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AHbIKTaMachl

OkneHiH co3biManbl 06CTpyKTUBTI aypybl (BCOA) —
ThIHbIC XKONAAPbIHbIH ANCTanbAi 6eniriHiH, ekne
NapeHXMMacbiHbIH 3aKbIMAaNybIMEH XoHe 3Mpu3eMa
KaJIbINTaCybIMEH XXYPETiH GipIHLLINIK cO3blIMarbl
KabblHOasbIK aypy; 0N KaUTbIMAbl HEMECE XapTbinan
KaUTbIMAbl 6POHXbIIbIK 0OCTPYKLIMAHBIH AaMybIMEH
6annaHbICTbl aya aFbiMblHbIH LIEKTENYIMEH MIHE3AEeNeA;.
ThbIHbIC XXON4apbl 6TIMAINIHIH TEMeHaeyi yaemeni
MiHe3/[e >XoHe OKMeHiH LLiaH HemMece TYTIHre, TEMeKire,
aTMocdepanbIk ayaHblH N1acTaHyblHA

KabblHOanbIK >xayabbiMeH 6annaHbICTbI.



XikTeMecCl:

Cranus 0. ©COA kayn cTaIusChl — CO3bUIMAJIBI 5KOTEJ AKOHE KAKbIPBIKTHIH TYCYI;
oKIe (yHKIUSIAPhl KaIbINTA.

Cragns 1. XKenin ©COA — aiikpin emec (keHur) oporxoodcrpykuust (OPB1/KEIT <70%,
HO ODBI1 80 % KaubInThl MOHHEH) KOHE O1paK OapJIbIK JKaF/Ianjia CO3bUIMAIIBI
KOTEJ, KAKBIPBIKTHIH TYCYl 00JIMaybl MYMKIH.

Cranus I1. ©COA aybip nopexeci — OpoHX000CTpYKIUHBIH Yieyi (50% ODB1<80
% KaJBIITHl MOHHEH ) )KOHE CUMITTOMAAPIBIH YACYi, GU3HKAIBIK KYKTEMEC CHTIKIIE JaMUIbI.

Cramus II1. Aysip ©COA — 6poHx000CTpyKImMsiHBI 9pi Kapaii yueyi (30% ODB1<50
% KaJbINThl MOHHEH ), OMIpP canachblHa 9CEP €TETIH, CHTIKNEHIH YY1 )KOHE U1l aCKbIHYJIAP.

Cramus IV. Aca aysip OCOA — aypip 6porxoodcTpykiust (OPB1<30 % KasibiTl
MOHHEH ) HEMECE CO3bUIMAJIbI THIHBIC aJTy KETKUTIKCI3IT.



Kayin-kKatepni pakTopnap

o TeMeki TapTy ©COA aca MaHbI3abl Kayin KaTepni
cdakTopnapbl 605biN Tabblnaabl. Opi Kapan XYMbIC
OpPHbIHAAFbl TO3aHAap MEH XMMUKATTap
(TiTipKeHaipriw 3atTap, 6ynap, bynaHynap),
OpraHuKasnblK OTbIHAAPAbIH XaHYybIHaH benmenepaeri
ayaHblH STaCTaHybl, KOpLUaraH ayaHblH S1aCTaHyhl,
NaccmMBTI TeMeKi TapTy, epTe 6ana XacTtafFbl TbiHbIC
any »onaapblHbiH MHMEKUMANapbl, reHeTUKasbIK
6enimainik (Temeki TaptTnanTbiH 40 XacTaH Kiwinepae
aypyabl anb®al-aHTUTPUNCUH TanLWblbIFbIMEH
6annaHbICTbipaab!).



AnarHocTuka Kpurepuunepi

LLlarbiMmaap MeH aHaMHe3:

- co3blnManbl xeTen (KYH CaublH, XWipeK KyHi 6ombl
XXanfFacaabl;, CUPEK XaFaanaa TYHAe);

- CO3bl/IMasbl KakbIpblK TYCY (Ke3 KesireH Co3bliMarbl
KakblpblK Tycy OCOA KepceTy MYMKiH);

- XiTi 6poHxuTTEp (KON peT KauTanamanbl);

- eHTiKNe (Yaemeni. TypakTbl Typae PuanKasbiK
XXYKTEME, TbIHbIC Ay »X0nAapblHbIH NHHEKLMACHI
Ke3iHae);

- Kayin KaTepsi akTopsiapFa KepceTeTiH aHaMHe3.



Ddu3unkKanbiK TEKcepy:

e - (bopCcUpneHreH NaTonornaAnbiK yY3apFaH ThiHbIC
afly COHblHAa ayCKy/ibTauuga KesiHAe
TbIHbIC XX0/14apbIHbIH, 0OCTPYKLUMSACbIMEH
lapTTasiFaH KYPFaK Cbipblgapabl ThiIHAAYFa
6onaasbl;

e - OKMNe 3Mdun3eMachl bap HayKacTapaa Kekipek
KfieTKacbl 6eLlke Topi3ai dopmaaa
6onaabl, aycKynbTaums KesiHae ancisgereH
TbIHbIC, @1 MepKyccnsa Ke3siHae KopanTbIK
OblbbIC aHbIKTANAAb!;

e - MMMNOKCEMUS Ke3iHae UMaHo3 navaa 6onaabi.



Heri3ri skoHe KOCBIMIIIA TUATHOCTUKAJBIK
[apaJap Tisimi

Heri3ri AMarHoCcTUKAJBIK IIapaJap Ti3imi:

1. TepaneBT KOHCYJILTALHUSCHL.

2. KaHHBIH >Xanmnbl aHaJIu3l.

3. 3op/1H Kalmbl aHAJIMU31.

4. Muxkpopeaxkiusi.

5. KakbIpbIKTHIH, JKaJIIbl aHAJIU3I.

6. dmrooporpadusi.

7. ChIPTKBI ThIHBIC a1y (DYHKIUSJIAPBIH 3€PTTEY.



KocbiMLLa AMArHOCTUKAbIK
lapanap Ti3IMi:

1. KakbIpbIK LNTOIOMUACHI.

2. bK Fa KaKbIpbIKTbl 3epTTey.

3. MukpobTtapablH aHTUOMOTUKTEpre ce3iMTanablFbIH
Tanaay.

4. Keyae knetkanapsl aF3anapbiHblH peHTreHorpaduschi.
5. ®nbpobpoHxocKkonus.

6. [1yNIbMOHOIOI KOHCY/IbTaLMACHI.

/. OTONapUHronor KOHCYNbTaLUUACHI.

8. KaHHbIH, ra3ablK KypaMbil.



JlabopaTopinbiK 3epTreynep:

3PUTPOLINTTEP CaHbIHbIH XXaHE reMornobmH
NEHreniHiH apTyblHa 6erimMainik, acipece TbIHbIC any
XKETKINIKCI3AIri Ke3iHAe.

O©COA aAnarHo3bl CMMpoOMEeTpUssMeH pactanybl
Ka)eT:

- OOB1 yoemeni TemeHaeyi;

- OKMeHiH popcupneHreH emipnik kenemi (OXKEJI) -
(FVO);

- 1 cekyHATa Aem anyabiH dpopcupnerreHd kenemi (OPB1)
- (FEV1);

KaTtbiHacTap ecenteneai O®B1/PXEJ (FEV1/FVC).



JUOPEPEHIIUAJ/IBI AUATHO3

Bearinep COA B

Aiuteprus ToH emec Ton

Keren TypakThbl, TypJl TUIMAIKTE ¥crama topizai

EnTikne OKCHUTPATOPJIBIK CHTIKIIE
TypaxTsl, OIpACHANKBIHABIKCHI3 | ycramastapsl

O®B ToymKTIK 3repyi Kanemrarsigan 10% a3 Kanemrareiman 15% ke

Kan »03uHOGUIHACH
KOHE KaKbIPBIK

ToH eMmec

Ton

bponxuanapl 00CTpyKIHs

KanThIMIBUIBIK TOH €MEC,
OKIIe (P)YHKIUSICBIHBIH YAEMeIl

Halapiaysbl

KanThIMABLIBIK TOH, OKIIC
(GYHKIUSICBIHBIH YeMel

Halapiaysbl




EM MakcaTbl: OpOHXHAIIbl OOCTPYKIIUSIFA )KOHE THIHBIC a1y
KETKUTIKCI3IITHE ajbIll KEJIETiH aypyAblH Y€y KapKbIHbIH TOMECH/ICTY.

Jopi-gopMexci3 em:

bipiHIii oHE aca opeKeTT1 9/11C OOJIbIN TEMEKI TapTy/Ibl
TacTay TaObLIaapl. TeMeKl 3UsSHbI Typajibl Ke3 KeITreH
KOHCYJIbTAIUANIAp, THIMJIL JKOHE 9 KaOblIIay/1a auThLTy bl
KaxeT. Cb emaeyne OpOHXTBIK TEPEKTIH APCHAXK IBIK
(DYHKIIMSACHIH JKaKCcapTyFa )KOHE THIHBIC ally MyCKyJIaTypachiHa
OarbITTaIFaH MK THIHBICTBIK TAMHACTHKA MaHbI3bl OPbIH
ananpl. MyHbIMEH Koca (DU3HOTEepalUsIbIK 9JIICTEp MEH
THIHBIC a1y MYCKYJIaTypaChIHBIH MacCa)kbl OCIIT1Il MOHTE He.



JOpi-TopMeKTIK eM:
bachkIM >karmaiija MHraIsius TypiHaeri OpoHXWiIuTTiK 3aTtTap, OCOA
HET13T1 CUMIITOMATUKAJIBIK €M1 OOJIBIN TaObLIaIbl:

- «KaKCT JKaFaia», yakpITIa )KOHE HalllapiaraH CUMITOMAAPIbI KO0
YLLIIH, %OHE TYPAKThI TYPAC — IEPCUCTUPICY LT CUMITOMIAP/bI a3aiTy
’KOHE MPOMUIAKTUKACHI YIIIIH TaFalibIH AT IbI;

- TYPJIl TOTITaFbl OPOHXOIMTHKTEP aPACHIHIAFBI TAHIAY JKOHE OJIap/IbIH
KOMOMHAIMACHI KOJIJIa Oap AOpUIIK 3aTapFa OalIaHbICTHI;

- KbICKa dcepyieri OpOHX KCHEWUTKIMI IPenaparTapMeH eMJICY, Y3aK
ocepil OpOHXOIUIISITATOPJIAPMEH EMHEH repl TUIM/I1, Oipak KbIMOar;

- TYPJI1 MaXxaHWU3M/IET1 JKOHE Y3aKThIKTaFrbl 1OpLIEp KOMOMHAIUSICHI
OpOHXTBIH KEHEIO JIOPEKECIH apTThIPAIbI;

- reopuiummH OCOA Kke31He TUIMAL; O1paK OHbIH MOTEHIIAAIAbI YHITThI
ocepiMeH OalJIaHBICThI, KoJIga Oap 00Jica MHT aISIUSIIbIK
6p0onz[HnaTaTopJ1ap KOJIIAaHBLIA b, IHTAIIAIUSIIBIK KOPTHKOCTEPOUTAp
KeJiecl eMz[eJIymmep YII1H KOJIAAaHbLIa bl - KanbllThl MOHHEH ODB1<50%
YKOHE KalTajaMmaJlbl aCKbIHYyJIap/a (MbICAJIbl, COHFBI 3 KbLIJa 3 peT).



e AHTHOAKTEpHANALI TepANUSIHbl AaHTUOMOTUKOIPAMMAaHBbI
€CKepiIl 1p1HA1 KaKbIPBIK OOJFaH Ke3l€ TaralbIHaaiabl. JKana
reHepalusaiarbl MaKpOJInU IpenaparTapblHa KOHLI
OesriHea1 (CIMPAMUIIMH), aMOKCUIIMIUIMHKIABYJIaH KbIIIKbLIbI
(AMOKCHKJIAB), MYKOJIUTUKTEPMEH KOCa KJIWMHIAMHUIINH
(cimpamuryH 3 000 000 BIP x 2 peT, 5-7 KyH, aMOKCHKJIaB
625 Mr X 2 peT, 7 KyH, K1apuTpoMuiuH 250 mr x 2 pet, 5-7
KYH, 1ieprpruakcos 1,0 x 1-2 pet, 5 kyH, MeTpoHuaa3on 100 mi
B/1 TaMIIIbLjam).



Heri3ri g19pi jopMexTep Tizimi:
1. *beknmamerason aspo3oib 200 go3a.
2. *WUnparponus opomu a3posoiib 100 mo3a.

3. *Camp0yTamorn aspo3oib 100 MKr/mo3a; Tabnerka 2 mr, 4 mr;
HeOyanzep yuriH epitiaal 20 mi.

4. *Teodunnun tadnerka 200 mr, 300 Mr TabneTka perapa 350 wr.

5. *®denorepoa a3po30ib 200 103a.

6. *WUnparponuii Opomul 21 Mxr+denorepon ruapoopomuai SO MKT.
7. * AMOpoxkcona Tabnerka 30 mr; cupon 30 mr/5 mi.

8. * AMOKCHUITMJIIMHKJIaBYJIaH KBIIIKBUIBI 625 MT.

9. *Azurpomuniud 500 Mr.
10. *Metponuaazon 100 mi, giakoH.



KocbhiMiia qapi-gopMeKkTep Ti3iMmi:
1. * AMMHO(WIUIMH UHBEKIIMUS YIIIH €PITIHIL
2,4% 5 mu amnynaza, 10 mo.

2. *CanMeTepoJl MHTaJIsus YIIiH a3p030Jib 25
MKT/103a.

3. *®OaroTHKa30H a3p0o30ib 120 103.
4. *Knapurpomunya S00 mr, Ta0dm.
5. *Cnupamunus 3 miH. EJ1, Taom.



T'ocnuTrajau3anmusijiiayra KepceriMaep:

1. 3 KyHHEH apThIK CyO(DeOpuiIba1 JeHE
KbI3YBl.

2. bacranker O®B1, XXEJI, ®XEJI, Tudbnonan
OB/ kepcetkimrepiHiy 10% ToMeHaey1.

3. ThIHBIC ay KETKUIIKCI3IT1HIH Y€yl MCH
KYPEK KETKUIIKCI3IIT1HIH OCIITiIep.



o MykoBucumnaos (Mucoviscidosis -
LbIPLILWTHI Xabbicy) — MNapeHxnMaTo3ab!
KOMIpCYy ANCTPOMUACHI: KenTereH
6e3aepaiH, cekpeTTepiHiH, Heri3iH
KYPaWTbIH MYKOUATAPAbIH, - WbIPbILLTI
Xabbicy) — lNMNapeHxnMaTo3abl KeMipcy
ancTpoduscol: kentereH 6esanepaiH
CeKpeTTepIiHIH HerI3iH
KYPaWTbiH MyKouaTapabiH, (COOKONPOTENa
TepaiH) KaCUeTTepiHiH e3repyi ToH TYKbIM
KyaTblH aypy. be3 cekpeTi KO, TYTKbIP
Kyure kewueai, esekrepai 6iten Tactanabi.




o Y pebeHKa C MyKOBMCLINOO30M NpPU POXKAEHUN Nerkme
HOpMaribHbIE, HO HapyLIEeHUs AbIXaHWA MOryT HayaTb
Pa3BMBATbCA B t06oe BpeMs. BA3KMM 6poHXManbHbI
CeKpeT B KOHEYHOM cyeTe bIOKUPYET MeSIKme
IblXaTenbHble MYTU, KOTOPbIE 3aTEM BOCMansaoTcs. 1o
Mepe Toro Kak 6one3Hb nporpeccupyet, 6poHXmnanbHble
CTEHKW YTOJILLAIOTCS, IbIXaTENbHbIE MYTN 3aMOJTHAOTCS
MH(PULIMPOBAHHON MOKPOTOW, HEKOTOPbIE 30HbI NErknx
cnapatoTcs (3TO Ha3bIBAETCS aTesiekTa3oM), a
nMMdaTUYeCKne y3nbl YBEINYMBAKOTCS. Bce 3Tu
N3MEHEHUS CHMXKAIOT CNOCOBHOCTb Nerkmx cHabxaTtb
KPOBb KUCNOPOAOM. Y 17% HOBOPOXAEHHbBIX C
MYKOBWCLII030M BO3HUKAET MEKOHWA/bHBIN UIEYC -
dopMa HENPOXOANUMOCTM KULLEYHUKA. MekoHUn (TEMHOE
3€/IeHOE BELIECTBO, (heKa/IMN HOBOPOXK/IEHHOIO) Y TaKMX
[IETEN OYEHb BA3KWUW M MPOXOAUT MO KULIKE MeANEHHee,
YeM HOPMaJlbHbI.



O6bI4HO MEPBbIN CUMIMTOM MYKOBWCLIMAO3a Y MaaeHLa 6e3
MEKOHMasIbHOW HEMPOXOAMMOCTM KULLEYHMKAE - HEAOCTAaTOYHOE
yBeSIMYeHne Beca B Nepuos € 4-1 A0 6-1 Hefenm XXU3HW.
HepocTaTouHOE KONMMYECTBO CEKPETA NOAXKENYA0UYHON XeENe3bl,
Heo6xoAMMOoro As1s1 HopMasibHOro NepeBapuBaHNS XXNMPOB K 6en|<0|3,
BEAET K HapyLleHuio nuiieBapeHns y 85-90% MnaaeHLeB C
MYKOBWCLIMA030M. Y pebeHKa MosBSETCA YacTbld, 0OUbHbIN,
[YPHO NaxHyLLUMN XXMUPHbIV Kan 1 yBEIMYMBAETCS XUBOT. POCT
3aMeANISeTCs HECMOTPSA Ha HOPMasibHbIN WX NOBbILLEHHbIW anneTuT.
PebeHoK xyaeeT, y Hero cnaberoT Mbilwubl. HapylweHne BcacbiBaHUS
XnpopacteopuMbiXx ButaMmnHos (A, D, E n K) MoxeT BecTu K
N3MEHEHNIO HOYHOIO 3peHnsl, paxmuTy, aHEMUU U KPOBOTEYUEHUSIM.
[pn OTCYTCTBUWN NEYEHNS Y 20% MNTa[IEHLIEB CIM3KCTasi 060/ouKa
TOJICTON KWLLKM «BbINafaeT>» Yepes 3aHWI NpoXoj - 310
Ha3bIBAETCA BblNafeHneM NpaMon KUWKNOBLIYHO NepBbi CUMMTOM
MYKOBWCLIMA03a Y MNafeHLa 6e3 MEKOHUANbHON HENPOXOANMOCTH
KMLIEYHWUKA - HEJ0CTAaTOYHOE YBEMYEHNE BECa B NEPUOA C 4-11 A0
6-1 Heaenm >xu3Hu. HeaoctaTouHoe KoMMYeCTBO CEKPETa
NOAKENYA0YHON Xene3bl, Heo6xoaANMOoro aAnst HOpMasbHOro
nepeBapuBaHns XXUPOB U 6en|<0|3 BEeAIET K HapyLIEHUIo
nuieBapenns y 85-90% mMnaaeHUEB C MyKOBUCLIMAO30M. Y pebeHka
NOSIBNSIETCS YaCTbIN, 06UBbHBIN, AYPHO MAaXHYLUMM XXMPHbLIWM Kan U1
YBENMYMBAETCSA XMBOT. POCT 3aMeANIAETCA HECMOTPS Ha
HOPMasbHbIA NN NOBbLILLEHHbIV anneTuT. PebeHOK XyaeeT, y Hero
CnabeloT MbilLbl. HapylueHmne BcacbiBaHUS XXMPOPACTBOPUMBIX
BUTaMMHOB (A, D, E 1 K) MOXeT BeCTU K U3MEHEHMIO HOYHOIO




e Tepanus BKAOYAET NpodunakTuKy n nedyeHme 6onesHen
NIerknx, xopotlee nuTaHme, MU3NYECKYo aKTUBHOCTD,
NCUXOSTIOrMYECKYI0 1 CoLUMarnbHY0 noaaepXxkKy. bonbluas
[10/151 OTBETCTBEHHOCTU B Jle4YeHUn pebeHka C
MYKOBMCLINAO30M NIOXUTCS Ha poanTenen. OHWN AOMKHbI
NOHMMaTb 0COH6EeHHOCTM BoNne3Hn, cocTosiHne pebeHka n
MexaHun3M neyeHuns. lNMauneHTy HeobxoanMma
BCECTOPOHHSASA Tepanusl Noj pyKoBOACTBOM OrbITHOIO
Bpaya 1 C y4acTueM MeacecTep, Bpava-aueTonora,
PabOTHMKOB NAaTpOHa)xa N Bpaya-pu3noTepanesTa.
YacTo 60/1bHbIM Ha3Ha4YaloT NekapcTsa Ans
NpeaoTBPaLLEHUS CY>XXEHUSA AbIXaTeNbHbIX NyTEN
(bpoHxonuTnyeckmne cpeactsa). MNaumeHTbl C TsHXenbiMu
3aboneBaHnsIMN Nerknux n HU3KUM YPoBHEM KUCI0po/a B
KPOBW MOIYT HY>XAAaTbCA B AOMNOSIHUTENbHOW Noaaye
Knucnopozaa.



o BecbMa LIMPOKO MUCNOMb3YIOT NEeKapcTBa B a3p030sisX,
KOTOPbl€ NOMOratoT pa3XXuXeHuto cin3u (MyKOIUTUKN),
HanpuMep pekoMbuHaHTHYIO YyenoBeyveckyto AHK
(0e30KCUPUBOHYKTENHOBYHO KUCNOTY), NOCKOJIbKY 3TU
cpeacTBa obneryatoT OTKall/IMBaHME MOKPOTHI,
YNYULIAKOT PYHKUMIO JIErKKUX, @ TakKXXe YMeHbLUalT
YacToTy TSXKENbIX MHDEKLIMOHHbBIX 60ne3Hen nerkux.
KopTukocTteponabl (ropMOHasibHble npenapatbl)
obneryaltT COCTOsIHME MadeHLUEB C TXeSbIM
BOCMANIEHMEM AbIXaTesbHbIX NYyTEN U 6ONbHbIX C
CY)KEHMEM AbIXaTeNbHbIX MYyTEN, KOTOPOE HE CHUMAETCS
6poHxonuTnyecknmmn cpeacrtesamn. Horaa, 4ToObI
3aMeaNunTb yxyaleHne @yHKLUUN Nerkux, UCrosb3yoT
apyruve HectepouaHble (HeropMoHasbHble)
NpOTUBOBOCMNANNTENbHbIE CPEeACTBa,

HanpuMmep nbynpomeH.
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