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KOMIIBIOTEPHASA TOMOI'PA®UA B JTUAT'HOCTUKE
CUHAPOMA MYHBE-KYHA
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B cratee mpexacTtaBineH KIMHMYECKUH cityyaidl TpaxeoOpoHxoMeranuu (cunapom Mynbe-KyHa).
OTO BPOXKIEHHBIA IOPOK, XAPAKTEPU3YIOIIMMICS pACUIMPEHHEM Tpaxeu U TIJIaBHBIX OpOHXOB,
BCJIC/ICTBHE HEJJOPA3BUTHUS IACTUYECKUX U MBILIIEYHBIX 3JIEMEHTOB TPaxeoOpOHXUAIBLHOTO Jepe-
Ba. [lepBble MposiBIEHUS MPOTEKAIOT KaK CUMIOTOMBI peluauBupyrolero opouxura. bonee pas-
BEPHYTasi KapTUHA MposiBiIsAeTcs yJaie B Bozpacte 20-40 seT, Korjga npucoeanHseTcss UHPEeKIHs,
YUaIIaTcs NepUoIMnYeckre 000CTPEHNUs, TIOCTETNIEHHO HAapacTaeT AblXaTelbHas HEI0CTaTOYHOCTb,
YTO CBSI3aHO C HAPYIIEHHEM JIPEHAKHOU (YHKIMM OPOHXOB U B JajbHEHIIEM BEAET K pa3BUTUIO
THOMHOTO OpOHXHTA, OPOHXO’KTA30B M IMHEBMOCKJIEpO3a. TpaJuiioHHas peHTreHorpadus opra-
HOB I'DyJTHOW IIOJIOCTH MUMEET OTPaHUYECHHBIE BO3MOKHOCTH M HE MOXKET CIIy’)KUTh METOJOM JHa-
THOCTUKH CUHApOoMa MyHbe-KyHa, 4TO 1€EMOHCTPUPYET, ONMCAHHBIM HAaMHU KIIMHUYECKUH CITydail.
Tak, nanueHTka Ha IPOTSHKEHUH JUTUTENIBHOIO BpeMEeHU HaOIIr01aiach 10 MOBOJY TPaxeoOpOHXH-
Ta, HO HECMOTPSI Ha ITPOBOJAMMOE JIECUEHUE, COCTOSHHUE €€ 3HAYUTEIbHO HE YIIy4IIaIOCh.
3akarouenne. Cunapom MyHnbe-KyHa sBisieTcss 10BOJNIBHO pellKOW maTojoruei, Tpedyromen
JUI TOCTAaHOBKM JIMAarHO3a TOYHOM M CBOEBPEMEHHOW JUAarHOCTHKH, B YACTHOCTH, MHOTOCpE-
30BOM PEHTT€HOBCKON KOMIMBIOTEPHOW TOMOIrpaduu, KOTopasi MO3BOJISIET HauboJee OTYEeTIIN-
BO OIPEIEIINTh JOKAIU3ALUIO, PACIPOCTPAHEHHOCTh IMaTOJIOTHYECKOr0 Ipouecca, pa3mMepsl
Tpaxeu U TJABHBIX OPOHXOB B Pa3IMYHBIX aHATOMHUYECKHX IIOCKOCTAX, COCTOSTHUE OKpYyXka-
IOUIMX TKAHEH U CTPYKTYpP, HAIMYUE OCIOKHEHU. HemanoBaxxHOEe 3HAUEHHE TAKKE UMEET U
OpPOHXOCKOIHNS, MO3BOJIAIOIIAS BBISIBUTH U3MEHEHHS CIM3UCTON 000JIOUKH MPHU TPaxeoOpoH-
XOMETAJINH.

KawueBble cioBa: cunopom Mynve-Kyna;, mpaxeobponxomezanus, mpaxes, peHmM2eHO8CKas
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COMPUTED TOMOGRAPHY IN DIAGNOSTICS OF MOUNIER-KUHN SYNDROME
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The article presents a clinical case of tracheobronchomegaly (Mounier-Kuhn syndrome).
This is a congenital malformation characterized by dilatation of trachea and major bronchi due to
underdevelopment of elastic and muscular elements of the tracheobronchial tree. The first
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manifestations appear as symptoms of recurrent bronchitis. A full-scale clinical picture in most
cases appears at the age of 20-40, when infection adds, periodic recurrences become more
frequent, and respiratory failure gradually builds up, which is associated with impairment
of draining function of bronchi, and further leads to purulent bronchitis, bronchiectasis and
pneumosclerosis. Traditional chest X-ray has limited capacities and cannot be used for diagnosis
of Mounier-Kuhn syndrome, which is demonstrated in the described case. Thus, a female patient
for a long time was observed for tracheobronchitis, but the conducted treatment did not give
any significant improvement.

Conclusion. Mounier-Kuhn syndrome is a rather rare pathology that can be diagnosed with
multislice X-ray computed tomography permitting to more distinctly localize the pathological
process and to determine its spread, dimensions of trachea and major bronchi in different
anatomical planes, the condition of the neighboring tissues and structures and existence of
complications. Also of importance is bronchoscopy that permits to identify alterations of
bronchial mucosa in tracheobronchomegaly.

Keywords: Mounier-Kuhn syndrome; tracheobronchomegaly; trachea; X-ray computed
tomography

Briepsbie cunapom Obu1 onucad B 1932 ITocraHOBKa IpaBUIIBHOIO JUArHo3a
rogy (paHIy3ckuM oOToJIapuHTOJI0rOM P. BO3MO)XHA TOJBKO HpPHU NPOBEAECHUM OpOH-
Mounier-Kuhn. XOCKOIIMM U PEHTI€HOBCKON KOMIIBIOTEPHOU

CHUHOHUMBIL: TPaxeoOpPOHXOIKTA3HS, tomorpadpum (PKT) [3,5]. PKT 06e3 komn-
Tpaxeo-OpoHXxonaTus, TpaxeoMasslus, Tpa- TPacTHOTO YCWJICHUS SIBJIETCS METOIOM OT-
Xeolerne, axajga3us Tpaxeu, UIUOMATUYECKOe HOCHUTEJIbHO TOYHOM, HE WHBAa3UBHOW JHa-
paclIpeHe Tpaxeu. rHOCTUKHM. HeoOXoauMo BBIOJHUTH H3Me-

OTO BPOX/IEHHOE PACIIUPEHNE TPaxeu U pEHMS Tpaxeu U IVIaBHbIX OpOHXOB. Jluametp
IJIaBHBIX OPOHXOB, CBS3aHHOE C MCTOHYEHHEM Tpaxen OOBIYHO H3MEpPSAIOT Ha 2 CM BBIIIE
Xpsle u nepUIUTOM SIIaCTUYECKUX U MbI- Iyru aopTel. [[sl MOCTAaHOBKM JuarHosa y
IIEYHBIX BOJIOKOH B MEMOPaHO3HOH yacTH Tpa- MAIMEHTOB JKEHCKOTO II0ja IOINEPEYHBbId U
xeu [1-3]. JlanHblil mopok mepenaércs mo pe- CarMTTAJIBHBIA JAUAMETPbl TPAaxeu JIOJKHBI
LIECCUBHO-ayTOCOMHOMY THILY, YTO YKa3bIBA€T IPEBBICUTDL 21 MM U 23 MM COOTBETCTBEHHO,
Ha BPOXKIECHHBIN XapakTep HacieqoBaHus. Bel- a morepevHble AUaMETPhl MPaBOTo U JIEBOTO
SBJISIETCSl Yallle y MY>KYMH CPEIHErO U MOXKH- IJIaBHBIX OpPOHXOB JIOJKHBI ObITH Oosee 19,8
joro Bo3pacta. OJHAKO B TIOCTIETHEE BpEMs MM U 17,4 MM COOTBETCTBEHHO. Y MYKUWH
IMarHOCTUPYETCs U B paHHEM Bo3pacte [3,4]. cuaapom Mynpe-KyHa auarnoctupyercs,

KinuHuyeckn CcUHAPOM MpOSBIISETCS KOI/la MONEepeYHbId W CaruTTalbHBIA JHa-
PELUANBUPYIOIIMMHA PECTIMPATOPHBIMUA WH- METPBI TPAXEH MPEBBIMIAIOT 25 MM U 27 MM
(dexkuusiMM, HAYUHAIOINIMMHCS C JAETCKOIO COOTBETCTBEHHO, a MOIEpPEeYHble JAMAMETPHI
BO3pacTa. IPaBOTO U JIEBOTO IJIaBHBIX OpOHXOB Ooiee

BonbHBIE 4acTO XKaTyrOTCSI HA MOCTOSH- 21,1 MM u 18,4 MM COOTBETCTBEHHO [6].

HbIM HENpPOJYKTUBHBIN Kalllelb, KOTOPBIA OT- [Tpu TpaauUMOHHOW peHTreHorpaduu
JIMYaeTcsi CBOEOOPa3HbIM TEMOpPOM («OesHbs omnpezensercss MHUpoKas IMojoca MPOCBeTie-
KO3bD»), YTO OOBSACHAETCA MATOJOTMYECKON HUS 3@ CUET PE3KO PpACIIMPEHHOW Tpaxew,
MOJATIINBOCTBIO, «JIPSIOIOCTBIO» CTEHOK Tpa- IIpU 3TOM €€ NPOCBET HEPEAKO IPEBBIIIAET
X€H, UX CMBIKaHHEM M BHOpaluei rmpu Karuie, IIMPUHY TO3BOHOYHOTO cTojba. B HekoTto-
TPYAHOOTIENSEMYIO MOKpOTY, CIM3UCTOTrO PBIX CIy4yasX MOXKHO HaONI0AaTh MaTOJIOTH-
WM THOMHOTO XapakTepa, OJBIIKY, cyodeo- YeCKM HM3MEHEHHbIE TJIaBHbIE OPOHXH C JU-
PUIBHYIO TEMIIEPATYPY, YTO CBSI3aHO C MPUCO- BEPTHUKYJIOMOJOOHBIMU BBIISTYUBAHUSIMU
eMHEeHneM BTopuuHOi nHbekmu [1,2.4]. cTeHOK. Ho BblllIeyKa3aHHbIE PEHTIEHOJIOIU-
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Puc. 1. bonbnas I'., 62 rona. Ha cepun npencrasnennbix PK-romorpammax
B PEKMMAaxX JIETOYHOIO U MATKOTKAHOI'O OKHA OIPENENSIETCS BBIPAKEHHOE pacIIipPEHNE
Tpaxeu ¥ OpOHXOB (TJIABHBIX ¥ HAYAJBLHBIX OTJEJIOB JIO0JIEBBIX OPOHXOB),
nedopmarusi, pecToHYaToCTh KOHTYPOB Tpaxeu

YEeCKHE CHUMIITOMBI BBIABISIIOTCS JalleKO He
Bcerna. [loaToMy OKOHUATENBHBIA THArHO3
MOJTBEPXKIAIOTCS IPU KOMIIBIOTEPHON TOMO-
rpaduu u 6ponxockomnuu [1-3].

Ha peHTreHOBCKHMX KOMITBIOTEPHBIX
TOMOTpaMMax XOPOIIO BUIHBI PE3KO PACIIH-
PEHHBIE IPEUMYILECTBEHHO BO ()POHTATILHOMN
TUTOCKOCTH Tpaxes, TJIaBHbIe, WHOTAA JOJIe-
Bble OpPOHXU C (PeCTOHYATHIMH, BOJHUCTHIMU
Kpasmu [7,8].

Kuannundeckuii coryyaid

bomenas I'., 62 ner, nmpoxoauia odcieno-

BaHUE U JICYEHHE B IyJIHbMOHOJIOTMYECKOM OT-

JIeTIeHHH OOJTACTHOM KJIMHUYECKOM OOIbHMIIBI
ropoga Pszanu (OKB) ¢ nuarnozom Tpaxeo-
Opouxurt. IlaienTka Habmoxanack ¢ JaHHBIM
JIMarHO30M Yxke Ooree 25 J1eT, ToOCIUTaTn3upo-
BaJIaCh ¢ 00OCTPEHHUAMH €KETOIHO 110 3-4 pasa.
OCHOBHBIMH KaJI00aMH TIPU 0OOCTPEHUSX Obl-
JM Kallesb, OfBIIIKa, cyOdeOpuibHas Temre-
parypa. Ilepuommyecku BBITONHSUHCH 0030p-
HbI€ PEHTTEHOIPaMMBbI OPraHOB I'PYIHON IMOJIO-
CTH, Ha KOTOPBIX CYIIECTBEHHBIX IMATOJIOTHYE-
CKHMX M3MEHEHHUH He ObUIO BBISBIIECHO.

3a BpeMs HACTOSMICH TOCMUTATU3AINH
ObUIN BBINOJIHEHBI JJAOOPATOPHBIE U UHCTPY-
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MEHTAJIbHBIE UCCIIEI0BAHUS.

OOmwmii ananu3 KpoBH, KoaryjaorpamMmma
crupoMeTpus — 6€3 0COOEHHOCTEH.

[Ipu 3HK0CKONINK — KapTHHA BPOXKAEH-
HOM MaTOJOrUM Tpaxeu U OpOHXOB (Tpaxeo-
OpoHxoMansanus): aedopmanus U AUCKUHE-
3us Tpaxeu (2-3 crenenu), 1ehOPMHUPYIOIIHIA
9HIO00POHXHT.

TecT KU3HEHHOW €MKOCTH JIETKHX
(OKEJI) noxazan HeOOJbIIOE CHUXKEHHUE IIO-
Kazarensa g0 /7%, 9TOo MOTJIO CBUJIETEIIb-
CTBOBaTh O PECTPUKTUBHBIX HAPYHICHUSX U
HE SBIIJIOCH CHEUM(PUUECKUM MPU3HAKOM
OCHOBHOT'0 3a00JI€BaHMUs.

Tect popcupoBaHHOTO BBIIOXA BBISBUI
YMEpPEHHbIE HAPYIIEHUS 110 O0CTPYKTUBHOMY
THUITY, U30JUPOBAHHYIO OOCTPYKILHIO MEIKUX
OpOHXOB.

KowmmerorepHass Tomorpadus BBINOI-
HeHa Ha 6-cpe3oBoM ammapate ¢upmbl Cu-
MEHC 10 CTaHIAApTHOMY MPOTOKONY HCCe-
JIOBaHUsI OPTraHOB I'PYAHOU ITOJIOCTH.

Ha nonyudennbix PK-troMorpammax B
NETKUX TEHEH 04aroBOro M MH(UIBTPATHBHO-
ro XapakTepa He BbISBICHO. JlerouHslii pucy-
HOK HE W3MEHEH, JIErOYHash TKaHb OOBIYHOM
nHeBMatu3auuu. [IpocnexuBanoch  BbIpa-
KEHHOEe pacuupenue, aedopmarus, GpectoH-
9aTOCTh KOHTYPOB Tpaxeu, TJIaBHBIX OPOHXOB,
HayalbHbBIX OT/EJIOB JI0JEBbIX OpoHxoB. Pas-
Mep Tpaxeu B BepxHeW Tpetn 32x9 MM, B
cpenHeit Tpetu 36x26 MM, B HIKHEH TpeTu
51x25 mm. CermeHTapHble OPOHXH OOBIYHOTO
nuaMeTpa. Bee 6ponxu npoxonumsl. BuyTpu-
rpynHble JTUMdaTHYeCKUe Y3Ibl OMpeaess-
JUCh B HEOOJBIIIOM KOJWYECTBE, B pazMepax
He yBenuueHbl. JlonoiTHUTEeNbHBIX 00pa3oBa-
HUI B CPEIOCTEHUHU HE BBISABIEHO. JKuakoctu
B IJIEBPAJBHBIX MOJOCTSX, B MOJOCTU TEPH-
Kap/ia He BbIsIBIEHO. KOCTHBIX, JeCTpyKTHB-
HBIX W3MEHEHMII He OOHapy»XeHO. 3aKioue-
HUE: pacllupeHue Tpaxeu U OpOHXOB (Tpaxe-
obponxomeranusi) (puc. 1).

JmarHoctupoBaHHbI cuUHIApOM My-
Hbe-KyHa nmorpeboBasi BHECEHUSI U3MEHEHUN
B TAKTUKY JICUCHUS TaHHOW MalluEHTKU.

Oocyxnenne

TpaauunoHHas peHTreHorpagus opra-
HOB T'PYAHOHU ITOJIOCTH UMEET OrPAHUYCHHBIC
BO3MO>XHOCTH U HE SIBISIETCSI METOJIOM JHa-
THOCTUKH cuHIpoMma Mynbe-KyHa, 4yrto ne-
MOHCTPUPYET  ONMCAHHBIM  KIMHWUYECKHUU
ciayuyail. Tak Ha NPOTSHKEHUU 25 JIeT Malu-
eHTKa HaOiroAanach € JMAarHO30M: TpPaxeo-
OpOHXUT, HO COCTOSIHUE €€, HECMOTps Ha
IIPOBOAMMOE  JICUEHHUE, 3HAYUTEIbHO HE
yinyumasnocs. Ilociie yrouHeHus auarHosa
IIPY MOMOILM MYJIBTUCPE30BOM KOMIIBIOTEP-
HOW TOMOTpaduu TEpaneBTHUYECKHH IOIXO
ObUI CKOPPEKTUPOBaH, YTO MO3BOJMIO JO-
OuThCs OoJIee MIUTETHbHON PEMHUCCHH.

3akio4enue

OcHOBHasl poJib B TUarHOCTUKE TPAXEo-
OpPOHXOMETaJIUU MPUHAUICKUT COBPEMEHHBIM
METOJaM JIy4eBOM BH3yaJIM3allMM, B YacCTHO-
CTH, MHOTOCPE€30BOIl PEHTI€HOBCKOW KOMIIBbIO-
TEpHOM TOMOTpaduH, KOTOpas MO3BOJSIET
HanboJiee OTYETIIMBO ONpENEeNIUTh JIOKaIu3a-
L1IO, PaCHpPOCTPAHEHHOCTh IATOJIOIHYECKOrO
npolecca, pa3Mepbl Tpaxeu U IIaBHBIX OpOH-
XOB B DPAa3JIMYHBIX AHATOMHYECKUX ILIOCKO-
CTAX, COCTOSIHME OKpYKalolMX TKAaHEU W
CTPYKTYp, HaJu4ue ocioxHeHnd. Hemano-
Ba)KHOE 3HAUCHUE TaK)Ke UMEET U OPOHXOCKO-
YIS, TIO3BOJISIOINAST BBIIBUTh U3MEHEHHMS CIIU-
3UCTON 000JIOUKHU MPU TPaxeoOPOHXOMETAIUH.

JonosHureabHas HHPOPMALHA

Kongnuxkm unmepecos. ABTOpHI JeKIapupy-
IOT OTCYTCTBHE SIBHBIX M HMOTEHIMAJIBHBIX KOH(IMK-
TOB MHTEPECOB, O KOTOPHIX HEOOXOJUMO COOOIIUTH B
CBSI3M C ITyONIMKanyel TaHHOW CTaThU.

Omuka. B nccnenoBaHuy HCIOIH30BAHBI JIaH-
HBIE TTAlMEHTa B COOTBETCTBHUHU C MOJIHMCAHHBIM HH-
(hOpMHPOBaHHBIM COTJIACHEM.

Qunancuposanue. llccneqoBaHue He HMEIO
CHOHCOPCKOM MOAJIEPHKKU.
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