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Kucrosusiii ¢pubpos (MykoBucuuno3, MB) — ayrocoMHo-penecCUBHOE
MOHOI€HHOE HACIEACTBCHHOE 3a00NEBaHWE, XapaKTEPU3YIOLIEECd IOPaKECHUEM
BCEX OK30KPHHHBIX JKeJIE3, a TAKKE KH3HCHHO BAKHBIX OPraHOB U CHCTEM.

JTHOJIOTHA B NATOTeHe3 3a00J1eBaHuNA

I'em CFTR (MBTP - TtpancMeMOpaHHBIA PpEryJiaTop IPOBOAUMOCTH
MYKOBHCITH1032) Obin ueHTHHIupoBaH B 1989 r. I'en pacronoxeH B cepeaune
IUTHHEOTO 1uieda 7 ayTocoMsbl, cogepxut 27 3k30H0B H oxsarbiBaeT 250 000 map
aykneorunos. On KOHrponﬂpyeT CTPYKTYpPY U (QYHKIHMIO OJHOMMEHHOTO OenKa.
IMocnenuue wuccienoBanus mnokazamyd, 910 MBTP sgBnsercas coOCTBEHHO
XIOpUAHBIM KaHatoM. benok MBTP nokanusyercs B alMKaJIBHOW 4YacTH
MeMOpaHbl STUTENHANLHEIX KIICTOK, BLICTUNAIONAX BBHIBOAHBIC MPOTOKH JKENE3
BHEIIHEH Cekpelnu (MOTOBBIX, CIIOHHBIX, Xelle3 B OpOHXaX, MOIKEILyZOYHOU
JKelle3e, KHUIICYHHUKE, YPOTCHUTANbHOM TPAaKTE), OH PErYIHpPYET TPaHCIOPT
JNCKTPONMTOB (rMaBHBIM 00pa3oM XJjiopa) MEKIY OJTHMH KICTKaMH H
MEXKKIJIETOYHON KUAKOCTHIO.

B 6a3ze HGMD (The Human Gene Mutation Database) onmcano okoso 2 000
mytammii rera - CFTR, orBercrBeHHBIX 3a passurue cumnromoB MB. Ilo
cocrosuamo Ha 31 wions 2020 rona wa BeOcaiiTe MEXIYHAPOAHOTO TIPOEKTA
CFTR2  (https://cftr2.org) npencraBieHo 360 NaTOTGHHBIX  BapUAHTOB
HyKJIeoTHaHOH mociuenoBatensHocTH reHa CFTR. OHu mpensTCTBYIOT CHHTE3Y
oenka CFTR, ero TpaHcmopTy K anvKajJIbHOW MeMOpaHe KIIETKU WU HapyIIaioT
€ro GpyHKUIMIO B Ka4E€CTBE KaHana aHUOHOB XJIopa. B 3aBHCHMOCTH OT BIUSHUA Ha
¢ynkuuro Genka CFTR Bce BapuaHTHl HYKIECOTHIHOM MOCJIEN0BATEILHOCTH TeHA
CFTR noppazziensioT Ha 7 OCHOBHBIX KJIAacCOB.

H3BecTHO, 9TO OWH W TOT K€ BaPHAHT MOXET BHI3BATh HECKOJBKO BHJIOB
HapylicHUs CTPYKTYpHl uid OyHKOUH Oenka, W HE g BCEX BapHAHTOB
HykneotuaHon nocnenorarensHocTH reHa CFTR ompenenen kmacce. CormacHo
JAHHBIM HAIMOHAIBHOTO PETHCTpa HamOONee 9acTO BCTPEYAIOTCH CHCIYIOIIHE
MYTaLyu:

o F508del (53,14%),

e CFTRdele2,3 (6,18%),
e E92K (3,11%),

e 3849+10kbC>T (2,29%),
e 2143delT (2,05%),

e 2184insA (1,88%),

e 1677delTA (1,76%),



e NI1303K (1,69%),
e WI1282X (1,63%),
e [.138ins (1,46%),
e (542X (1.43%)

Myramuu rena CFTR HapymaroT He TONBKO TPAHCIOPT, HO U CEKPELUIO
noHOB xyiopa. IIpu 3aTpylHEHWH WX TPOXOXKIEHWS 4Yepe3 KIETOUYHYI MeMOpaHy
yBenugHuBaeTcs peabcopOIys HATPHA IKEHE3UCTBHIMH KIETKaMH, HapYyIIaeTcs
JNIEKTPUYECKHil TIOTCHIMAN TIPOCBET3, HYTO BbiskiBaeT wu3MeHeHnue 10
3JIEKTPOJIUTHOTO COCTAaBa M JETHAPATALMIO CEKPETa ¥KeNe3 BHEIIHEN cexpenyu. B
pE3yIbTaTE BHIICHACMBIN CEKPET CTAHOBUTCA YPE3MEPHO I'YCTBIM M BA3KuM. lIpu
3TOM CTPaJalOT JIETKHE, >KENYHAOYHO-KHIICYHbBII TPAKT, MEYeHb, MODKENyJ0YHAas
Kene3a, ModeTonosas cucrema (tabn.1).

Tabmuma 1. Ilatorenes MB

Oprasel # CHCTEMBI ITaromorugeckue Mponecchl Koneunsiil pe3ynbpTar
Jlerxue e BponxoobcTpykius, e JlpixaTenbHas
CHIDKCHHE TONCPAHTHOCTH K HEAOCCTaTOYHOCTD,
HHGEKIHH, e Jlero4Has rUNepTeH3uUs,
® KQICHM3alHA AbIXaTCIBHBIX @ Ccep/icYHas

nyte#i Pseudomonas aeruginosa HEJIOCTATOYHOCTb.
(P. aeruginosa) ¥ ApyruMHu
HaTONOrHYeCKHMH
MHUKpOOpIraHu3MaMy,

® XPpOHHYCCKOS BOCHAIICHHE
ABIXaTEAbHBIX IIy’feﬁ,
® 6}30!—!}{9337{&3& ASCTPYKHUHA

HapeHXHMbI JeTKHX.
IMomxenynounas xenesa | e  OGCTPYKIMA HPOTOKOB XKeJle3bl, | © MeKOHHEBBII WIeycT
MOSBJICHHUE KHCT, e Hapyuienue CTys1a
®  HEHOCTaTOYHOCTH (dacThiid, KHUPHBIH,
TIO/KENYAOYHOH HKeTle3nl 3JI0BOHHEIH, OOMIBHET ),
(BHyTpeHHE — H | ® CHWKCHHE HYTPUTHEBHOTO
BHENIHECEKpEeTOpHas), cratyca (y Jmeted —
e  KuInedHas mMansabcopOums. OTCTaBaHHE B Pa3BUTHH),
® aBHTAMWHO3FEI,
® BBIIAJCHUS OpsaMONi
KHUIKH,
® caxapHbIA quabeT.
[Megenn e Xomnecras, e [luppos neyeny,
XOJe;THTHA3. e CuHIpOM  HOpPTABHOMN
THIICPTeH3HH,
®  UMEpCIUICHU3M,
neyeHoYHAs
HE/I0CTaTOYHOCTH,
®  JKETYHOKaMeHHas
Gonesns (KKB)




Kunreunux e YgpenuucHue e Kumeunas

BSI3KOCTH/a/IT€3UBHOCTH HEMPOXOAHMOCTh
KaloBHIX MaccC ¢ CJIUO
Brinanenus NIpsIMOH
KUIIKA
OxonoHocoBbIe MA3yXu s Obcrpyxas coycTHi | © XpOHMYECKHH
OKONOHOCOBHIX Na3yXx, PHHOCHHYCHT,
e 3acTOd CNU3M B a3yxax, ® TJIONWIBI B OKONOHOCOBEIX
e Kononmzanus CITH3HCTOH nasyxax ¥ MOJIOCTH Hoca.
o0onoYKM TNONOCTH Hoca M
OKOJIOHOCOBBIX na3yx

naTonorugeckol Mukpodnopoi
(B ToMm wrcae P. aeruginosa),

e dopMHpoBaHHE  [ONWIIOB B
OKOJOHOCOBBIX  Masyxax ¢
pacmpocTpaHeHueM B IIONOCTh

HOCA.
DIIeKTpONUTHRIN OanaHc e [‘mmoxanuemus, e CHHApPOM IICEBJI0-
e THUTIOHATPHEMHUS, baprrepa — cunapoMm
® THIOXJIOPEMHH, noTepu conel
® anKajio3
PenponyxtuBnas e OGcrpykuus W mociexyronias | e bBecruionue
cuctema (y MYK4HH) aTpe3us BHIHOCAIMX TIPOTOKOB
Awdex

¢ AsococnepMusd

IIporpeccupoBanue JIero4Hoil W CEpACYHON HEIOCTATOYHOCTH SBIISIETCS
Haubosnee yacTo# NpUINHOH cMepTH naiueHToB (95%).

CrekTp MEKpPOOPTaHU3MOB, CBA3aHHBIX ¢ HH(OEKIUSIMU ABIXaTCIBHBIX ITyTeH
y nanueHtoB ¢ MB mpojomkaer pacmimpsThCS U UCCICHOBaHHMA MHKpoOMOMa
JETKHX Yy JAAaHHOM KaTeropuH MalMeHTOB NEMOHCTPUPYIOT CIIOXXHBIH CHHEPIH3M
MEKAY KyJIbTHBHDYCMBIMH H  HEKYIbTHBHPYEMBIMH  MMKDPOOPTAHH3MAaMH.
Mukpobuonoruieckas AUarHOCTHKa y mamnuenToB MB umeer psn ocobenHocTERH,
KOTOpPbIE HEOOXOAMMO YUHUTHIBATH [TPH OpraHu3auy paboTsl C TaHHOH KaTeropuei
HaIMEeHTOB.

Yame BCEre B OTACNAECMOM HMXHHX ABIXATCNHHBIX MyTEH Y MAIUEHTOB C
MB BremBnarotes S. aureus, P. aeruginosa, B. cepacia complex, S. maltophilia,
Achromobacter spp. bonee TunHYHBIE PECHHPATOPHBIC MATOTCHBI, Takue Kak H.
influenzae, S. pneumoniae, M. catarrhalis TaxKe MOTYT WIPaTh BAXKHYIO POIIb B




pasBuTHH OpOHXONEroYHOTO mpouecca. ¥ manuenToB ¢ MB Moxer BcTpedaercs
XPOHHYECKAS KONOHU3AIWS MEKPOOPraHH3MaMu ceMelicTsa Enterobacteriales.

WUmMmerorcs HAOMIOZEHMs BBHIICHCHHSA U3 HIDKHUX JBIXATENbHBIX IIyTeH
nanueHTos ¢ MB nedepMmentupyromux rpaMorpunartenbubix 6axrepuiit (HI'Ob
Burkholderia gladioli, Inquilinus spp, Raistonia spp., Cupriavidus spp., Pandoraea
spp.) JauHple BUIBI SBISIOTCS ONM3KOPOJCTBEHHBIMH, HMMEIOT TC€HCTHYCCKOE
CXOJCTBO ¢ OakTepuaMu pona Burkholderia. OHy peaxo BEIAEHAIOTCS Y NAlHEHTOB
¢ MB, oHaxo oIHCaHBI CIydad BRIACIHCHUA HX NPU XpoHHYecKoM nH(ekmmy. Her
IOCTATOYHOrO KONMYECTBA WCCIEAOBAHHM, YKa3bIBAIOIUX HA BO3MOXHOCTH
IIepeiayy MTaMMOB OT MAIMEHTa K TANHEHTY.

JIpyrue MHEKpPOOPTaHU3MBI, HMEIOHIHE 3THOJOIHIECKOe 3HaYenue mpu MB:
geryGepkynesnsie mukobaxrepun (HTMB) - Mycobacterium abscessus complex,
Mycobacterium avium complex u ppyrae mukoOaxrepuu, Tpudsl - Aspergillus
spp., Scedosporium spp., Trichosporon spp., BUpycHl - Respiratory syncytial virus,
Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza virus, Human
metapneumovirus. Bo3pactaeTr BBIABISEMOCTh HETYOEpKYIEC3HBIX MUKOOAKTEPHH Yy
HANMEHTOB CTapmiero Bo3pacta. Mycobacterium  abscessus complex n
Mycobacterium avium complex aBISIOTCS HanbOJIEe YaCTO BCTPEYAIOLIUMUCS.

OcobeHHOCTIMH ~ XpOHHYeCKOW  MH(pEKnuu JIeTKUX y  OOJBHBIX
MYKOBHCI[HAO30M SBISCTCS TO, UTC JaHHas MHQEKIHs B 2/3 clIydacB BBI3BIBACTCS
HE MOHOKYJIBTYPOH, a acconmamueldl MHKPOOPraHH3MOB. 3a pybOexoM 5Tu
moKazaTend B JABa pa3 Hmke — B 35% wuccnenyempix  00pasLioB
OponxoansBeoapHoro nasaxa (BAJI) BEIBIAIOT POCT ABYX MUKPOOPTaHU3MOB U
B 10% cnyuaeB acconmanuu TPEACTaBICHBI TpeMs © OoJjiee BHJIaMH
MuKpoopranm3Mos. Haubonee hacto BeTpevaromieiicss acconpanued sSBIAETCS
coueranue P. aeruginosa u S. aureus. B cocraBe MHKPOOHBIX acconpanui
BBIZICIISLIA OJTHOBPEMEHHO P.aeruginosa MyKOUIHBIA ¥ HEMYKOUIHBIA (DEHOTHUIIBL.
Kpome P.aeruginosa, H4acTo BBUICHANM  APYIUX  [PEACTaBHUTENEH
HE()EPMEHTUPYIONIUX TPaMOTPHUIIATEABHBIX MHMKPOOpPraHusMoB — Burkholderia
cepacia complex, Achromobacter spp., S.maltophilia, A.baumanii n ap.

Ipu ananuze NaHHBIX MUKPOOHONOTMYECKUX WCCIICIOBAHUN YCTAaHOBJICHO,
9T0 MHMKPOOpTaHu3MBl ObUTH BbieneHs!l ¥y 61,9% nereit B Bo3pacte a0 1 roxa, y
92,9% - B Bo3pacre 1-4 roxa, y 93.8% - B Bo3pacte 5-7 ner u B Bo3pacte 8-14 u
15-18 y 100% nereii. 3T0 CBHAETENBCTBYET O TOM, YTO 12 KOIOHHM3ALMWS JIETKHX
MUKpPOOpTaHU3MaMy OONBHBIX MYKOBUCIHZO30M HaduHAcTCd, (DAKTHUECKH, C
TIEPBBIX AHEH MOCHE POXKICHUA U IOCTHTaeT MaKCHMyMa yiKe K 5 rofiam xu3Hu. B
Bospacte 0 | roma Oonee wem y 1/3 OONBHBIX MYKOBHCHHI030M HIDKHHC
ABIXaTENbHEIC ITYTH €Ie He 00CeMEHEHb MUKPOOPTraHU3MaMHu, B Bo3pacte 1-4 jer

HIDKHUE JbIXaTeNnbHbie yTH OOCEMEHEHBI MOYTH V BCeX OonbHEIX (92,9%), a k 8-
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18 romam — vy 100% GompHBIX. XPOHUUECKYIO CTaQMIOKOKKOBYIO, CHHETHOWHYIO
WY CMENIAHHYIO MH(QEKIHIO AHArHOCTHPYIOT y 25% nerel yxxe B Bo3pacte 1-4
rojia, B Bospacte 5-7 ner — y 50% Gonbubix, B Bo3pacte 8-14 ner —y 65% u x 18
rogam — y 80% GONbHBIX MyKOBHCIIHAO30M.

IIpu orieHKe MHMKPOOHONOTHUECKOro HPO(UIS PECHUPATOPHOrO TpakTa
BBIBJIEH POCT YaCTOTHI BBHICEBA TPaMOTPHIATENbHOH (IOpBl C YyBEIMYEHHEM
BO3pacTa OONBHBIX.

HawuGonpmias gacrora uaduuupoBaHus S.aureus OTMEYEHa B BO3PaCTHOHU
rpynme 12-16 mer, rae oHa coctasuna 64,5%, P. aeruginosa B 24-28 ner ¢
gactoroii 55,0%, B 3TOM e BO3PACTHOM TPYIIE MAKCUMAaIbHOE MH(PUIUPOBAHUE
Burkholderia cepacia complex, xotopoe cocrasmio— 22,6%, S. maltophilia 8 16-
20 mer — 5,6%. Achromobacter spp. BOCTHTaET CBOECTO KA Y MAllUEHTOB CTapiie
36 ner, rae ee gactoTa coctanmia 14,3%. MRSA umeeT nBa NyKa MaKCHUMAaabHOM
gacToTsl, B 20-24 roma u 32-36 net, rae ero ydacrora cocrasmwia 11,4% u 10,5%,
COOTBETCTBEHHO.

YacroTa XpOHWYECKOro HHOHUIHPOBAHHA [bIXaTENBHBIX HyTeH S. aureus
cocrapmger 56,0 %, P. aeruginosa — 32,1 %, Bcc — 6,6 %, MRSA- 6,4%,
Achromobacter spp.-3,9%, S. maltophilia— 3,4 %. B 7,5% ciiydaeB npixatenbHbIC
myTH OONBHBIX XPOHWYECKH WH(QMIIMPOBaHbI [PYrod TpaMOOTPUHATENLHOU
Gbnopoii, cpenu KOTOpPHIX Haubonee dYacTO BCTPEYAIOIUECH IIPEICTABUTENHN
cemelictea Enterobacteriales (Klebsiella spp.: Klebsiella pneumonia, Klebsiella
oxytoca, Raoultella (Klebsiella) ornithinolytica; Escherichia coli, Serratia spp.,
Proteus  spp. W 1Op.), a TaKKe MPEACTaBUTENH HE()EPMEHTHPYIOMHUX
rpamotpuniatesibabix Oakrepuit (HI'OB) (Pseudomonas spp.: P. stutzeri, P.
oryzihabitans, P. montelii, P. putida, P. koreensis, P. fluorescens, P. fragi, P.
luteola; Acinetobacter spp.: A. baumanii, A. Iwoffii, A. haemolyticus, A.
calcoaceticus, A. junii, A. pittii, A. anifratus.). Y psia MaideHTOB BCTpPEUACTCS
MUKCT-HHQUIMPOBAHUE PECTIMPATOPHOTO TPaKTa Pa3fiidHOW HETCEBJIOMOHAIHOM
rpaMoTpuliaTenibHoil  ¢opoil. Jlons mamumenrtoB, uHuiuposanHeix HTMB
cocraseT 0,9 %.

Jpyro#i ocobeHHOCTHI0 MEKPOMIIOPHI MPH XPOHWIECKON MHQEKINH JTErKuX
y OONBHBIX MYKOBHCUHAO30M SBISETCA pasiiddHas pPE3UCTEHTHOCTE K
aHTHOHOTHKAM MPEJCTABUTENEH OAHOTO M TOr0 JK€ BHAAa BO3OYAHTENS,
[IEPCUCTUPYIOIIETO Y OONBHOTO B JIETKUX. ITO O0YCIIOBICHO KaK ()eHOTHITMICCKOM
TETEPOrCHHOCTEIO, KOTOpas SABASETCH PE3yNbTATOM ANaNTalliil MHUKpPOOPTaHW3Ma
IpY NEPCUCTCHIWM MOJi BO3/ACHCTBHEM AHTHOMOTHUKOTEPANHM W/WIH WMMYHHOH
CHCTEMBI, TaK M ¢ M3MEHYHBOCTBIO, CBA3aHHON C I'CHETHMYECCKUMH W3MCHCHWAMI,
NPOHCXOJAIMMMH B OaKTEpHAX IpH MEPCHCTEHIUH - TPHOOPETCHUEM WK ITOTEpei
MOOWMIIBHBIX TEHETHYECKHX DSJIEMEHTOB, MMEIONMX B CBOEM COCTaBE I€HBI
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PE3UCTEHTHOCTH K aHTHOHOTHKaM. JlanHas 0COOEHHOCTh UMEET KaK KIMHUIECKOE,
TaK ¥ JMUAEMHOIOIMYECKOe 3HAYEHHE W JTOJDKHA PaccMaTpHBaThCsa Kak (akrop,
orpaHMHMBaOmEY  3(QQEKTHBHOCTD AHTHOMOTHKOTEPANHH, CIOCOOCTBYOMMI
BHDKMBAHUIO Oakrtepuii ¥ (QOPMHUPOBAHMIO XPOHWYECKOH HMHQEKIMH. JTOT (aKT
SIBJSIETCS BRKHBIM IS KIMHMIUCTOB M €I pa3 MOJATBEPKIACT HEOOXOAMMOCTD
WCCIIEIOBAHMS AHTHOMOTUKOYYBCTBUTEHLHOCTH BBIJCICHHBIX H30JATOB IIPH
Ha3HAYEHUH AHTHOMOTHKOTEPANUy M YKa3hiBaeT Ha HEOOXOAMMOCTD IIPHMEHEHMS
KOMOMHHMPOBAHHOH aHTHOMOTHKOTEPANHH NP JICYEHHA XPOHMYECKOH HHQEKIUH
y Gonbubix MB.

PasBuTHrio acmeprmuiesa Jerkux y mamueHtoB ¢ MB  cmocoGerByroT
HapylmieHHE MYKOIWJIMAPHOrO0 KIMPEHCa M HMMYHHOIO OTBETd, a Takke
[POIOIDKUTENbHAA aHTHOAKTEpUanbHas U TIOKOKOPTHKOCTEPOU/IHAS TEPaIys.

Kononusanus IpIXaTeNbHBIX myTedl v manueHtoB ¢ MB Aspergillus spp.-
BhIsIBIICHHE TpHOOB pona Aspergillus 8 >50% 00pa3moB MOKPOTHI WIH B TEYCHHE
>6 MeCdIeB B TOJl, OTCYTCTBHE€ HHCTPYMCHTAJIBHBIX NPH3HAKOB YXYIILICHHS
NEerOYHON (YHKIHHU, a TAKKE OTCYTCTBHE KIMHMYECKHX NPHU3HAKOB 00OCTPEHMUA
MB.

B nacrosimee BpeMsa HET YOEAWTENbHBIX JAHHBIX O HETATUBHOM BIIHASHUU
KOoNoHW3amuu Aspergillus spp. HBIXaTENbHBIX MyTeH Ha (QYHKIMIO JBIXaHUA
narerToB ¢ MB. Konoruzaims neixaTelbHbIX MyTeH nanueHToB ¢ MB rpubamu
Aspergillus spp. He SBJISETCS MOKAa3aHUEM /I HA3HAYEHUS MPOTUBOIPHUOKOBBIX
JIC.

Hawnbonee pactpoCTpaHEHHBIM OCIOXHEHUEM, O0YCIIOBICHHBIM Aspergillus
Spp., y namueHToB ¢ MB sBnsiercs anneprudeckuii OpoHXONETOYHBIH acIepruiuies
(ABJIA). ABJIA xapakTepu3yeTcs pa3BUTHEM PEAKIM¥ THIIEPIYBCTBUTEIBHOCTH |
THIIA IPY KOJNIOHW3ALMM JbIXaTeNbHBIX IIyTed Aspergillus spp., xoropas 06e3
JCYCHUs] NPHUBOAMUT K pa3BHTHIO (PuOpo3a nerkux u HEoOpaTUMON HBIXaTeIbHOM
HEAOCTATOYHOCTH. Y mnamueHToB ¢ MB WHBa3uBHBIA acmEprwuie3 BCTPEYAETCA
penKxo, dYamie KaK OCIOXCHCHHME TIIOCHC TpPaHCIUIAHTallMKM JeTKuX Ha (oHe
MMMYHOCYIIPECCHBHOM TEpAIUy.

WuBasuBHOrO mnopaxenus TkaHed Jnerkux mnpu ABJIA o6pgHO HE
npoucxonur, xotsa coderanue ¢ XAJI seisBnsior v 10% nanuenToB. OcHOBHBIE
Bo30ynutenu ABJIA — A. fumigatus u A. Niger.

XpoHuuecku#i acnepruimies nerkux (XAJI) mpenacrasmsger co0oi MeAIEHHO
[IPOrPECCUPYIOMUH NECTPYKTHBHBIH NPOIECC B JIETKUX, O0YCIIOBIIEHHBIH TprOaMu
Aspergillus spp., B paHee CymecTBOBaBIINX OpOHXO3KTa3aX, MOJOCTAX M TIp.
Onwucana reHeTHYecKas NPEIPacloNoKEHHOCTh K 3TOMY 3a00I€BAHHIO, CBI3aHHAS
¢ peduumToM win auchysakuues Th-17 mvdonuTos.



Mpuorue nanuesTsl ¢ MB fo passutug XAJl nony4any HHMAIAAOHHBIE HITH
HM3KME 103bI KOPTHKOCTEPOWIOB JJis CHCTEMHOr0 mpuMmeHeHws. Kpome Toro,
passuturo XAJl crmocoGCTBYeT MOBHIIEHHOE COJEpXKaHWe KOHHUAWH Aspergillus
Spp. B OKpyXamomiel cpefie, B TOM 4HHCIE B XKHIBIX H 14 NpoM3BOJCTBEHHBIX
nomemenusax. Ocuosusie Bo3Gynurenu XAJl — A. fumigatus, A.flavus u A.niger.
be3 neuenus XAJl npuBoauT K YXyANICHHIO Ka4eCTBa XW3HU NManuenTos ¢ MB u
YBEJIMYCHUIO JIETANBHOCTH.

SnnjgeMuoJorad 3a00JicBanus

Yacrora MB xonebnercs cpenu npeacraButenet esponeonos ot 1:600 no
1:17000 HOBOpOXAEHHBIX. B P® gacrora MyKOBHCIIUI03a COCTABIIAET O NaHHBIM
®I'BHY «MenukoreHeTHIecKui Hay4IHblid HeHTp uM. akanemuka H.II. boukosa»
1:9000 HOBOpOXACHHBIX.

Knunnyeckas kapTUHa MYKOBHCIIHA032

MyKOBHCIIHI03 MOXKET OBITH 3aMOZI03PEH MO CIEAYIONINM IPU3HAKAM

e Hanuune BHYTpHYTpOOHO mo JaHHBIM Y3U - rMIEp3XOreHHOro KMIICYHWKA,
MCKOHMEBLIH WIIEYC - IIPU POXKJICHUY;

e B nepuose HOBOPOXKICHHOCTH 3aTsDKHAS HCOHATAIbHAS KeNTyxa, uramun K-
3aBHCHMBIE TEMOpPParudecKye COCTOSHHS, MEKOHUEBBIHN UIIEYC;

e 3anepxka NpuOaBKM Beca, YacThiid, OOWIBHBIH, C IPHMECHIO XHpa H
3JI0BOHHBIM 3allaXxOM CTYJl, MOBHIILCHHBINA amlieTHT, B BO3pacTe MHOCJIE roja
SOM30/bl BHIMAJCHHUA TPAMOM KWINKH, OIU30ABI 3aIEpKKU CTyjia ¢
KIIMHWYECKUMH  NPOSABIICHUWAMH  YAaCTUYHOM WM TONHOM  KUIIEYHOU
HEMPOXOMUMOCTH (CHHIPOM JUCTAIBHON HHTECTHHAIHHONW OOCTPYKIHH —
CAHO);

e (C paHHEr0 BO3pacTa BO3MOMKHBI HABI3UMBBHIM KOKJIIOMICIIONOOHEIN Kamiems,
4acTO PELUANBHUPYIONIME PECIHPATOPHBIC HHOEKIUH C ABJICHUSIME OPOHXHTOB,
IIHEBMOHHY, MOMET OTMEYaThbCis CBHCTANIEE MbIXaHUE H/WIM «OpallbHAas
KpCOHUTallMaA», ONBINIKA, Kamenb ¢ BBLUICTICHWEM THOWHOM MOKPOTH, B TOM
YHCJIE BHE NEPHOAOB 00OCTPEHNs, BIAKHBIC PA3HOKAIMOCPHBIC XPUIIBI PA3HOM
CTENCHH JIOKAJIM3alMK B 3aBHCHMOCTH OT PaClPOCTPaHCHHOCTH IIPOLIECCa;

e B panpeM BO3pacTe OTMEYarOTCS SHHM30bl NPOSBICHWN CHHAPOMA IOTEPH
concH (THIIOKaNMEMHs, TUIIOHATPHEMHS, THIOXJIOpEMHs) — IIOTEPS Beca,
CPBITHBAHHUS, PBOTA, BAJIOCh, OTKA3 OT €15,

o «CoreHblii» NPUBKYC)» KOXKHBIX IOKPOBOB;

e Jlepopmanuu rpyaHOM KISTKH,

e @DopMHPOBaHHE NOPH3HAKOB XPOHHYECKOH THHOKCHH B BHAC JedopManuu
KOHIEBHIX (ananr W HOrTed mo tumy «bapabaHHBIX [ATOYEK» M «JaCOBBIX
CTEKOMN»;



IIpu3HaKy XPOHUYECKOTO FaiMOpPHTa, OJUIIO3HOTO CHHYCHUTA,

MyKOBHCIIHEO3-aCCOMUPOBanHbie  3a0oneBanus nedenn  (cysticfibrosis-

associatedliverdisease (CFLD);

PenyiuBupyIOye AHKPEATHTHL;

DHIOKPHHHAS HENOCTATOYHOCTh MOMKENYIOYHOH ene3bl (MyKOBHCIHIO3-

3aBHCHMBIH caxapusii muabet (M3CL));

V GonbIIMHCTBA MAIMEHTOB MYKCKOTO 110JIa CHHKEHA (PEPTIIILHOCTS.
Ta6muna 3. Knuaugeckue nposeiicHus, Tpedyromme qudQepeHianbHoro

nuaraosza ¢ MB

Bospact

CrMOToMBL 1 CHHAPOMBI

Ipyasoit

PensanBHp YOS Wil XPOHIHIECKHE PECIIHPATOPHLIE CUMIITOMBL, TaKHEe
KaK KailleTh HIH

OIBIEa

PeruauBHpYIOHas iiH XPOHHICCKas THEBMOHHA

OTtcraBanne B GH3HYSCKOM Pa3BHTHH

Heodopritenssiii, 0mIsHENL, MACTHHCTHIN B 37I0BOHHBIA CTY.I
Xponuyeckas AHapes

Baimagensie OpaMoil KHIIKH

3aTsmKHas HEOHATATHHAS JKEITyXa

ConeHblii BKyC KOXH

TensoBoit yAap WiH Aerdapartaiiis py XKapKoH noroje

XpornuecKas FHIOIEKTPOIUTEMYA

JlaHHEie ceMelHOro aHAMHE3a O CMEPTH ACTeil Ha MEPBOM oAy HKU3HHU WIH
HaTHaHe

cHGCOB CO CXORHBIMY KIIHHNISCKUMY NPOABICHUSMH
TunonpoTerHeMHES / OTEKH

MexonueBsi Hieyc

Jomxoasaeil

@ ® ®» o o @ © © 6 e o ©®

Croiikuif Kamrens ¢ il 0e3 rHolisol MoKpOTHI

JyarAocTHYecKH HescHas peHAHBUPYIONIas MTH XPOHHIECKas ONBIIIKA
XpoHmgeck#ii THOHHBIH/ IO HMIIO3HO-THOWHEIN CHHYCHT

OtcTaBanne B BECE H pOCTe

Brinazenue npsMoH KUIIKH

Hasarusanms

Xponudeckas AHapes

CrvirroM «OapabaHHBIX HaT09EK»

Kpucramwis: cond #a koxe

TI'unoronugeckas Aeruaparalys

TunosmexTposnmTeysst H MeTab0oIHIECKH aTKaio3

TemaroMeranss HiN FHarHOCTHYECKY HECHOS HapymieHue GyHKIm
HeYEHH

Hixorsunif

® ® o o o & o o

XpoHHYECKHE PECIHPATOPHEIE CUMITTOME] HESICHOM 3THOJIOTHH
Pseudomonas aeruginosa B MOKpoOTe

X poHHYCCKHI CHHYCHT

Hazansnanii nonunos

BposxoskTasst

CunvrroMm «Gapabannsix nancuex»

Xponrugeckas AHaped

CuzapoyM ANCTaTHOH HHTECTHHAIRHOH ofcTpyRumm
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Tlaskpeatur

Tenatomeraass

Brnanenue npgayol KHIIKH
CaxapHsrif 77abeT B COYETaHHH C PECHMPATOPHBIMA CUMITTOMAMH

3aboneBanne neseHl HescHOoH STHOIOTHY

Tlozpoctku u
B3POCIHEIE
Ilaskpeatur

O1cTaBaHHe B pocte

¢ ®© e o o o ¢ © o o

THoligoe 3aboieBanHe JerkKHX HesSICHOH 3THOJIOI UK
CrvnroM «0apabanHbiX TaIo9eKy

CunapoM AHCTAIEHONH HHTECTHHATBLHOH oOCTpyKIH
Caxapuotii quabeT B COYSTaHUY C PECTIAPATOPHEIMY CHMIITOMAaMHU
Tpu3Haky HEppo3a HEe9eHY U MOPTAIbHON IHIIEPTEHIHH

3afepikKa MOI0BOI0 pasBHUTHI
VindepTrIEHOCTD © 2300CHCpMUeH Y JHHI| My/KCKOTO JI07a
Crmxenne GepTHABHOCTH Y JIHII KESHCKOI'O 110713

Tabnuna 4. Kimaugeckue HposBICHHA, XapaKTEPHBIE {11 MYKOBHCLHI03a

Bricoxocnenudugnanie nius MB

Mesnee cnemdugnsie a1 MB

Co CTOpOHBI CHCTEME] THIIEBAPEHIA:
e MeKOHHEBEIH HIIEYC
e DOK30KpHHHAS HEAOCTAaTOFHOCTD
TO/DKEITY JOYHOH JKEe3bl y JeTel

Co CTOpPOHBI CHCTEMB] NTUNIEBapEHH:
e OtcraBadie PU3UIECKOrO PA3BHTHIL
e T'mmomnpotenHeMus

e Jledumur JKUPOPACTBOPHMBIX
BHTaMUHOB

e CusapoM AHCTANLHOW WHTECTHHATBHOW
oOCTpYKIHH

e PexTanbHBIN Npornanc

o  BmmmapHsIil Huppo3

e [IloprauisHas FUNEPTEH3HA

e XKb y pereli 0e3 reMONWTHYIECKOTO
CHHIApOMA

o I[lepBudHBIH CKIIEPO3UPYIONHH
XOJIaHTHT

e DK30KpHHHAA HETOCTaTOYHOCTh

TIOKETYAOYHOM JKENE3bl Y B3POCHBIX
e PerunuBupyONil IaHKPEaTUT

Co cTOpOHBI ABIXaTENbHBIX ITyTEH:
e XpoHHdeckas MHQEKIHA, BHI3BaHHaA
MyKoHIHOI Qopmoii Ps. acruginosa
e DBpoHXO3KTa3hl B BEPXHHX JO/AX 00OHX

Co cTopoHBI ABIXaTeNbHBIX MyTeH:
e XpoHHYEcKas MIH pEHUAHBHPYIOMAS
uHGEKIK, Bb3BaHHas S. aureus, P.
aeruginosa, Achromobacter spp., H.

AETKIX Influenzae
e IlepcucTupyromas HHQEKIHS, e PedTreHonoOrHYecKHe MIPU3HAKU
BEI3BaHHA4 B. cepacia 6pOHX03KTa30B, aTeNeKTa30B,
e Xpomm4ecKHi runepuHGISHHY  WIM  XPOHHYECKas
THOHHBI TOTHIO3HOT HOHHEE CHHYCHT HHQUIAETpaLKsd Ha pEHITeHOrpamMMe
OprasoB FpyAHOH HONOCTH
e KpopoxapkaHbe, CBSI3aHHOE c
midbdVIHEIM  TIOpaKESHHEM  JIETKHX,
OTAHYHEIM  OoT Tybepkynesa  umd
BacKyJ/uta
e XpoHwUeCKMH WM TPOAYKTHBHEIA
Kamiens
¢  Asepryueckuid 6porxoxerouge

il




acTepruries
e  XpOHHYECKHH
THOHHEIH/ TOTHIIO3HOTHOMHEIN CHHYCHUT

e PeHITeHOTOTHYECKHE ApU3HAKU
XPOHHYECKOTO NIAaHCHHYCHTA
Jpyroe: Jpyroe:
e CHHAPOM 3MEKTPOTHTHBIX HApyHICHHH e VYTonmmeHHe KOHIEBHIX (agaHr
e BpoxneHHOe JBYCTOpOHHEE OTCYTCTBHE e  OCTeoneHHs1/0CTE0NIOPO3 B BO3pacTe

CCMABBIHOCHIIHX IPOTOKOB

JinarsocTEKa MyKOBHCIH/I03a

1. XXanoOwl 1 aHaMHE3

OmsukaneHOE 00CITeI0BaHlE

3. JlaGoparopHbic THATHOCTHYECKHE HCCICTOBAHU

e Tectsl i ycraHOBRNEHHMs JuarsHoza Myxosucuunos (MPTI,

WPT2, noroBas npoda)
MoneKyispHO-TeHETHIECKOE WCCIEIOBaHNE TUTSE
wnenTndukanuu myraruii resa MBTP (CFTR)
KivHu4eckuii aHanys KpoBH
BroXuMHUYECKHI aHaiW3 KPOBH (IJIIOK032 KPOBHU, o0mMi Oelnok,
amsbymun, ACT, AJIT, ramma-rmotamuiaTpadcepasa, IO,
XOJICCTCDUH, TPWINHIIEPHIbl, WOHOTpaMMa, aMmiasa, JIWIasa,
obmmii OwimpyOun, cBOOOAHBIA U CBSI3aHHOTO OwWIMPYyOUH,
uccreaopanue ypopas C-peakTuBHOro 0enka, Kanpius, hocdopa
KPOBH, JKeJie30 KPOBH, KpEaTHHWHA CHIBOPDOTKH KpPOBH U
KnmupeHca kpeatunuHa, 25-OH Buramwnaa JI, MOHWTOpHHT
ypOBHEH xkupopactBopuMbix ButamMuHoB (A, E, K) u Buramuna
B12)
Koarynorpamma
I'nukupoBanssiy Hb
OI'TT
KOC (mccnenmoBanue KHCIOTHO-OCHOBHOTO COCTOSHHMS W T'a30B
KPOBH, HCCJIeIOBAaHHE YPOBHS Oy(epHBIX BENIECTB B KPOBH)
OO6muit asanu3 MOYH
Onpenenenre HAWMYIUSA TAHKPEATWICCKOW HEHOCTATOYHOCTHU
(OHpeIeeHIe aKTHBHOCTH MAHKPEATHIECKOMH dIacTassl-1 B Kajie)
PexoMeH10BaHO BceM MAIMEHTaM MYKCKOTO ITOJIa B BO3pacTe
crapmie 15 yer ¢ MyKOBHCIUAO30M NPOBECHUE CIIEPMOTPaMMEb]
U MOJICKyJisspHO-TeHeTHdeckoro (ananus reHa CFTR, ecnm He
ObU1 paHee BBIMIONHECH) WCCICHOBAHMA C IENBI0 ONpeNeIeHus
TIPOTHO32 U TAKTHKH PEHICHHSA BONPOCa PEIPOLYKIIUH
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4. Mukpobuonorudeckas JuarHocTuKa
e MuKpoOHOIOTHIECKOE WCCIJICIOBAHHE MOKpPOTBI WA
opo(apuHT€aTbHOTO Ma3Ka A/ XKHUJIKOCTH
OpOHX0aNBBEOIIPHOrO JaBaXa JUIS MACHTH(QHKAIMH MaToreHa/-
OB ¥ OIPEJCTCHNA YYBCTBUTEILHOCTH BBLAEIEHHON MUKPOGIIOPHL

[pu wHTEpTpETAIUN PE3yNHTATOB ONPEACTICHNA 1yBCTBUTEILHOCTH CIIEAYET
rcnoas308ath norpannynaeie 3adeHus EUCAST 10.0 g ounenku pesynsrara mo
OJTHOH U3 TPEX KaTeropuil YyBCTBHTCABHOCTH:

Y - UYypcTBUTENbHBIM NpH CTAaHOAPTHOM PEXUME  JO3UPOBAHUA:
MHKPOOPIraHU3M OIICHHBAeTCH Kak «UyBCTBUTENBHBIN IPH CTAHIAPTHOM DPEXHUME
JO3UPOBAHHA» B TOM CIIyJae, €CIId YPOBCHb AKTHBHOCTH IPOTHBOMHKPOOHOTO
mpenapara CBWICTEHBCTBYET O BBHICOKOH BEpOATHOCTH 3Q(PEKTUBHOCTH TEpaluu
MIPU CTAaHAAPTHOM PEXUME JO3UPOBAHUA.

Y - YyBCTBHUTEIbHBIM MpPH YBECAWYCHHOW 3KCIIO3UIAWA: MHUKPOOPTaHU3M
OIlCHWBAETCs KakK «UyBCTBHTENBHBI MpH YBEIWYEHHOH SKCHO3UIUU»™, €clu
YPOBEHb AaKTHBHOCTH TIPEMapaTa CBUWJETENLCTBYET O BBHICOKOH BEPOSTHOCTH
3G(PEKTHBHOCTH TEpaNWy TPH YBENWUYCHHM OSKCIO3MIMH Ipernapara IIyTeM
KOPPEKIIUK PEXUMa JO3WPOBaHHUA WiKM Onarofaps ero KOHIICHTpallud B Od4are
MHQEKIIN.

P - PesucreHTHBIN: MUKPOOPraHH3M OICHUBACTCS KaK «PE3UCTECHTHRIN IPH
BBICOKOW BEPOATHOCTH TEPANECBTHYECKON HEyHauyd JAaXKe TMpPHU YBEIHMYCHHOU
SKCTIO3UIMM  Tpenaparta. FOKCHO3WIMA OTpPakaeT 3aBHCHMOCTh  BIIUSHUS
MIPOTHBOMHUKPOOHOTO Mpenapara Ha Bo30yauTend B odare HHQEKIHMH OT IyTH
BBCJICHHsA, JIO3Bl, WHTEpBana JO3MPOBAHHA, TPOJOIDKUTENIBHOCTH WHOY3UH
npernapara, a TakKe ero paclpeielicHus 1 NYTH BLIBSICHU.

e Meron IIIIP mig WCKIIOYEHHWS HAMYUA B HCCICAYEMOM
Marepuane Mycobacterium tuberculosis complex (MTBK)
5. WHCTpYMEHTANRHAIEC METOBI HCCICIOBAHUS
e Penrrenorpadus Jerkux
e KT nerkux
e KT OHII
e A0momuHanbHAg peHTreHOrpadus
e PeHTreHOACHCHTOMETpHA (JeTsaM cTapuie 8 JIeT, paHee - TOIBKO
10 MOKA33HUAM)
e Cnupomerpus
e Ilynecokcumerpus
s OKT
6. YnbTpa3BYKOBBIC HCCICAOBAHMNT



e Y3U opraHoB OproniHOH NONOCTH
e Oubpo31aCTOMETPHA IEYCHU
e V3HU opranos momonku, TPY3U (Myxuunawm crapme 15 ner)
e Oxo-KI'
7. DHIOCKOMWYECKUE METOIBI HCCHEOBAHNS
e OLNIC
e PexropomaHoCKONNA
8. KoHcynpraigusa ClieliaiiucToR
JIOTIONMHUTENBHEIE UCCIIEIOBAHNS IPOBOASTCS 110 MIOKA3aHUAM.
Jindpepennransaas THATHOCTHKA
HambGonee wuacTeie Ho30mormgeckue (opMel uid  JUQQEpEeHIHAIBHOIO
nuarao3a npu MB:
® BpOXJICHHbIC aHOMAaNINH OpOHXUANBHOTO JiepeBa (KT,

TPaxeoOpOHXOCKOIHS);
e TyOepkynesHas uHbekmud (KOHCynbTallld Bpada-(Tu3uaTpa, nmpobda
Manty, npH HeOOXOHHUMOCTH — AUICPreH  TyOEpKyJIe3HBIN

pPEKOMOMHAHTHBIN, KBAHTHHEPOHOBHIN TECT);

e pPMMYHOAEQUITUTHOE cocTosHue (HeoOXoAMMa KOHCYIbTAIUs Bpada-
MMMYHOJIOTa (QJUIEprONOTaMMMYHOJIOTa), OIMpEACIICHHE YpOBHEH
MMMYHOTTIOOYNIMHOB OCHOBHBIX KitaccoB (G, M, A, E), a taxxke, 1o
HOKa3aHUAM, CyOKIaccOB MMMYHOTJIO0YIIUHOB, YPOBHA U (yHKIHH T-
KIIETOK, B-kierok, ¢aronuro3a, KOMIIOHEHTOB KOMIUICMEHTA,
€CTECTBCHHBIX KWJIJIEPOB, TECTHI HAa BHPYC HUMMYHOAEQHIMTA
yenoseka (BAY);

e mnepsuuHas nunuapnas guckumHesws (IIII) — pecnuparopsie
CHMIITOMBI, CXOHBIE ¢ MYKOBHCHHI030M, HpH OTCYTCTBHM YacCTOI0
OOMJIBHOTO CTyla C MPHMECHIO JXHPAa M 3JI0BOHHBIM 3aIlaxoM,
«COJIEHOTO» TPHBKYCAa KOXKHBIX MOKPOBOB MOIYyT HaOMONaTecd
NAllMEHTOB C MEPBHYHOH IWIMAPHOW AMCKHHE3Wed. XapaKTepHbIE
KITIMHWYECKUE NPOABICHHA: XPOHUYECKHH OPOHXUT, OPOHXO03KTAa3H! (Y
YaCTH MNAIMECHTOB), XPOHWYECKHH CHHYCHT, XPOHHYECCKHI OTHT
(tpuaga KaprareHepa y T[IONOBHHBI TAIMEHTOB IIEPBHYHOM
UITHAPHOU JIACKUHE3UEH COTIPOBOMKAAIOTCS CXOIHBIMU
KIMHAYEeCKUME TIPOABIICHHMAMH W OOpaTHEIM  PAacHONIOKEHHUM
BHYTPEHHUX OpraHOB), MATONOTMYECKHE H3MEHEHHS IO JaHHBIM
CBETOBOM MHUKDOCKOTHH {OTCYTCTBHE NBIDKCHWSA WIM HEAJEKBATHBIN
DATTEPH JBIDKEHUSA PECHHYEK MEPUATENRHOTO DSIWTENMI) HW/IIU
ONEKTPOHHOM MMKDOCKONHMH (IATONOTHS CTPOCHUS PECHHYEK)
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OuonTara CIM3UCTOM 0000YKKM HOca W/wiu OpOHXa, TEHETHYECKOE
uccaenopanue (C MOMOMIBI0 MaHeneH, Bkmovaromux reesl DNAHS,
DNAHI11, DNAI1, DNAI2, NMES (TXNDC3), DNAL1 , CCDCI151,
CCDCl114, ARMC4, CCDCl114, ARMC4, CCDC103, DYXICI,
SPAGI, LRRC6, DNAAF2, DNAAF1 (LRRCS50), C2lorf59,
DNAAF3, ZMYNDI10, DNAAF5 (HEATR2), HYDIN [84], RSPHI,
RSPH9, RSPH4A, RSPH3, DRC1 (CCDC164), GAS8 (DRC4),
CCDC65(DRC2), CCDC39, CCDC40, OFD1 (pemxmii ¢eHoTHI),
CCNO, RPGR u MCIDAS (nBa mnocneaHux — NWTMEHTHEIE
PETHHUTHI, OOBIYHO AHATHOCTAPYEMBIC Y B3POCIBIX ITAlMEHTOB), KaK
CKPHHHHT-METOJI MOXeT OBbITh HCIIONB30BaHO HCCIEHOBAHHE YPOBH:
OKCHIAa 230Ta B BBIIBIXaCMOM Ha3aJIbHOM Bo3JAyxe (y OOJBHIMHCTBA
HAIMEHTOB C ICPBHIHON IIIHAPHON NUCKHHE3neH — cHuxkeH, cM. KP
110 OKA3aHHIO MEIUIMHCKON TIOMOIIH JIETSIM C NEPBUYHON IIUITUAPHON
JIACKUHE3UEN).
Hubdepernnmanbaas IUarHoCTHKa MEKOHHAIBHOIO HiICyca:

e bonezns ['mpumpyHra, HEHPOUHTEC TUHAIBHAS AUCILIA3HS

e BryrpuyrpobHas wH(EKIMsA, BHYTPUYTPOOHBIH HEKPOTHU3HPYIOIIHM
SHTEPOKOJIUT HOBOPOXKACHHOTO

e BayTpuyTpOOHBIH IEPHTOHNUT, a/ITC3UBHBINA IEPUTOHUT

e [lopakeHHs HEPBHOTO aNNaPaTa TOJCTON KUIITKH

O01ine NpUHIAILI TCPANHHA NPH MYKOBHCHH03€

1. MykonutH9eckas Tepanus;

2. Dbponxonwutw4eckas TEpaius;

3. AwnTtubakTepuanbHas Tepanus (COrlacHO pe3ynbTaraM IOCEBA MOKDPOTHI H
OMpEAEICHHUS YYBCTBUTEIHHOCTA K aHTHOMOTHKAM);

4. Tepanus BHEHIHECEKPETOPHONH HEAOCTATOYHOCTU MOJKENYIOUHOHN KeJe3bl
(nmankpeaTuH, KPEOH);

5. Tepanusa >HOOKPUHHON HEHOCTATOYHOCTH TOMKETYJOYHOM >Keje3bl (1o
MTOKa3aHUsIM);

6. Tepanus nopakeHus NeYCHH (IPenapaThl YPCOAECIOKCUXONUBON KUCIOTHI);
7. Tepamusg ocTeonoposa (konekanbiEdepon);

8. Hppwranmonsas tepanus npd Hanwaud XPC (mpoMBIBaHHS ITOJIOCTH HOCA
m3oronndeckumu (0,9%) win runeproandeckuMu (3%) coJieBBIMU pacTBOPaMH);
9. Tepanus apixatenbHOM HEIOCTATOYHOCTH (KUCIOPOIOTEPIINSA ),

10. Ilaroremermueckas Tepanus (uBakagpropiymakadTop);

11. Tepamms npenaparaMy JApYIrHX TpyYOH H/HIH O OCOOBIM IIOKA3aHHSIM
(npumenenue I'KC, HIIBII, anerwunmcrens);

[
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12. ®usunoneuenue (KuHE3IUTEpams, JeueOHas QU3KyIbTYpa);
13. Jmeroreparnus;

14. Buramunorepanus;

15. Xwupypruueckoe JcucHUe (110 IOKA3AHUIM).

Hoxazanna AJig TOCHATAIN3ANHYU

1. Tsoxemoe o0ocTpeHHe OpOHXONErOYHOIO Ipolecca ¢ NPH3HAKaMH
JbIXaTCIbHON HEJIOCTATOYHOCTH.

2 Jlerounoe KpOBOTEYCHHE, KPOBOXAPKaHbE HEKYITHPYIOMIEECs.

3.  IImeBmoOTOpAKC.

4.  Kposoredyenre W3 BapuKo3HO-pacmiupeHHelx BeH (BPB) mumesoma, BPB
BEPXHHUX OT/ACNOB JKEIYAKA.

5. [Ipu3naky xuNIe9HON HENPOXOAUMOCTH

6. CuugpoM moTepu cojied (mceBmo-baprrepa CHHIPOM — THIIOKAJIMEMUS,
TMIIOHATPHEMHS, THIIOXJOPEMHS, aNKajio3) TKEIOH CTeNeHH, Tpedyromui
KPY[JIOCYTOYHOTO MOHHMTOPDWHTE JJIEKTPOJIMTOB, BHYTPHBEHHOIO  BBEICHUS
3NEKTPOJIATOB.

7. Heo0xoauMoCTh TPOBEICHUS TUIAHOBOW WM, IIPU PAa3BUTUY HETDKEIONO
000CTpeHHs, BHYTPDUBCHHOM aHTHOAKTCDHAJIBHOM TEpaluyd IPH OTCYTCTBHH
BO3MOXKHOCTH IPOBEICHUS €€ B YCIIOBHSAX AHCBHOTO CTAlMOHApa WIK CTALMOHApa
Ha JIOMY.

8. Heo0x0auMoCTh TIAHOBOTO ONEPATUBHOIO BMEIIATENLCTRA.

9.  VYcraHOBKa BEHO3HBIX [TOPTOB, FACTPOCTOMBL.

10. HeoOXoamMOCTs ONEPATHBHOIO JICUCHHA OCIOKHEHUH MYKOBHCIIHI032
(monumoToMus,

1. pajyKanbHasd TauMOPOTOMMsS, CIUICHIKTOMUSA, CKJIEPO3UPOBAHUE BEH
MUOIEBOAA H T.J1.).

11.  Octpoiil TaHKpeaTHT U OOOCTPEHKE XPOHUIECKOTO.

12. TpaHcmiaHTanus JIETKUX, ICYCHH.

13. Tepmunanbnas pa3a MyKOBHCIIHIO03a.

14.  Jipyrue, He CBA3aHHBIC C MYKOBHUCLHIO30M XKU3HEYTPOKAIONINE COCTOSHHIS.

Ilpodunakruka u nUCHaHcepHOe HA0JIIOEHNE NMANHEHTOB ¢ MYKOBHCIHI030M
Cnocobos nepeuuHoi npodumaktuku MB — He cymectByeT. B kadecTse
MEpP BTOPHUYHOH NpodHNakTUKH 3TOro 3a00NeBanus BRICTYIIAIOT:
1) noponoBas IAarHOCTHKA

2) HeoHaTansHas quarsoctrka MB.



PexoMenayercs BCeM TNAalMEHTaM € MYyKOBHCHMIO30M, IUIAHHPYHOIIUM
JIETOPOXKICHUE, KOHCYJNbTallHs Bpada-TeHETUKA M MOICKYIIPHO-TCHETHYECKOE
obcienoBanye Cynpyra/cynpyra Ha HocurenscTBo Mytanmii resa CFTR. B ciiyqae
o0HapyKEHUS TIATOTCHHBIX BAPUAHTOB DPEKOMEHIYETCS MPCUMILIAHTAIOHHOE
reneruueckoe Tectuposanue (I1I'T-M) na MB.

PekOMEHIOBAaHO NPOBCACHHE BAKLIMHAIMH COIIACHO HANHUOHAJIBHOMY
KAJICHJApI0 TPWBUBOK ¥ KaJCHAApI  MPOQPHIAKTUYCCKMX MPHUBUBOK IO
JMHUACMUYECKAM NOKa3aHHIM. BakKHHHPOBATh JeTed peKoMeHAyeTcs B a3y
pemuccus, Ha (oHe CTaOHIBHOTO COMAaTHYECKOTO COCTOSHHS M IIPOBOAMMOM
TEpanuu.

O0s3aTebHO MPOBEACHHE MPOQUIAKTHKY IIEPEKPECTHBIX HHQEKIHUA C
MYKOBHCHHIO30M ISl BCEX COTPYAHMKOB MEIWIMHCKHX YYPEKICHMH, CTPOroe

COGJIIOILCHHB IIpaBuJl aCCHTHKY ¥ aHTHCCIITHKH.
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Zarogenue

MYKOBKCHE,HO?) — XPOHHYECKOC HCU3JIICHNMOC 3360H6B3.HHC, HO3TOMY

ManyeHTsl HY)XAawTCd B aKTHBHOM AHCIIAHCCPDHOM H36HEOI{GHB}I ¥ HCIPCPBIBHOM

JIedeHUN. Y OJJHHUX MAalEHTOB, HECMOTPs Ha CBOCBPEMCHHYIO AHWArHOCTHKY H

aleKBaTHYI0 TeEpamuio, TOpaKEeHHE OpOHXONEro4YHON

CUCTEMBI

OBICTPO

IIPOTPECCHPYET, Y APYIUX - AHHAMHKA H3MEHEHHH Oonee OnarompusTHa. MHOrue

HauyueHTHI JOXKUBAIOT A0 B3POCIHOro 1 AaXe 3pejioro BoO3pacrta.

ANTopHTM JeHCTBHH Bpada

Hameurc TOZ0SpSImNeN Ha MYEOBUGNISS

{nanaTsKTa
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