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e HacsieacrBeHHBIE 00JI€3HU JIETKUX
» CHMIITOMAaTHKA BPOXKJAEHHBIX 1 HACJIECTBEHHBIX
3a00JIeBAaHUMU JIETKUX

e MyKOBHUCIIMI03
1. IOTHUOJIOrUA U HaTOTreHe3.
2. CHUMOTOMBI
3. Jlmargocruka
4., JleueHue
5. JlucraHcepusanus

 JIuteparypa




HacnepnctBeHHble 60/1€3HU IerKux

*[IePBUYHAS IMJIUAPHAA JUCKUHE3HS,
eupuonarndeckuii 1udpdy3nnpii GuoOpPo3 JErKkux,
*CeMEHHbIN CIIOHTAHHbIN MHEBMOTOPAKC,
*AJIbBEOJIAPHBIA MUKPOJIHUTHAS,

*[IEPBUYHAS JIETOYHAS FHIIEPTEH3MS.



1) 7e0IoT
3a001eBaHUA
B paHHEM
BO3pacre,

5)
«0apabaHHBbIE

MAJIOUYKH»,
0JIeTHOCTD,
IIMAaHO3,

9) BbIOyXaHUE

IPyAHOU
KJIETKU,

miee,
XpOHHYECKOoe
TCUCHUC
BOCIIA/IMTC/IbH

6) orcraBaHue
B PpU3NIECKOM
pa3BuTHU,

10) achukcus,

13) IIym
TPpEeHUusA
IJIEBPBI,

3)
OOCTPYKTHUBH

bIV CUHPOM,

7) «JIeTOYHOoe
cepane»,

11) IoTepsA
CO3HaAHUA,
cyaoporu,

14) coueTaHue
C APyruMu
CHMIITOMAaMHM.

O6wan KIMHMYeCKas CUMNTOMAaTMKA BPOXKAEHHbIX M HACNeACTBEHHbIX
3a60/1€BaHUU NErKUX:

NJINTEJIbHbIE
XPHIIBI B
JETrKHX,

ocJIa0JIeHHOoe

A » 'l ] /]
NAPALZNCLARLEA R

8) oampIinika,

)
IJINTEJIbHBIN
KaIlleJib,




Ho3oJ0rnueckasa

OcCHOBHbBIE KJINHUYECKHUEe

PeHTTreHOOpPOHXO0-I0THYeCcKNe U

CnenmuaJjibHbIe

IlepBuunas
nuJvapHas
JAUCKUHE3UA

HNanonarnyecKkum

DOABJJICHUA

ToTtaapHOE TOpasKEeHNEe PECITUPATOPHOTO

TpaKTa c paHHel MaHudecTaruein
cuMnToMoB. YacTo o6paTHOe
pacroyio’keHnue BHyTPEHHUX OPTaHOB

[Tepcucrupyromas OfbIIIKa, [IIAHO3,
cyxoi kamesb. [loTeps maccsl Tesa.

Hedopmariys 6poHXOB,
nuddy3HOCTS TOPaXKEHUs, YIIOPHBIN
THOUHBIN 93HA0OPOHXUT

Huddysubie pubpo3HbIE
M3MeHeHUs. PECTPUKTUBHBIN TUIT

IIOKa3aTe/In

HernoaBu:KHOCTh peCHUYEK,
M3MeHeHHe UX CTPYKTYPhI

«BbapabaHHbIE TATIOYKU».
Kpenutupyroiue Xxpunsl

ZIbIXaTeJIbHBIX HAPYIIIEeHU.
l'unokcemus, runepKanHus

aud@Py3nabiii Gudpos
JETKUX

Karresib, ofpIIIKa, KDOBOXapKaHbeE,
aHeMUs B IIePUOJIe KPU30B. YBeIUYEHNE
cesle3eHKH, UKTEPUYHOCTh

MHoKecTBeHHbIe OOKaJIOBUIHbBIE
TEHU B IIEPUO/] KPU30B

Obnapy:xeHue
I'emocuaepos 1erkux cuziepodarosB B MOKpOTe
Kammesnp, oApIIKa, KpOBOXapKaHbe,

a"HeMusd B Ilepuo/ie KpU30B. YBeJIU4YeHue

(O7nnl0I SRz ETG () 1) cesle3eHKN, UKTePUYHOCTh, reMatypusa  To ke To xe
BHeszanHo nosBisronecs: 604 B 00Ky,
OTCyTCTBHE /IbIXaTeJIbHBIX IIIyMOB,
cMellleHUe cepAeYHON TYIIOCTU B
IIPOTHBOIIOJIOXKHYIO CTOPOHY

OppIliKa, IUAHO3, CyXOH KallleJTh.
KiimHnyeckue nposiBJIeHUsI MOTYT

OTCYTCTBOBAaTh

Hanuuune Bo3/iyxa B IJIeBpaJbHOU
IIOJIOCTH, CIIa/IeHUE JIETKOTO,
CMellleHle CPeIOCTeHus B
IIPOTHUBOIIOJIOXKHYIO CTOPOHY

CeMeHBIN
CIIOHTAHHBIN
ITHEBMOTOPAKC

AJTbBEOJIAPHBIN
MHUKPOJINUTHA3

Mernkue nuddy3Hble TeHU
KaMEeHUCTOH IJIOTHOCTHU

l'uneptpodus npaBbIx OTAEIOB

cepana. OcrabseHue JIETOYHOTO

pUCYHKa Ha Ilepudepuy,

pacipeHne KOpHeH, ux ycuiaeHHass IloBblllIeHUE JaBIeHUs B
IyJbCcallus JICTOYHOU apTepuu

OppIlKa, MPENMYIIECTBEHHO IIPU
¢usuueckout Harpyske. [{luanos. boiu B
obsiactu cepana. Taxukapaus, akmeHT 11
TOHA HAJ JICTOYHOU apTepuen

IlepBuuHas jierouHas
TUIIEepPTEeH3uA




MyKoBUCLUMNOO03

* MykoBucumao3 (mucoviscidosis; jiat. mucus cjiusb +
iscidus JTUIIKKI + -0SiS; CHHOHHM: KI/ICTOCI)I/I6p03
nmaHKkpeodrubpPo3) — HacJIeACTBEHHOE 3a001eBaHUE,
XapaKTepU3yIolleecss CHUCTEMHBIM IIOpakeHHueM
SK30KPHUHHBIX JKeJIe3 U MPOSIBIIAIONIEECS TAKeTIbIMU
paccTpoiicTBaMu QYHKIIHI OPraHOB JbIXaHMUI,
»KeJIyOUHO-KHUIIIEUHOTO TPaKTa U PAAA IPYTUX OPTaHOB H
CHCTEM.

3110poab|e nerkue MyKOBUCLIMA03



MyKOBHCHH/I03 UMEET ayTOCOMHO-PEIeCCUBHBIN TUII HAaC/Ie{0OBaHUA

MaTb-
HocUTEenbHULUa

OTeu-
HOCUTENb

300poBbIn Hocutenu (retepo3uroTbl) BoneHon
25% 50% 25%




[laToreHes

B namozenese MYKOBHCIIN/103a BbIAC/IAIOT TP OCHOBHbLIX 3BEHA:

*[IOPAKEHHE IK3IOKPUHHBIX kKeJie3,
*HApPYLIEHHE 3JIEKTPOJUTHOIO 00MEHa,
*[OPAKEHHUE COCTUHUTEIHbHOU TKAHM.

Cnunze GnokupyeT
AbixaTenbHple NyTN 4

\-

Cnunze GNoKMpYyeT NpoTokK

NoMKenyaouYHOM »Xene3bl sKenynok

"y . MNopenynouHan
~ XxKeneza

MpoTtok
noKenyao4yHon
»enez3bl



[Ipy MyKOBUCIIUI03€ SK30KPUHHBIE KeJle3bl IPOAYIIUPYIOT CEKPET,
XapaKTepU3yIoUIUNCcsA MOBbIIIIEHHON BA3KOCTBHIO, BBICOKUM COJIEp;KaHueM Oeslka
1 HEKOTOPBIX 3JIEKTPOJIUTOB U 00J1aal0NUN HOHMKEHHBIMU (pePMEHTHBIMU
CBOHCTBaMHM. BA3KUU ceKpeT 3aKyIIOPUBAET IIPOTOKU KeJjle3, YTO MPUBOJAUT K UX
pacIIupeHuio U 00pa30BaHUIO KUCT, KOTOPHIE B IIOCIEAYIOIIEM MOTYT
MHQUIUPOBATHCA.

AJIEKTPOJINTHBIE HAPYIIEHUA ITPOABJIAIOTCA BBICOKUM COJEP;KAaHUEM KaJIbIIUA
B CEKpeTe SK30KPUHHBIX KeJie3, HAKOIUIEHHEM HaTPUA U XJIOPa B HOTTAX,

BOJIOCAX, CJIE3HOM KUAKOCTH, BBICOKUM COJIEp;KaHNEM HATPUs U XJIopa B MOTE.
®dubpobiacThl COEAMHUTETPHON TKAHU HAKAIIMBAIOT TJIMKO3aMUHOTJIMKAHBI U
IpoAYIUPYIOT HuanapHbeIi pakTop (dpakrop Crioka), HapyIIAOIINU ABUKEHHNE
pECHUYEK BIUTENNA CIU3UCTON 000JI0UKH Tpaxeru u OpoHxoB. [lopaskeHue
pubpob61aCcTOB, ABISIOIINXCSI aKTUBHBIM 5JIEMEHTOM COEAUHUTEIBHON TKaHU,

WUTPAIONUX BAXKHYIO POJIb B CUHTE3€ TJINKO3aMHUHOTJINKAHOB, B POCTE U
nnddepeHIIUPOBKE KOJIJIAT€HOBBIX BOJIOKOH, OPTaHU3aI[UU BOJIOKHUCTBIX
CTPYKTYP, HIPUBOJUT K pAaHHEMY PA3BUTUIO CKJIEPOTUYECKHUX ITPOIECCOB B
opraHax. B ciyyae npucoequHeHU BTOPUYHON UH(EKIIUN U PA3BUTHUSA
BOCHAJIEHU CKJIEPO3 IIPOTPECCUPYET 3HAUUTEIHLHO ObICTpEE.




Cronnaxre rycro
SAINOA MOKPOTE: 8
AXATENSHEX NYTRX

B nogmenyRoHMoR menese,
M3-28 CXONNeMMNE BRIXDND
CEXPaTA B NPOTOKAX OPraMa,
NPOVNCXOANT HAPYUEHAES
evpaboTen depuenTos



dopma 60J1€3HU

Pdaza 1 aKTUBHOCTH IIpoIlecca

CwmemnanHag (ierouHo-kumieuHas). Jlerounasa. Kumreunas.
MEKOHMEBAasA HETPOXOIMMOCTh KUIITEYHUKA;

1. Pemuccusd 2. AKTUBHOCTb: MaJjiasi, CpeHAA. 3.
O6ocTpeHue: OPOHXUT, THEBMOHUS

XapakTepucTUKa OPOHX0JIETOUHBIX H3MEHEHU

KiauHauueckasa

JdHIOCKOINUYecKasd

OyHKIMOHAJIbHAA
BEHTWIAIIMOHHAA
HEAOCTAaTOYHOCTD

OcJ0KHEeHUA

OneHka TAK€eCTU COCTOAHUA IO
mkaJsie IllBaxmana-bpac-puabaa

1. BpOHXUT: OCTPBIN, pEITUAUBUPYIONINU, XDOHUUECKUH. 2.
[[HeBMOHUA: MOBTOPHAs, PENUIUBUPYIOIIAA

IHA0OPOHXUT: KaTapaJbHbIN, KaTapaJlbHO-THOMHBIMH,
rHOVHBIN. OrpaHUYEeHHBIN, PACIPOCTPAHEHHbBIN

Tun: o6CTPYKTUBHBIN, PECTPUKTUBHBIH,
KOMOUHUPOBAHHBIN
Crenenn: I, 11, I1I

AOcr1iecchl, aTejieKTa3bl, THEBMO- IIMOITHEBMOTOPAKC,
JIETOUHOE cep/lie, KpOBOXapKaHUEe, KPOBOTEUEHHE
(JterouHoOE, JKeayA0UHOE), TAHMOPHUT, OTEYHBIN CUHIPOM,
IIPPO3 IeYeHH, SKBUBAJIEHTHl MEKOHUAJIBHOTO HJIEyCa,
BBINA/ieHNEe NPSAMOMN KUIIIKH, OTCTaBaHUE B (PU3UUECKOM
Pa3BUTHH

Xoporiiee: 71 — 100 6a/1J10B

Y oBIeTBOPUTEIIBHOE: 56 — 70 0AJLJIIOB
CpenHel TsKecTU: 41 — 55 0aIoB
Tsxesioe: MeHee 40 0a1IOB



CUMNTOMBI

ITHEBMOHUA
BJIAYKHBIN, KOKJIIOIIIENNOAO0HBIN KallleJIb C

BA3KOM CJN3HNCTOMN UJIM THOMHOMN

OABIIIKA,

pasHOKaIUOEepPHBbIE BJIAKHbIE U CyXHue
XpHIIBI B Jlérm/lx,

AbIXaTeJdbHBIX nyTen C (l)opanOBaHneM
xponnqeclcoro OpOHXHUTA; XPOHUUECKUI

napaBepTe6paJIbelx o0J1acTAX, HAJ
ITHEBMOHUYECKUMHU (POKycaMHU U

YUYACTKH C KopoﬁqumM OTTEHKOM
IEPKYTOPHOTO 3BYKa




Y nereit nepgoro
r0Aa Ku3HH

PeLuausmpytoLyi
WM MOCTORHHbII
Kaluenb (oabIluka)

PeLyausipytoLian
MHEBMOHUA

OTcTaBaHue B
(b3nyeckom
pasBUTIM

HeothopMneHHbiit
00MNbHbII
MaCnAHUCTBI 1
3MOBOHHII CTYN

XpoHuyeckas
anapes

Y neteit aowkonbHoro
Bo3pacTa

CToifKuit Kaluenb,
BO3MOXHO C THOIHOI
MOKPOTOM

PelausmpyoLias
WK NOCTOAHHAA
0/bILLKa HEACHOM
3THONOVM

[ledmuur Macce|
Tena, 0TCTasaHue B
pocTe

BbinageHie npamoit
KILLKI

MHBBI’MH&LLHFI KMLKK

Y neteit WwkonbHoro

XPOHHMYECKOro
MIOPAXEHNA HIDKHIUX
AbIXaTenbHbIX NyTeit
HEACHOM 3THOnorH

XpOHU4ECKHit
PUHOCHHYCHT

Monuno3 Hoca

BpoHX03KTa3b!

KOHLIEBbIX (hanaHr
nanbLEes no Tiny

Y noapocTKoB u
B3POCMbIX

YacTble rHolHo-
BOCNANNTENbHbIE
3abonesaHua
NETKIX HeACHOI
3THONOTMN

Yronueve
KOHLEBbIX (hanaHr
nanbLies no Tuny
bapabaHHbix
nanoyex»

MNaHkpeaTut

OBCTpyKLMA
AMCTaNbHbIX
0T/EN0B TOHKOH
KUMKW

py3HaKy Lyppo3a
neYeh i
MopTanbHOi
TMNEpTeH3MM

Boinagexue npamoit
KHLKM

JaTAxHan
HEOHaTanbHas
XenTyxa

COnéHbIi BKYC KoM

XpoHuyeckan
rUNOHArpHe-Mua 1
FUNOXTIOPEMHA

[vnonpoTenHeMua
(oTekw)

Tennosoit yaap unu
MPU3HaKK
neruaparalm
YCNOBMAX
MOBbILEHHOM
Temneparypbl

BO3yXa

XpoHiyeckan auapes

YTOHI.I.[CHMe KOHLEBbIX

(hanaHr nanbLes no
TUny HapabaHbix
nanoyex»

KpucTannel conu Ha
KOXe

[MnoHaTpHeMua,
rUNOXNOPEMUA U

meTabonuyeckuit
ankanos

['enaTomeranus unu
HapyLeHne GYHKLMM
NEYeH HeACHON
3THONOrK

[UNOTOHMYECKaR
fervapartauua

XpoHuyeckan
[vapes

OB6CTpyKUmA
AVCTaNbHbIX
0T/AENOB TOHKON
KMLKN

MNaHkpeatyt

['enaToMeranis unu
HapyLeHue
(YHKLWMY NeveHn
HeACHOI 3THoNorM

Bbinagenue npamoii
KVLIKI

OTCTaBaHNe B
pocTe

3anep>|<|<a MnonoBoro
passuThA

CTepunbHOCTb 1
a300Cnepmus
MyXunH (97%)

CHinxeHme
(epTUnbHOCTH Y
KeHLWH (<50%)



ITo Mepe nporpeccupoBaHNA 3a00/IeBaHUA:

*3a/1ep:KKa PU3NIECKOr0 pa3BUTHS,

enepopmManus rpyaHoi KJIeTKH(009K000pa3Hasi, KUJIeBUIHASA, PEAKO BOPOHKOOOpa3Hasi)
enepopManUATUCTAIBLHBIX (PAJTAHT NAJIbLEB (B BUe «0apa0daHHBIX MAJI0YEK))

*HOI'TeH B BHJI€ YACOBBIX CTEKOJI,

*CUMIITOMBI IbIXaTeJIbHOM HEJOCTATOYHOCTH: OABIIIKA B MOKOE, INAHO03, TAXUKAPIAMSI.

* CUMIITOMBI JIETOYHOT0 CEPAIA, JIETOYHON U CepPAeYHON HET0CTATOYHOCTH.
equcTpopuUecKre U3MEHEHUS KOXKMU(CyXasi, EJTYIIUTCS, HCTOHYAETCS)

*BOJIOCHI A€JIAKTCH JJOMKUMM, TEPAIOT 0J1eCK, HCTOHYAKTCH, MPUOOPETAIOT CEePOBAThII
OTTEHOK

*HOI'TH YTOJAIIAKTCH, JICT'KO JOMAKTCH, CJIOATCH, HA HUX MOAB/JIAIOTCA JIMHEeHHbIE
YTOIIEHUA B BUIAC ITOJIOCOYCK, 0eJI0BATBIX NSATEH



B HeoHaTaJIbHOM ICPUOIAC Y 00JIbHBIX MYKOBHUCIIHIAO030M YalI€ BCCI'0 BbIABJIAIOT:

MEKOHHMAJIbHBIN Uiieyc - Bcrpedaercss y 20% HOBOPOKIEHHBIX ¢ MYKOBUCLHA030M,
HHOT/IA OCJIO0KHSAETCHA MEKOHUAJIBLHBIM IEPUTOHUTOM, CBSI3AHHBIM ¢ nepdopanueit
KUIIeYHOU cTeHKH (10 70-80% nerelt ¢ MEKOHHAJIBLHBIM HJIEYCOM 00JIbHbI
MYKOBHCIIHI030M);

3aTSAKHYI0 HEOHATAJILHYIO KeJITYXYy - BO3HUKAET y 50% manueHToB ¢ MEKOHUAJIbHBIM
HJIEYCOM.

YacTbeill, 0OMIBHBIN, 3JI0BOHHBIN, MAaC/IAHUCTBIN CTYJI, COAeP KAl
HelnepeBapeHHbIE OCTATKU ITUIIHN




an PeHTreHoJsiorm4eCKom UccjsiegoBaHm1u,

e5M(pH3eMa JIETKUX,

« 1P Py3HBIN ITHEBMOCKJIEPO3 ¢ GHUOPO3HBIMHU YILIOTHEHUSAMHU IIPHU KOPHEBBIX
30HaXx.




Ha 6poHxorpaMmax




Oca0:xHeHus MyYKOBHCII103a

*CO CTOPOHBI PECIUPATOPHOTIO TPAKTA — CUHYCUTOM, IJIEBPUTOM,
KPOBOXapKaHbEM M JIETOUHBIM KPOBOTEUEHHEM, THEBMOTOPAKCOM, «JIETOUYHBIM
cepAleM», JeCTPYKIen JIETKUX, SMIIUEMOU IIJIEBPHI U JAP.

*B ciIyuae KulieuHou (hopMbI — caxapHBIM JInabeToM, KeTyI0UHbIM
KPOBOTEUEHUEM, ITUPPO30M IEUEHU, CHHIPOMOM IeJTUaKUU, KUIIIEYHON
HEIIPOXOJUMOCTBIO, BBINA/IEHNEM IMPAMON KUIIKH, OTEUHBIM CUHIPOMOM,
BTOPUYHBIM IMHETOHEPPUTOM U MOUeKaMeHHOU 00/1e3HbI0 Ha (POHE HAPYIIEeHU !
oOMeHa U T.J.



AnddepeHumanbHbIM AUArHO3

* JIETOYHOU (POPMBI MYKOBHUCIIHA03a ITPOBOJST C
XPOHUUYECKOU ITHEBMOHHEN U HACJIEACTBEHHO
00yCJIOBJIEHHBIMH HNOPAKEHUAMHU JIETKUX
(uguonmaTUYeCKUM I'eMOCHIEPO30M JIETKUX,

cuaapomoM KaprareHepa, XxpoHHUECKOM
IIHEBMOHUEN IPU UMMYHOAE(PUITUTHBIX
COCTOSIHUSX, 00J1e3HbI0 Mapdana).




JleyeHue 60NbHLD AMYHOBUCLUMO030M

(pepMeHTHBIX
NpenaparoB (XUMOIICHHA,

JleueOny1o pu3KyJIbTYpY XUMOTPHUIICUHA, AHTHUMHUKPOOHYIO
(pusuorepanus, KPHUCTALIINYECKOTO TEpPanuIo: CPOKOM He
KHHe3uTepanus) (GudpuHOIM3UHA) MK MeHee YyeM Ha 3—4 He/.

MYKOJIMTHYECKHX
Npenaparos,

YBY-, CBU-Tepanuro.
3JjIeKTpodopes
npenaparos Moaa u
MarHus

DepMeHTOTEPANIHIO
npenaparamMmu BuramuHoTepanuio
MOIKEJTYTOYHOM 2XKeJ1e3bl

JleyeHune 0CJI0KHEHUH
MYKOBHMCI[M/1032:
cepaeYHble INIMKO3U/IbI
JIueTorepanuro (IUroKCHUH),
IIIOKOKOPTUKOMBI ,
opoTaT KaJius,
KOKapOoKcusasa




/AlncnaHcepusauma

» bosIbHBIE MYKOBUCIII030M JETHU C
JIMCIIAHCEPHOI'O ydeTa He CHUMAIOTCSA, a 110
JIIOCTUKEHUH 15-JIETHETO BO3pacTa MepejaroTCsA

1o/ HaOJIIoZleHYe TepalieBTa B HOJIUKJINHUKY
JIJI1 B3POCJ/IBIX.




JinTepaTtypa

e http://www.medvuz.com/med1808/t5/5.php

e http://ilive.com.ua/health /nasledstvennye-zabo
levaniva-legkih-u-detey 76672i15937.html




