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BeedeHue

[lopoku pa3sBUTHS BO3HUKAIOT BCIeCTBUE
HapyILIeHUs] SMOPUOHAIBHOTO GOPMHUPOBAHHS
OpPOHXOErOYHBIX CTPYKTYp. Hapsimy ¢ mopokamu
Pa3BUTHSA BbIAEJISIIOT QHOMAJIMU PAa3BUTHS, K KOTOPBIM
MIPUHSITO OTHOCUTH BPOXKIEHHBIE Te(PEKThI, He
MPOSIB/ISIOLIECS KIMHUYEeCKU U He BIUSIOLIUe Ha
$YHKIIHMIO OpraHa (HarmpuMep, aHOMaIUH BeTB/IEHUS
OpPOHXOB).



K mopokam pa3BUTHSI OpOHXOIETOYHOUN CHUCTEMBI
MOYXeT TPUBOAWTD BO3IEHMCTBHE PA3TUUYHBIX
HeO/IaronpusATHBIX GAKTOPOB Ha SMOPHMOH Ha paHHUX
CPOKax BHYTPUYTPOOHOTO Pa3BUTHS - C 3-4 HEJ
O6epeMeHHOCTH, T.e. C Havajia 3aK/IQJIKU JIbIXaTeTbHOM
TPpyOKH, BIUIOTH 710 6-8 MecC recTamyu, Korma
dopmupyeTcs asnbBeosipHas TKaHb. [lopoku
pPa3BUTHS OPOHXOIETOYHOU CHCTEMBI MOTYT
BO3HUKATh ITPU PA3/TMYHBIX T€HHBIX 1 XPOMOCOMHBIX
AHOMAJTUSX.



Knaccuoukauyusi nopokoe pazeumusi

xeu, 6poHxos, 1€ 820YHbIX

cocydoe

[lopoku pasBuTus,
CBSI3QHHBbIE C
HeJ0OPa3BUTHEM
OPOHXOIETOYHBIX
CTPYKTYP: areHe3usl,
arJiasusi, TUMOTIa3HUsI
JIETKHX.

[lopoku pasBuTus
CT@HKU TPaxeu U
OpPOHXOB.




KapmaeeHepa— "o

~ CUHOpOM

BpoxxaeHHas naronorusi — cMiHAPoOM KapTareHepa — Ha3BaHa 10 UMeHHU
1IBeICKOro yueHoro Kartagener, KOTOpBIU B 1935 TOAY IPOBOJMII
TIATe/IbHOE UCC/IeJOBAHNE COBOKYITHOCTH TPeX MaTOIOTHYeCKUX
MPU3HAKOB:

MAaHCUHYCHTA,;
«TIepeBEPHYTOTO» PACIOIOXKEHUSI OPTaHOB;
OPOHXODKTATUYIECKOU O0JIe3HH.

B T0 >xe Bpemsi, mepBbIM omrican 60e3Hb KUEeBCKUH AOKTOP 3UBEPT
ell€e B 1902 IoAy, MO3TOMY 3a4aCTYI0 MOXKHO BCTPETUTbD U Jpyroe
Ha3BaHUe 3a00eBaHus — CUHApPOM 3uBepTa-KaprareHepa.
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Cunzapom KaprareHepa mpuHSITO CYMTATh BPOXKIEHHOM TTAaTO/IOTHEH,
VTN BPOXXZEHHBIM iepeKTOM pa3BUTHsA. [loOKa3aTeIbCTBOM 3TOMY
CJIY)KUT TO, YTO 3a00/ieBaHHe OOHAPY>KUBAITH OTHOBPEMEHHO Y ABYX
OHOSTUIIEBBIX OJIM3HEIOB, A TAKXKe Y OTDKANUIIINX POJICTBEHHUKOB.

[TpakTHyecku 1mosoBrMHA 3a00neBIIMX cHIpoMoM Kaprarenepa
OOHAPY>KUBAETCS CpeIv MAIIEHTOB C 00PATHOM JIOKATU3aliuet
OPraHoOB.

Cunzapom Kaprarenepa oOHapy>XuBaeTCsi TPUMEPHO B 1 C/Tydae U3 40
TBHIC. HOBOPOXXJEHHBIX IeTeU, IIPU 3TOM PaHHsIS IIOCTAaHOBKA JMarHo3a
BO3MO)XHA TOJIBKO Y 16 TBIC. IeTeu.
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[pyYmHBELenHApoMa KapTareHepa.—
a

Cungpom KaprareHepa nmprusHaH Hac/ieZICTBEHHBIM 3a00/IeBaHUEM,
KOTOpOe nepefaeTcs M0 ayTOCOMHO-PeLleCCUBHOMY BapUaHTY. BeposiTHbie
$aKTOPHI PUCKA — DTO HAJIMYHE B CEMbe HJTH Cpey POACTBEHHUKOB
6ospHOTO cHApoMoM KaprareHepa.

bbL10 I0Ka3aHO, UTO HapYLIEHUS B CTPYKTYPe MepLaTe/IbHOI'O SITUTEJTUS,
KOTOPBIE He MO3BOJISIIOT PECHUYKAM HOPMAaJ/IbHO JBUTATHCS, IIPOBOLUPYIOT
pPacCcTpOMCTBa MYKOILIMIMAPHOTO ABMKeHUs1. OunucTuTenbHass QyHKIIHS
OpOHXOB HapylIaeTcsi, Pa3BUBAETCS MATOJIOTHYECKHUI MPOIeCC BHYTPH
OpOHXOB U JIETKUX, ITOPAXKAIOTCS BEPXHUE AbIXaTe/TbHbIE MYTH.

laxe B cirydae, ecyid y 60TbHOTO UMEIOTCS PECHUYKH, CITOCOOHBIE K
IBVDKEHUIO — IBUTATe/IbHASI AKTUBHOCTh MX HapyllleHa, HECUHXPOHHA, U He
MOYKeT 00eCIIeYUTh IMOTHOIIEHHOE BhIBeZleHUe



[laToreHes

[TaToreHeTnveckre ocobeHHOCTH 601e3HU — cHApoMa Kaprarenepa -
3aKJTIOYAIOTCS B ZlepeKTe CTPYKTYPhI U PYHKIIMOHATBHOM CITOCOOHOCTH
MepIaTe/IbHOTO SMUTETHs. PECHUYKY TepSIIOT CTOCOOHOCTh CHHXPOHHO
KO/1e0aThCsI, YTO MPUBOIUT K PACCTPOMCTBY MYKOIIMTHAPHOM CHCTEMBI
OpOHXOB.

B cBs13u c aTHM CO34a€eTCsAa 6}1aronp1/mTHa51 ITO4YBa JJIs1 Ha4dadJla
reHepajin30BaHHOTO XpPOHHNYE€CKOI'O IIponecca B 6p0Han N JIerKux, C
6pOHXOBKTaTI/I‘-IECKI/IMI/I IMPpOAB/JICHUAMMU.

KneTo4dHsble CTPYKTYPBI C MEPLIATE/IBHOM SITUTE/INATIBHOMU TKAHbBIO
PACMOIOXKeHbI He TOTBKO B OPOHXaX, HO M B IPYTUX OPTaHAX — 3TO
00BSICHSIET PA3BUTHE BOCHAIEHHsI B HOCOBOU ITOJIOCTH M OKOJIOHOCOBBIX
Iasyxax.

JJieMeHTaMH, QHAJIOTUYHBIMU MO CTPYKTYpe C PeCHUYKAMH, SIBJISTFOTCS
YKTYTUKHU Y criepMaTo3oua. Mx orcytcTBue npu cuHapome KaprareHepa
00BsACHSIeT OeCTIIOAHOCTD MAIIMEHTOB MY>XCKOTO TOJIa.
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[lepBble npy3Haku cMHApPOoMa KapTareHepa MposiBJSIIOTCS €LIE B PAHHEM
IeTCKOM BO3PACTe: OTMEYAIOTCSI YaCThle PeCITMPATOPHbBIE 3a00/IeBaHMs, KaK
BEPXHUX JbIXaTeJIbHBIX IyTE€M, TaK U JIeTKUX.

[TocTostHHBIE 060CTpPEeHUSI GPOHXHUTOB, CHHYCUTOB ¥ THEBMOHUH TPUBOJST
K IeCTPYKTUBHBIM U3MEeHEeHUSIM MbIIIIeYHOM TKAaHU U HEPBHBIX BOJIOKOH. B
ompejie/IeHHbIX MECTaX MPOUCXOAUT PACIIMPEeHNE YYACTKOB OPOHXOB —
OPOHXODKTA3BI.

My>x4uHbl, cTpajarome CMHAPOMOM Kaprarenepa, Kak paBuIIo,
OeCILIOTHHI.



[Tomumo sToro, cuHgapoM Kaprarenepa Mo)xeT CONpOBOXAATHCS U
OPYTUMH CUMIITOMAaMM, KOTOPbIe, OHAKO, He CUMTAIOTCS
XapaKTepPHBIMU IPHU3HAKAMM

HeJ0CTAaTOYHOe PU3HUYeCcKoe pa3BUTHe peOeHKa;
YyacTasi roJioBHas 00JIb, TIepHOJUYeCcKOe TTOBBIIIEHHOE ITOTOOTAeIeHUE;
MOBBIIIIEHHAS] TEMIIEPATYPa TeJia BO BpeMs PeliiIUBOB;
MTOCTOSIHHBIM Kallle/Ib C THOMHBIM OT/Ie/IS€MbIM;
3aTPyAHEeHHOe JAbIXaHHe Yepe3 HOC;

IHOMHbBIE HOCOBBIE BbIJI€/IEHMSI;

HEBO3MO)XHOCTh YYBCTBOBATh 3allaXx;

IIOJIUITBI B HOCOBOM ITOJIOCTH;

XpOHUYECKOe BOCITa/IeHHe CPeTHETO YXa;

HapyllleHre KpOBOOOpalleHHsS] B KOHEYHOCTSX;
noOieTHeHHe KOXXH BO BpeMs Harpy3KH.



,H,OHOJIHI/ITEJII)HI)IMI/I CUMIITOMaMHU MOT'YT CTaTh-

M3MEeHeHUs CeTYaTKH I/1a3a;

nedeKThl MOYEBbIBOASIIEH CUCTEMBI;
He/0CTaTOYHasA PYHKIUS ITUTOBUIHOM YKeJie3bl;
MOJTUJAAKTUINSA U TIP.

Cungpom KaprareHnepa y getei rpyHOTO BO3PacTa MOXXET He
OOHAPY>KUBATh Ce0s1, a TPOSBUTHCS JTUIIH Yepe3 HeCKOTbKO MeCSIIeB U
JOKe JIeT.



cTazivist 000CTpeHUsT CHHAPOMa (XapaKTepHu3yeTCsl peliIuBOM
XPOHHYECKOM 060/I€3HH JIETKUX U BEPXHUX JIbIXaTe/TbHBIX IyTeMH);

cTazyst 06erdYeHust COCTOSTHUS (MpecTaBsieT CO00 PeMHCCHIO
3a00/1€eBaHUI IBIXaTETbHON CUCTEMBI, C BDEMEHHBIM 0C/Iab/IeHHeM
CUMIITOMATHKH).

Dopmbl

oOpaTHOE pPacHoIoyKeHUe JIETKHX;

oOpaTHOE PaCIIOIO)KEHHE JIETKUX U cep/lia (aHOMaIus TPAHCIIO3UIIUT

BEPXYIIKU CEPAIIA);
oOpaTHOE PACIIOIOKEHHE JIETKUX, CEP/ILIA ¥ BHYTPEHHUX OPTAaHOB
(meyeHb — C/ieBa, ceie3eHKa — CIIpaBa).
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OcrRoXXHEHUSA U MTocneacTBugS—
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[Tpo6emslI ¢ gbIXaTeTbHOU CUCTEMOM U OTCYTCTBHE TTOTHOLIEHHOTO
I bIXaHUS Yepe3 HOC MOXKET IIPUBECTU K XPOHUYECKOMY HeIOCTaTKy
KHCJIOPOAQA, YTO HETAaTUBHBIM 00Pa30M OTPAXKAETCS Ha BCEX OPTaHaX
MalMeHTa — B YaCTHOCTH, Ha YMCTBEHHBIX ClTOCOOHOCTSX. MoxkeT
HapYLIUTHCSA KOHLUEHTPaLUsl BHUMAHUS, YXYZLUIUTHCS TaMATh.

[TocTosTHHAST 3a/T0)KEHHOCTH HOCA MOXXET CTaTh UCTOYHUKOM MPOOJIEeM C
HEPBHOU CUCTEMOW: Y TAKUX MAIMEHTOB YaCTO HAOITIOAAETCS TI/IOX0€
HaCTPOEHUEe, HEPBO3HOCTD, Pa3ApPaXUTETbHOCTD.

XpoHUYECKU BOCTIATATETBHBIN MPOILiecC B OPOHXaX MOXET CTATh
IPUYIMHOM abcliecca 1erkoro, OpoOHXHANBHOU ACTMbI M XPOHUY€ECKOTO
BOCIIa/ICHUS JIETKUX.



arHocTukKa cuHapoma eHepa

Muarnoctuka cuHapoma KaprareHepa oCHOBBIBaeTCs1, B IePBYIO
o4yepenb, HA UCC/IeJOBAaHUU MTOPAKEHUS AbIXaTeTbHOU cucTteMsl. s
BTOTO MCHOIb3YIOT Pa3TUYHbIe HHCTPYMEHTA/IbHbIE B TAO0OpaTOPHBIE
METOZbI.

OOBIYHBIN OCMOTP AOKTOPA MTO3BOJISIET 0OHAPYXXUTDH TPOOIEMBI C
HOCOBBIM JIbIXaHHEeM. AyCKy/bTalis (IIPOC/IyIiMBaHKe) JaeT
BO3MOXXHOCTH YCTAHOBUTH U3MEHEHUS CO CTOPOHBI JIETKUX U Cep/IIia.

AnHanu3pl B 1a60OpaTOPUM BKIIIOYAIOT B ce0s TpOBeIeHre 00IIero
aHa/TM3a KPOBH, OMOXUMHUYECKOTO aHATM3a KPOBU, UMMYHOTDAMMBL.
[To pe3ynpTaTam 0OBIYHO OOHAPYXUBAKOTCS MPU3HAKU
BOCITQTUTETLHOTO MPOIeCcca, TUMOTaMMarIo0yIMHeMHUsT A, CHIDKeHHe
IMMOABMYXHOCTHU JIEMKOLIUTOB.



MHCcTpyMeHTaIbHASI IMAarHOCTHKA BKJTIOYaeT B cebs:

PEHTreHOJIOTUYeCKOoe UCCIeIoBaHHe, KOTOpOe ITOMOTaeT OOHAPYKUTh
60Jie3HeHHBIE OYATH B AbIXaTe/TbHOMW CHCTEME, a TAK)Ke HeCTAaHIAPTHYIO
TPAHCIIO3ULIAIO CepALa;

OPOHXOCKOTIHIO, KOTOPasi KA4eCTBEHHO BU3YaIU3UPYeT
OPOHXO3KTA3MH, a TAK)Ke MO3BOJISIET U3BATh OMOITAT CIM3UCTOM TKAHU
OpOHXOB,;

OMOTICHIO CTU3UCTBIX, KOTOPAs YKAKET Ha CTAAUIO BOCTIAJIEHUS U
ITO3BOJIUT OLLEHUTH CTPYKTYPHBIE HApYyILIeHUsI MepLaTe/IbHOTO
BIIUTEJTUSL.

JlonmoTHUTE TBHO MOYKET TTOHAZ0OUTHCSI KOHCY/TBTALIMSI
OTOPUHOJIAPUHI0JIOTA YU ITyJIbBMOHOJIOTA — Bpa4deil, KOTOpble
MIOATBEPAAT Ha/IMYHe XPOHUYECKOTO IPOLeCca B AbIXaTe/IbHBIX My TSX.



_ RuebdepeHumnarnbHas;

® Kak npaBuio, mocTaHOBKa AuarHo3a cuagpomMa Kaprarenepa e
npexacTapisieT TpyaHocTei. vuddepeHuanbHass JMarHOCTUKA B
HEKOTOPBIX C/TydasiX MOXXeT IMMPOBOAUTHCS C THEBMOHUEN,
OVCCEMUHUPOBAHHBIM TN GUOPO3HO-KaBEPHO3HBIM TYOEepKy/ie30M,
KOJIJTareHO3aMH.




_ Tledenve cuHapoma KaprareHepa

B GonbirHCTBE CTy4YaeB MPOBOASAT CHUMIITOMAaTUYECKOE IeYeHre
cuHgpoMa Kaprarenepa, c npuMeHeHHeM CJieyIOUUX MepPONPUSTHI

IMMPOTHUBOBOCIIA/IUTE/IbBHOE J/IeHEHHNE C IDUMEHEHHEM HECTEPOUIHBIX
IMPOTHUBOBOCIIA/INTE/IBHBIX CPEACTB;

obecreyeHye APEHAKHOM CITOCOOHOCTH OpOHXOB (MaHya /ibHast
Tepanusi, MaCCaX, MHTAJISITOPHOE BBeJleHe MYKOJIUTUKOB, ipeHa)XKHAs
TMMHACTHKA U MMOCTYPaIbHbIN APEHAK);

AHTUMUKPOOHOE jiedeHHre C TPOAO/DKUTETbHBIM KYPCOM B IEPUOZ
pelranBa, C IpUMeHeHeM 3HAUUTETbHbBIX 103 AaHTUOMOTHUKOB, KaK
WHBEKIIMOHHO, TAK U BHYTPUOPOHXHUATBHO; MOTYT TPUMEHSIThCSI
AHTUOMOTHUKU PsAZIA TEHULIM/UIMHOB, MAaKPOJIUIbI, A TAK)Ke Tperaparbl
GTOPXUHOOHOBOTO PAAA;

IIPOTHUBOPEIUIUBHOE JiedeHre (MMMYHOCTUMY/ISITOPBI, GPOHXOMYHaJI,
BUTAMHUHOTEPATTUS);

dusnorepamnus, JIOK.



B TspxenbIx crydasix MoykeT ObITh Ha3HAaY€Ha Ollepaliis, KOTopast
MMEeHYeTCS Ma/JTMATUBHOMN pe3eKlMer U MpeaIioaaraeT yaajeHue
4acTu nerkoro. [locie onepanym 4acTo yaaeTcst JOCTUYb
3HAYMTE/IbHOIO IIPOrpecca B IeYeHUU.

Ecu >xe 6poHXY TOpaYKeHbI CHMMETPHUYHO C IBYX CTOPOH, TO
IIPOBOJAT ABYCTOPOHHIOIO PE3EKIIUIO B [1Ba MIOAX0/a, C BDEMEHHBIM
IIPOMEXXYTKOM OT 8 10 12 MEeCSLIeB.

[Tpy HaTMYKMY 3HAYUTETHLHBIX IBYCTOPOHHUX PacIIUPeHU B OpOHXax
OTIePATUBHOE BMEIIATETbCTBO HE CYUTAETCSI HEOOXOJUMBIM.

[lepen onepanyer BayXHO NPOBECTHU ITOJIHYIO CAHALIMIO HOCOBBIX I1a3yX.
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Tak kKak cuHApoM KapTareHepa curuTaeTcsi HaC/1e4CTBeHHbIM
BPOXKJIeHHBIM 3a00/1eBaHHEeM, KOTOPO€e Pa3BUBAETCs BC/IEACTBHE
MYTALMM T€HOB, TO NPeAyNpesUThb ero BO3SHMKHOBEHHE He
IIpeCTABISAETCSI BO3MOXHOCTH.

st npodpumaKkTUKK penuauBOB Y 60/bHBIX ciHAPOMOM KaprareHepa
NIPeATIPUHUMAIOTCS CJIeYIOLINEe MEPBbI:

yKpeIuieHhe UMMYHUTETA;
npeaynpexieHre pecmpaTopHbIX HHPEKIIUHT;
3aKa/MBaHUe, pU3ndecKasi aKTUBHOCTD;

KypcoBou npueM TumoreHa, bpoHxomMyHaa, BATAMHWUHHBIX
Mpenaparos;

B HEKOTOPBIX C/Iy4asiX — BBE€J€HHNE€ aHTUTEIT NI 1 mna3Mmel.
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3akKkJsiroyeHue

[Ipu pacripoCcTpaHEeHHBIX MOPOKAX MOKA3aHO
KOHCepPBATHUBHOE JIedeHe, OCHOBHBIMH NTPUHITUIIAMH
KOTOPOTO SIBJISIIOTCS MIPeAYTIPEXIeHre U IeYeH e
I'HOMHO-BOCTIAJTUTE/IFHOTO TTpo1iecca, obecriedyeHHEe
ApeHa)ka, Ha3HAYeHHe OTXaPKUBAIOIINX U
MYKOJTUTUYECKHUX CPeACTB, 60pbOa C AbIXaTe TbHOM
He0CTATOYHOCTHIO, O0IIeyKPerJIsSolias v
BOCCTAaHOBUTETbHAsI TEPATTUS, CAHATOPHO-KYPOPTHOE
JIedeHue.
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[Iporuos cunapoma KaprareHepa 3aBUCHUT OT CTEeIIEHU BbIPAXKEHHOCTHU
OpOHXO0-71eroYHOoM maTosorvu. [Ipy He3HAYHUTETbHBIX PACIIMPEHUSIX
y4aCTKOB OPOHXOB, a TaK)Xe IIPU OTCYTCTBUY MTPU3HAKOB
peCcnUupaTOPHOUN HeJOCTAaTOYHOCTHU IIPOTHO3 MOYXXHO CYUTATh
6J1TarOTIPUSTHBIM.

Ecnu npouecc reHepain30BaHHbBIN, IPU3HAKU PeCITUPATOPHOM
HEeJO0CTAaTOYHOCTU HAPACTAIOT, PAa3BMBAETCSI THOMHBIN TIPOLECC U
WHTOKCUKALIUS — B TAKOM CJTy4ae MalyueHT MOXKeT CTaThb UHBAIUAOM. B
TSDKEJIBIX CJTy4Yasix O0TbHbIE MOTYT IIOTUOHYTH, HE TOCTUTHYB
II0JIOBO3PEJIOTO BO3PACTA.

Bce manyieHTsl, y KOTOPbIX JUAarHOCTUPOBAH CUHAPOM KaprareHepa,
ZIOJDKHBI CTAHOBUTBCS HA JUCIIAHCEPHBIN y4YeT U [IepUOJUYeCKU
MIPOXOAUTH MPOPHUIAKTUUECKOE TeYeHHe.
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