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MKB-10 EE84.

* MykoBucuUMAO63 (KUCTO3HLIU (KNCTO3HbIV
drnbpo3 (KUCTO3HbIN PNOPO3) — CUCTEMHOE
HacrencTtBeHHoe 3aboreBaHue,
oOycrioBneHHoe MyTaLmMen (KUCTO3HbIN
dnbpo3) — cuctemHoe HacneaCTBEHHOE
3abonesaHune, 0bycnosneHHoe MyTaumen
reHa (KUCTo3Hbi pmnbpo3) — cUCTEMHOE
HacrnencTtBeHHoe 3aborneBaHue,
obycrnoBreHHoe MyTaumen reHa

TPAHCMEMOPAHHOIO perynaropa
MV/KORIUCLINAO?2A (KUCTORUJUKIIA chinBNnO) —




B 6onbwunHcTBe cTpaH EBponbl 1 CeBepHOU
Amepukun 3aboneBaroTt ot 1:2000 oo 1:4000
HOBOPOXAEHHbIX. PacnpocTpaHeHHOCTb
MyKOBUCUMA03a B YKpauHe cocTaBnsaeTt
1:9000 HoBOpoOXAeHHbIX. ExxeroaHo B CLUA -
2000, BO ®paHuuun, AHrnun, NrepmaHum - ot
500 no 800, a BO BCcem mupe - 6ornee 45 000
AeTen, 60NMbHbIX MYKOBUCLUAOO30M.



Koa no MKB-10

E84 KuctosHbin donbpos.

E84.0 Kuctosubin hubpo3 ¢ nerovyHbimm
NPOSABNEHNAMM.

E84.1 KuctosHbin pubpo3 ¢ KuweyHbIimun
NPOABNEHNAMM.

E84.8 KuctosHbin opudpo3 c apyrnmm
NPOSABNEHNAMM.

E84.9 Kucto3Hbin oudpo3 HeyTOYHEHHDbIMN.



Imuosiocussdmuosio2usi u

TAUMOceHe3

* B ocHOBe 3aboneBaHNa NeXuT
reHHasi MyTauumsi.
[TaTonorn4yecknmn reH
rloKanmayeTcsl B cepegnHe

* MykoBucuUMA03 HacnegyeTtcs
NO ayTOCOMHO-PELIECCUBHOMY

TUny

fogi
iy L) !
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° * lgeHTnPnLUnMpoBaHO OKOMO
8 ¥ 1000 myTauun reHa

MYKOBUCLMO03a.



yacTtoTa
reTepo3nroTHOro
< HOCUTENbCTBA

\‘-:; naTonorM4eckoro reHa
* paBHa 2—5 %.

* Hocutenun Tonbko ogHoro
ONedEKTHOro reHa
..o.-...?;ﬁ:‘ o (annenwu) He 6onetot
MYyKOBMCLIMO030M. 1o
OaHHbIM nccrnegoBaHUn

* Ecnun oba poautens
r[EeTEPO3UTOTHLIE

Wmen (ABNAOTCA HOCUTENAMMU
Gonew MYTUPOBAaBLLENO reHa),

Pebenok Pe6euox TO pMCK pO>K,EI,eHI/IS:I

HOCUTENL  HOCHTeNb OONbHOIO
MYKOBMCLMO030M
pebEHKA cocTaBnseT
25 %.

Pebenok
0e3 rena MB

i f




 CneacTBmeM 3T0ro

Lung Cells SIBMNSIETCA CryLieHune

CF CEKDPETOB Xerne3 BHELUHEN
cekpeuumn, 3aTpyaHeHue
9BaKyaLun cekpeTa u
N3MeHeHne ero PU3nKo-
XUMUNYECKUX CBOUCTB, YTO,
B CBOIO ovepeb, U
obycnaBnmBaeT
KITMHNYECKYI0 KapTUHY
3aboneBaHUA: U3BMEHEHUS
B noa)kenyao4YHou
Xenese, opraHax
AblXaHus,

i h
1ana

In @ healthy mucus gland, CF causes the gland to be
secretions exit the gland. plugged with mucus.



[1pn MB ¢ pa3nnyHon 4YaCcToTOM U CTENEHLIO
TAXKECTM nopakatoTca Xenesbl TPeX TUMOB

YKenesbl nepBoro tmna o6 TypmpyoTCs BA3KUM UK
MNOTHbIM 303MHOMUITbHbLIM BELLECTBOM, K HAM
OTHOCATCS

* MOMKEeNnyaovHas Xernesa,
* Kernesbl KULLIEeYHUKA,

* BHYTPUMNEYEHOYHbIX XXEMNYHbIX NPOTOKOB,
* XXEn4Horo nysbIps,

* NOOYENOCTHbLIX CIHOHHbIX Xernes.



B >xenesax BTOpOro tuna BO3HUKAKOT MMCTONornyeckme
N3MEHEHUS], U OHN OOpPa3YIOT OonbLUee KONIMYeCTBO CeKpeTa

TpaxeodbpoHXmnarbHbIe U
BpyHHEpPOBbLI Xenesbl.

>Keneasbl TpeTbero Tnuna MMET HopMaribHOE TMCTONOrm4yeckoe
CTPOEHUE, OOHAKO CEeKPEeTUPYHT N30bITOYHOE Konm4yecTBO Na
m Cl

NOTOBbLIE,
OKOJ1OYLLUHbIE U
MENKNE CrNOHHbIE XXeNneabl).



@& [ Planet . su
BeOulUHa ONsl 886G,
orifice




* 70 % criy4yaeB MyKOBUCLIMO03a BbIABMSOTCH
B TEYEHWNE NEPBLIX 2 NET XXN3HU pebeHka. C
BHEAPEHNEM HEOHATaNbHOIO CKPUHUHIA
BPEMS BbIABNEHUSA 3HAYUTENBHO
COKpaTuIoch.

* MekOHMeBast HeNnpoxoAUMMOCTb

*Y 30—40 % O0NbHbLIX MYKOBMUCLNO03
ONarHoCTUPOBaH B NepBble OHU XN3HU B
BUOE MEKOHUEBOW HEMNPOXOAUMOCTUNY
30—40 % DOO0rbHbIX MYKOBUCLMO03
ONarHoCTUPOBaH B NepBbIE OHU XN3HU B
BUOe MeKOHMEBOW HenpoxoamnmocTun. [l1aHHaga
doopma 3aboneBaHms obycnosreHa
OTCyTCTBMEM TpuncmHay 30—40 % 6OJ'II:>HbIX
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ABnsgeTcA Hamdornee paHHUM
nposiBNneHuemMm mykosucuuaosa. Bectpevaerca B 5—16%.
Ewe B nepBble Yacbl Nocrie poxaeHns BO3HUKaeT
KapTUHa KULLeYHON HenpoxoanMocCTH, B3ayTve XUBOTA,
pBoTa u gernapartauus. lNpu nepdgopauumn Hactynaet
AN Py3HbIN NePUTOHUT, MOKPACHEHME KOXU XKMBOTA,
NoBbILWeHMe TeMmnepaTypbl U ObICTPOE yXyAlLleHne
obLero coctofaHusA. lNpu 0630pHON peHTreHorpacpuu
OpHOLWHOM NOSIOCTU OTMEYalTCA ra3oBble Ny3bIipu, a B
cepeguvHe XXNBOTA, B MeCTe 3aKyMNOPKU KULLKU
(AancTanbHbIN OTAEN NoAB3AO0LHON KULLKK), HabnoaaeTcs
KapTUHa TakK Ha3. ,MmaTtoBoro crekna". [lpu nppurockonumu
C NOMOLLbLIO BOOAOPACTBOPUMOro KOHTPaACTHOro BelecTBa
ycTaHaBnmMBaeTcs microcolon.



OTXOOUT Ha NepBble, pe>|<e — BTOPbIE CYTKU
rnocre poXxaeHus.

Y BornbHOro pebeHka oTCyTCTBYET BblaeneHmne
MeKOHMSA. [1nsa mekoHna npn MB xapakTtepHo
PE3KOE CHMKEHUE CoaePKaHUs BOAbl M Hann4une
HepacLLenneHHbIX CbIBOPOTOYHbIX OEMKOB,
ancaxapunaoB N NU30coMarnbHbIX PepMEHTOB

MeKoHUueBbIN Uneyc NposiBNseTcs B Te4eHne
nepBbIX 48 4 Nocrie poXxaeHns cuMmnToMmamu
KNLLEYHOW HENPOXOAUMOCTU MNPU OTCYTCTBUN
NPU3HaKOB Kakoro-nnbo gpyroro 3abonesaHus.

Ko BTOpOMY OHIO XXN3HN peDEHOK CTAaHOBUTCS
6eCnoKOMHbIM, XXMBOT B34YT, OTMEYatoTCs
cpbirMBaHnUsaKo BTOPOMY OHHO XKU3HU pebEHOK
cTaHOBUTCA 6ECNOKONHBIM, XXNMBOT B34YT,
OTMeYalTCs cpbirmBaHUsA 1 peoTaKo BTOpoMy
OH0 YKN3HN PEOEHOK CTaHOBUTCH BECNOKOMHBLIM,
XXMBOT B34YyT, OTMEYalTCA CpbirmBaHNs 1 peoTta C
NPUMECHIO XXENYN.




* [1pn MEKOHNEBOW
HEMPOXOANMOCTU BblpaXkeHa
aTpodona CnNM3nUCTOro Cnos,
NPOCBET CMN3NCTLIX XKenes
KMULLEYHWKA pacLUUpPEH, 3arnonHeH
903UHOMPUNBbHBLIMW Maccamm
CeKkpeTa, Mectamm MMeeT MeCTO
OTEK NOACNN3UCTOrO Cros,
pacLunpeHmne J'II/IMCbaTI/ILIeCKI/IX
Lenen. Hepegko MykoBmcUnaos
co4yeTaeTcs C pasnMyHbIMuK
nopoKamm pasBUTUA XKenyaodHo-
KULLEYHOro TpakTa




» Uepes 1—2 aHA cocToAHME
HOBOPOXXOEHHOIO YXyaLlaeTCs:
HapacTalT CUMMOTOMBI
NHTOKCKKaLUunepes 1—2 gH4A
COCTOAHWE HOBOPOXAEHHOIO
yXyQLwlaeTca: HapacTaloT CUMATOMbI
NHTOKCUKALIMM N QKCUKO3a.

* [1pn 0OBLEKTMBHOM 0BCNEegOBaHNM
naymeHTa oTMedaroTca odbilikallpu
0OBbEKTMBHOM 0bCcrneaoBaHUN
naumeHTa oTMe4yaroTcs oablLuKa u
Taxukapamsallpm o0 bEeKTUBHOM
obcnenoBaHuUM naumeHTa
OTMEeYalTCH oblLLKa U Taxmkapaus,
npu nepkyccunlipm 06BHEKTUBHOM
obcnenoBaHuUM naumeHTa
OTMEeYalTCH oblLLKa U Taxmkapaus,
Npu NepPKyCcCuUn XXneota —
TMMNaHnT 1Ipn 06 bEKTUBHOM
obcnenoBaHuUM naumeHTa

S TR AL IMNNIAT/AACT /AL 111117 1A " TTAS\NJZI1AV /Sy s\ImM1A0mM




. B Knwe4HbIx netnax
ﬂpaBOVI NOJTIOBUHDbI 6p|-0|.|JHOI7I NOJ1I0CTU BUOHbI CKOIMJIeHn4
YMJIOTHEHHbLIX MaCC MEKOHUA C HebonbLLMMK BO34YyLIHbIMW
I'IpOCJ'IOI?IKGMI/I; KULLEYHbIE NETIIN BbILLE CKOMMEHUN 3HAYUTESNBHO
PaCTAHYTHI. T




 OcnoxHeHnem
MEKOHMEBOU
HENPOXOANMOCTN MOXET
ObITb NepdopaLus
KneyHnkaOCcnoXXHeHnem
MEKOHMEBOU
HENPOXOANMOCTN MOXET
ObITb Nepdopaunsd
KULLEYHMKA C Pa3BUTUEM

: MEKOHMEBOIO

»* & neputoHuta.

* KneyHas
HENPOXOAUMOCTb MOXET
Pa3BUTbLCA U B Doriee
nosgHeMm BospacTe




* MekoHueBbIN neputoHUT (MI1) - acenTnyeckasa
BOCNanuTenbHaga peakuns, BoO3HMKatoLLasi B OTBET Ha
nepdopaLnto KULLEYHUKA U BbIXOO MEKOHUA B
OplOLLHYIO NMOSIOCTb. Ero yactora cocraBnsier
0,29-0,33 Ha 10 000 »XMBOBOPOXAEHHLIX. B
HEKOTOpPbIX cly4asax NponCXoanT CNOHTaHHagqa
pPerpeccusi BocnanuTernbHOro npouecca u
BOCCTAHOBIEHME LIENOCTHOCTU KULLKK, NOCHe
POXOEHUA KIMHNYecKasi KapTuHa 3aboneBaHuns
OTCYTCTBYET, MO3TOMY UCTUHHas YacToTa MI'I B
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* BbloeneHue BA3KOro cekperta
9K30KPUHHbIMW XKenesamu
NpUBOAOMUT K 3aTPyOAHEHUIO OTTOKA
1 3aCTOI0 C NocneayrLwmm
pacLUMpeHnem BbIBOOHbIX
NPOTOKOB XKEeNes,
arpodmnennpmuBoanT K
3aTpPyaHEHUIO OTTOKA M 3aCTOK0 C
nocneayoLwmm paclimpeHnem

e iBouenty N § BbIBOOHbLIX NPOTOKOB Xenes,

Puc. 4.24. Matorwcronorwueckan KapTHHa aTpodonen Xenes3ncTtom TKaHu u

NoASKEeNYyA0MHOM Kkenesbl (KucTbl M

pacumpennve npomkn. pa3BUTUEM Mporpeccunpyroero

’%f,': ~~  (pubpo3sa.

‘a4 4+ AKTMBHOCTb (DEPMEHTOB
36, = 25e T + . AKTMBHOCTb (PE€PMEHTOB
S s KMLWIEYHWMKA W NoaXKenyao4HoW

AR O et ~  Kenesbl 3Ha4YUTENbHO CHUXEHA.

* Hapsgy ¢ popmunpoBaHuem
MomxenyooyHasa xenesa B HopMe ~rrenn2a Hananv e
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 OncdhyHKUMA nopxenyaovyHoun

XXerne3bl BTOPUYHa 1 obycrnoBrneHa
3aKYMNOpPKOW BbIBOAHbIX MPOTOKOB U
aLMHYCOB BA3KUM CEKPETOM.

Y 00nbHbIX MYKOBUCLIM030M
NPOMNCXOANT CHUXKEHNE CEeKpeLnn
noaXkenyao4YHou Xenesou HaTpus,
Kanusa, Xxrnopuaos 1 BoAbl.

YMeHbLLUEHNE cekpeLmnn
brukapboHaToB NPMBOAMT K
NHaKTUBaALWNN NaHKpeaTU4eCcKnx
9H3MMOB U NMpeumnmTaLmm XendHblX
conen Ha NOBEPXHOCTU KULLIKN,



* [1pn mykoBUCLMO03€ OOHAPYKEHO CHUXXEHME XKXUPHbIX
KUCINOT HE TONbKO B KPOBU, HO N B TKAHAX (MeYeHun, Nerkux,
cepaue).

* B HambonbLuen ctenenu cTtpagaeT nepesapuBaHmne
XXMPOB 3a CYET CHMXEHUSA YPOBHA NaHKpeaTu4eCcKou
nunassbl.

o [ledunumt TpUNCMHa N XMMOTPUNCUHA OnpeaensatoT
HapyLleHMe BcacbiBaHUA benka.

* [1pn 3TOM OOHapPY>KEHO CHMXKEHNE aKTUBHOCTHU
9HTEPOKNHA3bI, BbIMOSTHAOLLEN OCHOBHYIO POSib B
npeBpaLleHnN TPUNCUHOTrEHa, XUMOTPUNCUHA U
npokapobonenTnaasbl B X akTUBHbIE DOPMBI.



N3mMeHeHne B OpoHXxax
N Nerknx



HPE | PEC

EhiC-"anutennarnbHbie KNeTKn
SMS- kn.rmagkon Mmyckynartypbl
HPF - donbpobnacTtbli

PES — sHpooTenuanbHble KNeTKn
bpoxoB

dndbpobnacTsol
BOnbHbIX
MYKOBUCLNOO30M
npoayumnpyoT LMInapHbIn
dakTop,dhakTop Cnoka
nnmn M-doakTop,
BELLIECTBO, BbI3bIBAKOLLEE
HapyLleHne putmMa
OBWMXEHUA PECHUYEK
MepuaTenbHOoro
aNUTENnUA, OTHOCUMBbIX K
MYKOLUNMapHOMY
MeXaHN3My OYULLIEHUS
OblXaTenbHbIX MyTEW..




OunLleHne abixaTenbHbIX MyTEN OT CIN3K
R Bk ¢

| S ‘ {4 BopcuH4yaTbin
N sty AN dole 1SRN A N ANUTENNII NoA

f ' it | % 9MNEKTPOHHbIM
MUKPOCKOMOM

DnHTeTHi ‘e‘ ‘
i)

BazamsHad \QQ

MeMOpaHa @

MenneyHsli ¢noi

PecHuTyaTble
KNeTKWU:

copepxar
NPUMEPHO Nno

250 peCHMYeEK,

LnnunapHbin chaktop npmn mykoBucumgose
o HapywaeT paboTy peCHUTYaTOro ANUTENns, 4YTo
Puc. 2. CTosHMS CposxwanLHON sy NPUBOOUT K HAKOMJIEHUIO U 3aAepXXKe CIlU3un B

AblXaTeJIbHbIX NYTAX



bpoHxoneroyHasa coopma BcTpevaetcay 15—20%
BCeX O0NbHbIX MYKOBUCLNAO30M

* B MOMeHT poxaeHus nerkme y 60rbHbIX TrMCTONOrM4ecKku
HopMarbHbI. [lopaXeHne pa3BMUBaETCS MNO3Xe, YTO CBA3AHO C
doopmupoBaHnem gndodysHom oo6CTpyKLMN MENKNX
OblXaTeNbHbIX MNyTen NaTofiorM4yeckn BA3KON CNN3bLI0.

« OBCTPYKUMA K nocneayrouee MHPMUMPOBaAHUE NPUBOAUT K
NOSIBNEHWUIO CNU3UCTO-THOWHBIX NPOBOK 1 Havany
6poHxmonuTa. UameHeHnsa 6pOHX0B AOMUHUPYIOT HaA
N3MEHEHNSIMU NAapPEHXUMbI, B CBA3M C YeM aMPpursema obbI4HO
BblpaXkeHa cnabo. bpoHxornéeroyHasa popma obycnosrieHa
rmneprnpoaykumen Bs3Koro cekpeTta B OpoHXONEro4Hom
cucTeme.

* [lepBble KNMHUYECKNE NMPOABIEHNA OTMEYaloTCs Ha PoHe
nepeHeCeEHHOW OCTPOU pecnmnpaTopHou nHdekumn. Baskum
CEKPET NPUBOANUT K OBCTPYKTUBHOMY CUHOPOMY,
NpucoeguHEHNI0 BTOPUYHON NHAOEKLNIA.



* [lepBbIMM cMMNTOMaMN DPOHXONErOYHON POPMbI
MYKOBUCLNA03a SABMNAKTCA BANOCTb, O11eAHOCTb KOXHbIX
NOKPOBOB, HeJOCTaToYHas npnbaBka macchl Tefna npu
yAOBNEeTBOPUTENLHOM anneTuTe.

* [1pn TAXXENOM TEYEHUMN C NEPBbLIX AHEWN XXU3HU Y BOSIBHOIO
NOABNAETCA NoKawnmBaHue, KOTopoe NoCTENEHHO
ycunmBaeTcs n npnobpeTaeT KOKNLWeNog00HbIN XapaKTep.

« Kalwlenb conpoBoxaaeTcs otaeneHnemM ryCtou MoKpoThl,
KOTOpasi Npu HacrnoeHnn dbaktepuanbHOU priopbl CTAHOBUTCHA
BNocCneacTBun Crm3mncTo-rHoOMHOW.




[laTonornyeckne NsSMeHeHNsa B
nerkuxllaronornyeckne N3MeHeHns B
NEerknx xapakTepusyrTca npusHakamm
XPOHNYECKOro
bpoHxuTtallaTonornyeckne N3MeHeHus
B NEMKMX XapakTepmayrTca
Npu3HaKaMmm XpPOHMNYECKOro OpoHxuTa ¢
pa3BUTUEM
bpoHxoakTasosllaTonornyeckne
N3MEHEHUS B NIETKUX XapaKTepu3yoTC
Npu3HaKaMmm XpPOHMNYECKOro OpoHxXuTa ¢
pPa3BUTUEM DPOHXO3KTA30B U
anddoy3Horo nHeBMockneposa. B
npocBeTe 6POHXOB HAXOAUTCH BA3KOE
coaepXmMmoe Crm3ncTo-rHoMHOro
Xapaktepa.

Hepenkon Haxoakou ABNAKTCS
arenekrasbl Hepeaokon HaxogKkou
ABMNAKOTCA aTenekrtasbl 1 y4acTKu
AyMbDUlIeMbl




[MaTorncronoruyeckas KapTuHa
Fierkoro npuv Mmykosucumgose
(OpOHX03KTa3bl CO CIIU3UCTLIM
BOCNanuTenbHbIM 3KCCyaaToM B
npocBeTe




o [1oBbILLIEHHAS BA3KOCTb
BPOHXManNbHOIo CekpeTa
NPMBOAUT K pa3BUTUIO MyKOCTa3a
N 3aKyrnopKe Menkux
bpoHxoB[1oBbILLIEHHAs BA3KOCTb
BpoHXManbHOro cekpeTa
NPMBOAUT K pa3BUTUIO MyKOCTa3a
N 3aKyrnopKe Menkmx OpoHXoB n
BPOHXKMOJI, YTO CNOCODCTBYET
Pa3BUTUIO AIMPU3EMbBI, a NPU
NOMNHOW 3aKyrnopke DpoOHXOB —
doOpMUPOBAHUIO aTENEKTA30B.

e Y OeTeun paHHero Bo3pacTta B
naTosiorM4eckni npoLecc obICTPO
BOBJ1EKAETCA NapeHxuma Y OeTeun
paHHero Bo3pacTa B

naTosiorM4eckni npolecc obICTPO
ROARMAAKAATAA MANAUYIAMA MAFVArn




* K BTOPUYHLIM M3MEHEHUAM OTHOCATCSH
BPOHX03KTa3bl, 3MPUn3EMa,
NMHEBMOCKNEpPO03, Nnero4Hoe cepate. B
OpOoHX1anbLHOM COOEPXXUMOM B OCHOBHOM
BbIABNAKTCA CUHETHOMHASA Narnoyka,
30JTOTUCTbIV CTAaPMINOKOKK 1 reModounbHas
narioyka, Hepeako B accounauun. dnopa
4acTo yCcTon4MBa K aHTUOMoTMKaMm. [leTtu
YMUPAIOT OT TAXKENOWU AblXaTenbHOU U
cepgevyHon HegoCTaTOYHOCTMN.



« XpOHN4YeCcKoe neroyHoe
cepaue, nero4Ho-cepaeyHbIN
CUHAOPOM, NErOYHO-
cepaeYyHad HegoCTaTOYHOCTb
— BCE 3TN TEPMUHBI
obo03Ha4yarT OaHO
naTonorn4yeckoe cocTtosHue,
CBA3aHHOE C NnopakeHnem
npaBbIX OTAENOB cepaLua u
Pa3BUTUEM B KOHEYHOM UTOre
HeJOCTaTOYHOCTW NPaBoro
Xenyaouka.




» TshkeBMOHbIE TEHU He Bceraa obiBatoT
00OyCNOBEHbI TOSTbKO KPOBEHOCHbBIMU
cocygamu; Takke U numagaTtuyecknm, u
BpoHXOMYparsibHbIN 3aCTON
CNoCcoOCTBYIOT OOraTtcTBY IErO4HOro
pucyHka. HeocTpocCTb pUCYHKa, KaK Obl
ero pasmasaHHOCTb, 00ycrnoBnmBaeT
YAaCTUYHO KanunmnapHbIN 3aCcToun,
NPENMYLLLECTBEHHO OTEK
MEXTKaHEBbIX MPOCTPAaHCTB U
MEXYTOYHOU TKaHW, anbBeOoSIAPHbIN
OTeK, NepnBacKynsapHbIN,
nepnbpoHXnarnbHbIi, NNeBpanbHbIN U
MeXXaoneBou nnespanbHbIN
nMmMmagartn4ecknum 3acTomn.




* [1pn ycuneHunm kannnngapHou
NPOHNLIAEMOCTU N3 KPOBAHOIO pycna
BbIXOOAT TAKXKE U KpacHble KPpOBSAHbIE
TenbLa 1 BO3HUKAIOT anbBeONAPHbIE
remopparmmu, Yto KInMHNYECKU MOXET
NPOABUTLCSA NPUMECHLIO KPOBU K MEHNCTOU
OTEYHOU KUOKOCTU, BUANMOMW B IMOTKE
NN Ha MOKPOTE.



* PeaKnmMmm 0CrnoXXHEHUAMMN Mpu
MYKOBUCLMAO03E ABNSAOTCA
nHeBMo-Peaknmun
OCITOXXHEHUNAMU NPU
MYKOBUCLNAO03E ABNSAOTCA
NMHEBMO- U
nuonHeBMoTopakcPeaknumm
OCITOXXHEHUNAMU NPU
MYKOBUCLNAO03E ABNSAOTCA
NMHEBMO- U MMOMNHEBMOTOPAKC,
NEro4HOEe KPOBOTEYEHME.

* B 6boriee cTapLuem Bo3pacTe,
BpoHXxonero4yHas NaTonorus
nposiBnsgeTcsa MeaseHHo
NPOrpeccupyroLLm




e 1 ctagua — ctagms HENOCTOAHHbLIX YHKLUMOHANbHbIX
N3MeHeHuw, . [poaomKUTenNnbLHOCTL AaHHOW CTaaun MOXET
COCTaBnATb OO0

° 2 cTaansa — cTagusi pa3BUTUS XPOHNUYECKOIO DPOHXUTA,.
[MpoaomKNTENbHOCTb AAHHOW CTaANUM MOXET COCTaBMNATb

* 3 cTapgua — cTaausi NporpeccnpoBaHns BPOHXONErO4YHOrro
npouecca c pa3BUTUEM OCINOXHEHUN. («JIEFOYHOE cepaLe»).
[1pogomKUTENBHOCTL CTagnmn OT .

* 4 cTaanA XapakTepuayeTcsd TSXKENOM Kapano-pecnmupaTopHoOm
HEOOCTAaTOMHOCTLIO, KOTOpasi B
NpPMBOAUT K CMePTU DOMNBHOIO




* B nooxenyooyHou xernese BblABNSAETCA
onddy3Hbin prnbpoas, yToreHmne
MEXO0NbKOBbIX COEANHUTENbHOTKAHHbIX
NPOCNOEK, KNCTO3HbIE U3MEHEHUS MESTKUX
N CpeaHMnX NPOTOKOB.

* B neyeHn otmevaeTca o4arosas unm
aondpdoysHasa xupoBasB neyveHu
OoTMe4aeTcs oyarosada unu anddysHas
Xuposasi 1 benkopas ancTtpodmaB
neyYeHn oTMevyaeTcs ovarosas unu

Anddry3Hbin andpdysHas xuposasi n 6enkosas
naHkpeacpmbpo3 npu ONCTPOMOUSA KIETOK MNEYEHMU, XKeNYHble
MyKoBUCLMAO3e CTa3bl B MEXO0STbKOBbIX KESTYHbIX

NpOTOKax, J'II/IMdJOF‘IngI/IOLI,I/ITaprIe
nHbuNsTpaThiB Ne

AN tmeuaerca
it

Mopxenyao4yHas xkenesa B B Hopme [Mpn mykoBUcUMOo3e
Hopme



* [lpenmyLLecTBEHHO nerovyHas popma
(pecnupartopHas, bpoHxorierodHas);

* [IpenmyLLiecTBEHHO KuLleYHaa dopma;

» CMeLwaHHas doopma ¢ OAHOBPEMEHHbIM
nopaXkeHUeM XKenyao4HO-KNLLEYHOro TpakTa u
OpPraHoB ObIXaHUS;

* MeKkoHneBast HENPOXOANMOCTb KULLIEYHUNKA;

* ATUNNYHBLIE U CTEPTbIE POPMbI
(OTEYHOATUNMUNYHbIE U CTEPTLIE OPMbI (OTEYHO-
aHeMunyeckad, umpportunyeckaa u gp.).




[1pn 3TOM BapmaHTe KNMHUYECKOU KapTUHbI
OTMEeYaeTcqa codeTaHne KULLEYHbIX U
OPOHXOSIErOYHbIX CUMNTOMOB Pa3HOW
BbIpa*XeHHOCTW.



* Y BOMbHbIX MOXET Pa3BUTbLCS
TOKCUKO3 1 AaXe KNMHUKa
LLoKaY OOnbHbIX MOXET
Pa3BUTbLCSI TOKCUKO3 1 Jaxe
KIMWHUKA WoKa Ha oHe
3aboneBaHnK, NpoTeKaoLnX ¢
BbICOKOW Temneparypou Tena,
UK B XXapKoe BpeMs roga npu
3Ha4YUTENBLHOW NoTepe
HaTPUAY BO0NbHbLIX MOXET
Pa3BUTbLCSI TOKCUKO3 1 Jaxe
KIMWHUKA WoKa Ha oHe
3aboneBaHnK, NpoTeKaroLnX ¢
BbICOKOW Temneparypou Tena,
UK B XXapKoe BpeMs roga npu
3HaA4YNTENBLHOM NOTEPE HATPUS
n xropay 60nbHbIX MOXET
Pa3BUTbLCSI TOKCUKO3 1 Jaxe
KINMMHUKA WoKa Ha oHe
23300NeBaHVU. NboTekarllinux C




 CumnTom BapabaHHbIX
nanodyekCumntom 6apabaHHbIX
nano4veKk 1 YacoBbIX CTEKON NP

‘ " Clubbed fingers MYKOBMCLNOO3E.

 [lpn 3TOM B KNMHNYECKOM
KapTuHe obpallaeT Ha cebs
BHMMaHWe BHELLHU BUA
bonbHoOro: briegHas Koxa c
3€eMITUCTbIM OTTEHKOM,
akpounaHos, obmn umaHosllpu
9TOM B KITMHMYECKON KapTUHe
obpallaeT Ha cebsi BHUMaHue
BHELWHUN BUA OOMNMbHOrO:
brnenHas KoXka ¢ 3eMINUCTbIM
OTTEHKOM, aKpoLMaHo3, 06LLnA
LMaHO3, oAblLLKa B NOKOE,
boukoobpasHasa popma rpyaHon
KNeTKu, aeopmaunm rpyamnHbl
No TUNY «KNMHOBUOHOWU» U
oedopmaumm KOHLEBbLIX panaHr
nanbLeB No Tuny «dapabaHHbIX
nano4vyek», orpaHN4YeHme

Normal angle
of nail bed

—

Distorted angle
of nail be




‘Nasal Polyp Extending
. Into the Oral-Pharynx

— Nasal polyp

— Nasal
inflammation

— Runny nose

FADAM.
* [1pyn AnnTenbHOM TevyeHun 3aboneBaHus B

naTororM4eckmnn NpoLiecc BOBeKaeTCca HOCOrnoTKa:
cuHycutl lpn onutensHOM Te4eHun 3abonesaHus B
naTororM4eckmnn NpoLiecc BOBeKaeTca HOCOornoTKa:
CUHYCUT, adeHouaHble Beretauuul lpyu gnnmtenbHOM
TeuyeHun 3aboneBaHns B NaTONIOMMYECKNN NMpoLecc
BOBJ1€eKaeTCcsd HOCOrmoTKa: CUHVCUT. adeHoOunaHble




* [1pn BpoHxorpadunlipu

bpoHxorpadpmnm oTMmevaeTcs
HanMune KanneBunaHbIX
6poHxo3kTa3oBl 1pu
bpoHxorpadpmnm oTMmevaeTcs
Hanmune KanneBunaHbIX
OPOHXO03KTA30B, OTKITOHEHU
OPOHXOB U YMEHbLLEHNE
yucna MerkKnx pasBeTBeHUn,
OpPOHXU 3—6-ro nopsaka B
Buae Yyetokllpu
bpoHxorpadpmnm oTMmevaeTcs
BorbHoMY 6 et HanmMune KanneBunaHbIX
OPOHXO3KTA30B, OTKITOHEHU
OPOHXOB U YMEHbLLEHNE




* Mukpobuonormu4yeckoe
nccnegoBaHue MOKpPOThI Y
BOsIbHbLIX MYKOBUCLMO030M
NO3BONAET BblOENUTb
30J/I0TUCTbIN CTAaMUITOKOKK,
reMoUIbHYIO U
CUHETHOWHYIO Mano4Ku.

* Hannyne cuHerHonHowu
nano4vkn B MOKPOTE SIBNSIETCS
NPOrHOCTUYECKN
HebrnaronpuUATHbLIM
NpM3HaKoM And nayneHTa




BuonneHka, MoXxeT ObITb Hanbonee
BNarooTTarkuBaroLMM eCTeCTBEHHbIM
MaTepuanom B npupoze.

NMpu MmykoBUCUMAO3€ NnpoucxoauTt
KONMOHU3auuAa AbiXaTesibHbIX NyTen
CUHEerHomHoOu Nasrio4yKom,
npoAayuMpyroLwen anbruHaT, KOTOpbIn
NOKpPbIBaeT NSeHKON KONTIOHUU
MUKPOOOB U AenaeT UX HeAOCTYMHbIMU
AnNS aHTU-CUHErHOMHbIX aHTUONOTUKOBM
UMMYHHbIX (PaKTOpPOB 3alWnUTbl —
HenTpodnnoB, UHTEPNIENKNHOB,
UMMYHOINMooOynnHOB.

-MukpoopraHu3mbl, 3aKnOYeHHbIe B 3Ty
OuonneHkKy, MUKoKanukc, oonagaroT
COBEepLUEeHHO APYrMMU CBOUCTBaMM.
AHTUONOTUKOPE3UCTEHTHOCTMU,
MeTabonnMama, U OHN MOTFyT Cepbe3HO
BNUATb U HA MeTabonuyeckue
npouecchbl B OpraHu3Me 4yesrioBeka, B
KOTOPOM OHMU XXUBYT.



* KnuHnyeckasa cumnromartuka
0OyCcnoBreHa CeKpeTopHOM HEAOCTAaTOYHOCTbIO
XKenyago4yHO-KULLIEYHOro TpakTa YTo OCODEHHO SIPKO
Bblpa)XeHo nocne nepesoga pebeéHka Ha NCKYCCTBEHHOE
BCKapMIIMBaHUE NN MPUKOPM U NPOABIAETCS
HeOoCTaToOYHbIM pacLUensieHMeEM U BCacblIBAHUEM
benkoBobycrnoBrieHa CEKPETOPHOMN HEQOCTAaTOYHOCTbIO
Kenyago4yHO-KULLIEYHOro TpakTa YTo OCOBEHHO SIPKO
Bblpa)eHo nocne nepesoga pebeéHka Ha NCKYCCTBEHHOE
BCKapMIIMBaHUE NN MPUKOPM U NPOABIAETCS
HeOOoCTaToOuYHbIM pacLLenieHnemM n BcacbiBaHNEM OESKOB,
XXKMPOBOOYCNoOBNEHa CEKPETOPHOMN HEAOCTATOYHOCTbIO
XKenyago4YHO-KULLIEYHOro TpakTa YTo OCOBEHHO SIPKO
Bblpa)eHo nocne nepesoga pebeéHka Ha NCKYCCTBEHHOE
BCKapMIiMBaHUE NN MNPUKOPM U NPOABIAETCS
HeOOoCTaToOuYHbIM pacLLeneHneM U BcacbiBaHNEM OESKOB,
XMPOB N B MEHbLLEW CTENEHN YINeBOOOB.

* B knweyHuke npeobnagaroT rHUNOCTHbIE MPOLECCHI,




* Hepeako oTMevaeTcs
BblNnageHWe Npamou
KMLIKK (Y 10—20 %
OOnNbHbIX).

* bonbHble NpeabABNAIOT
MpAMYyI0 KMLWIKY nocne Kaxaoro )Kaﬂ06b| Ha CyXOCTb BO
BbINaJleHUsA crieqyeT cpasy Xe PTY, 4UTO O6yCﬂOBﬂeHO
BMpasuTL BbICOKOWU BA3KOCTbIO
crnoHbl. C Tpygom
nepeXxXeBbiBalOT CYyXYHO
nuLly, a BO BpeMs eabl
ynoTpeonsawoT
3Ha4YUTENbHOE
KONMMYECTBO XUOKOCTW.

- A

Normal Rectal
rectum prolapse



 ANNETUTANNETUT B
nepBble MecsLbl
COXPaHEeH Unun aaxe
NOBbILLEH, HO
BCieacTBue
HapyLueHns
npoLeccoB
nuleBapeHnsa y
B6oMbHbIX BLICTPO
pa3BUBAETCH
rMnoTpodmngaAnneTuT
B NepBble MecsLbl
COXPaHEeH Unun aaxe
NOBbILLEH, HO
BCieacTBue
HapyLUeHns
npoueccoB




* bonbHblE NPeabABNAIOT
Xarnobbl Ha 6o B XXNBOTE
Pa3nMYHOro xapakrepa:
cXBaTKOOOpa3sHble — npu
MeTeopusmMeborbHbIe
NpeabABNAT XXanobbl Ha
6o B XXNBOTE Pa3fnU4HOro
Xapakrepa:
cXBaTKOOOpa3sHble — npu
METEOPU3ME, MblLLIEYHbIE —
nocne npuctyna
KawnabornbHble NPeabsaBnAsaoT
Xarnobbl Ha 6o B XXNBOTE
Pas3nNMYHOro xapakrepa:
cXBaTKOOOpasHble — npu
METeEOPU3ME, MblLLIEYHbIE —
nocrne npuctyna kawng, 6onu
B NpaBoM noapebepbe — npwu
HaNM4nUM NpaBoOXenya04KOBOW
HEJOCTAaTOYHOCTMH,

e DONn B anuracTpanbHoOun







[TaToreHe3 abgoMUHaNIbLHOro CUHAPOMA NpPU
MYyKOBUCUMNAOO03€e

Hisxuii ypoBeHb KYITHPOBAHHE BOJIH
HHIPaJYOACHATLHOIO TPHIICHHA
CHIDKEHHE JARICHIDE B [TPOTOKAX H

BriceoboxaeHme ractpo— TKAFSIX [O/UKETYAOTHOH SKesTeThl
HHTECTHHATLHLIX TOPMOHOR A

CHKEHHC CTHMYJIILIMH
oft
CTHMY/PIRE NOUKSTY104H ;

- e

IMorsNUeHHE AARTCHHR B TPOTOKAX
H TKAHH TIOARENY/104HOR Xee3bI CraoKeHHe BbICBOBOMIEHHA
ra TOPMOHOB

IToRbULEHHE HHTPAY OAeHATLHOIO
YPOBHA NMPOTEas

BOJIb



* HepgocTtaTto4yHas BbipaboTKa
bukapboHaToB NPUBOAUT K
HapyLUEeHWNI0 HenTpanusauum
XKEenyao4YHOoro coka, YTo MOXeT
cTaTtb NPUYNHOWU Pa3BUTUS
S3BEHHON DONEe3Hu
OBeHaaLUaTUuNepCTHOU KULLIKA
NN A3BEHHOIO NpoLuecca B
TOHKOM KULLEYHUKE.




“ » OCnoXxHeHnamu

S KULLEYHOWN (DOPMBI
| MYKOBUCLUMO03a MOTyT
1 ObITb BTOPMYHAS
novewan P o S fasyxa avucaxapugasHag
N HeQOCTaTO4YHOCTb,

* KULIEYHas
HENPOXOANUMOCTb,

* BTOPUYHbIN
NMenoHepPUT BTOPUYHbIV
NNEenoHempUT n

OcTpana novevHasa HegocTtaTodHOCTh (AHHeKamMeHHas 0ones3Hb
XpoHunyeckas nodedHad HegoctatodHocTb (XITH)

HekpoTnyecknn nanunnnT (HEKPO3 NOYEYHbIX
COCO4KOB)
[TapaHedpuT (BOCnaneHne oKosIono4vYe4YHoU KretyaTkm)
Ypocencuc (3apaxeHue KpoBn)

Bonvwan
MOYETONNMNK

qAWKa
Manan

NalwKka

DOnbpoinan
Kancyna

OcnoxHeHus




* NATEHTHO NpoTeKatoLnmn
caxapHblW AnabeTnaTeHTHO
NpoTeKarLWmn caxapHbin
aOnabeT npu nopaxeHum
MHCVYIAPHOro annaparta

noa)kenygovHou Xernessbl.

« HapywieHune BenkoBoro
obmeHa HapylieHune 6enkoBoro
obmMeHa npuBoaUT K
[MNONPOTENHEMUN, YTO
CTaHOBUTCA NPUYNHOU
Pa3BUTUSA B HEKOTOPbIX Cryvasx
y AeTeun rpygHoro Bo3pacrta
OTEYHOro CMHAOpoOMa.

* B 2-8% cny4aeB npwu
MYKOBMCLM03€ BO3MOXHO
pa3BUTNE caxapHoro anaberta B

—  pesynkTaTte nopaxeHus
NOAKENya04YHOW Xene3bl.

* Y 3 % netent 60nbHbIX
MYKOBMCLMJ030M pa3BUBAETCH

XendyekameHHaa oonesHbY 3 %
netTemv b0NkHKIX




 [enaTomeranugal enatome
ranusa (ysenmyeHue
neyeHun) obycriosrneHa
xoriecrasomMml enatomeran
na (yBernmyeHume neyeHu)
XonecTtas npu MykoBUCLieA03€ 06yCJ_|OBﬂeHa
xonectasomM. [1pu
Cirrhosis bunmapHom
! LmMppo3el enatomeranus
(yBenmyeHue nevyeHun)
obycrnosreHa
xonectasom. [1pu
bunnapHom LMppo3e B
KNMMHUYECKON KapTuHe
MOXXHO HabnoaaTb
xentyxyl enatomeranus
(yBenmyeHue nevyeHun)
obycnoeneHa




» CMellaHHaga goopma MmykoBmcumaosa
ABMAETCA Hanbornee TSXKENOU N BKITIOYaEeT
KIMUMHNYECKNE CUMMTOMbI Kak J1IeErO4YHOW, Tak
N KNLLEYHON OOPM.

 OTMeYeHa 3aBUCUMOCTb TSXKECTU TEYEHUSA
MYKOBUCLINA03a OT CPOKOB MOSIBNEHUS
nepBbIX CAMNTOMOB — YeM MnajLue
PEOEHOK K MOMEHTY MaHUdrecTaLnm
Dones3Hu, TeM TSXKernee ero Te4eHme u
bonee HebnaronpusiTeH NPOrHo3



» KNnnHnyeckas kapTuHa MyKoBucLIMAo3a
OTNMYaeTcst 3HAa4YNTESNbHLIM NOIMMOPMUIMOM,
4YTO N onpeaensieT BapuaHTbl TEYEHUS
3aboneBaHus.

* YuntbiBasa NONIMMOPAOU3M KITUHUYECKUX
NpOsIBMEHNN MYKOBUCLMO03a, TAXKECTb
TEeYEHUS NPUHATO OLEHMBATb B OOSbLUMHCTBE
Clly4daeB XapaKkTepoM U CTEMEHLIO NOPaXeHNS
BPOHXOSTEr0O4YHOM CUCTEMBI.



PeunausupyoLLme nnm XpoHn4eckne pecnmpatopHblie CUMMNTOMbI, Takne
Kak Kalwenb unu oabllikalloBTOpHbIE MHEBMOHUN

MeKoHWarnbHbIN nneyc
OTctaBaHne B M3N4ECKOM pPas3BUTUN

HeodopmneHHbIn, 00UnbHbIN, MAaCASAHUCTLIW U 3NOBOHHbLIN CTYIN
XpoHu4yeckaa gmnaped

BbinageHne npsiMon KALLKK
3aTsKHas HeoHaTarnbHas Xentyxa
ConeHbIn BKYC KOXMU

TennoBon ygap unu germgpartaums npu xxapkomn noroge XpoHnyeckas
rMNoanekTponnMTeMmns

[1aHHblIE cCeEMeNHOro aHaMmHe3a O CMEPTU AeTeN Ha NePBOM roy XXU3Hu
NN Hanu4ne cnbcoB CO CXOAHbIMU KITMHNYECKUMM NPOSIBNEHNAMM
[MnonpoTenHemms / oTekn



CTonknn Kawens ¢ unm 6e3 rHonHoOn MOKPOTbI

[narHoctnyeckn HesscHasa peuuanBupyroLLLas nnm
XpOHUYecKas ogblLLKa

OTcTaBaHue B Bece 1 pocTe

BbinageHmne NnpaMoun KNLLIKU

NHuBarmHauus.

XpoHnyeckaa anapes.

CuvmMmnToM «bapabaHHbIX NaroveKky.

Kpuctannel conu Ha Koxe.

[ MnoToOHMYecKas gerngparauus.

[ MNO3neKTpoNUTEMUS N MeTabonn4eckn ankanos

[ enaTomeranusa nnm AnarHoOCTUYECKN HESACHOE
HapyLleHne PYyHKLUN NeYeHn.



« XpOHUNYyecKue pecnnpatopHble CUMNTOMbI HEACHOU
9TNONOrnmn

* Pseudomonas aeruginosa B MOKpPOTEe

e XpPOHUYECKNUN CUHYCUT Ha3anbHbIX NONMNO3

* bpoHxoakTasbl CumnTom “bapabaHHbIX nanovek”

« XpoHu4yeckasa onapes

e CMHOPOM AUCTanbHOW MHTECTUHANBLHOW OBCTPYKLU MK
 [TaHKkpeaTuT

* BbinageHne npsmMon KULLIKK

« CaxapHbi gnabeT B coveTaHUM C pecnupaToOpHbLIMU
CUMMNTOMaMM

 [enaTomeranus
« 3aboneBaHMe nevyeHm HeACHOM 3TUOOMuKn



[ToTOoBas npoba

* [loTOBas npoba - Handonee cneyndUYHbLIN
OnarHoCcTuyeckun Tect mykosucumgosa. ['lo
cTaHOapTHOW MeToauKke Npody nota 6epyT nocre
npegBapuTenbHOro NposeaeHNa NoHoopesa C
NUNOKapNMHOM Ha nccnegyeMoMm y4acTKe KOXW.
KOHUeHTpauunsa xnopmnga HaTpus B CEKpeTe
NOTOBbIX XXene3 B HOPMe He NpeBbIlaeT 40
MMOSb/N. Pe3ynstaT npoBeaeHnsi NoToBom Npoobl
CUMTAIOT NONOXUTENBHbLIM, ECINN KOHLIEHTPALIUSA
Xriopuga HaTpusa B uccrnegyemom obpasue
npeBbIlWaeT 60 MMOnb/1.



[ToTOBYlO NpOOY crieayet

NPOBECTM NOBTOPHO, ECIN
nepBaga notosas npoba:

NoONOXUTENbHASA;
COMHUTENbHAaY;

oTpuuaTenbHas, HO
KNMHUYEeCKne NposABNeHns
MO3BONSAKOT C BbICOKOU
BEPOATHOCTbLIO NpegnonaraTth
HanMyme MykKosmucLUmgosa

[1ns okoH4YaTernbHou
NOCTaHOBKM AMarHo3a
HeobXxoAMMO MONy4NTb
NOSIOXKNTESNbHbIE pe3ynbraThl
npu NpoBeaeHnmn 2-3 NOTOBbIX
npoo.



* MpOBeaEHNE NOTOBOW NMPOObLI Y HOBOPOXKAEHHBIX;

* TEXHUYECKME OLLINbKamMm meanepcoHana,
OONYLEHHbIMU NMPY NPOBEAEHUN NPODHLI,

 B3sTME 0O6pasLoB NoTa y NauueHToB C
rMNONPoOTENHEMUYECKMMU OTEKAMU UNN
rmnonpoTenHeMmnen (y naumeHToB C
MYKOBUCLMA030M NOTOBas Npoba cTaHOBUTCS
NONOXUTENbHOW Nocne Nc4e3HOBEHUSA OTEKOB);

* poBegeHmne nNpobbl Ha OHE NeYeHns nauneHTa
KIokcauuninHom



Sanasol SM-01 (Sanasol

Meditechnika, BeHrpusa)

 [1ns1 npoBeaeHnst NOTOBOW NPOObI
ycrneLwHo NPMMEHSIOT BE CUCTEMBI,
NO3BOMSAIOLLNE UBMEPUTL
ANEKTPUYECKYHO NPOBOAMMOCTb NoTa.

« Cuctema gnsi cbopa v aHanumsa nora
«MakpopgakT» B KOMMNEKCe C
NOTOBbLIM aHaNM3aTopom Sweat-Chek
dumpmbl «Beckop» (CLLUA) nossonsiet
NPOBECTM NOTOBYO NPOOY BHE
naboparopumn, Bpemsi cbopa nota
cocTtaBnsaeT 30 MUH, yCrneLHo
NPUMEHAETCA y OeTEU C NepBbiX
MECSILIEB XXU3HN.



OCHOBHbIM METOOM ANArHOCTUKN SIBNISIETCS npoBeneHne
NMNOTOBOIO TECTAa.

Macroduct " Sweat-Chek (Becxop, CIUA)

=

Puc. 1. MNoTtoeble aHanu2aTope AN oScnefoBaHua
HOBOPOXARHHLIX




* HegocTaTtoOYHOCTb 3K30KPUHHOM
dOYHKUMM No4XKenya4o4HOU XKerneskhl,
BbipaXkaroLlasaca B KpanHe HU3KOW
aKTUBHOCTU UMK NOSTHOM
OTCYTCTBUU NaHKpeaTU4eCKnx
depPMEHTOB (nunasbl, amusrasbl U
TpUNcuHa) B ABeHaguaTUnepcTHOW
KULLKe, XapaKTepHa ans
abcontoTHOro 6onbLUMHCTBA
BOSIbHbIX MYKOBUCLINAO30M.

* [1pn aTOM B X04€ NPOCTOro
KONpPOSiorM4eckKoro nccregoBaHuns
MOXXHO ODHaPYXUTb BbIPa)KEHHYHO
cTeaTopelo (BNNoThb OO0
oOHapyXeHus B Kane Kanernb
HEUTpParbHOro Xupa).



* «30M10TbIM CTAHOAPTOM»
onpeaeneHns CTeneHu

. HeJOCTAaTOYHOCTU 3K30KPUHHOWU
. | yHKUMKM nogkenyao4Hou
XXenesbl Npy MyKoBUCLMO03E,
~— He 3aBUCSALLMM OT NPOBOANMOM
3aMeCTUTENbHON Tepanuu
NnaHKpeaTU4eCcKNMn
doepMeHTamMu, cynTatoT
onpeaeneHne KoHUyeHmMpauuu
aslacmaasbli-1 8 Karie.

NAQCTUKOBbIM

KOHTeHHep



\'ﬂ\ * B Hopme coaepkaHune aToro
doepMeHTa npesbIlaeT 500 MKr/T
npoObI. CneunuyHOCTb 3TOro
MeToaa coctaBndaeT 100%,
YyBCTBUTENBHOCTb ANA
onpegeneHns cteneHu
HeOOCTaTOYHOCTU 3K30KPUHHOW
doYHKUMN NoaXXenyao4HOU Xernesbl
Yy nauneHToOB C MyKOBUCLIMOO30M -
93%, a ANnd NoCTaHOBKU AMarHo3a
MyKOoBuUcuUmnaosa - 87%.




e CHW)KEHME KOHLIEHTpaLUK
anactasbl-1 CryXuT
NoKasaHWEM K Ha3Ha4YeHUIo
3aMeCTUTENBLHOU
doepMeHTHOU Tepanuun y
NaLNEHTOB C
MYKOBUCLMOO30M U MOXET
NnomMo4b B nogodope
O003MPOBKU PepMEHTOB







« OB/l - ognH 13 OCHOBHLIX KpUTEPMEB
TAXKECTU NopakeHns abixaTernbHOU
cuctemsbl. Y 6OrbHbIX
MYKOBUCLMO030M €€ UCMNOSb3YIOT U
KaK paHHUN OO bEKTUBHBIN KPUTEPUN
OLUEHKN 3(PPEKTUBHOCTN NeYeHN4.

Y peteun ctapuie 5-8 net
nccnenosaHune OB nmeer
3Ha4YMTENBLHO DOMbLLUYIO
ONarHoCTUYECKYH LLEHHOCTb.
NcenepnoBaHne OBJI no3songer
onpeaennuTb peakumnto OPOHXOB Ha
bpoHxoaunartaTopbl U BbISABUTb
BONbHbIX, KOTOPbLIM HAa3HA4YeEHNE
OaHHbIX NpenapaToB byaeT
LenecoobpasHo.




* Y Oeten ¢ MyKOBMCLIMOO30M MHOrga
NOABMSAETCH rMNeppeakTUBHOCTb
B6poHxoB. [1o mepe
NporpeccupoBaHnUSa XpOHNYECKOIo
NHAEKLIMOHHO-BOCNANMUTENBHOIO
npoLecca B OPOHXONEro4HOM
CUCTEME CHUXXaeTca OObEM
¢popcrpoBaHHOro Bbigoxa 3a 1 ¢,
XN3HEHHasa EMKOCTb NMErkmnx u
doopcupoBaHHas XXN3HEHHas
€MKOCTb NErKux.

« [lecTpyKuuns napeHXmmbl NErknx u
HapacTaHue PeCTPUKTUBHbLIX
PACCTPOUCTB NPUBOAAT K pe3KOMY
CHWXXEHUIO 3TUX NnokasaTternen Ha
No3gHUX cTagusix 3aboneBaHus.




* 3TO MH(POPMATUBHbBIN MeTOA
OOMNOSTHNTESNbHOW AUarHOCTUKU
MYKOBMCLMO03a Yy AeTeN
cTapLie 6-7 net u B3pocrbiX. OH
HarnpaBrneH Ha BbiSIBNIEHNE
OCHOBHOro aedoekTa,
oOycnoBnmMBatoLLEro pa3BuTme
MYyKOBMCLMO03A.

« CyTb MeTO4a COCTOUT B
N3MEPEHNN PA3HOCTU
buoanekTpmuyeckoro
noTeHuUuana Crm3ncTon
000MNOYKM HOCA M KOXKU
npeanneyns. [lokazartenu
Pa3HOCTU NOTEHUNANOB Y
300POBbIX NOAEN BAPbUPYIOT
OT -5 00 -40 MB, y 60sTIbHbIX
MEKOBVICLI,VI,D,OSOM - 0T -40 0o -90
MB.




* [lpoBeaeHnE reHETUYECKNX TECTOB
Ha BCE N3BECTHbIE MyTaLnn
(oBbHapyxeHo yxe bonee 1000
MyTauuin, odycnosnmBarLLnNX
pa3BuUTNE MYKOBMUCLMNOO03A)
HeLernecoodbpasHo 13-3a CIULLKOM
BbICOKOW CTOMMOCTM Ka)Xaoro
nccrnegoBaHus.

* [1pn ncknroveHnn 10 Hanboree
4acTo BCTpevaoLmxcs B JaHHOM
permMoHe myTtaumm BEPOATHOCTb
HanM4ns MyKkoBucUMao3a y AaHHOro
nauueHTa 3Ha4YnTENbHO CHUXAETCS.




» Cembe bonbHoro MB (pebeHky ¢ MB, a Takke obonm
poauTensiM) HeobxoaMmo eLle 40 NiNaHUPOBaHUS
bepemeHHocTM npoBectu AAHK-anarHocTuky u
NPOKOHCYNbLTUPOBATLCA Yy Bpaya-reHeTnka ans
nony4yeHunst 3akntoveHns 06 NHPOPMaTUBHOCTU
npeHatanbHou gnarHoctmkn MB B gaHHOU cCeMbe.

* [1py BO3HNKHOBEHUMN KaXXOon HOBOW DepeMEHHOCTH
ceMbe Heobxoamnmo cpasy e (He no3gHee 8 Heaenu
bepemMeHHOCTN) 06paTUTLCS B LIEHTP 4OPO40BOM
AVNarHOCTUKMK, rae Ha CTPOro onpeaeriéHHbIX Cpokax
bepeMeHHOCTM Bpay-reHeTUK NpoBoAUT NGO
reHeTu4eckyto (8-12 Hegenst bepeMeHHOCTH), NMNOOo
Brnoxmmmnyeckyto (18-20 Hegena 6epeMeHHOCTN)
OANarHOCTUKY MyKOBMCLMO03a Y nroaa.



BepoATHOCTL NOBTOPHOro
poXaeHus 60nbLHOro
MYKOBUCLUAOO30M pebEeHKa

OHK-
AWarHoCTUKa No3BOJSIfAeT BbIABUTb
3TO 3aboneBaHue eLWe Ha aTane
BHYTPUYTPOOHOro nepunoaa.

* PellleHne 0 coxpaHeHun un
NMPUHMMAET CEMbSI, OAHAKO A0 HaCTynneHnst 6epeMeHHOCTH
cnegyet NpoBeCcTU
(peDEHKY C MYKOBUCLIMOO030M, a TakKe 0bouM poauTensim) u
NPOKOHCYNLTUPOBATLCS Y Bpava-reHeTuka.

* [1py BOBHMKHOBEHUN KaXX10N HOBOW DEPEMEHHOCTU CEMbE
crieayet obpaTmnTbCA B LEHTP AOPOAO0BOMN ANArHOCTUKM




* TecT-cuctema «MykoBucumaoos-brnoHumn», nossonsaer
npoBOAUTbL OOHOBPEMEHHO aHanusa no 25 mytaymsam
reHa CFTR, KOTOpble CBA3aHbl C PUCKOM Pa3BUTUSA
MYKOBMCLMO03a.

* B KayecTBe UCTOYHUKA ONA NpoBedeHNda aHanmaa
MOXET ObITb UCMOMNb30BAH MPaKTUYECKU Nodoun
Matepuan - bykkanbHbIN 3NUTENNN, BEHO3HAA KPOBb U
Oa)ke cyxue naTtHa KpoBu.

. Bnarogapsi npumeHeHuto Habopa yaaBanoch BbISIBIATb



 [1na AnarHoCTuKn
MYKOBMUCLMO03a Y nnoga MOXXHO
NpOBECTHU

« OTpUuLaTenbHble pesynbTaThl
TECTOB NMO3BONAIOT B
cry4yaeB rapaHTUpoBaTb
poXaeHue 300poBoro pedeHka.




* HeoHaTanbHbIW Nepnoa y 00nNbHLIX MYKOBUCLIMOO30M
Hepeako nportekaetT beccuMnToOMHO (AaXke npu ero
TSAXKENOM TeYEHUM B NOCrieayoLemM) nnm
KNMUMHMYECKaa KapTUHA HACTOSbKO cMa3aHa, YTo He
NO3BOMNSET Bpady 3anogo3puUTb 3TO 3aboneBaHme.

* B 70-e rogbl XX B. y4EHble OOHAPYXXUIN, YTO B Ninasme
KPOBW BOSIbHbLIX MYKOBUCLIMOO30M MOBLILLEHA
KOHUEeHTpauua



* JTO OTKPbITUE NO3BONUIIO pa3paboTaTb U BHEOAPUTL
nporpamMmy MacCoBOro CKPUHUHIA HOBOPOXKAEHHbIX HA
MYKOBUCLINA03.

MYKOBMUCLMO03a, B CBSA3U C YeM OrnpeaerieHne atoro
nokasarens cyntatoT aPPEKTUBHbIM METOA0M
CKPUHWHrA.

* [1o mepe nporpeccmpoBaHnst 6ONE3HN N Pas3BUTUS
NCTUHHOMN HEQOCTAaTOYHOCTM NOMKENYA0YHOW XKenesbl




Bo3spacT MUMMYyHOpeaKTUBHbLIN
TPUNCUH, MKr/n
KpoBb 13 NyNOBUHbI 23,3+1.9
0-6 mec 31,3£5,4
6-12 mec 37,116,9
1-3 roga 29,811,8
3-5 net 28,313,2
5-7 net 35,7+3,6
7-10 net 34,942 2
B3pocnkle 33,3+11,1




CKPWUHUWHra onpeaensatoT KOHUEHTpaumio
NMMMYHOPEaKTUBHOIO TPUINCUHA B BbICYLLEHHOW Kanie KPoBU
HOBOPOXOEHHOro. TecT, NpoBeAEeHHbLIVN B TEYEHNE NEPBOM
Hedenu XXn3Hn obcrnenyemoro,

HO HecneyngUuyeH.

* [NloaTomy , MO3BONALWNNA UCKIIOYUTb
NOXXHOMOMOXUTENBLHbLIW Pe3yrbraT NepBOro, NPOBOASAT Ha
obcrnenyemoro.

NCMOJ1Ib3YKOT B
KaydyecTBe€ OCHOBHOIO 3Talla HEOHATAalIbHOIo CKPpUHMHIA B
nogasnsitoem OOnNbLUNHCTBE NMPOTOKOJ10B



* [1pn NONoOXnTenbHOM pe3ynesraTe NoTOBOWM NPOOLI
(MeHee 40 MMOSb/N NpU KNnaccn4eckomMm MeToae
[MbcoHa-Kyka n/mnm 60 mmonb/n npm paboTte C
NOTOBbIMW aHanmMa3aTtopamn) pedbeHkKa B TeHEHME

C ANarHo3oM HeOHaTalibHa4d
rmnepTpurncnHoreHeMma and MCKnto4eHnsA criyHaen
rmnognarHOCTUKHN.

 [1pn nony4YeHnn norpaHNYHbLIX pesyribTaToB MNOTOBOIO
TecTta (40-60 mmonb/n no metoay 'mocoHa-Kyka n 60-80
MMOJS1b/N NPU UCNONb30BaHUN NOTOBbLIX aHaNM3aTopoB)

TaKnx
crnyyasx uernecoobpasHo nposectn JHK-gnarHocTuky.



* [1pn NONOXUTENBHOM pe3ynksTaTe NoTOBOM NPOOLI, a
TakxXe npu obHapyXeHnn mytauun reHa
MYKOBUCLIMAO3HOIo TpaHCMeMbpaHHOro perynsaropa
NPOBOAMMOCTH (NPW NOrpaHNYHOM pe3yribTaTe NOTOBOW
Npo0Obl) pebEHKY CTaBAT AMarHo3 MyKoBMcUMAo3a.

« B coMmHUTENBHLIX CNyYyasx crneayeTt UCnornb30BaTh
aonofHuTenbHble MeToabl obcrnenoBaHns (aHann3
Karia Ha naHKpeaTuU4eckyto anacrasy-1,
MUKPOCKOMNMUYECKOE KOMNPONorm4eckoe nccneaoBaHme.

KT unun peHTtreHorpaduio rpyaHou KrneTkn, NoceB MasKka
N3 3€eBa).



| OTAIT Ha 3-4 geHb y goHoLweHHoro (7-8 —y
HegoHoLeHHoro) onpeaeneHue NPT B
BbICYLLIEHHOW Kanne KpoBU

| STAIT [1pn nonoXxmntenbHOM pesyneraTte
(6onee 70 Hr/mn) Ha 21-28 AoeHb -
NnoBTOPHbIN TecT Ha PTTpwn
NoNoXnTernbHOM pesynesraTte (bonee 40
Hr/MIT) - noToBaga npoba

1l OTAI [Tpn NONOXNTENBLHOM pesynbkraTe
(6onee 40 Hr/mn) - noToBas npoba

IV OTAT [1pn norpaHM4YyHOM pes3ynsraTe NOTOBOU
npoObl - IHK-gnarHocTmka




* PerynsipHble 0oCMOTpPbI NO3BONSOT ANHAMUYECKN OLEHUBATb
npubaBKy Macchl Tena n cneguTtb 3a Temnamm dmn3n4eckoro
Pa3BUTUS, C HEOBXOAMMON YaCcTOTOM NPOBOANTL rTabopaTopHbIe
nccrnenoBaHus:

Konpornormn4eckoe - He pexe 1 pasa B MecsL, B Te4eHne NepBoro
roga *XmsHu pebeHka;

onpegernieHne KoHLUEeHTpaLumn naHkpeaTn4eckon anacTtasbl-1 B
Kane - 1 pa3 B 6 Mec npu n3HavyarnbHO HOpMarbHbIX pe3ynbraTtax;

MUKPOCKOINnn4yeckoe nccrieqoBaHmne Mma3koB U3 POTOITIOTKHA - 1 pas3
B 3 MEC;

KIMMHUYECKNN aHanNn3 KpoBu - 1 pa3 B 3 Mec.

[1py pasBnTM XPOHNYECKOTO MHAPEKLIMOHHO-BOCNANUTENBHOIO
npouecca B nerkmx Heobxoanmo donee yrnybneHHoe
obcrnenoBaHue (peHTreHorpadous rpygHoun Krnetkm nnm KT,
nunugorpamma Kana, OMoXmMMmnyecKumn aHanms KpoBw,
npoTenHornamma n ap.).



 [loNnONHNTENBLHO MO NoKasaHUdaM NPOBOANTCA
PEHTreHorpagunsa opraHoB rpyaHOU KIeTKy,
npuaaTo4HbiX nadyx Hoca, I [C, OxoKT,
onpeneneHne ypoBH4 IgE obLuero n
cneunguyeckux, 1gG,A,M , MapKkepbl renaturta A,
B,C, nonneporpadus cocyaoB OpoLLIHON
NOMNOCTU, KOHCYIbTaums pasnmyHbIX
CneunanncToB (racTpo3HTepoOora, Kapauornora,
9HOOKPUHOMNOra, TopakarnbHOro v
abgoMUHarIbHOro XMpPypros, Nnop-Bpaya,
9HOOKPUHOIora , anneprosora) n gp.



* MykoBucUMA03 Heobxoamnmo anddepeHLnpoBaTh C
apyrmmmn 3aboneBaHUAMU, NPU KOTOPbIX MOXET ObITb
NonoXuTterbHa notoBas Npoba:

* NCeBOrMnoanbAoCTEPOHU3M;
* BPpOXAEHHAsA ANCAYHKLMA KOpbl HAANOYEYHUKOB;
* HeJOCTATO4YHOCTb PYHKLUMN HAOMOYEYHUKOB;

* TMNOTUPEODS;

* rMnonapaTunpeons;

* HedOpOreHHbIN HecaxapHbIN AnabeT;

e cMHapom Mopwuaka;

* KaxeKkcus;

* HepBHaA aHOPEKCUS;



* [MMKOreHos Il Tuna;

* HeJOCTaTOYHOCTb ITHKO30-6-pocdraTashbl;
* aTONUYECKUN epmMaTuT,

* 3KTOAEPMASibHas gncnnasns;

- CMNNIO;

* cMHapom [layHa;

* cnHapom KnanHdenTtepa;

* CEMEWHbIN Xonectatu4eckum CUHOPOM;
* pyKo3na03;

* MyKOMoONncaxapuaos;

* XPOHUYECKUWN NaHKPEeaTUT;

* rnorammarnobynmHemMuns;

* Lennakus.



* JleueOHyto PunskynsTypy (dbnsnotepanus, KNHe3NTepanus)
* MyKONUTUKN 1 OPOHXONTUTUKU

* AHTUMUKPODHYIO TEpanuIo

« epMeHTOTEPANUIO NpenapartamMmn NoAXKenyqovyHoU Xxenesbl
 [enaToTponHbIe cpeacTBa

 ButammnHoTtepanuio

» [lnetotepanuto

* JleyeHune ocrnoxHeHun MB



IleyeHune mykoBucumgosa
CUMNTOMAaTUYECKOE.

* O4yeHb BaXkKHOE 3Ha4YEHMNE UMEET NMUTaHne
6onbHoro. CyTouHbIN Kanopax OOSMKEH Ha
10—30 % npeBbllaTb BO3PACTHYIO HOPMY 3a CYET
yBenun4yeHuns B paunoHe 6enkoBoro KOMMOHEHTa.
[ToTpebHOCTL B Berke yaoBNETBOPSIOT
ynotpebrnenmnem B nuily macaO4yeHb BaXXHOE
3Ha4YeHne nMmeet NnutaHne 6onbHOro. CyTo4YHbIN
Kanopax gomkeH Ha 10—30 % npeBbilaTh
BO3PAaCTHYIO HOPMY 3a CYET YBENMNYEHNA B
paumoHe 6enkoBoro KOMMNoHeHTa. [1oTpebHOCTL B
benke yaoBneTBopsoT ynoTpebneHnem B nuily
MsAca, pbibbIl, ANLL, TBOpPOra.

* [MoTpebneHne XnpoB 3HAYNTENBHO
orpaHn4ymBatoT. Mo)KHO MCNOMb30BaTh XUPbI, B

NN CTAD VYN TNANLIVDYVANMAT \IJVI14ANLILID I1IA0TINATL




* [lpn pedpnunte gucaxapuaasllpn gedounymte
ancaxapuaas B TOHKOM KMLLEYHUKE 13 paLMoHa

NUCKJTHOYaKT COOTBETCTBYOLLME caxapa (Yalle Bcero
NaKTo3y).

 [Tnwy 6onbHbIM BCerga nogcanmearoT, OCOOEHHO B
XXapKoe BpeMs roga v npu BbICOKOW TemnepaType, 4To
HeobXxoanmo, yunTbiBas DonbLUME NOTEPU COSEN C
NOTOM.

« BonbHOMY 06ecneynBatoT NoTpebneHne 4OCTaTOMHOrO
KONMYeCcTBa XNOKOCTU. B nuTaHne oomxHbl ObITh
BKMIOYEHbI coepKalline BUTaMUHbI NPOaYKThI,
ppyKTOBLIE N OBOLLHbIE COKU, CIIMBOYHOE MAacro.




* TeCTbl HA HEAOCTAaTOYHOCTb (PYHKLINN
nomxenyaodYHom xenesbl. [1na anarHoctmkmu MB
0ObIYHO He TpebyeTcs nccnegoBaHUA BCEX
doyHKUMN NoaXenyao4vyHoU Xenesbl: Bce 3aBUCUT
OT BbIPaXX€HHOCTU KNMHUYECKUX NPU3HAKOB,
nossongaLwmx nogospesats MB, n pesynsratos
noToBoW npobe.l. [Nepen HasHa4YeHEM
3amellaroLlen Tepanum NnaHKkpeaTn4ecknmm
doepmeHTamMmn HeobXoaMMO NPOBECTH
Konposiormdeckoe uccriegoBaHune v noaTeepauTb
Hann4yne crteaTtopew.




* B 0b6s13aTenbHOM Nopsifke OCyLLeCTBNSAT
KOPPEKLUMIO HapyLLUEHHOWN (OYHKLNY
noa)KenyoovyHou Xeneabl NyTeEM NPUMEHEHUS
naHkpeaTnHabB obsasaTtenbHOM nopsake
OCYLLECTBNSAT KOPPEKLMIO HAPYLLEHHOW
doyHKUMM NoaKenyao4YyHon xenesbl NyTeM
NPUMEHEHNS NaHKpeaTuHa nnu
KOMOUMHMPOBAaHHLIX MpenaparToB, coaepXallmx
HapsAay ¢ NaHKpeaTUMHOM ApYyrne KneYHble
doepMeHTbI N NINNOTPONHbLIE BELLECTBA (KPEOH,
nonn3nm, NaH3MHOPM, MeKkcasa u ap.).

» [1o3y bepMeHTHbIX NpenapaToB noabupatoT
NHOMBUAOyanbHO, OPUEHTUPYSACH HA AaHHbIE
KONpPOJiorM4eckoro nccrengoBaHus.



KpeoH 10000

[encTteylowlee BeLLEeCTBO:
[MaHKpeaTuH (Pancreatin)

CocTtaB 1 dbopma Bbinycka:KpeoH®
10000

Kancynbll kanc.naHkpeaTtnH150
Mrammnasas8000 E[] E®nnnazal10000
El E®npoTteasbi600 EL
EdscriomozamernbHbie seuwecmaea:
MaKporoJi; napadouH Xngknun; ptanar
METUNrMAPOKCUNPONULENTONO3bI;
ANMETUKOH 1000;

anéyTtundotanaT obosioYka Karicyribl:
enesa okcug KpacHbin (E172);
Xenesa okcug YepHbin (E172);
Xenesa okeug xentoin (E172);
TuTtaHa gnokcua (E171); >kenaTuH B
6rnmnctepe 10 WT.; B Na4Ke KapTOHHOM
2 bnnctepa; B bnuctepe 25 WT.; B
nayke KapTOHHOW 2 unu 4 énuctepa;
BO (pfiakoHax NnonuaTuIieHoBbIX Mo 20
1 50 WT.; B Na4yke KapTOHHOM 1
donakoH.

KpeoH® 25000

Kancynbl1 kanc.nankpeaTtuH 300
mramunasa18000 E[l
Ednnnaza25000 EO
EdnpoTteasni1000 ELL
EdecriomozameribHbie
gewecmea: makporon 4000;
napadouiH XUagknn, pranar
METUTNAPOKCUNPONUIILENIIONO03
a; AUMETUKOH;

onoyTtundptanat obosioyka
Karicyribl: Xenesa OKCua KpacHbIN
(E172); xxenes3a okcua XenTbiu
(E172); TuTaHa gmnokeng (E171);
xenatuH B 6nnctepe 10 wr.; B
nayke KapTOHHOM 2 GnucTepa; B
onucTtepe 25 WrT.; B Nadke
KapTOHHOM 2 nnn 4 bnuctepa; BO
dorniakoHax NoONnaTUNEHOBLIX MO
20 n 50 wrT.; B Nna4yke KapToOHHON 1
donakoH.



lMpomueonoka3aHusi K Ha3Ha4YeHUo
KpeoHa

* MOBblILUEHHAA NHONBWAYaAJ1IbHAA
YYyBCTBUTEIIbHOCTb K KOMMNOHEHTAM Mnpernapara,

* OCTPbIV NAHKPEeaTUT;

* 0DOCTPEHME XPOHUYECKOIO NaHKpeaTunTa.



Crnocob npumeHeHust

BHympsb. [1o3a noabupaeTtca nHanBuayarnbsHoO B
3aBMCUMOCTU OT TSXKECTU 3aboneBaHns n coctaBa AUETHI.

PekomeHayeTca npuHumartb 1/3 unn 1/2 pasoBou 4o3bl B
Ha4varne egbl, OCTanbHY YacTb — BO BpeM4d efpbl.

[Mpwn 3aTpygHEHHOM rMOTaHUK (HanpuMep y ManeHbKnx
aeten unmn 6onbHbIX CTapYeCKOro Bo3pacTa) Kancyrbl
OCTOPOXXHO BCKPbIBAIOT, @ MMHU-MUKpOCcdepbl 400aBNAOT
K XXMOKOW NuLle, He TpebytoLlen nepexeBbiBaHUS, NN
MPUHMMAIOT C XKNOKOCTbIO.

JTiobass cmecb MUHU-MUKPOCMEP C MULLIEN UIN C XKXUOKOCTbIO
He NOANEXUT XPaHEHUIO N ee criegyeT NpuHMMaTb cpasy
K& nocne npuroToBriEHUS.

PasmenbyeHne unm pasxesbiBaHNE MUHU-MUKPoOCcMdep, a
Takxke gobdasneHme ux K nuule ¢ pH Bbile 5,5 npnBoanT K
pas3pyLIEHNIO NX 000NOYKK, 3aLLnLLaoLLIEN OT OENCTBUS
XXenyaoo4Horo coka.



* [1pn MykoBMcCUMO03€e O03a 3aBUCUT OT MacChl
Terna u CoCTaBnseT B Ha4arne nevyeHna y geteu
Mnagwe 4 net — 1000 nuna3HbixX ELO/Kr Ha
Ka)ObIX Npuem nNuwin, ctaplle 4 net — 500
nunasHbixX EL/Kr BO Bpema npuema nmin. [losa
3aBUCUT OT Bblpa*XeHHOCTU CUMNTOMOB
3aborieBaHus, pe3yrsraToB KOHTPONS 3a
cTeaTopeeun 1 nogaepxaHnga XopoLuero
HYTPUTUBHOIO cTaTtyca. Y 60fbLWMHCTBA
NnauneHToB 403a He AOoMmKHa npeBbiwaTth 10
000 E[1l/kr/cyT. dpbepmeHTOB



» ObblvHaa HavarnbHast go3npoBka KpeoHa®
cocTtaBnseT 10000-25000 E1 E® nuna3sbl €
OCHOBHbIM NPUEMOM MULLIXN BO BPEMS NpnemMa
nerkou 3akyckm — 5000-25000 E[l1 ED nunassbl.
[1ns ymeHbLUeHNA cTeaTopeun N nogaepkxaHus
ONTUMasribHOro COCTOAHUA NaymeHTa BO3MOXHO
NoBbILLEHMNE O03bl.

» CornacHo 00bIYHOW KITMHNUYECKOW NpaKkTuKe
NauneHT JOMKEH NONy4YnTb BMECTE C NULLIEN HE
MeHee 20000-50000 El ED nunassi.



* [lokazaTenamm onTumarnbHOro nogbopa Ao3bl
clny>aT HopManusauusa ctyna n nC4e3HOBEHME B
Kane HenTparnbHOro Xupa. Ha4yanbHasa gosa
npenapara cocTtaBnsaeT 2—3 T B CyTKW. [1o3y
NOCTEMNEHHO NOBbLILLIAKOT A0 NoABNEHUS
NOJTOXKNTENBbHOIo 3P EKTA.

o [1Nna pasXmxeHnsa CeKpeToB Xenyao4yHo-
KMLLEYHOro TpakTa 1 yny4dlleHna nx ottoka
NPUMEHSAIOT aLETUINLNCTENH B TabneTkax u
rpaHynax, Yto NokasaHo npu Xxonecrase, BA3KOM
ayogeHanbHOM coaepXMMOM, HEBO3MOXHOCTH
NpoBeCcTU 30HOMPOBaHME.



JledeHne nero4Horo cuHOpoMa BKoYaeT KOMIIeKkc
MEPONPUATUIA, HanpaBnNeHHbIX Ha pasXmkeHne MOKPOThI
n yoaneHue ee n3 6poHxoB. C 31O Lenbio MPUMEHSIOT

e (pmsnyeckue,
* XUMUNYECKUNE U
* WHCTPYMEHTarlbHble MEeTOAbI.

Mykonutudeckasa Tepanma NnpoBoaAUTCS eXXeOHEBHO B
TeYeHMe BCEWN XNU3HM naymeHTa. P PEKTUBHOCTb
neYyeHns NoBbILLAETCA NPU napannefibHOM
NCMONIb30BaHMN ad3P030SIbHbIX
nHranaumnMykonmntnyeckasa tepannsa NnpoBoAUTCS
eXXeHeBHO B TeYEHNE BCEN XKN3HU NaLMEHTa.
OPDHEKTUBHOCTD JNTIEYEHUA NOBbLILLAETCS Npu
napansenibHOM UCNoNb30BaHNN a3P030S1bHbIX

mmararnatimiia NMAOVANv AR ATUAUACAY YA TANAMIAA MRARARIATAA




e Tuonbl(LUNCTEUH, aLEeTUNLUCTEUH,
NMUOMNPOHUH, MEeCHa)

 Kapb6ouyucmeuH (KLl) — eqUHCTBEHHbIN U3
MYKOAKTUBHbIX Npenaparos, AaloLWwnmn
OOHOBPEMEHHO MYKOperynupyroLwmum 1
MyKonutun4veckum achekt (¢psrrodumec )

e AMOpokconrmapoxnopua unu
e @PU3nMoNOrn4YecKmmn pacTteop



 [1na Tepanumn obCTpyKTUBHOIO cuHapoma npm MB

NCIMOJ1b3YKOTCAH 6|:_>0onpacu1|/|pmou_.|,ue npenapartbl
TPpEeX OCHOBHbIX KITaCCOB J1IeKapCTBEHHbIX CPEeACTB:

e [$2—aroHuUCTHI,
* aHTUXONUHEPrnyeckmne npenapaTtbl U
* TEOUNTINHBI.

« CTaHOapTHble BpoHxogunaTaTopbl, Ha3Ha4YaKTCH
bonbHbiM MB no Toun e cxeme, KoTopas
NCMNOJSIb3YETCA NpU Tepanmm bpPoHxXManbHOM acTMbI,



* UH2ansaUuUuoHHass mepanus (a3po3o0jibmepanusi)
- IHranaunoHHoe npumMeHeHne MyKonnTUKOB
NO3BOMSIET OKa3aTb MakcMmaribHoe nevebHoe
OENCTBME Ha CNU3UCTYIO 0OO0MOYKY AblXaTerbHbIX
nyTeEN N ynyywmnTb peonorm4eckme cBoucTea
BA3KOW MOKPOTbI. A3p03051 aHTUBMOTMKOB
NPUMEHSIOT B JOMOITHEHMMN K CUCTEMHO
I'IpOBO,EI,I/IMOI/I aHTI/I6I/IOTI/IKOTepaI'II/II/I npwu MB ana
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 KonnyecTtBo U ANMUTENbHOCTb MHIaNgaumnn
onpenensatTca TAXKECTbIO COCTOAHUS
OONbHOrO.

* B kKayecTBe MyKONUTUYECKUX NpenapaToB
MOXXHO UCMOS1b30BaTb COMSAHO-LLENOYHbIE
cmecu (1—2%-1 coneBoun pacTBop —
xropug n kapoboHaTt HaTpus),
bpoHxonuTnyeckme npenaparbiB
KayecTBe MYKONIMTUYECKMNX NpenapaTos
MOXXHO UCMOS1b30BaTb COMSAHO-LLENOYHbIE
cMmecu (1—2%-1 coneBou pacTBop —
xropug n kapoboHaTt HaTpus),
BpoHXoNMTNYECKME npenaparhl,
aLeTUNLMCTEUH (Ha OaHY MHranauuio 2—3
M 7—10%-ro pacteopa), NynbMO3nMm
(QopHa3sa anbda).




 AHmubuomukomeparnus. 1o HacTosLero
BPEMEHUN HET €NHOro MHEHUS O TOM, KaK OsIro u
KaK 4yacTo crnenyeT NpUMeEHATb aHTUDOUOTUKN Y
bonbHbIX MB. OgHako B nocneaHue rogbl B
TakTUKe aHTnbakTepuanbHom Tepanmmn MB
HaMeTurnacb oTYeTNMBAdA TeHOEeHUUA K bonee
paHHEMY (Npu NoSABIEHNN NEPBbIX MPU3HAKOB
0DOCTpEeHNSs DPOHXONEro4YHOro rnpotLiecca)
Ha3Ha4YeHUo aHTUOUOTUKOB N bornee
OSINTENBHOMY NX NPUMEHEHMIO, a TaKKe NX
NPUMEHEHUIO C NPOdUNaKTUYECKON LieNbIO.




locmypanbHbIl OpeHax npoesooumcsi Kaxxooe ympo,




BubpauuoHHbIU Maccax — He MeHee 3 pa3 8
CYmKuU.

Normal bronchi Bronchitis




* JleyuebHasn OpOHXOCKONUA C NPOMbIBAHUEM
OPOHXOB aUETUSLNCTENHOM U U30TOHUYECKNM
pacTBopomJlevebHaa BpoHxoCKOonus ¢
NpOMbIBaHMEM DPOHXOB aUETUMLUCTENHOM U
N30TOHNYECKMM PaCcTBOPOM XJ1opuaa HaTpus
NoKa3aHa Kak 9KCTpeHHasq npoueaypa npu
OTCYTCTBUU 3(pdpekTa BblLLEONNCAHHOWN Tepanuu.
B nepmnogbl obocTpeHns 3aborieBaHus, npm
HanM4YnmMm oCTPOU NHEBMOHUK NN OCTPOU
pecnmpaTopHOu BUPYCHOU MHADEKLIMM NMOKa3aHOo
NpUMEHeHNe aHTubakTepmnanbHOU Tepanun.




U30MOHU4YeCKUM

pacmeopom




[pAmble nokasanud k TJ1y aereit

» HeathdekTNBHOCTL MaKCUManbHO
BO3MOXHOW Tepanuu

» HepocTatoyHocTb kpoBoobpaluerns NYHA
= 1Y

» [porpeccupyoLias npaBoXenyA04KoBas
HEAOCTAaTOMHOCTb

s BbipaXeHHbIA LMaHO3

] KpMTM‘-IECKaﬂ AbIXaTENbHaA
HEAOCTAaTOYHOCTD




[1ns Hagnexallero KOHTPOsA 3a COCTOSIHMEM DONbHbIX
MYKOBUCLMAO30M, B TOM Yncre 6e3 cMMnToMoB
3aboneBaHus, HeobxoanMo perynapHoe HabngeHne nx
cneunanuctamm LleHTpa mykoBucumaoasa.

« HoBopoOXOeHHbIX MagLle 3 Mec crnegyeTt ocMaTpuBaTh

Kaykable 2 Hef, 00 AOCTUXeHUa pebEHKOM 6 Mec - 1 pa3 B
MecsL,

* [0 3aBepLleHunsa rpygHoro so3pacTta - 1 pa3 B 2 Mec,

« B Doree cTapLLem Bo3pacTe - exxeKkBapTarnbHO.



OPITAHU3ALUUA CITYXXBbl QUCINMAHCEPHOIO
HABNMKOOEHUA

 [lnarHocTuka n nedeHne 6onbHbIX MB gomxHa
OCYLLECTBNATLCA HA TPEX YPOBHAX:

* | - ropoACKOU NN PanoHHbIN (POAUNBbHbLIN OO0OM,
PanoOHHAas MONUKIMHMKA Unn 6onbHULA, ropoacKkas
bonbHMLA)

* || - obnacTHon (pernoHanbHbIN LEHTP
MYKOBUcCUMA03a, obrnactHasa nnm kpaesas 60rbH1LA)



3agaym | ypoBHS:

3anogo3puTb 3aboneBaHne No KNMHUYECKNM
npu3Hakam (MeKoHuarnbHbIV nneyc,
oTCcTaBaHue B P1U3N4YECKOM pa3BUTUM,
XapakTepHas KueyHaqa u pecnupartopHagd
cuMnTOMaTuKa, Hann4yne MykoBmucLUuaosa y
bpatbeB 1 cecTep (cnbcos) u Ap.

€eCnn BO3MOXKHO, TO NPOBECTU DUOXUMMNYECKNN
NOTOBbLIN TECT N0 MOCOHY- KyKy;

HanpaBUTb Ha KOHCYNbTaLMIO B MEOULIMHCKOE
yypexaeHue |l ypoBHS.



e 3agaum ll ypoBHS:
e noaTeepxaaetcs (Mnu nckntovaetcqa) gnarHos MB;

« AncrnaHcepHoe HabngeHne, UCnonb3ys pekoMmeHaaumm
Poccumnckoro ueHtpa MB, npoBognTca AononHuTenbHaga
KITMHNKO-PYHKLMOHarbHaga AnarHoCTuKa m rievyeHue.

e 3apauu lll ypoBHS:

« feTanbHoe obcriengoBaHue 6bonbHoro MB He pexe ogHoro
pa3sa B rof, C Bblga4Yeun 3aknoveHns o ganbHeuLen
TaKTUKe nevyeHuns.

« IHK-gmnarHoctuka, npeHaranbHas guarHoctuka MB
* NNAaHOBOE XUpypruyeckoe rnevyeHne ocrnoxHeHnmn MB.



ObsazaTenbHoe npu KaXxgom ambynaTopHOM
npueme obcrnengoBaHue

YacToTta nposeaeHus.

AHTponomMeTpus (pocCT, Macca Tena, pac4eT Macco-
pocToBoro cootHoweHuss MPC)

1 pa3 B 3 mecsdua

Obwunnm aHanm3a Moum

1 pa3 B 3 mecsdua

Konponorusa

1 pa3 B 3 mecsua

KnnHnyeckuin aHanma Kposu ¢ reMOCUHAPOMOM.

1 pa3 B 3 MecC., JONOMHUTESBHO Mpwn

npuaHakax obocTpeHus
BGpoHXONero4HOro nNpoecca

[ToceB MOKpPOThI (NPU HEBO3MOXHOCTN cOBpaTb MOKPOTY —
Ma30K C 3aiHEW CTEHKU IMOTKN) Ha MUKPOQuIiopy U
YYBCTBUTENIbHOCTb K aHTUOMOTUKaM

1 pa3 B 3 mec., AONOMHUTENBHO Mpwn
npusHakax 0boCcTpeHus
BpoHXxonero4yHoro npowecca

dyHKUKNA BHeLIHero AbixaHusa (PBL)

1 pa3 B 3 Mec., JOMONHUTENBHO NpU
npu3Hakax 06ocTpeHus

GpoHX0Nero4yHoro npowecca

OnpepgenexHns caTypupoBaHHOIo Kucrnopoaa

1 pa3 B 3 Mec., JOMONHUTENBLHO NpU
npuaHakax 06oCcTpeHus

BGpOoHXONEero4yHOro nNpowecca




ObsizaTenbHoOEe exerogHoe obcnegoBaHme. YactoTta npoBedeHusl.

Buoxnmunyeckoe nccnegosaHue Kposn | 1 pas B rof
(ne4yeHo4YHble NPoobbl,
NpOoTEMHOrpamma, fieKTPOSINTI,
rmoKo3a).
PeHTreHorpamma opraHoB rpygHom 1 pa3 B roa
KNETKM B NpsIMON 1 npaBon 6oKoBow
NPOEKLUMNAX
YnbTpa3ByKkoBOE UccnegoBaHue 1 pa3 B roa
opraHoB OptOLLHOW NOMNOCTU
OKI 1 pa3 B rog
dunbpoasodparoractpogyogeHockonua | 1 pas B roa
(®3rac)

1 pa3 B rog

OcmoTp nop-Bpava

[ NtOKO30TONEPAHTHbLIN TECT

1 pa3 B 2 roga getam ctapwe 10 net




[MnaHoBBIN BU3NT

HeT [

|

obocTpeHne

CraburnbHoe CoCTosiHNE

:Aa

Y

A 4

[Moka3aHus K rccnnTannsaymnn

yeM 3 Mec. Hasaz

Kypc a/6 Tepanun 6onee, HeT

1

ACMY WNN B 4HEBHOM
cTauuoHape

[TnaHoBas a/6 Tepannsa Ha

| 1

TN

Kypc a/6 Tepannn meHee,
yem 3 Mec Haszaj

h 4

baswncHas TepanunAa

aa

Jlerkoe- Taxenoe

CpegnHe- TeueHne

Taxenoe- l

TeyeHue

1 recnutTannsayvs

CrayuoHapo- l
samMeLlatoLime YrnyJweHve
TEeXHOI0rMK J'




* PoOcTBEHHUKOB 6OSIBHOMO HEOOXOAMMO
o0y4NTb NPUEMAM NOCTYpanbLHOro ApeHaxa,
BMOpaLMOHHOIro Maccaka 1 yxoay 3a
nauymeHToM. Hapsay ¢ 3aHaTusaMmn nedvebHom
don3KynbTYpOn pekoMmeHOoBaHbl 403UPOBaAHHbIE
don3ndeckme Harpyskm u 3aHATUS CNIOPTOM.

* [1pn ycTton4mBon pemmuccum B Te4eHne 6
MecsLEeB pa3peLlaeTcs NnpoBeaeHne
npodounakTnyecknx NpUBUBOK.



» [TpOrHo3 npu MyKoBMCLIMA03€E OO HACTOSILLEro BPEMEHM
ocTaétcsa HebnaronpuaTHbIM. OT MyKoBUCLIMO03a
CKOHYanacb

JNlemapwanb, 'peropn — Anuc MapTUHO — aHrNMMUCKas
¢dpaHUy3CKMN neBeL, neevua



INletanbHOCTbL cocTtaBnset 50—60 %, cpeou peten
paHHero Bo3pacrta — Bbllle.

NMNo3pHAA anarHocTuka 3aboneBaHUA U HealeKBaTHaA
Tepanuna 3Ha4YNTEeINbHO yXyaLllaloT NMPOrHoa3.

Ha kaxgoro BbiSsBNIeHHOro 0onbLHOro oobLIYHO
npuxoantca 100 HeBbIABNEeHHbIX bonbLlwoe 3Ha4YeHne
npuoodpeTaeT MeguUKoO-reHeTU4YeCKoe KOHCYJIbTUpOBaHue
ceMeU, B KOTOPbIX eCTb 60fIbHbIe MyYKOBUCLIMAO3OM.



» Kputepuem KkadectBa ANarHOCTUKU N NIeYEHUS
MYKOBMCLIMO03a ABNSETCA CpeaHas
NPOOOIMKNTENBHOCTbL XXN3HU BONbHbLIX. B
eBpPONeNCKMX CTpaHax 3TOT NokKasaTesb
nocturaet 40 net, B KaHagoe n CLLUA — 48 neT,aB

Poccumn — 22—29 ner.



llepcnekmuebl mepanuu (05.10.2010)

* [lpenapat ATanypeH(PTC124°®),
pa3paboTaHHbIN hbapMaLEBTNYECKON
KoOMnaHnen AMepuKku, ctan pesynsratom
BHeOpeHNA HAHOTEXHOMNOINMN B
meanuuHy. OH npeaHasHadeH ans
NcnpaBneHns reHeTn4ecknx JedeKTos,
nexatlimx B OCHOBE MyKOBMCLINAO3a U
peaKnx reHeTn4eckmnx saboreBaHunmn.

JleyeHne mykoBucumaosa

npenapatomMm ATanypeH YHUKanbHO TeMm,
YTO OH NIeYNT reHeTU4YEeCKyr0 OCHOBY
Gone3Hu, ncnpasnseT NocrneacTBms
MyTauuu reHa. Takast MyTaums Ha3biBaeTCs
HOHCEHC-MYyTaums, UHbIMU CrIoBaMy, 3TO
«onevyaTtka» B reHeTU4YeCKoOM Koae.

B uccnepgoBaHun nencTBEeHHOCTU npenaparta npumyT y4yactue 208 605nbHbIX
MYKOBMCLMAOO3OM U3 MeANLIMHCKUX LeHTpoB U3paunsa, LUseuun, Utanunm,
Benukobputanum, Nepmanun, CLUA, JaHnn, benbruu, KaHagbl, ®paHumm wm
Nonnangum.




B Mupe HenpepbIBHO BeAyTCA pa3paboTku n nccnegoBaHUs Mo NOUCKY HOBbIX
npenapaTtoB B Jie4YeHUN MyKOBUCLUA03a.

Kalydeco (Kanupeko) lNocneaHsasa HoBUHKA - Kannpeko - 3To ToproBoe HasBaHue
ana npenapata VX-770 - UMeHHO 0 HeM cenyvac Oonblue BCero roBOpAT, TaK Kak
OH B KOHUe fsHBaps 2012 nonyuyun pa3peweHue ot FDA. dakTtnyecku, npenapart
yxe "B antekax" CLUA. lNpaBaa, oH nomoraeT He BCeM JIIOAAM C KUCTO3HbIM
¢dnbpo3om, a TONbLKO TeM, y KOro umeetcs ogHa unu ase mytauma G551D -
npumepHo 4% oOT BCex NauMeHTOB aMepPUKaAHCKMX NauneHTOB U O4YeHb peako
BCcTpeyvawwascs B Poccuun). PaspadbotaH choupmoun Vertex Pharmaceuticals,
OTHOCUTCA K Kateropuu "lloTeHumnaTtopoB" (aKTUBUpPYyeT Aencrteme
TpaHcnopTHoro 6enka). HoBble aaHHbIe 006 adhdhpekTnBHOCTU Kanuaeko oObinu
onyonukoBaHbl 5 nroHsa 2013 roaa.



B KoHUe npownon Heaenu EBponenckun KomuteTt no fiekapCcTBeHHbIM
npenapartam ana yenoseka (CHMP) paspewwun permcrpauuio npenapara
TpaHcnapHa (Translarna), unu atanypeH (ataluren), ana nedyeHus
Mbiwe4vyHou anctpodpum [roweHa. Kak coobwaerca B npecc-penuse
areHTCTBa, nNpenapar oyaeT peKkoMeHAOBaH NauMeHTam OT NATU NeT U
cTaplue, KOTopble CMOCOOHbLI CAMOCTOATESNILHO NnepeaBUraTbCA.

26 mas 2014 ropa, 20:13



bnazodapro 3a eHUMaHue!



1.Kakas npuymHa pas3BmuTusa MyKoBucUmuaosa?

1)MHpPULUMPOBAHNE CUHETHOMHOW Nano4vKkou 2)HapyLLeHMe XXNpPOBOro
obmeHa

3)HapyLueHne pyHKuMn pubpobnactos
6)MyTauma reHa TpaHCMeMbpaHHOro peryndaropa

2.Kakown puck poxageHust pebeHka 60nbHOro MykoBucLmMao3om ecnuv oba
poanTena retepo3nroTHbl (HOCUTENU MyTUPOBABLLEIO reHa)?

1) 50%
2)25%

3) 100%
4)HET pucka



4.I'lpn mykoBUCLMO03€ B OCHOBE NaTONIOrnm NeXxnT Bce
KpOoMe:

 1)xenesbl (NeYeHb, NogXXenyaodHaga xernesa, Xxenesbl
KULWEeYHUKa, BHYTPUNe4YeHOYHbIX XXeMYHbIX MPOTOKOB,
XXENYHOro Ny3blpsa, NOAYENCTHbLIX CITIOHHbIX Xenes)
OOTYpPUPYIOTCHA BA3KUM UMN NNOTHLIM 303MHOUITBHBIM
BELLECTBOM;

* 2) 06pasytoT bonbllee KONMYecTBO cekpeTa
(TpaxeobpoHxmarnsHbie n BpyHHepoBbI enesabl);

* 3) CEKPETUPYIOT U30bITOYHOE KONMyecTBo Na u Cl
(MOTOBbIE, OKONOYLLUHbIE N MENKNE CIOHHbIE Xenesbl).

* 4)AUCAYHKLINA Kerne3 3HOOKPUHHOW CeKkpeLnm



5.0cHoBononararowmm B AnarHocTuke MYKOBUCLNOO3a
ABJTAETCA :

* 1) uccnegoBaHue Pa3HOCTUN HA3aJ1bHbIX
NMNOTEHLINAJIOB,

* 2) NnoToBasd Npooba;
* 3) peHTreHorpagunsa opraHoB rpyaHoOW KNeTKu;

* 4) onpeneneHne KoHUeHTpauun
NnaHKpeaTU4eCcKou anacTasbl-1 B Kane;

* 5) onpeneneHne KoHUeHTpauun
NMMMYHOPEaKTUBHOIO TPUMNCUHA B BbICYLLEHHOU
Kansne KpoBM HOBOPOXAEHHOTIO



6) Kakmne 13 nepeymcneHHbIX Meponpuatum Bol

. ﬂeu&%w@mxﬂw&ve@mHBWR%%uwnose?

KNHEe3uTepanums)
* MyKONMUTUKN N OPOHXONUTUKM
* AHTUMUKPOOHYIO Tepanuio

« PepmMeHTOTEPANUIO NPenapaTamMmu
noa)xenyagodHou Xxeneabl

 [enaToTponHble cpeacTBa
* ButammHotepanuio
 [lnetotepanuio



Bonpockl kK Teme «MykoBncUMa03 y
neten»

« 1.Kakme ocobeHHOCTU AnarHoCcTukn MykoBucumaosa y
HOBOPOXXOEHHbIX?

o 2.0TNNYnTENBbHBLIE OCODEHHOCTMN HADNOEHUNA OETEWN C
NoOo3pEHMEM Ha MYKOBUCLMO03 B MNeEpBbIE MecsLbI
XU3HMW.

« 3.Kakune nokasaHus kK o6cnegoBaHMO Ha MyKOBUCLIMAO03
y JleTen cTapLuero Bo3pacTa?

« 4.Kakon Bna obcrnegoBaHmsa Ha MyKOBUCLIMA03 CEroaHS
CUYMTAKOT «30J10TbIM CTaHOAPTOM»?

« 5.Kakne ocobeHHOCTM gucnaHcepusaumm OeTen,
60MbHbIX MYKOBUCLIMA030M?

 6.[lanTte 06BbACHEHME NNaHy NeYyeHna MyKkoBucumao3a






12 dpeBpans 2013
HeoHaTanbHbIN CKPUHUHT
No comments

OrpaHun4eHHbIN HeoHaTarbHbI CKPUMHUHT MB NpoBOAMIICSA B TEHEHNE HECKOSbKUX NET.
[lnarHoCTUYeCcKMM nokasartesniem Crny>Kmso rnoBbllUeHNE MMMYHOPEaKTUBHOIO TPUMNCUHOreHa
(immunoreactive trypsinogen — IRT) B TecTax aTpu.

OpfHako YMcno NOXHOMNO3UTMBHBIX NPO6 6bIBano BbICOKMM. C Lenblo YMEHbLLEHNSA Yucna
NOXHOMOMOXUTENbHbIX NPO6 BO MHOMMX NporpaMmmax B Ka4ecTBe BTOPOro atana BkntodeH [HK-
aHanu3 ogHon nnu 6onee 4YacTbix MyTaumi CFTR B 06pasLax C noBbILWEHHbIM IRT.

Takon aByxaTtanHbi IRT/DNA-CKPUHWHT, 06nagaoLwmii BbICOKON CneundnyHOCTbIO, MOXET BbISBNATb
00 95% 6onbHbIX MB B nonynsunu.

Ha nepBom aTane npoBoANTCA TECT Ha coAepKaHNe UMMYHOPEaKTUBHOIO TPUMNCKMHA B Kansie KpoBy,
B35TOM Ha oMnbTpoBanbHyto Bymary (kapTy ['atpwm).

TecT nonoxuTeneH y 605bHbIX B CBA3W C HEAOCTAaTOMHOCTLHO 3K30KPUHHOW OYHKLNMK NOOXKENYL04YHOMN
xenesbl.

MNMoporoBas KOHLEHTPAaLMA UMMYHOPEAKTUBHOIO TPUMNCUHa cocTaBnsieT 750 Hr/Mn. MNpu NnpeBbileHnn
MOPOroBOro YpOoBHS NPOBOAMTCS NOBTOPHOE obcneaosaHne pebeHka Yepes 4-6 Hea. MNpwu
MNONOXWUTENbHOM pe3ynkTaTe NOBTOPHOrO UCCNEeAoBaHMs NPOBOANTCS Npoba Ha coaepkaHue xnopa u
HaTpus B noTe.

[MoporoBbIN ypOBEHL Xopa U HATPUS B NOTE COCTaBndeT 60 MMOSb/ 1.



NOMPKENYA0YHON Xegesbl. B oTnnume oT dhekanbHOro XMMoTpUncuHa pesynestaThl onpeaenenmns E1 He 3aBucsT oT

npuema nauveHTap FHKPEETIHGCKask dracTa3a 1 B Kane (El

3amecTutenbHasa Tepanus NoBbILaeT akTUBHOCTb XMMOTPUMNCKHA B Karne 1 He OKasblBaeT AENCTBMUS Ha anacrasy.
OpureHTnpysACh Ha YpoBeHb arnacTasbl 1 B kane, MoXXHO 6onee TO4HO Ha3Ha4vyaTb PepMeEHTHbIe nNpenapatbl U AenaTtb
NporHo3 3abonesaHu4. Npu pasBUTUM HEOOCTATOMHOCTU SK30KPUHHOM GOYHKLIMW NOLXKENY404YHON XKenesbl
cofepxaHue naHkpeaTudeckon E1 B kane cHmxaetcs. CHKeHue akTMBHOCTU E1 B kane Takke BbIABMASETCS Y
BOMbHbIX C XPOHUYECKUM NaHKpeaTUTOM, PakoM MOAXKENYAOYHOM XKernesbl, Y AeTen ¢ MyKoBucLmMao3om. [Npu
MYKOBUCUMA03€e PEKOMEHOYETCSH UCCreaoBaTh YPOBEHb 351acTasbl 1 B Kane He pexxe 04HOro pasa B 6 MecsLeB.
CogepxaHue E1 B kane He nsaMeHsieTcs npu Lernom psae apyrux 3abonesaHunin: Lenmakmm, BocnanmutenbHbIX
3aboneBaHNAX KULWEYHNKA, MHGEKLMOHHON Anapee. o pesynstatamMm MOXHO CyauTb He TONbKO 00 ypoBHE
depmeHTHON HepgocTaTodHoCcTu DK, HO 1, NnpoBoas perynspHble uccnegoBaHnd, OLUEeHUTb B JMHAMUKE
9K30KPUHHY0 pyHKumMo. CoaepxkaHne E1 npu Xl cHmxaeTca 4o ypoBHsS MeHee 150 MKr/r. CneundunyHoCcTb TecTa
Npwn NccregoBaHumy Kana coctaenseT 93%, YyBCTBUTENLHOCTL — 93%. MeToq, NULWEH HeOCTaTKOB «30/10TOro
cTaHgapTta» - CEKPETUH-LepySIMHOBOIO NPSIMOro Tecta: OTCYTCTBUA CTaHA4apTU3aLUnn, HETOYHO onpeaeneHHoun
HWXHEWN rpaHunLibl HOpMaribHbIX 3Ha4€HUUW, BbICOKOro AUCKOMAopTa ANA NauneHToB, ANNTENbHOCTU aHanmsa u
BbICOKOW CTOUMOCTMW.



BonbHble MykoBucLAO3B0bHBLIE MYKOBMCLUMAO30M MOFYT ObITh OTAENEHBI OT 340POBLIX [0 NoKasarensiMm pasHoOCTH
HasarbHbIX NOTeHUManoB. AToT MeTop 6bin paspaboTtaH Ans onpeaeneHns 3 eKTMBHOCTU Tepanuu,
HanpaBneHHOW Ha KOPPEKLMIO HapyLLEHHOMO 3NEKTPONMTHOIO TpaHcnopTa Npu MyKOBMCLIMAO3E.

CranpapTHas npoueaypa ator metoaukun 6eina npeacraenena O6wectey mykosucumaosa CLUA (CF Foundation) 1
NCnbITbiBanach B HECKOMbKUX CMeLnanm3MpoBaHHbIX LEHTpax rpynnon nccnegosarenen na Cmnetna. Cobnogas
NPOTOKOM NpoBeAeHus Npobbl B LLEHTPAX NONb30BaNMNChb PasnnyHbIMN BONILTMETPAMM, 30HAAMM, ANEKTPOAAMN U
pacTBopaMu Ans onpeaeneHns TpaHcnopTa HaTpus 1 xnopa.

Bocemb LeHTPOB NnpeacTaBuUnmn cBou pesdynberathl N0 UccnegoBaHuio 3-8 300PO0BbIX ,D,O6pOBOJ'IbLI,eB N 4-5 6ONbHbIX

MYKOBUCLMOO30M.
BaszanbHbIn BonbTax, TpaHCNOPT HAaTPUS, Cpeau 340pOBbIX COCTaBuN B cpegHeM -18.2 +/- 8.3 mV (mean +/- SD) n -45.3
+/-11.4 mV cpegm 60MnbHbIX MYKOBUCLIMAO30M.

I'Ipm BBeOAEHUN CcneunarbHbIX paCTBOpPOB C beTa-aroHuctamm n 6e3 Xnopuaosy BonbHbIX MYKOBUCLINOO30M HE
OTMeYanocCb BblpaXeHHbIX N3MEHEHUIN nokasaTenen Pa3HOCTN Ha3alibHbIX MOTEHLIMAITOB (+3.

2 +/- 3.5 mV), B TO BpEMS KaK Y 300POBbIX 3T N3MEHEHUS HOCUNW 3HaYUTENbHbIN XapakTtep (-23.7 +/- 10.2 mV).

Standaert TA, Boitano L, Emerson J C cOaBTOpamMu NoA4YEpPKUBAKOT, YTO TONbKO CTaHOapTM3aumMa METOANK NO USMEPEHUIO
pa3HOCTU Ha3anbHbIX NOTEHUXaNOoB.,

C NpPUBNEeYEeHMEM cneumanbHo 06y4eHHOro nepcoHana n obpalleHMemM BHAMaHUS Ha TEXHUYECKME OeTanun, MOXET
CBECTU K MUHUMYMY pacXoXxgeHud B pesyrbsratax npu npoBeaeHnn MynbsTMueHTPOBbIX MCnnegoBaHUn.



oOHapy>XmnBatoT B O0ONbLLIOM KONTMYECTBE MHTEPNENKNH-8
(rmaBHbLIN UICTOYHMK — anbBeOoNAPHbIE Makpodaru),
KOMMSIEMEHTapPHbIN KOMNOHEHT Cba n nenkoTpueH B
»2apyrne umtokuubl — UJ1-1, W11 — 6, TH®-n, urpatrowmne
BaXXHYHO POnb Npu BocnaneHnn y 60rbHbIX
MYKOBMCLMOO030M. Hapsaay ¢ 9TUM BbIABNeH AeduunT
NJ1-10. B npocBeTe BpoHXOB HakannuBaeTca bornbluoe
KONMMYeCcTBO HENTPOJQUIOB 1 paspyLiaemas
HenTpoduneHaa JHK cnocobcTByeT yBENUYEHUIO
BA3KOCTU MOKpPOTbI. I3BeCTHa BaXkHasa noBpexXxaatoLas
pPOnb 9K30reHHou (bakTepunanbHaga dpnopa, ocobeHHOo
CUHErHonHaga nasoyka) u 3HOoreHHoW anacTtasbl.
Heuntpodunbl ABnat0TCA OAHUM U3 UCTOYHUKOB
nocnegHeu.



* OrpomMHOE KOnm4yecTBo HEUTPOPUITBHOM
anactasbl Y 60MbHbIX MyKOBUCLNAO30M
nogaBnseT AencTBMe aHTUNpoTeas, No3BOSIAET
MM HEMNOCPEACTBEHHO U MOCTOSAHHO pa3pyLlaTtb
KaK anuTenum, Tak n CTPYKTYPHbIE 3NEMEHTHI
Kapkaca OpoHXmanbHOro Aepesa, YTo B CBOKO
oyepenb ycyrybnsiet HapyLeHHYo
MYyKOUMMapHyto dyHKLMIO U cnocobCcTByET
doopmmpoBaHnto GPOHXOIKTa3UN.

[MpegnonaratoT, YTo AedEeKTHbIN Benok
(kognpyemsbin reHoOM MyKOBUCLMO03a)
N3MeHSET ycnoBns opMmnMpoBaHUS U
KONMYeCTBEHHbIN COCTaB «CaxapoB» Ha
NOBEPXHOCTU ANUTENNANbHOWU KNETKN B
OblXaTenbHbIX NYTAX, YTO cCO34aeT
: brnaronpusiTHbIE YCoBUA AN aaresum paga
IToBepxHOCTH JerKkux - mopsiaka 100 kBagpaTHLIX METPOB. MMKpO6OB, OCO6€HHO Ccu HGFHOI7IHOI7I MNaJioyKu.
[TaTomopdonornvyeckme N3aMeHeHusa npu
MYKOBUCLNO03€ Hanbornee BblpaXeHbl TaKkKe B
No4XKenyao4yHOU Xernese, KULLEeYHUNKE, NeYeHu,
penpoayKTUBHOU CUCTEME.




* Y BONbHbIX B CbIBOPOTKE KPOBU N TKAHSIX,
coaepxawmx numdoumntsl u dbndpobnacThl,
BbIABNEHO BELLECTBO, BO3MOXHO,
NMMYHOIrNo6ynmMHOBOW NPUPOabLI,
Bbl3bIBalOLLIEE HAPYLUEHNE PUTMA OBUXEHUS
PEeCHUYEK MepLaTENbLHOro aNnTenus,
OTHOCUMBbIX K MYKOLMITMAPHOMY MEXaHU3MY
OYULLIEHNSA ObIXaTerNbHbIX MyTEN. JTO
NO3BOMIAET NPEeanonoXnTb, YTO
MYKOBUCLINO03 HE OrpaHNYMBaETCS
N3MEHEHUAMM IKIOKPUHHBIX XKenes.
PasBuBatrowmmca npn Mmykoesucumaose
ManabcopOUMOHHbBIM CUHOPOM ODYCIOBIEH
rmaBHbLIM 0OpPa3oM OTCYTCTBMEM UK
CHWKEHMEM aKTUBHOCTU (PEPMEHTOB
NoaXKeNyA4o4YHOW Xenesbl, YTO BEAET K
He4OCTaTOYHOMY pacLLENIEHNIO MULLEBBLIX
BELLECTB C Nocneayowmm HapyLeHNeEM nx
BCacCbIBaHWA.




* [leveHb
naumeHTa c
MYKOBUCLIM
AO030M ¥
MYJLTUIIO0Y
NSPHbBIM
LIMPPO30OM.

@ Inflammatory v




