AHOMAJIUUA PA3BUTHS OPTAHOB I'PYJTHOM IMOJIOCTHU

CoBepIlIeHCTBOBAaHHE COBPEMEHHBIX TEXHOJOTMM M METOJOB BH3YyaIM3AlMH IUIO/AA
YIIYYIIWIO KAa4eCTBO BBISABICHUS AHOMAJIMM DPa3BUTHUS IUI0/Ia, MHOTHE AHOMAIUHU CTajo
BO3MOYHBIM BBISIBJISITH HA PAHHUX CPOKAX Pa3BUTHUSL.

PaccmarpuBas aHoMaiuu pa3BUTHS BHYTPEHHUX OPraHOB TPYMHOW IOJOCTH, CTOUT
OTMETHTh, YTO COBPEMEHHBIE METObI JUATHOCTHUKU TO3BOJISIOT BBISBUTH WX JOCTaTOYHO
ycnemHo. boiee 4YyBCTBUTENBHBIM M IIEHHBIM METOJOM MPEHATAIBLHON JUArHOCTUKH
aisieTcs 3D u 4D ynbTpa3ByKOBOE UCCIEAOBAHUE, A MHOTJA ISl TOJTBEPKACHUS TUArHO3a
WCIIONB3YIOT MAarHUTHO-PE30HAHCHYIO Tomorpaduio. C MOMOIIBI0 JaHHBIX METOAOB Ha
pPaHHUX CPOKaX Pa3BUTHUS MOXHO BBISIBUTH: AuadparMalibHyIO0 TPHDKY, AUCIUIA3UIO JIETKUX,
MUIIEBOHYIO aTPE3UI0, THIPOTOPAKC U JP.

WNuBepcus - oOpaTHOE TMOJOKEHHE OpraHa OTHOCHTEIBHO €ro COOCTBEHHOM OCHU WM
CPEIMHHON TIOCKOCTU TeJa - Pe3yJabTaT PAHHETO HApYyIIEHUS SMOPHOHAIBHOTO MOBOPOTA.
Hekoropble M3 aHOManuMii KOMIIEHCHPOBAaHbl M KJIMHUYECKHM OeccHMMNTOMHBI. [lpyrue
SBJISIFOTCSI TPUYMHOMN 3a00JICBaHUIN U CMEPTH.

B panneM >MOpHOHaIBHOM MEpHO/Ie TPYAHBIC U OPIOIIHBIE OPTaHbl PACIONATaloTCs O
cpenHeil 1uHuu. B HopMe poTaius 1 pocT MPOUCXOIUT BIIPABO, a IIPHU Situs viscerus inversus
— BHeBO. Situs viscerus inversus OOBIYHO HAOIIOMACTCS Y CPOCIIMXCS OJIM3HEIOB. JTa
aHOManusl KpailHe peaKko BcTpedaeTcs y ocTtanbHbix soaed (1 wa  8000-25000
HOBOPOJK/ICHHBIX ).

AHOMaJIbHOE TIOJIOKEHHWE MOXET KacaThCsl BCEX OpraHoB - SItUS VISCErus inversus
totalis, opraHoB OJHOM IOJIOCTH WJIM JaKe OTAEIbHBIX OpPraHoB - SitUS ViSCerus inversus
partialis.

ITpu situs viscerus inversus totalis oTMedaeTcst mojiHoe 00paTHOE MOJIOKEHUE OPTaHOB.
CocTosiHUE 310pOBbA JIIOJIEH C TaHHOW aHOMajHnel 0e3 COMyTCTBYIOIIUX MOPOKOB OOBIYHO
HOpMaJIbHOE.

Situs viscerus inversus partialis BcTpeuaercs kpaitHe penko (1 wa 10000
KUBOPOXKACHHBIX). [Ipu 3TOW aHOMamuu BO3MOXKHO OOpaTHOE pPaCIHOJIOKEHUE OpPraHOB
TOJIKO TPYIHOM MOJOCTH WU TOJIBKO OPIOIIHOM MOJIOCTH.

JlekcTpokapaus — nepBUYHast (MCTUHHAS) MaJIbIIO3ULINS cep/a. Bbi3BaHa MepBUYHBIM



BPOXKJICHHBIM J€(EKTOM pPa3BUTHs CEPJICYHOM METIM B SMOPHOHAIBLHOM pa3BUTUU. [Ipu
ATOM CEPALIE HAXOOUTCA B TPYIHOU KIIETKE CIIPaBa, BCE BXOJAIINE U HUCXOMSIINE COCYIBI

CepAlla pPAaCIOJIOKEHBI OOpaTHO CBOEMY OOBIYHOMY pPACIONIOKEHUIO. JTa MATOJOTHS

accoruupyetcst ¢ mytanueit renoB HAND, ZIC3Shh, ACVR2, Pitxz.

o

OG6paTHOE pacmnoioKEHUE OPTAHOB

B OonpmmHCTBE Cily4aeB JEKCTPOKApAMSI COUYETAETCS C JPYTUMHU BPOXKICHHBIMU
AHOMAJIMSIMU  CEPJICUHO-COCYJUCTOM CHUCTEMBI (TPAHCIIO3UIIMS MAaruCTPabHBIX COCYOB,
cenrtajibHble JAedekThl, TeTpaga Pamio u Jp.), pa3IuyHbIX OpPraHoB (MO3BOHOYHHUKA,
MOYEIOJIOBOM CHUCTEMBI, cUHApOMbI Kaprarenepa u MBemapka), KOTOpbIE M ONPECSIOT

Ka4CCTBO KM3HHU ITallUCHTA.

ATpe3usi NUIEBOJAA — TOPOK Pa3BUTHS, IPU KOTOPOM BEPXHUW U HUKHHUI CETMEHTHI

nuiieBoja paszoduensl. [lpu 3ToM oauH miM o0a cerMeHTa MOTYT HMETh COOOIIEHHE ¢

Tpaxeeu.
Haubonee wacTelii moaTWn aHOMajdMM — aTpe3us MHIIEBOAA C JUCTAIbHBIM
TPaxeoINUIIEBOAHBIM CBHINIEM. BTOpol HamOoJjiee 4YacThli THI — HW30JUPOBAHHAS WIIN

«auctas» GopMa arpe3uu IMHUIIEeBOJa O0€3 TpaxeomuIeBOAHOTO cBuia. Ilpu maHHOM

BapUAHTC HpOKCHMaHBHBIﬁ u I[PICT&JII)HBIﬁ CCIMCHTBI IMUIIICBOAA 3aKaHYHMBAIOTCA CJICIIO B



3alHEM CpeloCTeHUU. TpeTuil MOoATUII TOpOKa pa3BUTUA TnuIieBoga — H-tun
TPaxeonuueBOAHON (PUCTYIIBI O€3 aTpe3ru MUIIEBO/IA.

Pa3BuTHe nmopoka cBsi3aHO ¢ HApYIICHHEM SMOPHUOTEHE3a TOJIOBHOTO OT/IeIa IePBUYHON
kumiku. [locme 20-ro nHA recralMyd MNPOUCXOIUT OTIEICHUE AOPCATBHOM YacTH KHIIKH
(TTUIIEeBOI) OT BEHTpaJIbHOM (Tpaxes) B 00JIaCTM KapHWHBI, PacCHpOCTPAHSSCH B TOJIOBHOM
HarpaBiaeHuH. [[pu HECOOTBETCTBUYM HAMPABIECHUS M CKOPOCTH POCTA TPaXeH W MUIIEBOAA, a
TaK)Xe IMPOIIECCOB BaKyOJIM3allUHd, KOTOPYIO MHIIEBOJ MPOXOJUT BMECTE€ C JpYruMuU
OTIeJIaMU KHIIIEYHOW TpPyOKH, oOpa3yeTcss TOpPOK pPa3BHTHs MHINEBOJA, OKOHYATEIHLHOE
(dhopMUpOBaHNE KOTOPOTO 3aKaHUMBAETCA K 32-My JHIO reCTalliu.

[Ipu aTpe3uu nuiieBoia BHyTpUYTPOOHO MPOUCXOIUT HAPYIIIEHUE PA3BUTHSI TPAXEH U
OpoHx0B. BepxHuii cerMeHT MUIIEBO/Ia PACTATUBACTCS 3arJJOYCHHON aMHUOTHYECKOM
KUJIKOCTBIO U JABUT Ha Pa3BUBAIOIIYIOCS TPAXEIO, PE3yJIbTATOM YETro SIBISIETCS HAPYIICHUE
Pa3BUTHS XPSALIEBBIX KoJiel (Tpaxeomausiius). KpoMe aToro aMmHMOTHYECKAS )KUJIKOCTD U3
JIETKUX Yepe3 TUCTATbHBINA CBHIII TTOTIAIAET B YKEIyI0YHO-KHUIIIEUHbIN TpakT. [ToaTomy, Oomee
HU3KOE, YeM B HOPME, UHTPAOPOHXEATbHOE JABJICHUE MOXKET ObITh MPUYNHON HAPYIIICHUS
BETBJICHUsI OPOHXOB M aJIbBEOJI. 3-32 OTCYTCTBUS TPOXOAUMOCTH TIO MHIIECBOTY
aHTEHATAIbHO HEe (HOPMUPYIOTCS KOOPAUHUPOBAHHBIC TIEPUCTATBTUYECKHUE JIBIKCHUS

MHIIEBOA, HAPYLIAETCS KOPTUKO-BUCLIEPAIIbHBIM.

Kaprtuna atpe3un nuiieBoaa, morydeHHas mpu
PEHTICHOJOTHYECKOM HCCIICIOBAHKH C BBEICHUECM
1-2 M1 KUIKOTO KOHTpAcTa B

MHIIEBO/I.TJIOTATSIIBHBIN pedIrekc.




[TocTHaTanbHas qUArHOCTHUKA aTPE3UU MUIIEBOJIa Y HOBOPOXK/IEHHBIX OCHOBBIBAETCS Ha
oO11el KITMHUYECKON CUMIITOMATHKE U Ha CEIM(PUIECKUX TUATHOCTUYECKUX TECTax.

[Tono3penus Ha HAJIMYKME aTPE3UH MUIIEBOIAa y peOeHKa BOZHUKAET, KOT/Ia HEBO3MOXKHA
MIOCTAHOBKA HA30racTPaJIbHOTO 30HJA MpU MEPBUYHOM oOcMoTpe. PeGeHok He MoxKeT
IPOIJIOTUTH CIIOHY, B CBS3HM C Y€M, OTMEUAETCs TOBBIIICHHAS CallMBallMs, IEHOOOpa30BaHUE,
yepe3 poT U Hoc. Eciiv ero HauMHaloT KOPMUTh, TO OH HAYMHAET AABUTHCSA, IPH 3TOM
NOSIBJISIETCS. [IMAaHO3 W pBOTa HEW3MEHEHHBIM MOJOKOM. BcnenctBue —acnupanuu
COJIEP)KMMOr0 POTOBOM TOJOCTH, WJIM MOJIOKA, WA 32 CYET pPEeQIIIOKCa KEIyJA0YHOro
COZIEP)KMMOr0 4Yepe3 TPAaXEOMHUIIEBOIHbBINA CBHUIL, BO3HHKAET PECHUPATOPHBIA JIUCTPECC-

CHUHJIPOM.

TpaxeonumeBoaubiii cBuny (Tpaxeod3odareanbnass ¢ucryna) - BpPOXKICHHBIHN
nedeKT, MoAePKUBAIOIINN aHOMAIILHOE COOOIICHHE MEX]y Tpaxeed W MuIeBoaoM. Yaiie
BCETo OHU pacnionaraiorcsa Ha ypoBHe VI meitHoro- | rpyaHoro mo3BoHkoB. B O0JbIIMHCTBE
CJIy4aeB BPOKJICHHBIM CBUILAM COITYTCTBYET aTpe3usl MUILEBO/IA.

[IposiBrisieTcst mpUCTyNmamMu Kauuisi BO BpeMsl IpUEMa MUILIU, KOTOPBIE COMPOBOXKIAIOTCS
YAYIIbEM, IIMAHO30M, BBIJICJICHUEM TMEHUCTONM MOKPOTHI C KyCOYKaMHU MHUINU. Y CJIOBHO
TPaxCOMUIINEBOIHBIC CBUIIM Pa3eAOT Ha mupokue (quamerp Oosiee 1 cMm), y3kue (auameTp
menee 1 cm),_(mmuHoi 10 10 mm), mmHHbIe (60ee 10 MM) u kimananHble. [Ipy KiIanaHHBIX
CBHUIIAX IMHUILEBOIHOE YCThE UJIM CBUIIIEBON KaHaJ OOBIYHO 3aKPBITHI TKAHBIO.

BpoxkneHHbIN TpaxeonmuIneBOIHBIN CBHINl oOpa3yeTrcs K 4-6-if Hemene sMOpHoreHesa
MIPU HETIOJTHOM pPa3/eJICHUU MEPBUYHOM KUIITKHU U IbIXaTEIbHON TPYOKH.

[Ipy W30AMPOBAHHOM BBIPOKIAECHHOM TPAXEOMUIIEBOJHOM CBUIIE BBIPAKEHHOCTD
CUMIITOMOB 3aBUCUT OT JUaMeTpa M yrja BMaJCHUS CBUIIA B Tpaxer. XapaKTepHbIC
CUMIITOMBI: TPHUCTYIbl KallUls W IIMaHO3a, BO3HHUKAIOIIME BO BpeMsl KopMJjieHus, Oosee
BBHIPAKCHHBIC B TOPU3OHTAJIHLHOM TMOJOXKEeHUM peOEHKa. [Ipu y3KMX W JIIIMHHBIX CBHIIAX
BO3MOJKHO JIMIIh TMOKANIIMBaHWE peO€HKa mpu KopmiieHWHW. [Ipy M3MEHEHMH TOJIOKEHUS
cUMIITOMaTHUKa yMmeHblnaercs. PeOéHok yacto Ooneer mHeBMOHHMEH. Ha penTreHorpamme
MULIEBO/A, TPOBOJIMMOM C KOHTPACTOM OIPEAEISIETCS 3aTEKAHUE KOHTPAcTa B TPAXeEro, IpH

9TOM BU3YAJIMU3HUPYCTCS MMATOJIOTHYCCKOC COYCThE MCKIY OpraHaMU.



Medicin gilive

W301MpoBaHHBI TPaxeo-IUIIEBOIHBIN

CBHUIII

JIuBepTUKYJIbI MUIIEBOA — 3TO BBHISIYMBAHKS CTCHKHU MHINEBOJIA B BUJE MEIIKa WA
cienoil TpyOKH, COOOMIAOIIMECs C MPOCBETOM TMHUIEBOJA. Takoe BBIMSYUBAHUE MOMKET
HapymaTh (QYHKIWIO TJIOTAaHUS W TPOJABIKECHUA TMHIIM B TMHUIIEBOAE. B monoctu
BBITISTYUBAHUS MOKET 33JIEPKUBATHCA U HAKATUIMBATHCS THUINA, BOZHUKATh BOCIATUTEIIbHBIC
MIPOIIECCHI.

Knuaunueckue IIPOABJICHUA JUBCPTUKYIIOB ITMIICBOAA 3aBUCAT OT UX JIOKAJIN3allhH.

CneBa-Harpano: nuBeptukyn  llenkepa,  OudypakIMOHHBIA  JTUBEPTUKYII,

HaaauadparManbHbIi TUBEPTUKYIL.



Haubonee spkyro cCUMITOMATHKY AalOT JUBEPTUKYJbl LleHkepa, pacronoxeHHbIE B
00JIaCTH TJIOTOYHO-TIUIIEBOJAHOIO Tiepexoaa. [Ipu 1eHKepOBCKUX AMBEPTHUKYJIAX MHILEBOA
paHO pa3BuBaeTcs aAucharusi — 3aTpyIHEHHOE MPOXOXKICHUE KAaK TBEPJOW, TaK M >KUIKOU
UM 10 nuieBoxy. OCTaTKU MUILIK CKAIJIMBAIOTCS B IMBEPTUKYJIE, YTO COMPOBOXKIACTCS
CPBITMBAaHUEM HEINEPEBAPEHHOW NWIIEH, HENPHUATHBIM 3allaxOM H3 POTOBOM ITOJOCTH.
Peryprutanust MO>XeT HaOMIOJAThCS B MOJIOKEHUH JIeXkKa, B CBSA3M C YEM MAIMEHTHI 4acTo
OoOHapy>KUBAIOT MPU MPOOYKACHUH CIIU3b M OCTATKHU MUIIM Ha monyuike. Takxke OonbHbIE
MOTYT >KaJIOBAaTbCsl HA TNEpIICHHE, LapanaHbe TIJIOTKH, OIIYIIEHHE HENpOraThIBAEMOIO
KOMKa B ropiie, cyxou Kamiesb. YacTo oTMeuaeTcs TOUIHOTA, TMIIepCaMBalsl, U3MEHEHUE
TeMOpa rojoca. XapakTEepHO pa3BUTHE «(pEeHOMEHa OJOKaabl», KOTJa MOcje MpueMa MUILU
MOSBISIETCA TOKPACHEHHWE JIMIA, OIIYLIEHWE YIyIIbs, TOJOBOKPYXEHHUE, pPa3BUBAECTCS
oOMOpoK. JlaHHOE cOCTOsiHME OOBIMHO Kymnupyercsi mocie pBoThl. JuBeptukyn Llenkepa
OOJBIIMX pa3MEPOB MOXKET ObITh OOHApyKE€H MpU OCMOTpe W mnanbnanuu meu. OH
npejacTaBiIsieT coOOl BBIMAYMBAHUME B OOJIACTH IIE€M MSITKOW KOHCHUCTEHILIMH, KOTOPOe
YMEHbILIAETCS PU Ha/1aBJIMBAHUU.

HeGonpmme (mo 2 cm) OudypkanuoHHble W HagauapparMaibHble JIUBEPTHKYJIBI
MUIIEeBOJIa OOBIYHO OeCCUMNOTOMHBI. JIMBEPTUKYJIBI OOJBIIMX Pa3MEPOB COMPOBOXKIAIOTCS
nucdarueit, CppIrMBaHUEM HEMepeBapeHHOM muiu, adpodarueii (3araaTbiBAHUEM BO3yXa),
3arpyJIMHHBIMU ~ OOJIAIMHM, TOLIHOTOM, HOYHBbIM KanuieM. KiuHuYeckue mposiBICHUS
OM(YpKAIMOHHOTO JHMBEPTUKYJA MHIIEBOJA MOTYT OBITh CHPOBOLMPOBAHBI MPOOOI
Banbcassl.

[Ipy guBepTHKyNaxX HUWKHErO OTAeNa MHINEBOJAa K KIMHUKE paccTpoilcTBa
MUIIEBAPEHUST TIPUCOCIUHSETCS peIieKTOpHAsT OABIIITKA, TaXUKapAus, OpoHXocmasm, 00u B
obnactu cepaua, usmeHeHuss OKI'. JluBepTukynsl MUIIEBOa MOTYT CONPOBOKIATHCS
TUBEPTUKYJIUTOM U €r0 OCIOKHEHUSIMU — (PIIETMOHOM IIeH, MEAMACTUHUTOM, 00pa30BaHUEM
MUIIEBOJAHO- MEAUACTHHAIIBHOIO CBHIIA, CENICUCOM. Perypruranus ¢ acnvpanueil MUILeBbIX
MacCc MPHUBOJAT K PAa3BUTHIO XPOHUYECKOTrO OpOHXHWTA, ACMHUPALMOHHON IMTHEBMOHUH,
abcuecca serkoro. [loTeHanbHy0 OMMAaCHOCTH MPU AUBEPTUKYJIAX MHUILEBOAA MPEACTABISAET
APO3UPOBAHME CIUUCTOMN, 30(areasbHOE KPOBOTEUEHUE, 00pa30BaHNE MOJUIIOB MUILEBOAA,

Pa3BUTHUC paKa IMUIICBO/JA.



[Ipu nuBepTHKyNax KamoObl 3aBUCAT OT JIOKAJIW3allMU, HMX pa3Mepa, HAIUYUs
BocnasieHusl. JIJisi AMBEpPTHKYJIOB, JIOKAJTU3UPOBAHHBIX B BEPXHEM OTJEJIE MHUIIEBOAA,
XapaKTEPHO TIEPIICHUE B TOPJIC, TOKAITUITMBAHHUE, ONTYIIEHUE TPUCYTCTBUS HHOPOTHOTO Tela,
TOIIHOTA, TOJIOBOKPYKEHHE, CPBHITMBAHHWE HE IMEePEBAPEHHON IMHUIIHU, CIIOHOOTHEICHHUE,
HEpEJKO BO3HHMKAET Aucharus (HapylieHHue MPOTJaThIBAaHUS IMHINHN), IPUITYXJIOCTh Ha IIee,
0onu B 00J1IaCTH JUBEPTHUKYJIbI. 3aCTaMBaHUE MUIINM BBI3BIBACT AKTUBU3AIUIO THUIOCTHBIX
MIPOIIECCOB, CIBIIIEH HEMNPUITHBIN 3amMax u30 pTa.

CpenHenuIeBOAHbIE COMTPOBOXKAAIOTCA AUC(harueu, TOHOTON, CphITUBAHUEM, OOJISIMU
B O00JIACTH CIIMHBI, 32 TPYAUHOMN, PEIKO MEIUACTUHUTOM. JIMBEPTHUKYIBI B CPEAHEN 4acTH,
KaK TIPaBUIIO, IPOTEKAIOT MO0 TPAKIIMOHHOMY HMJTH CMEIIaHHOMY THITY.

[Ippu  guBepTHKymMaxX, JIOKAJU3UPOBAHHBIX B  HIDKHEM  OTJACNIC  MHIIECBOJA
(HapnuadparmManbHBIX), K IEPEUYUCICHHBIM BBIIIE CUMIITOMaM JOOaBIAIOTCS 00JId B cepaile,

OTABbIIIKA, 6pOHXOCH33M.

Cungpom MyHnsbe-Kyna (TpaxeoOpoHxomeraiusi) — BpOXKICHHOE pacCIIUPEHUE
Tpaxeu ¢ TJaBHBIX OpOHXOB, CBSI3aHHOE C WCTOHYCHHEM Xpsled u JAeduuuToM
AIACTUYECKUX U MBIIICYHBIX BOJOKOH B MEMOpPAHO3HOW 4acTu Tpaxeu. BO3MOXKHO JIMIIb

pacipeHre OpoHX0oB 0€3 U3BMEHEHUSI TPaxeHu.

/
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TpaxeoOpoHxoMeranusi.
OO030pHas  mepenHe-3aaHssA
pPEHTreHorpaMMa MOKa3bIBaeT
YBEJIIMYCHHBIE  Tpaxew U
OpOHXH.

Yacto oTMeuaeTrcss COYE€TaHWE CHHAPOMA C JPYTUMH T[OPOKAMU Pa3BUTUS U
HACJICJICTBEHHBIMH 3a00JICBaHUSIMHA, B YaCTHOCTH, C HACJIEICTBEHHBIMUA CHHIPOMaMU
JUCIIJIa3UU COCAMHUTEILHON TKaHU. M3BECTHBI ceMelHbIe Cllydau TpaxeoOpOHXOMeETraluu.

IIpenmnonaraercs ayTOCOMHO-PELIECCUBHBIN ITyTh HACIEA0BAHUS TOPOKA.

Knunuueckas xapTuHa pazHooOpa3Ha: OT OECCHUMIITOMHON J0 MpOrpeccupyrolei Ha
¢done npucoenuHeHus nHMEKIu. XapakTepeH rpyOblii «BUOPUPYIONIHI Kalllelb ¢ THOWHOMN
MOKPOTOH, IIyMHOE «MYpJbIKamIiee» abpixaHnue. [lepBble MpU3HAKK MPOTEKAIOT B BUIE
PELMIMBUPYIOIIETO Kpyna, OOCTPYKTMBHOIO OpOHXWTa WM MHEBMOHHUU C 3aTSXKHBIM
TeyeHueM. B panbHeiilieM MoOryt (QupMHUpOBATHCS OpPOHXO3KTa3bl U AehOPMHUPYIOUIUN
OpoHxuT. JlMarHo3 TpaxeoOpOHXOMETaJNH BEPOSTEH, €CIU AWAMETp Tpaxew Ha MPSMOM
peHTreHorpaMme Oojbllle WM paBeH IMOMEPEYHUKY TIPYIHBIX [MO3BOHKOB. OH
noareepxkaaercss npu  Oponxockonuu w/mam KT. BpoHxockomnnyeckas KapTHHA
XapaKkTepU3yeTcs HEOOBIYHO IIUPOKUM MPOCBETOM TPaxeu U OPOHXOB 1—2-r0 MOPSAKOB WM
TOJIbKO  OpoHxoB. CreHku ux cnalble, cHagaroTcss nOpu  Bbaoxe. Pasmep wu
pacnpoCTpaHEHHOCTh paCIIMPEHUs ycTaHaBauBatoTcs npu Oponxorpaduu nim KT. KonTypsl

CTEHOK BOJHHCTBIE, MECTaMU 3a3yOpeHbl. YacTo BBISBISAIOTCA AUBEPTUKYIIBI TPAXEH.



TpaxeoOpoHxoMaJAMA TPEICTABISAECT COOOM MOBBIIMICHHYIO MOJBHKHOCTH CTEHOK
Tpaxeu u/uinu OpOHXOB, CBSI3aHHYIO C BPOXKIEHHON CIAa0OCThIO HMX XPAIIEBOIO U

COCAMHUTCIIbHOTKAHHOI'O KapKaca.

MoskeT mpoTekaTh B BHUJIE HECKOJBKHX BapHAHTOB: TPaxXEOMAJISIIHS, 3aTparuBaroiias
TUCTANBHBIA OTIE] Tpaxew, OpPOHXOMAIIAIHS, 3aTParvuBalomias TOJBKO CTEHKH KPYITHBIX
w/unmu nepudepudeckux OpOHXOB, W HauboJjiee YacThli BapuaHT — COYETaHHAas
TpaxeoOpoHxomasius. TpaxeoOpoHXOMaAIMs, KaKk U TPaXeoOpOHXOMETausl, XapaKTEePHBI

AJI KIIMHUKHA HACJICACTBCHHBIX CUHAPOMOB AUCILIIA3UHU COCI[HHHTCHBHOﬁ TKaHU

Cunapom Buiabsimca—KemnoOenna — BapuaHT OpOHXOMAJISILIUM, PU KOTOPOM HUMEET
MECTO TOJTHOE OTCYTCTBUE WJIM HEJOPA3BUTHE XPSIIEBBIX KoJiell OpOoHXOB 3—8-TO MOPSIKOB.
JluctanbHee 30HBI MOPAKEHUS XPAIIEBas TKAHb MOSBISETCS BHOBb, KPOME TOTrO0, XPSII
coxpansieTcss B Mectax Oudypkanuu OporxoB. /[edhekT 0ObIYHO MMEET pactmpoCTpaHEHHBIHN
JBYCTOPOHHHMI XapakTep, HO MOTYT BCTpPEUYaThbCsl OrpaHUYCHHbIC BapuaHThl. CTEHKHU
OpOHXOB, JIMIIEHHbIE XPSIIEBOW OCHOBBI, MATKHE, MOJATIMUBBIC, PA3yBalOTCAd Ha BJIOXE U

CHaNaloTCs Ha BbIIOXE MOAOOHO KiamaHy. JTO MPUBOAUT K OpPOHXHMAIBHON OOCTPYKLHUH,



CIIOCOOCTBYET 3aCTOI0 OpPOHXHMAIBHOTO CEKpeTa ¢ TMOCHSAYIOIIUM HWHQPUIHUPOBAHUEM H
dbopmupoBanueM  OpoHXO0d3KTa30oB. [Ipeamonaraercss  ayTOCOMHO-PELIECCUBHBIM  THUII

HaCJICaOBaHUs.

bpoHxorpamMma JeBoro

JIErKOT0 peOeHKa.

[lon areHe3meil MOHWMAIOT OTCYTCTBHE JIETKOTO BMECTE€ C TJIABHBIM OpOHXOM.
Aniazusi XapakTepus3yeTcs OTCYTCTBUEM JIETKOTO MPU HAIMYUHU PYyJIUMEHTAPHOTO TJIaBHOTO
opouxa. Ilpu rumomsiazum (ObIBaeT MPOCTOM M KHUCTO3HOM) HMEETCS OJHOBPEMEHHOE
HEJOpa3BUTHE OpPOHXOB U JIETOYHOM mapeHxuMbl. [Ipum mpocToil rumomia3ud HMeeTcs
paBHOMEpPHOE HEJOPAa3BUTHE BCETO JIETKOrO, JIOJM WJIA CETMEHTOB C peayKIHen
OponxuanbHOTO nepeBa (5—10 renepammii BMecto 18-24 B HOpMme). Ilpm kucTO3HOM
TUNOIUIa3UM  HEJAOPa3BUTHE  JIETKOTO  COMPOBOXKAAETCS KHUCTO3HBIM MEPEpPOKICHUEM
pecniupaTopHoro otAena. B OonpIIMHCTBE ciiydaeB mnopaxaercs jeBoe yerkoe (77 %),
HWOKHUE JIOJIM B JIBa pa3a daile, 4eM BepxHue. boiiee 4eM B TIOJOBHMHE CIIy4aeB
HEJOpa3BUTUE JIETKOTO COYETAeTCs C JPYTMMH MOpOKaMu: auadparMaibHOM TpbDKEH,
nedeKkTaMu MO3BOHOYHUKA U pedep, MOpoKaMu cep/illa 1 MOYEIoJIOBOM cuctembl. PazBuTtue
TUIOIUIa3UH JIETKUX UMEET JOKa3aHHYIO CBSI3b C areHe3Ueil MoueK WM Pa3pbIBOM IUIOAHOTO

ITy3bIpSL.



AI1a3us npaBoro

JIETKOTO

['nnoruta3ust HUXKHEN

JIOJIH JI€BOTO JIETKOT'O




Arene3us npaBoro JErkoro. PeHTrenorpamMma u 6poHxorpamma.

TUNUYHBIMM PEHTI€HOJIOTMYECKUMHU MPU3HAKaMU SBIIIOTCS YMEHBUIEHHE O0beMa
IPyIHOIN KJIETKH Ha CTOPOHE MOPOKa, MHTEHCUBHOE 3aTEMHEHHE B 3TOW 00JIacTH, BBICOKOE
cTrosHue Kymona auadparmel. Cepire, OpraHbl CPEIOCTCHHS CMEIIEHBI B TMOPAKEHHYIO
ctopony. Ilo3BoHOYHBIN cTONO Tpu 3TOM «oroyieH». HaOmromaercs mnposiabupoBaHue
3IOPOBOTO JIETKOTO uUepe3 MepeaHee CPeoCTeHHEe B OOIbHYIO CTOPOHY (MeauacTHHAIbHAs
JIeTOYHAas TPhDKA). ATEHE3Ms U aria3us MpaBoro JIETKOTo MPOTEKAIT TsDKeJee, YeM JIEBOTO,
U HMMEIT XYyIUMH MpOrHo3 u3-3a OOJIBLIETO CMELIEHUS CPEAOCTEeHUS] U U3rMOOB
MarucTpaibHbIX COCYI0B. B nuarnoctuke u nuddepeHIanibHoil AMarHOCTUKE areHEe3uH,
arulasud W TUIOIUIA3MM  JIETKOTO pellarollee 3HadyeHHe HUMeeT OpOHXOJOTHYecKoe
uccnenoBanre u KT nerkux. BpoHxockomnus mo3BoJisieT KOHCTaTUPOBAaTh OTCYTCTBHE WIIH
pPYAMMEHT riaBHOro Oponxa. Ha OpoHxorpammax areHes3us XapaKTepHU3yeTcsl OTCYTCTBHEM
rJIaBHOTO OpoHxa U Oudypkanuu Tpaxeu, MpyU arjia3ud UMeeTcs KapuHa U pyAUMEHTapHbIN
Oponx. B ciyuae rumoruiazum 3amoJHSIOTCS KpYINHbIE OPOHXHM MpPU OTCYTCTBUM MEJKHX
OpoHXHAIBbHBIX BeTBeW. [lpw HemoOpa3BUTHUM 10K JIETKOTO O0O0BEM €€ YMEHBIIEH,

OpOHXHMaIbHBIE PA3BETBICHUS B 3TON 00JaCTU OTCYTCTBYIOT WJIH CYKEHBI, 1€(OPMUPOBAHBI.

BponxodkraTnueckasi 00J1e3Hb — 3TO XPOHUUYECKOE Tporpeccupyroiiee 3ad0aeBaHNe
IBIXaTeJbHbIX IYTEH, XAPAKTEPU3YIOWIEECS CTOMKOW TMATOJIOTMYECKOM  IUjlaTaluen

(TaTOMOTUYECKUM YTOJIICHUEM OpOHXHAIBHONW CTEHKH W JWIaTallied IEHTPATbHBIX |



CpelHero pasMmepa OpPOHXOB HM3—3a IMOPOYHOTO Kpyra TPaHCMYPAJIbHOTO BOCHAJICHHS C
BBIJICJICHUEM MEIUATOPOB) OJTHOTO MJIM HECKOJILKMX OPOHXOB C HAPYIICHUEM HMX JAPCHAKHON
GyHKIMM, OOYCIOBJIICHHON  JECTPYKIMEH  3JACTHYECKOTO W MBIIICYHOTO  CIIOCB
OpOHXHMAJILHOW CTCHKH.

bpoxoskTa3el - aOHOpMalbHOE W HEOOpaTHMOE pacHIUpeHHe CyOCEerMEHTapHOTO

oT/ieJ1a OpOHXHAIBHOTO AepeBa 0oJjiee 2MM B THaMeTpe.

O0630pHas peHTreHorpaMma TPYAHOM KJIETKH B MPSIMOM M OOKOBOM MPOEKIIUH.

bpoHX03KTAa3kI.

KnuHuueckue CUMIITOMBI:

1. XPpOHUYECKUHN Kalllesib, MPEUMYIIECTBEHHO B TNIEPBOM IMOJOBUHE AHSA U
O0COOEHHO TP MPUHATHH OOJBHBIM OMNPEACIEHHBIX TOJOXKEHUM Tena (Korha yimydInaeTcs
JIpeHak OpPOHXOB) C BBIJEICHHEM MOKPOTHI - KOJMYECTBO U XapakKTep KOTOPOM MOXKET
MEHSATBCA B 3aBUCUMOCTH OT (ha3bl BOCHAIUTEILHOTO mnporecca. [Ipu oboctpenuu 0ose3HH
YBEJIMYMBACTCS OOBEM BBIIEISIEMON MOKPOTHI, OHa MPHOOpETaeT THOWHBIM XapakTtep,
BO3MO>KHA IPUMECH KPOBH, HHOT 14 KPOBOXAPKAHbE;

2. Bo3moxxHa ofbIIIKa;

3. IIpu obGoctpeHun Oose3Hu - ©OO0Jb B TPYIHOM KJIETKE, JUXOpaJIKa,

HMHTOKCHKaNuA, ITIOBBIIMICHHAA ITOTJIMBOCTBD,



4. Ha nmo3nHux cragusx - Mpu3HaKW AbIXaTeIbHOW HEJIOCTATOYHOCTH.

BrIpakeHHOCTh PEHTI€HOJIOTHYECKUX TPOSIBICHUN, CBHUJETENBCTBYIONINX O HAIWYHH
OpOHXO03KTa30B, 3aBUCUT OT PACIPOCTPAHEHHOCTH IOCIEIHUX U OT CTENEHU Pa3BUTHS
M3MEHEHUH B OpOHXax M OKpy»Karoleil TkaHu. OTcyTcTBHE Ha 0030pPHBIX PEHTTEHOIPaMMax
¥ TOMOTpaMMax TPYJHOW KJIETKH MH(DUIBTPATUBHBIX U3MEHEHUUN WU SYEHUCTOCTH €lle He
CBUJETEIBCTBYET 00 OTCYTCTBUM OpoHXO03KTa3uil. IIpocBeThl paclIMpeHHBIX OpOHXOB
JaJIeKO0 HE BCErJa yAaeTcs BBISIBUTH Ha OOBIYHBIX PETTEHOrpaMMax MW TOMOTpamMmax, B
CIIEICTBUU YEro MNPUXOJUTCS OPUEHTUPOBATHCA MO TAKUM KOCBEHHBIM IpHU3HAKaM, Kak
YMEHbILIEHHE 00beMa MOPAKEHHBIX OTJENOB JIETKOTO, MOBBIIIEHUE MPO3PAavyHOCTH BBILIE-
WIA HIDKEPACIOJIOKEHHBIX CETMEHTOB, TIOSBIICHHE MEPHOPOHXHAIBHOTO CKIIEPO3a,
NOJATATMBAHUE OPraHOB CPENOCTEHMsI B MOpPAKEHHYIO CTOpoHy U T.1. Ha ¢done rpyboro u
YCUJICHHOTO JIETOYHOI'O PHCYHKa MOXKHO OOHapyXHUThb SYEHCTOCTb, HAOIIOAAIOILYIOCS, IO
JaHHBIM Pa3JIMYHBIX aBTOPOB, y 27-80% OOIbHBIX.

PeIHaIOHII/IM MCTOAOM JUArHOCTHKH 6pOHX03KTa3Hﬁ ABJIACTCAA 6p0onrpa(bI/m.

BbponxoskTaszbl HUXKEN 10N

MPaBoro JErkoro. bpouxrpamma.




MykoBucunao3 (KucTo3Hbiii ¢GuOpo3) — 3TO ayTOCOMHO-PELIECCUBHOE MOHOTEHHOE
3a0oneBanue, oOycinoBieHHoe Mytanueil reHa CFTR (TpancMemOpaHHBIN perynsarop
MYKOBHCILIMJI032), XapaKTEePU3YIOLIEeCs MOPAXKEHUEM 3SK30KPUHHBIX JKelle3, KU3HEHHO
BA)KHBIX OPTaHOB U CUCTEM, UMEIOIIEE TSKEIOE TEUEHUE U TIPOTHO3.

MyJbTHCUCTEMHOE TE€HETHYECKOEe 3a00JeBaHME, CBS3aHHOE C  HapyLICHUSMU
TPaHCIIOPTa HATPUSL U BOJABI YEPE3 ANUTEIUANbHbIC MOBEPXHOCTH. CIEACTBUEM MYyTallU
reHa SBJISIETCS HapyIlICHUE CUHTE3a, CTPYKTYpbl M (QYHKIUH Oelka TpaHCMeMOpaHHOTO
perynaropa npooauMmoct MykoBuciuao3za (CFTR), B pe3ynbTaTe 4ero XJjJopHbIe KaHajbl
CTAHOBSITCS HEIPOHUIIAEMBIMU JJIsI HOHOB XJIOpa MpU TUNepadCcopOLMK HATPUS U BOIBI, YTO
BBI3BIBACT  JIETUAPATALMIO  ANUKAIBHOM  MOBEPXHOCTH  CEKPETOPHOTO  SIUTENHS,
YBEIIMUEHUE BS3KOCTU clu3u. [lopakaroTcsi AbIXaTelbHbIC IMYTH, XETyJA0YHO-KHUIIICUHBIN
TPaKT, IE€YEHb, MOKEIYJOUYHAsI >KEJI€3a, CIIOHHBIC, MOTOBBIE KEJE3bl, PENPOAYKTHUBHAS
cucrema. Ilaronoruss JOpIXaTebHOW CUCTEMbl - TJIABHAsA NPUYMHA OCJIOKHEHUH H
netansHOCTH (OoJiee ueM B 90%). Bo3pacT manudecrannu 3a00I€BaHNs OYCHb Pa3IM4acTCsl.

B OonbimmHCTBE Clly4aeB MyKOBUCITUI03 JUATHOCTUPYETCS B pAHHEM JIETCKOM BO3pPACTe
(90% ciyyaeB — Ha TIEpBOM TOly *KU3HH). Hepenku ciayyan TMarHOCTHKHA MYKOBHUCIIMI03a Y
B3pOCIBIX C KJACCUYECKUM (PEHOTUIIOM (XPOHUYECKUU/PEUANBUPYIOMINIA  OpPOHXMUT,
CUHYCUT, TAHKPEATHUT).

Knaccuueckuit ¢deHoTUn SBISETCS CIAEACTBUEM JBYX MYTAHTHBIX KOMUW TIeHa
MYKOBHUCIIHUI03HOTO TpaHcMeMOpaHnHoro perynstopa (CFTR), u mposiBisieTcst XpOHUYECKOM
OakTepraIbHOW MH(EKIUEH NbIXaTEeNbHBIX MyTeW, MPUAATOYHBIX Ma3yX HOCA, CTeaTopeei
BCJICZICTBUE BHEUIHECEKPETOPHOM HEJIOCTATOYHOCTH MOJKEITYJOUHON >KeNe3bl, MYXKCKHUM
OecruiogreM u3-3a 0OCTPYKTUBHOW a300CMEPMUU, TOBBIIICHHON KOHIICHTpAIMEH XJIOPHUIO0B
IMOTOBOM KUIKOCTH.

JInarHoCTUYECKHE CIIOKHOCTU MPU MYKOBUCIHI03€ OOYCIOBJICHBI (HEHOTUIMHMUYECKUM
pa3HoOOpa3reM B CBSI3M C TEHETUYECKUM ToJuMOpu3MoM. [lanueHTsl ¢ aTUMUYHBIM
MYKOBUCLHI030M UMEIOT KaK MUHUMYM OJHY Komuio myTaHTHoro reHa CFTR, dbynkuus
KOTOPOTO YaCTUYHO COXpaHEHa («MATKUE» MyTaluu). OJTO NPUBOAUT K JIMArHOCTHUKE
MYKOBHCIIHI032 BO B3pPOCIOM BO3pacTe, y TaKUX MAalMEHTOB OTMedYaeTcs OoJjiee MSITKOE

TedeHre OOJIE3HM B CBSI3H C COXpPaHHOCTBIO (l)YHKIII/II/I l'IOI[}KeJ'Iy,Z[O‘IHOI\/’I KCIC3bI U



HCTAXKCEIIBIM ITOPAKCHUEM OPIraHOB AbIXaHMI.

MyxkoBucuumo3. Pentrenonorudeckass kaptuHa: 3mdu3eMa, paclidpeHUue KOpHEH
n€rkux, nedopmaius JIErOYHOTO PUCYHKA B BHUJAE JMHEHWHBIX WJIM OKPYTJIBIX KHUCTO3HBIX

M3MEHEHUH, HHPUIBTPALIUS



