'BOY BIMO «CraBpononbCKkun rocyaapcTBeHHbIN MeAULMHCKUN
MuH3gpaBa PO
'BY3 CK «"opoackan petckas KnuHnyeckas 00
um. I'. K. dununnckoro» r. CtaBporn




3aboneBaHuA neyeHu, cBsizaHHble ¢ MykoBucumposom (CFLD) -
3TO Hecneundryecku TepMHUH, BKIHOYaOLWKMIK B ceds Bce
COCTOSIHMA U 3aboneBaHUA neyveHun, BO3HUKarowWwme Ha hoHe

MyKOBMCLMAOO3a U, UMEKoLLIne pa3J1M‘-IHbIﬁ ncxopn
(T. Flass, Narkewicz M. R., Journal of Cystic Fibrosis, 2013).

HeoHaTanbHbIW XonecTas
[oBbIWeHNe aMMHOTPaHChepas
CreaTo3 neyeHu

®dunbpo3 neyeHu

JloGynApHbLIN LUPPO3 NEYEHU .
MynbTunobapHbIv LUMPpPO3 neyeHu bes/c nopTaanou




AKTyanbHOCTb AaHHOM Npobnembl obycnosneHa TeM, 4to CFLD

ABNAOTCA IpeTbeVI no 3HaYMmMocTH MPUYMHOM
CMEpPTHOCTHU Y NallueHTOB

C MYKOBUCLIUAO3OM,
coctaBnss 2,5% oT obuen cmepTHOCTH U, 0OycnoBnuBas
thakTU4YEeCKKN, BCEe BHENEroYHble NPUYNUHLI CMEPTHOCTH

30-40% naumenToB C MYKOBMCLIMAO30M UMEIOT HapyLLEHUs CO
CTOPOHbI NeYeHM

20-30% - paseuBatoT nobyNsAPHbIil LMPPO3

5-10% - mynbTunoGynspHbIi LMppPo3




daKTopbl, UHULMMpPYIOLKE, YCYTyOnsioWmMe U NoaaepXKuBaroLLme
pa3BUTHE NOPaXeHUsl NeYeHH Y NaLUeHTOB C MyKOBUCLIMA030M
00 HacTosILero BpeMeHM! BbifiBNeHbl He Obinu

[lpu reHOTUNUYECKOM aHanNu3e
He BbifiBNIeHa cneyuduryeckas MyTauus

reHa MyKoBUcLMA03a, KOppenupyrLLas
c 3a001eBaHueM NneYeHu




[laToreHe3 pa3BuTuA 3aboneBaHNN NeYeHu
Ha dhoHe mykoBucumuaosa (CFLD)

HapyleHue kaHanbLueBou

cekpeuumn npuBoauT

K 0Opa3oBaHuIo
KOHLEHTPMPOBaHHOM

BA3KOW Xen4u

C nocneaytouien

3aKynoOpPKOW XKen4HbIX
MPOTOKOB
U BOCNaneHuem
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A normal-functioning CFTR channel moves chloride
ions to the outside of the cell while a mutant CFTR
channel does not, causing sticky mucus to build up

on the outside of the cell.
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Knaccudmkaumna 3adboneBaHMn neyeHu, BOZHUKAIOLUX

Ha (poHe MyKoBUCLMA03a
(T. Flass, Narkewicz M. R., Journal of Cystic Fibrosis, 2013)

1. 3aboneBaHus nevyenn (CFLD) ¢ umpposom/noptanbHom
runepTeH3ven

2. 3aboneBaHus neyenn (CFLD) 6e3 umppo3sa/noptanbHON FrMNEepPTEH3UN,
HO npu KoTopbix UMEETCA xoTa 661 1 cumnTom:

MoBbiwenne ACT, AJIT, ITT bonee 2 HOpM;

XupoBowu renato3 (Ha OCHOBaHWUM MMCTONOrUYECKMX AAHHbIX)
®dubpo3 neyeHun (Ha OCHOBAHMM FTUCTONOrMYECKNX [AHHbIX)
XonaHruonarus (Ha ocHoBaHuu Y3WU, MPT, KT, PXII)
W3meHeHUs neyeHn no pesynbtatam Y3U




3aboneBaHuA ne4yeHU, BO3HUKalowme Ha (hoHe

MyKOBUCLMA03a
Bonesuu neyexu BonesHu xen4yeBbIBOAAWMX
v Y31n0BOM LMPPO3 NEeYEHU nyTein
v MHOroy3noBsou LUuppo3 nevyeHu W JKEYHOrO Ny3bIps
v" CHUXeHue CUHTeTMYEeCKOW
thyHKLMM NeyeHn v' XonaHruonarus
v Moebiwenue ANT, ACT, T v Xonecras

v' CTeaTo3 neyeHu v KKB




Liuppo3 neyeHu Ha poHe MyKoBUCUUAO03a

KﬂMHMKO-MOOHOFM‘IECKMﬁ NPUHLUNN.

ounuapHbIN LMPPO3 ¢ 00TYpaLnen BHYTPUNEYEHOUHbIX
XKen4yeBbIBOAAWMX NYyTEeH




Liuppo3 neyeHu Ha poHe MyKoBUCUUAO03a

Mukpockonuyeckas KapTuHa:
MYNbTUNOOYNAPHLIN LUPPO3
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ITUOJIOTMYECKUM MPU3HAK:.
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KnuHuyeckasa kaptuHa CFLD

v" CHWXEHHbIN HYTPUTMBHbLIN CTaTyC

v" ToBbIWEHNe TPaHCAMUHA3

v’ [enaTomeranus

v CnneHomeranus

v' CumnTom «6apabaHHbIX Nanoyeky
v’ TeneaHruakrasuu

v KpoBOTEeYeHME U3 BapUKO3HO-



CKPWMHMHI NaLWeHTOB C MyKOBUCLIMAO30M
ONA BbiSIBNeHUs 3aboneBaHuUi NevYeHu

1 rpynna 2 rpynna
BbisiBrieHne nawuveHToB, [MayneHTbI
Y KOTOPbIX €CTb U3MEHEeHMUS, C LMppo3om,
HO HeT UMppo3a, Ans HabnwopeHus,
ANA npeaoTBpalleHns unu a TaKXe CHUXeHus
YMEHbLUEHUS OCIOXHEHUW

nporpeccupoBaHus N OXUOAHUS




B HacTOALMUIA MOMEHT He BbISIBNEHb!
1 He onpeaeneHbl rpynmnbl NaLMeHTOB
C BbICOKMM PUCKOM pa3BUTUSA
LMppo3a NneyeHu

UccnenoBaHus, npumeHseMble Ha pa3HbIX 3Tanax
obcnegoBaHusa (bnoxumuyeckoe uccrnenoBaHue
kpoBu, Y3WU, KT, MPT, PXIIN) He aBnawTCA

YYBCTBUTEJIbHbIMWU AJA PaHHETO BbIABJIEHUA




EBponeickue pekomeHaaLuyM No AUarHoCTUKe U NeYeHUI0 NopaxeHus
nevyeHn Npu MyKoBUCLMZI03€

Hanuiue XoTs Obl ﬂBYX CUMNTOMOB

1. HapyweHue npu npoBeaeHMM 00LLEro KTMHNYECKOro OCMOTPA:

- renaTomeranus
- nlvunu cnneHomeranua, noarsepxaeHHaa Y3MU.

2. HapyweHue ne4yeHoYHoU hyHKUMU: noBbiweHue AJT,

ACT, I'TT, BbiaBneHHoe 3 1 6onee pa3 3a nocnegHue
12 mecsiLeB.

3. Y3-npu3Haku nopaxeHust ne4eH Uiy nopTanbLHOU runepTeH3um unu




JnacTomeTpus neveHu — ﬁ
[OCTYNHbIN, (
HeMHBAa3UBHbIW MeTOA
AWarHocTukKun cpnbposa un
LMppo3a neyeHu |

YnsTpaasyxososn Rarymx,
BCTPOCHNHBIR B BHEPAYHOMKOE
YCTPORCTBO, NPHKNA[LIBACTCR
X NOBEPXHOTTH KOXH

Annrensnocts 06cne08aHNR:
B cpepnen 3-5 munyr



JleyeHue




K coxaneHuto, Ha cerogHsILLHEN
OeHb,
He cywecTByeT 3(h(heKTUBHOU
Tepanuu
B oTHowweHuun CFLD.

OcHoBHble ycUnus HanpaBneHbl =
Ha nogaepxuBaloWee nevyeHne l ()l’




YOXK (YPCOOEOKCUXOIEBAA KUCNOTA)

ABNAETCA INUMEPOM XEeHOAEOKCMXONeBOW KUCNOTbI U NpeAcTaBnseT
cobou ruapodunbHyto, He 0ONaAaoLLYH LMTOTOKCUYHOCTBIO XKEeNYHYH
KUCNoTy

HanmeHee arpeccuBHas XenyHas Kucnora —

eCTeCTBEHHbIA KOMMOHEHT XeNn4yu YyenoBeka,
cogepxutcsa B kKonnyectBe 1—5 % oT oOLuero kKonuyecTBa XenyHbix
KUCNOT B YenoBe4YeCcKoM opraHu3me
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OcHoBHble ahdhekTbl YOXK:

1. Xonepetnyeckum apgexr:

2. UnTonpoTeKTUBHbIN ahheKT

3. AHTHanonToTu4Yeckun appekr

4. UmmyHomopynupyowmnn adhdexr

5. F'nnoxonecrepuHeMuyeckun acpchekr
6. JluTonutnyeckumn adpcpekr
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YOXK aBnsetca «3010ThbIM»
CTaHOapPTOM
B JlIeYeHUn XonecTtaTu4ecKux
3aboneBaHUN nevyeHu




YOXK (YPCOOEOKCUXOIEBAA KUCJIOTA)

YOXK, no AaHHLIM psiAa aBTOPOB (Schiff E. R. et. all, 2011)

MOXeT 06nagaTh HEKUM He ONUCaHHbLIM NPSAMbIM
[0EeNCTBMEM Ha YPOBHE renaTtoLuTa UM KneTku
XEJTYHOro 3NuUTenus.

Npenapart yBenu4nMBaeT BHYTPUKNETOYHbIE
KOHL@HTPaLMM KanbLua N CTUMYNUPYET TOK
XJIOPMA0B NOCPeACTBOM OTKPbITUSA XNOPUAHBIX

O KaHanos




Ursodeoxycholic acid for cystic fibrosis-related liver disease
(Review)

KoxpenHoBckun 0630p,
NOCBALWEHHbLIN NPUMEHEHUIO
YOXK npu 3aboneBaHusax
neYyeHu, BOZHUKAIOLWMX Ha
¢oHe mykoBucumaosa (CFLD)
(2014)

Cheng K, Ashby DD, Smyth RL

THE COCHRANE
COLLABORATION®

1 ochrane review, prepared and maintained by The Cochrane Collaboration and published in The Cochnane Library
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Ursodeoxycholic acid for cystic fibrosis-related liver disease
(Review)

3aknoyeHue:

B uccneaoBaHwe  BKMwYyeHo 118
OonbHbIX, KoTopble nonyvyanu YOXK

B no3e 10-20 mr/kr

B TeYeHue 12 mecsiLeB
[Mo6oyHbIe 3achheKTbl TaKOro feyYeHuns
BCTPEYalTCA PeaKo, HO HeAOCTaTOYHO
cBeaeHun 06 ucnonb3oBaHun YOXK B

Cheng K, Ashby D, Smyth RL

THE COCHRANE
COLLABORATION® OONrocpoyHoi nepcnektuse. Beuay

TOro, 4To Apyroe nevyeHve
OTCYTCTBYET, Heo0xoanMmo
bonbLuee KONMYecTBO UCCeaoBaHNN

This is 2 reprint of 3 Cochrane review, prepared and maintained by The Cochrane Collaboration and published in The Cocbrane Library
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