depepanbHoe rocyaapcTBeHHoe broaxKeTHoe obpa3oBaTenbHOE yypexaeHune
BbicLlero ob6pasoBaHmsa "KpaCHOAPCKUIM roCcyAapCTBEHHbIA MeAULMUHCKUIA YHUBEPCUTET
nmenun npodeccopa B.d.BoHo-AceHeuKoro"
MwuHuncTepcTBa 3a4paBooxpaHeHma Poccminckon ®epepaumnm

MyKoBucumnaos

BbinonHuna: NapamoHosa A.U. rpynna 304
PPMO negumatpuA
PykoBoauTtenn: A4.6.H., goueHT Pedenosa HO.A.



bonbHOM H., 4 roga 2 mecAaua, NOCTYNUA B KANHUKY
C anobamm Ha 3aTpyaHEHHOE AbiXaHue, Kallenb
M NPUCTYNbI yaywba. B nepmnoa HOBOPOXKAEHHOCTU
NOCTaB/1eH ANArHo3 «MYKOBUCLIMAO3Y. B
aHaMHe3e: poaunca Ha 36 Hepene, macca 2680 r.,,
ANVMHHA Tena 48 cm.,, AMArHOCTUPOBAHA
Manbabcopbuma, ¢ 4 mecAueB  BbiABJIEH
6POHXOOOCTPYKTUBHBLIM CUHAPOM, obocTpeHua 1-2
pPa3a eXerogHo.

Ob6bEKTUBHO: Kallenb C HeOObLWIMM KOMYECTBOM
TPYAHOOTAENAEMOM BA3KOM MOKpPOTbI.
AYCKYNbTaTUBHO B NIETKUX Oonpeaenaerca KecTkoe
AbIXaHWe, BNA*KHble MenKonys3bip4yaTbie XPunbl B
061aCTU HUKHUX AoNnen nerkmx. MuBOT B3AVT,
bptowHaA  CTeHKa  He  HanpaxKeHa. [pwu
ayCKynbTauunm cepaua BblABNEeHO pa3aBoeHue |l
TOHA B NPOEKUMNN KNanaHa Nero4Houn apTepun.




AHanus kKposu: Hb-122r/n, sputpoumntbl — 4.5x 10'%/n,
peTnkynountbl — 2% TpombouunTbl - 220x 10°/n, nekouunTbl
- 10x 10°/n: HenTpodunbl — 45%, n/a -3%, c/a — 40% |,
6aszopunbl — 0,1%, 3o3nHOPUAbl - 1%, moHOUUTBI — 10%,
CO3 — 9 mm/u.

Konporpamma: WpHble Kucnotel — 15, mblha — 22,
HenepeBapumas KNeTyaTKa, MblLLEeYHble BOJIOKHa.
Nonndekanusa.

Hasountorpamma: 100 neMKoumMToB B NOAE 3PEHMUA

O630prII?I PEHTIEH. BblABJ/1IEHDI NOoNA NOBbILLEHHOWN
NHEBMaTU3aUNN, KOPHU NETKUX TAXKNCTbIE, PaCLlLUUNPEHDbI.

IXOKI: NONOCTU cepAaua He WU3MeHeHbl, nposanc
TPUKyCcnnaanbHoro KnanaHa 0.1, AXJ1HK

Y31 OBI: anddy3sHbie N3AMEHEHUA B NEYEHU, BbiPaXKEHHbIE
ANPPy3Hble UIBMEHEHUA B NOAXKENYAOHYHOW Kenese
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[laTOoreHes
MyTtaumna reHa CFTR

\ 4

HapyweHue cTpyKTypbl U PYHKUMM TPAaHCNOPTHOro 6enka CFTR

2

HapyweHne membpaHHOro TpaHcnopTa MOHOB U BOAbI

2

HakonneHue B Knetke Cl- n Na*

4

YcuneHue NOCTyna1eHunAa so4bl B KZ1IETRY

¢

CrywieHne cekpeTa U HapyLLUeHMe ero sBakyaumm




[laToreHes
N3meHeHune CeEKPEUNIN KeJNIESNCTbIX OPraHOB

Hopma Kucroansin hubpos
Asixarensubie nyTe

[ernapammposasyas cnmst

NYZZIEN

HOPMankHas Ciuss

INS—/

OTtcytcTBue 6enka CRTF — [Mnepaktneauma ENaC

YcunneHue I'IOCT!I'I!'IEHVIH BOAbl B K/1IETKY

Cryme*e ceKkperta




[laTOreHes

N3meHeHune CeEKpeLUnUnN NMOTOBbLIX XKeJ1e3

Hopma Kuctosuoiit hubpos
Mpoceer noTosbIxX

NPOTOKOB CU Na*

= Y
o o Ve

OTtcytcTBue 6enka CRTF

!

MpeKpaweHne pyHKuMoHmnpoBaHma ENaC

[losbiweHne KoHueHTpaumnmn Na u Cl B cekpeTte NoTOBbIX XKenes




Mopdonornyeckme nNaMmeHeHus

HapylweHune cekpeumm 6poHXManbHOro annTenms

4

N3meHeHMe BA3K03/1aCTUYECKUX CBOMCTB BPOHXMANbHOMO CeKpeTa

4

O6CTpYyKLUMA NpocBeTa OpPOHXOB

4

XpoHUyeckoe BocnaneHue B CTeHKax 6poHXMaNbHOro Aepesa

) 4

dopmmnpoBaHue BPOHX03KTA30B, ANPPY3HbIA
NMHEBMOCKNEPO3



CIYCTOK
CEKPETA







Mopdonornmyeckme nNaMeHeHus

CrylL,eHMe cekpeTa NoAXKeNyA0UYHOM Keesbl

4

O6CTPYKUMA BbIBOAALLUX NYTEWN

4

HakonsieHne akTMBMPOBAHHbIX PEPMEHTOB B NOAKENYA0YHOM
xenese

4

AyTONN3UC
dopmupoBaHue KUCT, pnubpos
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pacllMpeHMe U 3aKyrnopkKa

N Xejses3e:

J

M3meHeHMA B noaXenygouHo

NPOTOKOB, aTpoPpuna n pnbpo3 NapeHXnMbl



Mopdonormyeckme NaMeHeHus

HapyLwieHne buamapHom cekpeumnm neyeHm

4

CrywieHue n 3aCTomn Xenuum B NPOTOKax

4

PacwunpeHne NpoToKOB
ATpoduna napeHxmmbl nevyeHn, pnbpos



Prnbpo3 neyeHu



RANHNYECKaAa KapTUHA

' PopmMbl MyKOBMCLINAO3A: |
*KnweyHas (10%)

*JleroyHasn (15-20%)
*CmelaHHasn (70%)




RANHNYECKaAa KapTUHA

Kuwe4yHas ¢opma: pPa3BMBAETCA BCAeACTBUE
HeAoCTaTOYHOCTU NaHKpPeaTUYecKknx GpepmeHTOB.

*B3ayTne XMBOTA

*[lonndeKanuna, cteatopes

*PopmMmnpoBaHME Y HOBOPOKAEHHbIX
MEKOHUQAbHO20 uneyca

*[loBbIlLeHHaA BA3KOCTb C/1tOHbI, CyXOCTb BO pPTY

*[unoTpodus, rMNOBUTAaMUHO3 ( ocobeHo
BUTaMuHbI A,D,K)

*[lpoaBneHne cumntomos C/.



RANHNYECKaAa KapTUHA

JlecoyHasa  ¢opma: obycnosseHa  rMnepnpo-

NVKUMEN BA3SKOro cekpera B OpoHXoneroyHom
cucTeme.

*6bpPOHX03KTa3bl, amPpm3ema, rHomHO-
O0OCTPYKTUBHbLIN BPOHXUT, MTHEBMOHUMU

*bneaAHOCTb  KOMHbIX MNOKPOBOB, aKpOLIMAHO3,
OAbllLKa B Nokoe, 6b04koobpasHaa rpyaHaa KAeTKa,

gedopmauma  AUCTaNbHbIX PanaHr nNo  TUNY
«bapabaHHbIX NaNOYeK»



JlabopaTopHaa AMArHOCTUKA

Yy HOBOPOXAEHHbLIX MEePBONro mecAaud xU3HUW.

*TeCcT Ha MMMYHOPEaKTUBHbIN TpuncuH (UPT)

[ToNOXUTENBHBIN  pe3ynbTaT —  MpeBbllleHne
KOHUEeHTpaunm conen B 5-10p.

*[MoTtoBbIn TecT ( no MMbcoHy-Kyky): onpeaenexHue
KOHUEHTPAUMUN MOHOB HATPUA U XJopa B obpasue
noTa.

[MonoxuteneH npu npesbllUeHNUN KOHLUEHTpaumnm
6onee 40 mmonb/n.






JlTabopaTopHaa AMArHOCTUKA

[MpeHaTanbHaA AMArHOCTUMKAa] aHanmM3 buonTaTa
BOPCUH XOPUOHA UANU aMHUOTUYECKOU KUAKOCTU
C BblgeneHnem J[IHK nnoaa w BblABAEHMUE
MyTauum  xpomocombl 7931 MONEKynspHo-
reHeTUYeCKMM MeTOA40M.

BbiABNEeHME MyTauMu Yy pPOAUTE/NIEN, COCTAaBAEHUE
reHeasiorMyecKoro Ape.a.

INHK-TecTbl:] npoBeaeHne [1UP ana BbiABNneHUA
myTaunm reHa CFTR y naymneHTa.



CDyH KUMOHAJ/IbHAA ANATHOCTUKA

*O630pPHbIN  PEHTreH OpPraHoB TrpyaAHOU WU
6ptOLLIHOW NONOCTMW.

*Y3W opraHoB 6pOLLIHOM NOJOCTH
*JKT, 3xo-KT.

*Cnuporpadus

*Konporpamma, OAM, PAK.



JleyeHune

 PapmaKkoTepanua NaHKpeaTUYeCKMMH
dbepmeHTamu

* MyKOAUTUYECKas Tepanus

 AHTUMUKPOOHaA Tepanua (npmn obocTpeHmnax co
CTOPOHbI AbIXaTeNbHOW CUCTEMDbI)

* [lpoTBOBOCMNANINTENbHAA TEPANUSA
* [lneTta, BUTaMMHOTEpPanua
e JleyebHana PpU3KyNbTYypa

‘OcHoBHAA uenb: Apubausume o6pas #UsHU )
pebeHKa K #u3HU 300po8bix 0emed,
obecrieyums npounaaKmMuUKy oC/10HHEeHUU

. J




[lneTa

PekomeHaauUMNWU:

* yBe/INYEHME 3HepronoTpebnenmns no 120-

150%

* 40% - »upbl, 15-20% - 6enku

BosapacT Benok, rikr Kanopax zgopoBoro Kanopax pe6eHka ¢
pebeHKa (Kkan/kr) MYKOBWCLWOO30M
(kKan/kr)
0-1 rog 3-4 (0o 6) 120 200
1-3 roga 3-4 90-100 150
3-10 net 2.9-3 70-380 100
11-14 net 1,9-2.5 45-70 80




Cnacmbo 3a BHUMaHue!



