AHOMAJIMM PA3BATHS OPTAHOB I'PYJTHOM MOJIOCTH

CoBepIIICHCTBOBAHUE COBPEMEHHBIX TEXHOJOTHH M METOJIOB BHU3yalH3allMH ILUI0Ja
VIIYYIIWIO Ka4eCTBO BBISIBJICHHUS AHOMAIUN pa3BUTHS IUI0Ja, MHOTHE AaHOMAJIHH CTajo
BO3MOKHBIM BBISIBIIATH HA PAHHUX CPOKAX Pa3BUTHSL.

PaccmarpuBass aHoManuu pa3BUTHS BHYTPEHHHX OPraHOB TPYJIHOW MOJOCTH, CTOUT
OTMETHTh, YTO COBPEMEHHBIC METOJbl JMAarHOCTUKH TI03BOJIAIOT BBIIBUTH HMX JIOCTATOYHO
ycnemHo. boiee 4yBCTBUTENBHBIM M IICHHBIM METOJIOM MPEHATATHHOW TUATHOCTHKH SIBIISCTCS
3D u 4D ynbTpa3ByKOBOE UCCIICIOBAHKE, & HHOT/AA JJIs TIOATBEPKIACHHS JUArHO3a UCIIOIB3YIOT
MarHUTHO-PE30HaHCHYI0 ToMorpaduro. C MOMONIBIO JaHHBIX METOJOB Ha PaHHHX CpOKax
pPa3BUTHS MOXKHO BBISBHTH: JuadparMajbHYI0 TPBDKY, IUCIUIA3UIO JIETKUX, ITHIICBOIHYIO
aTpPEe3uI0, TUAPOTOPAKC U JIP.

WNuBepcus - oOpaTHOE IMOJOXKEHUE OpraHa OTHOCHUTEIBHO €r0 COOCTBEHHOW OCH WIIN
CPEIMHHOM IUIOCKOCTH Teja - Pe3yJIbTaT PaHHEro HapylIeHHsS SMOpPHUOHAIBHOTO IMOBOPOTA.
Hekoropbie n3 aHOMaHii KOMIICHCUPOBAHbI M KIIMHUYECKH OCCCUMIITOMHBI. Jlpyrue siBIsSIOTCS
IPUYMHON 3a00JIeBaHUN U CMEPTH.

B panHeM SMOpHOHAIIEHOM TIEPHOAE TPYIHBIC W OPIONIHBIC OpraHbl PACIOaralTCs 10
cpeaHel IMHUKM. B HOpMe poTaiusi ¥ poCT MPOUCXOIUT BIIPABO, a MPH Situs viscerus inversus —
BJIEBO. Situs viscerus inversus 0ObIYHO HAOJIIOIAETCS y CPOCIIUXCS ONM3HENOB. JTa aHOMAaIus
KpaiiHe peaKo BcTpeuaeTcs y octanbHbIX Jtonei (1 ma 8000-25000 HOBOPOXKACHHBIX ).

AHOMaIbHOE TIOJIOKEHHUE MOKET KacaThCsl BCEX OpraHoB - Situs viscerus inversus totalis,
OpraHoOB OJHOW MOJOCTH MJIH JaXKe OTIAEIbHBIX OpPraHoB - Situs viscerus inversus partialis.

ITpwu situs viscerus inversus totalis oTMe4yaeTcsi TOTHOE OOpaTHOE TMOJIOKEHHUE OPTaHOB.
CocTosiHME 310pOBbsI JIIOJIEH C JaHHOW aHOMalued 0e3 COMYTCTBYIOIIUX MOPOKOB OOBIUHO
HOpMaJIbHOE.

Situs viscerus inversus partialis BcTpeuaeTcs KpaiiHe penko (1 wHa 10000
KUBOPOXKJIEHHBIX). [Ipu 3TOI aHOMaNuu BO3MOXHO OOpaTHOE PACIIOIIOKEHHE OPTaHOB TOJIBKO
TPYAHOU TIOJIOCTH WIJIH TOJILKO OPFOIITHOM TTOJIOCTH.

JexkcTpokapaus — niepBuyHas (MCTHHHAS) MAJIBITO3UIINS Cep/ila. BeI3BaHa NEpBUYHBIM
BPOXKIACHHBIM N1e(DeKTOM pa3BUTHs CEpACYHOW METIU B SMOPUOHAIBHOM pa3BuTuu. [Ipu 3TOM
Cep/ille HAXOJUTCS B TPYAHOW KIETKE CIpaBa, BCE BXOMAIIUE M HCXOJSIIME COCYIbI Cepaia
pacIoIoX)eHbl 00PaTHO CBOEMY OOBIYHOMY PACIIONIOXKCHHIO. DTa MATOJOTHS aCCOIMUPYETCS C

myTarueit reioB HAND, ZIC3Shh, ACVR2, Pitxz.



B OonbmmHCTBE ClyyaeB JEKCTPOKApAHs COYETAETCS C JAPYTUMH BPOXIEHHBIMU
AHOMAJIUSAMHU  CEPJCUYHO-COCYAUCTON CHUCTEMbl (TPAaHCHO3ULUS MAarucTpaibHbIX COCYIOB,
cenranbHble JedeKkThl, Terpana Pamwio W Ap.), pPa3IUYHBIX OPraHoB (IMIO3BOHOYHHKA,
MOYENoJIOBOM cucTtemsl, cuHIpoMbl Kaprarenepa u lBemapka), KOTOpbIE U OIpPENEISAIOT

Ka4CCTBO KHM3HM MMallUCHTA.

ATpe3usi NMIIEBOAA — IIOPOK Pa3BUTHS, IPM KOTOPOM BEPXHUN M HUKHHUM CETMEHTHI
nuneBoaa pazodmensl. [Tpu 3ToM oauH min 00a cerMeHTa MOTyT UMETh COOOIIEHUE ¢ Tpaxeen.

HaunOonee dacTelii NOATHN aHOMaNUM — aTpe3us NHIIEBOJAa C JAUCTabHBIM
TPaxeonuILEeBOIHBIM CBUILEM. BTopoil Hanbosee yacThlif THI — U30JUPOBAHHAS WIIM «UHCTas
dopma arpe3un nuineBoja 0Oe3 TpaxeomuileBogHoro ceumia. Ilpm gaHHOM BapuaHTe
NPOKCUMAJbHBIA M JUCTAJbHBIM CErMEHTHl MHUIIEBOJA 3aKaHYMBAIOTCS CJENO B 3aJHEM
cpenocrteHud. TpeTud MOATUI IMOpPOKAa pPAa3sBUTHA nuIIeBoAa — H-tun TpaxeonmumeBoaHOU
¢uctynbl 6e3 aTpe3ur MUIEeBOA.

Pa3Butue nopoka cBs3aHO ¢ HapylleHHEM YMOpPHOTeHe3a TOJIOBHOTO OTAeIa NEePBUYHON
kumku. Ilocae 20-ro gHSA recranuu NPOUCXOAUT OTAEICHHE JOPCAJIBHOM 4YacTH KHILIKU
(MMIIeBoJ]) OT BEHTPAIbHOW (Tpaxes) B 00JacTH KapuHbBI, PACHPOCTPAHSSICh B TOJIOBHOM
HanpasyieHuu. [Ipn HECOOTBETCTBUM HANpaBIEHHUs M CKOPOCTH POCTa TpaxeW WM IMHILIEBOJA, a

TaK)kKe IMPOIIECCOB BAKYOJIU3AIHMH, KOTOPYIO MHUIIEBO MPOXOJAUT BMECTE C JPYTUMH OT/AEIaMU



KHIIIEYHON TpyOKH, oOpa3yeTcsi OpOK pa3BHUTHs IMHINEBOJA, OKOHUYATEIbHOE (OpMUpOBAHUE
KOTOpOT0 3aKaHYMBAETCs K 32-My JIHIO Fe€CTallUH.

[Ipu aTpe3um mumieBofa BHYTPHUYTPOOHO MPOUCXOIUT HAPYIICHUE PAa3BUTHS TPaxew U
OpoHxoB. BepxHHMII CcerMeHT MHILEBOAA PACTATUBACTCS 3arjOYeHHOW aMHHOTHYECKON
JKUJKOCTBIO M JIaBUT HAa Pa3BHUBAIONIYIOCA TpPaxero, pe3ysbTaTOM 4YEro SIBISETCS HapylleHHe
pa3BUTHS XPAMIEBBIX Kojel (TpaxeoMamsinus). Kpome 3TOro aMHUOTHYECKas >KUIKOCTh W3
JIETKUX Yepe3 IUCTAIbHBIA CBHII IOMAJAeT B JKEIYyAOYHO-KUIIEUHbIH TpakT. [loaTomy, Gomee
HU3KOE, YeM B HOpME, MHTpaOpOHXEaIbHOE HaBJIICHHE MOXET ObITh NPUYMHOW HAPYLICHUS
BETBJICHUSI OPOHXOB U aybBeo. M3-3a OTCYTCTBUS MPOXOAUMOCTH O MHUILEBOAY aHTEHATAIbHO
HE (POPMUPYIOTCS KOOPIAMHUPOBAHHBIEC MEPUCTAIBTUUECKUE JBWKCHUS MUIIEBO/IA, HAPYIIAETCS

KOPTUKO-BUCIEPATBHBIN TIIOTATEIBbHBINA pediexc.

Kaprtuna arpes3un nuieBoa,
MOJTy4eHHAasl IPU PEHTTEHOJIOTUYECKOM
HUCCIIETOBAHUH C BBEIEHUEM 1-2 MII )KHUIKOTO

KOHTpacTa B NIUIIECBOM.

IlocTHaTanbHas JAUArHOCTHUKaA aTpE3rU IMUIICBOJAA Y HOBOPOXKICHHBIX OCHOBLIBACTCA Ha
06H1€I>'I KJIWHAYECKOM CUMIITOMATHKE U Ha CHGHI/I(bI/I‘IeCKI/IX JUAarHOCTUYCCKHUX TECTaXx.

HO)IOSpeHI/IS[ Ha HAJIMYHKEC aTpC3WH NMUIICBOAA Y pe6eHKa BO3HHKACT, KOrga HEBO3MOKHaA
MMOCTAaHOBKA HA30TaCTpaJIbHOI'O 30HA4a IpU NMMEPBUIHOM OCMOTPC. PeGenok HE MOXKET MIpOTJIOTUTH
CJIIOHY, B CBA3U C UCM, OTMCYACTCH IMOBBINICHHAA CaJlMBallUs, HCHOO6pa3OBaHI/IC, qepe3 poT U
Hoc. Eciim ero HaumHaioT KOpPMHUTBH, TO OH HAYWMHACT OAaBUTHCA, ITPU 3TOM IOABJIACTCA MUAHO3 U

PBOTAa HCU3MCHCHHBIM MOJIOKOM. BCJ'IG)ICTBI/I@ aclypanyuu COACPIKUMOIro pOTOBOfI II0JIOCTH, HUJIN



MOJIOKA, UJTH 3a CYET pedioKca KeIyA0YHOro COAEPKUMOT0 Yepe3 TPax€eOoMHILEBOAHbBIN CBHIL,
BO3HUKAET PECIUPATOPHBIN AUCTPECC-CUHIPOM.

IIpy wM301MpPOBAaHHOM BBIPOXKACHHOM TpPaXEONMILEBOJAHOM CBHUILIE BBIPAKEHHOCTh
CHUMIITOMOB 3aBUCHUT OT JUaMeTpa U yTiia BIAJICHUs CBUILA B TPaxer. XapaKTEPHbIE CUMIITOMBI:
IOPUCTYIBl Kalllli W LMaHO3a, BO3HHUKAIOUIME BO BpeMs KOpMileHHs, Ooyiee BBIpaKEHHBIE B
TOPU30HTAILHOM TMOJOXEeHUU peOEHka. IlpW y3KMX M JUIMHHBIX CBHIIAX BO3MOXXHO JIHIIb
NoKaluIMBaHue pebEHka mpu KopwmileHUH. [Ipy HM3MEHEHUM TOJNOXKEHUS CHMIITOMAaTHKa

yMeHbIaercs. Pe0€Hok yacTo 6osieeT THEBMOHUEH.

JIMBepPTHKYJIbI MHUIEBOAA — 3TO BBINSYMBAHUS CTCHKH MUIICBOJA B BUAC MEIIKA WIIH
ciernoit TpyOKH, cooOmarommecss C IMPOCBETOM IMHUIIEBOJA. Takoe BBISTYMBAHUE MOXKET
HapyIath GYHKIMIO TIIOTaHUS M MPOABHKCHUS MUIIMA B MUIIEBOJC. B MOJOCTH BBIMSYMBAHUS
MOXET 3aJIePXKUBAThCS U HAKATUTUBATHCS MMUIIA, BO3HUKATH BOCIIATUTEIIBLHBIC IIPOIIECCHI.

Kimmanueckne MMPOABJICHUA TUBCPTUKYJIOB IMUIICBOJAA 3aBHUCAT OT UX JIOKAJIU3aI[UU.

CneBa-HanpaBo: quBepTHKYJ LleHkepa, Ou(ypakIMOHHBIN TUBEPTUKY, HaaiuadparMaaibHbIi

JTUBEPTUKYIL.

Haubonee sipkyio cHMITOMATHKYy JarOT AUBEPTHKYNbI lleHkepa, pacronoxeHHbE B
00J1aCTH TI0TOYHO-TIMIIEBOJHOTO Nepexoaa. IIpu 1eHKepoBCKUX AMBEPTUKYIAX MHUILEBOJA PAHO
pasBuBaercs nucdarus — 3aTpyJAHEHHOE MPOXOXKJIEHHE KaK TBEPAOH, Tak M KUIKOW MUIIH IO
numieBoy. OCTaTKu MUIIM CKAaINIMBAIOTCA B AUBEPTUKYJIE, YTO COIMPOBOXKIAETCS CPHITMBAHUEM
HEIEPEBAPEHHOM NUIIEH, HENPUSATHBIM 3alaXxOM M3 pOTOBOW MOJIOCTH. Peryprurtanus moxer
HaOJII0aThCS B TOJIOKEHHM JIeXKa, B CBSA3M C YeM MAIMEeHThl 4acTo OOHApy>XHUBAIOT MpHU

HpO6y)KI[eHI/II/I CJIM3b U OCTATKU NHUINU Ha MOAYIIKEC. Takxe OOJNBbHBIC MOTYT KaJIOBAaTbCAd Ha



NepUIeHNe, lJapanaHbe INIOTKH, OUIYIIEHHEe HeMpPOrIaThIBAEMOro KOMKa B rOpiie, CyXOH Kallelb.
Yacto oTMeuaercs TOINHOTA, THIEpCaIMBallvs, W3MEHEHHE TeMOpa rosoca. XapakTepHO
pa3BuTHE «(heHOMeHa OJOKabl», KOT/AA MOCHe MpHeMa MUIIH TOSBISIETCS MOKpAaCHeHUE JIUIA,
OLIYLIEHWE YAYLIbs, TOJOBOKPYXXEHHME, pa3BUBaeTcsd OOMOpOK. JlaHHOe cOoCTOsiHHME OOBIYHO
Kynupyercs nocie pBoTsl. JuBeprukyin Llenkepa OonbImMX pazMepoB MOXKET ObITh OOHApYKEH
py OCMOTpe M manbnanuu men. OH npencTaBiseT coO0i BRIMAYMBAHKE B 001aCTH IIEU MSATKON
KOHCHCTEHIIMU, KOTOPOE YMEHBIIIAETCSI TP HATABIUBAHHH.

HeGompmme (mo 2 cMm) OudypkanuoHHble W HaaauadparMalbHbIC JHUBEPTUKYJIIBI
NUILEBOJA OOBIYHO OECCUMNTOMHBI. JIMBEpTHKYJBl OOJBIIMX pa3MEpOB COMPOBOMKIAIOTCS
nucdaruei, CppIrMBaHWEM HENEPEeBApEHHOW NHIIHM, a’podarueil (3arjaTbIBAHHEM BO3IyXa),
3arpyAMHHBIMK ~ OOJISIMH,  TOIIHOTOM, HOYHBIM KamuieM. KIiMHUYecKne MpOsBICHHS
O6udypKaLMOHHOTO TUBEPTUKYJIA MUIIEBOJAa MOTYT ObITh CIIPOBOLIMPOBAHBI TPOOOI BasibcaBsl.

IIpu nuBepTUKYyIaX HMKHETO OTela MUILEBO/Ia K KJIMHUKE pacCTPOMCTBA MUILEBAPEHUS
NPUCOCTUHSIETCS pedIeKTOpHAs OJIBIIIKA, TAXHUKApAHs, OpoHxocma3m, 6omu B o0nacTu cepana,
m3meHenns OKI'. J[MBepTHUKyIBI MUIIEBOJA MOTYT CONPOBOXKIATHCS JUBEPTUKYIUTOM U €ro
OCJIOXKHEHUSMU —  (JIETMOHOW  IlIeM, MEJMACTUHUTOM, OOpa30BaHUEM  IHUIIEBOJIHO-
MeIMaCTUHAIBHOI'O CBHILA, CENICUCOM. Perypruranus ¢ acnupaiueil NuiieBbIXx Macc NpUBOJIAT K
Pa3BUTHIO XPOHUYECKOTO OpOHXHTAa, AaclNUpalMOHHOW ITHEBMOHHMH, alcrecca JErKoro.
[ToTeHIMaNBHYIO OMACHOCTh MpPH AMBEPTHKYJIAX MHIIEBOAA NPEACTABISET 3PO3UPOBAHHE
CJIM3UCTOM, 330(areaibHOE KPOBOTEUEHHE, 0Opa30BaHUE MOJIMIIOB MHILEBOJA, Pa3BUTHE paka
NUILEBOJA.

[lpu puBepTHKYJax JKaToOBl 3aBUCAT OT JIOKAIM3AIWW, WX pa3Mepa, HaTHdus
BocranieHusi. Jlyis  NIWMBEPTUKYNOB, JIOKAJIM3HMPOBAHHBIX B BEPXHEM OTIeNe MHUIIEBO/A,
XapaKTepHO IEepILICHHE B Tropiie, MOKalUIMBaHUE, OIIyIEHHE MPHUCYTCTBUS MHOPOAHOIO Teja,
TOILITHOTA, FOJIOBOKPYKEHHE, CPhITUBAaHHE HE MEPEBAPEHHON MUIIM, CIIOHOOTAEICHHE, HEPEaAKO
BO3HUKAeT Aucdarus (HapylleHHWEe MpOrjaTbiBaHWs NUIIM), NPUIYXJIOCTh Ha Iuee, Oolu B
00JTacTH TUBEPTHKYJIBI. 3aCTanBaHUE MUINM BBI3BIBACT AaKTHBH3AIMIO THUJIOCTHBIX MPOIIECCOB,
CJIBIILICH HEMPUATHBIN 3amax 130 pra.

CpenHenuIeBoJHbIE COPOBOXKAAIOTCS AUc(harueit, TOIMHOTOH, CPpITMBaHUEM, OOJISIMH B
00JTaCTH CIHHBI, 32 TPYIUHOH, PEAKO MEIUACTHHUTOM. J[MBEPTHKYJBI B CPEIHEH YacTH, Kak
MPaBUJIO, MMPOTEKAIOT 110 TPAKITHOHHOMY WJIH CMEIIAaHHOMY THITY.

IIpu  guBepTHKyJax,  JOKATU3UPOBAHHBIX B HIDKHEM  OTJeNe  MHILEBOJA
(HagnuadparMaiabHbIX), K IEPEUMCIEHHBIM BbIIIE CUMITOMaM J00aBISIOTCS O0JIM B CEpALe,

OTJIbIIIKA, OpOHXOCTa3M.



Cunapom Mynbe-KyHa (TpaxeoOpoHxoMeraJjimsi) — BPOXIECHHOE PACIIMPEHHUE TPaxeu
1 TJIaBHBIX 6pOHXOB, CBSI3dHHOE€ C HCTOHYCHUEM xpﬂmeﬁ u I[e(bI/H_II/ITOM JIaCTUYCCKUX "
MBIIIEYHBIX BOJIOKOH B MEMOPaHO3HOW 4acTH Tpaxeu. BO3MOXHO JUIIb paciIupeHue OPOHXOB
0e3 u3MeHeHHs Tpaxed. Yacto oTMedaercs coueTaHUEe CHUHIpOMAa C APYTHMMU HOPOKaMHU
pa3BUTHUSA U HACJIECTBEHHBIMU 3a00JIEBAHUSMHU, B YACTHOCTH, C HACTIEICTBEHHBIMHU CHHJIPOMaMU
JUCIIIA3UM  COCMHUTENBHOM TKaHHW. VI3BECTHBI ceMelHBIe Clydyal TpaxeoOpOHXOMETaIHH.

IIpennonaraercs ayTocCOMHO-PELECCUBHBIN ITyTh HACIEIOBAHUS IIOPOKA.

TpaxeoOpoHxoMeranusi.

O0630pHas nepenHe-3aaHss
pEHTTeHOTpamMMa
MOKa3bIBACT YBEIIMYCHHBIC

Tpaxer U OpOHXH.




Knuanueckas kapTuHa pa3zHooOpasHa: OT OECCHMMIITOMHOHN J0 MPOTPECCHUPYIONICH Ha
¢done npucoeauHenuss uHpekuuu. XapakTepeH rpyOblii «BUOPHPYIOMIMID Kalledb ¢ THOHHON
MOKpPOTOM, IIYMHOE «MypJblKatoliee» JpixaHue. llepBble Npu3HAaKM NPOTEKAOT B BHJIE
PELUANBUPYIONIETO KPYIa, 0OCTPYKTUBHOTO OPOHXUTA WM MTHEBMOHUHU C 3aTSKHBIM TEUCHHEM.
B nanpueiimem MoryT ¢upMHpoBaThCS OpPOHXO03KTa3bl U Aedopmupyrommii Opouxut. /uaruos
TPaxeoOPOHXOMETaJHH BEPOSITEH, €CIIM JHUaMEeTp Tpaxeu Ha IpSAMOM peHTreHorpamme Ooiiblie
WIN PaBEH MONEPEYHUKY TPYAHBIX MO3BOHKOB. OH MOATBEP)KIACTCSA MPU OPOHXOCKONHU /MU
KT. Bponxockonuueckasi KapTHHA XapaKTEPHU3YEeTCs] HEOOBIYHO IIMPOKHM IPOCBETOM Tpaxeu U
OpOoHXOB 1-2-r0 MOPSAIKOB UK TOJBKO OpoHXOB. CTEHKH UX clladble, CIaaloTCs MPU BBIOXE.
Pasmep u pacrpocTpaHEHHOCTh paclIMpeHHs] yCTaHaBIMBaIOTCA npu Oponxorpaduu wmu KT.

KoHTypbI cTeHOK BOJIHUCTBIE, MECTaMU 3a3yOpeHbl. YacTo BBIABIAIOTCSA JUBEPTUKYJIBI TPAXEH.

Tan306p0HXOMaJIﬂHI/Iﬂ MMpEACTaBJIACT coboit MOBBIIICHHYIO HOABUKXHOCTb CTCHOK

Tpaxen W/WiIU OpOHXOB, CBS3aHHYIO C BPOXKICHHOW CIa0OCTBIO HX XPSAIMIEBOTO U

COCAMHUTCIIBHOTKAHHOI'O KapKaca.

MoskeT mpoTekaThb B BHJI€ HECKOJIBKMX BapUaHTOB: TpaxeoMassilus, 3aTparruBaromias
JUCTANIbHBIN OTIIeN Tpaxeu; OpOHXOMAaJSIMs, 3aTparuBarouasi TOJbKO CTEHKH KPYMHBIX W/WIN

nepudepudeckux  OpoHXOB, W  Hambojee  dYacThlii  BapwWaHT —  COYETaHHAas



TpaxeoOpoHxoMaisius. TpaxeoOpoHXOMAAINS, KaK U TPaxeoOpOHXOMEeTausl, XapaKTePHbI IS

KIIMHUKU HACJICACTBCHHBIX CUHAPOMOB AUCILIIa3UN COE€IUHUTEIILHOM TKaHU

Cunapom Buiabsimca—Kemnoenna — BapuaHT OpOHXOMAJSIUH, NIPH KOTOPOM HMEET
MECTO TIOJHOE OTCYTCTBHE WJIM HEIOPa3BUTHE XPSIICBBIX KOJell OpOHXOB 3—8-ro MOpsIKOB.
JlucranpHee 30HBI TOPAKEHUsS XpSIIeBas TKaHb TOSBISCTCS BHOBb, KPOME TOTO, XpSIIl
coxpaHsieTcss B MecTax Oudypkanuu OpoHxoB. JledekT OOBIYHO WMEET paclpOCTPaHCHHBIN
JIBYCTOPOHHUI XapakTep, HO MOTYT BCTPEYAThCsl OrpaHHYCHHbIC BapuaHThl. CTEHKH OpOHXOB,
JIMIIEHHBIC XPSIIEBOW OCHOBBI, MSTKHE, MOJNATIMBbIC, Pa3IyBatOTCS HA BIIOXE M CIIAJAIOTCS Ha
BBIJIOXE MMOJO0HO KJIamaHy. 3TO MPUBOANUT K OPOHXHUATBLHOU OOCTPYKIIUH, CIIOCOOCTBYET 3aCTOIO
OpOHXMABHOTO  CEKpeTa C MOoCIenyrImmuM  HHpUIupoBaHHeM ©  (HOPMHUPOBAHHEM

6p0HXO3KTa3OB. Hpez[nonaraeTc;I aYTOCOMHO'pCHeCCHBHBIP’I THIT HACJICAOBaHUA.

Cunnpom Bunbsmca-Kamnbemnna.
Bponxorpamma n€Boro Jierkoro

pebeHka.

[Ton arene3ueii MOHMMAIOT OTCYTCTBHE JIETKOTO BMECTE C TJIABHBIM OpOHXOM. AIJia3usi
XapaKTepU3yeTcsl OTCYTCTBUEM JIETKOTO MPH HAIMYUHU PyAUMEHTAapHOTO riaBHoro Oponxa. [Ipu
runomnjasum (ObIBaeT MPOCTON U KUCTO3HOW) UMEETCS OJTHOBPEMEHHOE HEIOPA3BUTHE OPOHXOB
U JIero4HOM mapeHxumsl. [Ipu mpocToii runomniazuu uMeeTcs paBHOMEPHOE HE0PA3BUTHE BCETO
JIETKOTO, JTOJU WJIM CETMEHTOB C PeayKIUued OpoHXuanbHOTO JepeBa (5—10 reHeparuii BMeCTo

18-24 B Hopme). Ilpu KHUCTO3HOH THNOIUIA3MM HEIOPA3BUTHE JIETKOTO COMPOBOXKIACTCS



KHCTO3HBIM TEPEPONKACHUEM PECHUPATOPHOTO OTne’a. B OGONbIIMHCTBE CiyuyaeB MOpa)kaeTcs
neBoe serkoe (77 %), HIWKHUE JONTU B JBa pas3a dyaile, 4eM BepxHue. boiee yem B MOIOBHUHE
CllyyaeB HEJOPA3BUTHE JIETKOI'O COYETAETCs C JPYTMMH IOpOKaMu: AuadparMalbHON IpbDKEH,
nedexkraMu MO3BOHOYHMKA U pedep, MOpOKaMu cepilla U MOYENOoJOBOM cucTteMbl. Pa3zButue

TUIIOILIa3WM JICTKUX HMMCECT ONOKa3aHHYIO CBsA3b C areHe3neyl IOYeK HIIHN Pa3spbIBOM IIJIOAHOTI'O

ITy3bIpPSl.

Armiaszust mpaBoro

JIErKOro

T'unornasusa HmxHel

JIOJIM JIEBOTO JIETKOIO




Arenesust mpaBoro J€rkoro. PeHTrenorpaMmma u OpoHxorpaMmma.

TUNUYHBIME  PEHTI'CHOJIOTHUECKUMH TPU3HAKAMU  SIBJISIFOTCS  YMEHbBIIIEHHE O0beMa
IPyJIHOW KJIETKM Ha CTOPOHE MOpPOKAa, WHTCHCUBHOE 3aTEMHEHUE B ATOW OOJIACTH, BBICOKOE
crosiHue Kymnoia quadparmel. Cepliie, opralbl CPeIOCTCHUS CMEIICHBI B TIOPAXKEHHYIO CTOPOHY.
[To3BOHOUHBIN cTOJIO TIpH 3TOM «OTOJIeH». Habmromgaercs nponabupoBaHue 370POBOTO JIETKOTO
yepe3 IMepeHee CPeIoCTeHHEe B OOJIbHYH CTOPOHY (MeIHacTUHANIbHAS JIETOYHAs TPhDKA).
ATeHe3Ms W arula3us MPaBOTO JIETKOTO MPOTEKAOT TSDKENee, YeM JIEBOTO, U UMEIOT XyIIIHA
IPOTHO3 HM3-3a OOJIBIIEr0 CMEIIECHHUS CPEAOCTCHHS M HM3rHMOOB MarMcTpalibHBIX COCYIOB. B
JTUarHoCTHKe M JuddepeHTnabHON TUarHOCTUKE areHe3WH, arla3ud M TUIOIUIA3HH JICTKOTO
pemaroiiee 3HaueHHEe uMeeT Oponxosormueckoe uccienoBanue U KT nerkux. Bponxockonus
MO3BOJISICT KOHCTAaTUPOBATh OTCYTCTBUE WJIM PYAMMEHT IJIaBHOTO Oponxa. Ha GpoHxorpammax
areHe3usl XapaKTepU3yeTcsi OTCYTCTBUEM TIIIaBHOTO OpoHXa n Oudypkanuu Tpaxeu, Mpy aria3uu
UMeeTCsl KapuHa M pyAMMEHTapHbll OpoHX. B cilydae runomnaszuu 3amoiHSIOTCS KpYMHbIE
OpOHXM TIpU OTCYTCTBUU MEJIKMX OpOHXHAJILHBIX BeTBeH. [Ipy HemOpa3BUTHU JOJIH JIETKOTO
00beM €€ YMEHbIIICH, OPOHXUAIBHBIC PA3BETBIICHHUS B 3TOW O0JIACTH OTCYTCTBYIOT MJIH CY)KCHBI,

nehopMUPOBAHBI.

BponxoskraTuyeckass 00Jie3Hb — 3TO XPOHHYECKOE MPOrpeccHpyrolee 3adojeBaHue
NBIXaTeNbHBIX  MyTeH, XapakTepu3ylolleecss CTOHKOM  MaTONOTMYECKOW — Juiaranuei
(maTonoruyecKkuM yTOJIIEHHEM OpOHXHABHOM CTEHKH UM IWilaTalrell HeHTPaIbHbIX U CPEIHETO
pa3Mmepa OpOHXOB H3—3a MOPOYHOTO Kpyra TPaHCMYypPajIbHOTO BOCHAJIEHHUS C BbLIEICHHUEM
MEINaTOPOB) OJHOTO MM HECKOJbKUX OpPOHXOB C HapyIIEHHEM HUX JPEHAXHON (QyHKIHH,

06y0J’IOBJ’ICHHOI>i ﬂCCTPYKHHCﬁ 9JIaCTHYCCKOI'O U MBIIICYHOT'O CIIOCB 6pOHXI/IaJ'ILHOI7I CTCHKHU.



bpoxoskTaszel - abHOpMaIbHOE W HEOOpAaTUMOE pacCIIMPEHHE CyOCEerMEeHTapHOro OTIesa

OpOoHXHATBLHOTO JiepeBa Ooiee 2MM B IMAMETPE.

O0630pHas peHTreHorpaMMa IpyIHOM KJIETKH B MPSAMOM U OOKOBOM MPOEKIUU. BpoHX0sKTa3kI.

KimmHu4eckne CHMITTOMBI:

1. XpoHHYECKHI Kalllellb, IPESUMYIIECTBEHHO B NIEPBOM MMOJIOBUHE JHS U OCOOCHHO TPHU
OPUHITUUA OONILHBIM OIpPENeIEHHBIX MOJI0XKEHUH Tena (Korja ymydiaeTcs JpeHaXk OpOHXOB) C
BBIJICTICHHEM MOKPOTHI - KOJMYECTBO M XapaKTep KOTOPOH MOKET MEHSATHCS B 3aBHCHMOCTH OT
¢da3pl  BocmanHMTeNbHOrO Tporecca. Ilpu oOocTpeHun OO0JIE3HHM YBEJIMYMBACTCS O00BEM
BBIIETIIEMO MOKpPOTHI, OHa MPUOOpeTaeT THONHBIA XapakTep, BO3MOXKHA MPHUMECh KpPOBH,
WHOTJ]a KPOBOXAPKaHbE;

2. Bo3MoskHa OOBIIIKA;

3. Ilpu oGocTtpenun Ooyie3HU - 0O0JIb B TPYIAHOM KIIETKE, JTUXOpaaKa, MHTOKCHUKAIIHS,
MOBBIIIICHHAS] TOTJIMBOCTH;

4. Ha MO3JHUX CTAAUAX - IPU3HAKU JIbIXaTeJIbHOM HEJOCTaTOYHOCTH.

BbIpakeHHOCTh PEHTTEHOJOTUYECKUX MPOSBIECHUH, CBUIETENbCTBYIOUIMX O HaJIUYUU
OpOHXO’KTa30B, 3aBUCUT OT PACHPOCTPAHEHHOCTU TMOCIEAHUX W OT CTENEHH pPa3BUTHS
U3MEHEHUH B OpoHXaxX M OKpyxkarome Tkanu. OTCyTCTBHE Ha 0030pHBIX pEeHTTeHOorpaMMax U
TOMOTpaMMax TpPYAHOM KIETKH MHQUIBTPATUBHBIX M3MEHEHUH WM SYEUCTOCTH elle He
CBUJIETENLCTBYET 00 OTCYTCTBUHM OpOHX03KTa3uil. [IpocBeTsl paciinpeHHbIX OPOHXOB AalieKO HE

BCeraa yOacTCA BBIABUTL Ha OOBIYHBIX perreaorpaMmmax M ToMOorpamMmax, B CICACTBHUHU Y€TO



NPUXOJUTCS OPUEHTHPOBATHCS MO TAaKUM KOCBEHHBIM IpPH3HAKaM, KaK YMEHbBIICHHE 00beMa
MOPAKCHHBIX OTJENIOB JIETKOTO, TIOBBIIICHUE MPO3PAYHOCTH BBIIIE- WM HUKEPACTIOIOKEHHBIX
CETMEHTOB, TIOSIBJIICHHE MEPUOPOHXUAIBHOTO CKIIEPO3a, MOATITUBAHUE OPTraHOB CPEIOCTCHUS B
MOpPaXEHHYI0 CTOpOHY M T.1. Ha ¢oHe rpy0dOro M yCWJIEHHOTO JIETOYHOTO PUCYHKA MOXHO
OOHApPYKUTh SIUEUCTOCTh, HAOJIOMAIONIYIOCS, TI0 JAaHHBIM PA3JIMYHBIX aBTOpoB, y 27-80%
OOJIBHBIX.

Pemraronim METOI0M IMarHOCTUKH OPOHXOIKTA3UH sBIIseTCs OpoHXOrpadus.

BpoHX03KTa3bl HUKEN JT0JIA ITPABOTO

nérkoro. bponxrpamma.

MyxkoBucuuao3 (KMCTO3HbIH (uOpo3) — 3TO ayTOCOMHO-PELIECCUBHOE MOHOTE€HHOE
3a0oneBanue, ooOycinoBieHHoe MyTauued reHa CFTR  (TpancmeMmOpaHHBIM — perysisTop
MYKOBHCIIN/1032), XapaKTepHU3yolleecs MOpPaKeHUEM 3K30KPUHHBIX JKeJle3, JKU3HEHHO Ba)KHBIX
OpraHoOB U CHUCTEM, UMEIOLIEe TKEI0e TeUEHUE U MPOTHO3.

MybTHCHCTEMHOE TeHETHUYECKOe 3a00IeBaHNe, CBI3aHHOE C HApyIIEHUSIMHU TpaHCIIOpTa
HATpUs M BOJABI 4Yepe3 SMHTENHaIbHbIE MOBEpXHOCTU. CIEeICTBHMEM MYyTAallMM TI'eHa SIBJSETCS
HapyIlIeHWe CHHTE3a, CTPYKTYpbl W (QyHKIuUM Oenka TpaHCMEMOPaHHOTO peryisiTopa
npoBoaumoctd MykoBucuugoza (CFTR), B pesynbrare uero XJjopHbIE KaHalbl CTaHOBSTCS
HEMPOHUIIAEMBIMH JUII MOHOB XJIOpa MpH runepadbcopOuMM HATPUsl U BOJBI, UYTO BBI3BIBAET

Acrujiparamnuro anuKaJbHOM MMOBCPXHOCTHU CCKPECTOPHOI'O OSIIUTCIIMA, YBCINYCHUC BI3KOCTU



CJIN3H. [TopaxaroTcsi  AbIXaTeNIbHBIE IyTH, JKEIYJIOYHO-KHUIIEUHBIH TpPaKT, I€YEHb,
MOJKENTyJ0YHAs! JKEJI€3a, CIIOHHBIE, ITOTOBBIE JKEJNE3bl, penpoAyKTHBHas cucreMa. IlaTomorus
JBIXaTEIIbHON CHUCTEMBI - TJIaBHAs MPUYMHA OCIIOKHEHUU W jetanbHocTh (Oonee yeM B 90%).
Bozpact manudecTanuu 3a001eBaHUsT OYCHD Pa3InYacTCsl.

B GonbuinHCTBE CllyyaeB MyKOBHUCLUI03 AUArHOCTUPYETCS B paHHEM JETCKOM BO3pacTe
(90% cnyudaeB — Ha mepBOM rojay xku3Hu). Hepeaku ciydad NTUarHOCTMKHM MYKOBHMCIIMIO3a Y
B3pOCIBIX C KIACCHYECKUM (DEHOTHUIIOM (XPOHHUYECKUI/PEeUUANBUPYIOIINNA OPOHXUT, CHHYCHT,
MaHKPEATHT).

Knaccnyeckuil  ¢eHOTHN sBISETCA CIEACTBUEM JBYX MYTAaHTHBIX KONMH TIeHa
MYKOBHUCIHI03HOTO TpancMmeMOpanHoro perymsaropa (CFTR), m mposiBisieTcst XpOoHHYECKOU
OakTepranbHONH HMH(pEKIMEH AbIXaTeNbHBIX IyTeH, NPUIATOYHBIX MAa3yX HOca, cTearopeei
BCJIEJICTBHE BHEIIHECEKPETOPHOH HEIO0CTaTOYHOCTH MOJDKETYJOYHOM JKese3bl, MY>KCKUM
OecruiogueM M3-3a OOCTPYKTUBHOM a300CHEPMHUM, IMOBBIIIEHHONW KOHLIEHTpALUed XJIOpUA0B
IIOTOBOM JKUJKOCTH.

JIMarHOCTHYECKUE CIOXKHOCTH TIPU MYKOBHCIH03€ OOYCIIOBIEHBI (DEHOTUITUYECKUM
pasHOOOpa3MeM B CBSI3U C TEHETHMYECKUM mnoiauMoppuzMom. [lanmeHTsl ¢ aTUIMYHBIM
MYKOBHCIIM/I030M HMMEIOT KaK MHUHUMYM OAHY Komnuio MmyTtaHTHoro reHa CFTR, ¢ynkius
KOTOPOTO YacTHUYHO COXpaHeHa («MSITKHe» MyTaluu). OTO NPUBOJUT K JIUArHOCTHKE
MYKOBHCIIII032 BO B3POCIIOM BO3pACTe, Y TAKUX MMALMEHTOB OTMEYAETCs O0jiee MATKOE TeUCHUE

0OJIE3HH B CBS3U C COXPAHHOCTBIO (I)YHKI_II/II/I HOIL)I(GHy,[[O‘IHOﬁ KCJIC3bl W HECTAXCIIBIM

MOPaKCHHUEM OPIraHOB JbIXaHUA.

MyxkoBucunno3. PeHtrenonornyeckas
KapTuHA: S3M(u3emMa, paciiipeHre KopHei
NErkux, aeopmanus J1EroYHOro pUCyHKa B
BH/JIE JTMHEHHBIX WU OKPYIVIBIX KUCTO3HBIX

M3MEHEHHH, HHPUIbTpaIUs




