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ITATOMOP®O03 MEPUATEJIBHOT'O SIIMTEJIUA PECIIMPATOPHOI'O TPAKTA
Y IETEM C 3BABOJIEBAHUSIMU BEPXHUX U HUKHUX IBIXATEJBHBIX ITYTEM:
VIABTPACTPYKTYPHBIVM U HAHOCKOIIUYECKHUM AHAJIN3

AnHoTanus. OxapakTepu3oBaH HUTOMOP(HOIOrHYecKuii mMpoduiab COCKOOHOTO AMUTETUS HOCOBOH MOJIOCTH U B psijie
ciryuaes (26,19 %) 6uontaToB Tpaxen U OPOHXOB y AETEHl C OCTPBIMHU U XPOHUYIECKUMH 3a001€BaHUSIMU bIXaTEIbHON CHCTEMBI.
KoHncTatupoBaHo mepepacnpesielieHle PeCHUTUAThIX SMUTENHOIUTOB HOCOBOH MOJOCTH B MOJIb3Y CIH3b-CEKPETUPYIOIUX
(60oKaOBHIHBIX) KJIETOK (IPYIIa OCTPBIX PECIUPATOPHBIX MHPEKIH — cooTHOIeHHe 2,3:1; TpyIina XpOHUYECKHUX 3adoJe-
BaHuit nerkux (X3J1)) — 1:2,4 npu HOpMAJILHBIX 3HAUSHHSIX JaHHBIX roka3arernei 5:1. YV 28 (64,29 %) nanueHToB BhISIBIICHA
MeTaras3us CIU3UCToN Ha (hoHe JIOKaIbHOM JeiikoruTapHoi nHGuiIbTpannuu. C NCIoIb30BaHNEM aTOMHO-CHIIOBOH MHKPO-
CKOITMY OIHCAaH IMaToMop}o3 MUTOIIa3MaTHIeCKOH MeMOpaHbl PECHUTUYATHIX MHUTEIHONUTOB, XapaKTePHU3YIOIHUICS n3Me-
HEHHEM MapaMETPOB TEKCTYPUPOBAHHOCTH (R , R , R, R, R )ucpenneit BomauctocTr (W) NX MOBEPXHOCTH B TPYTIIE
X3 (R, — 34,94 £ 7,8 am; Rq —4126+7,5 R~ 225 55+44,43; R —1,2; W —43,23 £ 12,4 HM) 10 CPaBHEHHIO C KOHTPOIIEM
(R, — 722 + 1,94 um; Rq - 11,43 £ 1,83; R — 111,83 £ 29,26; R, — 0,33; W — 83,81 & 29,55 um). BoIsBICHBI OTKIOHEHUS
B MUKporeoMeTpun (pakTopa GOpMbI pECHUYCK, CBA3aHHBIC ¢ POPMHUPOBAHIEM aHOMAJIBHO JIUHHBIX mni (10—12 MrMm),
ymensienueM (0,095-0,15 mxm) n/unu yronmenuem (0,3—0,4 MKM) X quamMeTpa, a Tak)Ke IIPOCTPAHCTBEHHAs 1€30pHUEHTa-
IUSI TIO TUITY «IITOMOPONOA00HOT0 NepekpydrBanus». Ha ocHOBaHUH 371€KTPOHHOMUKPOCKOITMYECKOTO aHalN3a y AByX Ma-
IIMEHTOB MJCHTU(HMIMPOBAHA MATOJOTUsI HAPYKHBIX THHEHHOBBIX PYUYeK, YTO MO3BOJHUIIO YCTAHOBUTH HAJHUUE HACIEM-
CTBEHHO 00YCIIOBJICHHOI aHOMaJIMK aKCOHEMBI PECHHYEK.

KiroueBble cjioBa: aTOMHO-CHIIOBasi MUKPOCKOIIHS, TATOMOP(03 MEpIATEILHOTO dINUTEINS, MIINApHas JUCKUHE3H S,
YIBTPACTPYKTYPHBIN aHAIIN3

Jas nurupoBanust: [TatroMopdo3 MepraTenbHOr0 SIHUTENNS PECITHPATOPHOIO TPAKTa y JeTel ¢ 3a00IeBaHUSIMI BEPXHUX
U HIDKHHX JBIXaTeIbHBIX Iy Tel: YIBTPacTPyKTYPHBIH 1 HaHOCKOouUecknii ananu3 / A. H. Acramonok [u np.] / Bec. Ham. axan,.
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CILIATED COLUMNAR EPITHELIUM PATHOMORPHOSIS IN CHILDREN WITH UPPER
AND LOWER RESPIRATORY INFECTIONS: ULTRASTRUCTURAL AND NANOSCOPIC ANALYSIS

Abstract. The cytomorphological profile of nasal epithelium in children with acute and chronic respiratory disorders
was characterized. The redistribution of nasal ciliary epithelial cells in favor of the mucus-secreting (goblet) cells was observed
(group with acute respiratory infection — ratio 2.3:1; group with chronic lung disease — 1:2.4) with normal values of these indicators
5:1 (control group). The mucosal metaplasia, against a background of local leukocyte infiltration, was detected among
28 patients (64.29 %). Using atomic force microscopy, the pathomorphosis of the cytoplasmic membrane ciliated epithelium
was described, which characterized by the changes in roughness parameters (R , R , R ,, R ., R ) and waviness (/) in group
with chronic lung disease (R, —34.94 + 7.8 nm, R, -4126+75,R  —22555+4443, R —1,2, W —43.23 + 12.4 nm) compared
with control group (R, — 722+ 1.94 nm, R — 11.43 = 1. 83, R —111.83+29.26, R, 0 33, W — 83.81 + 29.55 nm). Several
deviations in microgeometry of the cilia form factor were revealed which ass001ated with formation of abnormally long
cilia (10-12 pm), decreasing (0.095—0.15 um) and/or a thickening (0.3—0.4 um) of their diameter, as well as spatial disorientation
like the “corkscrew twisting”. Based on the electron microscopic analysis, anomalies in external dynein arms of the cilia axoneme
were revealed, which made it possible to confirmed in two patients the hereditary respiratory pathology.
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Brenenne. MepriarenbHbiii (IMIHAPHBIN) SMUATEIHNA MPEACTABIACT COOOH OHO- UITH MHOTOPSTHBIH
IJacT CTON0YATHIX U KYOOBHAHBIX KJIETOK, MMEIOLUIMX Ha alMKaJbHOH MOBEPXHOCTH BOJIOCKOBUIHBIC
OTPOCTKH (PECHUYKH), CITOCOOHBIC K OnerHuto [1]. [lunnapasrii snutennii (L[D) causucTeix pecrimparop-
HOT'O TpakTa sIBJsieTcs Haubojee BayKHbBIM 3aIIUTHBIM OapbepoM, MPEMATCTBYIOIUM HOMaAaHUI0 B MAKPO-
OpraHy3M TaKUX BHEIIHUX (PaKTOPOB, KAK BUPYCHBIE U OaKTepHaJIbHbIE ar€HThI, aJIePreHbl, TOKCHIECKUE
BEIIECTBA, bLJIb U APYyTrUe HHOPOAHBIE YacTULbI [1]. B 3aBUCHMOCTH OT aHATOMUYECKOT'O pacooxKe-
HUS pa3ianvaroT 4 KiodeBblX muTotuma [[9: 1 — pecHuTuaTeie snutenuonutsl (PJ); 2 — He pecHuTUa-
TBHIC YMUTETHONUTHL; 3 — OokanoBuaHbie kKieTkH (bK); 4 — BcTaBouHbIe (0a3anpHbIC) KISTKH [1].

PO — nambonee MHOroYMcIeHHbIN BbICOKOAN(GEPEeHINPOBAHHBIN THIT KIJIETOK, KOTOPBIE B HOpME
cocraBisioT oT 50 1o 80 % Bcex anemenTtoB LD [1, 2]. OHM UMeEIOT MOTUTOHATBEHYIO GOpPMY, HEHTPAITH-
HOE SIAPO U PACHIMPEHHYIO allMKAJIBHYIO YacTh, HA KOTOpOH pacnosaraercs nmy4dok u3 200-300 pecHu-
YeK, KOTOPBIE BOJTHOOOPAa3HO KOJEOIIOTCS C MOCTOsTHHOM yacTtoToit 8—20 I'rt [1, 2]. BK cocTaBmsioT BTO-
poti o 3HaYuMocTH HuTOoTUN LID ¢ XapakTepHoit Mopdoiorueii B Buae «kyoka». Ha nx moepxHocTu
XOPOLLIO 3aMETHbI MUKPOBOPCUHKH, OKPYIJIOE PO, CMEIICHHOE Ha HMKHIOIO YacTb COMBI, & TaKKe
HeOOJIBIIIOE OTBEPCTHE (CTOMAY), M3 KOTOPOTO IPaHy bl MyLIMHA U JPyTHE BEleCTBa (HalpuMep, TIHKO-
IIPOTEUHBI) CEKPETUPYIOTCS OCPEICTBOM IK30LIMTO3a BO BHEKJIETOUHOE IpocTpaHcTBo [3]. Haxonsce
BO BHEKJIETOYHOM cpejie, MyLIMH, CMEIINBAasICh C BOJOM, MPEBpAIlaeTcs B CIM3b, KOTOpas BMECTE C MPo-
OyKTaMy MeTa0o0IM3Ma, KOPIYCKYJISIPHBIMU YaCTULAMHU U AP. YAAIAETCSA U3 KIETKH PUTMHUYECKUMHU JBH-
KEHUSMHU pecHu4eK snutennounTos [3]. B Hopme cootnomenune PO k BK we npessimaer 4:1 uinu 5:1 [4, 5).
B MeXKIIeTOYHOM MPOCTPAHCTBE NMPH HOPMAJBHBIX YCIOBUSX TaK)Ke OOHApyKMBAIOTCS €IWHUYHBIC
JICUKOLIUTHI B BUJE TUM(POUAHBIX KJIETOK U HEHTPO(DHUIIOB.

[TaToMexaHU3MBI, JIe)KAIIHEe B OCHOBE BOCTIAJIMTEIBHBIX 3a00I€BaHN ABIXaTENbHBIX My TeH, CBsI3a-
HBI TJIaBHBIM 00pa30M C HAPYLICHUSAMM CTPYKTYPbl U (YHKLUU PECHUYEK, a TAaK)KE MYKOLUIHMAPHOTO
TPaHCIOPTa, YTO MPUBOAMUT K HEAOCTATOUHOMY (DYHKIIMOHHUPOBAHHUIO OapPbEePHOH, MMM YHOJIOTHYECKOM
Y OYHCTHUTENHHOU (PYHKIIUH pecmpaTOpHOTro TpakTa [6]. DTo 00yCIOBIMBAET OCETaHNE UYKEPOTHBIX
YaCTHIL UITH MTATOTCHHBIX MHUKPOOPTaHU3MOB Ha CIIM3UCTBIX 000J0YKaX, OJOKHUPOBAHUE X BHIBEICHHUSI
BMECTE CO CJIM3bIO U, KaK CICICTBHE, K N3MEHEHUIO KOMYecTBEHHOro cooTHomenus PO u BK, a Taxxe
K TUTIEPIUIa3uH WK MeTaIia3nu KieTok L3.

@DakTopbl, KOTOPBIC BIUSIOT HA IATOTCHE3 PECTUPATOPHBIX 3a00JI€BaHMii, MHOrooOpa3Hbl. Cpenu HuX
CYILECTBEHHOE 3HAUYEHUE UMEIOT, C OAHOM CTOPOHBI, BPOXKICHHBIE (HACJIEACTBEHHBIE) aHOMAJIUH, a C APYTOH —
Hapy1eHus rymopaiibHoro (T- u B-ki1eTouHblit 0TBET) W/MiH KIETOUHBIX 3BEHBEB ((paronnTsl, Makpoarm)
HMMYHHUTETA, BOSHUKAIOIIUX B aHTCHATAJIbHOM WJIM HEOHaTanbHOM nepuoge [7]. CienyeTr yuuThIBaTh
TOT (paKT, YTO HACIIEACTBCHHBIH KOMIIOHEHT pacCMaTpUBAETCs KaK OJUH HanOojee BaKHEWIITNX 3BEHBEB,
BIMSIOLINX Ha YaCTYIO CKJIOHHOCTh K PECIUPATOPHBIM 3a00JI€BAHUSIM U PA3BUTHIO OCIOKHEHUH.

Bonbioe BHUMaHUe YAENSETCS POJIM SMUTENHSI B TATOreHE3e 3a00JIeBaHUH JIIXaTeITbHON CHCTEMBI.
Crenyer OTMETHTb, UTO (PyHKIHMOHAJIBHBIC U MOpdosornueckue u3mMeneHus L[ Bo3HUKAIOT ropasno
paHbIle KIMHUYECKUX MPOSBICHUNA. DTH HApyIIEHNU MOXHO 00Jie€ TOYHO BBISIBIISTE C UCIIONB30BAaHUEM
METOOB BBICOKOpa3pEIIAIOIIEeH MUKPOCKOITMH, TAKKX KakK 3JeKTpoHHas (OM) 1 aTOMHO-CHUJIOBast MUKPO-
ckorug (ACM). OM mo3BoJIsIeT HEe TOJNBKO JIeTaTN3UPOBATh TOHKHE Ae(DEKTHI B OPraHM3allny PECHUTYA-
TOTO ammapara KJIEeTOK, HO U OLIeHUBaTh MOPPO(YHKIMOHATBHOE COCTOSIHUE APYTHUX KJIETOYHBIX dIie-
MEHTOB IIPY Pa3JIMIHBIX MTATOJIOTHSAX pecrupaTopHOro Tpakrta [8]. [Ipu mepBUYIHON MUITHAPHON TUCKU-
nesuu (111 /1) Haubonee yacTo BcTpevaroTes 1eeKThl HApyKHBIX THHEHMHOBBIX pyudek (H/P) (26—59 %)
1 KOMOMHUPOBaHHbIE 3MeHeHus (6—39 %), cBs3aHHbIE OHOBpeMeHHO ¢ aHoMainsaMu HJIP u BHyTpen-
HUX TUHEHMHOBHIX pydek (BJIP), Tpanciokarueil meHTpaabHON apbl MUKPOTPYyOOUCK, HAPYIIICHUEM pa-
JUATBHBIX CIUI] aKCOHEMBI [9]. ACM sBIISETCS MOIIHBIM HHCTPYMEHTOM JJIsl HAOMIOJCHUS CTPYKTYPHO-
(YHKIIMOHAIBHBIX CBOWCTB MOBEPXHOCTH (TOHOrpadusi, IMEpOXOBATOCTh, JKECTKOCTh U YIPYTOCTh
LUTOIUIa3MaTHYECKOH MeMOpaHBbl), KapTorpadupoBaHus IPOCTPAHCTBEHHOTO pacipeaeieHus u (PHU3HKO-
XUMUYECKUX CBOWCTB OTAEIBHBIX MOJIEKYJ, KapTUPOBAHUS MOJICKYJISPHON OpTraHHU3aIuy KIETOYHBIX
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MeMOpaH MK OTIENbHBIX OEIKOBBIX TOMEHOB B ee coctase [10]. Tem He MeHee, B JOCTYIHOM uTEpary-
pe HeT cBelleHH 0 coueTaHHOM npuMeHeHnr ACM u OM nis aHanu3a CTpyKTypHO-(yHKIHOHATBHBIX
n3MeHeHu# ki1eTok LD mpu 3a0o1eBaHuAX pecIMpaTOPHOTO TPAKTA.

Ilems paboOTBEI — OXapaKTEPH30BATh MUTOMOP(OIOTHIESCKUN COCTAB CITU3UCTONH HOCOBOU ITOJIOCTH
U B psizie cilydaeB OMONTATOB TPaxenu U OPOHXOB, a TAKI)KE BBIABUTH HAHO- U YJIBTPACTPYKTYpPHbIC Map-
KepbI MaToMop(03a PEeCHUTYATHIX SMUTEIHUOIUTOB y JIETel C OCTPHIMH U XPOHHUYECKUMU 3a00JIeBaHM -
MU JIBIXaTEeIbHON CHCTEMBI.

MatepuaJbl 1 MeTOAbI HcclenoBanusi. O6cnenoBano 50 nereit B Bozpacte ot 4 jio 17 net, rocnuTa-
JM3UPOBAHHBIX B Y3 «3-s TOpOACKas JeTCKas KIMHIYecKas OoiIbpHUIa» T. MuHCKa: 24 peOeHKa C OCTPhIM
U peIHIUBUPYOLIUM OpoHXUTOM, THeBMOHUeH (I rpynmna); 7 nereit ¢ Oponxuanbhoii actmoii (11 rpymnma);
11 mu1 ¢ xpoHudyeckumu 3adoneBanusaMu Jierkux (X3J1) — mykoBuctuaosom, I111J1), OporxoskTaTnde-
ckoit 6onesnwto (111 rpynma); 8 mereit ¢ mogo3peHreM Ha WHOPOTHOE TEJNO B OpoHXaxX 0e3 MPHU3HAKOB
pecnupaTtopHoil MHPEKInH (KOHTPOJIbHAS Tpynna). B paboTe ncmonap30Bany oOMEnpUHITHIE METO/HI,
BKJIFOHAIOIIKE cOOp aHAMHECTUYECKUX AAHHBIX, KIMHUKO-UHCTPYMEHTAJIbHbIN (PEHTTeHOrpaMMa opra-
HOB TPYJTHOM KJIETKH), 00111e1ad0opaTopHblii 1 MUKpOOHoIornueckuii ananus. MccnenoBanue o1o0peHo
JIOKAJBbHBIM 3THYeCKUM KomMuteToM Y3 «3-1 ['JIKb r. Munckay. [{1s ydacTusi B UCCICIOBAHUH JETEH
MOJTYUYEHO TOOPOBOIBHOE HHPOPMHUPOBAHHOE COTIIACHE X POTUTEICH.

Bzamue maskos uz Hoco601l noiocmu 018 Yumono2uyecko2o anaausa. Basarue cockoOHOro Matepuaa
OCYILECTBIISUTH 0€3 MPEABAPUTEIBHOIO OUUIIICHHS TAIIIEHTOM BEPXHHX JbIXaTeIbHbIX MyTel. [Iponeny-
pa BKJIIOYAJIA CIIEIYOLIHE ITAIbL: 1) 3apOKUIbIBaHIE TOJIOBBI MAlMeHTa nox yrioM 90°; 2) BBeneHue B Io-
JIOCTh HOCA CTEPUIIBHON U TOIOTHYECKOH meTKH (30H1a «FOHOHa») Ha paccrostHIE 1,5-2 cM; 3) MsATKOe
MIPOKPYYHBAHNE IIUTOMIECTKONH HOCOBOTO Xona (He MeHee 3 pa3 10 JacOBOW CTpenike); 4) HaHECCHHUE
U paBHOMEPHOE paclipeiesieHre OnomaTepuasa Iy TeM [IPOKaThIBaHUS 110 00€3KUPEHHOMY IIPEAMETHO-
MY /MY TIOKPOBHOMY CTEKITy; 5) BBICYIIMBaHHE IpernapaTa B TedeHue 5—10 MUH ¢ mocnenyromniei ero
¢dukcanmeit 96 %-HBIM STHIIOBBIM CIUPTOM B T€UCHHE 5 MUH. BhICylIeHHBIE Ma3KU-OTIEYATKH OKpa-
muBanu 1no merony Pomanosckoro—I'mmsa. Ha nurorpammax onpezneisiid BeChb KJIETOYHBIM COCTaB
CIIM3HUCTON, KOTOPBIH OLIEHWBANHN CICAYIOIINM 00pa3oM: HOpMa, BOCIAJICHHE, aTpOUUIECKUEe U3MEHe-
HUS ¥ aJJIEPTUYECKUE MTPOLECCHI.

Memoouxa e3amus 6uonmamos uz mpaxeu u/unu oponxos. B padote ucnons3oBaiy anmnapar s To-
koit Oporxockonnu KarlStorz—Endoskope ¢ pabouanm xananom 2,0 mm. [ponenypy B3sTHSA MaTepraa
OCYIIECTBIISIIM B CTEPUIIBHBIX YCIOBHUSX OINlEpallMOHHOrO 3aia. [lanuenTa, nexariero Ha cruHe, 00e3-
0onMBaMM ¢ MOMOINBIO O0IEelH aHecTe3nn. 3aTeM OPOHXOCKOI BBOIMIIN 4Yepe3 HMKHUN HOCOBOW XOJ
B HIDKHIOIO HOCOBYIO PaKOBHHY, Jiajiee — B TOPTaHb JI0 TPaxew W/WIIH TiaBHOTO Oponxa. J[is B3sTHs
OHONCHITHOrO MaTepHalia HCIoNb30BAJIN IUMIBI padMepoM 1,2—1,8 MM, KOTOpbIe OABOAMIM TIEpIICH-
JUKYJSIPHO K MECTY B3SITHsI, OTKPBIBAJIN OpaHIl, yIIUPAId B CIM3UCTYIO TPaxeu Ui OpoHxa, 3aKpbiBa-
71 OpaHIl, 3aTeM M3BJICKAJIU UMb ¢ (PParMEHTOM OHMOJIOIMUYECKOro MaTepuaia A UCCIeIOBaHUsI.
B3ssitne Onoo0Opas3oB u3 Tpaxeu U/ OpOHXOB, a TAK)Ke AAJbHEWIINI UX aHAJU3 C UCIIOJIb30BAHUEM
ACM u OM npoBoaunu Tojbko y nanuenTos 11 rpynmnsl.

Amomno-cunosas muxpockonus. B paboTe ucnonap3oBaian KoHTakTHEIE KaHTHIeBepsl CSC38/AIBS
(xoucTanTa xectrkocTH — 0,03—0,09 H/M, pesonancHas gactora — 632 k1) U TEHMUHTOBBIE MUKPO30H-
11 NSC15/A1 BS (koHcTanTa skecTrocTH — 3—48 H/M, pesonancHas gactora — 60—330 kI'm). Tomorpadmde-
CKHUE U300payKeHUSI KIICTOUHBIX AeMeHTOB L1 nomnyyasu Ha Mukpockorie Nanoscope [11d MultiMode (Bruker,
CIIIA), o6opynoBanHOM J-ckanepom. Beero mpoananusupoBano 803 u300pakeHUs pECHUTUATOrO SITUTE-
THS1, U3 KOTOPBIX 594 MukpodoTorpadu COOTBETCTBOBAIM SMUTEINIO HOCOBOU monocTH (rpymims [-111),
a 209 canmMkoB — cnmzuctoi Tpaxeu (rpynmna I1I). O6paboTky doTtorpaduii, a Takke OLEeHKY 0a30BBIX Ta-
PaMETPOB TEKCTYPHPOBAHHOCTH (LIEPOXOBATOCTH) (R , R,R,, R ), cpenneit Bomnuctocty (W), MUKpo-
npoduiieii ceueHus (TOMONOTHH) 0Opasiia MPOBOAMIIM C UCHOIb30BaHueM nporpamm Gwyddion 2.53,
WSxM 5.0 Develop 9.1.

JomorauTensHO 10 pesynbrataM ACM olleHWBaId TOKa3aTeNlb TUCTPOPHUIECKOTO m3MeHeHus PO
1o 4-KpeCcTHOM MiKajie (X — HOpMa; XX — YaCTUYHAs TUCTPOQHS ¢ BOBICUCHHEM sIJIpa UITH [TUTOIIA3MBL;
XXX — 3HAQUUTENbHAsI AUCTPO(DUSI, OXBATHIBAIOIIAS U SAPO, ¥ IUTOIIA3MY; XXXX — IIOJIHOE Pa3pylIeHUE
KJIETOYHBIX CTPYKTYD).
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Onexmponnasn muxpockonust. Jlsi ynbTpacTpyKTypHOTO aHaIHM3a TOJyYeHHbIe OMONTAThl Tpaxeu
u OpoHXOB 00pabaTkIBaIu coriacHo mpoTokory [11]. YiprpaToHkue cpe3sl MOTydalnd Ha yIBTPaMUK-
porome Ultracut E (Reichert Jung, ABcTpus) u uccieqoBairu Ha Mukpockorie JEM-1011 (Jeol, Smonms)
npu yBenndennn 6000200 000. M3 mpuroToBieHHBIX 26 OJOKOB, 3aIMTHIX B CHEIHAIbHBIC CMOJIBL,
Ob110 ToTyuyeHo 660 ynpTpaToHKuX cpe3oB. C ucnonb3oBaHeM HH(POBOK (oTOKaMepbl MUKPOCKOIA
u nporpammbl ITEM 5.0 (Olympus, I'epmanust) npoananu3upoBano 1118 s1ekTpoHHBIX MHKPO(OTO-
rpaduii knetok LD, BKiIrouas ornepeuHbie Cpe3bl PECHUYEK dITUTEITUOIUTOB.

Cmamucmuueckasn oopabomka pezyromamos. CTaTUCTUYECKUI aHAIU3 MPOBOIWIHM B IIpOrpamMmme
Statistica 7.0. HopMansHOCTE pacripesiesieHusl 3HAYCHHI MapaMeTPOB OIIEHUBAIHM C HMCIOJIb30BaHUEM
kputepus Lllamupo—Yunka. Pe3ynsrarsl mpeacTaBieHbl Kak Meauana (Me) 1 HHTepKBap THIIHHBIN pa3-
Max B Buje 25 u 75 mpouentuieit: Me (25 %; 75 %) mubo M (cpennee) = SD (cTanmapTHOE OTKIOHEHUE).
Jl1s cTaTUCTHUYECKOro aHalln3a pPa3andus CYUTAIN CTATUCTUYECKH JOCTOBEPHBIMHU IIPU JOCTUTHYTOM
ypoBHe 3HaunmocTH p < 0,05.

Pe3yabTaThl M UX 00cy:KAeHMe. [Jumonocuyeckutl anaiu3. JJaHHBIA METO UCTIONB30BaIH [T OICH-
KU KJIIOUEBBIX MoKa3arenelt (cootHomenus: PO u bK, Hanuuns mapkepoB BOCMATUTEIBHOTO OTBETA —
JICUKOLIMTOB) M aHAJIN3a CTPYKTYPHO-(YHKIIMOHAIBHOI'O COCTOSIHUS KJICTOYHOTO I1JIACTa CIIU3UCTOM.

HuTomornueckuii mpohuib HOCOBOW TMOJOCTH B KOHTPOJIBHOW TPYTIIe OBLT MPEICTABICH MHOTO-
yucneHHbIMU PO Ha ¢one enmanunbix BK 1 nefikonntos (0—1), 4To CBHAETENBCTBOBAIO 00 OTCYT-
CTBUHU BOCHAJUTENBHBIX PEAKLUH U MATOJIOTMUECKUX U3MeHeHuH. [1nockuil snuTenuii peructpupona-
JU B BUJIE €AWHUYHBIX KJIETOYHBIX JJEMEHTOB B MHUHUMajbHOM KonmdecTBe (0—2 B MONISIX 3peHHS).
JpyTuX [MUTOTUTIOB HE BBISBIICHO.

CogeplieHHO MHas KapTHHA oTMevasach y aeteit rpymni [-111, y KoTopsIx moka3aTrenu HUTOrpaMMBbl
3aBHCENH OT CUMIITOMAaTUKH M TEUEHHUS PECIIMPATOPHOTo 3a00IeBaHusl, HATMYHUS COMYTCTBYIOLIEH ma-
Tonoruu (tadum. 1).

Tab6nunma 1. KoiuyecTBeHHBbIE 3HAYeHUS] Ha30UTOrpaMMmel aetei rpynmn I-111 B cpaBHeHnu ¢ KOHTpoOJIeM

Table 1. Quantitative values of the nasocytograms in children (groups I-III) in comparison with control

Knerounslit cocTaB c1n3nucTOM HOCA 1;5):1;2)1 l";()’i/rin;l)ll FIEZinSH K(E:T:pg)nb
PD, Me (25 %; 75 %) 33[22;38,5] | 13,7[10; 17] | 12 [8; 18] |65,5[57,5; 71,5]
BK, Me (25 %; 75 %) 14 [10; 15] 5,7 [3; 8] 29 [21; 32] 12 [10,5; 12]
CooTtHomrenne PO k BK 2.,3:1 2,7:1 1:2,4 5,4:1
He pecautuatsie kietku, Me (25 %; 75 %) 9 [8; 13,5] 7,7 [5; 8] 9[8; 13] 4,512,5; 6,5]
[Inockwuii (MeTamasupoBaHHbIN) snuTenuid, Me (25 %; 75 %) 2[1; 5] 2,711; 4] 4[3; 8] 010; 1]
Jletikorutel, Me (25 %; 75 %) 2 [0;2,5] 6 [4; 10] 412; 6] 01[0; 1]
OpUTPOIUTHI, a0C. YHUCIIO 0-4 0 0 0

IIpumeuanue. PD-—pecHuruarsie snutennouutsl, bK — 00KkanioBUAHbBIC KISTKH.

[lokasano, yTo y gerelt rpymisl | Habmoaa10Ch YBenueHue konudectBa bK Ha ¢oHe ymMepeHHOro
conepxanus PO. DTy 3HaYeHUs CTATUCTUYECKU OTJIMYATIUCH OT MOKa3aTeiae KOHTPOIbHON I'PYIIIbI, YTO
CBHJIETEIIHCTBOBAJIO O CHUKEHUH dPPEKTUBHOCTH CIIM3UCTO-peCHUTYATOro TpaHcnopra. Y 2 (8,3 %) nereit
9TOH TPYIIIBI B Ma3KaxX JTOMOTHUTEIBHO BEISBISIIINACE dSpUTPounuThl (0—4 B monsax 3penus). x Haauuane
MOKHO OOBSICHUTH TIOBBIIIICHHOW MTPOHUIIAEMOCTHIO COCYIMCTON CTCHKU CITU3UCTOW HOCOBOM IMOJIOCTH,
KOTOpasi, KaK MPaBUJI0, UMEET MECTO MPH MHTOKCHKAIUSAX Pa3IMYHOTO TeHe3a, BKIIoUas OaKTepruaIbHO-
BupycHble nHpekun. B rpymme 11 obutuii KireTouHbIH cocTaB ObLT 3aMeTHO 00€THEH, HECMOTPS Ha Tpe-
oOnaanue B Ma3kax PD. V BceX MalueHToB 3TOH IPyIIIIbl OTMEUaIach eHeTPalysl KJICTOK BOCHIATUTE b
HOT'O psijJia B DIUATENHATBHBIN 1acT. [Ipu 3TOM KOJTHYeCTBO JISHKOITUTOB BaphbUpoBaioch (0T 2 10 20 B mo-
JAX 3peHust). DTO MOATBEPIKIAIIO MPUCOCTUHEHHE aJNIEPTUYECKOT0 KOMIIOHEHTA MPH COITY TCTBYIOIIEH
pecniuparopHoit nndekiuu. B rpymmne [11 kjeTouHbIi cocTaB CIU3UCTOM ObLT 3aMETHO CMEIICH B CTOPOHY
BK, 410 cBUIETETHCTBOBAJIO O 3HAYUTEIBHOM MEepepaclpeeiCHUH MePIATEILHOT0 SIMUTEIUS B IOJIb3Y
CITH3b-CEKPETUPYIONINX KIIETOK U O HAPYUICHUH IPEHAKHON (PYHKITUU CITU3HCTOM.
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V nmanueHToB BCeX I'PYIII CPEIH BCETO MyJja KJIETOYHBIX IEMEHTOB OTMEYAJIOCh Pa3IMYHOE KOJIHU-
gyecTBO (10—15 %) «oroneHHBIX» (T. €. HE UMEIOIINX PECHUYEK) SITUTSIHONUTOB. VI3BECTHO, YTO STMHNY-
HBIEC HE PECHUTYATHIC KJIETKH COCTABIIAIOT HOPMaIbHBIN HUTOTUH L3, HO MOBBIIIEHHE UX KONYECTBA
YKa3blBa€T Ha HApYIICHHE BbIBEECHUs Ha3allbHOroO cekpera [2, 5]. IlpumeuaTenpHo, 4TO yTpaTUBIINE
PECHUYKH 3UTEINOUIHBIE KIETKHU clI0cO0HBI K Tpancauddepenunposke B bK. Yenuuenue uncia no-
CIIETHUX, KaK TPABIJIO, YXYAIIAET pad0Ty MYKOIMINAPHOTO KIUPEHCA U SBISETCS TaTOTHOMOHUYHBIM
MPU3HAKOM, OTPAYKAIOLTUM COCTOSTHUE CIU3UCTOM MPH PECITUPATOPHOM MATOJIOTHH.

Meranna3upoBaHHBIN (TJIOCKUI) SMTUTENNH B BUJIE KJIETOK-YelyeK BbIsIBIICH Y 28 (64,29 %) nmannen-
TOB M3 BCeX aHaIM3UupyeMbIx rpynm. Ognako B rpymnmne I kodu4ecTBO MIOCKNUX SMUTENHOIUTOB 3Ha-
YUTEIBHO NpeBainpoBaio (0T 7 10 20 KIeTOK B moiAx 3peHust). O0pa3oBaHHe 3THX KIJIETOK CBSI3bIBAIOT
C MOBTOPHBIMU pElMINBaMU MH(EKLIUH PECIUPaTOPHOro TPAKTa, a TAKKE C BOZMOKHOM PEpOLyKLUCH
B DIUTENINH CIU3UCTON BUPYCHBIX WIIM OaKTepHaTbHBIX areHToB [12]. MI3BecTHO, 4TO TIOAOOHBIE KJle-
TOYHBIC JIEMEHTHI B AaJIbHEHIIEM CTPaTU(UIUPYIOTCS M OTAEIISAIOTCS OT OOIIEro IIacTa, 4To sSBISETCS
MapKepOM HapyIIeHUsI PETeHEePAIMOHHEBIX MTPOIIECCOB AMUTEINS BO3MYXOHOCHBIX TyTel [12]. JlanHbrit
(EeHOMEH CIY>KHT JIOTMOJHUTENBHBIM (DaKTOPOM, HAJIIMYUE KOTOPOTO YXYAIIAeT adpPOIUHAMHUYECKYIO
U IpeHaXXHYI0 QYHKIIMHA BEPXHUX OTIEIOB PECITUPATOPHOTO TPAKTA.

ACM-ananusz namomopghosa nosepxHocmu Yumoniazmamuieckol Memopansl SNUMeIuoyumos Gepx-
HUX U HUIICHUX ObIXameabHulX nymetl. JJaHHBI METO/ UCIIONB30BAIH JJIsl YCTAHOBJICHUSI BO3MOXKHBIX
IPUYHH MeTaIua3uu KieTok LD, uaenTudukanmm MapkepoB BOCTIATUTEIBHOIO OTBETA, & TAKXKE AJIs BbI-
SBJIEHNs HapyleHnit PO Ha HaHOYpOBHE.

AHaIN3 KOJIMYECTBEHHBIX TIOKa3aTesel Tonorpaguu noBepxHocTH PO HOCOBOH MOJIOCTH y MalUeH-
TOB IOKa3aJl YBEJINYECHHUE 3HAYCHUN MIEPOXOBATOCTH (R , Rq, R_ ) nosepxHocTH PD ToNbKO B rpynmax
II (R, — 21,34 £ 715 am; R — 26,34 + 7.86; R — 124,69 + 42,37 um) u III (R, — 34,94 £ 7,8 um;
Rq —41,26 +7,5 R —225,55+44,43 HM) 110 CpaBHEHUIO C KOHTPOJIEM (R — 7,22 + 1,94 M, Rq —11,43+1,83;
R —111,83 £29,26 um). Kpome Toro, BbisBiIeHb! KoNeOanus B apameTpax R (koddduument acummerpun)
B rpynnax Il u III. Bosnee 3naunTenbuble pa3Oexku B 3HaUeHUAX R, ycTaHoBJeHbI B Tpynme I1I, koTo-
pbIe MPEBBICKIIN 3TOT NOKa3aTelb Y JIUL KOHTPOJIBHOU rpynisl B 3,6 pasa (1,2 mportus 0,33). B rpymnme 11
JTaHHbIN napaMmeTp coctaBui 0,71. OTMeueHHbIE Baprallii yKa3bIBall HAa 3HAYUTEIBHYIO CKOIIEHHOCTh
MUKpornpoduiei peabeda BIEBO WU BIPABO. ITO CBUACTEIBCTBYET O HEOAHOPOJHOCTH MOBEPXHOCTH
PO B rpynme 111 u MmoxeT yka3pIBaTh Ha TpyOble HapyIIeHUs X (yHKIHH. B OTHOMEHNH APyTOrO MM0-
xaszarens (W) KOHCTaTUPOBAaHO €T0 CHUKEHUE TONbKO Tpymnne 11T (43,23 + 12,4 HM) Ipu KOHTPOJIBHBIX
3HaueHnAx 83,81 + 29,55 um. BrisiBneHHbIC HAPYIICHUS SBISAIUCH PE3yIBTATOM OTKIOHEHUS MUKPOTEO-
MeTpHH NoBepXHOCTH PDO. JlaHHBIN MoKa3aTenb MOXKET OBITh €Ile OJHUM JIOMOJHUTEIbHBIM KOJHYe-
CTBEHHBIM KPHUTEPUEM, OTPaKAIOIINM CHIKEHHE (DYHKIIMOHAIBHOW aKTUBHOCTH SIUTEINOUIHBIX KIIETOK.
Takum 006pa3zoM, O KOJTMYECTBEHHBIM 3HAYEHUSIM TEKCTYPHUPOBAHHOCTH U BOTHUCTOCTH MOBEPXHOCTH
SMUTETUOLUTOB HOCOBOW TMOJIOCTH YCTAHOBJICHO JIBa KJlacca AUCTPO(YUIECKOro U3MEHEHU s KIeToK L[D:
II knacc guctpoduu (rpynmna 1), Il knacc gucrpoduu (rpynma I11).

Wzyuenue obeii Tonorpadguu nopepxHocty L1 no3Bosinio BBISBUTH U HICHTU(OUIIMPOBATH CrIeHU(pH-
YecKHe KJIIETKH BOCHAIUTENbHOTo psina. Cpenn HuX B rpyrmre 11 o0HapyKeHbI 203MHOPHITB C XapaKTePHOH
OyTpUCTOl MOBEPXHOCTHIO U €AMHUYHBIMY I7100yJIaMH B IGHTPAJIbHOM YaCTH LIUTOIIIa3Mbl M HEUTPO(DHIIb-
HBIE TPaHYJIONUTHI C BRIPAKEHHOH HEOTHOPOIHBIM penbe)oM 1 IpaHy I pHBIM MaTpukcoM (rpymis [ u I1IT).

Ilocne ananuza o011el TUTOAPXUTEKTOHUKHY KJIETOK Ha CIEAYIONIEM dTarle IMPEICTaBIISIIOCh aKTyallb-
HBIM ITPOBECTH YIITYOJICHHOE H3YyUCHHE PECHUTYATOTO ariapaTa 3MUTEIHONUTOB U3 Pa3IMYHBIX OT/e-
JIOB PECIUPATOPHOTO TpakTa. B pe3ynbrare BhISIBICH psiJl HAHOCTPYKTYPHBIX HapyIIeHHU (Tab. 2).

HanocTpykTypHasi maTojorusi pecCHUTYATOrO ammapara SMHUTEIHOLNUTOB HIACHTH(QHIIMPOBAaHA
y 10 (23,80 %) neteii I u III rpynm. Ilpu 3ToM HU y ogHOTO M3 mauueHToB rpynmsl 11 (OponxuanabHas
acTMa) He BBISIBJICHO KaKUX-TMOO OTKJIOHEHUH B UX CTPYKType. Halle Bcero perucTpupoBaiy Hapy1ie-
HUSl, CBA3aHHBIE C YKOPOUCHUEM PECHUYEK U UX OJHOBPEMEHHBIM YTOJILICHHUEM JHOO C HOPMAJIbHBIM
coxpaneHneM nuametpa (7 HaOmroneHui). DT MpU3HAKH, KaK TPABHIIO, IPEBATMPOBAIH y ACTEH, B aHAM-
He3e KOTOPBIX OTMEYAINCh PEIIUANBAPYIONTNI OPOHXHUT HIIM ITHEBMOHUS.

CrnenyeT OTMETUTb, YTO OJTHOBPEMEHHOE HAaJIMYUe HECKOIBKMUX TUIIOB HAHOCTPYKTYPHBIX Hapylle-
HUH pECHUYEK HE BBISBIIEHO HU B OIHOM M3 aHAJIM3HMpyeMbIX rpymni. CorjacHO JaHHBIM psijia aBTOPOB,
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Tabnuma 2. Ilatomop(o3 pecHHYEK JNUTETHONHUTOB H3 HOCOBOIi MMoJ10CcTH M Tpaxen y Aeteii rpymn I-111

Table 2. Cilia pathomorphosis in the nasal and tracheal epithelial cells from groups I-II1

I'pynnet I, II (n = 31) I'pynna III (n = 11)

Hapymcmm PECHUTYATOTO anmnapara HaszanpHblil Tpaxean],Hmﬁ

Ha3zanbHblii sniuTenuit . o
SIHUTECINNA SIUTCIIUH

OTCyTCTBI/Ie IJ.[eTO'-IHOﬁ KalMbl Ha altuKaJbHOU TIOBEPXHOCTU SIMUTECIUOLIUTOB

1 (3,22 %) - -
(pecHHYKH B BUJie OyTOPKOB HJIN I'PEOHEBUIHEIX BEIPOCTOB)
Kopotkue (2—4 MKM) peCHUYIKH HOPMaJIbHON TONIHHEI (~0,2 MKM) 3 (9,67 %) — —

KopoTtkue (2—4 MkM) yToseHHbIe peCHUUKH (3—4 MKM) B BUJIE «POTOB» 4 (3,22 %) — —
Yununennsie (10—12 Mxm) pecHUYKHT nepeMeHHoi TonmuHs! (0,2—3 MKM) — — 1 (9,09 %)

Yanuaenusie (10—12 MKM) CKy4YeHHBIE PECHUYKH C BAPBUPYIOMICH TONIUHON
(0,095-0,15 mxm)

CHITBHO BETBSIINECS («IOXMAThIE») PECHHYKH ¢ OyIaBOBUIHBIMY PACIIHPEHUSIMI
Ha KOHIIaX

- 19,09 %)| 1 (9,09 %)

- 1.(9,09 %) | 1 (9,09 %)

pPenyKIus, YKOpOUYEHNE WU yIJIUHEHNE PECHUYCK, ITUITHOIUTOPTOPHS (T. €. pa3perkeHne UIHAPHOTO
ammapara MHUTEIHOLUTOB C PEOpraHu3aIiell KIeTOYHOIO S/1pa U BHYTPULIUTOIUIA3MAaTHYECKUX CTPYKTYD)
00YCIIOBJICHBI TAKMMHU HEONAronpusaTHBIMU (akTOpaMH, KaK BUPYCHBIC areHThI, aJUIEpPreHbl, OMOTICHOY-
HbIC MUKPOOPraHu3Msbl U T. 1. [13—15]. Takum 00pa3om, U3MEHEHUS apXUTEKTY Pbl PECHUUEK (UPE3MEPHO
IJIOTHAS WM YJIMHEHHAs!, KOPOTKas, «JIOXMAaTOCTh» LUIUAPHOTO anmapara) MOTyT paccMaTpUBaThCs
KaK MaTOJIOTHYeCKUi (PeHOMEH, MPUBOASIIUN K OUUCTUTEIBHON TUC()YHKINNA MEpPLUATEIBHOIO IUTE-
JIMS1 pECIIUPATOPHOTO TPAKTA.

CoBeplUIEHHO MHOM YHUKAJbHBIA TUII HAHOCTPYKTYPHBIX HAPYIIEHUH YCTaHOBJIEH y 2 JeTel rpym-
nbl III. ¥ HUX pecHUUYKH pacrosiarajiich XaOTUYHO U OTMEYaJoCh HapyIlleHUe 1IEHTpa UX BETBJICHUS,

Oum 2 4 6 8 10 12 Opm 2 4 6 8 10
29um 0 1,8 um

2,5 1,5

2,0
1,0

1,5
0,5

1,0
0,5 0,0
-0,1 -0,5

00um 0,2 0,4 0,6
1,3 um0,04r 158,3 nm

140,0
1,0 120,0
0,8 100,0
80,0

0,6
60,0
o 40,0
0,2 20,0
0,0 0,0
-0,3 -36,5

Puc. 1. ACM-¢ororpadun anHoMasbHOI OpraHu3anuy pecHrdek y 2 maruentos rpynms 111 (4, B) cpaBrenun ¢ koutponeM (C, D)

Fig. 1. AFM photographs of the abnormal organization of cilia in 2 patients of group III) (4, B) in comparison with control (C, D)
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B pe3yJIbTaTe Yero OHM MPUOOpETaIN BUJ ILITOMOPOIIOAOOHOI0 MEPEKPYUMBAHUS) WIH «CIHPATU30-
BaHHBIX CTEp)KHEH». J[mamMeTp Taknx pecHHYEK HEe COOTBETCTBOBAJ IMOKazareisiM HOpMEI (~0,2 HM),
a BappupoOBaJICs B MHUPOoKoM nuamnasone — oT 0,095 mo 0,15 mxwm (puc. 1).

[logoOHBIi THIT HAPYLICHUH B BUAE «HEOMPSATHBIX» WIH «CKYYEHHBIX» IMJINKA HICHTHQUINPOBAH
TaK)Ke B CIM3HCTOHW Tpaxew. DTO CBHAETEIHCTBOBAJIO O CIEHH(PUUECKUX M3MEHEHUSIX PECHUTUYATOrO
anmapara. BrIsBIIeHHbIE HAapyIIEHUS MOTYT ObITh OOYCJIOBIIEHBI OTCYTCTBHEM WM HEIOpPa3BUTHEM
BHYTPEHHUX CTPYKTYPHO-(pYHKIIMOHATBHBIX 3JIEMEHTOB aKCOHEMbI — LIEHTPAJIbHOM Min nepudepuye-
ckoii mapel Mukpotpy6ouek, HJIP, B/IP, paananbHbixX criui U T. 1. B 0T/Ie1bHBIX COOOIIEHUSAX YKa3bIBACT-
Csl, UYTO aHOMaJIbHAS JIJTMHA PECHUYEK MOXKET ObITh OTHUM 13 MOP(HOJIOrNIECKUX MapKEPOB HACIICICTBEH-
HOW aHOManuu pectuparopHoro tpakrta — [T/ [16]. Takum oOGpa3zom, oOHapyKEHHBIC HAMH H3MEHE-
HUS Y HEKOTOPBIX AeTel ¢ X3J1 sSBisitoTcs pe3yapTaToM aucdananca KIUYEBbIX CTPYKTY P UITHAPHOTO
amnmnapara, 4To OTpa’kaeT MaTOJOTHI0 Ha CyOKJIETOYHOM ypPOBHE.

OneKmpoHHAsi MUKPOCKONUSL OUONMAamos mpaxeu u OpoHxos. JJaHHBIN METON UCTIONB30BAIIN JIJIS OICH-
KM BHYTPUKJIETOYHBIX YJIBTPACTPYKTYPHBIX MapkepoB naromopdosza PO, a Takxke /st ycTaHOBICHHUS
JIeeKTOB IIJIMAPHOTO anmnapara.

AmHanu3 o01Iero KJIeTOYHOro TJIacTa mokasai, 4yTo y OonbmuHcTBa nanueHTos 11 rpynmsr PO coxpa-
HSJIA PETYJISIPHOCTh CBOETO PACIOIOKEHUs, HO HAaOJII0MaNnch He3HAYMTEIbHBIE M3MEHEHUs Koieba-
TEJILHOTO amnmapara pecHuueK. OTMevanuch JIMIIb CHHKEHUE 00beMHOM IIIIOTHOCTH IUIIHA, (POpMHUpPOBa-
HUE JOTOJIHUTEIBHBIX IIUTOIIA3MaTHYECKHX BHIPOCTOB (MUKPOBOPCHHOK) Ha allMKaJbHOW MOBEPXHO-
CTH, CITUSTHUE aKCOHEM OT/ACTBHBIX ITUJINH, HAIMYNE TTyCTHIX OCEBBIX HUTEH, a Takke Ae(POPMUPOBAHHBIX
pPECHUYEK B BHJE 3aTHYTHIX KPIOYKOB MJIM C OyJIaBOBUIHBIMH B3IyTHAMH Ha KOHIIaX. B AByX cimydasx
BBISIBJICHBI HAPYILICHH S TOHKOH BHYTPEHHEH OpraHu3aiiy pecHu4eK (puc. 2).

B-mukporpybouka

A-MHKpOTpYOOUuKa

Hapyauble THHEHHOBBIC

PYUKH
BuyTpennne IHHeHHOBbIE
PYYKH
D
HHOBBIE CBSI3KH
PaanaiabHble
CHHIbI IlenTpaabuasn

napa MEKpOTpybouex

Puc. 2. YnprpacTpyKkTypHBIe Je(eKThI NI, BBISBICHHbIE Y MaluenToB rpymnisl [11: 4 — yacTh ynpTpaToHKOro cpesa
PECHHMYEK dMHUTETHAIBHOrO maacta Tpaxen (x18 000); B, C — monepeuHslii cpe3 pecHUYek O6porxos (B) u tpaxeu (C);
D — obmrast cxeMa TOHKOH OpraHH3alliy PECHUTYATOrO alapaTa MepIaTeIbHOTO AHUTENNS ABIXaTeIbHON CHCTEMbI

Fig. 2. Ultrastructural cilia defects, observed in patients (group III): 4 — the part of an ultrathin section of the cilia
from the tracheal epithelial layer (x18 000); B, C — the cross section of the cilia from the bronchi (B) and trachea (C);
D — the general scheme of the fine organization of ciliary apparatus in respiratory system
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YcTaHOBIIEHO, YTO Ha MOMEPEUHBIX Cpe3ax pecHUYeK (Kak B Tpaxeo-, TaK U B OPOHXOOHONTATaX)
BBISIBJISIACH ToTasibHBIC IeekTsl H/IP. [Ipu 3TOM 1ieHTpasibHbIC U NIepUEpUUSCKUe Tapbl MUKPOTPY-
0OUeK O0CTaBAINCh HEU3MEHEHHBIMH U COXPAHSIIM HOPMAJIBHYIO CTPYKTYpHYIO opmyny 9 + 2. Bropoii
OTJIMYUTEITFHOW OCOOCHHOCTBIO SIBJISUIOCH CMEIeHUE (ITOBOPOT) ICHTPATBLHOW Tapbl MHKPOTPYOOUeK
OTHOCHUTEJIBHO OCH aKCOHEMBI. JlJIsi KOOpAMHUPOBaHHON pabOThl PECHUYEK BCE CTPYKTYPHBIE 3JIEMEH-
THI IOJDKHBI Pa0OTaTh MOAANIBHO, a LEHTPaJbHAsl ITapa MUKPOTPYOOUEK JOKHA OBITH OPHEHTHUPOBaHA
napa’juiedbHo ocH [17]. DTo obecnieynBaeT reHeTHYECKH A TEPMUHHPOBAHHBIN CHHXPOHHBIA MEXaHHU3M
OueHus pecHUYEK. BhIsBIEHHOE HAa CEPUHHBIX YIBTPATOHKUX CPE3aX U3MEHEHUE PACTIONIOKCHHUSI IEHT-
paNBHOTO TyTUIeTa MUKPOTPYOOUEK CBUACTEILCTBYET O HAPYIIIEHUH [IEHTPAIBHOTO yIila opueHTanuu [18].
[Ipeanonaraercs, uro uuiauapHas aezopuentanus (L) sBisercs pe3yapraToM CUCTEMAaTHUECKUX U He-
OJHOKPATHBIX BO3ACHCTBUN MOIMITHONIOTHYECKUX HEOMAronpusTHHIX (akTOpPOB (BUPYCOB, OAKTEPHIA,
asuteprenoB u T. 11.) [18]. L/l paccmaTpuBaeTcs kak 0coObIii HHPOPMATHUBHBIA MapKep P MOCTAHOBKE
IIL{/T B cityuae OTCYTCTBHUS XapaKTEPHBIX YIBTPACTPYKTYPHBIX U3MEHEHUN pecHuYeK. Jle3opueHranus
HEHTPAIbHBIX MUKPOTPYOOUYEK MOMKET OBITh OJHMM M3 Ba)KHBIX MOKa3aTelied W MaTOrHOMOHWYHBIX
MIPU3HAKOB, YKA3BIBAIOIINX Ha pa3BuTHE Takoro X3JI, kak OpoHXo3KTaTHUYeCKast 601e3Hb [19].

B Hacrosimee BpeMst u3BecTHO OK0JI0 40 reHOB, CBA3aHHBIX C HACJIEICTBEHHOW aHOMAJIHEH pecnu-
paropuaoro tpakta (IIL/]). MyTanuu OONbIIMHCTBA TEHOB HMJIMAPHOM TUCPYHKUHMH yCTaHABIMBAIOT
nanayto natoioruto B 70 % cmyuaes [19,20]. [Tpubnusutensno 10-30 % manuentoB c I1L[J] umeror
HOPMaJIbHYIO YABTPACTPYKTYpY pecHuuek [21]. Hanbosnee pacipocTpaHeHHBIMU Je(EKTaAMU PECHUYCK
apisitores orcytetBue HJP n BJIP, a Tak:ke komOmHMpOBaHHbBIe HapyeHus [9, 21]. B ananuznpyembix
cllydasix HaOJIIOAAIUCh YJIBTPACTPYKTYPHbIE H3MEHEHHUS TOJIBKO CO CTOPOHBI HAPYKHBIX LENel TNHEnHA.
W3BecTHO 13 reHOB, CBSI3aHHBIX ¢ JaHHBIMH Jedextamu (Tabm. 3) [21].

Tab6numa 3. Iensl, accounnpoBaHHbIe ¢ Je(peKTAMU HAPYKHBIX
JUHEHHOBBIX PyYeK IPH NepPBUYHOI HUJIHAPHOI AMCKHHE3UHU

Table 3. Genes, associated with defects in outer dynein arms
in primary ciliary dyskinesia

Haspanne rena Jlokanuzauus (xpomocoma) VibTpacTpyKTYpHBIT 1eGEKT peCHUYCK
DNAHS5 5 OrcytcrBue HJIP nnu ux ykopoueHue
DNAII 9 —»—

DNAI2 17 —»—

DNALI 14 —»—

NMES 7 —»—

DNAHS 6 He onpenenen
DNAHI11 7 HopwmanbHoe cTpoeHue
17C25 17 OrcyrcrBue HJIP nnu ux ykopoueHue
CCDCl114 19 —»—

ARMCH 10 —»—

CCDCI51 19 —»—

CCDCI03 17 Ilonnoe orcyrcrBue HJP
DNAHI 3 He onpenenen

Kak mokazanu nposenenHble uccnenopanusi, HIP Ha ynbTpaTOHKUX cpe3ax OTCYTCTBOBAaJIW WU
OBIITM 3HAYNUTEIFHO YKOPOUEHBL. YUUTBIBAs U3JIOKESHHOE BBIIIE, OBIJ CIIEJIaH BBIBOJ, YTO 3TH AJIEMEHTHI
AKCOHEMBbl MaJO(QYHKIIMOHAJIBHEl U HE CHOCOOHBI 00ECreYnBaTh HOPMAJIbHYIO MOABHKHOCTH PECHU-
yek. BJIP paHIOMHO BU3yaJIM3MpOBalnCh Ha cpe3ax. [Ipu 3ToM He OBUIO OTMEYEHO OJHOBPEMEHHOM
JIC30pUCHTAIIMH HITU TPAHCIOKAIH TIepH(EPUIECCKUX TYTUIETOB MUKPOTpYyOOouek. JlaHHbIe akThI He TO-
3BOJIMJIN CHIEATh BBIBOJ O HAJIMYUU CHEIH(PHIECKUX YIBTPACTPYKTYPHBIX 1e(DeKTOB PECHUYEK B aHa-
JU3UPYEMBIX CIyvasX.

Takum 00pazom, 1o pe3ynbrataM DM BBISBICHBI IE30PUSHTAIUS U YIBTPACTPYKTY PHBIE Ae(PEKTHI
PECHUTYATOrO arapara, YTo MO3BOJIMIIO YCTAHOBHUTD B IBYyX CIIydasiX PeIKYIO HACJIEICTBEHHO 00YCIIOB-
JICHHYIO MaTOJIOTHUIO B CUCTEME aKCOHEMbI MEPLATEIHHOT O SITUTEHUS.
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BoiBoabI

1. Lluronorudecknii ananu3 B coueTanuy ¢ ACM 1 DM MO3BOJIHUIT OIIEHUTH TAaTOMOP(03 COCKOOHO-
IO SMUTEIUS HOCOBOM IOJOCTH M OMONTATOB Tpaxew W OPOHXOB y JeTeH ¢ 3a001€BaHUSIMH BEPXHUX
W/WTH HWOKHHX JIBIXaTeNbHBIX Iy TeH 1 TucOaiaHc OCHOBHBIX MOKa3aTelel MUTOAPXUTEKTOHUKH. YCTa-
HOBJICHO CHIDKEHHE uncia PD HocoBoil monoctu u yBenuueHue konmmdectBa bK (cooTHomenue 2,3:1
B TPYIIIIE OCTPBIX PECIUPATOPHBIX MHPEKIHIL; 2,7:1 — B rpynne OpoHXHaIbHOW acTMbl; 1:2,4 — B rpymme
X3JI). HopmanbHble 3HaueHHS TaHHBIX MoKa3aTeneil coctaBuiu 5:1. Y 7 (16,7 %) nauneHTOB BbISIBICHA
MEeHeTpalys KIETOK BOCHAJIUTEIBHOTO Psiia B SNUTENNAIbHBIN macT. B psaae cinyqaes (64,29 %) ycra-
HOBJICHO HaJIM4Ke aTpO(YUIECKUX U3MEHEHHUH CIIM3UCTON B BUIE METAIJIACTUYECKOTO SIUTEIN .

2. B rpynmne Il (bporxnanpHas acTMa) ¢ TIOMOIIBI0 HAHOCKOIMMYECKOTO aHaJu3a BBISBIIEH aAucOa-
JIAaHC B MapaMeTpax TEKCTYPUPOBAHHOCTH (R, Rq, R,, R_ ) moBepxHoctu PO: R — 21,34 £ 7,15 um;
Rq —-26,34 £786; R, — 0,71, R — 124,69 + 42,37 um. B rpynme I1I (X3JI) Hapsiy co 3HaUMTENBHO
M3MEHEHHBIMHU KOJIMYECTBEHHBIMHU MOKA3aTENIMU MUKpOpenbeda (R — 34,94 + 7,8 nm; Rq —-41,26 £7.5;
R,—1,2; R —225,55+ 44,43 um) BbIsBIICHbI U3MEHEHHU S [IAPAMETPA CPEIHEH BONMHUCTOCTH (W), KOTO-
pas coctaBuina 43,23 + 12,4 um. B KOHTpOJIBHOM rpy1ne aHaJIu3UpyeMble TOKa3aTel COOTBETCTBOBA-
U CHENYIONMM 3HaYeHUsIM: R — 7,22 + 1,94 um; Rq - 1143 + 1,83; R — 0,33; R — 111,83 + 29,26;
W — 83,81 29,55 am. 1o mapameTpaMm MUKpPOT€OMETPUH 0XapaKTEPU30BaHbI CTPYKTY PHBIE IEPECTPON-
KM, CBUJIETEJCTBYIONINE O PA3JIMYHON CTENEHU BBIPakeHHOCTH naromopdo3a nosepxHoctu PO. Konu-
YeCTBEHHbIE 3HAYSHU I TOIIOIPah)uu SMUTEINOLNUTOB YKA3bIBAIOT HA IpeoliajaHue AByX pa3HOHAIPaB-
JICHHBIX IIPOLIECCOB, 00YCIOBIMBAIOIINX Pa3INYHYIO CTeNeHb U IyOuHy narosnoruu L9: 11 knace auc-
tpodum (rpymnma II), [T knace aucrpodun (rpymmna I1I).

3. OCHOBHBIMU CTPYKTYPHBIMHU HAPYLIEHUSIMHU apXUTEKTOHUKH IIUJIHAPHOTO armapara MU TeTHOIH-
TOB SIBIISIIOTCS M3MEHEHHS pakTopa GopMbl pecHHUYECK Ha QoHEe (HOPMHUPOBAHMS aHOMAJIBLHO JTMHHBIX
it (10-12 mkwm), ymensienus (0,095-0,15 mxm) n/unu yronmenus (0,3-0,4 MKM) UX auaMmeTpa,
a Tak)Ke MPOCTPAHCTBEHHOH JE30PUEHTALIUH 10 THITY «IITOMOPOIIOA00HOT0 NepekpyynBanus». Couera-
Hue OM ¢ ACM n03BOJIMIIO BBISIBUTH Y ABYX NMAIIMEHTOB YHUKAJIbHbIC HAPYIICHUSI BHYTPEHHUX YJIBTpa-
CTPYKTYP PECHUTHYATOIO ammnapara, cBsizaHHble ¢ gedgexramu HJIP, uto nano BO3MOKHOCTH KOHCTATH-
POBaTh PEIKYIO HACJIEACTBEHHO 00YCIOBICHHY0 aHOMAJINIO aKCOHEMbI PECHUYCK.

4. Ucnons3zoBanue couetannss ACM u OM maet 6osee nHOOPMATHBHYIO, TOYHYIO H YTITyOJICHHYIO
oreHKy natomopdosy kietok L. lonydeHHbIe JaHHBIC SBISIOTCS aKTyalbHBIMU IPH pa3paboTke
1 BBIOOPE TAKTUKU OMTUMAIIBHON 3THOMATOT€HETHIECKON Tepanuu. JaHHBII MOAX0/ TTO3BOIISIET TOCTAa-
TOYHO 3()()EKTUBHO BBISIBISITH HEKOTOpBIE (DOPMBI BPOXKIICHHOH MAaTOJOTUU U OLIGHUBATh CTEINEHb 110~
BPEKJICHUI Ha CyOKJIETOYHOM YPOBHE.

5. Ilony4yeHHbIE CBEICHUSI O HAPYIICHHUSIX B TOBEPXHOCTHOM M MUKPOTPYOUYaTO-ABUTaTEIHHOM arlia-
parte pecHHYEK KaK IpU MPHOOPETEHHON, TaK U TP HACIECICTBCHHO JCTEPMUHUPOBAHHON pecupaTop-
HOHM TaTOJIOTMH Ba)KHBI HE TOJBKO AJI OLIEHKM NAaTOreHe3a 3a00sieBaHus, HO M NPH BBIOOpE CPEACTB
U IIPEenapaToB, CIIOCOOCTBYIOIINX BOCCTAHOBJICHUIO BHEIIHUX CTPYKTYP PECHHUYEK B OJHHUX CIIydasix
Y TMHEWHOBO-MUKPOTPYOUaTOr0 KOMILIIEKCA — B IPYTHX.

Kondaukr natepecoB. ABTOPHI 3asBJISIOT 00 OTCYTCTBUU KOH(PINKTA HHTEPECOB.
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