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Ta6nuua 2. 1Zlhfhjnha j_kgbg_d wibl_ebhpblh\ ba ghkh\hc ihehklb b IjZo_b m ~_|_

C

Table2. &LOLD SDWKRPRUSKRVLY LQ WKH QDVDO DQG WUDFKHDO HSLWK

HapymeHus pecHUTYATOro ammapara

I'pynnet I, II (n = 31)

I'pynna III (n = 11)

Ha3zanbHblii sniuTenuit

HasanpubIit
SMUTENNN

TpaxeanbHblit
SMUTEIHI

OTCyTCTBI/Ie H.[eTO'-IHOﬁ KalMbl Ha aliuKaJbHON 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» — —

43,22 %)

Ha KOHIax

Yununennsie (10—12 Mxm) pecHUYKHT nepeMeHHoi TonmuHs! (0,2—3 MKM) — 1 (9,09 %)
Yanuaenusie (10—12 MKM) CKy4YeHHBIE PECHUYKH C BAPBUPYIOMICH TONIUHON 3 o o

(0,095-0,15 mMxm) 10,09%)| 19,09 %)
CHITBHO BETBSIINECS («IOXMAThIE») PECHHYKH ¢ OyIaBOBUIHBIMY PACIIHPEHUSIMI B 19,09 %)| 19,09 %)

PEeNyKIIHsI, YKOPOUCHUE WIIH YAJIMHEHHE PECHUYCK, IUITHOIUTOMTOPHS (T. €. pa3pesKeHHe [UITHAPHOTO
anmnapara SIMHUTEIUOIUTOB ¢ peopraHu3anrell KICTOUHOTO S/Ipa U BHY TPUITUTOILIA3MATHYECKIX CTPYKTYP)
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 pecHUUKH pacroiarajluch XaOTUYHO W OTMEYaJIOCh HapyIlIeHUE IEHTpa UX BETBJICHUS,

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].

Ta6numa 3. =_gu Zkkhpbbjh\Zggu_ k *"_n_dlZfb gZjm guo
"bg_bgh\uo jmqg_d ijb i_j\bgqghc pbebZjghc "bkdbg_abb
Table3 *HQHV DVVRFLDWHG ZLWK GHIHFWV LQ RXWHU G\QHLQ
LQ SULPDU\ FLOLDU\ GA\WNLQHVLD

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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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.

Dhgnebdl bgl_jAskdpb 3asBistor 06 orcyTcTBHE KOHPINKTA HHTEPECOB.
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