3. ObLWWHE BOIMPOCHI

MHOXeCTBO cnoco60B, 4To6bl MOroBOPUTL O GoAE3HH

Korma Bpaum paccka3plBalOT O KakoH-TMOO OONE3HH, OHH JeNaloT 3TO B
ONpeenéHHON MOCIe0BaTEeIbHOCTH: CHavdana JaéTcs oOmpe/esieHHe W OCHOBHBIC
XapaKTEePUCTUKU (11 MYKOBHCHHKI03a ITO: XPOHHYECKOE TeHETHYEeCKoe 3a0oJieBaHMHE,
XapaKTepU3YIOLIeecs] Ype3MEPHON BS3KOCTHIO MHOTHX JKUAKOCTE OpraHm3ma), MmoToM
HA3bIBAIOTCS MPUYUHBI (Ie(CKTHBIN I'eH).

ITotoMm - mocneoBaTeNbHAs ICMIOYKa MEXAHU3MOB Pa3BUTHS 00JI€3HU, IPUBOIAIIAS
OT a0CTPaKTHOTO MOHSTUSA «JIe(EKTHOTO T'eHa» J0 KOHKPETHHIX HAapyIICHHWH B paboTe
OpraHOB JABIXaHHWs, NNUIICBAPECHUS, HAPYIIECHUN POCTa, PA3BUTHsI OCIOKHEHUMU, KOTOPbIE
yCJ'IO)KH)IIOT HOBCCZ[HCBHy}O XKU3Hb U BI)IHy)KI[aIOT HpI/IMeHHTI) CJIOKHBIC MECTOIbI
JICUECHMS.

BaXHO yCTaHOBHTH KPUTEPUH M TpaBHIa, MO3BOJSIONIME YCTAHOBHUTH JHATHO3
MYKOBHCI[I]1033, KOTJ[da MOXKHO TOCTaBHTh JTOT «IITAMIT», BBIACIUB MYKOBHUCIHIO3 U3
psiia qpyrux 6oJe3Hei, KOTopbie ero HAOMHHAIOT.

U, HakoHel, JieYeHHE: MPUMEHSAEMbIC TPU ITOM 3a00JICBAHUH CPEICTBA, & UMEHHO!
(epMEHTBI MMOJKEITY IOYHOM JKene3bl, PU3H0OTEpaIysl, AHTHOHOTUKHU | T.1.

OTnuyaercss U TO, YTO MAIMEHTBI M WX CEMbU XOTAT 3HATh O MYKOBHCIHIO3E:
pOI[I/ITeJ'II/I, y KOTOpLIX Hepe,u TJia3aMU OIBIT CBOUX I[eTeﬁ WJIN CaMU JICTH. HO}IpOCTKI/I HIIn
y)Ke B3pOCHLIe CO CBOUM CO6CTBCHHBIM OIIBITOM. PaHbH_Ie K JII/Ial"HO?;y HpI/IXO,Z[I/IJ'II/I I10CJIC
IOABJICHHUA CHMIITOMOB, TO €CTb, TpeBO)KHI)IX CHUT'HAJIOB, KOTOpI)Ie paHo Ui MnO34HO
BBIHY)KJJQJIH TPOKOHCYJIBTHPOBAThCS C BPayoM; OTOT YCTPAIIAIOIIMNA «IIPUTOBOP»
BBIHOCHUIJICA ITOCJIC lIepel[bl I/ICCJ'Ie}:[OBaHI/Iﬁ HUHOTrga 6I)ICTpO, UHOTOa OOJITO U yTOMI/ITeJ'H:HO
(«inarHoctuueckasi  omuccesi»). CerofHs  NPAaKTUYECKH  BE3/le  MPAKTHKYETCS
00cIeIoBaHIe BCEX HOBOPOKACHHBIX 110 Karie KPOBH, TAK HA3bIBAEMbIN «HEOHATAIbHBIN
CKPUHHHI». DTO HUCCIEJ0BaHUE SBISAETCS (DOPMON aKTUBHOTO BBISBJICHHS HEKOTOPBIX
Cephe3HbIX 3a00JIEBAHUI U MO3BOJISIET BHISIBUTH CKPHITOE 3a00JIeBaHKE, PEXKC YEM OHO
MPOSIBUTCS JJAXKe MANEHITMMU CUMITOMAaMH, TEM CaMbIM J[aBasi BO3MOXKHOCTh BMEIIAThCS
KaK MOKHO paHblile ¥ 00€CHEeYUTh TEM CAMbIM MAaKCHMAIbHYIO, HACKOJIBKO 3TO CETOJIHS
BO3MOJKHO, TMOJIb3y JJIsl OOJIBHBIX. JTa cHCTeMa paboTaeT MPH BBIABICHUU HEKOTOPBIX
3a00JIeBaHUH, CPe/IM HUX - MYKOBHCIHIO03.

Jlyis 4enoBeka, KOTOPBIH 10 MPO(ECCHH He SBJSICTCS BPAuoOM HIIH MEICECTPOH, BaXKHO
MOHATH ClieAyomee. ¢ KeM 3To mpoucxoaur? Kak dacro 3Tto BeTpeuaercs? Uro
KOHKPETHO mnpoucxoaut u mouemy? Yem Bcé 310 3akoHuutTcs? I[lostomy cremyer
HAYaTh C MOPOCTOro (HEMOCPEICTBEHHO MPOSIBICHUS OOJE3HU, YTO MPOHCXOAUT B
MOPaXEHHBIX OpraHax), MOCTENEHHO MePexo/is K Oojee rirybOKUM BOMPOCaM, TAKUM Kak
TCHETHKA, BOCIAJICHHE KaK MPOIECcC, Pa3IUNYHbIC PEaKIUU Ha YPOBHE KICTOK U TKaHeu. 1
3aTeM FOBOPHTH O OYAYIIUX MOCICACTBHUIX (pa3BUTHE OOJIC3HH, OCIOKHEHUS, KAYECTBO U
MPOJAOJDKUTEIBHOCTD OYAyIIeH )KU3HN).

MyKOBUCLIMAO3: HACKOABLKO 3TO pacnpocTpaHéHHoe 3aboneBaHne?

MoxHO cKa3aTh, 4TO B menoM B EBpome poxpmaercss oamH peOCHOK ¢
MyKOBHCIII030M Ha Kaxabie 2000 - 3000 HOBOPOKICHHBIX.

B Cesepnoii Amepuke - onuH Ha 2500 - 3500 cpenu mozeit Oenoii packl, onuMH Ha
4000- 10000 cpenu naruHoamepukanueB (Merucsl) u oxuH Ha 15000 - 20000 cpenu
YepHOKOXHX. TakuMm 00pa3om, 60JIe3Hb rOpa3/io Yallle BCTPEUaeTCsi CPelli CBETIOKOKETO
HaceneHus. B A3un 00Jie3Hb BCTpedaeTcsi OUeHb PEIKO.

Cumraerca, uro B Hranmmm poxpaercs 1 OonbHON peb&HOK Ha Kaxkasie 3000
HOBOPOXKICHHBIX JICTEH, 1 HEM3BECTHO, UMEIOTCS JIM PEaTbHBIC OTIMYINS B KOJTMUECTBE OT
peruona k peruony. Ilo nanueim HUtanbsackoro Peectpa naieHTOB ¢ MyKOBUCLIHI030M
na 31 ogekabps 2004 roma ObI0  M3BecTHO (3aperucrpupoBaHo  LleHTpamwu
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MykoBucLua03a) o 4099 marmentax (2125 myxckoro 1974 xeHckoro mona) B BO3pacTe
or 0 mo 68 mer. Jpyrumm cnoBamu, Ha Kaxzasle 100000 sxutenedt Obuto 7,
JIMarHOCTHPOBAHHBIX U3BECTHBIX MAlMeHTOB (B TO Bpems kak Ha 1 stHBapst 1988 roma ux
66010 Menbiie 4-x). CormacHo maHHBIM TOTO ke Mrtampsiackoro Peectpa B 2004 roxy
MAIIEeHTOB, KOTOpBIe ObuTH cTapiie 18 met, 65110 42% oT obmiero uncna: 1742 genosex,
m3 Kotopeix 172 (90 wmyxumH u 82 keHmumHBI) OpUmm crapme 40 Jer.
[TpeanonoxuTensHO, ceroqHs B MTanuu m0An B 3pEOM BO3pacTe ¢ MyKOBHUCIIHIO30M
cocraBstioT He MeHee 50% oT Bcex OOMBHBIX. Y Hac HET Oojee CBEXHX HAHHBIX, HO
IoJIaraeM, 4To Ja’ke CETONHS BBISABICHBI HE BCE MAIMEHTHI M IO3TOMY PEAlbHOE YHCIIO
MOJKET OBITh 3HAYUTEIHHO BBIIIE, YeM coobimanock Peectpom B 2004 rony.

Ha npoTspkeHHM MHOTHX JIET BO BCEX CTpaHax MHUpa, B TOM uucie Mramuu, nudpst
MOCTOSTHHO MEHSIOTCS: YMCIIO OOJIBHBIX TOCTOSIHHO PacTeT, TaK KakK MOSBIAIOTCS BCE
Oonee S(GQEeKTUBHBIE METOABl UATHOCTUKH, BBISABISIIOTCS HEHU3BECTHBIE paHee
aTUnUYHbIe (POPMBI 3200JIEBaHNUS, KDOME TOTO, MAIIUEHTHI )KUBYT JIOJIBIIE U NEPCIIEKTUBBI
MIPOJIOIKUTEEHOCTH )KU3HH MTOCTOSHHO YITYYIIarOTCsl.

MyKOBMCLIMAO3: UTO MPOUCXOAUT?

MyKOBHCIMIIO3 MOPKETYOYHOM KeJie3bl (3TO Ha3BaHUE, KOTOPOE Jail OOoJe3HH
Jopotu AHzaepceH - OJUH U3 MEPBBIX UccienoBaTenel - u onucan e€ 1938 roay) umeer
KOPOTKYIO MCTOPHIO, BCETO ceMbaecsT JieT. OCHOBOM 3a00JIeBaHus SBISETCS TOT — (aKT,
9YTO MHOTHE W3 TE€X BAXKHBIX KHUIAKOCTEH, KOTOpPHIC BHIPAOATHIBAIOTCS B Pa3IMIHBIX
opraHax Halllero opraHu3Ma (TaKk Ha3sIBacMBIC BbIAeJeHHs) BHIpabaTeBaroTCs Golee
BA3KAMH W KOHIIEHTPUPOBAHHBIMH, YeM OOBIYHO. DTa MOBBIIICHHAS BSI3KOCTH JENAeT UX
JUIKAMA M KICHKEMH (MUCO- ciu3b, VisCidO- kielikwii), OTCIOHa W Ha3BaHHE:
MYKOBHCITHIIO3.

OCHOBHBIE OpraHbl W CHCTEMBI, KOTOPBIE CTPAJAlOT MPU MYKOBHUCIHIO3E, 3TO
BEPXHHE U HMKHHE [bIXaTeJbHbIe MYTH, MOTOBBIE KeJIe3bl, JKeJyI0UHO-KHIIeUHbI i
TPAKT, MOKETYI0UHAS JKejie3a, eYeHb, PENPOIYKTUBHAS CHCTEMA Y MY KUMH.

XKugkocth, KOTOpas OOBIYHO TOAJEPKUBAET JbIXaTENbHBIE MYTH BO BIAKHOM
COCTOSTHUN (CITU3b) CTAHOBHUTCS 0ojiee MJIOTHOW M BSI3KOM. DTa XHMIKOCTh, BMECTE C

pECHUYIKAMHU OpOHXHMATBHBIX KJICTOK (MHKpPOCKOITHYECKUMHU BOJIOCKAMH,
HAalIOMUHAIONIMMHU 110 (YHKIMM JBOPHUKHM aBTOMOOWIIS) CIYXXHT JUIA yJaJeHUs u3
OpOHXOB TIOCTOPOHHHMX 4YacTUI[ - IIbUIM, Oakrepuii m MHororo apyroro. Ilpnm

MYKOBHCL03€, OyIy4d 0COOCHHO BS3KOH M TPYAHO BBIBOAWUMOM, CIIU3b 3aCTAHBACTCS,
HepeKpbIBasi bIXaTeNbHbIE IIYTH M CIIOCOOCTBYSI Pa3BUTHUIO ONpPEACNEHHBIX HMHEKUMUit
(pucyHOK 2). OTH WHQEKIHH MOTYT MOpakaTh OpoHXH (OPOHXHT) W CaMH JIETKHE
(MHEeBMOHMS), HMX DPAa3BUTHIO OJIATONPUATCTBYET YpEe3MEPHOE BOCHAJICHHE, KOTOPOE
NPENSITCTBYET BBI3JIOPOBIICHUIO.

[Ipu nosiBNIeHNN B ABIXaTEIBHBIX MyTAX WHPEKINH, I3MEHIETCS HOPMAIbHBIH BHEITHUH
BUI W 1BET cin3u (OHA CTAHOBHUTCS «MOKDPOTOM»), TPYAHO «BBIBOIAMTCS» M YAAISCTCS
Ipu Kanuie. BpOHXUTHI ¥ MTHEBMOHUHM MOTYT YacTO IOBTOPSATHCS, IMOKAa HE BO3HUKHET
COCTOSIHHE XPOHMYeCKOH WH(EKIMH M BOCHaJeHHsA. Tak jke BBIIIEPACIIONOKEHHEIE
JIbIXaTenbHbIe TTyTH (B YaCTHOCTH, BO3YXOHOCHBIE MA3yXH, MOJOCTH, PACTIOIOKCHHbIE B
HEMOCPECTBEHHOW OJNM30CTH OT HOCOBBIX XOJIOB, B HOPME «ITYyCTBIE») MOTYT
3aI0JHATHCS CIIM3BI0 M BOBJIEKATHCS B MH(QEKIMOHHBIA Mponecc (PHHOCHHYCHTBI) HIIH
ObITh MeCTOM (OPMHUPOBAHHS IOJHMIIOB (3TO HEOOJBIINE HAPOCTHI HA CIM3HUCTOM
000IJ109Ke B HOCOBOW MOJIOCTH).

Ilor — 2T0 eme oaHa Ba)kHAs >KUIKOCTb, NPOU3BOAMMAs IOTOBBIMH JKEJIE3aMH,
KOTOPBIE BCTPEUAIOTCSI MO BCEH MOBEPXHOCTU TeJla, B HOPME HEMHOTO COJIEHBIN, MpHU
MYKOBHCITHI03€ UMEET OYEHb BBHICOKYIO KOHIICHTPAIIMIO COJIH, B 4 - 5 pa3 BhIIIE HOPMHI,
MMOTOMY YTO KaHAJbIB! (BBIBOAHBIC MPOTOKH) 3THUX JKeJie3 HE B COCTOSHHU Pa30aBIATH
€ro, MpeXae 4YeM OH BBIHICT Ha KOXY. OTa OCOOCHHOCTH TO3BONSET OTIMIHTH
MYKOBHUCITU/IO3 OT JPYrHUX 3a0ojeBaHHil (T.e. TMOCTaBUTh ITHATHO3 MYKOBHCIIHI03)
Omaromaps Tak Ha3bIBAEMOMY IIOTOBOMY TECTY», B X0Jl¢ KOTOPOTO M3MepsAeTcs MMEHHO
COIep)KaHWEe HATPHUs W XJopa B TIOTE, 3Ta OCOOCHHOCTh B HEKOTOPHIX CHTYaIUsIX
MOJIBEpPracT MaleHTa PUCKY 00€3BOXHMBAHMS, M30BITOYHON IOTEPH COJIM M BOJBI Yepe3
ToT.
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CxemMaTtMyHo BOCINPOU3BEAEHO
6pOoHXHanbHoE AEpeBo (1),
nonepeuHblt  cpe3  bBpoHxa  (2)
3NUTEAUI, KOTOPbIK BbICTUAGET BPOHX
CO CTOpPOHbI MnpoceeTta (3). dnuteaun
npeAcTaBAsieT COB0M OAWH CAOM KAETOK,
KOTOpble Ha BEPXHEW MOBEPXHOCTU
nverT PECHUYKU. ABMFaHCb
BOAHOOOPA3HO, PECHUYKU B HOpMeE
NPOABUraloT CAOM CAM3U Hapyxy, B
CTOPOHY rAOTKU. Benok CFTR HaxoauTtca
Ha MNOBEPXHOCTHOM MembpaHe aTuX
KAETOK.  [lpn  MykoBMCUMAO3€E, MO
npuurHe Aedekta atoro 6eska, CAM3b
CTAHOBWTCS TyCTOM W  BSA3KOW, uUTO
3aTpyAHseT eé BbIBEAEHWE
pecHuukamu  (4), OHa  COAEPXUT
6aKTeEpPUM U KAETKU BOCMAAEHWs, UMeeT

TEAEHLMIO K 3aKkyrnopke BpoHxa.(5).

Jlerkue

"\Q/E L\/<

TTonepeuHbIl cpes
HopmarnbHoro 6poHxa

PecHuukun 6poHxos
E HopmanbHasa cnmsb
/

Snutenuans
HOS KneTKa
Snpo kneTtku
n Cnusk npu mykoeucuUpo3e B

BpoHx npu
\ _~ MyKOBUCLMAOSE
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ASPETTI GENERALI

Ta6naunua 1 OCHOBHbIE NPOABNEHMNA 3ABOIEBAHUA

OpraH

MoToBble enesbl

MoaKenynouHan Kenesa

KnweyHumk

MeyeHb,
KenyesblBoAaLLMe NyTU
Monoctb Hoca
OKONOHOCOBbIE Na3yxu

BbpoHxonéroyHaa cuctema

MaTtonorusa

MNoBblWeHHOe cogepKaHne coam
B note

HapywweHue cekpeLmm
bepmeHTOB,
B MNOCNEAYIOLEM - MHCYINHA

MoBbiWeHHaA BA3KOCTb C/IU3MU

lycTas xenub

MoBbiWeHHaA BA3KOCTb C/IN3U

MNoBblWwWeHHan BA3KOCTb CAU3MN

CumnTombl
TennoBoi ygap (Kak pesynbtart
OCTpOW NoTepwu conen)
HapyweHune nuwesapeHus,
caxapHblii guaber
KnweyHas HenpoxoAnMOoCTb
cpasy noc/ie pPoKAEHUA uan
nosgHee
BunnapHbIn LMppo3
KenuekameHHas 6onesHb
XPOHUYECKUI CUHYCUT
Monunbl Hoca

YacTtble gantensHble OPW,

XpoHu4yeckana
6POHXOMHEBMOHMA
MycKana penpoayKTMBHaA  3aKynopka cemaBblHOCAWMX  becnnoame npu coxpaHEHHOM
cucrtema NPOTOKOB nos0BoMN GYyHKLUMM
eHckaa penpoaykTmBHaa [loBblleHHaA BA3KOCTb cAu3M  [MOHWXKeHHasA depTUNbHOCTDL
cuctema LEeMKM MaTKK npu COXPaHEHHOM NOMOBOM
dYHKLMM

IInmeBapuTenbHbIe COKM UMEIOT U3MEHEHHBIH cocTaB. IlomukenynouHas keje3a - 3T0
KeJie3a, KOTOpasi NPOU3BOJIUT Haubosiee Ba)KHbIE W3 HHUX; B HOPMAaJbHOM COCTOSIHUM OHa
BEIJICNISIET COKMA B TPOCBET KUIICYHWKA W TIO3BOJICT TEPEBAPUTH IHINY, KOTOPYIO YEIOBEK
chenaet. [Ipu MyKoBUCHIHI03e COKH (B KOTOPBIX COEpkKATCs PepMeHThI, HEOOXOHUMbIE ISt
MMUIIEBapeHus), OyAydd HE B COCTOSHUHM BBHITCKATh B KHIIICYHHK, 3aCTAHMBAIOTCS B MPOTOKAX
JKeJe3sl 1 00pa3yIoT TaM MHOTO MEJKHX KHCT, B TO BpeMs KaK OKpY>Kalomias TKaHb MMEeT
TEH/ICHIINIO BOCIAJSTHECS W 3aTBEPACBATh, CTAHOBATCS «(UOPO3HPOBAHHBIMUY: OTCIO/IA H
JIpyroe Ha3BaHHE OOJIE3HH- «KUCTO3HBIA (HOPO3 MOKEITYHOYHOW >KeJIe3bl», Ha3BaHIE,
JTaHHOE 3200JIEBAHUIO TEM, KTO MEPBBIM OIIHCAJI €TO0.

Ecmun momxenmymouHast Kene3a B pe3yiabTaTe 3THUX IOBpPEXICHHH He paboTaeTr, 3TO
COCTOSIHHE  Ha3bIBAeTCSl  «MAHKpeaTHYecKass  HeIOCTaTOYHOCTB»:  IHIIEBapUTEIbHBIC
(dbepmeHTsl u OuMkapOOHAT, COJIb, HEOOXOAUMAS JJIS TIOJIZIEPKAHUS KUCIOTHOTO OalaHca Mpu
MMUIIEBAPEHNH, HE MOCTYNMAlOT B KHIIEYHWK. TakuM oO0pa3oM, MHIIa HE MOXET OBITh
mepeBapeHa (epMEHTaMH TOKEIyIOYHONH JKene3sl (CHHAPOM MAaJbAMIecTHH) 1,
ClIeIOBaTeNIbHO, HapylaeTcsi e€ BcachlBaHWe (CHHAPOM Maiba0COpPOUMH): 3TO, MPEKIe
BCET0, KacaeTcs XHUpOB U OenKkoB. IIpOSBIAIOTCS TaKMe CUMIITOMBI, KaK JUapes, crearopest
(Hanu4ue XUPHOTO CTYJA, M3-3a COJEPKaHMs HepacUICIUIEHHBIX JKUPOB) M OOJIN B >KHBOTE.
Kak cneactBue HapylieHMs IepeBapUBaHMS M BCACBIBAHMS IUTATEIbHBIX BELIECTB,
MOSIBIIICTCS TOTepsl Beca WU 3ajepkka pocra. [losBnsgercss Takke HEIOCTaTOYHOCTD
HEKOTOPBIX ~ BUTAMUHOB, JUIL  BCachblBaHUs ~ KOTOPBIX  HEOOXOIUMBI  JKUPBI
(«xupopactBopuMbie» BuTamuHbl: A, D, E, K), a Tax:ke HEKOTOpBIC MUHEPAIIBL.

B psine ciiygaes (okoino 10-15%) y 607IbHBIX MyKOBHCITHI030M TIOKEITYI0UHAS JKele3a
paboTaeT JOCTaTOYHO XOPOIIO, HYTOOBI HE BBI3BIBATH CHUMITOMBI MallbabcopOmmu
(coxpanénHas GYHKIMS MOKETYIOUHON Kene3bl). Ho u B 3TOM cilydyae HOmKeIya0dHas
JKelle3a MOJKET MpeTepreBaTh OONE3HEHHBIC IPHUCTYIBI BOCHAICHHS, KOTOPHIE MOTYT
TIOBTOPATHCS (PEIMIUBUPYIOMINI TAHKPEATHT), BEI3BAHHBIE CHENN()UISCKIMH ITyCKOBBIMH
(haxTOpamMH, KOTOpbIE aKTUBUPYIOT (PEpPMEHTHI B CaMOH ITOJKEITY IOYHOH Keese.

}KI/IHKOCTL, KOTOpasi NpOU3BOAUTCA B NEYCHHU, - KECJIYb, TAKIKC CTAHOBUTCH Ooiee FyCTOﬁ,
XYKE BBIACIACTCA B KUIICYHUK Y€PE3 KCIYHBIC MPOTOKHU, YTO MPUBOAUT K 3aCTOK0 BHYTPHU
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ASPETTI GENERALI

MEYEHU: 3TO MOXKET IPUBECTH Yy HEOONBIION YacTH MallMEHTOB K HAPYLICHUIO CTPYKTYPHI U
(YHKIMM OpraHa, 4YTO Ha3bIBaeTCd OMJIMAPHBIH NMPPO3 MedYeHH. 3acTod JKeJYH B
CHELUUaJbHOM XpaHWJIMIIE- JKeJIYHOM Iy3bIpe MOXET CII0COOCTBOBATH 00OpPa30BaHHIO
KaMHeH e TYHOT0 My3bIps.

ITpoGmemMbl co CTOPOHBI KUIIEYHUKA MOTYT IIPOSIBUTHCS B BHIEC MEKOHHAIBHOIO Hieyca
HOBOPOKJACHHBIX U MO31Heil KUIIEYHOH HeNmpoXOJAMMOCTH. MEKOHHAIbHBIM WJIEYCOM
Ha3bIBAETCSl HEMPOXOJAUMOCTh B CBSI3U C 3aKyNOPKOH KOHLIEBOM 4YacTU TOHKOW KHILIKU
(koTOpast Ha3bIBACTCS MOAB3AOLIHON HIIM MO - JATHHCKH HJIEYC»): 3aKyIIOpPKa MPOUCXOJUT
n3-3a KHIIEYHOTO COJCPKUMOTO (TaK Ha3bIBAEMOTO MEKOHHs), YK€ IPHCYTCTBYIOILETO B
KHUIIEYHUKE IUI0JIa, MMEIOUIET0 OIpPEEeNCHHYI0 IUIOTHOCTh M BSI3KOCTh; 3TO 3aTpyJHSET
KHIIEYHUK M IPENATCTBYET MEPBBIM ONOPOXKHEHUSAM KHUILIEYHUKA Cpa3y IOCIE POXKICHHUS.
Oro mpoucxoautr B 10-15% ciyyaeB. Jlaxe B Oonee crapiieM Bo3pacTe Clu3b,
TNOKphIBaromiass CTCHKU KUIICYHHKA, MOXKET 6I)ITI) OUCHb BS3KOM U 3a€pKUBATH
IIPOXOKACHHUE KaJOBbIX MAcC, HAaIIpUMEp, B YAaCTU KUILIECYHNUKA, HA3bIBAEMOU CIICIION KHUIIOH,
BBI3bIBAs pa3BUTHE CHHAPOMA JUCTAJIbHOH KHIIEYHOH HempoxoaumocTu. Yacto Taxxke
BCTPEYACTCsl 3aMEIUICHHE MPOJBW)KCHUS COICPKMMOIO IO KHIICYHUKY (u3- 3a
HeTepeBapeHHON MUK ¥ CJIN3H), YTO IPUBOAUT K 3aII0paM M KUIICYHOH HEMPOXOANMOCTH.

Jpyrue mpobiaeMbl 3TOro 3a00IeBaHNs ANATHOCTHPYIOTCS TOJNBKO TOT/AA, KOTJa peOeHOK
CTaHOBHUTCA B3pocibIM. Hampumep, BoBiIeUeHHE PeNPOAYKTHBHOMN CHCTeMbl: OOJIBIIHHCTBO
MYXUYHH C MyKOBHCIIHIIO30M CTpaJaeT OECIUIOINEM, TO €CTh HECIIOCOOHOCTBIO UMETh JeTei
€CTECTBEHHBIM ITyTeM. MyXcKoe OecIiionne pa3BHBAcTCS BCIEIACTBHE HEMPOXOAMMOCTH
CEMSBBIHOCALINX MPOTOKOB, KAHAJIOB, KOTOPBIE BEIHOCAT CHEPMY OT AMYEK HAPYXKY; y JIOAEH
C MYKOBHCIHI030M CEMSIBBIHOCSIIINE MPOTOKH 3aKyIMOPUBAIOTCS BO BPEMsI BHYTPHYTPOOHOMU
KU3HH W HE Pa3BHBAIOTCS HOPMAIBHO (BPOKIEHHOE OTCYTCTBHE CeMSBBIHOCSIIIUX
MPOTOKOB).

BaxxHo 3HaTh, YTO 3Ta aHOMAJIMA HE BIMAET Ha HOPMAJIbHbIE CEKCYyalbHBIE CIIOCOOHOCTH,
" TCOEpb C MOMOLIBIO PECIPOAYKTHUBHBIX TEXHOJIOTUM ITO3BOJISIET MYXYHWMHaM TaKX€ HMCTb
neteit. JKeHIMHBI ¢ MyKOBHCIHI030M OOBIYHO MOTYT UMETh JIETeH eCTEeCTBEHHBIM IyTeM. B
psane ciaydaeB (mo oreHkam okojo 20%), oJHAKO, MOTYT OBITh TPYAHOCTH C 3adaTHEM,
MIOCKOJIbKY (PepTHIIBHOCTD CHMXKAETCS B CBS3HM C YPE3MEPHOM BI3KOCTBHIO LEPBUKAIBLHOMN
CIH3H.

To, 4TO MBI ONMCanH, - 3TO CHUMITOMBI, KOTOPBIE MOTYT IMPOSBHUTHCS y MalUEHTa C
MYKOBHCIIHJIO30M («TO, YTO IPOMCXOAWT B 0OmeM»). DTO HE 3HAYUT, YTO Yy IMalHeHTa
MPOSIBATCST BCE CHMITOMBI M C OJAWHAKOBOM CHJIOW mociencTBUi. B pamkax sTux oOmmx
IIPOSIBJICHUH KaXK/Iblil IALIUEHT UMEET OUEHb MHIUBUyaJIbHbIE IIPOSBIICHUS IIPOLECCA.

B te BpemeHa, korga Oosne3Hb enié He ObUTa M3ydeHa, e€ JUarHOCTHPOBAIM Ha PaHHHX 3Tamax
TOIBKO B TeX CIy4asx, KOTJa IPOSABISUINCH TSDKENBIE CHMITOMBI (4YacThle WHQEKINH
IBIXaTeNBHBIX IMyTeH W TsDKENbIEe HapymIeHWs NHIeBapeHus). B MeHee TsDKENBIX ciydasx
JMarHo3 YCTAaHABIMBAJCA TIIO3XKE, 3a4acTyl0, KOTJa YK€ [ITPOUCXOJUIIM 3HAYHUTENIbHBIE
MOBPEXXJCHUS B TIOpaXXEeHHBIX opraHax. CeronHs, Onaronaps HEOHATaJbHOMY CKPHHHUHTY
(cMoTpuTE HIKE), B OOJBIIMHCTBE CITydaeB AUArHO3 yCTAaHABINBACTCA HA paHHEH CTaanH, Koraa
emeé make HET CHUMIITOMOB. DTa PaHHAS JWAarHOCTHKA M pPaHHEE M CBOEBPEMEHHOE HAYajo
JICYEHHUS [TO3BOJISIFOT YBEJIUYUTh IIPOJODKUTEIBHOCTD U KAUECTBO KM3HU MALIUEHTOB.

MyKOBMCLIMAO3: MOYEMY 3TO MPOMCXOAUT?
3.4.1. MexaHu3Mbl, AeXalune B 0OCHOBe 3aboneBaHUs
I[.Hﬂ T€X, KOMY MHTEPECHO Y3HATh, YTO IMPOUCXOAUT B KJIETKAX INAalUCHTAa C MyYKOBUCHHUIO30M,

IIOJIE3HO 3HATh, YTO B ITHX KJIETKaxX €CThb Je(eKTHBI Oenok, koTopelii HaspiBaercss CFTR
(Cystic Fibrosis Transmembrane Conductance Regulator) - TtpancmeMOpaHHBIH peryasTop
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MPOBOAUMOCTH MyKoBUCHHA03a (puc 3 ma cmp. 74). D10 0enoOK, KOTOPBHIA B HOPMAIbHBIX
YCIOBHSAX PabOTACT KaK «KaHAIDy VI XJIOpa, TO €CTh PETYJIUPYET TPAHCIOPT XJIOpa BHYTPh HIIH
HApY)Xy U3 KJICTKH B COOTBETCTBHH C MOTPEOHOCTHIO oprana. KaHanm urpaet BaXKHYIO pOJib Ha
MeMOpaHe KIETOK HEKOTOPBIX JKelie3 (CIFOHHBIX, ITOTOBBIX, IIOUKEIYIOYHOM KENe3sl),
CEeMSBBIHOCAIINX TIIPOTOKOB, KHUIIEYHUKA, [BIXaTEIbHBIX, JKCIYCBBHIBOIAMINX IyTeHd. 3a
HCKJTIOUYEHNEM TIIOTOBBIX JKelie3, €CIH KaHal OTCYTCTBYeT WM HEWCIpaBeH, KakK NpH
MYKOBHCITII03€, U3 KIETKH HE BBIIEIACTCS TOCTATOYHO XJIOPa, B TO BpeMs KaKk HATPHIl B KIETKY
MOCTYyTaeT B M30BITKE: KaK CIEACTBHE, ATOT HEAOCTATOK XJIOpA M HATPHUS HAa TOBEPXHOCTH
SUHUTEIHANBHBIX KIETOK IMPUBOAWT K HEZOCTATKY BOXBIL, YTO IENAET BEBIICISIEMBIE CEKPETHI
BSI3KUMH U MaJIOTEKyduMH. B mMOTOBBIX kene3ax nedekT kanana CFTR mpuBoauT kK TOMy, 4TO
KeJe3a HeCrocoOHa dYepe3 CBOW BBIBOJAHOW IPOTOK BEPHYTh XJIOp M HATpUil, KOTOpPHIE
BBIJICJISFOTCS. M3HAYAILHO B KOHIICHTPAILlMH, PABHOM HMX KOHIICHTpAIMK B IUIa3ME KPOBU. DTO
03HAuaeT, YTO MOT BbIACNAETCS Ha KOXKY C BBICOKOM KOHLIEHTpalUe COolu.

Hedexr O0enka CFTR B cocraBe kaHama Juisi XJopa HE OJMHAKOB Y pa3HBIX OOJBHBIX C
MyKOBHCIII030M. OH MOXET BapbUpPOBAaThCA OT IOJIHOTO OTCYTCTBHS 3TOro Oeika (camblil
Cepbe3HEbI e(eKT: KaHal BooOIIe He 00pa3yeTcs), HETIOJIHOTO CO3peBaHMA (KaHal oOpa3yeTcs
YaCTHYHO), UK JKe (QYHKIMS KaHaa CHIXKEHA 0 CPAaBHEHHUIO C HOpMabHOW (Hanbolee Jerkue
CIydad: KaHaJl OTKPBIBaeTCs Clabo WM HeperyisipHOo). CHMITOMBEI OOJE3HH OYCHb CHIIBHO
3aBucAT oT nedekra Oenka CFTR (To ecth, OT TOrO, Kak paboTaeT KaHAN), W YaCTHYHO OT
JIPYTUX MPUYHH, 9TO OYyAET ONHMCAHO HIKE.

Ho 4gro e npuBoaut K pa3zsutuio nedekra B 6enke CFTR? [IpuunHOM SBISIETCS MYTHPOBABIIHIA
(M3MCHUBIIHIACS) TEH, COICpIKAIIMICSs BHYTPH KIeToK (moapoOHee cM. PucyHok 4 Ha ctp. 74) n
COOTBETCTBYIOIINE 00baAcHeHH. [ eH MykoBucmao3a (nneHTuduimposan B 1989 roxy) pacnonoxeH
Ha JUIMHHOM Iutede XxpoMocoMmbl Ne 7 (omHa M3 46 xpoMocoMm, 23 map, KOTOpBIE MPUCYTCTBYIOT B
sanapax Hamunx kietok). Hopmanenbiit ren CFTR, neiicTByer myTéM NIpOW3BOJCTBA HOPMAIBHOTO
oenka CFTR. T'en CFTR cranoButcs medektHsiM, Korma mociemoBatenbHocTh JTHK, koTopas ero
(bopMHUpYyeT, COMEPIKUT MYTAlUIO, (= TTOBPEKICHUE TCHETHYECKOTO Marepuana). bouii 0OHapyKeHBI
6osiee 1600 myranmii rena CFTR. Haubosee uactoii Bo Bcex nomynsuusx spisiercst myrtanus DF508.
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Pa3Hble TreHeTHYECKHME MYTaIuu
JIafoT pasnuyHble aAeeKThl Oenka
CFTR (cmotpure Tabmuiy 2 Ha cTp.
75 ¢ 15 mambomee 4YacThIX MyTaumui
rera CFTR). Paznuunerii nedexTHbIi
0O€elIoK CFTR MOXET IaBaTh
pasnuaabie GOpMBEI 3a00JICBaHUA; HE
JUISL BCEX MYTalMil M3BECTCH NE(eKT,
KOTOpPBI OHU BBI3BIBAIOT B OeJKe
CFTR, u, cnemoBatensHO, HE I BCEX
MyTal[iii WM3BECTHBI IIOCIICACTBUSA C
TOYKH 3peHUst MPOSIBIICHUH
3a001eBaHUS ISt KasKJI0T0
KOHKPETHOTO TMalueHra. MyTaluy,
JUIS KOTOPBIX HM3BECTEH BBI3BIBACMBIi
nmu  gedpekr B Oenke CFTR,
pa3zeneHsl Ha Kinaccel ot | 1o V.

Myranun, oTHOcsAIecs K kimaccam |,
Il e Ill, B ocHOBHOM, TOBpEXKAAIOT
0eNoK, TMpemATCTBYS BOOOIIE €ero
npousBojactBy  (kimacc 1), nmbo
BbIpabaThiBasi OYEHb IOBPEKIEHHBIN
6emok (kmaccest Il u 11); myranuu 1V
Kjacca TO3BOJIAIOT — BbIpaOaThIBaTh
MOBPEXIEHHBIM OEJIOK, HO MPHU 3TOM
OH CITOCO0OEH, XOTh u B
HE3HAYUTEIHHOH Mepe, BBINOJIHSITh
cBoro (Qynkiuro. Myrtamun V Kiacca
JIOITYCKAfOT BEIPa0OTKY
OTIPENICIIEHHOTO KOJHMYECTBA, XOTA H
HEOONIBIIIOTO, HOPMAalbHOTO  Oernka
CFTR.

W3BecTHbI BO3AelcTBUSL MyTaUMid
Ha  (QYHKIUK  NOXKETYT0OYHOM
skeste3bl. mytanuu |, 11 u 11l xmacca
OTIPEJICIISIOT pa3BUTHE
HEJI0CTaTOYHOCTH MOKEITYJOUHO M
JKeJIe3bl, €CIIM y OMHOIO W TOro JKe
YelnoBeka KOMOWHUPYIOTCS c
mytanuei tak ke u3 |, I, 1l knacca;
mytamuu 1V u V kmacca nomyckaror
(c  HEKOTOPBIMH  HCKITIOUEHHSIMH)
HOPMAITBHYIO PabOTy MMOKETyI0OYHON
JKEIe3bl, Taxe OyAydd B KOMOHHAINH
¢ wmyrammedr w3 |, Il Ill kmacca
(mabnuya 2).

PUCYHOK 4 - BHyTpU siApa KAETOK HaLLEro opraHudma coaepxarcs 46 xpoMocoM. Kaxaas U3 HUX NPEACTaBASIET COB0M AAMHHYIO HWUTb
AHK. AHK umeeT 0CO6YH0 XMMMUYECKYHD CTPYKTypy, KOTopas MO3BOAAET €l nepepaBatb MHOOPMALMIO MOCPECTBOM 0coboi
NMOCAEAOBATEABHOCTU CBOMX YUYACTKOB (TEHETUUECKOMY KOAY). Kaxabll 6AOK MHOOPMaLUK 3aHUMaeET OnpeAenéHHbIM yyacTok AHK u

noeacTaBAsieT coboii reH. Y Kaxaoro yenoBeka nmeetcs okono 25 000 reHoB.
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OHB00U

il . losuve aH é TS0 d./0T1
UUTIMHAD SMHBHERAX00 S0HhULOBH : OHS20M lapunve oH 1 GG'0 ISEEL
MadaV olo n BUHEaUTTI
H14D eHal nuniHAG anHamedyad| ‘@EOLHND BMELA] 1ioday 9190Hh01B100Y [ 0.0 V<-9G+TT .
ITODvIiva Ort /
MUNMMHAD anHBHRAX0D 90HKMLOBH ¢ OH33oM1 9190Hh01B100Y é G0 d/.vEY
ITODvVTIVa oTrT /
UUTIMHAD dMHBHERAX0D 90HKMLOBh \ 9MHOTT BUHEEadE0D 110 L 9100Hh01B100Y Il 10T 3689
NVTIMHAD BuHeaum
OMHBHRAX0D 90HhKNLOBh \BMHaRA £9LHMO UISHhNLY iodol 198Mva aH A TT'T 1<-00M0T+6173¢
mMadaVv oloun
H14D eHal nnniHA® anHamedyad| ‘eEaLHMD aMgIA] LOL0\OHd 9100HhOLBLI0Y | 9G'T XEGSGYH
(A) €91HMD UIGHRK BUHEaNTI TORTIVEET
UUTIMHAD BMHBHRAX0D BOHhMLOBH  wvm (A]) Mioowmvosod iodol 9100HhOLBLIOV! (EING 83T V<-9G+68.¢C
MadaVv oloun
H14D eHal nmniHAd anHamedyad| ‘eEalHMD aMgIA] LOL0\OHd 9100HhOLBLI0Y Il 00T XCOTTH
INEENAYEN]
H14D eHal nnniHA® anHamedyad| “@EOLHIO BNELA] LOL10\OHd 9190HhOLBLO0Y | ¥TC XC8CTM
HadaV o1o u BUHeaul
Y140 eHal MMTMHAG anMHamedyad| ‘eEQLHND SMELA] 11oda 9100Hh01E100Y | LTC V<-ODT-LT.LT
DodaV o1 u
14D eHal MnnyHAG anHamedyad| ‘BEALHMO aMELA] miwed 1u 9190HhOLR1I0Y | 28'c H<-YWWESTC
1Modav ol1o u
4140 eHal nnmiHAG anHamedxad ‘BEBLHMO oMo LI0L9\2HaY 9L00HhOLELO0Y] I 209 X059
BMHEga9de0d
Y140 eHal MnmiHAD anHamedyad| uwiogedgo wadey JHSIM 9100Hh01B100V I 059 MEOETN
BMHedgadeoo U
14D eHal MUMHAG anHamedsad| mwiogedgo pioday BUMavy 9100Hh01B100Y (i 6£'CcS 80G4d
AEIVAXK OIAHAOY
B1A10V3avoou JI9HIVYHOUTINHAD NUTIYLAN VH 3ug. WV %VYLOLIVH BUNVLAN

L) \TE L EVE[OE Y s_n_._nj

U149 eHal HUNeLAN HHvell] 9 BI9HMOoIehadlog 0198h 93VOQHRH g eNHvVge]
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e Tabauua 2. F'hoccapuii

Myrauus ¢ yTparto# ydactka XxpOMOCOMbI (Aeneums)

Aeneunsi 03HaYaEeT yTpaTy OAHOTO UAM HECKOAbKUX OCHOBaHWI nocrepoBaterbHocT AHK. B npouecce cuHTe3a 6enka 3TO MPUBOAWT K MOTEPE aMUHOKUCAOTBI, KOTOPYHO
KOAVPYET 3T0 OCHOBaHHE.

MwucceHc - MyTaumun
MyTauus, npu KOTOPOK NPOMCXOAUT 3aMEHA OAHOTO OCHOBAHUA Ha Apyroe B nocaepoBaTeAbHOCTM AHK. B pesyabTate, B npouecce cuHTe3a 6eAka, USMEHEHHbIN y4acTok
reHa HauMHaeT KOAMPOBAaTb APYTYHO aMUHOKUCAOTY.

HoHceHc- mytauums (unm CTon- MyTauus)
3amMeHa OAHOTO OCHOBAHWS Ha ApYroe, Y4To NMPUBOAMUT K MOSBAEHUIO CTOM- y4acTKa, KOTOPbIA B MOCAeAOBATEABHOCTM AHK MMeeT dyHKLMIO OCTaHOBKM, B pe3yAbTaTe Yero
NPOWCXOAWT MPEXAEBPEMEHHOE NPEKpaLLeHne CHHTE3a HYXHOro 6enka.

MyTaLmm CO CABUIOM PamMKy CUMTLIBAHUS

BcTaBKa MAM ypaAEHWE OAHOTO MAWM HECKOABKMX OCHOBaHWIM B MocAepoBaTeAbHOCTM AHK. U3MeHeHue SIBASETCS TakuM, YTO HapyllaeT Mo CyllecTBy COOOLLEHUE B KOAE,
nepepasaemom AHK.

O6paborka u CospeBaHHue

Jranbl cuHTe3a 6eAka, B XOAE KOTOPbIX OH MPUHWMAET CBOK OKOHYATEAbHYIO KOHOWUIypauuio U HauMHaeT OYHKUMOHMPOBATb, AOCTUrasi MOBEPXHOCTHOW MembpaHbl
3NUTEAUAAbHbIX KAETOK.

MpoBoanmocTb 6eaka CFTR

MpoHuuaemMocTb 6eAka AN MPOXOXAEHUA MOHOB XAOPa U HaTpUA.

CpawmBaHue

YpaneHve Hekoamnpyrowei yactu AHK B reHe (GyHKUMS oTpesaThb - NpuwwnTb oT AHK kK MatpuuHoi PHK).

3.4.2. CooTHOLLEHHUA MexAy MyTaumMamMu reHa CFTR 1 nposiBAeHUAAMU 6OAe3HU

B TO BpeMs Kak MBI XOpOIIO 3HAEM MEXAaHW3MBI, CBS3BIBAIOIIMEC HANHMYHE MyTanuid ¢ (YHKIHOHHPOBAHUE
MOKEJTYJOYHOM JKeJie3bl, MJIOX0 HU3y4deHa CBS3b MEXKIy MyTaluusMH U BOBJIEYEHHUEM B IPOLIECC JPYTUX OPraHOB:
JIETKUX, TEYSHH, KUIIEYHUKA, PETPOTYKTUBHOW CUCTEMBI, 0OCOOEHHO BO3JICHCTBHE MYTallui Ha JETKHUE, YTO SBISETCS
0COOEHHO BOCTPEOOBAaHHBIM ACIIEKTOM, IMOTOMY YTO MPOJODKUTEIBHOCTh KU3HU KAXKIOTO TMAIMEeHTa B OOJBIION
CTETIEHU 3aBHCHUT OT CTENeHH mopakeHus Jerkux. Ilockonsky mytarmu I, 11, 1l xiacca Be3BaroT Hanbosee ceppE3Hbie
nopexacHus 6enka CFTR, 0 MHEHHIO CIEIHATMCTOR, MIOATBEPKICHHOMY HEKOTOPBIMH HCCIICIOBAHMSME, OHH TaKKE
BBI3BIBAIOT CEPbE3HBIE HAPYIICHUS B JIETKHX.

Ho ceromns Mpl HauMHaeM INOHUMAaTh, 4TO He Toibko Myranuu reHa CFTR, mMoryr noBnmsTh Ha OTIEIbHBIC
NposiBJIeHUs] OOJIE3HN Y MalMeHTa, HO €CTh M JIPyrue T'eHbl, KOTopble «Moxudpuuupyo™ s¢pdektsl CFTR, onn Tak n
Ha3bIBAIOTCS- TeHbI- MoAH(uKaTopsl Mytaimii B reHe CFTR. Otr rens! orimmnuarorcst ot rena CFTR u HacienyroTes
HE3aBHCUMO OT HEro M MOTYT JH00 ycyryouTb, au00 obneryuts 3ddextsr myranmit rera CFTR u, Takum oOGpazom,
MEHSIOT TeueHHe 3a00JeBaHMs. OJTO OOBSACHSET, NOYEeMy IalMeHThl C a0COJNIOTHO OJMHAKOBBIMH MYTallUsIMU
(HanpuMep, OpaTbsi) MOTYT UMETh pa3yInuHble (OpPMBI TeueHHs 3aboneBanus. Ho TedyeHue 3a00neBaHus y 4€I0BEKa BO
MHOTOM TaKXe 3aBHCHT OT (PAaKTOPOB, HE CBSA3aHHBIX C I'€HaMH, HalpuMep, OT KayecTBa MEIMIMHCKON IOMOIIM U
COOJII0/ICHHS TIALIMEHTOM MPABUII, OKPY)KEHHsI, B KOTOPOM OH XXHUBET, U 00pa3a KU3HH.
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To, YTO U3BECTHO U HEM3BECTHO O reHe MYKOBUCLIMAO3a

OcHOBHas nNpuuuHa 3aboneBaHMA 3anMcaHa B reHax, HO pasBUTHE 60AE3HU 3aBUCUT HE TOAbKO OT FEHOB, HO M OT KauecTBa yxoAa
«OKpY)XaloLen cpeabl».

BcTpeua AByx M3MeEHEHHBIX reHoB CFTR (AByX MyTaLyii) MPUBOAUT K HOAE3HM.

Y 60AbHOrO ABe MyTaumu reHa CFTR (ABE OAMHAKOBbIE, MAM pa3Hble) MPOU3BOAST AedekTHbIM 6enok CFTR. 370 Bbi3biBaeT HapylleHue
TPaHCNOPTa XA0Pa YePE3 KAETOUHYIO MeMOpaHy. ITO, B CBOKD OYEPEAL, MPUBOAUT K PA3BUTUIO CUMMNTOMOB (OHW ObIAM OMMUCaHbl B paspene
«YTO NPOUCXOAUT» U paccMaTpuBaroTca 6oaree NOAPOBHO B pasaene «UTo ByaeT»).

MosBAAIOLLMECSH CUMNTOMBI U TAXECTb UX MPOABAEHWUN BECbMaA pa3H006pa3HbI.

lMouckn 1 nccanepoBaHus, HauMHas ot 06Hapy)KeHMH reHa, NO3BOAAOT CKa3aTb, YTO Pa3BUTUE MATOAOrMYECKOro npouecca B AErkux, U, Kak
CAeACTBUE, B BOAbLLMHCTBE CAyYaeB, NPOAONKUTEABHOCTb XMU3HU YEAOBEKA C MYKOBUCLIMAO30OM 3aBUCUT OT LLIEAOTO PsiAa GaKTOPOB, KOTOpbIe
YaCTUYHO CBA3aHbl C reHamMu, a YaCTM4YHO HeT.

leHeTnyeckune dakTopbl- 310 MyTaumun reHa CFTR M 4acTMYHO reHoB - MoAuduKaTopoB MyTaumi CFTR (0 KOTOPbIX Mbl TOABKO Ha4YMHaeM
y3HaBarTb).

HereHeTnueckre GakTopbl - 3TO OKPYXatoLlas CpeAa «B LUMPOKOM CMbICAE»: CEMbS, LLIKOAA, Urpbl, CNopT, paboTa, counarnsaums, KAMMar,
nutTaHue, o6pas XM3HU, SKOHOMUUYECKUIA CTaTYC; @ TAKXKE KaueCTBO YXOAA 33 MALIMEHTOM, KOTOPbIV NPAKTUKYHOTCA B AOMALLHUX YCAOBUAX U B
cneuranmsnpoBaHHbIX LEHTPaX, U AOBPOCOBECTHOCTb UX CODAIOAEHUSA NaLMEHTOM. Ha HereHeTMueckue GakTopbl MOXHO BAUATb TaK, UTOObI
NOBbICUTb KAYECTBO U MPOAOAKUTEABHOCTb XXU3HW NaLMEHTa.

PoanTean yacto npocsaT Bpayen AaTb NPOrHO3 PasBUTUS 3a60AEBAHMSA HA OCHOBE TOAbKO FEHETUUYECKUX AAHHbIX: 3TO MOXET OblTb CAEAAGHO
AULLb OYEHb MPUBAUIUTEALHO, MOCKOAbKY TE€HETUYECKUE U HEreHeTUYeckue ¢GakTopbl Yy KaXAOro nauueHTta KOMGMHMpy}OTCH O4YeHb
WHAUBUAYAAbHO, TaK 4YTO KaXAblM MaUMEHT OTAMYAETCS OT APYrux.

OTkpbiTe B 1989 roay reHa, OTBETCTBEHHOrO 3a MyKOBUCLMAO3, C OAHOM CTOPOHbI OTKPbIA HOBYIO BO3MOXHOCTb AAA Ay4lUEro Usy4yeHus
OCHOBHOTO AedeKTa U, CAeAOBATEALHO, UCCAEAOBAHMA BO3MOXHbIX HOBbIX METOAOB A€YEHUS, C Apyroﬁ CTOPOHbI, CMOCOHCTBOBAAO PA3BUTHIO
reHETUYECKMX METOAOB AAA AUArHOCTUKM 3a60AEBAHMSA, a TaKXe BbISBAEHWUA 3A0POBOr0 HOCUTEABLCTBA.

3.4.3. Mp1urHa: reHbl, UX «CAydaiHas BCTpeyar»

VY KaXI0T0 U3 HAaC UMEeTCs OKOJIO 25 THICSY TEHOB, BepHee, 25 ThICSY Mmap TeHOB, TaK KaK Ha caMOM Jieie, KaXKIbli

TeH MPUCYTCTBYET B KIETKE B JIBYX 3K3eMIULIpax (OHU Ha3bIBAIOTCA «ayutenin»). OIMH TeH- MOMYYSHHBIH OT OTIa,
JPYroii- MoTydeHHbIH OT MaTepu. Do ke npaBuio kacaercs rena CFTR (pucynox 5).

Ecnu oba rena, yHacyieIOBaHHBIE OT POIUTENCH «3I0POBBIE», TO HET HUKAKUX NMpobieM: pe6EHOK 310poB (3T0 emé
HAa3bIBACTCS «3[]0POBas TOMO3HUTOTA»).

Ecnu o6a yHacneoBaHHBIC Te€Ha MOBPEXICHBI (KMYTHPOBABIIHE»), TO peOGEHOK pokmaercs OOJbHBIM («OOMbHAs
TOMO3HT0Ta).

Ecnu >xe u3 mapsl I'€HOB NMOBPEXKIAEH TOIBKO OJUH, TO peub UAET O «3I0POBOH IeTEpO3MIoTe». TAKOW YeJIOBEK
310pOB, HO OH ABJIACTCA HOCHUTCIIEM MYTHPOBABUICTO I'€HA, U €CTh BEPOATHOCTH TOr'0, YTO 3TOT I'€H NEPEAACTCA IO
HAcJIEACTBY AETSIM 3TOTO YEIOBEKa.

3nopoBsix Hocutenel rera CFTR B MTannu okono AByX ¢ IMOJOBUHOM MHJUTHOHOB YEJIOBEK. JTO O3HAYaeT OJHOTO

HOCHTENS NMPUOIM3UTENEHO Ha 25 uenoBek. [Ipu Takoi 4yacToTe, M0 TEOpUHM BEpOATHOCTH, NpHOmm3uTensHo u3 600
CeMEHHbIX Map, OJJHa Mapa COCTOUT U3 IBYX 3A0POBBIX HOCHTEINCH (IBYX «3I0POBBIX FETEPO3UTOTY).

VY monoOHO# ceMeiHOW mapbl NMPH KaXAOW OEpeMEHHOCTH MOXET POAUTHCS aOCONMIOTHO 3HOPOBBIH peGEHOK (c
BEPOATHOCTBIO 25%), i peGEHOK, KOTOPBIA, B CBOKO 04Yepellb, KaK M ero POJUTENH, OyIeT 310POBBIM HOCHTEIEM (3TO
MOXET CIy4uThCi C BeposTHocThio 50 %), nmubo OGonbHOH peOEHOK (BEpOSITHOCTh POXKACHHUS TAaKOH «OOJBHOM
TOMO3HTOTBD» - 25%).

B toMm cjyvae, eciia ceMeliHas rnapa COCTOUT U3 NOJIHOCTBIO 3I0POBOI'0 YEJIOBEKA U 3JOPOBOTO HOCUTCIIA MyTalluu, y

ux nereit ects BeposiTHOCTh 50% pomutbest 310poBbiMu HocutesiMu U 50%- poanuThCs aOCOTFOTHO 3I0POBBIMH.
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PucyHok 5

MyTuposasiwuui
reH

Mouyemy peb6EHOK MoKeT
POAUTBCA C MYKOBUCLMAO030M?

i HopmanbHbii
reH

Mpu ka)kpon 6epemeHHOCTH
340pOBble HOCUTENU UMeIoT
BEPOATHOCTDb:

. 25Y%poxgenuns 6onbHoro pebéHka

«  25Y%, poxpaeHus sgoposoro pebéHk
+ 50% powpenna sgoposoro
HocuTens

25% 50% 25%

BonbHble 3pA0poOEBbIE HOCUTENN 3p0poBbie

Kak ycTaHaBAMBaeTCs AMarHos 3aboAeBaHUsA?
/ea cnyuasn

Mapus poounace ¢ anpene y 300p060U CeMEUHOU napvl, 6e3 Opyeux 3a001e8aHull 8
amamuese, 6 cemve ewé mpoe cmapuiux 300posvix demeil. Haxoounacoe na epyomom
BCKAPMAUBAHUU, HO MAMA, UMes ONbIM KOPMIEHUs Opyeux oOemetl, 3amemuid, 4mo
PEOEHOK npu 00CMAmMOYHOM KOPMIEHUU meM He MeHee He Habupaem 6ec, npu dmom
umeem uacmole 0bunbHLIe ucnpadichenus. Ilocie Koncynemayuu neouampa 8 payuoH
06110 000ABNIEHO UCCKYCCMBEHHOE MONOKO, HO PEOEHOK NpOO0adCATl NIOXO PAcmu.
Kpome moeo, 6 nocredyowue Hedenu npucoeOUHUICs HAOCAOHBIL Kauieib «makK, 4mo
uymo He 3a0bixanacy!». Omo, Hecmomps Ha Mo, 4Mmo ydice Ovlia NO30HAA 6ecHa U ObLIO
Yyoice docmamouno menno. Ha konmponvrnom ocmompe 6 ospacme 3 mecsiyes neouamp
ysuoen epyoOHo20 peOEHKa, OueHb NOOBUIICHO20, HO 8 MO Jice 8peMs Xy002o, 01edH020, ¢
HAYUHAIOWUMUCS OMEKAMU HA HOJICKAX. Bo epems ocmompa y mManviuiku 6vl 0OUTbHbIL
CMYya, 31080HHbIL, Macaanucmouli. [leduamp nanpasun pebéHKa HA NOMOGLLL Mmecm,
KOMOpblil NOKA3AL NAMOJI02UHecKuil pesyiomam Kowyenmpayuu xaiopa 110 maxe/n). V
Mapuu myosucyudo3 c HedocmamoyHOCMbIO NOOXHCENYOOUHOU JHcee3bl.

Bukmop, 06a ¢ nonogunoil 200a, poouics y cemelHou napwl, 20e mama cmpaoaem
yeauaxuei (3mMo pasHOBUOHOCMb NUWEBOU HENePeHOCUMOCmU K 6enKy HeKOmMOpbix
3/IAKOBLIX PACMEHUll- 2IIOMEHY), HO 0e3 KAKUuX-iubo opyeux 3a00/1e6aHull 6 aHaMHese.
Pooumenu obpamunucy k nedouampy, no npudunHe NOCMOAHHOU 3AN0HCEHHOCMU HOCA C
YaACMbIM  GblOeNIeHUeM 2YCMOUl JHCENMON CIU3U, NO HOYAM PebEHOK Yacmo cnan ¢
omkpeimvim pmom. Ilpu ocmompe peOEHOK ¢ HOPMATbHBIM pazsumuem, b6e3 Opyaux
npobaem, Kpome 3an0x4cenHo20 Hoca. bvina pexomendosana koncynomayusa JIOP epaua.
bvin obnapyswcen nonunos nonocmu Hoca, noomeepxcoénnuiii npu MPT obcredosanuu
auyesoui oonacmu. Cpeou peKoMeHOOB8AHHBIX 00CAIe008aHUU OblLI NOMOSbIL mecm,
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KOmopbulil NoKasan namoaocudeckuti pesyromam (xaop= 101mske/n). Bukmop Ovin
npuenawén 6 Llenmp no Jeyenuro  MyKogucyuoosda, 2oe nocie NHpogeodeHus:
6CECMOPOHHE20 00CNe008aHUsL, GKNIOUASL 2eHEMUYEecKoe, ObLl NOOMBEPIHCOEH OUACHO3
MYKOBUCYUO03a C HOPMANLHOU (PYHKYUEU NOONCELYOOUHOU dHcenesbl U eOUHCHEECHHbIM
nposieleHuem, no Kpaunell mepe, Ha MOMeHMm 00C1e008aHUs, 6 GUOe NOIUNO3A NOJOCIU
Hoca.

«Knaccuueckuii» MyKOBUCIHI03 (MJIM «THIHYHBIN») - 9T0 3a005eBaHie, KOTOPOES
COYETaeT MPOSIBIICHUSI CO CTOPOHBI JIBIXAaTEIbHON M NMUILEBApUTENbHON cucTeMbl. OHH
OOBIYHO TPOSABIAIOTCS B TEPBbIE Mecsmbl knu3HU. Kak mpumep- ucropus Mapuwm, y
KOTOPOH, KpPOME TPOSBICHHA €O CTOPOHBI KHIIECYHHKA, MOSBUIIUCH HPOSBICHUS CO
CTOPOHBI JIETKHUX.

Ha ceromgssammuuii neHb M3BECTHBI HEKOTOPHIE «aTHMU4YHbIE (OPMBI», KOTOpBIC

MOTYT TOJaMH MpOTeKaTb OECCHMITOMHO, JHMOO HWMETh YMEpEHHBIC MpOSBICHUS,
BO3MOXXHO OTpPaHMYECHHBIE OJHUM OpPraHoM (Hampumep, JETKUMHU, WM HOKEIYA0U0n
KeJIe30i WM pernpoayKTuBHON cuctemoil). Ilpu atux Qopmax oObIUHO J€rkue He
MOBPEXIAIOTCS B TEPBbIE TOJBI JKU3HH, KaK 3TO IPOUCXOIMUT IPH KIACCHYECKOM
TedeHnd. B ciydae JIKaHIyKd BBISBICHUIO 3a00JIEBaHUSI MOMOIJIO TOJIBKO HajM4He
HOCOBBIX ITOJIUIIOB.
Hpyrue arunuunsie popmser 3a6oneBanus (win CFTR- koppenupyroinue) - 3To MyKCKoe
Oecrione, CBA3aHHOE C HEMPOXOAWCMOCTBIO HIM OTCYTCTBHEM CEMSBBIHOCSIINX
NIPOTOKOB 0€3 IpYyrux TMpoOsBICHUH OONE3HW, WIM OJHA W3 Pa3sHOBHIHOCTEH
«XPOHHYECKOTO PEeLUANBUPYIIETO MaHKpeaTHTa» 6e3 HEJIOCTaTOYHOCTH
TIOJKEITyJOYHOH kene3bl. Celdac aTunudHble (JOPMBI PACTIO3HAIOTCS JIyIe, YeM 3TO
ObUIO paHbIlle, COOTBETCTBEHHO, B OOJIbIIEM KojmdyecTBe. [IpoBeneHne HEOHATaTIbHOTO
CKPMHHMHTa Ha MYKOBHCIMJI03 [TO3BOJISIET BBISBUTH Ha IEPBOM/BTOPOM MECSIIE KU3HH
MOYTH Bce (POpMBI MYKOBUCLINA032, KAK TUITUYHBIC, TAK U aTHITUYHbIE.

3.5.1. YcTtaHOBAEHUE AMArHO3a MOCPEACTBOM HEOHATAAbHOIO
CKPUHHUHra

Cnyuai

Anekcanop - nepswviti peOEHOK y MONOOOU ceMeliHol napvl Oe3 ocobeHHocmel 8
cemetinom anamuese. OH poOUnCsa 8 HCAPKUlL UIOHLCKULL OeHb, be3 0codbIX npobiem,
XOpouio adanmupo8aics nocie porcOeHus: U Obli 8bINUCAH 00MOU uepe3 mpu OHs. Ha
@one noamnozo Onazonomyuus cnycms mpu Heoenu pooUmenu NOAYYULU RUCLMO U3
601bHUYBL, 20e pOOuicsi peOEHOK, 6 KOMOpPOM COOOWANOCh, UYMO pe3yibmam
obcnedosanus, Komopoe Anekcanop npoxoous, KaK U 6ce HOBOPO’COCHHbIe, NOKA3ANL
«comHumenvuvily pesynomam. O6cnedoeanue NOKA3AN0 NOOO3PEHUe HA HATUHUE
3a601e8aHUsA, HA3bIBAEMO20 MYKOBUCYUOO30M. Pooumenam npeonacaemcs oocmasumo
pebénka 05 no8MopHO20 00C1e008aHUA.

Ho Anexcanop uyecmeyem cebs xopouio, HopmanvHo pacmém... Moowcem, smo
owubka? Pooumenu ouenb 006ECNOKOEHbl, UWYM 6 UHMeEepHeme UH@OPMAyuo o
MYKOBUCYUOO3€e, O KOMOPOM HUKO20A paHbuie He CILIWANU, U GUOSN OUeHb PEBOACHYIO
Kapmumy, X0ms y Manblid Hem HU O0OHO20 U3 ONUCAHHLIX npossieHul. 1106mophbii
CKPUHHUHZOBbI Mecm CHO8A 0aém Namon0SU4ecKull pe3yibmam, 3amem GblnOIHAemcs
NOMOoBbLL mecm, KOmopbwill noomeepicoaem OuazHo3 mykosucyuoosa. Ilepsuvie oice
obcnedosanus 6 Llenmpe MyKoOGUCYUOO3A NOKA3ANU, YMO, XOMsi PeDEHOK XOPOuio
pacmém, 6 Kaie npucymcmeyiom dcupbvl. Bulno HasHaueHno nevenue 0N YIyUULEeHUs:
KUWeUHo20 6cacvleanus. Y Anexcanopa noxa ewjé Hem NpPOSGIEHUN CO CHIOPOHbL
ObIXAMenbHou cucmemvl, nodmomy 6 Llenmpe npogenu moavko obyyenue 6 uspogoil
¢opme. [locne nepsoii azvt nodagrennocmu pooumenu Anekcanopa Havaau
npuxooumas 6 cebs, oopenu epy. Yuumoieas, umo Manviul 4yecmeyem ceos xopouto, OHu
HA4anu NOHUMamy, KAk XOpouio, 4mo npobiema ObLia GblsA6neHa cpaszy, 00 Mo20, KAK
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HACMYNUAY NOCIe0CMEUs, YMO NO360IUM 60BPEMsl NPUHAMb 6Ce B03MONCHbIE U
HeobxX00uMble Mepbl.

CerofHsi HEOHATAJILHBIH CKPUHHUHT IIPOBOJUTCS B OOJIBIIMHCTBE CTPaH M MOMOTaeT
MOCTaBHUTh JMATHO3 MYKOBHCIHA03a. CII0BO KCKPHHHHHI» (3TO CIIOBO U3 aHTJIUIICKOrO
SI3bIKa, KOTOPOE 3HAUYHMT «IPOCEHBaHME») 0003HAYaeT OOCICIOBaHHE BCEX 3IOPOBBIX
JIoNeil JUId MOMCKa HEKOTOPBIX BAXKHBIX CKPBITHIX 3aboseBaHuid. B MianzeHdeckom
BO3pacTe CKPUHHUHI HAIPaBJIeH Ha BBIABICHHE HEKOTOPHIX 3a00JIeBaHUM, KOTOpbHIE
MOYKHO JICUUTbh C MMPEBOCXOAHBIMH PE3yIbTaTaMH IPH YCIOBHU PAHHETO MX BBISBIICHUS.
310 Kacaercs 3a007€BaHHUN, KOTOPBIE MPHCYTCTBYIOT yXE C POXICHHSA, HO MOTYT He
MIPOSIBISITECSL B TIEPBBIC MECALBI JKU3HM, HAaIpUMEp, (EHUIKETOHYpHS, THIOTHPO3 H
MYKOBHCINI03. B TO Bpems kak i (peHUIKETOHYypUH (1 cnygait wa 20000
HOBOPOX/IEHHBIX) © BpoxaEHHOro runotupeosa (1:2500), paHHee BbIsBICHUE
MI03BOJISIET HA4aTh HEMEUICHHOE JICUCHNE C BOCCTAHOBJICHHEM HOPMAJIBHOTO COCTOSHUS
3I0pOBbsl, IPU MYKOBHCLHIO3E paHEe BBIIBICHHE IO3BOJSIET HaudaTh JICUEHHE U
oOclieoBaHe, KOTOPhIE MPU MPAaBWIBHOM M PETYJISIPHOM HCIIOJIBb30BAaHUU XOTS M HE
YCTPaHSIOT camy 00Jie3Hb, HO TMO3BOJIIIOT YBEIWYUTHh MPOAOJDKUTEIBHOCTh JKU3HH H
YJIy4IIUTh €€ KaueCTBO.

HeoHaTanpHBINT CKPUHHUHI OCHOBAaH Ha OIPEJCNICHHH YPOBHA TPHUIICHMHA B KPOBHU
(tect Ha uMMyHopeakTuBHbINA Tpuncud wian UPT). Tpurncun- 310 Geao0K, KOTOPHIit
BEITIONTHSACT pONIb (epMeHTa (AN TIepeBaphBaHUA OCIKOB), OH BEIpaOAaTHIBACTCS B
MIOJKEITyJOYHON JKeJe3e, €ro HM3MEpSIoT B KalelIbKe KpPOBH, B3SATOM W3 ITKH H
BEICYIIIEHOW Ha JIMCTE MMPOMOKATEIbHOM OyMaru, Ha 3-4 IeHb KU3HH.

Ecin 3nayenne WPT Haxomutcss Ha TpaHHLE HOPMAIBHOTO (OHA ONpeAeNeHa y
KOXIOH CKPUHHUHTOBOW J1a0OpaTopuH), TO BBICKAa3bIBAeTCS IOJO3PEHHE HA
3a0oJieBaHNe, CEMbIO TIPEYNIPEXIAI0T U MPUTJIAIIAIOT AJISI TPOBECHUS IIOTOBOTO TECTa,
KOTOPBII  sIBNIsSE€TCS  pemarmuM. B ommcaHoM 37ech  cioydae  AnekcaHzapa
CKPHHHUHTOBast 1abopaTopus npuMeHsieT noBTopHbIi TecT Ha PT B Bo3pacte 1 mecsra
Y IPOBOJUT IIOTOBBIM TECT, TOJIILKO €CJIM NOBTOPHBIN aHaIU3 Ha VIPT 1osy1oxuTenbHbIi.

Ecnu moTOBBIN TECT yKa3bIBaeT HAa HAJTUYME MYKOBHCIH103a, OOBIYHO Ha3HAYaeTCs
KOpOTKasi TocmuTanu3anus peOEHka, 4ToObl ONMpenennuTh OCOOEHHOCTH 3a00JIeBaHU
(cTemeHp BOBJIEYEHHS B IIPOLECC IBIXATEIBHOW CHUCTEMBI, HAJMYUE WM OTCYTCTBHE
HEJIOCTaTOYHOCTH TOKEIYA0YHOHN KEeNe3bl, M TaK Jajee) U yCTAHOBUTD IJIaH JICUCHHUSI.
B npyrux cxemax CKpMHHHMHTA, YTOOBI 3apaHee He OECIIOKOWTH POJUTENEH, cHadaia
IIPOBOANTCS T€HETHYECKOE MCCIIEIOBAHKE 110 BTOPOH KaresbKe KPOBH, BHICYIICHHOW Ha
CKPUHHHMHT'OBOI KapTOHKE. DTO HCCIIeIOBAaHUE COCTOUT B OINpEICICHUN MyTallui reHa
CFTR: nmarao3 MyKOBHCITHI03a IOATBEPKIAaeTCs BeIABICHHEM AByX myTtanuii  CFTR.
B mo6om cityuae, KITO4eBBIM HCCIIEAOBAHNEM SIBIISICTCS TIOTOBBII TECT.

3.5.2 YcTraHOBA€HWE pAMarHosa 3aboneBaHUA Ha OCHOBaHWU eé
NPOABAEHUM

Cnyuai

Aumon, 28 nem, ¢ npownom ucpan 6 ¢ymoéon 6 nodpocmrosol epynne, ceuvac
pabomaem mop2osblm azenmom. Jenam 2 200a, HO HecMOmMps HA 8Ce YCUNUsL He
moacem 3asecmu Oemeil. Cynpyoiceckds napa pewuia npoumu o0credosanue, u 6
pesyibmame GbIACHUNIOCH, YMo cnepma y Anmona ne codepaicum cnepmamosoudos. /s
BbISICHEHUSL NPUYUHBL ObLIU HAZHAYEHbI OONOIHUMENbHbLE UCCIE08AHUS, CPEeOU KOMOPbIX
ObLl  nOMOGbILL mecm, KOMOpbLL HNoKa3an namonozudeckuii pesyasmam. Kakoe
omHowenue nom umeem K Oecnioouio? B uwmepneme Aumon nawién, umo
Namono2udecKutl pe3yibmam noonogo20 mecma yKazvledaem Ha CMpanHoe 3a001e6anue
- MYKOBUCYUO03 (0 KOMOpOM OH HuKko20a pamvuie Hecavuuanl), cpedu nposeneHuil
KOMOp0o20 y cebsi OH HUYe20 He Haulel. OH 8bICOKO20 POCMA, XOPOULO YAUMAH, HUK020d
He UMell HUKAKUX npobiem ¢ nuujesapenuem. Eouncmeennoe — mama pacckasvisaid,
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Umo ¢ paHHe20 603pacma y Heeo, 0COOEHHO 3UMOUl, ObLIU Yacnble OPOHXUMbL, XOMs OHU
He 0COOeHHO e20 GecnoKOUnU U He NOMEeWanu emy CMmamv XOpoulum @ymoonucmom.
Tam xce, 6 unmepneme, Anmon y3nan, umo 6 e2o copode ecmv Llenmp myxosucyuoosa.
Ilocosemosasuiucey co coum cemelinvim epavom, Anmon 3anucancs na npuém ¢ Llenmp.
B Ilenmpe myxosucyudosa nosemopunu nomoswiii mecm (pesyrbmam cHoea 6Ovin
namonozuueckuil!), npoeenu cememuueckuii mecm (KOmMopwvlii NOOMEEPOUL HATUYUE
Mymayuii 2ena MyKOSUCYuoo3a), u ¢ HOMOWDBIO CRUPOMempuu Obli0 6blAGIEHb
Hapyulenus Ha YpoeHe OUCMATIbHBIX OMOeN08 OblXamelbHblXx nymei. Bpau noomeepour,
umo y AHMOHA MYKOBUCYUOO03, UMO NOOHCeNYOOUHAS Jicene3d pabomaem HOPMATLHO,
ObIXAMENbHAS CUCEMA 8 XOPOUleM COCTMOAHUU, U YO NPU CNeYUarbHOM JieHeHuu u
docmamoyHou gusuueckol axmusHocmu AHmMoH u darvute 6ydem uy8cmeosamsv ceods
xopowo. Ymo xacaemcs 6ecnioous, mo AHMOH u e2o0 cynpyea mocym 06pamsamcs 8
CReYuanu3upPOBaAHHbLL  YeHmp, umoobvl 00CYOUmb  603MONCHOCTL —OepeMeHHOCHU
NOCPeOCME0M UCCKYCCMBEHHO20 ONN0O0MBOPEHUS.

Ecnu 3a0oneBanne He OBbUIO BBISBISCHO IIPU HEOHATAIBHOM CKPUHHUHIE, TO €ro
HaJIM4YME INeAHaTpy HIM JIeHalleMy Bpady IO3BOJISIOT 3al0JO3PUTh €ro IMPOSBICHUS:
YacThle WJIM JUINTEJbHbIE HMHQEKIMU IbIXaTeJbHBIX IyTeH, auappes ¢ OOJbIINM
KOJIMYECTBOM KAaJIOBBIX Macc, 3aJep’KKa pocTa, HECMOTps Ha XOPOLIMHM ammeTuT u
JIOCTaTOYHOE NMHUTaHHe. DTO MOTYT OBITh TAaKXKe: MOJHII03 HOCA, MPUCTYIHI KUIICUYHON
HETIPOXOJUMOCTH, YHOPHBIH Kalledb IO HEMOHATHOW NpHYMHE, 00NN B JKHUBOTE,
pacleHNBacMble KaK «KOJIUT», KapTHHA OCTPOTO OOE3BOXKMBAHMSA WM TOTEPH COJICH
(cMoTpuTE HIDKE), MM, KaK B cilydae ¢ AHTOHaM, TPYJHOCTH IIPH 3a4aTHH peOEHKa y
B3pOCJIOTO MYKYMHBI C TIOCIETYIOIINM OOCIIeIOBAaHMEM, KOTOPOE BBISABISET OCOOBII
Xapakrtep Oecrioaus.

UroObl yCTaHOBUTH JMAarHO3, Bpad Ha3HA4YaeT BBINOJHEHHWE IIOTOBOTO TecTa B
CHEeNMaIM3UPOBaHHOM IleHTpe. HeT HEeoOXOAMMOCTH HAa4yMHATh C IPOBEICHHUS
reHetmdyeckoro tecra (momckoB Mmytanmii reHa CFTR) 6e3 BbIMONHEHHsS CHadaia
MOTOBOTO TecTa. Eciiu MOTOBBIN TeCT yKasbIBaeT HAa HANW4YHE MYKOBHCUHI03a, MOXKHO
00paTUThCS B CHELMATU3UPOBAHHBIA LEHTP Ul TOCHHTAIU3AIM WM aMOyJaTOpPHOTO
o0crneioBaHMs, YTO IO3BOJUT OIPEACIHTh OCOOCHHOCTH 3aboneBanus (CTeneHsb
BOBJICYCHHUS B MPOIIECC JIETKUX, COCTOSHUE MOIKETyI0OUHOMN JKeJIe3bl, HAJTMYUe CKPBIThIX
OCJIO)KHEHHH U T..) W OIPEAEINTh IpOorpaMMy JiedeHHs. | 'eHeTHuecKne HCIIeaoBaHUs
MIOMOTYT YCTaHOBHTH JIMarHO3 B TeX CIydasxX, KOTJa MOTOBBIM TECT HE Jall SICHBIX U
TOYHBIX PE3YJIbTaTOB.

3.5.3. [llocraHOBKa AMarHo3a Ha OCHOBaHWU ApPYrMX CAyYaeB
3aboneBaHuUA B CEMbE.

Cnyuai

Hean - monooou uenosex 18-mu nem, ¢ Mykosucyudo3om 8 Kiaccuueckou gopme c
HeOOCMAmMOYHOCIbIO NOOAHCEYOOUHOU dicenesvl, ¢ 2omoszucomuot mymayueti F508del
(mo ecmw, y nezco 0se oounaxosvie Konuu NOBPENCOEHHO20 2eHA ¢ Hauboxee Yacmoll
Mymayuel npu MyKosucyudose), Komopulii Habmooaemcs 8 Llenmpe mykosucyudosa no
Mecmy JHcumenpcmea ¢ pamne2o 6o3pacmd. B nocneonee epems 6Gonvuuncmeo e2o
080IOPOOHBIX bpamves U cecmép <Noe3pocienu», u, npedguds 6cmynieHue 6 Opax,
nosigieHue Oemeil, NPOCIM NPOBECMU 2eHEeMUYECKUN Mecm, YmoObl GbIACHUMb, He
AGNAIOMCS I OHU Hocumensimu mymayuy. Onu Y3HAaU, 4mo poOCMEEHHUKY DObHO20 C
MYKOBUCYUO030M ¢ geposmHocmuvio 1 k 4 mozym Ovimb 300p06biMu HOCUMENAMU 2EHA
myKosucyuoosa. Cpedu s3mux poOCMEEeHHUKOB, KOMOpble XOMsAMm NpOGepUmMbCsl, eCchib
080w0pooHas cecmpa, Anna, 30 nem, komopas cobupaemcs 6vixooumv 3amydxc. Llpu
3ab60ope mamepuana Onsi 2eHeMUYecK020 UCCIe0068aHUsI OHA COOOWULA 68paYy, YUMo C
Manvix iem eé b6ecnokoum Kawenb «noumu 6cé epemsay! Ilpu maxux obcmosmenbcmeax
8DAY NOCOBEMOBAL GLINOIHUMb MAKIiCe U NOMOoGblll mecm. I enemuyeckoe ucciedoganue
nokasano Hamuuue y Annvl «cemetinou mymayuuy DeltaF508, no u nomoswiii mecm dan
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namonozudeckoe  3Hawenue xaopa-71.  Vemybnemnoe — usyuenue —amammesa  u
O0ONOIHUMeNbHbIe UHCIPYMEHMANbHble U 1A00paAmopHble UCCAe008aHUs NOOMEePOUIU,
umo Yeuunusi moowce 601bHA MYKOGUCYUOO30M NPU IMOM C HOPMATLHOU (YyHKYUell
nooxcenyoounoul scenesvl: om omya (0s0u Heana) ona yHacnedo8aia ynoMsHymyio
eviue «cemetinyio mymayuioy F508del, no om mamei, ne cocmoswei ¢ omyom 6
KPOBHOM pOOCmEe, YHACIe008ana opyeyio, bojee peoKyro Mymayuio, Komopas 00bI4HO
couemaemcs ¢ HOPMAAbHOU DYHKYUE NOOAHCETYOOUHOU diceNe3bl U OOHAPYICUBAEMCSL
MOILKO NPU Yy OeHHOM 2EHEeMUYECKOM UCCIe008AHUU.

VYCTaHOBJIGHHE IHAarHo3a 4epe3 «CeMeHHOCTBb», TO €CTh 10 HAIMYHIO Y IPSIMOTO
POACTBEHHUKA (pa3JIMYHON CTEIEHH POJACTBA) MYKOBUCIHUI03a, 3TO HE PEAKOCTH Jaxe B
Hatre Bpems. Ciaygaercs, 9T0 TaKuM 00pa3oM JAWarHOCTHUPYIOTCS, IPEeXIe Bcero, Ooiee
nérkue GopMbl WM (OPMBI C 3aJCPXKKOM NPOSBICHUH, KOIJa OHH HEYETKUE HIIH
HETOJIHBIe, A He Takhe Kak OOBIYHO OBIBAIOT IIPH «KIACCHYECKOi» Qopme, ¢
MOPAXCHUEM JBIXaTeJIbHON M NHINEBApUTEIBHONH CHUCTEMBI (Kak B JaHHOM Clydae,
KOIZla OTCYTCTBYIOT CHMIITOMBI IIOPa)KCHHs ITOJDKEIYIOYHOU d>Keje3bl). bparesim u
cécTpaM dYeloOBeKa, y KOTOPOro ObUI BBUBICH MYKOBHCLHAO3, HACTOSTEIBHO
PEKOMCHAYCTCA HpOﬁTH MMOTOBBIN TECT, OaXXC MPU OTCYTCTBUU BUIUMBIX ITPU3HAKOB
OoJe3HH.

YcTaHOBAEHME 300POBOr0 HOCUTEALCTBA FEHa MYKOBMCLIMAO3A

¢ Ymo o3nauaem 0vimb 300p06HIM HOCUMENEM 2eHA MYKOBUCUUO03a?
OTO 3HaYUT MMETh B CBOEM TI€HETHUECKOM Habope MyrtupoBaHHbli reH CFTR.
MyTupoBaHHbIM, 3TO 3HAUYUT U3MEHEHHBINM, IO CPAaBHEHUI0 C HOPMAIbHBIM.
Hanuure B reHeTHYECKOM HAaOOpe TOJIBKO OJHOr0 MytupoBaHHOro reHa CFTR He
MIPUBOAUT K Pa3BUTHIO Ooye3HH. YeloBeK, y KOTOPOTO €CTh MYTHPOBAaHHBIH I'eH
CFTR, Ha3piBaeTCSI HOCHTEIEM WIH 3JO0POBEIM HOCHTEIEM (3TO pPaBHO3ZHAYHBIC
TepMHUHBI). B mogaBistoneM OOJTBIIMHCTBE CIIyYaeB YEIOBEK HE JAOTAIBIBACTCS, YTO
OH HOCHUTEJb, IOTOMY YTO y HET0 HEeT XapaKTePHBIX MPOOJIEM CO 3J0POBBEM, U HET
M3BECTHBIX CITydacB 3a00JE€BaHUS MYKOBHCIUAO30M B ceMbe. TakmM 00pazom,
YeNoBEeK He MOXKET 3HaTh, UTO, €CIIH OH BCTPETUTCS C APYTHUM HOCHUTEIIEM, TO €CTh
PHCK, 9TO Y TaKOH Mapbl poauTcs peOEHOK, O0IEHOW MYKOBUCIIHIO30M.

¢ Bvimv 300pogvim Hocumenem 2eHa MYKOGUCHUOO03A - HeM IO
2po3um? 370pOBbBIil HOCUTEb I'eHa MYKOBHCIH/I03a YHACJIEJI0Bal MYTHPOBAHHBIN
IeH OT OJHOT0 W3 CBOMX pojauTeled. Y Hocurelsi uMeercsi BeposTHocTh 50%
nepeaaTh TeH cBoUM aeTsaM. Ecnm kxTo-mubo u3 mereil yHacimexyeT MyTHPOBAaHHBIHA
T'€H, OH, B CBOIO 04epe/lb, TOXKE CTAHET 37I0POBBIM HOCHTENEM. 3I0POBbI HOCHUTEID,
OJIHAKO, TaKkXe MMeeT BeposiTHocTh 50% He nepenaTh MyTHPOBAaHHBIN T'€H CBOUM
JIETSIM, U B 3TOM cJydae OHH He OyJqyT HOCHTENIsIMH (10 KpaiHeil mepe, eciu He
TIOJIy4aT 3TOT T'€H OT APYTOro POAUTEINS).

Ecnu mo Bone ciydasi BCTpETATCS ABOE HOCUTENCH MyTauuu (MyX4MHA U
KEHIMHA), TO y TaKkoil mapel ecTh PHCK (C BEpPOSATHOCTBIO 25% mpH Kaxmou
OepeMEHHOCTH) POIUTh PeOEHKA, OONTEHOTO MYKOBHCIHIO30M.

Cuwnraercs, 4T0 Ha Kaxaple 25 4YeloBeK MPUXOAMUTCS 1 3/70pOBBI HOCHTENH
reHa MYKOBHUCIU03a. DTO 3HAYMT, YTO B OOIIEH MOMYJISAIMH MPUOIM3UTETHHO 1
mapa u3 600 cocrout U3 AByX HOcuTeNeH MyTanuu. [Ipu Kaka0ii OepeMEeHHOCTH 3Ta
mapa HMEeT PHCK ¢ BepoaTHOCThIO 25% poauTh pebEHKa, OONBHOTO
MyKOBHCIIHI030M. BorT modemy cumraercs, d9ro 1 pebEHOK, OONBHOM
MYKOBHCITHIO30M, MNpuXoguTcs Ha kaxasie 2500-3000 HOBOPOXXJICHHBIX,
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U MYKOBHCUHUJIO3 SBISICTCS CaMOM dYacToll M3 HamOoiee 3HAYMMBIX T'CHETHYSCKHX
3a0oneBaHnl, ¢ KOTOPHIM pPeOEHOK MOXET POAMTHCS. DTO TPOUCXOIUT BO BCEX
nomynssix EBponsl m1 CeBepHoit AMepuku. Cpenn adpHUKaHIIEB W a3HATOB HOCHUTEIH
MYTHLHH 0oJiee PEIKH, COOTBETCTBEHHO, 00JIE3Hb BCTPEUACTCS PEXKE.

¢ Kaxk pacno3naémcsa 300poebiii Hocumesnp 2eHa MyKoucyuoo3a?

Ecmm poxknmaercss peOEHOK ¢ MyKOBHCIMIO30M, TO, HECOMHEHHO, €r0 POIMTEIH
SIBJISTFOTCSI 30POBBIMI HOCHUTEISIMH. 3I0POBOTO K€ HOCHTENS, Y KOTOPOTO HET OOIBHBIX
MYKOBHCIIJJO30M JAETeH, MOXHO paclO3HAaTh TOJBKO C MOMOIIBIO TCHETHIECKOTO
HCCIIEIOBaHNSA HA MYKOBHUCIHAO3. DTO MCCIEAOBAHNE COCTOUT B IIOMCKE MYTAIlMM I'e€HA
CFTR B JHK k7eTok KpoBH, B3ATHIX IIPH IIPOCTOM 3a00pe.

310 TecT, KOTOPBIH MPOBOAUTCS TOJIBKO B CTELHATBHBIX
BBICOKOKBaJN(HUIIMPOBAaHHBIX JTabopaTopusix. Ilepesn BBHIONHEHNEM TecTa 00S3aTEIbHO
MPOBOIUTCA KOHCYJBTAllUsA C BPauoOM- T€HETHKOM. XOpOIIO OpPraHW30BaHHBIC LEHTPHI
NpeaycMaTpuBalOT B OJMH W TOT JK€ BHU3UT COOECENOBAaHUE CO CIICHHAINCTOM -
TeHETUKOM U 3a00p KPOBHU JJIS IPOBEJCHUS TeCTa.

¢ Ymo makoe zenemuueckasn KOHCyabmauusa u noiemy ona mak easxcna?

I'enetnueckass KOHCynbTalMs 3To Oecema ceMeiHON mapsl co creruanucroM. OHa
CIIY)KUT JUISL TOTO, YTOOBI PEIINTh, UMCIOTCS JIU B TCHETHUYCCKOM MPOduiIe MpoOIeMbI
WIM PUCKH, KOTOPHIE MOTJIHM OBl OTPa3uThCs Ha 370poBhe pebEHKka. MneanbHblii MOMEHT
JUIs Ha3HAUCHHs COOECeNOBaHUS - 3TO JTal IUIAHUPOBAHMS 3a4aTusi, MOTOMY YTO
CHCIMANKCT- TEHETHK, IPOAHAJIM3MPOBAB HUCTOPUIO (aHAMHE3) CEMbH, CIOCOOCH
MOPEKOMEH/IOBATh TECTHI, KOTOPbIE HEOOXOIUMO CHeNaTh 10 Ha4dajaa 0epeMeHHOCTH,
YTO TO3BOJIUT TaKUM OOpa3oM H30eKaTh IMOcie Hadajia OEepeMEHHOCTH IPOBEICHUE
UcclieoBaHUK yke camoro twmoga. OueHb BakHO, YTOOBI B coOeceqOBaHUH
Y4aBCTBOBAJH 00a mapTHEpa.

KonkperHo, B cilydae ¢ MYKOBHCITUIO30M, TCHETHYECKOEC KOHCYIbTHPOBAHUE
UCIIONB3YeTCS ISl TOTO, YTOOBI paccKa3aTh 3aWHTEPECOBAHHBIM CEMEHHBIM IIapaMm o
TECTe, M 0 pe3ybTaTaX, KOTOPbIe OH MOXET J1aTh. ClieyeT MOMHHTD, YTO JFOO0H YeTTOBEK
MOJKeT ObITh HOcHTeleM MyTanTHOro rena CFTR, naxe ecinu B cembe He ObLIO CliydaeB
3a00JIeBaHMs HU Y OJMKaHIINX POJCTBEHHUKOB, HU Y TIPEJIKOB.

¢ Komy cnedyem npoitmu mecm Ha 300p060e HOCHUEILCHEO 2EHA MYKOSUCULO03a?

TecT Ha HOCHTENILCTBO PEKOMEHIYETCSl TIPOHTH BCEM JIIOASM, Y KOTOPBHIX B ceMbe
ObLIM POJACTBEHHUKH, 0OJBLHbIE MYKOBHCIMIO030M, IIOTOMY YTO Yy TaKHX JIIOJEH
Gorbiiie BepOATHOCTh ObITh HocuTedeM reHa CFTR (mabauya 3), vem y apyrux momeit
B momyjsiiuu. TecT TMO3BONISIET OKOHYATENBbHO OINPEJENUTh, SBISAETCS UeOBEK
HOCHTEJIEM» WM HET, a TaKKe MPOBECTH CPaBHCHHE C HANICHHBIMUH MYTALMAMHU Y
60IBHOTO.

TecTupoBaHHe MOTYT NPOMTH TAKXKE JIIOAM, Y KOTOPBHIX HET OOJBHBIX POJICTBEHHHKOB,
HO KOTOpBIE XOTST POJHTH 3JI0POBBIX JIETEH M WHTEPECYIOTCs, Kakue 00CIeJOBaHMS
CTOMT CJeJaTh Iepes 3adaTheM, 4YTOObl YMEHBIINTh PUCK POXICHUS peOEHKa ¢
HacJIeJICTBEHHBIM 3a0oseBaHneM. B o0mieli momyasinum reHeTuyeckoe odciae0Banue
HA MYKOBHCHHMJI03 MOKeT BBISIBUTH OOJIBHIMHCTBO 3J0POBBIX HOCHTEJNeil, HO He
BceX. [loaToMy HekoTopas YacTh M3 OOCIEIOBAHHBIX JIIOJEH IO pe3yabTaTaM TecTa
MOJKET IONYyYUTh Pe3yibTaT «HE HOCHTEIb», B TO BpeMs KaKk Ha CaMOM Jeje OHH
SBIISTIOTCSI HOCUTETSIMH  («IOKHOOTPUIATEIBHBINY pe3ynbTar). | eHeTHndeckne TeCTHl,
KOTOpBIE UCIIOJB3YIOTCS B HACTOsIIEEe BpeMs, BhISABISIIOT B Mtanuu, B cpeanem, 75-80%
myTaruii CFTR (¢ HEKOTOPBIMH Pa3sIHYUsAMU MO PETHOHaM). DTO SBISETCS OCHOBHOM
IIPUYMHOM, 110 KOTOPOM 3TOT TECT HE NPUHAT KaK IOCTOsIHHAA NnpakTuka HanuoHanbHOU
ciyx00¥ 3apaBooxpanenus Mranuu.

ITosTOoMy, ecnu y OOBIYHBIX JIIOAeld (KOTOpble HE WMEIOT pPOJICTBEHHHKOB C

MYKOBHUCIHI030M HJIH HOCHTEIICH):
* Tect uaeHTupuuupyer myramuio reia CFTR, To pe3ynbrar HecCOMHeHHBIH, U 3TO
03HAYaeT, YTO 3TOT YEJIOBEK SIBJISIECTCS 3/10pPOBBIM HOcHTeNleM MyTanTHOro reHa CFTR,;

79



* eclM TecT HEe HWACHTUOHUIHMPYET KakoiW-muOo wmyrtammu reHa CFTR, pesymbrar
YKa3bIBacT Ha 3HAYUTENILHOE CHIDKCHHE BEPOSTHOCTH TOTO, YTO YEJNOBEK SBIIACTCS
HOCHTEJIEM, HO He HCKJII0YAET 3Ty BEPOSTHOCTH MOJTHOCTHIO;

* KOTJa TeCT BBUABIAET CeMEWHyI0 mapy, riae o0a mapTHEpa SBISIOTCS 3TOPOBBIMH
Hocutensmu reHa CFTR, mnsa Toro, 9To0pl m30eXaTh pHCKa POXKICHHS OOIBHOTO
MyKOBHCLHIO30M peO&HKa, 3Ta mapa MOXET MNpuOerHyTb K IPeHATaIbHOM
JuarHoctuke (MOCPenCTBOM BHILIOLCHTE3a M MEHETHYECKOTO HCCIIEA0BaHMs 00pasiia
BOPCHHBI Ha JIeCATON Hezeae OepeMeHHOCTH)

Cmompume maxoice:
3.7 TlpenaranbHas TUArHOCTHKA
3.7.1 IlpeHaranbHast UATHOCTHKA y TTap- HOCUTENCH
3.7.2 IlpeHaranbHast TUaTHOCTHKA y TIap, KOTOPBIE HE UMEIOT 0CO00T0 PHUCKa MyKOBHCIIMA03a

Ewé oona ucmopus

Cemetinas napa ooicudaem nepeo2o pebdénxa. Ilpu obviuHom naanosom Y3U-
006¢1e006anUL NI00A Y He20 OblIA 6bISENIEHA NOBLIUEHHAS] IXO2EHHOCHbL KUMEYHUKA, O
ecmo, codepacumoe KuuleuHuka Ovlio Oonee niomuwviM, uem @ Hopme. Cneyuanucm,
KOmopblil npo8ooun UCCAe008anue, NOACHUL, YMO MO Modcem Ovlmb NposasieHuem
MYKOBUCYUOO3A, U  NOPEKOMEHO0BANl  NPOUMU  2eHemuyeckoe  obcaedosawue.
Obcnedosanue nokasano, ymo mamo séisemcs Hocumenvhuyen mymayuu cena CFTR, 6
Mo 8pemsi KaK y omya e 6bL10 0OHAPYICeHo HU 00HOU U3 Hauboee pacnpoCmpanéHHbIx
Mymayuil, KOmopbvle MOJNCHO OblIO 8blA8Umb 8 OAHHOU 1abopamopuu (8vlsagisembvle
mMymayuu cocmagnawom okono 75% om o06wje20 YUCIA B603MONCHLIX MYMAYUll 2eHd
CFTR). Pezynemam mecma Obll 6bl0aH HA pPYKU pooumensim 06e3 KaKux-iubo
o0bwvsicHeHull. Pooumenu KoHcynemupo8anuce ¢ 3mum 3aKi04eHuemM y pasiuyHbIX epadetl
U NOMYUUNU 3aKTIOUeHue, uYmo 0yOywuli pebOEHOK, B03MOJCHO, Oydem 300p0O8bIM
HOCumenem Mymayuu, Ho, 80 8CAKOM cayyae, bydem 300po8. Pooumenu nouyecmeosanu
cebs1 YCnOKOEHHbIMU

Oouaxo, npu podcoeHuu y peOeéHKa NposGUNACH KUUMEYHAsT HEeNnpOXOOUMOCHb,
HA3b18AeMdasi MEKOHUANbHLIM —UNEYCOM, HYMO AGIAeMC MUNUYHBIM NPOsGIeHUeM
MyKosucyuoosa, komopoe ecmpeuaemcs y 10 — 15% 6oavuvix. [Juacnos Ovln
noomeepacoeén nomosvim mecmom. Imo npouzowino? bvina au owubra 6 cenemuieckom
obcnedosanuu pooumenei?

K coxanenmto, ommbOkn He Obu10. TecT ObUI BBINOJIHEH NPaBHIBHO, HO B
MOCJIeTyIONIeM He ObUIa MPOBEAEHa MeHEeTHYeCKass KOHCYNbTalus, Ha KOTOPOH JOJDKEeH
6611 OBITH pa3oOpaH pe3yibTaT uccienoBanus. Ha cobeceoBaHnM TeHETHK- CIICLMAINCT
M0 MYKOBHCIUJIO3Y yKaszaj Obl, 4TO, XOTSl y OTIa pe3yibTaThl T€HETHYECKOTO TecTa
OTPHIATENIFHBI, OH UMEET «OCTATOUHBIN» PHUCK OBbITh HOcUTeneM. IIpu 3ToM ObLta OBI
JlaHa pEeKOMEHIaLUsl [IPOMTH HCCIIeIOBAaHUE HA HAJTWYME JIPYTUX, O0oJiee peIKuX MyTalii
rera CFTR. B ganbHelieM ObUTO MPOBEACHO 3TO HCCIICAOBAHHE, KOTOPOE MOKA3alo,
YTO OTEeIl SABISUICS 3IO0POBBIM HOCHTENEM OYEHb PEIKOH MyTaluH, KOTopas He
BBIIBIIICTCS IIpH OOBIYHOM TECTE, BBINONHAEMOM B OONBIIMHCTBE HabopaTopuii
(cMotpute BbIile). CMoTpUTe Takke mabauysl 3, 4, 5 na cmpanuyax 88-89.

MpeHaTaAbHas AMarHocTUka

Kpome kak mpupoxAeHUM U Ha NPOTSHKEHUU BCEH JKU3HU YEI0BEKa, MyKOBHCLUA03
MOXKHO JAMarHOCTHpPOBaTb TaK € BO Bpems OepemeHHocTH. IIpeHaTanbHas
(mopomoBast) MAarHOCTHKA OCYIIECTBISIETCST IIOCPEICTBOM  BWJIJIOLEHTe3a: 3TO
HCCIIEJIOBaHUE COCTOMT B TOM, YTO Ha JAECATOW Henene OepeMEHHOCTH IPOM3BOAWTCS
3a00p KyCOYKa IUIALEHTHl (XOPHOHWYECKOH BOPCHHBI, «BHJUIO» - BOPCHUHKA)). AHAJIHM3
MOXHO BBINIOJIHUTH TAKXe€ IOCPEICTBOM B3STHS 00paslia aMHHOTHYECKOH >KHUAKOCTH
(amunonentes) Ha 17"-20" nezene, HO HELOCTATKOM B JAaHHOM CIIy4ae SBJISETCS TO, 4TO
pe3ysbTatr OyeT MoJIyyeH Ha JOCTATOYHO IO3/IHUX CPOKaX OEPEMEHHOCTH.

3.7.1 lMNpeHaTtaAbHas AMarHOCTUKa y nap - HOCUTEAEH.
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Ecan B cemeiiHoii mape 06a Juna 3HAIOT 0 TOM, YTO OHM SIBJISIIOTCS HOCHUTEISIMHU
reHa MyYKOBHMCLH/03a, TO MOKHO BBINOJHUTH NMPEeHATAILHYI0 JMarHocTuky. Takue
napbl MMET MOBBILIEHHBIH PUCK POKAeHUs PedEéHKA, 00JbHOI0 MYKOBHCIHA030M
(puck poxaeHusi 00JbHOTO pedéHKa cocTaBJsieT 25% npu Kaxk10i GepeMEeHHOCTH).
B Taknx cemelHBIX mapax, Koraa o0a UelIoBeKa SBISIOTCA 3J0POBBIMH HOCHUTEISIMU
MyTalluyd, TECT MOXKET 3apaHee 1aTb YETKWH OTBET. Pasymeercs, mpeamodTHTEIbHEE
MPOBECTH BHJUIOLIEHTE3, HEXEIH aMHHOIIEHTE3, TaK KaK pe3yjibTaT OyJeT IoJydeH Ha
OoJsiee paHHUX CpoKax OepeMEHHOCTH (IO JBEeHaauaroi Hexenu). B Tom ciydae, ecnu
OyzmeT mmarHocuupoBaHO 3a00JIeBaHHE Y IUIOJA, NPU JKEJIAHUH, Iapa MOXET IpepBaTh
6epeMEeHHOCTb.

Cy1ecTByeT Takke Apyroi Cnocod AMarHOCTHUKH, 3TO T€éHeTHYeCcKasl JUarHOCTUKA 10
3ayatust, korga Ha Hammuume wmyTtanquun CFTR  mpoBepsiercss  oruonoTBopEHHas
SUTIEKIeTKa (TIPEIMOPHOH), TTOCIIe Yero OHAa IOMEIIaeTcs B MAaTKy Uil JalbHEHUIIero
pa3BuTHs OEpeMEHHOCTH. DTO OYCHB CIIOJKHAS MIPOLEAYpa, C MHOTHX TOUEK 3PEHUS, B
Uramuu ona permamentupyercs 3akoHoM 40/2004, KOTOpbIi celidac HaXOAWTCS B

CTaluu nepecMoTpa AJIst aaarTalliy €ro K 06LL[G€BpOHCfICKPIM HOpMaM.

3.7.2 lMpeHaTtanbHasa AMAarHOCTUKa y nap, KoTopbie He UMeIT 0co60ro
pUcKa MyKOBUCLIMAO3a («0b6LLLaA NonyAaLms»)
Ecmu Hen3BecTHO, ABNAIOTCS 11 00a ponutens Hocutesimu TeHa CFTR, BeImoiHATE

aHaJIu3 Ha MYKOBHUCIHJO03 Y IJI0Ja HC YMECTHO, JaXKC €CJIM 3TOT aHaJIM3 IpeAJiaracTcsa B
JOMOJIHEHUE K IPYT'UM HUCCIIEAOBAHNUAM, BBINIOJIHACMBIM C IIOMOIIBIO BUJIJIONEHTE3a U

AMHHUOIICHTEC3Aa. B H0]106HI)IX CJIYYasIX Mpoponkerue Ha ctp. 90

Tabauua 3 - BEPOATHOCTb 6bITb HOCUTEAEM FeHa

MYKOBMCLIMAO3a

CreneHb pOACTBa YeAOBEKa
¢ 60AbHbIM

Aeayluka/6abywka

PoauTtenb

Bpar/cectpa

AAan/181A

MNAeMSAHHUK

ABOIOPOAHLIN 6paT/cecTpa

TpotopoaHblit 6pat/cectpa

Bes poactBa

BeposTHOCTb TOrO, YTO
YenoBeK fABASETCA HOCUTEAEM

1:2(50%)

1: 1(100%)

2: 3(66%)

1:2 (50%)

1:3 (33%)

1:4 (25%)

1:16 (6%)

1: 25 (4%)

Tabmua 3 nokasblBaeT BEPOSITHOCTb, C  KOTOPOI
POACTBEHHUK B6OABHOTO  MYKOBMCLMAO30M MOXET 6biTh
HOCUTEAEM MyTauuW: 4YeM O6AMXE POACTBO, TEM BbiLie
BepOATHOCTb BbiTb HocUTEAEM. B AeBom cToAbLe ykasaHa
cTeneHb PpoACTBA C 60AbHBIM. B npaBom cronbue -
BEPOATHOCTb HOCUTEAbCTBA. TabauLa uMTaeTcA CAeAYIOLUM
obpasom: B nape AeAYWKU WU 6abyliku (kaK CO CTOPOHbI
Marepu, Tak U CO CTOPOHbI OTLIA) OAMH W3 ABOMX HENPEMEHHO
SIBAIETC  HOCUTEAeM, TakuM o6pasom, umeerca 1
BEPOATHOCTb U3 2, uto Gabylika MAU Aepyllika sIBASieTCS
HocuTeneM. B nape poauteneli 60AbHOrO MyKOBUCLIMAO30M
pebéHka obGa HABAAIOTCA HOCUTEASIMM, HWHauye rOBOpA,
1BeposTHOCTb U3 1 uaM 100% BEPOATHOCTL HOCUTEAbCTBA.
Bpat WAM cecTpa 60AbHOTO UMEIOT 2 BEPOATHOCTH U3 3 BbiTh
HocuteneM.  MAeMAIHHUK  BOABHOrO  YenoBEeKa  MMeer
BepOATHOCTb 1 u3 3 6biTb HOCUTEAEM. B CAydae, ecau Her
HUKAKOTO POACTBa C 6OABHBIM MYKOBMCLIMAO30M, TO €CTb «B
cembe» He ObIAO cAyueB 3aboneBaHWs, BEPOATHOCTb ObiTb
HOCUTEAEM  (HWXHAS  CTpodka TabAMubl)  cOCTaBAAET
npubAu3UTeAbHO 1 Ha 25.

Tabauua 4 - UBMEHEHUE PUCKA POXXAEHWS BOAbHOTO PEBEHKA Y CEMEMHbIX NAP, MPOLLIEALLIMX TECTUPOBAHME HA
HOCUTEABCTBO, WCMOAL3YSi TMHETUYECKUI TECT, CIOCOBHOTO BLIABWUTH 75% HOCUTEAEN
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TUNOAOTMA CEMENHBIX Nap PUCK  poxXaeHus | PeayabTtar TecTMpoBaHWs PUCK POXAEHUA BOABHOTO
60AbHOTO pebEéHka nocae
pebéHka AO TECTUPOBaHUA
npoBeaeHun
TECTUPOBAHUA

Bpat/cectpa 60AbHOrO 1:150 BPAT-/CECTPA- HOCUTEAb 1: 400 (0,2%)
MYKOBUCLUAO3OM (0,6%) + napTHEP-HE HOCUTEAD (* *)
+ BPAT-/CECTPA - HOCUTEAb 1:4 (25%)
O6bIYHbIN NapTHEP (*) + MapTHEP- HOCHTEA (**)
BPAT-/CECTPA - HE HOCUTEAb 0
+ napTHEP-HE HOCUTEAD (**)
BPAT-/CECTPA - HOCUTEAb 0
+ napTHEP-HOCHTEAD (**)
Anns/téma 1:150 ARS/TETA HOCUTENb 1:400 (0,2%)
60ALHOrO MyKOBMCLIMAO3OM (0,5%) + RapTHED He HoCHTERS (%)
ASIAS/TETS -HOCHTEAL 1:4 (25%)
+ napTHEP HOCUTEND
ARAS/TETA ~HE HOCUTEA (*%%) 1:85 200 (0,001%)
+ apTHEP HEe HOCHTEAb (* *)
ASAR/TETA ~HE HOCHTEAb 1:825 (0,1%)
+ napTHEP HOCUTEND
ABOIOPOAHBIN 6paT/cectpa 1: 400 ABOKOPOAHBII BPAT/CECTPA-HOCUTEAL 1:400 (0,2)%
60ALHOTO MYKOBMUCLIMAO3OM (0,2%) +napTHED- He HOCHTENb (**)
+ ABOIOPOAHBI BPAT/CECTPA-HOCUTEAL 1:4 (25%)
00bIUHbIV NAPTHEP +MapTHEP- HOCHTEAb (** %)
ABOIOPOAHLIM EPAT/CECTPA-HE HOCUTEAL (++¥) | 1:56400 (0,001%)
+napTHEP- He HOCUTEAB (**)
ABOIOPOAHLIM EPAT/CECTPA-HE HOCUTEAL (*+%) | 1:564 (0,1%)
+napTHEP- HOCUTEAb

(*) Mpu 06Lueit BEPOATHOCTH BbiTb HOCUTEAEM FEHA MYKOBUCLMAO3a=1:25; (**) C Manon BEPOATHOCTbIO BbITb HOCUTEAEM FEHa MyKOBUCLIMAO3a=1:100;

(***) YenoBek He ABASIETCH HOCUTEAEM CEMENHON, AMBO MHOW AOCTYMHOW ONPEAEAEHUIO MyTaLMK (OCTAaTOUHbINA PUCK HOCUTEALCTBA: AAAA=1:213, ABOIOPOAHLIN 6par=1:141).

Tabamua 4, B CBOIO O4EPEAb, MOKA3bIBAET, UTO B NAGHE
pucka  poxaeHus  6oabHOro  pebéHka  MeHsieT
NPOBEAEHWE TECTa Ha HOCUTEALCTBO AASA Map, COCTOSLLMX
M3 POACTBHHUKa 6GOABHOTO MyKOBMCLMAO30OM (6paTa,
ASAM, NMAEMSAHHMKA) W napTHépa 6e3  cayuaeB
MyKOBUCLMAO3a B CeMbe (M Takum o6pa3om, umeet
006LLEenonyASLMOHHYIO BEPOATHOCTb ObITb HOCUTEAEM, TO
ectb, 1 u3 25).

B nepsBom cToAbBUe (CAeBa) ykasaHbl  BO3MOXHble
KOMBWHaUMKM nap, BO BTOPOM CTOAGLE (CnpaBa)- oueHka
pUCKa poXAeHUsi BOAbHOTO pebEHKa AN KaXAOW napbl
(pUCK, pacCUMTaHHbIM AASI COCTOSIHWSA, AO MPOXOXAEHWUSA
Tecta Ha HOCUTEAbCTBO). B TpeTbem cTonbue YyKa3aHbl
pe3yAbTaThl TECTUPOBaHUS, B YETBEPTOM CTOAOLE (CnpaBa)-
OLEHKa pucKa poXAeHWUs 6oAabHOro pebéHka nocae
NPOXOXAEHUs TecTa o6oMMK napTHEPamu. MOXHO BHUAETb,

4To €CAM MO pesyAbTatam TecTa oba napTHEpa ABAAIOTCA
HOCUTEASIMH, PUCK POXAEHWSE BOAbHOTO pebéHka Bceraa

nosbiweH: 1 13 4 (Npu kaxaon GepemeHHOCTH). MOXHO
Takxe BMAETb, YTO €CAM MO pesyAbTaTam Tecta oba
naptHépa He ABAAIOTCA HOCUTEAIMU, PUCK POXAEHUA
60AbHOrO pebéHka CTaHOBUTCS OYeHb MaAbIM (1 Ha 400).
CuTyaumsi, KOrAa OAUH MapTHEP HOCUTEAb, @ APYroW- HeT:
(«oTpUUAaTEAbHbIM» MO pesyAbTaTam TecTa), BEpOSiTHOCTb
6blTb  HOCMTEAEM CHUXAaeTcs, HO He WCKAouYaetcs
noAHoCTblO (BapbupyeT oT 1:25 ao 1:100). CemeiHas
napa ¢ NoBbILEHHbIM PUCKOM (1:4) poxAeHWUsi 6OAbHOrO
pebérka MOXeT BOCMOAb30BaTLCA npeHaTanbHOM
AMArHoCTMKOM Ha paHHel ctapun 6epemMeHHOCTH, YTOObI
TOYHO YCTAHOBUTb HaAMUME UAW OTCYTCTBUE 3aboneBaHUs Yy
6yayLLero pebérka.

Tabanua 5 - UBMEHEHWE PUCKA POXKAEHWUS BOABHOTO MYKOBUCLIMAO3OM PEBEHKA Y MAP,
MPOLIEALLUX TECTUPOBAHUE HA HOCUTEABCTBO
MPU UCNIOAB30BAHWU TEHETWYECKOTO TECTA, CMOCOBHOTO BbIfIBUTb HOCUTEALCTBO B 75% CAYUAEB

TWUMOAOTUA CEMEMHbIX NMAP | Puck poxaeHus |

PE3YALTAT TECTA | PucK poxaeHusa




60AbHOTO 60AbHOrO pebéHka
pebéHka A0 NocAe NPOBEAEHUS
npoBeAeHUs Tecta
Tecta
YEAOBEK- HOCUTEAb
Yenosex, + . - 1: 400 (0,25%)
Ye AMarHoCTMpOBaHHbIN napmnép- ne nocumens (**)
HOCHTENS + 1su 100 YENOBEK- HOCUTEAb 1050
O6bIYHbIN NAPTHEP (*) + napmuep- nocumenb
YEAOBEK- HOCUTEAb 1: 400 (0,25%)
+ napmuép- ne nocumens (**) ) o
CeMmeitHas napa, 1su 2.500 YENOBEK- HOCUTEAB 1:4(25%
cocTosALasn U3 06bIYHbIX AHOAEH (*) (0,04%) + napmunép- Hocumens )
YENOBEK- HE HOCUTEAG (**)
. i 1:40.000 (0,0025%)
+ napmuép- ne nocumenv (**)

(*) C 06LLENONYAALIMOHHOW BEPOATHOCTbIO ObITh HOCUTEAIMU FeHa MyKoBUCLMAO3a=1:25; (**) C HU3KOWM BEPOSITHOCTbIO BbITb HOCUTEAAMM FeHa

MyKoBucumao3a =1:100.

Tabavua 5 nokasbiBaeT BAWSIHME TECTA HA HOCWUTEALCTBO
ANS ABYX crnieumounyeckux nap. B nepsom ctonbue (caeBa)
ykasaHbl KOMOWMHaLMK B napax: B NEpPBOM CAyyae napa
COCTOWT W3 MNEPCOHbI, KOTOpas YXe 3HaeT, 4To OHa
ABASIETCA HOCUTEAEM MyTaumu, W APYrOM NepCoHbl, C
HensBecTHbIM cTaTycoM (06bluHOro YenoBeka). Bo BTopom
CAy4Yae napa COCTOMT U3 ABYX 0ObIUHbIX AtOAEN. Bo BTopoMm
cTonbUe yKkasaH pUCK poXAeHWs 6oAbHOro pebéHka Ao
NPOBEAEHUA TeCTUPOBaHUA. B TpeTbeM cToAbue yka3aHbl
BO3MOXHble BapuaHTbl Pe3yAbTaToB TeCcTMpoBaHusA. B
YeTBEepTOM KOAOHKE (CrmpaBa) ykasaHa OUeHKa pucKa,
nepecynTaHHas NnocAe NPOBEAEHWS TECTUPOBAHUS.

MOXHO BWAETb, UTO, €CAM MO pe3yAbTatam TecTa oba
napTHépa ABAAKOTCA  HOCUTEAIMM, PUCK  POXAEHUS
60AbHOrO pebéHka Bceraa bypet 1 w3 4, a ecam oba

napTHépa HOCUTEAMU HE FABASIOTCA, PUCK CTaHOBMUTCA
oueHb ManbiM (1 13 40.000). Ecav 0AMH M3 napTHEpPOB
ABASIETCA HOCUTEAEM, @ APYrOW- HEeT, TO PUCK CTaHOBUTCH
npomexytouHbiM (1 13 400), 3T0 NPOUCXOAUT MOTOMY, UTO Y
UeNoBEeKa, MOKa3aBLUEro OTPULATEeAbHbIM pesyAbTaT npu
TECTUPOBaHWUK, BEPOSITHOCTb ObiTb HOCUTEAEM CHUXaeTCs,
HO He WCKAKUaeTca MOAHOCTbO, (KoaebaeTcs oT 1 U3 25
A0 1 13100), TO ecTb, CyLLECTBYET «OCTaTOUHbIN PUCK» 13-3a
TOr0, 4TO OObIYHbIA TEHETUYECKUI TeCcT He BbIABASET
HEKOTOPbIE PEAKUE MYTaLMU.

CemelHas napa C NoBbILWEHHbIM PUCKOM (1:4) poxAeHWs
60AbHOTO pe6EHKA MOXET BOCNOAL30BATLCS MPEHATAAbHOWM
AVMArHoCTMKOM Ha paHHel cTapun 6epemMeHHOCTH, YTOObI
TOYHO YCTAHOBUTb HAAMUME UAU OTCYTCTBUE 3aBOAEBaHMSA Y
6yayLLero pebérka.

XeaaHue poauTb 3A0POBOIO pe6éHKa: AOpOAOBas AMArHOCTUKa (NCUXo couuanbHble

acnekrbl)

CeropHa CeMeiHbIM napam, y KOTOPbIX €CTb GOALHOM MyKOBMCLMAO30M PeBEHOK, AOCTYMHa AOPOAOBas
AMArHoCTMKa, MOCPEACTBOM TEHETMUECKOro OOCAeAOBAHWA MAOAA HA AECATON Hepene GepeMEeHHOCTM.
PelleHre NPoITU AMArHOCTUKY, UTOBbI MMETb 3A0POBOr0 pebEHKa CoUeTaeTca ¢ BOMPOCOM, CTOUT AU XU3Hb
C MYKOBMCLMAO30M TOTO, 4TOBbl €€ MpoXuTb. OTHOLLIEHWE K 3TOMy BOMPOCY M OLEHKA OCHOBbLIBAIOTCA Ha
pasAMUHbIX AOBOAAX. AO TOTO Kak CTana AOCTYMHa AOPOAOBAA AMArHOCTUKA, BOABLUMHCTBO POAMUTEAEI AETEN
C MYyKOBMCLMAO30M PacUEHUBaAM W XAAAM €€ MOAaBAEHUA KAk OueHb BaXHOW METOAMKM, UMEAW
HamepeHne UCMNOAL30BaTh €€, KOrAa OHa CTaHeT BO3MOXHON. B AEMCTBUTEAHOCTH, YacToTa MCMOAL30BAHMA
npeHaTaAbHOM AMarHOCTUKKM, MOCAE TOro, Kak OHa CTana AOCTyMHa, OKasaAacb OuYeHb BapuabeAbHON B
Pa3sAMUHbIX CTpaHax. B HEKOTOPbLIX - YacTo, B APYrUX - pexe. McanepoBaHue, npoeBeaeHHoe B Hadvane 90-x
cpear cemeiHbix nap obaacTu BeHeTo, yxe MeroLLmx 60ALHOrO MyKOBUCLIMAO30M pebEHKa, NoKasano, uto
npu NOBTOPHOM BEPEMEHHOCTU TOALKO 65% nap NpUBErHyAo K npeHaTtaAbHOM AMarHocTuke. B Tex cTpaHax,
rAe POXAAeMOoCTb Bbille YeM B Utaaun (Hanpumep, CLLIA), KOAMUYECTBO nap, PELIMBLIMX 3aBECTU BTOPOro
pebEHka nocae PoxXAeHUs BOAbHOTO, BbIAO Bbille, @ YacToTa NPOBEAEHMA MPeHaTaAbHOMI AMArHOCTUKK

CUABbHO BapbWpoOBaAna.

POAMTEAM UCMbITBHIBAIOT OYEHb NPOTUBOPEUMBbLIE YyBCTBA M BbIBOP UPE3BbIYAWHO CAOXEH. Y pOAMUTEAEH
NPUCYTCTBYET CTpax TOro, 4YTO OHM OyAyT He roToBbl MpepBaTh GepemMeHHOCTb B CAyyae, ecau Oyaer
MOATBEPXAEHO HaAWUMe BOAE3HM, OnaceHus Mo NOBOAY CNPABEAAMBOCTU U STUUHOCTH NOAOBGHOTO peLLeHus
B OTHOWEHWUW peBEHKa, MOpaAbHble U PEAUrMO3HbIE OrparvyeHus- BCE 310 OTpaxaeT TPYAHOCTb Bbibopa

peweHnsa. OAHaKo, €CTb WCCAEAOBaHMS,

MYyKOBMCLMAO30M,

KOTOpble
B NopaBAsitoLLeM OOAbLUMHCTBE,

nokasaAW, 4TO Camu B3POCAble, GOAbHbIE
CUWTAIOT MPaBUALHOM MPAKTUKY MNPEeHaTaAbHOM

AWNArHOCTHKM U NPeAynpexAeHus MyKOBUCUMAO3A NYTEM UCMOAL30BaHWUS TECTa Ha HOCUTEALCTBO MyTaLlii.
Tak xe opobpsetca BbIBop Napbl NpepsaTb 6epeMeHHOCTb B CAyYae BbIABAEHWUS NAOAA C BoAesHbto. Ewwé
6oAee TPYAHbIM BbIGOP CTAHOBWUTCSA B COBPEMEHHbIX YCAOBUSAX, YUUTbIBASA YBEAUUEHUE MPOAOAKUTEABHOCTH

XM3HU BOAbHBIX U yAydlLEHWE €€ KayecTBa,

a Takke 000CHOBaHHble HAAEXAbI

Ha pes3yAbTaThbl

UCCAEAOBaHUIA B 06AaCTH PaANKaAbHOIo Ae4YeHUA 3aboneBaHuA

Mpoaonxexue co ctp. 87
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JIeliCTBUTENHHO, TECT HA MYKOBHUCIIM/IO3 B COCTOSIHUM BBISIBUTH 4yTh OOJIBINC MOJIOBHHBI
IUIOZIOB C 3a00JICBaHUEM, OCTABIISAA IMUPOKUEC TPAHUIBI Ui HEONPEACIEHHOCTH.
BumtonieHTe3 ¥ aMHHUOLICHTE3, B OCHOBHOM, HUCIOJIB3YIOTCS [UIS U3YYCHHUS XPOMOCOM
wioja (aHajdu3 KapHOTHUNA), TaK KAK C YBEIMYCHUEM BO3PACTa JKEHIIMHBI, 0OCOOCHHO
craprre 35 JieT, yBEJMUYMBACTCS PHUCK XPOMOCOMHBIX TOBPEKICHUN (Hampumep,
cuaapom Jlayma). Ho wccmemoBaHuMss XpOMOCOM HHYEro HE JalOT B IUIaHE
MYKOBHCIH/I03a, JUIS KOTOPOrO HEOOXOJMMO HCCICIOBaHHE TI'€HOB, B YaCTHOCTH,
BeiBiieHHe TeHa CFTR u ero myrammit. Ecim cemeiiHas mapa, jkenmarommas 3aBECTH
JIeTei, X04eT NpeAyNPeUTh PUCK POXKICHUS OOIBHOIO MYKOBHCIHI030M PeOEHKA, OHA
MOJKET MPONTH TECT HA HOCHTEIBCTBO IMepel] 3auaTheM peOEHKa, U B ciiydae, eciau o0a
mapTtHépa OKaXyTCsA HOCHTCISAMHU, OyAeT TMOKa3zaHa JOpOJOBas JHArHOCTHKA
MYKOBHCITII03a Y IJI0fa (C TOMOIIBIO BUJJIOLIEHTE34).

Yto 6yAeT NponUcxoAuTb? CUMNTOMBI

¢ Kak 6yoem nposaenamuca 6one3us c smumu mymayuamu 2ena CFTR?

HecomuenHo, poautenn 6onbHOTO peOEHKa, caM OOJBHOM YENOBEK, XOTENH OBl 3HATB,
Kak Oy/ieT pa3BHBaThcs 3a00JieBaHUe, HA OCHOBAHUH TOTO, Kakue myTanuu rena CFTR y
HEro MMEIOTCS, 4YTO JKAET «3a TOPH30HTOM», M OoJjblle BCero, KakoBa Oyaer
MPOJIOJDKUTENBFHOCTD JKU3HH. Kak yke ObUIO CKa3aHO, TUINHMPOBAHUE KOHKPETHBIX
MyTaluil T[OMOraeT B HEKOTOPOH CTENEHHW MpPEeNBHIECTh COCTOSHHE (YHKIUA
TIOJKEITyJOYHON JKeJIe3bl, HO HE IO3BOJISET AeaTh KaKUe-TH0O0 MPOTHO3bI 10 HOBOIY
Pa3BHTHS TNATOJOTMYECKOro mponecca B JErKHX Yy KakIOro KOHKPETHOTro
NMaUeHTa, Ha KOTOPOe BIHMSIET MHOTO IPYTHX QakTopoB, kpome reHa CFTR: ato npyrue
rensl (Moaudukatopel reHa CFTR), nedeHue, okpysKaroiias cpeja.

Peus et o €rkoM, win THKETOM «(eHoTune» (CyMMBbI TeX TPH3HAKOB, KOTOPBIMH
00J1e3Hb MPOSBISIETCST), HA OCHOBAHHMH OOIIEH OLICHKH TOTO, KaK MPOTEKAaeT OONEe3Hb.
ITOT «(pEeHOTHII» HE BCEr/a CTPOTO MPUBS3AH K «T€HOTHIY» (COUCTAHHIO KOHKPETHBIX
MyTaluii TreHa) marueHta. MeXIy TeHOTHIOM | (EHOTHIOM MOXET OBITh
HecooTBercTBHE. [I09TOMY HACHTH(HKAIMA KOHKPETHBIX MyTallnii IMEET PaKTHIECKOe
3HAQUE€HWE HE CTOJBKO JUII caMoro OOJBHOTO, CKOJBKO JUIS Tap HOCHTEJNeH,
HaMepeBaIOIMXCs POAMTH JeTell (IpeHaTalbHas IHAarHOCTHKA) M POJICTBEHHHKOB
0O0JIBHOTO, JKEJAIOIINX Y3HATh, HE SBIISIOTCS I OHW HOCHTEISIMUA MYTALUH.

Janst pereHus npoOIeMbl B3aUMOCBS3H MEXKJy T€HOTHUIIOM M (PEHOTHIIOM W, TAaKUM
00pa3oM, NMPOTHO3UPOBAHUS Pa3BUTHS 3a00JIEBAHMS B 3aBHCUMOCTH OT MMEIOLIMXCS Y
OO0NBHOTO MyTaIuii, ceifuac OCYyIIECTBISAETCS BaXXKHBIM TPOEKT, (PHUHAHCHPYEMBIH
®oumom Myxkosucimaosa (Cystic  Fibrosis  Foundation) - «Knnandeckoe w
¢dyukunonansroe mposieiaenne rema CFTR (CFTR2)» ("Clinical and Functional
Translation of CFTR (CFTR2)"), koopaunatop- Garry Cutting, yausepcurer J>oHca
XomkuHca, 1. bamtumop, CIIIA). Pe3ynpTaroM [MODKHO CTaTh  OIpEJEIICHHUE
MaTOJIOrMYECKOT0 3HAUSHHUsI BCEX M3BECTHBIX Ha ceroaHsmHui geHp 1600 myTtarmii rexa
CFTR. Ho naxe nomy4yeHue 3TUX 3HAHUK B JIM MO3BOJIUT NIPOTHO3UPOBATH PA3BUTHE
3a00JIeBaHUs B KaXK/IOM KOHKPETHOM CIIy4ae ¢ JOCTaTOYHOH TOYHOCTBIO.

IMockonbky pa3BuTHe 3a00I€BaHMS POTHO3UPYETCS C TPYJOM, TO OIMCAHHBIE HHXKE
IIPOLIECCHl TIPOUCXOSAT HE BCEr/a, M He cO BceMH nanueHtamu. M paxke korma 3rto
IIPOMCXOJIUT, TO y OJIHUX IAIMEHTOB - C HE3HAYUTEIBEHBIMHU TTOCIECTBUSIMH, Y IPYTHX -
¢ Oosee cepbE3HBIMH, HO OOBIYHO - CITCTSI KAKOE-TO BPEMSI.

3.8.1. AbixaTeAbHasa cuctema

3.8.1.1. BpOHXO - AEroYHbIn OTAEA
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B Oponxax u nérkux (pucynox 6 wma cmp. 93) pa3BUBAIOTCA MOCTOSHHO
MOBTOPSIIONIMECST OPOHXUTHI U OPOHXOMHEBMOHHH, KOTOPBIE BBI3BIBAIOTCS Pa3HBIMU
OakTepusMHU, HaumOOJiee 4YACTHIMH W3 KOTOPBIX SIBISIOTCS CuUHEZHOUHAs NaiouKa
(Pseudomonas aeruginosa) u 3oromucmeii cmagunoxoxx (Stafilococcus aureus).
IMocTosiHHO TOBTOpSIFONHECs UHDEKIMH, ¢ XPOHUYECKUM BOCIAICHHEM, KOTOPBIM OHU
COIPOBOXKIAIOTCSI, MOBPEXKAAIOT JErKue. [Ipu OOMIMPHBIX TOBPEKACHUSX, JIETKAE MOTYT
MOCTETICHHO TEPSATh CBOM (DYHKIIMOHAIBHBIE BO3MOMKHOCTH MO 0OECIICUEHHIO OpraHu3Ma
KHCIIOPOJIOM W BBIBEJICHUIO YIJIEKACIOTO0 Ta3a (pa3sBMBAcTCS JAbIXaTelbHast
HEI0CTATOYHOCTH).

Kak yske ObLIO CKa3aHO, OMPENEIEHHOTO BO3PACTa U OJMHAKOBBIX MPOSIBICHUH ISt
BCE€X MAIIMEHTOB HE CYHICCTBYCT. I/IHOFI[a MpU3HAKKU TTOPAKCHUA JIETKNUX MPOABJIAIOTCA
Ha TIEPBBIX HEACTAX JKU3HH, B JPYruX ciydasx- mo3gHee (B paHHEM ETCKOM,
MOJPOCTKOBOM HJIM B3POCIIOM BO3pacte). DTO Kalllellb, YBEJIHYEHHUE YaCTOTHI JBIXaHus,
o01iue npu3Haky (CHUKEHHE allleTUTa, 3aJep)KKa poCTa, MOHWKEHHAs YCTOWYMBOCTh K
(usndeckoil Harpyske, o0IIee HETOMOTaHHE).

[pu nporpeccupoBaHuy 3a00JI€BaHMs KAILIEIb MOKET CTAHOBUTHCS TIOCTOSIHHBIM,
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ASPETTI GENERALI

COIPOBOXKAAETCA OOMIBHBIM BBIICIICHHEM
CIM3UCTOM WIM THOMHOM  MOKPOTBHL
Ilepronndeckn BO3HHMKAIOT IOBTOPHBIE
NpUCTYIIBI  (€00OCTPEeHHs»), KOTOpPBIC
MPOSBISAIOTCA  JIMXOPAAKOH, YCHICHHEM
KallUIi ¥ BBIIENEHUS MOKPOTBI, a TaKkKe
noTepel amnmeTuTa, Beca, MOBBIIIEHHOMN
YTOMIIIEMOCTBIO.

[MpomexyTkn Mmexay 0OOCTPEHUSIMU
CTaHOBSITCA OoJiee KOPOTKHUMH, KOrJa
yCTaHaBJIUBaeTCA COCTOSIHUE
XPOHUYECKO JIEro4yHoil MHpeKuMU.
I'pynnas xmerka MOXET NPUHHMATh
B3IYTYIO M TPYIHOIOABMXHYIO (opmy. Y
0OJIBHOTO TOSBIIAETCSA OABINIKA, CIaboCTh
npu (u3ndeckoit Harpys3Kke, OH BBIHYXIEH
OrpaHUYNBATh MOBCEJHEBHYIO
AKTUBHOCTb.

BpoHxuansHoe pepeeo

Crnenyer cHOBa MOBTOPHUTH, YTO 3TO
O4eHb [IOBEPXHOCTHOE OIIMCaHUE, U B JIIOOOM Cllydae pa3BUTHE IPOIECCa OYEHb 3aBHCUT
OT MHOPOBOAUMOIO JICYHCHHUA, KOTOPOEC B HACTOAIICEC BPEMsS HAXOAUTCA Ha AOCTATOYHO
BBICOKOM YpPOBHE, TaKOM, UYTO IIO3BOJIACT COXPAHATh HOPMAIBHYI0 (YHKIIUIO
JbIXaTeIbHOW CHCTEMBl BIUIOTH JIO B3POCIOrO U Jaxe 3peJoro BO3pacTa, XOTsA B
HEKOTOPBIX CIIydasx (celidac OHM BCTPEYAIOTCS TOpas3[o Pexe, YeM paHbLIe) CepPhE3HbIE
HapYyLICHHs HAYWHAIOTCS Y)KE C PAHHETO JAETCKOI0 BO3pacTa.
Jnst oueHKH QyHKIMOHAIBHOTO COCTOSHUS JIETKUX Hauboyiee MIMPOKO MPUMEHSSTCS
METOJ CIMPOMETPHYECKHX NPOO.

Cnupometpusn

CnupomeTpusa- 3T0 METOA UCCAEAOBaHUS QYHKLMW BHELUHEro AblXaHWs, NPU KOTOPOM Ha pasHblX 3Tanax

aKTa AbIXaHUSi U3MEPSAIOTCH 06BbEMbBI BO3AYXa, KOTOPbIE YEAOBEK MOXET BAOXHYTb U BbIAOXHYTb (0ObEMHbIE

rokasateAn), a Takke U3MEPSIETCS TO, C KAKOW AETKOCTbIO, AU, HA0BOPOT, YCUAMEM YENOBEK NepemMeLLaeT
3TM 06BEMBI BO3AYXa (CKOPOCTHbIE NMoka3ateAr). OB6bIUHO AAA 3TOFO MCTMOAb3yeTCs NMPUBOpP (OH HasbiBaeTcA

nHeBMoTaxorpagd), KOTopblii CNocobeH U3MepATb, Kakon 06BEM BO3AyXa (B AUTPAX) U C KAKO CKOPOCTbLIO (B

AUTPaxX B MWHYTY) MepemelLaeTcsi Mpu AblXaHWU. AASE MOAYUYEHUst 3TUX MoKasaTenelt Haubonee vacto

UCMOAL3YETCS CAEAYHOLLMI MPUEM: MPOU3BOAWUTCA TAYOOKUIA HOPCUMPOBAHHBIA BbIAOX MOCAE MEAAEHHOTO

rAy6OKOro NoAHOro BAoXa. [py 3ToM M3MEPSAIOTCA CAEAYIOLLME OCHOBHbIE MOKa3aTeAU:

* FEV1 (06béM ¢OpCMPOBAHHOTO BblAOXa 3@ MEPBYID CEKYHAY: MOKa3blBA€T CTENeHb MPOXOAUMOCTH
KPYMHBIX M CPEAHUX AbIXaTEAbHbIX MyTEW);

* FVC (dopcrpoBaHHas XWU3HEHHAsE EMKOCTb AETKMX- 00LLMI 06BbEM BO3AYXa, BbIAbIXaEMbIV MPU NPU NpU
MaKCMMaAbHO OBCTPOM W MOAHOM BbIAOXE: MOKa3blBaeT O6LLYt0 CMOCOBHOCTb AETKMX HaMOAHATLCA
BO3AYXOM W BbIAbIXaTb €r0).

e FEF25-75 (MrHoBeHHas o6bEMHasi CKOPOCTb Mpu $opcupoBaHHOM Bblpoxe 25%, 50%, 75% obliero
06bEMa BO3AyXa: NOKa3bIBAET CTENEHb NMPOXOAUMMOCTU MaAbIX,NePUGEPUUECKUX AbIXaTEABHbIX MyTEN).

3TU nokasaTeAu BbIpaxatoTCs Kak B abCOAIOTHbIX BEAMUMHAX (AUTpax BO3Ayxa, U3MeEPSEMbIX Y AAHHOTO

YeNOBEKA), TaK U B OTHOCUTEAbHBIX (MPOLEHTHOE COOTHOLLEHUE MOAYYEHHbIX PE3YALTATOB U TEOPETUUECKUX

CPEAHMX, B3ATbIX HA OCOBaHWM W3MEPEHWI B MOMYyASLMM OObIYHLIX AOAEM TOrO Xe pocTa, MoAa, YTo W

UYeNOBEK, MPOXOAALLMI 0b6caepoBaHKe), MpuHUMan 3a 100% cpepHee HOPMaAbHOE 3HAUEHWE AAA AQHHOTO

noAa 1 pocra.

B crenyromed Tabnmile KpaTKO MPEACTABICHBI OCHOBHBIE IOKA3aTelH, KOTOPHIE
WCTIONB3YIOTCS JJIsI OTICHKH COCTOSTHUS JIETKUX.

| Apyrue nokasareau AA OLEHKN COCTOSIHUA GPOHXOB M AETKHX
Cnuncok AabopaTopHbIX Moka3aTenel, KOTopble 0ObIYHO MCTMOAL3YIOTCS AAS OLIEHKM COCTOSIHUA AbIXaTEAbHOM
CUCTEMbBI MPU MYKOBUCLMAO3E
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ASPETTI GENERALI

CO3 (CKOpPOCTb OCEA@HUA 3PUTPOLIUTOB): OLEHMBAET CKOPOCTb, C KOTOPOM KAETKU KPOBWU (OCTABAEHHOW B
cneuvanbHOM MUMETKE) NOA AEMCTBUEM CHAbI TAXXKECTU OTAEAAIOTCA OT XMAKOM YacTh KPOBM (MAa3Mbl). SToT
nokasateAb yBEAMUMBAETCS MPU MHOEKUMOHHbBIX Mpoleccax M BocnaneHuW. BbinoaHsetcs npu 3abope
KPOBW U3 BEHbI.

C- peaKTuBHbI 6enOK: 6EN0K, KOTOPbIV BbipabaTbiBaeTCsi B MEUYEHU, ero ypoBEHb NOBbILLIAETCA B KPOBU Mpw
060CTPEHUsIX MHOEKUMOHHOIO mpouecca M BocnareHUW. Ero HaaMune B KPOBU B KOHLEHTPaLUMK Bbiwe 19
MI/MA MOXET YKa3biBaTb Ha 6aKTepranbHyto MHOEKLMIO. BbINOAHSIETCA NpU 3a60pe KPOBU U3 BEHDI.

UCCAEAOBAHUE A30BOIr0 COCTABA KPOBMW: no3BOASIET M3MEPUTL YPOBHM KUCAOPOAQ U ABYOKUCH YrA€POAA
B KPOBU. ITO MMEET BaKHOE 3HAYEHUE AN AMATHOCTUKU AbIXaTEABHOM HEAOCTATOYHOCTU (CHUXKXEHWE YPOBHS
KMCAOPOA@ U YBEAUUEHWE YPOBHS YIAEKUCAOTO ra3a B KPOBW). Hauayulune pesynbtatbl AGET aHaAU3 KPOBH,
B3SITOM M3 apTepuu (AAA aHaAM3a ra3oBOr0 COCTaBa apTepUanbHOM KPOBW, Kak MPaBWAO, UCMOAL3YETCS
Ay4YeBas apTepusa 3anscrbsi). AHaAM3 ra3oBOr0 COCTaBa KPOBMU TaKKe MOXET ObiTb BbIMOAHEH C MOMOLLLIO
oT60pa NPob KanUAASPHOW KPOBM (0ObIYHO M3 KOHUMKA MaAbLa, MOCAE Ero NPEeABAPUTEABHOTO Pa3orpeBa,
yT0Obl YBEAMYUTb MPUTOK apTEPUAAbHOM KPOBM): MPUEMYLLECTBO 3TOr0 cnocoba COCTOMT B TOM, YTO OH
MeHee 60AE3HEHHbIN, HO Er0 HEAOCTATOK - B TOM, YTO OH MEHEE TOUHBIN.

OKCUTEMOMETPHUA (MAM «MyAbCOKCUMETPUSI»): GECKPOBHBIA METOA M3MEPEHWSA, OMPEAEASHOLLWIA, Kakow
NPOLUEHT reMorA0bMHa KPacHbIX KPOBSIHbIX KAETOK, MPeAHA3HAUYeHHbIW AAS CBA3bIBAHWUS M MEPEHOCKa
KUCAOPOA@ K TKAHAM, «HaCbIWEH» KUCAOPOAOM. CrneunanbHbIi CEHCOP (MAM AATUMK), BbINOAHEHHbIN B BUAE
KAMMCbl - TMPMLLENKU, MOMELLAETCA Ha MOYKE yXxa WMAM Ha KOHUMKE NaAbLa, AATUUK MOAKAKOUEH K
HeboAbLLIOMY NpPUBOPY (OKCUMETPY), KOTOPblE HEMOCPEACTBEHHO PEFUCTPUPYET YPOBEHb HACHILEHWS B
NMPOLEHTHLIX 3HAYEHWUAX MO OTHOLUEHUID K abCOATHOMY HacbilweHuto B 100%. XOpoWwWM 3HaYeHWM
HacbILWEeHNUs cunTaeTcsa 3HaueHue 6onblue, YeM 93-94%. Boree HU3KUE 3HAUYEHUA YKa3biBAOT HA pPasHyto
cTeneHb «HEHAChILWEHHOCTH», @, CAEAOBATEABHO, AedULIMTA KUCAOPOAA. ITOT METOA Takxke NMpUMeHsieTcsl B
Harpy3ouHblx Npobax (Hanpumep, YPOBEHb HEHACHILLLEHHOCTH, NpK XoAbbe UAK bere), AMbo BO Bpems CHa
(KOTOPbIM MOXET COMPOBOXAATLCA AecaTypaLuMent, OTCYTCTBYHOLLEN B COCTOSIHUM BOAPCTBOBAHMS).

KYABTYPAABHOE BAKTEPUOAOTMYECKOE WUCCAEAOBAHUE MOKPOTBI: ana Toro, 4tobbl OLEHMBATb
HaAMuMe naToreHHbIX 6OaKTepUii B AbIXaTEAbHbIX MyTAX, WCMOAb3YeTCS MOCEB AAS  BblpallMBaHUs
6aKTepuanbHON KyAbTypbl M3 MaTepuana, MPOMCXOASLLETO M3 HUXHMUX AbIXaT€AbHbIX MyTen. [pu 3ToMm
NPOMU3BOAMUTCA WMAEHTUOUKALMA Pa3AMUHBIX BWAOB OaKTepui, KOTOpble PacTyT Ha ChneuuanbHOM
KYAbTYPaAbHOM cpepe. 3TO UCCAeAOBaHWE TaKXe MO3BOASET NPOBEPUTb YyBCTBUTEABHOCTb PA3AMUHbIX
6aKTepUi K aHTUOUOTUKAM (aHTUOUOTHMKOrPpaMMma). BbINOAHEHWE 3TOTO UCCAEAOBAHMS 3aHUMAET 2-3 AHS,
HO YacTo MOXET NoTpeboBaThCs HoAee AAMTEABHbIN NEPUOA.

AR XOPOLLEr0 KayecTBa MCCAEAOBaHWS HEOOXOAMMO MOAYUWUTH MaTepuan U3 Kak MOXHO Bonee raybokux
OTAENOB AbIXaTeAbHbIX MyTel. AAS 3TOTO CYLLECTBYHOT pa3AuyUHbIE cnocobbl 3abopa Mateprana.
3abop matepuana npy 06bLIYHOM OTXapKMBaHUM: 3TO HanboAee yacTasn NPakTUKa, AAA NALUEHTOB, KOTOPbIE
B COCTOSIHMM OTXapkuBaTb MOKPOTY. MaTtepuan cobupaetcsi B CTEPUAbHYIO EMKOCTb. B HEKOTOPbIX LLEEHTpaX,
AAA TOFO YTO6bl MPOCTUMYAMPOBATL BbIAEAEHWE MOKPOTbI, MPUMEHSIOTCA MHFAAAUMKU C TMNEPTOHUUYECKUM
COAEBbIM pacTBOPOM (3-7%).

Ma30K 13 3eBa: UCMOAb3YETCH Y MaUMEHTOB, KOTOPbIE HE B COCTOSIHUM OTXapKMBaTb MOPOTY, 0BbIYHO 3TO
MaAeHbkMe AeTU. [pu 3TOM NaNOUYKOM, KOHeL, KOTOPOW OOEPHYT MATKMM MaTepuanoM (TaMMOoH),
AOTPArnBatoTCA HECKOAbKO Pa3 AO 3aAHEW CTEHKM FAOTKM OT OAHOM AO BTOPOM MUHA@AWMHbLI. 3aTeM TaMMoH
NnorpyXaror B NpobUpKy C NUTaTEALOM CPEAOM AAS BblpallMBaHWUSA GakTepuanbHOM KyAbTypbl. COBpaHHbIV
TakuM 06pa3oM MaTepuan AUlb YacCTUYHO MPEACTABAEH BbIAEAEHUSIMU W3 TAYOOKMX OTAEAOB, W
BbIAEAEHHasi MUKpPOOAOpPa He BCEraa COOTBETCTBYET TOW, KOTOpAsk AEMCTBUTEAbBHO HAXOAUTCS B HUXKHUX
AbIXaTeAbHbIX MyTAX. AAA YAYYLUEHUS PE3yAbTAaTOB MALMEHTY CAEAYET OTKALIAATbCA nepes 3abopom
MaTepuana, MOXHO TaKkxe NPeABapUTEALHO NMPOBECTU MOCTYPaAbHbINA APEHaX.

AcrnMpaT M3 MOAMAOTOYHOIO MPOCTPaHCTBa: MNOCAE KOPOTKOrO CeaHCa MOCTYPaAbHOrO ApeHaxa W
OTKALUAMBAHWS, B TAYOOKME OTAEAbI TAOTKU (MOAFAOTOYHOE MPOCTPAHCTBO) BBOAMUTCS TOHKMI MAACTUKOBLIN
30HA- TPy6OUKa, OAHOBPEMEHHO C MOMOLLBLIO NMPUCOEAMHEHHOTO K 30HAY LUMPULIA BCACbIBAETCS MaTepuan.
3T10T MaTepuan boaee MHGOPMATUBEH, MO CPABHEHMIO C 0ObIYHLIM Ma3KoM U 3eBa.

B3sitne marepuara npu OPOHXOCKOMMMU: 3TO, HECOMHEHHO, HaMbBOAEe TOUHbIA C€nocob, MoToMy u4TO
MaTepuan cobrpaerca HEMOCPEACTBEHHO B BpoHXxax, U He 3arpa3HEH CAOHOM. K atomy cnocoby 3abopa
MaTtepuana npuberatoT B 0CoObIX CAyyasiX, 06bIYHO, KOrA@ BPOHXOCKOMWUA BLIMOAHSETCA MO KakoMy-AMOO
APYroMy CAyYato, ¢ AeUeBHOWM MAM AMArHOCTUUECKOM LEABID. 3abop mMaTeprana NPOU3BOAUTCS C MOMOLLLLIO
npubopa, 6POHXOCKONA, KOTOPbI BBOAWUTCS TAYOOKO B BPOHXM, MPU 3PUTEABHOM KOHTPOAE, MHOTAA, MOCAE
BBEAEHWA GHU3MOAOTMUYECKOTO pacTBopa AAA MPOMbIBAHUA (OPOHXOCKOMUUYECKUI anbBEOASIPHBIN AABaX WAW
BANA).

PEHTTEHOTPAMMA TPYAHOM KAETKU: peHTreHorpapuyeckoe MCCAEAOBaHWE, MPUMEHSEMOE AASl OLEHKM
OpPraHOB TPYAHOM KAETKU: COCTOSIHUA pébep, AErkux, MAEBPaAbHbIX MOAOCTEN, KPYMHbIX COCYAOB
CPeAoCTeHus U cepaua. Mo npaBUAaM, UCCAEAOBAHKUE BLIMOAHAETCA B ABYX MPOEKLMAX: MEPEAHE - 3aAHEN U
60K0BOM. MpK MYKOBUCLMAO3E 3TO UCCAEAOBAHWE MPOBOAWTCS MAAHOBO, AMOO B CAyyae 0BOCTPEHUM, UTO
NO3BOASIET OLIEHWTb PACMPOCTPAHEHHOCTb BO3MOXHbIX MOBPEXAEHUIA: COCTOSIHUE BPOHXOB (HaAUuME UAU
oTcyTcTBUE OPOHX03KTA30B), HAAMUME OYaroB BOCMAAEHUS, GUOPO3a, CMAAEHWUS YYaCTKOB AETKMUX
(aTenekTasbl), U T.A.

KT (aKcManbHasi KOMMbIOTEPHAA ToMorpadus): 310 TEXHWKA PEHTFEHOAOrMUYECKOTO WMCCAEAOBAHUSI TPYAHOM
KAETKM, KOTOPasi NO3BOASET MOAYUUTb HoAee NOAPOBHYHO MHOOPMALMIO, YEM CTaHAAPTHASA PEHTreHorpadus,
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NoTOMYy 4YTO NpU 3TOM TEXHWKE NMPOM3BOAMTCA UCCAEAOBAHWE AErKoe Ha OGOAbLUOM KOAWYECTBE CPE30B C
MCMOAB30BAHUEM KOMMBIOTEPHOW MNporpamMmbl. TexHWKa MCMOAB3YETCA B HEKOTOPbIX LUEHTpax AAA
NepUOANYECKMX OLEHOK (OAMH pa3 B FOA MAM ABa roAa) B 3aBMCMMOCTM OT COCTOSIHUSA AbIXaTeAbHOM
CUCTEMbI. K COXaAeHMIO, 3TO MCCAeAOBaHWE AAET MOBLILIEHHYIO AyYEBYIO Harpysky: ceilyac npoBoAATCA
MCCAEAOBaAHUA C LEAbIO BbISSCHUTb €r0 peanbHyt0 NOAE3HOCTb U COOTHOLLEHMWE BPEA / MOAb3a.

Kpome HenmpoxoauMocTu M3-3a T'yCTOH CIIM3M, BBICKA3bIBAIOTCS U JPYTHe TMIIOTE3BI,
4TOOBI OOBSCHUTH CKJIOHHOCTH JIETKUX MAIlMEHTOB ¢ MYKOBHCIH030M HH(HUIIMPOBATHCS
U TIOJBEPraThCs «KOJOHM3ALMM» CO CTOPOHBI HEKOTOPBIX OakTepuil, 0COOEHHO
Cuneznoiinoii nanouxu (Pseudomonas aeruginosa): moxoxe, medexr Oenka CFTR
NPUBOAMT TAKKE K HAPYIICHHUSM IEPBOH JIMHUM 3aIIMTHI, TpoTHB OakTepuid. Ho To, uTo
JieTlaeT HEYCTOWYHMBBIM COCTOSHHE OpOHXOB M JIETKHX, OOyClaBIMBash XpOHHYIECKOE
TCUYCHHE W TIPOTPECCHPOBAHME IOBPEKACHUH B JETKHX- 3TO BOCHAJICHHE, KOTOPOE
3amyckaeTcsi HMHQEKIuMed, W 1pu 3ToM 3a00JNE€BaHMM OYCHb  BBIPAXKEHHOE,
MPEBOCXOJAIIEE TPAaHHUIBI HOPMAJIBHOTO THIIMYHOTO 3AIMUTHOTO BOCHAIUTEIEHOTO
OTBeTA.

BocnaneHnue, koTopoe y BcCeX HAc SBISETCS BAXKHBIM 3aIUTHBIM IIPOLECCOM H
MO3BOJISIET CHPABIISATHCS C MHOXKECTBOM MH(EKINH, TPH MyKOBUCLIUI03€ MPOSIBIISIETCS B
4Ype3MepHOH (opmMe. ITO MPOSBIIAETCS B YPE3MEPHOM MPOIYKIMH M aKTHBAI[MH KJIETOK
BocrmaneHusi (OembIX KPOBSIHBIX — TENell, WIH HEHTPOPHIBHBIX JIEHKOIMTOB) H
XMMHYECKHUX BEIIECTB, BOBJICYEHHBIX B mpolecc (UMTOKMHOB). KoHueHTparus Oemnbix
KPOBSIHBIX TeJel[ B JIBIXaTECNbHBIX IyTSX IOBBIIIEHA M OOYCIIaBIMBAE€T THONHBIN
Xapakrep BblZieneHui. [Ipu 3ToM Bes 3Ta KIIeTOYHasi Macca He B COCTOSIHUM YHHUYTOXKHUTD
U noriotuth ((arommTupoBaTh) TO OOJBIIOE KONUYECTBO OakTepHid, KOTOpOE
HaXOAMTCSI B JBIXATEIbHBIX MyTsAX. KieTku morubaror, OCTaBisIA BEIIECTBA, KOTOpPHIE
JIeNaloT ciu3b Ooiiee rycroit u Bsaskoii (kak Hutd JJHK) u crocoOCTBYIOT MOBPEKACHHIO
TKaHe# OPOHXOB, KaK 3TO AeNaoT (epMEHTHI, KOTOPBIE PACILCIUIIOT OeJKH (IpoTeaskr),
BEILIECTBA, KOTOBIE «CXKUTalOT» JIETOYHbIE TKAaHW, TaK Ha3bIBaeMble «CBOOOIHBIE
paauKaibl KUCIOPoIa».

B pesynbTare BO3ACHCTBUSI TOBTOPSIOIIUXCS WMH(EKUWH, OTIEIbHbIE YYacCTKH

OpOHXOB MOTYT pacIIUpPATECSA, (GOopMHPYS OPOHXO03KTa3bl, B KOTOPHIX C OONbIICH
JETKOCTRIO 33/IEP’KUBACTCA M 3aCTaWBaeTcsd clu3b. VHOT/Ia HEKOTOphle OPOHXHMAJIHHEIE
BETBH 3aKyINOPHUBAIOTCS TYCTOH CIIHM3bI0O HACTOJBKO, YTO OOJBIIE HE MPOIYCKAIOT
BO3AYyX: B 3TOM MecTe JEroyHas TKaHb CHajaeTcd M IepecTaér (ByHKIMOHHUPOBATH
(popmupyercs arenekra3). Hekoropble NMOBpexaAeHUs JIETKOTO YCTPAHSIOTCA MYTEM
3aMeIICHUs] UX IUIOTHOH BOJIOKHHCTOW, (hMOpO3HOI TKaHbiO (pa3BuBaercs (puépos),
TaKOW y4YacTOK JIETKOTO HE y4acTBYeT B ra300MEHE M 3JIACTUYHOCTH JIETOYHON TKaHM
BITOM MeCTe TOX€ HapymeHa. bakrepuu, KOTOpble Hanboyiee 94acTO KOJOHHU3UPYIOT
JbIXaTeNnbHBIe MyTH, 3TO mepBoHavyaneHo Haemophilus influentiae u 3oromucmeii
cmacghunoxokx (Staphylococcus aureus), Ho Hambonee XapaKTepHbIM I JaHOTO
3aboneBanus sBisercs Cunecnoinas narouxa (Pseudomonas aeruginosa).
Cuneznotinas naiouxka ¢ TE€4EHHEM BPEMEHH 00pa3yeT CIHM3HCTYI0 000JI0YKY, KOTOopas
HasbIBaeTCs «OWOGUIbM». OTO Takoe TMONYKHIKOE CIHM3KOE BEIIECTBO, KOTOPOE
MO3BOJIIET OaKkTepUsM TPYNIHPOBATHCS B  KOJOHWUH, (QOPMHUPYS CBOECOOpA3HYIO
TPYNIIOBYIO «KPEMOCTh», 3aIIMINAIONIYI0 HMX OT BO3JACHCTBHSA AaHTHOMOTHKOB U
3aIUTHBIX CHJI OpraHu3Ma. OTO CPEICTBO CaMO3ANIUTHI TO3BOJISIET OaKTepHsIM
BBDKHMBaTh B YCIIOBHSAX OpOHXHMAIBHOW Cpe/ibl, W OCYLIECTBISTH CBOM arpecCHUBHBIC
cocoOHOCTH (TOKCHHBI, KOTOpPBIC TOBPEKIAIOT JIETKOE M BBI3BIBAIOT CHJIBHbII
BOCMANUTENbHBIA 0TBeT). COCTOSHHE XPOHHUYECKOH HH(MEKUUH MOMHO BBISIBUTH IO
TMOSIBJICHHUIO B KPOBH CIIEU(DUUECKUX aHTHTEI IIPOTHB CUHESHOUHOU NAOYKU.

Ocoboe cioXXHEeHne- 3TO aJIeprudecKuii JErouHslii acnepruiiés. OH npsBiseTcs
B 7-8% ciyuaeB u sBisietcs 0coboit MMMYHHO# peakuueid mpotus Asperdillus fumigatus,
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3TO TPUOOK, KOTOPBIH JIETKO KOJIOHHU3UPYET JETKUE OONBHBIX MYKOBHUCIHUAO30M: MOXKET
MPOSIBISITECS B BUJIE ACTMBI U IOTIOJTHUTEIbHBIX HH()DUIBTPATOB B TETKHX.

Hpyrue ocoOble OCIOKHEHHA- 3TO KPOBOXapKaHbe (KPOBOTCUYCHHUS B AbIXATCIbHbIC
IyTH B PE3y/bTaTe MOBPESKACHHS KPOBEHOCHBIX COCYZOB) W NMHEBMAaTOpaKc (pa3pbiB
MOBEPXHOCTHBIX PACIIMPEHHBIX aNbBEON JETKUX C TOCICAYIOIINM ITOCTYIUICHHEM
BO3IyXa B IUIEBPAIbHYI0 MOJOCTh). PaHbpIIe MOSABIEHHE MOJOOHBIX OCIOXHEHUH
CTaBUJIO TOJ YIpo3y >KM3Hb IMAlUEHTA, CETOIHS K€ MMEEeTCS JOCTATOYHBIM OMBIT UX
MEMKaMEHTO3HOTO U XUPYPrHUYECKOro JICYEHUS B CIICUATU3UPOBAHHBIX YUPEKICHUAX.

3.8.1.2. BepxHue AbixaTenbHble MyTH

[loutn Bce ManMEHTHl C «KJIACHMYECKOi» (OpMoOil 3a00JEBaHHS CTAIKUBAIOTCS C
npoOJieMaMy PUHUTA WM CHHYCHTA, KaK, HalpuMep, XpOHHYeCKHi cuHycuT. Penxo
cuHycHT (BOCTAICHHE B TOJIOCTSX, KOTOPHIC PACIOJOKECHBI B KOCTSX JIMICBOW YacTH
4yepena, OSTH TOJIOCTH HA3bIBAIOTCS «BO3JYyXOHOCHBIC OKOJIOHOCOBBIC CHHYCBHI»)
NPOSBISETC KJIACCHYECKUMH CHMITOMAaMH, TaKUMH Kak Oome B oOiactu Jba,
auxopajka. bonee gyacTo mosBIAETCS 3aKyNOpPKa MOJOCTEH CIM3bI0 U THOEM: MEHSETCS
TeMOp rojoca, cHWKeTcs oboHsHue. YacTo pa3BuBaeTcs moJumo3 Hoca (B 20-25%
CIIy4aeB), 0COOCHHO B IOJIPOCTKOBOM Bo3pacte. [IOJUIBI - 3TO BBIPOCTHI CIU3HCTOM
00O0JIOUKH, BOCHAIUTENIBHOIO XapakTepa B OKOJIOHOCOBBIX cHHYcax. OHH MOTyT
YBEIMYHBAThCA B pa3Mepax, BIUIOTh IO TOTO, TO HAUYMHAIOT MPEISTCTBOBATH JBIXaHHIO
yepe3 Hoc. B aTux ciydasx TpeOyeTcs MX yAaJeHUe XUPYPrUUecKUM MyTEM, NaKe eCiH
OHU UMEIOT CKIIOHHOCTb 00Pa30BBIBATHCS TIOBTOPHO.

3.8.1.3. N\éroyHble UHEeKUUU: BUPYCbl, BaKTepuu U rpuodbl.

OfHUM W3 BaXHBIX ACIEKTOB MYKOBHCIHI03a SBISIFOTCS JErOYHBbIC HHQEKIHH,
3aKOHOMEPHO BBI3BIBAIOIIME 03a00UEHHOCTh, KaK OAHO M3 MPOSBICHUH 3a00JieBaHUS.
Hwmxe, omnumcansl Haubojee pacnpoCTpaHEHHbIE ITaTOTEHHBIE MHMKPOOPTaHU3MBI,
BCTpeUarolMecss MpU MYKOBUCIMIIO3€, a TakKe HEKOTOpble PEKOMEHJAIUK 110
MPEJOTBPAIICHAI0 W KOHTPONIO WX TMOSBICHUS, pa3padoTaHHble M TanbsHCKOM
accouuanuei MyKOBHCLIHI03a.

Muxkpoopranusmsl (0akTepuH, HEKOTOPHIE BHPYCHI W TPHOKH) NPHUCYTCTBYIOT B
JIBIXaTeIEHOM JiepeBe Ha paHHHX dTamax ku3HH. OOBIYHO OHH HAXOIATCA B COCTOSHUH
MHPHOTO  «COCYILIECTBOBAaHUS» C OpraHuaMoMm. Ilpu onpeneneHHbIX YCIOBHSIX,
HEKOTOPBIEC M3 HUX CTAHOBSTCS «MATOT€HHBIMHY», TO €CTh HAHOCST YIIEepO M BBI3BIBAIOT
U(hEeKIMH, KOTOPhIE TMPOSIBIAIOTCS JUXOPAJIKOH, KallieM, MOBHIIICHHBIM BbIAEIEHUEM
MOKPOTHI, HAPYIIEHUEM JBIXaTENbHON QYHKIMHU | T.1. B 3THX cimydasx Mbl TOBOpUM 00
«000CTpeHHIX pecnupaTopHbix HHpeknuii». I[lo 3TOH mHpuYKMHE, MBI BBIABISIEM HX
MOCPEJICTBOM PETYJISIPHBIX MHUKPOOHOIOTUIECKUX HCCIECIOBAHUNA MOKPOTHI Ma3KOB U3
3eBa. BakHO MOMHHTB, YTO OOOCTpEHHE MOXET OBITh CIIPOBOIMPOBAHO BUPYCHOI
uH}ekueld (HampuMep, BUPYC TPUIIA), KOTOpas MOXKET CIIOCOOCTBOBATH AKTUBAIMH
OaKTepuii, HAXOSAIINXCS B «CISIIEM» COCTOSTHUU.

C Bo3pacToM, COCTaB MHKPOQIIOPH], HAXOIAMICHWCS B IBIXaTCIBHBIX IYTIX,
M3MEHSETCSA. HA MEPBBLIX dTamax 3afoseBanusi (MepBble MECSIBI U TOJBI KU3HH)
BBISIBILTIOTCS. MUKPOOPTaHU3MBl C HH3KHMH IATOTCHHBIMH CIIOCOOHOCTSIMH, W OHH
NPHUCYTCTBYIOT HE IMOCTOSHHO, Takue kak Haemophylus influenzae, Staphylococcus
aureus, Stenotrophomonas maltophilia, Acinetobacter xilosoxidans. Ilepuognuecku
OTKPBIBAIOTCS HOBBIE OAKTEPHH, O KOTOPHIX MaJl0 M3BECTHO M TPYAHO yCTaHOBUTH, B
KaKOW Mepe OHU YYaBCTBYIOT B [IOBPEXKIEHUH JIETKUX.

B mocnenyromem Hambonee wacto BeiAenserca CunecHouHaa — nanoyka
(Pseudomonas aeruginosa), KoTopas HMeEET OCOOYI0 CKJIOHHOCTh K 3aCeJEeHHI0
IBIXaTeIbHON CHCTEMBI y OONBHBIX MYKOBHCIHIO30M, M KOTOpas IMOCIE HECKOIBKHUX
MEPBOHAYAIBHBIX MHUMOJIETHBIX TOSBJICHUN, MOXET KOJOHH3HPOBATH OpPOHXHAILHOE
JIEpEeBO YK€ IIOCTOSHHO, 3allycKas INPOrpecCHpYIOMIMHA BOCHIAIUTENBHBIA TpoLecc,
MOBPEKAAIOIINNA JTETKHE.
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Ora OakTepws, W3HAYaNBHO O€3BpeqHas, CO BPEMEHEM HMEeT TEHICHIHIO K
W3MEHCHHIO, CTAHOBHUTCS OoJiee arpecCHBHOW (BHPYJICHTHOW) W YCTOHYHMBOH K
arTrOHOTHKaM. 10 3TOM mpHYnHe €€ CTaparoTCs MOJTHOCTHI0 YHUYTOKHUTD (UCKOPECHUTD)
C TOMOIIBIO AHTHOMOTHKOB YK€ IIPU IEPBOM MOSBICHUM, JaXe IPH OTCYTCTBUH
KIMHAYECKHX CHMIITOMOB, YTOOBI IPENOTBPATUTH €€ OKOHYATEILHOE HPIIKHUBICHHE.
CretyeT OTMETUTB, YTO Y MHOTHX ManueHToB CHHETHOWHas Majovka MOXXET OOUTaTh B
TEUYeHHEe MHOTHUX MECSIEB, a HWHOIAa W B TEYEHHE MHOTHX JIET, HE BBI3bIBasd
MOBPEXJICHUS JIETKUX.

Eme onmna rpynma OakTepuii, KOTOPYIO ClelyeT OTMETHTh (pedb HIET O TpymIe
pa3HBIX, HO POJCTBEHHBIX BHUJOB), SIBISIOTCS T€, KOTOpbIE IpPUHAUIS)KAT K Tak
HasbiBaemoii rpymme Burkholderia cepacia. Haubonee arpecCMBHBIM — BHIOM,
npencraeisiercss Burkholderia cenocepacia. Otu Gakrepun Takke MOTYT THTEIBHO
«Ipo3s0aTh» B IBIXATENIBHBIX IyTSAX Y HEKOTOPHIX MAIMEHTOB C MYyKOBHCIHAO30M Oe3
BUIMMBIX TIOBPEKICHUMH JICTKUX.

CrietyeT pa3iuyarth MPOCTYIO «KOJOHU3ALMIO» U «MH(PEKIHIO».

JnuTenpHOe CYIIECTBOBAaHME MHKPOOpPraHW3Ma B JBIXaTENbHBIX IYTAX OOBIYHO
ompenensiercs Kak «KOJOHU3ALMA». HbIXaTeJbHBIC IyTH MOTYT OBITH 3aCEJICHEI
MHKpOOaMH, KOTOpBIC SBIATCA IPOCTBIMH «COXHTEISMH, COTPAaNe3HHKaMH», MHPHO
COCYIIECTBYIOIMMH C OPTaHU3MOM, KOTOPBIH UX «IIPHIOTHII.

HexkoTopbie 6akTepun co BpeMeHEM BbIpa0aThIBAIOT CBOM COOCTBEHHBIE CPEACTBA IS
TMOBPEIKACHUA HLIXaTeJ’ILHOﬁ CHUCTCMbI, TaK HAa3bIBACMBbIC «(baKTopr BUPYJICHTHOCTHU»
(BemrecTBa, CMOCOOHBIC BBI3BIBATH  BOCMAIHMTEIBHYIO PEAKIHIO OpraHu3Ma W
HEMOCPEICTBEHHO MOBPEXAaTh TKaHM). JIErkoe 3aIlWINaeTcsi, aKTUBUPYS IOCTEIEHHO
CBOU BOCHAJUTEIBHBIE MEXaHU3Mbl. Ha4YUWHAETCA IMPUTOK OeNbBIX KPOBSAHBIX TEJICII,
yOMBaIOMIMX OAaKTEpPHH, NPOAYLUPYIOTCS AHTUTENA, W BEIIECTBA, KOTOPBIC 3aIlyCKAIOT
CEepHIO LENHBIX peakluil (KBOCHAIUTENBHBIH Kackaa») Ui 3allUThl IPOTHUB arpeccopa.
U TonmbKO Korza 3amycKaeTcs ONMCAHHBIA BOCHIAIUTENBHBIA OTBET, peyb HAET yxe 00
«uH(peKIUI» WM 0 «XPOHHYEeCKOH WHQEKIMI», KOTAa 3TOT BOCHAIUTEIbHBIH OTBET
NPOJOJDKUTENICH 110 BpEeMEHH. Henerko pasrpaHHYuTh MPOCTYH KOJOHH3ALHIO |
MHQEKLIUIO, MOTOMY 4YTO MOTYT OTCYTCTBOBAaTh BHIHMMBIC IPH3HAKH CO CTOPOHEI
CHUCTCMBbI [bIXaHUS. B HO}:[O6HI)IX cIydasax MOIr'yT NOMOYb HEKOTOPLIC HauOoJee
pacnpocTpaHéHHbIE aHAJIHM3bI U HCCIICA0BAHUSI.

AOI'IOI\HVIe/\beIe CBeAEHUA
OnucaHue OCHOBHBLIX GaKTepHii U rpu6KoB, BCTpEUarOLUMXCA NPH MYKOBHUCLMAO3E

CuHerHoviHasi nanouka (Pseudomonas Aeruginosa), (CI)
Fae obutaet?

OHa NMPUCYTCTBYET B 06bIYHbIX MecTax I'IOBCGAHEBHOVI XW3HU, NPEeANOYMTaET BAAXHble U TEMNAbIE MECTa C
HaAMUMEM OPraHUYECKOro Mateprana MAM MeCTa, 3arpsi3HEHHbIE OTXOAAMM XKUIHEAEATEABHOCTU YEAOBEKA
WUAM XUBOTHbIX, PACTEHUSI, 3aCTOMHbIE BOAbI, EMKOCTU U BacceiHbl, He obpabaTtbiBaeMble XA0poM. OHa
4yacTo BCTpeyaeTcsi B 60AbHULAX AU MOAMKAUHMKAX: B CUPOHAX MOEK, CAMBaX BOAbI M BAHHbIX KOMHATaX.
MyT1 3apaxeHus.

Yawe Bcero eé mnoayyator BHe OOAbHMUDbI, pexe B 60AbHULE. 3apaxeHuto cnocobCTBYHOT 0COBEHHOCTH
COCTOAHUA AErkux nauueHtoB C MYyKOBUCLIMAO3OM. I'IepeAaqa OT OAHOro nauueHta K Apyromy MoXet
NPOWCXOAUTb KaK yepes3 NPAMON U TECHBIA KOHTaKT (Hanpumep, Yepes NoueAyi), Tak U NpU UCMOAL30BaHUU
06LIJ,VIX NPeAMETOB, KOTOPble KOHTAKTUPOBAAKU CO PTOM UAKM HOCOM (Hanpvwlep, €CAU Bbl UCMOAB3YETCA OAUH
1 TOT e GAAKOH AASl @3PO30AS), UAU MPUKOCHOBEHUE K APYTMM AFOASIM PyKamu, 3arpsisHEHHbIMU MOKPOTOM.
CIT MoXeT Takxe nepepaBaTbCA Yepe3 MUKPOCKOMUYECKUE KalneAbKU, BblﬁpaCblBaeMble Npu Kalwne UAn
UYMXaHUM, HO TOABKO Ha KOPOTKOM AWUCTAHLMM (CUMTAETCH, UYTO MEHEE YEM Ha OAMH MeTp). Haumbonee
3QHEKTUBHON MpodUraKTMUecKon Mepoi npotuB CIM, M Apyrux MUKpoboB, 6€3 COMHEHUsI ocTaércs
TLATEAbHANA TUIMEHA PYK, B COYETAHWUU C Pa3yMHbIM Pa3AEAEHUEM BOAbHBIX.

Kakue npobaeMbl Bbi3blBAET?

KOAOHU3MPYET AErkMe NaUMETOB C MyKOBUCLMAO30M. OBbIYHO NEPBOE MOSIBAEHUE SIBAAETCS MPOXOAALLMM,
BbISIBAAETCS Ha 3- 5 roAy XWM3HW, Kak NPaBUAO 3aTEM CAEAYET MEPUOAMYECKAS MHOEKUMSA, Bbl3BaHHas
Pa3HOBWMAHOCTbIO CUHErHOMHOM naAoyKkM, Ha3blBAEMOW «HECAM3WCTasi», 4Tobbl OTAMYATb OT APYrom
Pa3HOBUMAHOCTH, «CAU3UCTON», KOTOPasi, B CBOIO OUYEePEAb, AGET KOAOHWU3ALMIO U XPOHUYECKYIO MHEKUMIO. B
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AETKUX KAETKK CI1 XMBYT, OKPY>XEHHbIE CTYAEHUCTbIM BELLECTBOM, M 3Ta COBOKYMHOCTb MUKPOOHbBIX KAETOK,
OKPYXEHHAs 3aLUMTHOM O0OOAOUKOM, Ha3biBaeTcsi «6MOGKMABM» ITO CTPYKTypa, KoTopas 3alluuiiaer
6aKTepranbHble KAETKU OT BO3AEMCTBUS UMMYHHOW CUTEMbI M @aHTUOUOTUKOB.

Kak 310 Aeumntca?

AHTUOMOTUKAMU, C Pa3AUYHBIMK MYTAMU BBEAEHUS, B 3aBUMCUMOCTU OT CUTyaLMU- BHYTPUBEHHO W
NepopopanbHO MPU A€YEHUU OOOCTPEHUS, A3P30AbHO- AASl AAUTEABHOTO AEYEHMUSI XPOHWUUECKOM
MHOEKUNN.

3onorucTsiii ctaprAoKoKk (Staphylococcus aureus) U METULIMAMMH- PE3UCTEHTHbIN 30A0TUCTbIH
cragpurokokk (MRSA)

Fae obutaer?

30/0TUCTbIA CTAPMAOKOKK — 3TO OYEHb PACNPOCTPaHEHHbIN MUKPOOPraHuam. 25 - 50% 3A0POBbIX AHOAEM
ABAAIOTCA MOCTOAHHBIMW UAM BPEMEHHBIMW HOCUTEASIMU CTAaQUAOKOKKA 6€3 KaKuX-AMBO KAMHUYECKMX
NPOSIBAEHUI (3A0POBbLIE HOCUTEAM). ITO OObIYHBIN 0BUTATEAL HOCOBOI MOAOCTU, KOXM U POTOrAOTKU.YacTo
BCTpeyaeTcs B 60AbHULAX.

MyT1 3apaxeHus.

Mpexae BCero BO3AYLLIHO- KaneAbHbIM MyTEM, NPY Pa3roBope, KallAe, YuxaHUU. MHoraa npu npsamom
KOHTaKTE C KOXEWN 3A0POBbIX HOCUTEAEN AU AOAEN C KOXHOW MHOEKLIMEN.

Kakune npobaembl Bbi3bIBaET?

B 06blUHbIX CAYYsIX MWUKPOOPraHW3M He OKa3blBaeT 0COb60ro BO3AEWCTBWSA, AMOO Bbi3blBaeT 0OOblYHblE
MHOEKUMK. B 0cobbix YCAOBUAX UHOEKLMA 30AOTUCTOrO CTAaPUAOKOKKA MOXET CTaTb CEPbe3HOW ANl BCEX
BO3PACTOB. Y HEKOTOPbIX HOAbHbIX MYKOBUCLIMAO30M CTAaGUAOKOKK CTAHOBUTCA METULIMAAMH-PE3UCTEHTHBIM
(MRSA), TO ecTb YCTOMUMBLIM K @HTUOMOTUKY METULIUAAMHY M €ro MPOM3BOAHBLIM (KOTOPbIE COCTaBASIHOT
6OAbLLYIO FpyMMy aHTUOUOTUKOB, POACTBEHHBIX MEHULMAAMHY). He ACHO, MpeACTaBASIET Av HaaMune MRSA B
AbIXaTeAbHbIX NYTAX PUCK AAA NaLMEHTa C MYKOBUCLMAO30M: HEKOTOPbIE UCCAEAOBAHUSA YKa3blBalOT Ha ero
CNoCOBHOCTb YXYALLATb GYHKLUMIO AETKMX MPU  MyKOBUCLMAO3E, APYrME - OTPULAT 3TOT dakT. Ao
OKOHYATEAbHOr0 BbIACHEHUS, HECOMHEHHO MRSA AONKEH paccMmaTpuBaTbest Kak MHOEKLMOHHbBIN areHT, Kak
CUHErHoMHasa MmaAoyka, W, CAEAOBATEAbHO, CAeAyeT MpWHMMAaTb BCe  HeobXoAMMble  Mepbl
NPeAOCTOPOXHOCTH.

Kak 310 Aeumntca?

AHTMOMOTMKAMK COrAACHO pe3yAbTaTaM aHTMBUOTUKOrpaMmbl. Y BOAbHbIX C MyKOBWUCLMAO3M OTMEYaeTcs
yBEAMUYEHWE KOAUYECTBA, YCTOMUMBbBIX K aHTMOUOTUKaM.

bypkxonaepus uenaums (Burkholderia cepacia)

Fae obutaet?

B okpyxatoLlei cpeae (NoyBa, NpecHasi U COAOHOBATasi BOAA, MHOXECTBO APYTMX MPUPOAHBLIX MECT, KOPHU
pacTteHuit). MNMoa Ha3BaHWEM Bypkxoraepus Lienalmsi CEeroAHst U3BECTHA rpynna, (Ha3biBaemas b. uenauus-
KOMMAEKC) cocTosLas U3 He meHee 10 pasAnyHbIX NOABMAOB.

MyT1 3apaxeHus.

J1a GakTepua Takxe B OCHOBHOM NpUoBpeTaeTcs CAydalHbIM 06pa3oM M3 WMCTOUHMKOB OKPYXatoLLen
cpeabl. Mepepaya, 0AHAKO, MOXET TakxXe NMPOUCXOAUTb OT YEAOBEKA K YEAOBEKY, NPU NPSIMOM KOHTaKTe (0T
HOCUTEAsl/ WHOUUMPOBAHHOIO YeAOBEKa, Hanpumep, Npu  MOLEAYSX WAW  MPUKOCHOBEHUAX PYK,
3arpA3HEHHbIX  BbLIAEAEHUSIMU  UAW  AEATEABHOCTM MO  yXOAy 3@ MNauMeHToM, Kotopas Tpebyer
HEMOCPEACTBEHHOIO KOHTaKTa), NyTeM HEMPSIMOr0 KOHTaKTa (KOHTaKT BOCMPUMMYMBOIO YeAOBEKA C
NPeAMETOM, KOTOPbIA ObIA 3arpsA3HEH BbLIAEAEHUAMU, COAEPXALMMU WHOEKUMOHHBIA areHT), WAU
BO3AYLUHO- KaneAbHO (nepepava MHOEKUMOHHbIX areHTOB OT YeAOBeKa K UYEAOBEKY 4Yepe3 YaCTUUKM,
KOTOPbIE BBbIAEASIOTCA MPU KalUAe, YMXaHbW, Pa3roBOpe W T.A., KOTOPble, PacnbliAéHHble Ha HEeGOAbLIOM
PacCToAHMK B BO3AYXE, OCEAAIOT HA KOHBIOHKTMBE, Ha CAM3WUCTOM 060AOUKE HOCa, UAW pTa BOCMPUUMYUYMBOTO
YeAOBEKA WAM B OKpyXalwen cpepe). BaxHO npepoTBpatuTb 3apaxeHue MUKPOOpPraHu3MoM B
YUYPEXAEHUSAX 3APABOOXPAHEHUS U KOHTAKTax MeXAy NaumeHTamu.

Kakue npobAeMbl Bbi3biBaET?

Y HEKOTOPbLIX NaUMEHTOB NPOOBAEM He BbI3bIBAET, Y APYrMX BbI3blBA€T MEAAEHHOE W MPOrpeccUBHOE
YXYALLEHWE OOLLErO COCTOSIHWUSA, Y HEOOABLLOIO YMCAA NALUMEHTOB BbI3biBAET «CMHAPOM Lienauuu» (ocTpoe
Hauyano C BbICOKOM TEMMepaTypoil, CepPbe3HblE HAPYLUEHUS AbIXaHUS, CUABHOE YXyAlleHWe obLiero
COCTOSIHM). B HacTosillee BPeEMSI YCUMAMS AOAXHbI ObiTb HanpaBAEHbl Ha Kak MOXHO CKopeWulee
npeKpaLleHMe KOAOHM3aLMKU, MOMbITKY AOCTMUYb 3pPaAUMKaLMM U MPUMEHEHWE OpraHU3aUUrHHbIX Mep Mo
pasAeNeH o NaUMEHTOB ANl MPEAOTBPALLEHUSA NEPEKPECTHON MHGEKLMM B LIEHTPAX.

Kak Aeuutca?

KakoB Hanbonee adOEKTUBHBIN cnocob AeveHus aHTMbWOTMKamK Bb. cepacia komnaekca A0 Cux Mop He
M3BECTHO. B oTAMuMe oT P.aeruginosa, XpoHuUYeckasa Tepanua aHTMOMOTHKaMU, KOTAA COCTOAHUE MauMeHTa
CcTabuAbHOE, HEBO3MOXHaA.

I'pnubok KaHamaa AabbukaHe (Candida Albicans)

F'ae BcTpevaetca?
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KaHanAa LUMPOKO pacnpoCTpaHEHHbIN FPUOOK B MPUPOAE, MOXET 06UTaTb Ha CAM3UCTbIX 060A0UKaX
YyenoBEKa (POToBas MOAOCTb, aHYC, CAU3WCTasi MOAOBbIX OPraHOB, MHOTAA KULLEYHMKA). KaHAMAa anbbUKaHC
HapaBHe ¢ Acnepruaryc pymuratyc, ABAeTcA Hanboaee YacTo BbIAEASIEMbIM TPUOKOM U3 MOKPOTbI
60ABbHbIX MyKOBUCLMAO30M (OKOAO 70%).

Kak ero noayvator?

Cnopbl KaHAMABI HaxOAATCA B OKPYXalolen CpeAe, Mbl MX MOCTOSIHHO BAbIX@€M W MOCTOSAHHO OT HKX
nsbaBasiemcs. KaHAMAA MOXET MPUXUBATLCS B AbIXaTEAbHbIX MyTSX NPU MyKOBUCLMAO3€E U3-3a MOHWUXXEHHOW
CNocobHOCTH BPOHXMAABHOTO AEPEBA K BBIBEAEHUIO CMOP, @ TaKXKE UCMOAL30BaHUSI KOPTU30HA, AAMTEABHBIX
YacTbIX KypcoB aHTUOUOTUKOTEPNUM, KOTOPbLIE HAPYLLIAOT HOPMaAbHOE paBHOBECUE MexXAy BakTepuamu u
rpubkamu Ha ypoBHE BCEro OpraH13ma, a He TOAbKO B AbIXaTeAbHbIX NYTAX (HAanpUMep, 3T Takxke Kacaertcs
KULLEYHON MUKPOOAOPLI). Pasdymeetcs, KaHAMA@ TakKe MOXET NepeHOCUTLCS Ha CAM3UCTbIE NapTHEPa npu
MOAOBbIX KOHTaKTax, HO 3TO MPOWUCXOAUT U CPEAU AtOAEH 63 MyKOBUCLIMAO3aA.

Kakune npobaeMbl Bbi3biBaET?

O6blYHO MHOMLUMPOBaHME KaHAMAOM He MPUHOCUT OCOObIX HapyleHWi. OHO BbI3bIBAeT MeCTHoe
BOCMaAEHWE CAM3UCTbIX OOOAOYEK pTa, MOAOBbLIX MyTEW (CTOMAaTWTbl, ByAbBOBAarvHWThbl). Y MauueHToB C
MYyKOBUCLIMAO30M €€ MOSIBAEHWE B MOKPOTE 0ObIYHO FOBOPUT O KOAOHW3ALIMK, @ HE O HACTOSILLEW AETOYHOM
MHOEKUMK. B peaknx cayyasx KaHAMA@ MOXET BbI3BaTb CEPLE3HYHO MHPEKLMUIO (MHBA3UBHbIN KAHAMAO3) UAV
XPOHUYECKYID AEFOYHYIO WMHPEKLMIO, 3TO CAyYaeTCH Yy AAEH C HapyleHWAMW WMMYHHOW CUCTEMBI,
Hanpumep, NocAe Nepecasku OpraHoB.

310 AeumTCH?

Aa, AOCTaTOYHO AErko U 3GGEKTUBHO, C MOMOLLLIO MECTHOrO AEYEHWs, UAU NPUEMa AEKapCTB BHYTPb.
MpodunakTMKon nepesaymn OT YHEAOBEKA K YUEAOBEKY AIBASIETCA COOAOAEHWE NMPABUA TUTUEHbI.

I'pubok Acneprum (Aspergillus)

I'ae BcTpeyaetca?

CyLLETBYHOT pasAnyHble BUABI FrpubKa poaa Aspergillus, HO HaMbBOAEe YacTo NPU MyKOBUCLIMAO3E BCTPEYaeTcs
Acnieprum abivswmii (Aspergillus fumigatus). 310T rpuboOK LUMPOKO PacnpoCTPaHEH B OKpyXatoLlen
cpepe, B 3eMAE, Ha PacTEHUSAX, BO BAAXHbIX MeCTaX, U BOAbHON MyKOBUCLMAO30M MOAYYaET Cropbl U3
OKpY>XXatoLLLEN CPeAbl, KOTOPbIE MOTOM MPOPaCcTatoT.

MyT1 3apaxeHus.

Yepes BO3AyX, BAbIXasA CNopbl. ACNEPTUAA TOXE HAXOAUT B AbIXaTeAbHbIX NYTAX 6OAbHbLIX MyKOBWUCLIMAO30M

MUAEAABHYIO CpeAy AAS 0OUTaHUS, 0COOEHHO NOCAE AAMTEABHOTO AEUEHUS aHTUOUOTUKAMU U KOPTU3OHOM.

MoyuTH Y NOAOBUHBI HOABHBIX MyKOBUCLIMAO30M AbIXaTEAbHbIE MYTU KOAOHU3UPOBAHbI Aspergillus fumigatus.

Kakue npobaeMbl Bbi3blBaeT?

AATEABHOE BPEMSI MOXET HUKaK cebsi He NMpPOosiBAATb. Y HEKOTOPbIX NaUMEHTOB (B 7-8% CAyYaeB) MOXET

BbI3blBaTb 0COOYHD WMMMYHHYIO peakuMio, KOrA@ OpraHW3M HauuMHaeT BblpabaTtbiBaTb aHTUTEAQ,

XapaKTePHbIE AAA AAAEPTUUECKUX COCTOSHUIA (MMMYHOTAOBYAUH IE), U Apyrve aHTuTena (MMMYHOTAOGYAWH

18G) 1 aKTMBUPYET cneumMdUyeckne peakummn co CTOPOHbI AMMGOLMTOB (3TO Pa3HOBMAHOCTb BEAbIX TEAEL,

KPOBM). 3Ta KOMMAEKCHAA MUMMYyHHas peakuus NMPOTUB BELLECTB, NPOAYLMPYEMbIX acnepruaramu, MoXeT

BbI3blBaTb HAPYLUEHUA Ha YPOBHE AbIXaTeAbHbIX MyTeW B BUAE BOCMAAEHWS, MOBPEXAEHUSA AETOYHOMN TKaHM,

pasBUTUA BPOHXO3KTA30B: Pa3BUBAETCA «AAMEPTUUECKUIA BPOHXOAErOUHbIN acneprarnés» (ABAA). U3peaka

pa3BMBAETCA UCTUHHAA WMHOEKUMA (MHBA3WBHbIA acnepruanés), NMPEUMYLLECTBEHHO Y MALMEHTOB MOCAE
nepecasku opraHoB.

310 AeuntcA?

CyLuecTByEeT NPOTUBOrPUBKOBOE AeUYEHUE C XOPOLLIMMU pe3yAbTatamu. AeveHne ABNA ocHOBbIBaEeTCA Ha

AAMTEABHOM AEYEHUU KOPTU3OHOM (MecsaLamm).

Kak BblisiBASETCA?

UcecaepoBaHME MOKPOThI Ha rpubku. Kpome Toro, mpu NopAo3peHUM Ha ABAA MOXHO OMPEAEAUTb B
KPOBW YPOBEHb WMMMYHOrAOBYAMHOB (06K ypoBeHb ISE U ypoBeHb cneunduyeckoro IgG npotus
acnepruaa).

3.8.1.4. NpodrAaKTUKa U KOHTPOAb MHOEKLIMI AbIXaTeAbHbIX NyTEN

PekomeHaaLMK Mo NPOPUAAKTUKE U KOHTPOAKD pacnpoCTPaHEeH!Us pecnupaTopHbIX
MHOEKLMIA NPU MYKOBUCLIMAO3E

B Mepbl, KacaroluMecs MOBEAEHHUS MaUUEHTOB W MX OAM3KMX BO BpeMs npebbiBaHUS B A€YEOHBIX

YUPEXACHUAX

1 - T'urneHa pyk

a. MauuneHTbl, UX POACTBEHHWUKM, MOCETUTEAU AOAXKHBI OblTb MHGOPMUPOBAHLI O BaXHOCTU TUTMEHBI PYK B
NPodUAAKTUKE pacnpoCTPaHEHUS NEPEKPECTHLIX MHOEKLMI U NPOUHCTPYKTMPOBAHbI B BOMPOCE TOMO Kak
NpaBUAbHO COBAIOAATL TUIUEHY PYK.
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6. MauneHTbl AOAKHbI BbIMOAHSTb TMIMEHUYECKUE NpoLUeAypbl PyK (A€3MHEKLUMA CNMPTOBLIMU COCTaBaMu,
MbITbE PyK BOAOW C MbIAOM) MPW BXOAE W BbIXOAE M3 LIeHTpa MAM M3 OTAEAEHWA NEPEA BbINMOAHEHUEM
DYHKUMOHAABHbIX AbIXaTEAHbIX npo6, NOCAE YMXaHUS UAU OTKALLAMBAHMS.

B. AAS 0OAErYeHUs BbIMOAHEHUS 3TOM npoueAaypbl AOAXHO 6bITb 06€CNeYeHo HaAMuMe CMPTOBOTO FEAst AAS
PYK B KOMHaTax oxuaaHusa LleHTpoB MyKoBUCUMAO3a, B TyaAeTax, B CMOTPOBbIX KOMHaTax, NOMEeLLEHUSX,
FA€ BbIMOAHAIOTCA GYHKLUMOHAAbHbIE AblXaTEAbHbIE npo6bl.

r. Mpu mMbITbe pyK BOAOV C MbIAOM, AOAKHO MCMOAb30BaTbCS XMAKOE MbIAO M OAHOPA30BbIE MOAOTEHLA.

2 - O6paLueHne ¢ GUOAOrMYECKUMU BbIAGAEHUSIMU

a. lMpy KaLAe 1 YnxaHUW NaureHTam CAEAYET MPUKPBIBaTb POT U HOC C MOMOLLbKO OAHOPA30BbIX CAADETOK.

6. Mcnonb3oBaHHYt0 CandeTKy CAEAYET HE3aMEAAMTEABHO BbIOPOCUTL B 3aKPbIBAIOLLMIACA KOHTEMHED AAS
CaHWUTapHbIX OTXOAOB 6€3 PYUHOr0 OTKPBITUS KPbILLKK (HanpuMep, NeAaAbHbIN).

B [aUMEHTOB CAEAYET MPOMHCTPYKTMPOBATb O BAXHOCTU TOTO, UTO KAaLWAATb M OTKALUAMBATb MOKPOTY
CAEAYET Ha OTAAAEHWU OT APYrUX MALMEHTOB C MyKOBUCLIMAO3OM.

I NPU OTKAWAMBAHWM MOKPOTbI  WMCMOAb30BAHHYIO CaAdeTKy CAEAYeT BblbpacbiBaTb HE B YPHY AAS
06bIYHbIX OTXOAOB, @ B KOHTEMHUEP AAS CAHWUTAPHbIX OTXOAOB.

A TlauMeHTbl AOAKHBI 3HaTb, UTO MM HE CAEAYET OTXapKuMBaTb MOKPOTY B YMbIBaAbHUKU B TyaAeTax,
AYLWIEBBIX, U APYTUX MecTax 06LLErO NOAL30BAHMS.

3 - HaxoaMTbCsl Ha PacCTOSIHUKM OT APYIMX MaLMUEHTOB C MyKOBUCLIMAO30M

a. PekomeHAyeTcs COBAOAATb AUCTAHLIMIO METP- MOATOPA MEXAY MaLMEHTAMM.

6. KoMHaTa 0XXMAGHUA AOAKHA ObiTb OpraHM3oBaHa Takum 0bpa3om, utobbl obecneunBaTb ykasaHHyo

AWCTaHUMIO.

B. [OCNWUTaAU3MpPOBaHHbIM MaUMeHTaM CAeAYeT M3beratb 0OLIMX NMOMELLEHUI OTAEAEHWS, B KOTOPOM OHW
npebbiBatoT. MPUEM NULLIM CAEAYET OCYLLLECTBASITL B CBOEH NanaTte.

r. focnuTaAnuaMpoBaHHble MNallMeHTbl HUKOrAA He AOAKHbI BXOAMTb B MaAaTbl APYrMX MaLUMEHTOB C
MyKOBMCLMAO30M, A@XE €CAM MUKPOdAOpa, BbiCEBAaEMas M3 AbIXaTeAbHbIX MyTed y MauueHToB,
OAVMHaKoBa.

4 - He obMeHMBaTbCA BeLaMM C APYTMMH NMaLyeHTaMu C MyKOBUCLIMAO30M

a. MaupeHtTaMm ¢ MyKOBMCLMAO30M He CAeAyeT 0OMeHWBATbCA ObITOBbIMKW MPEAMETAMM, KOTOPbIE MOTYT,
nycTb A@Xe CAy4YailHO, KOTHTAKTMPOBaTb CO CAM3WUCTONM OOOAOUKOWM pTa WMAM HOCa (MrpyLUKM, 3yOHble
LLETKU, PYYKU, KapaHAALLK, U T.T.), B TOM YACAE CTOAOBbIE MPUOOPBI, MOCYAA.

6. Ocoboe BHMMaAHUE CAeAyET 06paTUTb Ha COBAOAEHUE STON NPEAOCTOPOXHOCTU AETBMM.

B. XenateAnbHO, UTOObl B KOMHATax OXWAAHWS LEHTPOB MyKOBWCLMAO3a He ObiA0 Beller o6L1ero
NOAb30BaHUSA - UTPYLLEK, KHAT, KOMMbIOTEPOB, UIPOBbIX MPUCTABOK, TEAEBU3UOHHbIX MyALTOB

r. XenaateabHo, UTobbl BO BpeMs NpebbiBaHUA B CTaLMOHaPE, MaUMeHTbl UCMOAb30BAAU AMYHbBIE UFPYLLKK W
npeamMeTbl 06MX0Aa, MPUHECEHHbIE U3 AOMA.

5 - He pAorkHO 6biTb COBMECTHOTO MCITOAL30BaHHSA YCTPOVCTB ASl PECTMPATOPHOM Tepann
3TU YCTPOMCTBA OTHOCHATCS K KAaTeropu «MOAYKPUTUUYECKUX OBBEKTOB» - 3TO MPEAMETbI, KOTOPbIE BCTyNaroT

B KOHTAKT CO CAM3UCbIMW OOOAOYKAMW MALMEHTOB C MYyKOBWUCLMAO30M. CpPEAU HUX: MYHALUTYKU AASE

OYHKUMOHAABHBIX — AblXaTeAbHbIX Npo6, TMEM  macku W Apyrve YCTpOWCTBa AAA  du3MoTepanuu,

pacnbIAUTEAbHBIE KaMepbl (adpodambepbl), Hebyran3epsbl.

a. Hebyaaiizepsbl, NpubopbI AN AbIXATEABHOM GU3NO- U KUCAOPOAHOM Tepanuu 1 Bce

YCTPOICTBA, KOTOPbIE HAXOATCA B KOHTAKTE CO CAM3WUCTBIMW 0BOAOUYKAMK HOCa, PTa, UAU C BbIAEAEHWUSIMU
CAM3BICTbIX, AONKHBI ObITb OAHOPA30BLIMU UAWU UCKAKOUUTEABHO MHAWBUAYAABHOFO NMOAL30BAHMUS.

6. [auWeHTbl C MyKOBUCLMAO30M HUKOTAQ HE AOAXKHBI AEAWTbCA APYF C APYrOM TakMMU YCTPOWCTBaMM,
nokpanHe Mepe, €CAM He OblAM MOABEPrHyTbl CTEPUAM3ALMM MepPes UCMOAb30BaHUEM APYTUM
nauueHToM.

6 - Mcrioab30BaHME 3aLLUTHON MACKHM AAS AvLa

a. HeBO3MOXHO peKoMeHAOBaTb B OOLEM WM MPU KOHKPETHbIX OBCTOATEABCTBAX MCMOAb30BaHUE WAU
OTCYTCTBUE MaCKU AN MALMEHTOB

6. EcAM LEHTP HE MMEET BO3MOXHOCTU MO TEXHUYECKUM WAW OPraHW3auMOHHbIM NpUYMHamM obecneuntb
pasaeneHue MauMEHTOB COMAACHO MX MUKPOBUMOAOrMYECKOTO CTaTyca, YMEHbLUWUTb KOAUYECTBO AIOAEN B
KOMHaTe OXWAaHUSE W obecneunBaTb COOTBETCTBYIOLLEE PACCTOAHME MeEXAY NauueHTamu,
NPOGUAAKTUUECKOE HOLLUEHWE MaCKuU AAA BCEX MALMEHTOB, KOTOPbIE MPUXOAST B LEHTP, MOXET ObiTb
NOAE3HO AAA MPEAOTBPALLEHUSA Nepepayn pecnupatopHbiX MHGEKUMI, HO, NPU 3TOM, 3TO HE OTMEHSET
BCEX APYrMX MEpP MPEAOCTOPOXHOCTU, PEKOMEHAOBAHHbLIX B APYrMX pasAenax 3TOro AOKYMEHTA, W,
NPexXAe BCEro, TLATEAbHYHO TUTUEHY PYK.

B Mepbl, kacaroLLMECs MOBEAEHUSI NALMEHTOB U YAEHOB MX CEMEN 3a NpeAeraMmu NeueBHbIX
YUPEXKACHHH.

1 - AesuH@ekumsa 060pyA0BaHUS AN AbIXATEAbHOM TEPANNU

a. lepcoHaAbHble YCTPOMCTBA AASl A3PO30ALHOW Tepanuu U AbIXaTEAbHOM ¢GU3MOTEPAnUU (aMnyAbl,
pacnbIAUTEAN) CAEAYET PEFYASPHO MbITb 1 AE3UHOULMPOBATH.

6. Mepep Ae3MHPEKUMEN HEOBXOAMMO BCErAA TLLATEAbHO MbITb NPUOBOPLI BOAOW C HEMTPAAbHBIM MbIAOM
ANA YAQAEHUSI BCEX OPTraHUUYECKUX OCTaTKOB.

B. PeKkomeHAyIOTCS CAeAytoLLIME METOABI AE3UHOEKLMM:
- KunsuyeHne B BOAE B TEUEHME 5 MUHYT
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- Mcnonb3oBaHKWe nocyAoMoeyHoW MalumHbl npu 70 °C B TeyeHne 30 MUHYT
MorpyxeHune Ha 5 MuHYT B 10% pacTBOp rMnoXAOpUA@ HaTpus.

B nocaeaHem cayuae npubopbl AOAXHBI BbiTb MPOMbITHI MOA MPOTOYHOM rOPAYEN BOAOW M3 KpaHa.

A. BO3MOXHOCTb MCMOAB30BAHWUS XONOAHOM BOALI AASI OMOAACKWBAHWS 3aBUCUT OT CTEMEHU XAOPUPOBAHUS
BOAbl B KOHPETHOM BOAONPOBOAHOM CUCTEME.

e. 3ateM npubopbl CAEAyeT HacCyxO BbITEPETb OAHOPA30BOM OyMaXHOW CcandeTkon AMBO UWUCTBIM
NMOAOTEHLIEM U XPaHUTb B CyXOM MPOBETPUBAEMOM KOHTEMHEPE UAU NAKETE.

X. Ae3UHOEKLMIO CAEAYET MPOBOAWUTL HE PEXE OAHOTO pasa B AEHb.

U. AN AE3UHOEKLMU HE CAEAYET UCTMOAb30BaTh YKCYCHYHO KUCAOTY.

2 - Cneayet nsberatb AIOAHbIX MECT M OrpaH4YM4YuTL OOLLUEHHWEe C APYrMHU AIOABMMU C MYKOBHCLIMAO3OM B

MOBCEAHEBHOM XU3HN

a. O6blYHO NaUMEHTaM C MYKOBMCLMAO30OM CAeAYeT u3beratb OAM3KOTO WMAM AAMTEABHOTO KOHTaKTa B
3aKPbITbIX NOMELLEHUAX C APYTUMU NaLMEHTaMU C MyKOBUCLIMAO3OM.

6. EcAv HeT BO3MOXHOCTM U36exaTb MEepPONPUATUI, A€ MPUCYTCTBYIOT ApyrMe MauueHTbl C
MyKOBMCLIMAO30M, CAEAYET UMETb BBWAY: BaXHOCTb CODAOAEHUSI TUTUMEHBI PYK, KOHTPOAb KalUAf U
AbIXaTEAbHbIX BEIAEAEHUI, MOAAEPXAHUE AOAKHOFO/HEOOXOAMMOTO PACCTOSHUS MEXAY AOABMU.

B. Chaeayet usberatb pyKonoxatuii Mexay AOAbMU C MyKOBUCLIMAO3OM.

r. MauueHTbl ¢ MyKOBWCLMAO30M, Y KOTOPbIX MMEKTCS WHOEKLUMM C MPUPOAHOM WUAM NMPUOBPETEHHON
YCTOWYMBOCTBIO K @aHTUOUOTHKAM, HE AOAXKHBI y4acTBOBaTb B MEPOMUSATUAX, HA KOTOPbIX MPUCYTCTBYIOT
APYrue AHoAM C MyKOBHCLIMAO3OM.

A. He caepyet opraH1M3oBbiBaTb AETHUE Aarepst OTAbIXa, NPeAHa3HaUYeHHbIe CNeLManbHO AAA AOAEN C

MyKOBUCLIMAO3OM.

e. Cnepyer usberatb AHOObIX GOPM TECHOTO KOHTAKTa MaUMEHTOB C MYKOBUCLMAO30M B 3aKPbITbIX
NMeLLEHWSX (HanprMep, COBMECTHbIE MOE3AKU B aBTOMOOWAE) U BAU3KUX GU3UUECKUX KOHTAKTOB.

X. ECAM ABa NMauMeHTa ¢ MyKOBUCLIMAO30M MOCELLAKOT OAHY U Ty K€ LLKOAY, OHU, MO BO3MOXHOCTU, AOAXKHbI
HaXOAMTbCA B Pa3HbIX KAACCaxX M LIKOAbHAs AEATEABHOCTb AAA HUX AOAXHA MPOXOAMTb B pasblXx MecTax
WAU B pa3HOe BPeMS.

3. ECAM B CEMbe eCTb HECKOAbKO AETell C MyKOBMCLMAO30M, OHM, MO BO3MOXHOCTM, AOAXHbI ChaTb B

pasHbIX KOMHaTaX, MMETb CBOW AWYHbIE CTOAOBbIE MPUOOPLI, 3yOHbIE LWIETKU, MECTO U BPEMA AAS
dusnotepanuu.

3 - Apyrue pasAMyHbie Mepbl MPEAOCTOPOXHOCTH

a.

MpyM noceweHnn nAaBaTeAbHbIXx 6acCerHOB CAEAYET YAOCTOBEPWUBATLCH, UTO BOAA MPOXOAUT
06a3aTenbHyt0 06paboTKy (XAOPOM).

6 MaumeTHTaM ¢ MyKOBUCLIMAO30M CAEAYET M3beratb nocelleHns 6aHb U NOAOBHbIX MecT obLero
NOAb30BaHMUS.

B.

AOMalLHWE CaHy3Abl CAEAYET MEPUOANUYECKM 00pabaTbiBaTb C XAOPOM.

3.8.2. lMortoBbie XxeAesbl

Bricokast KOHIIEHTpAIHSI COJIU B ITOTE BCTEYACTCS Y TOYTH BCEX OOIBHBIX
MyKoBHCIH1030M (0K0J10 98% ciiydaeB). [TocTOHHAS MOTEPS COJIU C TIOTOM, MOYKET
MIPUBECTH, IPEXKIE BCET0, Y IPYIHBIX JeTel, K TSHKEIBIM paccTpoiicTBam
(«MeTaboMMIeCKuil THITOXJIOPEMUYUECKHN alIKalio3», COCTOSHUE, KOTOPOE 3a4acTyio
TPYIHO TUATHOCTUPOBATH, BOSHUKAET MPH HEIOCTATKE, MIPEKIE BCETO, XJIOPA).
HpOS[BJ'IS[CTCH 9TO COCTOSAHUEC OTCYTCTBUEM alITIICTUTA, pBOTOﬁ, 3aTOPMOKCHHOCTBIO NN
BO30YXKJEHUEM, 3aJIEPIKKON pocTa. MOTYT BCTpeUaThCsi OCTPHIE MPUCTYIIBI IIOTEPH
coJiei, 0cOOEHHO B JISTHEE BPEMs, B )KapKOM BJIQ)KHOM KJIIMMaTe Kak pe3yabTar
(bu3rUecKoi Harpy3Ku WU TIPH JIUXOPaKe, 0COOCHHO COMPOBOXKIAEMOM PBOTOM - 3TH
MPUCTYIBI MOTYT OBITH OYEHB OMacHBI. UTOOBI MpeIynpeInuTh PUCK OCTPOH OTEpH
COJICH, BaKHO, YTOOBI B TICPEUYHCICHHBIX BBIIIC CUTYAIUAX MMAIUCHT aICKBaTHO
BOCIIOJIHSUI [TOTEPIO JOMOJIHUTEIBHBIM PUEMOM COJIEH.

3.8.3. OK30KpWHHasA YacTb NOAKEAYAOUHOM XeAe3bl

TTomkenynouHa >kesie3a MPOU3BOAUT TMHIIEBApPUTEIbHBIC (EPMEHTHI U OMKapOOHAT

(koTOpBIiA HEOOXOAWM ISl CHHYKEHHS KHCIIOTHOCTH KHIICYHOTO COICPKHMOTO H
onTUMH3aH paboTel (hEpMEHTOB B MPOCBeTe KuIleuyHuka). CMoTpuTe pucynox 71 na
cmp. 104, YV 85-90% O6OnbHBIX MYKOBHCIHIO30M IIOKEIYJOYHAS JKEIe3a He
¢byukunonupyer (MaHKpeaTH4ecKasih HeIOCTaTOYHOCTH). B 50% cimywaeB 310
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COCTOSIHHE TIPUCYTCTBYET YK€ IPU POKACHHUH, B OCTAIBHBIX CIIydasX OHO MOCTEHNEHHO
pa3BHUBaACTCs B IEPBBIC MECSIIBI M TOMBI XKU3HHU, H3peKa - B Oonee mo3aHue cpoku. Ecim
MOKEMyIOYHast JKele3a He (YHKOMOHUPYET, TO HapyllaeTcs IHIIEBapeHHe
(pa3BuBaeTCsl MaJbAMIECTHs), IPEXKAE BCero, OEaKoB M )kupoB. Hambosee 3HaYNMBIIL
CHMIITOM, KOTOPBIH TO3BOJISIET 3aII0103PUTh MAJIBAUTECTHIO - 3TO «cTeaTopesi», TO eCTh
MOSIBIICHUE OOWJIBHBIX HCIPAKHEHHH, COIEpXKAIINX OOJIBIIOE KOJIMYECTBO JKHUPOB,
UMEIOIINX HENPUSTHBINA 3alax, MacJITHHCTBIX WIM MBUIONOAOOHBIX. Mambaurectus,
eciy ¢ Hell He OOpOThCs, SABISIETCS IPUYNHON MaabaGcopOIMu - 3TO HECIIPOCOOHOCTD
KUIICYHNKA BCACBIBATh JKUPbl M OEJNKH, KOTOpble B HOPMAJIBHBIX YCIIOBHUSIX
pacuieruisitoTes (epMEHTaMU IOJDKENTyJOYHON JKesie3bl 10 0oJiee MPOCTHIX BELIECTB,
JIOCTYTIHBIX JJI1 BCACHIBAHUSL.

Pise: 7 MasbabcopOrus TPUBOIUT K
MAaJIbHYTPULHH (HeZOCTaTOYHOCTH

IKZOKPUHHAA W IHAOKPMHHAA UACTb TIATaHK), qTo HPOABIACTCA
Mo WKENY BOUHOT ke NestT 3aMeJUICHHEM pOCTa, HeE[OCTaTquLIM
T = BECOM, PSJIOM HApPYIICHUH, CBA3aHHBIX
N’ \—/ C HEXBAaTKO#l Ba)KHBIX BUTaMHHOB. [Ipu

i MOJI03PCHUH Ha HEJI0CTAaTOYOCTh

1 ) Mo mxenyaou- MOJKEJTYJOUHOH JKeJe3bl, TUarHOCTUKA
\/J(_/\ HAA Kenesa TPOU3BOJIUATCS Ha OCHOBaHHUU
ompeneneHuss (EepMEHTOB JKeJe3bl B

Kaie (XMMOTpPHUICHHA U 1- 3jacTa3bl)

00 B CHIBOPOTKE KPOBH, YPOBEHBb
TMpoTok | KOTOPBIX OyaeT MOHMKEH BILIOTH 0 MX
no mxe- orcyrcTBus. CTerneHs MampabcopOumy,
nyaouHoW| TO  €CThb  TO, HACKOJBKO  CHJIBHO
¥enestl | MPOUCXOAUT  TOTEPsl  MHUTATENbHBIX
BEIIECTB C KaJOM (TO TaKKe SBIIICTCS

A QcTposku Ba)KHBIM noKaszareseM Ut
HAHYCEL KOTOPEE Nanrepramca, koTopete o

P P ONpeNieNiCHUsT  NMPUHUMAeMOH  J103bI
shpoidiRalGT stIpafaTEBAOT
NWWLEBAPUTENEHETE R (GepMEeHTOB  NpH  3aMECTHTENILHOM
(pEPMEHTE, Tepamnum), OLICHUBAETCS MMyTEM

OTpENeNICHNsST  KOJMYECTBa  XKUPOB,
MOTEPSHHBIX C KaJIOM B TeUCHHE 3 THEH
(u3mepenmne creatopen). B Tex ciywasx, Korma TOKETyZOYHAs — JKele3a
¢yukuuonupyer  (3to 10-15%  manueHTOB), MOTYT  HAOIOJATHCS  DIHM30.IbI
PeUMINBHUPYIOIIET0  NMaHKpeaTHTa. OH  mposiBisieTcss  MOBTOPHBIMH |
NPOAOIDKUTENIBHBIME MIPUCTYIIAMH  OMOSCHIBAIONIMX OOJiel OTHAIOMIMX B CIHHY B
BEpXHEH YacTH JKMBOTA, C MOABEMOM YPOBHS (DEPMEHTOB IOIDKEIYIOYHON Kene3bl B
KpoBH (IAHKpeaTHYecKas aMuiiasa, TPUIICHH, JIMIa3a).

OcHOBHblE UCCAEAOBaHUA ANA ONPEAEAEHNA COCTOSIHUS GYHKLUKU NOAKEAYAOUHOM
XEeAe3bl

OEPMEHTbI I'IOA)KE/\YAOLIHOVI XEAE3bl B KPOBU: peub MAET 06 MCCAEAOBAHWMM, KOTOPOE MO3BOASIET
onpeaervTb  GYHKUMOHAALHOE COCTOSIHUE TMOAXKEAYAOUHOM XEAe3bl MO aHaAu3dy KpoBW. O6bIUHO
NPOMU3BOAUTCA U3MEPEHUE YPOBHA TPEX MAHKPEATUYECKUX GEPMEHTOB (MAM OAHOTO U3 HUX): aMUAA3bI,
AMNa3sbl, TPUNCKUHA. MpU HEAOCTATOUHOCTU MOAKEAYAOUHOM XXEAe3bl YPOBEHb 3TX (GEPMEHTOB OYEHb
HWU3KUI (3HAYMTEABHO HUXE HOPMAABHbIX 3HAUYEHWI). YBEAMUYEHUE XE UX YPOBHSA BblLLE HOPMbI FOBOPUT O
BOCMAAEHUW NMOAXKEAYAOUHOW XeAe3bl (MaHKpeaTuTe).

CTEATOPESA: npou3BOAWUTCA M3MEPEHWE KOAMYECTBA XMPOB, NOTEPSIHHLIX C KAAOM, COBpaHHbIM B Teuene
TPEX AHEN NPK 06bIYHOM pexrme NuTaHus. MaTonorMueckon siBasieTca noteps boaee 3-7 rpaMm XWpPoB B
CYTKM, B 3aBMCMMOCTH OT BO3pacTa.

NULLEBOW BANAHC XXUPOB: AaHHOe 60AEE TOUHBIM IBASIETCS MCCAEAOBAHME, YEM USMEPEHUE CTEaTOPE,
HO NPOM3BOAMTCA He BO BCEX LIEHTpax. MpoBoaUTCA cOOp Kana 3a TPU MOCAEAOBATEAbHbIX AHS, MPU 3TOM
B AHEBHMKE OTMEYatOTCH BCE CbEAEHHbIE MULLEBLIE MPOAYKThl. TaknMM 06pasoM MOXHO MOACYMTATb

96




ASPETTI GENERALI

KOAMYECTBO MOCTYNUBLUMX XMPOB. KOAMYECTBO NOTEPSHHBLIX XWMPOB 3@ TPU AHSI OMpEAEeAsieTca B
Aabopatopun. NpPOLEHTHOe OTHOLWIEHWE MeXAY MOCTYNUBLLUMMWM C MULLER W MOTEPSHHBIMKU XMpaMu
Ha3blBaeTCa KO3IGPUUMEHTOM BCaCbIBaHWA XMUPOB. YeM cuAbHEE cTeaTopes, TeM BOAbLLE MaAbAUTECTUSA
M MEHbLLEKOIOOULMEHT BCACbIBAHUA XUPOB.

9NACTA3A-1 U GEKAAbHBIA XMMOTPUINCUH: copexaHne B Kane 3TUX ABYX GEPMEHTOB MOAKEAYAOUHOM
Xene3bl 3HAUUTEAbHO MOHMXEHO MPU MNaHKPeaTUYECKOW HEeAOCTaTOYHOCTM  AMB60 OHM  BoObLLE
OTCYTCTBYHOT.

BaxxHO BOBpeMs pacro3HaTh 3TO COCTOSIHAE, NOTOMY 4YTO OHO TpeOyeT CKopemiero
HAJJICKAINETO HMHTCHCHBHOTO  JICUCHMS. DBBIBAIOT  cliydaw  PEUUAMBHUPYIONIETO
MaHKpeaTHTa, 00yCIOBICHHBIC MYKOBHCIUI030M 0€3 KaKUX-JIUOO NPYTrUX MPOSBICHHUN
3a00JICBaHMS.

3.8.4. HAOKPUHHASA YaCTb NOAKEAYAOHHOM Xenesbl

C TeueHHWeM BpEMEHH, HAYUHAS C TOJPOCTKOBOIO BO3PACTA, YaCTh IMOHKEITYI0THOM
Kee3bl (cocTosmas M3 OCTPOBKOB JlaHrepramca), KOTOpas MPOM3BOAUT HHCYJIHH,
MOJKET MOBPEKIATECS W 3aMEMIaThCsAd COCAMHUTEIBHONW BOJOKHHUCTONH TKaHBIO, HE
CHOCOOHOW  BBIMOJIHATH 3Ty  CHCIHATM3HUPOBaHHYI (GyHKIuio. HemocratouHas
BBIpAOOTKA MHCYJIMHA MPUBOIUT K TOMY, YTO HAPYIIAETCs MPABUIILHOE UCIOJIL30BAHHE
[IIIOKO3bI, Pa3BUBACTCSl KHAPYIICHHUE TOJEPAHTHOCTH K TJIIOKO3€», a 3aTeM - CaMblid
HACTOSIINI caxapHbIil quader. DTO OCIOKHEHHE C BO3PACTOM HAYMHAET BCTPEUATHCS
BcE uame (HaumHast ¢ Bo3pacta 10-12 jer, mocruraer 30% cpeau MmaluUeHTOB CTapiie
JIBAJILIATH JIET).

HapyLieHue ToAepaHTHOCTU K FAIOKO3€E U Anabet

HapyLieHvem TOAepaHTHOCTU K FAIOKO3€e Ha3blBaeTCsl COCTOAHME, KOTA@ YPOBEHb MAOKO3bl B KPOBW CNyCTS
ABa Yaca nocae npuéma CTaHAapTHOM AO3MPOBKM FAIOKO3bl MOBbLILIEH, HO HE NPEeBbIWAaET ONPEeAEAEHHOIO
ypoBHs (180 mMr/100 MA) U HE COMPOBOXAAETCS MOSIBAEHUEM FAOKO3bl B Mouye. lMpu pa3sutum anabeta
HauMHaT AeYeHWe WHCYAMHOM. [lpu MyKoBUCLMAO3e AMabeT pa3BMBaETCA He3aMeTHO W B Havane
pa3BuUTUA He AAET o cebe 3HaTb. AAA TOro, UTOObl BOBPEMSA AUArHOCTMPOBATh M HapyLUEHWE TOAEPAHTHOCTH
K FAIOKO3€ W CaxapHbli AnabeT, B LEHTpax MyKOBUCLIMAO3a 0ObIUHO KaXAble ABa roAa, HaunHasa ¢ Bo3pacTta
10 AeT, NPOBOAUTCS HArpy3o4HbIA TECT Ha «TOAEPAHTHOCTb K TAOKO3e». [pW 3TOM MauueHT BbiNWBaeT
CTaHA@PTHYIO AO3y pacTBopa FAIOKO3bl, MOCAE YEero 3aMepsieTCsi YPOBEHb MAIOKO3bl B KPOBM Cpa3y nocae
Harpyskw, 3atem no ucreueruu 30, 60, 120 MuHyT (AMb0 cpasy, 1 cnycta 120 MUHYT).

puc. 8

NAWEBAPTENBHAA CCTEMA
neyeHb
4

TOHKAA
KMLKA i \

3
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3.8.5. KulieyHuK

Co cropoHsI KuIedYHHKa (PUCYHOK 8), OCHOBHBIC MPOSBICHHUS- 3TO MEKOHHAJIbHBII
WJeyc cpasy IOCie POXACHUS M KHUIIeYHasi HeMpoXoAMMOCTh B Ooiiee I03/1HEM
Bo3pacte. B aTmx ciywasx mpobiema cBs3aHa C TEM, 4YTO TycCTas, Bs3Kas CJIH3b
3aCTAMBACTCSl B KUIICYHHKE W MPEMATCTBYET HOPMAIbHOMY IPOJBHIKECHHIO KAaTOBBIX
Macc. [Ipy MEKOHHATbHOM HIIEYCe MOXKET MOTPeOOBATHCS XUPYPIHYECKOE JICUCHHUE, B
cllydae, eclii He yIaéTcsl pa3pelliTh CUTYAHUIO C IIOMOIIBIO KIU3M H IIYOOKHX KIIH3M.
IMo3xHss KuIIeYHas HEMPOXOAMMOCTh (HE CBs3aHHAs C MIIAJACHIECKHM BO3PAaCTOM)
BcTpeuaercss y 20-25% mamueHToB (0T paHHETO NETCKOTO JI0 B3pPOCIOrO BO3pacTa) M
HPOSBIISETCS 3alI0paMU U OOJIAMH B KHBOTe. OHa JICYUTCS OYHCTHTEILHBIMU KIM3MaMH
U TpUEMOM OCMOTHYECKHX pacTBOPOB BHYTpb. OueHb BaXXHO paclo3HaTh HUX
B3aUMOCBSI3b C OCHOBHBIM 3a0OJIEBaHHWEM, B TOM YHCIIE U JUIS TOTO, YTOOBI M30€XaTh
HCHYXXHBIX ONIEPAaTUBHBIX BMECIIATCIILCTB.

3.8.6. lleyeHb U XeAyeBbIBOAAILLME NYTH

XKemunsre poTokH (MaJeHbKHE KaHAJBLBI BHYTPHU MIEUYCHHU) COACPIKAT I'YCTYIO JKEIdb,
00€3BOKECHHYIO U KHCIYIO, KOTOPasi BHIBOJUTCS C TPYIOM M CKJIOHHA K 3alIepiKKe. ITO
MOJKCT BbI3bIBATh PA3JIMYHBIC OCJIOKHCHUA CO CTOPOHBI NMEYCHU U KCITUCBBIBOAAIINX
nyteid. [lpubnusurensHo B 20% cinydyaeB MOXKET pa3BUTHCS 3acTOW KEMYH C
HOCTIEAYIONIMM [EepPeX0JoM B OWIHMAPHBIH DHPPO3 IEUCHH. OTO OCIOXKHEHHE
pasBuBaeTCs A0CTaTOuHO penko (B 5% ciydaeB), ¥ MOXET BBI3BIBATH CEpPhE3HOE
NOBPS)KIHHME IICYCHHU, BIUIOTh 10 MOTepH e€ (QyHKUuM (pa3BuUBaeTCs NeYEéHOUHAs
HeI0CTAaTOYHOCTh). [Ipy IHMppo3e He4YeHb CTAHOBUTCS IUIOTHOH, (MOPO3MpPOBaHHOM,
3aTpyAHSeTCS B Hel MPOXOXKACHHE KpoBH. JlaBieHWE B BOPOTHOH BeHE (3TO BEHa II0
KOTOPOii B MEYeHb MOCTYNAET KPOBb OT PAa3IMYHBIX OPTaHOB OPIOIIHOM MOJOCTH, TAKHX
KaK XKeTyJOoK, KAIICYHHUK, cele3EHKa, MOIKEITyJ0UHAas JKelle3a) MOXKET HOBBIIIAThCS, U,
BCIIEJICTBHE 9TOr0, HEKOTOPBIE KPOBEHOCHBIE COCY/IbI B MUIEBOJC, KEITYIKE HIH aHyCe
paciupstoTest (pa3BHBACTCSl BAPUKO3), MOTYT Pa3pblBaThCsi W KPOBOTOUHTH. BakHO
JACPKATh CUTyalluIo IOJ CTPOTHUM KOHTPOJIEM U IIPU HeO6XOZ[I/IMOCTI/I IIPUHUMATh BECH
CIIEKTP MEIKAMEHTO3HBIX W XHPYPTHUECKHX METO/IOB (HAPHUMEp, CKICPO3HPOBAHHUE
BapHKO3HO W3MEHEHHBIX BEH MHUIIEBO/A), KOTOPHIC MOKa3aan CBOO 3(dekTHuBHOCTE. B
TSKENBIX CIy4asiX OJAHUMAETCS BOIIPOC O IIEPECATKE IIEUEHU.

3.8.7. Koctu 1 cycTaBbl

MoryT HmposSBUTbCA HApyIIEHUS CO CTOPOHBI KOCTHOW CHCTEMBbI, KOTOPbIE MMEIOT
cnabyl0 CTPYKTYpY M HEHOCTATOK Kaiblisi (OCTeOMEHWsI W OCTEONOPO3 C PUCKOM
PasBUTHS TSHKENBIX TEPEIOMOB) HM3-3a HapyIIeHUsT MeTabonn3ma Kambims u docdopa,
UTPAOLUX BAXHYIO POJb B CTPYKType KOCTHOM TKaHW. [IpMuMHON 3THX HapylleHUH
MOJKET CTaTh HEIOCTaTOYHOE MUTaHKe, HApYIIeHNEe BCcachiBaHUA BuTaMuHa D u xanpmus,
Oosie3HN JNErKUX, JUINTEIbHAs HEMOIBMXHOCTH, NMPHEM HEKOTOPHIX JIEKaPCTBEHHBIX
npenaparos (CTEpOHIOB).

BocnajauTenpHbIM MPOLECCOM MOTYT MHOpPAXKaThCs TaKKe M CYCTaBbl (apTpHT),
0COOCHHO TIPH UTUTEIEHOM TEYEHHH MaTOJIOTHIECKOT0 MpoIiecca B JIETKHX.

3.8.8. PenpoayktuBHas cuctema

MyKOBUCITIO3 HE BJIMAET HAa CEKCYyalbHBIE CIIOCOOHOCTH, OJHAKO MOXET OBITh
NpUYUHOM Oecrutoust (y MYK4YMH) WIM TOHWKEHHOH (epTunbHOCTH (y KEHIIUH). Y
OOJIBIIMHCTBA MY)XYMH C MYKOBHCIHJO30M HE pPa3BHTBl MPOTOKH, IO KOTOPHIM
CIIEPMAaTO30MIbl BBIHOCATCS HApyXy, IOTOMY YTO OHHM 3aKyHNOPHBAIOTCS T'YCTHIM
CEKPETOM ellie BO BHYTPUYTPOOHOM meproe. (aTpe3usi WK ABYCTOPOHHEE BPOKIEHHOE
OTCYTCTBHE CEMSIBBIHOCSIIMX MPOTOKOB) TO, YTO SIBISICTCS IPUYHHOM Oecmoaus (mo
NPUYHHE OTCYTCTBHS CIEPMATO30H/I0B B CeMEHHOI KHIKOCTH, T.e. 00CTPYKTHBHAs
azoocnepmus). Korma Momofoil d4enoBeK HAaYWHACT AKTHBHYIO IIOJOBYIO JKH3HB,
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TpeOyeTcsl HOATBEPANUTE JNOO UCKIIOYUTH €€ Hammdue. J{J1s 3Toro HeoOX0aMMOo IPOHTH
oOciemoBaHHE Yy AaHIPOJNOra, YTOOBI ONpPENSNUTh HalIWYUMe WIH OTYTCTBHUE
CEMSABBIHOCSIINX IIPOTOKOB, IIPOBECTH HCCICHAOBAaHHE CEMEHHOH JKHUIKOCTH I
ompenenenss HAIMYMA WIM OTCYTCTBHUS B HEH CHEPMaTo30MIOB.  ATpesus
CEMSABBIHOCSIINX NPOTOKOB MOXET OBITh CAMHCTBEHHBIM IPOSBICHHEM 3a00JICBaHUS
NpH €€ aTUMUYHOM TEYECHHH.

Y  KEHIIMH C  MYKOBHCIMIO30M MOIYT  HAOJIONAThCS  HEperysipHOCTH
MEHCTPYAJIbHOTO LIMKJIA M TPYJHOCTH IPH TONBITKAaX 3abepeMeHeTh. JTa mpobiiema
BCTpeyaeTcss B HEOOJBLIOM KOJMYECTBE CIy4aeB, II03TOMY, BCE paBHO CleayeT
MOJB30BATBCSl  CPEJCTBAMHM  KOHTpAlENIMKU Ul HM30eKaHUS — HEKellaTelNbHOU
O6epemenHocTH. Te, KTO XoUeT 3aBecTH peOEHKa, MOTYT 3TO cleaTh 6e3 0coboro Bpeaa
3JI0POBBIO TP YCIOBUH, YTO COCTOSIHUE JbIXaTEIbHONW CUCTEMBI HE CHIIBHO HapyIIEHO U
HAaXOAMTCSI TOJA KOHTPOJEM. JTa BOMOXHOCTH SIBJISIETCS OJHMM M3 JIOCTHIKEHHH,
MOJIYYSHHBIX B pe3yJjbTaTe pa3pabOoTaHHOTO W MPUMEHSEMOro JICUSHHUs, M, NPExXIe
Bcero, Omarojapsi TOCTOSHHO YBEJIMYHMBAIOIICHCS TMPOJODKUTENLHOCTH  KH3HU
MalUCHTOB.

K] Aeuenne mykoBucLMAO3a

Jleyenue 60JBHBIX MYKOBHCIIHI030M 00E€CIIEUNBACTCSA M KOHTPOJIUPYETCS B
CIEIUATN3NPOBAHHBIX [IEHTpaX. L[eHTphI MOYTH BCETAa MMEIOT MHOTONPOQHIbHYIO
KOMAaH/AY COTPYAHHUKOB CIICIHATN3UPYIIUXCS Ha 3TOM OOJIE3HH: BpadH, MEACECTPBI,
(hU3HOTEPATIEBTHI, AUETOJIOTH, COIMANILHBIC PAOOTHUKH, TICHXOJIOTH, KOHCYJIBTAHTHI IO
BOIIPOCAM KOHKPETHBIX OCIIO)KHEHHUH.

CoBpeMeHHbIE METO/IbI JIEYeHHEe MYKOBHUCIIH103a B OCHOBHOM BKJIIOYAIOT:
- AHTHOHMOTHKOTEpamus
- Aspo3osibHas Teparus
- ®duznortepanus U IpIXaTeNIbHAS peabunurarys
- IIumeBapurtenbHas U JUETOTEPANUs
- JIpyrue Bubl nedeHus

3.9.1. AHTUOBUOTUKOTEPANUS

AHTHOMOTHKY - ATO JIEKAPCTBA, KOTOPBIE CIIOCOOHBI 3aMEIISATh WM OCTAHABIUBATH POCT
Oaxrepwii, 60 yomBaroT ux. OHU SBISFOTCS Ba)KHBIM HHCTPYMEHTOM B JICUCHHH
pecTupaTopHBIX 3a00JIeBaHAN TIPU MYKOBHCIIUA03€, KOTOPBIE XapaKTEPH3YIOTCS
PEIUINBHUPYIONINMH, a 3aTeM M XpOHHIeCKHUMHU HHpekumsimu. neanpHoH
AHTHOMOTHKTEpanuel sSBIIETCS «HALEJICHHAsS», TO €CTh Ta, KOTOpas HalpaBlieHa
KOHKPETHO IPOTUB OAaKTEepHH, BRIIBISEMBIX BPEMs OT BpEMEHH B OPOHXHAIHHBIX
BBLIENICHUSX OOJMBHBIX. J[7151 TOTO, UTOOBI Y3HATH, KaKKe 3TO OakTepuu U (Kakoe uX
KOJIMYECTBO), IEPUOANIECKH COOHPAIOTCS 06pa3Ibl GPOHXHAIBEHOTO ceKpeTa (MOKPOTHI)
WITH OCYIIECTBISETCS Ma30K M3 3€Ba WIIM OOJIACTH TOPTAHOTJIOTKH.

CoOpaHHBI MaTepuan HampasisieTcss B JlabopaTopHio, TI/ie HPOBOAUTCS €ro
KyJBTypajdbHOe HCCIeJ0BaHHe, KOTOPOE WICHTH(OUIMPYET THII HPUCYTCTBYIOMINX
OakTepuii ¥ BBINOJHSACTCS AHTHOMOrpaMMa, KOTOpas BBIABISET YYBCTBHTENBHOCTH
MHUKpPOOpraHu3Ma K OTAEJIbHBIM aHTHOMOTHKAaM (TO €CTh, BBISBISIET BEPOSTHOCTH TOTO,
yT0 npenapar Oynet 3pheKTHBHBIM).

Jis nmedeHus KakK OCTPBIX, TaK M XPOHUYECKHX HWH(EKIHHA, Bpad BBHIOHpAcCT
aHTUOMOTHK coryiacHo aHTuOmorpamme. OcTpble MHQEKIIUU dYalie BCTPEUYAIOTCS B
JIETCKOM BO3pacTe: Ha [aHHOM »3Tale NPUMEHEHHWE AaHTHOMOTHKOB HANpaBJIEHO Ha
apaguKanuio (T.e. MOJHOE YHUYTOXXKEHHE) OaKTepuH, a COOTBETCTBEHHO, MHpekmu. C
TOJaMH 3TO CTaHOBHUTCS BCE TpPyIHEE, M, HAKOHEI, MOXXET Pa3BHUTHCS XPOHHYECKas
nérouHass WHQEKINSI, B 3TOM CIy4ae IMPUMEHCHHE AaHTHOMOTHKOB HWMEET [BE IICIH:
CHEPKUBATh KOJIMYECTBO W arpecCUBHOCTD OAKTEpHil («IIOAICPKUBAONIAS TEPAIUL») H
OCTaHABJIMBAaTh «00OCTPEHUS», TO €CTh, NMOBTOPHOE IIOSIBJICHHE OIIM30JI0B OCTPOTO
MH(EKIIMOHHOTO U BOCHAIUTEIEHOIO COCTOSIHUS, KOTOPBIE HAXOSITCS 10J] KOHTPOJIEM B
YCIOBUSIX «CTAOMIIBHOTO COCTOSTHHSI».
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AHTHOMOTHKY MOTYT UMETh Pa3INYHBIC ITyTH BBEJCHUS

ITepopansuwii (Per 0S = 4depe3 poT): B OCHOBE JISKHUT BCACHIBAHHE JICKAPCTBCHHBIX
CPEACTB B KUIICYHHUKE. JTO SBIAETCA CaMBIMBIM IIPOCTBIM CIIOCOOOM, KOTOPBIH HINPOKO
HCTIONB3YETCS MIPH OCTPHIX MH(EKIHUIX, a TAKXKE IPH HE3HAUUTEIBHBIX 000cTpeHmsIX. K
COXAJICHHIO, JINIIb HEMHOTHWE AHTHOMOTHKH, aKTHBHbIE B OTHOIECHHMH Cunecnounou
nanouky W OPYTAX THIOWYHBIX TIPH  MYKOBHCHHIO3¢ MHKPOOOB  (CcMOTpHUTE
MHUKPOOHOJIOTHIO), UMEIOT XOPOIIYIO BCACHIBAEMOCTh M3 KHIICYHUKA.

Buympumvimeunsiii:  xak  1npaBwio, Hed(PPEKTUBHBIA, IOCKOIBKY  JO3BI,
HEoOX0o/AnUMbIEe TPH MYKOBHCLHJI03€, OYCHb BBHICOKM W BHYTPUMBIIIEYHOE BBEACHHE
BBICOKHX 7103 aHTUOMOTHKA SIBJISIETCS OYCHb OOJIE3HEHHBIM U HE MOJXKET HMOBTODPSTHCS B
TE4YEHUE UIUTEIILHOTO BPEMEHHU.

Huzansamopnetit (a3po30IbHBIIL): PEUMYLIECTBOM 3TOTO CIIOCO0a SBISETCS TO, YTO
OH TIO3BOJISICT JIOCTABIIATh JICKAPCTBEHHBIE BEIIECTBA HEMOCPEACTBEHHO B JBIXAaTEIbHbIC
myTH, u30erasi MOOOYHBIX BO3ACHCTBUII Ha IpPYyrHe OpraHbl U CHUTCTEMBI OpPraHH3Ma
(moukw, opraH cityxa, e4eHb), KOTOPbIe BO3HHKAIOT NP «OOIIEM» HIH «CHCTEMHOM)
BBE/ICHUN aHTUOMOTHKOB (II€PEOpaIbHO WIN BHYTPHUBEHHO). DTOT CIIOCO0 MCTIONB3yeTCs
MPEeXIe BCETO KaK UINTEIbHAS Teparus

TabAuua. 6 OCHOBHbIE AHTUBMOTUKK U AO3bl, PEKOMEHAOBAHHbBIE ANA
CUCTEMHOIO AEYEHWUA PECIMUPATOPHbBIX MHOEKLWKN NPU

MYKOBUCLMUAOSE
BAKTEPUA AHTMBUOTUK NyTb BBEAEHWA AO3UPOBKA MHTEPBAA
(Mr/Kr Beca/AeHb) Mexay
BBEAEHUAMM
(vacol)
LiedanekcuH BHYTPb 100-200 6-8
DAYKAOKCALMAAMH BHYTPb 100-200 6-8
Staphylococcus KoTprmaKkco3on BHYTPb 50-70 12
aureus A3UTPOMMULIMH BHYTPb 250-500 (*) 24
TenkonAaHuH B\BEHHO 400 mr (**) 24
AvHEe30AA B\BEHHO 600 mr (**) 12
OdnrokcaumH BHYTPb 15-30 8
LiunpodnaokcauuH BHYTPb 15-30 8
obpamuumnH B\BEHHO 8-12 6-12
Pseudomonas Ledrasnamm B\BEHHO 150-200 8
aeruginosa MunepaunarmH B\BEHHO 150-400 8
NmuneHem B\BEHHO 90 8
Meponenem B\BEHHO 90 8
AsTpeoHam B\BEHHO 100-200
8
Burkholderia LledTasmanum B\BEHHO 200 8
cepacia Meponexem B\BEHHO 90 8

(*) 250 mr/cyt ans aeteit; 500 Mr/CyT AN B3POCABIX.

(**) He3aBMCMMO OT BeCa (3@ UCKAOUEHWMEM MAAEHbKUX AETEN).

AN CUCTEMHOTO AEYEHUSI MOAPa3yMEBAETCsi NEePOPaAbHO, BHYTPb, AMOO BHYTPUBEHO (B\BEHHO).

Cnucok aBasetca AEMOHCTPATUBHbIM, TaK KaK Ha3HayeHue aHTMBUOTHKA MPOUCXOAUT HA OCHOBaHUU aHTMﬁMOTMKOI'paMMbI. Al\ﬂ Apyrux 6akt
Haemophilus influenzae- 0b6bIYHO LepaneKCUH MAM KOTPUMAKCO30A; Ans Achromobacter xylosoxidans u Stenotrophomonas maltophilia -
aHTMBMOTHKM, UTO U AAA Ps aeruginosa.

KKOHTPOJISI» XPOHWUUYCCKOW WH(EKIMK [IBIXATENBHBIX MMyTed (Mecsuamu\roaamu).
O¢ddexTnBHOCTE MOKa3aHA Pa3TMIHBIME HCCICAOBAHUSAMH. YMCEHBIICHHE KOJIMYECTBA
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obocTpeHnil MH(pEKUWH, YIy4NIEeHHE WIH CTa0WIN3alus COCTOSHHS JBIXaTeIbHOH
CHCTEMBI.

Buympueennwii: sBusercs Hambonee 3(p¢deKkTHBHBIM cmocoOoM, TaKk KakK OH
o0ecrieunBaeT camble BBICOKHEC KOHLCHTPAlUM AHTUOMOTHKOB B JIETKHX M HMEeT
OonblIoe 3HAYCHHE, OCOOCHHO B Ciydae 3HAUUTCNBHBIX IIOBPESKICHUH JIETKHX H
000CTpeHNIT XPOHUYECKUX PECITUPATOPHBIX MH(EKIMH. B HEKOTOPBIX LEHTpax JieueHue
«XPOHUUYECKHX» DPECIHPATOPHBIX HMHQEKIMH OCHOBAaHO Ha BHYTPUBEHHBIX Kypcax
AHTUOMOTHKOTEPAINUH, MPOBOAMMBIX B IJIAHOBOM TMOPSAKE KaKAble TPU WM YEThIpe
Mecsiia (HE3aBUCHMO OT HajJW4yMs CHMITOMOB), TIPH BO3MOXXHOM COYETaHHH C
a’pO30JIHOM  aHTMOMOTHKOTEpanueil MeXay KypcaMH. AHTHOMOTHKH  OOBIYHO
MIPUMEHSIOTCS B KOMOWHALIMK U3 JIByX NPENapaToB, BBOJIATCS J(Ba WM TPH pa3a B JCHb,
a MPOJIOJDKUTENFHOCTD IUKJIA MOXKET BapbHPOBATBCS OT JECATU O YETHIPHAAATH THEH.
B HEKOTOpBIX Ciydasix, BHYTPHBEHHBII cOCOO BBEICHUS TpeOyeTcs, eCli MperapaThl
UL TIepeopalbHOTO  MpHMEHeHHss Hed()(eKTHBHBI TpPOTHB JaHHOH OakTepuu.
BHyTpHBeHHOE BBEACHHE NPEAYyCMATPHBACT NPUIOTOBICHUE PAcTBOpa aHTHOHMOTHKA,
KOTOPBI BBOJWUTCS B TEUCHHE ONPEICICHHOrO IMepHola BpeMeHH (KallelbHO): Kak
MIPABHJIO, 3TO BBINONHSIETCS B JICYeOHOM LICHTPE, HO MOXKHO MPOBOJHTH 3Ty MPOLENYPY
M Ha JoMy, u30eras rocnuTanu3anuy. lleauaTp WM y4acTKOBBIH Bpad B TakKuX
CUTYaIMsIX MOXKET OKa3aTh 3HAUUTEIBbHYIO TIOMOILb.

IIpu Bcex myTsAX BBEACHHS BaKHO NOMHHTH, YTO NMPH MYKOBHMCIHI03€ A03HPOBKA
AHTHOMOTHKOB ropa3lio Bhbille (MHOTZA B /IBa pa3a), YeM B OOBIYHBIX CJIy4asix.
IloBbllIeHHast  J03MPOBKA, TMpexkae Bcero Heofoauma i 00JIbLIEro
NPOHMKHOBEHNsI AHTHOMOTHKA B JbIXaTeJIbHbIe NMYTH, 3aNOJIHEHHbIe THOWHBIM
Co/IeP:KUMBbIM.

B mabauye 6 mpencTaBieHp OCHOBHBIC aHTUOMOTHKH U HX TO3UPOBKA.

pUCYHOK 9 - PacnpeaeneHWe AeKapcTBEHHbIX NpenapaTos B
opraHuamMe B 3aBUCMMOCTH OT cnocoba BBEAEHUS.

WNHranaTopHO - TOAbKO Aérkue CuCTEMHO - BCE opraHbl

3.9.2. A3po3oAbLHas Tepanusa

Adpo307b - 3TO pACHBUIEHHBIE B BO3AyXe (KaKk «TyMaH») TBEpIbIe WM SKHUIKHUE
YaCTHIBL: YaCTHMIbl MM KalUId MOTYT OBITh JIEKAPCTBEHHBIMH IIperapaTaMmu
(aHTHOMOTHUKH, MYKOJHUTHKH, KOTPHUKOCTEPOWIbI, OPOHXOAMIATATOPHI M T.J.), TAKHM
00pa3oM, MOTYT OBITh «HHTAJUPOBAHEI», TO €CTh, UX MOXHO BJOXHYTh U MPU 3TOM OHHU
OCaXJTAIOTCS HETIOCPEICTBCHHO B JBIXATCIBHBIX MyTIX. [[penMyIecTBOM a3po30ieii, mo
CPaBHCHHIO C JPYT'MMH CHOCOOaMH BBCICHHS, SBISCTCA MOJY4YCHHUE OOJBIICH
KOHIICHTPALMHU JICKAPCTBEHHOT'O CPEJCTBAa B MIYOOKUX OTJAENAX ABIXaTCIbHBIX MYTEH,
YTO CBOIMT K MUHHUMYMY BpEIHBIC MOOOYHBIC 3()(EKTHl HA APYrHe OPraHbl, KOTOPBIC
BO3MOXHBI TPH  «CHCTEMHBIX» TIYTAX BBeACHUS (BHYTPh, BHYTPHUMBIIICYHO,
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BHYTpHBEHHO) (pucyHOK 9 Ha ctp. 109). DTO0 0COOEHHO BaXKHO UII HEKOTOPHIX
aHTHONOTHKOB, KOTOPBIE, HAIPUMED, OKA3bIBAIOT ONPEIEICHHOE TOKCHIECKOE JEHCTBHE
Ha ITOYKH ¥ CIIYXOBOW anmapT (AaMHUHOTIHKO3HIBI).

AnspozonpHasi Tepanusi, 6e3yClIOBHO, YyTOMHUTENbHA, MOTOMY 4YTO €€, Kak IpaBHIIO,
CJIElyeT JenaTh B HECKOJIIBKO €)KEAHEBHBIX CEaHCOB (OOBIYHO 1Ba), Y MalCHBKHX ACTCH
TpeOyeT yJacTHsl KOro- TO U3 B3POCIBIX WICHOB CEMBH, Y CAMHUX B3pOCIbIX MAIlMEHTOB -
TpeOyeT MHCTPYKTHPOBAHMS M HABBIKOB CAMOCTOSITEIILHOTO MCHob30BaHus. Tpebyercs
TIIATEIbHAS OYMCTKA U Ae3NH(EKIUI000pyI0BaHHS.

Hekomopuie obujue npasuna:

* mepel WHraJsiuedl aHTUOMOTHKOB CJEAyeT TMPOBOJAMTh CEAHC JbIXaTeJIbHOU

¢usnoTEpanuK, 4TO TOMOXXET OCBOOOAMTH JBIXAaTeNbHBIE IIYTH OT BBIJICICHUH W,

CJIEI0BATENHHO, 00ECIICUNTD OOJIBIIYI0 «BOCIPUIMYHBOCTEY K IPETIapary.

* IpU HEOOXOOMMOCTH IIPEABAPUTEIBLHO HHTAIHMPYETCS IpenapaT-OpOHXOIMIATATOD,

YTOOBI TPENOTBPATUTH BO3MOXKHBIN cIla3M OpPOHXOB, BBI3BAaHHBIN JIEKAPCTBEHHBIM

CPEACTBOM Y HEKOTOPBIX JIIOAEH C TOBBIIICHHOM YyBCTBUTEIBHOCTHIO, M JydIIe

«OTKPBITH» JIbIXaTEIbHbIC Y TH.

* HEOOXOOMMO TIIATENBHO MBITh pPyKH Tepen pabotoli ¢ HeOymaiizepom
(pacmpuiMTENIEM) W NpOBEIEHHEM JAE3WH(EKIUMH NpuOOpoB (ammyna, TPYOKH,
MYH/IITYK WIN Macka) Mociie KaXJ 0| MpoLeayphl.

YcrpoiicTBa, UCIONBb3yeMble Uil MHTAIALUH, OBIBAIOT pa3IMuHBIX THIIOB, HambOoliee

PacIpoOCTpaHEHHBIMH SIBJISIOTCS KoMIpeccopHoro tuma (Hampumep, Nebula nimun PARI

LC), meHee pacmpocTpaHeHbl 3jeKkTpoHHble (Hanpumep, E- flow). Jlns nexotopbix

npenaparoB (OpOHXOJUIATATOPbI, KOPTHKOCTEPOUABI U aHTHXOJINHEPTUUECKHE) OOBIYHO

UCHIONB3YIOTC crper  ((pIakoHBI), JId AHTHOMOTHKOB W MYKOJIMTHKOB Haumbolee

3¢ QeKTUBHBIE KOHLIEHTPALMH B JIETKUX JOCTUTAlOTCA TPH  HCIOJIB30BAHUH

KOMIIPECCHOHHBIX  (CTpyHWHBIE  PacHbUIMTENN) HWIM  BJIEKTPOHHBIX  NPHOOPOB.

DJeKTPOHHBIC SIBISIOTCS 3HAYUTENBHO OoJiee JOPOTMMH, OJHAKO, 10 CPaBHEHHUIO CO

CTPYHHBIMH, UMEIOT MPEUMYIIECTBO B TOM, YTO MO3BOJSIOT 3HAYMTENHFHO YMEHBIIUTH

(mpubnmsurensHo Ha 50%) Bpems BBeacHus. BpiOop Haubosee IMOJXOJSIIETO

YCTPOMCTBA NPOU3BOJIUTCS B KAXKIOM Cllydyae WHIMBHUIYyaJbHO BMECTE C BpauyaMH |

(usroTepaneBTaMy B IEHTPE C y4ETOM Pa3IM4HbIX (JAaKTOPOB: THUIIA TEpAINUK, BO3pAcTa,

CTOMMOCH, BPEMEHH BBEICHUS M WHIMBHIYAJIbHBIX MPEIIOYTEHUX nanueHta. OmHako

Clle/lyeT MIOMHHUTb, YTO HPOU3BOJUTEILHOCTD PACIIBUIUTENEH YMEHBIIACTCS ¢ TEYCHUEM

BpPEMEHH.

CorynacHo oO0uieMy IMpaBuily, 4eM MEHbLIE pa3Mep YacTHIl Ipernapara, TeM OoJblie

OyneT ux CrIocoOHOCTh NMPOHMKATh B OpPOHXHAIBHOE NEPEBO, @, CIEJOBATEIbHO, TEM

aKkTHBHee Oyner ux aelcraue. {1 TOTO, YTOOBI YAaCTHUIIBI IIpenapaTa JOCTUTAIH CaMbIX

JalbHUX OTAEJOB OpOHXHMAJIBHOTO JepeBa, HEOOXOAMMO, 4YTOOBI 3TH BJBIXaEMbIC

yacTHIbl ObuUIM pazmMepoM 2-5 MHUKpOH (1 MuKpoH = 1 TBICSUHAs MWUIUMETPA).

Bnaronapst coBpeMeHHOMY 00OpYZIOBaHHUIO, 3TO JOCTYIIHO JUIi MHOTHX Iperaparos,

MCIIOJIb3YEMBIX TIPH MYKOBHCIIHJIO3E.

* AHTHOMOTMKAMHM, HauOoOJee 4YacTO WCIHOJIb3YEeMbIMU HHTAIATOPHO, SBIISIOTCS

KOJIMMWIIMH W TOOpaMUIIMH, TOCIEIHUN ToKa3an ceOs 3(QQPEeKTUBHBIM U XOPOIIO

MEPEHOCHMBIM CPEICTBOM IPH XPOHHUYECKOW WHGEKINH, BbI3BaHHON CunezcHOUHOU

nanouxou. Oba anTHONOTHKA TPEeOYIOT BBEJICHNS 1B Pa3a B JIeHb, BPEMs, HEOOXOANMOe

JUISl BBEJICHHUS!, OTJIMYAETCSI B 3aBUCHMOCTH OT UMEIOIIEroCs B HAJMYMK yCTPOUCTBA U

THIIA PAaCTBOPA, KOTOPBI MCHOIB3YeTCs, M COCTABIsAeT B mpenenax or 10-15 mun mms

CTpYHHBIX HeOyIaii3epoB, 10 6-7 MuHyT s «E-motoka» (E- flow).

* HenaBHO mosBUIMCH B MPOA@Xe APYrue a’spo30JibHbIE aHTHOMOTHKH, aKTHBHBIE B

otHoueHnu CuneeHotiotl nanouxu (a3TpeoHaM JH3UH, PTOPXUHOIOHBI, AMUKALIUH).

* Hawubosee yacTto HCHOJIB3yeMBbII MYKOJIMTHYECKHH mpernapar (TOT, KOTOPHIA B
COCTOSIHMM cJieNlaTh OpOHXHMAaNbHBIA CeKpeT OoJjiee >KWJIKHM, CleloBaTelbHO, Oojee
aerko ynamsiembim), 310 JIHKasa, wnm aneda-Jopnasa (ToproBoe Ha3BaHHe-
Ilyaemo3um). HemaBHo Obuta pokasaHa 3(@QEKTUBHOCTh B KayeCTBE MYKOJIHTHKA
«COJICBOTO THIIEPTOHMYECKOTO PACTBOPa»: 3TO PAcTBOpP comu (XJIOpHOa HAPTHSL,
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KOHIIEHTpamuei 10 7%) B BOJE, KOTOPHIH UMEET MPEUMYIIECTBO B TOM, YTO OH OYCHb
9KOHOMHUYHBIH, OJHAKO MOXKET OKa3bIBaTh HEKOTOPOE pa3apakarolee ACHCTBHE Yy
YacTH MAaMEHTOB M JI0 CHUX TOp HE OBLI JOCTATOYHO HCIIBITAaH y JAETEH MIIaJIIero
BO3pacTa.

3.9.3 dusunorepanusa 1 AbixateAbHas peabuanTaums

Jpenupyiomas ¢uznorepanus. JlprxatensHas (QU3HOTEpANus SBISCTCS Ba)KHBIM
JOTIOTHUTENBHBIM JICUCHHUEM, IEIBbI0 KOTOPOTO SIBISETCS TONACPKAHUE IBIXAaTCIBHBIX
myTeil CBOOOMHBIMH OT BBIJCIICHUH: MPU MYKOBUCIIHIO3€ yIAJICHHE T'yCTOW M BS3KOM
CIM3M U3 JbIXaTelbHBIX IyTel O3Ha4yaeT, MpexkJe BCEro, YMEHbIIEHHE BO3MOXKHOCTH
pa3BuTUsl MHOEKIMA (MHOTME MHUKPOOPTAaHHW3MBI HAXOAAT B 3THX CKOIUICHHSAX CIHU3U
uaea’bHble yCIOBUA U pa3BuTus). Kpome Toro, moajep>kaHue AbIXaTeNbHBIX IyTeH
CBOOOIHBIMH OT CJIHM3HM YJYyYIIAeT AbIXaTelbHYI0 (YHKIHIO M CHOCOOCTBYET JIydIIen
paboTe JeKapcTB.

CyHleCTByIOT Pa3JINIHBIC TCXHUKHN [[I)IX&TGJ'ILHOﬁ (1)1/131/10Tepam/11/1 Ha OCHOBEC pasHbIX
MEXaHH3MOB, KOTOpBIE ITOMOTAIOT cOOpaTh M BHIBECTH (IPSHHPOBATH) BBIICICHUS H3
nérkux. O4eHb BayKHO, YTOOBI IS KayKAOTO ManyeHTa Obla mogo0paHa HHANBUyalbHas
nporpamMma (GHU3MOTEpanuy C y4acTHEM Jiedalero Bpaya, (PU3N0TepareBTa, poauTenci
nanuenTta. Ciemyer yduThIBaTh BO3pacT peOEHKa, €ro CIOCOOHOCTh NPHHAMATH 3TH
MPOLEAYPHI, THI MATOJIOTHYECKOTO MOoIlecca B JIETKHX, HAJIMYUE OCIOXHEHHH, a Ul
B3POCIIBIX- HX MIPEATIOYTEHUS U 00pa3 KHU3HU.

Ha cnenyronieil ctpaHune nepeyucisitoTcss OCHOBHBIE TEXHUKH, MPUMEHSEMbIE i
JIPCHUPOBAHMS CEeKpeTa M3 OpOHXOB, M CJIeAyeT MMETh B BUJY, YTO Ha CETOTHSIIHHMA
JCHb HCT KaKOFO-HI/I6O SABHOT'O IPEBOCXOACTBA O[[HOﬁ TCXHUKU HAJ APYTUMHU.

TEXHWUKK APEHUPYIOLLEN Tepanuu

MocTypanLHbIF APEHaX: 3T0 METOA MACCUBHOIO «OCBOBOXAEHUSA», MPU KOTOPOM AAA OBAETUYEHNS BbIBEAEHUS
COAEPXMMOTO BPOHXOB W3 PA3AMUHBIX OTAEAOB WMCMOAL3YHOTCA Pa3AMuHble MO3bl TEAA M CUAA TAXECTH,
AOTIOAHEHHbBIE OTKALLAWBaAHWUEM.

Mepkyccus (MOCTYKMBAHWE) TPYAHOM KAETKA: AAAOHAMM, CAOXEHHbIMWM YalLEUYKOMW, BbINOAHAIOTCS
PUTMUYHBIE MOCTYKUBAHWSA MO FPYAHOW KAETKE, UTOObl MOMOUYb MOKPOTE «OTOPBATbCSA» OT CTEHOK BPOHXOB.
06bIYHO 3Ta METOAMKA MCTOAL3YETCA COBMECTHO C MOCTYPaAbHbIM APEHAXOM Yy MaA€HbKWUX A€Tell U B
APYroM Bo3pacTe npu 06CTPEHUSIX.

AyTOreHHbIM ApeHaX: KOMOWHUPYIOTCS Pa3AUYHbIE PEXUMbI AbIXaHUS, YTOObl MOMOUYb OTXOXAEHMIO CAM3M;
NPU 3TOM CAEAYET HAYUMTbCA KOHTPOAMPOBATb CBOE AbIXaHWE, CTapasfACb YCUAUTb MOTOK BbIAbIXAEMOTO
BO3AyXa Tak, UT06bl OH BbIBOAWUA U3BBLITOK CAU3U.

MeTtoa dopcupoBaHHoro Bbipoxa (FET): 310 noBTOpHbIE aKTbl GOPCUPOBAHHOIO BblAOXa C MOAY3aKPbLITOM
rOAOCOBOM LLIEABbIO, MPU KOTOPOM MWCMOAb3YeTCS AMHAMMWYECKOE CXaTWe TPYAHOW KAETKWU, 4UTOObl
«BblAABUTb» MOKPOTY.

LIMKA aKTUBHbIX AbIXaTeAbHbIX METOAUK: OH COCTOWT U3 YETbIPEX JTanoB: paCCI\aﬁl\eHOE‘ AblXaHue, r/\y60Koe
AblXaHue, HanpsXXEHHOE AblXaHWe («NbIXTEHUE»), OTKALLUAMBAHUE.

YnpaBAsembli KaleAb: 4ToObl MOOMAM30BaTh MOKPOTY, MOXHO WCMOAb30BaTh MPOU3BOALHbIA KalLEAb;
AEVCTBUTEABHO, Ha CAMOM AEAE, ECAU MPOUCXOAT CEPUA KALLAEBbIX TOAUKOB, OHU CMOCOBHbLI ADEHUPOBAThL
AOCTATOUHO FAYBOKME AMUCTAAbHbIE (OTAAGAEHHBIE) OTAEAbI AbIXaTeAbHbIX MyTeil, Bbi3blBas, CBOErO POAA,
«POrPEeCCUPYIOLLEE CXATUED.

MEM- Macka: C MOMOLLBIO Macku CO3AAETCA COMPOTUBAEHWE MOTOKY BO3Ayxa M30 pTa: MpU MEAAEHHOM
BbIAOXE MPOTUB 3TOINO0 COMPOTUBAEHUA AbIXaT€AbHble MYyTWU OCTAlOTCA «OTKPbITbIMU» U, TAKUM 06pa30M,
obneryaetca yaAaneHMe MOKPOTbI. STOT METOA XOPOLLO NEPEHOCUTCS, LUMPOKO UCMOAB3YETCA WM NPUMEHUM
K AtoboMy BO3pacTy (C HEKOTOPbIMWU TPYAHOCTAIMM B CAydasiX C MAAEHbKUMW AETbMMU, HECMOCOOHbIMU
y4YaBCTBOBaTb B NpOLEAype).

daatTep: BbLINOAHAETCA MEAAEHHbIM BbIAOX MNPOTUMB MNEPEMEHHOr0 COMPOTUBAEHUS, CO3ABABEMOIO
OCLMAAMPYHOLLMM LLIAPOM, KOTOPbIM NOMEPEMEHHO OTKPbIBAET UAM 3aKPbIBAET CUCTEMY: TAKUM 06pa30M,
AOCTUraeTcad nepemMeHHoe W3MEHEHUE AaBAEHUA BHYTPU 6p0HXOB, cnocoécmylou.lee YAQAEHUIO
MOKPOTbI.

dusnueckan aKTMBHOCTb: PETYAAPHYIO GU3MUECKYIO aKTMBHOCTb, 6ECCMOPHO, CAEAYET paccMaTpuBaTh Kak
3ODEKTUBHDIN METOA PU3MOTEPANUM MPU YCAOBMM, UTO OHA BbIMOAHAETCA PEryApPHO M B COYETAHUU C
APYTMMUM METOABMMU, KOTAG 3TO HE0B6X0AMMO. OCOBEHHO BaXHO MpUyyaTb AETEN C MAAALLIEro BO3pacTa K
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OYEHb aKTMBHOMY 00pa3y XWM3HW Ha OTKPbITOM BO3AyXe, B TOM UYUCAE, K CMOPTY: ¢u3MYeckue
YNPaXHeHWs, C OAHOM CTOPOHbI, CMOCOOCTBYIOT rAPMOHUUHOMY Pa3BUTUIO BOABHOTO YeAOBEKa, yAyuLLas
CaMOOLIEHKY W KOHTPOAb COGCTBEHHOTO TeAa, C APYroi CTOPOHbl, OOAEryaeT yAaneHWEe MOKPOTbI M
YAYULIAET AbIXaTEAbHYIO GYHKLMIO.

IpomMbiBaHue (JaBak) MOJOCTH HOCA. B IPaKTHKY IbIXaTeTbHON TEpany BXOAUT
TaK)Ke TyaJleT HOCOBOM NOJ0CTU. YacTast HeMpOXOAUMOCTh X0AaH U NPUJATOYHBIX Ma3yX,
KaK OJTHO W3 TPOSIBIICHIH PHHOCHHYCHTA W/WIH TOJIMII03a, IPHUBOINT K HEOOXOJUMOCTH
0CBOOOXKIaTh, HACKOJIBKO 3TO BO3MOKHO, TIOJIOCTh HOCA, KaK M OPOHXH, OT 3aCTOWHBIX
BhIJIeIeHni. Hanbomnee mmpoko pacrnpocTpaHeHHON MPAKTUKON, K KOTOPO MaliieHTh
JIOJDKHBI IPUBBIKATh C TIEPBBIX MECAIIEB JKU3HHU, - SIBIISETCS IPOMBIBaHUE HOCA
(cmotpute cTp. 23).

Crnenyer NOAYEPKHYTh, YTO HE3aBUCHUMO OT HCIIOJIB3yEeMbIX METOAUK KaK IS
JbIXaTeJIbHOW (hM3HOTEpaniy, TaK HITPOMBIMaHHSI IIOJIOCTH HOCA, B TIEPBYIO OUEPE/b,
Ba)KHA PETYJISIPHOCTH BBIMOIHEHUsI, YTOOBI 00ECIIEYUTh MOCTOSHHYIO IPOXOAUMOCTb
IIBIXAaTeNBHBIX ITyTeH U, HACKOIBKO 3TO BO3MOYKHO, COXPAaHUTh CTaOMIEHYIO
JIBIXaTeNbHYIO (DYHKIIUIO.

Du3znyeckass AKTHBHOCTb U cIOPT. HEBO3MOXKHO NpeyBENUYUTh U EPEOLICHUTD TO,
HACKOJBKO BaYKHO, YTOOBI peOEHOK ¢ MYKOBHCITHIO30M C PAHHETO BO3pacTa MPHUBBIKAIT K
TMOABIDKHBIM HWTPaM Ha OTKPBITOM BO3IyXe O3 JHIIHEH ONSKABl. JTO IO3BOJIET
c(opMHUpOBATh TPABIIFHOE OTHOIICHWE K (HU3WYECKOW AaKTHBHOCTH W CIIOPTY B
JnanpHenmei xu3Hu. dusnyeckas akTUBHOCTb, B TOM YUCJIE€ UHTEHCUBHAS, UMEET MHOTO
MOJIE3HBIX CBOWCTB. KOCBEHHO, 4Ye€pe3 COTPSICEHUs TIPyIHOW KJIETKH, OHAa IOMOTaeT
yIausaTh ~ OpOHXMalbHbIE  BBIACIEHHS, CIIOCOOCTBYET M YKpEIUIAET  KapJHo-
pecnipatopHyto (QyHKIHIO, OOecleuMBaeT  yBEPEHHBIH KOHTpPOJb CBOEro Tela,
pa3BUBAaeT yBEPEHHOCTh B cebe, 0OJeryaeT colMaau3alnio, OONIEHHE C JIPYTHUMH
JIFOIBMU.

3.9.4. N\eueHue CUCTEMbBI NULLEBAPEHUSA
3.9.4.1. BamectuteabHasa ¢epmMeHTHasa Tepanus

OCHOBHI)IM BHUIOM JICHCHUSA HEAOCTATOYHOCTHU HO}I)KGHy}IO‘IHOﬁ JKeJIC3bl ABJISICTCS
Ha3HAYCHHE MAHKPEATHUICCKUX (PEPMEHTOB (CMOTPHUTE «J[OMOTHUTEIBHBIC CBEICHUS» HA
crpanutie 114).

3.9.4.2. ApeksaTHOe NnuTaHue

3TO OIHA U3 OCHOB JICUeHHsI OOJIBHBIX C MYKOBHCIIHIO30M.

Xopoliiee nuTaHue SABISETCS (YHIAMEHTAJIBHBIM BOIIPOCOM, TaK Kak oOecredyrBaeT
HE TOJIBKO pEeTyJsIpHyI0 NpuOaBKy Beca M pOCTa, HO M CIIOCOOCTBYET JIydIIEMY
(YHKIIMOHMPOBAHNIO MMMYHHOH CHCTEMBI, YiydilaeT (yHKUMH JIETKUX, H, TaKuM
obpazom, ob1ee TeueHue 3a00IeBaHMSL.

Jus Toro, 4ToOBI OOecTeYnTh HOPMAJBHBIA POCT y JeTel C TMaHKpPeaTHUeCKOH
HEJI0CTATOYHOCTHIO, HEOOXOIUMBI: BBICOKAsT KAIOPUHHOCTD (rHMepKaJIOpHiiHas THeTa)
C BBICOKHM COJIEpKAHHEM KHPOB (COIEpIKAIINX BECOMYIO TOTI0 «HEHACBHIIICHHBIX)
XKHUPOB, YTO OOECHEYMBAIOT TaKWe MPOAYKTH, Kak pelda M HEKOTOpHIE CEMEHa:
KyKypy3a, O/ICOTHEYHHUK) B COYETAaHHN ¢ BATAMHHAMM (0COOEHHO BaXXHO oOcIieueHue
«OKMPOPAaCTBOPUMBIMM», TakMMH, kak ButamuHbl E, A, D, K), ¢ nomomHuTEenbHBIM
KOJIMYECTBOM COJIM (0COOCHHO Yy MaJIeHbKHUX JIETEH, B JKapKylo IOT0Jly, IPH JIMXOpaJKe
Y MHTEHCHBHBIX (PU3NUECKUX YIPAKHEHHSIX).

IIpuém ¢epMeHTOB NMOTAKETYAOUHOM 3Keae3bl KAXKIOM IpHeMe MUY, MO3BOJIET
BOCIIOJIHUTH IIOTPEOHOCTh B TeX (EPMEHTAX, KOTOPbIE IOJDKEIyIOYHasi JKeje3a He
MPOU3BOJUT.
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[oBblIeHHAs KAJIOPUHHOCTD NHINKM YMECTHA TaKXKe IS NMalUeHTOB, y KOTOPBIX
HOJ/UKENTyJOYHAsl JKelle3a (YHKIHOHHMPYET HOpPMalnbHO. Y JeTeil OYeHb BaxkeH
PEryIsIpHBEI KOHTPOJIb Pa3sBHTHS C M3MEPEHHEM Beca M pOCTa B CPAaBHEHHHU C BECOM H
BBICOTOH JIeTel TOTO K€ BO3pacTa M TOTO ke mona (cuompume Pucynox I ma cmp. 30:
Kpusvie pocma no macce u pocmy 6 mabnuye npoyenmuieil).

3.9.5. Apyrue B1UAbI AeHEHUA

BocmanurenpHpii mpomecc B JNErKHX B ONPENCIACHHBIX CIyYasx MOXKHO JICUUTh
KOPTHKOCTEPOHIaMH WIH IOPYTHMH HPOTHBOBOCHAJUTENbHBIMH  [perapaTaMu
(takumu kak, Hampumep, ubympoden). Kpome Toro, cymecTByroT —crerupHIecKie
CmocoObl  JICYCHHsT OTIACIBHBIX OCIOXHCHHUI! «aIIePru4eckoro OpOHXOIErOYHOrOo
acrepruuié3a», KpoBoxapKaHbs, MHEBMOTOpaKca, [iHabeTa, KUIICYHONH HEMOXOJUMOCTH,
OCTEOIOPO3a, MOPAKEHHUS MICUYCHH U €r0 OCIOXKHEeHHI (BapHK03a).

AONOAHUTEAbHbIE CBEAEHMSA
(depMeHTLI NOAKEAYAOUHOH Xenesbl KaK 3aMeCTUTeALHas Tepanus

BbiiBAEHME Yy MauMeHTa HEAOCTAaTOYHOCTM  MOAXEAYAOUHOM Xene3bl TpebyeT MpUMEHEHUS
«3aMECTUTEABHOM Tepanuu». JT0 NPUEM dapMaLEBTMUECKOTO NpenapaTta, COAepXallero ¢GepmMeHTbl,
KOTOpbIE MOAXEAYAOUHAs XeAe3a camMa He MPOU3BOAWT. MHOTAa KAMHMUYECKUE AaHHble (Haauuue 6onei B
XWBOTE, B3AYTUE XMBOTa, MOHOC, 3aAePXKa pocTa) MO3BOASIOT Bpady HauyaTb 3aMECTUTEAbHOE AeueHue
depmMeHTamMn 63 NMOAYUEHUSI PE3YALTATOB AABOPATOPHbLIX MAaHKPeaTUUECKUX YHKLIMOHAABHBLIX TECTOB, HO,
TEM HE MEHEee, UX CAEAYET NPOBOAUTb, U KaK MOXHO CKOpee, UToObl N0 BO3MOXHOCTH M36EXaTb HEHYXHOTO
1 AOPOrOCTOSALLENO AEUYEHHS.

MoaxeAayaouHan xenesa BbipabaTtbiBaeT GEpPMEHTbl, KoTopble ABAANOTCS 6GeAkamu, Cnocob6HbIMM
pacLLenAsTb Ha 6oree MeAkne dparMeHTbl MOAEKYAbl TPEX OCHOBHbIX TMMOB BELLECTB, NOCTynaemblx C
NuLLLEN: 3T0 BEAKU, XUPbI, YTAEBOAbLI. TOABKO MOCAE TOFO, KaK OHW NMOABEPIAUCH AEMCTBUIO GEPMEHTOB, TO
€CcTb, NepeBapeHbl, 3T BeLLECTBA MOMyT OblTb MOTAOLLEHbI M3 KULWEYHUKA WM WUCMOAL30BaHbl HaLUUM
OpraHW3MomM.

MopxeayaouHan xene3a cnocobHa B peaAbHOM BPEMEHWU MPOU3BOAUTL GEPMEHTHI HEOBXOAUMbBIE AAA
NnuLLEBAPEHUA B 3aBWCMMOCTM OT KOAMYECTBA M TMna nocTynarowen nuwy. HexBatka ¢epmeHToB
NMOAXEAYAOUHON KeAe3bl SIBAAETCS 0COOEHHO BPEAHbIM NpW NepeBapuBaHUMKM XUPOB. Be3 aeicTeus
GEepPMEHTOB, MOCTYNUBLLWIA XWP HE NEepeBapuBaETCHA, BbIBOAWTCS C KAaAOBbIMM Maccamu, KOTopble
CTAHOBATCA YACTbIMU, XUPHbIMU, PA3MArYEHHbIMKU, 0BUABHBIMKU. KpomMe Toro nosiBaatotca 6oAW, B3ayTUE
XWBOTa, 3aMEANIETCA POCT.

Mpenapathbl depmeHTOB MOAXEAYAOUHOM Xenesbl, nocraBAfemMble dapmMaLeBTUUYECKON
NPOMBILUAEHHOCTbIO, U3BAEKAIOTCS U3 MOAXEAYAOUHOW XEeAe3bl CBMHbU, U B OMPEAEAEHHbBIX KOAMYECTBAX
NoMeLLatoTCs B KancyAbl. Hanboaee 4acTo MCMOoAb3yeMbli Mpenapar HasbiBaeTca KPeoH U NoAPa3AeAseTcs
Ha KpeoH 5000, 10000 m 25000: 3T uMcAa O3HAYAIOT KOAMUECTBO EAMHWL, AMMNA3bl, COAEPXALUMXCS B
OAHOM Kancyae. HepaBHO 6biA co3paH  mpenapat, GEepPMEHThbI MOAXKEAYAOUHOM HKeAe3bl KOTOPOro
NPOU3BOAATCH METOAOM «EHHHOM WMHXEHEePUU» (MO TEXHOAOTUU PeKoMOUHAHTHOM AHK, npu KOTOpOW reH,
KOTOPbIA AOAKEH MPOU3BOAUTL GEPMEHT, BBOAAT B Oakrepuu). MpeumyliectBaMu 3TOro npenapata,
KOTOpPbIV NOKa €eLLE He MOCTYNWUA B MPOAAXY, ABASETCA BbICOKasA CTeNeHb OYMCTKU U TOYHOCTU AO3UPOBKMU
GepMEeHTOB B COAEPXXMMOM KancyA.

MNpoAYKTOB, KOTOpble He TPebytoT NpUEMa GEPMEHTOB AAS MEepeBapuBaHWA, Mano: GPYKTbl, OBOLLM,
dPYKTOBbIE COKM, MEA, Caxap, KOHPETbI, CAAAKME HaMWUTKK, LepbeT U GPyKTOBOE MOPOXEHOE.

BaXHO MOMHUTb, UTO GEPMEHTbI MOAXEAYAOUHOM XEAe3bl CAEAYeT MNPUHUMATb AaXe  mpu
He3HaUUTEeAbHbIX NMPUEMax MUK (KpyaccaHbl, GYAOUKHM, TOCTbI, NMWLLA, FOTOBbIE MOAAHWKM), UCMOABL3YA NPU
3TOM MeHbLUWE AO3bl, YEM MPU OCHOBHbIX MPUEMAX MULLK.

MpaBuAbHas po3a

Heo6xoAMMOE KOAWYECTBO GEPMEHTOB, MPUHUMAEMbIX BHYTPb, BapbUPYeTCsl OT YEAOBEKa K UEAOBEKY,
MOTOMY UTO €CTb KOMMEHCATOPHble MEeXaHW3Mbl B OTHOLUEHWM MaAbAWUFECTUM, KOTOPbIE OTAMYAIOTCA OT
CAyuyasi K CAydato. He cywlectByeT martematMyeckoir $GOpMyAbl - A03a MOAGUPaeTcsi Ha OCHOBaHWMM
bYHKMOHAAbHbIX TECTAX MOAKEAYAOUHOM XeAe3bl U OTBETA Ha NPUEM (GEPMEHTHBIX MPENapaTos : ECAU A03a
AOCTaTOUHA, TO KALIEUHbIE CUMMTOMbI MCUE3at0T, HOPMAAWU3YETCH CTYA U PETYASIPHOCTb POCTa.

HepoctatouHasi Ao03a GpepMEeHTOB MPUBOAWT, MPEXAE BCEro, K NOTEPE XWUpa C KaAOM; AAMTEAbHBIN Xe
M3ObITOK GEPMEHTOB MOXET MPUBECTU, B HEKOTOPbIX CAYYasiX, K XPOHWUYECKOMY BOCMAAEHUIO TOACTOWM
KULIKA, TNPW 3TOM CTEHKA €€ YTOALLAeTcsi, a MPOXOAMMOCTb M 3AACTUYHOCTb (« DubposupytoLLas
KOAOHOMAaTUA») YMeEHbLUAeTcs. Pe3yAbTaToM CTaHOBWTCA 3aTPYAHEHHOE MPOABWXEHWE KaAOBbIX Macc no
Kuwke. Moaxoasillas AO3MpOBKa GepMeHTOB MOABMpaeTcs U Ha3Hauaetca B cooTtBercTBytollem LleHTpe
MyKOBMCLMAO3a. ECTb HEKOTOPbIE TECTbI, KOTOPbIE MO3BOAAIOT YCTAHOBUTH, CKOABKO XMpPa TepseTcs C KaAoM
(cMm. TecT dYyHKLMOHAABHOIO COCTOSIHUSI MOAXEAYAOUHOM XeAesbl). He caeayer npesbiwate 8000-10000
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€AVHUL, AMMa3bl Ha KI Maccbl Tena B CYyTkM MAM 2000-2500 eanHWL, Ha KMAOFpaMM Beca 3a OAMH NpUeM
MULLN.

Mpumep: pebeHok, Maccor 10 Kr MakcumanbHasa pAo3a 80-100,000 eanHML, B AEHb (4TO COOTBETCTBYET 8-
10 kancynam KpeoHa 10000), nan 20-30.000 eauHWL, HA OAMH NpUEeM MUK (Y4TO COOTBETCTBYET 2 -3
kancynam KpeoHa 10000).

MaHkpeaTUyeckue GepMeHTbI NPUHUMAIOTCS B A03aX, MPEANUCAHHBIX AeYEOHBIM LIEHTPOM, MPU KaXAOM
npuemMe MuLLM, pasaeArMB Ha MOPLMKU AAA MPUEMA B HAYaAE U CEpeAnHE MPUEMA NULLN.

B nepBble AHM NocAe Havana npuéma GepMeEHTOB Y AETEN, KOTOPbLIE AO 3TOFO UMEAU 06UAbHbIE U YacTble
MCNpPaXHEHUA, MOTYT MOABUTLCA 3anopbl: 3TO ABAAETCHA PE3YAbTATOM XOpoLlero adpdekra o1 NpUMeEHEHUA
GEPMEHTOB M3-3a PE3KOr0 CHWXEHUS 06beMa COAEPXMMOro KuUleyHWka. Mo 3Toi npuuvHe, He Ccaepyet
coBepLiatb OUJMﬁKy, CHMXan A03y depmMeHTOB. ECAM 3anop COXpaHsieTcsi, nMpexaAe Yem M3MEHWTb AO03Y,
CAEAYET MPOKOHCYAbTUPOBATLCA C BPa4YOM.

XpaHeH1e pepMeHTOB

Kancyabl, copepxaline GepMeHTbl NMOAXEAYAOUHOM XEAE3bI AOAKHBI XPAHUTLCA B CyXOM MPOXAGAHOM
MEeCTe W WCMOAb30BATbCA B YCTAHOBAEHHbIM CPOK, B MPOTUBHOM CAYYa€ OHM MOFYT MOTEPSTb CBOH
3G HEKTUBHOCTb. TO KOAMUECTBO, KOTOPOE MAAHUPYETCH MCMNOAL30BaTb B TEUEHUE AHSI, MOXHO MOMECTUTbL B
KOHTEMHEP AASl TADAETOK (B KapMaHe, CyMKe, ProK3aKe), UTobbl OH AOCTYNeH BO BpeMs NpUéma MUK BHE
Aoma.

Mykckoe Oeciuiogne MOYKET IPEO00IeBaThC BCIIOMOTaTEIEHBIMUA METOIUKAMHU
OIIIOZIOTBOPCHUSI.

ITepecanka J€rkux npu JaneKko 3amleqiieM MOPaKEHUH JErKHX ¢ HeoOpaTHMOin
JII)IX&TCHI)HOﬁ HEOAO0CTAaTOYHOCTHIO, IIO3BOJIACT MMPpOAJINTD JKH3Hb. BepOﬂTHOCTb
6JIarONpHUATHOTO UCXOAA P Iepeca ke 3HAUUTEIbHO YBEINUMIAChH B ITOCIETHUE TOBI.

06 »1Hx METOAAax JICUCHHSA MBI NOOBOPHMM B TIJlaBax, HOCBHU.[éHHI)IX OTCJIIbHBIM
dTamaM KHM3HHM, HAKOTOPHIX HX MOsBICHHE Oosiee BeposTHO. EmE crnemyer ckasaTh
HECKOJBKO CIIOB O TaK Ha3blBAEMBIX AJITEPHATHBHBIX MeETOJAX JIEYeHHs - 1TO
Heo(UIMATFHBIE METOJIBI, K KOTOPHIM MOPOi MPHOEraloT MHOTHE MAIUEHTHI, 0COOCHHO
KOTJIa JIEJI0 KacaeTcss XPOHUIECKHUX 3a00JICBaHUH.

Mapy croB 06 anbTEPHATUBHOM AEUEHMU

[lorpebHOCTH TpHOETaTh K APYIMM, OTIMYHBIM OT O(HIMAIBHBIX, JIeYeOHBIM
MpakTHKaM IIUPOKO paclpocTpaHeHa (0COOEHHO y Jomell ¢  XpOHHYECKUMHU
3a00JI€BaHMsIMU). DTO HE CTOJBKO HENOBEpHE K TPaJULHOHHBIM METOIaM JICUCHUS
(KOTOpBIE NPU 3TOM TaKXKe MOTYT MCIIOJIb30BaThCs), CKOJIBKO MOTPEOHOCTh IOJIAraThCs
Ha CpEeACTBA, HMeEIOIHe OOOCHOBAHMS B TIIYOOKO YKOPEHHUBIIHECS HApOIHBIX
TpaJuLMAX, OCOOEHHO KOTJa JIelo KacaeTrcs 3a0o0JieBaHWN, MMEIOIUX HEU30eKHYIO
JIOJIF0 HEOIIPEJEeNICHHOCTH B BHIOOpE TEpameBTHYECKHX pemeHnd. MyKOBUCIHI03
SBIISICTCA OJHUM M3 TaKuX 3a00JI€BaHUI W IOJIaraeM, YTO HE TOJBKO OOJHHOI uesloBeK
(HO maxke 37I0POBBIE JIIOJIN), PAHO WIIH MO3AHO, B TOM MIIM IPYTOil CTENCHN CTaKUBACTCA
C KaKMMH-TO HACTOSIMM M3 TpaB, HEKMMH T'OMEOIIaTHYECKUMHM IIperapaTaMy,
«IPOIYKTaMH  €CTECTBEHHOTO IIPOMCXOXKICHUS», MO3BOJIIIOIIUMH  «3HAUYUTEIBEHO
YKPENUTh UMMYHHYIO CUCTEMY», «BBIBECTH IIIIIAKN», «CKOPPETHPOBATh OKUCIUTEIBHBII
CTpecc» M MHOTO€ ApYroe.

PbIHOK anbTepHAaTHBHOW MEIUIMHBI ITpeJlaracT IMUPOKUH aCCOPTUMEHT MPOIYKTOB,
Kak IPaBHII0, JOCTATOYHO JOPOTHX, PACXBAINBAEMBIX C OCOOBIMHU CBOHCTBAMH U
yHHBepcalbHBIM JieiicTBueM. Kak npaBuiio, 3aspisiercst ux 3pQeKTHBHOCTH ITPU MHOTHX
MAaTOJIOIMYECKUX COCTOSIHUSIX M TPY/HO MPEACTaBUTh, YTOOBI B 3TOT KPYT HE Momasia u
Hama npo6iiema. Hepeako HEKOTOphIe MAaMEeHTH! XOTAT MONpo0OoBaTh Kakoe- JTH00
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Yapbl aAbTEPHATUBHOIO ACYEHMUA

KTO- TO
fosepger.,

OCTOPOXHO, OHU MOryT 6bITb OMACHbI!

cpenctBo (Kak MPaBUIIO, «HATYPAIBHOTO» MPOUCXOKICHHUS), KOTOPOE MOXET HMETh
HEKOTOPBIA TeparneBTHUECKUN 3P PEKT, HO KOTOpOoe emié He MPOIUIO CTPOTHi 0TOOp
KIIMHUYECKUX HCCIICAOBAHUA. Y OCIUBIINCH, YTO MOJA00HOE CPEICTBO OKa3biBET AP (PEKT,
MAIMCHTHl HAYUHAIOT JCIUTHCA HH(DOpMAIMEH ¢ JPYTUMHE, HallpuMep, Yepe3 HHTePET U
MOJTy4aeTCsl CaMOICATENILHBIN allbTCPHATUBHBIN JICUSOHBIN IKCIICPUMCHT



ASPETTI GENERALI

HexoTopsle u3 3THX 1e4eOHBIX MPAKTUK UMEIOT JPEBHIOI0 TPAAUIIHIO, UMEIOT
npodeccroHaNBHBIX MOCIE0BATEIECH U MOIb30BaTENEH, JOCTATOYHO YHOMSIHYTh
TOMEOTIATHIO.

l'omeomaTus sIBIsETCS CUCTEMOM JIEYEHUs, KOTOpas HCIIONb3YeT OECKOHEYHO Maible
pa3BeCHUS] OIPEACICHHBIX BEIIECTB: HPUTOTOBICHHE IPENAPATOB WM «CPEICTB»
ocHOBaHO Ha 30-KpaTHOM TIOCIEOBAaTENIFHOM pa3BeleHWH (IIPU HHTCHCHBHOM
NepeMeIIMBaHNM) KakAbld pa3 B nporopuuu 1 k 99, nexapCTBEHHOro BelIECTBa, YTO
O3Ha4yaeT IIOJIydYeHHWE Ha NPAKTHKE pacTBOpa, BOOOILIEC JMIIEHHOTO KaKoro-iubo
PacTBOPEHHOTO JIEKAPCTBEHHOT'O BELIECTBA. Y O€XkKICHHE, YTO FTOMEOIIATHYECKOE JICUEHHE
MOXeT ObITh 3((EKTHBHBIM, €CIM HE YYUTHIBATH BO3MOXKHOTO 3(dekra rianedo, K
COXAJECHUIO, HE IOJICP)KUBACTCS HAYYHBIMH HCCIEIOBAHUSIMU M JOCTOBEPHOCTHIO
pe3ynbTaToB. Mpes, nexamiasi B OCHOBE I'OMEONATHYECKOHW MPAaKTHKH, THaMETPajbHO
MPOTHUBOMOJIOKHA TOMY, YTO SBIISIETCS OCHOBOWH COBPEMEHHBIX (DapMaKOJIOTMYeCKUX
3HaHui. OTCYyTCTBHE OYEBHIHOW HaydHOH OOOCHOBAaHHOCTH M SBHOE IPOTHBOpPEYHE
HAyYHBIM TPHHIMIIAM, C TOYKH 3PEHUS TPAJULIHUOHHOM MEIUIMHBI, NPHBOIUT K
3aKIIFOYCHHMIO, YTO TOMEONATHIECKOE JICUCHHE- 3TO B JIyUIIeM ciIydae IuraneboTeparnus,
B Xy/IIEM CITy4ae - YUCTHIH AIMITUPU3M.

Te, KTO TpaKTHKyeT TOMEONAaTHIO, KaK M TPAKTUKYIOIHE JH0OyI0 Apyryro
IBTEPHATHBHYIO MEIHULMHY (HalpuMep, aypoBeJeHue, puroTepanus, MaKpoOHOTHKa U
T.I.), U PEKOMEHIYIOT NPUOCTAHOBUTh JICUCHHUE COIJACHO TPEOOBaHUAM OQHIUAILHOM
MEIULMHBI, YTO OHU «HECOBMECTUMBD) C QJIbTEPHATHBHOW MEIULINHOMN,JOCTONHBI
MOOLIPEHUsI. JTO MOXKET TPENCTaBIATh ONACHOCTh JUIs 310pOoBbsi manuenra. K
COXAJICHUIO, OIIBIT MOCJIECHUX JIET COOOIIAeT O IpaMaTHIECKIX COOBITHSX, MHOTAA Aaxe
CO CMEpTENbHBIM HMCXOJIOM, JUISi HEKOTOPHIX MAaIMEHTOB ¢ MyKoBHcuumo3oMm. Cremyer
TaK)Ke CKa3aTh, YTO, 10 JAHHBIM COLMOJOTMYECKUX HCCIEIOBaHMM, HMCIOIb30BAHUC
IPTEPHATHBHONH M KOMIUIEMEHTapHON MEAMIMHBI BO3POCIIO B IOCIEIHEE BPEMsl, 4TO
MOTHBHPYETCSI HE CTOJBKO OTKa30M OT TPaJAWIMOHHON MEIUINHBI, CKOJIBKO B CBS3H C
JKETaHHeM MOIKIIOYNTh €€ (B KauecTBE «IONOJHHUTEIBHOW» TEpalmuu) B YCIOBHUIX
CephE3HOM TsKecTH 3a00ieBaHus. 113-3a 3TOr0 4acTo BO3HUKAIOT TPYJHOCTH B OOIIEHUH
C «TPaJMUUOHHBIMK» BpayaMmu (HAImpuUMep, U3 LEHTPA JICYCHUs MYKOBHCLHMIO03a) B
00CYXXJICHUH YCIIEXOB M Hey/ad JICUSHHs! M TOIBITOK pa3BesiTh onaceHus 3a Oyayiee. B
CYIIHOCTH, TPYAHOCTHh OOIEHHS MO BOMPOCAM TEUEHHUs XPOHUYECKOW OONEe3HHW U ee
pa3BUTHs CBsi3aHAa C MOTPEOHOCTHIO HAJEAThCS HAa HEYTO, «HA CaMOM Jeje»
apdekruBnoe. Bmecre ¢ Tem, HeoOXOAMMO, 4YTOOBI KaHal CBSI3U MO-TIPEKHEMY
OCTaBaJICsl OTKPBITHIM, KaK CO CTOPOHBI MAIIMEHTOB, TaK U JICHAIlUX BpadeH, naxe Mpu
BHIOOpDE BapHaHTOB JICUEHHS, OTIMYAIOUIMXCA OT O(MUIMAIBGHO IPEJIaracMbiX.

EET M Yem Bcé ato 3aKoHuMTCA?

JlocTaTouHO MHOTO HCCIEJOBAaHUM IBITAJOCh OTBETHTh HAa 3TOT BOMIPOC, UCCICHYS
Pa3IMYHBIX IPYIIBI U XapaKTEPUCTUKK OT/EJIBHBIX OOJBHBIX. Pe3ynbTaTel BRIpaXatoTCs
B TEPMHMHAX «CPEAHSs NPOJODKHTEIBHOCTh XM3HW» W / WM «CPEIHEH >XM3HW» W
«KpHBOI BEDKMBaHU» (pucyHOK 10 Ha cTp. 118). Bee pe3ynbrarsl TpyJHO IPUMEHUTD K
KOHKPETHOMY YEJIOBEKY, MO3TOMY MBI NpENNOYNTaeM JlaTh OOIIMH OTBET: TOMY, KTO
pokIaeTcss cerofHs C MYKOBHCHHIO030M, CYXKICHO CTaTh B3pPOCJIBIM B
nojasjsmomeM 0oabIIHHCTBe ciay4yaeB. CKOJIbKO JieT OTBeJeHO BO B3POCIOM
BO3pacTe, HMKTO 3HATHL He MOKeT HO, KOHEYHO, MPOJO/LKUTEIbHOCTH >KM3HH
yBeJIMYHBaeTcsi Bce 0ojblle M 00Jbllle, BIJIOTh A0 NPHUOJMKEHHS K 3peioMy
BO3pPAcCTy M CTapOCTH. JTOr0 He NMPOMCXOAMWJIO paHblle. JleueHne u opraHusanus
JIe4eOHbIX LEeHTPOB 3HAYUTEJIbHO YBEJIUYWJIH TPOJOIKUTEJbHOCTh KH3HH U
NPOJOJAKAKT YBeINYHUBATh, BIUIOTh O TOTO, YTO CETOJHS MHOTHE Bpadd H
HCCIIEJIOBATEIM CUUTAIOT, YTO MYKOBHCLMIO3Y, KaK OOJE3HH, CYXJIEHO IOTEpATh €ro
XapakTep CEepbe3HOr0 M HEM30EXKHO CMEpPTEeNbHOro 3a00jieBaHUs AETCKOro BO3pacTa,
4TOOBl CTaTh «XPOHHYECKHM 3a00JieBaHHEM B3POCJIOro Bo3pacta». JlocTynmHble B
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HACTOSIIIEE BpeMs METONBl JICUCHHS  SBIIIOTCS  CIIOKHBIMH,  €KCIHEBHBIMH,
HaIpaBJICHHBIMHA HA CHMITOMBI 3a00JIEBaHIS, a HE Ha TCHETHUCCKUI AeeKT, Jeammuit
B €ro ocHoBe. Bosmaratorcsi OomnpImue HAAEKIbI Ha OTKPBITHE HOBBIX DPaIHKaBHBIX
METOJOB JICUCHHWS, HAINPABICHHBIX Ha TMOCIETHUHA, C MENbI0 ero YCTpaHCHHS.
PagukampHOE  CpeACTBO, CIIOCOOHOE HCHPAaBUTh T'CHETHUECKUH  NeQeKT, yKe
pa3paboTaHo U YTBEPKIACHO I NCTIoNb30BaHus (Mait 2012): oHo Ha3wsBaeTcs Kammmeko
(Kalydeco) u ono s¢pdexrusao mpotuB omuoit w3 myramuii CFTR. Ho myTh OTKpBIT
TaKOKe JJISL IPYTUX MYTallMd W JOCTUTHYTHIN pe3yibTaT O3HadaeT (yHAaMeHTaIbHbIH
MOBOPOT B UCTOPHH 3a00J1€BaHHUS.

Kpome yBenmueHHs NpOJOKUTENBHOCTH, IO CPABHEHUIO C IIPOLUIBIM, TaKXe
3HAYUTENBHO YIYYIIWIOCh KAaueCTBO XXU3HM MalueHTa ¢ MykoBuciuno3oM. CerogHs
00JbIIMHCTBO NMALUEHTOB XOAAT B IIKOJY, YYACTBYIOT B OOIICCTBEHHOI KU3HM,
padoTralor, cTPOSAT IVIaHbI HAa Oyayllee, MOTYT CO31aTh CBOI0 COOCTBEHHYIO CeMbIO.
Koneuno, Ha mo3mHUX cTaauWsax 3a0oneBaHUs, TPH TOKENOM  ABIXaTeTBHON
HEIOCTaTOYHOCTH, 3TO Ka4eCTBO CTAHOBUTCS OYCHBb HI3KHM. B 3THX yCIOBHAX BCTAlOT
TPYAHBIE BOIIPOCHI, HAIIPHUMEp, O Tepecanke JIETKNX, HO €clIu OYAYT OTKpPBHITHI HOBBIE
JICKapCTBa, ITHX BOIPOCOB MOXKHO OymeT n30eKaTh WIIH OTIOKUTH BO BPEMCHHU.

pucyHok 10 - OXXHAaeMan cpeaHsas NPOAONKUTEABHOCTb XXU3HWU MOCTOSIHHO
yBEAUYUBaAETCA

oAbl XXN3Hn

50

40

30

20

10

1960 1970 1980 1990 2000 2010

HayuHble uccaepoBaHusA

Hayunsle uccienoBanust B 00J1aCTH MyKOBHCLIU103a, IMEIOT JJBE OCHOBHBIE LiesH. Bo-
MEPBBIX, YJIYYIIUTh W ONTUMH3UPOBATH JICUCHHE, KOTOPOE MBI MUMEEM CETOIHA. ODTH
«TPaAWIOHHBIC)» JIEKApCTBa MAEHCTBYIOT, NMPENOTBpAIlas WINM CHIDKAas MOCICACTBHA
TeHHOro Je(eKTa, BO3HHMKAIOIINE Ha YPOBHE PA3IMYHBIX OPraHoB. OJTO MO3BOJISET
MIPOUINTH JKU3Hb OOJBHBIX M YIydIIUTh €€ KadecTBO. BTopas Ienb COCTOHMT B TOM,
4yTOOBl HAWTH «pajuKalbHOE» JIEYEHHE, IO03BOJIIOIEE MOJHOCTHIO M3JICUUTH OT
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MYKOBHCIIMJ03a WM 3HAYUTENBHO YIYYIIUTH HUCXOA. DTH AEHCTBHSA HampaBiCHBl Ha
nepByro npuauHy 3aboneBaHus, myTaHTHBIH reH CFTR u nmedexrnsrii 6enok CFTR.
Hmxe ommcaHbl Te HampaBlIeHUs B JICYCHHH MYKOBHCLHUI032, B KOTOPBIX BEHYTCS
HcclefoBaTeNbckie padoTsl B MiTamnm 1 3a pyOeskoMm.

006AaCTH HCCACAOBAHHA N0 BONPOCaM MYKOBHCLMAO3A

06nacTb KAMHUYECKUX UCCAEAOBaHUI U AMMAEMWOAOTUM

Peub MAET 06 UCCAEAOBAHHUSX, KOTOPbIE HEMOCPEACTBEHHO CBA3aHbI C 6OALHBIMU U HEMOCPEACTBEHHbLIMMU
acnektaMu 3abOAEBaHWSA: KayecTBO AMArHOCTMKUM W COBEPLUEHCTBOBAHWE CyLLECTBYIOLIMX METOAOB
AeYeHUsi, Bce paboTbl BCMOMOraTeAbHbIX CAYXO. [MalMeHTbl MPOXOASAT A€YEHWE B Pa3AUYUHBIX LIEHTpax
COrAacCHO  TepaneBTMUYECKMM  MPOTOKOAAM,  BKAKOUAIOWMX  aHTMOUOTMKOTEpanuio,  dusMoTepanuio,
MHFAAATOPHYIO Tepanuio. 3T NPOTOKOAbI MOCTOAHHO MNEPECMAaTPUBAIOTCA UM CPaBHWUBAKOTCA COMAACHO
Hay4YHbIM METOAMKaM AAA TOrO, YTOObl OLEHUTb pe3yAbTatbl U NMPUMEHEHUS U U3yYuTb UHHOBALMOHHbIE
nyT1. 310 N03BOAAET cobpaTb 06LLyt0 MHGOPMALMIO O BOAE3HM, MPOrHO3E U IPPEKTUBHOCTU MEAULIMHCKOM
NoMoLLM. HeoLeHWMbIM MHCTPYMEHTOM B 3ToW pabote siBAfeTcs HauuoHanbHbIM peectp v EBponeinckui
peecTp 60AbHbIX MyKOBMCLIMAO3OM.

MccaepoBaHMA  HOBbIX  NPEnapatoB, BAMSIIOLLMX Ha OCHOBHOM AedEeKT, Aexallui B OCHOBe
MyKOBMCLIMAO3a, MPOAOAKAIOTCA BCe HOAee MHTEHCUBHBLIMU Temnamu, 6Aaroaaps obpa3oBaHUI0 KPYMHbIX
ceTel COTPYAHUYECTBA MeXAy AabopaTopusiMu, AEYEOHbIMKM LEHTPaMM, accouuauusiMU MaLUEHTOB U
HayuYHbIX 06LLECTB. HEKOTOPLIE MHHOBALIMOHHbIE NpenapaTbl NEPEXOAAT OT AaBOPATOPHbIX IKCNEPUMEHTOB
K NPUMEHEeUI0 Ha MauWeHTax, CHavyaAa Ha Y3KOM Kpyre, a 3aTeM, MNpu MOATBEPXKAEHbIX XOPOLUMX
pesyAbTatax, B 6oaee KpynHOM MacluTabe.
06nacTb reHeTUKH

31a 06AacTb NOCBSLLEHA MAEHTUOMKALMU BCe eLle HEU3BECTHbIX MyTauui reHa CFTR, noucky pa3anyHbIx
reHoB, OTAMYHbIX OT reHa CFTR, koTopble MOryT B GOAbLUEN UAM MEHbLUEW CTENEHU NMOBAWUATb Ha TAXECTb
3ab60AeBaHWs (MOAMDUKATOPBI FEHOB), U3YUEHUIO GYHKLMOHAABHBIX UBMEHEHWI NPU Pa3AMUHBIX MyTaLUsAX
(kakoe koauuectBo 6enka CFTR OHM NO3BOASIIOT MPOM3BOAMTL M Kakasi uvacTb 3TOTO KOAMYCTBA
pabotocnocobHa), ONPeAEAeHUI0 B3aWMOCBA3W MeXAy TUMNOM MyTauuu W CTENEHbLID BbIPAaXEHHOCTU
60Ae3HM U pa3paboTKe TOYHbIX FEHETMUYECKUX TECTOB AASl  AMArHOCTUKWM 3aBOAEBaHWS M COCTOAHMA
HOCUTEALCTBA.

B uvactHoctH, O6wectBeHHas [eHeTMKa 3aHWMaeTcs MOUCKOM 3QGEKTUBHBIX CTpaTervii  AAs
pacnpocTpaHeHusi obLieii OCBEAOMAEHHOCTM HaceAeHUs O 6OOAe3HW M UCMOAL30BaHUM TecTa Ha
HOCMTEABCTBO MYKOBUCLIMAO3A.
06nacTb natopusnonornv 6enka CFTR U HOBblE METOAbI AEYEHUSI OCHOBHOMO AedeKTa
3TM  MCCAeAOBaHMA BKAOUAKOT B cebA MCCAEAOBaHWS, WMMEIOLLMEe KOHEUYHOW LeAbld Y3HaTb, Kak
dYHKUMOHUPYET reH U 6enok CFTR, HOpMaAbHbIM U AedeKTHbIN (NaTOPU3UOAOTHUS), MOA BO3AEWCTBUEM
reHeTM4yeckon Mytauun. C MOMeHTa OTKPbITUS reHa MyKoBMCLMAO3a, B 1989 roay, NOAyYeHHble 3HAHWSA
NMO3BOAUAM CO3AATb AEKAPCTBEHHblE CPEACTBA, KOTOpble B AaOOpPaTOPUM WUAM Ha XXMBOTHBIX - MOAEASIX
nokasanM cebs CMoCOOHbIMM aKTMBMPOBAaTb, YCWAMBATb WAM UCNpaBWUTb AedekTbl benka CFTR
(noTeHumaTopbl U KOpPEKTOPbl MyTaHTHOro CFTR) MAM aKTMBMpOBaTb MyTW, aAbTepHaATUBHbIE kaHany CFTR
AN KOMNEHCALMU CEKPELIMU INEKTPOAUTOB U BOABI. STU NMpenaparbl, Kak NpaBUAO, MOAEAVUPYIOTCS C yYETOM
TUMa rEHETUYECKON MyTaLUU.

HekoTopble U3 HUX YXXEe HaXOASATCS B PasAMUHbIX CTaAMAX AabopaTopbiX MCCAEAOBAHWI U NPUMEHEHUS Yy
60AbHbIX (Ata-luren uam PTC124, Vertex VX-770, VX-809, Moli-1901, Denufosol, Miglustat). OpvH 13
Hux (Vertex VX770) npoluen Bce AabopaTopHble UCMbITAHUSE U UCMBbITAHUA Ha NauMeHTax C ONnpPeAeNEHHOM
MyTaunen (G551D), nokasaB UCKAOUUTEAbHbIE pPe3yAbTaTbl (HOPMaAU3aLUMa Pe3yAbTaToB MOTOBOroO TecTa,
yAydLEeHe GyHKUMK Aerkux). OH MOCTynWA B NPOAAXY MOA Ha3BaHWeM Kalyedco (AekapctBa AN MPUHATUA
BHYTPb), €CTb HaAeXAa, YTO 3TO OTKPbIBAET MNyTb TakXe AAA AedeHus aApyrux CFTR mytauui. Ewé ectb
MCCAEAOBaHWSI BO3MOXHOCTU MepeHoca B KAETKM 6O0AbHOro HopmaAnbHoro reHa CFTR AAA noAyuveHus
HopManbHoro 6eaka CFTR (reHHas Tepanus). Mccaep0BaHWS MOKa3anu, YTo F€HHas Tepanusi MOXET ObiTb
3QPEKTUBHOM, KOTAA OHW MPEOAOAEAW CEPUIO MPENATCTBUM, COCTOSILLMX CEFOAHSI FA@BHbIM 0Opa3omM B
onpeapeneHnn 6e3onacHblXx BEKTOPOB (MEPEHOCYMKOB) AN MepeHoca, M CnoCcOBHOCTM MOAAEPXMBATb
HOPMaAbHYIO GYHKLMIO reHa B KAETKe. HoBble MepcrnekTuBbl AN UCCAEAOBaHWI B 3TOM 0bAacTu, No BCew
BMAMMOCTU, MPEAAAratoT CTBOAOBbIE KAETKU. CTBOAOBbIE KAETKM (OT CaMOro nauueHTa WAW U3 APYrux
MCTOYHMKOB), AONKHBIM 06pa3om obpaboTaHHble B Npobupke B MpoOLECCe FeHHOW Tepanuu, MOryT B
AanbHenweM 6biTb BBEAEHbI M NepeMelLLeHbl B AErkne BOAbHbIX, U Pa3MHOXasaCh, CO3AaBaTh MOMYASLMIO
reHETUYECKU HOPMAAbHbIX, GYHKLIMOHUPYIOLLMX KAETOK AbIXaTEABHON CUCTEMBI (FEHHO-KAETOYHAsA Tepanus).

Bonpockl BOCMAAUTEABHBIX peakLuit

370 MCCAEAOBaHWUSA MEXaHW3MOB, KOTOPbIE MPUBOAAT K BOCMAAEHWUIO B AETKUX MPU MYKOBUCLMAOSE.
BocnaA1TeAbHble peakLmu MU MyKOBUCLMAO3E MMEOT 0COBEHHOCTH, U3- 3a KOTOPbLIX OHU ABAAIOTCA OYEHb
NPeXAEBPEMEHHbIMU, UYPE3MEPHbIMU (OHU HECOpasMepHbl C MOTPEBHOCTAMW B 3alUMTE) WM OYEHb
paspyLIMTEAbHBIMA. KOHEeUYHas LeAb 3akAtodaeTcsi B pas3paboTKe HOBbLIX AEKAPCTBEHHbIX CPEACTB,
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CnNocobHbIX MPOTUBOCTOATH 3ToMy BO3AEMCTBUIO, M, COOTBETCTBEHHO, MPEAOTBPATUTL MPOrpeccMpoBaHue
NopaxeHUa NAerknx, KOTopoe NoAAEPXMNBaETCA U yCyI’yﬁ/\ﬂeTCH 13-3a CaMoro BoCnaA€HUA Kak TakoBOro.

06AacTb MUKPO6MOAOTUM

JTM WMCCAEAOBaHUSI HampaBAEHbl Ha W3YYEHWE XapaKTepUCTUK, KOTOpble MO3BOAAIOT HEKOTOPbIM
6aKTeprsiM rAyboKo BHEAPATLCA B A€FKME MPW MyKOBUCLIMAO3E, Bbi3biBasi MUHGEKLMIO M BOCMAAEHWE. Takum
06pa3omM M3yyaeTca pa3BUTHE, BUPYAEHTHOCTb, YCTOMUYMBOCTb BakTepuit K aHTMbMoTMKam (310 obAacTb
dyHAaMEHTaAbHOM MMKPOOUOAOTMM). OHa OCHOBaHa Ha MOAEAMPOBAHUU B AaBOPATOPHbLIX MCCAEAOBAHMSAX
M Ha XMBOTHbIX. LLeAbl0 SBASETCA MPOM3BOACTBO HOBbIX @HTMOMOTMKOB, COBEPLUEHHO OTAMYHbLIX OT TeX,
KOTOPbIE WCMOAL3YIOTCS B HacTosillee BPeMs, WAW AaXe BakUMH. ApyrMe WCCAEAOBAHWA BKAKOUAMOT
MUKPOOMONOTUUECKME acmeKTbl, KOTopble MMetoT 6onee HEMOCPEACTBEHHOE OTHOLUEHWE K MauMeHTaMm:
MUCCAEAOBAHUE 3GOGEKTUBHOCTU MEP NPODUAAKTUKN U AEUEHUSA MHOEKLIMIA, pUCKa BaKTepruanbHON nepesaun
(310 06AacTb KAMHUUYECKOH MUKPOOUOAOTHK).

NubopManuio 0 HayIHO-HCCISI0BATEICKUX POCKTax, GUHAHCHPYEeMbIX DOHIOM
HCCIICI0BaHUI MyKOBHUCIIHI034, YK€ BBITIOJHEHBIX, MM HAXOIIUXCS B paboTe, st
KaXXI0# KOHKPETHO 001acTH, MOKHO HaifTi B paszeine «lcciaenoBaTeabCKue IPOCKTh
Ha BeO-caiite www.fibrosicisticaricerca.it. B ¢puHancupoBaHuu STHX IPOSKTOB
yYacTBYET MHOTO JIIOZEi (B OCHOBHOM, CEMbH OOJIBHBIX MyKOBUCIIMI030M) i MHOTHE
KOMITaHUN.
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HO.Y'-IH ble MCCNeAOBAHMA....

.. PQHO MU MO3JHO, HO
CBOEI Lenn AOCTUMHYT.



MpuAoxXeHe

CJIOBAPb OCHOBHbIX TEPMMHOB

Aeruginosa: cmoTpute Pseudomonas.

CFTR: ¢ aHrauitickoro «Cystic Fibrosis Transmembrane Regulator»- TpaHcMeM6paHHbIA PeryAaTop KWUCTO3HOTo ¢ubposa. 310
abbpeBuatypa, Kotopas o0b603HayaeT 6OEAOK, B HOPMaAbHbIX YCAOBWSAX BbIMOAHSOWMI POAb «KaHana» AN XAOPa,
obecneunBatoWMin TPAHCMOPTUPOBKY XAOPa@ BHYTPb M HapyXy W3 KAeTKU. [loBpexaeHus 3Toro 6eAka AexaT B OCHOBe
MYKOBWCLMAO3A.

AAAeAb: TaK Ha3bIBaEeTCs Kaxaan U3 ABYX KOMUI OAHOTO reHa, KoTopas OnpeAensieT Kakoi- AMbo NpU3HaK opraHW3ma, Hanpumep,
LBET rAa3, popma BOAOC (NPAMbIE UAW BbiOLLMECA). Tak Kak y Hac UMEIOTCA ABE KOMWUU KaXAOW XPOMOCOMbI- OAHa KONusA OT
0TUa, Apyras OT MaTepu, KaXAbli reH, OTBEUAIOLLUI 3@ KaKyto- AM6O OTAEABHYIO GYHKLIMIO, UMEETCH Y Hac B ABYX 3K3eMMAsApax,
N KaXAblM M3 3TOM Mapbl Ha3bIBAETCA «aA\eAb», BbINOAHAET OAHY U Ty Xe OYHKUIO, HO MMEET CBOM WHAMBUAYaAbEHbIE
0COBEHHOCTU.

AMUHOKUCAOTBI: 3TO 0COOble OpraHUYecKUe KWUCAOTbl, KOTOpble B Pa3AMUHbIX KOMOMHALMAX COEAMHAIOTCA B AAVHHbIE LEnw,
dopMUpYysT MOAEKYAbI BEAKOB , U3 KOTOPbIX MOTYT OTLLEMAATLCA NPU NULLEBapeHUU. MoryT Takke BcTpeuaTbes B CBOOGOAHOM
BUAE B PA3AUYHbIX OPraHUUYECKUX XUAKOCTSX.

AHaAu3 ra3oBOro COCTaBa KPOBM: TECT, KOTOPbIM U3MePSIET KOHLEHTPALMIO YTAEKUCAOTO rasa U KUCAOPOAA B KPOBU. ITO OYeHb
BaXHO AAl AUArHOCTUKM AbIXaTEAbHOM HEAOCTAaTOYHOCTU. OH MOXET ObITb BbIMOAHEH NyTeM B3STUA NPOObI KAMUAAAPHON KPOBU
13 NanbLa (cnocob ManobOAE3HEHHBIN, HO HE OYEHb TOUHbIN), AMBO U3 Ay4EBOM apTEPUN Ha 3anacTbe.

AHTUOMOTHKOrPama: AabopaTOpHbIM METOA UCCAEAOBAHWS, MNPU  KOTOPOM  BbIAEAEHHBbIA MPU  KyAbTYPaAbHOM — METOAE
MUKPOOPraHW3m MOABEPraeTcsl BO3AEWCTBUIO TPYMMbl aHTUOMOTUKOB, AASl BbISICHEHUS, B KaKOM Mepe KaxAbld M3 3Tux
AHTMOUOTUKOB CMOCOBEH BO3AEMCTBOBATb HA MUKPOOPraHu3m. MUKPOOPraHU3M Mpu 3TOM MOXET OblTb UyBCTBUTEABHLIM WUAU
YCTOMUMBBLIM K BO3AEWCTBMIO KaXAOrO W3 MpPoBepsieMblX aHTUOMOTUKOB. [pu MyKOBUCLMAO3E aHTUOMOTMKOrpamma 4acto
MCMOAL3YETCA NPU BbIAEAEHUN MUKPODAOPBI U3 MOKPOTbI NaLMeHTa.

AHTUOMOTUK: AeKapCTBEHHOE BELLECTBO, 0ObIYHO NPOU3BOAVMOE MUKPOOPraHU3MamMu (Hanpumep, NAeCHEBLIMU rpUbkamu), AMbo
MCKYCCTBEHHO CMHTE3MPOBAHHOE, KOTOPOE CMOCOOHO YHUUTOXATb BaKTepUn AMOO NPENATCTBOBATb UX POCTY

ApTPUT: BOoCMaAUTEAbHOE 3a60AeBaHWE CYCTaBOB.

Acnepmanbl: (Aspergillus): poa rpvbkoB, LUMPOKO PacMoCTPaHEHHbIX B MPUPOAE, KOTOPblE MOXHO OBHaPYXMTb B AbIXaTEAbHbIX
nyTAX NaLMEHTOB C MyKOBMCLMAO30M; Hanboaee 3HauUMMBbIi BUA- 3T Aspergillus fumigatus, KOTOpbI MOXET Bbl3BaTb pa3BUTUE
acnepruanésa

Acnepmmanés: ocnoXHeHUe, 00yCAOBAEHHOe HaanuueM rpubka Aspergillus fumigatus B AbixaTeAbHbIx nyTax. Hauboaee uyactan
bopma acnepuniésa - aTo AAepruyeckuin BPOHXOAErOUHBIN acnepranés (ABNA):  KOMMAEKCHAsi XPOHUUECKas aarepruyeckas
peakuusi opraHnu3mMa Ha BELLECTBa, BblAeAsieMble ACNepruanamMu.

Acnupar: npu MyKOBWCLIMAO3€E WCTIOAb3YETCA B3STUE acnupaTta U3 «MOAMAOTOYHOMO MPOCTPaHcTBar. JTo B3ATHE obpasLia cekpeTa ¢
NMOMOLLLbIO MAACTUKOBOW TPYOOUKM- 30HA@ M3 MOAFAOTOYHONO MPOCTPaHCTBA. MOArAOTOYHOE NMPOCTPAHCTBO - 3TO0 aHATOMUYECKAs
30Ha, KOTOpas HaxXOAMTCA cpasy MoA BUAMMOM YacTblo TAOTKM (3eBa). Bo B3ATOM OTTyp@ CeEKpeTe BbIABASIKOTCA
MUKPOOPraH13Mbl, Bbl3blBaloLWMeE PECNUPATOPHBIE UHOEKLUU.

ATeAeKTas: 3T0 y4aCTOK AErkoro, B KOTOPbIA HE MonapaeT BO3AyX. ITO CAyYaeTcs No NpuuMHe 3akynopku BpoHxa npobkow rycromn
CAM3W, NPU 3TOM BO3AYX, 3aLLEALLNIA paHee, paccacbiBaeTCs.

Atunuueckas (popma): dopmMa «OTAMYAIOLLAsIC OT OObIYHOM», HEHOPMaAbHasi, HeobbluHasi. Tak Ha3biBaloTcA GOPMbI
MyKOBMCLIMAO3a, KOTOPbIe B OTAMUME OT KAGCCUUECKPOW GOPMbI, MOMYT AaBaTb NMPOSBAEHUA TOABKO CO CTOPOHbI OAHOTO OpraHa
MAU €AUHUYHBIX OPraHoB 1 06bIYHO MMetoLLMe Boree AOBPOKAUECTBEHHOE TeUEeHME.

ATpesusi: BPOXAEHHOE OTCYTCTBME MPOCBETA B KAaKOM-AMOO OpraHe WAM MpPOTOKE (eLé WCMOAb3YEeTCA TEPMUH «areHesus»).
Hanpvmep, npu MyKoBKUCLMAO3€E BCTPEUAETCA aTpe3nsi CEMABBIHOCALLMX MPOTOKOB.

A300CnepMHs: OTCYTCTBUE CNEPMATO30MAOB B CEMEHHOMN XUAKOCTU.

A3p030Ab: pacrbiAeHWE B BO3AYXE (CO3paHUE «0bAaukar) TBEPAbIX YACTULL U/UAU MEAKMX KaneAeK XMAKOCTU. STUMKU YacTUUKaMMU
MOryT OblTb A€KapCTBEHHble npenapatbl, KOTOpble TakMuM 006pa3oM MOXHO BAOXHYTb W, CAEAOBATEAbHO, AOCTaBUTb
HENOCPEACTBEHHO B AETKUE.

BaKTepumn: 0AHOKAETOUHbIE OPraHU3Mbl, PacNpPOCTPaHEHHbIE B MPUPOAE, YH4aBCTBYHOT BO MHOXECTBE OBMOAOTMUECKHX U XUMUYECKMUX
NpoLEeCcCcoB, MHOTHUE U3 HUX XMBYT BHYTPU YEAOBEUECKOTO TeAa. MHOrAa Bbi3bIBAIOT pa3AMUHble HapyLLEeHWUst U 6OAE3HU (B 3THX
CAyYasnx OHU ABASIKOTCA «MATOF€HHBIMMU»).

BeAKU: KpynHble MOAEKYAbI, COCTOSILLIME U3 AAMHHBIX LIENMoYeK aMUHOKUCAOT . OHM COCTaBASIKOT TPU YETBEPTHU CYXOW Macchbl BCErO
opraHu3mMa W y4acTBylOT B MOCTPOEHWUM BCEX E€ro CTPYKTYp, FOPMOHOB, GEPMEHTOB, B COKpALLEHWW MbIlL, B WMMYHHbIX
peakumsiX U BCeX OCHOBHbIX XU3HEHHbIX QYHKLMAX.

Becnaoane: HecnocobHOCTb MMETb AETEN €CTeCTBEHHbIM MyTeM. 3TO MOXET 6blTb NaTOAOTMEN CO CTOPOHbI MYXUYMHbI WAM
XEHLUMHbL. MyKOBUCLMAO3 SIBASETCA 4YacCTOM MPUUMHOM MYyXCKOro OECnAOAMSt M3-3a aTpe3uu (CMOTPUTE) CeMABBLIHOCALLMX
NPOTOKOB Y MY>UMH.

BUopuAbM: CAM3UCTBINM MAACT, BbipabaTbiBaeMblii CHHErHOMHOM nanoukoi. [peacTaBaseT coboit MOAYXMAKOE BELLECTBO,
HanoMuHatoLLee NAeCeHb, KOTOPOEe NO3BOAAET BakTepuaM CoBMPaTbCa B OAOHWU, B KOTOPbIX OHW Kak B «KPEMOCTU» 3aLUMLLEHDI
ot BO3AENCTBUSA aHTUOWOTMKOB 2 3aLUMTHBIX CUA opraHuama.



BpoHXuT: OCTPOE MAM XPOHUUECKOE BOCTIAAeHUE BPOHXOB.

BpoHX03KTasbl: HeobpaTMOoe PaCLIMPEHUE OAHOTO MAM HECKOAbKMX OPOHXOB, CTEHKW KOTOPbIX TEPSOT CBOH
3AACTUYHOCTb U NEPBOHAYaAbHYO GopMy. OBbIUHO BO3HMKAIOT Kak CAEACTBUE NMPOAOAKUTEABHBIX MHOEKLMOHHBIX UAK
BOCMAAWUTEABHbIX MPOLECCOB.

BpOHXOCKONNUA: UCCAEAOBaHKE, KOTOPOE NO3BOASIET MPOM3BECTU MPAMOIN OCMOTP ropTaHu, Tpaxeu, 6POHXOB, NPU 3TOM
yepes MOAOCTb HOCa WAWM pTa BBOAMTCA OMTMKOBOAOKOHHBIVM 30HA, KOTOPbIA MO3BOASIET MCCAEAOBATb AbIXaTEAbHble
nyTM 1 B3aTb 06pa3Libl GPOHXMAABHOIO COAEPXMMOIO UAM TKaHeR. Y AeTel 3Ta npoueaypa NPOBOAUTCA OObIYHO MOA
06LLMM HAPKO30M, Y B3POCAbIX MOXET MPOBOAWTLCA C MeECTHbIM 06e3boAMBaHUeM. BBoasa uepe3 Tpybky
OU3MONOTMUECKMIA PACTBOP, MOXHO MPOMbIBATb AbIXaTEAbHblE NYTU WAM HabupaTb MaTepuan AAS Pa3AMUHbIX
nccaepoBaHui (BAA - 6POHX0AALBEOASIPHbIN AaBaX).

Bypkxonaepus uenaumsa (Burkholderia cepacia): rpynna 6aktepuit (HasbiBaemasi Takke «BypKxoApepusi Lenaums-
KoMnAeke» uaM BBC, Bkatouatowasi B cebs He MeHee AeCHTM POACTBEHHbLIX BUAOB), KOTOpas MOXET BbI3blBaTb
cepbé3Hble HapyLLIEHUA B AETKMX Y NALMEHTOB C MyKOBUCLMAO30M. Hanboaee yacTo BCTPeUatoWMICan BUPYAEHTHbIN
BUA- bypkxonaepus ueHouenaumsi (Burkholderia cenocepacia).

Bapukos: HeobpaTMMoe paclvpeHne npocseta BeH. OUeHb YacTo BCTPEYaETCs Ha HUXKHUX KOHEYHOCTSX, HO eCTb U
APYr1e AOKaAvM3aumu: reMoppoi, BapMKO3HOE PacLLUMpPEHWE BEH HOCOBOW MEPEropoAKM, NULLEBOAA (MOCAEAHeE NpU
MYKOBUCLIMAO3 SIBASIETCH CAEACTBMEM LMPPO3a MEeYeHW, MpU KOTOPOM YBEAMUMBAETCA AABAEHWE B KPOBOTOKE
BOPOTHOM BEHbI).

BMANOLIEHTES: TECT, KOTOPbI BKAOYAET B cebs1 B3ATUE PpparmMeHTa NAaLEHTbI ( XOPUOHWYECKWE BOPCUHKM), KaK MpaBUAO
B paHHeMm nepuope OepeMeHHOCTM (Ha AecAToW- ABeHapuatord Hepene). OH WUCMOAL3yeTcA B NpeHaTanbHOM
AMArHOCTUKE HEKOTOPbIX 3aboAeBaHUM, B TOM YACAE MYKOBUCLMAO3A.

BWpyAEHTHOCTL: CNoCO6HOCTL BO3BYAUTEAS (BUPYCOB, HakTepuii U T.A.) NPEOAOAEBATH 3aLUMTHblE Bapbepbl OpraHu3Ma-
X03AAMHa U Pa3MHOXaTbCA BHYTPU HErO, C oﬁpasoBaHmeM TOKCUYHbIX BELECTB U Bbl3blBasAd BOCMNaAeHUE U 60/\ee UA
MeHee Cepbe3HblE NOBPEXAEHUS.

BuUTaMMHbI: OpraHWYecKUe COEAMHEHWSA, BCTPeYaloMecs B MPUPOAE, KOTOPbIE MMEIKOT BaXHOe 3HauyeHue AAS
HOPMaAbHOrO GYHKUMOHUPOBAHUSA opraHuama. OHWM AOAKHBI MOCTOSIHHO NPUHUMATBLCS C MULLEN, MOTOMY YTO OHWU He
NPOU3BOAATCA YEAOBEYECKUM OpraHn3mMom. CyLLecTByOT BOAOPACTBOPUMBIE BUTAMUHbLI U APYrue, pacTBOpUMble B
XWpax, HO HepacTBOPHMbIE B BOAE (CMOTPUTE XUPOPACTBOPUMBIE).

BoaAOpacTBOPUMBbIN: BELLLECTBO, KOTOPOE PaCcTBOPSIETCS B BOAE (HanpuMep, BUTaMUHbI rpynnbl B 1 Butamut C).

BocnaneHue: 3alMTHLIA MeXaHW3M, C MOMOLLBIO KOTOPOro OpraHuM3M MbiTaeTcs 3alMTUTL cebsi OT NMOBPEXAEHWH,
BbI3BaHHbIX OU3MYECKUMU areHTamu (Hanpumep, TemnepaTypHbIM BO3AEMCTBUEM, MEXaHWUYECKOW TpPaBMOW),
XUMUUYECKUMU (HaANpPUMeEP, EAKMMU, TOKCUUHbIMK BeLLLeCTBaMu), BUOAOrMUECKUMU (Hanpumep, baktepusamu). OHO
HanpaBAE€HO Ha yCTpaHeHue nospeerHMﬁ 1 BOCCTaHOBAEHME HOPMAAbHOIO COCTOAHUA. ﬂpm MYKOBUCLIMAO3E, KaK
npaBuAO, HAaOAIOAQETCA UPEe3MEepHbIi BOCMAAUTEAbHBIN MPOLECC B AETKUX, 3a4acTylo MPUHUMAIOLLUIA XPOHUUYECKOE
TeyeHue.

BbIAOX: BbIBEAEHME BO3AYXa M3 AETKMX HapyXy. KaXAbli AblXxaTeAbHbIM akT COCTOMUT U3 ABYX ¢as3: BAOX, KOTA@ BO3AyX
NoCTynaeT BHYTPb, Y BbIAOX, KOTA@ BO3AYX BbIBOAUTCA HAPYXy.

[aCTPOCTOMMUSA: HAAOXEHWE WCKYCCTBEHHOIO COYCTbS M3 XEAyAKa HapyXy AN AOCTaBKM MWLM, peaAusyemas
CMeLLaHHbIM 3HAOCKOMUUYECKUM U XMPYPTUYECKUM NYTEM (UPECKOXHAS U IHAOCKONUYECKAs racTpoOCTOMMS).

FemodT3 (MAM KPOBOXapKaHbE): KPOBOTEUYEHUE B AblXaTeAbHble MyTU BCAEACTBME pa3pbiBa KPOBEHOCHbLIX COCYAOB
6pPOHXOB.

FeHoTUN: O0ObLIYHO TEPMMH, OTHOCALUMIACA K KOHKPETHOMY TEeHy WAW Tpynne reHOB C WX WHAMBWMAYaAbHbIMM
XapakTepuCTMKaMu (HOPMaAbHbIX WAM  MyTUPOBAHHbIX). TpPU MyKOBMCUMAO3E MOA TEHOTUMOM, Kak MNpaBuUAO,
noapasymeBaeTca KomOuHaums mytaumii reHos CFTR.

FeHbl: npeacTaBAstoT coboit yuacTkn AHK, KoTopble GOPMUPYHOT XPOMOCOMbI, B CBOKO OUEPEAb, COAEPXALLUMECA B AAPE
BCEX KAETOK OpraHu3ma. OHu KOHTPOAUPYHOT pPa3AUYHble HACAEACTBEHHbIE MPU3HaAKK, ONPEeAeAdsa UAU BAUAA Ha
¢M3MOI\OFW4€CKM€ U aHaToOMU4yeckue OCO6eHHOCTVI, XapaKTepHble AN KaXAOro 4eAoBeKa. OTBETCTBEHHbIN 3a
pas3BuThE MYKOBMUCLMAO3A - 3TO NOABEPTLUMIACA MyTauum reH CFTR (CMOTpUTE TakKe aAeAn).

[eTepoaurota: YeNOBEK, FrETEPO3UTOTHBLIA MO KAKOMY-AMBO reHy, UMeeT ABE pa3Hble amMeAd 3Toro reHa. B cayuae
MYKOBUCLMAO3a, 3TO MOXET OblTb HOPMaAbHas asMeAb B COYETaHWU C MYTUPOBAHHOW AAAEABIO (UYEAOBEK-
«reTepo3nrotTa» MAM 3A0POBbIA HOCHUTEAB); AMBO 3TO MOTYT ObiTb ABE MO-PasHOMY MYTMPOBAHHbIE aAreAU. B atom
CAyYae YeNOBEK MMEET ABE pasAWuHble MyTauuM B CBOEM TreHoTMne (310 ewé HasblBaeTca «CMelaHHas
retepoaurotar). Takol YenoBeK ABAAETCH BOAbHBLIM, MOTOMY UTO HAAMUYME ABYX MyTaLIMi y OAHOTO YEAOBEKA Kak pa3 U
onpeAensieT pasBuTre BONE3HU.

TMNEepKanOPUMHOCTL: KauecTBO MUTaHWA, KoTopoe obecneunBaeT BOAbLLIEE KOAMUYECTBO KaAOPUI MO CPaBHEHWUIO C
HOPMaAbHbIMK I'IOTpeﬁHOCTFlMM.

MNepTOHUYECKUH: NOHATUE OTHOCWUTCA K PacTBOPY, B KOTOPOM KOHLEHTPALMS INEKTPOAUTOB (Kak MPaBUAO, HAaTpUA W
XAOPa) NPEBOCXOAUT KOHLEHTPALIMIO B NAG3Me KPOBM YENOBEKA (KOTOPbIN OMPEAEAEH Kak M30TOHWYECKWUI pacTBop).
TMNepPTOHMYECKUIA PAcTBOP MPU BBEAEHWU €ro B OPraHuM3M MMeEET CMOCOBHOCTb «MpUTArMBaTL» BOAY, BAaropaps
$EeHOMEHY NoA HazBaHUEM «OCMOC». MPU MYKOBUCLMAO3E AAS MHTAAALMIA UCMOAB3YETCA «TMNEPTOHUYECKUI CONEBOW
pacTBOp» C LUEAbID Pa3XWXKXEHWs MOKPOTbl. ATOT PacTBOP MMEET KOHLEHTpauMio COAM B 6-7 pasa 6oAblue, Yem
OU3MONOTMUECKMIA PACTBOP, KOTOPLIN ABASETCA M30TOHUYECKUM PAcTBOPOM MO OTHOLLEHMWIO K NAA3MeE KPOBM (TO ECTb,
UMEET TaKOoe XEe OCMOTUUECKOE AABAEHWE, KaK U NAA3Ma KPOBK).

TMNOKCEeMMA: NaTOAOrMUECKOE COCTOAHWE, KOTOPOE COCTOWT B MOHUXEHHOW KOHLEHTPALMK KUCAOPOAA B apTepUanbHOM
KPOBU U KOTOPOE BKAHOYAET B CEOGSA CHUXEHWE AOCTYMHOCTM KUCAOPOAA AN OPraHoB. TEPMMUH  «UMOKCUS»
UCNOAb3yeTCs, uTobbl onucatb 6oAee 06LUee COCTOAHUE MOHWXEHHOTO MPUCYTCTBUSI KMCAOPOAA BO BAbIXaeMOM
BO3AYXE, B apTePUanbHON KPOBU U TKaHSIX.

TAlOKO3a: Hanbonee BaXHbI U3 YIAEBOAOB, KOTOPbLIM SIBASIETCSI TA@BHbIM UCTOYHWKOM 3HEPrUu, Kak XMBOTHOrO, Tak U
PacTUTEABHOTO MPOUCXOXAEHUSI. ITO Pa3HOBMAHOCTb MPOCTbIX CaxapoB - COCTOWT M3 OAHOM MOAEKYAbl caxapa
(MOHOCaxapua), OHa XOpOLIO PacTBOPSIETCA B BOAE, OYEHb LIMPOKO pacnpocTpaHeHa B npupoae. BbicTpo
BCacbIBaeTCsi MOCAE NPUEMA BHYTPb U, TaKMM 06pa3omM, MPeACTaBASIET COOOI AETKOAOCTYMHYHO MULLY AASl BCEX KAETOK.



Fomo3urota (roMO3UIrOTHOE AWULIO), YEAOBEK, KOTOPBIA MMEET ABE aAAEAWU, OAMHAKOBbLIE MO AAHHOMW XapaKTepucThke. B
CAyYae MyKOBUCLMAO3a, ABE aAieAU (CBsidaHHble ¢ reHoM CFTR) MoryT 6biTb AM60 06€ HopMaAbHbIMK (6e3 MyTaumu,
3A0POBas rOMO3UroTa) MAM PadHbIMK (OAHA C MyTaLMeN, a APYras HeT, reTepo3nroTHbIN 3A0POBbIA HOCUTEAL), MAK 06a
MYTUPOBaHHbIE (FOMO3WUIOTHbBIN HOABHOW).

Aunabert: 3a6oreBaHWE, CBA3AHHOE CO CHUXEHWEM MPOU3BOACTBA MHCYAMHA MOAXEAYAOUHOM XEAe30M C MOBbILEHUEM
YPOBHS caxapa B KPOBM (KOHLEHTpauma Bbiwe 1,8 r/A cnycts 2 yaca nocAe npuéma CTaHAapTHOW NopuMK pacteopa
rAOKO3bl). Kpome Toro, caxap nosiBASETCS B Mode. AMabeT NPUBOAWUT K MOBPEXAEHUIO KAETOK U TKaHeW, B
AAAbHENLLEM - K Pa3BUTUIO Pa3AMYHbBIX OCAOXHEHWI CO CTOPOHbI MHOMMX OPraHOB (CEepALe, KPOBEHOCHbLIE COCYAbI,
HEPBbI, MOYKK, CETUATKA FAA3).

AvcTanbHas KuLeYHass HEMPOXOAUMOCTb: 3aKyrnopKka KOHLIEBbIX OTAEAOB TOHKOM KWLUKM, CBfi3aHHas C Ype3MepHOW
BA3KOCTbO KMLLEYHON CAU3MU.

AHK (Ae30KCMPUBOHYKAEMHOBas KUCAOTA) : SIBASIETCS MaTepUanoM, U3 KOTOPOro COCTOSIT FeHbl U, CAEAOBATEALHO,
COAEPXUT FEHETUUYECKUI «KOA» KaXKAOTO U3 HaC.

Xenub: XEATO- 3eAeHOBaTbIN CEKPET, BblpabaTblBaeMblil NEUEHBIO, UTPAIOLLMIA BaXHYH POAb B MepUBapUBaHUM XUPOB
B NPOCBETE KULLEYHUKA.

XunpopacTBOpMMbIiA: BELLLECTBO, KOTOPOE PACTBOPSETCS B XMUpax U HE PacTBOPSETCS B BOAE (HanpuMep, BUTaMUHbI A,
E, D, K).

Xupbl (MAM AMNMABIL): 6OABLLME MOAEKYAbI, COCTOALLME U3 PA3AMYHBIX KOMOUHALMWIA TAMLEPUHA C XUPHBIMWU KUCAOTaMM.
Haunbonee pacnpocTpaHeHHble, MnocTynatowme C MULEN, - 3TO TPUTAMLEPWABI, COCTOSILLIME M3 XMPHBbIX KWUCAOT
(HanpuMep, OAeMHOBasA, NaAbMUTUHOBAS, CTEAPUHOBAS U T.A.) U TAMLEPUHA. XXUPbI ABASIKOTCA HanboAee MOLLHbIMU
NoCTaBLUMKAMK SHEPTUWU AN MHOTUX MeTaboAMueckux npoueccoB. Mo Macce obecneunBatoT B ABa pasa 6oAblle
Kanopui, uem Benku U yraeBoAbl. HEKOTOPbIE XMPbI Ha3bIBAETCS «OCHOBHBIMM» UAW «3CCEHLMAAbHBIMM».

30A0TUCTLIM  CTadUAOKOKK (Staphylococcus aureus): LUMPOKO PaCMpOCTPAHEHHbLIA  MWKPOOPraHW3M, OObIUHbIN
06VITaTeI\b NPUAATOYHbIX Na3yX HOCa, KOXW U POTOTAOTKU AaXe Yy MOAHOCTbIO 3A0POBbIX merﬁ. OH MOXET BbI3blBaTb
UHOEKUMM BO Bcex Bo3pacTax. OH MOXET Bbl3biBaTb HEKOTOPbIE AETOYHbIE UHOEKLUMM Y BOABHBIX MYyKOBUCLIMAO3OM.
CTadMAOKOKK, YCTOMUMBBIN K NEHULMAAMHY, Ha3biBaeTcst MRSA (MeTULMAAMH-pE3UCTEHTHBIN Staphylococcus aureus).

UAeyC: KoHeuHan YacTb TOHKON KMWKK. TEPMUH «MAEYC» TaKKe YacTO MCMOAb3YeTCA Kak OOWMIA CUHOHUM KULLEYHOM
HENPOXOAMMOCTU N0 PA3AMUYHBIM NPUYMHAM, B TOM YUCAE MEKOHUAABbHBIV UAEYC (CMOTPHUTE).

UHdeKumMs: BO3AENCTBME HA OPraHW3M MAM €ro 4acTb CO CTOPOHbI MHPEKUMOHHOIO areHTa, CnocobHOro pa3aMHoXaTtbes
W Bbl3BaTb NOBPEXAEHWE TKaHW MAM OpraHa, B KOTOpble OH MPOHWK. OHO COMPOBOXAAETCS 3alUMTHbIM BoAee WAM
MeHee BblpaXeHHbIM OTBETOM CO CTOPOHbI OpraHu3ma, HasbiBaeMbiM BOCMAAEHUEM . MHeKLMs MOXET BbiTb OCTPOW
(orpaHWyeHON BO BPEMEHW, AHSIMU MAU HEAEASIMU) MAWM XPOHWYECKOM (C OYEHb AAMTEAbHBIM TeueHueM, bonee 3-4
HEAEAD).

WUPT (MMyHOPEaKTUBHbIM TPUNCUH): GEPMEHT NOAXEAYAOUHOM XeAe3bl, 0OHAPYXUBAEMBbI B KPOBU MMMYHOAOTUUYECKUM
METOAOM (C UCMOAb30BAHUE @HTUTEA NPOTUB TPUMCUHA). TOT TECT UCMOALIYETCS B KQUeCTBE CKPUHMHIOBOTO TECTa AAS
HOBOPOXAEHHBIX (MPU MYKOBUCLMAO3E YPOBEHb 3TOr0 GepMeEHTa BbilLe, YeM 0BbIUHO).

KaHanaa anbbukaHc (Candida Albicans): ato rpuboK, KOTOpbIii Haubonee 4acTo BblAEAsieTcAa M3 06pa3LoB MOKPOTbI
NauueHToB C MyKOBUCLMAO30M, OObIYHO - AOCTaTOYHO 6E306UAHDIN.

KueyHas HenpoXOAUMOCTb: COCTOSIHUE HEMPOXOAMMOCTM WAM HapyleHWs MPOXOAMMOCTM B XXEAYAOUHO-KULLEYHOM
TpakTe, Hanpumep, U3-3a Ype3MepPHOM NAOTHOCTU KAAOBbIX MacCC, KOTOPblE UMEEHT TEHAEHLIMIO K 3aCTO, 0COBEHHO
B KOHLEBOM OTAEAE TOHKON KMLLKM (MOAB3AOLLHONM KMLIKE) U B HauaAe TOACTON KULLKM, B TaK Ha3biBaeMblid «CAEMNON
KULLKE». 3TO TaKkxe Ha3blBaeTca «CUHAPOM AMCTaAbHOW KMLIEYHON HEMPOXOAMMOCTM», MOAHON UAW HEMOAHOM.

KAanUHI: MeToA APEHUPOBaHUS (0CBOBOXAEHMSA) BPOHXOB OT COAEPXUMOro, NPU KOTOPOM MPOU3BOAATCA PUTMUUHBIE
noxAonbiBaHUA Mo prAHOVI KAETKE AQAOHAMM, CAOXEHHbIMU YyalleyKou. CI\y)KMT ANA 06AeFHeHVIF| OTAEAEHUA U
BbIBEAEHWUSA MOKPOTLI. Y ManeHbKUX AeTeit 06bIYHO MPUMEHSIETCS BMECTE C MOCTYPaAbHbIM APEHAXOM.

KonoHU3aumaA: ATeAbHOE NpebbiBaHWe Kakoro-AMbo MUKPOOPraHnama B AbIXaTEAbHbIX MYTAX AU APYTHUX OpraHax.

KpoBoxapkaHbe: CMOTpUTE FreMOPTHU3.

KT (komnbtoTepHas oceBas TOMorpadus): AMarHOCTUUECKUI METOA, MPU KOTOPOM UCMOAL3YHOTCS PEHTTEHOBCKUE AyuM,
NPOXOASILLIME Yepe3 TEAO MOA Pa3HbIMU YyrAamMK (M B Pa3AMUHbIX MOMEPEYHbIX CEYEHUsIX ocu Teaa). MHdopmaums
cobupaetca ¢ NoMoLLblo Nprbopa (AETEKTOP), KOTOPbIN NOCLIAAET CUrHaAbl B KOMMbLIOTEP, KOTOPbIW, B CBOHD OYEPEAb,
NEePEBOAUT 3TU CUTHAAbI B U306paxeHue. A AETKUX, Kak NPaBUAO, UCMOAL3YHOT KT BbiCOKOro paspelueHus (KTBP).

KyAbTypaAbHOE WUCCAEAOBaHME: AabopaToOpHbId METOA, KOTOPbIM MNO3BOAAET BbipallMBaTh (KyAbTUBMPOBATb Ha
UCKYCCTBEHHbIX XMAKUX MAU TBEPABIX MUTATEAbHBIX CpeAax) bakTepuanbHble KAETKM, BUPYCbI, B3STblE U3 pasAUubIX
yacTtei opraHusma, Hanpumep, roTkM (Ma3ok U3 3eBa), MOKPOThI, KaAa (KOMPOKYALTYpa), MOUM (YPOKyAbTYpa), KPOBU
(reMoKyAbTYpa).

NaHrepraHca (OCTPOBKW): TPyMnnbl KAETOK MOAXEAYAOUHOM XEeAe3bl, KOTOPble ABAAIOTCS «3HAOKPUHHBIMU» (KOTOPbIE
CEKPETUPYIOT CBOM MPOAYKbI HEMNOCPEACTBEHHO B KPOBB). OHWU NMPOW3BOAST FOPMOHbI MHCYAVH U TAKOKAroH.

Ma3soKk U3 3eBa: npoueaypa, Kotopasi COCTOMT M3 B3ATUS COAEPXMMOIO CO CTEHOK FAOTKM, AOTparMBasiCb ManOYKOM,
3aKquMBa|ou4e17|cn BaTHbIM TaMMOHOM, AO 3aAHeVI CTEHKU TAOTKM U MOBEPXHOCTU MWUHAAAUH. OHa CAYXHUT AAA
BbIAEAEHUSA NPUCYTCTBYIOLLMX MUKPOOOB U KYABTYPAABHOIO UCCAEAOBaHUS COBPaHHOro marepuana.

Manbabcopbums: cocTosHME, NPU KOTOPOM YMEHbLLUAETCA BCacblBaHWE MULLM M3 KULLIEYHWKA B KPOBb M Hapyllaertcs
TPAHCMNOPTUPOBKA MO  AMMATUUECKMM cocyAaM. HeBcocaHHasa nuwa TepsieTcd ¢ kanom. Hawbonee
pacnpocTpaHEHHbIMU MPUUMHAMU SIBASIKOTCH HEAOCTATOUHOCTb MOAXEAYAOUHOW XeAe3bl (MpuU MYKOBWUCLMAO3E U
APYTUX 3a60AE€BaHMSAX MNOAXEAYAOUHOM XEAe3bl) WAU BHYTPEHHEE MOBPEXAEHME CAM3UCTOM KULIEYHUKA (Npu
LeAnakun).

MaAbAMIEeCTUS: CHUXEHWE MNepeBapuMBaHUA MULLEBLIX MPOAYKTOB B KULIEUYHUKE, Kak MPaBUAO, M3-3a HEAOCTATKOB
NULLEBAPUTEAbHbIX d)epMeHTOB I'IOA)KeAyAOLIHOVI XeAnesbl.

MaAbHYTPULMA (HEAOEAAHHWE): CAEACTBME MAOXOrO0 BCACbIBAHUSI MUTATEAbHbIX BELLECTB MAM HEAOCTAaTOMHOCTU AMOO
OTCYTCTBUA NpuemMa nULLU. 310 NnPoABAAETCA B OCTaHOBKE POCTa U Ha60pa BeCa U HEAOCTATOYHOCTbKO Pa3AUYUHbIX
BaXXHbIX BELWLECTB B KPOBU U TKAHSAX.



MEKOHUaABHBI  MAEYC: HEMPOXOAUMOCTb TOHKOWM  KMLIKU M3-38  WM3MEHEHWS KWLLEUYHOTO COAEPXMMOro Y
HOBOPOXAEHHOTO (TaK Ha3bIBAEMOIO «MEKOHMS»). MPK MyKOBMCLMAO3E MEKOHWIM CTAHOBUTCA OCOBEHHO MAOTHbIM K
BASKWM, 3aKyMOPMUBAET HUXKHUIA OTAEA TOHKOM KULLKM (MOAB3AOLLHYIO KWLLKY) M NMPENATCTBYET BbIXOAY NEPBOPOAHOMO
Kana (MEKOHWS)) MOCAE POXAEHMS. JTO OnacHoe cocTosiHuee AA pebeHka M uyacto Tpebyer XMpYpruueckoro
BMELLATEeALCTBA.

MeKOHWI1 (NEPBOPOAHLIA KaA): COAEPXMMOE KWULIEYHWKA MAOAA WM HOBOPOXAEHHOro. OHO COCTOWUT M3 CAM3W U
0TPabOTaHHbIX OCTAaTKOB CAU3UCTON 0OOAOUKM KULLEYHUKA.

MoandUKaTOopbl (FeHbl): reHbl, KOTOPbIE U3MEHSIOT (YCUAMBAIOT MAM OCAAOAAIOT) 3ddeEKTbI MyTauun reHa CFTR u,
COOTBETCTBEHHO, TeueHue 6one3HU. OHWM HacAeAyrTcs He3aBUCMMO OT reHa CFTR. MauueHtbl ¢ abCOAHOTHO
0AMHaKoOBbIMK MyTauuamu CFTR (Hanpumep 6patbs) MOryT UMETb pasAnuHble GOpPMbl 3aBOAEBAHUA UMEHHO NOTOMY,
YTO OHW YHACAEAOBAAM PA3AUUHBIE FEHbl MOAUDUKATOPbI.

MoKpoTa: BELLECTBO, CEKPETUPYEMOE XEAE3AMU CAU3UCTLIX 0OONOUEK AbIXATEABHbIX MYTEN U BbIBOAALLEECA MPU KaLLAE.
MpU MyKOBUCLMAO3E OHa MCMOAL3YETCA AAS OOHAPYXEHUsi BaKTepui, Bbi3blBAOWMX MHOEKLUMU. OHa MOXET ObiTb
CAM3UCTOM (KaK CAKOHA) WAWM THOMHOW (BSI3KOM, UMETb XEATbIM UAW 3EAEHOBATbIM OTTEHOK, U3-3a MPUCYTCTBUSA BeAbIX
KPOBSIHbIX TEAEL, U APYrMX BOCMAAUTEAbHbIX KOMMOHEHTOB), MAU CAM3WUCTO- THOMHOW (CMELLUAHHbIA BUA CAM3UCTON W
THOWHOW).

MyKOAUTUK: BELLLECTBO, KOTOPOE CMOCOBHO pasXmxaTb CAU3b.

MyKOBMCLMAO3 (KUCTO3HLIN $UOPO3): reHeTMUecKoe ayToCOMHO- peleccuBHOe 3aboneBaHue, Bbi3BaHHOE MyTauuen
reHa CFTR (Cystic Fibrosis Transmembrane Conductance Regulator uAM TpaHcMeMOpaHHbIA peryAaTop
NPOBOAMMOCTA  KUCTO3HOrO GMOBPO3a) KOTOpbIM KoaMpyeT 6enok, cocToAawmii u3 1480 aMUHOKMCAOT, W
pacrnoAaraloLMica Ha KAETOUHOW MeMOpaHe 3NUTEAMAAbHbIX KAETOK. B HOpMe 3TOT HEeAOK BbIMOAHSAET GYHKUMIO
TPAHCMNOPTUPOBKKU XAOPA (M, KaK CAEACTBUE, TPAHCMOPTUPOBKY BOAbI) Yepe3 MOBEPXHOCTHYIO MeMOpaHy KAETKU B
AbIXaTEAbHbIX  NYTAX, MOAXEAYAOUHOM XKEAe3e, KULIEUHWKE, XEAUEBbIBOAALLMX MNyTAX, TMOTOBbIX XEAe3ax,
CeMABbLIHOCALLMX MPOTOKax. OCHOBHOM TakMM 06pa3om, AedEeKT, - 3TO HapyllEHWEe TPaHCNOpTa XAopa uyepes
KAETOUHYIO MeMOpPaHy B KAETKAX BblLLEYKA3aHHbIX XEAE3 HapyXHOM CEeKPeLMu W OpraHoB C 3MUTEAUAAbHOM
BbICTUAKON. Kak CAeACTBME, B 3TUX OpraHax BbIAEASETCS TPYAHOBLIBOAMMBIN CEKPET C MOBbILEHHOW BSA3KOCTbIO. B
nopaxaemMbIx opraHax ryctoi, BA3kui cekpeT obycAaBAMBAET 3aKyrnopKy OCHOBHbIX NMPOTOKOB, Bbl3blBas OCHOBHYH
yacTb TUMUYHBbIX KAMHUYECKUX MPOABAEHWUN 3ab0AeBaHWA, TakMX Kak MNOSBAEHWE PELMAMBUPYLLUMX WMHOEKLMHIA
AbIXaTEAbHbIX NyTEN, HEAOCTAaTOYHOCTb MOAXEAYAOUHOM XeAesbl, cTeaTopesi, HapylleHUs MNWLLeBapeHus, LMppo3
neyeHu, KULLIEYHAs HEMPOXOAUMOCTb, MyXckoe becnaoame.

MyTtauma: uckaxeHue nocaepoBatenbHocT AHK, Kotopas cocTaBAsieT reH, Takum obpa3om, UT0 OHa HauuvHaet
OTAMYATBLCA OT MOCAEAOBATEAbHOCTM B HOPMaAbHOM reHe. MyTauusi U3MeHSIET OYHKUMIO, 3@ KOTOPYIO 3TOT reH
oTBeYaer.

HapylueHue TOAepPaHTHOCTU K TAKOKO3€: COCTOsIHWE, MPU KOTOPOM YMEHbLUAETCss CMOCOOHOCTb AOCTaBKM TAOKO3bl B
KAETKM 13-3a HepoCTaTka MHCyAMHA. B pe3yAbTaTte 3Toro ypoBeHb caxapa B KPOBU (KOHLEHTPaLMA FAOKO3bl B KPOBK)
NpeBbIWaeT HOPMaAbHblIE 3HAYEHUSI MOCAE Harpy3kM TAOKO30M, HO He AOCTMraeT 3HaYeHWM, XapaKTePHbIX AAS
AMabeta (koTopble 06bIYHO cocToBASOT Boaee 180 Mr% uepes 2 yaca NOCAE CTaHAQPTHOM Harpy3ku FAFOKO30M): «TecT
TOAEPAHTHOCTU K TAOKO3€» OLIEHWBAET 3TO COCTOSIHUE.

HeaoCTaTouHOCTE MOAKEAYAOUHOM XEAE3bl: CHUXEHUE 3K30OKPUHHOM (YHKLMM MOAXEAYAOUHOM XeAesbl, KoTopas
BKAtOU@ET B cebA CHUXEHUEe WAM OTCYTCTBUE MEepeBapUBaHUS OMPEAEAEHHbIX MUTaTeAbHbIX BellecTB (0cobeHHO
XUPOB U OEAKOB), M3-3a OTCYTCTBMA (GEPMEHTOB MOAKEAYAOUHOW XeAe3bl (MaAbAWUIecTUsl) W, CAeAOBaTEeAbHO,
CHWXEHWE BCacbIBaHWA NULLM B KMLLEYHKKE (Manbabcopbums). OHa NPOsSIBASIIOTCA TakMMKU CUMNTOMaMM, Kak Anapes,
60AM B XMBOTE U cTeatopesi. CAEACTBUEM HEAOCTAaTOYHOCTU SIBASIETCA MPEKpalleHWe WAM 3aMeAAeHUE pocTa U
HapyLeHne MHOTMX GYyHKLUMI opraHu3ma.

Hocuteab reHa MyKOBMUCLMAO3A: 4YENOBEK, KOTOPbIM MMEET NaTOAOTMYECKWMI TeH, OTBeYalowmii 3a pas3sButve
MYKOBMCLIMAO3a, U OAUH HOPMaAbHbII TeH (CMOTpUTE reTepo3urota). Y Takoro yenoBeka 60ne3Hb He pa3BuBaeTCs U
He NPOSABASET HUKAKUX CUMMTOMOB, HO YEANOBEK MOXET Nepeaatb MOBPEXAEHHbLIN reH cBouM AeTaMm  (umeeT 50%
BEPOATHOCTb €ro nepeaaun).

060CTpeHME: NOBTOPHOE MPOSBAEHWE B Pa3BEPHYTOM GopmMe Kakoro- AMbo 3aboAeBaHUs, HaxOASLLErocs A0 3TOro B
«CMOKOMHOM», CTabUABHOM COCTOSIHUM (COCTOSIHMM «KOMMEHcaLMu»). pu MyKOBWUCLMAO3Ee BaXHbl 060CTPEHMs
XPOHUYECKNUX UHOEKLMI B AETKKX.

OAbILIKA: 3aTPYAHEHHOE AbIXaHUE.

OTpuUaTeAbHbIM (HEraTUBHbIN): Kak MPaBUAO, 3TO MOHATUE OTHOCUTCA K HOPMaAbHbIM pe3yAbTaTaM Kakoro- AM60o
AMArHoCTUYECKOro Tecta. Peub MAET O «MCTUHHO OTPULLATEABHOM» pe3yAbTaTe B TOM CAydae, KOrAa YeAOBEK, KOTOPbIN
NOABEPraeTcsi UCCAEAOBaHUI0O Ha CaMOM Aene CBOOOAEH OT BbIBASEMOrO napameTtpa (Hanpumep, OTCYTCTBUE
onpeAeneHHbIX BaKTepU UAM AQHHOTO 3aBOAEBaHMS); «AOXHOOTPULATEAbHbIN» PE3yAbTAT- 3TO TOT CAyYal, KOraa
YEeNOBEK, KOTOpbIM MOABEPraeTcsi UCCAEAOBAHMWIO, TOABKO KaXeTCH AMLUEHHbIM AAHHOM XapakTepucTuku (a B
AEMCTBUTEABHOCTU OH el 06AaAET: Hannuue 6akTepui, BoAe3HN).

OKCcUMETPUA (KOXHaSA): Ha3blBaeTCs TakXe MyAbCOKCUMETPUEN: 3TO TECT, KOTOPbI M3MepsieT HacblleHWe reMmornobrHa
KUCAOPOAOM B 3puTpouMTax. HacblweHne 3aBWUCUT OT KOHLEHTPauuMu KUCAOPOA@ B KPOBU. ITO HEUMHBa3UBHOE
UCCAEAOBaHWE ra30B KPOBU (CMOTPUTE), OHO OCYLLECTBASIETCSI C MOMOLLBIO HeBOAbLLOro npubopa nop Has3BaHUEM
«OKCUMETP» MOCPEACTBOM MPUMEHEHWS NPULLENKOOOPA3HOTO AaTuMKa Ha MOUKE yxa UAM Ha KOHUMKe NanbLa.

0OcTeonopos: CoCTOAHME, KOTOPOE XapaKTepU3yeTca paspexeHMeM KOCTHOM CTPYKTYpbl CO CHUXEHWEM YCTOMUMBOCTU K
TpaBMaM W MOBbLILLEHHbIM PUCKOM NEPEeAOMOB. AAA 0003HAUEHWS MOHUXKEHHOM KaAbLUMOUKALMM U KOCTHOM
NAOTHOCTU UCMOAB3YETCS TEPMUH «OCTEONEHUS» (BEAHOCTb KOCTH).

00B1 (FEV1): 06bEM BO3AYXa, BbIBEAEHHBIN B TEUEHUM NEPBON CEKYHAbI GOPCHPOBAHHOIO BbIAOXA, NOCAE TAYOOKOro
NOAHOTO BAOXa. M3mepsieTcss BO BpeMsA MPOBEAEHWA CMUPOMETUYECKOro MCCAeAOBaHMA. Moka3biBaeT cTeneHb
NPOXOAMMOCTU KPYMHbIX U CPEAHUX OTAEAOB AbIXaTEAbHbIX MyTEWN.



MaHKpeaTUT: BOCManeHWe NOAXKEAYAOUHOW XeAe3bl. B cBoel ocTpoi ¢opMe OH NPOABASIETCA CMABHOM OMOSICbIBaOLLEN
60AbIO B XMBOTE, KOTOPAsi PAcnpOCTPAHSOTCA TakxKe B CMUHY, U NOBbILEHWEM YPOBHA GEPMEHTOB MOAKEAYAOUYHOM
XeAe3bl B KpOBU (aMUAa3bl, TPUMCKUHA, AUNa3bl).

MatoreH (BO3OyaAuTEAL): AtO6OKM daKTOp (GU3MUECKWUH, XMMMUUYECKWUIH, OUOAOTMUECKMIA), CMOCOBHbIA BbI3BaTb
3aboneBaHue. baktepuu, cnocobHble Bbi3biBaTb MHOEKLMIO, HA3bIBaAOT NATOr€HHbIMMU.

Men macka: macka MonoxuTeAbHOro AaBAEeHMSI Ha Bblpoxe - 3TO MArkas Macka Ha AMLLO, CO3AatoLLan ConpoTUBAEHWE
NPOXOXAEHWUA BO3AyXa Ha Bblaoxe. OHa NPUKAAABIBAETCS K AULLY NMauMeHTa (OXBaTbiBas HOC W POT) U obecneymBaeT
HebOAbLLOE COMPOTUBAEHUE AABAEHUIO BblAOXA, TakUM obpa3oMm, obecrneuriBas Bonee BbICOKOE AABAEHUE BHYTPU
B6POHXOB, UTO MPEMATCTBYET MX CMAAEHWUIO, TEM caMbiM OBAEruasi OTXOXAEHWE MOKPOTbl. OHa ABASIETCA YacCTbto
METOAOB pU3UOTEPANNK.

MNe4y€HoYHana HeAOCTAaTOUHOCTb: CHUXEHWE WAV NPeKpaLLeHne GyHKLUU NEYEHU.

MoaxenyaouHas: Xenesa (MaHKpeac): pacroAOXeHHas B 3aOpOLLMHHOM MPOCTPaHCTBE Xene3a, BOAU3WM HauanbHOM
4acTu TOHKON KWLIKK (ABEHaALATUNEPCTHAS KMULWKA). ITO OTYACTV IK3OKPUHHARA Xene3a W HaCTUHHO SHAOKPUHHAA.
YacTb 3HAOKPHUIHOM XeAe3bl MPOU3BOAMT NMAHKPEATUUYECKON COK, KOTOPbIM NOCTyNaeT B ABEHAALATUNEPCTHYHO KULLKY
U COAEPXUT BukapboHaT U GepMeHTbl, HEOOXOAUMbBIE AAS NMepeBapvBaHUA MWLM, paclenAeHuss 6EAKOB, XMPOB U
YIAeBOAOB Ha 6onee MeAkue oparmMeHTbl, NPUrOAHbIE AAA  BCacbiBaHWUS OPraHUM3MOM. JHAOKPUHHAA 4acTb
(naHKpeaTU4eCcKUe OCTPOBKKU NaHrepraHca) BbipabaTbiBaeT MHCYAUH.

MNMopTanbHaA rMNEePTEH3NA: NOBbILIEHWE AABAEHWUS B KPOBEHOCHOW CUCTEME BOPOTHOM BEHbI, KOTOpas HeceT KPoBb K
neyeHu OT OpraHoB BPIOLLIHOM MOAOCTH; Kak MPaBUAO, SIBASIETCA CAEACTBMEM LIMPPO3a NeYeHU U MOXET NPUBECTU K
YBEAMUEHUIO CEAe3EHKW U GOPMMPOBAHUIO Bapuko3a (C BO3MOXHbLIM KPOBOTEUEHWEM) Ha YPOBHE MULLEBOAA,
XeAyAKa, aHyca (Takxe CMOTPUTE «BapUKO3»).

MocTypanbHbli ApeHax («NO3WULMOHWPOBAHUE C WCMOAL30BAHMEM CUAbI TSXKECTU»): GU3UOTEPANEBTUUECKUIA METOA
NacCMBHOMO OMOPOXHEHUA 6pOHXOB, NpPU KOTOPOM MCMOAL3YETCA U3MEHEHUE MOAOXEHUA TEAa (l/l, CAEAOBATEAbHO,
Pa3AUYHbIX 6pOHXM8I\beIX BeTBeVI) U CUAQ TAXECTU ANA COAel;ICTBMFl APEHAXy BbIAeAeHMVI N3 OTAEAbHbIX Y4aCTKOB
AETKMX C MOMOLLBIO KalAs. B «OCyLLUEHHbIX» 30HaX AErKUX YBEAMUYMBAETCA NOTOK Bo3AyXa. OObIUHO METOA cCoYeTaeTcsi ¢
NOXAOMbIBAHUSIMU (KAGMMUHT) U HaxaTUsiMU — BUOpaUMEN, BbIMOAHSIEMbIMU PyKaMU Ha onpepenéHHble obAaactu
TPYAHOMN KAETKM

MNpuaaTouHble (Nasyxu HOCA, MAM  CUHYCbI): MOAOCTM, PACMOAOXEHHble BHYTPU KOCTEM AMLEBOrO CKeaeTa M
coobLuatowmecs ¢ HOCOBbIMM x0AaMU. OHM, Kak MpPaBWAO, MYCTbl M MMEKT OYHKUMIO HarpeBa W yBAAXHEHWSA
BAbIXAaEMOro BO3AyXa, a Takke MpUAAKT 0cobblit Tembp ronocy. Mx MHGMUMpPOBaHWE / BOCMaAeHWE Ha3sblBaetcs
CUHYCUT.

MpoTok: Tpybouka, No KOTOPOM HaPYXY U3 XEAe3bl BbIBOAATCA NMPOU3BEAEHHbIE B HEW BblAEAEHMS (HAanpUmep, NPOTOKK
noAxe/\onquﬁ XeAe3bl, XEeAUHbIE NPOTOKK, MPOTOKK NOTOBLIX )KeAGS).

MpouUeHTUAU (KPUBBIE): TakXe Ha3blBAaeMble «KpUBble pocTar. OHW MPEACTABASIOT COBOWM rpaduku, KOTOPbIMM
NOABL3YHOTCSI, UTOObI OLEHWUTb PEMYASIPHOCTL pocTa pebeHka. OHU MOryT OTpaxaTb MHOrMe napamMeTpbl, HO Yalle BCero
MUCMOAL3YIOTCSE BEC M POCT. OHM NOKasblBatOT B3aMMOCBA3b MEXAY POCTOM M BECOM C BO3PACTOM KOHKPETHOrO
pebeHka 1 NO3BOASAOT CPaBHUTb MX C NOKa3aTeEAIMU AAS NOMYAALIMKU 3A0POBbIX AETEN TOTO Xe Bo3pacTa M noa. Ecaun
pebeHoK nokasbiBaeT «25-10 NPOLEHTUAb AASl POCTa», 3TO 03HavaeT, uto cpear 100 peTelt atoro Bo3pacTa M nona 25
UMEIOT TaKOM Xe POCT, UAV MEHbLUE, a 75 AeTel - 6oaee BbICOKMI POCT. MpadmKu NPOLEHTUAEH WCMOAB3YIOTCA B
OCHOBHOM AASl KOHTPOASI pPa3BUTUA pebEHKa M MO3BOAAKOT OTCAEAUTb, KOTA@ M HACKOAbKO BEC W POCT HauuvHaet
OTKAOHATLCA OT MPOLEHTUABHOM AMHUM, XapakTepu3oBaBlUen pebéHKa ¢ MOMeEHTa PoXAeHUs. OBbIYHO MPOLEHTUAL
Beca nopobeH MPOUEHTUAID POCTa, ECAM NPOLEHTUAb BECa NPEBLILIAET POCTOBOM, TO 3TO FOBOPUT O CKAOHHOCTU K
0XMPEHUIo (M3BbITOUHOMY Becy). Ecam e 3HaueHWe NPOoLEeHTUASE BeCa 3HAUUTEABHO HUXeE, YEM MOKa3aTeAu pocTa, To
3TO MOXET rOBOPUTL O TEHAEHLMU K HEAOCTATOYHOCTU NUTaHUA (A€PULMT MacChl NO OTHOLLEHUIO K POCTY).

MepKyccus rpyAHOM KAETKU: CMOTPHTE KAAMMUHT.

MUAOKapPNUH: BELLECTBO, KOTOPOE CTUMYAUPYET BblpaboTky nota. MMeHHO No3ToMy MCMOAL3YETCS AASi TOTOBOTO TECTA.

MHeBMoONaTUSA: 06LLMI TEPMUH, UCNIOAb3YEMbI AAA 00603HAUYEHUA 3a60AEBAHUI AETKMX.

[HeBMOTOpaKC: HaAMuMe BO3AyXa B MAEBPAALHOM MOAOCTU B pe3yAbTate TpaBMbl UAM U3-3a pa3pbiBa MOBEPXHOCTHbIX
AAbBEOA AETKUX.

MoAMNO3: 06bIYHO TEPMMH OTHOCUTCA K 06Pa30BaHMIO HApOCTOB (MOAMMOB), Yalle OKPYrAOM GOPMbl, BOSHUKAIOLLMX Ha
CAM3UCTbIX 0BOAOUKAX CTEHOK opraHoB. lMOAMMO3 HOca - 3TO HaAM4Me MOAMMNOB B HOCOBOM MOAOCTW. KWLLEUHBbIV
MOAMMO3 - 3TO HAAMYUE NOAWMOB B KULLEYHUKE.

TOAOXMTEABHbIN (MO3UTUBHDBIN): Kak NPaBWAO, 3TOT TEPMUH OTHOCUTCSA K aHOMAaAbHbIM pPe3yAbTaTaM AMArHOCTUUYECKOro
Tecta. MpUHATO roBOpUTb 06 «UCTUHHO-MOAOXKMTEABHOM» PE3YAbTATE, ECAV YEAOBEK, KOTOPBINA NPOXOAMUT TECT HA CAMOM
AeNe UMEET UCKOMYIO XapaKTEPUCTUKY, (Harnune HGaktepuid, BOAE3HU) U «AOXXHOMOAOXUTEABHOM» Pe3yAbTaTe, 3TO TOT
C/\yqaﬁ, KOrAa 4YenoBeK, KOTOprlji noABepraeTca MCCAEAOBAHUIO, TOAbKO KaXeTCA UMEKLLUM AQHHYHO XapaKTepPUCTUKY
(a B AECTBUTEABHOCTM OH el He 0bAapaeT: OTcyTCTBUE BaKTEPUi, BOAE3HM).

MoToBLIM TecT: TecT, BO BpPEMS KOTOPOrO WM3MEPSIETCA KOHLEHTPAUMsi XAopa M HaTpua B note. [OTOBbIAEAEHUE
CTUMYAMPYETCS C AEMCTBUEM NUAOKAPMUHA. 3TO OCHOBHOM TECT AAST AMATHOCTUKU MYKOBUCLIMAO3A.

MoToBble XeAe3bl: 3K30KPUHHbIE XEeAe3bl, CAyXalluMe AAS MPOM3BOACTBA MOTa, WM, CAEAOBATEAbHO, PErYAMPOBaHWA
Temneparypbl Teaa.

MpeHatanbHasa (AOPOAOBAS)(AMArHOCTMKA): MccAepOBaHUS, MNO3BOASIOWME OMNPEAEAUTb HAAMUME WAW  OTCYTCTBUE
Pa3AMUHbIX TUMNOB MATOAOrMMU Y MAOAA. BbINOAHSOTCS BO Bpemsi 6epeMeHHOCTM B BMAE aMHUOLEHTe3a (B3siTWe
aMHMOTUUYECKON XMAKOCTM B MO3AHEN cTapnu 6epeMEHHOCTM) MAM OMOMNCUM XOpUOHa (CM. BUAOLEHTe3). OHa
UCMNOAL3YETCA AN AMATHOCTUKU MYKOBUCLMAO3A MAU Er0 UCKAKOUEHUS Y MAOAA NPU BLICOKOM PUCKE MYKOBUCLMAO3A.

PoCT 1 pa3BUTUE: KaAUECTBEHHOE U KOAMUYECTBEHHOE YBEAMUEHUE PA3AMUHBIX TKAHEW OT NePMOAa HOBOPOXKAEHHOCTU AO
B3POCAOTO COCTOSIHWA. MPU MyKOBUCLMAO3E 3TO OCHOBOMOAAratoLLMi NoKasaTenb, MOAAEXALLUMI KOHTPOAID (POC M
BEC), TAK Kak xapaKTepuayeT COCTOSIHME NMUTaHUA U COCTOSTHUE 3A0POBbS.

CAKH: CMHAPOM AMCTaAbHOW KULLIEYHOW HEMPOXOAMMOCTH (CM. KULLEYHAsi HENPOXOAUMOCTb).

Cekpeuusti: lMpouecc NMPoM3BOACTBA M BbIAGAEHWSI KAETKAMW XXeAe3 pPasAMuHbIX BeELLECTB. Bblaensiemoe npu 3ToM
BELLECTBO Ha3blBAETCSH «CEKPET».



CKPUHUHI: B OyKBaAbHOM CMbICAE MOAPA3yMeEBaET «GUALTPOBAHWME», «MPOCEWBAHUE» HACEAEHUS B MOMCKaX
onpeAeNeHHOro napametpa. B MeanUMHCKON chepe ABASETCA NPOLECCOM, HanpaBAEHHbIM Ha TO, YTOObl MOABEPTHYTh
MEAMLIMHCKOMY OBCAEAOBAHUIO KaK MOXHO OOAbLIEe KOAMYECTBO AKOAEN, UTOObl BbISIBUTb BO3MOXHOE HaAUuue
Ccepbe3HOro 3aboneBaHUs, NPeXAe YeM OHO MPOSBUTCA Yepe3 CBOM CUMMTOMbI, TaKUM 06pa3oM, NO3BOAAS NMPUHATb
Mepbl, KOTOPbIE MOTYT CHU3WUTb €ro TSXECTb (HanpuMep, CKPUHUHT HOBOPOXAEHHbBIX Ha HaAnuvMe MyKoBWCLMAO3a). B
CAyYae CKPWMHMHTa Ha HOCWUTEAbCTBO MYKOBMCLMAO3a LEAbID SIBASETCS He BbIIBAEHME camMoro 3aboAeBaHusi, HO
3A0OPOBOr0 HOCUTEALCTBA reHa 3aboAeBaHUs, AASl TOTO, UTOObl 3AOPOBLIM YEAOBEK 3HAA O BO3MOXHOM PUCKE
POXAEHUA AeTEN C MYKOBWCLIMAO3OM.

CAM3b: XMAKOCTb, KOTOpas OObIYHO YBAQXHSET AbIXaTeAbHble MyTW, MOAOCTb HOCA, PTa U KULLIEYHUKA, NPOWU3BOAMMAS
Xene3aMu, KOTopble HaXOAATCS B 3TWX opraHax. Ha ypoBHe Hoca U BPOHXOB 3TOT CeKpeT, BMeCTe C PeCHUUYKaMK Ha
NMOBEPXHOCTU 3MUTEAUAABHBIX KAETOK, MOMOTraeT yAaAsiTb MNblAb, 3arpA3HSOLLME BeLLECTBA, 6akTepumn 1 npouee. Mpu
MyKOBUCLIMAO3E, OyAyuu OCOBEHHO BA3KOW W TPYAHOYAAASIeMOW, OHa 3acTauBaetcs, CnocobCTBYs Pas3BUTUIO
Pa3AMYHbIX UHOEKLMIA.

CvHerHoiHaa nanouka (Pseudomonas aeruginosa): opHa M3 caMbix YacTbix GakTepui, y4acTBYHOLLMX B AEFOYHbIX
MHOEKUMSAX Y NaLMEHTOB C MyKOBUCLMAO30M. TO MUKPOOPraHW3M «OMNMOPTYHUCT», KOTOPbIM HE HAHOCUT BpeAaa, eCAU
YenOBeK SIBASIETCS 3AOPOBbIM, HO MpW BAAronpuATHBIX YCAOBUSIX (HanpuMep, CHWXEHWE WMMYHHOW 3alluTbl)
CTAHOBMUTCS MNaTOreHHbIM. [1pM  MyKOBWMCUMAO3€ €ro npucyTcTBue OOYCAOBAEHO OCOObIMM XapakTepucTUKaMu
6POHXMANBHOTO AepeBa MpU MyKOBUCLMAO3E (3aCTOM BSIBKOM CAM3M, AedekTHbIi 6enok CFTR). Co BpemeHem OHa
MMeET TEHAEHLMIO K UBMEHEHWIO, CTaHOBUTCS BCe BoAee arpecCUBHOMN (BUPYAEHTHOM) U YCTOMUMBOW K aHTUOMOTUKAM.

CHHYCHT: OCTPbIM MAW XPOHUUECKUIA BOCMAAUTEABHBIN NPOLLECC HA CAU3UCTBIX 0HOAOUKAX OKOAOHOCOBBIX NAa3yX (CM.).

CAM3UCTDIV (TUN), (MYKOMA): Y NALMEHTOB C MyKOBUCLMAO30M CUHErHoMHasi naaoyka MoXeT OblTb «HECAU3UCTOro» TUNa
KOTOPbIM, Kak MPaBUAO, OMPEAEASIET MPEXOASLLYID AETOYHYID WHOEKUMIO  WMAW «CAU3WUCTOrO», OMPEAEASIIOLLErO
COCTOSIHUE KOAOHM3ALUMKU / XPOHWUYECKOW WHOEKUMU. «MyKOUAOM» Ha3bIBAETCS XEAATMHOMOAOOHLIN MaTtepuan
(anbruHart), BolpabatbiBaeMblit HaKTEPUAMU B LEASIX CAMO3ALLUMTI.

Cansuctas 060AOUKA: 3aLUMTHBIM CAOM, 0Bpa30BaHHbIM M3 cheupanbHbIX KAETOK (CMOTPUTE «SMUTEAWI»), KOTOPbIN
NMOKPbIBAET M3HYTPW MOAbIE OpraHbl, HEMOCPEACTBEHHO B3aWMOAEMCTBYIOLUME CO BHELWIHEW CPepoW (Hanpumep,
NMOAOCTb pTa, HOCa, MULLEBOA, XEAYAOK, KULLEYHUK, ropTaHb, Tpaxes, OPOHXM U Ap.).

CO3: nabopaTopHbI TECT, KOTOPbIA OLEHMBAET CKOPOCTb, C KOTOPOM KAETOYHbIE KOMMOHEHTHI KPOBU (3PUTPOLMTHI)
OTAEASIKOTCS OT NAA@3Mbl. Ero 3HaueHue yBeAnuMBaeTca BO BPEMS MHPEKLWI M BOCMAAEHUS.

Bubpokomnpeccusa: TexHUMKa MNacCUBHOIO APEHWPOBAHMUS (OMOPOXHEHWA) MOKPOTbl M3 OPOHXMAAbHOTO AepeBa,
BbINOAHSIETCS NYTEM  BUOPALMOHHBIX U CAGBAUBAIOLLMX ABWXKEHUI PYK Ha FPYAHOW KAETKE.

CnUpOMETpUA: TECT, NPU KOTOPOM M3MepsieTc 06beM BO3AYXa, KOTOPbI YEAOBEK yCNeBaeT BAOXHYTb U BbIAOXHYTb 13
AETKMX B PasAuuHble $asbl AbIXAaTEAbHOrO akTa (06beMHble MOKa3aTeAu), U CMOCOOBHOCTU MO MEPEMELLEHUID ITHUX
06bEMOB BO3AyXa (MOTOKOBbLIE NMOKa3aTeAM).

CPB (C-peakTuBHbIi 6eA0K): 6enoK, BbipabaTbiBaeMblii B NEUYEHW W B KPOBMW; €0 YPOBEHb BO3PACTaeT B CAydae
6aKkTepuanbHbIX MHOEKLMI AW BOCMAAUTEABHBIX 3a60AEBaHWIA: €r0 YPOBEHbL B KPOBU Bbille, YeM 3HadyeHue 10 mr /
MA CBUAETEALCTBYET 0 HaKTepUanbHON MHOEKLMU. AHAAU3 MPOBOAAT Ha KPOBU, B3ATONM U3 BEHBI.

CreaTopes: NaToOAOrMUYECKOE COCTOSIHME, KOTOPOE XapaKTepu3yeTca HaAMuMeM HenepeBapeHHOro Xupa B KaAOBbIX
mMaccax, KOTopble CTaHOBATCHA «CaAbHbIMUW». JTO ABASIETCA CAEACTBMEM HEAOCTATOYHOCTM MOAXEAYAOUHOM XeAesbl,
KOTOpas He MPOU3BOAWT AOCTAaTOUHOE KOAMUYECTBO GEPMEHTOB AAA NEpPEBAPUBAHWS XUPOB.

CTepomabl: KAacC OPraHWYECKMX COEAMHEHWMN, KOTOPblE MNPUCYTCTBYOT B TMPUPOAE, @ TakkKe MPOMbILAEHHO
CUHTE3WPYIOTCA AAA TOAYYEHUS GapMaKOAOTMUECKMX BELLECTB (Hanpumep, KOpTU30H). CTepouAbl B OCHOBHOM
NOAy4YaloTCA U3 XOAEeCTepUHa, OCHOBHOINO KOMIMOHEHTa 6VIOAOI'VN€CKVIX MeMﬁpaH. CpeAVI CTEPOMNAOB €CTb XEA4YHble
KUCAOTbI, MOAOBbIE FOPMOHbI, TOPMOHbI, BblpabaTbiBaeMble HAAMOUYEUHUKAMU (KOPTU3OA, KOPTU3OH, aAbAOCTEPOH),
npeALlecTBEHHUK BUTaMWUHa D.

TpUNcUH: depmeHT, BbipabaTbiBaeMblii IK30KPUHHOM YACTbIO MOAKEAYAOUHOW XEAE3bl, CAYXWUT AAA PacLUEnAeHWs
ﬁeI\KOB Ha COCTaBAAKOLWME UX aMUHOKUCAOTbI AAS MOCAEAYHOLLETNO BCaCbiBaHUA B KULLEYHUKE.

Y3U (yAbTpa3ByKOBOE UCCAEAOBAHUE): MCCAEAOBAHME, NPU KOTOPOM MCMOABb3YHOTCA BbICOKOYACTOTHbIE 3BYKOBbLIE BOAHbI
(YAbTPa3BykK), UTobbl UCCAEAOBATL Pa3AMUHbLIE OpraHbl, 3anucbiBas OTPaXeHWE 3TUX BOAH (3X0), KOTOPOEe U3MeHAeTcs
MO UHTEHCUMBHOCTM NPU OTPAXKEHWU OT PasAMUHbIX HOPMaAbHbLIX AWM NATOAOFMUYECKUX CTPYKTYP OpraHoB. B oTanume ot
PEHTFEHOBCKOTO 0OCAEAOBaHWSA, B AAHHOM CAy4ae OTCYTCTBYET PaAMOAKTUBHOE W3AYYEHUE (PEeHTreHOBCKOoe
U3NyYeHue).

(DEeHOTUN: COBOKYMHOCTb BCEX MPU3HAKOB, KOTOPbIE MPOSBASIOTCA Y KOHKPETHOro 4enoBeka. Mpu MyKOBWUCLMAO3E
0603HaYaeT OCHOBHbIE XapaKTEPUCTUKKU, KOTOPbIMU MPOABASIETCA BOAE3Hb Y KOHKPETHOrO MauMeHTa, COBOKYMHOCTb
CUMNTOMOB, Hanpumep, HaAnyme WUAM OTCYTCTBME HEAOCTaTOYHOCTH I'IOA)KeI\yAOHHOVI Xenesbl, 4acTtoTta MHd)eKLLVIl;I
AbIXaTEeAbHbIX nyTeﬁ, UT.A. deHoTun 60/\68 UAU MeHee TEeCHO CBA3aH C NoOHATUEM FreHoTuna.

depMeHT (3H3UM): BEAOK, KOTOPbIN PEMYAUPYET CKOPOCTb BUOXUMUUECKUX peakumin. DepMeHTbl B NULLEBAPUTEAbHbIX
npoueccax NnoMoratot pacLllenuTb NuLly, Tak, llIT06bI OHa MOrAa 6bITb BCOCaHa, UCMNOAb30BaHa UAU BbIBEAEHA.

depMeHTbl NOAKEAYAOUHON XeAe3bl: 3T0 ¢pepMeHTbl (CM. PEPMEHT), HEOOXOAMMbIE AAS MEpPeBapUBAHWUSA XKUPOB,
AAVMHHOLLENOYEYHbIX YTAEBOAOB (KpaxmanoB) U 6eAkoB. OCHOBHbIE U3 HWX: TPUMNCUH (pacluenaaet 6eAkn Ha NENTUABI 1
aMUHOKUCAOTbI), ANasa (paclenAseT X1psbl, HasbiBaeMble eLLE TPUIAMLEPUAAMMU, HA XKMPHbLIE KUCAOTbI U TAULIEPUH),
amMuAa3a  (paclUEnAsiET KpaxMaA Ha CMeCb MPOCTbIX CaxapoB, BCACbIBAMOLIMEXCA Ha CAM3WUCTOM 0BOAOUKE
KULLEYHUKE).

du3noTepanua: COBOKYMHOCTb METOAMK U 0BOPYAOBAHUS, KOTOPbIE NPUMEHSIOTCA AAS AEUEHWA PSAA NATOAOTMUECKMUX
COCTOSIHMIA, BbI3BAHHbLIX HapyLWEHWSMW CO CTOPOHbLI OMOPHO- ABWIaTEAbHOrO annapara, LEHTaAbHOW HEPBHOW
CUCTEMbI, CEPAA, CUCTEMbI AbixaHUsl. B cAydyae MyKOBUCUMAO3@, MNPUMEHSIOTCA METOAMKU  AblXaTeAbHOWM
dusnoTepanuu (CMOTpUTE Takxe: KAAMMUHT, NOCTypaAbHbIN ApeHaX, pAatTep, nen- Macka). ITM METOAUKM CAYXaT AAA
0CBOOOXAEHWSI BPOHXOB OT BA3KOTO CEKPETa, XapakKTePHOro AN AAHHOTO 3aboneBaHuWs. EcAM MOKpoTa ypaneHa, To
BO3AYX Aydylle MPOHWKAeT B AErkue, AblxaHue obAerdyaeTcs, CHWXaeTcsi BEpPOATHOCTb Pa3BUTUS UHOEKUMIA
(MHOFOl-IMCAeHHbIe MWUKPOOPraHU3mMbl HaxXOAAT B MOKPOTE WAEaAbHblE YCAOBUA AAA pa3MHO)KeHVIﬂ), noBbllaeTcAa
AOCTYNMHOCTb AASI UHTAAATOPHbIX AEKaPCTB.



OnatTep: MeToA YAaneHUst (MAM APEHUPOBaHWA) OPOHXMAABHOTO CeKpeTa, NPOBOAWTCS C MOMOLLLIO YCTPOWCTBa
KapMaHHbIX pa3mepoB (Paatrep VRP, cocTosilmii M3 MYHALLTYKa, MAACTMACcCOBOIO KOHYCa, CTAAbHOMO Luapuka 1
nepdopMpPOBaHHON KpbILWKK), KOTOpOe BO Bpema dasbl BbIAOXa CO3AAET BHYTPM OPOHXOB MOAOXMTEAbBHOE
KonebaTenbHOE AaBAEHME NPU NOMOLLM NPEPbIBUCTLIX NPEPbIBaHUIA NOTOKa BO3AYXa.

XoaHbl (HOCOBbLIE): ABE MOAOCTH, OKAHUMBAIOLLMECA ABYMSA YCTbSIMWU BEPXHEW YaCTU FAOTKW; COEAMHSIOT MOAOCTb HOCa C
NOAOCTbIO pTa. B HOCOBbIE XO@Hbl OTKPbLIBAIOTCA TaKKE OKOAOHOCOBbIE CUHYCbI (CMOTPHUTE).

XpoMocombl: 06pa3oBaHus, UMetoLLMe Bonee- MeHee NAAOUKOBUAHYO GOPMY, MPUCYTCTBYIOLLME B IAPAX BCEX KAETOK,
COCTOSILLME M3 TEHOB, COAEPXALUMX HACAEACTBEHHYID WHdOpMauuWio. Kaxaas XpomMocoma npeAcTaBAeT coboi
cnvpaneobpasHyto ABOMHYIO HWUTb - MOAeKyAbl AHK, HakpydeHHyto BOKpYr 6eAKOBbIX MOAEKyA. YenoBek nmeet 23
napbl XPOMOCOM, U3 KOTOPbIX 22 ABASIOTCA FOMOAOTMYHBIMU Napamu (MMeroT CxoxXyto GopMy B napax, Ha3sbiBaloTCs
ayTocoMamu), 1 OAHa napa NOAOBbIX XPOMOCOM (reTepoCcoMbl), KOTOpPble HadbiBatoTcs X U Y.

LieHTp MyKoBHMCLMAO3a: KOMMNAEKCHOE YyuYpexAeHWe 3ApaBOOXpPaHEHUs, 3apayel KOTOpPOro SBAAETCA AMarHOCTUKa,
AeUeHUeE, YXOA 38 BOABHBIMKU MYKOBHCLIMAO30M. OCyLLECTBASIET TaKXKe Hay4YHO- UCCAEAOBATEABCKYHO AEATEABHOCTD.

Lienauma: cmoTtpute Bypkxoapepus.

Linppos: HapylleHe CTYKTypbl U GYHKUMKM neueHn. Hanbonee BaxHOE OCAOXHEHWE- 3TO «MOPTaAbHAN MMMNEePTEH3UsA».
Mpn MyKoBWCLMAO3E pa3BMBAETCS Pa3HOBMAHOCTb LMPPO3a MeyeHW, HasbiBaemas GuanapHbiM umpposoM (bile-
XEeAUb), MOTOMY UTO Pa3BMBAETCA B CBA3M C 3aCTOEM IyCTOM XEeAUN BHYTPU XKEAUHbIX MPOTOKOB.

YpecKkoxHaa SHAOCKOMMUYECKas racTpOCTOMUA: CMOTPUTE raCTPOCTOMUA.

IK30KPUHHAA XeAesa: 370 XeAe3a, BbIAEAEHUS KOTOPOM BbIBOAATCA HEMOCPEACTBEHHO BO BHELLIHIO CPeAy (Hanpumep,
NnoToBbIE XEeAe3bl), B MOAOCTb, WMEILLYID COOBLLEHWE C BHELIHEW CpPEeAoW, Hampumep, KWLLIEUYHWK (NeyeHb,
NOAXKEAYAOUHAs Xene3a U T.A.), B BPOHXWMaAbHOE AepeBO (MOACAM3UCTbIE XeAe3bl) UAM MOAOCTb pTa (CAIOHHblE
Xenesbl).

JKCTpaKTbl MOAKEAYAOUHOM XeAe3bl (MAM MaHKpeaTudeckue ¢epMeHTbl): AEKapCTBEHHbIE Npenapathl, CoAepXallune
(I)epMeHTbI noAxe/\onquﬁ )XX€eAe3bl, BbIAEAEHHbIE B NMPOMbILLIAEHHbIX YCAOBUAX U3 HOA)KeAyAOHHOVI XeAne3bl CBUHbU U
BbiMyCKaeMble B MNpoAaxy B ¢OpMe KamncCya C pasAMUHbIM COAEPXaHUEM (GepMEHTOB. WCMOAL3YIOTCA AAA
3aMeCTUTEeAbHOW Tepanuu NPu HEAOCTATOUHOCTU NOAKEAYAOUHOM XeAe3bl.

Onactasa: depmeHT, BbipabaTbiBaeMblii B MOAXEAYAOUHOW xenede. OnpepeneHUWE KOAMUECTBa 3AacTas3bl B Kane
(anactasbl-1) npeacTaBAAeT COOOM TeCT AAA OLEHKU  GYHKLMOHAAbHOTO COCTOSIHWSI (HAAMUMA WAW OTCYTCTBUSA
HEAOCTaTOUHOCTH) MOAXEAYAOUHOM XeAe3bl: PePMEHT OTCYTCTBYET UAM MPUCYTCTBYET B OYEHb MaAOM KOAUYECTBE MpU
HEAOCTaTOUYHOCTU NOAKEAYAOUHOM XEeAEe3bl.

JHAOKPUHHAA XeAesa: 3TO XeAesa, NPOM3BOAMMbIE BeLLECTBa KOTOPOM (FTOPMOHbI), BbIBOAATCA HE HapyXy WAW B
npuAeratolMe MnoAoCTM, a MOCTynaKT HEMOCPEACTBEHHO B KpPOBb (Hanpumep, LUMTOBUAHAsS Xenesa, rMnodus,
HaANOYEYHWUKM, OCTPOBKM N\aHrepraHca B NOAXEAYAOUHON XeNe3e), B OTAUYME OT 9K30KPUHHbIX XeAes.

JNUTeAMH: CAOI KAETOK, BbICTUAQIOLLMX MOAOCTH, MPOTOKM (B TOM YMCAE BO3AYXOHOCHbBIE) BHYTPEHHWUX OPraHoOB, KOTOpble
B3aMMOAEWCTBYIOT B TOM MAM WHOM CTENEHW C BHeLUHen cpepoit (CM. CAM3UCTaf 060AOUKA). InUTeAreM Takxke
Ha3bIBaeTCA TOHKUIM HapyXHbIA CAOM KOXM (3annaepmuc). MHOrMe xenesbl (KeAe3bl BHELLUHEN CEKPELMN) UMELOT CBOU
BHYTPEHHWE KaHaAbllbl U OHW BbICTAGHbI 3NUTEAUEM (MOAKEAYAOUHAs XeAe3a, CAIOHHble XeAe3bl, OPOHXHaAbHbIe
NMOACAU3UCTbIE XeAe3bl, XEAUHbIE MPOTOKM B MEYEHU, MOTOBbIE XeAe3bl U T.A.). KAETKU 3NUTEAUS PacrnoOAOXEHbI B BUAE
KOBPAa, B OAWH MAW HECKOABKO CAOEB. DYHKLMI y INUTEAUS HECKOABKO: MPEXAE BCEro, 3T0 3alUMTHasn U ewwé aApyrue,
AModepeHUMpoBaHble B 3aBMCUMOCTM OT OPraHoB, Hanpumep, OAHa M3 Hauboaee pacnpoCTPaHEHHbIX- 3TO
BbIAEAUTENbHASA (BbIBEAEHWE BOAbI, CAU3b, PEPMEHTOB, COAEMN U T.A.).

3cceHUManbHbIE (KUPHBIE KUCAOTBI): peyb UAET O XUpax (AMMMAAX), KOTOPble OPraHW3M He B COCTOSSHUU CUHTE3UPOBaTb
CaMOCTOATEAbHO, MU KOTOpblEe MNO3TOMY AOAXHbI MOCTynaTb C I'IVILLI,GVI, HanpumMmep, AMHOAEBasA KUCAOTa, KOTOpasd
COAEPXMTCA B HEKOTOPbIX CEMeEHax (AbHa, KyKypy3bl, MOACOAHEYHWKA). OHWM HABASIOTCA OCHOBOM AN CMHTE3a
XOAECTEePUHA, 0becneyeHnst INACTUUHOCTU KOXM, NPOAYKLMU FOPMOHOB, U T.A.



