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CTatnctnka 3aboAreBaeMocTH

PuHnang |1 : 25 000 CeBepHas |1 : 5350 HupepnaHpb! |1 : 3560
us Upnanpgua

MNpeuun 1:3500
Typuus 1:10 000 Poccus 1:4900

UcnaHuna 1:3500
YkpauHa |1 :8400 daHun 1:4700

NepmaHua 1:3300
WBeuna |1: 7300 dctoHma |1 :4500

Yexusa 1:2833

II'Ionbl.ua 1:6000 HopBerusa |1 :4500 I




SDTUOAOTUS

[MpuumMHOM MyKOBUCLMAO3A ABAAIOTCS MYTaLMM FeHa, KOTOPbIM 06o3HavYaeTcs Kak
TpaHCMeMbpaHHbIM peryaaTop npoBoamMmocTn (CFTR). 2ToT reH KoHTpoAupyeT

CUHTE3 TpPaHCMeMBpaHHOro peryasTopHoro 6eAaka Mykoeucuuao3sa (TPBM). Hawe
Bcero BcTpevaetcs mytaums F508del.

Kaaccnpukauma mytaumii reHa CFTR no

I'IepBM'-IHOMy nogpe)KAa’OLueMy 3¢¢eKTy: I KAACC- 3a6AOKMPOBaH CHUHTE3 6eAKa
” KAACC- Hap)’LLleHO CO3PeBaHMG 6eAKa

lll KAacc- HapyLlieHMe peryAasiumm 6eAka
IV KAacc - cHU)KeHne NpoBOAMMOCTHU
KaHaAa

V KAacc - yMeHblUeHWe CUHTEe3a
HOPMaAbHOro 6eAka

Hopma I kaacc II kaacc III kaacc IV ka1ace  V kaacc



[laToreHes

HapyweHue cTpykTypbl 6eAKa TpaHCMEMOpPaHHOrO peryAsiTopa MyKOBMUCLIMAO32

v

HakonaeHne noHOB xAopa BHYTpH N3BpalueHne peryAsiumm XAOpMAHOIO

KAETKM KaHaAa
[lepexoA MOHOB HaTpusa U3 NpoceeTa YMeHblLUeHne BOAHOro
BbIBOAHbIX NMPOTOKOB YKEAe3 BHYTPb KAETKM C KOMMOHEHTa CeKpeToB
YBEAUYEHUEM BOADI OPraHoOB U XeAe3
DopmMmnpoBaHMe BTOPUYHBIX [oBblleHMe BA3KOCTH, 3aCTOMN,
M3MEHEHUM 3aTPYAHEHWe 3BaKyaLMM CEKpeTOoB
[NeyeHb \ [ToaxkeAysoUHas OpraHbl AbixaHus
XeAesa




KAaaccnoumkauma mykosucumaosa(MB):

> MB c naHkpeaTuyeckom > AtunuyHbie opmbl MB
HEAOCTATOYHOCTbIO

> MB 6e3 naHKpeaTHMyeCcKoM
HEAOCTaTOYHOCTHU B T. Y.
NEpPBMYHO reHUTaAbHasi popma ¢
BPOXAEHHOM BUAaTEepaAbHOM
anAasnen cemsBbIHOCALLMUX

NMpOTOKOB




KanHuyeckmne dopmbl MB @

| .AerouHas ¢opma MB, e€ KAMHUYECKME MPOABACHUS:  1opmanime namus
>  XPOHUYECKUM KalLeAb C BbIAEAEHMEM BSA3KOM

MOKpPOTbI; a
>

MNepPCUCTUPYIOLLLAA KOAOHM3aumMs / uHbeKLms —
- OedopmrposaHHbie
AbIXaTEAbHbIX I'I)’TeM NnaToreHHbIMu" nallbu.:l ’
MUKPOOpPraHM3MaMu,
>  nepcUcTUpyloLMe U3MEHEHUS Ha
PEHTrEHOrpaMMe OpPraHOB FPYAHOM KAETKMU;
OOCTPYKLMUS AbIXaTEAbHbIX NyTeW;
HOCOBbIE MOAUTbl, CUHYCUT UAU
ToACTbIW CAOK CAMaU |
PEHTIEHOAOIM4YECKHUE USMEHEHNA B Brokvpyer
AplXatenbHble nyTv
MapaHa3aAbHbIX Ma3yXax,
> aedopmaums AUCTaAbHbIX GaAaHT MAAbLLEB B BUAE

«6apabaHHbIX MaAoYeK.

VYV




2. KnweyHaa ¢opma, U3MEHEHMSA B NULLLEBAPUTEABHOM CUCTEME

M NULLEBOM CTaTyCe, 2 UMEHHO:

> B KULIEYHUKE - MEKOHMAABbHbIN UAEYC, CUHAPOM
OBCTPYKLMU AUCTAAbHBIX OTAEAOB TOHKOM KULLKMU,
BbIMaA€HUE MPSAMON KULLIKMK;

> B NMOAXEAYAOYHOM XKeAese - MaHKpeaTMnyeckas
HEAOCTaTOYHOCTb C TUMUYHBIMU U3SMEHEHMSIMU CTYAQ,
PEKYPPEHTHbIM NMaHKpeaTuT;

> B MEYeHU - KAMHUYECKUE UAU TUCTOAOTUYECKUE
NposiBAeHUA POKaAbHOro BUAMAPHOro LMpPO32a AU
MYAbTUAOBYASIPHBIMU LIUPPO3a MeYeHu;

> HapyleHUWe MULLEBOro CTaTyca - MPOSIBAEHUS
HEAOCTAaTOYHOIO YCBOEHMSI KOMMOHEHTOB MULLU (AebULUT
MaccCbl U AAUHBI TEAQ K MOAOXEHHbIM MO BO3PacTy);

>  rMNonpoTenHemMUus C OTeKaMU U aHeEMUEN, BTOPUYHbIN
AEPULINT XKMPOPACTBOPMUMbIX BUTAMUHOB.




3.CMHAPOM OCTpPOW MOTEPU COAM,
XPOHMYECKUIM METABOAUYECKUIM AAKAAOS.

4. O6CTPYKTMBHAs a300CMEPMUS Y MY>KUMH,
CBSI3aHa C BPOXXAEHHOM BuAaaTepaabHOM
anAasmen CEMSABbIHOCSLLLErO MPOTOKaA.

5. CmewaHHas dopma

ABAsieTcs HanboAee TAXKEAOM U BKAIOYAET
KAMHUYECKME CUMIMTOMBI KaK AEFrOYHOM, TaK U
KuweyHon dopM. C nepBbiX HEAEAb XKU3HU
OTMeYaloTCs TAXKEAble MOBTOPHblE OPOHXUTBI
M MHEBMOHUMU C 3aTAXKHbIM TEYEHUEM,
MOCTOSIHHBIM KalleAb, KULLEYHbIe MPOSIBAEHUS
U pe3Kue pacCTPOMCTBA NMUTAHUS.



Oco6eHHOCTU KAMHMYECKUX MPOSBAEHMA B 3aBUCMMOCTHU
OT BO3pacTa pebeHka

HeoHaTaAbHbIM NepHoA.

B HeoHaTaAbHOM nepuoae MB nposiBaseTcs npusHakaMmM MHTECTUHAAbHOM
O6CTPYKLMUN (MEKOHMAABHBINA UAEYC) U, B PSIAE CAYHYaeB, MEPUTOHUTOM, CBSI3aHHbIM C
nepdopaumen KNWEYHOM CTEHKN. Ha peHTreHorpamme onpeAeAstoTCsa XapaKTepHble
My3bIpbKWU U B3AYTUE METEAb KULLKU MPU OTCYTCTBUU YPOBHS XKUAKOCTMW.

lNMepBbi roa >kmM3HM.

Y rpyaHoro pebeHKa oTMe4aeTcsl CTOMKMIM CyXOM KallleAb, OOUAbHbIA 3AOBOHHbIN
YKMPHbIN CTYA, 3aAeprKKa pusmyeckoro passutua. MHoraa poamtean pebeHka
3aMeyvaloT Ype3MEepHO COAEHbIN BKYC NoTa. boAbluas noTeps coAen yepes KoXy y
aAetert ¢ MB MoxkeT NpMBOAUTbL K UCTOLLEHMIO 3aMacoB HaTPUA U XAOPa,
XPOHMYECKOM MMMO3AEKTPOAUTEMUMU (NceBAOCMHAPOM BappeTTa).



AOLWKOAbHBIN BO3pacT.

MoryT passuBaTbcs Takme nposiBAeHMs MB, kak oTcTaBaHWe B pocTe U Bece,
HapacTalolwme USMEHEHMS CTYAQ BMAOTb AO BbIMAAEHUSA NMPAMON KULLKKU (PEKTAAbHbIM
MpoAanc).

LLIKoAbHBIYM BO3pacT.

BbifaBASIOTCA NpU3HaKM HEAOCTATOYHOCTU MUTAHUSA, HAPYLUEHUS CTYAQ,
NepCcUCTUPYIOLLME PeCNIMPAaTOPHbIE CUMMTOMBI, MHOTAQ M3MEHEHMUS Ha
PEHTFEHOrPaMME U BAXKHbIE XPUMbl B AETKUX.

lMoapocTKkoBbIM BO3pacT.

HaAnune rHoMHoro 3a6oAeBaHUS AETKUX HESICHOW 3TUOAOTUM C NMPU3HaKaMu
XPOHUYECKOMN MMMOKCUM, OTCTaBaHME B GU3UYECKOM PasBUTUM, 2 TaKXKe U3MEHEHUM
CO CTOPOHbI MOAOBOM CUCTEMBI (32AEPXKKA MOAOBOIO Pa3BUTHUS, CTEPUABHOCTb C
a300CMEepMUEN Y AULL MYXKCKOTO MOAR), XPOHUYECKUI FrAMMOPUT, CUHYCUTDI.



AunarHoctuka

>

VYV
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N3yueHne cemenHo-
HaCAEACTBEHHOIO aHaMHe3a,
PaHHUX NMPU3HAKOB
3ab60AeBaHMSA, KAMHUYECKUX
NPpOABAEHUM

O6Lwui aHaAM3 KPOBU U MOUM
Konporpamma
Mukpobuoarormyeckoe
MCCAEAOBAHUE MOKPOTbI
BpoHxorpadus
MoAeKyAsipHO-reHeTHYecKkoe
TeCTUpOBaHUe
[lpeHaTaAbHYIO AMAarHOCTMKA

VYVYY

BpoHxockonus
PeHTreHorpadua Aerkmx
CnupomeTtpus

[loToBbIM TecT



CoBpeMeHHble acneKTbl
6a3ucHoun Tepanum

|. AuerTa. "
2. 3amecTUTeAbHas pepmeHTOTEpaANUS.

3. AeuebHble cmecHm.

4. >KeAueroHHble npenaparbl.

5. MyKOAUTUKMU.

6. Dusnyeckme METOAbI YAAAEHUS
Pa3peXKeHHOro ¢ MOMOLLLbIO MYKOAUTUKOB
MOKPOTHbI.

7. AHTUOUOTUKOTEpanMs.

8. KomnAeKcbl NOAMBUTAMUHOB.
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Cnacmbo 3a BHumMaHue!




