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Pesiome

TpaxeobpoHxoMeranus — pefKuii NOPOK pa3BUTUA Y AeTel, XapaKTepU3yLWMIACA pacluMpeHeM Tpaxeu
M KPYMHbIX BPOHXOB, AMArHOCTMKA M NIeYEHME KOTOPOro OCYLLECTBASETCS Yalle BO B3POC/ION NPaKTUKeE, KOr-
D3 KNMHUKO-AMArHOCTUYeCKas KapTuHa NpuobpeTaeT BblpaXeHHble YyepTbl cHApoMa MyHbe-KyHa. B cBa3u
C 3TUM BO3HMKaET He0HX0AMMOCTb PAHHETO BbISIBEHMS AHHOM naTtonoruu y aetei n auddepeHuMpoBaHus
ee C ApyrMMu 3aboneBaHUSIMU U NOPOKAMM Pa3BUTUS TpPaxeoOpPOHXMANbHOIO AepeBa, MPOTEKAKLWMMU NOL,
MacKoW peLuAMBUPYIOLLErO BOCMANUTENbHOIO NPOLECCa Nerknx U BEPXHUX AblXaTebHbIX NyTei, B NepBYy0
oyepenb C TaKMMU, Kak MyKOBUCLMAO03 U NEPBUYHAS LUIMAPHAS OUCKUHE3NS.

B cratbe npuBoamTCa cnyyan TpaxeobpoHXoOMeranaMmM BTOPUYHOIO xapakTepa y pebeHka C BblpaXeHHbIMM
KNMHUYECKUMU NPOSIBAEHUSMU cuHApOMa MyHbe-KyHa, Hanuumem 6poHX03KTa30B, neroyHoro Gpubposa
M NPU3HAKaMK CUCTEMHOIO 3aboneBaHns coeanHUTeNbHOM TkaHW. OBCYyXAa0TCS BO3MOXHOCTU KOMMbIOTEP-
HOW TOMOrpaduu rpyaHoOM NoNOCTU B AUArHOCTUKE AAHHOMO NOPOKA Y AETEN U NPUYUHBI €10 BO3HUKHOBEHMUS.
MpoBeaeH CpaBHUTENbHbIV aHANUM3 Pa3MEPOB TPaxeu 1 MaBHbIX OPOHXOB NpeACcTaBAeHHOro 60bHOMO 1 AeTel
€ MYKOBMCLIMA030M U AMDDY3HBIM NeroyHbIM GMBpO30M TOro Xe BO3pacTa M Nona, BbiiBneHa bonee 3HaumMmas
ponb HACNeLCTBEHHbIX 3a601eBaHNI COEANHUTENBHOW TKaHN B POPMMPOBAHMM BTOPUUYHOM TPaxeobpoHXo-
Meranuu. ABTOpaMu npepnaraeTcs pasLenutb NOHATUS «KTpaxeobpoHXOMeranusa» u «CMHAPoOM MyHbe-KyHax»
y AeTeit U NpU3HaTb MOPOr paclMpeHUs Tpaxeu y Takux naumeHTos B +3SD u 6onee.

KnioueBble cnoBa: TpaxeobpoHxomeranus; cMHAPOM MyHbe-KyHa; BpOXXAEHHbIe MOPOKM Pa3BUTUS NETKMX;
BPOXAEHHbIE MOPOKM Pa3BUTUS BPOHXOB; BPOHX03KTa3bl; MyKOBUCLMAO3; CMHAPOM KapTareHepa; nepBuyHas
LUMAnapHas AUCKUHE3NS; NerodHbln dubpos; xpoHuyeckne 3aboneBaHuns Nerkmx; KoMmnbloTepHas Tomorpadus.
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Abstract

Tracheobronchomegaly is a rare developmental defect in children, which is characterized by the expansion
of the trachea and large bronchi, the diagnosis and treatment of which are made more often in adult
practice, when the clinical diagnostic picture acquires the obvious features of Mounier-Kuhn syndrome.
In this connection, the need arises for the early detection of this pathology in children and its differentiation
from other diseases and malformations of the tracheobronchial tree, which mask a recurrent inflammatory
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process in the lung and upper respiratory tract, and primarily with those, such as cystic fibrosis and primary
ciliary dyskinesia.

The paper describes a case of secondary tracheobronchomegaly in a child with obvious clinical manifestations
of Mounier-Kuhn syndrome in the presence of bronchiectasis, pulmonary fibrosis, and signs of systemic
connective tissue disease. It discusses the possibilities of chest computed tomography in the diagnosis
of this defect in children, as well as its causes. The sizes of the trachea and main bronchi in this patient
are compared with those in the groups of children of the same age and sex who have cystic fibrosis
or diffuse pulmonary fibrosis to identify a more significant role of hereditary connective tissue diseases
in the development of secondary tracheobronchomegaly. The authors propose to separate the concepts of
tracheobronchomegaly and Mounier-Kuhn syndrome in children and to recognize the threshold for tracheal
expansion in these patients having +35D or more.

Keywords: tracheobronchomegaly; Mounier-Kuhn syndrome; congenital lung malformations; congenital
bronchial malformations; bronchiectasis; cystic fibrosis; Kartagener’s syndrome; primary ciliary dyskinesia;

pulmonary fibrosis; chronic lung diseases; computed tomography.
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BBepeHue

C pasButnem nyyeBbiXx METOAOB MCCNen0BaHNS
OpraHoB rpPyaHOM KNeTkn Ha3pena HeobxoaMMOCTb B
yrny6eHHOM M3YYeHNN BPOXOEHHbBIX MOPOKOB pa3Bu-
TS NErkKnX y AeTen ana ux paHHen 4orocnmnTanbHON
anarHocTukm [1]. OcobeHHO CNoXHbI B AnpdepeHum-
aNbHOM AMArHOCTMKE BPOXOEHHbLIE MOPOKM Pa3BUTUS
Tpaxeu 1 OPOHXOB M NPUOBPETEHHbIE NIeroYHble 3a00-
nesaHua y geten [1, 2].

Taknm pegknm NopokoM, BCTpevarowmmes y ae-
Ten, aBnseTcs TpaxeobpoHxomeranus (TBM) [1-4].
3710 cBOEOOPaA3HOE KIIMHUKO-MATONOrMYeckoe COCTO-
SIHME, 3aK/IoYaloOLWEECs B BbIPXEHHOW Aunataumn
Tpaxewn 1 KPYnHbIX OPOHXOB 1 NPOTEKAIOLLLEE C XPOHU-
4yeckor nH@ekUMel abixaTenbHbIX NyTern 1 BPOHX03K-
Tazamn. Hanbonblume KINHUKO-PEHTreHoNormyeckume
NPOSBAIEHMST 3TOr0 MOPOKa XapakTepuayloTCs CUH-
apomomM MyHbe-KyHa (CMK) [1]. Bcero B mupe cnyya-
eB TbM n CMK, no gaHHbIM pasHblx aBTOPOB, HAacyu-
TeiBaeTcs ot 100 go 300 [5, 6]. PacnpocTpaHeHHOCTb
haHHoro nopoka oueHmeaetcs B 0,4-1,6% y naumeH-
TOB C neroyHbiMu cumntomamum [3, 5, 7]. CMK 'y getein
1 NOAPOCTKOB OTMEYAETCS B BUOE €ONHUYHBIX Cllyya-
€B, HO BCE Yalle OMarHOCTUPYIOTCS PasnnyHbie TUMbI
TBM [1-4, 8]. Mpn 3TOM BblpaxXeHHbIe NposeaeHns TEM
B Buae CMK, paHee peructpuposasLumecs B 50-60 ner,
CTa/I BbIIBAATLCS, MO NOCAEAHNM AAHHBLIM, B CPEOHEM
B 30-40 net [5, 7, 9].

KnuHunyeckne npmnsHaku TBM y peten moryT oT-
CYTCTBOBATb, a MX NOSIB/IEHME Yallle CBA3aHO C Npu-
COeAMHEHMEM HarHOUTENbHbIX W BOCMAANUTENbHbIX
NPOLLECCOB B NErkMx U MNEPexoaoM B AJNTENbHOE
XPOHNYECKOE TEYEHME C ObIXaTeNbHOM HeoCcTaTou-
HoCTbio [1, 2, 4]. BTO 1 COCTaBASET OCHOBHYIO TPYA-
HOCTb OuddepeHumpoBaHus TBM, npoTekaroLlen
C COMYTCTBYIOLWMM paclUMpeHnemM nepndepmnyeckmnx

OPOHXO0B, OT APYrMX BPOXAEHHbIX MOPOKOB Pa3BUTUS
Tpaxen 1 OPOHXOB 1 NPUOBPETEHHOW NErOYHOWN NaTo-
noruwm [8].

OnddepeHumanbHbIi pag 3abonieBaHui, npoTe-
KaroLwmx ¢ 6poHxoakTazamu (unT. no [8]):
|. BpoxaeHHbIe MPUYNHBI BPOHX03KTA3UN:

1. MNopokn pa3BUTUS 3NEMEHTOB Tpaxen 1 GPOHXOB
onddysHoro xapakrepa:
1.1. CTpyKTypHblE AeDEKTHI:

1.1.1. TpaxeobpoHxomeranus (cuHaApoM MyHbe-
KyHa
.1.2. TpaxeobpoHxoMansaums.

.1.3. CvHagpom Bunbsimca—-Kemnbenna.
.2. UnnnapHble gedekTbl:
.2.1. Cunpgpom KaptareHepa.
.2.2. CuHppom tOHra.
2. UmmyHOOEDULMNTHBIE CUHAPOMBbI.
3. MeTtabonuyeckne nedexTbl:

3.1. KuctosHbii drnbpo3 (MykoBUCLMAO3).

3.2. dednumt o-1-aHTUTpPMNCuHa.

. MprobpeTeHHbIE NPUYNHBI BPOHXO3KTA3UN:
1. MHpekuum B AE€TCKOM BO3pacTe.
2. BpOHX0NEeroyHbI acneprunnes.
3. JleroyHsblin prbpos:

3.1. B pesynbraTe nHTepcTuLmasnbHbix 3abonesa-
HWI NErkunx.

3.2. lgnonatunyeckmi.

4. B pesynbrate 6poHxmanbHOM 06CTPYKLMK:

4.1. Onyxonblo.

4.2. VIHOpOAHbIM TENOM.

4.3. lumdaTnyeckumMmm yanamu.

5. CBsI3aHHbIE C HAPYLLUEHMEM UMMYHUTETA (Hanpu-
Mep, ayTOMMMYHHbIe 3a60neBaHns ).

MNMprBOONUM COOCTBEHHOE KIMHWYECKOe Habnio-
neHve TBM y pebeHka ¢ BblpaXXeHHbIMM NpU3Hakamm
cuHgpoma MyHbe-KyHa.

).
1
1
1
1
1
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OnucaHue cnyvyas

MauynenT AO., 14 net, 3THAYECKNA KABKa3eL,
poannca AOHOLWEHHbIM. MMOCTYnuUA B KAMHKKY C Xa-
nobamu Ha YacTblli BUOPUPYIOLLNIA Kallesb, 3an0XeH-
HOCTb HOCQ, FTHYCaBOCTb M Xpan BO CHEe, HN3KWU BEC.

Ha nepBomM rogy >WU3HW MNJOX0 NpubaBnsn
B Bece. C paHHero Bo3pacTa Habntogancsa y otopu-
HONaPWHrosora U racTPosHTEpPOsIora No NoBOAY rn-
nepTpoPuUn MUHAANNH U ageHOMO0B, XPOHUYECKO-
rO PUHOCUHYCUTA, 3aN0OPOB, CMEHSABLUMXCS XUAKAM
cTynoMm. B Bo3pacTe 7 neT npoBeAeHa PEKTOPOMaHO-
CKOMKMs C MOCTaHOBKOM AMarHo3a: «XpPOHNYECKMI KO-
JINT, TUNOKMHETUYECKAA ANCKUHE3NS TONCTON KULL-
ku». B nepuop ot 3 no 10 net pebeHoK HeoAHOKPaTHO
nepeHocun NHEBMOHMIO. BniepBble Obi1 rocnutann-
3upoBaH B Bo3pacte 10 neT no MecCTy XutenbCcTea
C AMArHO30M «XPOHUYECKNN BPOHXNT, XPOHMUYECKIIA
FHOMHbIA PUHOCUHYCUT U TOH3UANUT B cTagum 060-
CTPEHUS» (CHUMKM U BbIMUCKM HE NPEACTaBAEHbI).
CopepxaHue xnopugos nota no M’moécoHy—Kyky no-
BbILLEHO, aHaNN3 Kana Ha NaHkKpeaTUyeckylo anac-
Tasy — B NpeAaenax HopMasbHbIX BEMYUH. [eHeTnye-
CKO€e nccnegoBaHne He NPOBOANNOCH, YCTAHOBAEH
OMarHo3: «MyKOBUCLMO03, CMelaHHas dopmar.
B Bo3pacTe 12 net npn NOBTOPHOM rocnnTanmaaummn
NOTOBbIE NPOOLI OTPULATENbHBIE.

Mpu nocTynneHun obuiee COCTOsiHME cpen-
Heli TaxxecTn. Temnepatypa 36,9°C. Bec 31 kr. PocT
157 cm. MNopakoxHasa knetyatka He passuta. Cnnaum-
CTble 000/104KM rMnepeMmnpoBaHbl. ObpaluaeT Ha
cebsi BHUMaHWE Hanuyme CTUrM Ou3amMOpuoreHesa:
acMMMeTpUs NNMLEBOro ckeneta, rotmnieckoe Hebo,
HN3KO MNOCaXeHHble OONbLUME YLLIHbIE PAKOBUHbI, CNa-
Obli POCT BOJIOC, aHTUMOHIONIOMAHBIA pa3pes rnas,
3NUKAHTYC, LWKMPOKaa nepeHocuua, gedopmaums
rPy4AHONM KNETKM C 3anageHnemM cnesa no nepegHen
NOBEPXHOCTU, CKOAMOTMYECKAs OCaHKa, FMnepmo-
OUNbHOCTL CycTaBoB. Jedopmauns HOrTeBbIxX hanaHr
no TUMNY 4acoBbIX CTEKOJ. HOCOBOE AbixaHune 3aTpya-
HEHO, OTMEeYaeTCsl rHycaBOCTb, ObILUNT C OTKPbITbIM
pToM. B nerkux gbixaHme amdopuryeckoe, NpoBOAUT-
CS HEPaBHOMEPHO, BbICNYLUNBAIOTCS MHOXECTBEHHbIE
MeJIKO- 1 cpeaHeKannbepHbIe XpUrbl.

Mpn nabopaTopHbIX MCCeaoBaHUAX OTMeva-
€TCS MOBbILEHNE COAEPXAHNA HE3PENbIX FPaHYNo-
umnTos (0,07 x 10%/n) n CO3 (23 MM/4), CHUXEHME
YPOBHS CbIBOPOTOYHOrO Xenesa Ao 2,4 MKMosb/n,
HOpPMasnbHbI YPOBEHb Xnopuaos nota. MNpn mMu-
KpoOMONOrn4eckoM UccneaoBaHMm Maska nu3 Hoca,
3eBa W MoceBa TpaxeasbHOro acnupara BbiSIBIEH
CcKygHbIn pocT Candida albicans. Mpun dnoymetpun:
dopcmpoBaHHasa XMU3HEHHAA EMKOCTb JIerkux 3Ha-
YnTenbHO CHUXeHa (nNpoba c Gepoayanom OTpu-
uaTenbHas). 3aknodeHne GoamnneTnamorpapuin:
CTPYKTYypa 0bLLLEeN EMKOCTM NIEFKUX NU3MEHEHA MO pe-
CTPUKTUBHOMY TUMY, BPOHXMaNbHOE CONPOTUBIEHNE
Ha BEPXHEN rpaHunL,e HOPMbI.

Puc. 1. PeHTreHorpamMma rpyaHoW KJeTKM B NpSMOKM Mpoek-
umn. OnpenensoTcs HepaBHOMEPHOCTb paclUMpeHUs NpocBe-
Ta Tpaxen U guddy3Hoe paclimpeHue MpOCBETOB MaBHbIX
OGPOHXOB C YNIOTHEHMEM JIErOYHOM TKaHW B CpeAHeir fone
npaBoro nerkoro, fedopmaumeit U yCUNeHUEM NIErOYHOTO pU-
CYHKa B HUXXHeW [one NeBoro 1erkoro

Ha peHTreHorpamme rpygHoi KneTku Obina Bbl-
sIBNleHa HepaBHOMEPHOCTb AnameTpa Tpaxen 1 OPoH-
XOB C UX pacLUMPEHMEM, C NOO03PEHMEM HA HaNN4me
OPOHX03KTa30B M MHEBMOPUOPO3HbLIX M3MEHEHWIA
B CpefHen oosie NpaBoro IErkKOro U HUXHEN — NEBOrO
(puc. 1). C uenblo yTO4YHEHMS M3MEHeHUI ObINO pelle-
HO BbIMOJIHUTb KOMMbLIOTEPHYIO TOMOrpaduio.

Ha koMMbloTEPHBIX TOMOrpamMmax OTMe4YaeTcs
paBHOMEPHOE yBeNIMYeHNne 0Obema Tpaxeu u rnaBHbIX
OPOHXOB C ANPDY3HbIM PaBHOMEPHBLIM PaCLUMPEHNEM
npoceeTa nepudepnyecknx 6PoHXoB 1 GopmMmpoBa-
HNEM KMCTO3HbIX OPOHXO3KTA30B B HUXHEN f0ne cne-
Ba. lNpocBeT Tpaxeun 1 6PoHXOB AedOPMUPOBaH, ¢ de-
CTOHYaTbIMK KOHTypamu (puc. 2). lMNepepHe3agHnin
pa3mep Tpaxew: Ha ypoBHE sipeMHoN Bbipe3kn 20,1 MM,
Ha YpOBHE AyrM aopTbl M YyTb Bbiwe 19,5-20 mm.
MonepeyHbI pa3Mmep Tpaxen: Ha YPOBHE APEMHON Bbl-
peskun 18,3 MM, Ha ypOBHE Ayrn aopThbl U YyTb BbilLE
18,5-19,7 mm (puc. 3). MNepeaHe3agHunin pa3amep rnae-
HbIX BPOHXOB: nNpaBoro — 15,2 mm, nesoro —14,6 mm.
BbiiBNeHbl HEPABHOMEPHOCTbL MHEBMATU3aUUK ner-
KWX C 30HaMM NPENMYLLIECTBEHHO NEPUOPOHXMANbHOM
MHOUNBTPALMK, YMEHbLLEHNE 0ObeMa U YacTUYHOE
YNIOTHEHME CPpeaHeN A0aM NPaBoro nerkoro (puc. 4),
YBENNYEHNE BHYTPUIPYAHbIX TIMMOOY3NO0B.

B cBA3M C HaMM4YMEM XPOHUYECKUX PELNAMBU-
PYIOLLMX MPOLECCOB B OKOSIOHOCOBLIX Masyxax M no-
[O3PEHNEM Ha COMYTCTBYIOLLEE CMCTEMHOE 3abone-
BaHWEe COeAMHUTENIbHOW TKaHW Obina BbinonHeHa KT
NPUOATOYHbIX Nadyx Hoca. BbiiBNEHHbIE N3MEHEHUS
npeacTaBieHbl HA PUCYHKE 5.

Bbina nposeneHa GrbpPoOPOHXOCKOMNNS: NMPOCBET
Tpaxem M BUOUMbIX OPOHXOB YMEPEHHO pacLUMpPEH
C HeBblpaXeHHbIMN ByXTOOOpPa3HbIMU YrNyBNeHnsIMn
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Puc. 2. KT rpynHoi KneTku B ycpeaHeHHOM pexkume (Average) peKOHCTPYKLMM B NPaBoOW KOCOM (a), neBoW Kocoi (6) U npaBoi ca-
TUTTaNbHOM (8) MPOEKLMAX (NeroyHoe oKHO). Bu3yanusnpyertcs paBHOMepHoe paclumMpeHue Tpaxen M BpoHX0B C PeCcTOHYATOCTbIO X
KOHTYpOB (). B HMXHMX OTAEnax neBoro nerkoro — 6pOHX03KTa3bl, 3aMONHEHHbIE NATONOMMYECKUM cofLepXuMbIM (6). CpenHsas pons
NpaBoro NIerkoro yMeHblleHa B 06beMe, C YNIOTHEHMEM NIETOYHOM TKaHM M BMU3yanu3aumeit Ha 3TOM GOHe pacLUMpeHHbIX CerMeH-
TapHbIX U cybcerMeHTapHbIX HPOHX0B C (DeCTOHYaTbIMU KOHTYpaMu NpocBeToB (6, 8)

Dist. 1: 20.0 mm (2D)

Dist. 1: 20.1 mm (2D)
4 Dist. 2: 18.5 mm (2D)

Dist. 2: 18.3 mm (2D)

ist. 2: 1¢ 2
DiSt' 1:19.5 mm (2D) Dist. 1: 15.2 mm (2D) D:'ISL L)

Dist. 2: 19.7 mm (2D)

Puc. 3. KT rpynHoOW KNeTku B aKCManbHOW MPOEKUMM (MArKOTKaHOe OKHO): nepeAHe3afHue W nonepeyHble M3MepeHus npocBeTa
Tpaxeu Ha ypoBHe SPeMHOW Bblpe3Kku (a), YyTb Bbile Ayrn aopTbl (6), HA ypoBHe Ayru aopThl (8). M3mMepeHus nepeaHesanHero pas-
Mepa MaBHbIX 6POHXOB (2)
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Puc. 4. KT rpyaHOV KNneTkn B akCManbHOM NPOeKLMM B PeXMME BbICOKOrO paspelueHns (tonwmHa cpesa 0,625 MM), neroyHoe OKHO:
a - onoddysHoe CHMKEHWE NPO3PAYHOCTH NErOYHOM TKAHU MO TUMY «MATOBOMO CTEKNA» C 30HAaMM NEepUBPOHXMANbHOIO YNIOTHEHUS
M o4araMu no Tuny «aepesa B MOYKax», MPEUMYLLECTBEHHO B BEpXHeW A0Nne MpaBoro Nerkoro; 6 — ynaoTHEHWE NEro4HON TKaHu
cpeaHel fonu npasoro nerkoro dubpo3HOro xapaktepa C BU3yanu3aumei Ha 3ToM hoHe AedOpMUPOBAHHBIX M PACLUMPEHHbIX NPO-
CBETOB OPOHXO0B; 8 — OPOHX03KTa3bl HUXHENW LONM NEBOro NErkoro

Puc. 5. KT npuAaToyHbIx nasyx HOCa B aKCManbHOW (d), KOPOHAPHOM (6) U CarMTTanbHOWM (8) NNOCKOCTAX (MArKOTKaHOe OKHO). Bu-
3yanu3npyeTcs HepaBHOMEPHOE YTOJLLEHWE CIM3UCTOM 060104KM 0BEUX BEPXHEUENIOCTHbIX Na3yx MOMMMO3HOTO XapakTepa: cnpa-
Ba — B BEPXHUX NlaTepanbHbIX oTAenax (a, 6), cneBa — B HMKHUX MeauanbHbix otaenax (6, 6)

MeXay XPSLWEBbLIMA KOMbLAMW Tpaxeun. B HuxHel
TPETU Tpaxem — CIU3UCTO-THOWMHbIA CEeKPeT B yMe-
PEHHOM KOJNIM4ecTBe, B OPOHXax, NPenMyLLeCTBEHHO
cnesa, — B 60/bLLIOM KonimyecTBe. CnmancTas Tpaxen
O6nenHo-po3oBasi, ¢ 00eAHEHHbIM COCYOMUCTbIM Pu-
CYHKOM, OTMEYaeTCs BblpaXeHHast KOHTakTHas paHu-
MocCTb. CnnancTast GPOHX0B yMEpPEHHO rmnepemMmnpoBa-
Ha, oTeyHa. B3saT oauH dparMeHT CIn3ncTor 0605104KN
N3 MeXOPOHXMaNIbHO LLMOPbI MEXAY BEPXHEAONEBLIM
N NPOMEXYTOYHbIM BPOHXaMMU.

Mo peaynbTatam BbINOJIHEHHON MMKPOCKOMNN
KJIETOK PECNNPATOPHOro 3aNUTENMs o6HapyXeHa Hop-
MaJsibHast yNbTPacTPYKTypa PECHUYEK MepPLIATENIbHOTO
ANUTENNS; N3BMEHEHUS X OUEHMS 1 NAaTTepHa He OTMe-
4yeHo. Takxe OblNo BbIMNOJIHEHO FreHeTMYeCcKoe nccne-
nosaHue ¢ nonckom mytaumii BreHax CFTRn HLADQ2/
DQ8, no pesynstataMm KOTOPOro OblIM UCKIOYEHBI
Taknme Natonormm, Kak MykoBMUCLMAO3 U Lenmakus.

B pesynbrate npoBeaeHHOr0 NOJMKOMMNOHEHTHO-
ro Ne4eHns N0 PEKOMEHAYEMON CXeMEe BEAEHMS Na-
LLMEHTOB C MYKOBUCUMAO30M [2, 3] nauneHT BbinucaH
C KJIMHWUYECKMM YJlyyLlEeHMEM OOLLEro COCTOSIHMS Nof,
HabnogeHne neguatpa, NyJabMOHOJI0ra M 0TOpMHoNa-
puHronora no MecTy XuTenbcTaa. [aHbl pekoMeHaa-
LMK No npodunakTke 060CTpeHmin BPOHXONErOYHOI0
npouecca ¢ 0693aTenbHON BakUMHaUMen ot NHEBMO-
KOKKOBOW MHMEKLMN N EXErOAHON CE30HHOM BaKLM-
Hauuen npoTme rpunna [2, 3].

OGcyxaeHue

3a yBENNYEHHbIN ANaMETP Tpaxem BO B3POCOM
npakTUKe NPUHATO CYMTaTb AMaMETP, NPEBbLILAIOLLINIA
TpW cTaHAAPTHbIX OTKNoHeHus (+3SD) [7, 8] oT Hop-
ManbHoro, no gaHHbiM N.T. Griscom [10], a B geTckom
npaktuke +2SD [4]. MMpwn aTOM gnameTp n3mMepseT-
Cs1 B NepegHe3aHEM M MONEPEYHOM HanpaBneHUsX.
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MPUHATBLIN YPOBEHb U3MEPEHMUS Y B3POCHbIX — 2 CM
BblLLE Ayrv aopTbl. B OTHOWEHWM geTeln Takon noa-
X0[, HEKOPPEKTEH, XOTS, MO MOCAEAHUM AaHHbIM,
OONbLUON PasHMLbl B YPOBHE U3MEPEHUS He OTMe-
yeHo [5, 11, 12]. EcTb npeanoxeHns o knaccuduka-
umm Bcex cnydaes TBM no aHaTOMMYECKOMY NPUHLM-
ny [5, 6] n Ha OCHOBaHUKM KNMHMYECKMX acnekToB [13].

Knaccundukaums TpaxeobpoHxomMeranmm rno aHa-
TOMWYECKOMY NPUHLMMY:

—Tun | = cummeTpuyHoe anddysHoe paclimpe-
HUWe Kak Tpaxeu, Tak N OPOHXOB;

—1un Il (0auH 13 Hanbonee 4acTo BCTPEYAIOLLMX-
csl) — paclumpeHne Tpaxen n bpoHxoB bonee pPesko
BblPaXKEHHOE 1 9KCLIEHTPUYHOE, YeM npu Tune |, ¢ Ha-
NMYMemM OUBEPTUKYIIOB;

—T1un lll — To xe, 4To 1 Npu Tnne ll, HO ¢ pacnpo-
CTpaHeHneMm AMBEPTUKYSIOB Ha 6osiee AnCTanbHble No-
PSOKM OPOHXOB.

Knaccundukaums TpaxeobpoHxomeranum no Kim-
HNYECKMM OCOBEHHOCTSIM;

—T1un |A — y neteit nocne aMObpUOHaNbHON 3HA0-
ckonunyeckow TpaxeanbHon okkno3um (FETO - fetal
endoscopic tracheal occlusion);

—Tun IB — y MnageHueB 1 geTern nocne anuTesb-
HOW MHTYBaLMK;

—1tun llA - BCneacTBme peunamBupyoLLIMX 1Eroy-
HbIX MHDEKLMIA,

—11n lIB - Bcnencteune nero4Horo pubposa;

— 1vn lll = ¢ npM3Hakamu CUCTEMHOM NATONOrnNmn
COEANHUTENbHOW TKaHW;

—1un IV — 6e3 sBHbIX Npeapacnonararwmx dak-
TOPOB.

CywecTtByloT OBe MpPWYMHbI BO3HWUKHOBEHMUS
TEM: BpoxaeHHass M npuobpeTeHHas. mMcTono-
rmyeckasl KapTuHa, ykasbiBalowlas Ha BPOXOEH-
HbIi XapakTep AaHHOro nopoka, Obina onucaHa
I. Katz et al. ewe B 1962 1. 1 3akn04aeTCa B UICTOH-
YEHUN MbILLIEYHO-CAM3UCTON 000N0YKN Tpaxeu
1N OPOHXOB B pe3yfibTaTe HeaopasBUTUS NPOAOSIb-
HbIX MbILLIL, U 31aCTUYHbIX BONOKOH [14]. XoTqa co-
obuieHns o cemenHoln popme CMK ¢ BOZMOXHbIM
ayTOCOMHO-PELECCMBHbIM HacnenoBaHWeEM epu-
HWYHbI [5, 15]. MprnobpeTteHHble dopMbl TEM Mo-
ryT BO3HMKATb KakK OCNOXHeHne guddy3Horo ne-
royHoro opmnbpo3sa n3-3a MexaHM4eCcKon BEHTUNALMMN
NErKNX Y HEAOHOLLEHHbIX HOBOPOXAEHHbIX UK Npn
BPOXOEHHOV HEeAOoCTaTO4YHOCTM  UMMYHOMo0ynn-
Ha [1, 2, 4, 8]. BropuyHaa TBM 6bina Takxe onuca-
Ha B COYETaHWN CO CneayllwmMmMn CUHOPOMAasNbHbI-
M1 3aboneBaHuamMn: dnepca-Lannoca, MapdaHa,
Kennn-Kadon, KopHenun pe Jlanre (Bpaxma-
Ha-JlaHre), Jlyn-bap (aTakcusi-teneaHrnakrasus),
Cutis Laxa (anactonmaunc), 3abonesaHmamm coeam-
HUTENbHOW TKaHu, bone3Hbio bpyToHa (arammarno-
OyNMHeMUs ) 1 6ONE3HbIO OTIOXEHUS NEerkux Lenemn
(6onesHb Randall) [1-4, 6, 13].

B Hawem cnyyae naumMeHT MMEET KAWHWUKY Obl-
XaTenbHOM HEeAoCTaTOYHOCTM 2 CT. UM CUMMMNTOMbI
CMK. MNpwn 3TOM OH BXOAWUT B rpynny NOAen, y Ko-
TOpbIX AaHHas MNaToNormsg BCTPEeYaeTcs yalle: co-
OTHOLUEHNE MYXYUH M XEHLUMH Y Pa3HbiX aBTOPOB
7,6-8:1[3, 5,7, 9], kotopble B 38,5% cny4aes aB-
NATCH 3THMYeCckMMmM kaBkasuamu [9]. HecmoTtps Ha
HEpPaBHOMEPHOE PaCLUMPEHNE TPAXEN HA PEHTIEHO-
rpamme, npu KT paclumpeHune Tpaxen n 6POHXOB Bbl-
MagnT AOCTaTO4HO PABHOMEPHbLIM, XOTS 3HAYeHUs
nepegHe3agHero M MNonepevyHoro AMaMeTpoB Tpa-
Xeu NpeBbILLAaloT HopManbHble Ha 6SD 1 6onee, 4TO
B 3 pasa 6osblile NpuHaTbix +2SD ona neteii [7, 8].
OTO 0COBEHHO BaXXHO B HalLieM Crlyyae, Tak kak ctanm
NOSIBAIATLCS COODLLIEHNS, YTO AMaMEeTP Tpaxen y npea-
CTaBUTENEN PA3HbIX STHNYECKUX FPYNN MOXET pasnu-
YyaTbCs (OaHHbIA Te3nc TpebyeT AOMONAHUTENLHOrO
n3yyeHus). Tak, no gaHHbiM M. Banjar et al., pasme-
pbl Tpaxen y cayoBCKUX apaboB, MpaHLEB U SINOHLEB
MEHbLLIE, YEM Y HOBO3ENaHALEB 1 amepukaHues [12].

Mo pesynbtatam KT u $purbpobpoHxockonum
y J@HHOrOo NauMeHTa NpocBeT Tpaxen 1 BPOHXOB — 6e3
OVNBEPTUKYNOB CTEHKM 1 aedopmMaumm TpaxeanbHbIX
XPSLLEN N COOTBETCTBYET | TUNY, 4TO YaLLe XxapakTeEPHO
ons npunodbpeteHHom dopmbl TEM [5, 8]. A GneaHocTb
CNM3NCTON 060JI04KM N KOHTAKTHast PAHUMOCTb CTEH-
kn Tpaxeun npn ®BC cBMOENbLCTBYIOT O HANWYMK NPU-
3HakoB aTpOdUN MbILLEYHO-CAN3NCTON CTEHKM U, BO3-
MOXHO, BpoxaeHHon TEM.

BpoHX09KTa3bl C XPOHWYECKUMU  PEeLuanBU-
pyloLWMMK  BOCHANUTENBHBIMW NpoueccaMmn B ner-
Kux (c™m. puc. 1, 2, 4) n npmaaToyHbIX nadyxax Hoca
(cMm. puc. 5), ¢ y4eTOM aHaMHECTMYECKMX JAHHbIX, 3a-
CTaBNSAIOT 3anofo3puTb Hann4yMe MyKOBMCUMAO3A.
Mo HawWM [aHHbIM (CM. Tabnuuy), BblPAXEHHOrO
pacLMpeHns Tpaxen 1 rnaBHbIX OPOHXOB Y Masbyu-
KOB C MYKOBMCLMA030M TOro Xe BO3pacTa, 4To 1 Hall
nauneHT, He OTMEYEHO: NepeaHe3agHn pasmep Mx
Tpaxeu yBennyeH Ha 2 — 2,25 SD, nonepeyHbln — Ha
1-1,5 SD. Kpome TOro, ona mykosmcumaosa 6onee xa-
pakTepHa nokannaaumsi GpOHX03KTa30B B BEPXHUX OT-
nenax nerkmx. PacnonoxeHvne 6pOHX03KTa30B Npeu-
MYLLLECTBEHHO B HUXXHMX OTAENAX, Kak B HALLEM Ciy4ae,
yalle BbiiBASeTCS Npu cunagpome KaprareHnepa [1, 2].
OTcyTCTBME MOAHOW MAM YACTUYHOWM TPAHCMO3ULMN
BHYTPEHHMX OPraHoB MO3BOJISET UCKAYUTL TUMNWY-
Hble Mpu3HakM cuHapoma KaprtareHepa, HO He camy
NEPBUYHYIO LMANAPHYIO ANCKMHESNIO, KOTOPas B AaH-
HOM crydae Oblsia UCKJIo4eHa NPY MUKPOCKOMUYECKOM
nccnenoBaHnm, a MykoBUCLMA03 — MPU FEHETUYECKOM
nceneposaHun. Cunapom Bunesimca—Kemnbenna Tak-
e MOXHO UCKIIIOYNTb BBUAY MOPAXKEHUS MPU HEM XPsi-
LEeBbIX KoneL, 6poHxoB 2—-8-ro aenenus [2, 5].

BbiiBAEHHbIE MO AAHHBIM Jly4EBbLIX METOAO0B UC-
cnenoBaHust Npu3Haky  GUOpPO3MPOBaHUS  Neroy-
HOW TKaHW (CM. puC. 4) N PECTPUKTUBHbIN TUM 0OLLEN
EMKOCTWU NEerknx pegko BCTPeyalTcs y MnauMeHToB
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Pa3mepbl Tpaxen 1 raBHbIX 6POHXOB y ManbuuKoB 14 net c MyKoBUCLMAO30M U AUDEY3HBIM NeroyHbIM Gprubpo3om
npu peBMaTUUYecKuX 6onesHsax

MykoBucLMA03

[apametp (n = 20)

JleroyHbivi pubpo3
(n=5)

XapaKTepMcm Ka natonorun
(n=13).

C eaMHMYHbIMK BpOHX03KTa3amm (n = 6).

Bbe3 6poHxo3kTa3oB (n = 1)
CpepaHuit Bo3pacrT, net 14,2

CpenHue pasmepbl Tpaxen
Ha ypoBHe ayru, MM (£1SD)

nepeaHesafHui 16,2 1,55
nonepeYHbIi 15,2+ 1,64
CpepHue pa3mepbl Tpaxeu
Ha YPOBHEe SpEMHOM
BbIpe3ku, MM (£1SD)
nepeaHe3sasHuM 16,3+ 1,38
nonepeYHbIi 14,9+ 1,25
CpenHve nepeaHesaaHue
pa3Mepbl [MaBHbIX BPOHXOB,
MM (¥1SD)
LN 11,6 +1,54
NeBbl 11,2 +0,86

C pacnpocTpaHeHHbIMKU BPOHX03KTa3aMu

Manonatnyeckun (n = 1).

Passuncs B pesynsrate MHTEPCTULMANBHBIX
3abonesaHuii nerkux (n = 4),

M3 HUX Y 3 - «COTOBOE /1erkoe»

14,4

152179
136+1,14

15,8+1,10
141,58

11,4 £ 2,30
11,5170

¢ CMK[1, 2, 5] n 6onblLLe CBUOETENbCTBYIOT O BTOPWY-
HOM npoucxoxaeHun TEM (tun lIb). OgHako cTeneHb
ounatauumn Tpaxeu, Habnogalowascs npu audpaoys-
HOM Nero4Hom purbpose, 0ObIYHO He BbipaxeHHa [5, 8]
1, NO HaLUMM OAHHbIM, MEHblLE, YEM Y NPEeACTaBNEH-
HOro NaumMeHTa, C OTKJIOHEHNEM OT HOPMaJlbHbIX 3Ha-
yeHui He 6onee +1,5SD (cm. Tabnuuy).

BpoxaeHHbIe MOPOKM Pa3BUTUS JIENKMX TOXE MO-
ryT NPUBOANTbL K GOPMUPOBaHNIO GMOPO3a NEerodHolm
TKaHW, HO, B OT/INYME OT Hallero ciyyas, ¢ 6onblien
nokanusauuein B 06nacTn peumaBupyioLLLEro Bocna-
NeHnst n/unmn 6POHX03KTa30B. Hannune MHOXeCTBEH-
HbIX CTUIM, CBMAETENbCTBYIOLWMX O AMCMNIas3nn Co-
€0MHUTENbHOM TKaHU, Takke roOBOPUT O BTOPUYHOM
xapakTtepe CMK.

3aksilo4yeHue

MpencrtaBneHHoe HabnoaeHWe OOHO3HAYHO
MOXHO OTHECTU K peakmm ciydasm CMK BTOPMYHOro
Xapakrtepa ¢ MHOXECTBEHHbIMW NpUYMHaMn Gopmm-
poBaHus TEM. MNMpwn cpaBHeHMM No gaHHbIM KT pas-
MEpPOB Tpaxeu 1 rmaBHbIX OPOHXOB HaLLero nauneHTa
W rpynnbl NAUMEHTOB C MyKOBUCLMA030M N anddy3a-
HbIM NeroyHbIM GrOPO30M TOro Xe Bo3pacTa 1 nona
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