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[lepeuy4yHas yurnuapHas OUCKUHe3Us
(I'1LLL) —  pegkoe  reHEeTUYEeCKM

OeTepMUHMPOBAHHOE 3aboreBaHne, Npu
KOTOPOM  MNopaxatTcd  NOABUXHbIE
CTPYKTYPbI KIMETOK (PECHUYKU U XKIYTUKN).




Haunbonee 4acTto mposiBisieTcs: pelUAUBUPYIOIINMMH U
XPOHUYECKUMU HHPEKITUIMH BEPXHUX ¢ HIDKHHX
IObIXaTeMbHBIX MyTel U B 40-50% CJTy4aeB 3epKa/IbHbIM
PaCIlOJIOKEHUEM  BHYTPEHHUX  OPraHOB 159)051
reTepoTaKCHeu .

CuHOHMMBI:  cuHApoM  Kaprarenepa,  cuHApOM
HEMOJBW>XHBIX peCHUYEK.




P e

ANMaemMnonorns

YacToTa BcTpeyaeMOCTHU OT 1 Ha 2265 110 1 Ha 40000
HaceneHus1. Cpeau MalfeHTOB C OPOHXOJKTAa3aMU
-13%, cpeiut OOTBHBIX C OOPATHBIM PACTIOIOKEHHUEM
BHYTPEHHUX OPTAaHOB — 25%.




e
— OTmonorua n natToreHes

® 3ab6o01eBaHHe OT/IMYAETCS reHeTHu4eCcKoil
reTeporeHHOCThIO.

©® Tumn HacsegoOBaHUS: Yallle ayTOCOMHO-PeLeCCUBHBIN,
OJTHAKO OTIMCAHbI U O0siee peakue X-ciierieHHbIe GOPMBbI
3a00/1eBaHUSA




©® Hawmbonee yacTo 3abosieBaHMe 00yC/IOB/IEHO OTCYTCTBUEM
Win JaedeKTaMU CTPOeHUsT BHYTPEHHUX W HAPYXKHBIX
TWHEWHOBBIX Py4YeK B CTPYKTYpe PeCHUYEK U KT'YTHKOB.

® MoryT oOGHapyXuBaThCs AePeKTbl PAJHUATBHBIX CITHI U

MUKPOTPyOOUYeK (B TOM dYMC/ie, WX TPAHCIIO3UIIMSA), a
TaK)Ke eCTh C/Iy4ad TOJHOTO OTCYTCTBUSI pecHHYeK. Y
HEKOTOPBhIX OOJbHBIX HMEIOTCS COYETAHMsSI HECKOTbKHX

nedeKTOoB.




KIYTUKU TTIPUCYTCTBYHOT BO MHOTUX
OpraHax n CMCteMax

@ MepLaTe/NbHBIM BIUTEIUN PEeCrHUpPAaTOPHOro TpaKTa, U
K1eTk KopTreBa opraHa yxa

@ XXI'YTUKHU CIIEPMATO30U OB

@ PECHUTHATBIC KIJ/ICTKKM OJIICHIHWMMbI JKXC/IYJOYKOB I'O/JIOBHOI'O
MO3I'd

® doTopenenToOphl CETYATKH I/1a3a, KJIETKHU

©® BBICTHJIAOIIYE JKeTYEBbIBOISIINE Ty TH
® KJIeTKH ITOYeYHbIX KaHA/IbIIEB
® KIeTKU, BhICTHIAoIIUe (Pa/IIOTTUEBbI TPYOBI.




[TorHass HeEMOABMXHOCTb WM HeaJleKBAaTHAasE AKTUBHOCTH
peCHUYeK MepLAaTeIbHOIO JSIUTeNUsI PeCcnrupaTOPHOro
TPaKTa MPUBOJMT K HAPYIIEHWIO HOPMAJIbHOM OYUIIIAfoIe
PYHKIMU [ThIXaTe/TbHOW CHUCTEMBbI, CEKpPeT 3aCTanBaeTcs, a
3aTeM MHHUIIUPYETCS.

bopmupyrorcs penuauBUpYyIolLie pecnupaTopHbie
MHPEKIINHU, a BIOC/JEICTBHU - XPOHUYECKHUH OpPOHXWT,
XPOHUYECKUU CHUHYCUT, Has3aJIbHbIA rmonuno3. K3-3a
MTOCTOSTHHOTO BOCITAJIEHUSI CJIYXOBOM TPyObl - HepeaKo U
XPOHUYECKUUN CPeJHUU OTUT CO CHIDKEHUEM CJIyXa




=
Cumnromsl cuHapoMa Kaprarenepa.

C IMEePBbIX MECALEB )XU3HN pe6eHKa Pa3BHUBAKOTCS 4aCThIE€ PECITMPATOPHbIEC 3&6OJIEB3HI/IH
HHeBMOHI/II/I peunanBUPYOLIHXE 6pOHXI/ITbI XapaKTepHo paHHEE pPa3BHUTHUE
OHHNYECKOI'O 6pOHXI/ITa IMMHEBMOHHUM C HOC]IG,ZLYIO].L{GI/I TpaHC(l)OpMaL[I/IeI/I B
pOHXOBKTaBIJI U CUMIITOMBI 6pOHXOBKTaTI/I‘-IeCKOI/I 00JIe3HU:

CHMIITOMBI MHTOKCHUKAIMM (rosioBHast 060jb, T'OJIOBOKPY)K€HHE, PBOTA, TOIIHOTA,
IIOT/IMBOCTD);

OTCTaBaHHE B (l)I/IBI/I‘—IECKOM Pa3BHUTHUH;

Kalleb C THOMHOM MOKPOTOW;

febpopmauuy  KOHUEBBIX ¢amaHr mno Tuny «6apabaHHBIX MAJNOYeK» H3-33
Pa3BUBAIOLIEICS TUIOKCUMM [IUCTA/IBHBIX OTAEIOB KOHEYHOCTeH, Bedyulei K
pPa3pacTaHUI0 COEIUHUTE/NbHOW TKAaHU MEXAY HOTTEBOW TJIACTUHKOM M KOCTHOM
danaHroi;

zgec])opMauI/m HOrTeu IIaib1e€B B BUAE «4YdCOBbBIX CTEKOJI».




T1epKyTOpPHO M ayCKY/IBTaTUBHO — IIPaBOCTOPOHHEE PACIIOTI0XEeHUe

cepala. HpeI/IMYI_HECTBeHHO B HVDKHHUX OTA€/IaX JIETKHUX, HYalle CIIPpaBa4,
BbIC/IYHIMBAIOTCS B/IAJKHBIE U CYXHE paBHOKaJII/I6epHI)Ie XPHIIBI.

B mepuogpt 060CTpeHHs MOBBIIAETCS TEMIEepAaTypa Teja, 3HAYUTETbHO
YXYAIIAeTcss  oOllee  COCTOSTHME C  HapacTaHWEM  CUMIITOMOB
MHTOKCUKALVH.

[TocTOsTHHBIE TOSTOBHBIE OOJIN.
XPOHMUYECKUU Kallle/lb.

HocoBoe abixaHue 3aTpygHEHO.
IMeroTcst rHOMHbBIE BblJe/1eHUs U3 HOCa.

YacTo HAOMI0JA0TCSA PEelIUIUBUPYIOLIE UTH XPOHUYECKe CUHYCHUTHI,
aHocMus (OTCyTCcTBUE OOOHSIHHMSI), OTUTHI, ITOJHUIIO3bl CIU3HUCTOM
000/I0YKH HOCA, a TAaK)Ke raliMOPOBBIX (BepXHEeYe/TF0OCTHBIX) Ma3yX.




MarHOCTUKA

® JKano6s1 m aHaMHe3

® dusukanpHOE 00CIeIOBaHME

® JlabopaTopHast JUArHOCTUKA

® HMHcTpyMeHTa/IbHAs AUATHOCTUKA




Bedywum nposenenuem 6onesHu y demeti c IIL/]
A61910MCA  4acmble 80CnaaumesbHble 3ab60se8aHus

8ePXHUX U HUMCHUX OblXamenbHblX nymel, Komopbvie
peaucmpupytomca y  docmamoyHo  601bWwo20
Kouvecmea demeti, 0cObeHHO 8 paHHeM 8o3pacme.




ApAKTEepPHBbI:
TOPNUJHBIE K TePANTUU PUHUTHI IPAKTUYECKU C POXKICHUS

MHQEKIIMY HIDKHUX JbIXaTe/TbHbBIX MyTeH, COMPOBOXKIAIOIIMECS
XPOHUYECKUM KalllJIeM, HePeZKO Y)Ke B HEOHATAJIbHOM Iepruoze
WJTH PelIUAVBUPYIOlIFie OPOHXUTHI B pAHHEM BO3pacCTe

peurnINBUPYIOLINE DKCCYAIATHUBHbBIE OTHUTHI CO CHDKEHHNEM CJ/IyXa

CoyeTaHue XPOHUYECKOTO (peluAUBHUPYIOIIEr0) CHHYCHUTA C
XPOHUYECKUM  (peluaIuBUPYIONIMM) OPOHXHUTOM  SIB/ISIETCS
OCHOBAHUEM [JIs1 YI/TyOIeHHOTO 06CIeloBaHUsI peOeHKa
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_——PU3NKAJibHOE OOCITE

B nmepuoage HOBOpOXXaAeHHOCTHU: Oosiee yeM y 75%
OOHOLIEHHbIX HOBOpOXZAeHHbIX ¢ 1L/l paszBuBaercs
pPeCITUPaTOPHBIN JUCTPECC-CUHAPOM C MNOTPeOHOCTHIO
B KHCJOpPOJle OT 1 AHSA A0 1 HeJenu. XapaKTepPHBbI
TOPNUJHbIE K Tepaliud PUHUTHI TPAKTAYECKHU C
MepBoro  AHSI  J)XU3HWU.  PefKo:  BHYTpPEHHSIS
ruapoiedatusi.




5 CTapuieM BO3pacTe: MNepCUCTUPYIOLIUEe PUHMUTHI,
XpOHUYECKUE CUHYCUTHI, Ha3aJIbHBIN IOJIUIIO3.
XPOHUYECKUM TMPOAYKTUBHBIM Kalle/Jlb C THOWHOW WM
CTU3UCTO-THOMHOU  MOKPOTOHW, MOryT  HabIOAaThCs
penuANBUPYIONIe OPOHXUTHI, THEBMOHUU WJIH aTe€I€KTa3bl.
Y yacTu geteii 0OHapy)KHUBaOTCsI 6poHxoakmassi (b3).

[lpn ayCKY/IbTallUU B JIETKUX BBICJTYILIUBAIOT
pa3sHOKa/IMOepHbIe  BJIAYKHBIE  XPHITbI, KAaK IPABUJIO,
IBYCTOPOHHEU JIOKAa/IU3alluU, Y HEKOTOPBIX JleTer - cyxue
CBUCTSIIIIYIE XPUITHI HA POHE YIJTMHEHHOTO BhIJOXA.

XapaKTepHBI TAKKE OTUTHI C BBIIIOTOM XUJAKOCTU B IOJOCTD
CpeHero yxa U KOHAYKTUBHOU TYTOYXOCTBIO.



® B nogpocTrKoBOM nnepuoge:

Yame BcTpevarworcss bD w HasanbHblt mnonunos. [lpu
BBIDAXKEHHOU TSDKECTU TEeYeHUsI MOIYyT OTMeYaThCs
KOCBEHHBbIE MPU3HAKU XPOHUYECKOU TUIIOKCUU:

nepopmarvsg KOHIEBBIX (asiaHT TaAblieB TI0 THUITY
«0bapabaHHBIX TAAbIEB» U HOTTEBBIX IJIACTUHOK IO THUITY
«Y4aCOBBIX CTEKOJI».




~ JlabopaTtopHaa anarHoctuka

©® PexomeHnpyertcs IIpoBeJeHue
MHKPOOHMOJIOTHYE€CKOr0 HCccaegoBaHus (IIocesa)

MOKPOTHI WM TpaxeajbHOIO aclupaTa B IePUO[
obocTpenust 3aboseBaHUs (KMcCCaeIOBaHHE ITPOBOMAST
oass UAeHTUPUKAIMKU MHKPOOHBIX IIaTOT€HOB U
onpezeeHHs UX YYBCTBUTEIbHOCTHU K
AHTUOUOTUKAM).




OMarHoCTuKa

Il st yTouHeHUs1 00'beMa MopaXkKeHUs1 OPOHXHUATBLHOTO JIepeBa
M JUHAMUYECKOIO KOHTPOJSI PeKOMEHAYeTCsl IpOoBeaeHHe
koMmmbioTepHoit Tomorpaduu (KT) opraHoB rpymHoi

nmosoctu, peHtreHorpapuu win KT mpuaaTodHsIX Iasyx
HOCa.

PekoMmeHZI0BaHO TIpOBeJleHHME HCCAeIOBAaHUSI (PYHKIIUU
BHELIIHETO JbIXaHUS

JlviarHOCTHUYeCKast v/WH 1evyeOHast TpaxeoOpPOHXOCKOITHS

Oxokapauorpadpumu (Ixo-KI') ¢ mommiepoBCcKMM aHAIU30M
(M3MepeHUe rpafiieHTa JaBAeHUs Ha IeTOYHON apTepun)




MyKoBUCIIMAO3 (XapaKkTepHble KJIMHUYECKHE ITPOSBIEHUS
Tpuazga KaprareHepa Yy T0o/0BUHBI OOJIBHBIX MEePBHUYHOM
minapaon  auckuuesueinn (ITLI): XpoHWYecKuii OpPOHXMT,
XPOHHUYECKUNW CHHYCHT, OOpaTHOe pacCIIO/IOKeHHe BHYTPeHHHX
OpPTaHOB).

[lepBuuHble UMMYHOZEePUITUTHBIE COCTOSTHUS, BPOXK/IEHHbIE
AHOMQAJIMU CTPOEHUsI OPOHXUA/NIBHOTO [epeBa, OPOHXODKTA3BI
Ipyroro ITPOMCXOXKIEHUS omnpezie/ieHUe ypOBHe#
MMMYHOIJIOOYIMHOB OCHOBHBIX KaccoB (G, M, A, E), a Taxke, mo
MMOKa3aHUSIM, CyOK/JIacCOB WMMYHOIVIOOYJIMHOB, YPOBHS W
dyakumm T K1eTok, B K/1eToK, ecTecTBEHHBIX KHJ/JIEPOB, TECTHI HA
BHUPYyC UMMYHOmeduIinTa yemoeka (BUY).
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bponxuanbHas acTma,

® Psan BpOXXIEeHHBIX QaHOMAJIUU CePAeYHO-COCYAUCTOU
CUCTEMbI: TPAHCIO3ULIUSI MAaTUCTPAJIbHBIX COCYZ OB

® HwmmapHas 1ucyHKIHS MOXKET TAaK)Ke OBbITh
IIPUYMHOU JPYTIUX COCTOSTHUU, TAKUX KaK:
MTOTUKHCTO3 MeYeHH H/WIU MoYeK, aTPe3HUst YKeTIHbIX
myTei, KOTOpbIe MOTYT TPOTEKATh Oe3
PEeCUPATOPHBIX IPOSIBIICHUM.




JleyeHune

[Togxon x Tepamuu manuenta ¢ [I1JI momkeH OBITH
MY/IbTUAUCLUTIIUHAPHBIM B CBSI3U C
IMOJIMOPTAaHHOCTHIO TOPAXKEHU.

OCHOBHBIMHU 1IeJIIMUA Te€PANMM SBASETCSI MAKCUMAJIbHO
BO3MOXXHOE€ TIpeAyIpeXxJeHue IPOorpecCUPOBAHUS
VI/WJIN Pa3BUTHSI OPOHXOIKTA30B M BOCCTaHOB/IeHHE /
COXpaHeHHe HOPMAJIbHOM JIeTOYHOU yHKIIMH, a
TAK)Xe€ HOCOBOTO JBIXaHUSA U CJIyXa.




nHe3utepanus ( 1edebHas GU3KyIbTypa)

PexoMmeHnayeTcs IIPOMbIBaHUE HOCOBBIX XOZI0B
TUIIePTOHUYECKUM PAaCTBOPOM HAaTpHsA XJIOPUJQ, IPUMEHEHUe
Ha3a/IbHOTO AYIIIa.

[Tpm 060CcTpEeHnH XPOHUYECKOTO OPOHXO0JIETOYHOTO MPOITecca,
CUHYCUTA PEeKOMEH/YeTCsl Ha3HAueHHe aHTUOaKTepHabHBIX
Ipernaparos.

[TpoTuBOMUKpOOHAsT Tepamnusi MPOBOAUTCS B COOTBETCTBUHM C
pe3y/IbTaTaMU MHKPOOHOIOTHYECKOTO HCC/IeTOBaHMUS.
[Tpermaparom BbIOOpa, B OONBIIMHCTBE CJIydaeB, SIBASETCS
AMOKCHUIIU/UIMH+K/IABY/IaHOBAask KHCJAOTA , MOTYT OBITh
HCIT0/Ib30BaHbI Ie(PaT0CIIOPUHBI 2, 3 MTOKOJE€HHUS.




PexomeHnmyetcs pPaccMOTpeTh Ha3HavYeHHe
WHTAISIIIUOHHOMN OPOHXOCHa3MOJIUTHIECKON TePATHU
(unparpornus  6pomua+deHOTepOn , caabOyTamon
caJIMeTepOII, dbopmoTepo ) IpH HAJIUYIUU
OpPOHXOOOCTPYKTUBHOTO CHHIPOMA.

PekomeHmyeTcss  TmpoBefieHHWe  KYPCOBOTO  JIeYEeHUS
MepopajibHBIMH  MYKOJIUTHYECKHMH TIperaparamMu
(Hauboslee  YaCTO  MCIOJB3YIOTCS  aMOpPOKCONM
alle THIIUCTENH , KAPOOIIMCTEHH).




bOyTaMOJI

h19)8: KYITUPOBaHUS 6poHXOCNacmu4eckozo
CUHOpOMA WK npucmyna  6pOHXUANbHOU  acmmbl.
BapocibiM cripeii 0ObIMHO PeKOMEHIYeTCsI BBOAUTH IO 0,1-0,2
MT, JleTssMm — 110 0,1 MT.

Canmerepon

17151 TeYeHrs1 NAeHTOB JEeTCKOTO BO3PACTa MPUMEHSIIOT I10 50
WJTH 25 MKT CpeJICTBa B CYTKH, HO He O0Jjiee 100 MKT B JIEHb.

AMOpoOKcon
Cupon 15 m2/5 mn

lletssM OT 5 A0 12 €T - 10 5 M (1 MepHas JIOKKA) 2-3
pasa/cyT; OT 2 10 5 JIeT - 110 2.5 MJI ( 1/2 MEepHOM JIOXKKHU) 3
pasa/cyT; A0 2 JeT - 1o 2.5 MI (1/2 MEepHOH JIOKKH) 2
pas3a/CyT.




© AneTManuCcTeNH

BHYTpPB B3POC/IBIM U AeTSAM CTaplie 6 jieT - 10 200 MT 2-3
pa3a/CyT; AeTsaM B BO3pacTe OT 2 70 6 JieT - IO 200 MT 2
Pa3a/CyT WM IO 100 MT 3 Pa3a/CyT, A0 2 JIeT - MO 100

MT 2 Pa3a/CyT.




XUpypruyeckoe nevyeHue

© IloMUNI3KTOMUIO PEKOMEHAYETCSI MPOBOAUTD TOIBKO
B C/Ty4dasiX TsDKeJION Ha3aIbHOU OOCTPYKITUH

(Xupyprudeckoe BMeIIaTeIbCTBO TMPHU HA3aJTbHOM
MIO/INII03€ OKAa3bIBAET JIUIIIb BpeMeHHbIN 3(PPeKT, Tak
KaK momunbl y mamueHToB ¢ IILJ[  ObicTpo
pPeLMIUBUPYIOT.
Tepanust TonmuyecKMMU MHTPAaHA3aIbHBIMH CTEPOUIAMH
MOXeT OBbITh pEeKOMeHJOBaHa MallMeHTaM C
COMYTCTBYIOIINM a/JIEPTUYE€CKUM PUHHUTOM.




[ lpomnnakTuka

® PexomeHmyeTcs reHeTUYeCcKoe KOHCY/JIBTUPOBaHHE
pogutenenn gerer ¢ IILUJ npu nmaHupoBaHuUU
nmocaenyonux OepeMeHHOCTeW C IIebl0 MUHHMH3AIUHN
pUCKa poxkaeHUs 60TbHOTO pebeHKa.

©® BakuyHauusi y maguentoB ¢ IILJI  mpoBoautcsi B
COOTBETCTBHMHM C HALMOHAJIBHBIM KaJIeHJApeM MPUBHUBOK.

PekomeHyeTcsi TakKe aKTHBHasi MUMMYHM3AllMsi TPOTHB
IMTHeBMOKOKKA Y reMOPUIbHON NHPEKITUU.




[ 1pOrHo3

® [IporHos 6oJie3HH 3aBHCHUT OT PACIPOCTPAHEHHOCTHU
OPOHXOJIETOYHOTO TMPOIecca, ero XxapakTepa, YaCTOThI
000CTpeHUH, TSHKeCTH TeUeHHS.

® [Ipy  OpaBUIBHOM JIEYEHHW U  PETYISIPHOU
peadr U Tar IIPOTHO3 OTHOCHUTE/THHO
OJIaTOTIPUSITHBIMH.




Cnaqu@o 3a




