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IMepBuunas umnuapHas guckuHesus (ITLJ) — pen-
KOE€ TeHEeTHMYECCKH ACTePMUHUPOBAHHOE 3a00JIcBaHIE
W3 TPYMITHI LIUJINOIIATUI, B OCHOBE KOTOPOTO JICKUT
nedeKT yIbTPacTPYKTYPhl PECHUYCK SIUTEINS PeCITH-
PaTOPHOTO TPaKTa M aHAJIOTUYHBIX M CTPYKTYp, IIPH-
BOISIINI K HAPYIICHUIO X IBUTATEIHFHON (DYHKIINHN
(xomp! o 6a3e gaHHBIX Orphanet (www.orpha.net) —
244, 98861; o 6a3e JaHHBIX U3BECTHBIX 3a00/IeBaHUIA
C TCHeTUYECKNM KOMIIOHEHTOM M TeHOB, OTBETCTBEH-
HBIX 3a ux pazsurue, OMIM, «MeHeneBcKoe Hace-
noBaHMe y yenoBeka» (Online Mendelian Inheritance in
Man; www.omim.org) — 242650, 244000). XapakTepu-
3yeTCs MOpakeHMUEeM BCeX OTIEIO0B PECIIMPATOPHOTO
TpakTa ¢ GOpMHUPOBAHUEM XPOHUYECKOTO BOCITAIN-
TEJIBHOTO TIpoliecca, HapylmeHneM (pepTIIbHOCTH.
OxoJ10 1Toj10BUHBI anueHToB ¢ [T nMeroT mmoaHoe
WJIM HEeTIOJTHOE 00paTHOE pacIioloXeHNEe BHYTPEHHIX
OpPraHoOB C Pa3IMYHBIMU BapUaHTaMU TeTEPOTAKCUN
(xom o OMIM — 244400) [1].

AnupeMuonorus

T1L/I He mpeacTaBiaeHa B MexXayHapoaHOM Kjiaccu-
dukanun 6ose3Heit 10-ro mepecmorpa (MKbB-10) kak
OTIeJIbHAsI HO30JI0ThYecKast hopMa, UCIIOIb3YEeTCS KO
«Q32.4 — [Ipyrue BpoXIeHHbIC aHOMaJIUN OPOHXOB».
B nacrosee Bpemst B Mupe aeiicteyer MKb-11, B ko-
Topoit 3abosieBaHnIO TIpUcBoeH Ko «LA75.Y. Ilpyrue
YTOYHEHHBIC CTPYKTYPHBIC AHOMAJIUK PAa3BUTHS JICTKUX.
[NepBuyHas myIMapHast TUCKUHE3WST». BBIIEsoT oT-
JEITbHBIC TTOATHUITHI TICPBUYHON [WIMAPHON TMCKUHE3U:
LA, Tunn Kaprarenepa [2], n ITLJI — murMeHTHBII
petnHuUT [3, 4].

Pacnipocrpanennocts I11J1 B Mupe cocrapisieT
ot 1:10000 mo 1 : 40 000 pomuBIITHXCS KUBBIMU MJIa-
nenues [1]. [lupoxast BapuadeabHOCTb YaCTOTHI B pa3-
JIMYHBIX UCCIICTOBAHMSIX OOYCIOBICHA KaK PasInInusIMu
B KPUTEPUSIX TUATHOCTUKHU, TaK W MOMYJISIIIMOHHBIMUI
ocobeHHocTsMu. Cpenu ctpaH EBpormbl camast BBICO-
Kas pacrnpoctpaneHHocTh Ha Kumpe (1 : 9 000), a ca-
Mas Hu3Kast — B Octonuu u bonrapuu (1 : 60 000) [5].
B Benuxkoo6putanuu [T BcTpeyaeTcsi OTHOCUTEIBHO
yarie cpeau MOmyJsIny Beixoaies u3 FOxHoit A3umn
1:2265[6]. Cpeau geteit ¢ peKyppeHTHBIMHU BOCTIAJIM -
TEJbHBIMU 3200JICBAaHUSIMI OPOHXOJIETOUHOI CUCTEMBI

5,6% cocrasnsor mauueHTsl ¢ ITLJ1; cpeny rmanmeHToB
¢ oponxoakrazamu 1L/ BeisiBisieTcst y 7—30% [7].

Knaccuoukauus

B HacTosImmit MOMEHT OOIIEIIPUHSITON KiIaccubm-
kannu ITLJI vHe cymectByer. B P rpymnmoii aBTopoB
TIPEIUIOKEH BapUaHT KJIACCU(DUKAIINH, TIPEICTABICHHBIN
B Tao6m. 1 [8].

MaToreHes

B ocuose ITLJI nexxut nedekT yabTpacTPYKTYPhI
PECHUYECK MEPLATEIBHOTO 3IMUTEINS PECITUPATOPHOTO
TpaKTa U aHAJIOTUYHBIX UM CTPYKTYpP (KTYTHUKOB CIIep-
MaTO30MI0B, BOPCMHOK (DaJJTONEBBIX TPYO, SIICHINMBI
KeTyaoukoB U ap.) [13]. CremyeT mom4epKHyTh, YTO STOT
TeHETMYECKUIA TeeKT KacaeTcsl aKCOHEMbI PECHIUYCK
1 (WJIN) XKTYTUKOB, YTO TIPUBOIUT K ITOPAKEHMIO UX TBU-
ratesibHOM (hyHKIMKU. KiieTku, mMeronime pecCHUIKY TN
aHAJIOTUYHBIC CTPYKTYPHI, OOHAPYKMBAIOTCSI BO MHOTHX
cHCTeMaxX OpraHM3Ma: PeCHUYKHU YIaCTBYIOT B MYKOII-
JIMapHOM KJIMPEHCE, NBUKEHUU TaMeT, TIepeMeIcHUN
CIIMHHOMO3TOBOM XUIKOCTH, CEHCOPHON peleHIIn!,
(GYHKIIMOHUPOBAHUM TTOYCYHOTO SITUTEINSI, (HOPMU-
POBaHUU JICBO-TIPABOIf aCUMMETPHUHN OPTaHOB Y MJICKO-
nuTapmux (puc. 1).

I accouunpoBaHa ¢ MIaTOTEHHLIMU BapuaHTaMU
BO MHOXECTBE T€HOB, KOIUPYIOLIUX PA3JINYHbIE CTPYK-
TYpPHBIC KOMIIOHEHTBI peCHUYEK, Ae(HEeKThI HACTCAYIOTCS
MIPEUMYIIECTBEHHO 10 ayTOCOMHO-PEIIECCUBHOMY THUITY
[14]. B onunaitn-6aze OMIM (244400; 242650) Kk HacTO-
SIIeMy BPEMEHHM yKa3aHo 45 reHeTUYeCKUX JIOKYCOB,
yuacTtBytomux B atnonornu ITLJI. Tem He meHee 20—
30% maLueHTOB C MOATBEPKAECHHBIM AuarHo3om IT11J]
HE UMEIOT MACHTU(DUIINPYEMBIX TTATOTCHHBIX BAPUAHTOB
HU B OHOM W3 U3BECTHBIX T€HOB. BOJBIIMHCTBO Te-
Hetnueckux ¢opwm I/ HactenyoTcs 1o ayTOCOMHO-
pellecCCUBHOMY TUMY, 3a uckmouyenueM FOXJI-PCD
(ayrocomHo-moMuHaHTHBIN) U RPGR, PIHID3 u OFD1
(X-cuemrennsiii) [15]. 'eHeTMYECKOE MCCIIemOBaHIE
IToKa3aJio, 9YTO B HEOOIBIION TPYIIIIe TTallueHTOB, KO-
TopbiM Oblia npoBeaeHa JJHK-nuarHoctuka, Haubo-
nee yacto npu 1L BcTpeyanuch BapuaHThI B TeHaX
DNAHS5w HYDIN, a renetndeckue BapuaHTel B DNAI
DNAH11, CCDC39, OFD1 peructpupoBaiuch pexe [16].
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Tabnuua 1. KnuHuueckan knaccuuKkaums nepeuyHoi umnnapHom auckuiesum (no Konppatbesoii E.W. v gp., 2023 [8])

XapakTepucTMKa 6poHXoneroyHbIX U3sMeHeHuk
Oopma ®aza u ak- Cre- NMposBnenna OcnoxHennsa™™
Knunuyeckas TUBHOCTb neHb
npouecca OH™
Q32.4* LA75.Y** PecnupatopHbii guctpecc-cuH- | ObocTpeHue, I XpOHWUYECKMI (THOWHBIN, Co CTOPOHbI Nerkumx:
nua. [IpOM B NEpUOoL HOBOPOXKAEH- peMMccwﬂ#"“_ I MONUMO3HO-THOMHBIN) pu- | » abcueccyl;
MU c curgpomoM | HocTw. Tun o6o- 11} HOCUHYCUT. o aTesieKTasbl;
3vBepta—Kapra- XpOHUYECKMIA 06CTPYKTUBHBII CTpeHUs: XPOHMYECKMM 3KCCynaTMB- |  MHEBMOMMUOMHEBMOTO-
reHepa (NoHbIN, BPOHXMT. obocTpeHne HbI CPEeQHUI OTUT. paKc;
HEMOJHbIN). BpoHxo3KTa3bl (noKkanu3oBaH- XPOHWUYECKOro BIC; CCH (cteneHb). * KpOBOXapKaHbe;
MUA ¢ nMrMeHTHBIM | Hble U Anddy3HbIe) C yKa3aHueM | 6poHxuTa. [opoKu pa3BuTHA NOYEK. « KpoBOTeYeHMe (eroyHoe);
peTuHuToM NoKanu3aumm, pacnpoctpaHed- | MHeBMoHMA lMonucnnenus unwm acnne- | « annepruyeckuin 6poHxo-
HOCT). (c yrasaHueM HUA. NeroyHbIN acneprunnes;
MHeBMod1bpo3 NoKanu3a- [IMrMeHTHbIV PETUHNT. * JIeroyHas runepTeHsuA.
umm). Cme- lepBuyHoe MycKoe 6ec- | Co CTOPOHbI APYrvX OpraHoB:
LUaAHHBIV TUM MAoAMe C acTeHo300CMep- | ¢ MOIMMO3 HOCa;
MUen.  [1BYCTOPOHHARA KOHOYK-
HeHckoe becnnoame Tpyb- TMBHaA TYroyxocTb;
HOr0 MPOMCXOKAEHUA » BHeMato4Has bepeMeH-
HOCTb
OueHKa o LKkane-BonpocHuKy PICADAR® YkazaTb Konuyectso 6annos
(>5)
[eHoTMN (MyTaumu reHos, Bbi3biBatoLwmx ML) CornacHo MeayHapoaHbIM
6a3aM paHHbIx"
Pe3ynbTaThl 3NEKTPOHHO MUKPOCKONWM (YKa3bIBaKOTCA aTa U BUL HapYLLEHWI) YKasaTb BUA HapyLLeHnn
MuKpobuonormyeckuin cratyc (yKasblBaeTca fata NepBUYHOMO BbICEBA (BbIABNEHNS) MU- YKasaTb MUKpObHBI/A nato-
KpobHoro natoreHa (MaToreHoB) 1, eClN ecTb, NOCNeAHEro) reH. Mukpo6Hble accoum-
aumu

MpuMeyanme: [H — abixatensHas HegocTatouHocTs; MU — nepBryHan unmuapHas auckuHesws; BIC — BporaeHHbIN nopok cepaua; CCH — ceppeyHo-cocyaucTas
HepocTatouHocTs; PICADAR (Primary CiliAry DyskinesiA Rule) — NpefuKTVBHaA WKana Ans BbIABIEHWA CUMITOMOB NMEpPBUYHON LIMIMAPHOM AUCKMHE3WH; * — COrMacHo
MesoyHapoaHom knaccudmrkaumum bonesteit (MKB)-10; ** — cornacHo MKB-11; *** — cTeneHb [ibixaTeNbHOM HeJOCTaTOYHOCTM YCTaHaBNMBAETCA COMacHo
Knaccuduraumm [9]; **** — kog MKb peKoMeHayeTcA UCnob30BaTh M3 COOTBETCTBYIOLLMX Pa3fenos; # — oLeHKa no Wwkane-sonpocHuky PICADAR [18-20]; ## — naHHble
Ha cnedylowmx caiitax: Exome Aggregation Consortium (http://exac.broadinstitute.org; nata obpawenms: 05.01.23); Genome Aggregation Database (http://gnomad.
broadinstitute.org; nata obpauenus: 05.01.23); Exome Variant Server (http://evs.gs.washington.edu/EVS; nata o6paiuenus: 05.01.23); 1000 Genomes Project (http://
browser.1000geno-mes.org/index.htm!; pata o6bpavuenus: 05.01.23); dbSNP (http://www.ncbi.nlm.nih.gov/snp; nata obpaiuenus: 05.01.23); dbVar (http://www.ncbi.nlm.
nih.gov/dbvar; pata obpawenms: 05.01.23); OMIM (http://www.omim.org; fata obpawenms: 05.01.23); Human Gene Mutation Database (http://www.hgmd.cf.ac.uk/ac/in-
dex.php; pata obpawenus: 05.01.23); Clin Var (http://www.ncbi.nlm.nih.gov/clin-var; nata obpawenus: 05.01.23); Human Genome Variation Society (http://www.hgvs.org/
dblist/dblist.html; pata obpavuenus: 05.01.23); DECIPHER (https://decipher.san-ger.ac.uk; nata obpaiuenus: 05.01.23); ### — naHHaA dopma cLenneHa c X-xpoMocoMoid,
BbI3BaHa MyTaLmMAMK B reHax RPGR (20% Bcex cnyyaes), PIH1D3 v OFDT; #### — 060cTpeHWe XpoHUYECKoro 6pOHX0Ero4Horo npoLiecca npy Hanuumm > 3 Npu3HaKoB
cornacHo [12, 13].

MNepudepryeckue gynnetsl
MUKPOTPybOUeK

Hapy)KHbIe JAWNHEMHOBbIE PYYKN

BHyTpEHHVIE AVWHENHOBbIE PYYKKN

HeKcvHOBbIE MOCTUKM

LleHTpanbHas napa MUKpoTpy6ouek

PagnanbHble cnnubl

100 UM

Puc. 1. CtpoeHue akcoHeMbl: A — cxeMaTuyecKoe u3obparkeHue; b — nonepeuynbiii cpes Yepes pecHuuky (no Konppatbesoi E.W. u gp., 2022 [13])
lMpuMeyanme: A — MuKpoTpybouKa A; B — MukpoTpybouka B; MO 1-MN04 — nepudepunyeckue gynnetsl N© 1-4; akcoHeMa HopManbHow Mopdonoruu; MM —
nnasmaruyeckan MemopaHa; HAP — HapyHble AuHenHoBbIe pyuKy; BOP — BHyTpeHHWe AuHenHoBbIe pyuKy; PC — papuanbHble civubl; Ll — LieHTpanbHble
MWKpOTPY604KM; H — HeKcuHoBble MOCTUKM; KL| — LieHTpanbHaA Kancyna, OKpy»KaloLLan LieHTpanbHble MUKpoTpy6ouky; N1 — nepudepnyeckuin aynnet
N 1, pacnonoeHHBbIN Mo LEHTPY MeX Ay LIEHTPanbHbIMU M KPOTPYbOUKaMM.
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PecHnukum (immnm) pa3nessiFoTcst Ha 2 TPYIIIIBL B CO-
OTBETCTBHMU C MX (DYHKIIMCI: MOTOPHBIC M CCHCOPHEIE.
PecHMYKM MepraTeIbHOTO SITUTENINS PECITMPATOPHOTO
TpakKTa, KJICTOK STICHINMEBI KeIYIOYKOB, CIIepMaTO301-
JIOB 1 KJIETOK CEMSIBBIHOCSIIINX MTYTeH U (paIOMMEBBIX
TpyO, BBITIOJTHSIOT IBUTATEIbHYIO QYHKIIMIO. OCHOBHOI
KOMITOHEHT PeCHUYKH / XKTYTHKa — aKCOHEeMa, CJIOKHasI
oceBasi CTPYKTypa, COCTOSIIAs U3 OCIKOBBIX MUKPO-
TpyOOUYEK, KOTOPBIE UMCIOT CTPYKTYPY «9 + 2» (puc. 1).
Takske K TpyIme IBUTATEIbHBIX OTHOCST PECHUYKH
CO CTPYKTYpOii «9 + 0», yTpaTHBILIKE LIEHTPAJIBLHYIO [apy,
HO MMEIOIMEe BHYTPEHHNE M HApYKHBIC TMHEMHOBBIC
PYYKH (PECHUYKHI 3MOPHOHAILHOTO y371a). Mopdororu-
YyecKasi CyIITHOCTh Ie(peKTa B eT0 KJIIACCUIECKOM BapraH-
T€ CBOAUTCS K yTpaTe IMHEUMHOBBIX PYYEK, PATUKATEHBIX
MOCTHKOB, U3MEHEHMIO YUCIa ¥ TPAHCIOKAITNY MUKPO-
TpyOouekK akcoHeM [17].

MMeroTcst COOOIIeHNUS O TOCTATOYHO OOJIBIIIOM KOJI-
YecTBe pa3INYHBIX HuianapHbIx gedekrtos [18]. B Poc-
cniickoit Menepary HuIMapHble 1eEKTHI y TAlEHTOB
MIPEICTaBICHBl B OCHOBHOM HapyIIeHUEM Hapy>KHBIX
¥ BHYTPECHHUX TUCHOBBIX py4eK (Taoi. 2, puc. 2).

I1pu onucanum narorexesa I1LJI He ciaenyeT cme-
IIUBaTh MPEACTABICHUS O TIEPBUYHBIX TCHETUUECKU e~
TEPMUHUPOBAHHBIX IIMJIMAPHBIX Ae(heKTaX M BTOPHMUHBIX

[UIMAPHBIX HAPYIIEHUSX, 00YCIOBICHHBIX PA3TNIHBI-
MU TATOJIOTMICCKUMM TIpoIlecCaMM, B T. 4. (M IIpexme
BCET0) BOCITAJUTEIBHBIM IIPOILIECCOM HIKHUX M BEpX-
HUX IBIXaTeIbHBIX ITyTei. Y OOJBHBIX C XPOHUIECKUMU
BOCITAJINTEIBHBIMU 3a00JICBAHUSIMHU OPOHXOJICTOUHOM
CHCTEMBI BBISIBJISTIOTCS] 3HAYUTEIbHBIC MEMOpPaHHbBIC 13-
MeHeHwus. [ledopmaliyst ¥ yTONIIEeHNEe peCHIIEK, aTpo-
(st pecHUYEK MEPIIATEIILHOTO SITUTEIINS C PAa3BUTHEM
Ha CBOOOIHOIT TOBEPXHOCTH MEPIIATETLHOTO SITUTEIIHS
MHUKPOBOPCUHOK, O0BEIMHEHNE HECKOJIBKIX PECHUYCK
ob1Ieit MeMOpaHO#i. DT U3MEHEHUS SBIISIIOTCS CIIe-
CTBHEM BOCITAJIUTEIIBHOTO TTPOIIecca, BRIPAXKECHHOCTD MX
3aBHCHUT OT aKTUBHOCTU BocnajieHus. [1pu BTOpUIHBIX
WIMAapHBIX HAPYIICHUSX He OOHAPYKMBAIOTCS Ae(hEKTHI
CTPOCHUSI peCHUYECK.

BpokaeHHBIe (TeHETMYECKHM OOYCIOBICHHEBIC) Me-
(beKTHI cTpOCHUS MEPIIATEIIBHOTO SIIUTEINS, yTpaTa In-
HEWHOBBIX pyyek, obnanaromux ATdP-a3Hoi aKTUBHO-
CTBIO, HApYIIaeT IBIDKCHUSI peCHUYEK, BILUIOTH IO MOJI-
HOM MX HETTOABKHOCTY Wi nuchyHKIMU. OTCYTCTBUE
CHMHXPOHHBIX KOJIeOaHWIT peCHUYEK HapyIIaeT MyKO-
LUWJIMAPHBIA TPAHCIIOPT XU MYKOLUMJIMAPHBINA KIIMPEHC.
3acToif OpOHXMAILHOTO CEKpeTa U HacJaoeHMe NH(PEK-
1M1, B OCHOBHOM YCJIOBHO-TIaTOTeHHOI (Pseudomonas
aeruginosa 1 Achromobacter xylosoxidans y B3pOCIBIX),

Tabnuua 2. XapaKTepucTKa U3MEHEHWIA CTPYKTYPbI PECHUYEK NPY TPAHCMUCCHMOHHOM 3MEKTPOHHOM MUKPOCKOMUM Y NaLMEHTOB C NEPBUYHOI LMIUapHOM
avckuHesmnen B Poccuiickon Oepepaunm (no Hukonaeson E.J. v gp., 2023 [19])

U3MeHeHbI U3MeHeHbI WU3MeHeHbl unu
W3meHeHa unu U3meHeHbI
WK oT- WK oT- OTCYTCTBYIOT
oTCcyTCTBYeT OtcytcTByloT | nepudepuye-
CyTCTBYIOT CyTCTBYIOT HapyHble U HopManbHas
Pesynbtar LUeHTpasbHasA | paAuanbHbie | CKue AynieTbi
HapyHble BHYTpPeHHue BHYTpPeHHue aKcoHeMa
napa MUKpo- cnmubl MUKpoTpy60-
OVHEUHOBbIE | AUHEUHOBble AVHENHOBbIe
Tpy6ouek YeK
PY4KM PY4KM PY4KM
Konnuecteo 06-
pasLio, 1 (%) 1(2,5) 7(17,9) 20 (51) 5(12,8) 3(7,6) 2(5,1) 6(15,3)

Puc. 2. 3aknioyeHue anek-
TPOHHOW MMKPOCKOMUK
6uonTata CAM3MCTON Hoca:
B aKCOHEME PECHWYEK — 0T-
CYTCTBME HapYMHbIX W BHY-
TPEHHUX AMHEMHOBBIX PyYeK
(BbINonHeHo E.E. BparuHoi)
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CO37aeT OCHOBY (POPMHPOBAHUS XPOHUIECKOTO BOC-
najeHus u oponxoskrasuii [20]. BpoxaeHHbBIN 1eheKT
CTPYKTYPBI PECHUYEK KacaeTCsl BCETro pecImmpaTOpHOTO
TpaKTa B IIEJIOM U CITOCOOCTBYET (POPMUPOBAHUIO CH-
HYCUTOB 1 OTUTOB.

AHaJIOTUYHBIC TUHEUHOBBIC Ne(DEKTHI BHISBISIOTCS
B XTyTHKaX CIIEPMATO30MIIOB, YTO TIPUBOINT K MX He-
MoIBMKHOCTU. OTCYTCTBHME CUHXPOHHOTO KOJIeOaHUS
pECHMYEK B SMOPUOHAIBLHOM IIEPUOE CBA3BIBAIOT C Ha-
PYIIIEHHEM POTALUK BHYTPEHHUX OpraHoB. OKOJI0 MOJI0-
BUHBI NaneHToB ¢ [11/] mMeroT NoJIHyI0 Ui HEMOJIHYIO
TPaHCTIO3UIINIO BHYTPEHHUX OPTaHOB C Pa3IMIHBIMU
BapuaHTamMu rereporakcuu [16, 17]. KnuHunyeckyro
cumnroMatuky [1LJ] onpenensieT naToaorust OpraHoB,
BBICTJIAHHBIX MEPIIATEIbHBIM 3ITUTCIINCM.

KnuHnyeckasn KapTUHa

Knunnueckast kaptuna ILJ1 goctaTouHo XapakTep-
Ha ¥ TIPOSIBIIICTCSI TOTATBHBIM MOPaKCHUEM pecIrpa-
TOPHOTO TpaKTa ¢ paHHel MmaHudecTanneit. Kimmamae-
CKHMe TIPOSIBIICHUS 3a00JI¢BaHUS B pa3HbIC BO3PACTHBIC
TIepUOIBI TIPUBEICHBI B TA0O. 3.

ITopakeHue JIETKNX B OOJIBITMHCTBE CIIydacB JaeT
0 ceOe 3HATh YK€ B IIEPBbIC THU KU3HU peOCHKA B BUIC
MTHEBMOHMU, aTeJICKTa30B, OCTPOTO PEeCIIMPATOPHOTO
JTUCTPECC-CUHAPOMA, HEPENKO TPEOYIOIINX MHTEHCHUB-
HOI Tepamnuu, IIMTEJIbHOM OKCUTCHOTEepaIlnuy; y Ma-
LIMEeHTOB ¢ cuHIpoMoM KaprareHepa BBIIBISIETCST 00-
paTHOE pacIiojioXeHUe BHYTPEHHUX opraHoB B 50%
ciryyaes [21].

C mepBBIX JHEH XXU3HU OTMEUAIOT IEPCUCTUPYIO-
1Ly pMHOpeIo. Y neTeit 0osee crapiiero Bo3pacTa, moj-
POCTKOB ¥ B3POCJIBIX HAPSIY C TIOCTOSTHHBIM BJIa>KHBIM
KaIllJIeM OTMEYArOTCS TIOBTOPHBIC BOCTIAIUTEIbHBIC 3a-
0oJIeBaHMSI IBIXaTeIbHBIX ITyTei (OPOHXUTHI, ITHEBMO-
HUM), HEPEIKO MPOIIeCC MMEET HeIPEPHIBHO PEIIUIN -
BHUpYIOIIee TeueHMe. XapaKTep U pacIpoCTpaHEHHOCTh
OPOHXOJIETOYHBIX U3MECHCHUI ONPEACISIIOT TSKECTh
3a00JIeBaHMsI, BRIPAXKEHHOCTh BOCTIAJIUTEILHOTO TIPO-

Tabnuua 3. KnuHuyeckvie NposBReHA NepBUYHON LMNMApHO AVCKUHE3WUM
B pa3Hble Bo3pacTHble nepuopsl (no Koxppatbesor E. . v ap., 2022 [13])

BO3P3CT Knunuyeckue npospyieHUA

Mepvog « [HEBMOHWA, aTeNneKTasbl NEerKux;
HOBOPOMJEHHOCTU | » PUHUT:

* pEecrnMpaTopHblii AUCTPECC-CUHAPOM;
* TOPOKM CepaLa;

* aHOMaNWy PacnonoeHUs opraHos

[etckui Bo3pact » KpyrmoroguuHeli punurT;

* XPOHWYECKUI / peLaVBMPYIOLLMIA OTHT,
CHUXKeHMe cnyxa;

* MOMNO3 HOCa;

* PeLMANBMPYIOLLMIA CUHYCHT;

* PeLMANBMPYIOLLMIA BPOHXMT / THEBMOHHA;

» OPOHX03KTa3bl

MoapocTKM 1 o CMMNTOMBbI, XapaKTepHble 4R JETCKOro
B3poC/ible BO3pacTa;

» BpOHX03KTa3bl;

* HapyLeHns GepTUIILHOCTY;
 BHeMaToyHas 6epeMeHHOCTb

1ecca. 3a00IeBaHIE MOXET ITPOTEKATH 110 TUITY TSLKETOM
OPOHXO3KTAaTUUECKOI 00JIE3HU C YACThIMU O0OCTPEHMUSI-
MM, C OTIEJICHUEM 3HAYMUTEILHOTO KOJMYECTBA THOMHOM
MOKpPOTHBI, OpaIbHOM KpenuTalueil, oablKoi. Y na-
LIMEHTOB C OPOHXUTOM 0€3 OPOHX03KTA30B 00OCTPEHUSI
BOCMAJIUTEIBLHOTO Mpoliecca B OPOHXOJIETOYHOM CUCTEME
HE CTOJIb YaCThl€; IHAOCKOMUYECKNE UBMEHEHMST HOCSIT
MPEUMYILIIECTBEHHO KaTapajlbHO-THOWHBIN XapakTep,
a OfbIIIIKa MOXET OTCYTCTBOBaTh. [laTosorun 6poH-
XOJIETOUHOM CHUCTEMBI COITyTCTBYeT mopaxkeHue JIOP-
OpraHoOB — XPOHWYECKMIT pUHUT [22].

K ocHoBHbIM niposiBieHusim T11L] y naiyeHTOB OT-
HOCSIT XpOHUYECKME BOCIIAIUTEIbHbIE 3a001eBaHUSI
BEPXHUX M HUXKHMX JbIXaTeJIbHbBIX IyTEe, Y B3POCIbIX,
Hapsily C XapaKTepHbIMU [IJISI AETCKOIO BO3pacTa CUM-
IITOMaMH, ITPOTPECCUPYIOT KaJTOOBl I OOBEKTUBHBIC
MPU3HAKU PacpOCTpaHEHHbIX OPOHXOAKTA3UM, a TaK-

Puc. 3. Cunppom KaptareHepa: A — situs viscerum inversus (BepxyLuKa cepaua HanpaBfieHa BrpaBo, ra3oBbli My3bipb HKeNyaKa HaxomuTcA crnpasa,
neyeHb — cnesa); b — NHEBMOCKNEPO3 U CMeLUaHHbIe, B T. Y. aTeNeKTaThieckue, bpoHxoskTassl (no boropag A.E. v ap., 2019 [21])



naBa 3. epBuYHag uMnuapHas gUCKuUHe3us

329

Ke HapylieHne (pepTUIbHOCTU (MyKCKOe Oecruronue,
SKTONMMYIECKIE OCPEMEHHOCTH Y XKCHIINH).

ITaTosorun 6pOHXOJIETOUHOM CHCTEMBI COITYTCTBY-
et mopaxkeHue JIOP-opraHoB: XpoHNYECKUIT pUHUT,
CHHYCUT, TIOBTOPHBIC OTUTHI, TTOCTEIIEHHOE CHIUKCHME
ciryxa. PacripoctpaHeHHOCTh 1 0COOEHHOCTU MUKPOOUO-
JIOTUYECKOTO BOCTIAJICHUSI OPOHXOJIETOYHOM CHCTEMBI
OIIPEACIISIIOT TSLKECTh 6ose3Hr. OHa MOXET IMPOTeKaTh
C YaCTBIMHM OOOCTPEHUSIMH, IOIbEMAaMU TeMITepaTyPhI
Tena 10 eOPUIbHBIX MUMP, MyYUTSIBHBIM KalllIeM
C OTACJICHUEM 3HAUYMTEJIbHOIO KOJMYECTBA THOMHOM
MOKPOTBI, OpaJIbHOW KPEMUTALIUEN, ONIBIIIIKON, T. €. Ha-
MOMHHaeT 00ocTpeHre OpoHX03KTa3ui. B ciyuasix, roe
OPOHX03KTa3bl HE HOCST PacIipoCTPpaHCHHEBIN XapakTep,
MIPOSIBJICHMST 00JIC3HU TIPEACTABICHBI 00JIee YMEPEHHO.

I1pu 1L y B3pocibix HanboJiee 4acThIMU BO30YA1-
TeIMU MHGEKIIMOHHOTO TIpoliecca SIBISItoTCs Staphy-
lococus aureus n P. aeruginosa, a Taxxe u A. xylosoxidans
[23]. ITo Mepe B3pociIeHUS TTAIIMEHTOB YBEININBACTCS
MOpaXXeHUs IPUIATOYHBIX ITa3yX HOCA, YTO TPeOyeT I10-
cTosTHHOTO KOHTakTa ¢ JIOP-crenmmanucramu u paspa-
OOTKM TaKTUKU JieueHus. Haubosiee yacTbie ocaoxHe-
HUSI CO CTOPOHBI OPTaHOB IbIXaHUs — KPOBOXapKaHbE
¥ JIETOYHBIE KPOBOTEUCHUE, HapacTaHUE TbIXaTeIbHOMN
HemocTtaTouHOCTH. C BO3pacTOM y YaCTH MAIIMCHTOB
IporpeccupyeT KOHAYKTUBHAS TyroyxocTh. CiemyeT
MPUHATH BO BHUMaHUeE, 4To nuarHoctuka 111 nepenko
CYILIECTBEHHO 3aMa3iblBacT U 00J1€3Hb AUarHOCTUPYETCS
B IIEPHUOJI JOCTATOYHO BBIPAXKEHHBIX MMOPaXKEHUIA Opra-
HOB apIxaHud [24]. Tak, cpenu geTeii ctapiiero Bo3pacra
¢ OpOHXO3KTa3aMU HE MYKOBHUCIIMIO3HOTO ITPOMCXOXK-
nenus nauueHTsl ¢ [THJ1 Bctpevarorcs B 29% ciyyaes
[25]. HeobxommMa He TOJIBKO OCBEAOMJIEHHOCTD Bpaveii
0 TIpobJIeMe, HO 1 YeTKasl KOOpAMHAIINS TeCTBUIA T1e-
IUaTPOB, B3POCIBIX IMYJIbMOHOJIOTOB, TCHETUKOB, Opra-
HU3aTOPOB 3IPaBOOXPaHECHUS.

JlabopaTopHble U UHCTPYMEHTaNbHble MeTOAbI
ANArHOCTUKK

WUccnepoBaHune ypoBHS 0KCMAa a3o0Ta
B BblbIXaeMOM Ha3aNbHOM BO3AyXe

B xauyecTBe CKpMHMHIA HA MIEPBOM dTare AUArHO-
CTUKU PEKOMEHIYETCsI UCCIeI0BaHKe HA3aJIbHOIO OK-
cuna azora (NNO) ¢ TOMOIIBIO XeMIJTFOMIHECIIEHTHO-
ro aHaJIM3aTopa OKMCH a30Ta B BBIIBIXAEMOM BO3/IyXe:
y OOJIbLIMHCTBA MALMEHTOB C MEPBUYHON LIMJIMAPHOI
nuckuHesneir yposeHb nNO cHuxeH [26—32]. I1pu
atoM ~ 30% nalueHTOB MMEIOT HOPMaJIbHbII pe3yJIbTaT,
Hanpumep 6onbHbIe ¢ MyTaumsmu CCDC103, RSPH1
[33, 34].

BbICOKOCKOPOCTHO BUAEOMUKPOCKONMUYECKUIA
aHanus

B kauecTBe MaTepuana i BBICOKOCKOPOCTHOTO BU-
neomukpockornuueckoro ananuza (BCBM; high-speed
videomicroscopy analysis — HSVA, HSVMA) ucnionp3y-
IOT IETOYHBbIE OUOTITAThl CIM3UCTON 00OJOUYKHU HOCA,
Tpaxeu W/Wau OPOHXOB, KOTOPbIE TIOJYYalOT B TIEPUOL

pemuccuu 3aboneBanus. [IpoBoasiT U3MepeHue 4acTo-
TBI OMeHusT pecHnueK (ciliary beat frequency — CBF)
B COYCTAHUU C IMATTEPHOM OMEHUsT pecHUYEK (ciliary
beat pattern — CBP) [31]. BCBM oTtinyaeTrcst BICOKOM
YYyBCTBUTEJIBHOCTBIO, HO HU3KOM CIIeIIN(PUIHOCTHIO
1 HE MOXET MCITOJIb30BaThCSI CAMOCTOSITEILHO HU IS
MOATBEPXKAECHUS, HU IJ11 UCKItoueHus auarnosa TTLHI.
HMMeet mnarHoCTUYECKOE 3HAYCHUE TIPU MCIIOTh30Ba-
HUU COBMECTHO C OLICHKOI KJIMHUYECKUX CUMIITOMOB
U IPYTUMH CIIELAATbHBIMU MeTONAMU. 11 MOBBILIEHUS
MMATHOCTUYECKON TOYHOCTH METO/IA CIeAyeT IIPOBECTH
KyJbTUBUPOBAHME KJIETOK MEPIATCIbHOTO SITUTEIIS
1 OLICHUTH YKa3aHHBIC BHIIIIE TTapaMeTpsI [35].

TpaHCMMCCMOHHaﬂ 3JIeKTPOHHasA MUKpocKonusa

Hcriow3yeTcst It OLIEHKH YIBTPACTPYKTYPHBIX JIe-
(ekroB akcoHeMsbl. [Toce mepBoHAYATEHOTO OIMMCAHNS
ne(eKTOB JUMHEWHOBBIX pydeK y ranmeHToB ¢ ITLI me-
TOI TPAHCMUCCHUOHHOMU 3JICKTPOHHON MUKPOCKOITUH
(TDM) monroe BpeMsI CUMTAJICS TMATHOCTUUYECKUM «30-
JIOTBIM CTaHAAPTOM» JIJIT JAHHOTO 3a00JICBaHMUSI.

TOM pocTynmHaA TOJIBKO B HEKOTOPBHIX KPYIHBIX
HayYHO-MCCIICI0BATeILCKIX J1A00PATOPUSIX / WHCTH -
tyTax. B 10—20% ciy4aeB y NalLlMEHTOB C AUArHO30M
I/, ycTaHOBJIEHHBIM C TTOMOIIbIO IPYTUX METOIOB,
B T. 4. MOJICKYJISIPHO-TEHETUIECKOTO 00CIICTOBaHNUS,
OOHapyXMBaeTCsI HOpMaIbHasI YIbTPAaCcTPYKTypa aK-
COHEMBI peCHMYEK JIMOO HemmarHoCcTUpyeMas aHO-
Manus [36, 37]. C yuerom 3Toro ¢axkra MeTox obia-
JlaeT BBICOKOM CITeIIM(UIHOCTHIO, HO OTPAaHUYCHHOM
YyBCTBUTEJIILHOCTHIO. Hammume yabpTpacTpyKTypHBIX
Ie(EeKTOB TOCTaTOUYHO JIJIST ITOCTAHOBKHM JUArHO3a U 10~
MOJIHUTEbHOE 00clienoBaHue HelellecoodbpaszHo. [pu
OTCYTCTBHMU yJIBTPACTPYKTYPHBIX Ae(EKTOB, HO MIPHU
HaJIN9IUHW 9YeTKUX KIMHUYCCKUX ITPU3HAKOB CIEIyeT
MpoaoKUTh oocienoBanue [31]. TOM umeer 100%-
HYIO cieu(UIHOCTh, HO HE BCETIA YYBCTBUTEIbHA:
10 21% nauuenTtos ¢ I11J1 nMe0T HOpMaJIbHYIO YJib-
TPaCTPYKTYpy pecHrYek [38].

MoneKkynsipHo-reHeTMYecKkoe uccnegoBaHme

Ha noprane OMIM (www.omim.org) K HacTOSIIIIEMY
BPEMEHHU yKa3aHO 45 TeHEeTUIECKUX JIOKYCOB, YIaCTBY-
fomx B peanu3saunu [TLJ1. Tem He menee 20—30% smix
¢ Xopolio oxapakrepuzoBaHHoi [1L/] He uMeroT uneH-
TUDUIMPYEMBIX TTATOTCHHBIX BApMAHTOB HU B OJHOM
13 U3BECTHBIX TeHOB [39, 40].

PexoMeHmoBaHO TIpoBeicHIE MOJICKYISIPHO-TEHE-
TUYECKOTO MCCIeAOBAaHMS TTallMeHTaM C TTOI03PEHUEM
Ha ITL/] ¢ uenpro BepudUKaIuy IMarHo3a U YCTaHOB-
JIEHUsI KOHKPETHOM reHeTnueckoi (popmnr [39]. dua-
THOCTUYECKHN 3HAYUMBIM CUYMUTAIOT BBISIBJICHUE OMaJ-
JISIBHOI MyTaluy (TOMO3UTOTHOM M KOMITAyHI-Te-
TepO3UroTHOI). Ha ceromHsimHmii 1eHb OTCYTCTBYIOT
HCCIIEOBAHNS, YKA3bIBAIOLe Ha BO3MOXHOCTDb IIPU-
MEHEHMS TeHETUIECKOTO 00CIeI0BaHUS IJISI YCTAHOB-
JICHUsI IrarHo3a. BMecre ¢ TeM Ipu COOTBETCTBYIOIINX
TEXHUYECKUX YCIOBUSX IMPOBEACHUE TEHOTUITUPOBAHUS
Hejaecoodpas3Ho ajisl Beex rmauueHToB ¢ TTLLI.
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Pazpen 10. Pepgkue u reHeTUYeCcKn feTepMUHUPOBaHHbIe 3aboneBaHusa nerkmux

JAnarHo3 KOHKpEeTHOI reHeTnyeckoit (popmsbr TTLI]
yCTaHABJIMBACTCs y IIpobaHIa ¢ BBIIIEYKa3aHHBIMU
KIMHUICCKUMH XapaKTePUCTUKAMU U IBYaJJICTbHBI-
MU TTATOTeHHBIMM BapruaHTaMU (MU Te€TePO3UTOTHBIM
MaTOTeHHBIM BapraHTOM B FOXJ 1, il reMU3UTOTHBIM
naToreHHsIM BapuaHToM B RPGR, PIHID3 u OFD1
Y MYXYUH), UICHTUGUINPOBAHHBIMI B OTHOM U3
TCHOB.

B cuity reHeTMUeCKOM TeTepOreHHOCTH TIPEAIIOUTH -
TEJIbHBIM SIBJISICTCST PACCMOTPETh BO3MOXKHOCTD BCECTO-
POHHETO TeHOMHOTI'O TeCTUpOoBaHU. Yalie Bcero uc-
MTOJIb3YeTCs CEKBEHMPOBAHME K30Ma; TAKXKe BO3MOKHO
CEKBEHMPOBaHME TeHOMA. MI3BECTHO, UTO MPOTSKEHHBIE
IeJelnn / IyTINKALIMY XapaKTEePHBI IJIsl BBIIICIIepe-
yucyieHHbIX TeHoB T1LJI, uyTo nuKTyeT HeoOXOAMMOCTh
3-To 3Tama.

n poyne UHCTPYMeHTaJibHble MeTOoAbl

Hapsany co cneuuajibHbIMU AUATHOCTUYECKUMU
METO/IaMHU, MO3BOJISIIOLIMMU YCTAHOBUTDL AUArHO3, UC-
MOJb3YIOT METOJbl MHCTPYMEHTAJIbHOM U JabopaTtop-
HOM TMAarHOCTUKU C LEJIbIO OLIEHKU U TMHAMMUYECKOTO
KOHTPOJISI COCTOSIHUSI pECTIUPATOPHOI U CEPIEYHO-CO-
CYIMCTOM CUCTEM:

* peHTreHorpadus 1 KOMIIbIOTepHAsI TOMOTpadust op-

TaHOB TPYAHOM KJIETKU U MPUIATOYHBIX Ma3yX HOCA;
* HccienoBaHre QYHKIIMY BHEIITHETO JbIXaHMUS;

* 3JeKTpoKapauorpadus u axokapauorpadusi;
*  OpPOHXOCKOITUSI.

O6wexknuHUYeckue nabopaTopHbie MeToAbl

PexoMmeHmOBaHBI TIPOBEACHNE OOIIETO Pa3BEePHY-
TOTO aHaJaMU3a KPOBM U orpeneieHrne C-peaKTUBHOTO
OeJika y mauueHToB Ipu nogo3peHuu Ha [T/ u nanee
B IIPOIIECCE TMHAMMYECKOTO HAOIOICHUS C IIEeJIbI0 KOC-
BCHHOM OILICHKYW aKTUBHOCTH BOCITAJIMTEIBHOIO IIPO-
necca [41, 42].

Mukpobuonoruueckas guarHocTuka

I1pu I11JI mokazaHo mpUMeHEHUE METOA0B MUKPO-
OMOJIOTUYECKOM MTMAaTHOCTUKU I UACHTU(hUKAIINT
maroreHa(oB) 1 OMIPeACIICHNUS YyBCTBUTCIIPHOCTH BhIZIC-
neHHou Mukpoduopsl. MccnenoBanue mpoBOAUTCS TTPU
TepBUYHOM TMAaTHOCTUKE U B IIPOIIECCE TMHAMMYICCKOTO
HabOmomxeHUs (17151 KOHTPOJIST 3(pHEKTUBHOCTU TePATIHH )
He pexe 1 paza B 3—6 Mec., 110 IOKa3aHUSIM — Jallle.

OnpeneneHne 9yBCTBUTEIILHOCTY BBIICIICHHOM MM -
KpodIJIOpHI K aHTUOAKTepHAIBHBIM TIpeTiapaTaM 1 WH-
TePIIPETAIIAIO PE3YJIBTaTOB UCCICIOBAHMS HEOOXOIUMO
IIPOBOIUTH B COOTBETCTBUM C aKTyaJIbHOM BEpCHUEH peKO-
MEHIALINI TT0 OIIPEeICHIIO YYBCTBUTEIBHOCTA MUKPO-
OPraHM3MOB K aHTHOAKTEepUAIBHBIM TIpeIrapaTam WIn
HOBBIX BEPCHI1 TTOCTIE UX BCTYIICHUS B cuity [43, 44].

0O6cnepoBaHue JIOP-opraHos

PexoMeHmyeTcsT BBITTOTHEHUE TIepeaHE PUHOCKO-
muu [45], y yactu naureHToB (18%) — mjist AMarHocTu-
KU Ha3aJbHOTO IOJIUI03a, KOTOPbI HOCUT XapaKTep
2-cTtopoHHero, nuddysHoro [46, 47]. I1pu oTockonuu

(OTOMUKPOCKOITNI) TUATHOCTUPYETCST OCTPHIil CPEIHUIA

otut [48, 49].
PexomenmyeTcs IpoBeaeHNe TOHAIbHOM IIOPOroBOi

aynnomerpum [27, 50]:

* MAaLKMEHTAaM C OTOCKOMMUYECKUMHU IIPU3HAKAMU I10-
pakKeHUsI IIOJIOCTEI CPpeIHEro yxa;

* IIpU CYyObEKTUBHOM CHIKEHUU CIyXa U/WJIN IMOSIB-
JIEHUH YILHOTO 1IyMa;

* 10 U IIOCJIe Kypca Tepaliy aMUHOIJIMKO3UAaMU;

* IIpU BBISIBJICHHOI paHee TYTOYXOCTH.

OLleHKa COCTOSIHUSI OPraHoB PenpofyKTUBHOM
CUCTEMbI U penpoayKTUBHOMN GYHKLMUK

JLJ1st B3pOC/IBIX MAllMEHTOB MYKCKOTO T0J1a Xapak-
TepHBI IEPBUYHOE OECIUIONUE WJIN CHUXXEHHas (ep-
TUJILHOCTB BCJICACTBHE OTCYTCTBHS WY HEIOCTATOUHOTO
KOJIMYeCTBa (IIPOIIECHTHOTO COMCPKAHMST) TTOMBIKHBIX
cnepmaTto3zonnoB. XKeniyHel ¢ [TLLJL moryT umeTh HOp-
MaJIbHYIO (DepPTUIIBHOCTD, OMHAKO B HEKOTOPBIX CITyYassx
CIIOCOOHOCTH K PEIPOAYKIINM CHIKEHA; OTMEUAIOTCS
cliyuad BHEMaTOYHOI 6epeMeHHOCTH [51].

CnepMMonoqueCKae nccnegoBaHue y My>x4nH

B xavecTBe JOMOTHUTETHLHOTO JIAOOPATOPHOTO METO-
JIa TUaTHOCTUKHU U TUddepeHINATbHON THaTHOCTUKI
I / curonpoma KapTtareHepa y My>XKYMH U MaJTbuM-
KOB-TIOAPOCTKOB (B Bo3pacTe > 15 JIeT) IpUMEHSIIOT
CBETOONTUICCKYIO MUKPOCKOITHIO HATUBHOTO ASIKYIISITA
[52—54]. PekoMeHIOBaHO pacCMOTPETh BO3MOXHOCTh
MIPOBEACHUS DJIEKTPOHHO MUKPOCKOITNH CTIEPMAaTO30-
WIOB IS TIOATBEPXKICHUS TMAarHO3a IMPY COMHUTETbHBIX
pe3yabTaTax IIPOBEICHHOTO 00CIeI0BaHUs (CBETOBAS
MHMKPOCKOTINSI, BEICOKOCKOPOCTHOM BUIEOMUKPOCKO-
MUYECKUI aHAJIU3) C LEJbIO BBISIBJICHUS YJIbTPACTPYK-
TYPHBIX U3MEHEHUI aKCOHEMBI XXT'YTUKOB [535].

OuddepeHumanbHas guarHocTmka

HuddepeHImaaTbHO-TMarHOCTUIECKUI TTOMCK MO0~
JKEH BKJIIOUATh: MyKOBUCLIMIO3; TICPBUIHBIC UMMYHOIC-
(pUIUTHBIC COCTOSTHUS; BPOKICHHBIC aHOMAJIUM CTPO-
€HHUs1 OPOHXUMAJIBHOIO iepeBa; OPOHXOIKTa3bl APYrOoTo
MIPOUCXOXICHMUS; TYOePKYJIe3 JIETKNX; MUKOOAKTEPHO3
JIETKMX; OPOHXUATBHYIO aCTMY; BPOXKICHHBIC aHOMAJIU
CePIEeYHO-COCYINCTON CUCTEMbI; MANOITATHYECKUIA ITO-
JIATIO3HBIN PUHOCUHYCHUT; HEKOTOPBIC (POPMBI My>KCKOTO
U XeHCcKoro o6ecrutoaus, He cBg3aHHble ¢ [TL; umnuo-
ITaTUH, KOTOPBIC MOTYT OBITh TTPOSIBJICHUEM IPYTUX CUH-
npomoB (Cennopa—JlykeHa, AnbctpeMa, bapme—bumst)
1 TIPOTEKaTh C PECTIMPATOPHBIMU MPOSIBIICHUSIMA WJTN
0e3 HIX, C 0OpaTHBIM PaCIIONIOKEHUEM BHYTPEHHUX Op-
raHoB (TeTepoTaKCueii), MOJTUKUCTO30M TTCYCHU W/
ITOYEK, aTpe3neii XKeTIHBIX ITyTel, pETUHOMATUEI 1 1Ip.

anIHLIMHbI neyeHud

Lens tepanuu I[LJI — Ha MakcHUMaIbHO BO3MOXKHOM
YPOBHE BOCCTAHOBUTH WIU MOAAEPKATh HOPMAJIbHYIO
(bYHKIIMIO IETKUX U CIIyXa, YTO OCYIIIECTBUMO IIPH PaH-
HEM BBISIBJICHUU W aKTUBHOM JieueHnu. [lomxon K Te-
panuu nauveHTa ¢ [T nokeH ObITh MYJBTUAUCLIN-
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TUIMHAPHBIM B CBSI3M C TTOJIMOPTAHHOCTHIO TTOPaXKCHUIA.

PannomusupoBaHHbIX UccaeqoBaHuit gseueHust [TLL

HE IIPOBOAMIOCH, ITO3TOMY PEKOMEHIAIINH 110 TepaItin

OCHOBaHBI Ha J0Ka3aTeIbCTBAX HU3KOTO YPOBHS WJIN

SKCTPATOIMPOBAHBI U3 PYKOBOACTB ITO KUCTO3HOMY (b1~

6po3y (MYKOBHUCIIUIO3Y).

OCHOBHBIMU 33Ja9aMU TEPATIAM SIBJISTFOTCST:

e MaKCHUMaJbHO BO3MOXHOE MpPeayIpeskacHue Ipo-
TPEeCCUPOBAaHUS U / WUIM Pa3BUTHSI OPOHXO3KTA30B;

* BOCCTaHOBJICHHE / COXpaHEHVE HOPMaIbHOM JIETOY-
HOM (PyHKLINU;

e BOCCTAHOBJICHME / COXpaHEHHME HOCOBOTO IbIXaHUSI
M CITyXa;

o obecrieueHEe MaKCHUMaJIbHO BBICOKOTO KauyecTBa
KM3HU TTAIIMEeHTA;

o TIpedyIpeXIeHNe 1 JIeUeHUE 00OCTPEHUM XPOHUYE-
CKOT0 MH(PEKIIMOHHO-BOCIIAJIUTEIBHOTO TIpoliecca
PECIIMPATOPHOTO TPAKTa U XPOHUUECKOTO CPEIHETO
OTHTA.

KoncepBatusHoe neuenue 1111 BkiarouaeT B cebsi:

e  MYKOJUTHYECKYIO Teparuio, MPexkae BCero NHra-
JISIUMU C TUIEPTOHUYECKUM PacTBOPOM 7%-HOro
XJIOpUIa HATPHS;

o JIpeHUpPOBaHNE OPOHXMAIHHOTO IePEeBa 1 JICYCOHYIO
(bU3KYIBTYDY;

o OPOHXOJUTHYECKYIO TePAMHIIO IIPU HEOOXOTUMOCTH;

o IIPOTHMBOBOCIATIUTEIHHYIO TCPAIIHIO;

o AHTUMHKPOOHYIO TePAITHIO.

MykonuTuyeckas Tepanus

Mykonautuueckas tepamnus y naumeHTon ¢ TTLJI
MPUMEHSICTCS B MHANBUIYAITLHOM TTOPSIAKE C IEIbIO
VIYYIIeHUS PEOJIOTUICCKIX CBOMCTB MOKPOTBI M 00JIeT -
yeHHUs ee 3BaKyauuu. [IpenmouyreHne oTmaeTcss MHTa-
JISIIMOHHOMY BBEICHUIO MyKOJIUTHUKOB. [lepen naTamsI-
IMeil MyKOJIMTHKA XKeJIaTeIbHO MPOBECTH MHTAJISIIAIO
OpOHXOJIMTUKOB. Bce crmocoObl pazKuKeHUs MOKPOTHI
HE00XOIMMO KOMOMHMPOBATH C YIAJICHNUEM €€ U3 IbIXa-
TEJIBbHBIX ITyTeH, MCITOJIB3YSI METOIbI KWHE3UTEPAITUH.

B x1uHMYECKO# paKTUKE IS MYKOJTUTHICCKOM
Teparnuu UCIob3yeTcst 3—7%-Hblii TUTIEPTOHUYESCKUIA
pacTBOp XJIOpUIA HATPpHUS B KaUyeCTBE MOHOTEPATITUN
u/unu ¢ 0,1%-HbIM ruajgypoHaToOM Hatpus [56—61].
IIpumeHsieTCsl MHTAJISILMOHHO 4yepe3 HeOyaizep
o 5 M7 2 pa3a B ICHb, YAy4YIIacT KIIMPEHC IBIXaTeIb-
HBIX ITyTe} U sIBJIsIeTCsT 0a3UCHOM Teparueil ¢ ObICTPhIM
MYKOJUTHYECKUM 3DdeKkToM. ¥V nereit Miaaaiiero Bo3-
pacta peKOMEHIyeTCsl IPUMEHSTD 3%-Hblil TUIIEPTO-
HUYECKHUI pacTBOpP XJIOPUIA HATPUs, B T. 4. IS Ha-
3aJIbHOTO AyIIIa.

HaznaueHwne aneTrUIIMCTeHA TTOKa3aHO MallieHTaM
¢ I ToJ1bKO TTpY MCTOJIb30BAaHUU AMUHOTJIMKO3UI0B
C 1IebI0 TTPOPUIIAKTUKY CHIDKeHMS ciryxa. [1pemapat
He pekoMeH1oBaH natueHTam ¢ [T/ nasg npumeHeHust
C MYKOJIMTUYIECKOI 1IeJIbIO B CBSI3U C OTCYTCTBUEM JIO-
KaszaTeJbCeTB adekTnBHOCTH [62—64].

IIpumeHeHHMe TIpernmapaTa 10pHa3bl anbda y mamm-
eHTtoB c I111J] B HacTosIIee BpeMsl He peKOMEHIyeTCsI

[65, 66].

BPOHXOH UTU4yecKaa Tepanua

IMauuenTtam c I1LJI, y KoTopbIX onpenessieTcst 00-
paTuMast OpoHXMATbHAST OOCTPYKIIVS 10 TaHHBIM CIIH-
pomeTpuu (TIPUPOCT 00beMa (hOPCUPOBAHHOTO BBIAOXA
3a 1-10 ¢ >12% nocjie MHraasLuyu OpOHXOIUTUKA), pe-
KOMEHIOBaHO T00aBJIeHNE TIPerapaToB ¢ OPOHXOJIM -
THIeCKUM 3 GEKTOM B €XETHEBHON MHTAISIIIMOHHYIO
TEPAIUIO C LIEJIBbIO YIyUIIEHUS 9BaKyallii MOKPOTHI [67].
B xauecTBe OPOHXOIMTUYECKON TepalTuy Ha3HAYAIOT
CJICIYIOIIE TIpEITapaThl:

*  CEJIEKTUBHBIE [3,-aIPEHOMUMETHKH (CaIbOyTaMOI);

*  AHTUXOJUHEPTUICCKHUE CPEICTBA (MIIPAaTPOIIHS OpO-
MM, TUOTPOIIMSI OPOMUI);

* KOMOMHHMPOBAaHHBIE MpernapaTsl (aIpeHepruIccKue
cpeacTBa B KOMOMHAIIMY C aHTUXOJIMHEPTAYCCKM -
MM — (DeHOTEPOJI + UIIPATPOITHSI OPOMMIT).

Oruerka 3¢ (GeKTUBHOCTH OPOHXOIUTUICCKON Tepa-
MU OCYIIECTBIISICTCS MO TMHAMUKE KIIMHNYECKOM Kap-
TUHBI, TaHHBIM (DM3UKAJIbHOTO OCMOTpa, pe3yabTaTaM
crimpomeTpun [68].

AHTH6aKTepuanbHasa Tepanus

Hau6Gonee yacteimu Bo30ynurensimu ripu 1L siB-
JsttoTess Hetunupyemast Haemophilus in fluenzae, Strep-
tococcus pneumoniae, S. aureus (B T. 9. MRSA), P. aerugi-
nosa. Y neteit P. aeruginosa BcTpedaeTcsl peako, OMHAKO
C TIOAPOCTKOBOTO BO3pacTa BIMSHUE 3TOTO IMaToreHa
Ha coctosiHue 0oabHbIX [T/ mocTernneHHO Bo3pacTaeT
(Tadm. 4).

AHTHn6akTepnanbHyio Tepanuio (ABT) pu obocTpe-
HUU XPOHMYECKOTO OPOHXOJIETOTHOTO IIpoliecca Ielie-
Cc000pa3HO MPOBOIUTH B COOTBETCTBHUU C Pe3yJIbTaTaMU
MUKPOOUOJIOTUYECKOTO UCCIENOBAHUS PECTTUPATOPHO-
ro obpasua. [Ipy UxX OTCYTCTBHU SMITMPUICCKUA MOTYT
Ha3HAYaThCSd aMUHOIICHUIIWIIMHEL, B T. 9. UHTUOUTO-
pozamuiieHHbIe, n nedanocrmopursl 11-I11 moxkoe-
Hus. [Ipu HeTsKeT0M 000CTPEHUM PeKOMEHIOBAHBI
TepopabHBIe TIperapaTsl; IPHU TSLKEJIOM 000CTpEeHNUH,
Hea(hGEKTUBHOCTH CTapTOBOI nepopanbHoit ABT, Ha-
JINYUM COMYTCTBYIOIINX 3a00JIEBAaHUN / COCTOSTHU,
HapylIamIluX BCAChIBAHUE B XKEJIYIOYHO-KHUILIEYHbIN
TpakKT, LejiecooOpa3Ha crapToBasi BHyTpuBeHHass ABT.
HmurenbHocTh ABT 06bIYHO cocTaBiisieT 2—3 Hen. Pe-
KOMEHIAIIMHU TI0 PEKUMY TO3MPOBAHUS TIPEICTABICHBI
B Tabx1. 5 [27, 69—71].

ADBT npoBoautcs Bcem 6obHbIM [1L/] ¢ xpoHuye-
cKoit nuadexmeit P, aeruginosa He3aBUCUMO OT HAJTIUS
1 BBIPAXKCHHOCTH CUMITTOMOB. PeXX1IMBI Teparmu B 1IeIOM
COOTBETCTBYIOT TAKOBBIM IMPU MYKOBUCIIUI03€ M OPOHXO-
9KTa3ax, He CBSI3aHHBIX ¢ MyKoBucLuao3oM [71]. [Ipemna-
paramu |- TMHUM TIEPBUYHOM BBISIBJICHUU P. aeruginosa
SIBIISIIOTCSI MHTAJIIIIMOHHBIC aHTUOAKTEPUATbHBIC TIPe-
mapatsl (ABIT) — ToOpaMMIIUH, KOTUCTUMETAT HATPUSI
u np. (tabma. 4). B xauectBe Tepanuu 1-if TMHUM TaKXKe
HazHavaloT uumnpodaokcanuH. [Ipu obocTpeHnu 3a-
0oJIeBaHMST M PACTIPOCTPAHEHHBIX OPOHXO3KTa3ax C IIe-
JIBIO BpanIvKauy IIPUMEHSIOT BHYTPUBEHHYIO TEPAITHIO
AHTUCUHETHOMHBIN [3-J1TaKTaM C MMOATBEPKIACHHON aK-
TUBHOCTBIO in Vitro = aMUHOTIIMKO3UI KypcoM 14 mHeit
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Tabnuua 4. PekoMeHpaLMm No aHTMbaKTepUanbHOM Tepanvm 060CTPEHNI XPOHUYECKON BPOHX0NEro4HON MHOEKLIMM NPY NEPBUYHON LIUNIMAPHOMN OuC-

KuHe3uu (no Pasteur M.C. et al., 2010 [69], Brodt A.M. et al., 2014 [70])

Bosbyautennb

Hetamenoe obocTpeHue
(npeanouTUTeNbHO aMbynaTopHoe neyeHue)

Taenoe obocTpeHue
(nevyeHue B cTauuoHape)

HauanbHan IMNMpuYecKan

AMOKCULIMAIUH

AMOALMANKYH

Tepanus® AMOKCUUMANVH + KNaByNnaHoBas KUC/I0Ta AMOKCMUMANMH + KNaBynaHoBas KUC/0Ta
Lle¢pypokcum akcetun AMNMUMANYH + cynbbaKTaM
[oKCMUMKUH** Lle¢otakcum
JleBopnoKcaumnH*** Lle¢tpuakcoH
Lle¢Taponuu
Lledpenum
JleBodnoKcaumH***
3ITHoTponHan Tepanua
H. influenzae
Amnuumnnuu-4 AMOKCHMUMANUH AMOALMANKH

AmMnuumnnuu-P

AMOKCULMANMH + KNaByNaHoBasA KMC/oTa
TOKCULMKNUH***

AMOKCMUMANMH + KNaBynaHoBas KMCoTa
AMNUUMANKH + cynbbakTam

Lle¢purecum Lle¢otakcum
Liunpodnokcaumn*** Lle¢TprarcoH
JleBodnoKcaumH*** LlepTaponuu
Lnnpodnokcaumn***
JleBodnoKcaUmH***
S. pneumoniae
Mennumnnuu-4 AMOKCULIMNNNH AMIUUMAAKH
Asutpomuumd’
Knaputpomuumn®
MNeHnumnanH-P AMOKCMUMANH (BbICOKan [o3a) Lle¢Taponuu
JInHesonug LledoTakenm
JleBonoKcaumnH*** LledtpuakcoH
MoKcudnokcaumn™** JInHesonua
JleBodnoKcaumH***
MoKcudnokcaumn***

M. catarrhalis

AMOKCULMATINH + KNaBynaHoBas KMC/0Ta
Lle¢purkeum

AMOKCULMNNUH + KNnaBynaHoBaA KUCN0Ta
AMIMUMNIVH + Cy}'lbﬁaKTaM

Asutpomuumd’ Lle¢otakcum
Knaputpomuumu’® Lle¢TprakcoH
Linpognokcaumn*** Linpognokcaumn***
JleBodnoKcaumH*** JleBodroKcaumH***
Mokcudnokcaum® MoKcudnoKkcaumn***
S. aureus
MSSA AMOKCULMANKH + KNaBynaHoBaA KMCoTa OKcaunnnunH
KnuugamMuumx Llepasonun
Lle¢panekcun Jlnnesonup
JleBodnoKcaumH***
MoKcudnoKkcaumu***
LledyporcuM akcetun
MRSA Jlnnesonua Jlnnesonua
KoTpnMoKcason Lle¢Taponuu
BaHKoMUUMH
TenaBaHUMH
P. aeruginosa Liunpodnokcaumn*** Ledrasngum
Lepenum
MnnepaumninH + TazobakTam
MeponeHeM
MMuneHem
[opuneHem
Buanenem

Lledptasnoum + aBubaktam
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Hetaxenoe o6ocTpeHue (npegnoututenbHo
Bosbyautennb Tamenoe obocTpeHue (neyeHue B cTaumoHape)
aMbynatopHoe ne4eHue)
LledtanosaH + TazobaKTam
+
Amukaumn™
leHTammumH’
To6pamuumH™
DochomMuLmMH
A3sTpeoHam
MonMMuKcuH B
Konuctumerar Hatpua
Enterobacterales Lle¢purkeum Lle¢otakcum
BIIPC Linnpodnokcaumny*** Lledtpuakcon
JleBodnoKcaumH*** Lle¢penum
MokcudnorcaumH*** LiunpodnokcaumnH***
JleBodnoKcaumH***
Mokcudnokcaumn™**
BJIPC* JpTaneHeM +
KapbanexeMasa™ MeponeHeM
MMuneHem
[opuneHem
Lle¢Tasnaum + aBnbaktam
M1nepaumMnanH + Tasobaktam™
Llepenum + cynbbaxtam™
KapbaneHemasa® Lledptasnaum + aBubaKTaM + a3TpeoHaM Lledptasnaum + aBubaKTaM + a3TpeoHaM
TureumKnuH (BbICOKanA [103a) TureumKnuH (BbICOKanA [103a)
MonnMmkenH B + pocdommumn
Konuctumertar HaTpua + ochoMULMH
S. maltophilia KoTpnMoKcason KombuHaLmA 2 U3 HUKenepencieHHbIX NpenapaTos:
TureumknnH * KOTPVMMOKCa3on;
MWHOLMKAKH * TUrELMKNWH;
JleBodnoKcaumH * NeBOGNOKCaLWH;
* Le¢Ta3maum + aBubakTaMm
Achromobacter spp.” Kotpumokcason KoMbuHauma 2 unm 3 U3 HUKenepeyumncieHHbIx
Konuctumertar Hatpua (MHranALMoHHo) npenapatos (He HasHayaTb > 1 B-naktamHoro ABI):
Le¢rasngum * MNUMepaLmMIuH + Ta3obaKTam;
« MeponeHeM;
* KOTPVMMOKCa3on;
o uedTasmaum;
o uedenum;
o TUrELMKNVWH;
 MONIMMUKCUH B;
* KONIUCTMMETAT HATpUS;
* NeBo¢nOKcaLmH
B. cepacia complex KoTpuMoKcason KoTpuMoKcason
[oKenumMKnmuH Lle¢Tasmanm
MWHOUMKAKH MeponexeM
Le¢Tasnoum [opvneHem
MeponeHeM Lle¢Tasmoum + aBnbaktam
[opvneHem
Lle¢Tasnaum + aBnbaktam

Mpumeyanme: BJIPC — B-naktamasbl paclumperHoro cnekTpa genctaus; MRSA (Methicillin-Resistant Staphylococcus aureus) — METULMNIUH-PE3UCTEHTHbIN 30710TUCTHIN
cTadmnokokk; MSSA (Methicillin-Susceptible Staphylococcus aureus) — METULMANMH-YYBCTBUTENbHBINA 30MI0TUCTBINA CTAQUIOKOKK; * — MOMUMO KIMHWUYECKOI TAMKECTH,
Bbl6Op CTapTOBOM aHTMbaKTepUanbHO Tepanuu onpeaenseTcs pesyrbraTaMu KyNnbTypanbHOro UCCiei0BaHUA PecrMpaTopHbIx 06pasLioB (MOKpOTa, bpOHX0anbBeonApHbIN
NaBaK 1 ap.), NOKanbHbIMW AaHHBIMU YyBCTBUTENBHOCTM KITHOYEBLIX BO36YAMTENEl K aHTUGaKTepUanbHLIM NpenapataM 1 NpeaLIeCTBYHOLLMM 0TBETOM Ha aHTUGaKTepu-
arnbHylo Tepanuio; HeobxoayMMa KOHCYNbTaLMA KIMHUYECKOro GapMaKonora, eciiv B aHaMHe3e UMeeTCA M1nepyyBCTBUTENbHOCTb K aHTMOaKTepUanbHbIM NpenapaTtam unu
cepbe3Hble H/P npu HasHaueHWW aHTMbaKTepUanbHbIX NPenapaTo., a TaKMke BbICOKMI PUCK 3HAUMMBIX NIEKaPCTBEHHbIX B3aNMOJENCTBUI; ** — ROKCULIMKIUH NPUMEHA-
€TCA TONbKO Y B3POCNbIX U AeTelt > 8 neT; HeobxoauMOo yumnTbIBaTh, YTO B POCCUM NOBCEMECTHO 0TMEYAEeTCA BbICOKWIA YPOBEHb PE3UCTEHTHOCTU S. pneumoniae K BOKCULM-
KIMHY; *** — uMnpodnoKCcaLmH paspeLueH [eTAM = 5 JieT, NeBo¢IoKCaLmMH / MOKCUGNOKCaLMH — Muam = 18 neT; * — HasHayaloTCA TOMbKO NMPY U3BECTHOM YyBCTBUTETb-
HOCTM BO36yauTens; * — ybeanTenbHbIX 40Ka3aTeNbCTB NPEUMYLLECTB KOMBUHUPOBAHHON aHTUBAKTEPMabHOM Tepanum He NonyYeHo; KOMBUHALMA Ha3HauaeTCca npu
He[0CTaTo4HOM 3GEKTUBHOCTV MOHOTEPANMM, NPY BLIABNEHWM MOMW- 1 NaHPE3UCTEHTHLIX M30NATOB P. aeruginosa; ** — Tonbko npu seisBnern E. coli; » — peanbHas
30dEKTUBHOCTb U BAMAHWE Ha UCXOAbI Pa3NIUYHbIX PEXKMUMOB aHTUbaKTepUabHOM Tepanuu npu MHbEKLMAX, BbI3BaHHbIX Achromobacter spp., He ycTaHOBMEHa.
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Tabnuua 5. Pex<uM 1031POBaHMA 1 0COBEHHOCTU NPUMEHEHWS CUCTEMHBIX aHTUBaKTePUasbHBIX NPenapaTos Npy 060CTPEHUM NEPBUYHOI LMapHOM

OUCKUHEe3nn

HaumeHoBanue ABIl

Bspocnbie

Oetu

KoMmenTapuu

B 3 npueMa (BbicoKas 403a)

(BblcOKad [103a)

AsTpeoHam 8 r B/B B 3-4 BBEIeHUA > 9 Mec. — 2 1 (90-120 Mr/kr); MpoTuBonoxasaH getam ao 9 mec.
> 2 net — 150-200 mr/kr B/B
B 3-4 BBeJeHUA
AsutpomuumH’ 0,5 r BHyTpb 1 pa3 B AeHb 10 Mr/Kkr BHYTpb 1 pa3 B AeHb Tabnetku 125 Mr NpoTMBONOKa3aHbI
[eTAM [0 3 NeT, cycneH3ua ana
npueMa BHYTPb — [eTAM [0 6 Mec.
AmuKaunh! 15-20 Mmr/kr B cyTkv B/B 1 pa3 15-20 Mr/kr B cyTkuM B/B 1 pas -
B [IeHb* B [IeHb*
Amoxcuumnantt 1,5 r BHyTpb B 3 npueMa; 3 r BHyTpb | 80-90 Mr/Kr BHYTpb B 2-3 npuema -

AMOKCUUMANMH+ KnaByna-
HoBaf KucnoTal

1,5 r BHyTpb B 3 npuema unm 0,875
BHYTPb B 2 NpueMa (pacyeT no aMoK-
cuumnnuty); 3,6-4,8 r B/B

B 3—-4 BBeleHUA

80-90 Mr/Kr BHyTpb B 2—3 npueMa
(pacyeT N0 aMOKCULMANUHY, BbICO-
Kas no3a); 100 Mr/Kkr B/B B 4 BBE-
nenusa. [lo3npoBKa KnaBynaHoBoM
KucnoTbl < 10 Mr/Kr B cyTku. [pu
NnpeBbILLEHUM [06aBUTb He3aLLm-
LLIEHHBIA aMOKCULIMAMH

CycneH3us ana npueMa BHyTpb
MpOTMBOMOKa3aHa AeTaM [0 3 Mec.,
TabneTku gucneprupyeMble — eTAM
[0 2 net, TabneTku, NOKpbITLIE Me-
HOYHO 060/104KOM, — NETAM

10 12 neT n ¢ Macco Tena < 40 Kr

Amnuumanun’

8 r B/B, B/M B 4 BBeieHuA

100-200 mr/kr B/B, B/M B 4 BBee-
HUA

Amnnumnnmnu+cynbbaxtam’

4,5-9,0r B/B, B/M B 3 BBeieHMA

150-300 mr/kr B/B, B/M B 4 BBeae-
HWA

MOXHa NpoaneHHas uHdy3us)

Buanenem 1,2 r B/B B 2 BBELieHMA - MpoTuBonokasax aetam ao 18 ner'!
BaHkoMuumH' 15-20 Mr/Kr B/B B 2-4 BBeneHna™ | 40 mr/Kr B/ B 2—4 BBejeHMA -

[eHTaMUUMH 3-5Mr/kr B cytkv B/B 1 pa3 B ieHb* | 3-5 Mr/Kr B cyTku B/B 1 pa3 B geHb* | —

JoKenumknmnt 0,2 r BHyTpb B 2 MpneMa* 4 Mr/Kr BHYTpb B 2 npuema 0 MpoTuBonokasax aetam ao 8 ner'!
[opuneHem 1,5-3,0 r 8/B B 3 BB AeHUA (BO3- - MpoTuBonoKasax aetam ao 18 net't

WNMunereMm + umnactatuh’

2-4 1 (no uMuNeHeMy) B/B
B 3-4 BBeleHUA

60—100 Mr/kr (no MuneHeMy) B/B
B 4 BBe[IeHUA

MpoTuBoMOKa3saH 4eTaM [0 3 Mec.

B/B B 3—4 BBEiEHUA

unu B/B B 3—4 BBEAEHMA

KnaputpoMuumH’ 11 BHYTPb B 2 NpueMa 15 Mr/Kr BHyTpb B 2 npueMa MpoT1BONOKa3aH AeTAM A0 6 Mec.
0,5 r BHyTpb 1 pa3 B AeHb (nekap- TabneTku NPOTUBOMOKa3aHbl LeTAM
CTBEHHaA $opMa C 3aMefl/IEHHbIM 0o 12 net't
BbICBOOOMKIEHMEM)

Knungammumn’ 1,8 r BHYTpb B 4 npuema; 1,8-2,71 30-40 Mr/kr BHYTPb B 3—4 NpueMa PactBop AnA B/B BBEiEHNA NPOTMBO-

MoKa3aH JeTaAM < 3 neT, Kancy-
Nbl — [€TAM < 8 NieT 1 Maccou Tena
<25 Krit

Konuctumetar HaTpuA

9 MnH ME B/B 1-7 1033, nanee
9 MnH ME B 2 BBegeHuA

[let ¢ Maccor Tena < 40 Kr —
75000150 000 ME/kr B/B B 2
BBEIEHUA

MpoTuBonoKasaH aetam Ao 6 net't

npoa/ieHHan UHPy3us)

MO}<Ha NpofiNIeHHan UHby3msa)

Kotpumorcason' 320 Mr (no TpUMeTONpUMY) BHYTPb 6—10 Mr/kr (no TpuMeTONpUMY) CycneH3una anA npuema BHyTpb
1nv B/B B 2 BBEAEHUA BHYTPb UNW B/B B 2 BBEAEHUA MpOTMBOMNOKa3aHa AeTAM [0 6 Hef.,
TabneTky 1 pacTeop AnA UHOY3UN —
petam ao 3 net't
Nesodnokcaumt' 11 BHYTPb B 2 NpueMa; 11 B/B 0Ot 6 Mec. po 5 net — 16—20 Mr/kr MpoTvBonoKasax aetam ao 18 net't
B 2 BBEjeHuA B 2 BBeAeHus; > 5 net — 10 Mr/kr
1 pa3 B [ieHb BHYTPb W/N BHYTPUBEHHO
Nunesonuat 1,2 r BHYTPb B 2 npueMa unu 1,21 30 mr/kr B/B B 3 npueMa nnm Y neten > 12 net peuM [o3vpoBa-
B/B B 2 BBEIEHWA 30 mr/kr B/B B 3 BBeeHMA (OeTy HWA KaK y B3pOC/bIX
1o 12 ner)
MeponeHem! 3-6r B/B B 3 BBeAEHUA (BO3MOMKHA 60—120 mr/kr B 3 BBeaeHuA (B03- lpoTvBONOKasaH getaM Ao 3 Mec.
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HauMeHoBanue ABI

B3pocnbie

Oetu

KoMmeHTapuu

MWHOLMKAKH 200 Mr BHyTpb NepBas [03a, Janee | 4 Mr/kr BHyTpb 1-A 003a, fanee MpoTvBonoKasaH getam go 8 net't
200 mr B 2 npuema 4 Mr/xr B 2 npuema
MoKcudnoxcaumh' 0,4 r BHYTPb MK B/B 1 pas B AeHb MoppoctkaM 400 Mr BHYTpbL M MpotuBonokasax fetam ao 18 ner'!
B/B 1 pa3 B [ieHb
Oxcauunnmnn’t 8-12r B/B B 4 BBefieHMA 150-200 Mr/Kkr B/B B 4 BBEAEHUA -

MunepaumnamnH + Taso-
6aKTam

12 r+ 1,51 B/B B 3-4 BBeAeHUA
(BO3MOMHa NpoaneHHas UHy3us)

300 mr + 37,5 Mr/kr B/B B 3-4
BBEAEHMA (BO3MOXHA Npoa/eHHas
UHPY3UA)

MpoTMBoONOKasaH fetam ao 2 net'’

Monnmukcuu B

1,5-2,5 Mr/Kr B 2 BB ieHUSA

1,5-2,5 Mr/Kr B 2 BBefieHuA (netu
>17r); 1,5-4,0 Mr/Kr B 2 BBEieHUA
(nem<1r)

TenaBaHumH' 10 mr/kr B/B 1 pa3 B fieHb - MpoTueonoxasaH aetam ao 18 net't
Tureumknuu’ 100 mr 1-a gosa, ganee 100 mr B/B 8-11 net — 2,4 mr/kr 8/B B 2 BBee- | MpoTwBoNOKasaH getam ao 8 net't
B 2 BBEJEHNA" HWA; 212 neT — KaK Yy B3pocnbIx
TobpamuumH! 3-5 Mr/kr B cyTkM B/B 1 pa3 B AeHb* | 3-5 Mr/Kr B cyTkM B/B 1 pa3 B fieHb* | —
OochoMuumH 12-16r 8/B B 3-4 BBeAEHUA (BO3- 200-400 mr/kr B/B B 3 BBEIEHMA -
MOKHa NpoaneHHan nHdy3us) (BO3MOMHa NpoaneHHan UHdy3us)
Lledpasonmn’ 6 1 B/B, B/M B 3 BBEleHuA 100-150 mr/kr /B, B/M B 3 BBieHMA | —
Liedanexcunt 2 1 BHYTpb B 4 npueMa et >10 net — 1-2 r BHYTPb Kancynbl 250 Mr npoTuBomnoKasaHbl
B 4 npuema; petv < 10 net — netam o 10 ne, Tabnetku 250 Mr —
50-100 Mr/Kr BHYTPb B 4 npueMa netam o 7 net't
Liedpenum’ 6,0 r B/B B 3 BBEIEHUSA 100-150 mr/Kkr B/B B 3 BBEEHUA MpoTMBONOKa3aH feTaM [0 2 Mec.

Lledenum + cynb6akTam’

4 B/B B 2 BBE[IEHUA

50-80 mr/kr /B B 2 BBEAeHUA (pac-
yet no uedenmmy). [lo3mposKa cynb-
6akTama < 80 Mr/Kr/cyTku

MpoTvBONOKa3saH feTAM [0 2 Mec.

Liepotakcum! 3,0-8,0 r 8/B, B/M B 3—4 BBEflE- 100-150 mr/kr /B, B/MB 3-4 BBE- | —
HUA™** nleHua
Ledprasnamm’ 6,0 r B/B, B/M B 3 BBE[leHVA 100-150 Mr/kr /B, B/M B 3 BBeieHMA | —

Lledprasnamm + aBubaxtam’

7,8 r B/B, B/M B 3 BBe[leHVA

[etam ¢ 3 Mec. — 40 + 10 MI/Kr Kaw-
nble 8 4 0o 50 + 12,5 Mr/Kr Kaxgble
8 u (MaKcuMarbHasA 403MpoBKa —
2000 + 500 mr/kr)

MpoTvBOMOKasaH AeTAM [0 3 Mec.

Liedbraponuua pocammn’

1,2 r 8/B B 2 BBefeHNs"

<2 Mec. — 12 Mr/ur, 2 Mec. — 2 rofia
— 1620 Mr/Kkr, > 2 net — 24 Mr/xr
B/B B 2 BBE[leHUA

LledpTonosaH + Tasobaxtam’

4,5-9 r /B B 3 BBEjEHUA

90-120 mr/kr B/B B 3 BBELiEHMA

MpoTuBonoxasaH aetam ao 18 net't

LledTpnakcon' 2,0-4,0r /B, B/M B 1-2 BBefieHua™ | 50-80 mr/kr B/B, B/M B 1-2 BBE- -
LieHnA
Lledyporcum' 11 BHYTPb B 2 npremMa 20-30 Mr/Kr BHYTpb B 2 npueMa CycneHsua anAa npveMa BHYTpb
MpOoTMBOMOKa3aHa AeTaM [0 3 Mec.,
Tabnetku — fetam ao 3 net
Lunpodnokcaumut 1,5 r BHYTPb B 2—-3 npueMa; 40 mr/kr 8/8 B 2 npuemal™; 20 Mr/kr | MpoTuBonoxasaH aetam ao 18 ner,
0,8-1,2 r 8/B B 2-3 BBEAEHMA 8/ B 3 BBegeHuAll ¢ MB - po 5 ner't
Jpranenem’ 1r8/Bunn /M 1 pa3 B geHb™ 3 Mec. =13 net — 15 Mr/kr 2 pasa MpoT1BONOKa3aH feTAM Ao 3 Mec.

B CyTKM (< 11 B cyTRM); = 13 net —
11 1 pa3sB aeHb

MpuMeyanme: ABIT — aHTMbaKTepUanbHbIi Npenapar; B/B — BHYTPUBEHHO; B/M — BHYTPUMBbILLEYHO; MB — MyKOBMCLIMA03; * — € TOYKM 3peHUA COOTHOLLEHWUA Nonb3a /
PUCK OIHOKpaTHOE BBe/ieHMe BCeli CYTOYHOI [03bl ABNAETCA NPeANOYTUTENbHBIM, HO A0MYCTUMO AeMeHNe CYTOUHOM A03bl Ha 2—3 BBEAEHNS; ** — NPY MUHUMaNbHOM

nofaBnAloLLei KOHLEeHTpaLmm = 1,5 MKr / Mn 060CHOBaHO YBENIMUEHME CYTOUHON [403bl Y B3POCTbIX [0 3—4,5T;

*hk

— NpW BbIABIEHUM NEHULNITNH-PE3UCTEHTHBIX

S. pneumoniae uenecoobpasHo HasHadaTb B 403€ = 6 I B CYTKW;  — npu BbisBneHun MRSA 6onee addeKTUBHO yBennueHme 0o3bl Ao 600 Mr 3 pas B cyTku;  — npu

BbIAB/IEHUU NEHULNITTINH-PE3UCTEHTHBIX S. pneumoniae uenecooﬁpasHo Ha3HayaTb B [j03€ = 4rB CYTKK;

#iH

— NP TAMKESbIX MHPEKLMAX LienecoobpasHo paccMoTpeTh

yBenuueHre cyTouHoi [o3bl [0 2 1 (1 Kakable 12 u); ~ — npy TAxenbIX MHOEKLMAX, BbI3BAHHBIX MOMIMPE3UCTEHTHBIMM FPaMOTPULATENbHBIMU BO3bYAUTENAMM Lieneco-
06pa3Ho yBennyeHue 103kl B 2 pasa; | — npenapar BloueH B [epeyeHb MuU3HEHHO HeOBX0AMMbIX M BaxHEMLLINX NeKapCTBeHHbIX npenapatos (Pacriopswenue Mpasu-

Tensctea PO ot 12.10.19 N 2406-p B peq. ot 23.12.21 Ne 3781-p); 't — npumenenme off-label, BHe 3aperncTpUpOBaHHLIX B MHCTPYKLMM NIEKapCTBEHHOMO CPe/CTBa NoKa-
3aHMWI, OCYLLLECTBAAETCA MO PeLUeHMI0 BpauebHOM KOMUCCUU, C paspeLLeHIs JIOKabHOTO 3TUYECKOT0 KOMUTETa MeAULIMHCKOW OpraH13aLmu (Mpy Hanuumum), ¢ ycnoBueM

noanucaHHoro VIHd)OpMMPOBaHHOFD cormacuma po,umeneﬁ (3aKoHHOr0 I'IpeﬂCTaBVITeHH) W nalueHTa B BO3pacTe CTapLle 15 ner.
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C TIOCJICIYIOIINUM TIPUMEHEHNEM MHTAISIIIMOHHOTO AB
(TOOpaMUITH WM KOJHMCTAMETAT HATPHUsI) B TCUCHUE
4—12 Henm. cOOTBETCTBEHHO. BHYTpUBEeHHAsT aHTUMMU -
KpOOHasI Tepariisl MOXET HOCUTh IIJIAaHOBBIN XapakTep
(1 pa3 B 2—3—6 Mec.) IpK1 XPOHUYECKON CUHETHONHOMI
uHpekuuu. Teparust MHrAISIHAOHHBIM TOOPaMULIMHOM
IV KOJIMCTEMETaTOM HATPHSI WJIU X COYCTAHNEM HOCUT
TIOCTOSTHHBIN KPYTJIOTOIWYIHBII XapaKTep.

I1pu mepBuyHOM BbISIBIICHUM Burkholderia cepacia
complex 1 MRSA spanukaiiyio mpoBOAST MPY HATMIYNHT
CHMIITOMOB ¥ YXyIIIICHUY TeYeHMS 3a001eBaHUsI. BhI-
60p ABT cOOTBETCTBYET pexXumam, IPUMEHSIFOLLIUMCS
IUIST IeYeHUST 00OCTPEHMIA, BI3BAHHBIX TAaHHBIMU BO3-
oynutensimu [71].

n poTuBoBOCMaNUTesibHaA Tepanua

ITpuMeHeHNEe CUCTEMHOMN WJIM MHTAISIIIMOHHON Te-
panuu riIoKOKOPTUKOCTepouaaMy y mauueHToB ¢ TTL
C TIPOTHUBOBOCTIATUTEILHOM 1IeJIbI0 HE PEKOMEHIOBAaHO
BBMIIY OTCYTCTBUS 2P (PeKTUBHOCTH [74].

PexoMmeHmoBaHO Ha3HAYCHNE MaKPOJIUIOB ITallM-
€HTaM C YaCTBIMU OOOCTPCHUSIMH B Ka4eCTBE MPOTHU-
BOBOCITAJINTEIBHBIX JICKAPCTBEHHBIX CPEACTB C 1IECJbIO
3aMeUICHUS TIPOTPECCUPOBAHNS CHIDKCHUSI JISTOYHOMN
dyHKIIMM [74—78]: a3UTPOMUILIMH B 1O3UPOBKE 250 MT
(matrmeHTam ¢ BecoM < 40 kr) m 500 Mr (TTarmeHTaM
¢ BecoM > 40 Kr) 4yepe3 2 THS HA TPETUIL MEXIy TTPU-
eMamu uIny. JUIMTeTbHOCTh Tepaluy MHAUBUAYaIbHA
Y KaxX1oro 00JIbHOTO.

D deKTMBHOCTD IINTETBHOTO MPUMEHEHMST MAKPO-
JIUIOB ITPOIEMOHCTPUPOBAHA Y JIUI C MyKOBUCIIIO030M
1 OpOHXO3KTa3aMU, HE CBSI3aHHBIMU C MYKOBMCIIMIIO-
30oM. [1pu [T/ Takue naHHbIE OCTAIOTCSI HEMHOIOUMC-
JIeHHBIMU. [1py IpUHATUY pelIeHNs B ITOJIb3y Ha3HA-
YeHUs a3UTPOMUIIMHA HEOOXOINMO B3BECUTh PUCK HE-
JKeJIaTeJIbHBIX JIEKapCTBEHHBIX PEAKIIN, B T.4. KApAHO-
TOKCUIHOCTHU, CEJICKIINIO AaHTUOMOTUKOPE3UCTEHTHOCTHI
cpenu pecIMpaTOPHBIX MATOTEHOB M HETYOEPKYJIE3HBIX
mukobakrepuit (HTMB). Jlo Hauana Tepanum Makpo-
JIMIAMHU HEOOXOIUMO IIPOBECTH CKPMHUHT Ha HAaJTU4Ine
HTMBb u perucrpanmio 3JeKTpoKapaAnOTpaMMbl IJIsI
HUCKIIIOUYeHUS yumnHeHs mHTepBaia QT. Y mammenToB
clIeyeT OIEHUTh Ha PUCK ymInHeHus nHTepBana QT
(HampumMep, ceMeiHbBII aHAMHEe3, IPYyTye JIeKapcTBa).
ITo cpaBHeHUIO ¢ TIa1Ie00, MIUTEIHFHOE TPUMEHCHNE
MaKpOJIMIOB JOCTOBEPHO CHIDKACT YaCTOTY OOOCTPEHUIA,
COoKpalmaeT nepuon Mexmy HuMmu. Hambonee acpdek-

TUBHBIM T1OKa3aJjl ce0st A3UTPOMUIINH. OnTtuManbHas
IpOaOJLKUTEIIBHOCTD TEPAIIN HEU3BECTHA, YEPE3 6 mec.
L[CJIGCOO6p&3Ha IIOBTOpHAaA OLICHKA.

OpraHusauus okasaHuUsa MeaULUHCKON NoMoLLu

I1Tpy okazaHUKM MEAULIMHCKON MTOMOIIM MallMeHTaM
¢ [1L/1 HeoO6xoaMMO UCITOIb30BaTh MYIbTUANCLIUILIN-
HapHBIN TOIXOM, YTO OOYCIIOBIIEHO KaK TSKECThIO CO-
CTOSTHMSI, TaK Y TIOPaXKeHUEM Pa3TMIHBIX OPTaHOB U CH-
creM. Benenue namuenToB ¢ I11JI npenmoyrurenbHo
IIPOBOIUTH B CIICHIMAIM3UPOBAHHBIX IIeHTpax. CreayeT
HCIIOJIH30BaTh CTAIIMOHAPO3aMEIAIONINE TEXHOTOT M.

JluHamuyeckoe HaOIOAeHUEe B aMOYyJIaTOPHO-TIO-
JIMKJIMHUIECKUX YCIOBUSIX IIPU OKAa3aHUU TIEPBUIHOM
MEINKO-CaHUTAPHOI MTOMOIIIM OCYIIECTBIISICT yJIacT-
KOBBII Bpad WX BPa4-IyJIbMOHOJIOT, KOTOPBIE ITPOIUTA
COOTBETCTBYIOIINI TeMaTUUECKHI KypC B paMKax Ipo-
rpaMM HEIPEePHIBHOTO MEIMIIMHCKOIO 00pa30BaHMSI,
a TaKKe MMEIOT ONBIT BEACHUS MAIlMeHTOB C MTaHHOM
HO30JIOTHEH; KOHCYIbTAIIUK CIICIINAIUCTOB — IO T10-
Ka3aHUSIM C 9aCTOTOM, OMPEAeIsIeMON TSKECThIO CO-
CTOSTHUS TAIIMEeHTa M UMCIOIIMMUCS OCIOXKHEHUSIMU
0os1e3HM. BriepBbie mMarHOCTUPOBAHHBIC ITAITMCHTHI WIIK
TTALIMEHTHI C TSLKETBIMU (hOpMaMM 3a00JIeBAaHUST TOJIKHBI
HaOmogaThed vaie (exxeMecsuHo wim 1 pa3 B 3 Mec.),
MALMEHTHI C JETKUM WM aTUMUYHBIM TeueHuem TTLT
MOTYT HabJogaThes pexe (Kaxmbie 6—12 mec.).

lNocnuranu3anus MPOBOAUTCS 1O TOKAa3aHUSIM
B KPYTJIOCYTOUHBIN cTallMOHap (B ITyJIbMOHOJIOTHYE-
cKoe, MH(GEKIIMOHHOE MU MHOE OTACJICHHE, B IIITATE
KOTOPOTO €CTh CTICIINATINCTHI, MMEIOIINE OIIBIT BEICHUS
MMaIMeHTOB ¢ JaHHOI Ho3oorueii). [lanmenTa rocmm-
TaJU3UPYIOT B TajaTy C YIETOM MOATBEPKICHHOTO pa-
Hee MUKPOOMOIOTUIECKOTO Teii3axka (0COOCHHO IS
P, aeruginosa, B. cepacia complex, MRSA, Achromobacter
Spp., HETyOePKYIe3HBIX MUKOOAKTEPUIA, XpOHUICCKUIA
acIeprumie3a), Ipu BO3MOXKHOCTH — MHAWBUIYaTbHBIN
00Kc. B 3aBUCHMMOCTHU OT COCTOSTHUS TTallEHTa CPOK
TOCTIMTAIM3AIIMI MOXET COCTaBUTh OT 4 10 21 mHS.

Ucxoabl M nporHos

OmnpenensOMUMA GaKTOpPaMU SIBISIOTCS CBOE-
BpPEMEHHOE YCTaHOBJICHME NMAarHo3a M aJcKBaTHAas
Tepanus. [IporHO3 3aBUCHUT OT 0ObeMa U XapakKTepa
TTOPaKCHUS JITKUX M Y OOJIBIIMHCTBA TTAIIMeHTOB TIPHU
MIPaBWJILHOM CUCTEMAaTHICCKOM JICUCHUN U PETYIISIp-
HOM TIPOBEICHUM PEAOUIUTAIIMOHHBIX MEPOTIPUSITUIA

Tabnuua 6. nan gucnaHcepHoro HabniofeHUs NALUEHTOB C NEPBUYHON LIMAIMapHOW AUCKUHE3Mel

MnaHoBbIW BUUT .
MnaHoBbIA BU3UT
Mpu nep- | (kampbie 3 Mec.
(kamkable 6 Mec. Mo no-
BUYHOM NpY HaNU4um Exe- Kampabie
Bug obcnenosanus NpU OTCYTCTBUM KasaHu-
obpaie- 6poHXx03KTa30B rogHo 2 roga
. 6poHX03KTa30B M
HUK U AbIXaTeNIbHON
n OH)
HeA,0CTaTO4HOCTH)
Becepa c nauueHToM (anobbl, aHamHe3) + + + - - -
AHTPOMOMETPUSA C OLLEHKOW MO NPOLEHTUNBHBIM pA- . . .
[laM ¥ AWHaMUKOW
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Ta6nuua 6. OkoHuaHKe

MnaHoBbIW BUUT

MnaHoBbI# BUSUT

HUe [aHHbIX NalneHTa B peructp

Mpu nep- | (kampbie 3 Mec.
pu nep . (kampble 6 Mec. Mo no-
BUYHOM NpU HaNM4um Exe- | Kaxpble
Bup ob6cnepnoBaHun NPy OTCYTCTBUU Ka3aHu-
obpaue- 6poHX03KTa30B rofiHoO 2 roga
. 6poHX03KTa30B M
HUM M AbixaTesibHOM u [IH)
HeJl0CTaToO4HOCTH)
Knunnyeckui ocmotp + + + - - -
CnvpomeTpua (MccnefoBaH e HECPOBOLMPOBaH- N . .
HbIX [blXaTesbHbIX 06bEMOB 1 NOTOKOB)*
CnvpoMeTpuA ¢ npoboii ¢ 6poHXONUTUKOM (Mccne-
[0BaHWe JbixaTeNlbHbIX 06-EMOB C NPUMEHEHUEM + - - - - +
NeKapCTBEHHbIX Npenapatos)”
bogunnetmuamorpagua® + - - + - +
MynbcokcumeTpua + + + - - -
0611 aHanM3 KpoBm + + + - - -
BroxmMmdecknin aHanms Kposu™® + - + + - -
MwWKpo6Konor1ieckUin aHanu3 MoKpoTbI + + + - - +
BbifiBneHue HeTy6epKyne3HbIx MUKobaKTepui - - - - + -
WccnenoBaHue ypoBHs 06Luero MMMyHornobynuHa E - - - - - +
JIneKTpoKapamnorpadus + - - + +
3JxoKapamnorpapua + - - + - -
PeHTreHorpadua opraHoB rpy[HON KNETKM + - - + - +
KomnbtoTepHas ToMorpaduma opraHoB rpyaHoi Knet- . .
KM (nerkux)
KomnblotepHasa ToMorpadus nasyx Hoca (c 5 ner)* + - - + - +
KoHcynbraums Bpada-0TopuHonapuHronora + - - 4H - -
JHA0CKONMA HOCOMOTKM + - - +7F - +
ToHanbHasA noporosas ayauoMeTpus™ + - - A - +
KoHcynbraumsa MeguumMHCKoro ncuxonora - - - + - +
KoHTponb HaBbIKOB KMHE3UTEPANUM U UCMONb30Ba- . .
HWA JbIXaTeNbHbIX TPEHaXKEePOB W Np1bopoB
KoHcynbraums Bpaua-xupypra (Bpaya — A€TCKOro
XMpypra), CneuyanmsvpyLLerocs B TpaHCMIaHTo- - - - - - +
noruu
KoHcynbrauma Bpaya-Kapamonora (Bpaya — [eTCKoro . . .
Kapauonora)
KoHcynbraums Bpada-yponora (Bpaya — yponora- .
aHaponora)
KoHcynbrauma Bpaya — aKyLuepa-rvHeKonora +(onAa
WEHLLMH)

PexomeHpaLmu no nekapcTBeHHOMY 0becrneyeHuio,
BHECEHWEe U3MEHEHWA B 3afBKY M0 JIEKapCTBEHHOMY - + - - - -
obecreyeHuio
lonoBoi anuKpU3 (BbINUCKa AN MeAUKO-coLManb-
HOM 3KCMEPTM3bI) C PEKOMEHAALMAMU 1 NaHOM - - - + - -
HabnioneHus Ha rog
MonnucaHue MHOOPMMPOBaAHHOIO COrMacKA U BHece- N

nPMMe‘-IaHME: * — B OTAENbHbIX BO3PaCTHbIX rpynnax ¢ y4eToM BO3pacTa; e MpWY HaNMYUKU NOIUCUHYCUTA X NONIMNOB HOCA — Yalle.
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OTHOCUTEJIBHO OJ1TaronpusATHbINA. O00CTpEeHUSI XPOHU -
YeCKOTO BOCMAIUTEIBHOTO IIpoIiecca B JIETKUX M OKO-
JIOHOCOBBIX T1a3yXaX MOTYT CYLIECTBEHHO CHUXATh Ka-
YeCTBO XM3HM MaIlUeHTOB. 171 B3pOCIIBIX AIIMCHTOB
MY>KCKOTO TI0JIa XapaKTepHBI TIePBUIHOE OECIIOnNe
VI CHUXKeHHAass PepTUIBHOCTh BCICICTBUEC OTCYT-
CTBMSI WJIM HEIOCTATOYHOTO KotnuecTBa (%) MOABUK-
HbIX ciepMaTo3ounoB. XKeHiuusl ¢ [TLLJ] moryt umetb
HOPMAaJIbHYIO (DepTUIIHLHOCTD, OMHAKO B HEKOTOPBIX CITY-
Yasgx CIIOCOOHOCTH K PEIPONYKIINY CHIDKEHA, IIPU 3TOM
BEPOSITHOCTh Pa3BUTHUSI BHEMATOYHOI OEpeMEHHOCTH
0oJiee BBICOKA, IO CPABHEHUIO CO CPSTHUMU 3HAYCHU -
MU B ionyagnuu [27].
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