 80% nayuenmos, ¢
nosmopuwvim unguyuposaruem y 11 uz 24 nayuenmos (6 cpeonem 6,2). mecsyes) [15]

Tepanuﬂ C nomowvbio YurKiuveckux ujiu noCmoAHHbIX UHSAJIYUOHHBIX UMU  NepopalbHblx
anmubUoOmuKos mooicem Ovimo 6ApUAHNMOM J1eYeHUsl 'y nayueHnioe C YMEPEHHbIM U NMANCETIbIM
3abo01e6anuem JleeKUux, Komopbvle He oaiom pesyibmamos 3pa()m<a14uu, COXpAaHAOmM pecnupamopHbsle
cumnmomst. Crowley S, Holgersen MG, Nielsen KG. Variation in treatment strategies for the
eradication of Pseudomonas aeruginosa in primary ciliary dyskinesia across European centers. Chron
Respir Dis.2019 Jan-Dec;16:1479972318787919.doi: 10.1177/1479972318787919.
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https://www.sciencedirect.com/topics/medicine-and-dentistry/tobramycin
https://www.sciencedirect.com/topics/medicine-and-dentistry/gentamicin
https://www.sciencedirect.com/science/article/pii/S152605421500113X#bib0350
https://www.sciencedirect.com/science/article/pii/S152605421500113X#bib0380
https://www.sciencedirect.com/topics/medicine-and-dentistry/eradication-therapy
https://www.sciencedirect.com/science/article/pii/S152605421500113X#bib0385

IIpu TIL]J] neobxoo0umwvl OanvHeliwue NPOCNEeKmMusHvle UCCAe008AHUs, UMOObl yuule Onpeoeiums

onmumaibHoe UCNoIb306AHUE UHSATIAYUOHHbBIX AHMUOUOMUKOB.

3.1.4.5 AuTuGakTepuajbHas Tepanus MUKOOAKTepH03a

Mukobaxmepuos necKux Xapakmepuzyemcs HAIuduem KIUHUYECKUX U/Unu pPeHmeeHOI02UYeCKUX
nposeierull 3a001e8anUs ¢ 00A3aMeNbHOU MUKPOOUOIO2UYECKOU UOeHMUpuUKayuell HemyoepKy1e3HbIX
muxodoaxkmepuii (HTMB).
Jluacnocmuyecku 3HaAUUMBIMU MUKPOOUONOSUYECKUMU KPUMEPUAMU MUKODAKMEPUO3a AGIAIOMCA.!
NONOJCUMENbHBIU  pe3yIbmam Ha Haaudue Kuciomoycmouuugvlx muxkooaxkmepui (KVYM) npu
MUKpockonuu npenapamog ¢ okpackot no L{unmo-Hunvceny unu aromMunecyeHmHulMu Kpacumensmu,
oonapyacenue JJHK HTME memooom I[P, nmanuuue pocma HTMB na numamenvhvix cpedax u
noomeepxcoeHue 00HO20 U MO20 Jice 6Uda Muxobaxmepuu, KaxK MUHUMYM U3 08YX 00pa3yos
OUACHOCMUYECKO20 MAmepuand, Hauudue pesyibmama mecma J1eKapCmeeHHou Yy8cmeumenbHOCmu
HTMb [1, 2, 3, 4].
YYP-A, YOI -2).
KommenTapuu: npuopumemnvim aeisemcs noomeepicoeHue/ucKiioueHue Hanudus HemyoepKyie3Hbix
MUxKobakmepuii 6 OUASHOCMUYECKOM Mamepuane Memooamu ¢ MAKCUMATbHOU OOCHYNHOU
YY8CMEUMENbHOCMbIO U cCheyuguunocmovio. Ymodbl MUHUMUIUPOBAMb BEPOSMHOCIb PACXOHCOCHUS 8
pe3yIbmamax, noiyYeHHbIX PA3ZHbIMU MemoOamMU, KOMNIEKCHOe UCCIe008aHUe O0NHCHO NPOBOOUMbCSL
U3 00HOU NPobbl OuazHocmuyecko2o mamepuana. Ilpu omcymcemeuu MOKpoOmsl Ul HEBO3MONCHOCHU
cobpamb MoKkpomy (8o3pacm pebeHKa), MOo2ym Ucciedo8amuvcs opyeue 6udvl OUACHOCMUYECKUX
Mamepuanos (CMvlé ¢ pOmMo2IOMKU, NPOMbIEHbIE 800bl OPOHX08, ACNUPAYUOHHBIN Mamepuan, bpaui-
ouonmam)
B cnyuae obuapyocenus HTMB 6 Ouachocmuyeckom mamepuane HeoOXo0UMA KOHCYIbMAYUs
cneyuanucma no MuKobakKmepuozam ¢ Yeavblo HA3HAYEHUsl CXemMbl Npenapamos u onpeoeneHus
OIUMeNbHOCMU e eHUsL.
J PekoMenayercss mpu Ha3HAuU€HUU JIEYEHHUS NAIlMEHTaM C MHKOOAKTEepHO30M MPHUMEHSThH
MepCOHAIM3UPOBAHHBIN MTOAX0 ¢ yueToMm [1, 6,7, 8,9, 10, 11, 12, 13]:

O TecCTa Ha JIEKapCTBEHHYIO 4yBCTBUTENbHOCT, HTMD;

O MAaCCHUBHOCTHU U JITUTEIBHOCTH 0aKTEPUOBBIACICHUS;

O CONYTCTBYIOUIMX  3a00JieBaHUM, SIBISIFOIIMXCS  MPOTHBOINOKAa3aHMEM K  Ha3HAYCHUIO

onpeneneHHbix rpynmn ABII;
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O BBIPAKEHHOCTH KIMHUYECKUX NPOSBICHUM (JIUXOpajaka, Kalledb C MOKPOTOM, OJbIIIKa,
KpOBOXapKaHbe U JIp.);
O PEHTICHOJIOTUYECKUX W3MEHEHHMH (ouard, WHQWIBTPATUBHBIE M3MEHEHHs, MOJOCTH pacmaja
JIETOYHOM TKaHHN);
o mnepenocumoctu ABII.
YYP-C, YA -5).
KommMmenTapuii:  Aumubaxkmepuanvhvle  npenapamsi,  NpUMeHseMble V — NAYUEHMO8  C
Mmukobakmepuozom, evizsannvim Micobacterium avium complex (MAC) u Mycobacterium abscessus
complex (MABSC) npeocmasnenst 6 mabauye ... , a sHauumvle nobouHbIE IPPeKnmbl U Memoobl ux
KOHMPOJIsL ONUCAHblL 8 mabauye
Aumubakxmepuanvhvle npenapamsl HAHAYAIOM 8 MAKCUMAIbHLIX MEPAnesmudeckux 003ax,
COOMBEemMCmMBYIOWUX 803pACmy U Macce meia pedOeHKa.
Jleuenue npoeooumcs 6 2 paszvi:
uHmeHcusHas aza — HanpaseneHa Ha JAUKGUOAYUI0 KIUHUYECKUX NpOseleHull 3a0oneeanusl,
MaxkcumanvHoe eo30eticmeue Ha nonyasayuro HTMBE ¢ yenvio npekpawjenus pasmHOMCeHUs
MUuxKobakmepuii U NpeoOmMepauieHUs pazeumus JNeKApCMEeHHOU YCMOUYUBOCMU, pPACCACLIBAHUE
0UA208bIX U UHPUIbMPAMUBHBIX USMEHEHUL, 3aKpblmue NOI0Cmell pacnaod 8 1e2KuXx;
Gaza npooondicenus — HaNPasIeHa Ha NOOAGIeHUe COXPAHAIOWENCS. MUKODAKMEPUATbHOU NONYIAYUL,
obecneuusaem oOanbHeliulee yMeHbUleHUe GOCHANUMENbHbIX UBMEHEHULl, d MAaKxice 80CCMAHOGIeHUe
DYHKYUOHANHBIX B03MONCHOCIEN OP2AHUMAL.
. Pexomenayercst kputepueM dJ(PQPEKTUBHOTO JIEUCHHMs] MHUKOOAKTEpPHO3a U 3aBEpIICHUS
WHTCHCUBHOM (Da3bl CUNTATh OTCYTCTBHE POCTa MUKOOAKTEPHIA HAa TUTATEILHBIX Cpeax HE MEHEe YeM
B TpeX IOCJEN0BaTEeNbHO (C MHTEpBAJIOM | Mecsll) B3sAThIX 00paslax AMAarHOCTUYECKOro MaTepuaia
(MOKpOTa, CMBIB C POTOTJIOTKH) [4, 5, 6].
o PexoMenayercs B a3y npo1o/KeHUs JIEYEHNUST MUKPOOHOJIOTHYECKOE UCCIIeI0BaHUE
JIMAarHOCTUYECKOTO MaTepHasia MPOBOJAUTH C MHTEPBAIIOM 2 MeC. 10 OKOHYaHUs JiedeHus [4, 5, 6].
YYP-C,¥A1-5).
Kommenrapmii: [locre 3asepuwienus Jneuenus MUKoOAKmepuosa pekomeHOyemcs NnoCmMOsSHHOe
HaOnooenue 3a COCMOSIHUEM nayuenma u pecyiapHoe, He pexce uem pas 6 0 mecayes
MUKpobOuono2uyeckoe uccieoosanue Ha Hamuuue unu omcymcmeue HTMDB 6 ouacnocmuueckom
mamepuane [4, 5, 6].
Peyuous muxobaxmepuoza — noseneHue KIUHUYECKUX U/UTU PEHMEHON0SUYEeCKUX NPOSAGIEeHULL
3a601€8aHUA 8 COYEMAHUU C NOTOHCUMETLHBIMU PE3VIbMAMAMU MUKPOOUOTIO2UYECKO20 UCCIe008AHUSL

ouaenocmuyecko2o mamepuana va HTMBP.
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B cnyuae peyuousa muxobaxmepuosa pekomenoyemcs nogmopHoe npogederue ie4eHus.

He pexomendyemcs cuumams peyuougom Muxobaxmepuoza — OOHapyiceHue 6 OuUacHOCMU4ecKom

mamepuane HTMB,
sabonesanus [11, 12].
YYP-C, Y1 -5).

KommenTapum:

npu omcymcmeuu KIUHUYECKUX u/unu PERMCEHONI0CUHECKUX npO}l@ﬂeHuﬁ

npuHAmMue peulerus o j1ederHuu ocmaenics mpyénbm, cyulecmeyent 3HavumelbHas H€0l’lp€()€ﬂ€HHOCWIb

6 OniHouteHuu I’lOWl@Hl/ﬂ/lafleOIZ nob3bl mepanuu U pPUCKO8 pda3euniusi nobouHbIX peam;uﬁ om

npoeedenus Onumenvrol anmumuxpodnou mepanuu [11, 12, 15].

Tabauuna . AuTHOaKTEepHANBHBIC TpenapaThl, MPUMEHIEMbIC y MAIUEHTOB C MHUKOOAKTEPHO30M,
BBI3BaHHBIM Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC)
[5. 6]
IAHTHOAKepHAJIbHBII Npenapar Cyrounas no3a nis | Cyrounas go3a (Cnocod KpaTHocTh
mereii 1151 B3POCJIBIX  [BBE/ICHHUS BBeICHHSI
H#AMUKanue* * Jletsam: 15-25 mr/xkr |15 mr/kr B/ 1
[Moapoctkam: 15-25
Mr/kr MakcumalbpHas
imo3a: 1000 mr
H#AMuKanuy** 250-500 mr 250-500 mr WuransuyonHo |2
#AznTpoMunuH** Mersim: 10-12 mr/kr  [250-500 mMr BuyTps 1
IlonpocTkam:
IMO3UpOBKa ISt
B3pOCIIBIX
MakcumanbHas
imo3upoBka: 500 mr
#lledoxcurra 150 200 mr/kr B/B 3-4
MT/KT(MaKCUMaJIbHasl  ((MaKCUMaJTbHAS
imo3a — 12 1//1eHn) imo3a — 12 1/neHn)
#KmapurpoMumua** 7,5 Mr/Kr 500 M BryTph 2
(MakcUManbHast 103a —
500 mr)
He pexomernnyetcs  |5S00 mr B/B 2
#Ko-tpumokcasoin [cynbhamerokcazon +  [10-20 mr/kr (o 1920 mr BryTpH 2
TpuMeTOnpuM]** TPUMETOIIPUMY) B/B 2
#OtamOyTOI** nersim: 15 Mr/kr 15 mr/kr BuyTph 1
noapocTKaM: 15 mr/kr
#munenem+[unacraTun]** Pacuer 10361 IO IPacuer n03b1 0 [B/B 2-3
MMHUTICHEMY: MMHIICHEMY:
ITpu macce Tema no 40 [[larueHTHI C
kr — 60-120 Mr/kr Maccoi Tena
(MakcuManbHas 1o3a —>50kr:
2000 mr), 2-2,25r (1rx2p/mH
i 750 Mr x
3p/nH)
[TarreHTs! ¢
Maccol Tena
50kr — 30 Mr/KT
(15 mr/xr x
2p/mH)
#Jluaesomm** 12 jret: 10 Mr/kr 600 -1200 mr BryTph 1-2
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12 ner u crapue: 10
MT/KT (MaKCHMaJTbHas
imo3a- 600 mr)

12 met: 10 mr/kr 12 600 — 1200 Mr  [B/B 1-2
et u crape: 10
MT/KT (MaKCHUMaJTbHas
imo3a- 600 mr)

H#Mokcugmokcara** 7,5-10 mr/kT 400 mr BuyTpn 1
(MakcuMaJTbHAS 032 —

400 Mr B 1eHb)

7,5-10 mr/ 400 mr B/B 1
(MakcUManbHast 103a —
400 Mr B 1eHb)

H#MUHOLMKINH 2 Mr/kr 100 mMr BuyTps 1-2
(MakcUManbHast 103a —
200 mr)

#ITOKCUITUKIIHH**
(mpoTUBOIIOKa3aH AETSIM 10 8 JIeT)

12 net ¢ maccoii Tena 200 Mr BryTpb 2
50kr: 4mr/kr
12 ner u crapue: 200

MT
# Pucdamrmimma™** 10-20 mr/kr 50kr 450 mr  BHYTpB 1
(MaxcumanbHas no3a — [>50 xr 600 mr
600 mr)
#PudalOyTua** 5-10 mr/kr 150-300 BuyTpn 1
(MakcumanbHas no3a — (150 mr, eciau
300 mr) MarueHT
MPUHUMAET
CUJIbHBIN
MHTUOUTOP
m3odepmenTa
CYP3A4 450-
600 M, ecmn
MarueHT
MPUHUMAET
CUITbHBIHN
CTHMYJIATOP
CYP3A4
#CTpenroMunuH** 20-40 mr/ 15 Mr/xr B/ 1
(MakcuManbHast 103a —|(MakcumaibHas  [B/M
1000 mr) imo3a — 1000 mr)
HTurenukIue** 8-11 net: 1,2 Mr/kr 100 mr B/B 2
(MaxcuManpHas J103a
50 mMr) 12 et u
cTaplie: yJaapHas 103a
- 100 mr, 3aTeM — 50
MT
IIpumeyanue:

#lIpumenenue J1eKAPCMEEHHO20 NPENApAmMa 6He 3aAPeSUCMPUPOBAHHBIX 6 UHCMPYKYUU JeKAPCMBEHHO20
cpedcmea NOKA3aHull NPOU38OOUMCs NO  peuleHur0 6pavebHou Komuccuu ¢ paspeutenusi JlokanbHozo
IMUYECKO20 KOMUMEmMAd MeOUYUHCKOU Opeanu3ayuy (Apu  HAIUYuu), npu  HAIUYUU  NOORUCAHHOZ0
UHGOPMUPOBANHO20 co2nacusi pooumeiell (3aKOHHbIX npedcmasumeneii) u pebenka 6 eospacme cmapuie 15
nem.

Bce mnpenapamwi, npumensemvie npu Micobacterium avium complex (MAC) u Mycobacterium abscessus
complex (MABSC) nasznauaromes ene uncmpyxyuu (off-label) no orcusnennvin noxasanusim.
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Bospacmnvle oecpanuuenus ykazanvl 6 003uposkax O0as Oemell, OUANA30H O03UPOBOK NPeOCmasieH 8

coomeemcmeuu C uHcmpyKuueﬁ K mnpenapanity, pacdem npueo@umc;l 6 coomeemcmeuu ¢

pexomenoayusmu POD «Tybeprynes y oemetly, 2020 2. [5, 6].

Tabauna . IloOGouHble peakuu
KOHTpoJia [5, 6]

Knunuuecxumu

AaHTUOAKTEPHATIbHBIX TPENapaToB U PEKOMEHAYEMBIE METObI

[Ipenapar YacTsie moOOIHBIC/ TOKCHYECKHAE | METOIBI KOHTPOJIS
JIEUCTBUA
#Amukara** [Todeuynast TOKCHYHOCTB [IpoBepka KOHIIEHTpauK
AMHKALIMHA B KPOBH'
ITpoBepka KOHLIEHTpALIMT
KpEaTUHHHA B KPOBU
[IpoBepka cUMOTOMATHKH,
0 [lepBuunoe obcnenoBanme,
TOTOKCUYHOCTH (3BOH B yIIIax
OTOKC OCTE (3BOH B YIIaX, pOBeJCHNE IEPUOIUISCKUX
MOTepsI CITyXa Ha BRICOKHX
ayImorpamMm
JacTOTax)
#AsuTpoMUIIMH* * TomHoTa, pBOTA, TUAPES [IpoBepka CUMITOMATUKHI
OTOTOKCHYHOCTH [IpoBepka CUMIITOMATHKH,
ayJOTpaMMBI
CHUHIIpOM YAJIMHEHHOTO
unrepBaia QT OKT
#Kmaputpomurma™ * l'ematut [lewenounbie IPOOHI
HckaxeHue BKyCOBBIX IIpoBepka CUMNTOMATHKHU
OUIYILEHUI
3aMeUIeHHBINA TeYEHOYHBIN
MeTabonn3M pudadyTrHa IIpoBepka CUMITOMATHKH
#llepoxcutrun Jluxopazka, cbliib [IpoBepka cuMOTOMAaTUKHU

DozuHO(UIHNS, aHEMUS,
NIeHKOTIeHHS, TPOMOOIIMTOTICHHUS

Wntepdepennus ¢ apyrumu
NpOOHPHBIMU aHATTM3AMH VIS
W3MEpEeHUs KpeaTHHIHA
CBIBOPOTKH KPOBHU

OO0l KITMHUYECKUI aHaIn3
KpPOBH

Ucnonb3oBatk npyrue
aHaJTN3bI

#Ko-TpumMoxkcazon

TomHoTAa, pBOTA, ANApES

HpOBepKa CHUMIITOMAaTHUKHU

(CynbshameTokcazont

TpuMeTonmpM)** AHemus, neiikoneHus, OOuMii KITMHUYECKUH aHaATTN3
TPOMOOLIUTOIICHUS KpOBH
JIuxopanka, cblllb, CHHAPOM IIpoBepka CUMNTOMATHKHU
CtuseHca-/[»xoHcoHa

#OTamMOyTOI** HespuT 3puTensHOTO HEpBa [MpoBepka cCUMITOMATHKH

(moTepst LBETOBOTO
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[Mepudepuyeckast HeBpomaTus

3pEHHUS/OCTPOTHI 3PEHHS)

[lepBuunoe obOcienoBanue U
MIPOBE/ICHHUE MEPUOMYCCKUX
TECTOB JUIsI TPOBEPKU
I[BETOBOTO 3PEHUS 1 OCTPOTHI
3peHns’

3akimoueHue odrampMoora
MPY BO3HUKHOBEHUH
CUMIITOMOB

[IpoBepka CUMNITOMATHKH;
KCCTIEA0OBAHNE MMPOBOIUMOCTH
HEPBOB

#MmuneneM-+umwiactaTug* *

I'enatur

[leueHouHbIe TPOOBI

#MmuneneM-+upiactaTiy **
(mpomomxeHue Kypea)

TowHoTa, pBOTA, AUAPES

[IpoBepka cUMOTOMATHKHU

#JIuneszomug** Anemus, JeHKOIIEHN, OO KITMHUYECKUI aHAIN3
TPOMOOLIUTOICHUS KpPOBHU
[lepudepuyeckast HeBpomaTus
IIposepka
CUMIITOMATHKH/KINHIYECKAs
OIIEHKA/3TIEKTPOPU3NOIOTHS
Hespur 3purensHoro Hepsa IIpoBepka CUMNTOMATHKHU
(oTepst LIBETOBOT'O 3pEHHUS U
OCTPOTBHI 3PEHU)
[lepBuuHOE 00CIEHOBAHKE U
MPOBeEHHE NEPUOINUECKUX
TECTOB IS IPOBEPKU
LIBETOBOTO 3PEHUS U OCTPOTHI
3peHus
3akimovyeHue oQTaabMoIiora
[IPY BO3HUKHOBEHUH
CUMIITOMOB
#Moxkcudmoxcarua™** TowHoTa, pBOTA, AUAPES [IpoBepka cuMOTOMAaTUKHU
Becconnma, 6ecrmokoicTRo, IIpoBepka CUMNOTOMAaTHKHU
TPEBOXKHOE PacCTPOICTBO
TenguaUT
[IpoBepka cUMNITOMATUKU
CBeTOYYBCTBUTEIBHOCTh
[IpoBepka cUMNITOMATUKU
CuHApOM yATMHEHHOTO
nHTepBana QT OKT
#MUHOIMKINH CBeTOYYBCTBHTEIEHOCTh [MpoBepka cCUMITOMATHKH
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TourHoTa, pBOTA, ANApES
['onoBokpyxeHue

IlurmenTanusa Koxu

[TpoBepka CUMIITOMATHKH
[IpoBepka cuMnTOMAaTUKU

Kimanueckast onienka

#Pudammuuuu** u #pudadytun**

OpanxeBoe OKpallIuBaHUE
OHMOJIOTUYECKUX JKUIKOCTEH
(BO3MOXKHOE OKpaIInBaHNE
KOHTAKTHBIX JIMH3)

I'enatur
TowmHoTa, pBOTa, IUApEs
Jlmxopanaka, 03HO0

TpomboruToneHus

IToueunas HeqOCTATOYHOCTH
(pudpamnuyn)

Y CKOpEHHBIH MOYEUHBII
METa00JIM3M MHOTOUYHCIICHHBIX
JIEKapCTB

[IpoBepka cuMnTOMaTUKU

[Teuenounbie TPOOHI
[TpoBepka cUMITOMATHKH
[IpoBepka cUMOTOMATUKHU

OO0l KITMHUYECKUI aHaIn3
KpPOBH

AHanusbl KpOBU

Koppexkuus 103UpoBKH IpyTrux
JIEKapCTB/YpOBHS B
CBIBOPOTKE, IPH HATTMYHH
TaKOBBIX

#Pudabytun™* JlelixoneHus OOumii KITMHUYECKUH aHaTN3
KpPOBH
[lepennuii yeut (nipu
COYETaHUH C IIpoBepka cUMIITOMATHKH
KJIAPUTPOMHULITHOM)
I'punnosHble CHMITOMBI,
IIOJIMAPTPANTHs, MONMAMHAITHsi | 11POBEPKA CHMIITOMATHKH
#CrpenroMunua™** [loyeuHast TOKCHYHOCTD Perynsipabie NpOBEPKH YPOBHS
CTPENTOMHLIMHA B CBIBOPOTKE
KpOBH
PerynsipHble IpOBEPKH YPOBHS
KpeaTHHHHA B CHIBOPOTKE
KpPOBH
TOTOKCHYHOCTH (3BOH B yIIax
OTOTOKCHIHOCTE (3BOH B YINaX, [IpoBepka CUMIITOMATHUKH,
MOTeps CITyXa Ha BRICOKHUX
4acToTax) [lepBuuHoe obcnenoBaHme,
MIPOBEJICHNE MEPHOANUECKUX
ayImorpamMm
#Turenuxnun** TomHoTa, pBOTA, ANApES IIpoBepka cUMIITOMATHKH

ITankpearur

[IpoBepka KOHLIEHTpALIMU
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FI/IHOHPOTCI/IHGMI/IH aMuJIa3bl B CBIBOPOTKE KpOBI/I3

[IpoBepka KOHIIEHTpALIUH

aIbOyMUHA B CBIBOPOTKE
bunupybunemus KPOBH

[IpoBepka KOHIIEHTpAIUU
OmnupyOnHAa B CHIBOPOTKE
KpPOBH

!l momydeHHs MaKCHMANBHOTO YpoBHS B 20-30 (/M1 1 MEHMMAJIBHOTO YPOBHS <5-10 pr/miL.
’[Ipu mpreMe 25 MI/KT/IIeHb HEOOXOLMMO IPOXOIHTH CKEMECSIHBIC OCMOTPEL
%Y M1l ¢ TOYEUHO# JOCTATOUHOCTHIO

3.1.4.5.1 AuTnéaKkTepuaIbHasi Tepanusi MUKOOAKTEepHO03a, BbI3BaHHOro M. abscessus complex

. Pexomen1oBaHO Mar@eHTaM ¢ MUKOOAKTEpPHO30M, BBI3BAHHBIM IMPEICTaBUTEIIME M.abscessus
complex mpoBoIUTH ABYX(a3zHoe JiedeHne — (aza MHTEHCHBHOTO JICUCHUs JOJDKHA CMEHATHCS (a3oit
npoJouKeHus nedenus [1, 2, 6, 11] (tabnuua ).

(YYP - A, VIJI - 5).

Taoauna ....

®A3bl JEYEHUS

MHTEHCHUBHAS MMPOAOJIKEHUSA
a3UTPOMUIIUH
AMWKALIHH A3UTPOMUIIUH
aMUKaIliH
TUTCIUKINH MHHOLIKITHE
[MMHUTIEHEM+TIUITACTATHH |
[1ieokcuTHH] [MokcudmokcaryuH |
[muHe30mM ]
*

JIIUTCIIBHOCTD Ka)I(,Z[Oﬁ (1)33131 n xonmdyectBo ABII B cxeme OMpeACIAOTCA UHAUBUAYAJIBHO C YUCTOM
KHHHH‘ICCKOﬁ, peHTFeHOJ’IOFH‘IeCKOfI nu MHKpO6HOHOFH‘{€CKOﬁ JUHaAaMHKHN 33.6OJ'16B3.HI/I$I;

B KBaJIpaTHbIX CKOOKax YKa3aHbl IperapaThbl, KOTOPbIC MOXHO HUCIIOJIB30BAThH B CIIy4ac pE3UCTCHTHOCTH HTMBb
K aQSUTPOMUIIMHY, aMUKAIIUHY, TUTCUUKIIMHY, MUHOLMKIINHY.

KommenTapun:

— UWHTEHCHBHas ¢aza JOJDKHA BKIIOYATh €XenHeBHBIM mpueM Tpex ABIl, uto ompenensercs
pe3ynbTaTaMu TecTOB Ha yyBcTBUTeNbHOCTh HTMbB k anTHOHOTHKAM

— (aza IpoAOIIKEHNUS JeUEHUS T0JKHA BKIIOYaTh €KeAHEBHBINA TprueM MUHUMYM IBYX ABII

— MpU HEOOXOMMOCTH MPOIJICHNS Ha3HAUEHHS aMUKallmHa 0oJiee TpeX MeCsIeB, BO3MOKHO
Ha3HAYCHHUE €r0 B MHTAAIMSIX (JIeKapcTBeHHAs popMa Uit uHbeKimii) [14].

. Kareropuuecku He peKOMEHIyeTCsl MPUMEHEHHE MOHOTEpAnuu JH00bIM aHTHOAKTEPHATBLHBIM
MpernapaToM IpH JIEYEHUH MHKOOAKTepHo3a, C LEJIbI0 MPEeIOTBPALECHUS Pa3BUTUS PE3UCTEHTHOCTH
HTMb [1,2,6,7,8, 11].

(YYP - C, VIJI - 5).
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KommenTapun:

JmuTenbHOCTh (a3bl MPOAOJKEHHsS] 3aBUCUT OT KJIMHUYECKOM M PEHTIeHOJIOTMYEeCKON JAMHAMHUKHU
(crabunm3anysi pPEHTIeHOJOIMYECKOW KapTUHBI IIPU CPAaBHEHMM pe3yJbTaToB uepe3 3 Mecsua
JICUYEHHUS).

(YYP - C, YL -5).

3.1.4.5.2 AuTubOaKkTepUaJbHasA Tepanusi MUK00aKTepuo30B, Bbi3BaHHLIX MAC (Mycobacterium
avium complex)

PexoMennoBaHo namnueHtaM ¢ MuKoOakTepruo3om, BbizBaHHBIM MAC (Mycobacterium avium
complex) mpoBoauTh AByX(haszHoe JeueHre — (pa3a HHTCHCUBHOTO JICUCHUS JIOJDKHA CMEHATHCS (pa3oi

poaospKeHus jeuenus [1, 2, 6, 11] (tabnuna )

Tab6auuna .....
®A3bl JIEYEHUS
HUHTEHCHUBHAS MMPOAOJIKEHUSA

a3UTPOMUIIUH A3UTPOMUIIUH

aMUKaIuH aMUKaIiH

pudammuuH pudammuuH

3TaMOyTOI 3TamMOyTON

[MoKcHbIOKCAIHH] [MokcupIoKCaIyH]

* JIIUTCIIBHOCTD Ka)K,Z[Oﬁ (1)33131 n xonmdyectBo ABII B cxeme OMpeACIAOTCA UHAUBUAYAJIBHO C YYCTOM

KIIMHUYECKO, PEHTI€HOJIOTNYEeCKOM U MUKPOOHOJIOTHYECKOM ANHAMHUKH 3a00JI€BaHMS;
B KBaJIpaTHBIX CKOOKax yKa3aH Mpernapar, KOTOpbIH MOKHO HCIIOJIb30BaTh B ciydae pesucreHTHocTn HTMB k

BbIIIICTICPCUYNCIICHHBIM npenapaTaM;

KomMmeHTapmii: B ciydyae ¢ 4YyBCTBUTENIBHOW K #KIAPUTPOMUIMHY (OPMON TMOpaXKeHUs JETKUX
HTMb rpynnet MAC peKkOMEHIOBaHO MPHUMEHSTH JIEKAPCTBEHHYIO CXEMY JIEUEHHS Ha OCHOBE
©KEIHEBHOTO  MEpOpajbHOrO  IMpHEeMa  Makpoiuaa  (MPeIrnoyYTUTENbHO  #a3UTPOMHUIMHA),
#pudamnuuuna u #rrambyrona [1, 2,6, 11, 12].

WHTEHCUBHas ¢a3za JODKHA BKIIOYATh  ©XKETHEBHBIM  MEpPOpaNbHBI  MpUEeM  MaKpoJIuaa
(mpennouTHTENHHO #a3UTPOMUIIMHA) B COYETAaHUU C #aMUKAI[MHOM BHYTPUBEHHO/BHYTPUMBIILIEUHO HA
npoTsbkeHun 3-12 Henmenmb, a TakKe OJIHOTO WJIM HECKOJIBKUX W3 CIEAYIOUIUMX MPEenaparoB:
pubaMnuuH, 3TaMOyTOJ, MOKCH(IIOKCAIMH.

. Kareropudeckn He pEeKOMEHAYETCs] MPUMEHEHHE MOHOTEpANUH JIOOBIM aHTHOAKTEPHATBLHBIM
IpernapaToM IpH JeYeHUH MUuKoOakTeprno3oB rpynnel MAC ¢ nenbio NpodMIaKTHKU Pa3BUTH
pesuctentHoctu [1, 2,6, 11, 12].

YYP -C, Y11 -5).
KommenTapun:
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JnmuTenbHOCTh (a3bl MPOAOKEHHsS] 3aBUCUT OT KJIMHUYECKOM M PEHTIEHOJIOTMYECKON AMHAMHUKHU
(craOunuzaiusi PEHTTEHOJIOTMYECKON KapTHUHBI TPU CPAaBHEHHHM pE3yJlbTaTOB uepe3 3 Mecsla
JICUEHHUS).

(VYYP - C, VII -5).

1. Griffith, D.E. An official ATS/IDSA statement. diagnosis, treatment, and prevention of
nontuberculous mycobacterial diseases / D.E.Griffith, T.Aksamit, B.A. Brown-Elliott, A.Catanzaro,
C.Daley, F.Gordin, S.M. Holland, R.Horsburgh, G.Huitt, M.F.lademarco, M.Iseman, K.Olivier,
S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop // J. Resp. Crit. Care Med. — 2007. — Vol.
175 (4). — P. 367-416.

2. Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher,
T.Gorsuch, I.F.Laurenson, A.Leitch, M.R.Loebinger, H.J.Milburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. iil-
1164,

3. OegepanbHble KIMHUYECKHE PEKOMEHIALMU IO OpraHU3alluy ¥ MPOBEACHUIO MUKPOOHOIOTHYECKON
Y MOJICKYJIIPHO-TEHETUUECKON TUAarHOCTUKHU TyOepkyne3a. — M., 2014 r. — 29 c.

4. Ilpuka3z MunznpaBa P® ot 21.03.2003 Ne 109 «O coBepiieHCTBOBAHUU MPOTHBOTYOEPKYIE3HBIX
meponpusitiii B Poccuiickoit ®enepanumy». (Ilpunoxenune 11) MHCTpyKIUsS no yHHPHUIMPOBAHHBIM
METOJIaM MHUKpPOOMOJIOTMYECKUX HCCIECOBAHUI TpPU BBISBICHUHM, JUArHOCTUKE W JICYCHUU
TyOepKyIesa.

5. Kinuanueckue pekomenaauuu «Tybepkynes y aereii». POD, 2020. — 53 c.

6. CornacoBaHHbIE peKOMEHIANA AMEpPUKAHCKOTO (hOHIA KUCTO3HOTO (hrnOpo3a (MYKOBUCIHI032) U
EBpormeiickoro o6miectBa KucTo3HOro (ubpo3a mo JeYeHUI0 MHKOOAaKTepuo3a Y MAalUeHTOB C
KuCTO3HBIM (pubposzom. C-I16.: brnarorBopurenbubii ¢oun «OctpoBay, 2017 1. — 32c. Pemakrop
nepeBona H.}O.Kammpckas. ISBN 978-5-9906416-6-2

7. lImenes E.W., KoameBckas M.H., Opremo A.D., Yepnoycoa JIL.H., JlapumonoBa E.E.
MuK0OaKTepro3bl B MpPaKTHKE Bpaya-myiabMoHosiora: CocrostHue mpobaembr / IlpakTuyeckas
nyiaemononorus. 2016. Ne 3. C. 37-43.

8. L. Mdiz, R. Girdn, C. Olveira, M. Vendrell, R. Nieto, M. A. Martinez-Garcia Prevalence and

factors associated with nontuberculous mycobacteria in non-cystic fibrosis bronchiectasis: a
multicenter observational study /BMC Infect Dis. 2016; 16(1): 437. doi: 10.1186/s12879-016-1774-x

9. Timothy J Ford, Robyn A Silcock, Steven M Holland Overview of nontuberculous mycobacterial
disease in children J Paediatr Child Health. 2021 Jan;57(1):15-18. doi: 10.1111/jpc.15257. Epub 2021
Jan 6.

10. Carro, M.L. Herranz E.B., R.N.Royo Respiratory infections due to nontuberculous mycobacterias /
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11. JlutBunoB B.M. HerybOepkyne3nsle mMukoOakTepuu, mMukobakrepuossl / Bectnuxk LIHUUT. -
2018. — Ne2. — C. 5-20. DOI: 10.7868/S2587667818020012

12. T'yarynosa JI.JI., bopucos C.E. Muko6akTepro3bl OpraHoB AbIXaHUS B METaroJiuce: JEeYeHHe U
ero a¢dexruBHOCTh, HabmoAeHne OonbHBIX / Bectnmk INHUUWT. — 2021. — Nel. — C. 38-49.
DOI: 10.7868/S2587667821010052

13. Dominic A. Hughes, Idan Bokobza, Siobhan B. Carr Eradication success for non-tuberculous
mycobacteria in children with cystic fibrosis / Eur Resp
J 2021 57: 2003636; DOI: 10.1183/13993003.03636-2020

14. McKinzie CJ, Chen L, Ehlert K, Grisso AG, Linafelter A, Lubsch L, O'Brien CE, Pan AC, Wright
BAOQ, Elson EC. Off-label use of intravenous antimicrobials for inhalation in patients with cystic
fibrosis / Pediatr Pulmonol. 2019 Nov;54 Suppl 3:527-S45
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Mimi Lu, Vishal Saddi, Philip N. Britton, Hiran Selvadurai, Paul D. Robinson, Chetan Pandit, Ben J.
Marais,Dominic A. Fitzgerald Disease caused by non-tuberculous mycobacteria in children with cystic
fibrosis / Paediatric Respiratory Reviews Vol. 29, February 2019, P. 42-52
https://doi.org/10.1016/j.prrv.2018.05.001

3.1.4.6 Tepanusa ABJIA

3.1.5 IIporuBoBOCHAJIMTEIbHAS TEPANUA

o JuTenpHas Tepanus MaKpoJIMAaMy JOCTOBEPHO CHUKAJIA YaCTOTY OOOCTPEHUI 110 CPaBHEHHUIO
¢ wiaebo BpemMs Mexay o0oCTpeHHsMH , Hanboiee 3h(HEeKTUBHBIM OKa3aics a3uTpOMHUIMH [Primary
ciliary dyskinesia (immotile-cilia syndrome) Sten-Erik Bergstrom, last updated: Feb 24, 2021

(https://www.uptodate.com/contents/primary-ciliary-dyskinesia-immotile-cilia-syndrome/print)]..

KommenTapuu

nsa e3pocnvix pexomendyemcs 0o3a 250 me unu 500 me 3 paza 6 Hed 8 3A6UCUMOCHU OHL MACCH
mena (</ > 40 k2) 6 meuenue 6 mec unu mepanusi a3uMpoOMuyuHom 6 0oze 250 me/cym 6 meuenuu 12

mec. Mlosay oemeii , kak npu MB

Kobbernagel HE, Buchvald FF, Haarman EG, Casaulta C, Collins SA, Hogg C, Kuehni CE, Lucas JS, Moser
CE, Quittner AL, Raidt J, Rosthgj S, Serensen AL, Thomsen K, Werner C, Omran H, Nielsen KG. Efficacy and
safety of azithromycin maintenance therapy in primary ciliary dyskinesia (BESTCILIA): a multicentre, double-
blind, randomised, placebo-controlled phase 3 trial. Lancet Respir Med. 2020 May;8(5):493-505. doi:
10.1016/S2213-2600(20)30058-8. PMID: 32380069.

[Altenburg J., deGraaff C.S., Stienstra Y. et al. Effect of azithromycin maintenance treatment on

infectious exacerbations among patients with non-cystic fibrosis bronchiectasis: the BAT randomized
controlled trial. JAMA. 2013;309(12):1251-1259. doi: 10.1001/jama.2013.1937.].

[Li W., Qin Z., Gao J. et al. Azithromycin or erythromycin? Macrolides for non-cystic fibrosis

bronchiectasis in adults: A systematic review and adjusted indirect treatment comparison. Chron.
Respir. Dis. 2018; 12:1479972318790269. doi: 10.1177/1479972318790269.]

[Wong C., Jayaram L., Karalus N. et al. Azithromycin for prevention of exacerbations in non-cystic

fibrosis bronchiectasis (EMBRACE): a randomised, double-blind, placebo-controlled trial.
Lancet.2012;380(9842):660-667. doi: 10.1016/S0140-6736(12)60953-2.].

[Altenburg J., deGraaff C.S., Stienstra Y. et al. Effect of azithromycin maintenance treatment

on infectious exacerbations among patients with non-cystic fibrosis bronchiectasis: the BAT
randomized controlled trial. JAMA.2013;309(12):1251-1259. doi: 10.1001/jama.2013.1937.].
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[Serisier D.J., Martin M.L., McGuckin M.A. et al. Effect of long-term, low-dose erythromycin

on pulmonary exacerbations among patients with non-cystic fibrosis bronchiectasis: the BLESS
randomized controlled trial. JAMA. 2013;309(12):1260-1267. doi: 10.1001/jama.2013.2290.].

° He PEKOMCHAOBAHO IMPUMCHCHUC HpOTHBOBOCHaHHTCHBHOﬁ TCpanru MPCAHU30JIOHOM WA
KOPTHKOCTepouaamMu (sl HMHTAISIIUOHHOTO TPUMEHEHHs) BBHIY OTCYTCTBUS 3(QeKTUBHOCTH
[Barbato A, Frischer T, Kuehni CE, Snijders D, Azevedo |, Baktai G, Bartoloni L, Eber E, Escribano
A, Haarman E, Hesselmar B, Hogg C, Jorissen M, Lucas J, Nielsen KG, O'Callaghan C, Omran H,
Pohunek P, Strippoli MP, Bush A. Primary ciliary dyskinesia: a consensus statement on diagnostic and
treatment approaches in children. Eur Respir J. 2009 Dec;34(6):1264-76, Alanin MC. Bacteriology and
treatment of infections in the upper and lower airways in patients with primary ciliary dyskinesia:
adressing the paranasal sinuses. Dan Med J. 2017 May;64(5):B5361,Raidt J, Brillault J, Brinkmann F,
Jung A, Koerner-Rettberg C, Koitschev A, Linz-Keul H, NiiBilein T, Ringshausen FC, Rohmel J,
Rosewich M, Werner C, Omran H. Management der Primdren Cilidren Dyskinesie [Management of
Primary Ciliary Dyskinesia]. Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-
1520. Epub 2020 Sep 25. PMID: 32977348; PMCID: PMC7671756].

(YYP —C, Y1 -5)

3.2. Xupypru4eckoe Je4eHue

3.2.1 OnepaTuBHbIe BMEIIATEIHCTBA HA JIETKUX

OnepamusHoe Jieuenue HUNCHUX Ovixamenvhvix nymeti nayuenmam c T[] npumensemcs Kpatine
peoko.

HpOMUBOI’lOK&lS’CIHMﬂMM K l’lpO6€0€H1/l}0 onepayuu ciystcam. bonvwas pacnpocmparReniocnib npoyecca
(()SyCI’HOPOHHee nopasicenue ﬂeZKux), Hanuyue msocenou conymcmey;ou;eﬁ namoJocuu, 6blpadsCeHHblX
ovixamenvuwix Hapyuenutr) [Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev
A, Linz-Keul H, Niflein T, Ringshausen FC, Rsohmel J, Rosewich M, Werner C, Omran H.
Management der Primdren Ciligren Dyskinesie [Management of Primary Ciliary Dyskinesia].
Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep 25.
PMID: 32977348; PMCID: PMC7671756].

Bonpoc 0 603ModcHOCMU U CPOKAX NPOBEOCHUs XUPYPSUHECKO20 BMEUameibCmed peulaemcst
KOHCUIUYMOM ~ CHeYUAIUCMo8 ¢ YY4acmuem 8paua-xupypea/spaia-0emcko2o xupypea u epayd-
aHecmesuUoI02a-peanumamoncea (¢ coanacus pooumeneti/ 3aKOHHO20 NPeoCcmasumens u pedeHKd
cmapwe 15 nem).

Pe3el<uuu JleCKUX 6 Hacmosuiee 6pemsil npaKkmudeCckKu He npous‘eodﬂmc;z.
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Hayuenmam c IIL]] moocem npogooumvcs mpancniaHmayus 1eckux, KaKk npasuio, y 63pocivlX C
msicenvim mewenuem 6onesnu [Raidt J, Brillault J, Brinkmann F, Jung A, Koerner-Rettberg C,
Koitschev A, Linz-Keul H, Nzglein T, Ringshausen FC, Réhmel J, Rosewich M, Werner C, Omran H.
Management der Primdren Ciligren Dyskinesie [Management of Primary Ciliary Dyskinesia].
Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep 25.
PMID: 32977348; PMCID: PMC7671756].

. Pexomennyercsi marmentam ¢ [IIJI u MukoOGakTepro30M BBIMOJIHUTH OMEPATHUBHBIA JTarl
nedeHuss npu HEIP(PEKTUBHOCTH AHTHUMUKPOOHOW TEparuu: MPOrpecCHpPOBAHUE BOCHAICHUS C
o0pa3oBaHMEM MOJIOCTEH pacraaa, pa3BUTHE PE3UCTEHTHOCTH K MaKpOJHIaM, Pa3BUTHE OCIOKHEHUH
MUKOOaKTepro3a (KpOBOXapKaHbe, pPEIUAUBUPYIOIIME HMH(PEKIUU PECHHPATOPHOTO  TPAKTa,
[PHCOEIUHEHNE aclepruuie3a u T.4.) ¢ JeueOHoil menpro [Raidt J, Brillault J, Brinkmann F, Jung A,
Koerner-Rettberg C, Koitschev A, Linz-Keul H, Niillein T, Ringshausen FC, R6hmel J, Rosewich M, Werner
C, Omran H. Management der Primdren Cilidren Dyskinesie [Management of Primary Ciliary Dyskinesia].
Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020 Sep 25. PMID:
32977348; PMCID: PMC7671756].

YYP -C, Y1 -5)

J PexoMenmyercss paccMOTpeTh MPOBEACHHWE TPAHCIUIAHTALUMHM JICTKUX/TPaHCILIAHTAIIMN
KOMIUIEKCa JIETKHe-Cep/ille MAlMeHTaM C TsDKEJIbIMU TMOPaKEHUSMHU JIETKUX C LEelbl0 oOecreueHus
pecrnimpatopHoii ¢ynkimu [Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD,
Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ, Manion M, Knowles MR, Leigh MW;
Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and treatment of
primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of the art
review. Pediatr Pulmonol. 2016 Feb;51(2):115-32. doi: 10.1002/ppul.23304].

YYP-C,yYa1-5).

3.2.2 Xupypruueckoe Jgedenue JJOP-opranos

. He pexomeHyeTcsi BBIMOJIHEHHE TUMIIAHOCTOMUHU (LIIYHTUPOBaHUs OapaOaHHBIX IMOJIOCTEH) C
LEJIBIO JICYHCHHUA XPOHUYCCKOI'0 S3KCCYAATUBHOT'O A/ PECHUAUBUPYIOIICTO OCTPOIrO CPpCAHCTO OTHUTA B
CBSI3U C HEIOCTATOYHOM 3(ekuBHOCTHIO M pa3BuTHeM ocioxHenuid [Hadfield PJ, Rowe-Jones JM,
Bush A, et al. Treatment of otitis media with effusion in children with primary ciliary dyskinesia. Clin
Otolaryngol Allied Sci 1997; 22: 302-306; R G Campbell , C S Birman, L Morgan. Management of
otitis media with effusion in children with primary ciliary dyskinesia: a literature review. Int J Pediatr
Otorhinolaryngol. 2009 Dec;73(12):1630-8; Majithia A, Fong J, Hariri M, Harcourt J. Hearing
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outcomes in children with primary ciliary dyskinesia- a longitudinal study. Int J Pediatr
Otorhinolaryngol. 2005; 69(8):1061-4]

(YYP —C, Y] -5)

KOMMCHTapHH: ¥y nayuennmoe c HU,ZZ ommeuaemcs 3HayumenvpHo bojiee 4acmoe 603HUKHOGEHUE
omopeu Ha  (oHe  CMOSAHUA  BEHMUIAYUOHHOU  mpYOKU  (WYHmMaA),  NpetcOespPemMeHHbIX
CAMOCMOSIMENLHLIX IKCMPY3ULl BeHMUTAYUOHHBIX MPYOOK U COXPAHEeHUs CMOUKOU nepgopayuu

bapabanHoll nepenonKu no CPasHeruio ¢ ooujell nonyayuerl

o PGKOMeHI[yeTCH BBIIIOJIHEHUE SHIOCKOIINYECKUX OHAOHA3aJbHbIX BMCIIATCIIbCTB Ha
OKOJIOHOCOBBIX IMa3yxax IMallMCHTAM C BBIPAXKCHHBIM HA3aJIbHBIM IOJUIIO30M C HCJIBI0 YIYy4YIICHHA
HOCOBOT'O AbIXaHWUSA W TAXKCIBIM XPOHHYCCKHUM THOWHEIM PUHOCHUHYCUTOM C LECJIbIO BpeMeHHOﬁ
CaHallMM BCPXHHUX JbIXATCIIbHBIX HyTefI U YMCHBIICHUA HI/ICXO,Z[SIH_Ieﬁ KOHTaMHUHallUKl HUWXHUX
neixatenbubix myted [Mikkel Christian Alanin, Kasper Aanaes, Niels Hoiby, Tania Pressler, Marianne
Skov, Kim Gjerum Nielsen, Helle Krogh Johansen, Christian von Buchwald. Sinus surgery can
improve quality of life, lung infections, and lung function in patients with primary ciliary dyskinesia.
Int Forum Allergy Rhinol. 2017 Mar;7(3):240-247. doi: 10.1002/alr.21873; Campbell R. Managing
upper respiratory tract complications of primary ciliary dyskinesia in children. Current Opinion in
Allergy and Clinical Immunology: February 2012 - Volume 12 - Issue 1 - p 32-38
d0i:10.1097/ACI.0b013e32834eccch].

YYP -C, Y1 -4)

Kommentapumn: Snoockonuueckas xupypeusi OKOJIOHOCOBbIX NA3YX MOICEM OKA3bl8AMb 8PEeMEHHbIL
noaodcUmenvubli I gexm, 00HaKo XPOHUYECKUll ROTUNO3HBIL pUHOCUHYcum, 8 yacmuocmu npu IL[J],
CKIOHEH K peyuousupyrowemy medenuio u Modcem mpedo8ams NOGMOPHLIX PeSUSUOHHBIX
Xupypeuueckux emewiamenbcms. B cuny omcymcemeus myxkoyunuapnoz2o kaupenca u OpeHupo8aHus
cekpema mMOAbKO NOO Oelicmeuem Culvl 2pasumayuyu Haubovue npooiemMvl CONPINHCEHbL C
8epXHeUeNIOCMHOU NA3YXOU, KOMOopas A618emcs Hauboavulell no 00veMy, a ee ecmecmeeHHoe CoyCmbe
HAX00umcsi 8 camol 6epXHel MmMoyKe MeOUanbHOU cmeHKu. B cesasu ¢ smumu ocobeHHoCmAMU
HeKomopule agmopbl peKOMeHOVIOM HANONMCEeHUEe aHMPOCHOMbL He 8 CPeOHeM, d 8 HUNCHEM HOCOBOM

xooe

3.3 UHoe JgeuyeHue

3.3.1 HyrpuTuBHAS NOUIEPKKA

L4 B cBsa3u ¢ BO3MOXXHEIM PasBUTUCM l"I/Il'IOTpO(I)I/II/I Y HCKOTOPBLIX MHNAHUCHTOB C Huﬂ,

PEKOMCHAYCTCA MHAWBUAYAJIbHAd KOPPCKOUSA palfiOHa Ha OCHOBC OLUCHKHW HYTPUTHUBHOI'O CTaTrycCa C
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1IEeTBI0 00ECIIEYCHHUST HOPMAJIBLHOTO PAa3BHUTHS JCTSIM M TOJIJIEPKAHHS OOIIETO COCTOSTHHS B3POCIBIX
nanuentoB [Marino LV, Harris A, Johnstone C, Friend A, Newell C, Miles EA, Lucas JS, Calder PC,
Walker WT. Characterising the nutritional status of children with primary ciliary dyskinesia. Clin
Nutr. 2019 Oct;38(5):2127-2135. doi: 10.1016/j.cInu.2018.08.034. Epub 2018 Sep 7]

(YYP —C, VI -5)

KOMMeHTapHH: ﬂuema 00NdICHA obecnequsams aA0eKeéammnoe KOAULecmeo IHepecemuvyecKux u
numameilbHblX KOMNOHEHMO6.

Yawe scezo y nayuenmos c I o6napyscusaemes oepuyum eumamuna D/

3.3.2 Kune3urepanus

. [TanpeHTamM ¢ NEpPBUYHOM LWIMAPHOM  JUCKMHE3UWEH PpPEKOMEHJOBAHO IIPOBEJICHHE
kunesutepanun (KHT) mo manuBuayansHOW mporpamme (METOIMKH IPEHUPOBAHHS OPOHXHAILHOTO
nepeBa u JieueOHas (U3KYIbTypa) C IEIbIO YAYYIICHHS 3Bakyaru Mokpotel [Bingol 1, 2020,
Denizoglu Kulli H, 2020, Dixon E, 2019, Schofield LM, 2017, Kumar A, 2020, Prentice BJ, 2019,
Shoemark A, 2021, Sonbahar-Ulu H, 2021].

YYP-C, Y1 -5)

KOMMCHTapI/II/I: KuHeS’umepanuﬂ - OOUH U3 GAIICHBIX KOMNOHEHMOE KOMNIEKCHO20 NeYeHusi 0emell ¢
nepeudHou YUIuapHou oOuckunesueu. Ilnasnas yenv nposedeHus KuHe3umepanuu — OoyUleHUe
6p0qua]ZbH020 depeea om MOKpombl, 36AKYyayus Komopoﬁ HapyuieHa 6 cexA3U C HapyuleHuem Uuiu
omcymcemeuem aKmueHoCmu pecHuyex yuauaproeo snumenus npu LIL[J]. Ilpu omcymcmeuu
A0EKBAMHO20 MYKOYUTUAPHO20 KIUPEHCA CO30Alomcsi  YCA08us OJisl  paseumus uH@pekyuu 6
oponxonézounou cucmeme [Bingol 1, 2020, Denizoglu Kulli H, 2020, Dixon E, 2019, Schofield LM,
2017, Kumar A, 2020, Prentice BJ, 2019, Shoemark A, 2021, Sonbahar-Ulu H, 2021, Schofield LM,
Duff A, Brennan C. Airway clearance techniques for primary ciliary dyskinesia; is the Cystic Fibrosis
literature portable? Paediatr Respir Rev. 2018 Jan;25:73-77. doi: 10.1016/j.prrv.2017.03.011. Epub
2017 Mar 1, Bingol I, Gokdemir Y, Yilmaz-Yegit C, Ergenekon P, Atag E, Bas Ikizoglu N, Erdem Eralp
E, Evkaya A, Gencer K, Saygi EK, Karakoc F, Ersu R, Karadag B. Comparison of conventional chest
physiotherapy and oscillatory positive expiratory pressure therapy in primary ciliary dyskinesia.
Pediatr Pulmonol. 2020 Dec;55(12):3414-3420. doi: 10.1002/ppul.25099. Epub 2020 Oct 22, Kumar
A, Walker WT. Management of a child with primary ciliary dyskinesia. Oxf Med Case Reports. 2020
Feb 28;2020(2):omz135. doi: 10.1093/omcr/omz135. eCollection 2020 Feb.,Shoemark A, Harman
K.Semin Primary ciliary dyskinesia. Respir Crit Care Med. 2021 Aug;42(4):537-548. doi: 10.1055/s-
0041-1730919. Epub 2021 Jul 14, 8.Sonbahar-Ulu H, Cakmak A, Inal-Ince D, Vardar-Yagli N, Yatar
I, Calik-Kutukcu E, Saglam M, Tekerlek H, Bozdemir-Ozel C, Arikan H, Emiralioglu N, Ozcelik U.

Physical fitness and activities of daily living in primary ciliary dyskinesia: a retrospective study
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Pediatr Int. 2021 Aug 30. doi: 10.1111/ped.14979. Online ahead of print]. Ocrosnvimu memoouxamu

KHT ssnaiomces:

0 HOCMYPANbHBIIL OPEHANC,

0 NEePKYCCUOHHBILL MACCANC 2PYOHOU KNeMKU;

0 AKMUBHBIU YUK ObIXAHUSL,

0 OPEHANCHbLE NOTIOAHCEHUSL,

0 AYMOo2eHHbI OPeHatc,

0 mepanusl, ¢ NOMOWbIO ObIXAMENLHBIX MPEHANCEPOS, CO30AIOUWUX NOTONCUMENTbHOE 0aslleHue Ha

gvl0oXe, 8 MOM YUCle, C KOHMPOLeM U pe2yIupo8anHueM 3mo20 0asnenus (cneyuanvHvle macku, PARI
PEP I, PEP S cucmemul, Tpenasicep OvixamenvHblil ¢ nepeMeHHbIM NOJIONCUMENbHbIM 0aslleHUuemM Ha
evi0oxe PARI o-PEP mun 018 (prammep) u op.);

KuHe3umepanuﬂ Haszravaemcs ecem nayuernmdam ¢ MOMeEHRNa noCnaHo6eKU al/lCZZHOIi’Cl, quueudyaﬂbHo 6
coomeenicmeuu cpacnpocmpaHéHﬂocmbio u JZOKClJZMS’dL;MélZ npoyecca.

YV epyonvix demeui 00b1uHO npUMEHAIOM NACCUBHYIO MEXHUKY KUHEIUMePanuu, KIoUaouyio:

0 cneyuanvhvle OPEeHAN’CHbIE NONONCEHUS, 8 KOMOPBIX YIYUUAeMCs I6AKYAYUS CIUU U3 TESKUX,
0 KOHMAaKmuoe Ovixaunue;

0 maccaoic ¢ 1é2kou subpayuell U NO2NAXCUBAHUEM;

0 Kaongmaccadxc (nocmykuganue 8 8-mu moykax epyoHoul KIemKu);

0 3aHAMUSA HA SUMHACTNUYECKOM MAYE;

0 ObIXaHUe ¢ NOMOWbIO MACKU, CO30aloweli NOI0NCUMENbHOe 0a8leHuUe Ha 8bl00Xe,

dppexmusnocmo  mex unu  unvlx memooos KHT eapvupyem 6 3asucumocmu om
UHOUBUOYATILHLIX OCODEHHOCMEl NAYUEeHMO8 C NepPeUYHOU YUIUAPHOU OuckuHesueu. Yem maaouie
PpebEHoK, mem bonee naccusHvie MemoOUKU OPeHUposanus ciedyem ucnoab3oeams. Hoeopoocoénnoim
BbINOHSIOM MOALKO NEPKYCCUI0 U KoMnpeccuto epyoHou kiemxu. Ilo mepe pocma pebénxa credyem
HOCMENeHHO 6600UMb 6oee aKmugHvie MemoouKu, 00yYas NAyuUeHmos mexHuKe KOHmpOoIupyemo2o
OMKAWNUBAHUS.
o [TaruenTaM ¢ MEPBUYHON HWIMAPHOM HUCKUHE3WEH PEKOMEHAYIOTCS PETyJsSpHBbIE 3aHATUS
nedeOHOM (DM3KYIBTYPOH C IETBI0 YIYYIICHUsS HBaKyallM MOKPOTHI, YKPEIUICHHS JIhIXaTeIbHOM
MYCKYJIaTyphl, MOBBIIICHHS 3MOIMOHAIBHOTO TOoHyca manuenta [Dixon E, Puckey M, Collins N,
Marsh G, Pabary R. Striving for perfection, accepting the reality: A reflection on adherence to airway
clearance and inhalation therapy for paediatric patients with chronic suppurative lung disease. Paediatr
Respir Rev. 2020 Apr;34:46-52. doi: 10.1016/j.prrv.2019.04.002. Epub 2019 Apr 13, Schofield LM,
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Duff A, Brennan C. Airway clearance techniques for primary ciliary dyskinesia; is the Cystic Fibrosis
literature portable? Paediatr Respir Rev. 2018 Jan;25:73-77. doi: 10.1016/j.prrv.2017.03.011. Epub
2017 Mar 16, Kumar A, Walker WT. Management of a child with primary ciliary dyskinesia. Oxf Med
Case Reports. 2020 Feb 28;2020(2):0mz135. doi: 10.1093/omcr/omz135. eCollection 2020 Feb,
Shoemark A, Harman K.Semin Primary ciliary dyskinesia. Respir Crit Care Med. 2021
Aug;42(4):537-548. doi: 10.1055/s-0041-1730919. Epub 2021 Jul 14, Sonbahar-Ulu H, Cakmak A,
Inal-Ince D, Vardar-Yagli N, Yatar I, Calik-Kutukcu E, Saglam M, Tekerlek H, Bozdemir-Ozel C,
Arikan H, Emiralioglu N, Ozcelik U. Physical fitness and activities of daily living in primary ciliary
dyskinesia: a retrospective study Pediatr Int. 2021 Aug 30. doi: 10.1111/ped.14979. Online ahead of
print].

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

KommeHnTapuu: ¢ panneco demcmea (havunas 3-x nem) HeoOX0OUMO CMUMYIUPOBAMb NAYUEHINOS
3AHUMAMBCA OUHAMUYECKUMU 8UOAMU cnopma, C6A3AHHbIMU C HASPY3KAMU cpedﬂez} UHMEHCUBHOCMU,
0cobenno COI’lpilOfCéHHblMu C npe6bzeaHueM HA ceedxxcem eoadyxe. Duszuyeckue YAPASHCHEeHUA
obne2uaom ouuuleHue l’lOpaOfCéHHblx yuacmkoe om MOKpOmbl U pazeuearont dblxameﬂbuyio u 06114)/}0
myckynamypy. Hexomopvle ynpadscueHus yYKpeniawom 2pyouyro KIemKy U UCNpasisitom OCAHKY
[Sonbahar-Ulu H, Cakmak A, Inal-Ince D, Vardar-Yagli N, Yatar I, Calik-Kutukcu E, Saglam M,
Tekerlek H, Bozdemir-Ozel C, Arikan H, Emiralioglu N, Ozcelik U. Physical fitness and activities of
daily living in primary ciliary dyskinesia: a retrospective study Pediatr Int. 2021 Aug 30. doi:
10.1111/ped.14979. Online ahead of print].

Bpedkux CYHasAx miasdcecmsb COCMOAHUA nayuenma NnoJIHOCMbIO UCKTIOYaent 603MONCHOCMb 3AHAMUA
Qusuueckumu ynpasxcnenusamu. Iloamomy 0npocsvt cnopmuHoU akmugHocmu (8b160p 8uda cnopma u
Hazpy3Ku) 00JICeH peuams euauull 6pay.

Ilayuenmam ¢ nepsuuHOU YUIUAPHOU OUCKUHe3Uell He Ccledyem 3aHUMAmsvcsi O0CODEeHHO
MPASMAMUYHbIMU  8UOAMU cnopma (msadcénas amiemuxa, @ymoon, XOoKKeti U M.N.), NOCKOJbKY
onumenvHoe ocpanuderue qbuauttecxod aKkmueHocmu, C8iA3aAHHOE C 60CCMAHOB/IEHUEM Nocie mpasmabl,

HeONa2oNpUAmMHO CKA3b18AEMCS HA OPEHANCHOU PYHKYUU TIESKUX.

3.1.3 Tepanus ovixamenvHoU HedOCMamouHoOCmu

HvixamenvHas HeOOCMAmMoyHOCMb - MO  NAMOJO2UYECKUL CUHOPOM, NPU KOMOPOM NAPYUATbHOE
HanpsdiceHue KUciopooa 8 apmepuanvHol Kpoeu meHvwe 80 mm pm.cm. (SpOz 95%) w/unu
napyuanbHoe HanpaxfceHue y2ieKucio2o 2asa boavuie 45 mm pm.cm.

I1o epemenu pazsumus paziuuaiom ocmpyio (Hapacmanue CUMIMOMO8 8 meyeHue 4acos Uiy OHell)

U xponuueckyio (6 meuenue neoenv unu mecsayes) /[H. C knunuueckor mouxku 3peHus yenecoobpasHo
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euje BuloeIsMb OCMPYIO ObIXAMENbHYI0 Hedocmamouynocms Ha Goue xponuveckou (O/[H na ¢one
X/H).

Ipuuuna paszeumus xponuueckou /[{H y nayuenmoe c IIL/] - cmpykmypHble usmeneHus neeKux,
Komopbvle pa3eusaromcs gcreocmeue XPOHUYECKO20 5p0Hx0JZ€201{H020 npoyecca u npueodﬂu;ue K
CHUDdICEHUI0  abcontomuol  niowaou eazooomena. Ilpuyunou paseumus OH — obocmpenue
XPOHUYECKO20 CHOUHO20 6p0HXO]Z€20'{H020 npoyecca 6 JlecKux, Jeco4Hoe KposomeueHue,
nuesmomopaxc. Ilpuuunoti onn pazeumus OH moeym 6vimv u obwumu, 8 4acmHocmu pazeumue
BUPYCHOU NHEBMOHUU 8 PA32ap dNUdeMuu punnd.

Jpyeum, easxcnvim xomnonenmom 6 passumuu JJH y nayuenmos c IIl]]] sersemcsa crabocme u
ymomjieHue ObIXAmMenbHoU MYCKyiamypsl, OY€Hb UACMO conpoeoofcda}ou;ue maAoceioe medernue
3a001e8aHUsL.

. PexomennoBano nposenenne kuciaopomorepanuu npu PaO; <55 MM pr.cT. B mokoe, wim npu
PaO; <60 mMm.pT.cT. B MOKO€, HO NPH HAIUYUH OTEKOB, MOJUIUTEMHH, JICTOYHOW THICPTCH3UHU
[Hardinge M, Annandale J, Bourne S, Cooper B, Evans A, Freeman D, Green A, Hippolyte S,
Knowles V, MacNee W1, McDonnell L, Pye K, Suntharalingam J, Vora V, Wilkinson T; British
Thoracic Society Home Oxygen Guideline Development Group; British Thoracic Society Standards of
Care Committee British Thoracic Society guidelines for home oxygen use in adults Thorax. 2015
Jun;70 Suppl 1:i1-43. doi: 10.1136/thoraxjnl-2015-206865, Don Hayes, Jr., Kevin C. Wilson, Katelyn
Krivchenia, Stephen M. M. Hawkins, lan M. Balfour-Lynn, David Gozal, Howard B. Panitch, Mark L.
Splaingard, Lawrence M. Rhein, Geoffrey Kurland, Steven H. Abman, Timothy M. Hoffman,
Christopher L. Carroll, Mary E. Cataletto, Dmitry Tumin, Eyal Oren, Richard J. Martin, Joyce Baker,
Gregory R. Porta, Deborah Kaley, Ann Gettys, and , on behalf of the American Thoracic Society
Assembly on Pediatrics Home Oxygen Therapy for Children. An Official American Thoracic Society
Clinical Practice Guideline Am J Respir Crit Care Med. 2019 Feb 1; 199(3): e5—e23, Raidt J, Brillault J,
Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A, Linz-Keul H, Niillein T, Ringshausen FC, Réhmel J,
Rosewich M, Werner C, Omran H. Management der Primdren Cilidren Dyskinesie [Management of Primary
Ciliary Dyskinesia]. Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020
Sep 25. PMID: 32977348; PMCID: PMC7671756, Fuger M, Aupiais C, Thouvenin G, Taytard J, Tamalet A,
Escudier E, Boizeau P, Corvol H, Beydon N. Gas exchanges in children with cystic fibrosis or primary ciliary
dyskinesia: A retrospective  study. Respir  Physiol  Neurobiol. 2018 May;251:1-7. doi:
10.1016/j.resp.2018.01.010].

YYP-C, YA -5).

KommenTapuu: «3on10moiiy cmanoapm ouacHoOCmuKy HapyuleHut 2a3000mMeHa — 3a00p aHaiu3 Kposu
HA KUCIIONMHO-OCHOBHOE COCMOAHUE U3 /Zyll€6012 apmepuu.

- Kucnopooomepanus pexomenoosana ne menee 15-24 uacos 6 oenv
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- lenesoui yposenwv: SpO, 90-92%
. PexomennoBana HewHBa3uBHas BeHTW U Jerkux (HWBJI) npu runepkamauueckoi
JbIXaTeIbHOM HemoctaToyHocTH y manueHToB ¢ [IIJ] [Omméka! MCTOYHHUK CCBLJIKM He
HaiiieH.,Oumoka! Mcrounnk ccbLikH He HabijgeH., Ommoka! McTOYHMK CCHUIKH He HaiiieH.].
Hens mposenenmss HVIBJI - HOpManuzammss wid yiuydimieHue razooomeHa. K moIoXuTeTbHBIM
a¢pdpexram HUBJI Takxke MOXKHO OTHECTH OJ(PGEKT yaydlleHUus JIpeHaka MOKPOTHI 3a CYET
3HAQUUTENIBHOTO YAYYIIEHUS KoJulaTepaidbHOM BeHTWIIIUMU [Ommobka! MCTOYHMK CCBLIKH He
HaiiieH.,Ommoka! UcTOYHHK CCHUIKH He HaiileH. |.
YYP-C,¥a1-5).
Kommenrtapuu: [loxasanus x Heunsasuenou eenmunayuu neekux npu O/H (npu cobnodenuu mpex
VC08Ull):

- Taicenas ooviuwika, yuacmue 6 ObIXAHUU 8CHOMO2AMENbHBIX MbLULY U NAPAOOKCANbHOE ObIXAHUE

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

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

Toxazanus ons eenmunayuu aeexux npu XH:
- PaCOx>55 mm pm.cm.

- PaCO, 50-54 mm pm.cm. u 3nu30061 HOUHOU cUnoKcemuu

- PaCO; 50-54 mm pm.cm. u yacmule cocnumanuzayuu eciedcmaue HOSMOPHLIX 0OPaeHUll
Iloobop pesicuma u napamempos GeHMUISAYUU OUeHb UHOUBUOYAILHO U 60 MHO20 3A6UCUM OM
UCXOOH020 COCMOSIHUSL NAYUEHMA.
Xponuueckas ovixamenbHas HeOOCMAmoyHOCMb — AGIAEMC s NOKA3AHUEM O] pACCMOMPEHUs

Hanpaenenuss nayueHma Ha MpancnIaHmayuio neekux (cm. pasoen 3.4 «Xupypauueckoe neuenuey).

3.1.4 Duzuomepaneemuueckoe 1evenue

Memoowl puzuomepanuu NPUMEHAIOMCA 8 CAyYae 3aMANCHO20 U/UNU XPOHUYECKO20 MeYeHUs
BOCNAIUMENILHBIX 3A00NE6AHUL BEPXHUX U HUNCHUX ObIXAMENbHBIX Nymell 8 cocmase KOMNIEKCHOU
mepanuu ¢ Yeavlo YCUleHUs HPOMUBOBCNATUMENbHO20, UMMYHOCIUMYIUPYIOWE20 OelUCmeus 6
OMCymcmeuu IUXopaoKku u CUMNMOMO8 UHMOKCUKAYUU.

Mozym Ovimb ucnonb306ansl KAk 0dowue MemoouKu Ha NOBEPXHOCMb mena uiu e2o yacmeli),
makK u mecmuvle (Ha obaacme NpoeKyuu JjiecKux, nazyx Hocd, 3HO0YPAIbHO, SHOOHA3AILHO U M.O.).
Hcnonv3yrom: uneanayuu, yismpaguoiemosoe usiyuenue, VIbMpazgyKosylo, MAHUmo-, id3epo-,
c8emo-, eKmpo- mepanuro u op.

e PexomeHayeTcsl pacCMOTPETh TPOBEIECHUEOOIEr0 W MECTHOTO BO3ICHCTBUS (PU3UUECKUMHU

(I)aKTOpaMI/I JJI BLIpaGOTKI/I M TIOBBHIIICHUS aJalTallMOHHBIX BO3MOJXKHOCTEH IalMeHTa K
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HEOJaronpuUsITHBIM BO3ACUCTBUAM BHENIHEH Cpelbl, MOBBIIICHHS 3aKAIEHHOCTH W CIOCOOHOCTH
NEPEHOCUTh AMOIMOHAIBHBIE U (PU3MUYECKUE HArpy3Kd, Ui TMPenyNnpekIeHUs OOOCTPEHHMN WM
JabHEHIIETr0 MPOrpecCHpPOBaHNUs 3a00I€BaHNs, 115l OBICTPOTO BOCCTAHOBIICHHUS AIIMEHTOB B CIIydae
3aTSHKHOTO HW/WIIM XPOHUYECKOTO TEYEHHS] BOCHIAJIUTENBHBIX 3a00J7€BaHUM BEPXHUX U HHKHUX
JBIXaTEJIbHBIX MyTel B COCTaBE KOMIUIEKCHON TEpaNuHu C LEIbI0 YCUIICHUS TPOTUBOBCHAIUTEIBHOTO,
JICHCTBUS B OTCYTCTBUH JIMXOPAJIKUA U cUMITOMOB mHTOKcuKaiuu. [A pilot study into the effect of
low-level laser therapy in patients with chronic rhinosinusitis.Naghdi S, Ansari NN, Fathali M,
Bartley J, Varedi M, Honarpishe R.Physiother Theory Pract. 2013 Nov;29(8):596-603. doi:
10.3109/09593985.2013.775204. Epub 2013 Mar 22.PMID: 23521568 Clinical Trial., Knunnko-
UMMYHOJIOTHUYECKasi OIleHKa J((EKTUBHOCTH MAarHUTO Ja3epHOW Tepanmuu Yy TAalUueHTOB C
XPOHUYECKUM BEpXHEUeItocTHRIM cunycutoM, Hukomnaes M.IIL., IIpo3zoposckas K.H., Cxkpsoun A.C.,
[TonoB B.B.Bectn Ortopunonapunron. 1994 mapt-ampens; (2): 27-31.PMID: 7855996 Pycckuii,
[anorepanusi B KOMOMHHPOBAHHOW HEMYHKIMOHHOM Tepanuu OOJBHBIX OCTPHIM THOHWHBIM
raitmoputoM ['puropseBa H.B.Bectn Otopunonapunron. 2003; (4): 42 4. PMID: 13677023 Pycckuii,
Kounebmomnmecs: TOKM B KOMIUIEKCHOM Te€paruy BOCTIAIUTEIBHBIX 3a00JIeBaHM JIETKUX. [ aBpHIIeHKO
A.®., Swenko JI.B., Hunoa H.A.Bonp Kypopron ®usmnorep Jleu ®uz Kynpr. 1991, suBaps-
despanp; (1): 36-9.PMID: 2048296 Pycckuii, Couyeranue nazepHoro usiaydeHus u 3. n. YBY B
JICYCHUN OCTphIX pecnupaTopHbix 3adoneBanmii I'. JI. Tepsormo, T. WU. TepentseBa, I'. U.
Xertaryposa [u jp.]. AKTyaJbHbIC BOIPOCHI KypOpTOIOTUH U pusuorepanuu. — 1997 : Proceedings
of Jubilee scientific-practical conference dedicated to 75-anniversary of Tomsk' Scientific-Research
Institute of health resorts and physiotherapy : Marepuanst FOOun. Hay4.-mpakT. KOH(., MOCBAII. 75-
netuto Tom. HUU xypopronoruu u ¢pusnorepanuu. — C. 161. [lludp: A3-4234, BayTpusierounsiii
JIEKapCTBEHHBIN AJIEKTPOPOpe3 MPH BOCTIATUTENILHBIX HarHOMTENBHBIX 3a00seBaHusX jJerkux A. U.
Kymanynaesa, E. C. Ceiirenos, . I'. IlapackeBonynoc [u ap.]. 3npaBooxpanHenue Kazaxcrana /
Mumnsapas Kazaxckoit CCP. — 1991. — Ne 2 (257), deBpans. — C. 53-54].

YYP-C, Y1 -5)

4. MeaunuHCcKAas peaduJanTANMS U CAHATOPHO-KYPOPTHOE JieYeHue, MeITMIMHCKUEe

MOKA3aHMUS U MPOTUBONOKA3AHUA K IPUMEHEHHUI0 METOI0B MeIMIIUHCKOM

peaﬁnﬂnTaunn, B TOM YMCJ/I€ OCHOBAHHBIX HA HCITOJIB30BAHUH ITPHPOAHBIX

JeuyeOHbIX (aKTOpPOB

s ynyywenus obweco cocmosHus nayueHma ciedyem coonooamv  mepvl  NpodUIaAKMUKU
obocmpenutl, a neuyebHble MepOnPUsIMust OOINCHbL NPOBOOUMbCS KOMNIEKCHO U 8 NOJHOM 00beme,

BKIIIOYAMb pe2YNApHble KYyPCbl peadunumayuu.
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e PexomeHyeTcsl: peryisipHOe MpOBEACHNE KypcoB peabunuranuu BceM nanueHtam ¢ [1LJ] ¢ nensio
yiydieHus: GyHKIUHU JIETKUX, YBEJIWYEHHUS TOJEPAHTHOCTU K (PU3MUECKHM Harpy3kam, CHUXKCHHS
KOJIMYECTBA OOOCTPEHMI W TOCIHTANIM3AIUi, yIydlieHus KadecTBa >xu3HH [Raidt J, Brillault J,
Brinkmann F, Jung A, Koerner-Rettberg C, Koitschev A, Linz-Keul H, Nii3lein T, Ringshausen FC, Rohmel
J, Rosewich M, Werner C, Omran H. Management der Priméaren Cilidaren Dyskinesie [Management of Primary
Ciliary Dyskinesia]. Pneumologie. 2020 Nov;74(11):750-765. German. doi: 10.1055/a-1235-1520. Epub 2020
Sep 25. PMID: 32977348; PMCID: PMC7671756, Paediatric Respiratory Medicine ERS Handbook 1st
Edition Editors Ernst Eber. Fabio Midulla 2013 European Respiratory Society 719P, J.S.A. Lucas, W.T.
Walker, C.E. Kuehni, R. Lazor European Respiratory Society Monograph Orphan Lung Diseases Edited by J-
F. Cordier. Chapter 12. Primary ciliary dyskinesia. 2011; Vol. 54: 201-217 ].

YYP - C, YA -5)KommeHnTapuu: Meouyunckyio peabuiumayuo MO’CHO HAYUHAMb HA 0001

cmaouu 3a601e8aHUS C YENbl0 C8E0EHUs K MUHUMYMY Madcecmu 001e3HU U CUMNIMOMO8, OHA OOJHCHA

ObLIMb UHOUBUOYATUBUPOBAHHOL U OPUEHMUPOBAHHOU HA NOMPeOHOCMU NAYUeHma.

Peabunumayusa nposooumcs coenacrno npuxazy Munzopasa Poccuu om 31 utonsa 2020 2. Ne 788u « 06

ymeepoicoenuu Ilopsoka opeanuzayuu MeOUYUHCKOU peadbuiumayuu 63pocivix» (Y 63pocivix) uiu

coanacno npuxazy Munzopasa Poccuu om 23 okmsabops 2019 2. Ne 8781 « 06 ymeepacoenuu Ilopsaoxka
oOp2aHUu3ayuU MeOUYUHCKOU peabunumayuu oemei» ¢ coonoo0eHuem 8cex ONUCAHHBIX 8 HUX NPUHYUNOS

u gKIOUaem: Mooupukayuo oopasa HCUsHU, camooopazosanue no ONPOCam 0cobeHHocmerl meyeHus

3abonesanus, usuueckylo  peadburumayuro  (KuHeumepanuro), UCHONIb308aHUE  DUIULECKUX

gaxkmopos, ucnonrvzosanue memooos ocHoganuwvix Ha bOC, KOppPEeKmMupogKy Numauus u

NCUXOTI02UYECKYI0  Nno00epxcKy. Pexomendyemcsa exnouams 6 npocpammy peabuiumayuio 8

CAHAMOPHO-KYPOPMHBIX YUPEHCOCHUSAX 8 MECIHBIX CAHAMOPUSX U HA KIUMAMOAE4eOHbIX KYPOPMAX.

Meouyunckaa peabunumayus nayueHmog OAHHO20 NPOQUIL OCYUeCEInemcs CReyuarucmamu

MYTbMOUCYUNTUHAPHOU — Opueadvl  KIOYAlOwell:  8pada-neouampa/spava-mepanesma,  8pava

nYIbMOHON02d, 8PAYd NO MEOUYUHCKOU peaburumayuu/spada gusuyeckou u peadburumayuonHou

MeOUYUHbl, MEOUYUHCKYI0 cecmpy, epaia no jedyedOHoU ¢usKkyrbmype, epaya Guzuomepanesma,

MEeOUYUHCKO20 NCUX0/102d, 8paya-ouemoioad, dp2omepanesma.

o PexoMeHayeTcss paccMOTpeTh BKJIIOYEHHE B Iporpammy peabunuranuud mnarueHTtoB c¢ [T

¢dusnueckre GakTopsl C HETbI0 CAHAIIMKA 0YaroB XPOHUYECKUX WHPEKINN, YKPETUICHUS IbIXaTelbHON

MYCKYJIATyphl, TaK e ¢puzndeckue Gaxtopsl nmpu [T/ ucnoms3yroTes 1uist BRBIpAOOTKH M TTOBBITIICHHS

QIaNTallAOHHBIX BO3MOXXHOCTEH MMalMeHTa K HEOJIarompusTHBIM BO3JCHCTBUSM BHEIIHEH CpEIbI,

TIOBBIIIECHUS 3aKATEHHOCTH U CIIOCOOHOCTU TMEPEHOCUTh AMOIMOHAIBHBIE M (U3UYECKUE HATPYy3KH,

JUIS  TPeayNpekaeHus OO0OCTpeHH WM JalbHEHIIero MpOrpecCHpOBaHUs 3a0O0NeBaHUS, IS

OBICTPOTO BOCCTAHOBJICHUS (29POMOHOTEpAIUs, TaloTepanusi, HOpMOOapUIecKas THITOKCHTEPAITHS,

cyxasa YrJI€Kuciaas BaHHa, HOJ'II/IXpOMaTI/IIIeCKI/Iﬁ HOHHpHSOBaHHLIfI CBC€T, JazcpoTeparus,
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aJIEKTpOJIeucHHE U JIp.) [AsponoHoTepanus B MpoGHIAKTHKE OCTPBIX PECITUPATOPHBIX 3a00JIeBaHUI Y
nereii. Xan M.A., bo6poBuuukwuii M.I1., YepBunckas A.B., CornukoBa E.H., Baxosa DJI.Bomp
Kypopron ®wusmorep Jlex ®uz Kynpr. 2006 HOA0pH-mexkadpp; (6): 19-21.PMID: 17201217
KimmHandueckoe wucHoeITaHue. PYCCKHI;'I, HpI/IMeHeHI/IC rajorepanvuu JIJist pea6I/IJ'II/ITaI_II/II/I OOJIBHBIX C
OCTPBIM OpOHXHMTOM M 3aTsDKHBIM W PEHUANBUPYIOIMM TeueHueM. bopucenko JI.B., UepBuHckas
A.B., CrenanoBa H.T'., JIykssin B.C., 'onuaposa B.A., [Toxonzeii 1.B., Kpusuikas B.3., BumnsikoBa
JI.A., Tloxa3nukoBa M.A., ®aycroBa M.E. u np.Bomp Kypopron ®@usuotep Jlex ®@u3 Kynpr. 1995,
suBapb-eBpans; (1): 11-5.PMID: 7785211 Pycckuii, Efficacy of Halotherapy for Improvement of
Pulmonary function Tests and Quality of Life of Non-Cystic Fibrosis Bronchiectatic Patients. Rabbani
B, Makki SS, Najafizadeh K, Vishteh HR, Shafaghi S, Karimi S, Mahmoodian S.Tanaffos.
2013;12(2):22-7.PMID: 25191458, [lpuMmeHeHUE CyXHU3 CYXHX YIJIEKUCIIBIX BaHH B MEIUIIMHCKON
peabenuranuu 4acTo Ooneromux gereid (Meroamueckue pekomenmanuu) Xan M.A., Baxosa E.JI.,
Hukwutiok 10.B., I'puropseBa O.K. ®usnorepanest. 2020. Ne 5. C. 36-42, Does adding an integrated
physical therapy and neuromuscular electrical stimulation therapy to standard rehabilitation improve
functional outcome in elderly patients with pneumonia? A randomised controlled trial. Lopez-Lopez L,
Torres-Sanchez I, Rodriguez-Torres J, Cabrera-Martos I, Ortiz-Rubio A, Valenza MC.Clin Rehabil.
2019 Nov;33(11):1757-1766. doi: 10.1177/0269215519859930. Epub 2019 Jun 27.PMID: 31244327,
Effectiveness of neuromuscular electrical stimulation for the rehabilitation of moderate-to-severe
COPD: a meta-analysis. Chen RC, Li XY, Guan LL, Guo BP, Wu WL, Zhou ZQ, Huo YT, Chen X,
Zhou LQ.Int J Chron Obstruct Pulmon Dis. 2016 Nov 28;11:2965-2975. doi: 10.2147/COPD.S120555.
eCollection 2016.PMID: 27932876].

(YYP-C, V]I -4)

. Pexomenayercs paccMoTpeTh BKIIIOYEHHE B Iporpammy peabwmmranuu namueHtam ¢ T[]
¢dbusznveckue HaKTophl C ENBIO YIYUIICHHUS TICUX0IMOIIMOHATBHOTO (hOHA, KOPPEKIIMH TPEBOKHOCTH U
ACIpeCcCun (TpaHCKpaHI/IaJ'ILHaSI MUKpOINOoJApU3anusdg, pUTMHYCCKAA MAarHuTHadgd CTUMYJAOUA, CyXas
ummepcusi) [Transcranial direct current stimulation for depression: 3-week, randomised, sham-
controlled trial. Loo CK, Alonzo A, Martin D, Mitchell PB, Galvez V, Sachdev P. Br J Psychiatry J
Ment Sci. 2012;200(1):52-9. doi: 10.1192/bjp.bp.111.097634. [PubMed] [CrossRef] [Google Scholar],
The sertraline vs. electrical current therapy for treating depression clinical study: results from a
factorial, randomized, controlled trial. Brunoni AR, Valiengo L, Baccaro A, Zanao TA, de Oliveira
JF, Goulart A, et al. JAMA Psychiat. 2013;70(4):383-91. doi: 10.1001/2013.jamapsychiatry.32.
[PubMed] [CrossRef] [Google Scholar], Transcranial direct current stimulation for acute major

depressive episodes: meta-analysis of individual patient data. Brunoni AR, Moffa AH, Fregni F, Palm
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U, Padberg F, Blumberger DM, et al. Br J Psychiatry J Ment Sci. 2016;208(6):522—-31. doi:

10.1192/bjp.bp.115.164715. [PMC free article] [PubMed] [CrossRef] [Google Scholar], Consensus

Recommendations for the Clinical Application of Repetitive Transcranial Magnetic Stimulation

(rTMS) in the Treatment of Depression. McClintock SM, Reti IM, Carpenter LL, McDonald WM,

Dubin M, Taylor SF, Cook IA, O'Reardon J, Husain MM, Wall C, Krystal AD, Sampson SM, Morales

O, Nelson BG, Latoussakis V, George MS, Lisanby SH; National Network of Depression Centers

rTMS Task Group; American Psychiatric Association Council on Research Task Force on Novel

Biomarkers and Treatments.J Clin  Psychiatry. 2018 Jan/Feb;79(1):16¢s10905. doi:

10.4088/JCP.16¢s10905.PMID: 28541649, Transcranial magnetic stimulation for the treatment of

anxiety disorder. Rodrigues PA, Zaninotto AL, Neville IS, Hayashi CY, Brunoni AR, Teixeira MJ,

Paiva WS.Neuropsychiatr Dis Treat. 2019 Sep 23;15:2743-2761. doi: 10.2147/NDT.S201407.

eCollection 2019.PMID: 31576130, BausiHue ycaoBuii «CyXoi» HMMEPCHH Ha COJCp)KaHHE B KPOBH

yenoBeka O-rmoOynuHOBBIX OenkoB octpoil  ¢asbl Jlapuna O.H., bekkep A.M. BectHuk

BOCCTaHOBHTENIbHON Meauiuubl. 2008. Ne 6 (28). C. 29-31.].

. (YYP-C, YII - 5)

o PGKOMGHI[yeTCSI pPacCMOTPECTh BKIKOYCHUC B IIPOTrpaMMy pea6I/IHI/ITaI_II/II/I IIallTUCHTOB C HHH
JIbIXaTeNIbHbIE U pellaKcallMOHHble TPEeHUHIM Ha ocHOBe bOC mo KOHTpomto (a3 AbIXaHUS U YacTOTHI
CEepACYHBIX COKpAIlCHUHA C LEJIbI0 YKPEIUICHHS AbIXaTeJIbHOM MYCKYJAaTypbl, TOBBIIIECHUS
smoImoHaapHOoro ToHyca manuenta [Biofeedback and Neurofeedback for Anxiety Disorders: A
Quantitative and Qualitative Systematic Review. Tolin DF, Davies CD, Moskow DM, Hofmann
SG.Adv Exp Med Biol. 2020;1191:265-289. doi: 10.1007/978-981-32-9705-0_16.PMID: 32002934, A
breath biofeedback computer game for children with cystic fibrosis. Bingham PM, Bates JH, Thompson-
Figueroa J, Lahiri T.Clin Pediatr (Phila). 2010 Apr;49(4):337-42. doi: 10.1177/0009922809348022.
Epub 2010 Jan 28.PMID: 20118101, Development and Pilot Test of a Virtual Reality Respiratory
Biofeedback Approach. Blum J, Rockstroh C, Goritz AS.Appl Psychophysiol Biofeedback. 2020
Sep;45(3):153-163. doi: 10.1007/s10484-020-09468-x. Epub 2020 May 2.PMID: 32361963].

(YYP-C, V]I -5)

e PexomeHyeTcst pacCMOTPETh MPOBEAEHUE CAaHATOPHO-KYPOPTHOTO JIEYEHUSI B MECTHBIX CAHATOPHAX

M Ha KJIMMATOJIEYEOHBIX KYpOopTax Kak 3Tall CAaHATOPHO-KYPOPTHOI'O JOJICHNBAHUA.
(YYP-C, YII - 5)
Kommenrtapuu: [loxasano 6 cmaduu pemuccuu 0e3 BblpANCEHHbIX HAPYULEHUU BEHMUIAYUOHHOU

@yHKYUU 1é2KUX, NpU ObIXameabHOU HedocmamouHocmu He eviue 1 cmaouu.
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5. lIpopunakTrka u JUCNaHCePHOe HADJIIOeHHEe, MeIUIMHCKHE TIOKA3AHNS U
NPOTUBOINOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

5.1 llpopuiaakrTuka

. PexoMeHmyeTcsi TE€HETHMYECKOE KOHCYJIbTUpOBaHWE poautened gered c I npu
IUTAaHUPOBAHUMN TTOCJICAYIOMIUX 6epeM€HHOCTeI71 C OCJIBIO MHUHHUMM3AlIUU PUCKA POKIACHUA 60HLHOI‘O
peoenka [Maimoona A Zariwala, MSc, PhD, FACMG, Michael R Knowles, MD, and Margaret W
Leigh Primary Ciliary Dyskinesia Adam MP, Ardinger HH, Pagon RA, et al., editors. Last Update:
December 5, 2019https://www.ncbi.nlm.nih.gov/books/NBK1122/].

(YYP-C, V]I - 5)

° Bakuunauuto y mnamuentoB ¢ IIIJI pekomeHgoBaHO NPOBOAWTH B COOTBETCTBUHU C
HAallMOHAJIBHBIM  KaJICHAApEM  IIPUBHUBOK, B TOM  YHCIIC, IIPpOTHUB KOKJIIOIITHOM I/IH(l)CKIII/II/I.
PGKOMGHILyeTCﬂ TAaK)XXC HMMMYHU3aAlHd IIPOTUB IMHCBMOKOKKaA H I‘GMO(l)I/IJIBHOfI I/IH(i)eKIII/II/I, a TaKXKe
ekerofHas BakuuHaius ot rpummna [Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell
SD, Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ, Manion M, Knowles MR, Leigh MW;
Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and treatment of
primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of the art
review. Pediatr Pulmonol. 2016 Feb;51(2):115-32. doi: 10.1002/ppul.23304].

(YYP-C, YII - 5)

. PekomennoBano w30erath KypeHus (B T.4., IIAaCCHBHOTO), BO3JCHCTBUS JIPYTHX
AJPOIOJUIIOTAHTOB MW BCIHICCTB, pasApa)XarollluX AbIXAaTCJIbHBLIC ITYTH C ICJIbIO MPEAOTBPAICHUA
TIOBPCIKIACHUA CIIM3UCTON 000JOYKHU AbIXaTCJIBbHBIX HYTeﬁ U CTUMYJIMPOBAHUS THUIICPHIPOAYKIHUH
cim3u [Maimoona A Zariwala, MSc, PhD, FACMG, Michael R Knowles, MD, and Margaret W Leigh
Primary Ciliary Dyskinesia Adam MP, Ardinger HH, Pagon RA, et al., editors. Last Update:
December 5, 2019https://www.ncbi.nlm.nih.gov/books/NBK1122/].

(YYP-C, YII - 5)

J PexoMeH10BaHO COOMIOJICHNE TPOTUBOAHIEMUYECKOTO PEKMMa, TPOBEICHUE KOHTPOIS |
MOHUTOPUpPOBaHUs WHOeKIuu y mnarueHtoB ¢ [IIJ] ¢ menpio mpemoTBpalleHUs MEePeKPEeCTHOrO
HHOHUIMPOBAHNUS, CBOEBPEMEHHOTO BBIABICHHS W ajnekBatHou Tepanuu [Marthin JK, Lucas JS, Boon
M, Casaulta C, Crowley S, Destouches DMS, Eber E, Escribano A, Haarman E, Hogg C, Maitre B,
Marsh G, Martinu V, Moreno-Galdo A, Mussaffi H, Omran H, Pohunek P, Rindlisbacher B, Robinson
P, Snijders D, Walker WT, Yiallouros P, Johansen HK, Nielsen KG. International BEAT-PCD

consensus statement for infection prevention and control for primary ciliary dyskinesia in collaboration
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with ERN-LUNG PCD Core Network and patient representatives. ERJ Open Res. 2021 Aug
2;7(3):00301-2021. doi: 10.1183/23120541.00301-2021].

YYP-C, Y1 -5)

Kommentapuu:  Omcymcmeue 6 P® OaHHbIX, KACAHOWUXCA SNUOEMUOLOSUU UHDEKYUOHHBIX
ocnooichenust npu I11]J], ne nozsonsem pazpabomamv cmpoue pexomeHOayuu O NPOPUIAKMUKU
unexyuu npu IIL]J]. B cea3u ¢ smum 6 OAHHBIX KIUHUYECKUX DEKOMEHOAUUsX npeocmasieHbvl
HEeKOmopbvle NON0NCEHUs U3 NePBOCO MEHCOYHAPOOHO20 KOHCEHCYCa NO NPpOodUIaKmuKe U KOHMpOJIo
ungpexyuu npu IIL[J/[, npunsmozo ¢ 2020 200y «BEAT-PCD»y (Better Experimental Approaches to
Treat PCD), skmouarowezo snauumvle NOA0NCEHUs, KOMOpble KACAIOMCA MUKPOOUOIO2UHLECKOU
OUACHOCMUKU, NOKA3AHUU OJis1 Jedenus UHpekyull u Oeucmsull, HANPAGIeHHbIX HA YIyYuleHue
npogunakmuxku u uH@exyuonno2co xkowmpoas y nayuenmos c¢ I/ [5]. Ocnosnvle nonodxcenus
KOHCeHcyca:

- pe2yIApHO NPOo8OOUMb UCCLeA08aHUe HA Ccelekmushblx cpedax Oias Pseudomonas aeruginosa

Kaxco020 00pasya MOKpomsl Uil ceKkpema u3 OblXxamenbHblX nymeli,

- 6ce yeumpwvl 015 nayuenmos c¢ I/ OondcHbl umems 603MONMCHOCHbL OMNAPAGIAMb 00pA3Ybl

MOKpOmbl 0Jis1 UOEHMUDUKAYUU U 2EHOMUNUPOBAHUSA MUKPOOPLAHUIMO8 8 pehepenc 1abopamopuu;

- ocyuecmsisimb nocesbl 00pasyos cekpema u3 ovixamenvhvix nymei om nayuenmos ¢ I/ ne

Mmenee 4 paz 6 200;

- ocywecmenamo ucciedosanue na HTM ne pesice oonozo paza 6 200 u 0onoIHUMeNbHO Npu AH0O0M

HeOOBACHUMOM YXYOUleHUU DYHKYUU NeSKUX,

- ocyuiecmeiisiniob obszamenvHoe ceHomunupoeasue npu  nepeom  noJIOHCUMENbHOM  nocese

Burkholderia cepacia complex;

- ucnov308ame Moouguyuposannsvie kpumepuu Jluoca [3] npu ycmanosnenuu 0uazHo3a XxpoHu4eckou

ungexyuu neekux, svizsannou Pseudomonas aeruginosa;

-0uazHo3 XpoHuueckou ungexkyuu neckux, evizeannou HTM neobxooumo ycmanaeiueamv Ha
ocHogaHuu 1) ne2ounvbix CUMNMOMO8; 2) Y3108blX UIU NOJOCMHBIX NPOYECCO8 HA PEeHMeHOSpamMme
2PYOHOU KIemKU U/unu 6POHX0IKMA308; 3) NOJONCUMENbHBIX Pe3YIbmamos nocesd, no Kpaiinei mepe,
U3 08yX omoenvHblx NPod cekpema u3 ObIXamenbHblX Hymel Uil NOJ0NCUMENbHO20 nocesa 00pasyos
no Kpauneu mepe OOHOU NPOMBIGKU UIU J1ABAXHCA OPOHX0S8, UNU HA OCHOBAHUU pe3yibmama
2UCMONIO2UYeCK020  UCCNe008aHUs  —  OOHapydceHue Muxobakmepuii 8  mamepuare

mpch6p0quanbH0ﬁ ouoncuu U OUONCUU 1e2K020 eMecme C NOAONCUMETbHBIM 8blCe6OM HTM;
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- npu wuamuuuu evicesa Pseudomonas aeruginosa wxasnauarom aHmMuOAKmMepuarbHylo mepanuio

He3a6UCUMO Om CUMNMOMOE U pe3)lbmamos MUKPOCKONUU,

- anmubaxmepuanvryro mepanuio npu evicese H. influenzae, M. catarrhalis, S. pneumoniae, S. aureus
(MSSA) nasznauarom, eciu y nayuenma ecmv CUMNMOMbL, CEUOemerbcmeyouue 06 0b6ocmperuu

XpOHU4ecKou uHgexyuu,

- npu evicege MYIbMUPEIUCEHMHO20 3010mucmoco cmaghunoxoxka (MRSA) anmubaxmepuanvhas

mepanus HasHavaemcs He3aeuCumMo ont CUMNMOMO8 U pe3ylbmamoe MUKpocKonuu,

- aHmu6aKmepuaﬂbHaﬂ mepanus Ha3radvaemcs He3asUucumMo om CUMNNIOMO8 U  pes3yibnmantos

Mukpockonuu npu evicege baxmepuii B. cepacia complex;

- HeobX00uUMO omoensms nayueHmos ¢ uHgekyuel, evizsannou P. aeruginosa e ambyiamophulx u

CMAYUOHAPHDBIX YCIIOBUAX,

- HeobX00UMO OMmMOeIbHO NPUHUMAMb U 2ocnumanusuposams nayuenmos ¢ HTM unghexyueti 6

aM6szam0prlx U cmayuoOHAaApHBIX YCIOBUAX,

- makodce HeoOX0OUMO OMOEIbHO NPUHUMAMb U 20ChUmanusuposams nayuenmos ¢  MRSA 6

aM6szam0prlx U cmayuoOHAaApHbBIX YCIHOBUAX,

- nayuenmog ¢ un@exyueu B. cepacia complex & ambyramopuwbix u CcmMayuOHAPHBLIX YCIOBUSX

Heobx00UMo npuHUMams U cocnumaiusupoeamas OmaeﬂbHO;

-leyebHble Yeumpwl, 20e ocywecmensaom npuem nayuenmos ¢ I/, oondxcHbl umems uncmpyxyuu,
20e onucanvl npasuna pazoeieHus nayuenmos c III[J] ¢ Xxponuueckumu uHeKkyusmMu aecKux

PAa3nudHOU SMUOI02Uel,

- 60 epems nandemuu COVID-19 ¢ omnowenuu meponpusmuil 3a npedenamu 601bHUYbL: eciu bolee
o0Ho20 nayuenma c I/ nocewaiom meponpusmus 6 NOMeweHuU, OHU OOIICHbL 0ePAHCAMbCA HA

paccmosaHuU He Menee 2 M U HOCUMb MACKY He3A6UCUMO om cmamyca 3apasitCenusl,;

- nayueHmvl C GbIAGIEHHOU SUPYCHOU UHGeKyuell Ulu ¢ CUMIMOMAMU DecCnupamopHou uHgexyuu
00HCHBL ObIMb BPEMEHHO U30IUPOBAHbI 8 AMOYIAMOPHBIX U CMAYUOHADHBIX YCIOBUAX UMU, HO

Kpaunet mepe, HOCUMb MACKY;

- Heobxo0umo noosepeamv  Oe3uH@exkyuu npoyedypHvle KabuHemwvl U Kabumemsvi, 20e
OCYWecmeansemcs npuem NayueHmos, Mexcoy npuemom NayueHmos u 6 Kouye OHs, ¢ UCNOIb308AHUEM

O0e3UHDUYUPYIOWUX / MOIOUWUX CPEOCTNE;
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- NAYUEeHMO8, U3 BePXHUX U HUICHUX OblxamelbHblx nymei komopwix evicesaiom H. influenzae, M.
catarrhalis, S. pneumoniae u S. aureus (MSSA), nem neobxooumocmu pazoensimo 8 amoOyIAMOPHBIX U

cO0CnUmMatbHblx YCIlOBUAX.

Takum obpazom, modcem OblMb OOCMUSHYI KOHCEHCYC NO MUKPOOUOLO2UYECKOU OUASHOCTUKE,
NOKA3aHUAM O/l JedeHus UH@eKyull, U YUUumvlearouum acnekmsl pazoeleHus NAyueHmos ¢

UHGhekyuaMU PA3TUYHOL dMuonocuu, xitodas 603oyoumens COVID-19.

Ilo muxpobuonocuueckoli OUAZHOCMUKE KOHCEHCYC Modicem Oblmb OOCMUSHYM OMHOCUMENbHO
paoa npoghurakmudeckux mep, NPUHUMAEMbBIX Ol O2PAHUYEHUs PACHPOCMPAHeHUs UHQeKyull,
8bI3bIBAEMBIX YCIIOBHO-NAMO2EHHLIMU MUKPOOp2aHuzmMamu, makumu kax P. aeruginosa, B. cepacia
complex u HTM, exnmiouass pannee svisigieHue unpekyuu nymem ucciedo8aHusi He MeHee demvlpex
006pasyos cekpema uz ovixamenbHvlx nymei nayuenmog c¢ I/ 6 meuenue 200a 6 coomeemcmeuu ¢
Moougpuyuposannvimu kKpumepusimu Jluoca ons onpedenenus xponudeckou ungexyuu P. aeruginosa
[3] u ucnonvsosanus KOHKpemHbIX MUKPOOUONIOSUHECKUX NaOO0PAMOPHbIX Memo008, MAKUx Kak
KYIbMUBUPOBAHUe HA CENeKMUBHbIX Cpedax U NnpogedeHue 2eHOMUnUpoB8anus  Oisi NOGbIUEHUS

movHocmu MquO6M0]Z02MU€CKOZZ OUASHOCTNUKU.

OmnocumenbHo pazoeneHus nayueHmog Obli O0CMUSHYM KOHCEHCYC, BKII0UAIOWUL pa3oeieHue
HymMpu U 3a npeoenamu OONbHUYbLL, eClU Yy HAYUEHMA ecmb UOEeHMUDUYUPOBAHHASA UHDeKYUs,
svizeannas P. aeruginosa, B. cepacia complex, HTM uiu MRSA, oasxce npu nepeom nonoxcumenbHom
gvicege. B nacmosiwyee epems nem uemkux ookasamenbcme nepedauu P. aeruginosa om nayuenma x
nayuenmy medxncoy nayuenmamu c¢ I1L[J[. Oonako nepedaua mynvmupesucmenmuolx — wmamvmos P.
aeruginosa meosicdy nayuenmamu ¢ MB siensemcs xopowio ussecmuoil npobaemou [6]. H3 onvima
nevenus MB maxoice uzeecmuo, umo HeKOmMoOpbvle Munbvl KIOHO8 MO2ym nepeoasamvCs Opy2um
nayuenmam, Hanpumep nayuenmam ¢ XObBJI. Ilosmomy pexomendyemcs uzbezamo 1106020 NpAMOo20

KOHmaxkma medxcoy nayuenmamu ¢ MB, kak 6 6onvHuye, max u 3a ee npedenamu [7, 8].

Tlockonbky maxdice He0OX00UMO UCCIe008amb He MeHee uvembvlpex 00pas3yo8 cekpema u3
ObIXAMENbHbIX nymel 6 200, NOCIeOHUll NOJONCUMENbHI Pe3VIbmam noceéda cekpema u3
OvlxamenvbHblX nymeti Mmodcem Ovimb noayuen 3 mecaya Hazao — unu oonee. Credosamenvho,
cywecmeyem NOMEHYUANbHbII PUCK NEpedadu NAmo2eH08, eCiu UMU nayuenm Ovll UHOUYUPOBaH
nosoice, uem UCCIe006aH NOCIeOHUll obpasey cekpema u3 Obixameivbhblx nymeu. Ymobvl ceecmu K
MUHUMYMY 3MOM PUCK, HEOOX0OUMO, Ymobbl nayuenm npucian oopasey cexpema u3 ObiXameabHblX
nymeti 3a Heoeno 00 AMOYIAMOPHO2O BU3UMA, YMOObL MOJNCHO ObLIO V3HAMb O JI0O0M U3MEHEeHUU

uHghekyuonnoco cmamyca 6 OeHb npuema nayuenma. QOHaKO credyem OmMMemums, Ymo
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MeOllenHopacmywiue namo2eHvl 8 00paszye Mo2ym He Onpeoenamvcs U3-3d upesmepHozo pocma boee

bvicmpopacmywux bakmepuil, eciu OHU NPUCYIMCMBYIOM 8 HeOOIbUIUX KOIUYeCMBaXx.

30-munymHuulii nepepuig medxncoy nocewjeHuasmu nayuenmos ¢ L[/ nezagucumo om un@exyuoHnoeo
cmamyca, KOmopbulii Mo2 0bl MUHUMUZUPOBAMb Nepedauy, He Npusesl K OOCMUICEHUI0 KOHCEHCYCd,

NOCKOJIbKY makou nepepovle CIUUKOM CHOIHCHO cobnooams u3-3a 102UCHUKU 6 PA3JTUYHbIX MeCcmax.

B nexomopuix meouyunckux opeanusayusx mo2ym ovims obuue nomewerus 0as nayuenmos ¢ MB u
nayuenmos ¢ IIL[/], u 6 smux opeanuszayusx ciedyem yyumsléamov COONOOEHUE CMPOSUX NPABUTL

paszdenenus nayuenmos ¢ MB [9].

Koncencyc 6vin docmuenym 6 ommouwenuu HeoOX00UMOCMuU cezpe2ayuul, eciu NayueHmvl Obliu
unguyuposanwvl P. aeruginosa u B. cepacia complex, MRSA u NTM, mozoa kax ne 6wuL10 0ocmuchymo
KOHCEHCYCA 6 OMHOWEHUU NPeONONCeHUs cezpeeayuu 0N NAYUEHMO8, UHGUYUPosannvlx A.
xylosoxidans, wiu nayuenmos ¢ nonosxcumensnuvimu pesyriomamamu nocesa H. influenzae, M.
catarrhalis, S. pneumoniae u S. aureus (MSSA). Coyuanvroe oucmanyuposarue He menee 2 M mMericoy
nayuenmamu ¢ LT u ucnonv3osanuem 1uyesvix Macok NAYUEHMAMU 80 6PeMsL 6CMpPey 8 NOMeWeHUl,

srouas bonee oono2o nayuenma c I/, 610 npeonoxceno nocue ecnonuxu COVID-19 [5].

Koncencyc omnocumenbHo npo@uiakmuueckux Meponpusmuil Kacaics memooos oesungexyuu. Bo
uzbesicanue obueco pacnpoOCMpaneHuss MUKPOOP2AHUIMO8 HA OPYeUx NaAyueHmos Ovlio npedyiodceHo
O0e3UHpUYUPOBAMb NANAMY NAYUEHMA MENHCOY NOCeUJeHUSMU U 6 KOHYe OHS 3apecucmpupo8aHHbIM
oesuHpuyupyrowum / moowum cpedcmeom. B coomeemcmeuu ¢ pykogooswumu NPUHYUNAMU
Bcemupnoii  opeanusayuu  30pasooxpanenuss (BO3) meouyumckuil nepconan makxdce O0JIHCEH
coonr0ams 2u2ueHy pyKk nepeo 6xo00Mm 8 naiamy u npu 8blxooe U3 KOMHAmMsl nayuenma, 00 Ui nocie
npsAMO20 KOHMAKMA ¢ NAyueHmom, neped HAoesanuem Nepyamor U NOCie CHAMuUsi nepyamox npu
MEOUYUHCKUX Npoyedypax, nocie KOHMAKmMma ¢ Koxcell NayueHmd, CAUUCMuIMU 000JI04YKAMU,
MOKPOMOU UU OPYSUMU OUOLOSULECKUMU HCUOKOCMAMU, 4 MAKHCe NOCLe KOHMAKMA ¢ MeOUYUHCKUM
000pyoosanuem psaooM ¢ NAYUEHMOM, KOMOpoe Modxcem Obimb 3A2PA3HEHO OUOLOSUYECKUMU

oHcuoKocmaAmMU U3 ovixamenvnoix nymeti [10].

Obecneuenue npoguiakmuku nepekpecmuou ungpekyue, Hanpumep, P. aeruginosa mescoy
nayuenmamu ¢ I/ npusena x ucnonvsosanuio macok. Panee Ovino nokazano, umo ucnonvzosanue
MAcoK 01 uya 2 GexmusHo 0Jis1 yMeHbULeHUS 8bl0eNeHUsL NOMEHYUAILHO UHDEKYUOHHBIX adpo30.iell,
cooepacawux P. aeruginosa, y nayuenmos ¢ MB [11, 12], a npu MB 6 MeOuyuHCcKux yupexcoenusx
peKomeHoyemcs uchonv3osanue auyesvix macok [13]. Tem ne menee, npedcmasumenu nayueHmos ¢

Hllﬂ 8blpA3UTIU 00eCnoKoeHHOCmb No noeody cmuemamusayuu U3-3ad HOWEHUA MACOK. Omuacmu u3-
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3a 6eCnoKoUCmea Nayuenmos NpedioNHCeHHOe 3asa61eHue ObLI0 NEPEOHAUATLHO OMKIOHEHO, HO NO3MHCe
npunamo nocie ecnviuuku COVID-19. Bo epems nandoemuu COVID-19, Howenue macku cmano
OOWENPUHAMBIM U UWUPOKO UCHONb3YEMbIM CPeOU OONbUUHCIEA T00el 60 6CeX NOBCEOHEeBHLIX

JrcusHeHHvlx cumyayusax|14].
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5.2 Benrenue manmueHToOB U AMCIIAHCEPHOE HAOIOACHNE

Ilepsuunas  OuacHocmuka U  nOOOOp — mepanuu  OCYWeCMENsAemcs 6  VCI0BUAX
CReyuanu3sUpoOBaAHHO20 NYJIbMOHOIO2UYECKO20 CIAYUOHAPA UlU OMOeleHUsl (RayueHmbl ¢ HemsiCelblM
meuenuem, 0COOEHHO NpU KAMAMHECMUYECKOM HAOM00eHUuu Mo2ym Ovlmb 20CNUMANIUUPOBAHLL 8
OHEBHOU CMAaYUuoHap), edeHue NayueHmos cOBMeCmHo CO CHeYUaIucCmom OMmOoPUHOIAPUHSONO020M U,
N0 NOKA3AHUAM, C CYPOOJIO20M, NPU HANUYUU NPUSHAKOS J1e20YHOU 2SUNEePMEH3Uu — C OemcKUM
kapouonozom. Cpok npebdviganus 6 cpeonem modcem cocmasums 14-21 Oenw.

B ambynamopro-nonuxnunuueckux yupesicoenusx npu nooosperuu na I1L[J] yuacmkogvle epayu-
neouampbl HanpasAm 60JIbHLIX HA KOHCYIbMAYUIO K 8PAYY-NYIbMOHONIOZ2).

Yacmoma euzumoé nayuenma ¢ NEpeUYHOU YUTUAPHOU OUCKUHe3Uel YCMAaHAa8IUueaemcs
UHOUBUOYATILHO 8 3A8UCUMOCMU OM msdcecmu mevenus. B cpednem konmponvuvie ocmompol
nayuenmos ¢ IIL[J][ oondxcuvl nposooumscs He pedce 2-X paza 8 200 (N0 NOKA3AHUAM - Yawye), ¢
edcec00HbiM  uccneooganuem @B,  camypayuu, Oxo-KI' ¢ Oonnnepogckum aumanuzom u
nepuoouueckum koumponem KT opeanos epyonoii nonocmu (6 cpeonem 1 pas 6 2 200a).

Ilpumepnwiii nian OuHamuueckoco HAbOAOOeHUs U MoHumopuposanus nayuenmos c¢ IIL[J/] no
[Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C,
Daniel SJ, Kimple AJ, Manion M, Knowles MR, Leigh MW; Genetic Disorders of Mucociliary
Clearance Consortium. Diagnosis, monitoring, and treatment of primary ciliary dyskinesia: PCD
foundation consensus recommendations based on state of the art review. Pediatr Pulmonol. 2016
Feb;51(2):115-32. doi: 10.1002/ppul.23304]
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Ilepeyennb 1a60PATOPHBIX H HHCTPYMEHTAIbHBIX HCC/IEA0BAHUI M KOHCYIbTAIUI CNIENHAINCTOB, OCYLECTBJISIEMBIX B CPeIHEM
NpH JTHHAMUYECKOM Ha0oeHnu nanuenTon ¢ ITIYJT
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MarHuTHO-pe30HaHCHas
Tomorpadus OKOJIOHOCOBBIX

nazyx’

Koncynbramus
OTOPUHOJIAPUHTOJIOTa

DHIOCKOITHS HOCOTJIOTKH
(3HZLOCKOHI/I‘I€CK351 OHJOHA3aJIbHasA
IIOJIOCTH

PEBU3US HOCa,

HOCOTJIOTKH)

TonanbHas IOpOroBast

ayIMOMETpPHUs (peructpanus

BBI3BaHHOU 0TOAKyCTHYECKOU

OMUCCUM  W/WIM  PErucTparus
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Bua o6csienoBanust Ipu IlnanoBbIN IlnanoBbIN Exe Kaxxabie ITo nokazanusim
NMepBUYH | BH3HUT BU3HUT TOAH 2 roga
oM (kaxkablie 3 (axxaple 6 | o
obpame Mmec. [pu | mecsiueB
HHUH HAJIMYH U npu
OpOHX03KTa30 OTCYTCTBH
B | u
JbIXaTeJTHOM OPOHXO03KT
HeJ0CTATOYHO a3oB u /1H)
CTH

KOPOTKOJIATEHTHBIX CITyXOBBIX
BBI3BAaHHBLIX IOTCHIMAIOB, ASSR-
tecr)!

Koncynbranus ncuxosiora + +

KonTponb HaBBIKOB + +
KMHE3UTEPAly M HCIOIb30BAHHSA
JBIXaTeNbHBIX ~ TPEHAKEPOB  H
mpudopoB

Koncynbranus Bpaya- +
TPaHCIUIAaHTOJIOTa

Koncynbranus Bpaua-kapauosora + + +
(xapanonora AeTCKOro)

Koncynbranus Bpaua-ypoJjora + +
(ypomnora-anaposiora JeTCKOT0)

Koncynbramust ~ Bpaua-akyluepa- + +
THHEKOJIoTa

Pexomenmanmn o +
JIEKApPCTBEHHOMY  00€CIEeUYeHHIO,
BHECEHHE M3MEHEHUI B
peTHOHANBHBII peectp 1o
JIEKApCTBEHHOMY 00€CTICUCHHIO

l'omoBoit snukpu3 (BbINKUCKA AJIS +
MC3) ¢ pekoMeHAAUUIMUA |
IJIAHOM HaOJIFOJICHUS Ha TOJT

[Tonnucanue MHPOPMHUPOBAHHOTO +
corjiacMss M BHECEHUE JIaHHBIX
nanyeHTa B HaIMOHAJIbHBIN
peructp

[Ipumeuanus:

1
B oTnenpHBIX BO3PACTHBIX I'pynIiax ¢ y4€ToOM BO3pacTa

2
HpI/I HaJIMIWU NOJIMCUHYCHUTA U MTOJIMIIOB HOCA — Yallle
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BaKI_II/IHaI_II/ISIZ BCCM IIAalIMCHTBI C HHH JOJIKHBI  ITOJIYYHUTh PEKOMCHIOBAHHBIC IIPUBHBKU B
COOTBCTCTBHHU C HaI_II/IOHaJILHLIM KaJICHAAapCM IMIPUBUBOK.

[TonuTrka HHPEKIIMOHHOr0 KOHTPOJISA UMEET BAKHOC 3HAYCHHUE JUISl OKa3aHUS KIIMHUYECKOM ITOMOIIN
nipu TTL1, u mpu oxazanuu nomonru narmentam ¢ ILJ] HeoOxoaumo cobmoaaTh o0IIue mpaBuiia
MH(PEKITMOHHOTO KOHTPOJISI B OOJIbHHIIAX.

6. Opranu3anusi oKa3aHusi MeIHIMHCKOW momoum [Ipu oxaszanuu MeoOuyuHckou nomowu
nayuenmam c I neobxo00umo ucnonb308amos MyibmuOUCYUNIUHAPHBIN NOOX00, YMO 00YCI08IEeHO
KaK msicecmuvio COCMOSIHUSA, MAK U NHOPANHCEHUEeM PA3NUUHBIX OP2AHO8 U CUCEM.

Beoenue nayuenmos ¢ I11]/] npeonoumumenvno npogooums 8 CneyuaiusupO8aHHblx YeHmpax.
Credyem ucnonvo8ams cmayuoHapo3amenaouue mexHoaiocuu.

Junamuueckoe nabaooeHue 6 aAMOVIAMOPHO-NOTUKIUHUYECKUX VCA08USX NPU  OKA3AHUU
NepeudHOU MeOUKO-CaHUMAapHOU NOMOWU OCYWecmeaisnem 6pay-neouamp y4acmkosvli (8pau-
neouamp, uiu 8paq-nyjibMOHON02, KOMOpbvle NPOWLIU COOMBEMCMBYIOWUL MeMamuieckull. Kypc 6
PAMKAX NPOSPAMM HENpepbl8HO20 MeOUYUHCKO20 00paA308anus, a Makice umMeiom Onvlm 6e0eHuUs
nayuenmos ¢ OAHHOU HO30J]I02Uell; KOHCYIbMAayuu Cneyudarucmos — no NoKa3ausm) ¢ 4acmomoti,
onpeoensieMou mANCeCmvblo COCMOAHUSL NAYUEHMA U UMEIOWUMUCS OCTOXCHeHusMu oone3nu (1 pasz 6
1-3 mecaya unu no noxkazanusm). Bnepevie ouacnocmuposannvie demu uiyu nAYUeHmMsbl ¢ MAACENbIMU
Gopmamu 3ab0ne8anus 00NHCHBI HAOIIOOAMbCA yauje (exdcemeciuHo), NayueHmvl ¢ JNeKUM UIU
amunuunvim meyenuem IL[J[ moeym nabnrooamscs pedce (kadicovie 6-12 mec.).

Habnwoenue 3a nayuenmom u Koumponb cocmosnusi He0O6X00UMO OCYUWeCMEIAmMb PecylsapHO 8
VC08UsAX OHeeHO20 cmayuoHapa. l'ocnuanuzayus nposoOUMcs no NOKA3AHUAM 8 KPY2loCYMOUHbLU
cmayuonap (8 nyibMoHoio2u4eckoe, UHheKyuoHHoe iU uHoe omoejietue, 8 umame Komopoz2o ecimo
cneyuanucmol, uMmerowue Onvlm B8eOeHuUs. NayueHmos ¢ OaHHou Hozonozuell). Ilayuenma
20CNUMANUZUPYIOM 8 NANAMmy C Y4emom NOOMEEPHCOEHHO20 paHee MUKPOOUOIOSUYeCK020 net3axcd
(ocobenno ons P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., nemybepkynesHvlx
MUKobaxmepuii, XpOHUYeCKUll acnepauiie3a), npu G03MOICHOCU — UHOUBUOYATbHBINL OOKC. B
3A8UCUMOCMU OM COCMOSIHUS NAYUEHMA CPOK 20CHUMATUZAYUL MOJHcem cocmagums om 4 00 21 Ous.

THayuenmvr ¢ IIL[/], Hyscoarowuecss 6 CmMayuoHApHOM JleYeHUU 6 pPAMKAX NePEUYHOU
CNeyuanu3uUpoOBaAHHOU MeOUKO-CAHUMAPHOU NOMOWU, HANPABIAIOMCA N0 MeOUYUHCKUM NOKA3AHUAM 8
nYIbMOHONIO2UYECKOe, UHEeKYUOHHOe Ulu UHOe omoeleHue (N0 NOKA3AHUAM, VCI08US — YKA3AHbL

gvllle) MEOUYUHCKOU Op2aHU3AYUU BPAYOM CKOPOU MeOUYUHCKOU NOMOWU, 6paiomM-neouampom
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VUACMKOBbIM, 8PAYOM-NYIbMOHOI02OM UTU UHBIM CHEeYUATUCIOM AMOYIAMOPHO-NOJUKTUHULECKO2O0
36eHa.

THayuenmos c I1L[J], nyxcoarowuxcsa 6 oka3aHuu cCneyuaiu3upo8aHHol MeOUYUHCKOU NOMOWU,
8 MOM YUCLE BbICOKOMEXHONOSUUHOU, 6 CMAYUOHAPHBIX YCIO08USX, NO MEOUYUHCKUM NOKA3ZAHUAM
Hanpasisaom 8 coomeemcmsylouee omoeieHue MeOUYUHCKOU OpeaHu3ayuu 8pay-nyibMOHON02 Ul
8pau-neouamp.

Mapwpymuzayusa nayuenma 0emcko20 803pacma 60 83POCAYI0 Cemb — 80 63POCAbIU YEHMP
I, ocywecmensemcs k 18 cooam.

Hayuenmuwr c I1L]/] nonyuarom:

- 8 pAMKax NepeuyHol MeOUKO-CaHUMAapHoUu NOMOWU — NIAHOBVIO U HEOMIONCHYIO
amoy1amoOpHO-NOIUKIUHUYECKYIO U NEPEUYHVIO CHeYUATUIUPOBAHHYIO NOMOWb (COOMBEMCMBYIOue2o
npogunis, No NOKA3AHUAM U 6 3A6UCUMOCHIU OM MANCECMU COCMOSHUSL, a4 MAKdACe CKOPYIO
MEOUYUHCKYIO NOMOUD);

- 8 PAMKAX CReYUaIU3UpOBAHHOU MeOUYUHCKOU NOMOWU — CReYUATUZUPOBAHHYIO, 8 MOM YUCTE
BbICOKOMEXHONOSUUHYIO MEOUYUHCKVIO NOMOWb, 8 COOMBEMCMBYIOWUX VCI08UAX OHEBHO20 WU
KPY2loCymouyH020 CMayuoHapa.

Ilpu nanpasnenuu 6 omoenenue (YeHmp unu KabuHem) MYKOSUCYUOO3d, 8PAUOM-NeOUampom
VUACMKOBbLIM UTU BPAYOM OpPY2Oll CHeYUATbHOCMU NPedOCmAasIsemcs GbINUCKA U3 AMOYIamopHOLL
Kapmoel (ucmopuu 00Ne3HU) C YKA3aHUuem NpeosapumenvHo20 (Ul 3aKIOYUMENbHO20) OUAcHO3d,
conymcmeylowux — 3a001e8aHull, a MAKdICe UMEIOWUXCS — Pe3yIbmamos  1aO0pamopHvix U

@DYHKYUOHANBHBIX UCCIE008AHUIL.

7. lonoyHuTeIbHAsA MHGpOpManus (B TOM 4Kcie (PAKTOPbI, BIUSIOIIHE HA HCX0/ 3200/ 1eBaHUA

WUJIH COCTOSIHUA)

7.1 Ucxoabl ¥ IPOTHO3

OnpenensitolmiuMy (pakTopamu SIBISIOTCS CBOEBPEMEHHOE YCTAaHOBJIEHUE AMArHO3a U a/IeKBaTHast
Tepamnus.
IIporHo3 3aBUCUT OT OObeMa M XapakTepa MOPaKEHHUs JIETKMX M, Y OOJIBIIMHCTBA MAIMEHTOB IPH
MPaBWIbHOM CHUCTEMAaTHUYECKOM JIEYEHHH M PEryJspHOM MPOBEACHUM pPeadMINTAIMOHHBIX
MEPOIPUATHI OTHOCUTENBHO OJIarONPUSITHBIH. ObocTpeHusi  XPOHUYECKOTO  BOCHAIUTEIBHOIO
mporecca B JIETKMX M OKOJIOHOCOBBIX Ma3yxaxX MOTYT CYIIECTBEHHO CHIKaThb KauyeCTBO >KHU3HU
MAIEeHTOB.

J11g B3pOCIIBIX MAllMEHTOB MY>KCKOT'O I10J1a XapaKTepHa NepPBUYHOCH OECIUIOANE UM CHUKEHHAS
(bepTUIBHOCTh BCJIEACTBUE OTCCYTCTBUS WM HEIOCTAaTOYHOTO KojudectBa (%) TOJIBMKHBIX

CIICpMaTO30UI0B.
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Kenmunuer ¢ L] MoryT uMeTs HOpMaIbHYIO (HEPTUIBHOCTh OJTHAKO B HEKOTOPBIX CIydasx
CIOCOOHOCTh K penpoiayknuu ((hepTHIIBHOCTh) CHW)KEHA, TpPU OTOM BEPOSTHOCTH Pa3BHUTHS

BHEMATOYHOU OepeMeHHOCTH OoJiee BBICOKA, IO CPABHEHUIO CO CPETHUMH 3HAYCHUSIMU B TIOMYJISIIIHUH.
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KpnTepnn OIleHKH Ka4eCTBa OKa3aHMA MeIUIMHCKOH MOMOIIH

Taobmuua 1.

OpFaHI/I3aL[I/IOHHO-TGXHI/I‘IGCKI/IG YCJIOBUA OKa3aHUA MCHHHHHCKOﬁ IIOMOIIH.

Bua MeqUIIHHCKOI MTOMOIIH

MECIUMIIMHCKAaA IIOMOIIb

crieuain3upoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHAA,

BospacTHas rpynna JleTn

YciaoBus okazsaHust METHIIHHCKOM

MOMOLIH

CTaIlMOHAPHO, B THEBHOM CTaITHOHAPE

®opMa oka3aHUs MeTUIMHCKOM

S TUTAaHOBAst
Tabnuua 2.
Kpurepun kauectBa okazaHus MEIULIMHCKON OMOIIN
Ne Kpurepnii Beinosinenue
BrimonHeHa KoOHCyIbTanus Bpada-myJIbMOHOJIOTa U/
1 Bpava-neuaTpa, CIeHaNIU3UPYIOIIErocs Ha MaleHTax C Ta/uer
ML (neTsiM) py AMarHOCTHKE | qanee He pexke 1 paza B 12
MecsIEB
2 Brimonnena kommbloTepHas ToMorpadus OpraHoB TPYAHOM Ha/ner
MOJIOCTH ITPY YCTAHOBJICHUHM AMArHO34, Aajee - N0 NOKa3aHUsIM
3.
BrinonHeHo MUKPOOHOIOTHYECKOE NCCIIeIOBAHNE MOKPOTEI Ha/uer
4 (MHOYMPOBaHHON MOKPOTHI, TPAaXealbHOTO aclypara) ecliu
He ObUIO MPOBEIEHO B TEUEHHUE MPEAIIECTBYIONETo 1 roaa
(MuHUMYM)
BrimonneHo nccnenoBanue GyHKIUN BHEIIHETO JbIXaHUS Ja/uer
5. (TIpu OTCYTCTBMU MPOTHUBONOKA3aHHI) PU AUATHOCTUKE U
Janee He pexxe 1 pasa B rog
6 BrimonHena KOHCyIbTaMg Bpaya- OTOPUHOJIAPUHTOJIOTA TPU Jla/aer
' 000CTPEHNH XPOHUYECKOTO PUHOCHHYCHTA
7 BrinonHeHa koHCyIbTanus Bpaua — CypaoJiora- Jla/aer
OTOPUHOJIAPUHIOJIOTA TP CHIDKEHUHU CITyXa
BrimonHeHo uccnenoBaHne ra30B KPOBHU WIH Ha/uer
8. MyJIbCOKCUMETPHS TPU TUATHOCTHUKE U TIPU TOCIUTATU3AIIH B
CTaLlMOHAp
Brimonnena tepanus aHTHOAKTepHAIbHBIM(M) IpenapaTaMu JHa/uer
pu 000CTPEHNH XPOHNYECKOTO BOCIAIUTEIHHOTO
9. OPOHXO0JIETOYHOI'0 IIPOLIECCA COMIACHO YyBCTBUTEIbHOCTU

BBIAABJICHHOT'O BO36y,E[I/ITCJ'I$I NI aHAMHCCTHYCCKUM JJaHHBIM O
BO36y,E[I/ITCJ'Ie 1 €ro YyBCTBUTCIIbLHOCTHU
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10.

BrimonHeHa Tepamnus TeKapcTBEHHBIMH IIpenapaTamMu 13
TPYMITBI KOPOTKOJEHCTBYIOMINX CENEKTUBHBIX OeTa2-
aJIpeHOMHUMETHKH WK KOMOMHAIMEH JIEeKapCTBEHHBIX
MpenapaToB TPYIIILI CeIeKTUBHBIE OeTa2-aApEHOMUMETHKH 1
TPYMITBI XOJIWHOIUTHKY FITH TPYIIIBI IPOJIOTHAPOBAHHBIX
CEJIEKTUBHBIX 0eTa2-aJjpeHOMIMETHKOB TP HATHIHH
00paTUMOI OOCTPYKIIMN HHKHUX JBIXAaTENbHBIX MyTel MpH
OTCYTCTBHAY MEJIUIMHCKUX MMPOTHBOTIOKA3aHUN

Ha/aer
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Cnmcok Jureparypsl
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IIpunoxenne Al. CocraB padoueii rpynnsl no paspadoTke U NepecMoTpy
KJIMHUYECKHUX PeKOMEeHIauui
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IMpunoxenue A2. MeTom0/10rusi pa3padoTKu KINMHUYECKUX PEKOMeH 1Al

Knunuuecxue peKOMeHOauuu Cco30ambl  HA OCHOBAHUU COBPEMEHHDBLX MeofcdynapO()Hblx
KIUHU4YecKux pekomendab;uﬁ U HAY4HbIX ny@zuxauuﬁ no Ouaenocmuke, JeYEHUIO U 6e0eHUI0 DONbHBIX C
NepeUdHOU YUIUAPHOU OUCKUHE3UEII.

Hepeutmaﬂ yuauapHas OUCKUHE3 UL OMHOCANCS er()icww HacleocmeenHbiM 3a60ﬂ€6aHuﬂM, ymo
ucknrovaem B6O03MONCHOCNb npoeedenuﬂ bonvuiux KO2OPpNIHbIX u paHOOMu3up06aHHblx
KOHMpPOJIUPOBAHHbLX Uccneo0o8anull u ONA CO30AHUSA npomoKoJjioe OUACHOCMUKYU U mepanuu
UCNONB3YIOMCA UULb memamudecKue uccneoo8amus IKCnepmoe, 0ny6ﬂuK06aHHbl€ 6 nocueonue 086a

oecamuiemus.

LeneBasi aytuTopus JaHHBIX KIMHUYECKUX PeKOMEHIaMii:

Bpauu-nysnsmoHosoru

Bpauun-neauarpsl

Bpauu o6meii BpaueOHON MpaKTUKH (CEMEHHbIE Bpayun)
Bpauu — renetuku

JIaGopaTopHble T€HETHKH

Bpauu - anmneprosoru-uMmMyHOI0TH

Bpauwu - sH10CKOIIHUCTHI

Bpauu - pentrenonoru

© oo N o g B~ w DN PE

Bpauu QpyHKIMOHATBHON TUArHOCTUKU

[ERY
o

. Bpauu-ypoJIoTu-aHApoJIoTu

-
-

. Bpaun-akymepsI-uHeKo10rH

=
N

. Bpaun-xupypru

=
w

. Bpaun-nerckue xupypru

H
o

. Bpaun-TopakanbHsle Xupypru

e
o o

. Ctynentsl MmenunrHckux BY3oB

[
\]

. Obyuaromiyecs: B OpAMHATYpe U aclUpaHType

MeTOIll)I, UCIO0JIb3YyEMBbIE JIJIAA cﬁopa/ce.nelcunn A0KAa3aTeJILCTB: ITOUCK B 3JICKTPOHHBIX 0azax

JaHHBbIX.
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Onncanne MeTO010B, MCIOJb30BAHHBIX /UIl OLEHKH KAa4eCcTBa M CHJIbI J0KA3aTeJbCTB:
JI0Ka3aTeNbHOM 0a30i A peKOMEHIAUMH SBIAIOTCS MyOJIuKauu, Bomenmme B KoxpelHOBCKyro
oubmmoteky, 6a3bl nanabix EMBASE, MEDLINE u PubMed. I'ny6una nowucka - 8 ner.

MeToasbl, HCIOJIb30BAHHBIE VI OLEHKH Ka4ecTBA H CHJIbI 10KA3aTeIbCTB:

® KOHCEHCYC IKCIIEPTOB,;

® OLICHKA 3HAYMMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOM.

MeToabl, HCI0JIB30BAHHBIE VIS AHAJIN3A J0KA3aTe/IbCTB:

® 0030pbI ONYOJIMKOBAaHHBIX METa-aHATU30B,;

e ciCTeMaTHUYEeCKUe 0030pbI C TaOIUIIAMU J10KA3aTEIIbCTB.

Onncanne MeTO10B, HCIOJIb30BAHHBIX VISl AHAJIM3A 10KA3ATEIbCTB

IIpu or6ope myOIuKaIuii, KaKk MOTEeHIUAIBHBIX HCTOYHHUKOB JIOKa3aTeIbCTB, UCIIOJIb30BaHHAS B
KaX/IOM HCCJICIOBAHUN METOHOJOTHS M3Y4aeTcsl IS TOro, 4TOObI YOeIUTHhCS B €€ BAJTUJHOCTH.
Pe3ynbrar u3yueHus BIUSET Ha YPOBEHb JI0KA3aTEJbCTB, IPUCBAaUBAEMbIH MyOIMKALMU, YTO B CBOIO
ouepe/ib, BIUAET Ha CHITy PEKOMEHAalu.

JU1s MUHUMM3ALMY TOTEHIUAIBHBIX OIIMOOK KaXKA0€ MCCIeI0BaHHE OLEHUBAIOCh HE3aBUCUMO.
JIroOble pa3znuuusi B OLEHKaxX OOCY)XJaJuChb BCed TIpymmoil aBTOpOoB B MHOJHOM cocrtaBe. Ilpu
HEBO3MOXKHOCTH JIOCTH)KEHUSI KOHCEHCYCa IPUBJIEKAJICS HE3aBUCUMBIN KCIEPT.

Metoabl, HCTIOIb30BaHHbIE 1JIs1 GOPMYIHPOBAHUS PEeKOMEHIAIUI: KOHCEHCYC DKCIIEPTOB.

HNuankartopsl 1o6pokavecTBennoii npaxkruku (Good Practice Points — GPPs)

Pexomenayemas 100pokauecTBeHHAs! MpaKkTUKa 0a3Mpyercss 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 PeKOMeHIauui

Hacrosimue pekoMeHIanuy B NpeABapUTEIbHON BEpCHH OBUIM PELleH3UPOBAHbl HE3aBUCUMBIMU
9KCIIEPTAMH, KOTOPBIX, IPEkKIE BCETO, MOMPOCUIN MPOKOMMEHTHPOBATh, HACKOJIBKO IOCTYIHA MAJIs
MMOHUMAaHUSI UHTEPIPETAIHs I0Ka3aTeIbCTB, JIEKAaIasi B OCHOBE pEKOMEHJallHii.

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

peKOMeH,Z[aIII/Iﬁ, KaK HHCTPYMCHTA MMOBCEIHEBHOM IIPAaKTUKH.
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Bce KoOMMeHTapuM, TMOJNy4eHHBIE OT OKCIEPTOB, THIATEIbHO CHUCTEMAaTHU3UPOBAINCH U
o0CyXIanuch WieHaMu paboyeil rpymmbl (aBTopamMu pekoMeHaanuii). Kaxaplii myHKT o0Cy»)aasics B
OTJEJIbHOCTH.

KoHcyabTanus U 3KcnepTHasi OLeHKa

IIpoekT pekomeHIanuii ObLT PELEH3UPOBAaH HE3aBHUCUMBIMU SKCIEPTaMH, KOTOPBIX, MPEKIE
BCEr0, MOIPOCUIN ITPOKOMMEHTUPOBATh J10XOAUYMBOCTh U TOYHOCTh MHTEPIPETALUHU J10Ka3aTeIbHON
0a3pl, IeKaIIeld B OCHOBE PEKOMEHIAIHH.

PabGouas rpynna

JUis OKOHYATeNbHOM pelakuMu M KOHTPOJIA KayecTBa pPEKOMEHJAalUud ObUIM TOBTOPHO
IIPOAHAIM3UPOBAHbl WIEHAMU pabodell rpynibl, KOTOPbIE MPUILIN K 3aKIFOUEHHUI0, YTO BCE 3aMEUaHUs
¥ KOMMEHTApHH 3KCIIEPTOB MPHHATHI BO BHUMAHUE, PUCK CUCTEMATUYECKUX OIIMOOK MpH pa3paboTKe

peKOMeHHaHI/Iﬁ CBCICH K MUHUMYMY.

AKTyaau3anms JAHHBIX KJIMHUYECKMX PeKOMeHJauuil OyaeT NMPOBOAUTLCS He pexke, 4eM
oauH pa3 B Tpu roaa. [Ilpunsatue pemieHusi 00 00HOBJeHMH OyJeT NMPUHATO HA OCHOBAHMHU
NnpeaJioKeHUuil, MPeACTABJICHHbIX MeIUMIHHCKHUMH MPo(ecCHOHAIBLHBIMU HEeKOMMepPYeCKMMH
OpPraHu3auMsMM € Y4€TOM pe3yJIbTATOB KOMILJIEKCHOI OLEHKH JIEKAPCTBEHHBIX NpPeNnaparTos,

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

Tabmuua 1.I10kana OIEHKM YpOBHEW JOCTOBEPHOCTH JokazaTtenbcTB (Y)mis MeTonoB

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

Y | PacumdpoBka

1 CucremMaTniecKue 0630pBI HCCIEIOBaHUMN C KOHTPOJIEM pe(I)epeHCHBIM METOAOM HJIH
CHUCTEMaTHYECKUL 0630p pPaHAOMU3NPOBAHHBIX KIIMHUYCCKUX HCCJIeIOBaHUM C NIPUMCHCHUCM

METa-aHalIn3a

2 OTnenpHbIE UCCIENOBaHUS C KOHTPOJIEM pPe(EepeHCHbIM METOJOM WM OTHAEIbHbIE
pPaH/IOMU3MPOBAHHBIE  KIMHUYECKHE  MCCIENIOBaHMS M CHUCTEMAaTHYecKue  0030pbl
UCCIIeIOBaHUM J11000r0 JaM3aiiHa, 3a HMCKIIOYEHHEM PpaHIOMHM3HPOBAHHBIX KIMHHUUYECKUX

HCCHGHOB&HHﬁ, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanust 0e3  MOCIENOBAaTEIIBHOTO  KOHTPONS — pe(EepeHCHBIM  METOAOM WM
UCCIieIoBaHMs ¢ peepeHCHBIM METOAO0M, HE SBJISIOIIMMCS HE3aBHUCUMBIM OT HCCIIEIyEeMOTO
METO/1a WJIM HEPaHIOMU3UPOBAHHBIE CPAaBHUTENIBHBIE UCCIIE0BAaHNUs, B TOM YUCIIE KOTOPTHBIE

HUCCICcaJO0BaHUs

4 HeCpaBHHTeHBHBIe HCCIICO0BAaHNUA, OITMCAHNUE KIIMHUYECKOTO CiIydas
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Hmeercst auip 000CHOBaHUE MEXAaHU3Ma HeﬁCTBHH HJI1 MHCHUC SKCIICPTOB

Tabmuma 2.11lkana oneHkW ypoBHEH JOCTOBEpHOCTH jokazareiabcTB (Y J)mis meromoB

npouIakTUKK, Je4eHUs W peadmmuranuu (MpopUIaAKTHYECKUX, JCUCOHBIX, pPea0dMINTAIMOHHBIX

BMEIIIATEIHCTB)

Y | Pacumudposka

1 Cucremarnueckuit 0030p PKU ¢ mpumenenneM 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 HecpaBHutenbHble HCCIENOBAaHMS, ONHMCAHUE KIMHUYECKOTO CiIy4yash WM CEpPUH CIIyvacs,
UCCIIEIOBAHUS «CITY4aii-KOHTPOIIb

5 Nwmeercs numb 00OCHOBaHME MeXaHW3Ma JICHCTBUS BMEIIATENIbCTBA  (JOKIMHUYECKUE

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHE SKCIICPTOB

Tabmuna 3.1lIkana ounenku ypoBHel yOemutenbHOCTH pekoMmeHmanuii(YYP) s metonos

HpO(i)I/IJ'IaKTI/IKI/I, JUAarHoCTHUKH, JICYCHUA U pea6I/IJH/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 MCCIEIOBAaHUS MMEIOT BBICOKOE WJIM YJIOBIETBOPUTEIBHOE
METOJOJIOTHYECKOE KAaYEeCTBO, MX BBIBOJBI IO HHTEPECYIOIIMM HCXOAAM SIBISIOTCSA

COTJIACOBAHHBIMH )

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

HHTCPCCYHOIINM UCXOAAaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)

Crnabass pexoMeHmanus (OTCYTCTBHE JOKAa3aTeIbCTB HAJJIEKAIIero KadecTBa (Bce
paccMaTpuBaeMble KpUTepuu 3()PEKTUBHOCTU (MCXOJbI) SBJISIOTCS HEBAXKHBIMU, BCE
UCCIICIOBAaHUST HMEIOT HH3KOE METO/0JIOTHYECKOe KauyeCTBO M WX BBIBOJBI IO

HHTCPCCYIOIIUM UCXOOaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)
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IIpunoxenne A3. ChnpaBouyHble MaTepuajbl, BKJIKYas COOTBETCTBHE
NMOKA3aHUIl K NMPUMEHEHUI0 U NMPOTHBONOKA3AHWH, CIIOCO0OB NMPUMEHEHUS U 103
JIEKAPCTBEHHBIX TMPENapaToB, UHCTPYKUHMU IO NPUMEHEHHI) JIEKAPCTBEHHOIO

npemnapara

Hopsiaku oxkazaHus MeIUIMHCKON MOMOIIIK:
1. Tlpuka3 MuHHCTEpCTBA 3paBOOXPAHEHUS M COIMaIbHOTO pa3BuTus PD ot 16 ampens 2012 r.
N 3661 "O06 yrBepxaeHuu [lopsika okazaHus meAMATPUIECKON ToMoIu'")
2. Ilpukaz MunucrepcTBa 3apaBooxpaHenus P®D "OO6 yreepxknenun Ilopsaka oxazaHHA
MEIWIIMHCKOW TIOMOIIM OOJNBHBIM C BPOXKICHHBIMH W  (WIM) HACICACTBCHHBIMHU

3aboneBanusaMu” ot 15 Hos1O6pst 2012 . N 917H).

IIpuMepnI ATHATHO30B

Ilepsuunas yunuapnas ouckunesusa: Cunopom Kapmaecenepa. I'enemuueckasn ¢gpopma, eapuanm
(cenomun). Ilonnoe obpamuoe pacnonodiceHue BHYMPEHHUX Op2aHo8. XpoHuueckuil OpOHXUM.
IInesmocknepos 4 u 5 ceemenmog nesoco necko2o. [[8yCMOpOHHUU 2HOUMBIL IHOOOPOHXUM.
Jleycmoponnuii  xponuueckuti cunycum. Hazanouwiii noaunos. [{8ycmoponHuti  XpoHuueckuu
akccyoamugHull  cpeonur  omum. [unepmpogusi  adenouoos 2-3 cmenenu. J{gycmoponmss

KOHOYKmugHas myeoyxocms 1 cmenenu. Myowcckoe 6ecnnooue, acmenHo300cnepmus, MmMomanbHas

Gopma.

Ipuioxkenue A3.1 YabTpacTpyKTypa HOPMAJIBLHOM PECHUYKH U KTy THKA.

TepMUH «pPECHUYKH» HCIHOJB3YEeTCs, KOI/la Ha IOBEPXHOCTH KIETKM HMeeTcsl OoJbloe
KOJIMYECTBO 3THX OpPraHell, a TEPMUH «OKTYTUKH» MPUMEHSETCS B TOM Cilydae, KOrjia X OfHa WU
nse. JlnmHa pecHuuku 5 — 10 MKM, KryTuka criepMaTo3ounioB yenoBeka 40-45 mxm. LleHTpanbHas
YacTh PECHUYEK M JKTYTHKOB 3aHATa akCOHEMOW. AKcoHeMa MOp(OJOTHYECKH KOHCEpBAaTHBHA,
YIBTPACTPYKTypa aKCOHEMBI D YKapUOTUYECKUX KJIETOK CXOJHA, HO OMOXUMUYECKH JTaOUIIbHA.

AkcoHeMa cocToUT U3 9 map mnepudepruueckux MHUKPOTPYOOUEK, PacHoJIOKEHHBIX IO
OKPY>KHOCTH  (AyIJIETOB MHKpPOTPYOOY€K), M OAHOH maphl IEHTPAJIbHBIX MHKpPOTPYOOUEK,
oruckiBaeTcst Gpopmynoii (9+2). Lenrpansubie MT, C1 u C2, coeAMHEHHbIE MOCTHKOM, OKPYKEHBI

LEHTPaIbHOW 000JI04uKOi. bueHne pecHHYeK NEepIeHAUKYISIPHO TUIOCKOCTH, MPOBEICHHOW dYepe3
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nentpanpHyo mapy MT. Ilepudepuueckne mydmerst MT HymepyroTcs: TEpBBIM IYIUIET MPUHATO
Ha3bIBaTh AYIUIET, JIEKAIINI HaJl MOCTUKOM MEXy LieHTpaibubiMu MT (puc.l1, 2).

[Mepudepryeckue mnapbl (Iy0aeThl) MHUKPOTPYOOUEK CBSI3aHBI MEXAY CO00W HEKCHHOBBIMHU
CBSI3KaMHU, BHYTPEHHHMH M HApPYXHBIMU JUHEHMHOBBIMH py4YyKaMH, a C LEHTPaJbHOM mapod —
paguanbHbIMKH cruiamMu. JluHemHoBbIe pydku coctoat u3 Tsokensix (HC), mpomexyrounsix (IC) u
nerkux (LC) monmumentuaHBIX IETel; TBUKCHHE PECHHYEK MPOUCXOIUT BCIEACTBHE CKOJIBKCHHS
nyoneToB, KoTopoe obecnieunBaercs ATd-3aBUCHMON aKTHUBHOCTBIO JIWHEHMHOBBIX pydek. Tsokernbie
nenu HeoOxoauMbl s cKombxeHuss MT, u onu npucoenussores Kk MT «A» ny0neToB U MEHSIOT
CBOIO KOH(urypanur Bo Bpems ruaposnn3a AT®. BHyrpeHHHE AWHEHMHOBBIC PYYKH COCTOST U3 7
TUIOB JWUHEWHA, aKTUHA M LEHTpUHA. MeXxaHU3Mbl aKTUBAIMM BHYTPEHHUX AUHEHMHOBBIX PYYEK
OTJIMYAIOTCSI Ha MOJIEKYJIIPHOM YPOBHE OT MEXAHM3MOB aKTHBAIMU HAPYKHBIX PYYEK U BKIIOUAIOT
ueHtpanpHytlo mapy MT wu paguanpabix coun. Hanpaenenue u  ¢gopma us3ruba akCoOHEMbI

OIIpCACIIAOTCA B3aUMOJACUCTBHEM MCXKAY paJuaJIbHbIMU CIIMIAMHU U LECHTPAJIbHBIMU MT akcoHeMBlI.

B HOpMe aBMKEHHME COCTOUT M3 ABYX (ha3: CHIBHOIO yAapa B BBIIPSIMIECHHOM OTHOCHTEIBHO
BEPTUKAIBHON OCHU COCTOSIHUU U MSTKOT'O BO3BPALIEHMS B UICXO/IHOE MOJI0KEHHE, YTO B LIEJIOM CO3/1a€T
YHIyTUPYIOMHUH (XJIBICTOOOPA3HBIN) XapakTep ABMKEHUS [6]; yacToTa OMEHUS PEeCHUYEK B OpraHU3Me

yenoBeka cocrasisger 10-15 Hz (Afzelius B.A., 1985; uur. mo [1]).

CHO0XHOCTh CTPOCHHUSI aKCOHEMBI MOP(HOIIOTHSI aKCOHEMBI U OOJIBIIOE KOJIMYECTBO PAa3IMYHBIX
OenkoB oOyciaBIuBaeT OosblIoe pa3HOOOpasue CTPYKTYPHBIX HapyIIEHUH U IKTYTUKOB. OTH
aHOMAJIMM CIIOCOOHBI OKa3bIBaTh BIMSAHME Ha WX (YHKIHIO U TPUBOIUTH JHOO K HapyIIEHUIO
JIBUKEHMSI, JTMOO K TIOJHOM HEMOJBMXHOCTU. Bpinensior He MeHee 18 BapHaHTOB HapylIeHHH
YIBTPACTPYKTYpPhl PECHUUKH, KOTOPbIE NMPEACTABIAIOT COO0M OOIIEPUHATHIN CTaHAAPT MPU ONHUCAHUU
ocoOeHHocTe ee Mopdosorun. Yame Bcero HaOIOAAIOTCSA IOJHOE OTCYTCTBHE WM aHOMAllUU
CTPYKTYpbl Hapy»HBIX 1 BHYTPEHHUX JMHEUHOBBIX PY4YEK, YBEIUYECHHUE WM YMEHBIICHUE YHCIA M1ap
MUKpPOTpPYOOU€K; OTCYTCTBHE WJIM MOSIBICHUE OMOJIHUTEIbHONW LIEHTPAJIbHOM Maphl; BMECTE C TEM Y
yactu nanuentoB c 1L/ yneTpacTpykTypHble HapyuieHuss He oOHapyxuBatoT [1,2] [ Ilpunoxenue

I'lpuc. 2].

B krytukax crnepMaTto3oMJIOB aKCOHEMa OKpY)KEHa MEepUaKCOHEMHBIMU J100aBOYHBIMHU
CTPYKTypaMH, HUTparOIIMMH LMTOCKEJIETHYI0 POJb U OOECHEeYMBAIOIIMMHU KIYTHK HSHEpruel mnpu
JBWKEHUH IO KaHAJIaM pPENpOAYKTHBHOM cucTeMbl. JKIyTHK cnepmaTo30ouaa JNEIUTCS HAa CPEIHUH,
OCHOBHOI M KOHIIEBOW OTHENbl. B cpenHemM oTaene akcoHeMa OKpYKeHa 9 HapyKHBIMHU IUIOTHBIMU

¢ubpmnamu (HIID), kaxknas u3 KoTopelx kpenurcs kK ogHomy nymiery MT (puc.3). HII®D cuapyxu
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OKPY’>KE€HbI MUTOXOHAPUAMH. [IpuMepHO 75 MUTOXOHIIPUIN COCTUHEHBI KOHEI[-B-KOHEIl U (OPMUPYIOT
MUTOXOHAPHAIIBHYIO CIUpaib. B OCHOBHOM OT/iee )KT'yTUKOB BOKPYT aKCOHEMbI nMeeTcs (pubdpo3Has
obonouka (puc.4). Beprukanbubie Tsku QuOpo3HON 00071049Kku 3aMeHsOT 3-t0o u 8-yro HIID, u
COCIMHSAIOTCS TONEPEYHBIMU pedpamMu. Mex 1y CpeTHUM U OCHOBHBIM OT/ICJIAMHU JKI'YTHKA HAXOIUTCS
KOJIbLIEBasl TIEperopojka, oopasyromias auddy3uoHHBIH Oapbep Mexay HuUMHU (puc.5). B kopoTkom
KOHIICBOM OTJIeJIe JKI'yTHKa OCTaeTcs OJHAa aKCOHEMa, 4acTO HENojdHas, 0e3 MepUaKCOHEMHBIX
crpykryp (Lehti, Sironen, 2017). CtpykTypa akCOHEMbl KOHCEPBAaTHBHA MPAKTUYECKU OIMHAKOBA Y
PECHHYECK W IKTYTUKOB, OJHAKO B PpAJEC HCCICIOBAHHMU IIOKA3aHO, YTO HUMEIOTCS pa3jiuyus IO
Tkanecnenuduueckum oeaxam (Konno et al., 2015).

PecHMYKM M XT'YTHKH MOKPBITHI IJIa3MaTUYECKOH MEMOpaHOH, SIBIISIOLICHCS MPOIOJIKEHUEM

I1a3MaTHYeCKOM MeMOpaHbl KIIETKU.

[Nepudepuyeckue nynieTbl MUKpOTpyOOUYEeK
Hapy»Hble TMHEHHOBBIE PYYKH

BHyTpeHHNE TUHEHHOBBIE PYUKH

HexcunoBbIe MOCTUKH

LenTtpanbHas napa MUKpOTpyOOUYeK

PaguansHble crivibl

100 Hm
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Puc.2. Dnextponnodoropramma (TOM). Ilomepeunsiii cpe3 uyepe3 pecHUUKY. AKCOHEMa
HOpMasibHOU Mopdosorun. [IM-mnazmaruueckas memopana, HJIP — HapyXKHbIE TUHEUHOBBIE PYYKH,
B/IP — BHyrpeHHue auHenHOBble pyuku, PC — paauansHbple counpsl, L[ — 1eHTpanbHbIE
MUKpoTpyOouku, H — HekcuHoBbIe MocTHKH, K1 — leHTpanbHas Kancyna, oKpysKarolas eHTpaJlbHble
mukporpyoouku, I1[I1 — mnepudepudeckmii nymner Nel, pacrookeHHBIH MO LEHTPY MEXIY
LEHTPAJIbHBIMU MUKPOTPYOOUKaMH.

HII®

si:

Puc.3. GeKTpOHHO(i)OTopfaMMa (TOM). Tlomepeunslii cpe3 uepe3 CPeIHUM OTIEN KIyTHKa
criepMaTto3onia. AKCOHEMY OKPYXatoT 9 HapyKHbIX MIOTHBIX Gudpuin (HIID), kaxnas npukpernieHa
K MUKPOTpYOOUKe A mepudepruveckoro Iyriera MUKpoTpyooueK. M — MUTOXOHIPHUH.

BK

I1P

500 nm

Puc. 4. Onextponnodoropramma (TOM). Ilonepeunslii cpe3 yepe3 OCHOBHOM OT/EN KIyTHKA
criepMaTto3onia. AKCOHEMa OKpyxkeHa Gpudpo3Hoii 06ooukoit. BK — BepTHKaIbHBIC KOJTOHHBI
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($ubpo3HOI 000T0UKH IPUKPETIICHBI K 3 U § mepudepruueckuM AyrieraMm MUKpoTpyobouek. TP —
nonepednbie pedpa GruOpo3HOM 000TOUKH KIYTHKA.

E"%' Ti ¢
Puc.5. Dnexrpornodoropramma (TOM). [IpomonbHbIi cpe3 yepe3 KryTuk criepmarozouga. KII -
KOJIbLIEBAs MEPETSHKKA HA TPAHULIE MEXy CPEAHUM U OCHOBHBIM OTZEJIaMU JKI'yTHKA CIIEPMATO301 4,
M — MHTOXOHIpHHU cpeanHero otaena xrytuka, HI1® — napyxusie miuotasie Guodpusubl, [TP —
nonepeyHsle pedpa Gpudpo3HOi 000J0UKH HKIYTHKA.

IIpunoxenne A3.2 HapymeHue CTPYKTYpPbI pecHnuek u :xkryTuko npu ITLJI.
IMpy HaMMYUK KIMHUYECKUX ((DEHOTUITHYSCKHMX) TMPH3HAKOB, MO3BOJIAIOIINX IPEINOIaraTh
Hamuuue [IIJ], ¢ momompro TOM wuccienyroTcss pecHUTYATHIE KIETKHM Ha3aJbHOTO COCKO0a,
MOJIyYeHHBIE ¢ TIOMOIIbI0 Oporxockonuyeckoro epirka (Vallet et al., 2013). Crertuduanocts MeTo1a
— 100%, omHaKO MMEIOTCS JaHHBIE O HOPMAJIBHOHW YIBTPACTPYKTYPE AKCOHEMBI PECHHYEK NpHU
MOJITBEPIKACHHON ¢ TIOMOIIIBIO MOJIEKY/IsIpHO-Onomorunueckux Metomos ITL[J] (Jackson et al, 2016)
Haubostee pacipocTpaHeHHBIMHU YIIBTPACTPYKTYPHBIMU JIe(heKTaMu, HACHTU(DUITUPOBAHHBIMU B
pecnupaTopHbIX pecHHukax manueHtoB ¢ III[/I, sBiseTcss OTCyTCTBHE, YAaCTUYHOE OTCYTCTBUE WIIH
YKOPOUYCHUEM Hapy»KHBIX U/UITH BHYTPSHHHUX THUHEHHOBBIX pyuek (puc. 6) (Olbrich et al.,2002).
Npyrue nedekTbl BKIOYAKOT TOJHOE WM YaCTHYHOE OTCYTCTBHE IICHTPAJIBHOW Taphl
MHUKPOTPYOOUEK, HMHOT/A COMPOBOXKIAMOIICECS H3MCHEHHSMHU TIOJIOKEHUS WM (OPMbI BHEIIHHX
TYTUIETOB MUKPOTPYOOUEK (pHrc.7), pa3IudHble HApYIIEHUS MUKPOTPYOOUEK, CBA3aHHBIE C AeheKTaMu
PETyISATOPHOTO KOMIUIEKCAa HEKCHH-TUHENH U paauanbHbix crmil (Shoemark et al., 2020).
HccnenoBanusi, MOCBAIICHHBIE CTPYKTYPHBIM aHOMAJUSIM KT'YTUKOB CIIEPMATO30UIIOB TIPH
ITIJ1, nemuorouncnennsl (Munro et al., 1994; Chemes et al., 2003; Xaitat u coast., 2012; Bparuna u

coaBT., 2015). Hapymenue yapTpacTpyKTypbl aKCOHEMBbI B CIIEpMAaTO30MaX MOTUUHSIETCS TEM K€
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3aKOHOMEPHOCTSIM: B JKTYTUKAaX BBIABISIOTCS AHOMAQJIUU JIMHEMHOBBIX PYYEK, HApPYKHBIX H/WIN
BHYTpeHHUX (puc.8A,B), aHOManu HeHTpaIbHON Mapbl MUKPOTPYOOUYEK U aCCUMETPUYHAS CTPYKTypa
(¢huOpo3HOI 000JIOUKH KTyTHKA HAa TPAHUIE CPETHETO W OCHOBHOTO OTAENOB (puc.9). OTcyrcrBHE
LEHTPAJbHOW Mapbl MUKPOTPYOOUEK YacTO COYETAaeTcs C HapylmIeHHeM CTPYKTypbl (puOpo3Hoi
000JIOUKM >KIYTMKOB MpPU TaK Ha3bIBAEMOM CHUHIPOME TIEHBKOBHJHBIX JKTYTUKOB (AMCILIA3Us
¢udposnoit obonouxu) (Baccetti et al., 2015; Coutton et al., 2015; Linck et al., 2016; Bparuna u
coaBT., 2016). T.x. momynsmusi CIIEpPMaTO30UIOB YEIIOBEKA I'e€TepOreHHa, HEOOXOIMMO IMPOBEICHUE
KOJIMYECTBEHHOI'O aHaJM3a. 3aKIIYEHHE O CHHAPOMHOM NAaTOJOTMM JEJAeTCs MPU TOMOIEHHOM

aTUIINU CTPYKTYPHI )KT'YyTUKOB HE MeHee 4eM B 70% criepMaTo30u10B.

5

BV S TV

Puc.6. Onexrponnodoropramma (TOM). Ilomepeunsle cpe3bl depe3 PECHUUYKM C aHOMAaJIbHOU
CTPYKTYpOH JMHEHHOBBIX pydyeK akcOHeMbl. A. OTCYTCTBHE HapyXHbIX U BHYTPEHHUX JAMHEHHOBBIX
pyuek. b. Hapymenue CTpyKTypsl pagualbHBIX CIHUL AaKCOHEMBl M OTCYTCTBHE€ BHYTPEHHHUX
JUHEHHOBBIX pydek. B. BHyTpeHHue NIMHEUWHOBBIE PYYKU BBIABIAIOTCS y 2, 7 W § IyIJIETOB
MHUKpOTpyOoueKk. Bo3MOXKHBII BApHaHT HOPMBI.

ol : B3
', : ﬁ k-
. =

Puc.7. Dnexrponnodoropramma (TOM). Ilomepeunbie cpe3bl uyepe3 PECHHMYKH C aHOMAJIbHOU
CTPYKTYpO IEHTpaNbHON Napbl MUKPOTpyOoueKk. A. OTCYTCTBHE LIEHTPAIBHON apbl MUKPOTPYOOUEK
MIPU COXPAaHEHWH IIEHTPAITBHON Karcynbl. HemomHble MHKpOTpYOOUKH A dYacTH TepupepudecKux
nymieoB. b. Omna HemapHas MUKpOTpyOouka B IieHTpe. HemomHble MUKpoTpyOOouku A dYactu
nepudepryecknx aymietoB. B. [1odHOE OTCYTCTBHE EHTPAIBHOTO armapaTa aKCOHEMBI (KarcCylbl H
[EHTPATBHBIX MKPOTPYOOUEK).
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Puc.8. Dnekrponnoporopramma (TOM). Ilomepeunbie cpe3bl 4epe3 OCHOBHOW OTIEN JKTYTUKOB
ciepmaro3ousioB. A. OTCyTCTBHME HApPYXKHBIX M BHYTPEHHHUX JWHEHMHOBBIX pydek. b. OrcyrcTBue
JUHEMHOBBIX py4YeKk H accumeTpus ¢(ubpo3Hoit obomouku krytuka. B. IlomHoe orcyrcrBue
[EHTPAIILHOTO amnmnapaTa aKCOHEMbI (KallCyJabl W HEHTPAIbHBIX MHKpPOTPYOOYEK). ACCHMETPpUYHOE
IPUKPEIUICHNE BEPTUKATIBHBIX KOJIOHH (PUOPO3HOI 000I0UKH.

B

Puc.9. Dnexrponnoporopramma (TOM). IIpomonbHbIl cpe3 uepe3 KIYTHK clepMaro3ouja Ha
IpaHulle CpeJHero M OCHOBHOro otaenoB. dubposnas obonouka (PO) accUMETPUUHO CMEHSIET
MUTOXOHApHaNbHYI0 ciupaiib (M). KII — kosblieBas nepeTspkka.

IIpunoscenue . HopmamueHble 3Ha4eHUs nokazameJiell 3Ky/A5md c02/1aCHO
Kpumepusim BO3 (2010)

Ta6.a. HopmamuegHslie 3Ha4eHUs1 nokasameJiel 351Ky./1md c02/1aCHO
Kpumepusm BO3 (2010)

[TapameTpsl HopmanpHble nokasaTenu

Hopma BO3 2010r.
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O0BeM IsKyIIITa 1,5-5,0 mi.
Bsskocth <20 mMm
pH 72-78
Cpok pa3z:KuKeHus < 60 muH.
Konuenrpanus >15x 10°

CIIEpMaTO30UJI0B B 1 M1

Kareropun nogBuxHOCTH:

40% u 0oJiee TTOABUKHBIX

(xareropuu PR’ + ‘NP”)

bricTpoe nocTynaTtenbHOE
JIBUKEHHUE — KaTeropus ‘a’

MeieHHOE TTOCTyIaTeIbHOE
JBI>KEHUE — KaTteropus ‘b’

kareropus 'PR’ mporpeccuBHO mocTynareibHOe
nBIKeHue > 32%

HenoctynarensHoe IBH>KEHHE
— kareropus ‘C’

HenporpeccuBHo noasukHbie — Kateropust ‘NP’

HGHOI[BI/DKHBIC — KaTeropus:d

Gd’

Henoasmwxkheie — kateropus ‘IM’ (kareropus ‘d’)

JKuBble ciepMaTo30u bl

> 58%

Mopdonoruyecku
HOpMaJIbHbIE CIIEPMATO30U /b

> 4%

KommuecTBO JIENKOIUTOB

Menee 1 x 10° B M
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PykoBoacTeo BO3 mo uccnenoBannio u 00padoTKe IKyJIATa YesioBeka. 5-¢ m3a., 2010 r. Ilep. ¢ aarn. H.IL.
Maxkaposa. Hayu. pex. JI.®. Kypuino. M.: Kanuran Ipunt, 2012. [WHO Laboratory Manual for the

Examination and Processing of Human Semen. 5th ed., 2010. Trans. from English N.P. Makarova. Scientific.

ed. by L.F. Kurilo. Moscow: Kapital Print, 2012.].

Hpuﬂoofcenue KJIGCCUﬁUKﬂL]Uﬂ cnepmuosiocudecKux «duazHo308»

(mo BO3, 2010)
CnepMuoIoruuecKuii Kpurepuun BO3 2010r.
JIMarHo3
Hopmo3soocnepmust KonnuecTBo (KOHIIEHTpaIusl) ClIEpMaTO30M10B B 3KYJATE >15
MUJTH/MJI, TOJABWKHBIX >40% (TIpU XapaKTepUCTHKE ABMKCHHUS
«PR» + «NP»), cnepmaTo3ouaoB HOpManbHOU (Hopmbl >4%.
A3zoocniepmust OTtcyTcTBHE CIIEPMATO30UIOB, PU HATMYUU ISKYIIATA
Onuro3zoocrnepmust KonundecTBo (KOHIIEHTpalKsI) CIEPMATO30UI0B B IAKYJIISATE
MeHee 15 mutH/Mn
Teparozoocnepmus KonnuecTBo ciepMaTo30u10B HOPMaIbHON OPMBI B IAKYJIISTE
MeHee 4% Npu KOHUEHTPAIUU CIIEPMATO30U 10B
>15 miH/MA
ACTEH0300CTIEpMUS KonunuecTBo (KOHIIEHTpalMsI) CIEPMATO30UA0B B IAKYJISATE
>15 mutH/MUT:
- IporpeccuBHO NMoABMXHbIE «PR» >32%; HenporpeccuBHO
o iBHKHBIE «NPy»; - 001118 TOABMKHOCTH
«PR» + «NP» >40%
Onurocnepmust O06bem arsikynsata 6omnbiie 0 mit, HO MeHee 1,5 mi
Acnepmus OtcyTcTBUE DAKYIATA

Ipuao:xkenne A3.3 MoJiekyasipabie ocHOBbI TTIJT

Tabnuua 1. Monekynsipabsie ocHoBsl [TLI/I.

Hous cayuaes,
1 00yCJI0BJICHH
bIX JaHHBIM
renom, % 23

T'en

KoanuecTB o U3MmeHeHust Homep
0 9K30HO0B B| = ITHIHTEIBHBIC pecHIYeK, OMIM:;
rere KJIMHUYECKHE ETDACTOVET
0CO0ECHHOCTH y Up PYKTYP
HBIN AaHAJIN3 CcebLIKa
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ODAD2
(ARMCA4)

<3%*

19

A"oManuu
pacoIOKeHUs
BHYTPCHHHUX OpPTaHOB

ODA nedexTs

615451

CCDC39

4%-9%

20

AHOManuu
PacmoI0XKEHHS
BHYTPEHHUX OPraHOB;
yxXyameHue ¢yHKIHA
nerkux; 1
OpOHX03KTa3bl; IJI0Xast
npubaBKa B Bece

IDA nedexrtsl
+MTD

613807

CCDC40

3%-4%

20

AHOManuu
PacroIoKEHU
BHYTPEHHUX OPraHoOB;
yXyJIIeHne GyHKINU
nerkux; 1
OpPOHXO0’KTa3bl; II0Xast
npubaBka B Bece

IDA nedexrtsl
+MTD

CCDC65°

Penxo

Anomanunu
PacIoIOKEHUS
BHYTPEHHUX OPraHOB
HE OIMMCAHBI

Hopwmanehas

YIBTPaCTPYKTYpa
peCHUYEK

CCDC103

<4%*

AHOManu
pacnoIoKeHUs
BHYTPEHHHUX OpPTaHOB

ODA nedexts

614679

ODAD1

Penxo

13

AHOManu
PacIoIOKEHUS
BHYTPEHHUX OpPTraHOB

ODA nedexts

615067

ODAD3
(CCDC151

)

<3%*

13

AHoManuu
PacIoIOKEHUS
BHYTPEHHUX OpPTraHOB

ODA nedextsl

616037

CCNO

Penxo

AHomanuu
pacnoioKeHUs
BHYTPEHHUX OpPTraHOB
HE OIMMCAaHBI

Onuronumus °

CFAP221

Penko

23

AHOoManuu
PacCIOJIOKEHUS
BHYTPEHHHUX OPTaHOB

Hopmanbnas

YIBTPACTPYKTYpa
pecHHuYeK

Bustamante-
Marin et al

[2020]
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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
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/

HE OIIMCaHbl

Penxo AHoManuu
CFAP298 ! e ODA+IDA 615500
BHYTPEHHHX OPraHOB |/ o ekt
Penxo AHoMannu
7 PacIOIOKEHUS 618063 / Fass
CFAP300 BHYTPEHHHX OPr'aHOB ODA+IDA ad et al
(C11orf70) nedeKTh [2018a], Hobe
n et al [2018]
Penxo AHoMannu
ONAAFL 12 pacoIOKEeHUs ODA+IDA 13105
BHYTPEHHUX OPraHOB nedexTs
Penxo AHoMannu
ONAARD 3 PacmoI0KEHHS ODA+IDA -
BHYTPEHHUX OPraHOB nedexTs blZolo
Penxo AHoManuu
ONAARS 12 pacnoIokKeHUs ODA+IDA 05763
BHYTPCHHHX OPTaHoB | eeKTHI olb /oo
Penxo AHoManuu
ONAARA 9 PacroI0KEHU ODA+IDA 1548
BHYTPEHHHX OPraoB | ekt
Penxo AHoMamnu
ONAARS 13 PacroI0KEHU ODA%IDA 187
BHYTPEHHHX OPratoB | ekt
Penxo AHoMamnu
DNAAF11 77 PacroI0KEHU ODA%IDA a0
(LRRC6) BHyTpeHHI/IX OpraHOB Z[e(l)eKTBI LVilaFIdvd
AHoMannu
79 PacnoI0KEHHS VieTpacTpykTypa
DNAH1 Pe)IKO BHYTPEHHHUX OpPraHOB PECHUYCK HE 617577
onpeJeseHa.
92 AHoMannu
DNAH5 15%-29% pacnoioKeHUs ODA nedexTs 608644
BHYTPEHHUX OPTaHOB
Penxo
DNAHS 69 AHOMaIHH VYnerpactpykrypa |Watson et al
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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/

pacnoIOKEeHUs pecHUYEK He [2014]
BHYTPEHHUX OPTaHOB  |OMpe/esieHa.
HEHU3BECTHBI
Penxo AHoManuu
82 PacIoI0KCHHS 618300 / Fass
DNAH9 7 BHYTpEHHHX opranop |He3HaumTensHele |ad et al
nedextet ODA [2018b], Loge
setal [2018]
AnomManuu
20 pAacIoIOKEeHUs Hopmanbhas
DNAH11 8 6%-9% BHYTPCHHHUX OpraHOB YIBTPACTPYKTYpPa 611884
pecHUYEK
AnomManuu
13 pacnoIokKeHUs
DNAI1 2%-10% BHYTPECHHHUX OpPraHOB ODA IIG(i)GKTI)I 244400
Penxo AHoManuu
8 pacnoIokKeHUs
DNAI2 Buyrpennux opranos |ODA nedexrer 612444
Penxo
P | paenonowerna 617091/ El
DNAJB13 gHYTpeHHHX opranon | CP ZedexTS Khouri et al
HE OTTMCaHBI 2016
Penko
17 Anomanuu
DNAL1 PacIoIOKEHUS ODA nedexTst 614017
BHYTPEHHUX OPTaHOB
Penko
2 AnomManuu
5 PacToI0KEHHS HopwmansHas
DRC1 BHYTDCHHUX OPraHOB yabTpacTpykrypa (615294
pecHUYEK
HE OTTMCaHBI
Penxo Hopmanbenas
6 Aa}::?qhéagxilm YABTPACTPYKTYPR | 565591 / Wall
FOXJ1 1JZHyTpJeIHHI/IX OpraHoB; peemIEE meier etal
AJl Tum Haciae10BaHUS 2019
Penko AHomanuu Hopmanbnas
11 pacroaoKeHus YIBTPAcCTPyKTypa
GAS2L2 BHYTPEHHUX OPTraHOB |pECHUYCK 618449

HC OIIMCaHbI
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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/
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/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

Penko AHomanuun Hopmanbnas
85 PacIoI0XKEHUS yIBTPACTPYKTypa
GAS8 BHYTPCHHUX OPTaHOB  |pECHHYEK 616726 / Olbri
He OIHUCAHBI ch et al [2015
Penko AHomanuu Hopmanbnas
11 PacCIOI0KEHUS YIBTPaCTPYyKTypa
HYDIN ° BHYTPCHHUX OPTaHOB  |pECHHYEK 608647
HE OIMCAHBI
Penxo HopMmanbnas
12 AHOMamuun YIBTPAaCTPYKTypa
LRRC56 * PacIIoIOKEHUS pecHHYEK 618254
BHYTPEHHUX OPraHOB
Penko
7 AHOManuu
PacCIIOIOKEHUS 6 Boon et al
MCIDAS BHYTPEHHUX OPraHOB Omarouumus [2014]
HE OIMHUCAHBI
Penxo
16 AHomanuu
NMES8 PacIoJIOKCHUS 2:6)6'6‘\’ /ﬂigfé::ﬁ) 610852
BHYTPEHHUX OPTaHOB 0
Penko
23 AHOManmuu
PacIOIOKEHUS
BHYTPEHHUX
OpraHoB; TUCMOpQuUIeC
KM€ TIPU3HAKY;
. Hopmanbnas
OED1 ™ TUTIOTOHUS,; L TDACTDVKIVDA Hannah et al
yXyJIIeHne GyHKINU YALTPAcTPyKTyP [2019]
. pECHUYEK
Jerkux; 1
OpOHX03KTAa3bl; MI0Xas
npubaBka B Bece; X-
CLCTUIEHHBIN THUII
HACJICJIOBAHHUSI
Penko
7 AHOManmuu
PacToI0XKEHUS 300991 / Olce
PIH1D3 BHyTpeHHUX opraHoB; |ODA+IDA se et al
X-CLEeIIEHHBII IePEKThI [2017], Paff et
PEICCCUBHBIN THIT al [2017
HACJICIOBAHHUSI
Penko
RSPH1 9 Herkenoe IOPKCHHE | - 1o oreryy 615481

JICTKHX; AHomannu
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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
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

PacmonIoXKEeHUs
BHYTPEHHHUX OPTraHOB
HE OIHCAaHBI

Penxo AHoManuu
8 pacnoIokKeHUs
RSPH3 BHYTPCHHUX OPratioB | cp pehexrsl 616481
HE OIUCAHBI
Penxo AHoManuu
6 pacnoIokKeHUs
RSPH4A BHYTPEHHUX OPTaHOB | np jehexrrr 612649
HE OIUCAHBI
Penxo AHOManuu
5 PacIoIOKEHUS
RSPH9 BHYTPCHHHX OPTatoB |\ op jepexto 612650
HE OIUCAHBI
18 AHOManuu
SPAGL  |<4% N —— ODA+IDA 615505
NePEKTHI
BHYTPCHHUX OPraHOB
Penxo
37 AHoMmanmmun 610172 / Cind
PacIoIOKEHUS ri¢ et al
BHYTpeHHUX opraHos |HopmanbHas [2020], Liu et
SPEF2° HE OTIMCAHBI, MOYKET yabTpactpykrypa |al [2020], Liu
MPOSIBIISTHCS KaK pECHUYEK etal
U30JIMPOBAHHOE 20191, Sha et
MY3KCKOe Oecriioaue al [2019
Penxo
* |pacnonomena 607652 / Edel
STK36 gHYTpeHHHX opranon | CP 7edexTS busch et al
HE OIUCAHBI 2017
Penxo AHOManmuu
12 PacIoIOKEHUS 617092 / Wall
TTC25 BHyTpeHHuX opranoB  |ODA gedekter  |meier et al
[2016]
Anomanuu
12 pacnoioKeHUs
ODA+IDA
ZMYND10 |<2%-4% * BHYTPEHHUX OPIraHOB I[e(beKTBI 615444

AJl = ayrocomHo-nomuHaHTHBIN; CP (central pair)-gedextsl = nedexTsl HeHTpaabHoi mapsl MT
(oaHaKO OOJIBIIMHCTBO PECHUYEK MOKET Ka3aThCs HOPMaJIbHBIM); Jle(eKThl BHYTPEHHUX JUHENHOBBIX
pyuekIDA (inner dynein arm) + MTD (microtubular disorganization) = nedeKTbl BHyTPEHHHX
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https://omim.org/entry/616481
https://omim.org/entry/612649
https://omim.org/entry/612650
https://omim.org/entry/615505
https://omim.org/entry/610172
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://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/607652
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/617092
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/615444

JTMHEWHOBBIX PYYEK B COUETAHUU C Jie30pTraHu3aImeid MUKkpotpyoouek; JlehekTsl HapyKHbBIX
nuHenHOoBBIX pydek ODA (outer dynein arm); Hedexrsr ODA + IDA = nedexTsl BHEIIHUX +
BHYTPEHHUX TUHEUHOBBIX PyUEK.

! I'ensl mepeunciieHs! B andaBATHOM IOPSIIKE.

2 PejIKHe = TaTOrCHHBIE BAapUAaHTHI 3TOr0 reHa peructpupyrores y <2% mun ¢ PCD.

¥ HekoTopble OLICHKH SIBISIIOTCS 9KCTPANIONSLMCH, OCHOBAHHON Ha Je(peKTax CTPYKTYPhl PECHUUCK.
* I'eH 6GbUT HCCIEIOBAH B GONBILOI KOTOPTE B OAHOM HCCIIEAOBAHUM. IIPOIICHT MOKET GbITh
3aBBIIICHHBIM, €CJIH KOTOPTa MCCIIeIOBaHUs ObliIa 0TOOpaHa Ha OCHOBE PE3yJIbTaTOB
MPE/IIECTBYIOUIETO MOJICKYIISIPHO-TEHETUYECKOTO TECTUPOBAHHUS (T.€. ITAMEHTHI C ABYAIICIbHBIMU
NaTOreHHBIMU BapUaHTAMU B paHEe U3BECTHBIX I'€HAX OBLIM MCKIFOUEHBI).

> KoampyeT KOMIOHEHT PeryITOPHOr0 KOMIIIEKCA HeKCHH-HHEHH.

® CHIKEHHO® KOIMYECTBO PECHIYEK BCISACTBIE HAPYIICHHS OHOTCHe3a PECHHYEK

" Kozmpyer GeloK, pacrookeHHbIH Ha JHCTATEHOM KOHIIE PECHHHUCK.

® Kommpyer 6ok BHEILHEro JHHEHHA

% KompyeT KOMIIOHEHT LIEHTPaIbHbIX [Iap

19 KonmpyeT KOMIIOHEHT BHYTPHKTYTHKOBOTO TPAHCIIOPTHOIO MEXaHH3MaA.

! ren OFD1 o6ycnasnuBaer knaccuaeckuii oral-facial-digital syndrome type | — X-crermiersoe
paccTpoiicTBO, 0OBIYHO CBA3aHHOE C MY)KCKOH JIETAIbHOCTBIO, a TaKkKe (DEHOTUIIBI, BKIIIOYAsk CHHIPOM
Cumncona-I'onabu-bemens tuna 2 (OMIM 300209). Hannah et al [2019] onuceIBaroT pe3yabTaThl,
cornacyrormuecs kak ¢ PCD, tak u ¢ cunnpomom Cumrnicona-I"onadbu-bemenst y reMu3uroTHeix
MYIKYHH.

Ipuioxenue A3.4 HauboJiee yactble maToreHHbie BApUaHThl y naguedTos ¢ ITLJI

N3 PA3JINIHBIX I THUYECCKHUX I'PYIIIL

Tabnuya 2. Haubonee uacmvie namozeHuvie sapuanmol y nayuenmos ¢ I11J] uz paznuynvix
smHuuueckux epynn [Lucas JS, Barbato A, Collins SA, Goutaki M, Behan L, Caudri D, Dell S, Eber E,
Escudier E, Hirst RA, Hogg C, Jorissen M, Latzin P, Legendre M, Leigh MW, Midulla F, Nielsen KG,
Omran H, Papon JF, Pohunek P, Redfern B, Rigau D, Rindlisbacher B, Santamaria F, Shoemark A,
Snijders D, Tonia T, Titieni A, Walker WT, Werner C, Bush A, Kuehni CE. European Respiratory
Society guidelines for the diagnosis of primary ciliary dyskinesia. Eur Respir J. 2017 Jan
4;49(1):1601090]..

STHMYecKan leH MN3meHeHne Ha ypoBHe N3meHeHue Ha PedepeHcHasn
NPUHaANEHOCTb OHK ypoBHe 6enka ' nocnenoBaTeNbHOCT
(MecTtononoxeHu b
e)
DNAAF5 €.2384T>C p.Leu795Pro NM_017802.3
DNAH5 ¢.10815delT p.Pro3606HisfsTer2 NM_001369.2
. 3
Amish &/or
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https://www.ncbi.nlm.nih.gov/books/n/gene/ofd1/

Mennonite? DNAH5 c.4348C>T p.GIn1450Ter NM_001369.2
DNAI1 c.48+2dupT NM_012144.3
CFAP29 c.735C>G p.Tyr245Ter NM_021254.3
. . 3 8
Ashkenazi Jewish ~
! DNAI2 .1304G>A p.Trp435Ter NM_023036.4
CCDC65 c.877_878delAT p.lle293ProfsTer2 NM_033124.4
Asian ° DRC1 c.1- NM_145038.4
3952_540+1331del
27748-bp
Bedouin *”’ DNAL1 c.449A>G p.Asn150Ser NM_031427.3
RSPH9 c.804_806delGAA p.Lys268del NM_152732.4
Dutch (Volendam) CCDC11 c.742G>A p.Ala248Thr NM_144577.3
8 4
Faroe Islands ’ HYDIN c.922A>T p.Lys308Ter NM_001270974.
1
CCNO €.258 262dupGGCC p.GIn88ArgfsTer8 NM_021147.4
Irish Traveler *° RSPH4A c.166dupC p.Arg56ProfsTer11 NM_001010892.
2
DNAAF4 3549-bp large deletion
Pakistani (United LRRC6 c.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 1 p.His154Pro NM_213607.2
3
Puerto Rican ™ RSPH4A €.921+3_921+6delAA NM_001010892.
GT 2
Polish CFAP30 ¢.198 _200delTTTinsCC p.Phe67ProfsTerl0 NM_032930.2
0

1. Cormacuo pecypcy Mutalyzer name checker

2. Ferkol et al [2013]
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3. Austin-Tse et al [2013]
4. Fedick et al [2014]

5. Hijikata et al [2019]

6. Mazor et al [2011]

7. Castleman et al [2009]
8. Onoufriadis [2013]

9. Olbrich et al 2012]

10. Casey et al [2015]

11. Zariwala et al [2013]
12. Panizzi et al [2012]
13. Shoemark et al [2018]
14. Daniels et al [2013]
15. Ziétkiewicz et al [2019]

Ipunoxenne A3.5

Puc. 1. PCHTFCHOl"paMMa pr,HHOﬁ KJICTKU! 6pOHXI/ITI/I‘IeCKI/Ie HU3MCHCHUA, IACKCTpPAKapAus

(CHUMOK ITpH ONMCAHUH MEPEBEPHYT HA «IIPABUIIbHYIO» CTOPOHY).

Puc. 2. KommnbiotepHast ToMorpadus JIerKHX: MOJIHOE OOpaTHOE pacloyioKeHUE BHYTPEHHUX
OpraHoB, THEBMOCKJIEPO3 4 U 5 CErMEHTOB JIEBOTO JIETKOIr0, MPU3HAKU XPOHUYECKOT0 OpOHXHTA (TOT

XKe peOeHOK).
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Puc3. [TaeBMockiepo3 u mumHApudYeckne oponxodkrassl mpu I/ (oObraHOE pacmosioxeHue

BHYTPEHHUX OPTraHOB).

Puc.5. HHCBMOCKJ’ICpOS n CMCIIAaHHBIC, B T.4., aTCICKTATHYCCKHC 6p0HX03KTa3H (CI/IH)I]I)OM

Kaprarenepa).

Puc.6. [Tancunycut y nanuenta ¢ [T/,
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Puc.7. IlancunycuTt u Hepa3BUTHIC PpOHTATBHBIC Ma3yxu y naruenTa ¢ [T/,
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Hpuiaoxkenne A3.6 DuU3HOTEPANIEBTUYECKOE JICUCHUE

AbIXaTCIbHBIX HYTCﬁ.

AT 1

Mpepnoxkute nauneHtam c MU n
OPOHX03KTAa3aMM aKTUBHbIN LIUKA
ObIXaTeNbHbIX TEXHUK.

PaccmoTpuTe BO3MOXKHOCTb
NO3MLMOHNPOBAHMSA C MOMOLLLbIO
CUNbI TAXKECTU (ecn He
NPOTMBOMOKa3aHo), YTobbI
NoBbICUTb IPPEKTUBHOCT TEXHUKM
OYMCTKM AbIXaTeNbHbIX NyTewn. Mpu
NPOTUBOMNOKa3aHUAX cnesyet
MCNo/b30BaTb
MOAMPULMPOBAHHBIN
NOCTYpPasibHbIA ApPeHax.

LUAT 2

momaroBo€ OYHIICHUC

LUAT 3

MaumeHTbl AONXHbI BbITb
OCMOTpEHbI B TeyeHune 3 mecaues
nocsae Hayana neyeHus

ITO AOMKHO BKNOYATb OLLEHKY
3dpPeKTUBHOCTH, KOTOPYHO
cooblaeT nauuneHT (npoctoTa
O4YUCTKN/NPUBEPKEHHOCTb
nauMeHTa Ie4eHuno).

BK/ItoYeHMe NO3ULMOHMPOBAHMA C
MOMOLLLbIO CUAbI TAMKECTU cneayet
OLEHUTbL Ha NpegMeT ero

[ONONHUTENbHON 3GDEKTUBHOCTMU.

Ecnv o4nCTKa AbIXaTeNbHbIX
nytei HeapPpeKTMBHa, crieayeT
oueHnTb 9pPeKTUBHOCTD
Ha3Ha4YeHHOW MYKOAUTUYECKOW
Tepanuu U30TOHUYECKOTO
pacTeopa (0,9%
du13nonorMyecknin pacTeop) nam
TMNepPTOHMYECKOTO pacTBopa
(3% dum3monormnyeckuit pactsop
W Bblle) nepes o4nCTKOM
OblXaTeNbHbIX NyTel (ocobeHHO
Y NaLMEHTOB C BA3KNMMU
BblAENEHUAMMU UAN NPU
HaIMYMMN NPU3HAKOB 3aKYMOPKKU
MOKpOTOM)

Ecav akTUBHbBIN LUKA
AbIXaTeIbHbIX TEXHUK
HeapEeKTMBEH UAKN NALMUEHTbI
OEMOHCTPUPYIOT NIOXYHO
NPUBEPKEHHOCTb, cneayet
paccmoTpeTb BO3MOMXKHOCTb
NPUMEHEHMA TEXHUK
NOJIOKUTENBHOTO AaBAEHMUSA
Ha BblAOXE + TEXHUKMU
NPUHYAUTENBHOTO BblA0XA.

Nloaam cnepyeTt peKoMeHA0BaTb
BbIMO/IHATb OYUCTKY AbIXaTeNbHbIX
nyTen B crnegyowem nopsake,
€C/u 3TO NpeAnuncaHo:

- bpoHxoannatatop
- MyKkoakTusHoe neyeHune
- OumncTKa ApIXaTenbHbIX NyTewn

- AHTMBMOTUK B HeBynaii3epe
(ecnu Takas Tepanua HasHayeHa)
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[punoxenne A3.7 AnropyTm nepBUYHOM OLEHKN N NeYeHna — puHOCUMHYcuT gna NUA.

CuMnNTOMbI PUHOCUHYCHUTA

e OTpenaemoe M3 HOCa

e HasasnbHas obcTpyKumA
JNnuesas 6onb/pasneHune B ob6nactu npoekimn OHM
r'mnocmus/aHocMmus

\ 4

CraproBoe JiedeHre: HHTPaHa3aJlIbHbIE
rimokokoptukoctepounasl (MHI'KC) u
UppUraloHHas Tepanus

Oco0eHHOCTH, TTPE/ITOJIATAFOIINE
aJIbTepHaTI/IBHBH\/'I JAUarHo3

e OJHOCTOPOHHUE CUMITTOMBI

¢ KpoBoteuenus/otaensemoe ¢
reMOpPParunuecKUM KOMIIOHEHTOM

e (OOpa3oBaHue KOPOK

e [1a3HBIE CHUMIITOMBI

e CubHas TOJIOBHAS 00JIb B
obnactu 16a

e Orek B oOnactu j16a

. HeBponoquecTne CHMIITOMBI

Vaydmenue be3 ymyumenus
v v
IIponomkuTh TEpanuro HampaButs k
OTOPHHOJIAPUHTOJIOTY

l

CpouHoe npoBeIcHHE
HUCCIIEIOBAHUN
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Ipunoxenue b. Anropurmsl 1eidcTBUII Bpaya
[TanueHT ¢ TOA03pEHNEM Ha IEPBUYHYIO LIIIHAPHYIO
JUCKUHE3UIO
v
Junarnocruka

Koncynpranus HET Juarnos

po(UIHHOTO ' D
nf\n’T“DﬁY\'\!fﬁPU{)

CIIelaIucTa

Tepanust B cranroHape

l

Jucnanceproe HaONMrOIEHUE H

JICYCHUC C NICPHUOJUUCCKUM
KOHTPOJIEM B CIICHHUATIU3UPOBAHHOM

v

ITYJIbMOHOJIOTMYCCKOM OTACIICHUU

Tepanus
a¢dexTrBHA?

JA

HET
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Ipunoxenne b1 Anropurm nuarnocruku I

HSVA suggestive of PCD
on three separats

Further tests unlikely
to be needed

Tests normal and
histery not strong

occasions and nNO low

Consider STEP 3

TEM nermal, nNO normal and
HSVA normal following cell
culture; history not strang

History very strong or test
results abnormal/equivocal
Proceed to STEP 2

Hallmark TEM defect

Tests normal or equivocal:
or history very strong consider

STEP3

nNO low and HSVA

suggestive of PCD
follawing cell culture,

with normal TEM

y Pathogenic
bi-allelic mutations

Tests normal or equivocal;
or history very strong

Consider additional investigations,

when new tests become available

Consider STEP 2

such as radioaerosol mucociliary clearance
Recall patient for further testing in the future

Nussbaumer M, Kieninger E, Tschanz SA, Savas ST, Casaulta C, Goutaki M, Blanchon S, Jung A,

Regamey N, Kuehni CE, Latzin P, Miiller L. Diagnosis of primary ciliary dyskinesia: discrepancy
according to different algorithms. ERJ Open Res. 2021 Nov 1,7(4):00353-2021

ERS ATS PCD-UNiBe
Clinical features - several of these: | Clinical features - at least 2 of 4: | Typical clinical features:
Persistent wet cough Unexplained neonatal respiratory Chronic productive cough ]
Situs anomalies distress in term infant Recurrent chronic rhinitis e i
Congenital cardiac defects Year-round daily cough beginning Recurrent otitis media Indicate
Persistent rhinitis before 6 months of age Recurrent respiratory infections m{nnmal
Chronic middle ear disease with or Year-round daily nasal congestion Neonatal respiratory distress requirements
without hearing loss beginning before 6 months of age Situs anomalies fora PCD
In term infant with neonatal upper/lower Organ laterally defect diagnosis
respiratory symptoms
Neonatal intensive care admittance
.l - " v _
uo nNO* nNO |
| e e eeeeed
» A 3 4
| HsvM, 3x fresh | HSVM, fresh
| orcell culture or cell culture* |
Consider J |
confirmation IFS I
: v [
¥ | Genetic testing A4
TEM (=12 genes)' TEM
v v v
~» Genetic testing TEM —»| Genetic testingf
v v v

» Outcome “

el “ e

PCD PCD
PCD Incon-
e highly highly 2
positive likely unlikely clusive

> Qutcome 4

> QOutcome <

F - - -

& A
PCD PCD not PCD hF‘,gch?y h’,’gch?y Incon-
. - ey |} ] -
|
diagnosed diagnosed positive likely unlikely clusive

Comparison of the three algorithms for PCD diagnosis. Adapted from the ERS [5] and the
ATS [7] guidelines. Boxes and arrows marked in blue indicate minimal requirements for a
diagnosis. “nNO can only be used if performed with a chemiluminescence device according
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to a standard protocol, provided the tested person is >5 years old and able to cooperate. A
low nNO level should be repeated to ensure the low value is not due to a respiratory
infection [7]. "Testing for mutations in >12 disease-associated PCD genes, including
deletion/duplication [7]. "Cell culture at the air-liquid interface (ALI). *Further
investigations (HSVM, immunofluorescence and TEM) are always preferably done by
analysing the material of the ALLI cell culture. Fresh material is only used if the cell culture
is not successful. ‘Genetic analysis is performed according to newest research findings and
the number of tested genes increases constantly. ATS: American Thoracic Society; ERS:
European Respiratory Society; HSVM: high-speed videomicroscopy; IF:
immunofluorescence staining; NNO: nasal nitric oxide; PCD: primary ciliary dyskinesia;
PCD-UNIBE: comprehensive diagnostic centre at the University Children's Hospital,
Inselspital Bern, Switzerland; TEM: transmission electron microscopy.

punoxenue B. UnpopMmanus 11 MaMEHTOB

[lepBuuHas wuiIMapHas [AUCKUHE3US — TEHETHYECKU OOYCIIOBICHHOE XPOHHYECKOE
3aboneBanue. OCHOBOH 0O0JIE3HU CIIY’KUT HapylIeHHE HOPMAJbHOTO (yHKIMOHHPOBAHUS PECHUYEK,
HaxOJSIIMXCS B Pa3JIMYHBIX OpraHax U TKaHSIX 4eJIOBEKa.

HaubGonee uacto mnopaxkaroTcs BEpXHHME M HWKHUE JblxarelapHble nyTtu. Jliga nereil c
MEePBUYHON LUITHAPHON TUCKUHE3UEH XapaKTepHbl XPOHHUUECKUNH HACMOPK (PUHUT, CHHYCHUT), TPYIHO
MOAJAIOIINICS JIUEHUIO, TAKXKE 4YacTO OTMEYAETCs Kallellb C BBIACICHUEM MOKPOTBI, HEPEAKO Y
TaKoro peOeHKa BBICIYIIMBAIOTCS BIaYKHBIE U/WUJIM CYXUE€ XPUIIBI B JIETKHX.

BOIBIIMHCTBO MALMEHTOB € MEPBUYHON LWIMAPHON JMCKUHE3MEH MMEIOT XOPOLIMK IPOrHO3
[0 TPOJOJDKUTEIBHOCTH JKM3HM U COLMAIM3aluu. AJIEKBaTHOE CBOEBPEMEHHOE M PETYJSIPHOE
JIeyeHue, a Takke peadMIUTaIus CIoCOOCTBYIOT YIyUIIEHUIO IPOTHO3a U KaUueCTBa KHU3HHU.

JlnarHocTHkKa W JICYEHUE NAlUHUEHTOB C MNEPBUYHOM UWUIMAPHON AUCKUHE3UEH MPOBOAUTCS
MHOTMMH CIIEMAJIMCTaMU: BpauoOM-I1yJIbMOHOJIOTOM/BpauoM-TIEIUATPOM, Bpa4yoM-
OTOPHUHOJIAPUHIOJIOTOM U APYTUMHU

HCKIIIOUUTENIBHO ~ BaXHBIM  SABJIIETCS  €KEIHEBHOE  IIPOBEICHHUE  MEPOIPHUATHH,
CHOCOOCTBYIOUINX OYMCTKE BEPXHHUX M HIDKHUX JIBIXaTENIbHBIX MyTeH. DTUM TEXHHKAM M METOAHKaM
oOy4aeT Bpay B CHELMATU3UPOBAHHOM MYJIbMOHOJIOIMYECKOM OTAENIEHUU (LIEHTPE).

IlepBuuHas nuauapHas IUCKUHE3Ws — HE IMPOTUBOIIOKA3aHUE I IPOBEICHHUs ILIAHOBOMU
BakuuHaimu. bonee Toro, nereil ¢ 3TUM 3a0o0jeBaHMEM CJEIyeT MPHUBUTH OT MHEBMOKOKKOBOM,

reMopuILHON HHPEKIINH, a TAK)KE PEKOMEHTYETCS €KEeTOoHas BaKI[MHAIMS OT TPHUTITIA.
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Ipunoxenne I'1-I'N. IlIkanbl oieHKH, BONPOCHUKHU U APYrue OLleHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA MALMEHTA, IPUBEICHHbIC B KIIMHUYECKHUX
PEeKOMEHIAUAX

Ipunoxenne I'l. mkana nius spisiiaenns npusHaxkos I PICADAR (PrImary
CiliAry DyskinesiA Rule)

[Tpu ycTaHOBIEHUM IMAarHo3a YYUTHIBAETCSI XapaKTEpHas KJIMHUYECKas KapTHHA U OLIEHKa >5
O0amioB mo mpenukTuBHOW Imikane ais BeisBieHus npusHakoB [II[J] PICADAR (Prlmary CiliAry
DyskinesiA Rule), kortopas mpoBOAUTCS y TMAIMEHTOB, MMEIOIIUX XPOHUYECKUE PECIHUPATOPHBIC
CUMITOMBI (€KeTHEBHBIN BIAKHBIIM Kalllelib) C paHHEro JAETCKOro Bo3pacta (tadu.). Eciu npu orBere
Ha IIOCJIEN0BaTEIbHbIE BOMIPOCHI, IPEACTABICHHbIE B IIKaJle, OTBET «Aa», TO €€ 3al0JIHEHUE
MIPOJOJDKAIOT;, €CIU «HEeT» — TMaluueHT He yxaosierBopseT ycnoBusMm mkaisl PICADAR.
UyBCTBUTEIBHOCTh U CIEHU(PUUHOCTh CYMMBI OaJIIoB >5 mig ycranoBieHus auarHosa [T — 90% u

75% COOTBETCTBEHHO.

Taoauna
IIpequkTHBHAA MIKAJA IS BbISIBJIEHUSI CAMIITOMOB NEPBUYHON UJIHAPHOH TUCKUHE3UHN
PICADAR [7]
Bomnpoc baan
Poawuncs nanueHT JOHOIICHHBIM? 2

boimn nm y mamueHTta pecrnupaTOpHbIE CHMIITOMBI B pPaHHEM HEOHATAJILHOM TEPUOJIE 2
(TaxMImHO?, KalleNb, THEBMOHUS)?

Bbu1 1M manMeHT rocnuTaaIu3upoBaH B OTAEIEHUE UHTEHCUBHOM Tepaniy HOBOPOKICHHBIX ? 2
Nwmeercs 1 y nalneHTa aHOMaJIbHOE PacroioKeHne BHYTPEHHUX OpraHoB (00paTHOE WK 4
HEonpeneNeHHoe)?

Nmeetcs nmu y nmanueHTa BpOXKIEHHBIN TOPOK cepaua? 2
Nwmeetcs nu y nanueHTa KpyrioroaiuyHblid puHUT? 1

NmeroTcs i y nanueHTa XpOHUYECKHE CUMIITOMBI CO CTOPOHBI OpraHa CilyXa: 9KCCYAaTUBHBIN 1

OTHT, CEPO3HBII OTUT, CHUKEHUE ClTyXa, nepdoparust b6apabaHHON TTEPETTOHKHU?

ITpu nanuuuu cunapoma 3usepta-Kaprarenepa u cymmapnoro 6amia no mxaie PICADAR >10
JMArHO3 TIPABOMOYCH JIaKe MIPU OTPHULIATEIIFHOM Pe3yJIbTaTe BceX OCTanbHbIX TecToB.( 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.)

Ta6nuna 1. OcHoBHBIE KIIMHMYECKUE nposiBiieHus [TL/]

Ilepuoa HOBOPOXKIEHHOCTH

Bponxonerounsie 3a0oneBanus (MHEBMOHUS, aTeJIEKTa3bl HA pEHTT€HOTpaMmax)

Punant HOBOPOXICHHBIX
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Pecniuparopnas mozjnepiKka U MHTEHCHUBHAs TEPAIMU B CBSI3U C PECIIUPATOPHBIMU
HapyILIECHUAMU

AHoManuu pacroyioKeHNsl OpraHoB, IOPOKHU cepaua

Cewmeitnbiit anamues (I1LJ] B cembe, HaMuue y pOJICTBEHHUKOB OPOHXOIKTA30B, OTEPU
CllyXa, CAHYCUTOB, OTHUTOB)

Jlerckuii Bo3pact

Kpyrimoroguusslii puHuT

XPpOHUYECKUH WU PELUIUBUPYIOIINI cpeHuil OTHT, iepdoparust bapadbanHON
MEPENOHKH

CHmkeHue ciyxa

XPpOHUYECKUN WIHM PELUIUBUAPYIOIINI CUHYCHT, ITOJIMIIO3 HOCA

Kpyrioroguusslii NpoayKTHBHBINA Kalllellb

[ToBTOpHBIE OPOHXUTHI, THEBMOHUU

Bbponxoskraszbl

IloapocTKOBBIN M CTAPIIKH BO3PACT

Bce CUMIITOMBI, XapaKTCPHBIC IJIA JCTCKOI'O BO3pacTa

Hapymenue ¢epruiabHOCTH
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Pucynok 3. PentreHorpaMmMbl opranos rpyaHoi kierkun npu ITTI:

3a - situs solitus: BepxyIika cep/iia HalpaBJeHa BJICBO, Ta30BbIN MY3bIPh KEIyIKa
TaKX€ HAXOJIUTCS CJIEBA, IEYEHbD - CIIPABA.

3b - situs ambiguus: Bepxymika cep/iia HarmpaBJIcHa BIIEBO, Ta30BbIH ITy3bIPh KEITyIKa
HaxXOJUTCS CIIpaBa, EUYEHb - CJIEBA; Y ATOM K€ MallUEeHTKA UMEETCSI OTCYTCTBUE
MEYeHOYHOTO (PpparMeHTa HIKHEHN 1oyiol BeHbl, nojuciienus, BIIC: 2-x cTBopuartsiii
A0OpTaJIbHBINA KJIaIlaH.

3C - situs viscerum invVersus: BepxyIika cep/iiia HalpaBJeHa BIIPaBO, ra30BbIH My3bIPh
KeJTyJIKa HaXOJIUTCS CIIpaBa, EYEHb - CIIEBA.
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