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B cTatbe npeacTaBneHbl MMeoLMECa B MTepaType CBeAeHUA U COBCTBeHHbIe HABMAEHWA NO NATOreHesy, 0COBeHHOCTAM
TeYeHUs U ANArHOCTUKA NEPBUHHOW LIMMMAPHOM OUCKUHE3WUWN y AeTel. PaccMOTPeHbl KITMHUKO-BPOHXOSIOrMYeckne BapuaHThl
cuHapoma KaprareHepa. Pa3pa6oTaHbl KpuTepun guddeperunanbHOW QUarHoCTUKWU MEpPBUYHON LMNNapHON OUCKUHE3NN.
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The author presents herein the literature-available data and own observations concerning pathogenesis, patterns and diagno-
sis of primary ciliary dyskinesia in children, thoroughly considering the clinical and bronchological variants of the Kartagener
syndrome, and the author-developed criteria for differential diagnosis of primary ciliary dyskinesia.
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epBUYHas unnuapHas QUCKMHe3uUsa OTHOCUTCSA K YUCNY Ha-
cnefcTBeHHbIX HonesHen nerkux. 370 JOCTATOYHO pef-
Kas naTtonorusi, €e pacnpoCTpaHeHHOCTb CcocTaBnaer
1 : 20 000-30 000 [1]. Hanbonee 4acToi n knaccu4eckon cop-
MOW MNEPBUYHOW LMNMAPHOA OUCKMHE3WU SBNSAETCH CUHAPOM
KaptareHepa (06paTHoe pacnonoxeHve BHYTPEHHUX OpraHoB,
O6pOHXO3KTa3bl U CUHYCUT). Ha ero gonto npuxogutes 50-60%
3TON NaTonoruu.

Co4eTaHne 6pOHX03KTA30B ¢ O6PATHBLIM PaCTONOXEHNEM BHY-
TPEHHUX OpraHoB W CWHYyCUTOM Bnepsble onucan A.3veepT B
1902 rogy B xypHane «Pycckuir Bpad» [2]. Ocobbit UHTEpeC K
3TOM NaToOMOrMKM BO3HWK Mocne enybnukosaHHbiX B 30-e rogel
pab6oT M.Kartagener, nmeHem koTOporo HaseaHa Tpuaga. Npen-
CTaBfleHHble aBTOPOM 0606LLeHHble MaTepuanbl CBUAETENLCTBO-
BaJIN, HTO coYeTaHe 6POHXOIKTA30B U 06PATHOrO PacroNOXeHMs
BHYTPEHHUX OpPraHoB HEPeaKo HOCUT CeMeNHbIN xapakTtep [3].

B nocnepyowme rofbl HEOAHOKPaATHO NPEeANpUHUMAanUCh
nonbITKK paclLtmdpoBaTe reHes 6POHXO3KTA30B y nuy ¢ 6par-
HbIM PacrnonoXeHnem BHYTPEHHWX opraHoB. BeiCKasbiBanochb
NpeanonoXeHune, 4To 3TO co4eTaHWe He Crny4ariHO U 6POHX03K-
Tasbl ABAATCA PE3yNLTAaTOM HapyLUeHWsa BHYTPUYTPOBGHOro
pa3euTus. OgHako UCTWHHas npupoda 6pOHXONero4YHon narto-
noruun npu cunapome KaptareHepa 6bina ycTaHOBEHA NULLb B
70-e roppl, korpga R.Eliasson (1977), B.Afzelius (1978) BbisiBu-
My 9Tux 60NbHBIX fedeKT CTPOeHUs akCOHEM PeCHUYeK Mep-
LuateflbHOro 3NUTeNus CM3UCToh 060NOHKU pecnMpaTopHOro
Tpakta [4, 5]. NaMeHeHUs ynbTpPacTPYKTYPbl PECHUTHAaToro

Lna KoppecnoHaeHUnK:

PoanHoBa Hapexpaa HukonaesHa, AOKTOP MEAMLIMHCKMX Hayk,
3acnyxeHHbli Bpad Poccuiickoin Depepaumy,

MABHLI HayYHBIA COTPYAHWK OTAENEHUs NYNBMOHONOrv
Maockosckoro HAW nepunatpum w petckoi xvpyprumn M3 PO
Agpec: 125412, Mocksa, yn. Tangomckas, 4. 2

TenechoH: (095) 484-4104

Crates noctymnuna 29.05.2003 r., npuHaTta K nedat 14.10.2003 r.

anuUTenuns o6yCrnoBNBANO HapyLLUEHNE LUMTMapHON OYHKLMK, U
naTonorus nepeoHadanbHo 6bina onpegeneHa, Kak «CMHAPOM
HENOLBWMXHbIX pecHW4eK». HanbHellne nccnegosaHus, npo-
BEAEHHbIe in Vitro, NoKazanu, YTo Npu Haluyuu YNbTPacTpyk-
TYPHbIX AeheKTOB faneko He Bcerga Habnogaetcs nonHas yr-
pata MOABWMXHOCTU PecHU4YeK, a Nb HapyLlaeTCs aKTuB-
HOCTb BMEHWs, OHO CTaHOBWUTCA 3aMedJSIeHHbIM, XaoTU4HbIM. B
3TON CBSI3W BbINIO NPUHATO onpefeneHne — «NepBUYHAA UMn-
apHasi AUCKUHe3ns ».

BbINo ycTaHOBNEHO, HTO BPOXAEHHbIE LMnMapHbie edeKTbl
He Bcerpa co4eTarTcs ¢ 06paTHbIM PacroONOXeHWeM BHYTPEH-
HWUX OpPraHoB. 3TU N3MeHeHWs1 MHoraa OBHapyXMBaTCs Y 60Sb-
HbIX XPOHWYECKUM BPOHXUTOM, 3MAM3EMON NETKUX, BPOHXOIK-
Tazamn. UHbIMM cnoBamu, nepBuYHas LMMapHas aAMcKUHe3us
He orpaHu4eHa nuwb CcMHAPOMOM KapTtareHepa, HO MOXET Jsie-
XaTb B OCHOBE W ApPYrnx hOpM XPOHUYECKON BPOHXONEroyHon
naTonoruu.

[eHeTNYeCKN AETEPMUHMPOBAHHbIE HAPYLLEHUS YIIbTPacTPyK-
TYPbl pECHUYEK MepLaTeSIbHOro anuTenusa MHorootpasHsl. B nu-
TepaTtype onucaHo cahblle 20 pasnnyHbIX akCOHEMarbHbIX Hapy-
LEeHWIA, MPUCYLMX MEPBUYHON UMNMAPHON ONCKUHE3Wn [6-8].
O6nuratHbIMKM NpU3HakamyM NMaTonorMm CHUTAETCs OTCYTCTBUE
WK HedopassuTUe AUMHEWHOBLIX PY4YeK, OTCYTCTBME paguasib-
HbIX CMWUU, HEKCUHOBLIX CBA3OK, HapyLlEHne Yucna ayobneTos U
cuHrneToB (puc. 1).

OWHenHoBbIe pYYKK SBRAIOTCA HOCUTENsIMU ATMD-akTUBHOCTH,
npespaLlaloLen XuMu4eckyto aHeprto ATD B MexaHU4eckyto
SHEPruio OBMXEHUs PecHWYEK. YTpaTa AUHEeUHOBBIX py4ek on-
peaensieT HernogBUXHOCTb PeCHUYEK.

N3meHeHWe CTpYKTYpbl U Mocrefytollee HapyweHwe yHk-
LMW PECHWYEK NPUBOANT K HAPYLLIEHWIO MyKOLIMNWUAPHOrO TpaHc-
nopTa, 3acTO O6POHXMANBHOrO COAEpPXUMOro, H4To co3faer
NPEQNOCHINKU LA HACNOeHUs MHAheKunM u hOPMUPOBaHNA XPO-
HWYecKoro 6pOHXONEro4HOro npolecca.
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MNepBHUyHas uMNMapHas OUCKMHE3WS Yy feTex

Puc. 1. YnbTpacTpyKTypa pecHUYeK MepuaTelbHOro anuTenus Chm-
3MCTON 060M04KM GPOHXOB Y 6OMBHOrO C CUHAPOMOM KapTareHepa
(anexTpoHorpamma x50000). OTcyTcTBME AUHEUHOBbLIX PyYeK, TpaHc-
ROKauusa U AONOSHUTENbHAs Napa MUKPOTpyGoUeK.

leHeTn4Yeckn AeTePMUHUPOBAHHBIN YNbTPACTPYKTYPHEIN ae-
PEKT HOCUT pacCrnpOCTpaHEHHbIA XapakTep, MOCKOMbKY UWNK-
apHbIA 3NUTENUI, KaK 3BECTHO, BbICTUIAET He TONbKO Pecnu-
paTtopHbI TPaKT, HO U CpefdHee U BHYTPEHHEE yXO, aneHanuMy
XeNynoykoB, hannonuesbl TPyObl. AHANOTMYHOE CTPOEHWNE
MMEIOT XIYTUKM CNepMaTo30naoB. 3TO B 3HAYUTENBHON CTene-
HW onpefenseT 0COHBEHHOCTY KNMHUYECKOW CUMNTOMAaTHKK, ee
mHoroobpasune. OgHako 6onee Bcero cTpagaeT pecnupaTop-
Hasi cucTema.

CuuTaloT, 4TO NepBMYHAS LMNNapHas AUCKUHE3Ws HacnedyeT-
CA1 MO ayTOCOMHO-PELIECCMBHOMY TUMY. He UCKIMIOHYEHOD, YTO LUK-
apHble fedeKkTbl MOryT 6biTb CMeACTBMEM CBexell myTaumu. B
nocsiegHue rofbl AMHEMHOBbIe AeheKTbl CBA3LIBAIOT C MyTaumen
B 06M1acT KOPOTKOro nneya 9 xpomocomsl (9p21-p13). Mpu mc-
CnefoBaHvn No cuenneHuio oeHotun cunapoma KaprtareHepa B
apabckux cembsix Gbin KapTuposaH B o6nactv 199 [9, 10].

Haww HabniogeHus, kacatoLmecs 84 neTteit ¢ nepeu4HON Lu-
nMapHoOn OUCKMHE3Mel (60Mbllyo 4acTb U3 HUX — 72 pebeHka
cocTaBunn 6onbHble ¢ cuHapemom KaprtareHepa), nokasasnw,
YTO B YCNOBUAX OQHOW CEMbW BO3MOXHbI Pa3riuyHbie BApUaHTbI
3TOM NaTonorun, Kak ¢ 06paTHbIM PacroNoXeHNeM BHYTPEHHMX
OpraHoB, TaK u 6e3. Tak, B KnuHuke nynsmoHonorum MockoBcko-
ro HAW neguatpum v geTckon Xvpyprm Habnioganucb 4 ceMbi,
B K&X4o# 13 KOTopbIX 04MH pebeHok 6bin ¢ cuHgpoMoM Kapta-
resepa, a y 6 cMbcoe 6biM KNMHNYECKWE NPOABNEHUA NEpPBUM-
HOW LMIMapHOM OWCKWMHE3UM 6e3 06paTHOro PacrnofioXeHust
BHYTPEHHWUX OpraHoB. B ogHoM 13 3TMX CeMein poanTenu Haxo-
OUNUCb B KPOBHOPOACTBEHHOM 6pake, OTel cTpafgan XpoHuue-
CKUM BPOHXONEroYHbIM NMPOLECCOM.

KnuHuyeckan KapTuUHa NepBUYHOMA UMNUAPHOA OUCKUHE3WH
XapaKTepua3yeTca TOTallbHbiM MOpPaXeHWeM pecrnmpaTopHOro
TpaKTa C paHHeil MmanudbecTaumerd cMMnTomMoB. KnuHuyeckas
Tpnaga — OPOHXWUT, CUHYCUT, OTUT — TUMUYHbIE KIMHUYECKMEe
NMPU3HAKN NEPBUYHON LMNMUAPHOM OMCKUHE3UU. TlopaxeHue ner-
KUX, KaK MpaBusio, BbISIBIISIETCH YXXe B NEpMOAe HOBOPOXOEHHO-
CTW W 06bIYHO PaCUEeHUBAETCH, Kak NHEBMOHUS.

BOMbHBIX ¢ NEPBUYHON UMMMAPHON OUCKUHE3NEN GecriokouT
Kallens ¢ OTAeneHUemM rHOMHOM MOKPOTBI. B nerkux nocTtosHHO
NMPOCNYLUMBAKOTCA BriaXHble Xpunbl. MHorMe et oTcTaT B
hU13MYECKOM pasBUTUM, Y HUX OTMEYAETCA YTOMLEHWE HOrTe-
BbIX dhanaHr nansueB («6apabaHHble NanoyKu»).

B knuvHW4eckon KapTuHe 3abonieBaHusA 60MbLUOE 3HaveHue
MMeeT nopaxeHne HOCOrNoTKU. HoCcoBOE AbixaHWe 3aTpyaHeHo,
60MNbHOro 6ecnOKOUT M'HOMHOE OTAENAEMOE U3 HOCA.

Mpwn obcneposanum JTOP-opraHoB OMArHOCTUPYETCH CUHY-
CWT, Halle BCEro nopaxatoTcsi ramMopoBbl Nasyxu. BonbHole
CTpagalT XPOHUHYECKUM OTUTOM, Y MHOIMX CHUXEH crnyX. B He-
KOTOPbIX Cry4asx BLISIBMARETCA TUMNaHOCKNepos, y 15-20%
60sbHBIX — NONKNo3 Hoca [11].

TAXeCTb COCTOAHMA 60MbHBIX C MEPBUYHON LMNMAPHOM AUC-
KWHE3neln B 3Ha4YMTENbHON CTeNeHW onpeaensaeTcsa BblpaXeHHO-
CTbIO AblXaTeflbHOW HedocTaToMHOCTU. [pn dhyHKUMOHANBEHOM
UCCNefoBaHnM BBIRBAAIOTCA MPU3HAKM BEHTUNALUMOHHBIX Hapy-
WeHW OBCTPYKTUBHOMO U PECTPUKTUBHOIO Xapakrepa. B Taxe-
MBIX CnyYasx UMeeT MECTO MMNoKCeEMUA,

Hawm Ha6nogeHus nokasanu, 4To B paMKax NepBuHHON Lu-
MapHON AUCKNHE3WW, B TOM Y1CIe M NPU CMHAPOMe KapTareHe-
pa, BO3MOXHbI Pa3nnyHble KITMHUKO-6POHXOSIOTUYECKWe Bapu-
aHTbl [12]. Knaccuyeckuii BapuaHT — Hanmn4ne BPOHXO3KTa30B
(puc. 2). BmecTe ¢ TeM 6pOHXONOrMyecKkne nccnegqoBaHnsa ceu-
[JeTenbCTBYOT O TOM, Y4TO 6POHX03KTa3bl He ABMAIOTCA 0bs3a-
TebHbIM NPU3HAKOM naTonorin. MiHorga y aTnx 60nbHbIX avar-
HOCTMpPyeTCa AeOpMUPYIOWMA OPOHXUT UM XPOHNYECKWIA
6poHxuT 6e3 gedopmaumm 6POHX0B.

XapakTep u pacnpoCTpaHEHHOCTb BPOHXONEroYHbIX N3MeHe-
HUA ONpedensloT TAXECTb 3a60NeBaHns, aKTUBHOCTb TEYEHUs
BOCMNAanNUTENbHOro npouecca. Npu ABYCTOPOHHEM MOPaXeHUM
3a60oneBaHne NPOTEKAET MO TUNY TAXENON BPOHXOIKTATUHECKON
60ne3HU, C 4acTbIMK (80 4—6 pas B rog) 060CTPEHUAMU, C OTae-
NEHUEM 3HAYUTENBHOMO KONMMHECTBA MHOWHOW MOKPOTbI, oparb-
HOW KpenuTauuen, oObILLKON.

OTMeHeHo, YTO xapakTep OPOHXONEroYHbIX WU3MeHeHUA He
3aBUCUT OT ASIMTENLHOCTU TeYeHus npouecca. BpoHxoakTasbl
BbIBNAOTCA KaK y AeTel nepBbiX JIET XW3HW, Tak U B Bonee
cTapliem BospacTe. B To xe 8pems Hanuywe gedopmupyiolle-
ro 6poHxuta (6e3 6POHX0IKTA30B) MOXET UMETb MECTO Y nof-
poctkoB B 14—15 net. CnepgosartenbHO, y 60MbHbIX NMEPBUYHOR
LMNMapHON QUCKMHE3Nen u ¢ cnHgpoMom KaprareHepa fgedop-
MUPYIOLLIMIA BPOHXMT N 6POHX03KTa3bl ABMAKTCA, BEPOATHO, He
cTagusMu, a BapuaHTaMm naTonornydeckoro npouecca [13].

MepBuyHasa unnmMapHas AUCKMHe3Us Horga co4eraeTcs ¢ no-
poKaMu pasBmTUsA Nerkux unu gpyrux opraHos. OnucaHo coyeta-
Hue cuHapoma KaprareHepa ¢ nopokamu nerkux, cepgua, KocT-

%

Puc. 2. CuHapoM KapTareHepa. BpoHxorpamma (npsmas npoexkums).
O6paTHOe pacnonoXeHwe BHYTPEHHUX OPraHoB, CMeLUaHHble
6pPOHX03KTa3bI.
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Puc. 3. NonukncTo3 nerkux y 6onbHoro ¢ cuHapomom KaprareHe-
pa. BpoHxorpamma (nNpsiMas npoeKkuus).

HbiMW aHoManuamu [14]. Mel padee onucbiBanv 60nbHYHO C CUH-
ApoMOM KaptareHepa, npyv BPOHXONOrM4eCkoM o6cnefoBaHmm
KOTOPOW 6b11 AMArHOCTUPOBaH NOMNMKUCTO3 Nerkux (puc. 3) [15].

AnarHoa nepeuyHOM UMIMapHON AUCKUHE3NN TpebyeT 0Ha3a-
TeNbHOro onpefeneHns CTPYKTYpbl U (DYHKUMK pecHUYeK mMep-
LiaTeNbHOro ANUTEIMA CIM3NCTON PecnupaTopHOro TpakTa.

Ona cyXpaeHns o yHKLMOHANBHOM COCTOAHUM PECHUYEK UC-
nonb3yeTcs MeToA ha30BO-KOHTPACTHON MUKPOCKONUK BuonTa-
TOB CIIM3UCTON 060N0YKK GPOHXOB UM HOCA HENoCpedcTBEHHO
nocne Ux nony4eHns. 3TO NO3BOMSAET BU3YaslbHO OUEHWTb ak-
TUBHOCTb OMEHUA pecHUYeK UnW, 4To 6onee 06LEKTUBHO, pac-
CHUTATb HaCTOTY UX BUEHUs. Y BOMbHbLIX C NEPBUYHOM LMnmnap-

HOM OWCKWHE3NEWN OBUXEHNE PECHUYEK OTCYTCTBYET UNN PE3KO
3aMepnneHo, xaoTuyHo. OnpegenexHme akTMBHOCTU BUeHUs pec-
HUYEK B COCKOOE CMU3UCTON HOCA MOXET ObiTb UCNONb30BaHO,
KaK MeTof pacrno3HaraHusa GONbHLIX C NEePBUHHON LIMNWUAPHON
[OWUCKWUHE3Wen Cpean HacTo 6oneroLwmMx aeTen.

O oueHKM YHKUMOHANBHOMO COCTOSHUA pPEecHUYeK Mepua-
TENbLHOMO INUTENUA U TEM CaMbiM MYKOUMNIUAPHOIO O4ULLEHUA
UCMONb3YHOTCH TaKXe paguoHyKnnagHsle meToabl [16]. Tak, ¢ 3Ton
Lenblo, UCXOAA U3 OEHTUYHOCTU PECHUTHATOMO MOKPbLITUA BCEro
pecnupaTtopHOro TpakTa, OCYLeCTBAETCA Pafuonorn4eckoe
onpefeneHne CKOpoCTU CNM3UCTOrO0 HOCOBOrO TpadcrnopTa. Ha
CNN3NCTYIO 060MOHKY HOCA HAHOCUTCA Kanss Y4e/10Be4eCcKoro Chbl-
BOPOTOYHOIO anbbyMuHa, MedeHoro 99 Tc. Y 60nbHbIX ¢ nepeuy-
HOW LMNWapHOM OMCKUHE3MEW NepenBuxeHune paguodapmales-
TUYECKOro npenapara Ha CnMaucTow Hoca oTeyTeTayeT. B T0 xe
BPEMS Y BOSbHbIX C XPOHUHECKMM BPOHXUTOM, BPOHXO3KTa3aMu
nepeaBmXeHne paguodapMaleBTMYECKOro npenapara 8 cTopo-
HY HOCOMMOTKM cocTaBnseT B cpegHem 6,14 MM/MuH. Hanudne
aKTWBHOIO NepeaBwxeHus paguoapmaueBTUHeckoro npenapa-
Ta Ha CMM3UCTON OBOMOYKE HOca MO3BOMAET CPa3y Xe UCKI0-
YUTb NEPBUHHYIO LIMIIMAPHYHO OUCKUHESUIO.

Taknm 06pa3om, 3TOT MeToL MOXeT ObiTb UCMONb30BaH, Kak
CKPUWHWHI-TECT npu 0bcnegosanny 60MbHLIX C NOA03PEHNEM HA
CUHOPOM «HEMOOBMXHbIX PECHUYEK> .

Henb3s, OQHAKO, He y4uTbIBATb, YTO OTCYTCTBUE HOCOBOIO
C/IM3UCTOrO TpaHCnopTa MOXeT GbITh CBA3aHO M C MECTHBIMU U3-
MEHEHUAMW B HOCOBOW NONOCTH (B YACTHOCTH, NPV BOCMANIEHNN
CNM3NUCTOM HOCA), HO 3TN M3MEHEHMA OOPATUMbBI U NCHESAIOT MNMPK
CTMXaHWW BOCMNANUTENBHOrO npoliecca.

Mpu gudbdhepeHumansHOM OuarHo3e nepBUYHOM LiMNMapHoOM
OMCKUHE3WN (6e3 06paTHOrO PaCMONOKEHVA BHYTPEHHUX OpraHos)
[OMKHbI 6bITb UCKITHOYEHBI XPOHUHECKUE BOCManmTeNbHbIe 3abone-
BaHUA Nerkux, npotexarowpe ¢ andbdy3HbIM NopaxKeHnem BpPOHXo-
NIero4YHON cUCTEMBI. Pe4b nfeT, npexae BCero, 0 MyKoBUCLIMAO3E U
NEePBUYHBLIX UMMYHOAEMUNTHBIX COCTOAHWAX (CM. Tabnuuy).

Heo6X0AMMO TaKXe YHMTbiBaTb GPOHXONErO4HY NaTosIoruio,
CONPOBOXAAILLYIOCH AEKCTPano3uLMen, YTO MOXET CUMYTUPO-
BaTb CMHOpPOM KapTareHepa. Takas cutyauusi oTMedaeTcs npu

Hosonornyeckan (bopMa OCHOBHbIE KNUHUYECKME MponABneHus

ﬂepBW‘IHaH uunuapHas UCKUHE3NA

MaHuchecTaLmen CMMNTOMOB.
Hacto o6paTtHoe pacnonoxexue
BHYTPEHHWX OpraHoB.

£ XpoHueckuit 6poHXMT O6ocTpeHne BpoHXUTa He MeHee

M BNAXHbIE XPUribl.

BporxoakTaTuyeckas 60ne3Hb Kawenb, rHoiHas MokpoTa, UHorga

MpOoLECCa B NIErkux eXerogHo.
MykoBucumaos

HapyleHus, oTcTasaHve

B (M3UYECKOM pasBUTHK.
XPOHWYECKMUIA BOCNANUTENBHBIA
6pOHXONEroYHbINA NPOLECC, THOMHbIe

[NepBU4HbIE UMMYHOREMUUUTHBIE
COCTORHUS

060NCYeEK, KULLeYHbIe HapyleHus,

Tabnuua. AndhchepeHunanbHbIi AMArHo3 NEPBUYHON LUNMApHOW ANCKMHE3NK

TotansHoe NopaxeHue REcnMpaTopHoOro
TpakTa (6POHXMT, CUHYCUT, OTHT) C paHHe

2-3 pas B rogy. Kawenb, MOKpoTa, cyxve
KpoBOXapkaHbe. Jlokanu3osaHHble BNaXHble GPOHX0IKTa3bl. [HOAHLIA SHROBPOHXMT.
xpunel. OB0CTpeHUe BOCNANUTENLHOTO

HenpepbiBHO TekyLiuiA BOCNANUTENbHbIA
6poHxoneroyHbIi npouecc. KuweyHsle

NopaxeHna HOCOrNoTKKU, KOXK, CIIU3UCTBIX

0TCTaBaHve B h1U3M4eCKOM pasBuTUu.

PeHTFeH0>6pOHXOJ'IOFVI"IECKVIe CneupanbHele Nokasatenu

W (OYHKLMOHASbHbIE NPU3HAKM

Tecthopmaums 6poHxoB, GPOHX03KTA3b,
ANMDOYIHOCTL NOPAXEHNS, THONHBINA
3HROBPOHXUT. OBCTPYKTUBHBIN

1 PECTPUKTUBHBIA TN AbIXaTenNbHbIX
HapywweHuit. Hacto o6paTHOe pacnonoxeHue
BHYTPEHHWX OpraHoB.

TnthpysHoe n3meHerne -
NIErOYHOTO PUCYHKA.

O6CTPYKTUBHBIE HAPYLLEHUS BEHTUNALWN.

JlokanbHbIi MHEBMOCKNEPO3, -

HenonemxHOCTL pecHUYeK
MepLaTenkHOro anuTenus,
HapylueHre

WX YNBTPACTPYKTYPbI.

OBCTPYKTUBHBIE W PECTPUKTUBHbIE
HapyLUEHUA AbIXaHus.

OudbysHele uameHeHns, hunbpos,
aTenekTasbl. THOWHLIA 3HOOOPOHXMT.
OBCTPYKTUBHBIE M PECTPUKTUBHBIE
HapyLLEeHUA ObIXaHus.

TnthyaHble uamereHus,

Hunbpo3, BPOHX0IKTa3b!.

YBenuuenue coaepxanme
Xnopuaos B note >60 m/mon.
BbisiBReHUe MyTaHTHOTO rexa.

M3meHeHus nokasatenei
ryMOpanbHOro 1 KNeToYHOro
MMMyHUTETA.
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areHesvu Unn annasum NPaBoro Nerkoro, Korga cepaiue cMeLua-
eTCca B NMPaBylo MONOBWUHY TPYOHON KneTku. [lekcTpanosuuyms
BO3MOXHa U NpY 1@BOCTOPOHHEN IobapHoOn amuseme.

MNporHos 3abonesaHns Tak Xe, Kak U OCOBEHHOCTU ero Tevye-
HWS 3aBUCAT OT XapaKkTepa W pacnpoCTpaHEHHOCTN BPOHXONEeroy-
HbIX W3MeHeHUI, CBOEBPEMEHHOIN OMarHOCTUKM CTpajaHus 1 aje-
KBaTHOW Tepanuu. KnuHuka MynbMOHONOMMM pacnonaraeTt pe-
3ynbTatamm otganenHelx Habmogenwi (o1 5 no 19 net) 26 6onb-
HbIX ¢ cuHapomomM KapTtareHepa [17]. OTmedeHo, 4To y 60MbHbIX
C XpPOHWYECKMM B6POHXMTOM 6e3 BPOHX03KTA30B NPU cUcTeEMAaTH-
YEeCKOM JIBYEHUW, KaK NpaBu/1o, ¢ BO3PaCcTOM HacTynana ctabu-
nnsauma npouecca. Y 60fbHbIX C pacnpoCcTpaHeHHbIMW BPOHXO03K-
Ta3amy COXPaHANMCb aKTUBHBbIE BOCMANUTENbHbIE U3MEHEHUS B
nerkux n Hocornotke. OgHako NporpeccupoBanHvs KIMHUHECKUX
NPOsiBNIeHWI 3a60M1eBaHnsl, HapacTaHus TSHXEeCTW [bIXaTeflbHoi
HeJoCTaTO4HOCTU, Pa3BUTUS OCAIOKHEHUA HE OTMEYEHO.

CneunansHOro BHUMaHus 3acnyXxveaeT BOMPOC O Penpoayk-
TVBHOM (DYHKUUM BOMNBHBIX C NEPBUHHOI LMAVAPHOW OUCKUHESM-
€. TOCKOMbKY CTPYKTYPHbIE M3MEHEHUS B XI'yTUKax cnepmMaro-
30M0B WOEHTUYHbLI TAKOBLIM B PEeCcHWYKax pecnupaTopHOro
TpakTa y 60JIbHbIX C NEePBUHHON LMNMAPHON OANCKUHE3NEN, CHU-
XeHa NOoABUXHOCTL cnepmaTo3omoB. 3To onpegenseT 6ecnno-
AVe MYXYMH, CTpadalolnxX NEPBUHHON LIMNNAPHOW OUCKVHES3W-
ei. He uckniYeH Takxe pUcK 6ecnofmns, BHeMaTouHbIxX 6epe-
MEHHOCTEN Y 6OMbHBIX XEHLLWH.

OTtpaneHHble HabMoOOeHVS KNVHWKK, Kacarouwmecs 11 60nb-
HbIX € CMHAPOMOM KapTareHepa, 4OCTUMLUX AeTOPOAHOrO BO3-
pacTta 1 cocToswMX B 6pake, Nokasanu, 41O Y XeHWWH C CUH-
OpoMOM KapTtareHepa MOXeT COXPaHWTbCA AeTopogHas (hyHK-
ums. Tak, ABe U3 CeMU HalUKUX GbIBLUIMX NaLWUEHTOK, UMEIOT 340-
pOBbIX fE€TeW, Y 5 oCTanbHbIX XenaHHas 6epeMeHHOCTb 3a He-
CKOJbKO JIET 3aMyXecTBa He HacTynvna. YeTsepo MyXuuH xe-
HaTbl, HO ETEeN He UMEIOT.

Bonpoc 0 neyeHvun 60MbHbIX € NEPBUYHOI UMNMAPHOW AWNCKU-
He3nen M B TOM 4ucrne C CMHOPOMOM KaprareHepa CIOXeH.
MpeanoyTenve OTHAETCS KOHCEPBATUBHOW Tepanuu, Hanpas-
NEHHOI Ha NoAABNeHVe BOCNANUTENLHOro NpoLecca B Nerkux u
HOCOrnoTke. [Mpn 060CTpeHMM BOCManuTeNbHOro npouecca B
NEerknx U HOCOrnoTke Begyliee 3HaYeHve UMeeT aHTUBMOTUKO-
Tepanusi. MNpu aToM npegnoyTeHne otnaeTcs LedanocnopuHam
2—3 MOKONeHWs, aMOKCULMNNKHY (KnasynaHaTy), COBPEMEHHbIM
mMakponuaam. B ¢Basu ¢ nopaxeHWem CriyxoBoro annapata,npu-
MEHEHUS aMUHOIMMKO3NO0B MCKNoHaeTca. Y BOMbHLIX C CUH-
apomom KapTtareHepa rpu gudpy3HOM rHOMHOM 3HAOBPOHXUTE
06bI4HO NMPUMEHSIETCH KOMOMHMUPOBAHHOE BHYTPUMbILLEYHOE W
3HO06POHXMANBHOE BBEAEHNE aHTUBNOTHUKA.

Bonbuwoe BHMMaRWe yoenseTca cucTeMaTUHecKoOMy VCNONb-
30BaHMIO MEeTOZOB WU CPEACTB, NOLLEPXKMUBAIOLUMX OPEHAXKHYHO
hyHKUNIO BPOHXOB (NOoCTypanbHeil gpeHax, JIOK, vHransuum,
nevebHan BPOHXOCKOMWS, UCMONb30BaHWE MYKOSIMTUHECKUX W
OTXapPKMBAIOLLMX CPELCTB).

B nocrnegHwe rogbl nMpu nedeHny BOMbHBIX XPOHUYECKUM
BPOHXMTOM W, B 4acTHOCTW, NpW CUHOpPOME KapTtareHepa, wuc-
none3yetca Jpecnan (deHcnvpuh), Bbinyckaemoii HOUpMon
«Cepsbe» (DpaHuma). MpenapaT Takxe Oka3biBaeT BbiPaXXEHHOE
MPOTUBOBOCNANNTENIbHOE AEUCTBNE Ha CAIU3UCTYIO OB0NOYKY HO-

coBbix nasyx. Hawwm HabniogeHws noxkasanu, 410 MpuMeHeHue
Opecnana B coYeTaH ¢ aHTUBUOTUKaMK Y BOMBbHBIX C CUHAPO-
MOM KapTareHepa, yMeHbLIaeT BocnaneHe 1 rmnepcekpeLuio,
npyv 3TOM KallenNb CTAHOBUTCH PEXE, YMEHbLIAETCA KOMYECTBO
MOKPOTb!, U3MEHSETCA ee XxapaKTep C rHOMHOW Ha CI3UCTYIO.

CuMTaloT, YTO XMPYPrUYeckoe neveHne Npy HaaMyum ToTalb-
HOro reHeTuyeckoro fediekta CIVM3NMCTON PecrnMpaTopHoro
TpakTa He onpaegaHHo. B nocnefnvie rogel NpeanpUHUMaTCs
NONbLITKY TpaHcnnaHTaumMu Nerkvx v ceppua y 60JbHbIX € CUH-
Apomom KapTtareHepa [18].

Takum 06pa3oMm, NepBrHHan LMMapHas ANCKUHe3na AaBnseTcs
reHeTUYeCKN AETEPMUHUPOBAHHOW NATONIOrMen, CBOEBPEMEHHOE
pacnosHaBaHve KOTopor u gudtbepeHumauma ot apyrux opm
XPOHWYECKOW NaToNormn Nerknx UMeeT CyLeCTBEHHOE 3HaYeHne
AN NporHo3a 3a6oneBaHna v couMansHOM opreHTaLmnm 60fbHbIX.
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