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NMPEAUCAOBUE

Te, kmo pabomaem 8 CHeYUATUSUPOBAHHBIX YEHMPAX NO JEHEHUI) KUCO3HO2O
@ubposa (mykosucyudosa), 3uarm, umo pooumeiu U Ccamu
nayueumuv 3a0ar0m MHO2Ue GONPOCHl U CMAPANOMCA HA HUX
omeemums KaK MOdCHO aAyuuie. Bvieaem mpyono yooeremeopums
nompebHocmsv 6 UHoOpMaAyuUU 6 NOAHOU Mepe, XOma Obl NOMOMY,

umo 80MPOCH yacmo  3adanwmcs 6 MoOMeHmMbl u 8
obcmoamenvcmeax (ocobenHno neped NoAyYeHUEM pe3ylbmamos
AHANU308), NOAHLIX MPEBOHCHOZO  OXCUOAHUA, U, MAKUM

obpazom, uHGopmMayus Modcem GOCHPUHUMAMbCS HENONIHOCMDbIO
uiu HenpasuivHo. Mzeecmuno, umo obuenue mednncoy epavamu u
nAyueHmamu ¢ ux pooumensimMu He s18AAeMCS U He Modxcem Obimb
OOHOKDAMHBIM MUMOLEMHBIM CcOObIMUEM, @ nNpeocmdasisiem
coboti OnumenbHbli NpoOYecc, KOMoOpvli Npooordcaemcs pa3 3d
pazom 6 npoyecce JCU3ZHU naAyueHma u ezco poOHwbIX. H3eecmno
makdice, YMo Mo OaumenbHoe odweHue mpedyem 63auUMHO20 6HUMAHUS U YCUTUTL CO
CMOpPOHbL MeOpaAbOMHUKA, UMOObl NOOCMPOUMbCS, HAUMU 63AUMONOHUMAHUE CO
CBOUM NOOONEUHBIM, MAK KAK 9MO SAGIAEMCS OCHOBHbIM 8 €20 pabome.

Bosnukaem eonpoc, modcem au 6 npoyecce 3mozo 0OWeHUsi NPUCYMCMBO8ab
Hekoe 6cnomozamenvhoe nocooue, UHGOPMAYUOHHBIE MAMEPUATBL 8 NUCbMEHHOM
sude, 4moobbl UX MO2IU UCHONb306AMb U NAYUEHMbI, U UAEHbl UX ceMell, U camu
meopabomuuxu. [ pynna uHUYUAMUEHBIX COMPYOHUKOS DA3TUYHBIX YEHMPOE HO
Jleyenuio  Mykosucyuodosa, komopas coopanace ¢ 2008 200y ma ywebnom xypce,
NOCESIUEHHOM 0OMeHy uHpopmayuell 8 meouyune, NOHALA, YMo NOO0OHOe nocobue
OvL10 OBl OueHb NONe3HO Npu obWeHUU MeOPpAbOMHUKO8 C NAYUEHMAMU U UX
POOCMBEHHUKAMU, KOMOPOE MO210 Obl NPOCHBIM SI36IKOM 0OBSCHUMb NOBCEOHEBHbIE
6eUU, C KOMOPLIMU eAHCEOHEEHO NPUOEMCSL CIATIKUBATNBCSL.

Bo ecém mupe, ¢ mom uucne u ¢ Hmanuu, cywecmeyem MHONCECMEO KHUZ,
bpowiop, y4eOHUK08, CO30AHHbIX O/ NAYUEHMO8 U UX POOCHBEHHUKO8, 8 MOM HUC/e
no onpocam npakmuyeckoz2o aedenust. IIpogeds ananus amo2o mamepuana, y4eonas
epynna yb6eounace, 4mo ecmov ewé HepacKkpvimvle GONPOCHLL NO IMOU meme U
cywecmeyem  HeoOX0OUMOCHb — GbINYCKA — UHMOPMAYUOHHBIX — MAMEPUALo8 no
60NPOCAM, KOMOpble GO3HUKAION NOBCEOHE6HO, UCX00sl U3 OnblMa Je4eOHOU
npakmuku 6 Llenmpax MyKogucyudosa, onupascb HA 60NPOCHL 6 DIEKMPOHHBIX
uyamax, Ha opymax, 8 pyoOpuKax 60NPOCO8 U OMEEMO8 Ha HEKOMOPLIX C UHMEPHEN-
Caimax nocesAUEHHbIX MyKOGUCYUOO3Y.

Taxum obpazom 6viia co3oawa sma kHuea. Ilepgviii mom noceésawén nepeou
ecmpeue ¢ OONE3HbIO, OCOOEHHO BONPOCAM, KACAIOWUMCS OUASHOCMUKU, 8 KOMOPbIX
Ppooumeny uUMelom camylo 3HAYUMYIo poib, U OISl KO20 npedcoe 6ce20 OHA U Ovlid
Hanucauna. B ném, HACKOIbKO 3MO 603MOJNCHO, OUEPUEHbL U PACKPbIMbL GONPOCHL
KAUHUKU, 00We2yManHble 80NPOCHl, BONPOCHL 0OWEHUS 68 Nepeble MecCsiybl U 200bl
orcusHu pebénka. Bo emopou wacmu oceewjaromest npodiemvl, 803HUKAOwUe nepeo
pebénKkoM U  nOOPOCMKOM, KOMOPHIL 6XOOUM 8 MUup WKOAbl, O0O0WeHus Cco
CBEPCMHUKAMU, USP, KO20a NPOUCXO00UmM CPABHEHUe, COnOCmasienue cebs ¢ opyeumu
a00vMmu. Bmopoti mom obpawén manpamylo K noopocmkam u 83pOCibiM U
nooHuMaem 60npocvl OGONE3HU, KOMOPAsi PA36USACMC 6 DA3IUYHOM 6ude U 8
PA3IUYHOU CIEeneHy nepecekaemcsi ¢ UHmepecamu u nianamu 601bHO20 4elo8eKd, ¢
Mupom e2o Opysetl, cpedHell WKobl, pabomsl, C60000HO20 8PEMEHU, COYUATLHLIX U
IMOYUOHATILHBIX ACNEeKmo8. B xasicoom u3 08yx momoe ecmv mpembvs 21a6d, 6
KOmopoti 6 yuebHol opme onucvleaiomcs obwue 60npocvl 6oNe3HU, eé npudUbL,
nposenenusi, €€  pasgumue, ¢  COOMEEMCMEYIOWUMU  JleHeOHbIMU U
peadbunumayuoHHbiMU ROCIEOCMEUIMU.



Hamu wne cmasunoce yenvio cozoams 04epeonoll HeOOMLUOU MEOUYUHCKULL
MpaKkmam no MyKOSUCYUOO03y. OJid 3M0o20 CYueCmsyiom opyaue UCMOYHUKU.
Hosmomy Ovinu oceeuenvl He 8ce 80NPOCHL, U A3bIK UCNONB308AICA, HACKOALKO MO
B03MOJICHO, NpPOCMOlL, adanmuposanusiti. Mvl cmapanuce 6vlbpams  3010MYI0
cepeouny medxHcoy cneyupuyecKkumMu HayyHolMy mepMuHamu U HeobXo0umMoCcmolo Kax
MOJNCHO y4uie O0OBACHUMb CYMb HPOUCX00AWe20, CMapasch OOHeCmU OCHOBHble
HeoOX0OuMble 3HAHUSA C  YYEMOM NOBCEOHEBHOU OCO3HAHHOU HeobXo0uMocmu
neyenus. [na obnecueHuss NOHUMAHUA CHEYUATbHBIX MEPMUHO8, 8 KOHUe KaAHCO020
moma ecmo cio8apb Hauboree ynompeoisiemMbix mepMuHos.

Ilepsoviii mom npeouasuauen, npescoe cez2o, 01 pooumenell, HO U Oemu Mmoxice
Mocym Haumu omeemvl Ha Haubolee pacnpocmparenHwvie eonpocwl. Ilpednacaem
Hayamv ¢ YmeHust GONPOCO8 U OMEENO8 U NPU IHCENAHUU YeryOumv 3HAHUS NO
HOYUMAHHBIM BONPOCOM — 0bpamumsbcs Kk mpemovell enase. Bmopou mom obpawén
HEeNnocpeoCcmeeHHo K NAyueHmam, HO U mam npedideaem Yumams GONPOCHl U
omeembl, ¢ NOCNEOYIOWUM 0OpaweHuemM K mpemvell 21aee npu HCeranuy noayyums
bonee pazeépHymyro uHpopmayuio.

Cooeporcumoe 08yX MOMO8 3A0YyMbIBANIOCH, npedcoe 8ce2o, 0Nl NAYUEHMO8 C
MYKOBUCYUOO30M U UX POOCMBEHHUKOS, HO makdice O01si MeOpabomHuKos obuezo
npouis, 8 Hadedcoe pazdeiums ¢ HUMU XOmMs Obl OmMuacmu 3a0ayy 00uwjeHust ¢
nayuenmamu u, npexcoe 6cezo, my ammocepy, Komopylo cozoaem 3mom mpyo.



1. NMEPBBbIE TOAbI XXU3HU

Omo nepsas enasa, & Komopou 0yoym paccmompenvl Hauboiee odugue u
cneyuguyeckue npobremvl, KOmMopvle 603HUKAIOM ) OONbHO2O MYKOBUCYUOO30M
pebenxa om pooscoenus 00 3-x nem. Ona HAUUHAEMCSA C MOMEHMA YCHMAHOBNEHUS
0uazHo3a, Npoxoos uepe3 CMAaouu MNOAGLEHUS NEPEbIX CUMNINOMOS CO CHOPOHB
NUWYesapuUmenbHo20 MpaKkma U OpeaHo8 ObIXAHUA, ¢ AKYEHNMOM HA BONPOCH POCHd,
KOpMAEHUS, uep, 0OWeHus U, KOHEeYHO Jice, Opeanu3ayuu yxooa sa pebénkom. Inasa
Oyoem 6 eude omeemos Ha Hauboiee PACHPOCMPAHEHHbIE BONPOCHL, KOMOpble
pooumenu 3a0ar0m 8pavam u OpyeuUM MeOUYUHCKUM PaOOMHUKAM.

Y3HaB, 4T0 60A€H MYKOBMCLIMAO3OM

1.1.1. Bonpochkl nocAe yCTaHOBAEHUA AUarHo3a

¢ Omkyoa e3anace 3ma 6071e316? IMoO HEBO3MOICHO, Y HAC 6 CeMbe He DbLIO
nooooHbIx ciyyaes!

Ecnu ponuncs 60npHOM peGEHOK, 3TO 3HAYUT, YTO, XOTS €r0 POJUTENH 370POBBI,
OHH 00a SIBISIFOTCS HOCHUTENSAMH TeHeTHYeckoi myrtanuu (myrauuu reHa CFTR).
Kaxapiii U3 poauteneil yHacienoBal 3Ty MyTalluio OT OJJHOTO M3 CBOMX POJIUTENEH u
B CBOIO ouepelb mepean e€ cBoeMy peOeHKY, KOTOPBIH poauics 00abHBIM. Y TOTO,
KTO SBISICTCA HOCHUTENIEM MYTAllMd, HET W He OyJeT HUKAKUX MpPOSBICHUI
MykoBuciyao3a. Ho y cemeilHON mapbl, cOCTOALIEH M3 ABYX HOCUTENIEH MYTAallMH,
MPU KXKI0H OEPEMEHHOCTH MOXKET POAUTHCS 3[0POBBIH peOeHOK (C BEPOSTHOCTHIO
25%), wiu peOEHOK, B CBOK Ouepe/b, HOCUTENb MyTanuu (MO-APYyroMy I3TO
HA3bIBACTCSl 3JIOPOBBIA TETEPO3UTOTHBIN: C BeposITHOCTHIO 50%) wiu GosbHOMN
pe6Enok (Mo-ApyroMy 3TO HA3BIBACTCS TOMO3UTOTHBIN OOJILHOM, C BEPOSTHOCTHIO
25%). OTcyTCTBHE APYIHX CIy4aeB MYKOBHCIHI03a B CEMbE TOBOPUT TOJILKO O TOM,
YTO paHee He MPOUCXOAMIIO BCTPEUH JABYX HOCHUTENEH MyTaIlH, WIH XKe, €CJIA TaKas
BCTpeUa U MPOUCXOJIUIIA, TO Yy 3TUX CEMEHHBIX Map POKAATUCH TIOTHOCTHIO 37I0POBHIE
JNeTA WU K€ JCTH- HOCUTEJIM MYTallUd, KaK U WX POIMTENIH, HO HE POXKAAIOCHh
OOJIbHBIX JICTEH.

CMompume maxotce 6 OCHOBHOM pa3()efze.‘

3.4.3 [IpuunHa: TeHsl, uX "'cirydaiiHas Bctpeda'.

¢ Mykoeucyuodos - 3mo msaxcénoe 3aboneseanue?

Jla, B OOJBIIMHCTBE CiIy4YaeB 3a0oJieBaHUE MpOTeKaeT Tshkeno. OmHaKo, 3TO
3a0oyieBaHMe, B JIEYEHHH KOTOPOrO, MO CPABHEHHIO C MPOIUIBIM, MPOU3OMIEN
OTPOMHBIH TIpOrpecc: CeroiHsi OOJbHbIE KHMBYT TOpa3fo JOJbIIE U JIydlle;
TIePCIIEKTHBBI JUIUTEILHOCTH JKU3HH MOCTOSHHO YIIy4IIaroTcsl. B HEeKOTOpBIX cirydasx
3a00JIeBaHUE MOXKET UMeTh JIErkoe TeueHue (“'atumudnsie” Gopmbr).

¢ Kax morcem npossumuoca mykosucyuoos? Kaxue opzanvt on nopasxcaem?
«KJ1roueBbIM» MOMEHTOM OOJIE3HHU SBJISETCS TO, YTO MHOTHE BaXKHBbIE OUOJIOrUYECKUE
KHUJKOCTH HAIIero OpraHu3Ma (BbIAeJIEHHsl, WJIU CEKPeTbl) CTAHOBATCS Oolee
BS3KMMHU U KOHIEHTPUPOBAHHBIMU I10 CPABHEHUIO C HOPMAIBHBIM COCTOSHHEM.
OCHOBHBIG OpraHbl U CUCTEMBI, KOTOPBIE CTPAIAOT OT MYKOBHUCIIMI03a, OTO BEPXHHUE
U HUKHHE JbIXaTeJbHble IYTH, MOTOBBIE 3>KeJIe3bl, KeJIYA0YHO-KHIIEYHbIi
TPAKT, MO/KEIYI0YHAS JKejIe3a, eYeHb, MY>KCKasi peNPoAyKTHBHAsI CHCTeMA.

¢ Kax ycmanaenusaemca ouazno3z Mykosucyuoo3a?

Bo MHormx Mecrax JAuarHo3 3a0ojeBaHHMsl yCTAHABJAWBAaeTCS NpH
HEOHATAJbHOM CKPHHHHIE, KOTOPBIi OCHOBaH Ha W3MEPEHHUH  YpPOBHA
uMmyHopeakTuBHoro tpuncuHa (MPT) B kamie KpoBH, B3ATOH y peOeHKa B



nepebie JHU KW3HU U3 1ATKU. Ecnum yposens WPT mnpeBwimaer HOpmanbHOE
3HAUEHHWE, TO TMPOBOJMTCS TEHETHYECKMH TECT: JMar€Ho3 MYKOBHCHHI03a
BBICOKOBEPOSITEH TpH BBLIBICHWH AByX Myrtanmid rena CFTR. Jlnst mocraHOBKM
OKOHYATEJBHOTO JIMarHo3a B JIIOOOM ciyyae NpOBOAMTCS INOTOBBIA TecT. Ilpm
OTCYTCTBMM HEOHATAJILHOTO CKPMHHMHIA [HMATHO3 YCTAHABJIWBAETCH TPH
HAJIMYMHN  CJIeAYIOIMX CHMIOTOMOB. YacThle WH(EKIMM JbIXaTEJIbHBIX ITyTEH,
oOuibHast 1uapes, 3a/ep’KKa pocTa, HECMOTPSI HA XOPOILUUH anmeTuT U I0CTaTOYHOE
nuTaHue. Takke BO3MOKHBIMH HPU3HAKAMH SBJISIFOTCSl PEIUANBUPYIOMINE IOJIUIIBI
HOCa, MTOBTOPSIFOLIMECS PUCTYIIBI 3a10pa, YIIOPHBIHA KaIlenb 0e3 BUIUMOH IPUIHHBI,
0oy B JKMBOTE, KOTOpPBIE OBUIM PACIICHEHBI KaK IPOSBICHUE «KOJIUTa», KapTHHA
0CTpOTO 00E3BOKMBAHHWSA W TIOTEPH cojedl (cMoTpute HIKe), JHO0 ocobas
Pa3sHOBHIHOCTh Oecruroguss y Myx4uuH. Jlns ceMefHBIX map, SBISIOIUXCS
HOCHUTEISAMH MYTallld, €CTh BO3MOXXHOCTh JHATHOCTHUKHM HAIU4Ms 3a00JICBaHUS Y
IUI0/Ia BO BpeMsi OEpPEeMEHHOCTH, J0 POXKACHHUS peOSHKa (TpeHaTanbHasi THarHOCTHKA)
(cmotpuTe Takke 3.7 " IlpeHaTajabHasi THATHOCTHKA'").

¢ Moosicro u uzneuumscs 0m MyKosucyuoosa?

OT MYKOBHUCIIH/I03a TIOKa €I HE BBI3IOPABIUBAIOT, XOTSI HAYYHBIC HCCIICIOBAHUS
JICTIAI0T Ba)KHBIC IATd B 3TOM HAMpaBJICHUH, OJHAKO, 3TO 3a00JicBaHHE, KOTOPOE
MOJKHO JICUUTb, IEPHKATh MO HAAEKHBIM KOHTPOJIEM, YTOOBI 3aMEUIUTh HIIK BOOOIIE
I/I36e)KaTL MOSIBJIEHHS OCJIOXKHEHUH.

¢ Mykosucuuoo3 nosiusem Ha yMcmeeHHble CROCOOHOCMU MOoezo pedenKa?
AOGCOIOTHO HET.

¢ Dma bonesun 3apasna?

Her. Ona He 3apa3Ha. bonbHBIe, Jajke KOTJa KAULIAIOT, TO HE PACIPOCTPAHAIOT
nHpekuun, KoTopas Obl1a Okl ONAacHa /I 30POBBIX JII0JIeH. BrinessieMble MUKPOOBI
MOTYT OBITh OITACHBI TOJBKO JJIS IPYTOro O0IFHOTO MYKOBHCIIHO30M.

¢ Byoem nu y moezo pebenKka HOpMAIbHAA HCU3HD?

OH cMmOXeT femaTh MHOTO€ W3 TOrO, YTO COCTaBII€T HOPMAIBHYIO JKH3HB,
HarpuMep: XOAWTh B IIKOJIY, 3aHUMAThCsl CIIOPTOM, UTPATh € JIPY3bsIMH, OOIIATHCS C
JIpYTHUMH JIOJbMH, paboTaTh, UMETh ceMblo. OJHAKO, eMy HaJgo OyJeT JIeYUThCS U
JiedeHne OyAeT MPOXOJUTh KaXKABIH JIeHb, B Pa3IMUHOM CTETICHH, B 3aBUCHMOCTH OT
COCTOSTHHMSI, HO B T€UEHHE BCEH JKU3HH.
¢ Kakue ocnognuie 6uobl 1euenus ucnonb3yomea?

* AHTHOMOTHKOTEpANHs: AJsl KOHTPOJIS HaJ OPOHXONErOYHBIMHU HH(EKIUSIMHY,
e Aspo3onbHas TepamuA: IS NPUMEHEHUS AaHTHOMOTHKOB, MYKOJHTHKOB,
OpPOHXOUIISITATOPOB;

o dusnoTepanus U AbIXaTeNIbHAS peaOWIUTAlU. IS YAaJCHHUS OpPOHXHAIBHON
CIM3W ¥ Pa3BHTHS [BIXATEIbHOW (DYHKIMH, JKH3Hb Ha CBEXKEM BO3IyXeE,
(usnueckas akTUBHOCTD,

» depMmeHTHaAs Tepanus U COOIIOICHUE TUESTHI: I KOMIICHCAIIMH HEeJOCTaTOYHOCTH
TI0JKEITYJOYHOI JKeste3bl, 00eCIeYNTh KalopaX U CIIOCOOCTBOBATH POCTY.

¢ Kaxk 001120 on nposcusem?

OsknjtaeMasi NMPOAOJKMTEIBLHOCTh JKU3HH /ISl 4YeJOBEKa, POAMBIIErocsi c
MYKOBHCIIH/I030M, CEroJHsi B cpeaHeM ouneHuBaercsi okosio 50 Jjer. Jleuenmne
3HAYUTEJIbHO YJIY4YIIHJIO KA4eCTBO KH3HH, JI0O TAKOH CTENEHH, YTO HE TOJIBKO
HCMHOI'MC MCIHUKH U y‘-IéHBIe CUHUTAKOT, 4YTO 00JI€3Hb MYKOBUCOHUJ03 M3 Hen30€KHO
TSDKENOM cMepTeNIbHOI 0OJIe3HH AETCKOTro BO3pacTa IpeBpaTuiiach B ''XpOHHYeCKoe
3a0o0sieBaHHNe B3pociaoro Bospacta’. B 3Tom HOBOM ompeneleHNU HeBO3MOKHO
cKazaTh 00 OKHJaeMOl NPOJO/LKATEJbHOCTH JKH3HH, HO OHA YBEepPeHHO
npulauKaeTcds K 3peloMy M cTapdyeckoMy Bospacty. ®apmareBTHuecKui
npenapar, CIOCOOHBIH PaJAUKAIbHO HCIPABUTh TCHETHUYCCKUH OedekT (MyTalHio
G551D) yxe co3maH W ycmemHo ompoboBan B Mae 2012 roma. JIoCTHUrHyThIN



pe3ynpTar rOBOPHT O (YHIaMEHTAJIbHBIX M3MCHCHHSX B BONPOCaxX ITOH OOiIe3HH
(cMmoTtpuTe ctp. 120).

¢ On cmoorcem umems demeit? byoym nu demu 300pogut?

Ia, neteit mMeTs cMokeT. Eciu mapTHep 3710poB, 3TO OYAyT 3M0pOBbIC NETH (HITH
3JI0pPOBBIC HOCHTEITH MYTAIMK). My} YHHBI MOTYT UMETh JETEH TOJBKO C MOMOIIBIO
HCKYCCTBEHHOT'O OIUIOJIOTBOPEHHS, MOTOMY YTO B OOJBLIMHCTBE CIIy4aeB y HHX
3aKPBITHl CEMSBBIHOCSIIUE NPOTOKH. JKEHIIMHBI, B OOJBIIMHCTBE CIIy4aeB, MOTYT
UMETh JIeTell eCTeCTBEHHBIM IyTéM. Iyl 000OMX IMOJIOB MOJIOBAsl KHU3HB SIBISIETCS
HOpMaJbHOH. MaTepuHCTBO M OTIIOBCTBO BO3MOJXKHBI, €CJIN OO0JIE3Hb HAXOAMUTCS MO
KOHTPOJIEM.

¢ A Opyzue oemu moosice oyoym 6016Hb1?

Ero OpaTwk WId CeCTpHYKa MOTYT POJAUTHCS COBEPIICHHO 3I0POBBIMH (C
BEPOATHOCTBIO 25% TpW KakmoW Tociemyromnieil OGepeMEeHHOCTH), W  OBITh
HocuteneM (WM Io- JAPYromy, 3JA0POBBIM TeTEPO3UTOTHBIM: ¢ BeposTHOCThIO 50%)
Wi OONbHBIM (HJIM MO- JAPYrOMY FOMO3HMIOTHBIM OOJIbHBIM, C BEPOSTHOCTHIO 25%).
CemeifHas mapa HOCUTEJIECH MYTaIllF MOKET BO BpeMsi OEpEeMEHHOCTH 3apaHee y3HATh
0 BO3MOXKHOM HaJIWYMU 3a0oyieBaHust y Oyaymero peOEHKa TMOCPEICTBOM
MpeHaTanrbHOi TuarHocTuku (cMotpute Takke: 3.7 «lIpeHatanbHas AUATHOCTHKAY).
VY OpatbeB U cecTép, KOTOPhIC YK€ POAUINCH, TaXKe MPU BUAUMOM OJIArOTIONyYUd B
COCTOSIHAM 37I0POBbS, CIEAyeT MPOBECTH TMOTOBBIH TECT, YTOOBI HaBEpHsKA
UCKIIIOYUTH 3a00JIeBaHuE.

CMompume makotce 8 OCHOBHOM pa3deﬂe:
3.1 MHOXeCTBO CIIOCOOOB, YTOOBI TOTOBOPHUTE O OOJIC3HU
3.2 MyKOBHCIHIO3: HACKOJIBKO OH PacrpoCTpaHeH?
3.3 MyKOBHCIMIO3: YTO IPOUCXOIUT?
3.4 MyKOBHCIIMIO3: TIOYEMY 3TO IIPOHCXOIHUT?
3.4.1 MexaHu3MBI, J€XAaIlle B OCHOBE 3a00JI€BaHMS.

3.4.2 3aBucumocts Mex 1y Mytanusmu reia CFTR u nposiBieHrsMu 3a60eBaHMs.
3.4.3 [IpuumHa: reHsl, X "'cirydaiiHas Bctpeda'.

1.1.2. HeoHaTaAbHbIA CKPUHUHT

Juaenocmuxe MYKOBUCYUOO03A ce200Hs cnocobecmeyem CKPpUHUHZ
HOBOPOMCOEHHBIX, BbINOAHAEMbIU 6 Oonvuuncmee pezuonos Hmanuu. Cnogo
«ckpuHune» (C aHeIUIICK020 A3bIKA- «NPOUECHIBAmMbY) 03HAUAem 00CIed08aHUe 6CEX
300p0o6bIX M00€ll, OISl BbISIGICHUS HEKOMOPBIX CKPLIMBIX U 3HAYUMbBIX 3A001€6aANHUL.
Llenvlo HeoHamanbHO20 CKPUHUHRA ABNAEMCA BbIAGNEHUE HEKOMOPbIX 3a0071e8aHUl,
Komopvle, NpU pPAHHEM UX OOHAPYICEHUU, MOJICHO JeYumv C OMAUYHbIMU
pesyromamamu. Imo Oone3HU, KOmopbvie yice NPUCYMCMBEYION C POHCOeHUs, HO Npu
2MOM MOSYM He NPOSAGIAMbCS 8 Nepeble MeCAYbl JHCUZHU, FMO maKue 3a001e6anus,
KaK (DeHUIKemonypus, 6PO’COEHHBIN cunomupeos u Mmykogucyuoos. Ecau npu
Genunkemonypuu (1 cayuaii na 20 000 HosoposCcOeHHbIX) U  8pPOIAHCOEHHO2O
eunomupeosa (1 na 2500) pannee obuapysicenue no3gonsiem HaYamo pannee ieyeHue
U NpuBOOUM K 8bI300POGIEHUI0, MO NPU MYKOBUCUUOO3e NpOBedeHUe CKPUHUH2A
N036071A€m HAYams parHee U C80e8PeMeHHOe ieueHue, KOMmopoe XOms U He NPUEooUm
K 8b1300pO06IeHUI0, OOHAKO, MO NPOOIUMb HCUSHL U VIYYUUND ee Kauecmeo.

Heonamanvhvlii  CKpUHUHZ OCHOBAH HA  ONpeoeleHuu 6 KpO8U  YDOBHS
onpedenénnozo benxa, epmenma nooxiceryOouHoll deenezvl- mpuncuna (anaius Ha
ummynopeaxmusHuiti mpuncut, uiu HPT). Ypoeewv mpuncuna onpedensiemcsa 6
Kanenvke Kpogi, 35Smotl u3 namKi, Ha npomMokamesiylo oymazy, na 3"-4" denv none
POHCOCHUS.

Ecmu yposenv HUPT npesviuwaem onpedenénnvlii. Hopmanvublii nopoe (amo
onpedenéunplii.  nokazamenv Yy Kax#cOOU  CKPUHUHROB0U  J1abopamopuu), mo
BbICKA3bIBAECMCS  NOOO3peHUe Ha Hanuyue 3abonesanus. B omom cayuae 6
bonvuuncmee 1a00pamopull NPOBOOUMCS 2eHeMU1ecKoe UCCLe008aHUe NO 8MOPOll
BbICYUIEHHOU Kaneabke Kposu, npexcoe uem Oecnokoums cemvio peOénxa. Ecnu
eenemuyeckul ananuz uoenmuguyupyem namudue osyx mymayuti 2ena CFTR, mo
ouaecHo3 MyKogucyuoosa seusemcs beccnopuvim. B Opyeux yewmpax npu
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noaoscumenvuom pesyaromame mecma na UPT pooumeneil ¢ peb6EHKOM Gbl3bl8alOm
ons noemoprozo ananusa Ha UPT (o6viuno na 20- 30 dens arcusnu): eciu pesyromam
HOPMAIbHBIL, MO BONPOC 3AKPLIBACTNCS, €CU Jice NOBMOPHO NOJIONCUMENbHBIU, MO
NPOBOOUMCS. NOMOBbIL MeCH U 3ameM, B03MOJICHO, 2EHEMUYECKOe UCCIe008aANUe.
Ob6biuno, 011 NOCMAHOBKU OUACHO3A peularoujee 3HaYeHue umeen nomosblil mecm,
dadice eciu 00 3mMo2o ObLI0 ebisAeIeHO Hanuvue 08yx mymayui eena CFTR.

Ecnmu  nomoswviii  mecm  ykasvleaem Ha HAAUYUE MYKOBUCYUOO3A, OOBIYHO
Opeanuzyemcs KOpomKasi 20Cnumanuzayusi pebénxa 0s onpeoeienusi 0co6eHHOCmel
OonesHu (cmenenv 6o6NeUeHUs. 6 NpOYecc NE2KUX, HAAUYUe UIU OMCYMCmeue
HeO00CmAamoyHOCMu NOOXNCeLyOOUHOU Jicene3bl U mak oanee) U O1s HASHAYEHUs
npOSPaAMMBbL IeUeHUs.

¢ Ymo o3nauaem nonoxcumenvHulii pe3yismam CKpUHUH2A?

[onoXxuTenbHBIN pe3yabTaT CKPUHUHTA TOBOPUT O TOM, YTO €CTh IOAO3PEHHE HA
MYKOBHCLMI03. OTO IOJO3PEHHE MOXET ObITh IOATBEPKICHO («HUCTHHHBIH
TIOJIOXKHTEIBHBIIT») HIN  ONMPOBEPTHYTO («IOKHBIA TOJIOKHUTENBHBIH») IMyTeM
MOCNIEAYIOMNX HucciaenoBanuii. Ha camom 1ene, HeOHAaTalbHBIA CKPUHMHT Ha
MYKOBHCIHJI03 Ja€T HEKOTOPOE KOJIMYECTBO IIOJIOKHUTENBHBIX pPE3YNbTaTOB Y
aOCOJTIOTHO 3I0POBBIX JETEH: M3 KaXKAbIX 3-6 ciIydaeB MOJIOXKUTEIBHOTO PE3yabTaTa
TOJNBKO OJIMH OKa3bIBaeTCS JEHCTBUTENLHO OOJBHBIM MYKOBHUCIHZO30M, a
OCTaBIIMECS - ITO JIOKHOMOJIOKHUTEIBHBIE PE3yJbTaThl. JTO MPOUCXOAUT MOTOMY,
YTO IIOBBIILICHHBIA YPOBEHb TPUIICHHA B KPOBH HE SIBIISETCS Y3KOCHEUU(pHIECKUM
MapKepoM I MYKOBHCIMIO03a M OH MOXXET OBITh MOBBINIEH HE TOJBKO IpH
MYKOBHCIMJI03€, M OYAy4YH MOBBIIICHHBIM IIPH POXXKACHUH, eClii PeOEHOK 3/10pOB,
OH HOpPM@JIM3YETCS B TEUYCHHUE IOCICAYIOUMX JHEH wiu Henens. Hampotus, y
OOJILHOTO MYKOBHCLHJO30M OH OCTAaéTCsl IOBBIILICHHBIM JUTUTENBHO, MECSLaMH.
IToaToMy HeoOXOAMMBI YIIyOJieHHbIE OOCTEIOBaHHUS, O KOTOPBIX OBLIO CKa3aHO
Boimie. OZIHO U3 HUX — 3TO TeHEeTHYecKoe uccienoBaHue. OHO MOXKET ONpPEAEIUTb
Hanuune Myrtauuid reda CFTR, He ompexenss UX KOJMYECTBO - oJHa wiu jaBe. Ho
IIPYU HAJMYUHU TOJBKO OJHON MYTaIliH, peOCHOK MOXKET OBITh BCETO JIMIIb 3I0POBBIM
HOCHTENEeM, TIpH Hanuyuu ke AByX Mmyrtanuid reHa CFTR, HecoMHeHHO, peOEHOK
Oyner OoNeH, W MOTOBBIH TECT HEOOXOAMM JUISl MOATBEPKAEHHS OKOHYATEIHHOTO
auarsosa. [lo3ToMy Tak BakKHO BBIIIOJIHUTH ITIOTOBBIM TECT Kak MOXHO ObIcTpee,
YTOOBl BHECTH OTNPENENEHHOCTD, YCHOKOWTh POJHUTENEH M TpPH HEOOXOJUMOCTH
HayaTh COOTBETCTBYIOIIEE JICUECHHE.

¢ Ymo o3nauaem ompuyamenvHolil pe3yiomam cKpuHunza”?

OTpHUIaTeNbHBIA Pe3yabTaT CKPHHUHTA TOBOPUT O TOM, YTO TPHUIICHHOBBIN TECT HE
BEI3BAM IIOJIO3PCHUS Ha HalMYHME MYKOBHCIHIo3a. [lodTh Bcerma 3To TOBOPUT 00
OTCYTCTBUH MYKOBUCHHU03a («HCTHHHBIN OTpHLATENbHBIN» pe3ynbrtar). Jetn c
«UCTHHHBIM  OTPUIATEIBHBIM  PE3YNbTATOM»  MPEJCTABISAIOT  IOIABIAIONICE
O6ompmmHCTBO  chmy4daeB.  OgHako — m3peAKa  IpW  CKPUHHMHTE  OBIBAafOT
«JIOKHOOTPHIIATESIILHBICY» pe3ysibTaThl. TOYHO CKa3aTh HEnb3sl, HO B 3-5% OosbHBIC
JICTH HE PacIlO3HAIOTCS IMPHU CKPUHUHIE. JTO OOJbHBIE MYKOBHUCLHIO30M JETH, Y
KOTOPBIX TPHUIICHHOBBIA TECT HE T[OKa3aj] HaJMuue 3a0oyieBaHusi, HO JHMArHo3
YCTaHABJIMBAETCS B IMOCIEAYIOI[HE TOAbl JKU3HH, HAa OCHOBAaHWH IIPOSBICHH,
KOTOpbIE TMO3BOJISIIOT 3aIl0JIO3PUTh Hanuuue Oose3Hu. TakuM oOpasoM, eciu
pe3yIbTaT CKPUHHUHTA OTPHUIATEIBHBIA, BEChMa MallOBEPOSTHO, YTO peOEHOK OOJeH
MYKOBHCIIMJIO30M, HO TEOPETHYECKH HeOOobIIasi BEPOSTHOCTb 3TOr0 BCE Ke
ocTaéTcs, W IpH HAIMYHAU IIOJO03PHUTENBHBIX TMPU3HAKOB BCErja JIy4YIle CIENaTh
MIOTOBBIH TECT.

Cmompume makKotce 8 OCHOBHOM pa3c)e/ze:

3.5 Kak ycranaBnuBaeTcst Juar{o3 3a0oJeBanus?
3.5.1 Jluaruno3 3abosieBaHus MOCPEACTBOM HEOHATAIBHOTO CKPHHHHTA
3.5.2 luarno3 3a00jeBaHus HA OCHOBAHUH CUMIITOMOB

3.5.3 Z[I/IaI'HO3 3a00JIeBaHMs HA OCHOBaHHH ApYrux cCiiydacB B CEMbE
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1.1.3. NMoTtoBbIX TECT

B npeoicrnue epemena myxosucyudos ovL1 onucan kax oonesmunv 'conénoeo noyenys"”
ROMOMY YUMo K020a MAMA KACALACH 2YOaMU C80e20 PeOEeHKd, MO 4YECME08ANA KONCY
ocobenno conenoi. Ilom uenoseka ¢ MyKOGUCYUOO30M OeticmeumenvHo 0Oonee
COJleHblI, YeM Y 300PO8bIX JI0Oell.

¢ Ymo makoe nomosulii mecm?

DTOT TeCT SABISAETCS OCHOBHBIM ULl IHArHOCTHKH MYKOBHCIHIO3a C TEX MOP, KaK B
50-e roger XX Beka OOHApYXWIOCh, YTO y OONBHBIX 3HAYUTENFHO ITOBHIMICHO
cozepKaHue XJIopa B HOTe.

IToTOBBII TECT- 3TO UCCIIECNOBAHUE, IPH KOTOPOM H3MEPSETCsl KOHIEHTPALUS COH
B mote. Comb COCTOUT U3 HATPHUsL U XJIopa (XIopu HaTpust). JJist IOTOBOTO TecTa
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TTocne "ckpuHHUHra" -
coobuieHue pesynbTaTos...

¥
C

Y MambI BOSHUKHET MHOIO BOMpoOCOB,
U MeacecTpa AoJ1IKHaG 6bITb rOTOBA HAQ HUX OTBETUTH...



MPEK/IE BCETO BAXKHO M3MEPEHHE KOJNMUYECTBa XJopa (B "MULIMIKBUBAJICHTAaX Ha JUTP"
= mOks/n (MEQ/It)). Tlpu Tecte m3MepsieTcss TakKe YPOBEHb HATPHs, KOHIICHTPAIHS
KOTOPOr0 TNPHOIHM3UTENFHO COOTBETCTBYET KOHIEHTpalUuu xiopa. KoHIeHTparwms
XJI0pa, MPEBHIIIAOIAs ONpeneNéHHbIH mopor (60 MOKB/1 xmopa nocie 6 Mecsmes u 50
MOKB/I B IEPBBIC MECSILBI XKU3HN) TUIINYHA [UISI MyKOBHCUH03a. 3HAUCHHS XJIOPa HIDKE
40 MOxB/n (30- B mepBBIe MeCSIBI KH3HU!) HCKIIOYAOT Hannuue 3aboleBaHus, 3a
peaYaiiM UCKIIIOUEHUEM.

¢ Kak evinonnsaemcs mecm?

BrmonHseTCST OH B aMOYJaTOPHBIX YCJIAOBHSX, 0Oe3 rocrnuTamu3anud. s ero
MIPOBEJCHUSI HE HCIOJB3YIOTCS Kakhe- MO0 WITBl WM INNPHUIBL, PEOEHOK MOXKET
CIIOKOMHO HAXOIWTBCS Ha pyKax y poaureneil. TecT cOCTOMT B TOM, YTO MPOU3BOAUTCS
CTUMYJSIIMSL  MOTOOTACICHUSI Ha  HEOONBIIOM  y4acTKE  KOXKH  IPEAIUIeYbs
neKapcTBeHHBIM TpenapatoM (‘'HoHOodOpeTHYecKas CTUMYISAIMS MHIOKAPITHHOM') U
Hocleyolee U3MEepPEHHE KOHIIEHTPAIMU XJI0pa U HaTPHsl B COOPaHHOM IIOTe.

¢ Ha Kkomopbulil 0enb HCU3HU MOHCHO RPOCOOUMb NOMOGBLIL mecm?

IToToBBII TECT MOXHO HMPOBOAWTH, HAUMHAsl C JBYXHEIECIHHOTO BO3pAcTa M KOTZa
peOCHOK JIOCTUTHET Beca He MEHee 3 KT, HO IPU He0OXO0IMMOCTH MOYKHO ITPOBECTH TECT
W paHbllle, U TaK)Xe y HEJOHOIICHHBIX JeTeil. BakHO MMeTh BO3MOXHOCTH cOOpaTth
JOCTaTOYHOE JJIi MCCIEJOBAHUSA KOJMYECTBO IIOTa, HE MeHee (5 MI Ha
¢UIbTPOBaANIBHYIO OyMary u He MeHee 15 Mr npH HCHOJIB30BaHUM KallWuIIpa, CMOTPHUTE
TabIUUKY HUXKeE).
¢ Bce 1u yenmpot nposoosm mecm oounaxoso? Kax donzo sncoams pesynomama?

IToToBBI TECT — 3TO TEXHHYECKH CIIOKHOE HCCIIEIOBaHME, XOPOIIO, €CJIH OH
MIPOBOANTCA Ha 0a3e IEHTpa, CIEIHANTN3UPYIONIETOCs Ha JUAaTHOCTHKE MYKOBHCIIHAO03a.
Cnucok HEHTPOB M CIy)XO MO0 MYKOBHCLMI03Yy MOXXHO HAaWTH Ha HWHTEpHET- caite
www.sifc.it. Hanbosee TOYHBIAH MeETOXN Uil ero BBINOJHEHUS- TO TaK Ha3bIBaGMbIi
«KoJHM4eCTBEeHHBI TECT MOCPEICTBOM NWJIOKAapIHHOBOrO HoHOGopesa» (Mertox
I'ubcona- Kyka). TToTOBBIN TeCT, BBIMOJIHEHHBIH APYrMMH MeToAaMu (Kak HarmpuMep
"KOHIyKTHBOMETPUYECKUIM TECT ¢ TMOMOINBI MakpogakTa»), JAl0T MEHEE TOYHBIE
pe3yIbTaThl, KOTOPBIE BCET/Ia CIeIyeT IMPOBEPSITH C IOMOIIBIO

INopsAOK BbINOAHEHUSA MOTOBOrO TECTa

* Ha npeanAeybe nomMeLLaoTcs cneunanbHble TaMMOHbI, MPONUTaHHbIE BELLECTBOM, KOTOPOE Ha3blBaeTca
NMUAOKaPMUH, KOTOPOE CTUMYAUPYET NOTOBLIAEAEHUE.

CAabblii IAEKTPUUECKUIM TOK, MOAGHHbIN OT IAEKTPUUECKON BaTapen, NPOXOAS YepPe3 TaMMOHbI BbI3bIBAET
NPOHWKHOBEHWE MUAOKAPMUHA B KOXY W CTUMYASILIMEO NOTOOTAEAEHMS.

Tect 6€360Ae3HEHHBIN, MOXET AULLIb OLLYLLATLCA AETKUI YA UAU XOKEHUE.

TamnoHbl ybupatoTcsa cnycts 5 MUHyT.

B 101 30HE, rAe NMMAOKaPMNMH NPOCTUMYAMPOBAA BblAEAEHUE NOTa, KOXa HEHAAOArO KpacHeeT.

* Koxa OMbIBa€eTCA CTEPUABHON BOAOK U BbITUPAETCS.

K npocTMMyAMPOBaHHOMY Y4YacTKy KOXW GUKCUpYeTCA Kycouek GUAbTPOBaAbHOM BGymaru, MapAu WUAW
MHOTAA cnupaneobpasHas Tpybouka- kanuAaasp. Bblaeasitowwmiica not cobupaetcs Takum obpa3om B
TeueHne 30 MUHyT.

dunbTpoBanbHas bBymara (MAM MapAs, KanmuAAAP) Ha KoTopyto ObiA cobpaH MoT, CHWMaetca W
nocblAaeTc B AabopaTopuio AN ONPEAEAEHUSI KOHLEHTPAaLIMK INEKTPOAUTOB (XAOPA U, MO BO3MOXHOCTH,
HaTpus).

KIIACCUYECKOI'0 TeCTA P COMHUTECIbHBIX WJIN IMOJOKUTCIIbHBIX PE3YJIbTaTax. P€3yJ'II)TaT
TECTa MOKET OBITH TOTOB Yepe3 HECKOJIbKO YaCOB WJIN I[HCﬁ, B 3aBUCHMOCTHU OT IOpAJAKa
pa60TLI YUpECKACHUSA, II€ OH BBIITOJIHAJICA.

¢ Mooicem au mecm owubamuovca? Mooicem au OH oaeamu
«10dicHONONI0MICUmMeIbHbley pe3yavmamut? Mooicem au peOEHOK Obimb 300p06bIM
HeCMOMPs HA NAMOJI0ZUYEeCKUIL pe3yibmam mecma?

Kak Bce sabopaTopHBIE HCCIICIOBaHMs, IIOTOBBIH TECT MOXET JIaBaTh
«JI0KHOIIOJIOKUTEIBHBIE» Pe3yibTaThl (Pe3yibTaThl TECTa IOJIOKHMTEILHBIE, TO €CTh
3HAUEHUs] XJIOpa W HATPHUS TOBBIMICHH W IMOKA3bIBAIOT HAIMYUE MYKOBHCITHI03a, HO
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peOGEHOK 300pOB). DTO KacaeTcsi TEXHMYESCKUX MOTPEIIHOCTElH: oMMOKH Ha dTane coopa
U XpaHEHUs 110Ta, WM Ha 3Tarne coOCTBEHHO HccienoBanus. [loaToMy pexkoMeHgyeTcs
BBINTOJTHEHHE TECTa OIBITHBIM IIEPCOHAIOM U Ha 0a3e IEHTPOB, MMEIOMINX TOCTATOYHBINA
OTIBIT MOJOOHBIX HCCIEIOBAHHUH, TaK KaK 3TOT TECT TPEOYET ONPENCICHHBIX HABBIKOB
Juist ipoBenieHns. [Ipu coOmMoaeHNH 3THX YCIOBHH JIOKHOIIONOKUTENBHBIE PE3YIIbTATHI
BCTPEUAIOTCS B BHUJEC HMCKIIOYCHUI NPH HEKOTOPHIX OYEHb PEAKHX 3a00NEBaHMAX, HE
CBSI3aHHBIX C MYKOBHCIIHAO30M.

¢ Mozym nu 661mo «i10xcHoompuyamensusviey pesyavmamst? Moscem nu npu
MYKOSUCYULO03€E Pe3YTbMam NOM0B020 mecma Oblmb HOPMATLHBIM U
npomexcymouHvim?

B o4eHb OrpaHMYEHHOM KOJHMYECTBE CIydYaeB IPH MYKOBHCLUIO3E MOTOBBIH TECT
MOXET JJaTh COMHHUTEIbHBIC PE3yJbTaThl (TaK HAa3bIBAGMBIC IIOTPAHUYHBIC)» PE3YJIbTAThI
MEX1y HOPMaJbHBIMHU M IaTOJIOTHYECKUMH: 3TO KOHIEHTpanus xiopa mexay 30 u 50
MOKB/I B mepBble Mecsupl xu3Hu, Mexnay 40 u 60 B mocmemyromem). B momoGHBIX
ciry4yasix HEoOXOJUMO MOBTOPHUTH TECT HECKOJIBKO pa3. Takxke Ba)KHO, YTOOBI JAMArHoO3
ObL1 "M3yueH" B CHENMATU3UPOBAHHOM IIEHTPE MYKOBHCIIM/I03a, TJIe €CTh BO3MOXKHOCTh
BBINIOJIHUTH JIPyrUe OO0CIeAO0BaHUS, YTOOBI NMPUHTH K OKOHYATEIHLHOMY 3aKIIOYEHHIO.
Cpenu 3THX 00CIeIOBAHUI- TCHETHYECKOE, ¢ YIIIYOJICHHBIM BBIBICHHEM MYTallMii TeHa
CFTR. B03MOXHO HaJW4ue MYKOBHCIHAO3a TAKKe NPH HOPMAJbHBIX pe3yJbTaTax
MOTOBOTO TECTa, HO TaKOE OBIBACT B HMCKIIIOUUTENIBHBIX CIydasx. DTO TaK Ha3bIBaeMbIC
«IOKHOOTPHULATEIBHBIE»  pEe3yNbTAaThl  MOTOBOrO  TecTa: NPH HUX  JHArHO3
MYKOBHCIMJI032 YCTAHABJIHMBACTCS HA OCHOBAaHWHM THIMYHBIX NPHU3HAKOB 3a00JEBaHUS,
Ha pe3ylbTaTax TEeHETHYECKOro OOCIeNOBaHMA M JPYrHX, Oojiee COBEpIICHHBIX
HCCIIEJOBAHHUSX.

¢ Kaxue nekapcmeeHHble RPenapamol MO2ym UCKA3UNLL Pe3YTbHAm ROM 08020
mecma?

[IpeanoYTUTEeILHO MPOBEACHUE MOTOBOTO TECTa CIYCTS He MeHee 4 mHEH mocie
npuéMa KOPTUKOCTEPOUIOB (KOPTH30H M JPYyrHe Mpenaparsl TON ke TPYIIbI), IPU UX
MepopaIbHOM, BHYTPUMBIIICYHOM, BHYTPUBEHHOM BBEICHUM, IMPU HX HAKOKHOM
HAHECEHWH, TaK KaK 3TH MPErnapaThl MOTYT HECKOJIBKO CHU3HUTh KOHIECHTPALHIO HATPHS
U XJIOpa B TIOTE.

¢ Moosicem nu pe3yjiomam nomoeoco mecma MEHAMbCA CO epemeHeM?
B HCKOTOPLIX ClIydYadaX MYKOBUCHHUA03a 3HAUYCHHUA XJIOpa U HATPpUA MOT'YT UBMECHATHCA
C TIOrpaHUYHBIX Ha MATOJOTHYCCKUE. HaHpOTI/IB, HECU3BECTHBI CJIy4au, YTOOBI
JOCTOBEPHO  MATOJIOTUYECKHUC  pE3yJibTaTbl TECTa CO BPEMCHEM  CTAaHOBUJIMCH
HOpMaJIbHBIMH.

¢ Moowcem 1u nomogwlii mecm 8bIAGUMb 300P0B020 HOCUM A MYMAYUU?

Her. Tospko reHeTnveckoe HCCIEIOBAaHUE MOXKET OIPENEIUTh COCTOSIHUE T'eHa
CFTR. Y nocurens rena CFTR 3HaueHus xyopa ¥ HaTpHs B IOTOBOM TecTe aOCONIOTHO
HOPMaJbHBI.

¢ B uém 3akniouaemcen zenemuueckoe uccieoosanue?

3akimo4aeTcst B TOM, 4T0 Gepercs HeOObIIOe KOIMYECTBO KPOBU (HOCTATOYHO KaIUTH
KpPOBH, B35TOH INpHU HEOHATANbHOM CKpuHHHTe). W3 kpoBm wu3Biekaercs JHK wu
MPOM3BOAUTCS €€ TeHeTHUecKoe mccienaoBanme (= mouck mytamii rena CFTR). Tect
MIPOBOJUTCS /7Sl TOATBEPIKICHHUS AUArHO3a MYKOBHCITMI03a: JHAarHO3 TMOATBEPKIAETCS,
korma BesiBICHB! qBe MmyTanun CFTR (oMM MOTYT OBITH OJMHAKOBBIMH HJIH JBYMS
pasHbIMH). [TOCKOJBKY 3TOT TECT HE B COCTOSIHUH ONpPeNeuTh Bee MmyTaun reda CFTR,
CITyJaeTcsl, YTO BBISBISIETCS TOJNBKO OJHA MyTalus. B 3THX ciiydasx Al MOCTaHOBKH
QUarHo3a MYKOBHCIHI03a pEINAIOIMM  SBJIETCS pEe3yslbTaT IOTOBOTO  TecCTa.
Omnpenenenne myranuu reHa CFTR He mo3Bosisier ompenenuTs IIPOTHO3 TEUCHMS
3abosieBanusl 'y peO&nka. OmHAKO, OHO HE3aMEHHMMO, €CIIM POJIUTENH peOCHKa XOTST
IIPOBECTH NPEHATAIBHYIO IMarHOCTUKY IIPH Mocieayonei oepemenHocTH. OHO Tak ke
HEOOXO0AMMO JUIsl TOYHOTO ONPEAEICHHS 310POBBIX HOCHTENICH MYTaLlMK CpeIy HPSIMBIX
POJCTBEHHUKOB OOJILHOTO.

CMompume makKotce 8 OCHOBHOM pasc)e/ze:
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3.6 [luarHocTHKa 3I0pOBOTO HOCHUTEISI FeHa MYKOBHCLIHI032
3.7 TlpeHartanbHasi TUATHOCTHKA

3.7.1 IlpenatanpHasi IMArHOCTHKA Y Map- HOCHTEJIEH MyTalliH
3.7.2 IlpenaTanpHasi IMarHOCTHKA y rap 6e3 0co00ro pucKa MyKOBHCIIHI03a

XopoLuee COCTOsIHWE AbIXaTEAbHOM CUCTEMBbI

¢ Kak onpedenums cocmosnue 0blxamenvHoi cucmempl?

B menoM, MOXXHO TOBOPHTH, YTO COCTOSIHUE IBIXAaTEIBHON CHCTEMBI XOpOIIEe, ECIH
gacTota WHQEKIWM IBIXaTENbHBIX MyTeH 3a ONMpeleNCHHBIM mepuoxn (Hampumep, 6
MECSILEB — OOWH TOJ) HHU3Kasi U C KOPOTKOM IMpPOJOJDKHTENsHOCTBI0. Kpome Toro,
MHUKPOOPTaHU3MbI, BBIJCNSEMblE B Ma3zke WIM TJOTOYHOM acmupare, 3TO HE
«IIaTOTEHHBIEY, TO €CTh CIIOCOOHBIE BBI3BATh 3a00J1€BaHNe; KOTAa peHTIeHorpadyecKas
KapTuHa JIETKUX HOpMalbHas MM II0Ka3blBAET YMEPECHHBIE HAPYILIEHUs, KOTOPHIE
MIPOTPECCUPYIOT MEJUIEHHO. UTO KacaeTcsl OLEHKU «C XOIy», YTOOBI OLIEHUTh HaJIH4He
WK OTCYTCTBHC I/IH(bCKHI/II/I B I[aHHLII‘/lI MOMCHT, TO MOXXHO I'OBOPpHUTH, YTO Y pe6eH1<a HCT
MH(EKIUH JIbIXaTeNbHBIX IYTEH, €CIM y HEero: po3oBaTas KoXka, pO30BbIE T'yObl H
HOT'TCBBIC JIOXKA;, AbIXaHWUE PUTMHUYHOC, 663 IMMOCTOPOHHUX IIYMOB (TaKI/IX KaK CBHUCT,
KJIOKOTaHWE, XPHIIbI); XOPOILIMH amnmeTuT, peOCHOK MOJBIDKHBIN, HE Iulader 0e3
NIPUYMHBI, COH CIIOKOMHBIA 1, HAKOHEI], HEeT HU JINXOPaJKH, HU Kauuisi. Bpau- nexnarp u
MIepCOHAJ CHENNATU3NPOBAHHOTO LIEHTPA MOTYT IIOMOYb POXUTENSAM PAclO3HABaTh 3TH
OCHOBHBIC TIPH3HAK{, YTOOBI WX IICpBOHAYaJbHAs OLEHKAa B JOMAIIHHX YCIOBHSX
COOTBETCTBOBaNa OOBEKTHBHOW OIICHKE Bpadeil CHenMalu3MpOBAaHHOTO IeHTpa. B
COMHUTEJBHBIX CITy4asix (HesiCHasi CUTyalys WIH TPYAHOCTH TUArHOCTUKH), BpPa4 MOXET
HpI/I6eFHyTL K JIOIOJHUTCIBHBIM HCCJICAOBAHUAM, KOTOPLIC TMOMOIYT TMPOSACHUTH
KapTHHY (pEeHTreHOrpaMMa OPraHOB TPYJIHON KIETKH, IMOCEB CMbIBA W3 TIIOTKH IS
orpeieNieHUst MEKPO(IIOPHI).

¢ Haoo nu nocmoanno KOKMPOIUPo8ams Yacmomy ObIXaHUus, 4moovl ROHsANb,
Xopouio nu cedsn uyecmeyem peoénok?
Her, KOHTPOJIb 4aCTOTHI JbIXaHHs (M TOTO KaK PeOEHOK JIBIIINT)
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TloToBbIN TecT

STO OCHOBHOE UCCneAoBaHUE ANS
yCTaHOBJ1EHUA AUArHO3a



HY’KEH TOJIbKO NpU MOJO3PCHUHN Ha I/IH(l)eKIII/I}O JbIXaTCIIbHBIX HyTeﬁ, KOTOpas 00BIYHO
COIIPOBOXKAACTCA JAPYIrMU IMPpU3HAKaMK, TaKMMKU KaK KalleJb WKW [IOBLIIICHUEC
TEMIICPATYyphI TCJIA.

¢ Kakue cywecmgyrom uccne008anusn 0N 6biA61eHUA NAMONOZUYECKOT
MUKpognopwt?

V MajeHbKHX JeTel, KOTOPbIE He B COCTOSIHMU OTKALULUIUBATH MOKPOTY (re-To 10 5-u
JIETHETO BO3pacTa), M y OONBHBIX CO CKYIHBIM BBIACICHHEM MOKPOTHI, JIYYIINM
cocoboMm cbopa Marepmanza W3 OpPOHXOB SBISIETCS «acOHpAT W3 3arJIOTOYHOIO
NPOCTPAHCTBA» KOTOPBIM 3akmodaeTcss B 3abope oOpasma BBIAECICHUH IyTEM
acTMpanyuy W3 TUNO(apuHKCA - HIDKHUX OTAENOB TJIOTKH C IIOMONIBI0O MaJEeHBKON
IIIACTHKOBOW TpyOoukn (30HAa). ['mmoapuHKC - 3TO YacTh TNIOTKH (HEBHUIUMAsI
CHapyKH), KOTOpast HAXOIUTCSI Cpa3y 3a BUIMMOI 9acThIO IIOTKH (ropia).

3t0 mpoueaypa ObicTpas u 6e300J€3HEHHAs], IPU YCIOBHH, YTO OHA MPOBOJUTCS B
CIIOKOIHOM O0OCTaHOBKE H ONBITHBIM mepcoHamoM. CHavana peOEHOK JOJDKEH
BHITIOJTHUTh TIOCTYypalbHBIA JPEHaXX W TOMBITAThCS OTKAIULITH MOKPOTY. 3abop
Marepuaia IMPOM3BOAMUT OMNBITHAS MEACECTpa WIM Bpad- (HU3MOTEPAIeBT, KOTOPBIH
BBOJUT 30HA W aCHHMPHUPYET BBIACICHUS C TOMOIIBIO IINPHIA, MPHUCOCIMHEHHOTO K
30HIy. 3aTeM KOHYMK 30HAA CPE3acTCsl W TOMEUIaeTCs B CTEPUIIBHYIO MPOOHPKY C
MUTATEIbHONH CpPEeNod M TOChUIaeTCs B J1aOOpaTOpPHIO AJISL BBIACICHUS MHUKPO]IOPEL.
B3ssitue acrimpara cieayeTr mpoBOIUTH HATOIIAK, IOTOMY YTO OH MOJKET BBI3BAaTh PBOTY.
Hayunsle mccnenoBaHus MOKa3ald, YTO aclupaT M3 IOATJIOTOYHOTO IMPOCTPAHCTBA C
JOCTaTOYHO BBICOKOW BEPOSTHOCTHIO COAEPKUT Ty K€ MHUKPOQIOpY, YTO MOXKET
HaXOJMUTHCS B OpOHXaX.

Jpyroit MeTox, 3TO «Ma30K M3 3eBa», OH OoJiee MPOCTON M MEHee MHBA3WBHBIU, 110
CpPaBHEHHMIO C acnupalueil, U UCMOJIb3yeTCsl BO MHOTHX LieHTpax. s B3ATUA Ma3Ka u3
3eBa TaK)Ke JKEJAaTeJIbHO MPOBECTH IMOCTYpPAIbHBIA JPEHAXX W OTKAlLJIMBaHHE. 3aTeM C
MOMOIIIBIO TAMITOHA JIOTPAaruBaloTCsl HECKOJIBKO pa3 CTEHOK 3eBa. TaMIIOH MochlIaeTcs B
CTEpPWIBHOM KOHTelHepe B 1abopaTopHio, Kak U acnupar. McciienoBanust mokasaiu, 4To
Ma30K M3 3€Ba IPU €T0 MNPAaBWILHOM BBINIOJHEHHH TaKXe COAEPKHT MHUKPOQIOpY,
COOTBETCTBYIOIIYIO COJepiKalleiicss B OpoHXaX, XOTS M C HECKOJIbKO MEHbIIEeH
TOYHOCTBIO, YEM TIPH B3ATHH acIiupara.

¢ Iloosepzaem nu nocewenue Ilenmpa pucky 3apascenus onacusimu undexuyusmu?
Ceromsi moYyTH BO BCEX IIEHTPAX MPHHAT pa3feibHbIA TPUEM MAIUEHTOB, B
COOTBETCTBHHU C BUIOM BBICEBAEMOM M3 MOKPOTHI MUKPO(IOPEL.

B ciy4dae rocnurain3annun I104YTH BCEC LCHTPBL O6eCHe‘II/IBaIOT IHanueHTam
MHAWBUIYAJIbHBIC ImaJiaThbl. 9TO, HCCOMHCHHO, 3HAYUTCIIBHO CHHMXKACT PUCK
MepeKpEéCTHOrO MHGPUIMPOBAHUS MEKAY MNalMeHTamMu. YToOBl KOHTPOJIHPOBATH
WHQEKINH, CIeTyeT COOMI0AaTh ONPEeIEHHbIE HOPMBI

(cmotpute pasmen 3: maparpad 3.8.1.4 «IIpoduiakTvka W KOHTPOJIb HH(DEKIUI
JIBIXATEeIBHBIX MyTEH).

¢ /Ina uezo npo6ooums apo3onvHyI0 U puzuomepanuio npu omMcymcmeuu
CUMNMOMO8 Do1e3HU?

DKCIepThl UMEIOT MO 3TOMY BOIPOCY pa3iIMYHbIC MHEHHS, MCCICOBAaHUS HE NAIOT
OJTHO3HAYHOTO OTBeTa i1 Hamboiee 3¢ dekTHBHOTO BEIOOpa. HeoOxomuma TimaTenpHast
omeHka BpadoM LleHTpa W (QuU3MOTEpameBTOM, JUIA TOrO, YTOOBI NPUHATH Jy4Ilee
peeHne, ¢ ya€ToM ocoOeHHOCTEH 3a00JIeBaHNs Y KOHKPETHOTO peOEHKA.

Tak, y HEKOTOPBIX JETEH MpH abCOMIOTHOM OTCYTCTBHUH KalllIsl, PEHTTCHOIPAMMAa MOYKET
MOKAa3aTh HAJIMYME MOPAXKEHHUM NErkux (HampuMmep, MEIKHX OpPOHXOIKTa30B, TO €CTh
pacumpeHuii B OpOHXaX, B KOTOPBIX MOKET CKAIUIMBATHCS CJIM3b), KOTOPBHIE €IIé He
MPOSIBHIIK Ce0s1, M B 9THX CIIydasx MmokasaHa hu3uoTepanus. Y OPYrHX ACTCH HET KAl
W HET HUKAaKWX H3MCHCHHH HAa PEHTTCHOTPaMMe, B 3THX CAy4asx TPYIHO HPUHSTH
pelieHre, KpoOM€ TOro, TPYyAHO YOCOWTh pPOAMTENICEH B  HEOOXOIUMOCTH
«PO(UITAKTUYIECKOT0» JICYCHUsS,, KOTOPOE JOCTATOYHO TPYHAOEMKO B MPAKTHYCCKOM
BBIMOJIHCHUH U HE MOXKET JJOCTATOYHO HATJISIIHO U YOS TUTEIIHLHO TI0Ka3aTh MOJIB3Y OT €ro
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npuMeHeHus. EE HasHaueHMe MOXeT CTaTb IIPEIMETOM pa3HOIVIaCHs MEXIy
poauTensiMM U jevamuMm BpadoM u3 lleHTpa. DTOT BOmpoC OCTaércss OTKPBITHIM U
COCTOSIHME  peOEHKa  JOJDKHO  IEpUOAMYECKH  OLEHHMBATBhCA  JUIA  NIPHHATHSA
cooTBeTcTByIomero pemenud. CyliecTByeT MHEHHE, 4YTO CIEAyeT Ha3HauyaTb
(usnoTEpanuIo ake NpU OTCYTCTBHH CHMITOMOB, JUIS NMpPUYYEeHUs peOEHKAa K OTHM
IpouexypaM, TaKUM 00pa3oM, OHH OyIyT Jerde M eCTECTBCHHEH BOCIIPHHSATHI, B CIIydae
BO3HHUKHOBEHHS OCJIOKHEHHH CO CTOPOHBI JIIXaTEIbHON CHCTEMBI.

1.2.1. AeueHune UHEeKUUn: aHTUOBUOTUKOTEPANUS

YV pebenka ¢ myxosucyuoosom moeym 6wvimb  nepuoouueckue NOObeMbl
memnepamypsl. B ciyuae auxopaoxku, MOJCHO N0003pesamv, YMO OHA 6bI36AHA
pecnupamopHoil ungexyueti, yaumoleds, 4mo ObIXAMENbHAsl CUCmeMda y makux oemeil
Haubonee yazeuma. B 3umuuil nepuood, 603moocro, smo 6ydem obwviunas OPBU u ne
obsazamenvho Oaxce epunn. OPBH npu mykosucyudose gnauane moxicen npoasumvcs
Kak obwviunas npocmyoa, (NposeneHus co CMOpPOHbl 6EPXHUX ObIXAMENbHbIX Nymell,
OKOJIOHOCOBBIX NA3YX. YUXAHUE, 3ATNOHCEHHOCb HOCA UIU HACMOPK, NOKPACHEHIe 20Pa)
3amem MO2ym NPOAGUMbCA NPUSHAKU B0GNEUEHUS HUMCHUX ObIXAMETbHbIX Nymel ¢
3ampyoneHuem ObIXaAHUs, KauiieM, 8blOeleHUueM MOKPOMbl U 0OWUMU NPOAGIEHUAMU
(Hedomozanue, pazopaicumenbHOCms, DECNOKOUHbIL COH, NOMeps. annemumad, nomeps
eeca, uHo2oa- paccmpovicmsa nuwjesaperusi). OcoOeHHOCMb SMUX UPYCHLIX UHDeKYull
- omo OaumenvHoe mevenue. Ho npeoicoe 6ceco onu cnocobcmeyiom pazeumuro
baxmepuanibHblx  UHGeKYull co  CMOpPoHbL  baxmepuil, KOMoOpvle yoce MO2ym
APUCYmMcmeosams 8 ObiXxamenbHvlx nymsx. Takum oOpazom, Kk NOAGAEHUIO TUXOPAOKU Y
pebénka ¢ MYKOBUCYUOO30M Clledyem OMHOCUMbCA €  OCMOPOJICHOCMbIO, U He
02PAHUYUBAMBCS MBICIAMU «HABEPHO, MO NPOCMO NPOCMYOa» UIU «NESKUL ZPUNNY.
Moowcno O0amb  pebénky scapononudcaiowee (muna napayemamona) u cieoyem
HaOI0O0amyb, HO He CIUWKOM 00120 eClu IUXOpPaoKka u opyeue NposgieHusi nPocnyobl
onames Oonvuwe 24-48 wacos, ciedyem obpamumvca K Jeuawemy 6payy uiu 6
cneyuanuzuposanuvlil yewmp.  Takum obpazom, peuwiaemcss 0npoC O OWNbHEUUUX
Oelicmeusix. 803MOJNCHO, Oydem HeoOX00UMO npogepums OAKMepualbHyilo @Iopy 6
Ovixamenvublx nymsx (COomeemcmeento, 635ms MA30K U3 3e6d, CPAGHUMb PE3VIbIMAMbl
nocesa ¢ npeoblOYWUMU), HAZHAYUMb ROOX00swull anmubuomux. Obwyio undopmayuo
no aHMUOUOMUKOMEPANnUY CMompume 8 0CHO8HOU yacmu (pazoen 3, napazpag 3.9.1.).

B smom 6o3pacme anmubuomuku HA3HAYAIOMCS, 8 OCHOGHOM, NEPOPAILHO, PEOKO
B03HUKAEM He0OX00UMOCMb 6 Kypcax enympueennou aumubuomuxomepanuu. Onu
CMAHOBAMCSL HEOOX0OUMBIMU MOALKO 6 Cyuae MNOSGNEeHUs. MANCENbIX OCIONCHEHUU
(ranpumep, ouacosas OponxonneeMoHusl, cnadenue (amenekmas) OONU UNU Ce2MEHmMA
N€2K020). B amux cyyasx npednouymumensHo npogooumy leueHue ¢ 20ChUmanu3ayue 8
CReYUAIU3UPOBAHHOM YeHmpe, NOMOMY YmMO max O01buie B03MONICHOCHU ObICIPO
CRPABUMbBCSL C OCTIONCHEHUSMU.

¢ Kaxas mukpogpnopa moscem dvimo y pedénka 6 smom eo3pacme?

B mepBbie MecCsIIIBI ¥ TOJBI )KU3HU TATOTCHHAS MUKPO(MIOpa MOKET OTCYTCTBOBATh. B
JanbHENIeM, MepBble MHUKPOOPIaHU3MbI, KOTOpble mosBisitorcsi, 3to Haemophilus
influenzae, Staphylococcus aureus, Klebsiella pneumoniae. B pasimunom Bo3pacte, y
Pa3HBIX JIIOJEH Mo-pa3HOMY, Y OOJBIIMHCTBA IMAI[MEHTOB ITOSBIACTCS MUKPOOPTAHH3M,
KOTOpeI HassiBaeTcs Pseudomonas aeruginosa (Cuwmecnoiinas nanouxa). Ilocine
MOSABJIEHHS Ccpear MUKpodIopbl Pseudomonas, cocTosiHie IbIXaTeabHOW CUCTEMBI MPH
MYKOBHCITHJI03€ CTAHOBUTCA OoJiee MpoOIeMaTHYHBIM B IUIAHE JICUCHUS M pHoOpeTaeT
Oonee HempeacKazyeMoe TEYeHHE, CETrOAHS HCIOJIB3YIOTCS CHENHANbHBIE CXEMBI
AHTUOUOTHKOTEPANUH C HEJbI0 «IPaJUKANUK» (TO €CTh IMOJHOTO YHHUYTOXXEHHS) MPH
MCPBOM JKE TOSBJIICHUH, JaKE MPU OTCYTCTBHU KAKUX-THOO IMPOSBICHUI CO CTOPOHBI
JIBIXAaTeIBHOM CUCTEMBI M1 MAKCUMAJIbHO OTCPOYUTHh TAKUM 00pa3oM TOT MOMEHT, KOTJa
MUKPOOPTaHU3M IPOYHO obocHyeTcst B JETKUX.
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¢ Omkyoa nossnnemcs Pseudomonas?

Pseudomonas aeruginosa - 3T0 MHKPOOPTaHW3M, OTHOCSIIUICS K TaK HA3bIBAEMBIM
«OTMMOPTYHUCTAM». Y 3[OPOBBIX JIIOZCI OH HE CIOCOOCH BBI3BAaTh KakoW 1nbo 0coboit
MATOJIOTHH U, JUISl TOTO 4TOOBI 000CHOBATHCS U Pa3MHOMKHTHCS OH HCIONB3YeT 0COObIe
curyaiun. Hampumep, npu TSDKENBIX 0XKOTax, OpU 3a00JIEBAHUAX, COIMPOBOXKIAEMBIX
AMMYHOIC(QUIIMTOM YacTO BBIABISIETCS MHQEKITHS, BbI3BaHHAsS Pseudomonas.

VY mopelt ¢ MYKOBHCIHI030M H3- 32 HAJUYUS B JBIXaTCNbHBIX MyTAX BSA3KOH U
JIMIIKOW CIM3H, MUKPOOPTaHU3M MOJIydaeT ONaronpHusTHRIC YCIOBHS IS Pa3MHOXKEHHUS,
MOTOMY YTO OH MPOW3BOJHUT BELIECTBA, KOTOPHIC MO3BOJSIIOT €My MPHKPEIUIITHCS K
CIM3W W OpOHXMANBHON CTEHKE W OYeHb OBICTPO Pa3MHOXKATHCS, (HOPMHUpPYS OUYCHB
arpecCcHBHBIE KOJIOHUH, OCOOCHHO B IIOXO BEHTUIIUPYEMbIX OTAENAX JIETKHX.

Pseudomonas aeruginosa - 3To MHKPOO, 3apaKeHHE KOTOPBIM TMPOHCXOAUT H3
OKpY’Karolieil cpefpl, Tak KaKk OH BCTpedaeTcsi bonee- MeHee moBceMecTHo. OH MOXKeET
NepeaaBaThCs TaKXkKe INPH MPsIMOM KOHTakTe (4epe3 pyKH, HHCTPYMEHTHI) WIH C
MCJIKUMU KallCJIbKaMHW, BBIACIACMBIMU IIPpU KallJI€ WA YUXaHUU I/IHq)I/II_II/IpOBaHHI)IX
JOJCH.

bonee mompobHyro wuHbOpMaIMIO CMOTpUTE B pasaene 3, maparpad 3.8.1.3.
«OTIMCAHNE OCHOBHBIX OAKTEpHil U TPUOKOB MPH MYKOBUCIIHIO3EY.

Ilocne noasnenusn 3mo20 Mukpooa, Kakoeo neuenue?

Kak Tonpko Oymer BbissBICHO Hanumume Pseudomonas B MOKpoTe, Jaxe IMpH
OTCYTCTBUH TPOSBICHUH CO CTOPOHBI IBIXAaTEIFHOW CHCTEMBI, OYCHb Ba)KHO HAadyaTh
JiedeHNe AaHTHOMOTHUKAME, KOTOPBIE CIIOCOOHBI TOJHOCTBIO YCTPAHUTh HH(EKIIHIO
(mpoBecTH «dpanuKanuio»), BO H30ekKaHHE XPOHHYECKOil KomoHumzanuu. Haumbonee
pacnpocTpaH€HHBIE CXEMBI TMpEANoJaraloT BHYTPUBEHHOE, ad’pO30JIbHOE BBEJCHHE
aHTHOMOTHKA (TOOpaMHUIIMH), WIA KOMOWHAIMS M3 MEPOPANBHOTO (IHIPO(IOKCAIINH)
aHTUOMOTHKA B COUYETAHUM C a3pPO30JbHBIM (TOOpPAMUIIMH WM KOJMHUCTUH). [IpoBomsTcs
pa3iMyHbIe MCCIIEAOBaHUs, JUII TOTO YTOOBI YCTaHOBUTH Haubojee 3(GQPEKTHBHbBIC
METOJBI U JJTUTEIHHOCTD JICUCHHS.

Hekotopeie wccnenoBaHus TOKa3ald, YTO €CIH IPH IIEPBOM MOSBICHHH P.
aeruginosa He MPOBOUTCS APAAUKALIMS, TO PAHHsIS KoJoHM3aus pa3suBaetcs B 50-60%
CIIy4acB, HANpPOTHUB, TNPH TNPOBEICHHH CBOCBPEMCHHON aHTHOMOTHKOTEpAIHU
KOJIOHH3AIIUS BBISBILCTCS IPUOTU3UTEIHHO B 15%.

Cmompume maxoice 6 0CHOBHOM pazdere:
3.8. Uro Oyner nmponcxomuts? CHMIITOMBI

3.8.1. JlpixaTenpHas cuctemMa
3.8.1.1. HwxkHue apIxaTenbHbIE Ty TH
3.8.1.2. BepxHue AbIXaTebHbIE MYTH
3.8.1.3. Pecnimparopusle nH}peKIMH, GaKTepUn 1 TPUOBI
3.8.1.4 TIpodunakTrka U KOHTPOJIb UHOEKINIT ABIXaTEIBHBIX MyTel

1.2.2. BakumHaumu

Bonvbuvie ¢ MyKoSucyuoo3om OO0NNHCHbL NPUBUSBAMBCS CO2LACHO CMAHOADIHOMY,
NPUHAMOMY KALEHOAPI0 RPUBUBOK, UMOObL UMEMb HAOENHCHYIO UMMYHHYIO 30Uumy
npomue 00bIUHLIX Haubolee pacnpocmpanénHvlx ungexyuti. Pacnucanue npusugox
MOJICEm HAPYWAMbCSL, HANPUMeED, eClll HA MOMEHM NPUSUSKU Y pebénka obocmpeHnie
PECNUpamopHoil UHpexyul, Uiy OHU 6 IMOM MOMEHM HAXOOMCSL HA 20CNUMATU3AYUL 6
nevebHom yenmpe.  Hnoeoa co cmoponvl pooumeneil 0Ovlgarom HeOOOCHOBAHHbIE
onacenus u npedybedcoeHuss npomue npusugox. Hecobaiodenue ycmanoieHHO20
nopsi0ka npueueox 6 moboM eo3pacme noosepeaem pedEHKA PUCKY 3APadceHUs
CEPbEIHBIMU UHDERYUAMU, KOMOPBLE MOINCHO NPEOOMBPAMUMb NYMEM 6AKYUHAYUU.

¢ Kaxue npusueku ciedyem coeiamp?

OpHEHTHPOBOYHO, XKENIATEeIbHO CHENaTh BCE «OOBIYHBIC» IPUBUBKH, BXOISIINE B
CTaHIAPTHHIN YTBEP)KIEHHBIN CIHCOK: AU(PTepusi, CTOIOHSIK, KOKIIIOII, KOPh, KPaCHYyXa,
SMHUIEMUYECKUil TapoTuT, rematuT B. Hackombko 3TO BO3MOXHO, CIIEAYyeT TaKkkKe
coOJII0IaTh PEKOMEHIOBAHHBIN KaleHAaph NPUBUBOK. OUYCHb BAXKHO M PEKOMEHIYCTCS
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cAenaTh IPUBHUBKM, KOTOpblE HE BXOIAT B CTaHJApTHBIA IepedeHb, Kak HampuMep,
NPUBMBKA NPOTUB BETPSHOW OCHBI, MOTOMY 4YTO 3TO 3a00JIEBaHHE MOXET OBITh
CMEpTENbHO ONACcHO AJIS MAIEeHTOB, MOJIyYaloIlUX JIEYeHHEe KOPTUKOCTEPOHIaMH WU
JPYTMMH WMMYHOCYIIPECCUBHBIMHU IpenaparaMu (KOTOpbIE B 00s3aTEILHOM IOPSIKE
Ha3HAualoTCs Mocje onepanuil Mo nepecaake JErkux), Wi NpUBUBKA MIPOTUB IenaTuTa
A.

¢ Kakue ewé npugueku u mepoi npounakmuku peKomMenoyiomea?

Becem nmersM ¢ MyKOBHCLHIO30M PEKOMEHAYETCS KaKAbIM TOA IENaTh NPHBHBKY
NPOTUB TPHUIMMNA, YTO JAeT 3alIUTy, XOTS M He aOCONIOTHYIO, MPOTHUB BHpYCa TPHIIIA.
[IprBUBKa MPOTHB TPHUIMIIA BCEX WICHOB CEMBH MOBBIIIAET YPOBEHB 3AIUTHI MAJICHHKOTO
narueHTa (Bo3pactoM MeHblue 2 jeT). Takke MmokasaHa IMPUBUBKA IPOTHB MTHEBMOKOKKA
M B IIEpBBIE JBa TOJa JKM3HM- MNPOQHIAKTHKA TaMMa- TIJOOYJINHOM TIPOTHB
pecnupaTopHO- CHHTHIMAIBLHOTO BUPYCa: 3TO cleayeT o0cyanTh B JleueOHOM IEeHTpe.

¢ Cywecmegyem nu 6aKyUHA RPOMUE CUHEZHOWHOI RATIOYKU?

B IIOCJICAHUEC T'OAbl B EBpone BBIITYIIECHBI IB€ BAKIHWHBI, OHpO6OBaHHI)Ie B JICUCHUU
OOJIBHBIX MYKOBUCIHUI030M. OI[Ha M3 HUX - 3TO BaKIMHA, COCTOsAIIAsA M3 pPas3IMYHbIX
OenkoB, M3BICUEHHBIX M3 KIETOK OakTepuit poma Pseudomonas (mosuBaneHTHas
BAKI[MHA); BTOpAsi- 9TO BaKIMHA, COCTOSIIAs U3 OEJKOB, M3BJICUEHHBIX U3 OKTYTUKOB»
Oaxrepuu (3TO MUKPOOpPIraH 0aKTepUH, HAXOISIIMICS HA KOHIE OaKTepHaIbHOMN KIIETKH,
M MO3BOJSIONINKA €# JBUraThCs, TAKUM 00pa3’oM IOBBINIAIOIINN HH(HUIHUpPYOIIHE
crocoOHocTH). Pe3ynbTaThl HCCIHENOBAHMM, K COXAICHUIO, MalIOOOHAIEKUBAIOLIHE.
Jpyrue BakiuHbl ipoTuB Pseudomonas emié HaxoasaTes Ha CTaiuK U3yYEHHUSL.

1.2.3. Aspo3onbHasa Tepanus

Asposonvnaa mepanus asnaemcs 0OHUM U3 HAUOOLee 8ANCHBIX ACNEKIMO8 NeyeHUs
MYKOBUCYUO03d, OOHAKO, OYeHb MPYOHO COelamb MAK, 4mobbl MANeHbKUll pebeHOK
becnpensimcmeeHHo NO360MUNL €€ NPO8OOUNIb, NOIMOMY 6 IMOM 803pacme ciedyem
UCNOIL308aNb MEeMOObl U CHEeYUATIbHbIEe Mepbl, KOMOopble YYUmbléam GO3HUKAUUE 8
CUny 803pacma nayuenma mpyoHocmu.

¢ YUmo denams, ecnu pe6énok naavem 6o epems npoyedypot? Ilpexkpamums eé?

Her, mocrapaiirech OTBI€Yh W YCIIOKOWTH €ro, a 3aTeM NPOJOIDKaWTe WIN
MPUOCTAHOBUTE BBINOJIHEHUE IMPOLEAYpHI, 1T0OKa OH HE OTBJICYETCS MIM HE OCBOHTCS
(paccMOTpeB M MOTPOTraB HHCTPYMEHTBI), & 3aTeM MPOJIOJDKANTE.

¢ YUmo yuywe ucnonvzoeams, MacKky uiu Mynowmyk- oughgpyzop?

Ecin peOGEHOK O4YeHb MaJeHBKHH, TO MPEIIIOYTHTENIFHO MCIONIb30BAHUE MACKH,
KOTOpas, OJHAKO, MOJDKHA OBITh COOTBETCTBYIOIIETO pa3Mepa, MATKOH M XOpOIIo
npwieraromeii kK smry. Kpome TOro, OHa JODKHA OBITH CHaO)XeHa BBITYCKHBIM
KIanaHoM (KOTOPBIA MPOMyCKaeT BO3MYyX HA BBIOXE U MPEMATCTBYET €ro
NPOHUKHOBCHHUIO Ha BIOXe). [IpH HCIOIb30BAHMN MACKH JBIXaHHE MO OOJBIIEeH YacTH
MPOMCXOINUT Yepe3 HOC, UTO 3aePKUBAET YacCTh JISKAPCTBEHHOTO npenapara. HampoTus,
MCIIOJIb30BaHKEe MYHANITYKA- Au(y3opa (9T0 npucoeaunsemMas K HeOynaizepy TpyOKa,
KOTOPYIO MOMEIIA0T B POT, MOBEpPXY s3bIKa) OOECIeunBaeT JIydllee NMPOHUKHOBEHHE
JIeKapcTBa, BIUIOTH 0 JIETKUX, W, €ClIM PEOEHOK CIIOCOOCH €ro HCIIONIb30BaTh, CIEAYET
OTAATH MPEANIOYTEHNE MYHIIITYKY.

IIpu Ha3HAUEHNH HOBOTO Mperapara, KOTOPBIH OyAeT HCIIOIB30BATHCS a3PO30IIBHO,
BCerJa ciexyeT 00CyanuTs 3To ¢ pu3noTepaneBToM u3 LlenTpa, 4ToOBI BEIOpaTh BMECTE
HanOoJee MoaXoAAIHi A PEKTHBHBIN CIOCO0 BBEACHUS, Yepe3 MACKY HIIM MYH/IITYK.

¢ Kakue npenapamut 6600am ¢ NOMOWbIO AIpo30an?

AdSpO30JIBHBIM ITyTEM BBOMAT IIpeHaparbl, KOTOPhIE HMEIOT ILIENbI0 Pa3KHKaTh
MOKpPOTY Uil OOJerdeHuss OTXapKuBaHUs (MyKONUTHKH), 10O ycwiuBamoumue eé
BbIBEICHHE (OTXapKUBAIOLIME), WJIM aHTHOMOTHKU JUIS JIEUEHUs PECHHPaTOPHBIX
MH(EKIU.
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BaxxHO 3HaTh, YTO HET JOCTATOYHO YOEIUTENBHBIX JOKAa3aTeNbCTB 3(P(PEKTUBHOCTH
OOBIYHBIX MYKOJIUTHKOB, HCIOJB3YEMBIX B (popMe adpo3osiell, MMEIONIUXCS B MPOAaxKe
(manpumep, Hop-anetmnmucrenn = dnxyumynwn). EquHCTBEHHBIH npenapaT, KOTOPbIHA
nokasasn 3(QeKTUBHOCTh KaK MyKOJHTHYecKoe cpeictBo- 3to JIHKaza wnm aneda-
JOpHa3a (TOProBoe Ha3BaHUE «IIYJIbMO3MM»), KOTOPBI Ha3HAYaIOT TOJIBKO IIOCIE
oueHkn lleHTpa MykoBucnnzmo3a. HenaBHO B KadecTBe OTXapKHBAIONIETO OBLIO
MPETIOKEHO HCIIONIB30BaTh a3p0307b C «THIEPTOHHMYECKHM)» COJICBBIM PAaCTBOPOM
(BOmHBIM pAacTBOPOM C JOCTaTOYHO BBICOKOM KOHIEHTpamued comm:  7%).
[IpenmymiecTBOM SIBISIETCS ACUIEBU3HA METO/A, OAHAKO MMEETCS] HEJOCTATOYHBIH OIBIT
NPUMEHEHNS! Yy MAaJICHBKHX JAeTed. B HEKOTOpBIX ciydasx OH MOXET BbI3BAaTh
pa3gpakeHHe CIH3UCTHIX O00O0JI0YEeK H JIETKYI0 HENpPOXOTUMOCTh OpOHXOB (=
Oponxocma3m). B Buae a’po3oiisi MOTYT Ha3HAYAThCS AHTUOMOTHKH (TOOpaMHUIIMH,
KOJIMMHUIIMH) [Tl HCIIONBb30BAHUS KOPOTKMM KYpCOM B CIy4ae peclupaTOpHOM
uHGEKINY WK T dpaankanunu Pseudomonas npu mepBoM MosBICHUH.

Ocoboe BHUMaHHUE ClielyeT OOpaTUTh Ha CIIOCOOHOCTh STHX IPENapaToB BbI3BIBATH
OpoHXOCHa3M M MCIOJIb30BAThH CHPEH-OpOHXOAMIATATOP, BABIXas ero U3 (IakOHYMKa 3a
HECKOJIBKO MUHYT IO IIPOLEAYPHI.

Bce mnpucrocoOneHns, HWCHONB30BaHHBIE IIPH IPOBEJCHUN WHTAIALMH CIEAYET
HEMEUICHHO MBITh W JIe3MHPUIHPOBATH (CMOTpHUTE Takxke pasznmen 3, maparpad 3.8.1.4
«[Ipodunaktnka ¥ KOHTPOMb HMH(MEKIUH [IBIXAaTENBHBIX IyTeH — Oe3MH(QEKIHA
YCTPOMCTB JUIsl MHTAJALMOHHOM Tepanuny).

CMompume mako#ce 8 OCHOBHOM pa3deﬂe:

3.9 JleyeHne MyKOBUCLI1032
3.9.1 AHTHOHOTHKOTEpATIHS
3.9.2 Aspo3zonbHas Tepanus

1.2.4. dusunotepanua U AérouHas peabuautaumus

JIéz0unasn gusuomepanus A61Aemcs 6AHCHLIM OONOTHUMETLHLIM MEMOOOM JIeYeHUs,
HANPABNIEHHbIM ~HA  NOCMOAHHOE — 0CBO0OOJCOeHUe JIé2KUX Om  MOKPOmbl:  npu
MYKOBUCYUOO3€e YOaNeHUe 653KO0U 2YCMOll MOKPONbL U3 ObIXAMENIbHbIX Nymell 03Haydaem
npedcoe 6ce20 yMeHbUleHUe 6ePOSMHOCIU 3apadiceHus (01 MHOSUX MUKPO6O8, Ha
camom Oeje IMu CKONJIEHUs CIU3U AGTAOMC UOCAbHOU NUMAMEIbHOU Cpedoll Ol UX
passumus). Kpome moeo, 0ce0b0xcOeHue OvixamenvHblx nymen Om MOKPOMbl
yayuuwiaem ObIXaHue U NOMO2aem JeKapCmeam OKa3vleamv c60é eo3deiicmeue. Ho
ManenvKkue Oemu, HAnpumep, MHO2Ue U3 MeX, KOMY OuacHo3 Obll NOCMAGIeH npu
CKPUHUH2E HOBOPOICOCHHBIX, YACMO He UMEIOM HUKAKUX CUMAMOMOS, U CO30AéMcs
eneyamienue, Ymo y HUX Hem MOKpomvl 6 Opouxuaibhom Oepege. [lockonvky cetivac
Hem HUKAKUX UCCAeO08AHUL, NOOMEEPICOAOWUX, YUMo y Omou epynnvl Oemel
Gusuomepanus a6nsiemcss dQPPEKMUGHbIM MEMOOOM 8 NPEOOMBPAUeHUU NOSABTIEeHUS
CUMNIOMO8, Cledyem UHOUBUOYATbHO NPUHUMAMb PeuieHUe 8 KadXCOOM Cyyae, npescoe
YeM HA3HAUaAmMb NOCMOSHHbIE ediceOHesHble npoyedypul. Eciu ecmv cumnmomvl, au6o
ApU UX OMCYMCMSUU, HO NPU HATUYUL PEHINSEHONOSUYECKUX NPUSHAKOS NOBPENCOeHUs.
OpoHXUAnbHO20 Oepesd, Gusuomepanus PEKOMEHOYemcs 6 CHeyudlbHbIX Mepax,
npedyCMOMPEHHbIX 0/ MANEeHbK020 pebeHKka. B mobom ciyuae, sajicna nepuoouieckast
OYeHKa cumyayuu OJis RPUHAMUS C80E6PEMEHHO20 PEULeHUS.

He cnedyem 3abvi6ams, 00HaKO, Wmo cyujecmeenHou no00epICKOU NE20UHOU 2USUeHbI
AGNAIOMCSA NOOBUIICHBIE USPLL U DUUYECKAST AKMUGHOCb, O MEPE 803MONCHOCMU, HA
omkpvimom 6o30yxe. Bee, npwloicku, Ky8bIpKU, USPbl C MAYOM - 6CE MO NO360/s€M
NI€2KUM  GbINONHAMb  2AYOOKUe OBUNCEHUs, KOMOpble CNOCOOCMBYIOM  BbIGEOEHUIO
MOKpOmbL U 6bI3bIBAION  NOAOHCUMETbHBIN Kaenb, KOMOpblil yoaasiem MOKpomy.
Qusuueckas akmueHOCMb MAKKHCe noMo2aem pebeHKy ovims boaee yeepeHHvim & cebe u
ayume 4yecmeogamov c8oé meno. Ilosmomy nyyute He 0ecnoKoumvcs, 4mo peOeHOK
«gcnomeem, nepeoxaaoumcs u ycmawem». Jlyuuie cmapamscs MaKkCUMAIbHO PaA36UBamy
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€20  JICU3HEeHHbLI nomeHyuaul, nNOCKOJNbKY 2mo 6]1(120"’[60[71—[0 nosjiausaen Ha e2co
d)lL?M‘lGCKO@ u ncuxudeckoe 300p06b6.

¢ Haoo nu npuyuyams e2o omkawnueams MoKpomy, oaspce eciu y nezo eé nem?

Ecnu HeT MOKpOTHI, peOEHOK J0JKEH NPUBBIKHYTh K JIBIXaTEIbHBIM YIPAOKHEHUSIM U
(u3nyeckoil Harpy3ke Ha OCHOBE OYEHb AKTHUBHBIX WIP: JeJaTh INIyOOKHE BIOXU H
BBIJIOXU, OeraTb, NpbIraTh. B KOHIE 3THX YNpaKHEHWH, MOXHO MONpoOOBaTh NaTh
peOEHKY OTKamuIATh MOKpOTy. Ho ecTe nmetm, y KOTOpHIX, IO KpaiHeH mepe, IO
OIIPEZIETIEHHOTO BO3pacTa MOKPOTHI HET. Y JApYTHMX JK€ OHa IOSBISAETCS BpEMS OT
BpemeHH. [ToaToMy B 3TOM Botpoce TpeOyeTcsi HaboAeHre M THOKHUN TOIXO/.

¢ Y nezo 6cé epema «3anosxcen» Hoc, umo oenamp?

Crenyer ocBOOOXKIATh IOJIOCTh HOCA OT BBIACICHUH, KOTOPHIC TaM 3aCTaHBAIOTCSL.
Haunbonee mmpoko pacmpocTpaHEHHasl NMPAKTHUKA - 3TO NPHYYUTh PeOEHKA C MEPBBIX
MEcCAIEB JKU3HM K IPOMBIBAHHMIO HOCA. OJTO TIPEIIONaracT BBEICHHE B HO3APH, C
TOJIOBOH, HAKJIOHEHHOM BIIEpesI, JOCTATOYHOE KOJIMYECTBO (PU3HOIOTHUECKOTO pacTBOpa
(20-30 M1 B HO3APIO): LIS ATOrO MOYKHO KCIIOJIb30BATh PE3UHOBYIO TPYIILY WIH TPYOKY,
COEIMHEHHYIO CO LINPHIEM, MyTEM MATKOro HaxaTwsa. Ilocie BBemeHHsA pacTBOpa OH
TaK)Ke aKKypaTHO OTCACBIBACTCS. JTO NMPOMBIBAHWE MOXKHO JIeJIaTh OOBIYHO Mapy pa3 B
JICHb, YBEIWYMBAs 4YacTOTy NIpH HeoOxoammoctu. [IpombIBaHME HOCAa JOJDKHO CTaTh
OOBIYHOW PEryJIsipHON TUTHEHUYECKON MPOLETypOi, KaKk YHCTKa 3yOOB HIIH €XKEJHEBHOE
YMBIBaHHE.

¢ Kakue cnocoowt puzuomepanuu pexomenoyromesn?

MocTypanbHbIii IpeHak (¢ MOXJI0NbIBAHHEM U BHOPOKOMIpeccHei) - 3T0 METOA
MAaCCUBHOTO «APEHUPOBAHUS (BbIBEACHUA) OPOHXUATBHBIX BBIICICHHUI. DTON TEXHUKE
poauTenei 00yuaroT GU3NOTEPAIIeBThI IEHTPa MYKOBUCIIHA03a. PeOeHOK MprHUMaeT
Ppa3JIMYHbIC TO3bI, KOTOPHIC NPEAHA3HAYCHBI NJIA ITPUIAHU 6p0HxaM BEPTUKAJIBHOI'O
MMOJIOKEHHUS U 00JIETUEHUS UX OINOPOKHEHUS IO I[eﬁCTBPIeM CHUJIbI TAXKCCTU: IIPU
Ka)XJIO¥ 1103€ BBITIOIHSAIOTCS TIOXJIONBIBAHUS PYKaMH, CIIO’KEHHBIMH YaIrleuKoH,
nepeMekaeMble MacCaKHBIMU JIBIKCHUSMH CO CIABIMBAHUEM, C TEM YTOOBI 00SCIICYHTh
OTJICNICHHE CJIM3H OT CTEHOK JIBIXaTeIbHBIX IyTeH U BBIBEJCHUE €€ C KauieM. JTa
TeXHUKa TIPUMCHSETCS, B OCHOBHOM, Y MaJICHBKHX JIETCH, KOTOPHIE eII€ HEe CIIOCOOHBI K
B3aMMO/ICHCTBHIO, I OHA TaK)KE HA3bIBACTCS TACCHBHBIM JPEHAKOM. B HEKOTOPBIX
Clly4asix OHa IMPOTHBOTIOKa3aHa (e€ nenarh Helb3s) U IOJDKHA ObITh 3aMEHEHA JAPYTUMHE
METOJIaMH, HallPHUMeED, €CIIi peOSHOK MPOSBIISIET CUMITOMBI «racTpo330(haraibHOro
pedurokcay (4acToe CpHITUBAHKE, PBOTA, HAPYIIICHHS CHA).

Ilen - macka - 3T0 (QU3MOTEpANeBTHYECKUH METOM, NPH KOTOPOM HCHOJIB3YETCs
crielMajbHas Macka Ha JIMIO, CO3Zaloliasi CONpOTUBIIEHHE BHIIOXY. [Ipu atom B a3y
BBIIOXa B OpoHXax co3gaéTcs M30BITOUHOE JaBieHHe. B HOpMe, MpH TIIyOOKOM BIIOXE
OpOHXM pacUIMPSIOTCS, a IPH AKTHBHOM BBIIOXE HMX TPOCBET yMeHbmraercs. [lpm
HaJIMYUK OPOHXO3KTa30B (ITO pacIIMpeHHss OPOHXOB B Pe3yjbTaTe HX APSOIOCTH OT
BOCIAJICHHUS) 3TU KoJiebaHus Ooyiee BBIPaKEHBI: MPOUCXOIUT YPE3MEPHOE PACLIMPEHUE
BO BpeMs ITyOOKOTO BJIOXa M CHJIBHOE Cy)KeHHe OpoHXa MpH rITyOOKOM BBIIOXE, BILIOTh
JI0 TIOJIHOTO CIAJCHUS MpPU aKTUBHOM BBIIOXE. STOMY CIAICHUIO MPEMATCTBYET
MOJIOXKHUTEIBHOE JaBlICHHUE, CO3J]aBaeMoe Ien - Mackoil. TakuM o0Opa3om mocTuraeTcs
yanuHeHue (a3bl BBIIOXA, YTO OOJErdacT BBIBEJICHUE MOKPOTHI u3 OponxoB. [lem -
MacKy MOKHO IPUMEHSTh U Yy MaleHbKOr0 peO&HKa, HEOOXOIUMO TOIBKO HAYYHTH €T0
BBITIOJTHATH Y/UTMHEHHBIN BBIJIOX 0€3 YCKOPEHHUS.

¢ Ilouemy 00HU Oemu 6bINONHAIOM PuU3UOMEPANUIO C «NOXTIONLIGAHUEMY, a4 Opyzue
pabomarom ¢ nen-mackoii?

Mertonbl OpIXaTeNbHON (HU3HOTEPANUN HE OJWHAKOBBI /I BCEX JECTEH, W OMBITHBIN
(u3moTepaneBT MOXKET TOMOYh BBIOpaTh Hambosiee momxomsammid. CyIiecTBEeHHBIX
pa3nuIuii MeXIIy METOIaMH BBIBEICHHS MOKPOTHI HET, BCE 3aBHUCHUT OT TOTO, HACKOJIBEKO
MPABHIILHO peOEHOK CITOCOOEH BBIMTOJIHUTH UX.
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Bribop mporpammsl ¢u3noTepanuy, Kak yxke ObIJIO CKa3aHO, 3aBHCUT OT JPYTHUX
Pa3IMYHBIX YCJIOBHH: BO3pacT peOEHKa, ero CIoCOOHOCTh K BBIIOJIHEHUIO MPOLEAYPHI,
CTENICHN U3MEHEHUI B OPOHXOJIErO4YHON CHCTEME.

¢ Echu on uyecmeyem cebs xopowio u He umeent GUOUMBIX CUMHHIOMOS, HIO
nPOOOIIICeHUE 6bINOTIHEHUA PUUOMEPANUN MOICem HABPeOums?

AOCOJIOTHO HET, HO B LIEJIOM JIydIlle, YTOObl POAUTENIH M Bpayl BMECTE MPHILIH K
PELICHUI0 O HEOOXOAMMOCTH BBHINOJHEHHsS (QU3NOTEpanuu. OTO NpPEeIOTBpaIlacT

HeZopa3yMeHHs 1 KOH(IIUKTHL.
¢ MHoOTroJIeTHee UCIIOIB30BAaHKE IIETI- MACKU MOXKET OBITh BPEIHBIM IS JIETKUX?

Her. Ucnons3oBaHne OrpaHNYMBACTCS HECKOJIBKUMHU JECSTKaMH MUHYT B J€Hb C
TepephIBaMH, HCIIOJIH30BaHNE M30BITOYHOTO NABJICHHUS IpH BIoxe He Oosee 20 cM
BOIBI JEeNalT IPAaKTUKY IONHOCTBIO Oe30macHoi, Haxe B JOJITOCPOYHOH
MEpPCIICKTHBE.

CMompume makotce 6 OCHO6HOM pa3()eﬂe:

3,9 Jleuenue MyKoBHCIIHI03a
3.9.3 dusnorepanus u NErovHas peadWINTALMS: METOABI PH3NOTEPAIICBTHYECKOTO IpEeHaXKa

XopoLuee cocTosH1e GYHKLMU MULLLEBAPUTEABHON CUCTEMBI

¢ Kak eviacnume, umo cocmosanue QYHKYUu RUUE6apeHus HOPpMAibHOe 6 IMOM
eo3pacme?

HexoTopble npu3Haku HOpPMaNbHON pabOThl MHUIEBAPUTENLHON CHUCTEMBI: peOSHOK
HOPMAaJIbHO MPHUOABIISIET B POCTE U BECE, XOPOIIO KYIIAaeT, y HEro PEeryJspHbIA CTYJ MO
4acToTe U 00BEMY, )KMBOT HE YBENHueH, 0e3 MereopusMma (T.e. HE CONEPXKHT Ta3oB,
KOTOPBIE YaCTO BBIJEISIOTCS); MATKHE TKAHHU Tella YIPYTHe, SIaCTHYHBIC U PO30BBIC.

N naobopor, mwHIEeBapeHWE HAPYIIEHO, €CIOH CTyJl 4YacTblii, OOWUIILHBIH,
HeO(DOPMIICHHBIN, KHPHBINA, OYEHb 3JIOBOHHBIA. YacTo OECmOKOST 00NHM B JKUBOTE,
YacThIe 3allophl, TOTEps amleTHTa WIH, Hao0OpOT, Ype3MEPHBIN TOJOJ, MOKa3aTelH
pocTa He COOTBETCTBYIOT PErYIISIPHOMY PUTMY. [IpHUUHBI 3THX HapyIMICHUH MOTYT OBITh
pa3IMYHBIMH: CPEIH OCHOBHBIX, 3TO MOXET OBITh He3()PEKTHBHOE JICUCHUE
HEIOCTAaTOYHOCTH ITOJDKEIYJOYHOH >Keie3bl. B TOMOOHBIX CHTyalusX HEOO0XOAUMO
MIPOKOHCYJIBTHPOBATHCS C BpadaMH TN IUETONOroM LleHTpa, 9TOOBI MOHATh MPUYHUHBI
(HampuMep, HEIOCTaTOYHAs O3MPOBKA IAHKPEATHICCKHX (DEPMEHTOB), WU H3MEHUTH
Teparnuio.

¢ Kax ouenueaemcs cocmosinue QYYHKUUU NOOXHCELYOOUHOU diceesvl?
HenocTato4HOCTh MOMKENTYIOYHOI JKelle3bl- TO HECIIOCOOHOCTD JKeJIe3bl IOCTaBIISATh
MUIIeBapUTeNbHBIE  (DepMEHTHI, HEOOXOAWMBIE i MEepeBapHBaHUSA  PAa3IMYHBIX
MHUTATEJIBbHBIX BEUIECTB. Y peOeHKa ¢ MYKOBHCIHMI030M, OCOOCHHO B 3TOM BO3pacrte,
ClleyeT MEepHOTMYECKH IMPOBEPSTh COCTOSHUE TOUKENYI0UHOM >Kene3sl (He MeHee
OJTHOTO pa3za B ToJ W TeM Ooljiee TPH TMOSBICHUM TMPHU3HAKOB HEIOCTATOYHOCTH
MOJDKETYAOYHOM JKeJe3bl, TAKMX KakK 3aJepKKa pocTa, JHOO0 HM3MEHEHHs XapaKTepa
CTyJa - yBEIUYEHHE O00BEMaA, MOBBINICHHAS JKUPHOCTH WM 3JIOBOHHOCTH). CocTosiHHE
(DYHKIMY TIOKETYIOYHON JKeJe3bl MOXHO ONPEACTUTh C IOMOIMIBI0 ONPEIeIEHHBIX
AHAJIN30B:
¢ MOXHO W3MEpPHUTh KOHIIEHTPAIMIO HEKOTOPHIX (DEPMEHTOB B Kaje (XMMOTpPHUIICHH,
MaHKpeaTH4YecKas dyiactasa-1) win B KpOBHU (TPUIICHHOTEH, JIUMAa3a, ITAHKpeaTuIeCcKast
aMmITa3a): KOorja MoDKeTyJ0uHas Kele3a He paboTaeT Kak IMOJI0KEHO, KOHIICHTPAIHS
OTUX (I)CpMeHTOB 3HAYUTEIBbHO ITOHMXKACTCA, KaK B KaJIC, TAaK U B KPOBU;
¢ MOXHO H3MEpHUThH MOTEPIO KUPOB C KaJOM, MOJHOCTBIO COOpPaHHBIM B TeueHHe 72
4acoB, MPU COATAHCUPOBAHHOM PEryJSIPHOM MUTAHUH, C JTOCTATOYHBIM COJEPKAHHEM
xupoB. Ilorepsi Gosee 3-4 rpamm KHpPOB B JIeHb B 3TOM BO3pacTe yKa3bIBaeT Ha
HEJIOCTATOYHOE IePEeBapUBAHUE JKUPOB, W, COOTBETCTBEHHO, HA HEJOCTATOYHOCTH
TOJKEITYA0YHOM KEIIC3BL.
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¢ O uém 2080pum nOOLEM YPOBH: (hePMEHM 06 NOOIHCETYOOUHOU Heene3bl 8 KPosu?
Korzaa nomxkenynouHas xese3a paboTaeT HOpMaJIbHO, hEpPMEHTHI, KOTOPbIE OHa
MPOU3BOJINUT, MOCTYIAIOT B IIPOCBET KUIIEYHUKA Yepe3 MPOTOKH JKele3bl (CMOTpUTE
paszaen 3, maparpad 3.8.3.). B maronoruyeckux ycioBusxX (epMEHTHI MOTYT YaCTHYHO
MOCTYIATh B KPOBb U JIOCTUTATh OYCHB BHICOKUX 3HAYCHUI B CITydae BOCHAICHUS
(mankpeartur). JInmasa, MaHKpeaTHIECKas aMuIIa3a, TPUIICHH (MITH TPUIICHHOTEH) -
3TO epMEHTHI, KOTOPBIE MOXKHO OIPE/ICIUTh B CHIBOPOTKE KpoBH. B nmroboM ciy4ae,
y MaJICHbKHX JIETeH MAHKPEATHT ObIBACT UCKIIIOUYUTEIBHO PEIKO. Y MEpEHHOE
MOBBIIICHHE YPOBHSI ATUX (PEPMEHTOB MOXKET BCTPEUATHCSI B HOPME M IIPU
HOPMaNbHOH (QYHKIUH MOKENTYJOYHON JKENIe3bl, B OTCYTCTBUE MTAHKPEATHUTA.

¢  Kax omuocumuca K 603MOMCHBIM 001AM 6 ycugome y pedénka?

VY pebEHKa ¢ MyKOBHCIMAO30M, OCOOCHHO B TIEPBBIC MECALIBI KI3HH, KaK U Y IeTeH
6€3 MYKOBHCIIH/I03a, MOTYT MOSIBIISITECS] 00N B KMBOTE, 110 THITY «Ta30BBIX KOJIUK.
Jleuamuit Bpad - meuaTp CMOXKET OLIEHUTH MIPUPOY OoJelt u 1aTh
COOTBETCTBYIOIIHE peKOoMeHaaIuu. [Ipu 3ToM 6011 MOTYT OBITH CJICICTBHEM
IOBBIIICHHOI'O F33006pa30BaHI/IH B KMIICYHHUKC HU3-3a HCAOCTATOYHOCTH
MOJKETYZIOUHOH JKeJle3bl C HeaJleKBaTHON 3aMeCTUTEIbHON Teparueid (pepMEeHTHBIMU
npenapatamu. [Ipy HaTHMYUK MOTOOHBIX MTOI03PEHUIT HEOOXOAUMO 0OPATUTHCS K
CHeNHANNCTaM CHEeIMaTU3UPOBAHHOTO IIEHTpa. B HEKOTOPBIX cIydasx, Hanpumep, y
JIETEH, MEPEHECIINX MOCTE POXKICHHS OIEPALHIO M0 TOBOAY MEKOHHAIBHON
KUIIEYHOU HEPOXOAUMOCTH, OOJIH B )KUBOTE (YIIOPHBIE, CO CKYIHBIM CTYJIOM U
«HANPSDKEHHBIMY )KUBOTOM) MOTYT OBITH MPU3HAKOM KHIIEYHOH HEIIPOXOIUMOCTH,
Jaxe yacTHIHOW. Ho m B 3TOM citydae srydie oOpaTHTHCS K CHIEUATHCTAM
CHELHAIN3HPOBAHHOTO LIEHTPA.

1.3.1. depMeHTbl NOAXKEAYAOUHOM XEAe3bl B NEePBbIE FOAbl XXU3HU

¢ Kaxk onpedenums, umo 0o3a ghepmenmos npasunvnan?

@DepMEHTHl TIOKENYIOYHOW JKENe3bl CleAyeT MPUHUMATh COTJIACHO JIO3UPOBKE,
Ha3HauYeHHOH B JedyeOHOM meHTpe. [IpmHMMaeTcs 1032 BO BpeMs KaKAOTO Hpuéma
UMM, TI0 YacTsM, KaKk MHHAMYM: B Hadale W B cepeamHe mpuéma mumy. [lpu
MPaBWIBHOM  3aMECTHUTEIBHOH Tepamuu CTyl JOJDKEH OBITh  O(OpMIICHHBIM,
HEOOWIIPHBIM, W YyBEJHMUYCHHE Beca peOEHKa TOIDKHO IMPOUCXOIUTH PaBHOMEpHO, 0e3
OCTaHOBOK HJIH 3aJIePKeK.

ITocne Havanma mpuéma (epMEHTOB MOTYT IMOSBIISATHCSA 3amOpbl, OCOOCHHO y JAETeH, y
KOTOpBIX JI0O Hauyaja JiedeHWs] ObUT YacThlii OOWJIBHBIA CTYJd. OTO pe3yibTar
MOJIOXKHUTEIBHOTO JIeHCTBUA (DEpMEHTHOI Tepamuu, BCICACTBHE PE3KOTO YMEHBIICHHS
00BEMa KUIIEYHOTO cofiepkuMoro. He crieayeT coBepmiaTh OMMOKY U YMEHBIIATH J03Y
NpUHUMAaeMBIX (epMeHTOB. ECiu 3amopsl MpoAoIDKaroTCs, MPEeXAe YeM CHH3HUTH J03Y,
clefyeT NPOKOHCYIbTUPOBATHCA C BPauoM.

¢ Kaxk credyem npunumameo pepmenmor?

pr)lele JACTU W TIPOCTO MAJICHBKHUE HE B COCTOAHUM TIPOIJIOTHUTH KaIllCyJbl C
9KCTPAaKTOM TIOJKEIyIOYHOU Kene3bl. [lodToMy clelayeT OTKpBIBATh KaICyJIbl,
W3BJICKATh TPAHYNbl Ipernaparta W CMEIIMBATh HX CO CJErKa KHUCIBIMH IHIICBEIMH
KOMIIOHCHTAMH WU cMecsMHu. JKelnaTWHOBas Karcyia CIYXHT JUIS TOTO, YTOOBI
(hepMEHTHEIH TpenapaT He KOHTAKTHPOBAJI CO CIU3UCTON 000JI0YKOH POTOBOM MOJIOCTH
u He pasgpaxan c€. Ilocime ymaneHHs KarCynbl, TPaHyJIbl He OyIyT pa3Ipaxkarb
CIIM3HCTYIO, €CJIM OHM OYyAyT XOpOLIO CMEIIaHBl CO CcJierka KHCIOW nwuiei. B
3aBHCHMOCTH OT BO3pacTa peO&HKa, TpaHyJIsl MOXKHO CMENaTh C SOJIOYHBIM IIIOpE,
TépTBIM H6HOKOM, BO}IOI\/’I C HECKOJIBKMMHU KaIlJIIMHU JIHMMOHHOT'O COKa, H6HO‘IHBIM COKOM,
¢pykToBEIM  HorypTroM.  CymiecTByeT — JieKapcTBeHHass  ¢GopMa  IKCTPaKTOB
MO/DKEITYAOYHOM JKeNNe3bl B BUAE 3alIUIIEHHBIX T'paHyd 0e3 Karcyisl, CHCIHAIBHO s
MaJIeHbKUX JeTeH, TI03BoJIsIomas 6oee TOUHO Ha3HA4YaTh TO3UPOBKY U Ooliee yaoOHas
B MCTIOJIb30BaHHH.

¢ Mozym nu pepmenmol Hagpeoums, eciu nOcie ux RPUHAMUA pedGeHoK He noecm?
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[lo Oonbmomy cuéry, eciu mnocie NpuéMa pPEeKOMEHIOBAaHHOW 03Bl (EpPMEHTOB
pPeOEHOK He MOECT WM ChECT MEHBIIE YeM TpeOyeTcs Uil PUHATOM 1036l (PepMEHTOB,
HUUYero He ciayuyurcd. Ecnu mpuéM NMINM CHIUIIKOM JAJIUTENbHBIM, BO3MOXHO, 4TO
(bepMeHTBI HE CMOTYT MOKPHITH MOCIEAHIOI YacTh MUIIM (B TAKUX CIydasx CleayeT
OCTaBJATH 4acTh (PEPMEHTHOrO mpenapaTta Ha KoHel npuéma). s xaxnoro peGEHka
CJIeyeT MOJONPATh IIEPCOHANBHBII» CIIOCOO HAa3HAYCHUS, KOTOPBIN OyJeT YUUTHIBATH
HE TOJIBKO KOJIMYECTBO, HO M CKOPOCTH NPHEMa HHIIIH.

¢ Ymo 6yoem, ecnu 3ab6bime npunamev epmenmsl 60 épemsa eovl? ModcHo au 6
IMOM CIyuae nPUHAMb UX ROCIE NPUEMA RULU?

Uem mo3ske mocie npuéma MUy OyayT NpUHATHL EPMEHTHI, TEM MEHBIIE BO3MOXHOCTh
JUIT HUX CMEMIaTbCs C THIOICH W TPOW3BECTH CBOH INHIIEBAPUTEIBHBIA AP EKT.
Bbecnone3no npuHUMaTh UX Yepe3 Yac U enié No3aHee 1mocie eapl. Peqkie oqHOKpaTHbIE
MPOITyCKU NpueMa ()epMEHTOB NMPOOJIEM HE BBI3OBYT, a BOT IIPU YAaCTBIX PETyISPHBIX
OpOMyCKaX, KOHEYHO, MOTYT MPOSBHTHCS PacCTPOHCTBA muIeBapeHus (yBelnueHHE
YaCTOTHI U KOJIMYECTBA CTYJIa, OOJIH B )KUBOTE).

¢ Haoo nu npunumams pepmenmeul 0arce K020a nPocmo nbéulb GPyKmoewlii cox?
[MumeBaputenbuple  QEpMEHTHI NPUHUMAIOTCS Ui [IEPEBApUBAaHUS  IHIIH,
coJiepKalei KHUPhl, OCIKH U YrJIeBOIbL. [IHIeBble MPOAYKTHI 0e3 JKUPOB, OCIKOB, U
cofiepKalliie TOJBKO MPOCThIE caxapa (caxap - paduHam, caxapa, KOTOPBIE COMCPIKATCSI
B (hpyKkTax) He TPeOYIOT npréMa (pepMEHTOB: caxap, MEM, GppPyKThI, MapMenai, claaKue
HaIUTKH, KOHPETHI, PPYKTOBBIE COKH, MHHEpAJIbHASI BOJIA, Yall, (PYKTOBBI JIE.
Cmompume maxdice 6 OCHOGHOM pazdeie:
3.8.3. DK30KpHHHAsI 9acTh IOKEITYI0OYHON JKeIe3bl
3.8.4. DHIOKpUHHAS YaCTh MOJPKEYOYHOM KeIe3bl
3.8.5. Kumreunuk
3.8.6. [1eueHb U KETUCBBIBOIAIINE TyTH
3.9.4. 3amecTuTenpHas (pepMEHTHAs Tepanus U Auera
3.9.4.1. 3amecturenvHas GepMEHTHAS TepaIHs
3.9.4.2. AnexBaTHOE TUTaHNE

CocTosiHUe NUTaHWA U POCT

¢ Kak nonams, 0ocmamouno au pe6éHOK <ynuman» 8 0AaHHOM 6o3pacme?

IIpn xopomeM mnuTaHuM y peOEHKA 3I0POBBI BHUI, XOpOIIas IOJBHKHOCTB,
¢usmueckass cuiua, KOXKa poO30Basg, TENO YIPYroe; TIICHXOMOTOPHOE pas3BHUTHE
COOTBETCTBYET BO3PACTy, XOpOIIO HabupaeT Bec M pocT. [l Gonee TOUHOH OLEHKH
COCTOSIHMSI TIMTaHUSI MOXHO NPUOETHYTh K OIPEAETICHUIO YPOBHS OINpeJeTIEHHBIX
KOMIIOHEHTOB B KPOBH: aJbOyMHHa, >KeJe3a, KaJbIys, I'eMOIVIOOMHA, SPHUTPOLMUTOB,
’KAPOPACTBOPUMBIX BUuTaMHHOB (A, D, E).

OTH TOKa3aTenu, Kak MPaBHJIO, TMEPHOAMYECKH OICHWBAIOTCSA TPH B3SITHH aHAIHM3a
KpPOBH BO BPEMSI KOHTPOJIBHBIX BU3UTOB B LIeHTp.

¢ Kak coenamp, umoow pebenox poc, kak opyzue oemu?

UroOpr  obOecnedynTh HOPMANBHBIA  POCT pebEHKAa C  HEZOCTaTOYHOCTHIO
MOJKETYA0THOMN JKeje3bl He0OXO0IUM aJIeKBAaTHBIM MPUEM MaHKpPEaTHIECKUX (EPMEHTOB
U TOBBINICHHAST KaJOpHHHOCTh Ty (comepkanue kamopuii Ha 20-30% BbImIe 10
CpaBHEHHUIO ¢ OObIYHBIM). [[OBBINICHHAS KAIOPUIHOCT TaKXKe JOMYCTUMA U Y jeTeil 6e3
HEJIOCTATOYHOCTH IT10/KEITyJOUYHON JKEJIE3bl.

¢ Bo3moowcno, umodvl on uyecmeosan cedsa naoxo uz-3a npodinem ¢ OvIXaHuem,
noxo poc u Hadupan gec?

Koneuno. Xopoiuee cocTosinne IbIXaTeJIbHOI CHCTEMBbI CIOCOOCTBYET X0pouIeMy
NMHIIeBAPEHHI0 H HA000pOT. Eciii HE KOHTPOIMPOBATH OJKHBIM 00pPa30M COCTOSTHHE
JIBIXaTeIBHOM CUCTEMBI, MOXKET MOSBUTHCS 3aJiCpKKa pa3BUTHsA. PaHHEe BBISABICHHE U
JICUCHHE PECIUPATOPHBIX MHMEKIUI O3BOJISIET BOCCTAHOBUTH PABHOBECHE B MTUTAHUU U
HOpPMAaJIM30BaTh POCT.
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¢ Kak nonams, nopmansno nu on pacmém?

PazBuTre pebEHKa olleHUBAETCS MOCPEACTBOM pETYJSIPHOM OIEHKM Beca M pocTa. B
HepBBIE JIBA TOJIa POCT U3MEPSIETCS B JIe)KaueM ITOJIOKEHUH Ha CIIMHE, 3aTeM B OOBIYHOM
MOJIOKEHUN CTOS. 3HA4YeHUs Beca COOTHOCATCS CO CIELHAIbHBIMH TpaduKaMu-
HEHTHJIbHBIMHU TAOJIHLAMH.

¢ Ymo makoe <yenmunu» pocma?

IokazaTenu pocTa U Beca SIBISIFOTCS MOKA3aTeNIIMH WHIUBHIYAIbHBIMH U OYEHb
BapuabenpHbIMU.  YTOOBI  ONpENeNuTh TPAHHUIBI HOPMBI  (MaKCUMaJbHBIE U
MHHUMaJIbHBIC) BHYTPH KOTOPBIX COYETAaHME pOCTAa M Beca JOMYyCTUMbI, ObUIA
paspaboranbl TpaduKH, Ha3bIBAEMbIE «UEHTUIBHBIMH» HIH «KPHUBBIMH POCTa»
(emompume puc. 1 na cmp. 30). OHM MOKA3BIBAIOT COOTHOIIEHHUE Beca U pOCTa peOEHKa
B 3aBHCHUMOCTH OT €ro BO3pacTa, B CPABHEHUH C JAPYTMMH JETBMH TOT'O XK€ BO3pacra u
noJia B JJaHHOW momyJssiuuy moaed. beith Ha 50-i ueHTHnM o3Havaet, yto cpeau 100
JieTeil JaHHOTO BO3pacTa, MOJIOBHHA MMEIOT IOKa3aTelld BhINIE, a Apyras MOJOBUHA -
amke. Jpyroit mpumep: ecnu Bec (iau poct) pebénka cootBercTByeT 30-i HEHTHIH, TO
31O 03HauaeT, yTo u3 100 metei B 0oOIIel moOmyNsAuy, TOTO K¢ 1Moja u Bo3pacta 30
YeJI0BEK MMEIOT Bec (WU pocT) MeHbInui, a 70 yenoBek - Oombiuil. [{eHTHIN MOXHO
emé CpaBHUTH C pelbcaMM: Kax[Iblii peOEHOK cieqyeT CBOEMY IyTH Pa3BUTHS, U OH
MOXET OBbITh MOXKET OBbITh 00Jice BHICOKUM WM HU3KHM. TO €CTh C POXKICHUS KaKIbIi
peOEHOK CciielyeT HHAUBUAYATbHON CHTHIBHOM JINHUH.

Jiisi OpUCHTHUPOBOYHON OILEHKH MOXHO MPHHSTh, YTO JIMHHS POCTa, KOTOpas
HaXOmUTCS MEXOy  25-0off m 75-0ff HEHTHISAMH, B IIEJIOM, ITOKa3bIBaeT aOCOJIOTHO
HOpManbHOe pa3Butre. Crienyer oOpamaTh BHUMaHue Ha pocT Hike 10-0if ueHTHIHN 1
0COOCHHO HMXe 3-ei IEHTWIH, OTOMY YTO 3TO OYEHb Mayio. TPEBOXKHBIM CHUTHAIIOM
SIBJISIETCS TAaKOKe, €CIIM KPUBAsi POCTa OTKJIOHSETCS] OT CBOEr0 HOPMAJIBHOTO HANPABIICHHS
BHH3 WM HAYMHAET COOTBETCTBOBATH HMXKEJIEKAIIUM LIEHTUIISIM.

¢ Ymo maxoe HMT?

Jlpyroii mokasaTtenb COCTOSHHSI muTaHus - 310 UMT (uHIgekc maccel Tena). DTo
COOTHOIIEHHE MEXIy BECOM M POCTOM (Macca Teiia B KWJIOTpaMMax, paslieféHHas Ha
POCT, BBIDOKEHHBIM B MeTpax, B KBajapare). MHIEKC BhIpaKkaeT MPOMOPIMI0 MEKTY
BECOM M POCTOM. KaXKIOMYy POCTY COOTBETCTBYET ONPEACIIEHHBIM BEC U 3TO JENAeT
rnokaszaTtenb «uaealbHbiM».  Huszkoe 3Hauenne HMMT roBopur O HeIOCTATOUHOM
MUTAHUH, BBICOKOE - 00 HM30BITOYHOM MUTAHWK W OXKUpEHHH. JIJIs1 3TOro mokaszaress
TaK)KEe CYIIECTBYIOT TAOIMIIBI IEHTHIIEH ()11 CpAaBHEHUsI ¢ OOIIEN MOMyJISIUel Jrei),
KOTOpBIE MEHSIOTCS B 3aBUCUMOCTH OT I10J1a ¥ BO3PacTa.

1.4.1. BckapmAauBaHue

Kaxk 6v1my c epyonvim éckapmausanuem?

Huxoraa He cijieqyeT 0TKa3bIBaThCA OT MATEPUHCKOT0 MOJIOKA, HATIPOTHUB,
PEKOMEHTYETCSI €T0 UCIIOJIb30BaTh TaK, Kak 3TO TOJILKO BO3MOXHO. MaTepuHCKOe
MOJIOKO CIIOCOOCTBYET JIYUIIEMY BCACBIBAHHUIO )KUPOB H YTIIEBOAOB, KPOME TOTO, OHO
SIBIISIETCSI UICTOYHUKOM OCOOBIX BEIIECTB - MUTATEIBHBIX, CIIOCOOCTBYIOIINX
MUIIEBAPEHUIO, MPOTHBOMH(ECKIIMOHHBIX 1 HIMMYHHBIX, HE TOBOPSI YK€ O OJIarOTBOPHOM
TICUXOJIOTMYECKOM BIIMSHUU Ha MaMy U peOEHKa.

Ecmu MaTepHHCKOTO MOJIOKa HEIOCTATOYHO, MOXKHO JOMOJHHTH €r0 MOJIOYHBIMHU
cMecsmu  (CMEIIAaHHOE BCKAapMIIMBAHME), TAKMMHU JKe, Kak W Jusl Jeredl  0e3
MYKOBHUCIIHJI034.

IMocne ycTaHOBIEHUS BpadyoM HEOOXOIUMOHN O3Bl MUIIEBAPUTEIBHBIX (DEPMEHTOB,
X MOKHO JaBaTh PeOCHKY Iepe]] KOPMIICHHEM, M3BJIEKas W3 KalCyIbHOH OOOJOYKH U
CMeIIuBasl TPaHylIbl C HEOONBIIMM KOJHMYECTBOM MATEPHMHCKOTO MOJIOKa. [ paHyIsl,
CMEIIIaHHbIE C MOJIOKOM, MOYKHO J1aTh PEOEHKY C MIOMOIIBI0 YaWHOU JIOKESUKH, TIPH ITOM
ciemyeT oOpaTUTh BHUMaHWe Ha TO, YTOOBI HE caBUTh uX. [lociie Toro, kak peOEHOK uxX
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OpPOTJIOTUT, MOXXKHO HauWHATh KopmieHHe. TOT ke TOPSAAOK HCIOJB3yeTCs MpH
HCKYCCTBEHHOM BCKapMJIMBaHHUH.

Korma HaumHaetcs mpuKOpM, OyJIeT BO3MOXKHO, Kak yke ObUIO CKa3aHO, JaBaTh
rpaHyJbl, CMEIINBas MX C HEOOJBIIUM KOIMYSCTBOM CIICTKA KHCJIOW MHIIH (CMOTpHTE
naparpag 1.3.1.).

¢ Omauuaemcs i 66edeHue RPUKOPMA Y PEOEHKA ¢ MYKOGUCUUOO030M OM NPUKOPMA
y opyzux oemeit? Ecmp nu npodykmat, KOmopsim ciedyem omoams npeonoumenue
unu Haobopom, Komopele ciedyem usdezamsp?

Ortansl BBEJCHUS NpUKOpMa OyIyT Takue ke, KaK y APYIHX AETeH, ¢ HEKOTOPBIMHU

PEKOMEHIALMSIMU.

1) Tluma pODKHA — coAep:kaTh MHOr0 Kajopuii (aMeTa  «mOBBINIEHHOI
KAJIOPUAHOCTH»); PEKOMEHIYETCS eXeIHeBHOE moTpebiienne kamopuit Ha 20-
30% OGosnplue, yeM 0OBIYHO HEOOXOIUMO JUIsl IAaHHOTO Bo3pacra pedéHka. OauH
U3 TPOCTHIX CIIOCOOOB oOecrednTh OoJbliee KOJIMYECTBO KAJIOPHH - 3TO
UCIIOJIb30BaHKUE OJIMBKOBOTO MACIIa; )KUPHI, TI0 Macce JaroT OoJiee YyeM B Ba pasa
0oJblIe Kajgopuil, YeM OCJKH U YIJIeBO/bI, TIOATOMY OYEHb BaXKHO MOOABIIATH UX
B IIUI1y. HpeﬂHOqTHTCHLHO HCIIOJB30BaTh OJIMBKOBOC MACJI0O U YaCTUYHO APYTHUC
pacTuTenbHble Macna (MOACONHEYHOE, KYKYPY3HOE) AU MONydeHHs peOEHKOM
TaK Ha3bIBACMBIX «HE3aMCHHUMBIX JKHPHBIX KHUCIOT» («IOJMHCHACHILICHHBIC
JKUPHBIE KHCIOTHI). Kpome TOro, BakKHO MNpH HAIMYUM HEJOCTATOYHOCTH
MOKEITYIOYHOH KeJle3bl Ha3HAa4YaTh MaHKpeaTHuecKue (PepMEHTHI B aJleKBaTHOH
Zo3e u popme.

2) Crnenyer odecneyuBaTh J0JKHOE KOJHYECTBO XJIOPHAA HATPHSA (3TO OOBIYHAS
MOBapeHHas couib). JleTH ¢ MyKOBHCIHIO30M C IIOTOM TEPSIOT OOBIMHO B MATH
pa3 6oJible €OJIU TI0 CPaBHEHUIO C JPYTUMHU AeTbMHU. [[o9TOMY pekoMeHayeTcst
JiaBaTh peOEHKY B Bo3pacte oT 6 MecseB 10 roja okoyio 1 rpaMMa coiu B €Hb
(mo3y MOKHO OIpPEeNeNTUTh C MOMOIIIBI0 MAJICHBKOrO IIMpHIA: 1 MUIHIATD 10
JIeNeHNsIM  COOTBEeTCTBYeT | rpammy). Ho MMHHManpHOE KOJHYECTBO COJIU
(monrpamma) ciedyeT AaBaTh TaKKe W B BO3pacTe J0 6 MeECSIEB, 0COOEHHO B
JKapkoe BpeMs (pacTBOPMB B BOJe WM MOJCIAIIEHHOM MoJioke). B
MOCJIEIYIONIEM ClIeyeT JiaBaTh 2 TpaMMa B JIeHb, B HOAPOCTKOBOM JX€ H
B3POCIIOM BO3pPAacTe KOJMYECTBO COJIM JOCTHraeT 3- 4 rpamMm B JeHb. [loatomy
JIOJDKHO BOMTH B IIPUBBIUKY 100aBIATH MIEHOTKY COJIM 110 BKYCY, M XOPOIIO, €CITH
peOEHOK € MYKOBHCLHMIO30M 3apaHee IPHUBBIKAET K COJIEHOM mume. ITo
BBI3BIBAET HEKOTOPHIE TPYIHOCTH TP OTHATHM OT TPYAH, TOITOMY
PEKOMEHAYETCSl  MOJICJIAIUBATE  IIEPBBIE  INPHUKOPMBI, COJEpXKAIlHe  COJb
(oBomHOM CyII, pucoBas, MaHHas W OPYTUe Kallld, COJEHBIA ChIp). B nmeTHwmit
nepuoa Wjiun Ipu OOMJILHOM IOTEHHHU H3-3a JIMXOpaaKh MOXKHO HMCIIOJIb30BaTh
MOAXOAAIINE MOKYITHBIC TTPEIIapaThl I paCTBOPECHUA B BO/JIC.

Puc. 1 - KpuBble pasBuiMss B poOCTe U Bece Ha rpajuke LEHTUAEH
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3) Crenyer ofecmeYdTh JIOCTATOYHOE pPa3HOOOpa3We NHTAHWS, YYHUTHIBAS BKYCHI
peOEHKa, HO OTHaBas MPEANOYTCHHE C BBICOKMM COJAEPKaHUEM Kalopuidl. Bricokoii
KaJOPUIHOCTHIO OTJIMYAIOTCS PA3IMYHBIE CBHIPbI, OCOOCHHO BBIIEpKAHHbBIE, KOTOPBIE
Takke Oomee ycBoseMbl. Pa3sHooOpasuth OenkoByw mumyy (Mmsico, pbiba, sifna).
YrieBonsl B BHIE pa3lIMUHBIX MYYHBIX M3IEIHH, KOTOpble OynyT Ooiiee KaJOpUitHBI ¢
pa3NMYHBIMM Ha4MHKaMu. B parnuonHe Bcerjga JOJDKHO IPUCYTCTBOBATh ONPEACIEHHOE
KOJINYECTBO OBOILEH U (PPYKTOB.

¢ Mooscem 1u nogviuieHHAA KAAOPUIHOCHb RUMANHUA CO 6peMeneM npuHecmu epeo?

Hukakux npoOieM 3TO HE [IOCTaBUT, TaK Kak 3TO TpeOyeTcs aiasi peOfHka ¢
MYKOBHUCITHJIO30M, KOTOPBHI WMeeT 0oJiee BBICOKHE MOTPEOHOCTH TIO CPaBHEHHUIO C
JIPYTUMH JIETBMH TOTO >K€ Bo3pacta. [[odTOMy HET pHCKa, YTO CO BPEMEHEM OTH
9HEPreTUYeCKUe M3JIUIIKK OyayT HaKalJMBaTbCsS M MOBPEXKAATh OpraHbl peO&HKa, Tak
Kak BcE€ OyleT MCHOJIBb30BaHO Uil €ro pocra W pas3Butus. HaoGopor, omacHee He
o0ecreuuTh JOCTaTOYHOE MOCTYIUICHHE KaJOpHi, HAallpuMep, U3-3a TOro, YTO peOEHOK
CTECHSETCS TOTO, YTO OH €CT OOJIBIIIE CBOMX CBEPCTHHKOB.

¢ Onacho au u3ovimounoe nompeodnaenue conu?

IIpu MyKoBHCIHI03€ M30BITOK COJH SIBIISIETCS HEOOXOIMMBIM, MOTOMY YTO OOBIYHAS
MOTepsl COJIM C TIOTOM MOXET BbI3BaTh CephE3HBIE MPOOJIEMbI, 0COOEHHO Y MaJIeHbKOTO
pebEnka. OueHn BaKHO MpeayIpeanTh N30BITOYHYIO MOTEPIO coy
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Passutume
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....MOXHO xopowo pacTu
AQXKE C MYKOBMUCLUAO030M

C TOTOM, PETYISIPHO JOCaiuBas OOBIYHYI0 NHIy M B KPUTHYECKHX CIydasx
JIOTIOJTHUTENBHO IPUHUMAsA COJIb C SKUAKOCTAMH. Y JeTell ¢ MYKOBHCLMIO30M IpU
(u3MUYecKUX HArpy3kax B XKAapKHX YCJIOBHSX MOXHO NPEJOTBPATHTh 00E3BOKUBAHHUE C
TIOMOIIBI0 apOMAaTU3UPOBAHHBIX HAIMTKOB, cojepxxamux 6% caxapa u 2,5% xiopuia
HaTpus, OHM TAaKXKE YBEIMYMBAIOT MOTPEOHOCTH B MuThe. HeT MaHHBIX O TOM, YTOOBI
MOJOOHBI TOPSANOK NMPHUHOCHI Bpex OOJNBbHBIM C MYKOBHCIHIO30M. B TOXe Bpems,
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3A0POBBIM  JCTAM PCKOMCHAYCTCA YMCPCHHOC yHOTpeGJ'IeHI/Ie COJiu, 4TOOBI HE
CII0COOCTBOBATH Pa3BUTHUIO COCYJUCTBIX 3a00JIeBaHMIA BO B3pPOCJIOM BO3pacTe.

¢ Ymo oenams, ecnu y pedénka nnoxoi annemum?

OtcyrcTBHe ammeTuTa y peOEHKa C MYKOBHUCHUAO30M MOXKET OBITH IMPU3HAKOM
pecnupaTopHOil MH(EKIUH WK APYTOro NaTOJOTMYECKOr0 COCTOSIHHS, HO MOXET OBITh
TaKXKe Pe3yIbTaTOM KaKOii- THOO0 IMCUXOIIOTHYECKOH MPOOIEMBI, KOTOPYIO CIIEAOBAIO OB
0o0cymuth co crmenuanucToM. C MPaKTHUYECKOH TOYKH 3PCHUS MOTYT OBITH IIOJIC3HBI
HEKOTOPBIE COBETHI. €CNIM PEOEHOK KyIIaeT MEAJICHHO U HEOXOTHO, JIyHIe IPEIOKUTh
€My MEHBIIYIO TTOPIHIO €116, KOTOPYIO OH CMOXET ChECTb OBICTpEe, HO B TO K€ BpEMs
JOCTaTOYHO KAJOPUHHYIO (CyTIBI ¢ 100aBIEHNEM KOHLICHTPUPOBAHHOTO MOJIOKA, CIIMBKH,
TEPTHIA CHIP, PACTUTENHLHOE WIIM CIMBOYHOE MACNO B MOBBIIICHHOM KOJIWYECTBE H T.1.),
JIETKYI0, KOTOPYIO eMy OyJeT JIerKo NepeKEBhIBaTh (MSCO B BUAE KOTJIET WM MAIITeTa).
MoXxHO pa30uTh AHEBHOW paIMOH Ha OOJbIIee KOJIMYSCTBO NMPUEMOB MUIIIH, JCIATh
BBICOKOKQJIOpHIHBIE, Oorarble OeiKaMu IepeKychl (MOJOYHBIE KOKTCHIM C SHIOM,
caxapoM Win MENOM). DTH TOJIAHUKHU JOJIKHBI OBITh JOCTaTOYHO KJIOPUUHBIMH, HO HE
JIOJDKHBI TIEPECEKAThCsl ¢ OCHOBHBIMU NMPUEMAaMH MUK (YTOOBI HE HAPYLIATh AIIETHT).
«Crpaterust oboraiieHus» OOBEANHIET METOI» CO «3IpaBbIM CMBICIOM». TO ecTs,
TpebyeTcsi cOaaHCHPOBAaHHOE COCTOSHHE, C OJJHOW CTOPOHBI, IPUEM IHUINU HE JOJDKEH
CTaHOBUTHCSI MaHUEH, KOT/1a BCE HAIPABICHO TOJIBKO Ha TO, YTOOBI «JIUIIb OBl OH €1», U
C IPYToi CTOPOHBI, HE HYKHO 3alMKIMBATHCS Ha JKECTKUX MPaBHIIaX PEXHUMa M IPaBUII
MIUTaHHA.

¢ PexomeHnO06aH u RPUEM 6UMAMUHHBIX HPENApPamos”?

BospHOI MYyKOBHCIIUIO30M € HEAOCTATOYHOCTHIO MOKETYIOUHOHN JKENe3bl
HCIIBITBIBAET HEJJOCTATOK BUTAMHHOB, TIPEXK/IE BCETO, TaK HAa3bIBACMbIX
«xupopactopumbix» (A, D, E, K). TTosToMy Ha MpOTsSHKeHHH BCEH KHU3HH HEOOXOAUM
JIOTIOTHUTEIBHBIA MPUEM 3TUX BUTAMHUHOB. [I0TpeOHOCTE B HUX MEHSETCs CO BpeMEHEM
(Hanbombirasi- B MepUO/IBI YCKOPEHHOTO POCTA U B MIOJPOCTKOBOM BO3PACTE) U B
3aBHCHMOCTH OT BHEIIHUX (AKTOPOB, CPEAH KOTOPBIX- PETYJIIPHOCTh MUTAHUS,
a/ICKBATHBIN MPUEM MaHKPEaTHIECKHX (pEepMEHTOB, COCTOSIHUE JIIXaTeIbHON CHCTEMBI B
riaHe nHpexuid. Bo MHOIMX LIEHTpaxX UCMONb3YyeTCs PAKTHKA U3MEPEHHS YPOBHSI
BUTaMHHOB B KPOBH C YCTAHOBJIIEHHEM WHANBUyaTbHON, HEOOXOANMOH JUIs TpréMa
J03b1. JIo HeTaBHETO BpeMEHH OBIJIO 04EHb TPY/HO BOCIIOJIHSTE HEJOCTATOYHOCTD
BUTaMHHA E y ManeHpKux JeTeit, moToMy 4TO mpenapaT ObUT JOCTYIEH TOJIBKO B
tabnerkax. C HeJaBHUX TOP B MPOAAXKE IOSIBUIICS TIpeTiapaTa B BUJE Kalelb, KOTOPBII
MIO3BOJISIET MCIIOIB30BaTh €T0 ke HOBOPOXICHHBIMHU. C APYTrOi CTOPOHBI, IIpH
JIOCTaTOYHOM M Pa3HOOOPAa3HOM IMHUTaHWU MOKET He ObITh HEOOXOIMMOCTH B
JIOTIOTHUTEIHFHOM Ha3HAYeHUH BUTAMHUHOB rpynins! B u Butamuna C.

¢ YUmo maxoe ucKyccmeennoe 6cKapmiusanue?
Ecnnm nurtanue HapylieHO, HECMOTpS Ha pPa3jM4HbIE JTUETOJIOTHYECKHE NPUEMBI,
aJIeKBaTHBIM  KOHTPOJb 32  MUIIEBAPUTEIBHOM UM JBIXaTEJIbHOW  CcHUCTEMOM
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BaxHoCTb 06UNbHOro NUTaHUA (U conu)
U (PepPMeHTHBIX NpenapaTros

B 0c000 KpUTHYECKMX CHUTyalMsiX MOXHO NPHUOErHYTh K HOYHOMY NHTAHHIO C
NMOMOIIBI0 HA30 - TACTPAJBHOrO 30HAAa. DTO MOApPa3yMeBaeT BBEJECHHE B KEIYJOK
4yepe3 HOC TOHEHBKOW TPYOOUKH - 30HAa. IJTOT 30H] MO3BOJISIET BBOIAMUTH CIELUAIbHBIC
IUTaTeIbHbIE PAcTBOPBL. TakuM 00pa3oM, KelnyldoK peOEHKa 3aroJIHsIeTCsT He3aBUCHMO
OT €r0 BOJIM U YyBCTBA rOJ0a: HA3HAUAETCA PACCUMTAHHASA CyTOUHAs J103a MUTATEIbHbIX
BEIIECTB, YTOOBI OOECIEYHTh HOCTATOYHBIN Kajopax. OTO METOX, KOTOpPBIH
UCIIONB3YeTCsl BPEMEHHO, B OCOOBIX CHTYalLlMAX, BHE3aIIHO BO3HUKAIOIINX U TPEOYIOLIUX
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OBICTPOTrO pemieHusl (HampuMmep, B MOCICONCPALMOHHOM MEPUOAE MOCIE HEKOTOPBIX
OTIePATUBHBIX BMEMIATEIIBCTB, B (Da3e BOCCTAHOBJICHHUS MOCE 0CO00 TSHKENOH MHpeKInn
IBIXaTeNbHBIX IyTei). B THKENBIX ciydasx HapyIICHHOTO MHUTAaHUs, KOTIa mpobiema
SBIIACTCSl JOJTOBPEMEHHOW W HeT d(pdekra OT IPYrHX MEpPONPHATHH, MOXKHO
NPUOETHYTh TaKKe K FAaCTPOCTOMHH: 3TO HEOOJbIIAS XUPyprudecKas OHeparus, HpH
KOTOPOH HaKJIa[bIBACTCS COYCTBbE C JKEJYIKOM, BBIXOIIICE Ha IIEPEIHIO CTEHKY
x1B0Ta. C MOMOIIBIO 3TOTO COYCThS C IOMOLIBIO 30HJa MOXXHO BBOJIUTH B JKEIIYJOK
MUTaTeJbHbIE BEIIECTBA. DTOT CHOCOO MOMKHO HCHOJIB30BAaTh KaK HCKIIOYUTEIbHYIO
Mepy Ul IPEeoAoJIeHHsT TSDKENOW craaum 3abosieBaHus. DTO Mepa HCIOJIb3YyeTcs B
UCKJIIOYUTEIBHBIX CIIydasX, PaBHO, KaK W IOJHOE NapeHTepalibHOE MHUTaHHE, KOTOpOe
MIPOBOANTCS MYTEM BBEJCHUS NMUTATEIBHBIX BELIECTB BHYTPUBEHHO.

KOHTpOoAbHble 06cAea0BaHus B LieHTpe.

Ecnu pebénox ¢ mykosucyuoozom xopowio cebs yyecmeyem, On He Hymcoaemcsi 8
YACMbIX 20CNUMATUZAYUAX, OOCMAMOYHO NePUOOUUECKUX KOHMPOIbHLIX OCMOMPOS
ambyramopHo, aubo 6 OnesHom cmayuonape. Tem He menee, Heob6X00uMO Oenamv
KOpOmKUe 20CNUmanu3ayuu yepes 0oabiue npoMedtCcymKu epemenu, 0as yeuyoieHHo2o
00CN1e0068aAHUSL U BOZMONCHO20 NEPEeCMOMpAa NpPOSPaMmyvl jedeHus.. B unexomopuix
yenmpax npumMeHsemcs NpPAKMuKa KOPOMKOU —20CNUMANU3Ayuu  cpasy nocie
VCMAHOBNEHUSI OUACHO3A NPU HEOHAMAIbHOM CKPUHUHZe, 0adice eciu pebéHOK XOpouio
cebs  yygcmeyem, NOMOMY HUMO 5MO MNO360JAem COCMABUMb 00WYI KAPMUHY
3a601e8aHUsA U OemaibHee 03HAKOMUMb pooumeinell ¢ NPeoCmoAuUM TeueHUeM.

¢ Ilouemy pebénka naoo npueodums ¢ Llenmp ona oocnedosanuii?

[lepropnvecknii KOHTPOIb C OCMOTPOM M BO3MOXKHBIMH JIAOOPaTOPHBIMH |
WHCTPYMEHTAIBHBIME 00CIIEIOBAaHUSAMH HEW30€XKHBI JUIS TOTO, YTOOBI rapaHTHPOBAaTh
XOpOIllee COCTOSHUE 3JI0POBBsI, YTOOBI BOBPEMS BBIIBUTH BO3MOXKHBIC OTKIOHEHHS W
CKOPPEKTHPOBATh MIPOrpaMMy JE€UeHHs. ITOT KOHTpOJib HambOoiee 3(h(PEeKTHBEH, ecin
OH TIPOBOJUTCS Ha 0a3e CIeNHAIN3UPOBAHHBIX IIEHTPOB MYKOBHCIIMIO3a, I/ie paboTaer
OTIBITHBII MEPCOHAJ, KOTOPBIH XOpoIlo pa3bupaercs B HpodiieMax JiedeHHs: OOJIBHBIX C
MYKOBHCIHI030M. Pabora mepcoHama CIENUaIM3UPOBAHHOTO  IIeHTpa  Oygner
s QeKkTuBHEe, €ciM OH MOXET pacCUMThIBaTh HA B3aUMOJEICTBHE C Y4YaCTKOBBIM
neAnaTpoM peOEHKa Ui peIIeHHs MHOXKECTBa MENKHX IOBCEIHEBHBIX MpoOiieM H
CBOEBPEMEHHOTO BBISIBIICHHS JTIOOBIX OTKJIOHECHUH B HOPMAJIbHOM COCTOSIHUH TAaLlMEeHTA.

¢ Kax yuacmkoeutii neouamp modxcem GKII0OYUMbCA 8 pAOOMYy ¢ peOEéHKOM, 001bHBIM
MYKOSUCUUO030M?

HexoTopbie ceMeiiHbIe meanaTpsl pacuIMpsIOT CBOM MO3HaHUS 00 3TOM 3a00j1eBaHUN
U YBEIMYMBAIOT CBOM JIMYHBIH OMBIT B paboTe C TaKMMH IAllMEHTAaMH, CTAHOBSTCS
«CHENUAIN3UPOBAaHHBIMU [I€AMATPaMU», YCTAHABIMBAs, TaKUM 00Opa3oM, TECHbIE
B3aMMOOTHOILEHHS cO crienuanucTamu LleHTpa mocpencTBoM TerneOHHBIX KOHTAKTOB,
oOMeHOM  pe3yinbTatamMu  oOciieoBaHMH, WH(OOPMALMOHHBIMH  MaTepHallaMH,
HETIOCPEICTBEHHBIM 00MeHOM ombeiToM B lleHTpe MyKoBHCIHMIO03a. YUYaCTKOBBIH
neauarp, KOTOpbli cCoTpyaHU4aeT ¢ LIeHTpoM, MOKET UrpaTh BaKHYIO POJb, IOTOMY YTO
OH MMeeT HauboJiee TECHBI KOHTAKT ¢ peOEHKOM, MOXKET paboTaTh HETIOCPEACTBEHHO C
HHUM )5 €ro pOaUTEIIAMHA, OKa3bIBas MOAACPKKY B JICUCHHUH, Ha3HA4YCHHOM
criernanuctamu lleHTpa, mojmepkuBasi TOBEpHUE W TIOABOJAS MEPUOIUYECKH «OallaHC
3I0pOBBs», KaK M U1 IpYyrHX Hereil, 0e3 MyKoBHCIHI03a. MOXHO TakuM 00pa3oMm
MOJYEPKHYTh TOJIOKUTEIbHBIC ACTIEKTHl POCTa W Pa3BHUTHs, JIMOO BOBpPEMs 3aMETHTh
HaMmeyaromuecs TpobneMbl. IleamaTp MoXeT oOKas3aTh IIOMOINb, IPEIOCTaBHB
HEoOX0oAMMYI0 HMH(OPMAIMIO MO BONPOCAM I[UIAHMPOBAHUS CEMbH (OLIEHKA pPHCKa
MYKOBHCIMJI032 TIPH MOCIEAYIOIMX OEpeMEHHOCTSX, BO3MOXKHOCTH IpEHATaIbHON
JMarHOCTHKH, BHIOOP 5((EKTHBHBIX METOAOB KOHTpALENMM W Tak panee). Ecim
neuarTp 3HaKOM C POJICTBEHHHUKAMHM pojuTenei peO€Hka (Isu, TETH, TUIEMSIHHUKH), TO
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OH MOXCT I/IHCI)OpMI/IPOBaTL HX O IOBBIMIEHHOM PHUCKE HOCHUTEJIBCTBA U O BO3MOXHOCTH
BBIIIOJTHAUTH TECT HAa HOCUTEJIIBCTBO T€HOB MYKOBUCIINI03a.

¢ Kax uacmo cnedyem npoxooums oocneoosanus ¢ Llenmpe?

IToytn Bce LEHTPHI MPOBOIAT KOHTPOJBHBIM OCMOTP OAWH pa3 B ABa - TPH MECSIa,
Jaxe ecnu peOEHOK Xopomio cedsi 4yBCTBYeT. KOHTpOJIBHBIE OCMOTpBI SIBISIOTCS
YacThIO MPOTPaMMBI, IPUHITON B KOXKAOM LIEHTpE AJIsl paboThl C JETHMH ONPECIEHHOTO
Bo3pacTta. KosimuecTBo BU3UTOB, O/IHAKO, MOXKET MEHSTHCS B 3aBUCUMOCTH OT COCTOSIHHUS
30pOBBs peO€HKa. B HenpenBHAECHHBIX CIy4asX MOXKET ObITh Ha3Ha4eH BHEIUIAHOBBIN
BH3UT, B KaXJoM LleHTpe OH Ha3HauaeTcs MO-CBOEMY M 3TOT HMOPSIOK CIEAyeT y3HaTb
3apaHee (3amuch Mo TeneoHy, paciyucaHue, NIpuEM Mo TpeOOBaHHUIO poJUTeNei, T100 ¢
00s13aTENBbHBIM HAPaBICHUEM OH Y4aCTKOBOTO MEANATPA U T.1.).

¢ JIna uezo HyscHBI KOHMPONbHBIE 00CIe008anUA?

[Tpu 3THX 00CIICNOBAaHUAX OLCHUBACTCS MPOTEKaHNe 00Ie3HH (KOHTPOJIBHBIA OCMOTP
Bpaua LleHTpa), COCTOSIHHE IbIXaTeNbHOW W IHIICBAPUTEIBHON CHCTEMBI, Pa3BUTHE
peOHKa, MPHUHATHE UM JIedeHHS («YCTYNYHMBOCTBY); 3a4acTylO, 3TO TaKXXE BOMPOCHI
¢bu3noTEepanyy, MPU HEOOXOTUMOCTH - KOHCYJIBTAIMU APYTHX CHEHATUCTOB (IHETOJIOT,
COLMANIBHBIN MEearor, NCUXoJjor). Pe3ynpTaTsl 00cIea0BaHNs COOOIIAIOTCS POIUTEIISM.
Kpome Toro, BEIOTHAETCA Ma30K U3 3€Ba WIN acHHpaT U3 3arJ0TOYHOTO NMPOCTPAHCTBA
JUISL  OIIpEACTCHUss MHUKPOQIIOpHl M €€ YYBCTBHTENBHOCTH K aHTHOMOTHKAM, [UIS
Ha3HAUeHHUS AaHTUOMOTHKOTEPANUH B CIy4ae IOSBICHUS IPU3HAKOB PECIHUPATOPHOU
nHpeKIuH, MpoBepsieTcsl MPaBUILHOCTh HAa3HAYCHHs IPUBHUBOK (KaK OCHOBHBIX, TaK M
JIOTIOJTHUTENBHBIX ).

¢  Kaxue o6cnedosanus npo6ooamcsa y MaieHbKoz0 pedéHKa npu
KOHMPOAbHBIX eu3umax?

OOBIYHO TIpOBEpsIeTCSl COCTOSHWE MHUTAaHHWSA peOEHKa (POCT M BEC) W BHIIOIHSACTCS
B3ATHE Aacmupara W3 3arJOTOYHOTO TIPOCTPAHCTBA IUII MHUKPOOHOIOTHMYECKOTO
nccie0BaHMsA. AHaIN3 KPOBH IIPOBOJUTCS TOJIBKO IIPW HaNM4YMM IokazaHuid. Kpome
TOTO, OJIMH pa3 B TOJ| JeJaeTCsl PEHTIeHOrpaMMa I'PyJHOM KIETKH U BhIoiHsAeTcs Y3U
OpTaHOB OPIONTHOM MONOCTH. Y JeTel ¢ GYHKIHOHUPYIOIMIEH IOIKEITyJOYHOH JKele30i
OJIMH - /IBa pa3a B T'0Jl OlleHUBaeTcsA €€ (YHKIMOHAILHOE COCTOSHHE IYTEM M3MEpPEHHMs
YPOBHS XHMOTpPHIICHHA WJIM 3JIaCTa3bl B Kaje. DTa CTaHIAapTHas CXeMa, pasyMeeTcd,
MOJKET U3MEHSTHCA, €CIIH B X07ie 00CIe0BaHIs BOZHUKAET Takas HeOOXOAMMOCTb.
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Haw LleHTp BCEraa K BaWwum ycnyram.......

¢ Ilosvimaemca nu puck unguyupoganus npu nocewenuax Ilenmpa no
JleYenuI0 MyKoSUCcyuoo3a?

JlelicTBUTENbHO, CYLIECTBYET IOBBIMICHHBIH PUCK 3apakeHHs HMHQEKUUSMH IpU

MOCEICHNH CIEUNAIM3UPOBAHHBIX IEHTPOB HM3-32 BO3MOXHOW IEpefavyr OT HalUeHTa



nanueHTy. IloaToMy BO BceX LEHTpax HCIOJIB3YIOTCSA OJHOMECTHBIE MAaNaThl U IpPHU
aMOyIIaTOpPHBIX OCMOTpax MpPHMEHSETCsA TIIATeNIFHOE pa3leiicHHe NalueHTOB B
3aBUCUMOCTH OT BBICEBAEMBIX Y HUX MHUKPOOPIraHU3MOB. BLI,I[CJIHIOTCH OTACIBHBIC THHU
JUIA anéMa MAaJICHBKHX IMAIITUCHTOB, ITAITMCHTOB 0€3 BBICEBOB B MOKPOTE, I TAaTUEHTOB
¢ kojonmsanueir Pseudomonas aeruginosa mimm Burkholderia cepacia. Bce ot
MPEIOCTOPOKHOCTA € OCOOBIM  BHHMAaHHEM  IIepcoOHalla K  CaHHUTapHO-
OMUACMHUOJIOTUICCKOMY PEKUMY U 0COOBIM OTHOIIIEHUEM K NEPBUIHOMY 3apaKCHUIO
Pseudomonas PpaauKaJIbHO CKa3aJIOCh Ha MPOTCKaHUUN 3a00J1eBaHUsA Yy DanueHTOB.
ueHTpLI, KOTOPbIC HCIIOJB3YIOT Y ceds oTH HpO(l)I/IJ'IaKTI/I‘IeCKI/Ie MEpbI, OTMEYAIOT
3HAYUTCIIbHOC CHUKCHHUEC KOJIMYECTBA CJIydacB «l'[eperéCTHLIX» I/IH(i)eKIII/II‘/‘I u Oozee
Mo3/Hee nepBuuHOE 3apaxxkerue Pseudomonas.

Bo BpEMA HpeGLIBaHI/IH B CTallMOHApc BCCria 6y£[eT Ppa3yMHbIM n3doeratr o0MeHa
Pa3/IMYHBIMU NPpEeAMETAMH MEKIY JIOAbMH, KaK B3pOCIIBIMHA, TaK U I€TbMH.

Cmompume makaice 8 OCHOBHOM pazoene:
3.8.1.3 Nndexunn ApIxaTeabHBIX MyTell, OaKTepuaabHble U TPUOKOBBIC
3.8.1.4 TIpo¢dunakTuka ¥ KOHTPOJIb HHPEKIUIT AbIXaTeTbHBIX TyTeH

Il Kavmar, ycroBus okpyxatolueii cpeabl, NocelLeH1e AETCKOro caaa,
cBob60AHOE BpemS.

1.6.1. Kanumar

Ocobblx KiumMamuyeckux ycioeuil O0isi OONbHbIX MYKOSUCYUOO30M HE CYUlecmeyem,
mem He MeHee, MOJCHO cOelams Hekomopwvle nojesnvle 3amedanus (e monvko Oust
Jooetl ¢ MyKOSUCYUAO30M).

¢ Kaxue ycnoeus okpyscaroueii cpeovt U KIUMam uoeaibHyl 0711 RayueHma ¢

MyKosucyuoozom? Cienyer n3deratb 3arpsA3HEHHBIX YCIOBUH BHEITHEH CPEbI:

JIFO/IH, KOTOPBIC )KABYT B YCIOBUAX C TIOBBIIICHHBIM COJICPKAHUEM 3arPSI3HIFOIINX

YaCTHI[ B BO3JyX€, IMEIOT OBBIMICHHBIA PHCK 000CTPEHUH IETOYHON TTATOJIOTHH C

YXYIIICHUEM JIBIXaTeIbHON () YHKITHH.

Hackompko 3T0 BO3MOXKHO, CIIeAyeT n30eraTh TakkKe KapKoTo KINMaTa, MOBEIIICHHOE

MOTOOTJEICHUE HECET PUCK IIOTEPU COJIeH C MOTOM. Bmpouem, 3TOT puck
KOMIIEHCUPYETCS IOBBIIIEHHBIM IIPUEMOM XKHUAKOCTEN U CONHU.
Mopckoit kaumar (B mpenenax 30-50 MeTpoB Ham ypoBHEM MOpS), HECOMHEHHO,
61arOTBOPHO BIMAET Ha JIIOJEH ¢ JErOYHON MaTOJOTHEH: YHCTHIH BO3YX, IOBBIIICHHOE
colepXaHHe Homa CIOCOOCTBYET XOpOIIEMY COCTOSHHIO OpoHxoB. Jliogam ¢
MYKOBHCI[HI030M (M HE TOJBKO HMM) PEKOMEHIyeTCsS aKTHBHBIH 00pa3 KHU3HH C
JIBUTAaTEJIbHOM AaKTUBHOCTBIO Ha OTKPBITOM BO3AyXe, B KOHTaKT€ C IPHPOIOIL.
JlBurarenpHasi akTHBHOCTB, BO3MOXKHOCTH JIBIIIATH MTOJIHOM I'PYJbI0 YUCTBIM BO3TYXOM
(3a ropozioM, B Topax, Ha MOpe) - BCE 3TO BaKHbIE (haKTOPBI AJI OOLIEro 340POBbS H IS
3JI0pPOBbSI ABIXaTEIbHON CUCTEMBI B YACTHOCTH.

1.6.2. B Aacaax

CeMmbsi 0019ICHA NOHUMAMb, YMO PUCK 3APA3UMBCSL 8 ACTAX 0OLIYHOU PeCnUpamopHou
unpexyueti MHO2OKPAMHO NEPegetusaemcs Noab30U Om Mo2o, Ymo noceujerue scieil u
68 nocaedyiouem demckozo cada cnocobcmeyem HOPMAIbHOU COYUATUIAYUU,
nocewjeHue paziuuHbIX Mecm U OoOujeHue ¢ pasiuyHbiMu J100bMU, CHOCOOCmEyem
HOPMATbHOMY PA36UMUIO.

Ipesicoe wem omxazamvcst Om 3MOU 803MONCHOCU, BEPOSIMHO, NPUOEMCSL 8bLOpaMb
HEKYI0 JICUSHEHHYIO <hunocopuio» (3axkpvimas, U30MUPOBAHHAS, 3AUWUWEHHAS ICU3HD,
60, HA06OPOM, OMKPLIMAS OIS OKPYIHCAIOWE20 MUPQ), UOSL MAKICE HA KOMAPOMUCCHL.
Kmo- mo noceiiaem peb6énka 6 oemckuili cad 6 0ObIMHOM ROPAOKE U OCMABIAEm €20
ooma, K020a 603HUKAEM GCHbIUKA GUPYCHLIX UHQeKyull, 1ub0 peOEHKa NoCbliaiom 6
OemcKuil KOJUIeKmus 8 me nepuoovl 200d, Ko20a Hem uH@eKkyuil, Kmo- mo uzbezaem
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nocewjeHusl 3aKpLIMulX MHO2OMOOHBIX MeCm U 6030ePAHCUBACTNCS. OM  NOCeUjeHUs.
poocmeennuxos u opysetl. Ecau uu 3abonenu. Kécmrxux npasun He cywecmsyem.
Pewenue credyem npunumamo 8 KaxicOoM KOHKPEMHOM cayyae. Dmu 60NpOChl MONHCHO
006CcyOUmsb ¢ y4acmko8uiM neouampom u co cneyuanucmamu L{enmpa.

¢ Mosicem nu pedGEéHOK ¢ MYKOBUCHUOO30M ROCEWAMb OeMCKUil cao?

Koneuno, mocemenne nOeTCKOro cazga oOOJET4aeT pacHpoCTpaHEHHE JIEKUX
uH(EeKIHi, 0OBIYHO BUPYCHOM MPUPOMBI: NPOCTYAbI, HACMOPK, SIHUICMUYECKHNA TPHIII,
IOPUCTYIBl JUAaper- BCEM OHTUM JIerde 3apa3uTbcs B JAETCKOM caly, 4YeM JoMa.
BeposiTHOCTB ke 3apasuThes OakTepuanbHOW MHpekuueld Hu3ka. B mobom ciyuae, He
ciielyeT 3a0bIBaTh, YTO BO3MOXKHOCTh MOJYYUTh BHPYCHYIO MH(EKLHIO CYIIECTBYET U
JIOMa, MPH KOHTAKTaX C PasINYHbIMU JIOABMU U NPH MOCELUICHUU PA3IHYHBIX MECT, HEe
TOJIBKO B IETCKOM cajay. MOXHO JIETKO 3apa3uThcs Oyaronapsi OpaTuky, KOTOPBIH XOAUT
B IIKONYy. OTH HMH(EKIWH OOBIYHO HMEIOT OJIarONpHATHOE TEUCHHWE W TIO3BOJISIOT
peOEHKY TpPEHMpPOBAThH 3AIUTHBIC MEXaHWU3MBI CBOCH MMMYHHOH cuctembl. B Toxe
BpeMsl O00bIuHAas BHUpycHas HWH(QEKIMs y peOEHKa C MYyKOBHCIHIO30M MOXET
CIOCOOCTBOBaTh NMPOHMKHOBEHHIO WM OOOCTPEHHIO HMH(EKIMOHHOTO Iporecca co
CTOPOHBI TOH HEMHOTOYHCIICHHOW YacTH MHKPOQIIOpPHI, KOTOpasi OCOOEHHO CKIIOHHA
KOJIOHM3MPOBATh OPOHXHMAIBHOE AEPEBO Yy OONBHBIX ¢ MYKOBHCIHI030M. KakoBo ke
pemenue? Ha camom ferne, He CyIIECTBYeT KaKHUX-JIHOO ONpeNenEéHHbIX MpaBui, 31eCh
TpeOyeTcsi 4yBCTBO Mephbl, MOHMMaHHE TOTO, YTO JepKaTh PEOEHKa MOJ TIIyXUM
«CTEKJISTHHBIM KOJITAKOM» BPSIZ JIM MOWAET eMy Ha moJib3y. Yero Gojbllie B MOCEIIEHUH
peOEHKOM C MYKOBHUCLHUIO30M JIETCKUX KOJUISKTHBOB - IIOJBb3bl WJIM BpeAa, K
CO’KaJICHUIO, TAKUX MCCIEAOBAaHUN, elE HE IPOBOAMIOCE. BHUMATENBHBIN KOHTPOIIb 32
COCTOSIHHEM DPEOEHKa, PaCCMOTPEHHE BCEX «3a» M «IIPOTHUB» MOXKET MOMOYb CEMbE M
MepabOTHHKaM BMECTE NPUHATH HanboJjee MOAX0sIIee penIeHue.

¢ Umo donicen 3namov nepconan 0emckozo caoa?

B GonpmmHCTBE CilydaeB AETH ¢ MYKOBHCIMO030M HMEIOT HOPMAJIbHOE pa3BUTHE U
xopomree obmiee coctosiane. TeM He MeHee, «HOPMAJbHBIN» BHEIIHUH BHJ peOEHKa C
MYKOBHCIIHJJO30M MOXXET HPHBECTH K HEJOOLICHKE HEKOTOPBIX €ro MOTpeOHOCTeH WM
CHMIITOMOB, KOTOpble 0€3 CBOEBPEMEHHOTO BMEINATEIbCTBA MOTYT HAHECTH BpEI.
[TosTOMY Ba)KHO 3TH BOTIPOCHI PAa3bSICHUTH COTPYAHUKAM JIETCKOTO YUPEXKICHHUS, YTOOBI
OHH OBUIM MIOATOTOBIICHBI. 3a4acTyI0 YJ00OHO 0003HAYUTh OTBETCTBEHHOE JIUIO, KOTOPOE
OyneT pa3ouparbcs B CUTyalluU ¢ peOEHKOM, U CMOXKET COOOIIATh POJAUTENSIM BOKHYIO
I/IH(i)OpMaI_[I/IIO () HpOBe}IéHHOM JHE. HaJIn4ue Kaijis, alneTurT, XapakTep CTyJia, HAJIMInEC
Oouteit B xxuBoTE U T.1. KpoMe ToOro, ciiesiyeT KOHTPOJIMPOBATh COCTOSTHHUE MTOMEIEHHUI:
9TOOBI HE OBIIO CIIMIIIKOM >KapKO, YTOOBI OBLT TOCTaTOYHBIN BO3yX000OMEH.

1.6.3. CBob6oaHOE Bpems

Hanuuue 8 dome pebénka ¢ MyKo8ucyuoo3om co30aém 0as Opyeux 4leHo8 cemblu
npobremvl  «adanmayuu». B yenom, cnedyem  nocmapamvcs — coemecmumo
HE0OX00UMOCMb eHCEOHEBHbIX JIeUEOHbIX NPOYEOYP C BO3MOICHOCHBIO NOOOEPAHCUBAMND
00bIUHDBIL 00PA3 JCU3HU.

¢ [0e 1yume omovixameo, Ha Mope uiu 6 20pax?

IIpobnema BbIOOpa MecTa Al TPOBEACHHS KAHHWKYJT OOBIYHO BO3HHMKAET W3- 3a
MHEHUSI, 9YTO OCOOBIN KIIMMAT MOXKET ObITh pa3HOBHUIHOCTHIO «JieueHus». Kak yxe ObLIo
CKa3aHO, MOPCKOH KIIMMAaT, HECOMHEHHO, OKa3bIBacT OJIATOTBOPHOE BIUSHHE HA BCEX, Y
KOTO €CTh MPOOJIEMBI C IBIXaTEIBHON CUCTEMOM, OJlaroapst Kak YUCTOMY BO3IYXY, TaK H
conepxammmMes B HEM coisix. [103ToMy OTABIX HA MOpE, HECOMHEHHO, OYCHbB ITOJIC3CH.
Tem He MeHee, HE clenyeT 3a0bIBaTh, UTO JIETH ¢ MYKOBUCIUI030M MOJBEPKECHBI PUCKY
00e3BOKMBAHUs BCIICACTBUC H30BITOYHOW IMOTEPH COJMU C IOTOM, TO3TOMY CIICAYET
u30eraTh BBIXOJOB K MOPIO B CaMble jKapkue 4dackl. Hawboree momxopsiice Bpems —
yTpoM, 1100 BO BTOPOW TOJOBHWHE JHA, ONMKe K Bedepy, oOecreunBas aJeKBAaTHOE
MOCTYIUICHHE B OPraHuM3M BOJbI C 100aBKaMu coid. B ruiaHe nedeOHOro BO3JCHCTBHS
HeT 0053aTeIbHOr0 MPEANUCAHHS K OT/ABIXY HA MOpPE WM B ropax. BaxxHo, 4ToOb! OblH
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YCIOBHSA U TOJHOIICHHOTO OTHABIXa IUIA BCEH CEMBH, TO3TOMY CIIEAyeT BHIOMpAaTh
MECTO, KOTOPOE MOAOHAET AJis BCEX.

¢ Omnpasnasce 6 0opozy. Boanu om ceoezo llenmpa.

MOXHO CIIOKOIHO OTNpPAaBISITECS B IyTEHIECTBHE, IJIABHOE - BHIOMpPATH MeECTa,
KOTOpBIE OyIyT COOTBETCTBOBATh IOTpeOHOCTSAM peGEHka. BakHO B3aTh C coboii
HeoOXOo/[MMBIe JIeKapCcTBa, ammapar Uil a’po30JIbHOM TEpamuu, COJIEBBIE MHIIEBHIC
no6aBku. MoXHO mocoBeToBaThcsi ¢ Bpayamu cBoero llentpa. JKematenbHO B3STH C
€000l KpaTKyr BBIMHUCKY M3 aMOylaTOpHOW KapThl (CBEXYH0, MOCIE MOCICIHEro
obcnenosanus B llentpe). B xaxmoit odmactu Utamum umeercs lleHTp mo neucHHIO
MYKOBHCIIH/I032, KyJla MO)KHO OOpaTHTHCS B Cilydae HEOOXOIMMOCTH, BO3MOXHO, 11OCIIe
COTJIACOBAHUSI CO CBOMM JIEHallMM BpadoM Mo TenedoHy. LIeHTpsl MyKOBHCIHIO32
UMEIOTCS TaKXKe B JPYTUX €BPOIEHCKUX cTpaHaX, B CeBepHOW AMepHKe H B HEKOTOPBIX
Mectax FOxxHoil AMepuku.

Mcnxonornyeckme acnekrl

Myxosucyuooz cam no cebe ne mecem Kakoil - IUOO NPeOPACHONONCEHHOCIU K
namoao2uy 8 NCUXuYeckou unu ncuxono2uyeckoi cepe. Tem ne menee, cepbé3nocmo
3a0601€8aHUs U €€ XPOHUUEecKOoe meyeHue npedcmasnaiom coboil axkmop pucka 07
RCUXONO2UHECKO20 COCMOSHUA U 0COOble NCUXOIOSUYECKUE COCMOAHUSL, KOMOPble MO2YM
B03HUKAMb Yy pooumenei, MO2Yym CKA3bleamvCsi U HA  OOnbHOM — pebéHke.
Ilcuxonocuyeckue acnekmol, cesA3aHHbIe ¢ 3A001€8AHUEM, OOIIHCHBL PACCMAMPUBAMNBCS
KaK 4acmv OCMATbHbIX NpoOneM, CeA3aHHbiX ¢ 3abonesanuem. Tex, ¢ Komopwvlmu
npuoémces umemsv 0eno, K KOMOPbIM NPUOEMCA NPUBLIKHYMb KAK POOUmMenam, max u
OCMANLHLIM YNIEHAM CeMbU U 0Opecmu JHCUSHEHHOe PAgHogecUe 6 MOl HeOHCUOAHHOU
cumyayuu. Imo pagnogecue 603MoxCcHO. Hccnedosanus, komopvie Obiiu npogedensl 8
epynnax OONbHLIX Oemell U UX ceMell, ROKA3AMM, YMO 6 OONbLUUHCMEE CYYaes
npoOUCXo0um O0O0CMAamouHas adanmayus U NCUXUYECKUX HApYWeHUull He 603HUKAem.
O0nako, 6 HEKOMOPbIX CAYYAAX OMMEUEHO 603HUKHOBEHUE NCUXOIMOYUOHATLHBIX
npobonem. B amux ciayuasx mpebyemca noooepiucka co CmopoHbl HCUXOMepanesmos,
ACENAMENBHO U3 CYHCOBI NCUXONO2UHECKOU NOOOEPIHCKU CREYUATUSUPOBAHHO20 YEeHMPA,
KOMOPbie XOPOULO 3HAKOMbL ¢ 0COOEHHOCAMU IMOU NPOOIEMbI.

¢ Kak pooumenu peazupyom nHa 0uazno3 MyKosucyuoo3a y peoénka?

Jns popnTenel 1uarHo3 MyKOBHCLUI03a y peOEHKa SBISETCS CEPbE3HBIM yIapoM.
Peaknms Ha QWarHo3 NPOXOAMT PAJ SMOIMOHAIBHBIX COCTOSIHHH: IIOK, OTPHUIAHHE,
VHBIHHE, THEB, oOT4asHue. [lepBOHAYalbHBIH IMOK MPHUBOAWT K 3HAYUTEIHHOMY
CHIDKEHHIO CTIOCOOHOCTH BOCIPHHUMATH M 3alIOMHHATH MTOCTYMAONIYI0 MH(OPMAIIHIO.
B cragnu oTpuianns HaYMHAIOTCS MOMCKH APYToro BpaueOHOro MHEHUs. [ HeB Ha KOro-
WIIM Ha 9TO-THOO - 3TO TaKXKe 00Imas peakiusi, 00beKTOM KOTOPOH MHO pa3 CTaHOBATCA
MeapabOTHUKY.

Kak nmonro OyayT JUIMTBCS 3TH 3MOLMH, ONPENETUTh HEBO3MOXHO. BakHO MMeTh B
BUJIy TO, YTO 3TH SMOLMH €CTECTBEHHBI, U B OOJBIIMHCTBE CIy4acB COCTOSHHE IIOKa M
OTYasIHUSI MPOXOJAUT, MPOUCXOMUT amanTtauust (CPOKH KOTOPOH MOTYT pasiindyarhes y
MaTepu M 0TIa). JTa aJanTtanus MpUBOIUT POAUTENIEH K OCYIIECTBICHUIO 00JIE3HEHHOTO
npolrecca CONPUKOCHOBEHNUS C PEalIbHOCTBIO, HO B TO XK€ BPEMsl II03BOJISIET 32 O0JIE3HBIO
pasrisiaeTh MO3UTHUBHBIN MOTEHIMAN UX peO&HKa.
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HekoTtopble npaktMyeck1e CoBEThI, YTOObI ynpaBAAiTb 3MOLUAMHU

3n0CTb. BbiTb Pa3o3néHHbIM B TakoW cuUTyauuu, Kak 6oAe3Hb pebéHka, 3T0 abCOAOTHO HOPMAAbHO U
cnpaBeanBo. OAHAKO, CAeAWTe 3a TeM, Kak Bbl paspsxaeTech. AN Bac M OKPYXatoLWMX Aydlle BCEero
nocTapaTbc HamnpaBuTb 3AOCTb W HEYAOBAETBOPEHHOCTb B HYXHOE PycAO, 0O6CYAMB €€ C ApPY3bAMMU,
06bEAVHEHVEM POAUTENEH, BOAOHTEpPaMK B BOAbHWLE, MCUXOAOTaMM, He 3abbiBas o cebe camux -
3aHATUSA CMOPTOM, MPOBEXKM, MOXOALI B KWHO MOMOTatOT CHATb HaMpsKeHUe.

YyBCTBO BMHbl. 370 TOXE HOPMaAbHas peakuus C YYETOM OOCTOSATEAbCTB, M,  AEUCTBUTEABHO, Y
60ABLUMHCTBA POAUTEAEN BO3HUKAET YyBCTBO BUHbI, OT KOTOPOTO, TEM HE MEHee, CAeAyeT U36aBAsTLCS,
TaK Kak POAUTEAU HE BUHOBATbLI B TOM, YTO UX PEOEHOK POAUACA BOABHBIM.

COMHEeHHS U cTpaxu. He caepyeT CTbIAMTLCS MOCTOSIHHBIX MHOTOUMCAEHHbIX BOMPOCOB K Bpayam, U BOMpoChl

He AONKHBI ObiTb OYEPEeAHbIM WCTOYHMKOM UYBCTBA BWHbI. 3TO HOPMaAbHasi COCTaBASIIOLLAS XWU3HW

poAUTEAEN MOCAE AMarHo3a. BaxHo, uTobbl He 6bINO COMHEHUIA U CTPaxoB: CnpaluMBaTh U y3HaBaTb - 3TO

NMOAE3HO, U HAKTO HE MOXET OTHATb y Bac 3T0 Npaso.

CAEé3bl. MoCTOAHHO NAaKaTb Ha BUAY Y 60AbHOTO pebEHKA (M TaKKe Ha BUAY APYrMX BalUMX AETEMN) O3HAYaET
nokasatb €My, YTO HET HWKaKoW Hapexabl. CTapalTecb COXpaHsiTb CMOKOWCTBUE, OTBOAUTE Ayllly C
APYTVMW B3POCABIMU (APY3bSi, POACTBEHHUKM), HO Takxe 6e3 BNaAeHWs B KPaHOCTH.

¢ Ymo, 6 yenom, moscem npoucxooums 6 cemove 6 NCUX0102UHEeCKOM acnekme?

Ha marepeif 0OblYHO BO3JIOXKEHa OOJbIIAs OTBETCTBEHHOCTH B 3a00Te 0 peOEHKe,
MO3TOMY OHHM NPUHUMAIOT Oojblle ydacTHs B 3a00Te O OOJLHOM, B TO XK€ BpeMs,
BHUMAaHHS CO CTOPOHBI OTIIAa 3a4acTyro He xBaTaeT. IlepexiroueHue BHHUMaHUS MaTepH
Ha 0OJILHOrO peOEHKa MOXET NMPUBECTH K HApYNICHHIO OTHOLICHUI B CEMEHHOW mape.
[ToaTomy, korma 3a0ota 0 OOMBLHOM PEOEHKE HCUEPNBIBAET BCE BO3MOXKHBIE PECYpPCHI
poauTene, KcTaTu MpHiuiach Obl TOMOIIL 0alyliek, AeAyleK, APYTUX 4JICHOB CEMbH,
XOTsI OBl B KaUeCTBE «HCIIOJHHUTENEH» B HEKOTOPHIX BoIpocax. Jlpyrue OeTH B CEMbe
MOT'YT HAaKaIUIUBATh 3JI0CTh M OOy M3- 32 HEAOCTATOYHOTO BHUMAHHMSA 110 OTHOIICHHIO
K HuUM. Bc€ 5TO MOXeT cTaTh HMCHBITAHHMEM CE€MbH Ha HPOYHOCTh. B memom, Hamo
YUUTBIBAaTh, YTO MYKOBHCIHJIO3 - 3TO OOJE3Hb «HEBHIMMas», MO KpaiWHed mepe, 10
HACTYIUICHHSI TSDKENBIX €€ cTaguil. DTO MNpensTCTBYeT MOHMMAaHUIO TeX MpolieMm,
KOTOPbIE OHa HECET. HAIpHMEp, HEKOTOPBIX HETed € MYKOBUCLIMIO30M ONEKAarOT
Ype3MepHO, Jake eCIM OHH XOpOIIOo ce0sl 4yBCTBYIOT, Kak JAOMa, TaK U BHE CEMbH, Ha
HUX CMOTPST KaK Ha «HEH3JIEUNMO OOJBHBIX», JTHOO0 Apyrue AETH B CEMbE MPOSBISIOT
PEBHOCTb, TaK KaK HE MOTYT MOHATH IPUYUHBI BCETO 3TOTO MOBHIIICHHOTO BHUMaHHA K
OpaTuKy, y KOTOPOro MyKOBHCIIHJI03, HO IIPH 3TOM OH BBINISAUT a0COJIOTHO 3JJOPOBBIM.

Uem Jydiie ceMbsi CMOXKET OOCYIUTh COOCTBEHHBIE TPOOJEMBI M BMECTE HANTH
pemeHus, TeM JIydiie OyJeT ajanTanus K CHUTyallud, M TeM JIydlle 3TO CKa)keTcs Ha
cocTosiHUU 0oJIbHOTO peb&HKa. BaxkHo Taioke, 4ToObI Jedamunii nepconan Llenrpa Obut
3HAaKOM C BO3MOXHBIMH ITIPOOJIEMaMHM, 4TOOBI MOXKHO ObUIO pa3paboTaTh MpPOrpaMMEI
JeYeHus ¢ y4€ToM 00pasa *KHU3HH, CHCTEMBI IEHHOCTEH M BO3MOXKHOCTEH CEMbH.

Uro KacaeTcd caMHX JieTed C MYKOBHCHUAO30M, COIJIACHO HEKOTOPBIM
MCCIIEJIOBAaHMAM aanTalys K 3a00JICBAHUIO TPOXOJUT MEHee OOJIC3HEHHO, €CJIN TUAarHo3
MYKOBHUCIIMJI03a YCTAHOBIEH B PaHHEM BO3pPacTe, Y€M €CIHM MalMeHT y3HaéT 0 HEM B
HOJPOCTKOBOM MJIM Ja)ke B3pOCIOM Bo3pacTe. Buaumo, mpu paHHeM [uarHose
3HAKOMCTBO € 3a00JI€BaHHEM MPOHCXOIHUT HOCTETIEHHO, C MOCTEIIEHHBIM MOCTYIIICHUEM
nHpOpMauHU 1o Mepe B3pocieHns. Kpome Toro, B 3THX ciydasx jiedeOHbIe MPOLEAYPHI
SIBIISTIOTCSI TIPUBBIYHBIMU, HET BO3MOXXKHOCTH CPaBHHBATh C TEMH BpEMEHAaMH, KOTJa B
HUX He OBUIO HEOOXOIMMOCTH, W 3TO CIIOCOOCTBYET JIydIIeMy NMPHHATHIO BpadeOHBIX
MPEANUCAHIH 1 JIyYIINM B3aUMOOTHOIICHHSM C JICYAIIUM IIEPCOHAIIOM.

¢ Kax cmompembs ¢ 6yoywiee c smum ouaznozom?

Y3HaB 0 AuMarHo3e, POJUTENU C TPYAOM IPEICTABISIOT cede, 4To B OyAyLIEM MOXET
ObITh 4TO- TO XOpoiumee. [103TOMy BaxXHO, YTOOBI KpPOME IUIOXMX HOBOCTEH OHH
OTKPBIBAJIM M TIOJIOKUTEIbHBIC MOMEHTHI. [lJi1 poauTeNeld BaKHO 3HATH, YTO JIETH C
MYKOBHCIIHIO30M HMCIOT HOPMAJIbHBIC HMHTCIUICKTYallbHBIC CIIOCOOHOCTH M MOTYT
JIOCTUTHYTH TEX JKE BBICOT, YTO M WX 3J0POBBIC CBEPCTHHKH. [lOIPOCTKH C
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MYKOBHCI[HJIO30M HMEIOT HOPMAaJbHBIH YPOBEHb CAMOOLEHKH W XOPOILIO COIMATbHO
alanTUPOBaHbI (TO €CTh, OHM B COCTOSHHH COOTBETCTBOBATh TPEOOBAHHUSIM OOIIECTBA).
3HAUUTEIbHBIA MOPOLEHT B3POCIBIX C MYKOBHUCIHMIO30M JKHBET MOJHOLICHHON
MNPOIYKTUBHOW JXKU3HBIO. KpoMe TOro, MOMCKH PaJMKaIbHOIO JICYCHHUS IOCTATOYHO
MHOT000CIIAIONY, a TPATUIHUOHHOE JIeYeHHEe BEAET K HEYKIOHHOMY YITy4IICHHIO
Ka4yecTBa U YBEJIUYCHHIO MPOIODKUTEIBHOCTH XHU3HU OOJBHBIX. DTO MOXKET MOMOYb
CMOTpeTh B Oynymiee YBEpeHHEH ¥ TOHHUMATh, 4YTO JKU3Hb MHOTOTpaHHA |
MYKOBHCIIH]IO3 - 3TO BCETO JIUIIb OJIUH U3 €€ aCIEKTOB, XOTS U OYCHb BaXKHBIH.

¢ IInanuposanue nocnedyiouwux poooe makice AGIAACHCA YACMbIO 0y0yuiezo. Kak
ciedyem nocmynums?

HeoOxonuMo mpWHUMATh BO BHUMAaHHWE HACJICICTBCHHBIM XapakTtep OOJC3HH |
YYUTHIBATh PHCK MOBTOPHOTO POKACHUS OOJBHOTO peO&HKa. Pomutenu MOMKHBI OBITh
nporH(GOPMHUpPOBaHbI 00 ATHX BOMPOCAX, 3HATh O METOJAX KOHTPOJSI POXKAAEMOCTH, O
BO3MOYKHOCTH MPEHATAILHOW TUATHOCTHKHU (CMOTPHUTE TakXKe: paszmen 3, maparpad 3.7
«[IpeHaTanpHas TUarHOCTUKA»). Bpaun JOKHBI yBaXKUTEIFHO OTHOCUTHCS K PEIICHISIM
CeMEiHOI maphl, KOTOpask B STHX CEpPbE3HBIX YCIOBUAX JOJDKHA HAWTH pelleHHE,
HanOoJIee MOXO/ISIIEe Sl KX CHCTEMbI IIEHHOCTEH U YOCXKICHUH.

Cmompume maxdice 6 0CHOGHOM pazoene:
3.10 Yem BcE 3aKOHUUTCS?
3.11 HayuHnbie uccnenoBaHus

2. OT AETCKOIO CAAA AO CPEAHEMN
LLUIKOAbI

B amu 20061 601316 MOIICEM NO-NPENCHEMY MANO NPOSGIAMbCSL, OO NPOSGIAMbCS
CUMRMOMAM, KOMOpble OMAUYAIOMCS 0N meX, 4mo Owliu 6 60jiee PAHHEM 803pacme.
Ilpoepamma obcredosanuii u aeveHus 00JHCHA ObLIMb NPOOYMAHA MAKUM 00OPA30M,
umobbl OHA CnOCOOCME08aNA C OOHOU CMOPOHbL JEYeHUI0, C Opyeou CMOPOHbI-
HOPMAbHOMY PA36UMuUI0 peOeéHKa 6 cemve U 3a eé npedenamu- om 0emcKozo caoda 00
HAYAIbHOU U CPeOHel WIKOIbl, 8MECme CO CE8EePCHMHUKAMU, 6 Mupe uzcp, Chopmd,
NO3HANUSL U MEOPUECMEd.

Bom nexomopwie nauboiee 8adicHvie acneKmul:
*  noddepaicanue 8 Xopouiem coCMosHUYU 00ujell ObIXameabHOU QYHKYUU;
* JleueHue OCMpbIX U XPOHULECKUX PeCNUPAMOPHbIX UHGeKYull;
* nooddepoicusarouyee ieueHue ObIXameabHOU CUCIEMbL;
* C80EBPEMEHHOE BbIAGIEHUE OCTIONCHEHUIL,
* noddepoicanue 8 Xopouiem COCMOAHUU NULEBAPUMETLHOU CUCTNEMDL;
* numawue u pasgumue;
* opeamusayus JAeHeHus U NOCMOAHHOZ0 YX00d, KaK YXadxCueamv 3a peOEHKOM ¢
MYKOBUCYUOO3OM,
> 8XONHCOEHUE 8 WKOILHYIO HCUSHD;
* 83AUMOOMHOWEHUS. C OPYeUMU UJAEHAMU CEeMbU, CEEPCMHUKAMU, COYUATLHBIM
okpyacenuem. Ilcuxonoeuneckue acnexmol.
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[l XopoLee cocTosiHKe AbixaTeAbHOI cUCTEMBI

¢ Kax ¢ mom eo3pacme MONCHO oOnpederums, 6 KAKOM COCHOAHUU
naxooumces OvIxamenvHas cucmema?

[Ipexne Bcero, mo o0IIUM MTPpHU3HAKAM OJIArOTIOIYYHOI'O COCTOSIHUS: peOEHOK aKTHBEH, y
HETo XOPOIIMH amIeTHT, OH Xopomo ecT. OH JenaeT To, 9TO JENaioT APYrHe AETH B €TO
BO3pacTe. XOOUT B MIKONY, WIPacT C TOBAPHIIAMH, NMPOOYeT 3aHUMAThCS CIIOPTOM.
BaxxHO HaydUTHCS OTIMYATH «HOPMAIBLHOE» COCTOSHHE peOEHKA, KOTOPOE MOXKET OBITH
aOCOMIOTHO  HOPMAJBHBIM, OT  COCTOSHMA, KOTAa  TOSBILIFOTCS — HPU3HAKH
«pecHupaTopHOil HMHQEKIMU», W TOHATH. MNPOXOAANIME JH 3TO NPHU3HAKA WIH
ycroituuBele.  Crnemyer oOpammate BHIMAaHHE HA. Kallledb, MOSBICHHE OOWMIHHOM
MOKpOTBI, OJIEIHOCTh, MOBBIIIEHHYIO YTOMIJIIEMOCTH HpW HWrpax M Oere, OJBILKY C
BO3MOXHBIMU TIPOSIBIICHUSIMH CO CTOPOHBI TPYJIHON KJIETKU (3amajeHus MexpEOepHbIX
MIPOMEKYTKOB, YBEIMICHHE YAaCTOTHI AbIXaHHS).

Bce 93T0 mMO3BOMSET OIEHUTH COCTOSIHME JBIXaTCIBHOW CHCTEMBI pPEOCHKa,
KOMIUICKCHBIM aHaJIu3 3THX IMMPU3HAKOB, U, MPEKAC BCEro, CTa6I/IJ'H)HOCTL COCTOSAHMUA,
oo TCHACHINA K U3MCHCHUIO BO BPEMECHHU IMOMOT'at0T BpadyaM HeHTpa MYKOBHUCHHI03a
Oosiee TOYHO OTBETHTH Ha BONPOC. BakKHBIM MOMEHTOM SBISETCS TaKKe, YTOOBI K
BO3pacTy 5- 6 mer peOEHOK OBUT B COCTOSHUHM BBINIOJHHUTH (YHKIIMOHAJHHEIC
IbIXaTeIbHBIE TPOOBI, KOTOPHIE MO3BOJSIIOT MPOCTO M PETYISIPHO  IIPOBOAWTH
00BEKTHBHYIO OLIEHKY Pa3BUTHS MIPOIIECcCa.

¢ UYmo moorcem npousoitmu c ovixamenvhoil cucmemoit?

B GonpmmHCTBE ci1ydacB HE MPOMUCXOANT HUUETO BHE3AITHOTO U CTPAIIHOTO; B APYTHX
CIIy4asx MOTYT MOSIBUTHCS CUMIITOMBI CO CTOPOHBI JIETKHX, KOTOPBIX paHbIle y peO&HKa
He OBIJIO, M BaXHO OBICTPO YJIOBHTH MX IOSIBICHHE, YTOOBI MOXKHO OBLIO BMENIATHCS,
YCHWIINB JieueHHe (AHTHOMOTHKH, a3po30iH, pusnorepanus). B sTom cirydae oHE MOTYT
ucue3HyTb. OnHaKO, OHM MOTYT TOBTOPSTHCS, MMETh PELUIMBUPYIOIIEE TEUEHUE,
MOSABIATHCS O0JIee YacTo MU )K€, B PEIKUX CIIydasiX, CTaTh MOCTOSHHBIMH.

¢ Ymo moowcem usmeHUmMbCA NO CPAGHEHUIO ¢ Dolee paHHUM 603pacmom?

MoXeT yBEIMYUTBCSl 4aCcTOTa PECHHUPATOPHBIX MHQEKIMH, 0COOCHHO, eciid peOEHOK
mocemiaeT gerckuii  can. Jisi  Bcex JeTedl, a He TOJbKO JUIS OOJBHBIX
MYKOBHMCI[H/I030M, ITOCEIICHUE AETCKOTO caja, PaBHO KaK M sICIeH, ABIAeTCA MEPHOIOM
HauOonbIIell BOCHPUMMYHMBOCTH K HMHQEKIMsM, NPEeKAE BCEro, K CE30HHBIM
pectiupaTopHbiM. OTHAKO, 3TO HE SBISIETCS BECKOW MPUYMHOMN JJIS TOTO, YTOOBI peOEHOK
He ToceIa AeTCKUEe KOJUIEKTHBEI, IIOTOMY YTO JISTCKUI CaJl SBJIAETCS BAXXHBIM 3TAarlOM
JUISL COLMAIM3AINN U Pa3BUTHs peO&HKa, KaK JuIsd BceX JieTeil 3Toro Bo3pacra. PebéHox
BIIOJTHE MOJXKET CIIPABUTHCS C OOBIYHBIMHU JIETCKUME 00Jie3HAMH (KOpb, BETPSIHKA, H T.1.),
JUISL KOTOPBIX BaXKHO COOJNIIONATh KaJleHAaph MPUBUBOK (cMoTpute «IIpuBUBKM» pasien
1, maparpad 1.2.2.). MoXHO cKa3aTh, YTO B 3TOM BO3pacTe IPHUXOAUT 1opa OOBSICHITH
peOEHKY «IoYeMy» OH JOJDKCH JeNlaTh HEKOTOpble BeIM (3TO BO3PAcT pasIMYHBIX
«10YeMy»), MO3TOMY HAJI0 HMCKATh IMOIXOMSIINE CJIOBAa CIIOCOOBI, YTOOBI TOBOPUTH O
MHOTHX Belax, B TOM 4ucie W o ero Gonesnu. (Cm. maparpad 2.8 «korga u Kak
HAYWHATH Pa3rOBapUBATEH C PeOEHKOM O €ro GONIC3HNY).

¢ Iomensemcs nu mukpoghnopa, komopas evizvieaem unghexyuu
ovlxamenvHvIX nymeii?

Ha. CoctaB MUKpPO(DIOPEl MOXKET U3MEHUTHCS, U TO3TOMY Ba)KHO, YTOOBI PeOEHOK
PErYISPHO MPOXOIHI MPOBEPKY MOKPOTHI MM Ma3Ka U3 3¢Ba Ui €€ UICHTU(HUKALIUH.
Heo0xoauMocTh 3THX MaHUMYJSALUA CliefyeT OOBACHUTH PEeOEHKY B JIOCTYIHOH,
npoctoil opme, HauMHAs C MPOSIBICHUN OOJNE3HU W MPHUMEHSS MPUMEPHI, KOTOPbIE
PpeOEHOK CrIOCOOCH MOHSITS.

¢ Ymo mooxcem npousoiimu Ha yposHe ObIXamenbHOou cucmemol?
Co BpeMeHeM, 0cOOeHHO mociie 4- 6 jieT, peOEHOK CTAHOBUTCS MEHEE BOCITPHUMYHB K
CE30HHBIM MHQEKIMAM, IOTOMY YTO €ro0 MMMYHHAs CHCTEMa «3aloOMHHAaeT» Hauboiee
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4acTO BCTpevarol[Mecss BUPYChl M Oakrepuu. TakuM 00pa3oM, pecrnupaTopHbIC
uHpekun OyAyT B MEHBIICH CTEIICHU CBS3aHbI C MOCEIICHHEM JETCKUX KOJUIEKTUBOB,
B Oomblieil cTeneHu OYAyT CIIEACTBHEM OCHOBHOTO 3a0oneBaHus. MOTyT HOSBISTHCS
HEKOTOpBIE OCIIOKHEHHSI, KOTOPbIe 3a00JIeBaHHE BBI3bIBAET CO CTOPOHBI JbIXaTEIbHOU
cuctembl (cMmotpure 2.2. «OCIIOKHEHHI»): HEBO3MOXHO TPEICKa3aTh KakKue W B KAaKOM
00BéMe. CiieryeT OTMETHTH, YTO BEChbMa MAJIOBEPOSTHO, YTOOBI HOPMAIFHOE COCTOSIHUE
JIBIXaTeIbHOM CHCTEMBI yXYIIIMIOCh BHe3amHo. HamportuB, uem myume Oyaer e€
COCTOSIHUE B 3TOM BO3pacTe, TeM OOJBIIC BEPOATHOCTh TOTO, YTO U B OYAYIIEM 3TO
cocrossHue  coxpaHuTcs. OueHb  BaKHA  PEryIsAPHOCTh  OOCICIOBaHMNA B
CHCIUATM3UPOBAHHOM IEHTPE, KOTOPhIC MOTYT IUIOXO MEPCHOCHTHCS PEOSHKOM H3-3a
MOBCEIHECBHOM 3aHATOCTH (IIKOJA, JpPy3bs, CIOPT), HO OHH HEOOXOIUMBI IS
CBOECBPEMCHHOCTH u 3¢ EKTUBHOCTH JICUCHHS.
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Kto BoguT?
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/

Xopowo pacTeT ¢ APY3bIMU....
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¢ B kakom so3pacme noasnsemca Pseudomonas aeruginosa?

TouHoro BoO3pacTa HE CYIIECTBYET, HO, B LEJIOM, OKOJIO TPETH OONBHBIX
MYKOBHCITHIO30M TIONTy4uT €€ B Bo3pacTe A0 6 mer. JledueHne aHTHOMOTHKAMH TIPH €€
MEPBUYHOM MOSBICHUH MOXKET NMPUBECTH K €€ JHMKBHUAAIMM HA JOCTaTOYHO JOITHH
MEPHO BPEMEHH, B JPYTHX CIy4dasxX OHAa CTAOMIBHO KOJOHM3UPYET OpOHXHAIbHOE
nepeBo. Pseudomonas mpucytcTByeT y OGONBLIIMHCTBA MOAPOCTKOB M B3POCIBIX C
MYKOBHUCITHJIO30M.

¢ Ymo denams npu nosasrenuu Pseudomonas?

[IpousBoanTcs mOmBITKA €€ DpajuKalud, TO €CTh YCTPAHEHUs C MOMOLIBIO
AHTUOMOTHKOB, YK€ NPH MEPBOM €€ MOSIBICHUH, JaXKe MIPU OTCYTCTBHU IMPOSIBICHUI CO
CTOPOHBI JIBIXaTeNIbHOI cucTeMbl. OOBIYHO HCTIONB3YeTCS KOMOMHALUS MTEPOPATbHBIX U
a3pO30JIbHBIX aHTUOUOTHKOB (Kypc JieueHHUs] 2 — 3 HeJeIH, C BO3MOXKHBIM IIOBTOPOM).
Lenp 3TOr0 JIeueHUs - NPEIOTBPATUTh HEOOPATUMOE BHEAPEHHUE, TO €CTh, MMOCTOSIHHOE
npeObiBaHHe B OpPOHXHANBHOM JEpeBe, YTO O3HAYaeT XpOoHMYecKyr HHOekuuo. Ilo
9TOMY BOIIPOCY celdac MPOBOJISTCS MHOXKECTBO HcclieNoBaHWM. IlepBble pe3ynbTaThl
NOKa3bIBAalOT, YTO B CJIydae OTCYTCTBHS JICUCHHS AHTHOMOTUKAMH IIPH IIEPBOM
nosieiieHnu P. Aeruginosa, xponusaiust nporecca Hactynaet B 50-60% ciydaes, a npu
CBOCBPEMEHHOM NMPUMEHEHHH aHTHOMOTHKOB YacTOTa XPOHH3AIMH 3HAYUTEIBHO HUXKE,
U cocTaBisieT okojio 15%.

¢  Cywecmeyem Ju onpeoenénnvlii 803pacm, Koz0a medyeHue 0O0ae3Hu
yxyowaemcea?

Ocoboro mpaBmiia HE CYHIECTBYET. Y Ka)XJOTo MallMeHTa OOJie3Hb MPOTEKaeT Io-
cBoeMy. HecOMHEHHO, MEepHOA TOJOBOTO CO3PEBAHMS U MOAPOCTKOBBIA BO3pacT
SIBISIFOTCS] KPUTHYECKUM 3TAroM Ui MHOTHX porieccoB. Hampumep, B MOJpOCTKOBOM
BO3pAacTe MPOUCXOMAAT BAXKHBIC (DUIHOIOTHMYECKUE, COLUATBHBIE M MCHXOJOTHYECKUE
u3MeHeHus (peub UAET O BO3PACTE CPEIHEH IIKOIBI), YACTO HACTYMACT «KPH3KC» U B
OTHOIIEHHUH K JICYEHUI0. BaxkHO MOMOYb peOEHKY MPeojI0IeTh ero B MaHepe, KOTopas
OylIeT y4YHUTBHIBATH HM3MEHHBIIHMECS 3alpOChl, KOTOPbIE HECOMHEHHO HW3MEHSTCS 10
CpaBHEHUIO ¢ 0oJiee paHHUM BO3PACTOM.

¢ B Kkaxom eo3pacme peOEHKA MONCHO CYOUMb O CHENEHU MANCECHU €20
3aboneeanun?

He cymecTtByeT mpsMol 3aBHCHMOCTH MEXIY BO3pacToM pebEHKa U TIKECTHIO
3aboneBanus. CymecTBYIOT (Gopmbl 3a00€BaHUs C TSHKETBIM TEUCHHEM C TEPBBIX
JHEW XHU3HH M HAo0OpOT, MMEIoMHEe JErKoe KIMHMYECKOe TEeUeHHE BIIOTH [0
B3pocioro Bo3pacta. CyauTh 0 BO3MOKHOM TEUCHHH 3a00JI€BaHUS B Oy TylIieM MOXKHO
M0 HEKOTOPBIM «UHIWKATOpam», Cpead KOTOPhIX — dYacToTa M TSDKECTb
pecnupaTopHbIX HHQEKIUH, HaIMYKMEe OCIOXHEHHH, (YHKIMOHAJIBHOE COCTOSHHE
JIBIXaTeIbHOW CHCTEMBI, X0 Pa3BUTHS peOEHKa.

Cmompume maxaice  OCHOGHOM pazoeie.
3.8. Uro 6yner nmpoucxouth? CUMITOMBI.

3.8.1. [lpixaTenpHas cucreMa

3.8.1.1. BpoHxonérounsie myTu

3.8.1.2. BepxHue AbIXaTenbHbIC ITYTH

3.8.1.3. PecnimparopHble nHPEKINH, OaKTepHAIbHBIC H TPHOKOBEIC
3.8.1.4 TIIpodunakTrka 1 KOHTPOJIb UHOEKINHT ABIXaTENbHBIX MyTel

BOBMOMHbIE OCAOKHEHHS CO CTOPOHbI AbXETEALHON CHCTEMb

PaCCMOmpuM Haubonee uacmole OCHONCHEHUS: 060mpmeM6Haﬂ 3Mdm3ema,
amejiekmas, 6p0H)CO3Kma3bl, CUHYCUmM, NOJIUNdLL HOCA.

¢ UYmo maxoe sm¢uzema?
IIpu MyKoBHCLIH03€ MBI UMEEM JIETIO C 00CTPYKTUBHOM JIEr04HOi 3MPpu3emoii:
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OT0 yBeIMYCHHE COICp)KaHUS BO3XyXa B JIETKUX, KOTOPBIH 3aJepKUBAeTCA H
pacTAruBaeT JErovHbIe aabBEoJbl. JTO MPOUCXOIMUT IOTOMY, YTO I'ycTas Bsi3Kas CIU3b
BBI3BIBACT YACTHYHYIO 3aKyIOPKY MENKHX OpOHXOB. JTa 3aKylopka HE MellaeT
HOCTYIUICHUIO BO3yXa IIPH BIOXE, HO IPH BBLAOXE NPEMATCTBYET IIOJTHOMY €r0 BBIXOIY.
[Nomy4aeTcs cBoeoOpa3Hash «BO3MyIIHAS JIOBYIIKAY» WIN KJIANaHHBIA MEXaHU3M». DTOT
3¢ ¢dexT MoxkeT HaOMIONAaThCS B TEPBBIE TOABI JKU3HH, MOXET YCHJIMBATHECS NPH
pecnupaTopHbIX HHPEKIUAX, HO MOXKET TaKXKe McUe3aTh B IEPUOABI OJIaronoiIyyus.

Pentrenorpadus rpyaHON KJIETKH W CIIUPOMETPHS MO3BOJISIOT AMATHOCTHPOBATh M
OLICHUTH CTETICHb PAa3BUTHS JIETOYHOM IM(PU3EMBI.

¢ Ymo makoe amenexkmas?

ATenekTas- 3T0 COCTOSIHUE, IPH KOTOPOM B HEKOTOPBIN OTAEIN JErKOro (Hojist IErKOro

LEITUKOM, HJIM TOJIBKO CErMEHT) He IPOHHMKACT BO3AYX HM3- 3a IIOJHOM 3aKyNOPKH BETBU
OpoHxa TPOOKOW TyCTOH cinu3u. BeiencTBHe 3TOro ajbBEOINBl, JHIIEHHBIC MPUTOKA
BO3/yXa, CIIaJIaf0TCS.
Bo wm3bexaHue HmanpHEHINEro MOBPSKACHUS OJTOM YacTH JIEFKOro HEO0O0XOAUMO
0CBOOOINTH IPOCBET OPOHXA C IIOMOIIBI0 HHTCHCHBHOM IBIXaTENbHOH (QU3HOTEpanuy B
COYETAaHWH C ad’PO30JILHOM Tepamued ¢ NpUMEHEHHeM OpOHXOAMIATATOPOB H
MYKOJIUTUKOB M TPHMEHEHHUEM aHTHOMOTHKOB. IIpu CBOEBpEMEHHOM BMEILIATENLCTBE
9TO momoraer 3(QQPEeKTUBHO pa3pelInTh aTeNeKTa3bl, MOKa eulé He Hadalcs IPOLEecC
pybOueBanus (¢pubpo3s). Korma MeankaMeHTO3HOE M (PM3MOTEPANEBTHUECKOE JICYCHUE
Hed((EKTUBHO, MOXET BO3HUKHYTh HEOOXOIUMOCTh B OPOHXOCKOIHH, KOTOpas
MO3BOJISIET B OOJNBIIMHCTBE CIy4aeB OCBOOOIHUTH 3aKyHNOPEHHBIM OpOHX (C MOMOIIBIO
MHCTPYMEHTA, KOTOPBIA Ha3bIBaeTCs OPOHXOCKOIIOM, JICKAPCTBEHHBIC MpenapaTsl
BBOJSATCS HEIIOCPEACTBEHHO B OPOHX).

¢ Ymo makoe 6ponxorxmas?

BpoHxoskTaz - 3TO OrpaHMYEHHOE IIOCTOSHHOE pACIIUPEHUE B OJHOM WIIH
HECKOJIbKMX OTAenax OpoHxoB. MoxeT o0pa3oBBIBATBECS Kak B MEJIKHX, TaK H B
KpynHBIX Oponxax. IIpnunHOIl BO3HMKHOBEHUsSI OPOHXO3KTA30B SIBISIOTCS ITOBTOPHBIC
MH(EKIMH, KOTOpPHIE BBI3BIBAIOT BOCHAJEHHE CTEHKH OpOoHXa, MPH 3TOM OHa TepseT
CBOIO 3J1acTHYHOCTh. [locTeneHHo OpOHX NpeBpalaeTcs B HeKoe Mojo0ue Meoyuka, rie
cobupaeTcss THOWHas MOKpoTa. TakuM oOpa3oM, oOpa3dyeTcs NOpPOYHBIA KpYT,
BBIPQ)KAIOIINNCSA B MOCTOSHHOM MPUCYTCTBHM OaKTEpHii, BBI3BIBAIOIIMX HEIPEPBIBHOE
BOCTIAJICHHE OpPOHXMATBPHOW CTEHKH M TOCTOSHHO YBEIHUYMBAIOIIEECS IOBPEXICHHE
OKpyXarouieil JE€royHod TkaHW. DBpOHXO03KTa3bl AMATHOCTUPYIOTCA C IOMOUIBIO
peHTreHorpaduu rpyIHOM KIETKH U OCEBOU KOMITBIOTEPHOI ToMorpaduu. B HeKOTOphIX
Cily4asgx MeJKHe OpOHXO0IKTa3bl MOTYT HOSBIATHCA HOCTATOYHO pPaHO, emé MpH
OTCYTCTBUH KaKHUX-JINOO MATOJOTMIECKUX MPOSBICHUH CO CTOPOHBI JIETOYHON CHCTEMBI.

¢ Ymo makoe cunycum?

CuHycHT (BepHEe — PUHOCHHYCHUT) - 3TO BOCIAICHHE CIU3HUCTBIX 000JIOYEK MMOJIOCTH
HOCa 1 OKOJIOHOCOBBIX I1a3yX, KOTOpBIE C Hell coodmmatoTcs. OKOIOHOCOBBIE Ma3yXH- 3TO
BO3AYXOHOCHBIE MOJOCTH, KOTOPBIE PACIOAraroTCsi BHYTPU KOCTEH JHUIEBOH 4YacTH
Yyepena: B OCHOBaHMHM Hoca (pemiéTyarele Ma3yXu), B BEPXHCUCIIOCTHBIX KOCTAX
(BepxHEUeNmIOCTHBIE Na3yXH), B OCHOBAaHMM JIOOHOHW KOCTH, MeXay TJja3 (JOOHbIE
ma3yxv). B HOpManbHOM COCTOSHMM OHHM TIIyCTBI M cCofepXaT Bo3ayX. Ilpm
OaxTepradbHOM HWH(DHUIMPOBAHMM B HUX MOXKET HAKAIUIMBATHCSA CIM3b M BO3HUKATDH
BOCTIAJICHWE - CHHYCHT. YTOOBI CHHYCHUT TIpOIIeN, HEOOXOAMMO dYTOOBI Ma3yXH
OCBOOOAWINCH OT CIHM3HM, HO IPHU MYKOBHCIHJIO3€ 3TO CIOXKHEE, YeM B HOPMAIbHOM
COCTOSIHUHM, M TIO3TOMY MOXKET Pa3BUTHCA «XPOHWYECKHH CHHYCHUT». Ero OOBIYHBIME
MPHU3HAKaMHU SBILIOTCA. 3aJI0)KEHHOCTh HOCA C BO3MOXKHBIMH BBIICJICHHMSIMH U3 HOCA,
3aTpyIHEHHUE HOCOBOTO JIBIXaHHS, MOTEPsl 3BYYHOCTH TOJIOCA, HAPYIIEHHOE OOOHSHUE,
uHoraa Oosnu B obmactu n6a. IIpn HagaBIMBaHWKM B ONPEHENEHHBIX TOYKax (B MecTax
BBIX0/1a HEKOTOPBIX YEPEITHO-MO3TOBBIX HEPBOB, MMPOXOISIINX MO CTCHKE Ma3yX) MOXKET
MOABIIATHCS OOJb.

¢ Ymo maxoe Hocoevle nOJAUNDL?
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[Momumno3 HOCa — 3TO 3ab0JIeBaHME CIM3UCTON OOOJOYKHM (BHYTpEHHEH BBICTHIIKH)
HOCAa M OKOJIOHOCOBBIX Ta3yX. IIpMm XpOHHYECKOM BOCHAJICHHH OHA W30BITOYHO
YBEJIIMYHBAETCSI B 00bEME, CTAHOBHUTCS CTYICHHUCTOM, OTEYHOM, IPEeBpaIIaeTCs B ITOJIUIL.
[Tonmmel BO3HHUKAIOT KaK CIEACTBHE XPOHHYECKOTO PHHOCHHYCHTA. YBEINYUBASCH B
pa3Mepax, TOJUIBI MOTYT IIEPEKphIBATH HOCOBBIC XOZbBI, 3aNOJNHATH COOO
OKOJIOHOCOBBIE Ta3yxd. HOCOBBIE TONUMBI SBISIOTCA, MPEXIE BCEro, NPHUMHON
HapyIIeHUs. HOCOBOTO IBIXaHUS M3-32 MPEMATCTBUS MPOXOXKACHHUIO BO3yXa, TOJOBHBIX
Oouieif, CHWKEHHS OOOHSIHMS, MOCTOSHHBIX 'HOMHBIX WJIN NPO3PAaYHBIX BBIICICHUN U3
Hoca (puHopest).

Korga monumel  CTaHOBSITCS — CIMIIKOM — OOJBLIMMH, MOXXET  BO3HUKHYTBH
HEOOXOMMOCTh B MX YNAJICHHU XUPYPTHUECKMM ITyTEM HE TOJIKO MOTOMY, YTO OHH
3aTPyIHSIOT ABIXaHUE, HO M TIOTOMY, YTO OHU CIIOCOOCTBYIOT 3aCTOIO CIIH3H, 3a/IEPXKKE
GakTepuii B HOCOBOW IOJIOCTH, KOTOpPBIE ITOTOM MOTYT PAacHpOCTPaHWTHCA HA HIDKHHE
IbpIXaTenbHble TyTH. MHOrma mocne ynaneHWs NONUIBI MOTYT 00pPa30BBIBATHCS
MOBTOPHO. BeposATHOCTH MX IMOBTOPHOTO BO3HUKHOBEHHMS C BO3PACTOM YMEHBIIIACTCS.

7R} AeueHne ocTpbIX U XPOHHYECKUX HHOEKLMH AbIXaTeAbHbIX NyTeH

¢ Kax 6 3mom 6o3pacme pacno3Hams pecRUpamopHyto uneKkyuio?

WNHaukaTopHBIMU TIPU3HAKAMH OCTPOH PECHUpPATOPHON WHQEKINH WIH 00OCTPEHHS
XPOHHUYECKOH - SIBISIETCS ONUH (MJIM HECKOJIBKO) U3 CIETYIOLINX:
* MOSIBJICHHE WJIM yCUJICHHE Kalluls,
* yBEJIMYEHUE KOJIMYECTBA MOKPOTBI, KOTOPasi MOJKET CTAHOBUTHCS OoJiee TEMHOM HITH
Gonee rycTolt ¥ TPYIHOOTACIAEMOI],
* yyalleHUe JbIXaHHusl WK 3aTPYAHEHHOE JbIXaHuUe,
* CHIDKCHUE allleTHTa,
* I3MCHEHHS B HACTPOCHHH, OTCYTCTBHE HHTEpeca K UTpaM,
* OECIIOKOMHBIN COH,
* IMXOpaJIKa.

K >TuM mpu3HakaM OOBIYHO TPHCOSNUHSCTCSA YXYALICHHE IMOKa3aTeied BHEITHEro
IBIXaHUS TIPH CITUPOMETPHH, TPEKAE Bcero, mokazarenb FEV 1 (cmotpute pasmen 3,
naparpad 3.8.1. «CrimpomeTpus»).

¢ Ymo o3nauaem «xponuuecKkasn uHpeKyua ObIXamenbuvlx nymeu»?
MHUKpOOpPraHu3Mbl, KOTOPHIE B OOBIYHBIX YCIOBHUSAX HAXOASTCS B ABIXATEIbHBIX MYTIX
(KOOHU3UPYIOT HX), MOTYT CO BPEMEHEM aTaKOBaTh 3aIIUTHBIC Oapbephl JETKHX,
BBI3BIBAs B OTBET BOCHAJIMTENBHYIO peakiuio. Korja sTa KOMIUIEKCHAs peaKIys
aKTHBUPYETCS, TO peub HUAET 00 «OCTPOit» HHEKINH, KOTOpasi CTAHOBUTCS
«XPOHUYECKOI», €CIIU peakLys IPOJOJDKAETCA JOCTaTOUHO JOJr0 1o BpeMeHu. [Ipu
XPOHUYECKOM MHPEKIINY JIBIXaTEIbHBIX MyTel MPOSIBICHHS (KaIelb, MOKPOTA)
XapaKTepHBI: TIPEkK/IE BCETo, BhIesieMasl MOKpoTa Oosiee 0OMIIbHASL, U OYE€Hb BAXKHO
BBIBOJIUTH €€ C TOMOIIb a3P030JIbHON U (hpn3noTepanuy. XpoHndecKas HH(EKIHs MOXKeT
MPOTEKATh U C YMEPEHHBIMU MPOSIBICHUAMU: HE3HAUYUTEIbHBIN KallleNlb, Manoe
KOJINYECTBO MOKPOTBI, OTCYTCTBUE OABIIIKHU. [IposIBIEHHUS MOTYyT OTCYTCTBOBATh
JUIMTEJIBHOE BpeMs, JIN0O ¢ pa3IMuyHON YacTOTOH MOKET BOSHUKATh 000CTpEHHE.
Kaxoe obocTpeHre MOXXeT BBI3BIBAThH IPOIPECCHBHOE OBPEXKICHUE JETOYHON TKaHH,
MO3TOMY C HUM HaJl0 OOPOTHCS HE3aMeIINTENBHO 1 a/IeKBaTHO. [Ipu3HakoM
aJIeKBaTHOTO JIEYCHHUS 000CTPEHUS SIBJIETCSI BOCCTAHOBIICHHUE ABIXaTEIbHON (QYHKINU
Ha IPEXHEM YPOBHE.

¢ Kak neuumbca xponuueckan n1ézounasn unpexyus, 6b136annan
Pseudomonas?
JleueHre TPOM3BOMUTCS C TIOMOIIBIO AHTUOMOTHKOB, a’pPO30JILHOW Tepamud |
¢usnorepanuu. AHTHOMOTHUKM HA3HAYAIOTCS JABYMs CIIOCOOAMH. TOJIBKO MPHU
obocTpeHnr Tporecca, OO TMOCTOSHHO («Homiep:kuBaromias» Tepamus). Jlis
TIOCTOSTHHOTO TIPUEMA HMCTIONB3YETCsI, MIPEKIE BCETO, a3PO30JIBHBIN MTyTh BBEACHUS (IpH
9TOM HCHOJIB3YIOTCSl B OCHOBHOM KOJHMMHIIMH M TOOPAMHIIMH), ISl TOT'O YTOObI CHU3UTh
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nobounble 3()(eKTh Ha Apyrue OpraHbl M IMOJYYUTh MaKCHMalbHOE BO3ICHCTBHE Ha
nérkue. Hexkotopeie LleHTPHI MPaKTUKYIOT KypChl BHYTPHUBEHHOW aHTHOMOTHKOTEPAITHH
yepes Kaxzaple 3-4 Mecdana, gaxe IpHU OTCYTCTBUH oOocTpeHuil. M3BecTHO Takxke, 4TO
HEKOTOpBIC aHTHOMOTHKH I IpréMa BHYTPh MOTYT OBITh 9()()eKTHBHEI, B 0COOEHHOCTH
A3UTPOMHUIMH, KOTOPBI NPH MHOCTOSIHHOM NpHEME B HEOONBIIMX A03aX 00JagacT
GosibIle MPOTHBOBOCHAIUTENBHBIM ICHCTBHEM, 4YEM AaHTHOAKTEPHAIBHBIM B Y3KOM
cmbicie. Llenblo siBisieTcsl caepKUBaTh HA HU3KOM YPOBHE OaKTepHaIbHYIO HAarpy3Ky M
BUPYJICHTHOCTH P aeruginosa u, kak cieacTaue, e ClioCOOHOCTD BBI3BIBATH 000CTPEHHSI.
I[Ipn obocTpeHusx npuxomurcss npubOeraTb K HA3HAYCHUIO, TMPEXIE BCEro,
BHYTPUBCHHBIX KYPCOB aHTHOMOTHKOTepanmud (OOBIYHO 3TO COYETAaHHE [IBYX
AQHTUOMOTHKOB, BBIOPAHHBIX COIVIACHO pe3yJbTaTaM aHTHOMOTHUKOIPAaMMBI), HO TaKkKe
UCIIOJNIb3YeTCsl NPUEM aHTUOMOTHKOB BHYTPH (IPEHMYLIECTBEHHO 3TO aHTHOMOTHUKU —
MPOU3BOIHBIE XHHOJIOHOB).

¢  Kak naznauaromces aumubuomuxu?
Hcnonp3yrorest Bce ciocoOBI BBEACHUS:
* BHYTpPB, 9TO HamboJee MPOCTOi 1 HanboJee YacTo UCIOIb3yEMBIH CII0CO0;
* a’pO30JIFHO, KOT/a TPOWCXOJUT HEMOCPEICTBCHHOEC BBEICHHWE AaHTHOMOTHKA B
O6poHxu;
* BHYTPHUMBIIIIEYHO, 3TOT CIIOCOO OOJIC3HCHHBIN U HEYTOOHBIH;

* BHYTPUBEHHO, croco0 HauOonee >(PQPEKTUBHBINA, HCHOIB3YETCS TPH  THKEIBIX
uHbEKUUIX, W/Hin npu 000CTPEHUAX XPOHHUECKUX PECIMPATOPHBIX HH(EKITHIA.

BbI0Op 3aBHCHT OT CTENEHH TSHKECTH MH(EKIMH W OT MHUKPOQIOPHI, KOTOopas eé
Bel3Baa. Hampumep, P. aeruginosa wmoxxer OBITh YCTOHYMBA K HEKOTOPBIM
nepopaibHeIM (IPUHAMAEMbIM BHYTpPb) aHTUOMOTHKAM M YYBCTBHTEIbHA TOJIBKO K
aHTHOMOTHKAaM 11 BHYTPHBEHHOTO BBeneHMsA. HakoHel, aspo3oibHas Tepamus
UCTIONB3YyeTCs JUIS MOJAEPKUBAIOIIETO JICYEHHS TPH XPOHWYECKUX WH(EKIUSIX U He
IIPUMEHSIETCS TIPH JICUeHUH 000CTpeHN

¢ Ilouemy ucnonv3yiomea maxue gpicokue 003uposeku?

[Totomy 49tro anst onTUMaibHOrO ¥ 3(dEeKTUBHOrO JEWCTBHS aHTHOMOTHKOB
HEOOXOJMMO  JIOCTHIHYTh JIOCTATOYHOM WX KOHIIGHTPalMKM B KPOBH, 4YTOOBI
rapaHTUPOBaTh TaKXKE JOCTATOYHYIO MX KOHIEHTpalMi0O B OpoHXax M JETKHX,
3aI0JIHEHHBIX WH(QHUIMPOBAHHON U TPYIHOAOCTYITHOMN JUIS JIEKAPCTBEHHBIX IPENapaToB
MOKpPOTOH.

¢ Moscno 1u npo8oOUmMb KypCbl 6HYMPUBEHHOI AHIMUOUOMUKOMeepanuu
ooma?

B nenom, na. MoxHo oboiitick 6e3 rocnmTanuzanuu B LleHTp, ecnu nedammii Bpayu
MOXeT 00ecIeunThb NMPOBEICHUE WM JINYHO IPOBOJUT 3TO JiedyeHne. MOXXHO TOCTaBUTh
BEHO3HBII KaTeTep, KOTOPbIH MOXET CTOSATh HECKOJIBKO IHEH, M 4Yepe3 Hero BBOIUTH
AQHTUOMOTHK BHYTPHBEHHO. XOpOIIEH IPAaKTUKOH SBISETCS IIOCTAaHOBKA BEHO3HOTO
KaTeTepa ¥ BBEJCHHWE IEPBBHIX /103 aHTHOMOTHKAa Ha Oase LleHTpa MykoBHCIWIO3a, B
COOTBETCTBYIOIINX YCJIOBUSIX, JUISl BBIBICHUS BO3MOXXHOH HENEPEHOCUMOCTH WIH
noOouyHbIX 3(dekToB, Takke NI TOro YTOOBI, BO3MOXHO, OOYYHTH pomuTenci (u
MalMeHTa, KOTOPHIH II0TOM MOB3pOCIEET) TOMY, KaK MPOBOAUTCS 3TO JIeYeHHE. 3aTeM
JeYeHHEe MPOJOIDKACTCS J0Ma MOJA KOHTpoJeM (IOCPEACTBOM 3apaHee OrOBOPEHHBIX
CIOCOOOB KOHTAaKTa) CPEJHUM MEIIEPCOHAIOM IIEHTPa MYKOBHCIM03a. JTO MOXKET
OBITH TaK)Ke KOHTPOJIb MECTHOM MEIUIIMHCKOHN CIY)XOBI, NMpeXJe BCEro, y4acTKOBOTO
WIIM ceMeHOTo Bpaya.

¢ /numenvhoe npumenenue aHmuduUOmMuUKos - Imo epeoHo?

HexenatenpHOCTh AMUTENBHOTO JHOO YACTOrO MPUMCHCHHS aHTUOMOTHKOB COCTOHMT B
TOM, 4YTO Y MHKPOOPTraHM3MOB MOXKET BBIpa0OTaThCA K HUM YyCTOHuYuMBOCTh. Ho
MPUMEHEHUE aJIeKBATHBIX JO3UPOBOK M JOCTATOYHOW NPOAOIKUTEIBHOCTH JICUCHUS
3HAUMTENIBHO YMEHBLIAIOT MOSBIEHUE YCTOMUMBOCTH. Y HEKOTOPBIX JIOAEH HEKOTOpHIE
AQHTHOMOTHKN MOTYT BBI3BaTh AJUIEPTUYECKYIO PEAKIHIO, OOBIYHO B BHIE YMEPEHHBIX
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KOXHBIX ~TPOSIBICHHH B BUAC IOKPacHEHWs WIM  KpamMBHHULG!  (peakius
THIEePYYBCTBUTENBHOCTH). CyIIECTBYIOT METOABI BBEICHUS aHTUOHMOTHKOB, KOTOPHIC
YMEHBIIAIOT TUIEPIYBCTBUTEIBHOCTE (MO0 Ha3HAdaeTcs JAPYrod aHTHOMOTHK).
Hexotopple aHTHOMOTHKHM, B OCOOCHHOCTH aMHHOIJIMKO3HIBI (OJHUM H3 KOTOPBIX
SBIACTCS. TOOPAMHULMH), NPH JIMTEIGHOM Ha3sHAaYeHHH BHYTPUBEHHO (HO HE MpH
a’pO30JILHOM BBEICHHWHM) MOTYT BO3JCHCTBOBAaTH Ha OpraH ciyXa WIM IOYKH. B
OOJIBIIMHCTBE CllyyaeB d5TO OOpaTUMble | HE3HAuuTeJbHbIE W3MeHeHus. [lpu
KOHTPOJILHBIX 00cienoBanusx B LleHTpe oOpaiaercss BHUMaHHE Ha COCTOSHHE OpraHa
ciryxa ¥ (DYHKIUIO TOYEK JJIsi CBOEBPEMEHHOT'O BBISIBJICHHUS HEXKENATEIbHBIX MOOOUHBIX
3¢ dekToB.

Cmompume makaice 8 OCHOBHOM pazoene:
3.8.1.3 Pecnuparopuble HH(pEKINH, OAKTEpUH U IPpUOBI
3.8.1.4 TIpodunaktika 1 KOHTPOJIb HHPEKIHH AbIXaTeIbHBIX TyTeH

NeuebHble npoueaypbl B MOBCEAHEBHOM XU3HU

Ymobvr uyecmeosamev cebsi XOpouwio, PeOEHOK/NOOPOCMOK € MYKOBUCYUOO30M
00J91Cen denambv aspo30abHylo u gusuomepanuro. Obuue 8ONPOCHL, KACAIOWUECT IMUX
6U006 JedeHus, onucauvl 6 3axmouumenvrol yacmu (3.9 Jleuenue myrosucyudosa).
Hecomnenno, 6 smom 6ospacme peOGEHOK unu MNOOPOCHOK CMAHOBAMCS  OYeHb
«AKMUBHBIMUY, C MAKUM 0OPA30M U PUMMOM JICU3HU, KOMOPbIL NJIOX0 CO2LACYEeMCs ¢
HeoOx00uMocmyio edxceoHesHbix npoyedyp. C Opyeoli CMOPOHbL, UX Yiice HEeB03MON’CHO
NACCUBHO N008epeams Npoyedypam, Kaxk MO MONCHO O0enamv ¢ 2PYOHbIMU OembMil.
Bosnuxaem neobxooumocms 6 compyonuuecmee, KOmopoe 00Cmu2aemcs: NOHUMAHUeM
MeXanu3Mo8 60ae3HU, 3HAYEeHUs NPOYedyp, KOMOpoe CIMAHOGUMCSE YYHOAMEHMATIbHBIM.
Omo- 603pacm nepavix 8onpocos, KOMopvie Mo2ym Ovlmb HEYOOOHbIMU, U3-3A CEOel
npamomuvl U Henocpedcmeennocmu  (cmompume pazden  2.8.  «llcuxonocuueckue
acnexkmoly).

2.4.1. dusnotepanua U aapo3oAbHasa Tepanus

¢ OH 6cé epems doncen dyoem eé denamp?

Ia, XoTsI B pa3HOM 00beMe, B 3aBUCUMOCTH OT IMPOSIBICHUI 00Je3HH. ITO- OJHH U3
Hau0OoJee BAKHBIX MPOIENYP, TAK KaK OHU OOECIEUYUBAIOT MPOXOJAUMOCTh U KYUCTOTY»
JIBIXaTEeNIbHBIX MyTeH OT MOKPOTHI, KOTOpas, 3acTauBasCh B OpOHXax, CIIOCOOCTBYET
pa3BuTHiO WHOEKIMA. [103TOMYy OHH IOJKHBI CTaTh HEOTHEMJIEMOM YacThIO JICUCHUS,
KaKk BHUTaMUHBI WJIM JpYyrue JIeKapcTBa, MpUHUMaeMble exeaHeBHO. KoHeuHo,
HeoOXoMuMasl 4acTOTa W JUTUTEIBHOCTH MPOIEHYpP MOXET MEHATBCS MO PEHICHHIO
Bpauell lleHTpa, B 3aBHCHUMOCTHM OT COCTOSIHUSI NAllM€HTa, a TakXe OT CTeNeHH M
xapaktepa ero (U3NYECKOHM W CIOPTUBHOH aKTHBHOCTH, 4YTO TaKXKE HWIPACT
HEMAJIOBAXHYIO POJIb.

¢ Kak 3mo moducno 006vacnumo pedénky?

[laB eMy MOHSATB, YTO TaKUM 00pa3oM OH OyJeT XOpomo ceOsi TYyBCTBOBATh M CMOXET
3aHUMATBCS TEM, YTO eMy HpaBHTCs (cMOTpHTE HIbKe «Kak pasroBapuBath O GOIE3HU»):
WCYE3HET Kallesb, He OyaeT MemaTh MOKPOTa, JbIXxaHue OyaeT CBOOOMHBIM, OH Oyjaer
MEHBIIIE YCTaBaTh B UTPaxX C TOBAPHUIIAMHU. SI3BIK IOJDKEH OBITH MPOCTHIM M TOHSATHBIM
i1 peOEHKa B €ro Bo3pacTe, M OOBACHEHHWE MOXET MPHHUMATh (HOPMY «HTPBD»,
0COOEHHO € MAaJeHBKMMHU AETEMH. HENmpeKkIIOHHOCTP W HAaCTOWYHMBOCTH POJIUTEICH
Jydmie JOOBIX OOBSCHEHWH TIO3BOMSET IOHATH, YTO MPOIEXypBl- 3TO Takas Ke
HeoOXxo/nMasl IIOBCEHEBHOCTh KaK YMCTKA 3y0OB mim yMbIBaHue. B yobom ciydae, Ha
CETOHSLIHUIA JCHb YECTHBIM OTBETOM Ha OPSIMOW BOOPOC («3TH MPOLEAYPHI HYKHO
Oyner nenath BcE BpeMsi?») Oynmer «Bcé Bpems, MOKa HE HAMAYT cpelcTBa IS MOJHOTO
BBI3ZIOPOBIICHUS: €r0 MIIYT yu€Hble BCEro Mupa u Haiayt ero». (Cmotpute Takxke 2.8
«[Icuxonoruyeckue acnekTsl. OTHOIICHHUS ¢ OIU3KHMHE, CBEPCTHHUKAMH, OOIECTBOM ).
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* A3po3onvhas mepanus u uznomepanusn HyHcHbL, dadce ecau Hem HUKAKUX
cumnmomog?

Peako ObiBaeT Tak, 4TOOBI K HIKOJBHOMY BO3pPACTy IOJHOCTBIO OTCYTCTBOBAIIU
CHMIITOMBI CO CTOPOHBI JBIXaTEIbHON CUCTEMBbI. DTH CUMIITOMBI KaK Pa3 U MOTHBUPYIOT
K BBIMOMHEHUIO mpouenyp. Ecmu sxe LIeHTp moATBepikmaeT HE TONBKO OTCYTCTBHE
CHMIITOMOB, HO M HOPMAJIbHOE WM TOYTH HOPMAJIBHOE COCTOSIHUE [BIXaTEIbHOM
CUCTEMBI, TO pCIICHUE MPUHUMACTCS B KAXKIOM KOHKPETHOM CIIydac COBMECTHO C
Bpauamu u (usmorepaneBtamu llentpa. CeromHs, mo CpaBHEHUIO C TEM, YTO OBLIO
paHbIIle, OTMEYACTCS OPUCHTAIMS Ha OOJBINYIO THOKOCTh U WHAWBUAYAIBHBIN MOIXO0 B
JICYCHUU.

¢ Kaxosa onmumanvhasn nocnedosamenbHoCmy npoyedyp npu ObixamenbHoil

duszuomepanuu?

HawnGosee TOru4HBIM MOPSAKOM MIPOBEICHUS IIPOLIEAYP SBIISETCS CICAYIOIINI:

1) paciupenue GPOHXOB € MOMOIIIBIO JIEKAPCTBA- OPOHXOAMIATATOPA: 3TO JICKAPCTBO,
KOTOpOE «pacKpbiBaeT» OpoHXH (M MpeayNnpekAacT BO3MOXHBIM pa3apakaroIiuii
3 dexT NOoCTYHalIMX 3aTeM B a’pO30JbHOM BHJC JIEKapCTB) M Ha3HAYaeTCs
0OBIYHO B BHJIE cTIpest U3 ()IIaKOHa,

2) pamXIDKeHHE MOKPOTHl C IIOMOLIBI0 MYKOJIHTHKOB. TI'HICPTOHHYECKHH COJICBOM
pPacTBOp WJIM IYJBMO3UM, JHOO IpYyrue, B a3po30Jie, C MOMOIIBIO MOIXOISILIEIO
HeOymnaiizepa, mogodpannoro B LleHTpe;

3) mocie KOPOTKOTO MepephiBa, YTOOBI MPOHU3OIUIO PA3KUIKEHUE MPOU3BOTUTCS
yJaJleHHe MOKPOTHI C MOMOIIBI0 (hH3HOTEepaneBTHUeCKUX NpuéMoB (Hanpumep, [TET]
- Macka, MOCTYpaJbHBIN IPEHaXK) U OTKAIIJIMBaHHE;

4) HakoOHell, TPOTUBOOAKTEpPUATBHOE BO3/CHCTBHE aHTHOMOTHKOM B BHIE a3po30Js C
MOMOIIBI0 HeOymaiizepa.

[TocTynass B paciIMpeHHbIE M OCBOOOXKIEHHBIE OpPOHXH, AHTUOMOTHK MPOHUKAET
ropasmo TiayOxke, rae OakTepuu «rHe3IATcsS» B HauOosee arpeccuBHoil ¢opme. Ilo
noBoAy S(P(EKTHBHOCTH STOH IOCICIOBATEIBHOCTH MPOLEAYP HET J0CTATOYHOIO
KOJIMYECTBA UCCIIEIOBaHM, HO JIOTHYECKH OHa Hanbojee 000CHOBaHa.

¢ Mosicem tu pedGEHOK caMOCMOAMENbHO 6bINOHAMb AIPO3OIbHYI0 MEPAnuo?

Ja, st 3Toro CHavana ciexyeT BBIIOJIHATH MPOLEAYPY BMECTE C HUM, OOBSCHISI eMy B
JIOCTYITHOW (hopMe €€ HEOOXOIUMOCTh M MOJEe3HOCTh. CIenyeT JOBECTH JIBa OCHOBHBIX
MOMEHTA: 3TO IUIOTHOE MPHIIETAaHHE MACKH WIH IDIOTHOE TOJO0KEHHE MYHAIITYKa BO
pPTy, Ha S3bIKE, U TO, YTO BAOXHM JOJDKHBI OBITh JIJIWHHBIE U TIyOOKHMEe. A BOT
MPUTOTOBJICHUE MPENapaToB JJIs WHTAISAIUK W CTepUJIM3aIUs ammaparta - 3T0 pabora
WCKITIOYUTENHHO JIJISI B3POCTIBIX.

¢ Kozoa pexomenoyemca nauunams npumenenue nynosmosuma? Becem nu on
nooxooum?

[lynmeMO3uM - 3TO KOMMepYecKoe Ha3BaHHE (epMeHTa ITU3OKCHPHOOHYKIEa3bl
(IHKa3a wmu anbda - mopHasa). DTO BEIIECTBO SIBISETCSA MOIIHBIM MYKOJHTHKOM,
KOTOPBIN COCOOCH «IepeBapuTh» (paclienuTh) JMHHHbIE HUTH Monekyn JJHK, koTopsie
BBICBOOOXKJAIOTCSI TIPU THOENHN KIIETOK, OTBETCTBEHHBIX 32 BOCIAJeHHE B OpoHXax. JTa
JHK - onuH M3 OCHOBHBIX (PAaKTOPOB, KOTOpPHIE ONPEAECISIOT MOBBIIIEHHYIO BSI3KOCTb
MOKpPOTBI. DTOT JICKApCTBEHHBIH Mpenapar MCIOoiIb3YeTCsl yKe Ha MPOTSHKEHUH MHOTHX
JIET Y IeTel ¥ B3POCIIBIX, 1 MHOTOYHCIICHHbBIE KIIMHUYECKHE UCCIIE0BaHMUS II0Ka3alIH ero
3¢ PEKTUBHOCTD, KaK B Pa3KMKEHUHU MOKDPOTHI, TaK U B YJIyUYIICHHN (YHKIMOHAIBHBIX
BO3MOXHOCTEH JIErkux. Ero ucnons3zoBanue HazHadaercs Bpayamu LlenTpa, nHoraa npu
MOSIBJICHMA THOWHOW MOKPOTHI, MHOTZA A0 €€ mosBleHus. B nrob6oM ciydae, ero
3pdexTrBHOCTS NOKazaHa. OOBIYHO OH XOPOIIO IMEPEHOCUTCS IMalMeHTaMH, XOTS B
OTIENBHBIX CIy4asx Ha HAYaIbHBIX 3Talax HNPUMEHEHUS OH MOXET JaHb HEKOTOPYIO
OXPHIUIOCTD TOJI0CA.

¢ CKOIbKO 6peMenu elCceOHe8HO HYHCHO MPAmMUms Ha aIPo30abHYI0 mepanuio?
Juis BBeneHUsI OPOHXOAMISATATOPOB, KOTOPHIC MPUMEHSIOTCS MEpel a’pOo30JbHOM
Tepamueil MYKOJUTHKAMH, OOBIYHO HCIONB3YIOTCS (IaKOHYMKH CO CIpeeM, s
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TOCTIDKEHUST He0O0X0muMoro 3¢ ¢dekTa JOCTaTOYHO CHeNaTh 2- 3 TIIyOOKUX YIIMHEHHBIX
BOXA.

Jnst BBeneHHS aHTHOMOTHKOB OOBIYHO BBINOJNHSIOTCS [BE INPOLELYPHl B IEHb C
TUMEPTOHMYECKIM COJIEBEIM PAaCTBOPOM W MYKOJNWTHKaMH, Kaxmas 3anmMmaer 10-15
MHHYT, IIPH HCIOJIb30BaHUM HeOynaizepa Ha C)KaToM Bo3xyxe. Y OoJiee B3POCIHBIX
HAIIEHTOB, KOTOPBIE CIIOCOOHBI MOJIb30BATHCS MYHAIITYKOM-TH((HY30pOM € anmapaTom
E-Flow, nporienypa 3anumaet 6-8 MUHyT.

Bce ammapatbl, ucmosib3yeMble TPH a3pO30JIBHBIX IMPOLEAYpaX, CIEIyeT MBITh U
JIe3nH(UINPOBATH ITOCIIe UcToNb30BaHus (cMoTpute B pazaene 3.8.1.4. «[Ipodunakruka
U KOHTPOJIb PECIMPATOPHBIX HHOEKIHI).

¢ Jleiicmeumenvho  nu  aIPO30bHAA  AHMUOUOMUKOMEPARUA  NOMOaem
CHPABAAmMbCA ¢ ungexyuamu?

Ja, 3T0 OBLIO 0Ka3aHO MHOTOYHCIECHHBIMH HCCIIEIOBAHUAMH. VHTaIsAIHOHHAS
AHTHOMOTHKOTEpanusi 00BIYHO HA3HAYAETCS y MAIMEHTOB C KoJoHM3aiued Pseudomo-
nas aeruginosa (CuHerHoifHass manouyka), Kak 0OpPH [EPBUYHOM  BBIICICHUU
MHUKPOOpPIraHM3Ma, MpH TOMNBITKE €ro JIUMHUHHPOBATh, TaK TMPU XPOHHYIECCKOU
KOJIOHH3ALIMK B Ka4eCTBE MOJICPXKUBaroleil Tepanuu. Eciu XpoHU4ecKkast KOJIOHU3AIHS
Pseudomonas compoBoiaeTcsi COCTOSIHUEM XPOHHYECKOW HH(EKLIHH, a’po30ibHas
Tepanuss 3(GQPEKTUBHO NPHUMEHSETCS s NPO(UIAKTHKM OOOCTPEHHI, yMEHbIIast
KOJIMYECTBO M BUPYJICHTHOCTh OakTepuil. Hanbonee 4acTo MCMONIB3yeTCs MPEPHIBUCTOC
Ha3HavYeHHe aHTHOMOTHKA (MECSI Yepe3 MeCHI).

¢ Kaxkux ycunuit mpeoyem exce0HegHoe 8bINOIHEHUE ObIXAmeab Ol pusuomepanuu?

IIporpaMMbl JIbIXaTeNbHON (PHU3HOTEpPANUU PA3TUYAIOTCS KaK [0 JIUTEIBHOCTU
MPOBECHHUS, TaK U IO CII0co0aM, B 3aBHCHMOCTH OT BO3pacTa U COCTOSIHUS 3I0POBBS
peoéuka. IIpu  OTCYTCTBMHM CHMITOMOB  MPOJO/DKHTEIBHOCTH  MOXKET  OBITh
MHUHHMAJIbHAS, B TO JK€ BpeMs OOJIbIIOe 3HaYeHHe NPUIAETCs PU3NUECKON aKTUBHOCTH U
MOJIBHXKHBIM HUIPaM, KOTOPBIE OKAa3bIBAIOT 3HAYMTEIBHOE OJArOTBOPHOE BIIMSIHUE HA
paboty nérkux.

Hao6opot, npu HATUYUM Kalulsl U THOWHOTO OTHAENSIeMOr0, BPeMs MPOLEAYPHI JUIs
OCBOOOXKIICHHSI OPOHXHMAJIBHBIX MyTEH MOXKET cocTaBiATh okoo 30 MUHYT, HE MeHee 2
pa3 B JieHb, IPU 0DOCTPEHUAXK JAXKe Yallle.

¢ Cyuwecmgyiom nu anbmepHamuesbl PusuomepaneemuiecKum memooam neuenun?
dusnueckass aKTUBHOCTh U CIIOPT MOTYT OKa3bIBaTh 3HAYUTEIHHOE IMOJIOXKHUTEIbHOE
BO3JICCTBHE Ha JbIXaTeIbHYIO0 (DYHKIUIO, HO HE MOTYT 3aMEHUTh NPUEMBI JIbIXaTeIbHON
(u3noTepanuy, XOTS M CHUXKAIOT NMOTpeOHOCTs B Hedl. B moboMm ciydae, cremyer
KOHCYJIbTUPOBAThCSl CO cHeunuainucraMu lleHTpa ¥ He NMPUHUMATh CaMOCTOSITENIBHBIX
peuieHui. Y MalueHToB, Y KOTOPBIX MEPUOJMYECKHA WM TMOCTOSHHO €CTh IMPU3HAKH
Oponxwura, Qu3NYECKass AaKTUBHOCTb BCErla JOHKHA COYETaThCs C  aJeKBAaTHOM
(usnoTepanuei.
C.wompume makoatce 6 OCHOBHOM pasdeﬂe:

3.9 JleueHne MyKOBHCIIHI032
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Ckopo BbIAAY:
TONbKO 3GKOHYY
gusmoTepanuiol

3.9.1 AuTHOHOTHKOTEpAITHS
3.9.2 Aspo3onbHas Tepanus
3.9.3 Ousnorepanus 1 AbIXaTeabHas peabHIUTALU

2.4.2. ABUrateanbHasi akTMBHOCTb U CnopT



DALLA SCUOLA MATERNA ALLA MEDIA

Dusuueckas akmueHOCMb 60 8cex (POpMaAx, 6KMOUdAs cnopm (6ce udbl cnopmd, 3d
UCKTIIOUEHUEM IKCMPEeMANbHbIX GUO08 cnopma, makux Kak "oanoocu-oxcamnune")
HACMOAMENbHO PEKOMEHOYEMCsl T00SIM € MYKOBUCYUO030M. Dusuieckas akmueHOCmb,
Ha camom Oene, NomMozaem Yayu4ulums COCMOSHUE MbIUEUHOU CUCMEMbl U CepOedHO-
ObIXAMENbHYI0 (PYHKYUIO 8 YelloM, a makdice cooelucmeyem YOaieHur0 OpOHXUAIbHO2O
cexkpema. Duzuyeckas aKmMUGHOCMb MaKdice cnocoocmeyem 0Oonee pezyispHOMY
Memaboau3My caxapos y OONbHbIX C HAPYWEHUeM MONEPAHMHOCIU K 2NI0KO3€e UIU
caxapuvim ouabemom, cnocobcmeyem aoek8amuomy noOmpeoaeHuI0 20K03bl U, MaKum
06pazom, nomozaem CHU3UMb YPoseHb caxapa 6 Kposu. Koueuno, usuueckas
AKMUBHOCMb U Cnopm  6ce20a O00JIHCHA OblMb  COUSMEPUMBL CO  CHOCOOHOCMAMU
KOHKDEMHO20 4eNogeKd U COCMOSIHUA e20 300po6bsi 8 OanHwii momenm. M ecezoa
HOJIe3HO NPOKOHCYTbMUPOBAMbCSL C edauum epavom u epavamu Llenmpa. Tem, y xozo
coxpanena xopowiasi ObIXAMENbHAsl (OYHKYUsL, MAKICe MOJNCHO —NPAKMUKOBAMb
copesHosamenbHble 8Udbl CHOPMA.

Bonvwoti skcnepm 6 npaxmuyeckom nevenuu 60abHbIX ¢ MYKOBUCYUOO30M - O-p [[2610
Openwmaiin - 6 c80ém pyKogoocmee ONid NAYUEHMO8 U Ux cemell ¢ MYKOBUCYUOO30M
copmynuposan uemvipe 0OCHOBHbIE NOJONHCEHUSL:

1) Ilo ceoemy 8o30eticmeuio Qusuueckas aKMUBHOCMb XOpowia OAs 6cex JNioodell ¢
MYKOBUCYUOO3OM,

2) Kozoa mo0u ¢ MyKoGUCYUOO30M 3AHUMAIOMCS (PUUYECKOT AKMUBHOCHIBIO 8 YCIOBUSX
ACAPKO20 KAUMAMA UNU 8 NOMEWEHUAX, OHU mepsaiom 0onbue conell U Nbiom MeHbule
ACUOKOCIU, YeM 8 OOLIYHOM COCMOAHUU, OMCIO0A cledyem peKoMeHOayus 80CHOIHAMY
OO0JIIHCHBIM 0OPA30M NOMEPIO HCUOKOCMU U NPUHUMAMb COJlesble 000ABKU,

3) [ayuenmul ¢ MyKOBUCYUOO30M, HAXOOAWUECS 68 XOpoulel Yu3uieckoil ghopme KHcusym
doavuue, wem me, KMo (popmy He noodepicusaem,

4) Iayuenmos ¢ Myko8uUcyudo3om ciedyem nobyxicoams K Qu3ULecKoll aKMUHOCMU C
CamMo20 panHe2o 803pacma, 1 SMom aKmMusHuIL 00PA3 HCUHU Cledyem NoO0epHCUBAMD 6
meyenue 6cetl HCUHU.

¢ Kakue éuowt cnopma naudosnee nooxooauyu 011 0emeii ¢ MyKosucyuoo3om?

Bce BuIpl criopra XOpOIIH, 3TO 3aBUCHT OT BO3pPacTa, COCTOSHMS M HAKIOHHOCTEH
Kaxgoro pebeHka. Tak OJMHAKOBO XOpPOWIO MOIXOIAT Al Bcex (yrbou, miaBaHwUe,
BOJICHOOII MM TEHHHC, 6acKeTOOI, JIerkas aTJIeTHKa U T.1. BaXHO TOJIBKO MOMHHTH, YTO
BO BpeMsl (PM3MUYECKOH aKTHBHOCTH CIEAYyeT 00ecneYnBaTh A0CTATOYHOE BOCIOJHEHHE
JKUIKOCTH U coJieii. Jlaxke B TOM ciydae, Koria peO€HOK NMPaKTHKYeT IIaBaHHe.

* Kakoevt mepvt  npedocmoporycnocmu? Cywecmeyiom Ju  adconiomuo
npomueonokazanHsle 6uovl cnopma?

JIumb B HEKOTOPBIX O0COOBIX clydasXx Bpad OyAeT 0cobo pemaTs BOIpoC O MOMyCKe K
3aHATUAM cropToM. Hampumep, mpu HaJWYuM acTMBI OT HAmNpsDKEHHS WK B Oolee
00IIeM CMBICIIE IMOBBIIIEHHOW PEaKTHBHOCTH OPOHXOB C MPHCTYIIAMH, BBI3BIBAEMBIMU
(u3nyecKoil Harpys3Ko#, ciellyeT OCTaHOBHUTb BBIOOp Ha BHAAX CIIOPTA, KOTOpPhIE HE
TpeOYIOT TOCTOSIHHBIX YCHJIMH, a JaloT IEepPEeMEKaloNlylocsi HarpysKy, paccMOTpETb
BO3MO)KHOE HCIOJIb30BaHNE OpOHXOIMIISATATOPOB IEpea TPEHUpPOBKOW. KoHTakTHBIE
BUBI criopTta (Ookc, Oopr0a) He pekoMeHIyeTcs OONBHBIM C yBEIWYEHHEM II€YeHH U
cene3eHku. s BOAHBIX BHJOB CIOpTa CYIIECTBYIOT CTPOTHE KpPUTEPHUH NpHEMa,
KOTOpBIE JEHCTBUTEIBHBI Ul BCEX, M, TAKUM 00pa3oM, Takxke Uil TeX, KTo Ooieer
MYKOBHCITHI030M. B TO ke BpeMs CiopT B OOJBIIMHCTBE CIIy4aeB MPOTHBOIOKA3aH IIPH
IJIOXOM COCTOSIHUU )IBIXaTeHBHOﬁ (byHKHI/II/I 1 3HAYUTCIIbHOM CHMXXCHHU COACPIKAHUA B
KPOBH KHCIJIOPOAA.

¢ Bo3zmooscno nu nonyuums 00nycK K 3aHAMUAM CHOPMOM 0J1: peOeHKda C
MYKOBUCUUOO30M?

Koneuno na, ecnu oOImiee COCTOSIHHE 3[0POBBSI XOpOIee, HET HUKAKUX MPOOJeM IS
TOro 4TOOBI TOJYYUTh Y JICUAIIErO Bpada CIPAaBKY O IMPUTCOJHOCTH K 3aHATHIM
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DALLA SCUOLA MATERNA ALLA MEDIA

HCATJICTUUCCKUMU BUJaMH CIHOPTA. B HEKOTOPBIX eBpOHeﬁCKHX CTpaHaX CYHICCTBYCT

CIIeqUaJIbHOC 3aKOHOAATCJIIbCTBO, HOPMUPYIOLICE COPCBHOBATECJIIbHBIC n
HCCOPCBHOBATCIIBHBIC BUBI CIIOpTA. HeCOpeBHOBaTeJ’ILHaH aKTHBHOCTL MOKET OBITh
TaKXKC B BUAC «BHCKJIACCHBIX» MepOHprITHﬁ. YT00KI IMMPaKTUKOBATh

COpeBHOBATEJIbHBIE BHBI CIOPTA, OAHAKO, HEOOXOAMMO MMETh BPayeOHYIO CIPaBKY,
KOTOpasl BBIAAETCS CHOPTUBHBIM BpPAauoOM TIOCIE KOMIUIEKCHOW OIIGHKH 0O0IIero
COCTOSIHUS 37I0pPOBbS U HEKOTOPHIX TecToB (crimpometpusi, OKI' 1o u mocie puznueckont
Harpy3Ku).

3aHsATHE COPEBHOBATEILHEIMHI BUIAMH CIIOPTa BO3MOXKHO BO BCEX CIIyYasix, KOrzua
JOKYMEHTAIBHO 3a()MKCUPOBAHO COCTOSHHE JBIXaTeIbHOW (DYHKLUH CO 3HAYCHUSAMH
FVC u FEV; 6omxpnie yuem 70% u Ipu OTCYTCTBHH yXyIIICHNS ra3000MeHa
(ymMeHbIICHHS YPOBHS KHCIOPOIa B KPOBH) B TIOKOE H/HJIM BO BpEMs Harpy309HOTO
TecTa.

[l Xopoluee cocrosHue nuLEeBapUTEALHOI CUCTEMBI

¢ Kax y3namo, umo nuwjeeapumenvnas cucmema ¢ OaHHOM o3pacme padomaem
xopouio?

[Ipn Xoporem COCTOSHHN CHCTEMBI TTMINEBapeHUs: peOCHOK XOPOIIO MPUOaBIIIeT, KaK
B BECE, TaK U POCTE; Y HErO XOPOLIMH alleTUT; CTYJ PErYJISIPHBIA O 4acToTe U 00BEMY;
JKUBOT HE YBEJIMUYCH U HE B3AYT (= COJACPIKHUT BO3MYX, KOTOPBIH 4aCTO HCITYCKACTCS).

Ha To, uro nwueBapuTenbHas cuctemMa paboTaeT C HapyLWICHUSMH, YKa3bIBalOT
CIICYIONINE MPU3HAKU: HCIPAKHEHHS 4YacThl, OOJbIIOr0 00BEMa, OechopMEeHHBIE,
JKUpHBIE, OUYCHb 3JIOBOHHBIC; YacTO IOSBIAIOTCA OOJM B >KUBOTE, YaCThIE SIMU30.BI
CTOMKOTO 3aropa; OTCYTCTBHE alleTUTa WM HA000pOT, YPE3MEPHBIN IOJIOJ; €CIIH HET
perynspHoi nprubaBKH Beca M pocTa.

[Tpr4nHBI KUIIEYHBIX PacCTPOWCTB MOTYT OBITH Pa3iIMYHBL: CPEIH OCHOBHBIX 3TO -
He3(EeKTUBHOE JICUCHHE NOPKENYIOYHONH HEJOCTATOYHOCTH WM CKJIOHHOCTh K
KHIIEYHO! HEITPOXOAUMOCTH.

¢ Kak y3name, npagunbHo U NPUHUMAIOMCA Rpenapamol  (pepmMeHmos
n00ceny00uHOU dHeenezvl?

4 BaXHO NOMHHTb, UTO:

¢ TmaHKpeaTHueckue (EepMEHTHI, B ClIydae HEJOCTATOYHOCTH TOJHKETyI0UYHOM
JKeJe3bl, PeOEHOK JOJKSH MPUHUMATEH BO BPeMs KaXI0ro mpuéma Muliiu;

¢ TPeanouTUTENBHO JETUTH J03Yy Ha JIBE YacTH, OJJHA MPUHUMAETCSl B Hayaie, a
ZpyTas B cepenHe mpueMa muiy. [Ipu oqHOKpaTHOM mpuéMe ero JydIle BCero
MPOBOUTH B Havasie puéMa MUIIH, a He B KOHIIC,

¢  THIIeBapUTeIbHBIC (EPMEHTHI HAXOATCS B KAICyJe, B BUAE TPAHYII, TOKPBITHIX
IUICHKOM, 3TO CHeNaHO JUIi TOTO, YTOOBI NPEAOTBPATHTH WX pa3pylICHUE
KHCJIOTOH JKENIY/IKa, ¥ MMO3BOJSET JOCTHYh KHIICYHUKA HETPOHYTHIMH, A€ OHU
OCBOOOXKIIAIOTCS U BHITIOTHSIFOT CBOKO (DYHKIHIO;

¢  uX CleayeT ymoTpeOnsTh KaXKIbId pa3, Korja peO€HOK ecT MWIly, KoTopas
coJiepKat Kup (PacTUTEIILHOE MAcCJo, CIIMBOYHOE MAcio, CIIMBKH U T.1.), OEJIOK
(msico, prIOa, stifiia, MOJIOKO, CBIP), YTIAEBOIBI (XJ1e0, MaKapOHHBIC U3/ICTHS, PUC,
TTUIIIA, TOPTHI, IEYCHbBE);

¢  0e3aNKOTONbHBIE HANHUTKH, (QPYKTOBBIE COKH, (GPYKTHI, mepOer He TpeOyroT
npuéMa GepMEHTOB, TaK KaK OHU COJAEPKAT TOJBKO MPOCThIE caxapa, KOTOPbhIe
OBICTPO BCACBIBAIOTCH; npuéma (hepmeHTOB TpebyeT TOJILKO
MOJIOYHOE/CITMBOYHOE MOPOKEHHOE, B3OUTHIC CIIMBKH, KPEMBI;

¢ OJHOKPAaTHO MPHHATHIA B H30BITKEC INpemapar (PEpMEHTOB MOKEITYAOYHON
JKele3bl IPoOJIeM HE CO3IIACT, HO €CIH IepeI03UPOBKA MOBTOPSIETCS B TCUCHHE
JUTUTEIIFHOTO BPEMCHH, 3TO MOXET BBI3BaTh 3alopbl, OOJIM B KHBOTC U B
JNAIBHCHIIEM - BOCHAJIICHHE TOJICTOM KHIIKH C CYXCHHEM IPOCBETa
(ckIIepo3upyoIas KOIOHOTIATHS);
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¢ aJIeKBaTHOE KOJIMUECTBO (pepMEHTOB MO3BOJISIET HAOUPATH XOPOILIHH POCT U BEC,
B TO BpeMsl KaK HEJOCTaTOYHas 1032 BHI3BIBACT 3aME/UICHHE WJIM OCTaHOBKY
pocra. Baxno oOpamate BHUMaHHE M Ha Jpyrue INPH3HAKU: OOWIbHBIMH,
HEeo(OPMIICHHBIH, KUPHBIH, 3I0BOHHBIN CTYJI, MOBBIIICHHBIN allleTUT, B3yTHE
JKMBOTa, OOJIM B KHMBOTE - BCE 3TO CBHJCTENILCTBYET O IUIOXOM IHIIEBAPEHUN U
HENpaBUIILHOM BBEJCHUH (DEPMEHTOB;

¢ OLCHHUTh AaJeKBAaTHOCTH NPHEMA MaHKPEATHYSCKUX (PEPMEHTOB MOXKHO ITyTEM
BBISBJICHUS «CTEATOPEN» - TECT, IIPH KOTOPOM M3MEPSET IMOTEPIO KUPA C KAJIOM,
coOpaHHBIM B TIOJHOM KOJIWYeCTBE B TedeHHme 72 dYacoB. Ilpum
cOamaHCHPOBAaHHOM, B TOM YHCIE IO COJICP)KAHUIO JKHUPOB, NUTAHHH, Kak
MpaBUIIO, peOEHOK TepseT He Ooree 3-5 TpaMMOB JXKUpa B ICHB;

¢  IIpH OZHOKPAaTHOM IIpOITycke mpuéMa (epMEHTOB 3TO HE BBI3OBET KaKUX JIHOO
npoOjeM, HO €CIIM pPEryjspHO 3a0bIBaTh NPUHUMATh HX, 3TO OyaeT
MpeIATCTBOBATL NIPABUWIBHOMY IMUIICBAPCHUIO,

¢ ecnu peOEHOK HEe MOXKET MPOTJIOTUTDH KalCylly, MOXKHO OTKPBITh €€ U JaTh eMy
NPOTJIOTUTh CaMU TpaHyJibl, CMEUIaB HUX CO CJerka KHCJIONW NuUIeH WiIu
HanmuTKOM (TépToe sA0JIOKO, BOAA WM Yald C JIMMOHOM); BaXHO IPU 3TOM
IPaHyJIbl HE pa3kEBpIBATH M HE JEPXKaTb JOJIIO BO PTy, IOTOMY 4YTO HX
pacTBOpPEHNE MOXKET BBI3BATh Pa3ApaKECHUE CIU3UCTOH 000I0UKH MOJIOCTH PTA.

¢ Kak coenams, umoonl pe6éHOK npUHUMAT hepmenmbl 8 O0emCKOM cady?

HeobOxomumo 53T0 00CyauTh C TIEPCOHANIOM, BHIOpPaTh OTBETCTBEHHOE JIWIIO,
MPOUHCTPYKTHPOBATh €ro (JIydllle NPUHECTH IMeYaTHble UH()OPMAIMOHHBIE MATEPUAIIBI)
U TIPOCUTh oMoInu. HeoOXomumyro 103y mpemapara clieIyeT IOMECTUTh B KapMaHHBIN
KOHTEHHep A TaONeTOK W TepeJaTh BOCHUTATENIO, KOTOPBIA MPOCICAHUT, YTOOBI
peOEHOK TPWHSIT TpenaparT Kak TOJ0XKEeHO. Bo3MoXHO, OyIer HEoOXOTUMOCTh
MpeJCTaBUTh CIpaBKy OT Bpaya, TAe OyJeT yka3zaHa HEOoOXOJUMOCTh mpuémMa u
JI03UpoOBKa (PepMEeHTOB sl peOEHKA.

¢  Kax nayuump pe6énka camocmoamenvHo npuHumams pepmenmel 6 wikone?

Tak KE, KaKk M JoMa: CHaydaJla HOPUHUMATb BMECTE W TIOCTCIICHHO OOBEPASA €EMY
OTBCTCTBCHHOCTBH CaAMOCTOATCIBHOT'O HpI/IéMa, C KOHTPOJIEM CO CTOPOHBLI ITPENOaaBaATEIIA.

¢ Ymo denramo, ecnu y pedéHKa noseasiomcsa 6oau 6 ycusome?
Crenyer onpeienuTh, Kak OH JACHCTBUTENBHO ce0sl YyBCTBYET, U KAKOTO Xapakrepa 3Th
Gos: ecnu  OYeHb CHJbHBIE, HE0OX0omMMO oOpatuthcs K Bpaudy Llentpa.
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Hano 3nath yactoTy M XapakTtep ucnpaxHeHnid. Hanbonee yacteiMu npuunHamu 0osei
B JKMBOTE OBIBAIOT «IUIOXOE IHUIIEBAPCHUE», KaK CJIEACTBHE HEPEryJsipHOrO npuéma
depmeHToB, MO0  «KamoOBBI  3acToity  (mucTanbHas  (HIDKHSS) — KHIIEYHAs
HEMPOXOIUMOCTD).

¢ Ymo maxoe "'Kumeunaa HenpoxooumMocmop»?

310 cuTyanms, KOTAa Kakoe- JHOO TPEMSTCTBHE MEHIAeT HOPMAIBHOMY
MIPOJIBIDKCHUIO COAEPKMMOTO MO KHIIeYHHWKY. [logoOHOE cocTosHME 4YacTo OBIBAcT y
OONBHBIX € MYKOBHCHIHAO30M, OHO BBI3BIBACTCS T'YCTOM CIIH3bIO, KOTOpPash MOXET
CKaIlINBaThCA B KHIIEYHUKE. OHO MOXKET MIPOSIBUTHCS B BHJIC:
¢ MEKOHHWANbHAs KHIIEYHAs HEIPOXOAUMOCThb. 3TO THUNHMYHAA TDKENMAas 3aKymnmopka

HIDKHEN YaCTH TOHKOM KUIIKHY (ITOJB3IOMIHOMN KHIIKH);
¢ «KaJOBBIA 3acTOM» MM «IUCTanbHas (HIDKHAS) 3aKylopka KUIIEYHHKa». Moxer

MPOSIBUTBCS B JIIOOOM BO3pacTe B CBS3HM C TEM, YTO T'ycTasl KHIIEYHAas CJIM3b JeaeT

KaJIOBbIE MacChl OYEHb IUIOTHBIMH W 3aTPyJHSET HUX BBIBEJCHUE, OOBIYHO OHHU

3a[IepKUBAIOTCS B OTBETBJICHUN HAuyaJbHOTO OT/ENA TOJICTON KUIIKH - CIETOH KHUIIKe,

OT KOTOPOH, B CBOIO OYEpEAb OTXOIUT 4ePBEOOpa3HbIi OTPOCTOK. ITO COCTOSHUE

TUIUYHO A7 MYKOBHCIIM03a, HO Majo 3HAKOMO OOBIUHBIM BpauaM, IOITOMY €ro

MOTYT OIIMOOYHO TNPHHSATH 3a NPOSBICHHE AINNECHIWINTA, BIUIOTh 0 BBINOJIHEHHA

XHPYproM HeONpaBAaHHOW B JaHHOM CJIydae OMNEpaluyd [0 YyJaJCHHUIO

4epBeoOPa3HOTO OTPOCTKA,;
¢ craiiky (MM cliaeyHble CPALICHHMs), KOTOPbIE MOTYT 00pa3oBaThCs IMOCIE OINEpPaLlUH

110 YCTPaHEHHI0 MEKOHHAIFHON KHIIEYHOW HEMPOXOAMMOCTH Cpasy IOCIE POXKACHHS

U CIIOCOOCTBOBATh KAJOBOMY 3aCTOI0 MM APYTHM (hOpMaM 3aIep>KKH MPOJBIKCHUS

COJIEPKMMOTO T10 KHIIEYHHKY.

[Ipu3Haky, KOTOpBIE 3aCTaBJIAIOT MOJYMaTh O KHIIEYHOH HEMPOXOJUMOCTH, 3TO:
CTOHKHE 3amopel, O0MM B KMBOTE, PBOTA; B IPAaBOIl HIDKHEH YacTH XKHBOTa MOXKHO
MIPOIIYNATh TUNIOTHBIA BaIKK, 00Pa30BaHHBIN CKONMMBIINMHUCS HA 3TOM YPOBHE KaJOBBIMU
MaccaMd. M3penka HIDKHSS HEMPOXOAMMOCTh MOXKET BO3HHUKATh U TIPH PETYISIPHOM
OTIOPO’KHEHHH KUIIEYHHKA.

CMompume makotce 6 OCHOBHOM paade/le:

3.8.3 DK30KpUHHAS YaCTh MOKEITYA0YHON JKEIe3bI
3.9.3 Jleuenue cucteMbl NUIIEBapEHUS

3.9.4.1 3amecturensHas GpepMeHTHAs Tepanus
3.9.4.2 AnexBaTHOe MUTaHNE

2.5.1. MNMutaHue u poct

¢ Byoem nu on pacmu kak opyzue demu?

Ja, mpu COOTBETCTBYIOIIEM JICYCHNHN OH OyJIeT pacTh Kak BCE APYTUe JIETH.

¢  Kak nonamo, HOpMAbHO 1 PA36UBAEMCA PEOEHOK?

Crenyer MEpUOAMYECKH IMPOBEPSTH BEC M POCT, OLEHUBAS WX COTJIACHO KPHBBIM
npoueHtwieil (cmorpure B 1.4 «mmranme u pazButHe» u 3.9.4.2 «lpaBuibHoe
nutanue»). OOBIYHO ATOT KOHTPOJIb OCYIIECTBIAETCS JIeYalliM BpadoM WJIH BO BpeMs
MePUOINIECKUX BU3UTOB B LIeHTp MyKkoBHCLI03A.

¢ Hapgo au cobaoaaTh KaKkyio- HHOYIb 0CO0YI0 «<IHeTy»?

PebeHOoK/moApOCTOK ¢ MYKOBHCIMJIO30M JIOJDKHBI MMETh Pa3HOOOpa3HOE INUTaHUE,
TaKoe e, KaK ero CBEpCTHUKHM, HO CIIeyeT 00paTuTh 0co00e BHUMAaHHWE Ha HEKOTOpHIE
0COOEHHOCTH:

¢ Ilpm HanWYMM HEZOCTATOYHOCTH MOKETYIOYHON JKelle3bl HEeoO0XO0AUMO
MIPUHUMATH (PEPMEHTHBIE MTPETapaThl BO BPeMsI KYKAOTO MPHEMa TTHIIH;

¢ Pexomennyercst Oosnbliee COJCpKaHWE KAJOPHH B MUILNE, YeM JUISL JPYTHX
cBepctHuKOB (Ha 20-30% Oompmre), ¢ m00aBKOI OONBIIETO KOJIMYECTBA JKHPOB,
BBEJICHUCM JIOTIOJHUTEIBHBIX MPUEMOB IMUINK B TCUCHHE JIHSI M CIAJKOTO JecepTa B
KOHIIC OCHOBHOTO IPHEMa ITHIIIH;
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¢ B JIONIONIHCHHWE K OCHOBHOMY MHTAaHUIO (TP 3TOM 3aBTPaK JOKEH OBITH
IUTIOTHBIM) PEKOMEHJIYIOTCS JBa IMPOMEXYTOUYHBIX «IIOJIHUKA» - YTPOM U BO
BTOPOI1 NOJIOBUHE JTHS;

¢ BAKHO IOCTaBISITH B OPraHU3M KalbLUH C MOJIOKOM, CHIPOM H JIpyTUMH
MOJIOYHBIMH HPOIYKTAMH, IONOJHSIA >KUPOPACTBOPHMBIMH BHTaMHUHAMH (B
yactHoctH A, D, E);

¢ Takux MPOJIYKTOB, KOTOPHIE ClleyeT N30eraTh HEeT, HO BayKHO, YTOOBI
KOJINYECTBO MaHKPEaTHYECKUX (DEPMEHTOB COOTBETCTBOBAJIO COAEPIKAHUIO
KHPOB B OTPEOIIEMOI TIHIIIE;

¢ OOBIYHO HETIEPEHOCHMOCTH THIICBHIX MPOIYKTOB WM aJUIEPTUS Y IETeH ¢
MYKOBHUCIIII030M BCTPEYAETCSI HE Yallle, YeM Y JPYTUX AETeH, [I03TOMY JIUIIb B
HCKITFOYUTENBHBIX CIIydasXx MOXKET MOTPeOOBATHCS HCKIIOUCHHE KaKUX-THOO
MPOIYKTOB U3 PAI[OHA;
¢ Ye B 3TOM BO3pacTe IOJIe3HO, YTOOBI peOEHOK MPUBBIKAI K COJAEHOH muIlle, YTOOBI

KOMIIEHCUPOBAaTh MOTEPIO CoJiel ¢ MOTOM. B nanbHeiemM N0KeH cTaTh NPUBBIYHBIM

JOTIOJIHUTENBHBIN MPUEM JKUAKOCTH W COJIEBBIX JO00ABOK B JKapKylO MOTOAYy U BO

BpeMsl JUTUTEIbHON (PU3HUYECKOI aKTHBHOCTH.

¢ Ilone3uvt 1u 6uonozuueckue akmueHvle 000agku?

IMoa «mumeBbIMH JOOABKaMI» TOAPAa3yMEBAIOTCS BHTAMUHHBIC, MUHEPAIbHBIC U

obmue n00aBku. [lepBble M3 HUX HE3aMEHHUMBI: OHH COJEPIKAT CMECh HEOOXOIUMBIX
BUTAMHUHOB 4  MuHepajoB. Kak yxe  YINOMHHAIOCh, TaK  Ha3bIBacMbIC
«KHPOPaCTBOpUMBIe» BUTaMHHBI (Tpexae Bcero, BUT. A, D, E), cnenyer no6asisats B
palMoH B TEYCHHE BCEHl JKM3HH MyTeM NpUEéMa KOHKPETHBIX mpernaparoB. Tpebyemoe
KOJINYECTBO BHTAMHHOB BapbUPyeT B 3aBUCHUMOCTH OT Bo3pacta. CerofHs MOXKHO
I/I3Mep${TL couep)KaHHe 9TUX BUTAMUHOB B KpOBI/I, ‘ITO6I)I KOHTpOHI/IpOBaTb nux ypOBeHB u
3HATh, SABJSICTCS JIX /1034, MoJIydaeMas ¢ Onoj00aBKaMu aJeKBaTHOM.
OO0mue ke MHUIIeBbIC JT00aBKH SBIISIOTCS CMEChIO OEJIKOB, aMUHOKHCIIOT, Caxapos,
BUTAMHMHOB, MHMHEpaJoB. B menom, ux npuéM HexenaTeleH, Tak Kak UX 3¢ ¢eKTs
SIBJISIETCSL  BECbMa HEONPEJEICHHBIMHU: pPa3HOOOpa3HbIi ¥ BKYCHBIH pPalMoOH C
HUCIIOJIb30BAHUCM HaTypaJ'H)HI)IX HpOI[yKTOB IIUTAHUA ropa3z[o 6onee HpeI[HO‘-ITI/ITeHeH, u
HE MMEET JICKAPCTBEHHOTO «IIPUBKYCAy.

¢ Ymo denams, ecu pe6énok mano ecm?

VY nereil ¢ MyKOBUCIHMIO030M, KaK MPaBHUIIO, allETUT HE HAPYIIEH, HO, KaK U y BCEX
CBEPCTHHUKOB, alllleTUT MOXKET MEHSTHCS, BIUIOTh IO OTKa3a OT mpuéMa mumiu. B mrobom
cily4ae, HaJlo CJIEIUTD 3a Pa3BUTHEM W OOIINM COCTOSIHHEM pebEHKa. MOXKHO caanThes
3a CTOJ BMecCTe, Bcel CeMbEH, IIPH 3TOM TOTOBHTH BKYCHYIO €1y AJISI Masbllla, n3deras
Ype3MEepPHOH HaCTOWYMBOCTH, KOTAa peOeHOK He XoueT ecTb. Ho B To e BpeMs ciienyer
HACTOPOXKUTBCS, €CIM peOEHOK, KaK MPaBWIO, MIMEBIINI XOPOIIUIl ammmeTHT BAPYT €ro
TepsieT. B HEKOTOpHIX cilydasix, MOTeps amlIeTHUTa SBISETCS HadalbHBIM IPU3HAKOM
pa3BUTHS JETOYHBIX MH(DEKINH FITH eIy T0YHO-KUIIEYHBIX PACCTPOWCTB, U MO3TOMY B
9TOM cilydae HeoO0Xoxumo oOpaTuThcs K Bpady. CHCTeMaTHYECKHMH OTKa3 OT IHIIH
MOJKET OKa3aThCs MPOSIBIICHHEM IICHXOJIOTHYECKUX MPOOJieM, KOTOPEIE CIEAyeT penarh
C TIOMOIIBIO CHEI[UATIICTOB.

MomoLLb U OpraHU3aLmUsa A€YEHUA: KOHTPOAbHbIE 0OCAEAOBAHUSA

¢ /Ina uezo mysxcuvt obcneoosanusn ¢ Ilenmpe mykoeucyuooza? Hado nu ux
npoxooumsu, eciu pedEHOK yyecmeyem ceds Xxopouio?

¢ ob6cnenoBanus B LleHTpe TpeOyroTcs, IOTOMY YTO Bpadd M JIPyTHe COTPYAHUKH
LlenTpa cenuanu3upyroTcs Ha JIedeHHH 3Toro 3abosneBanus. Eciau Bamr peGeHOK 1II0X0
ceOsi 4yBCTBYET, OOCJICZOBAHUS HYKHBI JJIsI TOTO, 4TOOBI HAa3HAYUTH HEOOXOIMMOE
JeyeHue, eciim y peOEHKa BCE XOpOLIO, OHM HYXHBI, 4TOOBI «HAOIMIONATH» 3a
COCTOSTHHEM 3/10pOBbsi peOEHKAa M HMMETh BO3MOXKHOCTH BMEIIATHCS NPH MalEeHIINX
N3MEHEHMSX.
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BoTr moyemy Tak BakHO, YTOOBI HeauaTp pabOTal B TECHOM COTPYJHHYCCTBE C
LentpoMm, 6buT HHDOPMHUPOBAH O PEOCHKE, 3HAT O HA3HAUCHHOM JICYCHUU U 00CYkKAAl C
IenTpoM mr00BIC M3MECHEHUS, KOTOPhIE OH BHOCHT B JiedeHHE. Taxke MeamaTp Urpact
BaXHYIO POJIb B BBISBIIEHUH BO3MOXKHBIX CUMIITOMOB Ha PaHHHUX 3Talax, B MOJAEPKKE
ceMbH OOJBHOTO B PACIO3HABAHUM W YCTPAaHCHHH TPYIHOCTEH, ¢ KOTOPHIMU CEMbS
CTaJIKABAIOTCS B €XKETHEBHOI O0prOe IpOTHUB 3a00JICBAHNS.

¢ Kak uacmo cnedyem obpawamucs ¢ yenmp?

CyIecTBYIOT HEKOTOpPBIE OTIIMYXS B Pa3INIHBIX IICHTPaX, TeM HEe MEHEe, B CPEeTHEM,
9TO OJHO TOCEMICHUE KaXAbIe TPU MecsIa M KOPOTKas TOCHHUTATIH3ANNs, Jake I TeX,
KTO YyBCTBYET ce0s XOpOII0o, KaKIble OAWH-IBA rofa. JTO OOIIUI MPHUHIIIL, HA CaMOM
nene vactota obcnenoBanuii B LleHTpe 3aBUCUT OT MalMeHTa, OT €ro COCTOSHHS
3I0OPOBBSI M TSKECTH 3a00sieBaHus. [10 TaHHBIM HEKOTOPBIX HMCCIICIOBAHUM MAIUCHTHI,
KOTOpbIE PEryJsIpHO MPOXOSAT IUIAHOBBIE MPOBEPKH B CHEIHUAIM3HUPOBAHHOM LIEHTPE,
HMECIOT JyYIlIe PEe3yJbTaThl B JICYCHHH STOro 3aboneBaHus. Yactora MHOCCINCHHIMA
Ilentpa MOeT OBITh yMEHBLIECHA, €Clii peOeHKa Ha AOMY KypHpYeT Bpay, KOTODPBIH
HaxoauTcsl B KOHTakTe ¢ LleHTpoM M MMeEeT OOCTaTOUHBIA HAKOIUJICHHBIM OMNBIT B
nedeHun 3Toi Oone3Hu. YacTora mocemeHWH TakKe MOXKET OBITh yMEHBINIEHA, €CIH
HaJIa)KCHA XOPOIIasi CHCTEMa CBSI3U IOCPEACTBOM TEIIe()OHHBIX KOHTAKTOB.

¢  Kakue uccnedosanus o00b14HO NPOGOOAMCA NPU NIAAHOGLIX GUUMAX 6
Lenmp myxoeucyuoosza?

HccnenoBannsa gpIxaTeibHOM CUCTEMBI onucaHsl B 11. 3.8.1.1., a ucciaemoBanus
MUIIEBAPUTENBHO cicTeMbl-B 3.8.3. HaunHas ¢ 5-6 set, pebeHOK CrIOCOOEH BBINOIHATH
TECTHI Ha ()YHKIIMOHATIBHOE COCTOSIHHUE JBIXaTCIbHON CHCTEMBI, KOTOPBIE HMEIOT
OCHOBOITOJIATAIOIIee 3HAUCHHUE [Tl HAOJIOICHUS 3a Pa3BUTHEM IPOIIECCOB B OPOHXAX U
nérkux. Takxe B 3TOM BO3pacTe it 00HAPYKEHHUSI MUKPOOOB MPOBOIATCS
HCCIIeIOBAaHUS MOKPOTHI BMECTO MOCEeBa Ma3Ka U3 TOpJia WIIM B3SITHS acmupaTta.
[TpoBoaUTCS TakKe UCCIIEIOBAHIE COCTOSIHUS APYTUX OPTaHOB, TAKMX KaK IMeYEHb
(Y3U, neueHOUHBIE TTPOOBI) U SHAOKPHHHONW (DYHKIIHH TOHKETYIOTHON KETe3bI
BO3MO’KHOTO BOSHHKHOBEHHS CaXapHOTO quadeTa (Harpy3o4yHas caxapHas mpoba
MIPOBOJUTCS €KETOIHO, HAUWHAS C JICCATH JIET).
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B wkone

Jemu ¢ mykosucyuoo3om 6 3mom 8ospacme, KAk NPasuilo, Gbleisadsim 300po8biMu, U me,
KMO He 3HAKOM C PealbHbIM NOJONCEHUEeM O0ell, MO2Ym HeO0OYEHUBAMb HEeKOMOopble U3 UX
nompebnocmeil. M naobopom, kozoa y3Hag o 601e3HU, OMEEMCMEEHHbIe 34 DPebEHKA
NepPCOHbl HAYUHAIOM YpesmMepHo e2o obepezams. lIpasunvhas ungopmayus o 3abonesanuu,
Komopas Mmodcem Oblmb NPedOCMAsNeHd HA OP2AHU308AHHOU MEMAMUYEcKol ecmpeue,
Modicem yuuie MOMUBUPOBAMb K COMPYOHUYECMEY MeX, KMO HO CE0UM 00S3AHHOCHSM
domicer  6vimb  npoungopmuposan. Hanpumep, s2mo Mmodcem HOMOYUb YUUMENSIM HE
paccmampusams HeKomopble obujue CUMNIMOMbL KaK ONACHOCMb OJid Opyaux oemell (maxue
Kax Kauienb, OOUIbHbIL CMYL NPU HAPYUWEHUU NUWEBAPEHUs, 803MOJICHbLIL Memeopusm u
bonu 8 xcugome, HeoOLIYHAA YCMALOCHb/BANOCIb, NIOXOU annemum, U m.o.), a HOHUMAmb,
umo 3mo 8cé NPosiéaeHUst OCHOBHOU NPOOIEMbL, O KOMOPBIX Cledyent CoOOwams poOUmensim,
umobbl OHU, 8 C60I0 oyepedb, Mo2U 0Opamumvcs K nedaujemy epayy. Hunoeda sma
uHpopmayusi HeobxoouMa, Ymobvl NPeodosiems HEKOMOopoe OMUYAHCOeHUE, U NPedicoe 6Ce20,
umobvl  coerams  KAK MOJCHO 60lee HOPMANbHOU  JICU3Hb — Oemel, NoMo2as UM
adanmuposamspcs 8 o0bwecmee, HACIANCOAmMbCsi akmusHol dcusuvio. Cnedyem makdice
OYeHUBamb 6 KAaNCOOM KOHKDEMHOM Clyude 6 KaKou Mepe MOJCHO NOCGAMUMb
OOHOKNIACCHUKOB, YMOObl OHU 3HAU O HEKOMOPLIX U3 NompeOHOCmell pebeHKa U pa3eueamy y
HUX CNOCOOHOCMb 0KA3b18AMb TH0OYI0 HOMOUfb.

¢ Cmoiwcem u OH X00UmMb 6 WIKONY, KAK 00bIYHbBLI peOEHOK?

Pe6eHOK C MYKOBUCHUAO30M MOXKET XOIUTH B O6I)I’-IHyIO IOKOJY W 3aHUMATbCAd BCEMU
BUJIaMH IIKOJILHOH JesaTeNbHOCTH. [Ipy 3TOM Kak ¥ JUis BceX JeTe, He0OOX0IUMO MPUMEHSTh
MEpBI [IPEAOCTOPOKHOCTH IS PEAOTBPALICHUS OCIOKHEHHM, HAIPUMED, OCTABATHCS JI0Ma,
Korja y peO&Hka auxopaaka uik nHdekus 1o0oro poa.

¢ Hmewmca kaxue-nubo ocodennocmu 3a001e8anus, 0 KOmopvix 004A3amenvHo HYHCHO
nocmagumos 6 uzeecmHocmy yuumeei?

Wudopmanns MOXKeT OBITH OYCHP IMOJIC3HOW LIS YUUTENeH; OJHAKO e€ MpelocTaBICHUE He
SIBIISICTCA OOS3aTENBHBIM: B COOTBETCTBHH C 3aKOHOM O KOH(HICHIHMAIEHOCTH, OO0
pOIUTENh MOXKET MPENOCTABIATh HIM HE IIPEAOCTABIATH €€ YYUTemo. JTOT oOMeH
nHpOpPMaNUeH JOIDKSH MPOU3BOANUTHCS UCKIIOUYUTEIHFHO B HHTEpecax peOeHKa/ MOAPOCTKA
HE JIOJDKCH BBI3BIBATH MPEIB3SITOC K HEMY OTHOIIICHHE WIH YIIEMIIITh €T0 HHTepeCchl. MOKHO
TaKkKe OOpaTHTHCS 3a TOMOIIBI0 Bpaya WM Jpyroro crenuanucra w3 LleHTpa mus
YCTaHOBJICHHsI HEOOXOIUMBIX OTHOIICHUHN C YUUTEISIMHU.

¢ Hyscoaemcesn u pe6énok 6 Kakoii- 1ubo ocoooii nomouwgu?

MyKOBUCIIHIO3 HE BBI3bIBaCT (U3NYECKON WHBAIMIHOCTH (MO KpaiiHed Mepe, [0
MOSIBJICHHUSI TIEPBBIX IPH3HAKOB CEPbE3HBIX OCJIOKHEHHWH CO CTOPOHBI JbIXaTeNbHON
CUCTEMBbI), WM KOTHUTHBHBIX HAapyLUICHWH WIM CHIKEHHUsSI IIKOJIBHOW YCHEBaeMOCTH,
KOTOpbIe TPEOYIOT 0COOBIX YCIOBMMA. JKenaTenpbHO MPUCYTCTBUE KOTO- JIMOO U3 B3POCIBIX
(HanpuMep, y4yuTels) BO BpeMsi NpuéMa IHIIM, YTOOBI MPOKOHTPOJIUPOBATH MPABUIIBHBIN
NpUeM TaHKpeaTHYecKuX (EepMEeHTOB, IOKa B CHJIy BO3pacTa pPeOEHOK HE JOCTHT
JOCTAaTOYHOU CAMOCTOSITEIIHHOCTH.
¢ Moswcem nu 3a001e6anue NOGIUAMb HA YCREBAEMOCHb 8 UWiKONe?

Koneuno, nepen peOEHKOM OyAeT CTOATH BaKHAS 33aJada IO €KCTHECBHOMY BBHIITOJHEHUIO
NedeOHBIX mporenyp. Ho ¢ moMompio ceMbH, JieUamiero rnepcoHaia U yduTeleid oH Oymer
HMETh BO3MOXXHOCTh «COTJIACOBaTh» IIKOJNBHBIH pPACIOPSAOK C PUTMOM CBOCH IKH3HH
(KOTOpBIA BKIJIIOYAET B ceOs eXeJHEBHBbIC JIeUeOHbIE MPOLENYphl): Tak peOEHKY Oyner
«XOPOIIIO YCIEeBaTh» B IIKOJIE, KAK U BCE JPYyTHe.

¢ Ckazvlearomcs au 1euedoHvle npouedypsl Ha unmennexkme peoenka?

Crneunduyeckue METOAbI, HNPUMEHSEMbIE IS JICYCHHUS] MYKOBHCLIN/03a, HE SIBISIFOTCS
BPEIHBIMU HU B KPATKOCPOYHOM, HU JIOCPOYHOM IIE€PUO/IE IJIsl HHTEIJIEKTa peOeHKa.

¢ CymiectByeT aM y peOEHKAa ¢ MYKOBHCIHMO30M OOJIbIIAsh BEPOSITHOCTH Pa3sBUTHUS
CHUHJpOMA JIe(PUIIITA BHUMAHUS C TUTIEPAKTUBHOCTHIO?

CungpoM nedunura BHUMaHMs ¢ runepakTuBHOCTBIO (CZIBI') Hukak He cBs3aH C
MYKOBHCIHJI030M. J[eTH ¢ MyKOBHCIIHJI030M BOCIIPHUMYHBEI K 3TOMY CHHJIPOMY, TaK ke, KaK
U JIpyrue CBEPCTHHUKH, 110 TPUYMHAM, HE CBSI3aHHBIM C OCHOBHBIM 3a00JI€BaHHEM.
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¢ Moowcno 1u peb6éHKy npuxooums no3dxce 6 WIKOIY WIH YXOOUMb PAHbUIE 6 C8A3U C
8bINONHEHUEM edceOHesHbIX npouedyp?

OOBIYHO B 3TOM HET HEOOXOTUMOCTH, HO €CIH HEOOXOAMMOCTH COKPAaTHTH LIKOJIHHBIC
9achl BOSHUKHET, CIIEAYET C YUYUTEISIMA HATH TIpHeMIIeMOe pelIeHre STOr0 BOIIpoca.

¢ Kmo oonscen evioasams 003y hepmenmos, npUHUMAEMBIX 60 8PEMA HAXOMHCOEHUS
pebénka 6 wikone?

[IpoGnema BO3HMKAET, B OCHOBHOM, B IETCKOM CaJly, PEIKO B HaYaJbHBIX Kilaccax IIKOJIbI,
Koraa peOCHOK JOCTHI OOJIbIIEi CaMOCTOSTEIBHOCTH. TeM He MeHee, BaKHO 3HATh, YTO
CYIIECTBYIOIIE MPaBOBbIE HOPMBI TOBOPSAT O TOM, 4YTO (DEPMEHTHI MOTYT BBIJIAaBATh
COTPYJIHHMKH IIKOJIBI. MEX/y HIKOJBHBIM MEPCOHAJIOM M POIAMTENSIMU JOJDKEH OBITh OOMEH
nHpopmanueii; a TakKe YMECTHO, YTOOBI POJUTENIN OOBSICHWIN COTPYJHUKAM IIKOJbI (MK
OHOMY KOHKPETHOMY YeJIOBEKY, KOTOPBIi OBUI Ha3HAYEH OTBCTCTBEHHBIM) TO, KaKHUM
00pa3oM peOEHKY cleyeT NMpUHUMAaTh (epMEeHTHBIC Tpenapatsl. Jlydiie, ecinu poauTenn
pacmionaraoT HHQOPMAIIMOHHFIMU MaTepHajaMH B medaTHOW ¢opme. MHOTHA COTPYTHUKH
IIKOJIBI MOTYT 3alpOCHUTh MEAMIIMHCKYIO CIIPaBKy, ITOATBEPKAAIONIYI0 HEOOXOIMMOCTH
npuéma peOEHKOM YKa3aHHBIX IpemapartoB. J{o3a ¢epMeHTOB A MPHUEMOB IIKOJIE MOXKET
OBITH OIpelesicHa Ha OCHOBE YTBEPKACHHOTO MEHIO IIKOJBI, KOTOpas MEpHOINIECKA
MIPEIOCTABIISIETCS. POJUTEISIM [UISl O3HAKOMIICHHSI.

¢ Senaemca nu peGeHoK ¢ MyKOBUCUUOO30M 3APa3HbIM?

Her, on He 3apaszeH. Jlaxke Korja oH KalusIeT, TO OH HE BbIIEISIET HUKAKUX MUKPOOOB,
KOTOpBIE ObLIN OBl OMACHBI AJIS 3I0POBBIX JIIOJICH.

¢ Kawenv 6 wikone: umo oenramo?

Y HeKOTOpLIX )IeTeﬁ C MyKOBI/ICIlI/I[[O?;OM KalleJib MOXKET MOSABJIIATHCA HepI/IOI[I/ILIeCKI/I,
JIMIIb BO BpeMsi O0OCTPEHHi pecrupaTopHOil MHGBEKIMH, B TO BPEMsl KaK Ipyrde MOTYT
HUMETh TIOCTOSIHHBIH Kamienb. TakuM 00pa3oMm, Aaxe B MIKOJIE MPoOiieMa MOXKET MPOSIBISITHCS
mo- pasHomMy. Ho, yuuThiBasi TpyAHOCTH, KOTOPBIE BO3HUKAIOT B OTHOIIHUSX C YUUTEISIMHU U
OJHOKJIACCHUKaMH, ObUIO OBl BaXXHO, 4YTOOBI PEOEHOK TOHSJ, 4YTO KAIENb SIBISETCS
€CTECTBEHHbIM peduiekcoM (Kak, HampuMmep, 4YHWXaHHe, 3¢BOTa, M T.0.) M SBJISETCS
MEXaHU3MOM 3alIUThI, KOTOPBIH OpPraHu3M 3aIyCcKaeT, AJsl TOTo 4ToObl YKa3aTh Ha TO, YTO B
OpoHXax €CcTh 4TO-TO, YTO «OECHOKOUT» (3TO MOTYT OBITh IIOCTOPOHHKE YACTHIBI WITH THIIIA,
KOTOpasi «momaja He Tyla», WIM IMblUIb, WM pPa3apakarollue BellecTBa). B ciydae
MyKOBI/ICI_[I/IILOSa HpH‘IHHOﬁ Kamuisg, B OCHOBHOM, ABJIACTCA I/I36I)ITOK CJIN3H, KOTOpaH
HaKaIlJInBacTCsda B 6pOHX3X, u HpI/I Kauujie yCTpaHHeTCﬂ, ‘ITO6I)I nque MOX>XXHO 6BIJ'IO JAbIIIATh.

Takum 00pa3oM, Kallelb He SBISETCS YeM-TO BPEIHBIM, MOCTBIAHBIM, TaK YTOOBI  €ro
CJIeI0BAJIO CKPBIBATh WIIU CAEpPKHUBaTh. HO Tak Kak B MIKOJBHOM KU3HU OH MOJKET NOMEIIaTh
OOIICHUIO, TO MOXKHO MPEJOTBPATUTh U OTPAHUYUTH €TO IMOSBICHUE ITyTEM BBHITOIHCHUS
JOCTaTOYHOW (H3moTepanmuyd MO yTpaMm, [OMa, TOcCie MpoOyxkIeHus. JIBUraTempHas
aKTUBHOCTh, (PM3WYECKHE YCHIUS, AaKTHBHBIE WIPBHL, CIHOPT MOTYT CIIOCOOCTBOBATH
MTOSIBIICHUIO KAaIllIsl, KOTOPBIH «IIOMOTaeT» BBIBOJUTH CKOIHBIIYIOCS MOKPOTY, W TIOCIE €€
BEIBEICHHsSI OH TMpeKpamaercs. Eciam ke yIOopHBIA, HEMPeKpaIAIoMIUKACcsS —Kallleib
MOSIBIISICTCS, KOrna peOEHOK HAaXOMWUTCS B KJIAcce, TO B 3TO Cllydae JydYlle BEINTH W3
ayJINTOPUH, IOWTH B BAHHYIO, CHIENIATh TIyOOKHI BIOX U MOCTAPAThCS OTKALIATHCS (MOKHO
pU 93TOM KCIIOJB30BaTh (PUIUOTEPANICBTHYCCKHE NPUEMBI, KOTOPHIC JOCTYMHBI 0€3
MOCTOpOHHEN moMoru). Takum 00pa3oM, MOKHO OTKAIULSITH MOKPOTY M, Kak MpPaBHIIO,
MOCJie 3TOTO KallleJb YCIOKauBaeTcs, U PEOEHOK MOXKET BEpHYThCA B Kiacc. YUUTENb
JOJDKEH OBITh MPEenynpexaéH O TOM, YTO PeOEHKY, BO3MOXKHO, MOTpeOyeTcs BBIWTH, TaK
9TOOBI €r0 MPOCHOBI W TMOBEACHHE HE BBI3BIBATIO BOMPOCOB. M OYEeHb BakKHO, YTOOBI cam
YYUTENb TPOSBIUT CHOKOMCTBUE W YBEPEHHOCTH B TOM, YTO HPHUCTYHI Kamuisi OBICTPO
npekpatutcs. [Ipy HEOOXOJUMOCTH OCTANBHBIM JICTSAM TaKXKe CIEIyeT OOBSCHHTH, YTO HE
CleyeT W3-3a Kalulid MPHUBICKATh K CBOEMY TOBApHINY MPUCTATbHOC BHUMAHHE WK XKE
oOpamarbCcss ¢ HHM Kak-TO OCOOCHHO. HacKONBKO 3TO BO3MOXKHO, CIEAYET IPOCTO
MIPOAOIKATE OOBIYHYIO IIKOJBHYIO aKTHBHOCTb.

¢ Mozym nu 0emu u nOOpOCHMKU C MYKOBGUCUUOO30M ROCEUW,Amb 0OUH U MOM Hce K1acc
emecme ¢ Opy2umMu C8EPCIMHUKAMU C MYKOGUCUUOO30M?

MyKOBUCIIHIO3 HE [OJKEH CTaTh JJEMEHTOM JIUCKPHUMHHAIIMKA B OTHOIIEHHUSX CO
CBEPCTHUKAMH, KaK CO 3JI0POBBIMH, TaK W JPYTUMHU, UMEIONMMH MyKoBHcHHIo03. Ho B
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cilyyae HaJu4Ms B Kjlacce JPYrMX CBEPCTHHUKOB C MYKOBHCLHJIO30M HEJb3sl HEJOOLEHUBATh
pUCK Tepenadn OakTepuid, KOTOPbIE MOTYT OBITh Y OJHOTO peOCHKa M OTCYTCTBOBATH Yy
IPYToro, U KOTOPBIE MOTYT OBITh OIACHBI JUIL 00OHMX. DTOr0 PUCKa HE CYLIECTBYET MEXTY
pebeHKOM C MYKOBHCITHIO30M M peOSHKOM 0e3 MYKOBHCUHIO3a, IIOTOMY 4YTO OaKTEpHH,
omacHble IJIs JeTeld ¢ MYKOBHCLHMIO30M, HE OIACHBI A 3IO0POBBEIX AeTell. BeposTHOCTh
TOTO, YTO B OJHOM Kiacce OyAyT HaxXOIWTHCS [Ba WIHM Oojee neTell ¢ MyKOBHCLIHIO30M,
SBJICTCS. MAJOBEPOSTHOM, U B NPHHIMIEC HEXellaTelbHA. POIUTENN B 3TOM Cllydae MOTYT
CBSI3aThCS ¢ KOHCYJIBTAMOHHBIM [IEHTPOM, KOTOPBII IOMOJKET IPUHATH PEICHUE.

¢ Kakogul cucuenuueckue mepst npedoCmopodcHOCHU 013 TH0OHBIX Mecm?

I'mrueHnyeckye Mepbl  NPENOCTOPOKHOCTH  JUIL  MECT, IIOCEIAeMbIX  JCTBMH,
CTPaIaIOIIMMH MYKOBUCIIUIIO30M, - 3TO 00ECIIEUYEHHE PEryJIPHOTO NPOBETPHBAHMS, TaM HE
JOJDKHO OBITH CIIMIIKOM XOJIOIHO HIIM CIIMIIKOM XXapKo, He JOJDKHO OBITh IIECEHH U JOJDKHA
OBITH oOecreueHa peryisipHas TIaTelbHas yOopKa. DTH Mephl He KacaroTcs HCKIFOUYUTEIEHO
OOJIBHBIX MYKOBHCIIMZ030M, HO SIBIISIFOTCS. HOPMOU JUIS JIFOOOTO IOMEIIEHHS, TTOCEIIaeMOTro
JEeTbMH M nofpocTkamu. OHO M3 caMbIX BaXKHBIX YCJIOBHH, - 3TO, YTOOBI B KJlaccax He
OBbUIO CJIMIIKOM JKapKo, YTOOBI IPENOTBPAaTHTh O0E3BOKMBAHME W PE3KUH YHAaJOK CHII B
pe3ynbTare MoTepy OpraHu3MOM COJIEH.

Ilcuxosoruueckne acnekTbl. OTHOILUIEHHS € YJIeHAMMH CEMbM,
CBEPCTHUKaAMMU, coUaJIbHbIH MHUP.

¢ Kozoa u kak nauamo 2060pumsp ¢ pebeHKom o 3abonesanuu?

Kaxxmomy starmy pa3sBUTHS MOXKET CIIOCOOCTBOBATH CIIOCOOHOCTH peOeHKa MPOTUBOCTOSATH
ero Oomesnn. Ha To, Kak Jydme 3TO AenaTh, OJHO3HAYHOTO OTBETA HE CYIIECTBYET,
0€3yCIIOBHO, Ba)KHO HCIIOJIb30BaTh IIPABHIIBHBIC CJOBA, COOTBETCTBYIOIIHE BO3pPacTy H
MICUXOJIOTHUECKOW  3penocTd. OdYeHp BaXXHO YCTAHOBUTH OTHOIICHWE JOBEpUS W
coTpynHudectBa. Jlydmie He CKpBIBaTh peallbHOE IOJOKCHHWE W HE JAelaTh 3asBICHUM,
KOTOpble MOTNIHA OBl OBITH OMpPOBEprHYTH. Jlydile HadYMHATE C KOHKPETHBIX BeIICH
(cumnToMOB WM (DAaKTOB U IPUMEPOB, KOTOPHIE Balll peOCHOK MEPEKUIT) M HE UCIIOIb30BATh
a6CTpaKTHI)Ie IIOHATHA (CHOCO6HOCTL MBICTIUTDh «THIIOTCTUYCCKN» XapaKTEpHa AJIs1 B3POCJIbIX,
a He a1 pebenka). Tarke T pOMUTENCH MONE3HBIM MOXKET OBITh OOpAICHHE K OMHOMY H3
cneuuanucToB lleHTpa MyKOBHCIM03a, C KOTOPBIM PeOCHOK WM MOJPOCTOK padoTai, U ¢
KOTOPHIM OH YCTaHOBMJI XOPOIIHME OTHOIIEHHUs (TICHXOJIOT, MeauaTp, Meacectpa). BaxkHo
3HaTh, YTO KaXJasi CEMbsl M KaK/AbIH POJUTENb IPUHUMAET, 00Jiee MM MEHEe CO3HATENbHO,
OTIPENICIICHHBI «CTHJIb OOMICHHS», OT KOTOPOTO 3aBUCHT HEMPUHYXIEHHOCTH pacckasza o
Ooie3HH, B OObpIOICH WIM MEHBIICH CTENeHHW, B CeMbe WM 3a e€ mpenenaMu. PeOeHOK
BIUTHIBACT STOT CTWJIb, H OH CTAaHOBUTCS OCHOBOW TOTO, KaK OH OOIIae€TCsS CO CBOMMH
CBEPCTHUKAMH: €CIIH OT POJUTEICH OH HAy4YHJICS CBOOOTHOMY OOLICHHIO, TO eMy OyneT
Jierde HayduThCsS HE CKPBHIBATh CBOM MPOOJIEMEI CO 37J0POBBEM, B €My OyIeT Jierde o0ImaThCs
C HUMH JIaXe B, KaK IPaBHIIO, HanboJjee npodaeMaTHIHbIN (110 JPOCTKOBBIIT) BO3PACT.

¢ Tom momenm, K020a pedeHOK enepeble OKA3bIBAEM CA 3a RPEOeaAMU CeMbU.

PebGeHOK MPUXOIUT B CONPHKOCHOBEHHE C BHEIIHHM MHPOM: 3TO MOMEHT «OTPBIBA»,
KOTOPBII MOXET OBITh 3aTpyAHEH TECHOW CBA3BIO, YCTAHOBJICHHOM B TE€UYEHHUE JUTMTEIBHOTO
BPEMEHH, MPOBEAEHHOTO ¢ MaMOi. KpoMe Toro, Math - 3TO TOT YeIOBEK, KOTOPBIH «KPEMKO»
JEPKUT pebeHka BO BpeMs NPOBEACHHMA a’po30JbHONM M ¢usuorepanun. Crexyer
YUUTHIBATH HEOOXOAMMOCTH 3TOTO OTPHIBA, YTOOBI HE CHOCOOCTBOBAaTh JalbHEWIIEH
«3aBUCHMOCTH» peOeHKa. «OTpBIB» MOXKET OBITh 3aTPyIHEH NPH BKIIOUYEHHH MEXaHH3MOB
runep-onekd. O4eHb Ba)XHO, YTOOBI JIIOAW BOKPYI peOEHKa BMECTO ATOTO CHOCOOCTBOBAIIN
Pa3BUTHIO CaMOCTOSTEIFHOCTH M «COLMAIbHOM KOMIIETEHTHOCTH» peOEHKA, TO €CTh €ro
CIOCOOHOCTH aJIeKBaTHO pearupoBaTh «B OAWHOYKY» Ha TpeOOBaHMS, INPEIbsBIIEMbIC
COLIMAILHOM CpeJIoH 3a MpeieaMu CEMBHU.

¢ Kak eecmu ceba, Koz0a OH OMKA3bIGACMCA GbINOIHAMY AIPO3OJILHYIO U
¢uzuomepanuro?

YHuBepcalIbHOTO TpaBHiia HET, y KKIOTO peOeHKa CBOH, OY€Hb JIMYHBIM >KU3HEHHBIN
ombIT. M3BECTHO, YTO OYEHb BAXKHO IS KaXKJIOTO KOHKPETHOTO peOeHKa «IepCOHAIBHO
HACTPOUTH» MIPOTPaMMYy JICICHHUS ero O0JIe3HH, B KOHTEKCTE €ro XU3HU. BaxxHO 00Cyx1eHue
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C JIeHalyM BpadoM U (PU3HOTEPANIeBTOM BO3HHUKAIOIIUE TPYIHOCTH M YCTAaHOBJICHHE C STHMH
JIFOIBMH OTKPOBEHHBIX U MIPSIMBIX OTHOIICHHH.
¢ Umo denamo, Koz0a pedénok «He ecm»?
OO0 3TOM Ba)KHO IOTOBOPUTS C JICYAIINM BPAuOM, AUETOJIOTOM WM MEACECTPOM, U OTIINYHTh
«cnydvaitHyo» npuuuHy (Hampumep, OTKa3 OT e€Ibl KaKk pe3ylbTaT pPeCHUpaTOpHOi
nHdekuun) or Oonee cepbE3HOM, C AIUTENBHBIM TEYEHHEM. BakHO MOroBOPHUTH 00 3TOM
Ipexze, 4eM peOEeHOK MPUMET MOAENb IOBEICHNUS, B KOTOPOM €/la CTAHOBUTCS «Pa3MEHHOMN
MOHETOW» B OTHOLICHUSIX C OKPYKAIOIIMMHU €r0 JTIOAbMH. M 0 TOTO, Kak MOSBATCS SBHBIC
MIPU3HAKH IPOOJIEMBI, TAKHE KaK, HAIPUMEp, 3aMEUICHHE POCTa.

¢ Kaxk éecmu cedsa ¢ opyzumu demomu?

JlnarHo3 MyKOBHCLH03a IEPEBOpAUMBAET JKU3Hb POJMUTENEH U, KaK CIEICTBHE, IPYTrUX
YJICHOB CEMbH, KOTOPBIC YYBCTBYIOT BHE3aITHOE U3MEHEHHE U XOTAT 3HATH, YTO MPOUCXOIHT.
Crnenyer mOAYepKHYTb, YTO TaKXke OpaTbs M CECTPBl JOJDKHBI OBITH OCBEJIOMJIEHBI O
CHUTYaIlUH C TEMH K€ KPUTEPHIMH, KaK U 00JIbHON peOEHOK. Maso Toro, MOXKHO CIEaTh Tak,
94TOOBI OHU HE YyBCTBOBANN CEOsI MOKMHYTHIMH W MO3BOJIUTH UM HaBECTUTh POAWTENECH B
OONBHHMIIE, TAK OHU CMOTYT IOHSATH, YTO WX OpaT NEHCTBUTENBHO OOJICH M HYXIACTCs B
MIPUCYTCTBUH MaTepu WM OTIa. B To e Bpems, poanTenu OyayT 3HATh, YTO HANO BEPHYTHCS
JIOMOM, KaK TOJIBKO 3T0 OyaeT Bo3MokHO. Kpome Toro, cremyer:

e OnMpaTbCs Ha TIOMOIUNb TONBKO Tex Jopedl (6alymiek, nenymek, Ipyrux
POJICTBEHHHUKOB, Ipy3eil, coceneil), KOTOPHIX OETH XOPOLIO 3HAIOT M KOTOPBIM
JIOBEPSIIOT;

° CACPKUBATHL YPE3MEPHBIC, XOTd U €CTCCTBCHHBIC, HO6y)KIleHI/IH POACTBECHHUKOB WJIN

Ipy3eit JenaTh mogapku 00IbHOMY peOEHKY, peHeOperast OCTaTbHBIMHU.

o CACJIaTh UX AKTUBHBIMU YUYaCTHUKaMH HOBOI'O pHUTMa XWU3HU CEMbU: 6paTLHM, XOTA U
MJ1aamunM, 6y£[eT MPUATHO, €CJIU BBI NIOIMIPOCUTE UX, HAIIPUMEDP, [TIOMOYb B JOMAIIHUX
Jenax.

CMOTpHTE TaKXKe B OCHOBHOM pasJiene:
3.10 YUeM 3T0 3aKOHUYHUTCS?
3.1 Uccnenosanus

DCHOBBI ANA KOHCTPYKTMBHOIO AManora - Hekotopble npakruueckue COBEThI

°* CTapaniTeCb BECTU AUANOT C KOHKPETHBIMU NPUMEpPaMH, a He pAaBanTe pebEHKY 06LLyt0, HEONMPEAEAEHHYHO
WHPOpMaLMIO;

® pa3roBapuBaiTe 0 BO3MOXHOCTSX CEFOAHALLIHNUX U BYAYLLMX METOAOB A€UYEHUS, KOTOPblE MOTYT NPUBECTU K
YAYULLEHUIO KauyecTBa XHU3HHU;

® crnoco6cTByiTE AOBEPUTEABHBIM OTHOLLEHUAM;

° BCeraa AaBaiTe HaaeXAy, BbIMOAHAWTE TO, YTO Bbl FOBOPUTE, TEM CaMbiM BCEASIA AlOOOBb W YyBCTBO
6e3onacHoCTU: AeTM uyacTo 6oAblle pearvpyloT Ha Aw60Bb M 4yBCTBO 6e3omacHOCTH, YeM Ha
NPEAOCTaBASIEMYIO MH(OPMALUIO;

° CTapaiTeCb HAXOAWTb MOAXOASALLUME CAOBA M NyTH, yTOObl AQTb MOHATb, YTO PEYb MAET O PEAABHOCTH,
TPYAHOW, HO NPEOAOAUMON;

® npeanoxute pebéHky, utobbl OH NPOCUA OOBSCHUTL BELLM, KOTOPLIE OH HE MOHWMAET, B TOM YUCAE, U Y
COTPYAHUKOB LleHTpa;

* He o6maHbiBaiTe: AOXb, HEBbLINOAHEHHbLIE 06elaHna U MOAynpaBAa Bckope o6Hapyxarcs M Moryt
npuBecT pebeHka K TOMY, UTO OH MepecTaHeT AOBEpsiTb BaM W B3POCAbIM B LEAOM, B TOM YWUCAE U
Bpayawm;

® C NepBbIX AET XXHU3HU CO CMIOKOMCTBUEM BCTpeuaitTe Atoboli Bonpoc, KoTopbli 3aAaET BaM MaAbILL;

* HaliAUTe npaBWAbHOE BPEMS, B CMOKOMHOM o6cTaHOBKe (HEOOXOAUMO HeKOTopoe BpeMSs, UTOObI
onpaBUTLCA OT yAapa, NMOAYYMB U3BECTUE O AUarHose U HaWMTU MOAXOAfLLME AAA BO3pacTa U xapaKkrepa
pebeHka cAoBa); HO He OTKAAAblBaTb BCE BpeMs: paHO MAM MO3AHO OH AONKEH OYAET CTOAKHYTbCSl C
60AbHMLAMU U AEYEHHEM;

®* HE CAEAYET cpasy Xe neperpyXxartb ero MHGopMaumren, eMy TaKKe HY)XXHO BpeMsl, YToObl apanTupoBaTbeH
K CUTyaLluK;

* AaTe €My NOHSATb, YTO OH, HE CTECHAACL, MOXET 3aAaBaTb Ao6OH BOMPOC O CBOEM 3A0POBLE.
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Korna cembs cobupaetca smecte
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3. ObLWWHE BOIMPOCHI

MHOXeCTBO cnoco60B, 4To6bl MOroBOPUTL O GoAE3HHU

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).

MyKOBMCLIMAO3: 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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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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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. MexaHu3Mmbl, 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

67



ASPETTI GENERALI

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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POPMUPYIOT KOR

N
<

ASPETTI GENERALI

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 opraHuama 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 HHvel)] 9 BI9HMOoIehadlog 0108h 93VOQHRH g enHvge]
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e Tabauua 2. F'hoccapuii

MyTauus ¢ yTparto# yuactka XxpOMOCOMbI (Aeneums)

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

MwucceHce - 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 CUUTLIBAHUS

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. CooTHOLLIEHUA MexAy MyTaumMamMu reHa CFTR u 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.

72




ASPETTI GENERALI

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 HOCUTEABCTBA 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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U3 50 000 sputenei.....
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..3[10POBLIX HOCUTENEW reHa mykosucumaosa-2 000,



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,;
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* 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 - HOCUTEAE.
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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 MNpeHaTtanbHasa 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

BeposTHOCTL TOrO, YTO
YeAoBeK 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 OAMXe 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
SIBAIETCA  HOCUTEAeM, TakuM o6pasom, umeerca 1
BEPOATHOCTb U3 2, uto Gabylika MAUM Aepyllka SIBASieTCS
HocuTeneM. B nape poauteneli 60AbHOrO MyKOBUCLIMAO30OM
pebéHka o6Ga HABAAIOTCA HOCUTEASIMM, HWHauye rOBOpA,
1BeposATHOCTb U3 1 uaM 100% BEPOATHOCTL HOCUTEAbCTBA.
Bpat WAM cecTpa 60AbHOTO UMEIOT 2 BEPOATHOCTH U3 3 BbiTh
HocuteneM.  MAEeMAIHHUK  BOABHOrO  YenoBEKa  MMeeT
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 TabAauubl)  coCTaBAAET
npubAuaUTeAbHO 1 Ha 25.

Tabauua 4 - UBMEHEHUE PUCKA POXXAEHWS BOAbHOTO PEBEHKA Y CEMEMHbIX NAP, MPOLLIEALLIMX TECTUPOBAHME HA
HOCUTEABCTBO, WCMOAb3YSi TMHETUYECKUI TECT, CIOCOBHOTO BLIABWUTL 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- HOCUTEAL 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 (* *)
ASARY/TETA ~HE HOCHTEAb 1:825 (0,1%)
+ napTHEP HOCUTEND
ABOIOPOAHBIN 6paT/cectpa 1: 400 ABOKOPOAHBI 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 HOCUTEA (*++) | 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 - USMEHEHWE PUCKA POXKAEHWUS BOABHOTO MYKOBUCLIMAO3OM PEBEHKA Y MAP,
MPOLIEALLWUX TECTUPOBAHUE HA HOCUTEABCTBO
MPU UCNIOAB30BAHWU TEHETWYECKOTO TECTA, CMOCOBHOTO BbIfIBUTb HOCUTEABCTBO 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
CeMmeiiHas 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 NOBLILLIAETCA 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 KPOBW: no3BOASIET M3MEPUTL YPOBHM KUCAOPOAQ U ABYOKMCH 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 M3MEPEHWA, 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.

AcrniMpaT 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.

B3stne 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 TPYAHOW 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 UHEKUUU: 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 0CHOBHBLIX GaKTepHii U rpu6KoB, BCTpEUarOLUMXCA NPH MYKOBUCLUAO3E

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 Aeuntca?

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

3onorucTsiii ctagrAoKoKk (Staphylococcus aureus) U METULIMAAMH- PE3MCTEHTHbIN 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.

Bbypkxonaepus 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'pnbok 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
Acneprum abivswmii (Aspergillus fumigatus). 310T rpuboK 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.

Kakune 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 MMOBEAEHHUS MaUUEHTOB U MX OAM3KMX BO BpeMs npebbiBaHUS B A€YEOHBIX

YUPEXACHUAX

1 - FT'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 - O6paLleHne ¢ GMOAOrMYECKUMU 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 PacCTOSIHUM OT APYIHX 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 COBMECTHOIO MCITOAL30BaHHSA YCTPOVCTB ANSl 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, kKacaroLLMECs MOBEAEHUSI NALMEHTOB U YAEHOB MX CEMEN 3a NpeAenaMu NeueBHbIX
YUPEXKACHHH.

1 - AesuH@ekumsa 060pyA0BaHUS AAS 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 AOAHbIX MECT M OrpaH4YM4YuTL OOLLUEHHWEe C APYrMHU AIOABMU 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. OK30KpWMHHasA 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 ONPEAEAEHNUA COCTOSIHUS GYHKLUKU NOAXKEAYAOUHOM
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 XXWPOB: AaHHOe 60AEE TOUHBIM SIBASIETCS MCCAEAOBAHHME, YEM U3MEPEHUE CTEaTOPEN,
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
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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 Xene3bl

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).

HapyLeHue ToAepaHTHOCTU K FAOKO3€E U Anabert

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. KulueyHuK

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 U 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 AEYEHWA PECIMTUPATOPHbBIX MHOEKLWN 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 Tepanum

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

Mepkyccus (MOCTYKMBAHWE) TPYAHOM KAETKA: AAAOHAMM, CAOXEHHbIMM YalLEUYKOW, BbINOAHAIOTCH
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 AbIXaT€AbHbIX METOAUK: OH COCTOWT U3 YETbIPEX JTanoB: paCCI\aﬁl\eHOE‘ AblXaHue, r/\y60Koe
AblXaHue, HanpsXXEHHOE AblXaHWe («NbIXTEHUE»), OTKALLUAMBAHUE.

YnpaBAsemblIid KaleAb: 4ToObl MOOMAM30BATh MOKPOTY, MOXHO WCMOAb30BaTh MPOU3BOALHbLIA 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 COMPOTUBAEHWME 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 MNPOTMB 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 ¢epMeHTHasa 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. ApekBaTHOE 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 XXenesbl 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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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
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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 - OXXUHAaeMan cpeaHsas NPOAONKUTEABHOCTb XXU3HWU MOCTOSIHHO
yBEAUYUBaAETCA

oAbl XXN3Hn

50

40

30

20
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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

06nracTb 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 HauuoHaAbHbIM 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 reHeTUKM

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 (NaTOPU3MOAOTHUS), 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 KOMMEHCALMU CEKPELIMU INEKTPOAMTOB U BOALI. STU NMpenaparbl, Kak NpaBUAO, MOAEAVUPYIOTCS C yY4ETOM
TUIMa 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 UCMbITAHUS U UCMBbITAHUA Ha NauMeHTax C ONpPeAeNEHHOM
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 CTBOAOBbLIE 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 MUMKPOOUOAOTMM). OHa OCHOBaHa Ha MOAEAMPOBAHUU B AaBOPATOPHbLIX UCCAEAOBAHMSAX
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 MUKPOOUOAOTUK).

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»- TpaHcMeMbpaHHbIA 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 Ha3bIBaeTCs Kaxaan U3 ABYX KOMUI OAHOTO reHa, KoTopas OnpeAensieT Kakoi- AMbo NpU3HaK opraHu3ma, 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 OpraHWYecKUe KWUCAOTbl, KOTOpble B Pa3AMUHbIX KOMOMHALMAX COEAUHAIOTCA B AAVHHbIE LEnw,
dopMUpYysT MOAEKYAbI BEAKOB , U3 KOTOPbLIX MOTYT OTLLENAATLCA 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

Acnepmanés: ocnoXHeHUe, 00yCAOBAEHHOe HaanuueM rpubka Aspergillus fumigatus B AbixaTenbHbIx nyTax. Hanboaee uactan
bopma acnepuniésa - aTo AAepruyeckuin BPOHXOAErOUHBIN acnepranés (ABNA):  KOMMAEKCHAsi XPOHUUECKas aarepruyeckas
peakuusi opraHnu3mMa Ha BELLECTBa, BblAeAsieMble ACNepruanamMu.

Acnupar: npu MyKOBWCLIMAO3€E UCTIOAb3YETCA 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. 3TO CAyYaeTcs No NpuuMHe 3akynopku BpoHxa npobkow rycrown
CAM3W, NPU 3TOM BO3AYX, 3aLLEALLNIA paHee, paccacbiBaeTCs.

Atunuueckas (popma): dopma «OTAMYAIOLWLAsACA OT OObIYHOM», HEHOPMaAbHasi, HeobbluHasi. Tak HasbiBaloTcA 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/MAU MEAKMX KaneAeK XUAKOCTU. STUMU 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 BUOAOTMUECKHX U XUMUUYECKMX
NpoLEeCcCcoB, MHOTHUE U3 HUX XMBYT BHYTPU YEAOBEUECKOTO TeAa. MHOrAa Bbi3bIBAIOT pa3AMUHble HapyLLEeHWUst U 6OAE3HU (B 3THX
CAyYasnx OHU ABAAIKOTCA «MTATOF€HHBIMM»).

BeAKU: KpynHble MOAEKYAbI, COCTOSILLIME U3 AAMHHBIX LIENMoYeK aMUHOKUCAOT . OHM COCTaBASIKOT TPU YETBEPTHU CYXOW Macchbl BCETO
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 OblTb NaTOAOTMEN CO CTOPOHbI MYXUYMHbI WAM
XEHLUMHbL. MyKOBUCLMAO3 SIBASETCA 4YacCTOM MPUUMHOM MYyXCKOro OECnAOAMSt M3-3a aTpe3uu (CMOTPUTE) CeMABBLIHOCALLMX
NPOTOKOB Y MY>UMH.

BuUopuAbM: CAM3UCTBINM TMAACT, BbipabaTbiBaeMblii CHHErHOMHOM nanoukoi. [peacTaBaseT coboi 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 BOCTIAaAeHUE BPOHXOB.

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

BpOHXOCKONUA: UCCAEAOBaHKE, KOTOPOE NO3BOASIET MPOM3BECTU NPAMOIN 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 paclvpeHue npocseta BeH. OUeHb YacTo BCTPEYaETCs Ha HUXKHUX KOHEYHOCTSX, HO €CTb M
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.) NPEOAOAEBATb 3aLUMTHblE Bapbepsbl OpraHu3Ma-
X03AAMHa U Pa3MHOXaTbCA BHYTPU HErO, C oﬁpasoBaHmeM TOKCUYHbIX BELECTB U Bbl3blBasAd BOCMNaAeHUE U 60/\ee UA
MeHee Cepbe3HblE NOBPEXAEHUS.

BUTaMMHbI: OpraHWYecKUe COEAMHEHWS, BCTPEYaloMeCa 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 BUTaMUHbI U Apyrue, pacTBOpUMble B
XWpax, HO HepacTBOPHMbIE B BOAE (CMOTPUTE XUPOPACTBOPUMBIE).

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

BocnaneHue: 3alMTHbIA MeXaHW3M, C MOMOLLBIO KOTOPOro OpraHuM3M MbiTaeTcs 3alMTUTL cebsi OT MOBPEXAEHWH,
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 AETKUX HapyxXy. 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).

FemodTM3 (MAM KPOBOXapKaHbE): KPOBOTEUYEHUE B AblXaTeAbHble MyTW 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 CBOK 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 MYKOBMCLMAO3A - 3TO NOABEPTLUMIACA MyTauum reH CFTR (CMOTpUTE TakKe aAAeAr).

[eTepoaurota: YenOBeEK, rETEPO3UTOTHBLIA MO KAKOMY-AMOO 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.

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

MNepTOHUYECKUH: NOHATUE OTHOCWUTCA K PacTBOPY, B KOTOPOM KOHLEHTPALMS INEKTPOAUTOB (Kak MPaBUAO, HATpUA 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).

TMNOKCeMMA: NaTOAOrMUECKOE COCTOAHWE, KOTOPOE COCTOWT B MOHUXEHHOW KOHLEHTPALMU 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, KOTOPbIM SIBASIETCSI TA@BHbIM UCTOYHWKOM 3HEPrUu, Kak XMBOTHOIO, 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 (roMO3UIOTHOE AULO), YEAOBEK, KOTOPBIA MMEET ABE aAAEAWU, OAMHAKOBbLIE MO AAHHOM 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: 3aKyrnopka KOHLIEBbIX OTAEAOB TOHKOW 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 NepUBapUBaHUM XUPOB
B NPOCBETE KULLEYHUKA.

XunpopacTBOp1MbIiA: BELLLECTBO, KOTOPOE PACcTBOPSETCS B XMUpax U HE PacTBOPSETCS B BOAE (HanpuMep, BUTaMUHbI A,
E, D, K).

Xupbl (MAM AMNMABI): 6OABLLME MOAEKYAbI, COCTOALLME U3 PA3AMUYHBIX 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 B6enku U yraeBoAbl. HEKOTOPbIE XMPbI Ha3bIBAETCS «OCHOBHBIMHW» UAW «dCCEHLMAAbHbIMM».

30A0TUCTLIM  CTadUAOKOKK (Staphylococcus aureus): LUMPOKO PacCnpOCTPAHEHHbLIA  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 KMWKKU. TEPMUH «MAEYC» TaKKe 4YacTO 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 OCTPOWM
(orpaHWyeHON BO BPEMEHW, AHSIMU MAU HEAEASIMU) MAWM XPOHWYECKOM (C OYEHb AAMTEAbHBIM TeueHueM, bonee 3-4
HEAEAD).

WUPT (MMyHOPEAKTUBHbIM TPUNCUH): GEPMEHT MOAXEAYAOUHOM 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.

KuweyHas HenpoXOAUMOCTb: COCTOSIHME HEMPOXOAMMOCTUM WAM HapyleHWs MPOXOAMMOCTU 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.

KonoHW3aumaA: AMTeAbHOE 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 WCCAEAOBaHME: AabopaToOpHbIA  METOA, KOTOPbIM MNO3BOAAET BbipalMBaTh (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 YMEHbLIAETCA BCacblBaHWE MULLM M3 KWLLIEYHWKA 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 (HEAOEAAHHUE): CAEACTBME MAOXOrO0 BCACbIBAHUSI MUTATEAbHbIX BELLECTB MAM HEAOCTATOMHOCTU 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  KULIKU 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 COCTOWMT M3 CAM3U U
0TPabOTaHHbIX OCTAaTKOB CAU3UCTON 0OOAOUKM KULLEYHUKA.

MoandUKaTOopbl (reHbl): 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 XEAE3AMM CAU3UCTLIX 0OOAOUEK 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: BELLECTBO, KOTOPOE CMOCOBHO pasXmxaTb CAU3b.

MyKOBMCLMAO3 (KUCTO3HLIN $UOPO3): reHeTMUecKoe ayToCOMHO- pelleccuBHOe 3aboneBaHWe, 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.

MyTauma: uckaxeHue nocaepoBatenbHocT AHK, Kotopas cocTaBASiET reH, TakuM obpa3om, UTo OHa HauuHaet
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 XeAe3bl, 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 MyKOBMCLMAO3A: 4YENOBEK, KOTOPbIM MMEET NaTOAOTMYECKWUI TreH, 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 Gopme Kakoro- AMbo 3aboAeBaHUs, HaxOASLLErocs A0 3TOro B
«CMOKOMHOM», CTabUABHOM COCTOSIHUM (COCTOSIHMM «KOMMEHcaLMu»). pu MyKOBWUCLMAO3Ee BaXHbl 060CTPEHMs
XPOHUYECKNUX UHOEKLMI B AETKKX.

OAbILIKA: 3aTPYAHEHHOE AbIXaHUE.

OTpuLaTeAbHbI (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).

OKCUMETPUA (KOXHaSA): Ha3blBaeTCs TaKXe MyAbCOKCUMETPUEN: 3TO TECT, KOTOPbIM M3MepsieT HacblleHe 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 TAYBOKOro
NOAHOTO BAOXa. M3mepsieTcss BO BpeMsA MPOBEAEHWA CMUPOMETUYECKOro MCCAeAOBaHMA. Moka3biBaeT cTeneHb
NPOXOAMMOCTU KPYMHbIX U CPEAHUX OTAEAOB AbIXaTEAbHbIX MyTEWN.



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

MatoreH (BO3OyauTEAb): AtO6OKM daKTOp (GUIMUYECKWUH, XMMMUUYECKWUIH, OUOAOTMUECKMIA), CMOCOBHbIA BbI3BaTb
3aboneBaHue. baktepuu, cnocobHble Bbi3biBaTb MHOEKLMIO, HA3bIBaAOT NATOr€HHbIMMU.

Men macka: macka MonoxuTeAbHOro AaBAeHMSI Ha Bblpoxe - 3TO MArkas Macka Ha AMLLO, CO3AaoLLan 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 pU3UOTEPANUK.

Me4y€HoYHan HeAOCTAaTOUHOCTb: CHUXEHWE WAV NPeKpaLLeHne GyHKLMU NEYEHU.

MoaxenyaouHas: Xeaesa (NaHKpeac): pacroAOXeHHas B 3aOpOLLIMHHOM MPOCTPaHCTBE Xene3a, BOAU3WM HauanbHOM
4acTu TOHKON KWULWIKK (ABEHaALATUNEPCTHAsS KULWKA). ITO OTYACTV IK3OKPUHHAA 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
(naHKpeaTM4eCcKUe OCTPOBKKU NaHrepraHca) BbipabaTbiBaeT MHCYAUH.

MNMopTanbHaA rMNEePTEH3NA: NOBbLILIEHWE AGBAEHWUS 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»).

MocTypanbHbld 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, N0 KOTOPOM HaPYXY U3 XEAe3bl BbIBOAATCA NMPOU3BEAEHHbIE B HEW BblAEAEHMS (HAanpumep, NPOTOKK
noAxe/\onquﬁ XeAe3bl, XEeAUHbIE NPOTOKK, MPOTOKK NOTOBLIX )KeAGS).

MpouUeHTMAU (KPUBBIE): TakXe Ha3blBAaeMble «KpUBble pocTar. OHW MPEACTABASIOT COBOWM rpaduku, KOTOPbIMU
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, UCNOAb3YEMbIN AAA 00603HAUYEHUA 3a60AEBAHUI AETKMX.

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

MoAMNO3: 06bLIYHO TEPMMH OTHOCUTCA K 06Pa30BaHMI0 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 OTHOCUTCA K aHOMAaAbHbIM pPe3yAbTaTaM AMAarHOCTUYECKOro
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 BPEMS KOTOPOrO WM3MEPSIETCA KOHLEHTPAUMsi XAopa M HaTpua B note. [OTOBbIAEAEHUE
CTUMYAMPYETCS C AEMCTBUEM NUAOKAPMUHA. ITO OCHOBHOM TECT AAST AMATHOCTUKU MYKOBUCLIMAO3A.

MoToBble XeAe3bl: 3K30KPUHHbIE XEeAe3bl, CAyXalluMe AAS MPOU3BOACTBA MOTa, WM, CAEAOBATEAbHO, PErYAUPOBaHWA
Temneparypbl Teaa.

MpeHatanbHas (AOPOAOBAS)(AMArHOCTMKA): MccAepOBaHUS, MNO3BOASIOWME OMPEAEAUTb 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 pa3BUTHUE: KaAUECTBEHHOE U KOAMUYECTBEHHOE YBEAMUEHUE PA3AMUHBIX TKAHEW OT NEPMOAA HOBOPOXAEHHOCTU 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. KULLEYHAasi HENPOXOAUMOCTb).

Cekpeuusti: lMpouecc NMPOM3BOACTBA M BbIAEAEHWSI KAETKAMW XXeAe3 pPasAMuHbIX BeLLECTB. Bblaersiemoe 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 KULLIEYHWKA, 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.

CvHerHoHaa nanouka (Pseudomonas aeruginosa): opHa M3 caMbix YacTbix GakTepui, y4acTBYHOLMX B AErOYHbIX
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 MPOLLECC HA CAU3UCTBIX 0HOAOUKAX OKOAOHOCOBBIX NAa3yX (CM.).

CAM3UCTDIV (TUN), (MYKOMA): Y NALMEHTOB C MYyKOBUCLMAO30M 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 chneupanbHbIX 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: nabopaTopHbIi 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 U3
AETKMX B PasAuuHble $asbl AbIXAaTEAbHOrO akTa (06beMHble MOKa3aTeAu), U CMOCOOBHOCTU MO MEPEMELLEHUID ITHUX
06bEMOB BO3AyXa (MOTOKOBbLIE NMOKa3aTeAM).

CPB (C-peakTuBHbIi 6eA0K): 6enoK, BblipabaTbiBaeMblii B NEUYEHW W B KPOBW; €ro 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: NaToOAOrMYECKOE 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 OPraHWYECKWMX 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, CAYXWT 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 MyKOBWUCUMAO3E
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 peakLmin. PepMeHTbl B NULLEBAPUTEAbHbIX
npoueccax NnoMoratot pacLllenuTb NuLly, Tak, llIT06bI OHa MOrAa 6bITb BCOCaHa, UCMNOAb30BaHa UAU BbIBEAEHA.

depMeHTbl NOAKEAYAOUHON XeAe3bl: 3T0 ¢pepMeHTbl (CM. GEPMEHT), HEODXOAMMbIE AAS MEPEeBapPUBAHWUSA 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 0B0PYAOBaAHUS, KOTOPbIE NPUMEHSIOTCA AAA 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, NOCTypaAbHbINM 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.



DpatTep: MeToA YAaneHUst (MAM APEHUPOBaHWA) OPOHXMAAbHOTO CeKpeTa, NPOBOAUTCS 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 YCTbSIMW BEPXHEW YaCTU FAOTKW; COEAMHSIOT MOAOCTb HOCa C
NOAOCTbIO pTa. B HOCOBbIE XO@Hb! OTKPbLIBAIOTCA TAKXKE OKOAOHOCOBbIE CUHYCbI (CMOTPHUTE).

XpoMocombl: 06pa3oBaHus, UMetoLLMe Bonee- MeHee NAAOUKOBUAHYO GOPMY, MPUCYTCTBYIOLLME B SIAPAX 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 3ApaBOOXPaHEHUs, 3apayel KOTOpPOro SBAAETCA AMarHOCTUKa,
AeUeHUeE, YXOA 38 BOABHBIMKU MYKOBHCLIMAO30M. OCyLLECTBASIET TaKXKe Hay4YHO- UCCAEAOBATEABCKYHO AEATEABHOCTD.

Lienauma: cmoTtpute Bypkxoapepus.

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

YpecKoxHaa SHAOCKOMMUUYECKas racTPOCTOMUA: CMOTPUTE raCTPOCTOMUA.

IK30KPUHHAA XeAesa: 3TO0 XeAe3a, BbIAEAEHUS KOTOPOW BbIBOAATCA HEMOCPEACTBEHHO BO BHELLHIOWO 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 NOAKEAYAOUHOM XeAe3bl (MAM MaHKpeaTudeckue ¢epMeHTbl): AEKapCTBEHHbIE Npenapathl, CoAepXalune
(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. OnpepeneHUMEe 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 (CcM. 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 OPraHU3M He B COCTOSSHUU CUHTE3UpPOBaTb
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.



