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PE3IOME

B paGore ocBeleHbl 0CO0€HHOCTH NEPBUYHON LH-
JIMAPHON JNCKWHE3NH, OTHOCsSIIelicsi K pPeJKHM Ha-
cJie/ICTBeHHbIM 3a0oneBanusiv. IlpeacraBieHn Jute-
paTypHbIii 0030p, OTpa)kalOIUii MHOTME ACHEeKThI
Toii marosoruu. PaGora wmiutocTpupoBaHa co0cCT-
BEHHbIMHM HaOIIOJeHUAMH OOJbHBIX € TNEePBUYHOI
HWINAPHOW  JHMcKUHe3Weill  (cmHapoM  3uBepTa-
Kaprarenepa n cunapom Makieona).

Kniouesvie cnosa: nepeuunas yunuapuas
ouckuneszusi, cunopom  3usepma-Kapmazenepa,
cunopom Makneooa, nyuesas OuacHOCMuUKA.

SUMMARY
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CLINICAL AND ROENTGENOLOGICAL
OBSERVATIONS AT THE SYNDROME
OF PRIMARY CILIARY DISKINESIA

The peculiarities of primary ciliary diskinesia
that belongs to rare hereditary diseases are ob-
served in this work. The reference list is given
that reflects a lot of aspects of this pathology.
There are results of our own observation of pa-
tients with primary ciliary diskinesia (Zivert-
Kartagener’s syndrome and Macleod’s syn-
drome).

Key words: primary ciliary diskinesia, Zivert-
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Crusucras 000JI0YKa JIBIXaTEIbHBIX ITyTEH TOIBEp-
raeTcs HENpepbIBHOMY BO3JIEHCTBUIO MHTAJSLIUOHHBIX U
TOKCHYECKUX, TEMIEPATYPHBIX H aTMOC(HEpHBIX (haKTo-
poB BHemHeH cpebl. OHUM U3 BaXKHEHIIMX 3aUIUTHBIX
MEXaHU3MOB  SIBJISIETCd ~ MYKOLMJIMAPHBIA  KIMPEHC

(MLIK). MILIK nexuT B OCHOBE MEXaHHUECKOH, XUMHYe-
CKOW ¥ NMPOTHUBOMH(EKIIMOHHON 3aIIUTHI OPTaHOB JbIXa-
HUSA. OQQEKTHBHOE €ro OCYIIECTBICHHE BO3MOXKHO
JUIb TIPH CJaXEHHOW (DYHKIUHM NBYX KOMIIOHEHTOB —
PECHHUTYATOrO ammapaTa 3MUTEIUAIBHOTO IJIacTa M CeK-
PETOPHOM CHCTEMBI BO3IyXOHOCHBIX ITyTeH (CeKperop-
HBIX KJIETOK M OEIKOBOCIIM3UCTHIX JKENe3, PacIoNoXKeH-
HBIX B TMOJCIU3UCTOM ciioe). HapymieHus B cucreme
MIIK, npuBOAAIIME K Pa3BUTHIO OOCTPYKTHBHEIX 3a00-
JIEBaHUH JIETKHX, ONPENEINIIOTCS Pa3BUTHEM IMIMAPHON
HEJOCTATOYHOCTH W  W3MEHEHHEM  PEOJOTHYECKHX
CBOMCTB OpoHXHasnpHOrO cekpera. Hakomieno Oonbiioe
KOJIMYECTBO JAHHBIX IO MCCIIEOBAHUIO MYKOIMIHAPHO-
ro kinupenca [5, 6, 7, 9, 10, 11, 13].

[Tatorene3 HapymeHHI MYyKOIWJIMAPHOTO KIIMpEHCa
npy 3a00JIEBaHUAX AbIXaTeNbHBIX MyTed HOCHT MHOIO-
(aKTOpHBIHA XapakTep. ITO MPEX/E BCEro:

1. TloBpexxaeHHe PECHUYHOTO SIUTENUSI BPEJOHOC-
HBIM BHEITHUM BO3JIEHCTBHEM — SK30T€HHBIMH a3pOIIOI-
JIIOTaHTaMU, TIPEXe BCEro KypeHneMm Ttabaka, uTo CIIo-
cOOCTBYeT pa3BUTHIO BOCHIAJIUTENILHOTO Tpoliecca ¢ MpH-
BIIeUeHHEM HelTpodmioB u makpodaros. [lepBoi peak-
IMed Ha MHTJSIIUIO a3POMOJUTIOTAHTOB SIBIISIETCS THUIIEp-
CeKpenysi BS3KOW OpOHXMANbHOW CIM3HW, HalpaBJeHHAs
Ha 3aIUTy CIU3UCTOW OOOJNOYKM JABIXATENbHBIX ITyTEH.
Jlo ompeneneHHOro BPEMEHH 3TOT IPOLECC HOCHUT 3a-
IIUTHBINA, CAHOTEHHBIH XapakTep, HO CO BpPEMEHEM Ipe-
Bpalaercs B CBOIO IPOTHBOIIOJIOXHOCTh, PE3KO Hapy-
mast paboTy PeCHUTYATOTO SIUTEIHSL.

2. Meramia3us snutenus OpPOHXOB B pe3yibTaTe
XPOHHYECKOT0 BOCHIAJICHUS TPH XPOHUYECKOM OpOHXUTE,
XOBJI, OpoHXO3KTa3aX W Jp., KIMHAYECKU BBIPAXKAIO-
IasIcsl THIEPKpUHKEH, AUCKpUHKEH, HapylleHueM OpoH-
XHaJbHOHM mpoxomuMocTH. B pesynerate atpoduu ciu-
3MCTOM 000JIOUKN IMIIMapHasi aKTUBHOCTh PE3KO CHHXKa-
€TCSl ¥ OYMIIEHHE JbIXaTeNlbHBIX MyTeil OT CKONMBLIETO-
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Csl CEKpeTa CTAaHOBHTCSI BO3MOXKHBIM TOJIBKO C KallJIEM.
A 3TO B CBOIO O4Yepelb CIIOCOOCTBYET IOBBIIICHUIO
BHYTPUTPYIHOTO JABJIEHHUS M OBICTPOMY pPa3BUTHIO 00-
CTPYKTUBHOM 3Mbu3embl nerkux [7, 8, 14, 15].

3. TlopaxkeHus NErKMX HACIEICTBEHHOTO XapakTepa
— nepBuuHas uMapHast auckunesus (ITL[]). Paznnya-
IOT JIBa OCHOBHBIX T€TEPOrE€HHBIX 110 CBOEH MpHUpoJe 3a-
OorneBaHUsL:

® TreHeTHYecKue Ae(eKThl HEeIOCPEICTBEHHO pec-
HUYeK — cuHApoM 3uBepta-Kaprarenepa, ansi KoToporo
XapakTepHa JEeKCTPOKap/us, CHHYCUTBI, ODPOHOXO03KTa3Hl,
MMMOOMIIEHOCTB CIIEPMaTOLUTOB;

® TeHETHYeCKHe JAe(EeKThl, NMPHUBOIIIME K Hapy-
LIEHHUIO CITU3€00pa30BaHMsl, KOTOPBIE OMNPENENSIOT KIIH-
HUKY APYroro HaclleJCTBEHHOro 3a00JeBaHHS — MYKO-
BHCIIN/1032, TIPOSIBIISIOIIETOCS TUIIEPIIPOAYKIIMEH BSI3KO-
IO CEKpeTa C MOCIEAYIONMMH N3MEHEHUSIMHU MYKOLHIIH-
apHOTO TPAHCIIOPTA.

[enpro TaHHOT'O COOOIECHUSI SIBIISIETCSI O3HAKOMIIEHUE
CHELUATICTOB-ITYJIbMOHOJIOTOB U JIy4EBBIX JTHATHOCTOB C
JIOCTaTOYHO PEIKO BCTpedaeMbIMH (hopMamMu 3a0oleBa-
HUSIMH, B OCHOBE KOTOpHIX JiexxuT nepsuyno I11J1. On-
HuM u3 npossienuit [N sensercs cunapom 3uBepra-
KaprareHepa, mpu KoTopoM o00OpaTHOE pacHoJIOKeHHE
BHYTPEHHUX OpraHoB (situs viscerum in versus) codeTa-
ercsi ¢ OpOHXOPKTa3aMH M CHHYCUTOM.

Cunnpom 3uBepra-Kaprarenepa — 3TO reHETUYECKU
00YCIIOBJICHHOE 3aboneBaHne c ayTOCOMHO-
pELeCCUBHBIM THIIOM HACIIeIOBaHHMS, KOTOPOE ITPEACTaB-
nsieT co0oil Tpuay TIaBHBIX MPU3HAKOB: OPOHXO0DKTA3bI,
XPOHHYECKHH CHHYCHUT C Ha3aJbHBIM IIOJUIIO30M U PH-
HOpeeil 1 00paTHOE PacHoNIOKEHHE BHYTPEHHUX OPraHOB
— situs viscerum inversus (mocrnemHUi MPU3HAK MOXKET
OBbITH MOJHBIM — BCE BHYTPEHHHE OpraHbl MMEIOT 00part-
HOE PACIOJIOKEHUE, WM HEMOJIHBIM — TOJBKO JEKCTpO-
Kapus).

Eme B 1902 roxy xueBckuii Bpau A.K.3uBept cood-
mu1 0 MyxurHe 21 roma ¢ oOpaTHBIM PacroIOKEHHEM
OpraHoB OpPIOLIHOM MOJOCTH, OPOHXOIKTA3aMH, a TAKXKe
TIOPOKaMHM pa3BUTHS BEPXHUX JIbIXaTEIbHBIX MyTel (cen-
JIOBUIHOE HE0O, WCKPUBIIEHHE HOCOBOW IEPEropoaKH,
BIaBJICHHBIH HaJaropraHuuk). B 1933 roxy mBeitnap-
ckuii TepaneBT KaprareHep cooOmmin o ceMeHHBIX CITy-
Yasx 3TOM MAaTOJOTMH M MOAPOOHO OCTAHOBWJICS Ha €€
maToreHe3e U KITMHUYEeCKo Kaptune [3, 12].

Pacnpocrpanennocts ITLJ coctaBnsger 1:15000 Ha-
cenenunsi. Ha nomo cuaapoma Kaprarenepa mpuxomurcst
1o 50-60% Bcex OONBHBIX C CHHAPOMOM THC(HYHKIMH
pecuuuek [1, 2, 4, 8, 13, 14]. MoXHO MPEAIOIOKUTD,
4T0 B AMYpcKoii obnactu ¢ HaceneHneM 880 ThIC. JOMK-
HO ObITh 20-29 manueHTOB ¢ AaHHBIM cuHIpoMmoM. O-
HAaKO CIJIENyeT OTMETUTh, YTO KJIACCHUECKHH CHHAPOM
3uBepra-KaprareHepa B KIIMHUYECKOH NMpPaKTHKE BCTpe-
yaeTcs BecbMa penKo. BeposiTHee Bcero 3To 00ycioBe-
HO HE/IOCTaTOYHOH OCBEIOMJIEHHOCTHIO HE TOJIBKO Bpa-
4el o0IIel MPaKTUKK, HO U CHIEUAIUCTOB ITYJIbMOHOJIO-
TOB, PEHTTCHOJIOTOB, a TaKke Je(eKTaMHu 00CIICTOBaAHUS
TIAIMEHTOB C JJAHHOMW ITaTOJIOTHEH.

Tpancnoszuyus enympennux opzanog (Situs inversus),
TaK)Ke Ha3blBaeMas 3ePKAJBHBIM (OOpAaTHBIM) PacIONo-
YKEHHEM BHYTPEHHUX OPTraHOB — PEIKOE BPOXKIEHHOE CO-
CTOSIHWE, B KOTOPOM OCHOBHBIE BHYTPEHHHE OpTaHbI

HUMEIOT 3epKaJIbHOE PACHOJIOKEHNE IO CPABHEHHUIO C MX
HOpMAaJIBHBIM IIOJIOKEHHEM: BEpXYIIKa cepJia oodparie-
Ha BNPaBO (CepAlle HAXOAUTCS C MPABO CTOPOHBI), Me-
YeHb W KETYHBII ITy3bIPb PACHIOIOKEHBI CIIEBA, KETYI0K
cnpaBa. HopmasibHOE pacrosiokeHue Ha3bIBaeTcsl situs
solitus. B penkux ciydasix BcTpedaeTcsl HeolpeaeneHHoe
MOJIOXKEHHE BHYTPEHHHUX OpPTraHOB, KOTOPOE Ha3bIBAETCS
situs ambiguous. JlaHHOE COCTOSHHME 3aTparuBaeT Bce
TJIABHBIE OPTaHbI B Mpeeax TPYAHON KISTKH U KUBOTA.
BooOmie, opransl MpocTo pacroNoKeHbl B 3epKaIbHOM
orpaxeHnn. Cepalle pacIoNOXeHO B INPaBOH CTOpOHE
IPYIHOH KIIETKH, JKETYJOK U Cele3eHKa B MPaBOM CTOPO-
HE KMBOTA, a IICYSHb M KETUYHBIN My3bIpb ciieBa. Tpex-
nmonbHBIM (trilobed) siBisieTcst JeBoe Jierkoe, NBYIOJb-
veM (bilobed) — nmpaBoe jerkoe. KpoBeHOCHBIE COCYIBL,
HEPBBI, TUM(ATHICCKHE COCYIbI U KUIIEYHUK TAKXKE HUH-
BEPTUPOBAHBL

Ipu OTCYTCTBUM BPOXKACHHBIX TOPOKOB CEPLIA, JIFO-
I C TPAHCMO3MI[MEH BHYTPEHHUX OPraHOB MOT'YT BECTH
HOPMAaJTGHBIA 00pa3 JkKu3HU, 0e3 JFOOBIX OCIOKHCHUIA,
CBSI3aHHBIX C WX MEIUIMHCKUM cocrostaueM. B 5-10 %
ciIydaeB y JIIOJIed UMERONIUX situs inversus totalis BcTpe-
YaIOTCS TIOPOKHU CEPJlla, BBIPAKCHHBIC B HEMPABUILHOM
pacronoXeHHU KPYMHBIX Cep/eYHBIX cocynoB. Ilpu
TPAHCIO3UI[UK BHYTPEHHUX OPraHOB C JICBOKApJUei mo-
poku cepaua Habmomatores B 95 % cayuaaes [1, 7, 9, 10].

BoJIBIIMHCTBO JIFOJICH ¢ TPAHCIIO3UIIMEH BHYTPEHHUX
OpPraHOB HE OCO3HAIOT CBOIO HEOOBIYHYIO aHATOMHUIO, I10-
Ka HE CTONKHYTCSI C MEIUIIMHCKUM OOCITEIOBaHHEM MO
HECBSI3aHHBIM C TPAHCIO3UIMEH MPUYUHAM. 3epKalbHOES
pacronokeHne OpPraHOB MOXKET MPUBECTU K HEOONBIIO-
MY 3aMeIIaTeNbCTBY, TAK KaK OONBIIMHCTBO MPU3HAKOB U
CHMITOMOB OYIyT HAaXOOUThCS HA MPOTHUBOIOJIOKHON
cTopoHe cTopoHe. Hampumep, ecnu y 4esoBeka ¢ TpaHc-
MO3UIHEH Pa30BbETCS aNIEHIUIUT, TO OH OYyJIeT jKao-
BaThCsl Ha OONb B JIEBOM CTOpPOHE HIDKHEH YacTH Oproli-
HOM TMOJIOCTH, TaK KaK UMEHHO B 3TOM MECTE y HEro Ha-
xomutes amnmeHauke. ClienoBaTesbHO, P BO3HUKHOBE-
HUM 3a00NleBaHKs, 3HAHWE TOTO, YTO YENOBEK HMeEET
TPAHCHO3UIUIO BHYTPEHHUX OpPraHOB, MOXKET YCKOPHUTH
YCTaHOBJICHHE BEPHOT'O AUATrHO3a.

TpaHCIO3MIMS TaKKe YCIOXKHIET ONepallud 10
TPAHCIUIAHTAIMA BHYTPEHHUX OPraHOB, MOCKOJBKY JIO-
HOPOM OPr'aHOB (paKTHYECKH HABEPHSAKA OYyIET YETOBEK C
HOPMaJbHBIM PACHONOKEHUEM BHYTPEHHHX OpPraHOB
(situs solitus). TTockonbky cep/lie U ICYCHb HE SBISOTCS
CHMMETPUYHBIMH, BO3HUKAIOT T€OMETPHYECKHE Mpodiie-
MBI TIpH MOMEMICHHH OpraHa B MOJOCTh, CHOPMHUPOBaH-
HYIO B 3epKaJIbHOM oToOpakeHnu. Harpumep, uenoBex ¢
TPAHCIIO3UIIMEH, HYXJAIOIIMICS B Iepecaake cepuua,
HY)KJAeTCsl B TIepecajike BCeX KPOBEHOCHBIX COCYIOB JI0-
Hopckoro cepaia. OqHaKo, OpUEHTAIHS STHX COCYJOB y
YeNoBeKa C TPAHCIO3MIMEH MOJHOCTHIO HM3MEHEHa U
TpeOyeT MOCIeA0BATEIbHBIX [IATOB K MPUCOCANHECHHIO
KPOBEHOCHBIX COCYIOB JIOJDKHBIM obpasom [1, 9, 11, 15].

Bonbiioit uHTEpeC mMpeacTaBisieT MaTOreHe3 pa3BU-
TUSI OpOHXO0PKTa30B Ipu 3Toil Oonesnu. I[Ipeamonaras-
ieecsi paHee HEJO0CTATOYHOCTh MHTUOUTOPOB TpoTEas, B
YaCTHOCTH anb(a |-aHTUTHIICHHA, TPUBOJALIAS K Pa3-
PYLICHHIO OMOPHBIX CTPYKTYP JIETKUX W OpOHXOB, Kak
OCHOBa Pa3BUTHsI OONIE3HH, HEe HAIUIA MOATBEPXKICHUS. B
TIOCJIEIHUE JIECATHIIETHS] YCTAHOBJIEHA POJIb MEpUATEb-
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HOT'O BIIUTENHs OPOHXOB B Pa3BUTHH psia MaTONOTHYe-
CKUX COCTOSIHMI OpraHOB JbIXaHUs. BopcuHuaThIid, Min
LUWINAPHBIMA, anmapar OSIUTENUS BBIIOMHIET Ba)KHYIO
(GYHKIMIO caMOoo4MIIeHUss OpoHXOB. PUTMuuHBIE KOITe-
0aHMs BOPCHHOK IEpEMEIIAIOT OPOHXHANBHBIN CEKpET B
MIPOKCUMAJILHOM HAIIpaBJICHUH, TOIIEPKHUBas TEM ca-
MBIM JIpeHaXXHYI0 (QyHKIHI0 Oponxos [1, 7, 8].

Knuanueckne cuMnToMbl 3a00eBaHusi OOBIYHO BO3-
HHUKAIOT B paHHeM jercTtBe. [locie moBTOpHBIX 3abole-
BaHMH BEPXHHUX JbIXaTeNbHBIX IyTeH, OpOHXHTOB U
ITHEBMOHUI  BBUABIISIIOTCS NPU3HAKH ~ XPOHHYECKOTO
OponxoserodHoro nporecca. OOHapy>KMBaeTCsi THOWHBIN
WIN CIIM3UCTO-THOMHBIA 9HJOOPOHXUT, 3aTEM pa3BHBALT-
csl OrpaHMYEHHBIH ITHEBMOCKIEpo3 C aedopMarueit
OponxoB. Hecmotps Ha muddy3HbIi XapakTep mporecca
B OpOHXax, y JeTel Jale NPUXOANTCS BUIETh pa3BUTHE
3aTSHKHOM ITHEBMOHHWH JIOKQJM30BAHHOI'O XapakTepa.
Hawnbornee yacto mopaskaercst cpeHsist A0 JIEBOTO JIer-
Koro. Y gactu GONBHBIX (POPMHUPYIOTCS M3MEHEHUS KOH-
1eBbIX (payaHr magbieB 1o Tuiry "0apabaHHBIX Manoyek”
[1, 4, 7]

YacTo nepBbIM HPOSIBICHHEM OOJIE3HH SIBIISIETCS CH-
HyCHT (4aiie raiiMOpHT) MOJHIIO3HOI0 XapakKTepa, OTIIH-
YaOUIUHCS YIMOPHBIM, TPYAHO HOAJAIONIMMCS JICYEHUIO
TeueHneM. OOpaTHOE pacHolioKEeHUE BHYTPEHHHX Opra-
HOB HamOoJee IM03/IHO BBISABIIsIEMbI cumnToM. Hemocra-
TOYHO BHHUMATeNbHOE (DH3HKAJIbHOE O00CIEeJOBaHHE pe-
OeHka (TepKyccusl, ayCKyNIbTalus) SBISETCS YacTOH
NIPUYMHOM TO3[HETO BBISBIECHHS TIJIABHOIO IIPH3HAKA
3TOro cuHApoMa — Situs vuiscerum inversus. YV 60abHBIX
¢ cuHApoMoM 3uBepra-Kaprarenepa omnmcaHbl japyrue
TIOPOKM U aHOMAJIMM: TIOJHIOAKTWINS, MOPOKU Cepua,
TOYEK, TUIOQYHKIMS SHAOKPUHHBIX JKeJle3, TITyXOHeMOo-
Ta, THIOIIA3HUS MOJIOBBIX opraHoB [1, 7].

Jleyenue warre Bcero npecTaBiIseT co0oi coueTaHue
MEpOIPUATHH KOHCEPBATHBHOTO XapaKTepa U XUPYpPIHU-
YecKUX MeTozoB. [locieaHne MoryT ObITh TIPE/ICTABIEHBI
700 TpaHCIUIaHTAIMEH KOMIUIEKCa JIETKHE - CepLe WIN
TOJIBKO JIETKUX, JIN0O y/aJIeHHeM TOW YacTH JIETKOTO, I/1e
ecThb c(OpMHUpOBaBIIMECS OpPOHXO0IKTa3bl. BHawane me-
pecasiky KOMIUIEKCa JIETKUE-CepIlle IPOM3BOAMINA TOJIb-
KO OT JIMI[ C OOpaTHBIM Pacroj0KEHHEM BHYTPEHHHUX Op-
raHoB. B mocienHee BpeMsi BO3MOXKHA TpaHCIUIAHTAINS
W OT TeX, Yy KOro OpraHbl pacholIoXkKeHsl npaBmibHO. Of-
HAaKO OMBIT 10 TPAHCIUIAHTAIWH JIETKUX W CepJua Npu
3TOM CHHJpOME TIOKa HeBenuk [11].

B nerckoii mpakTHKe NpennovTeHHe OTAAeTCs KOH-
cepBaTUBHON Tepanuu. I[IpumeHsieTcs KOMIUIEKC Mepo-
NpUATHH, BKIIOYAIONIMHA aHTHOMOTHKOTEPANUIO MpHU
00OCTPEHNH XPOHMYECKOTO BOCIAJEHHS, MYKOJIUTHYE-
CKHE CPEJICTBA B COYETAHHHU C MOCTYPAJIbHBIM JPEHaKeM
1 BUOpPAIMIOHHBIM MaccakeM TpyaHoW KieTkd. Kom-
TUIEKC KOHCEPBAaTHBHBIX MEPONPHUITHA MOXET CTaTh
TJIaBHBIM B TE€X CIIydasiX, KOT/Ia XpOHHYECKUH OpOHXO0IK-
TATHMYECKUI TPOIECC HOCUT DPACIPOCTPAHEHHBIH, T'eHe-
paM30BaHHBIA XapakTep. DTH CIydaW SIBJSIFOTCSI OCO-
OEHHO TSDKENBIMU B KIIMHUYECKOM M IMPOTHOCTHYECKOM
mnase [1, 4, 7].

[Iporuo3, kak mpaBWJIO, HEOJATONPHUSTHBIN, XOTS
OITMCaHBI CITydaw, Koraa OONbHBIE JAOKUBAIU 10 TiTy0o-
Kol crapoctu. [Ipu TspkenoM TedeHnn O6ose3HH OONBHBIE
MOruOaroT B JIETCKOM HJIM IOHOIIECKOM BO3pacTe OT Jie-

TOYHO-CEePIICYHON HemocTaTouHocTH [1, 4].

IIpumepom ciydast cunnpoma 3uBepra-Kaprarenepa
sIBIIsIeTCS Hamie HaOmronenue. bonpnas f., 19 ner, cry-
JICHTKa TearOTHYeCKOro YHUBEPCHUTETa, TOCHHUTAIN3H-
poBaHa B mynbMoHonoruueckoe otaenenue JJHILI OIT/
CO PAMH 12.12.2006 roga. Ilpu nocTymieHuu mpeab-
SIBJISIET JKaNo0Bbl Ha Kalllellb C BBIACIEHHEM CIH3HUCTO-
THOWHON MOKPOTHI 10 50 MJI B CyTKH, OOJNb B TPYIHON
KJIETKE CJieBa TPH Kallle, SMHU30{YecKOe CBUCTSIIEE
JIBIXaHHe, OJIBIIIKY ITPU YMEpEeHHOW (pu3nueckoit Harpys-
Ke, HapylleHHe HOCOBOT'O JAbIXaHUS, PUHOPEI0 C OTie-
JISIeMBIM THOMHOTO Xapakrtepa, 0ollb B ropje NpH IJioTa-
HUH W Pa3roBope, oOILIyI0 ciabocTh, MOTIMBOCTD, CEpl-
nebuenue. 3aboena Be HEJEIH Ha3al, KOT/Ia MOSBUIICS
KaIlesb ¢ MOKPOTOH, uxopaaka 1o 38,57C, 03u00. Jle-
YIJIaCh aMOYJIATOPHO, O€3 TMHAMUKY.

Jlerounslii aHamMHe3 BBIABISETCA C JETCTBA: pocia
4acTo OoJeroM peOeHKOM, OTMEYaeT IMOBTOPSIFOLIHECS
OPBU, OpOHXHUTBHI, YETHIPEXk/Ibl — BOCTAJIEHHUE JIETKHX. B
Bo3pacte 15 jer 00OCTpeHHs, COMPOBOXKIAIONIAECS BEI-
COKOM TemIiepaTypoil U yXy[IIIEHHEM OOIIEero camMo4yB-
CTBHS, CHMIITOMaMH BOCHAJICHUS] HOCOTJIOTKM Halmoja-
JIUCh C MHTEpBAJIOM B Tpu Mecsa. Cieayer OTMETHUTb,
YTO TPU HEOTHOKPATHBIX OOCIENOBaHMSAX B JETCKOM
BO3pacTe, IPEUMYIIECTBEHHO B aMOYJIaTOPHBIX YCIOBH-
SIX, TPAHCIIO3ULIMSI BHYTPEHHUX OPraHOB pacro3HaHa He
ObL1a.

Jlo rocnuranu3anyu, B yCIOBHSX KOHCYJIbTATHBHOW
nmomuknuauku JJHI] ®I1]] CO PAMH, nanuenTke OBLIO
BBINOJHEHO PEHTIEHOJIOTHYECKOEe UCCIIEAO0BaHUE, BKIIO-
Yyas ~ KOMIIbIOTepHYI0  Tomorpaduto. [Ilpu  KT-
UCCNICO08AHULU OP2AHO8 2PYOHOU NOJOCMU, OPIOWHOLL NO-
JoCmu U NPUOAMOYHbIX NA3YX HOCA BBISBIEHBI CIIETYIO-
1ime u3MeHeHus (puc. 1): uMeeT MecTo MoNTHAsT HHBEPCHUS
OpraHoB I'pyAHOW monocTH. [Ipu akcHalbHOM CKaHHPO-
BaHUM B BEPXHHX JIOJIAX OOOMX JIETKMX OYaroBbIX M WH-
(GUIBTPaTUBHBIX W3MEHEHHWH He BBIABIECHO. JlerouHslit
PHCYHOK M KOPHH JIETKUX CTPYKTYpHBL. B seBoM, Tpex-
JIONICBOM JIETKOM (YYHTBHIBash WHBEPCHIO OPTraHoB), B
CpesiHel Jlone OnpeessieTcsl MacCHBHAs MHQUIbTpaIns
Ha (hOHE MHOXECTBEHHBIX KHCTO3HBIX CTPYKTYp IHaMeT-
poMm 2-3 MM, CO3AAIOIIMX KAPTUHY "COTOBOIrO JIETKOro".
B 0azanpHbBIX oOT/AENax 00OMX JIETKHX OIpeesseTcs
MEJIKOOYaroBasi JIUCCEMUHALMST ¥ MHOXECTBO IOJIOCT-
HBIX CTPYKTyp AuamerpoMm 1-2,5 mm. B mieBpanbpHbIX
TIOJIOCTSIX CBOOOHOM skuakoctu HeT. Co CTOPOHBI cepl-
a cleayer OTMETHTh JAeKCTpakapauio. IIpousBeneHo
KT-ckanupoBaHue OpIOUIHOW MOJOCTU C IEPOPaTbHBIM
KOHTPacTHPOBaHWEM MHIIEBApPUTEIbHON TpyOkH. OTme-
YyaeTcs IOJNHas WHBEPCHs BHYTPEHHUX OpraHoB Opromi-
HOH TOJIOCTH W 3a0pIONIMHHOTO MPOCTPAaHCTBA KOHTpA-
CTHPOBaHHE JKEIYKa MIPOU3BOUTCS C LEIBIO OIpeene-
HUS ero pacnonoxkeHus. 3axmroueHue: Cunapom 3uBep-
ta-Kaprarenepa. CnuBHast nHunbTpanus Ha (oHE Kuc-
TO3HOW TUTIOIJIA3UH B CPETHEH JI0JIE JIEBOTO JIETKOTO.

Ilpomoxon KT-uccredosanusi npuoamoyHsix nA3yx HO-
ca. OCHOBHasl Na3yXa: YpOBEHb YKUJIKOCTH, TONIIMHA CIIOS
JI0 8 MM, BEpXHUI Kpail BBIMTYKJIbIA. ["aliMOpOBBI Masyxu: B
00enx Ta3yxax YpOBHH KHIKOCTH, ToimmHa crmos 9-11,5
MM. Crm3ucrast HepaBHOMEpHO yronieHa. Kierku pemer-
yatoro sabupuHta Ha 90% 3amOJHEHBI CONEPIKUMBIM.
JloOHble masyxu: cau3ucTas yToiiieHHas, HedeTkas. Ompe-
JIENSIETCsl YPOBEHB JKUAKOCTHU. 3aKiouenue: [lancuHycur.
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Puc. 1. Cunngpom 3uBepra-Kaprarenepa. IloiaHas uHBepcust BHYTPEHHUX OpPraHOB, KMCTO3HAs TUIIOIUIA3HS CpeIHeH
JIONI JIEBOTO TPEXJOJIEBOTO JIETKOrO (CTPENKH), INAaHCUHYCUT: A — pEHITeHOrpaMMa OpraHOB TI'PYJIHON KIETKH;
b — pentrenorpamma xenynaka; B — peHTreHorpamMma TONCTOM KHMIIKM NPH NEPOPAIBHOM KOHTPAaCTUPOBAHUUY,
I' — ¢parMeHT KOMITBIOTEpPHOH TOMOTrpa(uu OpPraHOB IpyAHOH KieTkH; J[ — gparMeHT KOMIBIOTEpHOI ToMorpaduu
MIPUIATOUHBIX MA3YyX HOCA.

Ilpy nocrymneHuM B CTAlMOHAP COCTOSHUE OOIBHOM Jax ¢ obenx cTopoH. EnvHIYHBIE cyXxne XpHIIbl Ha BBIIOXE
cpenHell creneHu TsbkecTH. IIpaBIIIBHOTO TENOCIOMXKEHUS. BBICITYIIMBAIOTCA 110 BCEM JIETOUHBIM HOIAM. HacToTa Jbl-
KoctHo-MbIIeuHast cucrema 6e3 naronornu. Koxa uncrast, XaTeNbHBIX JIBIKEHNH — 26-28 B MuHyTy. [IpH nepkyccun
Onennasd. /[lpIxaHue uepe3 HOC, YMEPEHHO 3aTpyAHEHO. CepAle Oompeensercs cipasa. ['paHUIBI OTHOCUTEIbHOH
MUHIaIMHBI PBIXIIBIE, TY)KKW YMEPEHHO T'MIIePEMUPOBAHBL. CepJIeYHOH TYIIOCTH B IpeJiesiaX BO3pacTHOM HOpMBL TOHBI
Ilpy ayckyabTalyu JIETKUX — JbIXaHWE BE3HMKYISAPHOE, cep/ua MpUrTylIeHHbIe, pUTMUYHBIE. YacToTa cepaedHbIX
BJIQXHBIE KPYIHOIY3bIpYaThle XPUIBI B MEXIIONATOYHON cokpamiennii — 98 B munyry. AJ] — 110/70 mm pr. cr. Ile-
o0nacTu cieBa, MEIKOIY3bIPYaThle XPUIIbl B HIDKHUX OT/Ie- YeHb NEePKYTOPHO OMpeJeNseTcs cieBa, pasmepsl mo Kyp-
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soBy — 10 - 9 - 6 cm. CeneseHka IEPKYTOPHO OMPEIEIAETCS
CrIpaBa, pa3Mephl He YBEITMYEHBL.

B xaunuueckom amamuse Kpoeu: SPUTPOLIUTHI
3,8:10'¥/n, remorno6Gun — 131 r/n, neiikowyrs — 8,7-10%,
neikormrapHas Gopmyia He m3MeneHa, COD — 8 mm/u. B
OMOXMMHYECKOM aHAIN3€ KPOBH: HE3HAYNTENILHOE YBEIH-
YyeHre (pHOPUHOreHa, ITOKa3aTelly IJIFOKO3bI, 00IIero Oenka,
MoueBuHbl, C — PeakTHBHOrO NMPOTENHA, OWIMPYOHHa, XO-
JIeCTepHHa, MPOTPOMOMHOBOrO MHJEKCAa B TIpeneiax Hop-
MBL

baxmepuonocuueckoe ucciedosanie mMokpomul BHISBH-
no Staphylococcus aureus 10°. TIpu CHEpOMETPHUECKOM
WCCIIEJIOBaHNY  3apETHCTPUPOBAHbl HApyLICHUS] OpOHXH-
JIBHON TPOXOIMMOCTH HA YPOBHE JIMCTAJIBHBIX OPOHXOB,
3HAUUTCIBHBIC HAPYIICHUS BEHTIAMOHHON (QYHKIIUH
OpOHXOB IT0 PECTPUKTUBHOMY THITY.

bponxogubpockonus: TPOCBET Tpaxed OKPYIIIBIA Ha
BCEM TPOTSDKEHHH, CIM3KCTast ee OJIeIHO — PO30Bast, Pellb-
e XpSIIEeBBIX MONTYKONEI OOBMMHBIA. YTON OudypKarum
Tpaxeu OCTPbIH, IpeOeHb KapuHBI MOJBIKEH TPH KaIle,
CITM3UCTAsl CKAaTOB KApWHBI HE W3MEHEHa. BpoHXuanbHbIE
ycTbsi ¢ 00eMX CTOPOH OKpYIJIbIE, INIOpbI OPOHXOB He-
CKOJIbKO paclmpeHbl 3a cueT oreka. CrpaBa TIJIaBHBIN
OpOHX YIUIMHEH, CTPYKTypa HIDKENEeXKAIIMX OT/EIOB IOo-
CTpOEHa T10 THITY OpPOHXOB JIEBOI'O JIETKOT'O (HAJINYHE SI3bI4-
KOBBIX OpOHXOB, OTCYTCTBHE CPEHEN0ICBOr0 Oponxa, B7).
CreBa TJIaBHBIA OpPOHX YKOPOYEH, CTPYKTypa HIDKENeKa-
IIMX OTZEJIOB IIOCTPOEHA IO THITY OPOHXOB IPABOTO JIETKO-
ro (OTCYTCTBHE S3BIYKOBBIX OPOHXOB, HAJIWYHE CPEIHEIO-
neBoro Oponxa, B7). Cnusucras obonouka OpoHXOB ud-
(¢y3HO THIEpEeMHpOBaHa Ha BCEM IPOTSHKEHUH, COCYH-
CTBI PUCYHOK 4eTkOo He auddepenimpyercs. Cekperws
BBIP)KEHHAsI, CIIM3UCTO — THOWHBIM COZIEPYKMMBIM. 3aKIIIO-
yenue: [Ipr3Haky nHBepcuy OPOHXOB CiIeBa Harpaso. J[By-
CTOpOHHUM U Y3HBIA 3HAOOPOHXUT, HWHTECHCUBHOCTH
BoCTaJieHus1 2 creneHy. MHIeKe akTHBHOCTH 3HI00POHXH-
Ta — 55%.

Oxoxapouoepagpuuecrkoe uccredosanue. JlekcTpakap-
musi. Kameps! cepaua He pactmmpensl. [Ipomnarc mutpans-
Horo knamaHa | cremenn. CokpaTHTenbHas CIIOCOOHOCTH
MHOKap/ia JIEBOT0 KEITy04YKa HE CHIDKEHA.

BonbHOI mpoBOAMIIOCE MMMYHOJIOTMYECKOE HCCIENO0-
BaHWE KPOBH, dJIEKTpoKapauorpadust ¢ oOpaTHBIM pacro-
JIOXKEHHEM DJIEKTPOJIOB, OblIa KOHCYJIbTHPOBAHA OTOJAPHH-
TOJIOTOM, HEBPOJIOTOM.

BeicraBnen knmHnyeckuit quarnos: CuHapom 3uBepTa-
Kaprarenepa. BueOonpHIYHAsI THEBMOHMS C JIOKAITM3aIMen
B CpeIHeH J1011e JIEBOro JIETKOro ¢ OpOHX09KTa3aMH, Cpef-
Hel crerneHu TsbkecTH, (pasa pasrapa. J{pIxarenbHast Hemoc-
tatouHocTh Il cremenu. ComyrcrByrommii nuarHos: Ipo-
Jaric  MHUTpaJbHOrO KiamaHa | cremeHu.  AcTeHO-
BEIrCTATUBHBIA CHHJIPOM.

[Nonmyuana aHTHOAKTEpHAILHYIO TEPAITHIO MperiapaTaMu
nedanocnoprroBoro psna (Llegrpuadon), dpropxunoIoOHa-
MH  (ABEJOKC), WHTaJAMM NPOJIOHTMPOBAaHHOrO M-
xoruHoONokaropa CrMpuBEL, TpeOHOTHK Xuiak-gopre,
¢uznoneuyeHne. BeimucaHa B yNOBIETBOPHTEIBHOM CO-
CTOSHUH, C KIIMHUKO-PEHTI€HOIOIMYECKON ITONOXKUTEIb-
HOW TMHAMUKOM.

Takum 00pa3oM, TMarHOCTUKa CHHAPOMA CKJIaJIbIBACTCS
W3 BBUIBICHUS BCEX TpeX IIPU3HAKOB THAIbl 3WBEpTa-
Kaprarenepa. HecomHeHHO, pemiaronym st JUar{osa siB-
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JSIeTCsT  BBISIBJIEHHE OOpaTHOTO paclOIOKEHHsST OpraHOB.
CoueraHne XpOHMUYECKOH MHEBMOHHMM C OPOHXOIKTA3aMH U
xpoHndeckoit JIOP-natonoruel, B 4aCTHOCTA CUHYCHTaMH,
Hepenkas KIMHIYecKasi CUTyalls, 1 OHa cama IIo cede He
CBsI3aHA C 00CYXAEMbIM CHH/IPOMOM U HE MOXKET CITY)KUTh
JIOCTaTOYHBIM OCHOBAaHHEM ISl €r0 TMarHOCTHKH. BrlsBire-
HHE € OOpaTHOTO PAclONOXKEHHS BHYTPEHHHX OpPraHOB
JlaXe TIpU PEHTTeHOJOrMYECKOM HCCIEIOBAHHM MOXKET
OBITH CONpSDKEHO ¢ ommMOKamMu. B Hamem HaOmoennn 00-
paTHOE paclojiO)KeHHEe BHYTPEHHHX OpraHOB He OBLIO
CBOEBPEMEHHO JIMarHOCTHPOBAHO TOJNBKO IIOTOMY, YTO
PEHTIeH-1a00paHThl Ha MPOTSHKEHUH S JIET MePUOIMYecKo-
TO PEHTTEHOJIOTUYECKOro HaOIII0/IeHHs 3a MAIMeHTKON Ha-
KJIEMBAJIM 3THKETKY Ha PEHTI€HOrPAaMMBI TPYIHOH KIETKH
WY TIOTMCHIBAIIN UX, TIOBOpAUMBAasl IPYroi CTOPOHOM, J10-
OuBasich CTaHAAPTHOTO (IIPUBBIYHOTO) WM300payKEHHUs], YTO-
ObI cepaue ObuIo ciieBa. [1omoOHYIO Ka3yHCTHYHYIO CHTYa-
IMIO OIMMCHIBaeT B cBoMX HaOmonenusx P.I.ApramoHoB
(2001).

Cnenyer ormetuts, uto IIIJ[ BcTpeuaeTcs He TOIBKO
npu cuxapoMe 3uBepra-Kaprarenepa. beino ycranoeneHo
YTO, YTO JaHHOE 3a00JIeBaHME BCTPEYAETCsl M CaMOCTOS-
TeJbHO, 0e3 MPU3HAKOB aHOMaJIbHOrO pa3BuThs. Kak moka-
3aJIM MCCIIEJIOBaHMS TTOCNIEIHUX JIET, IWINapHasl AUCKUHE-
3151 BCTpEYaeTcsl M MpU TeTeporeHHbIX 3adoneBaHmsx [13,
14]. [uwmapHast TUCKUHE3Us TPU OTCYTCTBHU OOPAaTHOrO
PAacIONOXEHNS! OPTaHOB TAKKE TPOSIBISIETCS TIOBTOPHBIMH
OpOHXMTaMH W TIHEBMOHHEH, DPa3BUTHEM XPOHHYECKOTrO
OpoHXHTa, HO Y MHOI'HX OOJBHBIX Tpy0asi maToiorus Jier-
KUX HE Pa3BHMBAETCS, YTO, OYEBH/IHO, CBS3aHO C MEHBIIEH
CTEINeHbI0 TUCQYHKIMU pecHuYeK. /IMCKUHEe3MsT pecHHYeK
y TOAABISIIOIIETO YKCNIa TAMEeHTOB HOCHUT PacrpocTpa-
HEHHBIH XapakTep, MO3TOMY U BO3HHKAOIIMHA MaToNIornyie-
CKHH TIporiecc B OpOHXax TaKxKe MMEET paclpoCcTpaHEHHBIH,
TeHepaM30BaHHbIN Xapakrep. Kpatine pemko HabmromaeTcs
acummeTpraHas (omHocropornsist) [T/,

B kadecTBe mnpuMepa NPUBOJUM HILTIOCTPAIUIO
OJIHOTO W3 HANIMX HAOJIOJIEHHH NaIMeHTa C PeaKo
BCTpeYalolecss BpoxKAEeHHON OJIHOCTOPOHHEH, B JJaH-
HOM cIlydae C JICBOCTOpPOHHEW 3MQU3EMOW WIIH CHH-
npomoM Makieona (puc. 2, 3).

Cunnpom Maksieona OTHOCUTCSI K PEKMM BapHaHTaM
SM(DHU3EMBI IIPU KOTOPOM OOBIYHO ITOPAKAETCs TOJIHKO OIHO
nerkoe. bornesHp yare Bcero HaYUMHAETCS B JIETCTBE WIIN B
IOHOCTH, TPOSIBIISIETCA OJHOCTOPOHHEN NEeCTpYKIMEH aib-
BEOJSIPHBIX IPOCTPAHCTB B COYETAHUH C JIOKAIBHBIM OOJH-
TEpUPYIOIMM OpOHXHOJIUTOM M onuremuedt [2]. 3t1o co-
CTOSTHUE OITMCAHO IO/l PAa3IMYHBIMM Ha3BaHWSMHU: JIeTeHe-
paTtHuBHAs JieroyHasi 60JIe3Hb, MPOrPECCUPYIONIAs JIErOYHAS
mmctpodus, ucuesatomniee Jierkoe. [Ipu cuanpome Makieo-
Jia, HapsUTy C PeAyKLHEH JIErOYHBIX COCYIOB, HEPEIKO Ha-
OiroyiaeTest peyKIHs PECHIYEK MepLATeIbHOTO SITUTENHS.

Takum  00pa3oM,  TpeACTABICHHBIE  KIMHHKO-
peHTreHoNormdeckue Hadmoaenus narmenTtos ¢ [ u, B
YaCTHOCTH, C CUHApPOMOM 3uBepTa-Kaprarenepa u cunapo-
MoM Makieona UMEIOT HECOMHEHHBIN MHTEpeC VIS Mpak-
THYECKOTO Bpaya, IOCKOJBKY ITO3BOJISIOT HAIOMHUTH O
peaKux (a BO3SMOXKHO, PE/IKO ANarHOCTUPOBAHHBIX) 3a00ire-
BaHMAX. Tak ke CleqyeT CIenarh akleHT Ha HeoOXOau-
MOCTh CBOEBPEMEHHOW AMArHOCTHKU JIaHHBIX CHHIPOMOB
JUTSl TUHAMUYECKOTO HAOJIOEHHs 33 MalMeHTaMH W KOp-
PEKIMH aJIeKBATHOTO JICUEHHS ¥ peaO INTaIIH.
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Puc. 2. PerTrenorpamMmma opranHoi TpyAHON KJIETKH B NPSMOH MpoeKiyd. OIHOCTOPOHHSS (JIEBOCTOPOHHSS) dSMbH-

3ema. [lomHas peayKius cocyioB JIEBOT'O JIETKOTO.

Puc. 3. YapTpacTpyKTypa CIU3UCTOH 00O0JIOYKH TTIaBHBIX OPOHXOB (IHIOCKONUYECKast OUOTICHS) TTAIUEHTa C BPOXK-
JICHHOW OJTHOCTOPOHHEH (JICBOCTOPOHHEW) dMu3eMoi mwin cuaapoMoM Makieona. CkaHUpyromas JIEKTPOHHAS MUK-
pockonus. A — HEM3MEHECHHBIN PECHUTUYATHINA SMUTEIHN MPABOrO JIETKOro. b — pemyKnus peCHHYCK MEpIaTeIbHOTO

OIIMTEIINA JICBOI'O JICTKOI'O.
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UMMYHOJIOTMYECKHAE MEXAHWU3MbI B MTHUIIUALIMA U MOLYJIMPOBAHUU XOJIO10BOMI
PEAKTUBHOCTH JIBIXATEJBHBIX IYTEX
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PE3IOME

C uenpl0 M3y4YeHHs] MMMYHOJIOTHYECKHX MeXa-
HH3MOB XOJIO0BOW THIEPPEaAKTHUBHOCTH AbIXaTelb-
HBIX MyTeil nccjenoBaiucs ooumii 1gE, nnrepaeiikn-
el |L-1, IL-4, IL-8, uaTepdepon y nepex u mociue 3-
MHHYTHOH HW30KAIIHMYeCKOil T'HIePBeHTUISIUH XO-
goaubiM (-207C) Bo3ayxom y 79 0OIBHBIX XpOHHYe-
CKHMH 0oJ1e3HAMH opraHoB AbixaHus. IlosydyeHHbie
JaHHbIE CBHAETEIHCTBYIOT, YTO Y YaCTH OOJBHBIX €
BbISIBJIEHHOH X0JIOI0OBOW T'MIEPPEAKTUBHOCTBIO [Ibl-
XaTeJbHBIX MyTell cymecTByeT |JE-onocpenoBannsiii
MexaHn3M (OpMHPOBAHUS TUNEPPEAKTUBHOCTH [IbI-
XaTeJbHBIX IMyTe.

Knroueguvie crosa:
2uneppeaKxmueHoCcms ObIXamenbHbIX
UMMYHOJIO2UYECKUE MeXAHU3MbL, YUMOKUHBL.
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SUMMARY
A.G.Prikhodko, G.A.Makarova

IMMUNOLOGIC MECHANISMS
IN INITIATION AND MODELLING
OF AIRWAY COLD RESPONSIVENESS

To study immunologic mechanisms of cold
airway hyperresponsiveness, whole IgE, inter-
leukins IL-1, IL-4, IL-8, interferon y before and
after 3-minute isocapnic hyperventilation by cold
air (-202C) in 79 patients with chronic respiratory
diseases have been studied. The obtained data
suggested that some patients with cold airway hy-
perresponsiveness have IgE-mediated mechanism

of airway hyperresponsiveness forming.
Key words: cold airway hyperresponsiveness,
immunologic mechanisms, cytokine.



