KnuHnyeckue pekomengauuu « Clinical guidelines

https://doi.org/10.18093/0869-0189-2022-32-4-517-538

[epBuyHan umnuapHas AUCKNHe3us: 063op npoekTa
KNUHUYecKkux pekomeHgaumu 2022 roaa

E. 1. Kondpamvesa ™ =, C.H.Asdees**, FO.JI. Musepnuuguii*, A.B.Iloasxos ', M.IO. Yepnyxa®,

0.B. Konopamenxo’, JI.C. Hamazoea-bapanosa®’, E.A. Bumnesa®’, JI.P.Cerumsanosa’*°, 0.H.Cumonosa> ™,
T.E.Iembuuxasn ", E.E.bpacuna® *, C.A.Pawuna’, A.b.Maaaxos’, JI.I1.IToasxoe’ 5, H.JI.0ounaesa’,
C.1.Kyues'

egiepaibHoe rocyapeTBerHoe Ol0IKeTHOE HayyHOe yupexienne «Memuko-reneTiyeckuii Hayunbiii nentp uvenn akagemuxa H.IL Boukosar: 115478, Poccs,
Mocksa, y1. Mocksopeube, 1

‘ '.) Check for updates

' TocynapcTsenHoe OloKeTHOE yupexeHHe 3npaBooxpanennst Mockockoii 061acTn «Hayuro-uccne10BaTebCKHil KIMHIYeCKHil HHCTHTYT AeTcTBa MunmcrepcTsa
3apaBooxpaneris Mockosckoii o0nacti»: 115093, Poccust, Mocksa, ya. Boabinas Cepnyxosckas, 62

3 (QenepaibHoe rocyIapeTBeHHOe ABTOHOMHOE 00Pa30BaTelbHOE YuperKeHHe Bicuiero 06pasoanns «[Tepsbiii MockoBcKHii rocy apCTBeHHbII MeTMIMHCKH
yrmepentet mvenn .M. Ceveriosa» Munncrepetsa 3npaBooxpanenns Pocemiickoii @enepammn (Ceyenockuii Yamepeuter): 119991, Pocens, Mocksa,
yi1. Tpybenkas, 8, ctp. 2

4 (QenepabHoe rocyIapeTBentoe OlomkeTHoe yupexnetie «Hayuno-Hecae10BaTe bCKuil KHCTHTYT MyTbMoHoorH> DenepanbHoro MeKo-01oI0recKoro
arenrctsa; 115682, Poccnss, Mocksa, Opexosbiii Oymbsap, 28

5 Hayuno-ucc/ie/10BaTe/bCKIi KTMHIYeCKHil HCTHTYT neuatpin umenn akanemuka f0.E. Benvrumesa enepaibhoro rocyiapcTBeHHoro aBTOHOMHOTO
00pa3oBaTebHOro yupesxieHus Bbiciero 06pazosanms «Poccuiickuii HAIMOHAbHbIT HeceoBATe TbCKHiT MeHCKii yrusepcutet mvenn H. 1. ITuporoa»
Munucrepcrsa 3apasooxpanenns Poccuiickoii @enepanuu: 125412, Poccis, Mocksa, yi. Tanzomckas, 2

6 QenepanbHoe rocynapcTBennoe dio/eTroe yupexenue « HamuonabHbii Hece[0BATEbCKHIT IEHT] JMIIEMIA0OTHH 1 MUKDOOHOIOTHH HMEHH TOYeTHOTO
akanemuka H.®.Tamanen» Munucrepcrsa 3apasooxpanenns Poceuiickoii ®enepammn: 123098, Poccust, Mocksa, ya. Tamanen, 18

7 QegepanbHoe rocyapcTBenoe io/uKeTHOE 00pA30BATENbHOE YUPENKTIenie Bbiciero 00pasosanms «CaMapekuii rocy1apCTBeHHbIi MeTHIMHCKII YHUBEPCHTET»
Munucrepersa 3apasooxpanenns Poccuiickoii ®enepanun: 443099, Poccust, Camapa, ya. Yanaesckas, 89

$ Hayuno-ucc/1e10BaTe/bCKIii HHCTHTYT MeTHATPHH 1 OXPaHbI 310PoBbs AeTeii Deepabhoro rocyapeTBeHtoro OiomKeTHOro yupexknetns «lentpabhas
KinHnyeckas Gombamna Poceniickoii akanemun nayk> MuHucTepCTBa HAYKH H Bbiciiero oopasoatms Poccuiickoii @enepamin: 117593, Pocens, Mocksa,
Jlurockmii OybBap, 1A

7 QenepabHoe rocyIapeTBeHHOE ABTOHOMHOE 00Pa3oBaTebhoe yuperKeHne Bbicuiero 06pasoanus «Poccuiickuii HAIMOHATbHbII HeCe10BATeNbCKHi MeTHIIHCKHIi
yrmsepenret mvenn H. 1. ITuporosa» Mummctepcrsa 3npasooxpanetns Poccuiickoii @enepammt: 117997, Pocens, Mocksa, ya. OctposursHosa, 1

10" Menepabhoe rocyiapcTBenHoe aBTOHOMHOE Yupesknetie «HauuoHabHbIil MeTMIMHCKHIT HCCIIe10BATEbCKHIE IIEHTD 310p0BbA JeTeii» MumHcTepcTBA
3apaooxpanerns Pocemiickoii @enepamm: 119296, Pocens, Mocksa, JlomorocoBckwii mpocil. , 2, c1p.1

11" Qenepanbhoe rocyrapcTsentoe Olomkerroe 00pasopatenbHoe yupexienne sbicuiero oopasoatns «[lepsbiii Cankr-IleTepOyprekuii rocy apcTBeHHblil
MemmHCKui yrmBepcutet nvern akagemuka W.I1.1Tasnosa» Mummctepersa 3apaooxpanerist Poccuiickoii @enepamm: 197022, Pocensi, Cankr-ITeepypr,
ya1. JIvea Toncroro, 6—8

12 Hayuno-Hccien0BaTe bCKiii HECTHTYT (u3uK0-Xivideckoii omonormn mvern A.H.benosepekoro Dexepambaoro rocyrapeTserHoro Oio/mkeTHOro 00pa3oBaTeIbHOro
yupeskenns Bicuiero 06pasoannus « Mockockuii rocynapersenHbiii ynusepcrtet mvenu M.B.Jlomonocoa» [Ipasirenscrea Poceniickoii ®enepamm: 119992,
Pocens, Mocksa, Jlenunckue ropsi, 1, crp. 40

13 Menepabhoe rocysapcTsenHoe OloukeTHOE yupexenne « Hammona bHblii MeTHIMHCKHIE HCCe10BATEIBCKHIT IEHT] oTopiHOAapHAronorun DexepanbHoro
MeIHKo-0noornyeckoro arentctsar; 123182, Poccus, Mocksa, Bonokonamckoe mocce, 30, kopn, 2

Pesome

TlepBuunas umnuapHas auckuHesus: (ML) — penkoe HacieacTBeHHOE 3a00JieBaHUE U3 TPYMIbl LMJIMONATUl, OCHOBY KOTOPOI'O COCTaBJISIET
nedeKT yIbTPACTPYKTYPhl PECHUYEK SMUTENUs PECITMPATOPHOrO TPaKTa M aHAJIOTMYHBIX UM CTPYKTYpP (KTYTMKU CIIEPMATO30MIOB, BOPCUHBL
(harmoneBbIX TPYO, STMEHAUMBI XKETyTOUYKOB U JIP.), TPUBOISIINI K HAPYIICHUIO WX ABUTATeIbHOM (yHKIMK. PacripocTpaHeHHOCTD 3a00eBa-
HMsI 3HAUUTELHO pa3iuyaeTcs Bo BceM mupe, B Poccuiickoit Denepaniin oHa 10CTOBepHO Hen3BecTHaA. 1esibio 0030pa sIBUIICST aHAIN3 TaHHBIX
JIUTEpaTypbl O COBPEMEHHbBIX Moaxoaax K auarHoctuke u JeyeHuto [TLJ1. Merogonorusa. Vcrnonb3oBanuch nanHbie 90 crareil U aKcrnepTHOE
MHEHUE CMeLUalMCTOB, OKasbiBalolux nomoips namueHtam ¢ [TLJ1. PesymbraTel. Kinaccuyeckue nposieienusi IT1LJ] 3aBucsaT ot Bo3pacTa.
Benymumu miposiBneHusiMu 6osie3Hu y marieHToB ¢ [1LJ] sSBasiioTCsT peliauBupyole BOCMATUTEIbHbIE 3a00IeBaHUST BEPXHUX W HUKHIX
JIbIXaTeJIbHBIX MyTeii (OPOHXUTHI, MTHEBMOHUN) ¢ hopMUpoBaHUEM OpoHx03KTa30B (bD), nopaxeHnue JIOP-opraHoB (XpOHUYECKUIT pPUHUT, PUHO-
CUHYCHT, TOJIMIO03 HOCA, TOBTOPHBIEC OTUTHI, TPOrPEAMEHTHOE CHIXKEHME Cilyxa). B HacTosiee BpeMsi HET eIMHOTO METO/la — «30JI0TOTO CTaH-
napta» — nuarHoctuku ITLJI. Iuarnos ITLJI ycTaHaBinBaeTcss HA OCHOBAaHWM XapaKTePHOM KIMHUYECKOI KapTUHBI B COYETAHUU C pe3ysibTaTa-
MU CITeHUABHBIX MCCIeIOBaHUN (OTpenesieHue OKCUIa a3oTa B BblIbixaeMoM Bosnyxe, JIHK-anarnoctrka, BBICOKOCKOPOCTHAST BUIEOMUKPO-
CKOIIUSI, TPAHCMUCCUOHHAST 2JICKTPOHHAs MUKpocKotust). [1omxomsl K TeHeTUUECKOM AMAarHOCTUKE HEIOCTATOUYHO Pa3paboTaHbl B MUPOBOM
MpaKkTUKE U OTCYTCTBYIOT B Hauleii crpaHe. [Tonxoxn K Tepanuu nauuenTa ¢ [TLLJ] nomkeH 66T MYJIbTUIMCLUIUIMHAPHBIM B CBSI3U C MOJIMOpPraH-
HocThlo nopaxkeHuit. CornacHo EBporneiickomy KOHCeHCycy, Lenbto Tepanuu [TLJI siisieTcst BoccTaHOBICHUE WIKM TOIepKaHe HOPMaIbHOM
ynxkuuu nerkux. PanmomusnpoBaHHBIX ucchnenoBanuii sedenus [11L/]] He mpoBoauaoch, caeqoBaTeIbHO, BCE PEKOMEHIAIUU IO JICUSHUIO
OCHOBaHBI Ha J0Ka3aTeJIbCTBaX OYE€Hb HU3KOTO YPOBHSI WJIM IKCTPAITOJMPOBAHBI U3 PYKOBOJCTB IO MYKOBHCIMIO3Y. [JlaHbl peKOMEeHIAIINU
10 MYKOJIMTUYECKOW, aHTUOAKTepUAJIbHOM W IMPOTUBOBOCHAIMTENbHON Teparuu [11LJ] ¢ y4eTOM MHUPOBOrO M OTEYECTBEHHOIO OITbITA.
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Abstract

Primary ciliary dyskinesia (PCD) is a rare hereditary disease from the group of ciliopathies, which is based on a defect in the cilia ultrastructure of
the respiratory epithelium and similar structures (sperm flagella, villi of the fallopian tubes, ventricular ependyma, etc.), leading to motor function
impairment. The prevalence of the disease varies significantly around the world and is not known reliably in the Russian Federation. The aim of the
review was to analyze literature data on modern approaches to the diagnosis and treatment of PCD. Methodology. The data of 90 articles and the
opinions of experts providing care to patients with PCD were used. Results. The classic manifestations of PCD depend on age. The leading mani-
festations of the disease in patients with PCD are recurrent inflammatory diseases of the upper and lower respiratory tract (bronchitis, pneumonia),
with the formation of bronchiectasis, damage to the ENT organs (chronic rhinitis, rhinosinusitis, nasal polyposis, repeated otitis media, progressive
hearing loss). Currently, there is no single method which could serve as a “gold” standard for diagnosing PCD. The diagnosis of PCD is based on
the characteristic clinical picture in combination with the results of special tests (nitric oxide in exhaled air, DNA diagnostics, high-speed video
microscopy, transmission electron microscopy). The genetic diagnostics has not been developed sufficiently in the global practice yet and is unavail-
able in our country. The approach to the treatment of a patient with PCD should be multidisciplinary due to multiple organ lesions. According to
the European consensus, the goal of PCD therapy is to restore or maintain normal lung function. There have been no randomized trials of treatment
for PCD, and therefore all treatment recommendations are based on very low-level evidence or extrapolated from cystic fibrosis guidelines.
Recommendations on mucolytic, antibacterial and anti-inflammatory therapy of PCD are given with consideration for the international and domes-
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tic experience. Conclusion. The development of a new version of clinical guidelines containing up-to-date relevant information will improve the

diagnosis and treatment of PCD in the Russian Federation.

Key words: primary ciliary dyskinesia, ciliopathy, molecular diagnostics, epithelial cilia, electron microscopy, microbiology, mucolytic and antibac-

terial therapy.
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[MepBuunas ummapHas auckunesus (ITLT) (Ne 242650
mo OMIM (Online Mendelian Inheritance in Man) —
IMMOCTOSIHHO OOHOBJISIEMbI KaTaJoOr YeJOBEYECKUX I'e-
HOB, TEHETUYECKNX HapYIICHWI U TPU3HAKOB, B KOTO-
pOM 0c000¢ BHUMAaHHE yIEISICTCS B3aMMOCBSI3U TCHOB
1 (PEHOTUTIOB) — pelKOoe HacleACTBEHHOe 3a00IeBaHNe
Y3 IPYMIbl HMJIMOTIATHI, B OCHOBE KOTOPOI'O JIEXKUT Je-
(eKT yIbTPacTPYKTYPBl pECHUYEK SITUTEIINST PeCITUpa-
TOPHOTO TpaKTa M aHAJIOTMUYHBIX UM CTPYKTYP (KTYTHUKHU
CIIepPMaTO30MI0B, BOPCUHBI (haJUTOMUEBBIX TPYO, STTEHIN -
MBI KeJTyITOYKOB U JIp.), MPUBOASIIMI K HAPYLIEHUIO UX
JIBUTATEJIBHON (PYHKLIMU. XapaKTepU3yeTcs TOpaskeHUEM
BCEX OTIEJIOB PECITUPATOPHOTO TPAKTa ¢ (POPMUPOBAHUEM
XPOHUYECKOTO BOCTIAJIUTEIBHOTO MPOIiecca, HapyIlIeHuEM
(epTunbHOCTH (OecIIonue, MPEUMYILIECTBEHHO MYXKCKOE,
SKTOIMHNYECKNE OepeMeHHOCTH Y XXeHITH). Okoo 50 %
nauueHToB ¢ TTLJI uMeroT mosiHoe Win HETMoJHOe obpart-
HOE PacrojIoXKeHNEe BHYTPEHHUX OPTaHOB C Pa3IMYHBIMU
BapuaHTamu rereporakcuu (OMIM Ne 244400) [1-5].

3abosieBaHNE KJIMHUYECKU TPOSIBISIETCS C MEPBBIX
THEU XXU3HU U UMECT MPOTPEeCCUpyloliee TeUCHUE, OT-
paXkaeTcsl Ha KaueCTBe XXU3HU U €€ TTPOIOJIKUTETbHOCTH.
[Inpokoe BapbUpoBaHUE YaCTOTHI 32001€BAEMOCTU B MU~
pPOBOI1 MpaKTUKE, MO3MHS TUaTHOCTUKA U OTCYTCTBHE
naHHbIX 0 pacnpoctpaHeHHocTu [1LJI B poccuiickoit
TIOITYJISIIIK HE TIO3BOJISIET IPUHUMATh BasKHBIE JIeYeOHO-
NMarHOCTUYECKUE PEIIeHNsI, YTO OTPaKaeTcsl Ha MO3aHeH
IMOCTAaHOBKE TMATrHO3a, OTCYTCTBUM IMHAMUYECKOTO Ha-
OJIFOIEHNUS 1 €MUHBIX ITOAXOI0B K TepaIrtni 3a00JIeBaHNUS.

B cBs131 ¢ 3TUM CylliecTBYeT HEOOXOAUMOCTh B pa3pa-
0OTKEe HOBOI'O BapHaHTa OTEUECTBEHHBIX KIMHUYECKUX
pEeKOMEHIAWIA U CTaHIApTa TePATTNH.

Anupemuonorus

ITLJI — a0 peakoe rereporeHHOe 3a00JieBaHUE, €0 Ya-
crota coctaBiger ot 1 : 10 000 mo 1 : 30 000 mereit, po-
JVBIIUXCS XKUBBIMU; B TIOTYJISILIUSIX, TIE PACIIPOCTPAHEHBI
KPOBHOPOJCTBEHHbBIE OpaKu, YacToTa 3a00JeBaHUSI MOXET
OBITh CYLLIECTBEHHO BbIlLle 2, 4]. U3BecTHO, uTO TTLIJI BBI-
sisietcst y 13 % nanmeHToB ¢ 6ponxoakrtazamu (BD) [6].

IIupoxuii pazdpoc 4acTOThl 0OYCIOBJIEH KaK pa3jiu-
YUSIMU B KPUTEPUSX IUATHOCTUKU, TaK U MOMYISLIUOH-
HBIMU OCOOEHHOCTSIMU (Teorpaduyeckoit Jokaau3aluein
Pa3IMYHBIX BUOOB MyTalIMii, YaCTOTOM KPOBHOPOICTBEH-
HBIX OpaKoB M T. 11.). Cpenu cTpaH eBpOIeiiCKOro pernoHa
camasi Bbicokas pacrnipoctpaHeHHocTb [TLJ] oTMeuaeT-
ca Ha Kunpe — 1 : 9 000, a camast HU3Kast — B DCTOHUM
u bonrapun — 1 : 60 000 mereii [1, 7, 8].

B 40—50 % cny4daes I111J] HaGmonaeTcst oOpaTHOE pac-
MOJIOXKEHUE BHYTPEHHUX OPTaHOB (Situs viscerum inversis)

WJIY U30JIMPOBAaHHAsT IEKCTPOKAPAMS B COYETAHNM C ITOpa-
JKEeHUeM OPOHXOJIETOYHOM CUCTEMBI, KOTOpasl TTOIyJrIa
Ha3BaHMe cuHapoM KaptareHepa. Ero pacnpoctpaHeH-
HocTb coctasiseT 1 : 30 000 — 1 :60 000 [1-5, 8].

CpenHuii BO3pacT yCTaHOBIIEHUs AuarHo3a B EBporre
cocrasiset 5,3 rona, B Anonuu — 7,5 rona, pu 3TOM
y MalMeHToB ¢ cuHaApoMoM KaprareHepa niuarHos mo-
TBepKJaeTcs B 6oJjiee paHHeM Bo3pacTte — 3,5 roga [8§—
10]. IMTo HamwmM gaHHbIM, B Poccum MeaunaHa Bo3pacTta
ycraHoBaeHus1 auarHosa [T y neteii ¢ oOpaTHbIM pac-
MOJIOKEHUEM OPraHOB MPUOJIU3UTETLHO COOTBETCTBYET
eBpOIEICKOI 1 paBHa 4 TOaM, TOT/Ia KaK TUAarHOCTHKA
I y mauueHTOB 0€3 situs viscerum inversus IpoOu3BO-
JIUTCS To3Ke (MeauaHa Bo3pacTta — 7,6 rona) [11]. Ipu
ITLI cokpaiiieHue MpOoaO0KUTEIbHOCTH KU3HU CBSI3aHO
C XPOHMYECKUM BOCTIAJIUTEIbHBIM ITOPakeHUEM IbIXa-
TeJIbHOTO TpakTa. HeT HameXXHBIX meMorpaduuecKux
JMAHHBIX, YKa3bIBAIOIINX HA OOIIYIO MPOIOKUTEIIBHOCTh
xku3Hu moneit ¢ ITL/. ITo naHHBIM peTPOCEKTUBHOTO
HCCIIEIOBAHUS C y9aCTHEM B3POCIIBIX TTALIMEHTOB (Cpe-
HUit Bo3pacT — 35 set) ¢ IT1]1, KoTopbic HaOIIOIATNICH
B TeUueHUe 7 JIeT, TT0Ka3aHo, YTO CMEPTHOCTh OT BCEX
MPUYUH COCTaBJISIET MOYTH 5 %, a OT peCclMpPaTOPHbBIX
3a0oaeBanuii — 3,3 % [12].

OcHOBHBIE MexaHU3MbI HapymeHuit mpu [T/ cBs-
3aHBI C HAPYIICHUEM CTPYKTYPHI M (DYHKIIMM PECHUYEK
SMUTENNS, a Y B3POC/bIX MALIMEHTOB — €Il 1 KIYTUKOB
CrepMaTo30UI0B.

HapyweHusi cTpoeHMS U (yHKLMM PECHUYKM

Kierku, umeroiye peCHUYKY WK aHAJIOTUIHBIE CTPYK-
TypHI, OOHAPYKUBAIOTCS BO MHOTHMX CHCTeMaX OpPTaHU3-
Ma: PeCHMYKHM YYIACTBYIOT B MYKOILIMJIMAPHOM KIMPCH-
ce, IBMKEHUM raMeT, TepeMellleHU CITMHHOMO3TOBOM
SKUIAKOCTH, CEHCOPHOU pelienin, QYyHKIIMOHUPOBAHUY
IMOYCYHOTO 3MUTEIUS, (POPMUPOBAHUHN JICBO-TIPABOIA
aCUMMETPUH OPraHOB y MJIEKOIMUTAIONIMX 1 ap. [13—15].

PecHuuku pasaensiior Ha 2 O0JbIlIMe TPYMIIbl B CO-
OTBETCTBUU C UX OCHOBHOU (PYHKIIME — MOTOpHBIE
U CEHCOpHBIe. PeCHMYKM peciipaTOpHOTO TpaKTa, Kire-
TOK 3IIEHINMBI KeIYITOYKOB, CIIEPMATO30MI0B U KJIETOK
CEMSIBBIHOCSILIETO KaHaia Y My>KYMH 1 (haJIONUEBbIX TPYO
y XEHIIWH, BBITTOJHSIONINE IBUTATEIbHYIO (DYHKIIUIO,
UMEIOT CTPYKTYpY 9 + 2; TaKKe K IpyIIle IBUTATeIbHBIX
OTHOCSITCSI PECHUUYKHU CO CTPYKTYpoit 9 + 0, yrpaTuBimme
LIEHTPaJIbHYIO Mapy, HO UMEIOIIMEe BHYTPEHHUE U HAPYXK-
Hble TMHEUHOBBIE PYYKHU (PECHUYKU SMOPHOHATBLHOTO
y3na). [Tpu 3TOM ceHcopHbIe pecHUYKU (akcoHema 9 + 0),
Ha3bIBaeMbIe TAKKe TIEPBUYHBIMU PECHUYKAMU, B PECITH-
pPaTOPHOM TpaKTe He OOHAPYXKEHBI.
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MUKpOTPY6GOYEK

HekcuHOBbLIE MOCTUKN

PaguanbHble cnnubl

Nepudpepuyeckume pynnetbl

HapyHble AMHEMHOBbIE PyYku

BHyTpeHHU1e AUHENHOBIE PYYKM

LleHTpanbHas napa MukpoTpy6oyek

100 Hm

Puc. 1. CtpoeHue akCOHeMbl: A — cXeMaTHUYecKoe N300pakeHue akCoOHEMbI; B — mornepeuHblii cpe3 uepe3 peCHUUYKY

IIpumevanue: A — MuKpoTpybouka A; B — mukporpybouka B; TIJ]1-T114 — nepudepuyeckue ayrieTsl Ne 1—4; akcoHeMa HOPMalbHON MOP(OJIOTH;
[IM — muazmarnyeckast memOpana; HIP — HapyxHble nuHenHoBble pyuku; BIIP — BHyTpenHue nuHenHoBble pyuku; PC — panmanbHble crimisl; L —
LIEHTpaJIbHbIe MUKPOTPYOOuku; H — HekcuHoBble MocTUKM; K1 — 1IeHTpabHast Karncyia, OKpyXalolas HeHTpalibHble MUKPOTpyOoouky; [1/11 — nepude-
puueckuit ayret Ne 1, pacrioioKeHHBIi 110 LIEHTPY MeXI1y HeHTPaIbHBIMU MUKPOTpyOOouKamu [18].

Figure 1. The structure of the axoneme: A, schematic diagram of an axoneme; B, cross section through the cilium

Note: A, microtubule A; B, microtubule B; [T 1-TI114, peripheral doublets No.1—4; axoneme of normal morphology; [1M, plasma membrane; HP — ex-
ternal dynein handles; BJIP — internal dynein handles; PC — radial spokes; LI, central microtubules; H, nexin bridges; KLI, central capsule surrounding
central microtubules; I1/11 is peripheral doublet No.1, located in the center between the central microtubules [18].

YnbTpacTpyKkTypa HOpManbHOM PECHUYKM

TepMuH «peCHUYKHU» UCTIOIB3YETCSI, KOTIa Ha TTIOBEePX-
HOCTHU KJIETKM UMEETCsI 0OJIbIIOE KOJIMUECTBO 9TUX Opra-
HEJIJI, a TEPMUH «KTYTUKI» TIPUMEHSIECTCST B TOM CJIydJae,
Korma ux 1 wu 2. JimmHa pecHUIKHA — 5—10 MKM, KTyTHUKa
criepMaTo30u10B yenoBeka — 40—45 mxm. LlenTpanbHas
YacTh PECHUYEK U KTYTUKOB 3aM0JHEHA aKCOHEMO.

AkcoHeMa cocTouT 13 9 map nepudepruyeckux Mu-
KpoTpybouek (MT), pacroaoXeHHBIX IT0 OKPYXKHOCTH
(IyTIIeTOB MUKPOTPYOOUEK), M OTHOM Taphl IIEHTPaJIb-
HBIX MUKPOTPYOOUEK, onuchkiBaeTcst popmyoii (9 + 2).
OT KaXXIIoro OyIIeTa OTXOIAT T. H. « IMHEWMHOBBIE PYIKH»
(puc. 1A). Lenrpansusie MT, obo3navaembie C1 u C2,
COEMMHEHHBIE MOCTUKOM, OKPYKEHBI LIEHTPaJIbHOM 000-
JIOUKOil. bueHune pecHUYeK OCyIeCTBISIETCS TTePIIeHI -
KYJISIPHO TIJIOCKOCTH, IIPOBEACHHOM Yepe3 LEHTPaTbHYIO
mapy MT. Ilepudepuyeckue aymietel MT HymMepytoTCs
CJIEIYIOIIM 00pa30M: TIEPBBIM MYTIJICTOM IIPUHSITO HA3bI-
BaTh «IYIUIET, JeXalluii Hal MOCTUKOM MEXIY LIeHTpaJlb-
HbiMu MT» (puc. 1B). Crienytoniue nymieTbl HyMEpYIOTCS
TT0 TIOPSIIKY 110 HATIPaBJICHUIO JUHEMHOBEIX pyJeK ITepH-
deprueckrx AyIieToB MUKPOTPYyOOUEK.

Kaxnplii mepudeprueckunii AyrjieT COCTOUT U3 TOJI-
HoIt «A» 1 HeroJiHol «B» MT (puc. 1A). MT «A» u «B»
coctosT u3 13 m 10 TpoTOo(hMIIaMEHTOB COOTBETCTBEHHO,
npudeM 4 ipoToduaaMeHTa IBIIIoOTCs oommMy st MT
«A» 1 «B». TIpoToduaamMeHTbl COCTOIT U3 TyOYJIUHOB
U TeKTUHOB. [IMHEMHOBBIC BHIPOCTEHI, T. H. «IMHEUHO-
BBIC pYUKU» (BHYTPEHHME U HAPYKHBIC) TIPOCTUPAIOTCS
oT MT «A» no HertosHOI MT «B» ciienyronero nyrieTa.
BHyTpeHHUE 1 BHELIHUE AUHEUHOBBIC PYYKH, PErYISIPHO
pacriojiokeHHbIe BIOJb BHELWIHUX AyruieToB MT, o6ia-
naroT AT®a3HoI aKTUBHOCTBIO U SIBJITIOTCST TBUKYIIICI
CUJION, HEOOXOIMMOM TSt NBUXKeHMS pecHruek. Cocen-
HUE NYIJIEThl, CBSI3aHHbIE HEKCUHOBBIMIA MOCTUKAMU,

COBMECTHO C TMHEMHOM (POPMUPYIOT PETYIATOPHBIN KOM-
iekc. PamuanbHble crmirkl cBa3bBaloT MT «A» Kaxkmoro
ayreTa ¢ ueHtpaisHoit MT [16, 17].

PecHUYKM MOKPHITHI TJIa3MaTUUECKOl MeMOpaHOi,
SIBJISTIONIEICSl TIPOIOJIKEHEeM TUIa3MaTUIYeCKOM MeM -
OpaHBI KJICTKH. JMHEeNH HapyKHBIX TUHEUHOBBIX PY-
YeK COCTOUT M3 TSIKEJBIX, TIPOMEXYTOUHBIX M JIETKUX
MOJIMITENITUAHBIX Lenel. Tskesble e He00X0AUMBbI
1151 ckonbxkeHus MT, onu npucoenuustotesd K MT «A»
Iy0JIeTOB M MEHSIIOT CBOIO KOH(MUTYpAIIUIO BO BpeMs
rugponnsa AT®. BHyTpeHHNE IMHEMHOBbBIE PYYKH CO-
CTOSIT U3 7 TUMOB IMHEWHA, aKTUHA U LIeHTpUHa. Me-
XaHU3MBbI aKTUBALIMA BHYTPEHHUX TUHEUHOBBIX PYUEK
OTJIMYAIOTCSI Ha MOJICKYJIIPHOM YPOBHE OT MEXaHU3MOB
aKTUBAIIMK HAPYKHBIX pyYeK 1 BKITIOYAIOT IIEHTPAJIbHYIO
napy MT u paguanbsHbix cniuu. Hanpasnenue u ¢popma
n3rnda aKCOHEMBI OTIPENEIISIIOTCS B3aUMOICHCTBUEM
MEXIy pagualbHBIMU CIIMIIAMA U IIeHTpadIbHBIMU MT
aKCOHEMHBI.

HapyweHnue cTpyKTypbl pECHUYEK NP1 NepBUYHON
LMNNapHON AUCKNHE3NK

ITpu peHoTUNMYECKUX TTPU3HAKAX, TTO3BOISIONINX TP -
nosarath Hanuyue TTLJ, ¢ moMolblo TPAaHCMUCCUOH -
HOIi a71eKTpoHHOI MuKpockoruu (TOM) uccnenyiorcs
pPECHMUTYATHIE KJIIETKU HAa3aJIbHOTO COCKO0A, TTOTyYeHHBIC
C TIOMOIIIbIO OPOHXOCKOIMYECcKoro epuirka [19].
Haubosee pacnipocTpaHEHHBIMU YIbTPACTPYKTYP-
HBIMHU IedeKTaMH, NICHTU(MUIIMPOBAHHBIMUA B PECITH-
paTopHbIX pecHuukax nauueHToB ¢ IILIJ, siBasieTcs
OTCYTCTBHUE, YACTUUYHOE OTCYTCTBUE WU YKOPOUYEHHUE
Hapy>XHBIX W / WJIN BHYTPEHHUX TWHEWHOBBIX pyYeK
(puc. 2A—C) [20]. dpyrue medeKTh BKIIOYAIOT MOJHOE
WJIX YaCTUYHOE OTCYTCTBUE IIEHTPAIbHOM ITapbl MUKPO-
TpyOOUeK, MHOTA COMPOBOXAAIOIIEECS U3MEHEHUSIMU
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Puc. 2. [lonepeunsle cpe3bl Yepe3 PECHUYKN C aHOMAJIbHO CTPYKTYPOii IMHEMHOBBIX Py4eK aKCOHEMBI [22]: A — OTCyTCTBHME Hapy>KHBIX U BHY-
TPEHHUX TMHEMHOBBIX py4yeK; B — HapyllieHe CTPYKTYpbl paaraibHbIX CIIUL AKCOHEMBbI M OTCYTCTBHE BHYTPEHHUX TMHENHOBBIX py4ek; C — BHY-
TPeHHUE TUHENHOBbIE PYUKHU BBISIBISIOTCS y 2, 6, 7 1 8 IyTU1eTOB MUKPOTPYOOUYeK (BO3MOXKHBII BADUAHT HOPMBI); D — OTCYTCTBUE LIEHTPATBHOIA
napbl MUKPOTPYOOUEK IPU COXpPAaHEHUM LEHTPAJIbHOI KaIlCyJibl, HEMOJIHbIE MUKPOTPYOOUKH «A» yacTu nepudepuueckux aymieros; E — onna
HerapHast MUKPOTPYOOYKa B IIEHTPE, HEMOJIHbIE MUKPOTPYOOUKM A yacTu nepubepruuecKix ayrueToB; F — MoJHoe OTCYTCTBUE 1IEHTPATbHOTO
arnrmnapaTa akcoHeMbl (KarcyJibl U LIeHTPaIbHbIX MUKPOTPYOOUEK)

Figure 2. Transverse sections through cilia with an abnormal structure of dynein arms of the axoneme [22]: A, Absence of external and internal
dynein arms; B, Structure defects of the axoneme radial spokes and absence of internal dynein arms; C, Internal dynein arms are found at 2, 7, and
8 microtubule duplexes (possible normal variant); D, Absence of the central pair of microtubules with intact central capsule. Incomplete microtu-
bules A of peripheral duplexes; E, One unpaired microtubule in the center. Incomplete microtubules A of peripheral doublets; F, Complete absence

of the central apparatus of the axoneme (absence of the capsule and central microtubules)

TOJIOXKEHUSI WY (hOPMbI BHELITHUX JTYTIETOB MUKPOTPY -
6ouek (cM. puc. 2D—F), pa3zauuHbie HapyILIeHUS MU-
KpPOTpyOOUEK, CBSI3aHHBIC C Te(heKTaMH PETyISITOPHOTO
KOMITJIEKCa HEKCUH-IUHEWH Y paguaibHbIX cIriuir [21].
Llenbto 0630pa SIBUIJICS aHAJIM3 JaHHBIX JIUTEPATYypPhl
O COBpPEMEHHBIX MOAXO0AaX K TUarHOCTUKE M JICYCHUIO

TTLIA.
MeToponorus

Ucnonb3oBanuce nanHbie 90 cTateit 1 3KCepTHOE MHe-
HUE CMEeNATMCTOB, OKa3bIBAIOIIMX TTOMOILb MAllMEHTaM

c ML
Pesynbrathl

ITLJI oTHOCUTCS K TpyIINe HUINONAaTUi — 3a00J1eBaHU,
OCHOBY KOTOPBIX COCTABJISIET TeHETUYECKHU AeTePMUHM-
pOBaHHBIN meeKT cTpoeHUs pecHruek [1, 13, 23]. TTL
He mpeacTaBiieHa B MexXayHapoaHoOM KiaaccupuKauumu
6ose3Heit 10-ro mepecMoTpa Kak OTIeIbHask HO30JI0TH -
yeckas ¢opma. s konuposanus T/ npennaraercs
ucnoib3oBath Koa Q32.4 «/Ipyruve BpoXaeHHbIE aHOMA-
Jmu 6poHxoB». ObIenpuHaATON Kiaccudukamuu [T
HE CYIIECTBYET.

CpenHuii BO3pacT yCTaHOBJICHUS IMarHo3a B CTpaHax
EBponsbl, cornacHo ucciaenoanuio (2010), coctabisia
5,3 roga, Ipu 3TOM TIallMeHTaM ¢ cuHApoMoM KapTare-
Hepa IMarHo3 MOATBEPKAaeTcs B 6ojiee paHHEM BO3pacTe
(3,5 rona) [24].

KnuHuueckue nposABnexHna

H3MeHeHure cTpYKTYpbl U (PYyHKIIUM pECHUYEK pecriupa-
TOPHOTO TpaKTa MPUBOIUT K HAPYIIEHUIO MYKOIIWIMAp-
Horo TpaHcniopra. [Tocnenyoiee HacoeHre MHGMEKITUN
o0ycioBIMBaeT GOPMUPOBAHNE XPOHUUYECKOI BOCITAIM -
TEJIbHOM MaTOJIOTUY OPTaHOB NbIXxaHUsl. TakuM oOpazom,
B KJIMHUYECKOI KapTUHEe 3a00JIeBaHKSI OCHOBHYIO POJIb
WUTPAIOT HApYIIeHUs] (DYHKITUY PECTIMPATOPHON CUCTEMBI,
XapaKTepU3YIOLINECs TOTATbHOCThIO TTOPAXEHUS U PaH-
HUM HayajioM.

Knaccuueckue nposinenus ITLJI 3aBucsT ot Bo3pa-
cta [25]. Benymum nposisnenuem 6ose3nn y nereit ¢ TTLJT
SIBJISTIOTCS PEIIUIMBUPYIOIINE BOCTIATUTETbHBIE 320071eBa-
HMSI BEPXHUX U HUXKHUX JAbIXaTEIbHBIX MyTei (OPOHXUTHI,
MHeBMOHUM) ¢ hopmupoBanurem b3, nopaxenue JIOP-
OpraHoOB (XPOHUYECKUIT PUHUT, PUHOCUHYCUT, TTOJTUTIO3
HOCa, TOBTOPHBIE OTUTHI, MPOTPEIUEHTHOE CHUXEHUE
ciyxa). B crapiiiem Bo3pacte mpUCOEAMHSIIOTCS Hapyllie-
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HUSI peNPOAYKTUBHON (PYHKUMU (CHUXKEHUE TTOABUXK-
HOCTHU CIepPMaTO30UI0B U PEMPOIYKTUBHbIE TTPOOJIEMBbI
Y MY>XYWH, BHEMAaTOUHbIC O€PEMEHHOCTH Y KCHIINH).

OcHoBHbIe KTuHNYeckne npusHaku [T ¢ yuetom
BO3pacTa MauueHTa MpencTaBieHbl B Ta0I. 1.

Tabauua 1
Kaunuueckue nposeaenus nepsurnoil uuiuapnot
OuUCKuHe3Uul 6 pasHole 603pAchible Nepuodbl

Table 1
Clinical manifestations of primary ciliary dyskinesia
in various age groups

Bospacr Knunuyeckue nposienenms
THeBMOHYS, aTeneKTaakl Nerkux
Mepuon Punut
HOBOPOXAEHHOCTU | PacnypatopHBIil AUCTPECC-CHHAPOM

Mopoku cepALa; aHoManun pacnonoxeHus OpraHoB
KpyrnoropnyHblit puHuT

XpoHuueckuit | peLanBUPYHOLLIMIA OTUT, CHUKEHUE cryXa
[leTckuin Bo3pact floninos Hoca
PeumnavBupyowwmit cUHyCUT

PeunauBmpytowmit 6poHXMUT / NHeBMOHMSA

B3

CvMNTOMBI, XapaKkTepHble ANs AETCKOro Bo3pacta
MoppocTku B3

HIB3POCTIEIE HapyweHus depTunbHocTH

BHematoyHas 6epeMeHHOCTb

Mpumeyanme: B3 — GpoHxoakTa3bI.

[narHocTMka NepBUYHOM LIMNUAPHON SUCKMHE3UMN

B Hacrosiiiee BpeMst HET €IMHOTO METOJa — «30JI0TOTO
crangapta» — auarnoctuku [T, Jluarnos ITLJI ctaBut-
Csl Ha OCHOBAaHUHU XapaKTEPHOUN KIMHUYECKOU KapTHHBI
B COUYCTAHMU C PEe3yJIbTaTaMM CITCIINATbHBIX UCCIIeI0BA-
Huii [4, 23, 26, 27].

[Tpu ycTaHOBAEHUY IMArHO3a YYUTHIBAIOTCS:

* XapakTepHas KIMHWYeCKas KApTHHA U OLIEHKA I10 Mpe-
nuktuBHOI mkane PICADAR [28].

* (u3UKaTbHBIC U BU3YyaJIbHBIC METOIBI TUATHOCTUKMU.
OnTuMaabHBIA aJTOPUTM OTMATHOCTUKMU OCTaeTCs

MpeaMeToM qucKyccuii [29].

[Ipu ycTaHOBIEHNH TMAarHO3a YIUTHIBAIOTCS XapaKTep-

HbIE TaHHBbIC aHAMHE3a U KIIMHWYeCcKasi KapTUHa:

*  pe3yJbTaTbl CKpUMHMHTA (MCClIeIOBaHNE YPOBHS OKCH-
na azota (NO) B BblAbIXaéMOM Ha3aJIbHOM BO3IyXe —
y 6oblIMHCTBA NMauueHToB ¢ [TII oH cHUKeH);

* aHaJIM3 YacTOThl U MaTTepHa OMEeHUsI peCHUYEK B OUO-
MTaTe 13 MOJIOCTU HOCa, TPaxeu WK OpoHXa C TOMO-
IIBIO CBETOBOI MUKPOCKOIINH;

*  pe3yabTaThl 3JIEKTPOHHOI MUKPOCKOTINHU (00HAapy-
KEHHEe aHOMaJIMU CTPOCHMSI PEeCHUYEK B OMomTaTe
CIIM3UCTOI 000JIOUKM HOCA WM OpOHXa, aHOMAaIuit
CTPOEHUS KTYTUKOB U CITEPMAaTO30UIOB);

*  pe3yIbTaThl CBETOOIITHYECKON MUKPOCKOITMH CIIEP-
MaTO30MI0B (HaJTN4YKMe TOTAIBHOM WIIK CYOTOTaTbHOMU
aCTeHO300CIepPMUN);

* pe3yJbTaThl MEAUKO-TEeHETUUECKOTO O00CIeI0BaHMUS
(aHaAJIN3 POIOCIOBHOM, TaHHBIE MOJIEKYISIPHO-TeHE-
THYECKOTO MCCIICTOBAHNSI TCHOB, CBSI3aHHBIX C pa3BU-
tem TTLIT).

BbicokoTeXHOMOTrMUHbIE TUarHOCTUYECKUE TECThI SIB-
JISIOTCS JOCTATOYHO JOPOTOCTOSIIIMMU U HEIOCTYITHBI TSI
IIMPOKOTO MCITOJIb30BaHUS B HECIICIINATMN3UPOBAaHHBIX
CTaloHapax, Io3TOMY 1IeJIeCO00pa3eH OTOOp MaIlEHTOB
IUTSI MIX YIJTyOJIEHHOTO 00CIeT0BaHMSI, KOTOPOE PEKOMEHITY -
€TCsl IPOBOAMTD C YYETOM MPUBENEHHbIX Jajiee KPUTEPUEB.

JlommomHUTe IbHOMY 00CIefOBaHUIO TTomIekat [23]:

* ITaIlMeHTHI, UMEIOIINE HECKOIBKO U3 TIEPEUNCICHHBIX
MPU3HAKOB: MOCTOSTHHBIN MPOAYKTUBHbBIN Kalllesb,
aHOMaJIMM PACMOJI0XKEHUS BHYTPEHHUX OPraHoOB;
BPOXIEHHBIE ITOPOKMU CepaLa, MEPCUCTUPYIOLINIA
PUHUT, TTOJUMNO3HBI PUHOCUHYCUT, XPOHUYECKUM
CpedHMIT OTUT CO CHIKEHUEM ciiyxa (1au 06e3 TaKOBO-
r0); HaJIMuKe PeCrMpaTOPHBIX HAPYILLIEHW (B T. 4. IPU
KOTOPBIX ITOTPeOOBaIaCh UHTEHCUBHAS TepaIus) B TIe-
proae HOBOPOXAEHHOCTH;

* MalMeHThl 6€3 aHOMaJIMii PacIIONOXKEeHMsI BHYTPEHHUX
OpraHoB, HO UMEIOIIINE APYTHUE XapaKTePHbIE KIUHM -
yeckue nposisaeHust TTLJT;

* CcHMOCHI U ApyTrre poACTBeHHUKHU nauueHToB ¢ LI,
0COOEHHO MPU HATMYUY XapaKTePHbIX KIMHUYECKUX
TPOSIBJIICHUI;

* B3pOCIbIC TTALIMEHTHI ¢ HapyIIeHUeM (PepTUILHOCTU
(B YaCTHOCTH, TIEPBUYHOE MYKCKOE OSCITONNE, CBSI-
3aHHOE C aCTEHO300CTIEpPMUEii);

* KEHILIMHBI, TepEeHEeCIIue BHEMATOUYHYIO OepeMeH-
HOCTB;

* TIALMEHTHI C BHICEBOM M3 OTAEJSIEMOro / MaTepuana,
MOJYYEHHOTI'0 13 BEPXHUX Y HUXKHUX AbIXaTeIbHbIX ITy-
Teil rpamoTpuLiatebHoi dyiopbl, MRSA (Methicillin-
Resistant Staphylococcus aureus);

* ITAIlMEHTHI C COYeTAHNEM XapaKTEPHBIX KITMHUYECKUX
MPU3HAKOB C TTOJIOKUTEJIbHBIM Pe3yIbTaTOM OLIEHKU
no wkane PICADAR (> 5) [28].

NNabopaTopHble M MHCTPYMEHTaNbHbIE METOAbI ANArHOCTUKM
BoicokockopocmHol eudeoMUKPOCKONUYeCKUl aHanu3

B kauecTBe MaTepuana uccaeqoBaHMs UCTIONb3YIOTCS 11ie-
TOYHbBIC OMOIITAThI CIM3UCTOM 000JIOUKM HOCA, TPaxeu u /
wiu 6poHxoB. IlleTouHble OMoNTATHI MOJYYalOT C MaJlo-
U3MEHEHHOU CJIIM3UCTOI 000JIOUKY B TIEPUOJL PEMUCCUN
3a00J1€BaHUS.

PexomMeHn0BaHO MpPOBeNEeHNE BHICOKOCKOPOCTHOTO
BuAeoMuKpockonuueckoro aHanuza (BC BMA; High-
Speed VideoMicroscopy Analysis — HSVA nnu HSVMA)
y MallMEHTOB C KJIMHUYeckuMu npuszHakamu 1L/ ¢ me-
JIbIO OLIEHKM (DYHKIIMOHATBbHOW aKTUBHOCTU PECHUYEK
B IIIETOYHBIX OMOTITaTaX CJIM3UCTON HOCA, Tpaxeu U / Win
OpOHXOB (M3MepeHne YacToThl OueHust pecauuex (Ciliary
Beat Frequency — CBF) B coueTaHnu ¢ maTTepHOM OMEHUS
pecHuyuex (Ciliary Beat Pattern — CBP) [23].

Meton oTM4aeTcsl BBICOKO YyBCTBUTEIBHOCTDIO,
HO HU3KOW Creln(pUIHOCTHIO; OLIeHKA (DYHKIIMOHATb-
HO1 aKTMBHOCTH HE MOXET ITPON3BOAUTHCS M30JIMPOBa-
HO Ha OCHOBE OTPEeICHUST YaCTOThl OMEHUsT pECHUYEK.
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CaMOCTOSITeJIbHO METO HE MOXET OBbITh MCIT0Jb30BaH
HU IJIsT TIOATBEPKICHWSI, HY JIST UICKITIOUEHUST JUarHo3a
IMLI; mMeeT mUarHoCTHYECKOe 3HaUCHHE TTPU UCTIONB30-
BaHUM COBMECTHO C OLICHKOM KIIMHUYECKUX CUMIITOMOB
U IPYTUMU ClIELIMaJIbHBIMU METOAAMMU.

EBporneiickumM pecriupaTopHbIM 0011ecTBOM (European
Respiratory Society — ERS) He pekoMeHTyeTCs O1leHUBATh
CBF 06e3 olieHKM XapakTepa OMeHUs peCHUYEK IPU AUar-
Hoctuke ITLHJI. g noBbIIIEHUSI TMaTHOCTUYECKOM TOY -
Hoct BC BMA ouenky CBF cienyetr moBTopuTh nocie
KYJIbTUBUPOBAHMS KJIETOK MEPIATEILHOTO SITUTEIIHS.

KOMHHOMGPUI?UPOB&HH&H ceemosas MUKpockonus

711 oLleHKW OMOTITATOB LUJIUAPHOTO SIIUTEIUS METO-
JIOM KOMITbIOTEPU3UPOBAHHOMN CBETOBOW MUKPOCKOIINN
HCTOJIb3YIOTCSI HATUBHBIE TIperapaThl UKW BUACOKIUIIBI
IBIKYIINXCS 00beKTOB. [TapaMeTprpoBaHe 0OBEKTOB
MIPOM3BOIUTCS B COOTBETCTBUH C aJITOPUTMAMH, pa3pado-
TaHHBIMM TIPOM3BOIUTEIIEM TTporpaMMbl «Mactep Mop-
dosorusi». O6opynoBaHue 1151 KOMITbIOTEPU3MPOBAHHOMN
MOpGhOMETPUN OCHAIIIEHO CIelMabHBIM TOBOPOTHBIM
YCTPOMCTBOM KOHIEHCOPA, KOTOPKIi ITO3BOJISIET CO3IaBaTh
a3 dexT 0obeMHOTro n3o0opaxkenus [30].

TpaHCMUCCUOHHas 371eKMPOHHas MUKPOCKOMUS

Hcnonb3yeTcst I1sT OLIeHKH YIbTPaCTPYKTYPHBIX Me(HEeKTOB
aKCOHeMbl. MeTo1 10/Iroe BpeMsl MocJie epBOHAYaIbHOTO
onuvcaHus neeKToB IMHEUMHOBBIX PyYeK y MalueHTOB
¢ I curTtancs 1MarHOCTUYECKUM «30JI0ThIM CTaHIap-
TOM» IIJISI JAHHOTO 3a00JIeBaHUSI.

IMpu peHOTUTIMUECKUX TIPU3HAKAX, TTO3BOJISIIOIINX
npeanonarath Haauuue I, ¢ momoubio TOM wuc-
CIICAYIOTCSI peCHUTYATHIE KJIETKA Ha3aJbHOTO COCK00a,
TTOJTyYEHHBIE C TIOMOIIBIO CTICIIMAIBHOTO epiuKa [19].

Meton TOM nocTyneH TOJbKO B HEKOTOPBIX KPYII-
HBIX HAyYHO-UCCIeN0BaTeIbCKUX JabopaTopUsix / UH-
crurytax. Hnst nuarnoctuku [T TOM mmeeT psig or-
panuyeHuit —y 10—20 % nanueHTtoB ¢ auarHozom LI,

YCTaHOBJIEHHBIM C MIOMOILIbIO PYTUX METOOB, B T. Y. MO-
JIEKYJISIPHO-TEHETUUECKOTO 00C/IeIoBaHNsI, 0OHAPYX1Ba-
eTCSI HopMaJibHas YIbTPaCTPYKTypa aKCOHEMBI PECHUUEK
00 HemuarHoctupyemast anomanus (okosiao 10—20 %
nauueHToB) [31, 32].

MeTton ob61agaeT BICOKOM crielu(pUuUHOCTbIO, HO OT-
paHWYEeHHOU YyBCTBUTEIHHOCThIO. Hanmume yibTpa-
CTPYKTYPHBIX Te(EKTOB JOCTATOYHO MJISI TIOCTAHOBKM
JIIMarHO3a U JOTMOJHUTEIbHOE 00CIe0BaHNEe HELIEIeCO-
o6pa3Ho. [Ipu OTCYTCTBUM YIIBTPACTPYKTYPHBIX Ie(eK-
TOB, HO TIpU HAJTWIUN YETKUX KIMHUIICCKUX IIPU3HAKOB
cJIemyeT MPOIOKUTD obcaenoBanue [23].

BC BMA B nuarnoctuke T/ umeet 100%-Hy1o 4yB-
CTBUTENIBHOCTD U 93%-Hy10 CrielIn(PUIHOCTb, B TO BPEMSI
kak TOM, Hao6opor, — 100%-Hyi0 cieuuPUIHOCTD,
HO He Bcerna yyBcTBUTeNbHA (10 21 % nanuenTos ¢ [TLL/]
UMEIOT HOPMaJIbHYIO YJABTPaCTPYKTYpy pecHuuek) [33].

PexoMeHI0BaHO MpoBeAeHNEe SHIOCKOITUN TTOJIOCTH
Hoca ¢ 3a00poM OMOTTaTa WIN TPaxeoOpOHXOCKOITUH
¢ buorcueit Tpaxen WM OpoHxa (6uoricust Tpaxeu, OpoH-
XOB IMPU OPOHXOCKOMMU) MALMEHTAM C KIMHUYECKUMU
npusHakamu I ¢ tenbto mojgydyeHus: Ouonrara ajs
nposeaeHuss BC BMA u TOM [30, 34, 35].

leHeTMYeCKue acneKTbl NePBUYHOM LMNNAPHOM ANCKUHE3UN

bonabimHcTBO reHeTnueckux ¢opm I HacneayoTcs
IT0 ayTOCOMHO-PEIIECCUBHOMY THUITY, 32 UCKIIOUYECHUEM
FOXJI1-PCD (KoTopblii SIBJSIETCSI ayTOCOMHO-AOMUHAHT-
HbIM) [36], PIHID3-PCD [37] u OFD1-PCD (koTopbie
SBIISIOTCS X-clieTuleHHBIME) |38, 39].

Ha moptane OMIM (http://www.omim.org/) K HaCTOSI-
1IEMY BpEMEHH YKa3aHO 45 reHeTUYeCKHUX JIOKYCOB, yya-
ctBytomux B peamusaruu [TLJI. Tem ve menee 20—30 %
Jojei ¢ xopoio oxapakrtepuzoBaHnHoii [T He umerot
UICHTUDUIIMPYEMbBIX TIATOTEHHBIX BAPUAHTOB HU B OTHOM
U3 U3BECTHBIX TeHOB [5].

OcHoBHbI€E TeHbl, cBs3aHHbIe ¢ [T, u pacnpocTpa-
HEHHOCTb MaTOTeHHBIX BApUAHTOB CPeIU 3THUIECKMX
TPYIIN OTpaKeHbI B Ta0I. 2.

Tabauua 2
Moaexyaspuote ocnoebt nepeuunoil uuauapHou ouckunesuu [5]
Table 2
Molecular genetics of primary ciliary dyskinesia [5]
[ons cnyvaes,
Fe' 00YCcnoBneHHbIX Koar:g:it;‘:gao OTnuuuTenbHbIE W3meHeHNs pecHuYek, Homep OMIM
AaHHBIM B reme KNMHUYECKne 0COBEHHOCTH YNLTPACTPYKTYPHbIA aHann3 (ccbinka)
reHom™ ™, %
ODAD2 ” AHOManuu pacnonoXeH1s BHYTPEHHNX
ARMCA) <3 19 OpraHoB ODA pedekTbl 615451
AHoManuu pacnonoxeHus BHYTPEHHUX
CCDC39 4-9 20 OpraHoB; yxyauwenue dyHkumu nerkux; 1 63;  IDA pedpektsl + MTD 613807
nnoxas npubaska Maccbl Tena
AHOManum pacnonoXeHusi BHyTPEHHUX
CCDC40 3-4 20 OpraHoB; yxyauwenue dyHkumn nerkux; 1 63;  IDA pedpektsl + MTD 613808
nnoxas npu6aska Macchl Tena
CCDC65% Penko 8 IR WL [ B LA HopmanbHas ynsTpacTpykTypa pecHuuek 615504
OpraHoB He onucaHbl
CCDC103 <& 3 AHoOManuu pacnonoxeHus BHYTPEHHNX ODA geberTl 614679

OpraHoB

Hayvauo. ITponoskeHue tads. 2 cM. Ha cTp. 524
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ODAD1 Penko 13 To xe To xe 615067
ODAD3 .
CCDC151) <3 13 -«- -«- 616037
ceNO e 3 AHOManuu pacnonoxeHusi BHYTPEHHUX o TE— 615872
OpraHoB He OnuCaHbI
AHOManuu pacnonoxeHusi BHyTPEHHUX
CFAP221 Penko 23 OPFaHOB He ONHCaHbI HopmanbHas ynstpacTpykTypa pecHuuek [40]
CFAP298 Penko 7 RO LT P2 o ) A L ODA + IDA pedpekTbl 615500
opraHoB
CFAP300
Cl1orf70) Penko 7 To xe To xe 618063 [41, 42]
DNAAF1 Penko 12 -« -«- 613193
DNAAF2 Penko 3] -« -«- 612518
DNAAF3 Penko 12 -«- -« 606763
DNAAF4 Penko 9 -«= -«- 615482
DNAAF5 Penko 13 -«- -«- 614874
DNAAF11
(LRRCE) Penko 7 -«- -«- 614935
DNAH1 Penko 79 -« YnbTpacTpyKkTypa pecHUueK He onpeaeneHa 617577
DNAH5 15-29 % 92 -«- ODA pedhekTbl 608644
AHOManuu pacnonoxeHusi BHyTPEHHUX
DNAH8 Penko 69 OPIaHOB HeU3BECTHI YnbTpacTpyKTypa pecHuyek He onpeaeneHa [43]
DNAH9" Peako 82 ﬁ;;m’;"" PACMOTOKEHNA BHYTPEHHUX HesHauutenbHbie Aedpektol ODA 618300 [44, 45]
DNAH11™ 6-9 % 20 To xe HopmanbHas ynsrpacTpykTypa pecHuyek 611884
DNAIL 2-10 % 13 -« ODA pedpekThl 244400
DNAI2 Peako 8 -«- ODA pedekTbl 612444
AHOManuu pacnonoxeHusi BHyTPEHHUX
DNAJB13 Penko 8 OpFaHOB He ONMCaHbI CP pedpekThl 617091 [46]
DNALL Pego 17 AHOManuu pacnonoxeHusi BHyTPEHHUX ODA gedbexTl 614017
opraHoB
AHOManuu pacnonoxeHusi BHYTPEHHUX
5
DRC1 Peako 2 OPIaHOB He OnCaHbI HopmanbHas ynsTpacTpykTypa pecHnyex 615294
FOXI1 e 6 AHomanv.m pacnonoXeHusi BHYTPEHHMUX To xe 602291 [36]
opraHoB; A[] Tun HacnegoBaHus
AHOManuu pacnonoxeHusi BHyTPEHHUX
GAS2L2 Pegko 1 OPFaHOB He OMHCaHbI -«- 618449
GAS8 Pepnko 85 To xe -«- 616726 [47]
HYDIN™* Penko 1 -«- -«- 608647
LRRC56¢ e 12 AHOManuu pacnonoxeHus BHYTPEHHMUX - 618254
opraHoB
AHOManuu pacnonoxeHusi BHyTPEHHUX .
MCIDAS Pegko 7 OPraHOB He OnUCaHbI Onurouunus [48]
NME8 Peako 16 SIS 2 LT ODA-pechexTbI (~66 % ceyenmit) 610852
opraHoB
AHOManuu pacnonoxeHusi BHYTPEHHUX
OpraHoB; AUCMOP(UYECKINE NPUIHAKY;
OFD1& Penko 23 TUNOTOHMSA; YXyALEHNE (YHKLUN NErKuX; HopmanbHas ynstpacTpyKkTypa pecHuuek [49]
1 B3; nnoxas npubaBka Macchbl Tena;
X-cLienneHHbIi TMN HacnesoBaHMA
AHOManuu pacnonoxeHusi BHyTPEHHUX
PIH1D3 Penko 7 opraHoB; X-CLienfeHHbI PeLecCUBHbIN TUN ODA + IDA pedpekTbl 300991 [37, 50]
HacnepoBaHus
Msirkoe nopaxeHue nerkux; aHomanuu
RSPH1 Penko 9 pacnonoxeHus BHYTPEHHNX OPraHoB CP-pedekTbl 615481
He onucaHbI
RSPH3 S 8 AHOManuu pacnosnoxeHusi BHYTPEHHUX To xe 616481
OpraHoB He onuCcaHbI
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KnuHnyeckue pekomengauuu « Clinical guidelines

RSPH4A Penko 6 To xe -«- 612649
RSPH9 Penko 5 -«- -«- 612650
SPAGL <4 18 AHOManum pacnonoXeHns BHYTPEHHNUX ODA + IDA pecherr! 615505
OopraHoB
AHOManum pacnonoXeHns BHYTPEHHNUX
SPEF2™ Peako 37 OpraHoB He OnMcaHbl; MOXET NPOSIBNATLCA HopmanbHas yneTpacTpykTypa pecHnyex 610172 [51-54]
KaK U3onMpoBaHHOe MyXckoe Gecnnoaue
AHOManum pacnonoXeHns BHYTPEHHNUX '
STK36 Peako 26 OPraHOB He onCaHb! CP-gedpekTbl 607652 / [55]
TTC25 Peako 12 ST T R 2T ODA-RechexTH! 617092 / [56]
OpraHoB
ZMYND10 <2-4 12 To xe ODA + IDA-pedpexTbl 615444

[Mpumedarue: OMIM (Online Mendelian Inheritance in Man) - nocTostHHO 0BHOBNSIEMBIi KaTanor YeMoBEYECKIX FeHOB, FEHETUYECKIX HAPYLLEHWIA 1 MPU3HAKOB, B KOTOPOM 0COBOE BHIUMAHME yaens-
€TCs B3aUMOCBS31 reHoB 1 dheHoTnoB; b3 — 6poHxoakTasbl; Al — ayTocomHo-goMuHaHTHeIR; CP (Central Pair)-aedekTsl — AedekTbl LEHTpanbHoil napbl (04HaKo BOMBLUMHCTBO PECHUEK MOXET
ka3aTbCst HopMansHbiM); AecbekTsl IDA (Inner Dynein Arm) + MTD (MicroTubular Disorganization) — AedbeKTbl BHYTPEHHETO Nneva AvHeWHa + [e3opraxu3auns Mukpotpybodek; nedekrsl ODA
(Outer Dynein Arm) — nedbexTbl BHeLLHero nneva AvHewHa; nedpextsi ODA + IDA - aedbekTbl BHELLHETO + BHYTPEHHENO Nneya ANHENHa; “— reHbl NepeyvcrieHbl B andaBuTHoM nopsake; - pes-
Kie — nartoreHHble BApUaHTbI 3TOTO FeHa PErucTpupyioTes Y < 2 % NnL ¢ NepBIYHOI LNMAPHOV AMCKVHE3M; ™~ HEKOTOpbIE OLIEHKM SBNSIOTCA SKCTPANoNsLyeN, 0CHOBaHHON Ha AedbekTax CTpyk-
TYPbl PECH4ek; * — rex Bbin nccneaosaH B 6OMbLLOI KOropTe B OFAHOM UCCIIER0BaHMM; MPOLIEHT MOXET BbiTb 3aBbILIEHHbIM, ECIIM KOTOpTa icCnefoBaHis bbina oTobpaka Ha OCHOBE peaynbTaTos
MPEALIECTBYHOLLENO MONEKYNSAPHO-TEHETUYECKOTO TECTUPOBAHMS (T. €. NALMEHTbI C ABYanneNbHbIMI NaTOTEHHbIMUA BAPUAHTaMU B PaHee U3BECTHBIX TeHaX Bbimi MCKMIoYeHbI); *~ KomvpyeT koMno-
HEHT PEryNATOPHOTo KOMMNEKCa HEKCUH-BUHENH; ** — HapylueHve G1oreHe3a pecHdek; * — Kopupyet Benok, pacnionokeHHbIA Ha AUCTANbHOM KOHLE PecHuyex;  — komupyet Benok BHeLHero
[VHeWHa; ™ — KoUPYET KOMMOHEHT LiEHTPanbHbIX Nap; & — KOANPYET KOMMOHEHT BHYTPYKIYTUKOBOTO TPAHCMOPTHOMO MexaHuama; % — ren OFD1 obycnosnusaer knaccudeckuit Oral-Facial-Digital
syndrome type | - X-cLienneHHoe paccTpoiicTBO, 0BbIHO CBA3AHHOE C MY)KCKOi NETaNbHOCTbIO, a Takke (eHoTUMbI, BkMioast ciapom Cumncora-Tonabu-bemens Tuna 2 (OMIM Ne 300209).

Note: CP (Central Pair)-defects - defects in the central pair (however, most cilia may appear normal); Defects in IDA (Inner Dynein Arm) + MTD (MicroTubular Disorganization) - defects in the inner
dynein arm + microtubule disorganization; ODA defects (Outer Dynein Arm) - defects in the outer dynein arm; Defects in ODA + IDA = defects in outer + inner dynein arm; *, The genes are listed in
alphabetical order; *, Rare - pathogenic variants of this gene occur < 2 % in individuals with PCD; ™, Some estimates are extrapolations based on defects in cilia structure; #, The gene was
screened in a large cohort in a single study. The percentage may be overestimated if the study cohort was selected on the basis of prior molecular genetic testing results (i.e., individuals with
biallelic pathogenic variants in previously known genes were excluded); *, Encodes a component of nexin-dynein regulatory complex; *#, Cilia biogenesis defect; ", Encodes a protein located at the
distal end of cilia; “, Encodes an outer dynein arm protein; ™, Encodes a component of the central pairs; ¢, Encodes a component of intraflagellar transport machinery; &, OFD1 is involved in
classic Oral-Facial-Digital syndrome type I, which is an X-linked disorder typically associated with male lethality, as well as in additional phenotypes including Simpson-Golabi-Behmel syndrome

type 2 (OMIM No.300209).

CTpaTervm MOHeKyHﬂpHO-FeHeTW-IECKOﬁ OUarHOCTUKK
ﬂepBWlHOVI LI,VIHVIapHOVI AUCKUHE3NU

PexoMeHIOBaHO MpOBeACHNE MOJIEKYJIIPHO-TEHETHYE-
CKOTO MCCIIeIOBAaHUS TTallMeHTaM ¢ mofo3peHreM Ha [TL]T
C 1LIeJIbI0 BeprDUKALIMU TMarHO3a U YCTAHOBJICHMS KOH-
KpeTHOI reHeTnuueckoit (popmsl |5, 23].

JMarHOCTUYECKH 3HAYMMBIM CUMTACTCS BBISIBJICHUE
OrajuIeIbHON MyTaluy (TOMO3UTOTHOM WJIM KOMIIAyH/I-
rerepo3uroTHoit). K HacTrosmemMy MOMEHTY HaJIMJKe T1a-
TOT€HHBIX BAPMAHTOB HYKJICOTUIHOM Mocaea0BaTeIbHO-
CTH (BapMaHTOB) BBISBJIEHO JUIIb Yy 50—75 % nauneHTOoB
¢ ITL. Ha ceronHsIIHUI A€Hb OTCYTCTBYIOT MCCJIe10Ba-
HMSI, YKa3bIBaIOIIe Ha BOBMOXKHOCTH UCITOJIb30BAHNS Te-
HETUYECKOro 00CIe0BaHMs ISl YCTAaHOBJIEHUS IMArHO3a.
BMecrte ¢ TeM TIpY HAJIMYWUY TEXHUIECKUX BO3MOXKHOCTEM
MIPOBeICHNE TCHOTUITMPOBAHUS 11eJIeCO00pa3HO Yy BeeX
naueHToB ¢ TTLI/I.

I'eHeTnueckoe TecTUpoBaHUE UAESHTUDUIIUPYET FeH
MpUMEpPHO B = 65 % ciyuaes [23, 57].

JInarHO3 KOHKPETHOM reHeTndecKoit popmur TTLIJT
yCTaHABIIMBACTCA Yy TIPOOAHIA ¢ YKa3aHHBIMU KITMHUYECKM -
MM XapaKTepUCTUKAMU U ABYaJJIEIbHBIMU MTaTOTeHHBIMU
BapuaHTaMU (MJTA TeTePO3UTOTHBIM ITAaTOTeHHBIM BapraH-
ToM B FOXJ I it TeMU3UTOTHBIM MMAaTOTeHHBIM BApUAHTOM
B PIHID3vwmm OFD1y MyX4H), UIeHTU(PULNPOBAHHBIMUA
B OTHOM U3 T'€HOB, NTePEUYMCIICHHBIX B Ta0. 2.

ITomxomsl K MOJIEKYISIPHOMY TE€CTUPOBAHUIO MOTYT
BKJTIOUATH:
 1IEJICBOI aHAIN3 HaM0OJIee YaCThIX ITATOTeHHBIX BapH-

AHTOB B KOHKPETHOM IeHe (aKTyaleH B IIepBYIO ouepeb

TSI JTALT OTIPEICIICHHOM 3THUYECKOM TTPUHAIUICXKHOCTH)
(Tabm. 3);
o 1IeJIEBOE TECTUPOBAHME OINPEAETICHHOTIO IreHa.

B cuity reHeTHUECKOI reTepOreHHOCTHU TPeanouTH -

TEJIbHBIM SIBJISIETCS CIICAYIOIINI aJITOPUTM:
* aHaJM3 MYJIbTUTEHHOI TTaHEIN;
* KOMIUIEKCHOE TeHOMHOE TeCTUPOBaHUE (CEKBEHUPO-

BaHME 9K30Ma, CEKBEHUPOBaHWE FreHOMa);

* aHaJM3 MPOTSLKEHHBIX U3MEHEHMI B TeHaX (Ieermii /

IYTUITMKAIIAI ), TIOCKOJIBKY IIPOCTOE CEKBEHUPOBAaHNE

He UACHTU(PULIUPYET TAKON TUIT UBMEHEHUIA.

MynbTUreHHasi maHeJb ¢ HauOOoJIbIle BEPOSITHOCTHIO
UICHTU(PUIMPYET TCHETUIECKYIO TIPUINHY 3a00JIeBa-
Hus. [laHenb MoXeT BK/IOYaTh HE TOJbKO TeHbl [T/,
HO U TeHbI IPYTUX HACJIEACTBEHHbIX 3a001eBaHUlA, UMe-
FOIIMX TIepeKpecTHbIe cuMnToMbI ¢ TTL/I, 9yTo mo3BoauT
OIHOBPEMEHHO MTPOBOINUTH UM depeHINaTbHYIO Trar-
HOCTHKY.

MoOHO pacCMOTPETh U BO3MOXKHOCTb BCECTOPOHHETO
TEHOMHOTO TeCTUpOBaHUs. Halle BCero UCIoJb3yeTcs
CEKBEHUPOBAaHNE 9K30Ma; TAKXKe BO3MOXKHO CEKBEHHUPO-
BaHUe reHoMa. MI3BeCTHO, YTO TIPOTSKEHHBIE NeIeIun /
IYTIMKALIMU XapaKTepHbI IS IePEeYrCICHHBIX TEHOB
TTLLJI, yTO AUKTYEeT HEOOXOAMMOCTD 3-TO 3Tarna.

OCHOBBIBasICh Ha IIPpUBEACHHON MH(MOPMAIUHN, B JIa-
6oparopun JHK-gmnarnoctuku ®enepaibHOTo rocy-
MapCTBEHHOTO OIOMXXETHOTO HAYYHOTO YUpPEXIEeHUS
«MennKo-TeHeTHYECKUIA HaAYYHbBII [IEHTP UMEHU aKa-
nemuka H.TT.boukoBa» pa3zpaboTraHa MyJbTUT€HHAas
KaCTOMHas MaHesb, MpeaHa3sHadeHHas 11 39 GheKTUB-
HOM IMarHOCTUKM / nuddepeHIInaaIbHON TMarHOCTUKH
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Tabauua 3

Haub6o.1ee uacmote namozenHvle 6apuUAHNbL y NAUUEHINO0EG C NEPEUMHOI UUAUADPHOU OUCKUHe3Uell
U3 PA3AUMHBIX IMHUMECKUX 2PyNnn

Table 3
The most frequent pathogenic variants in patients with primary ciliary dyskinesia from various ethnic groups
OTHNYeCKas NpUHaANeXHOCTb Par Wamenenvie Ha ypoate JHK N3meHeHne Ha* ypoBHe PechepencHan
(mecTononoxexue) Genka nocnefoBaTenbHOCTb

DNAAF5 €.2384T>C p.Leu795Pro NM_017802.3

DNAH5 ¢.10815delT p.Pro3606HisfsTer23 NM_001369.2
AMULWK 1 [ UK MeHHOHUTBI [58]

DNAH5 c.4348C>T p.GIn1450Ter NM_001369.2

DNAIL .48 + 2dupT - NM_012144.3

CFAP298 ¢.735C>G p.Tyr245Ter NM_021254.3
EBpen awkenasu [59, 60] DNAI2 ¢.1304G>A p.Trp435Ter NM_023036.4

CCDC65 ¢.877_878delAT p.lle293ProfsTer2 NM_033124.4
Asuarbi [61] DRC1 ¢.1-3952_540 + 1331del 27748-bp - NM_145038.4

DNAL1 ¢.449A>G p.Asn150Ser NM_031427.3
BepywHbl [62, 63]

RSPH9 ¢.804_806delGAA p.Lys268del NM_152732.4
Hupepnatabl (Bonexpam) [64] CCDC114 c.742G>A p.Ala248Thr NM_144577.3
®apepckue octpoBa [65] HYDIN ¢.922A>T p.Lys308Ter NM_001270974.1

CCNO ¢.258_262dupGGCC p.GIn88ArgfsTer8 NM_021147.4
WpnaHpckue «nyTewwecTBeHHNKMY [66] RSPH4A ¢.166dupC p.Arg56ProfsTer11 NM_001010892.2

DNAAF4 3549-bp large deletion -

LRRC6 ¢.630delG [67] p.Trp210CysfsTer12 NM_012472.4

RSPH4A ¢.460C>T [63] p.GIn154Ter NM_001010892.2
MakucTanub! (Bennkobputanms)

CCDC103 ¢.383dupG [68] p.Pro129SerfsTer25 NM_213607.2

CCDC103 c.461A>C [68, 69] p.His154Pro NM_213607.2
MyapTopukaHub! [70] RSPH4A €.921 +3_921 + 6delAAGT - NM_001010892.2
Monsiku [71] CFAP300 ¢.198_200delTTTinsCC p.Phe67ProfsTer10 NM_032930.2

IMpumevaHme; * - cornacHo pecypcy Mutalyzer Name Checker [72].
Note: *, According to Mutalyzer Name Checker [72].

IO v Apyrux COCTOSIHUI, UMEIOIIUX TTePEKPECTHDBIE
cumnromsl ¢ ITL. B nanens Bouuiu rens! [T, Hau-
OoJiee yacTo BcTpevatouuecs cpear 6oabHbix TTLJT,
Ha JIOJTI0 KOTOPhIX puxoautcst > 3 % ciyyaes: CCDC39

4-9 %), CCDC40(3—4 %), CCDC103 (<4 %), DNAHS5

(1529 %), DNAH11 (6—9 %), DNAII (2—10 %), SPAG1

(<4 %), ZMYNDI0 (< 2—4 %), a TaKKe TeHBI CIIeIyI0-

KX 3a00JeBaHUI:

+ wmykoBucuuno3 (MB) (CFTR);

* OPOHXOBKTA3MS C MOBHIIICHHBIM CONEPKaHUEM XJTIO-
punoB nota uiau 6e3 TakoBoro (SCNNIA, SCNNIB,
SCNNIG);

*  M30JMPOBaHHEIN TUIIepXI0opruapo3 (CA12);

+ cunapowm lIBaxmana—/daiimonna (SBDS, DNAJC21,
EFLI, SRP54).

B uccnenoBaHue BKIIIOUEH aHaAU3 KOAUPYIOLIUX
ITOCJIEIOBATEIBHOCTEH M 00J1acTeit 9K30H-MHTPOHHBIX
COeIMHEHM YKa3aHHBIX TeHOB, a 11 reHa CFTR no-
OaBJIeHbI IIYOOKOMHTPOHHBIE YYACTKU C OMMCAaHHBIMU
IMaTOTeHHBIMU BapUaHTaMH.

Paboueii rpynmnoii koHceHcyca no auarHoctuke TTLLJT
PE3IOMUPOBAHBI OCHOBHBIE TPEOOBAHMS 10 TEHETUYECKO-
MY TeCTUPOBaHMIO (CM. TabI. 3).

I'Ipoque WHCTPYMeHTalbHble MeTOAbI

Hapsiny co cnennanbHbIMUA IMAaTHOCTUYECKUMU METO1a -

MM, MO3BOJISIIOIIIMMU YCTAHOBUTD IMArHO3, UCTIOJIb3YIOTCS

PYTUHHBIE METO/Ibl UHCTPYMEHTAJIbHOM 1 J1aOOpaTOpHOI

JNIMAarHOCTUKU C 11€JIbIO0 OLIEHKU U TMHAMUYECKOTO KOHT-

POJISI COCTOSTHUS PECTIMPATOPHOM U CEPACYHO-COCYAUCTON

CUCTEM:

* peHTreHorpadusi U KOMIIbIOTepHasi ToMmorpadus op-
TaHOB I'PYAHON KJIETKU M NMPUAATOYHBIX 1a3yX HOCA,

* uccieaoBaHue QYHKIIMY BHEITHETO AbIXaHMUS;

* 3JeKTpoKapauorpadus u axokapauorpadus;

*  OpPOHXOCKOIIUSI.

MukpoGuonoruyeckas AuarHoCTMka

V Bcex nauuenToB ¢ [T (mau ¢ mogo3penuem Ha [TLJT)
PEKOMEHIyeTCs TTOIyYUTh PECITMPATOPHBII 00paselr (I1st
IeTeit > 6 JIeT M B3pOCIIbIX — MOKPOTY MJIM OpOHXOAThb-
BEOJISIPHBIN JlaBaX, B CJydyae OTCYTCTBUSI MOKPOTHI y Jie-
Teit < 6 JIeT — Ma30K C 3aAHEN CTEHKU IVIOTKM Ha BbI-
coTte 2—3-TO KaluIeBOro TOJYKa) ST MACHTU(MUKAIIUN
natoreHa(-oB) U OINpeAe/eHUs] UX YyBCTBUTEIbHOCTU
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K aHTUOaKTepuanbHbIM TipeniapataM (ABIT). Uccneno-
BaHMe MMPOBOMAUTCS IMPU MEPBUIHON TUATHOCTUKE, TS
KOHTPOJI 3G (GEeKTUBHOCTU Tepalli U B TIpoliecce A-
HaMM4YeCcKoro HabmoaeHns He pexe 1 paza B 3—6 Mec.,
10 TTIOKa3aHUSIM — yYallle.

OCHOBHBIM METOIOM TMAaTrHOCTHKHN OPOHXOJIETOTHOM
WHOEKIINN SIBIIIETCS MUKPOOMOIOTHIECKOE UCCIIeI0BA-
HUE PeCIMpaTOPHBIX 00Pa3II0B, BKIIOYAIOIIEe MUKPO-
CKOITMIO Ma3Ka U KyJbTypaJbHOE UcCenoBaHue (ITOCeB
obpa3slia Ha HeCeJIeKTUBHEIC, CeJICKTUBHBIC U Tudde-
peHIIMAIBHO-INaTHOCTUYECKHE ITUTATEIbHBIC CPEIbI).
OrnpeneneHne YYBCTBUTEILHOCTH BBIICICHHBIX MUKPO-
opranusmMoB K ABIl u untepnperanuio pe3yabTaToB
HCCIIeOBAaHMs HEOOXOIMMO IMPOBOINUTE B COOTBETCTBUM
C aKTyaJIbHOM BepcHeil peKOMEHIALINI 110 OTIPeIeICHUIO
YyBCTBUTEILHOCTU MUKpOOpraHu3mMoB K ABIT niu HoBbIX
BEpCHi1 ocsie UX BCTYIUIeHus B cuny [73, 74].

OudpdhepeHumansHas auarHocTuka

JInddepennuaibHO-THATHOCTHYECKHIA MOMCK BKJIIOYAET
MyKoBucLK103 (MB), nepBuyHble UMMYHOIE(MUIIUTHbBIE
COCTOSTHUSI, BPOXKICHHBIC aHOMAJIUK CTPOCHMST OPOHXU -
aJbHOTO NiepeBa, bO apyroro mpoucxoxneHus, Tyoep-
KyJie3 JIETKUX, MUKOOAKTEepHO3 JIETKMX, OpOHXHAJIbHAsI
acTMa, BPOXIEHHbIE aHOMAJIMU CePIAeIHO-COCYTUCTOM
CHUCTEMBI, MINOTIAaTUICCKUI ITOJUITO3HBI pPUHOCUHYCHT,
HEKOTOpPbIE (POPMBI MY>KCKOTO 1 3KEHCKOTO OCCITIONMSI,
He cBg3aHHbIe ¢ [TLJI, upnuonatuu, KOTopbie MOTYT OBITh
nposBieHueM npyrux cuHapoMoB (CeHuopa—JlykeHa,
Anbctpema, bapne—buais) u nporekaTh ¢ pecnupaTop-
HBIMU TIPOSIBICHUSIMU, OOPAaTHBIM PACITOJIOKEHUEM BHY-
TPEHHUX OPTaHOB (TETEPOTAKCHS ), TOJTMKHUCTO30M MeUeHU
1 / WU TIOYEK, aTpe3neid XKeTIHBIX TyTel, peTUHOTaThel
U Ip. U1 0€3 TAKOBBIX.

Iloaxox K Tepamuu IIpenriojiaracT MCIIOJIb30BaHNUE
MYJIbTUIMCUUTIMHAPHOTIO MTOIX01a BBUIY TOTO, YTO 3200-
JIeBaHUE XapaKTepU3yeTcsl TOpakeHUEM MHOTUX OPTaHOB
U CHCTeM, TpeOyeT KOMITICKCHOM TepaIrmni, YTO JUKTYET
HEO0OXOIMMOCTh COBMECTHOTO BEIEHUS MallMeHTa CIIe-
LIMAJTMCTaMU pa3HbIX Mpodusieii B IeHTpe, Crieluaan3u-
pytoiemcs Ha jeueHuu TTH. PeryasipHoe HaGoneHne
B CITEIIMATM3UPOBAHHOM IIEHTPE C IICIEBBIM MYJIBTHCHUC-
TEMHBIM JICUCHNEM 1 aKTUBHBIM ITOIXOIOM K OUUILIEHUIO
JIbIXaTeIbHBIX MyTel U JJeUeHNI0 MH(EKIIUHI JODKHO CTaTh
«KpaeyroJbHbIM KAMHEM» TepaIiH.

anIHLlVII'IbI NieYyeHun

IMonxon x Tepanuu nauueHTta ¢ [N/ nomxeH ObITh
MYJBTUINCHUTIMHAPHBIM B CBSI3U C TTIOJIMOPTaHHOCTHIO
nopaxkeHuii. CormacHo EBpomneiickoMy KOHCEHCYCY,
uenb tepanuu [TLJ] — BoccTaHOBUTD WM TTOAAEPXKATh
HOPMaJIbHYIO (DYHKIIWIO JIETKMX, HACKOJIbKO 3TO BO3-
MOXHO, Ha OCHOBE PaHHETO BEHISIBIICHHUS U aKTUBHOTO
JICYEeHUsI OCJIOXKHEHU. PAaHIOMM3MPOBaHHBIX UCCIIEIO-
BaHwuii 1eyeHus [T He mpoBoaAUIOCH, CIeA0BATENbHO,
BCE PEKOMEHIAILINM 110 JICYCHUIO OCHOBAHBI Ha JTOKa-
3aTeJIbCTBAX OYCHbh HU3KOTO YPOBHS MJIM 3KCTpAIIo-
JIUPOBAHBI U3 PYKOBOACTB IO KUCTO3HOMY (DUOpO3y
(MB) [27].

OCHOBHBIMU LIEISIMU T€PAITUU SIBJISIIOTCS:

o MaKCUMaJIbHO BO3MOXKHOE IIPEAYIPEKICHIE TTPOrpec-
CHpOBaHUS 1 / U pa3Butus b,

e BOCCTaHOBJICHHE / COXpaHEHHE HOPMAaTbHOM JIETOUHOM
(pyHKIIMM, HOCOBOTO JIbIXaHUSI U CITyXa;

o obecrieueHre MaKCUMAaJIbHO BHICOKOTO KaueCcTBa K3~
HU NALVEHTa;

o TIpeAyIpeXACHNE U JICUeHUE 000CTPEHUI XpOHNYE-
CKOTO MH(MpEKIIMOHHO-BOCIIAIMTEbHOTO Mpoliecca
B OpPOHXOJIETOYHOM CUCTEME, BEPXHUX IBIXaTeIbHBIX
IyTSIX U CPETHEM YXE;

o TIpedyIpeXneHue U JedeHne 000CTpeHUs MHGMEKIIN -
OHHO-BOCITAJIUTEJIbHOTO MpOoliecca B OKOJOHOCOBBIX
a3yxax ISt YMEHBIICHHS CTETICHN HUCXOMSIIECH KOH-
TaMUHAIIUN OPOHXOJIETOYHOM CUCTEMBI,

o Tepamnus XpOHUYECKOTO CPETHETO OTUTA.
KoncepBatusHoe neuenue IM1J] Bkaoyaer B ce0s:

e  MYKOJIMTUYECCKYIO TEPAITUIO, IIPEXIEe BCErO WHTAJISI-
LMY C TUIIEPTOHUYECKUM PACTBOPOM 7%-ro HATpusI
xyopuna [27];

o OpPOHXOJUTUYECKYIO TepaIruIo;

o JIpEeHUpPOBaHME OPOHXMAIBLHOTO JIepeBa U JICUCOHYIO
buskynbrypy [27];

e TIPOTMBOBOCIAJIUTENbHYIO Tepanuio [75];

o aHTMOaKTepHUaJIbHBIE Ipenapatsl [75, 76—78];

e MEpOIIPUSITHSI, HaTIpaBJIECHHbIC Ha TIpeayIpeKIeHIe
" JIcYeHHEe 000CTpeHUST MHGPEKIIMOHHO-BOCITAIN -
TEJILHOTO TIPOIlecCa B OKOJOHOCOBBIX ITa3yxax st
YMEHBILIEHUS CTETIEHN HUCXOSIIEe KOHTaMUHAIIUU
OPOHXO0JIETOYHON CUCTEMBI;

o TEPaIUIO XpPOHUIECKOTO OTUTA;

e Tepamnuio OCJIOXHEHUI;

o WHAMBUIYaJIbHYIO KOPPEKIIUIO pallMOHA HA OCHOBE
OLIEHKU HYTPUTHBHOTO CTaTycCa.

B ximmHMYecKoi mpakTuKe sk MyKOJIUTHYECKOM Te-
parnuu UCIob3yercst 2—7 %-Hblil TMIIEPTOHMYECKUIA pac-
TBOp HaTpHs XJIOpUIa B KAUeCTBE MOHOTEpANUU U / U1
¢ 0,1%-HbIM HaTpus TMadypoHaToM. [IpuMeHseTCsS MH-
TAISIIIMOHHO Yepe3 HeOymait3ep 1Mo 5 Mur 2 pas3a B IcHb,
yIIy4IaeT KIMPEeHC AbIXaTebHBIX MyTell 1 SIBJIsIeTCS 0a-
3UCHOI MYKOJIMTUYECKOM Teparnueii ¢ ObICTPHIM MYKO-
JUuTUYecKuM 3(pdexkToMm. Takke MOXKET MPUMEHSIThCS
2—3%-Hblii TUIIEPTOHUYECKUI PACTBOP HATPUSI XJIOpU/A,
OCOOCHHO Yy IeTeil MJIA/IIIIero Bo3pacTa, MallieHTOB CTap-
1IIEro Bo3pacTa U ISl Ha3aJlbHOTO ayiia [79].

PexoMeHI0OBaHO pacCMOTPETh BO3MOKHOCTb IJTUTEITh-
HOTO MMPUMEHEHUS MHTAISIII JOpHA3bI alibda ¢ MyKOJIH -
TUYECKOM Lebio y namueHToB ¢ [T/ npu yBeanyeHUn
®BJ] Ha (poHe maHHOTrO Mpemnapara [23, 80—82].

HasnauyeHne aneTHIIIIMCTEMHA TTOKA3aHO MallleHTaM
¢ [T/ ToabKo TIpY MCITOIb30BaHUM aMHUHOTJTUKO3UI0B
C LIeJIbIO TTPOMUIAKTUKNA CHYDKEHUS Cityxa. ALETUILM -
CTEeMH He peKoMeHIoBaH natuenTam ¢ [T pis npume-
HEHUS C MYKOJIMTUYIECKOM 1IEIbIO B CBSI3M C OTCYTCTBHEM
IoKa3aTesbeTB 3 dekTuBHOCTH [80—82].

AxmubakmepuanbHasi mepanus
Hau6onee yactbiMu Bo3oynuteassmu ripu [TLT siBastitoTcst

Heturupyemasi Haemophilus in fluenzae, Streptococcus pneu-
moniae, Staphylococcus aureus (B T. 4. MRSA), Pseudomonas
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Tabauua 4

Tenemuueckoe mecmupoganue 6 duazHocmuke nepeuHoOl YUAUAPHOU OucKune3uu (adanmupo8ano u3 KAUHUMECKUxX
pexomenoauyuil Eeponeiickozo pecnupamopnozo oouecmea [23])

Table 4

Genetic testing in primary ciliary dyskinesia diagnostics (adapted from European Respiratory Society guidelines [23])

TeHeTUYecKoe TeCTMPOBaHHNE ANs NOATBEPKAEHUA AMArHO3a MOXET ObITb BbINonHeHo y nuyy ¢ ML, AarHocTMpoBaHHOW Apyrumm cnocoGamm (Hanpumep, BC
1 BMA, TOM, U®), unu y nuu ¢ ABHBIMK KNuHMYeckumu npusHakamu ML (TunnyHble KNUHUYecKue AaHHbIe, HU3kuiA ypoBeHb NNO) 1 npu oTCyTCTBUM ApYTUX
uccnepoBanuit, Takux kak BC BMA, TOM, U®. OtpuuatentHbIil reHeTUYeckuit TecT He uckniovaet ML

l'eHeTN4eckoe TeCTUPOBaHME Takke MOXET ObiTb BbINONHEHO ANs BepU(MKALMM AMarHo3a W YCTAaHOBNEHUA KOHKPETHOM reHeTUHECKoi (hopMbl Y NaLMeHToB
2 C SIBHbIMM KnuH14eckumi npuanakamu MU v y kotopeix npu BC BMA, TOM unu U® He nopTBepkaeH AMarHo3, Kak 310 MOXET ObITb B Cyyae NalMeHToB

¢ reHeTuyeckumm Bapuantamu DNAH1L, CCNO, MCIDAS unu RSPH

3 eHeTMyeCcKoe TeCTUpOBaHWe U HTepnpeTaLua Pe3ynbraTtoB AOMKHbI COOTBETCTBOBATh HALMOHANBbHLIM U MEXAYHAPOAHbLIM peKOMeHaaUuAM [23, 27]

4 Ananus cerperauuu annenei B ceMbe (OCOGQHHO y 06oux po.qmeneﬁ) BaXXeH AnA NOATBepXAeHMA reHoTuna y npoGaHnoa (,Clﬂﬂ pasnuyeHns roMo3MroTHOCTU

1 TEMU3UTOTHOCTM, @ TaKXke CMOXHOM reTepo3UroTHOCTU U CNOXHOro annenﬂ)

AETOPOKACHMS!

TeHeTnyeckoe TeCTUpoBaHWe nauneHToB U UX POACTBEHHMKOB MOXET ObITb HEOGXOAUMO ANS reHeTUYecKoro KOHCYNbTUPOBaHUA U NNaHUPOBaHUA

B 6ynyu4eM reHeTnyeckoe TeCTUpoBaHNe MOXeT ObITb BaXHbIM N5 NIEYEHNs NaLMEHTOB C y4eTOM reHoTuna

Mpumeyanme: ML - nepsinyHas LunuapHas AuckHeans; TOM — TpaHCMIUCCUOHHAR aNeKTPOHHas MUKpocKonus; ® — uMMyHodyopecLieHLus (He pekoMeHaoBaHa aKerepTamit AN MpUMEHeHUs
B Pocewiickoi denepavym); BC BMA - BbIcOKOCKOPOCTHOI BULeoMMKkpockoneckuit aHama; nNO — Ha3anbHblil OKCU asoTa.

aeruginosa. P. aeruginosa y meTeii BCTpedaeTcsl peIKo, OIHA-
KO C TIOIPOCTKOBOTO BO3pacTa 3HaUCHME 3TOTO MaToreHa
y 6osbHBIX [T/ mocTeneHHo Bo3pacTaer [83, 84].

AHnTubaxktepuanabHyto Tepanuto (ABT) npu obocTpe-
HUM XPOHUIECKOTO OPOHXOJIETOYHOTO IIporiecca Iiejie-
Cc000pa3HO MTPOBOAUTH B COOTBETCTBUM C pe3yIbTaTaMM
MUKPOOMOJOTMYECKOIO UCCIEI0BaHUS PECTUPATOPHO-
ro obpasua. [1pu ux OTCYTCTBUM SMITUPUIECKIA MOTYT
Ha3HAYaThCSd aMUHOIICHUIIWJUITMHEI, B T. 4. MHTUOUTOP-
3anuieHHbIe, nedanocrnopunbl [1-111 mokoneHus, nox-
CULMKJIMH (B3pOC/bIe U AeTH > § JIeT), JeBodIoKCcalluH
(tabn. 3, 4).

IIpu HeTsKeTOM 00OCTPEHUM PEeKOMEHIYETCS Ha-
3HayaTh repopanbHbie ABII; npu TsKenoM o6ocTpeHU !,
Hea(GEeKTUBHOCTHU cTapTOBOI NepopanbHoii ABT, Hanu-
YUM COITYyTCTBYIOIINX 3a00JIEBaHUIT / COCTOSTHUIA, HApy-
LIAIOIIMX BCACBIBAHUE B XKEJTYNOYHO-KUILIEYHOM TPAKTE,
1enecoodpasHa craproBas B/B ABT. InurensHocts ABT
00BIYHO cOCTaBJIsIeT 2—3 Heq.

ADBT npoBoautcs Bcem 6osibHbIM TTIJI ¢ XxpoHuue-
cKkoi uHgekuuei P. aeruginosa, He3aBUCUMO OT HATMYUS
1 BBIPAXKEHHOCTH CUMITTOMOB. PexXuMBbI Teparuu B IIeJIOM
COOTBETCTBYIOT TaKOBbIM Mpu MB 1 B3, He cBsI3aHHBIX
¢ MB. IIpenapatamut TIepBOii TMHUY SBIISIIOTCS MHT IS -

uuoHHble ABIT — KonMcTUMeTaT HaTpusl, TOOpaAaMULIMH
u ap. [1pu xpoHu4yeckoit OpOHX0JIETOYHOI MHMEKIINH,
ACCOLIMUPOBAHHOM € APYIrMMU OaKTepUaJbHBIMU BO3-
OyAUTENISIMU U YaCTBIMU O0OCTpeHUsIMU (> 3 pa3 B ron),
MOXET OBITh PACCMOTPEHO Ha3HAUCHUE a3UTPOMMUIIN -
Ha B pexXuMe CyOMHTIUOupyroux KoHueHTpauuii. [1pu
MEepBUYHOM BbISIBIeHUU P. aeruginosa B pecriipaTOpHbIX
oOpa3iax peKOMEeHyeTcsl MPOBECTU JieUeHUe, HalpaB-
JICHHOE Ha ee SIMMUHAIINI0. B KauecTBe Teparmmu repBoii
JIMHUM Ha3HAYaIoTCS IUITPOMIOKCAIINH UJIN aHTUCH -
HETHOMHBIN B-7TaKTaM ¢ TOATBEPKACHHOM aKTUBHOCTBIO
in vitro +* aMUHOTJIMKO3UJ1 KypcoM 14 nHel ¢ rmocienyo-
UM PpUMeHEHUEeM MHTranssuuoHHoro ABIT (konucTtu-
MeTaT HaTpusl, TOOpaMuIliH) B TedeHne 4—12 Hen. [Mpu
MEPBUYHOM BBISIBIeHUU Burkholderia cepacia complex
1 MRSA spanukaiiysi IpoBOIAUTCS NP HATUUYUU CUM-
MTOMOB U YXyILIEHUU TeueHus 3aboaeBaHus1. Boioop ABT
COOTBETCTBYET peXKrMaM, TIPUMEHSTFOIIIMMCST [UTSI JICUCHUST
000CTpeHU, BBI3BAHHBIX JAHHBIMU BO30OYIUTESIMU.
Pexomenmauuu no ABT oGocTpeHuit XpOHUYECKOM
OponxoJjierouHoi nHgexkuuun mnpu L, pexum go3u-
POBaHUS U OCOOEHHOCTH MPUMeHeHUsT cucTeMHBIX ABIT
npu odboctpenuu ML/, pexxum nosupoBanust ABIT nmpu
crabunbHoM TeyeHuu TT1LJI mpuBeneHsl B Taba. 5—7.

Tabauua 5

Pexomendayuu no anmubaxmepuaibroli mepanuu 060cmpeHuil XpoHu1ecKoll 6poHxo1e204Hol undexyuu

npu nepeuynoi yuauapnou ouckunesuu [27, 85—87]
Table 5

Recommendations for antibiotic therapy of exacerbations of chronic bronchopulmonary infection

Bo3sbyautenn

HauanbHas aMnupuyeckas Tepanus KHCTIOTa

Llecoypokecum akcetun

Dokenumknun™

Hetsikenoe o6ocTperme (MpeanoyTuTensHO
ambynaTopHoe neyeHue)

AMOKCHLIMNNNH, AMOKCULIMINMH + KnaBynaHoBas

in primary ciliary dyskinesia [27, §5—87]
Tskenoe 06ocTpeHue (NeyeHme B CTaLMOHaPe)

AMnUumMnnuH, AMOKCULMNNMH + KNaBynaHoBas Kucnota

AmnuumunnuH + Cynb6akram

Llechorakcum

Hauauo. ITpopomxeHue tadi. 5 cM. Ha ctp. 529—531
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ITponomxeHnue Tabs. 5. Hauano cm. Ha cTp. 528

JTnoTponHas Tepanus
H. influenzae
Amnuuunnue-Y AMOKCULMNNUH AmnuumnnnH
Amnuumunnun-P AMOKCHLMNAKH + KNaBynaHoBas kucnota AmoKcuUMNAKH + KNaBynaHoBas kucnora
okenumknun™ Amnuumunnud + Cynb6akram
Lledomkcum Llechorakcum
Liunpodhnokcaumn™ LledbtpnakcoH
TNeBodnokcaumn™ LlechraponuH
Liunpocbnokcaumn™
NeBochnokcaumn™

Mennunnnun-P AMOKCMLMNAKH (BbICOKas A03a) Lledpraponuu
JuHesonug LlechoTakcum
JleBochnokcauuH™ Llechrpuakcon
Mokcudnokcauu™ JIvHesonupa
TNeBocpnokcaumn™
MoxcudpnokcauuH™

S. aureus
MSSA AMOKCULIMNNWH + KNaBynaHoBas Kucnora
Knunpamuumn

Llechanekeun

TleBochnokcaum™

Mokcudpnokcaumn™

Lledpypokeum akcetun

P. aeruginosa Liunpodhnokcaumn™ Llechrazugum
Llechenum

Munepauunnux + Taso6akTam
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Meponenem

Nmunerem

Hopunenem

Buanexem

Llechrasnaum + ABubaktam
Llechranosax + Tazo6aktam
t

AmuKaumH*

FeHTamuumMH™
To6pamuumn*
®ocdomuumn

A3TpeoHam

MNonumukenn B

Konuctumerar Hatpus

Enterobacterales Lledomkcum Liechorakcum
BIPC- LiunpodmnokcauuH™ Llechrpuakcon
NeBodpnokcaumn™ Liedenum
Mokcudnokcaumu™ LinpodnokcaumH™
JleBodpnokcauuH™
Moxkcudpnokcaumn™
BnpPc* OpraneHem +
Kap6anenemasa- Meponenem
Nmunenem
[opuneHem

Llechrasngum + ABubaktam
Munepauunnux + Tazo6akram™
Liedpenum + Cynbbakram™
Kap6anenemasa* Lledprasuaum + ABnbaktam * A3rpeoHam Lledprasupum + ABnbaktam + A3rpeoHam
TureunknuH (Bbicokas fo3a) TureumknuH (Bbicokas [03a)
Monumukcun B * chocchommumn

Konuctumerar Hatpus £ drocomuumH

S. maltophilia Kotpumokcason Kom6uHaums 2 n3 HuxenepeuncneHHbIX NpenapaTos:
TureumKnux * Kotpumoxkcason
MuHoUMKNUH * TUreLuKnuH
NeBodpnokcauuH * NeBochnokcaum

* Lleprasuaum + ABnGaktam

Kom6uHauus 2 unu 3 13 HukenepeyncrneHHbIX

A TR ML npenaparos (He HasHa4aTb > 1 B-naktamuoro ABIN):
Konuctumerar Hatpus (MHransuMoHHo) * MunepauunnuH + Ta3obaktam
Ledrasnaum * MeponeHem
* Kotpumoxkcason
* Lledprasuanm
* Llechenum
o Tureumknm
* [onummkcnt B
* KonucTumerar Hatpus
B. cepacia complex Kotpumokcason TeBodpnokcauut
[okcuumknuH Kotpumokcason
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‘ MuHoUMKNUH ‘ Lechrasngum
‘ Ledrasnaum ‘ Meponenem
‘ MeponeHem ‘ Topunenem
‘ [lopunexem ‘ Lledprazupum + ABubaktam

‘ Ledrasngum + ABubakram ‘

Mpumeyanve: BIPC - B-naktamassl paciumpenHoro cnextpa aeitctaus; MRSA (Methicillin-Resistant Staphylococcus aureus) — METULMANMH-PESVCTERTHBIN 30MOTUCTBIA cTadumokokk; MSSA
(Methicillin-Susceptible Staphylococcus aureus) — METULMARMH-4YBCTBUTENbHbIIA 30MOTUCTBIA CTACUMOKOKK; * — MOMUMO KIIMHUYECKOI TSKECTH, BbIOOp CTApTOBOI aHTUGAKTEpHanbHOI Tepanim
ONpeaensieTcs pesynsratamit KyNsTyparnbHOrO UCCRIeR0BaHHS PecriMpaTopHbix 00pasLioB (MokpoTa, GpoHX0anbBEONSpPHI NaBax v Ap.), NOKANbHbIMYU AaHHbIMM YyBCTBUTENBHOCTH KITKYEBbIX BO3-
ByauTeneit k aHTvbakTepHanbHbIM Npenapatam 1 MPeALIECTBYIOLLYM OTBETOM Ha aHTUBaKTEpHarbHYI0 Tepaniio; HeBXoaMa KOHCYMBTALIMA KIMHMYECKOro (hapMakonora, ecii B aHamMHe3e iMeeT-
CA TUNEPHyBCTBUTENBHOCTb K aHTUOaKTepUanbHbIM npenapatam Ui cepbeatble HIP npu HasHaueH aHTbaKTepuanbHbIX NPenaparos, a Takke BbICOKUI PUCK 3HAUMMbIX NekapCTBEHHbIX B3au-
MOZEACTBIN; * — AOKCHLWMKIMH MPUMEHSIETCS TOMBKO Y B3POCTBIX 11 AETeN 2 8 NeT; HeOBXOANMO Y4MTbIBATb, YTO B POCCHN NOBCEMECTHO OTMEYAETCS BbICOKWI YPOBEHb PE3NCTEHTHOCTH

S. pneumoniae k AOKCULMKMHY; ™ — UMnpodnoKcaLMH paspelLeH AeTAM 2 5 neT, neBodnokcaLiH / MokcU(roKcaLvH — nuwam 2 18 ner; * — HasHayaroTCs TOMbKO NPy U3BECTHOI YyBCTBUTENbHO-
CTv B03ByawTens;  — ybenuTenbHbIX 40Ka3aTeNbCTB MPenMyLLECTB KOMBUHUPOBaHHO! aHTUGaKTepUanbHOM Tepani He nony4eHo. KoMBUHaLus HasHa4aeTes npu HeLOCTaTOYHON 3dEKTUBHOCTH
MOHOTEpanuy, NPy BbISBNIEHUM MOMN- M NAHPE3NCTEHTHbIX M30NATOB P. aeruginosa; “* — Tonbko npu BbisneHm E. coli; “ — peanbHas 3(heKTUBHOCTb 11 BIMSHME HA MCXOAbI PA3Mi4HbIX PEXVIMOB
aHTUBaKTepUanbHoIA Tepanuy NPy MHADEKLMSX, Bbi3BaHHbIX Achromobacter Spp., He yCTaHoBMeHa.

Note: *, In addition to clinical severity, the choice of the initial antibiotic therapy is determined by the cultures of respiratory samples (sputum, bronchoalveolar lavage, etc.), local antibiotic suscepti-
bility data for the key pathogens and the previous response to antibiotic therapy; a clinical pharmacologist should be consulted if there is a history of hypersensitivity to antibiotics or serious adverse
drug reactions against antibiotics, as well as a high risk of significant drug interactions; *, Doxycycline is only used in adults and children > 8 years of age; A high prevalence of S. pneumoniae
resistance to doxycycline in Russia should be taken into account; ™, Ciprofloxacin is approved for children 2 5 years of age, levofloxacin/moxifloxacin for persons of 18 years of age and older;

*, Prescribed only when sensitivity of the pathogen has been confirmed; #, Convincing evidence of the benefits of combined antibiotic therapy has not been found. The combination is prescribed if
monotherapy is not effective enough or if poly- / pan-resistant isolates of P. aeruginosa are detected; *, Only if E. coli is detected; ', The real effectiveness and impact on outcomes of various ABT

regimens for infections caused by Achromahacter spp. has not been established.

Tabauua 6

Pescum dosuposanust u 0cobeHHOCHIU NPUMEHEHUS CUCHEMHBIX AHMUOAKMEPUAAbHBIX RPENAPAmos npu 060cmpeHuu
nepeuynoi yuauapuou ouckunesuu [87]

Table 6
Dosing regimen and use of systemic antibacterial drugs during exacerbation of primary ciliary dyskinesia [87]
HaumeHoBanue ABI Bapocnbie Jetn ‘ KommenTapuu
> 9 mec. - 21 (90-120 mr / kr), > 2 ner it
A3TpeoHam 8 r B/B 32 3-4 BBEpEHMA 150-200 Mr | kr /B 32 34 BEEACHNS MpotuBonokasax aetam Ao 9 mec.
Tabnetku 125 Mr npoTMBONOKa3aHbI AETAM
A3nTpomMuLuH 0,5 r BHyTpb 1 pa3 B AeHb 10 mr/ kr BHYTPb 1 pa3 B AeHb A0 3 neT, cycneH3us Ans npuema
BHYTPb —A€TAM A0 6 mec.
AmukaumHt 15-20 mr / kr B cyTkv B/B 1 pa3 B AeHb 15-20 mr / kr B cyTkv B/B 1 pa3 B AeHb’ -
Amokcuumunnmut UL elynisin o Sl i Elr s 80-90 mr / kr BHyTpb B 2-3 npuema -

AMOKCULMNNNH +
KnaBynaHoBas kucrnorat

Amnuuunnmnut

AMAULUNNKH +

B 3 npuema (BbicoKas f03a)

1,5 r BHYTpb B 3 npuema unm 0,875 r BHyTpb
B 2 npuema (pacyeT no aMOKCULMMNHHY)
3,6-4,8 r B/B 32 3-4 BBEAEHUA

8 r B/B, B/M B 4 BBegeHus

4,5-9 r B/B, B/M 32 3 BBeeHUs

80-90 mr / kr BHYTpb B 2-3 npuema (pacyet
N0 aMOKCHLIMMNMHY, BbICOKas 403a)

100 mr / kr B/B 32 4 BBefeHus. [loaupoBka
KnaBynaHoBo# kucnotbl < 10 mr / kr

B CyTku. [y NpeBbILeHNM — A06aBUTL
He3aLMLLEHHbI aMOKCULMMNVMH

100-200 mr / kr B/B, BIM B 4 BBeAeHUs

150-300 mr / kr B/B, BIM B 4 BBefieHUs

CycneH3us ans npuema BHYTpb
NpOTMBONOKa3aHa AeTsM 4o 3 Mec.,
TabneTkM aucneprupyemble
NPOTMBONOKa3aHbI AETAM MO 2 NIeT,
TabneTku, NOKPbLITbIE NIEHOYHON
0601104KO#, NPOTUBOMNOKA3aHbI AETAM
no 12 net (macca Tena < 40 kr)

cynb6akram
BuaneHem 1,2 r B/B 32 2 BBeeHUs - MpoTuBonokasaH aetam o 18 nettt
BaHkoMuLmH! 15-20 mr / kr B/B 3a 2-4 BBeAeHUs" 40 mr / kr B/B 3a 2-4 BBeAeHUA -
TeHTamMuumHt 3-5 mr/ kr B cyTku B/B 1 pa3 B AieHb’ 3-5 mr/ kr B cyTku B/B 1 pa3 B fieHb’ -
Boxeuunknmnt g’i;&:rpb 52T 2 4 Mr | kr BHYTpb B 2 npuema MpoTuBonokasaH Aetam Ao 8 ne™t
[opunexem ;f;:nre:ﬁazaui;?:ﬂ:;m {Boamoxta - MpotuBonokasax getam Ao 18 ner't
WmuneHem + 60-100 mr / kr (no umuneHemy) /B
e 2-4 1 (no nmunexemy) B/B 3a 3-4 BBeEHMSA T lpotuBonokasaH aeTam Ao 3 mec.

11 BHyTpb B 2 npuema 0,5 r BHyTpb
Knaputpomuumh® 1 pa3 B fieHb (nekapcTBeHHas dopma 15 mr [ kr BHYTpb B 2 npuema Nl R TR L BT A OLES: B

C 3ameNeHHbIM BbICBOGO)KAeHMeM)

NpOTMBOMNOKa3aHbl AeTAM Ao 12 ner't

Hauvano. OkoHuaHue TabJ1. 6 cM. Ha cTp. 532
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Knuxpamuumu®

Konuctumerar Hatpus

Kotpumokcason®

NeBocpnokcaumnt

Jlunezonuat

MeponeHem!

MuHoumknuH

Moxkcucbnokcauun!
Oxkcayunnuut

Munepauunnuy +
TasobakTam

MonumukcuH BY
TenaBaHumH!
Tureunknunt
ToGpamuumH!
®ochommnumHt

Llechasonunt

Llechanekcunt

Lecenumt

Lledrenum + cynbbakramt

Liedrorakcum?
Ledrasngum’

Ledrasngum +
aBubakTam’

Lledhraponuna chocamun’

Llechronosax +
TasobakTam’

Llecdbtpnakcont

Lledpypokecum akcetun®

1,8 r BHyTpb B 4 npuema 1,8-2,7 r /B
3a 3-4 BBefeHMs

9 mnH. ME B/B 1-7 go3a, ganee — 9 mni ME
3a 2 BBeAeHUS

320 Mr (no TpumeTONpUMY) BHYTPb
unu B/B 3a 2 BBEAEHUA

11 BHYTPb B 2 npuema; 1 B/B
3a 2 BBefleHus!

1,2 T BHYTpb B 2 npuema unu 1,2 1 B/B
3a 2 BBeAeHNA

3-6 r B/B 3a 3 BBeAeHMA (BO3MOXHA
npoaneHHas uHdyans)

200 mr BHYTpbL nepBas Ao3a, aanee 200 mr
B 2 npuema

0,4 r BHYTpb Mnu B/B 1 pa3 B AeHb
8-12 r B/B 3a 4 BBEpEHMA

12 /1,5 r B/B 32 3-4 BBeAeHMA (BO3MOXHA
npoaneHHas Hdyauns)

1,5-2,5 Mr [ Kr 3a 2 BBeieHus

10 mr / kr B/B 1 pa3 B AeHb

100 mr 1 no3a, aanee 100 mr B/B
3a 2 BBEAeHUs"

3-5 mr / kr B cyTku B/B 1 pa3 B fieHb

12-16 r B/B 3a 3-4 BBeAeHUs (BO3MOXHA
npopaneHHas uHdyans)

6 r B/B, B/M 32 3 BBefieHUs

2 1 BHYTpb B 4 npuema

6,0 r B/B 3a 3 BBeAeHUs

4 1 B/B 33 2 BBefeHUA

3,0-8,0 r B/B, B/M 33 3-4 BBegeHUs™

6,0 r B/B, B/M 3a 3 BBeaeHuUs

7,8 r B/B, B/M 3a 3 BBefieHus

1,2 r B/B 32 2 BBefeHUA*

4,5-9 r B/B 3a 3 BBeAEHUA

2,0-4,0 r /B, BIM 33 1-2 BBeAeHuA"

11 BHyTpb B 2 npuema

1,5 r BHyTpb B 2-3 npuema; 0,8-1,2 r B/B

30-40 mr / kr BHyTpb B 3-4 npuema
unu B/B 3a 3-4 BBepeHNs

Detu maccoit Tena < 40 kr -
75 000-150 000 ME / kr B/B 32 2 BBEAEHUA

6-10 mr / kr (no TpUMeTONPUMY) BHYTPb
unu B/B 3a 2 BBeAEHUA

30 mr / kr B/B 32 3 npuema unu 30 Mr/ kr B/B
3a 3 BBeAeHus (netu fo 12 ner)

60-120 mr / kr 3a 3 BBeeHMA (BO3MOXHa
npoaneHHas uHdyauns)

4 mr [ kr BHYTpb NepBas A403a, Aanee
4 mr/ kr B 2 npuema

150-200 mr / kr B/B 3a 4 BBeAEHMS

300 mr / 37,5 mr [ kr B/B 3a 3-4 BBeAeHUA
(BO3MOXHa NpopneHHas UHy3us)

1,5-2,5 mr / kr 3a 2 BBegeHus (aetn > 1),
1,5-4 mr | kr 32 2 BBepeHus (netn < 1r)

8-11 net 2,4 mr/ kr B/B 3a 2 BBefeHMS,
212 neT - KaK y B3pocnbIx

3-5 mr / kr B cyTku B/B 1 pa3 B feHb’

200-400 mr / kr B/B 32 3 BBEAeHUA
(BO3mMOXHa NpopneHHas UHdyaus)

100-150 wmr / kr B/B, B/M 32 3 BBeAeHUs

[Tletu >10 net - 1-2 r BHYTPb B 4 npuema;
netu < 10 net - 50-100 mr / kr BHYTpb
B 4 npuema

100-150 mr / kr B/B 3a 3 BBeeHusi

50-80 mr / kr B/B 32 2 BBeAeHHUs (pacyeT
no uedenumy); cynbbaktam — < 80 mr / kr
B CYTKM

100-150 wmr / kr B/B, B/M B 3-4 BBeeHuA

100-150 wmr / kr B/B, B/M 32 3 BBeAeHUA

<2 mec. 12 mr/ kr, 2 mec. - 2 1. 16-20 mr / kr,
cTaplue 2 net - 24 mr / Kkr B/B 32 2 BBeAGHUA

90-120 mr / kr B/B 32 3 BBeAEHUA

50-80 mr / kr B/B, B/M 3a 1-2 BBEAGHMS

20-30 mr / kr BHYTpb B 2 npuema

40 mr / kr B/B 3a 2 npuematt

PactBopa ans B/B BBeAeHUs
NpOTUBONOKa3aH AETAM < 3 NeT; Kancynbl
NPOTMBOMNOKa3aHbIl AeTAM < 8 NeT U Maccoit
Tena < 25 kr) ff

MpoTuBonokasaH aetam o 6 nettt
CycneHaus ans npuema BHyTpb
npoTUBONOKa3aHa AeTsM Ao 6 Hea.,

TabneTku n pacTop Ans UHQY3UA — feTAM
no 3 ner't

MpotuBonokasax getam ao 18 ner't

Y perteii > 12 neT pexum A03MpOBaHMA
KaK y B3pocnbIX

lpoTuBONOKasaH AeTAM [0 3 mec.

MpotuBonokasaH getam Ao 8 nert't

MpoTuBonokasaH getam o 18 nettt

MpoTuBonokasaH aetam o 2 net't

MpotueonokasaH getam ao 18 nertt

MpoTuBonokasaH aetam o 8 net't

Kancynbi 250 mr npotMBONoOKa3aHb! AeTAM
1o 10 ne, Tabnetku 250 mr —
NpOTMBONOKa3aHbI AeTaM Ao 7 nettt
[poTMBONOKa3aH AETAM [0 2 Mec.

TpoTuBonoKasaH AeTAM o 2 Mec.

lMpotuBonokasax petam go 18 ner

MpotuBonokasaH getam Ao 18 nertt

CycneHaus ans npuema BHyTpb —
NpOTUBONOKa3aHa AETAM A0 3 MeC.,
TabneTkn — fetam o 3 ner

MpotuBonokasaH aetam Ao 18 ner

Liunpodnokcaumut 3a 2-3 BBEAECHMA (Ha3HaueHue off label no nokasanusm),
a _ tt
15-20 wr / kr B/B 3a 2-3 BBeeHuS" ¢ MB - Ao 5 ner
JpraneHem’ 11 B/B unu B/M 1 pa3 B aeHb" - lMpotuBonokasax aetsam go 18 ner
e 300 mr x 2 pa3a, B TAXenbIx cryyasx 600 mr _
X 2 pasa B CyTKM
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TMpumeyanve: ABT - aHTUBaKTEpHanbHbIil Npenapar; B/B — BHYTPUBEHHO; B/M — BHYTPUMBILIEYHO; MB — MyKOBMCLWMIO3; * — C TOYKY 3pEHUS COOTHOLLEHUS MOMb3a / PUCK OHOKPATHOE BBEAEHME
BCEM CYTOUHOM J03bl ABNAIETCS NPEANOYTUTENbHBIM, HO ZOMYCTMO ENEeHMe CYyTOUHOM 403bl HA 2-3 BBEAEHNS;  — NPU MIAHUMANbHOM NOAABMSHOLLEN KOHLEHTPaLwMM 2 1,5 Mkr / Mn 060CHOBaHO
YBENM4EHME CYTO4HON J103bl Y B3POCTbIX A0 34,5 T; ™ — Npy BISBMEHUM NEHULNMMH-DE3NCTEHTHBIX S. pneumoniae, LienecoobpasHo HasHayatb B 03e 2 6 T B cyTku; * — np BbisiBneHm MRSA
Bonee addexTUBHO yBenMyeHme 403kl 40 600 mr 3 pa3 B cyTkw; * — npy BbISBNEHNN NEHVLUNNMH-PE3NCTEHTHBIX S. pneumoniae LienecoobpasHo HasHauarb B 403 2 4 T B CyTkM; “ — npu Taxe-
nbiX MHEKUMSX LenecoobpasHo paccMOTPETb YBENMYEHUE CYTOUHOM [103bl 40 2 T (1 T kaxable 12 4); " — Npu TRXENbIX UHEKLVSIX, BbI3BAHHBIX NONMPE3UCTEHTHBIMM FPaMOTPULATENbHBIMU BO3DY-
[vTenamy UenecoobpasHo yBenuyeHNe 403bl B 2 pasa; " — npenapar BKMioveH B MepeyeHb XU3HEHHO HEOBXOMMbIX 1 BaXHEMLLMX NEKapCTBEHHbIX npenapaTos (PacnopsikeHue MpasuTenbcTea
Poccuitckoit denepaum ot 12.10.19 Ne 2406-p (peg. ot 23.12.21 Ne 3781-p); ' - npumenenme off-label - BHe 3apervcTpupoBaHHbIX B MHCTPYKLIMM NEKAPCTBEHHONO CPELCTBA MoKasaHuit ocy-
LIECTBASIETCS MO PELLEHNIO BpaeBHOi KoMUCCUM, C paspeLLeHis JIoKanbHOro 3TUYECKOro KOMUTETA MEULIMHCKOIA OpraHu3aLiK (pu Hanmuuuu), € YCROBUEM NOAMMCAHHOTO MHOPMUPOBAHHOMO
COrnacus PosuTenelt (3akoHHOro NPEACTaBUTENs) U NaLveHTa B BO3pacTe cTaplue 15 net.

Note: *, from the point of view of the benefit/risk ratio, a single administration of the entire daily dose is preferable, but dividing the daily dose into 2-3 injections is acceptable; *, with an minimum
inhibitory concentration of 1.5 ug/ml and above, an increase in the daily dose in adults up to 3-4.5 g is justified; ™, when penicillin-resistant S. pneumoniae is detected, it is advisable to prescribe at
least 6 g/day; *, when MRSA is detected, it is more effective to increase the dose to 600 mg 3 times/day; #, when penicillin-resistant S. pneumoniae is detected, it is advisable to prescribe at least
4 glday; *, in severe infections, it is advisable to consider increasing the daily dose to 2 g (1 g every 12 hours); ", in severe infections caused by multidrug resistant gram-negative pathogens, it is
advisable to increase the dose by 2 times; , The drug is included in the List of vital and essential drugs (Decree of the Government of the Russian Federation of October 12, 2019 No.2406-r, as
amended of December 23, 2021 No.3781-r); ™, off-label use means use outside the indications listed in the instructions for use of the medicinal product. The decision to use the drug off-label is
made by a medical commission with the permission of the Local Ethics Committee of the medical organization (if any). Off-label use is subject to the signed informed consent of the parents (legal

representative) and the patient if he/she is more than 15 years old.

Tabauua 7

Pexcum doszuposanus anmubaxmepuaibHbIx npenapamoe npu nepeuHol UUAUAPHOI JuUCKUHe3uU

(cmabuavnoe meuenue 3abo1e6anus)
Table 7

Antibiotic dosing regimen in primary ciliary dyskinesia (stable course of the disease)

HaumeHoBanue ABI ®opma Bbinycka / nyTb BBeAEHUS
TeHTamMuumnt” PacTBop Ans B/B BBeAeHMs | Yepe3 Hebynaisep
Tobpamuumnt Kancynbl ¢ nopoLukom Ans uHranauui
To6pamuumnt PacTBop Ans uHransaumii | yepes Hebynaitsep
Konucrumerar Harpist E::;mg(sgﬂgﬁr;z:moaneum pacTBopa Ans UHransumi /
AstpeoHam"’ PacTeop Ans B/B BBeAeHus | Yepe3 Hebynaiisep

Pexum [03upoBaHus
80 mr 2 pasa B AeHb (aeTw), 80-160 mr 2 pasa B aeHb (B3pocnble)
112 mr 2 pa3a B aeHb (B3pocnble 1 aet > 6 net)

300 mr 2 pasa B AeHb (B3pocnibie 1 AeTH > 6 ner)
1-2 mnH ef. 2-3 pasa B feHb (B3pocnble U AeT > 6 neT)

75 mr 3 pasa B AieHb (B3pocnibie v AeTH > 7 ner)

TMpumevanve: ABT - aHTHBaKTepHanbHsIil penapar; B/B — BHYTPUBEHHO; *— N0 aHHOMY NokasaHuio aHTbakTepuanbHbIil npenapar He 3apervcTpuposa; f — npenapart BKiiodeH B MepeyeHb xu3-
HEHHO HeoDXoMMMbIX 1 BaXHEWLLIX NekapcTBEHHbIX MpenapaTos (Pacropshkerue MpasuTenscTsa Poccuiickoi denepaumm ot 12.10.19 Ne 2406-p, pep. ot 23.12.21 Ne 3781-p).

Note: *, this indication is not approved for the antibiotic; *, The drug is included in the List of vital and essential drugs (Decree of the Government of the Russian Federation of October 12, 2019

No.2406-r, as amended of December 23, 2021 No.3781-r).

ITo faHHBIM MHOTOLIEHTPOBBIX MCCIEIOBAHUIA 11O~
Ka3aHo, YTO IPH JUIMTEIbHOM Tepalvuyu MaKpoJIuaaMu
JIOCTOBEPHO CHUXXAETCSl YaCTOTa OOOCTPEHUIA TTO CpaB-
HEHUIO C IU1aleb0 U YBEJIMYMBAETCS BpeMs MeXIy 000-
crpeHusiMu. Hanboiiee 3¢ (HeKTUBHBIM OKa3aJjics a3u-
TpoMuLIMH [75, 88]. 151 B3pOCHbIX U IeTeit ¢ 7 JIeT peKo-
MeHayetcs no3a 250 mr (macca tena < 40 xr) uau 500 mr
(macca Tena > 40 kr) 3 pasa B HelesTio B TeueHHe 6 Mec.
WY Teparnusl a3 UTPOMULIMHOM B 03¢ 250 MT B CyTKU
B TeueHue 12 mec. [75, 89, 90]. Ouenka acppekTuBHOCTU
1 06e30TaCHOCTH Teparuy a3UuTPOMUILIMHOM OCYIIECTB-
JISIeTCS Kaxable 3 Mec., JaHHbIE O IPUMEHEHUU CPOKOM
> 12 Mec. orpaHMYEHBDI.

He pexoMeHayeTcst TpuMeHEeHHe MPOTUBOBOCITIAIN -
TEJIbHOM Tepanuu NMpeaHU30JI0HOM UJIN TJTIOKOKOPTH-
KocTepouaamMu (s UHTISIIIUOHHOTO TIPUMEHEHUST)
BBUIY OTCYTCTBUS 3pdekTuBHOCTH [81, 82].

3aknioyeHue

Taxum 00pa3om, Ha CeTOTHSIITHUN IeHb MOXKHO 3aKJTIO-
YUTh, YTO pacrnpocTpaHeHHOCTh [1LIJ] 3HauuTeIbHO
pazimyaeTcsl BO BceM Mupe, a B Poccuiickoit denepa-
LINY OHA JOCTOBEPHO HEM3BECTHA, TPEOYeTCs TIIATEIb-
Hoe usydyeHue. [loaxonbl K TeHETUYECKOM TUarHOCTUKE
TTLIJI B MupoBoOii mpakTHKe pa3padoTaHbl HEAOCTATOUHO,

a B Poccuiickoit @eneparimn — oTcyTCcTBYIOT. Paspabor-
Ka MYyJIbTUTEHHOM MaHeJu MO3BOJUT HE TOJbKO UIIEH-
TUGULUPOBATh TEHETUUECKYIO TIPUUYMHY 3a00J1eBaHus,
HO ¥ OTIpeIe/INTh BapMaHTHI TEHOB M MX pacIIpoCTpa-
HEHHOCTb B POCCUMCKOMN TOMYJISIIUY OOJIbHBIX, a TAKXKe
OIHOBPEMEHHO TMPOBeCTH TUPdepeHIINANTbHYIO IUaTHO-
CTUKY C IPYTUMU 3200JIeBAHUSIMU, COTTPOBOKNAIOIIIUMUCS
B3. PazpaboTka HOBOTro BaprMaHTa KIMHUYECKUX PEKO-
MEHIAILNI, COIEPKAIINX COBPEMEHHYIO aKTYaIbHYIO NH-
dopmaiuio, MO3BOJIUT YCOBEPILIEHCTBOBATh TMArHOCTUKY
n aedenue [T/ B Poccuiickoit deneparmu.

Cnucok cokpaLyeHui

ABII — aHTHUbaKkTepuanbHbIi NIpenapaT

ABT — anTubakTepuaabHas Tepanus

B3O — 6poHx03KTa3bI

BJIPC — GeTa-nakramasbl paclIMPEHHOTO CIIeKTpa JAeii-
CTBUS

B/B — BHYTPUBCHHO

B/M — BHYTPHMBIIIIEYHO

BC BMA — BBICOKOCKOPOCTHOI BUIEOMUKPOCKOTINYE-
CKUW aHan3

N® — nmmyHODIIyOpeCIeHITUS

MB — MyKoBUCLIMI03

MT — MUKPOTPYOOUKH
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ITLJI — nepBuuHas uuIvapHast AUCKUHE3US

TOM — TpaHCMUCCHUOHHAS BJIEKTPOHHASI MUKPOCKOITUS
CBF (Ciliary Beat Frequency) — yactota OMeHUsI peCHUYEK
CBP (Ciliary Beat Pattern) — maTTepH OMEHMST pECHUYCK
ERS (European Respiratory Society) — EBponelickoe pe-
CITMPATOPHOE OOIIECTBO

MRSA (Methicillin- Resistant Staphylococcus aureus) — Me-
TUIAJUTUH-PE3UCTEHTHBIN 30JI0TUCTBIN CTa(hMIOKOKK
MSSA (Methicillin-Susceptible Staphylococcus aureus) —
METULIMJUTUH-IYBCTBUTEBHBIN 30JIOTUCTBIN cTadmiio-
KOKK

NO — okcun a3oTa

nNO — Ha3zaJIbHBII OKCUIT a30Ta

OMIM (Online Mendelian Inheritance in Man) — nocto-
STHHO OOHOBJISICMBII KAaTaJIOT YeJIOBEUYCCKIX TCHOB, TeHE-
TUYECKMX HAPYIIEHU W TIPU3HAKOB, B KOTOPOM 0coboe
BHUMaHME yIesIeTCsl B3aMMOCBSI3U TeHOB U (PeHOTUTIOB
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