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BNATOTBOPUTENbHBIN ©OH]J
«BO UMA 2 KN3HH»
MOMOLLb BONBHLIM MYKOBMUCLIMAO30OM

Bvt moavko umo Y3Haau, 4mo eaul p€6€HOK bonen MyKOGZ/lCZ/;MaOS’OM uiu
odicuoaeme nodmeepofcdeﬂwz pes3yibmamoe AdHAlU306.
bes3 COMHEHUA, 86bl WLIOKUPOBAHbBL U no0aeneHbl YMOl HOBOCMDBIO.

U xoms kaoicoyro nedenio 6 Poccus poscoaemces mpu pebenka 601bHbIX
MYKOBUCYUOO30M, MAJIO JH00€ll 3HAKOMO C 2MOU O0Ne3HbIO U ee JleUeHUeM.

Oma opowtropa nanucana 011 Mmo20, YMoodvl 0ams Omeemol Ha
80NPOCHL, KOMOPbLE 0€3 COMHEHUA 8603HUKHY M
Yy eac noumu cpasy.
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YT0 TaKOEe MYKOBHCIIUI03?

MykoBuCIII03 — 3TO HACIEACTBEHHOE 3aboyieBaHUE, KOTOpOE IOpakaeTr
IBIXaTeNbHYI0 W THIICBAPUTEIbHYIO CHCTeMBbI. [lopaxeHne MoxXeT OBITh JH000
JETOYHBIM, OO0 MUIIEBAPUTENBHBIM, HO 3a4acTyI0 00a BHJa PACCTPOMCTBA CBSI3aHBI
Mexy coboi. Takum o0pazoMm y OOJBIIMHCTBA JE€TEH MMEET MECTO CMEIIaHHas
JeroyHo-kumieyHas ¢popma MykoBucuuao3a.

Kaxnpiii w3 Hac BbigenseT ciu3b. Kak mOpaBuwiio 3TO  KUAKOE BEIECTBO,
0oOBOJIAKMBAIOLIEE M  YBIAXKHSIONIEC BHYTPEHHHE CTEHKHM OTHAEIbHBIX KaHaJIOB
Halero Ttena. Y JIIOJEH, CTpaJaloliuX MYKOBHCIMIO30M, 3Ta CJIHM3b BS3Kas H
KJIeliKas. JTa XapaKTeprCTHKa aaja 0OJIe3HU ee Ha3BaHWE: MUCUS VisqueuX (Bsizkast
CJIN3b), MyKO-BHCIIH/103. Takoe OTCYTCTBUE TEKYUYESCTH CIIM3H BBI3BIBACT 3aTPYHCHUS
MpU ABIXaHUU W B THUIICBAPUTEIBHOM TpakTe. CUMITOMBI MOTYT MPOSBUTHCS Kak
Cpasy mociie poxkaeHus: peOeHKa, Tak U B 00yiee B3pOCIOM BO3pacTe.

B HEKoTOpBIX cTpaHax MCMONB3YIOT TepMmuH Kucrosnseii ¢pudpos (Cystic Fibrosis).
Tak e 4acTo ynotpeossioT TEPMUH «MYKO0» WU «MB» BMECTO MyKOBHCIIMI03.

YT0 NponCXOaMT € AbIXaTEeJIbHOM cMCTEMOM ?

Korpa nerkue 370pOBBI, TEKydas CJIN3b IMOKPHIBAET CTEHKU JABIXATEJIBHBIX ITyTEH W
o0ecneunBaeT WX OTYUCTKY. BakTepuum u MajleHbKHE YacTHUYKH MbUIM OCEAAI0T Ha
ciusu. [log naBneHuem Bo3ayxa v Ojgaroaapsi JBUKEHHIO PECHUYEK CIM3b OCTyHaeT
B TOPJIO, YTOOBI OBITH OTKAIISIHOM MU MPOTIOYEHHOM.
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Y roped CTpajarIiuX MYKOBHCLHMIO30M 3Ta OTYMCTKA 3aTPYJHEHA HaIu4ueM
CIIMIIKOM BSI3KOM CIIM3U, KOTOpas OCTaeTcs IPUKICEHHONM K BHYTPEHHEH 4YacTH
JIETKUX, U BMECTE C HEW OCTaloTCs OaKkTepuu, KOTOpbIE TaM MOCENAI0TCs. bakrepuu
HaXOJST TaM OJIarONpUSATHYIO Cpeay AJi pa3MHOKEHUS, YTO IPUBOJUT K UHPEKLIUAM
Y Pa3JIMYHBIM BOCHAJIICHUM.

Ota cHTyalusi MOXET NMPHBECTH K OOCTPYKIMU (HETPOXOAMMOCTH) JIbIXaTEIbHBIX
Iy TEN.

YT0 NPOUCXOAUT ¢ MUILEBAPUTEIHHOM CUCTEMOM ?

VY 310pOBBIX JIOJEH MOMKENTyIO0uHasl JKeje3a BbIpa0daThIBACT MUIEBAPUTEIbHbIC
COKH, coaepkamie (epMeHTbl. JTH (PEepMEHTHI MOCTYMAIT B TOHKYIO KHUIIKY TIO
MaJ€HbKUM KaHaJlaM M y4acTBYIOT B IEPEBAPUBAHUH ITHIIH.

B cinyuae mykoBHcuMI03a ClIM3b MOCTENEHHO OJIOKHPYET MAaJCHbKUE KaHalbl,
BeAyUIMEe K KHUIIEYHHUKY. Takum 00pa3oM, MUIIEBApPUTEIbHBbIE COKM HE IONaJaroT
COBCEM WJIH MONAJAIT B HEAOCTATOYHOM KOJIMYECTBE B TOHKYIO KMIIKY, U ITUIIA HE
MOJKET OBITh OJIHOCTBIO MepeBapeHa. B koHeuHOM cuere, ATOT AEPUIMT NPUBOIUT K
HEYCBAaEMOCTH MUTATEJIbHBIX 3JIEMEHTOB U MOCIEAYIOIIEH IT0TEPE BECA.

HeKOTOpBIC ACTHU POKIAKOTCA C HEIMMPOXOANMOCTBIO KUIIICYHHUKA.
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KaxkoBbl CMMIITOMBI?

byner HECKOJNBKO HEBEPHO TOBOPUTH «CHMITOMBI» MYKOBHCIMAO3a. boJyie3Hb
MPOSIBJISIETCS. B IUMPOKOM CTenmeHW mo-pazHoMmy. Kaxaplii OOJIBHOM MpeAcTaBiIsieT
HOBYIO M JIUYHYIO KapTUHY MYKOBHUCIIMI03a. Bair peGeHOK MOXET UMETh OJWH WJIH
HECKOJIbKO CUMITOMOB TUIIMYHBIX U1 00s1e3HU. HekoTopble n3 HUX MPOSBISIOTCS C
POXKIECHUA, APYIUe — 3HAYUTEIIBHO IT03KE.

Hawunbonee pacripocTpaHeHHBIE CUMITTOMBI.
XPpOHUYECKHUH KalllEIlb

VYyaleHHo€e JpIXaHue

['ycras, ¢ TpyJ0M OTKaluIMBaeMasi ClIi3b\MOKpPOTa

Juapeu, cna3mbl, HEIPOXOAUMOCTb KUIIIEYHUKA

3aMe/JIeHue TEMIIOB pOCTa BCJIEACTBUE HETIOJTHOTO YCBOCHUSI MUIIN
AHOMAJIBHO COJIEHBIN TIOT

JKupHBI# M710X0 MaxXHYIIUI CTYJI

B mocnenctBue, MOTyT HPOSIBISTHCS IPYTHE OCIOXHEHHUS, TaKue Kak MpoOJieMbl C
[IEYEHBI0, OecIuioaue, T1a0eT. ..

Hecmotpst Ha Bce 3TH CUMOTOMBI, 0O0JIE3Hh YAaCTO MYTAIOT C ACTMOW, OpPOHXHTOM,
MTHEBMOHHEH, alyieprueil 1 HEKOTOPHIMH 3a001€BaHUSIMH MUIIEBAPUTEIHFHOTO TPAKTA.

Ilouemy Ham pedeHOK?

MykoBuCIIMI03 — HacleACTBEHHOe 3aboneBanue. Ecaum pebGeHok Ooneer
MYKOBHMCIIMJIO30M, 3TO 3HAUMUT, 4yTO 00a €ro poauTeNln mepedain emy OO0JIe3Hb.
JIOBOJIBHO 4acTO B CEMbSAX OTHUX JET€d HUKTO HHUKOIZA HE HMMEJ HU MajehIlen
npo6sieMsl. [103TOMY TpYJHO MOHSATH, KaK 00J1€3Hb HEOKHUIAHHO MPOSIBIISIETCS.

B ocHoBe MykoBHcHMI03a JEKHUT Je(eKTHbII TeH. ['eH SBIsSeTcss OCHOBHBIM
AJIEMEHTOM, KOTOPBIA NpPEACTaBIsIeT cOOOM MeHETHUYECKUH MaTepuall U OIpeleisier
XapaKTEPUCTUKN KaXXJI0TO OTHAEIBHOIO YEJIOBEKA, TAKUE KaK LBET IJa3, KOXH, POCT,
byHkuu KiIetok... ['eHpl mepenarorcsa oT poauteneid k aeTsM. Korma pebeHok
0oJeeT MyKOBHCIII030M, 3TO O3HAUaET, UYTO KAXIbI M3 €ro poAuTeNeil mepean
eMy aAeQeKTHBIN TeH, OTBETCTBEHHBIN 3a 00JIe3Hb. DTOT AEPEKTHBIA T€H HA3BIBACTCSA
«['en MykoBucumngo3a».
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Korma o6a mapthHepa siBisitorcss HocutelsiMu ['eHa MykoBuciugo3a ¥ 3a4dHAIOT
pebeHKa, MOsBISETCS BEPOSTHOCTH OJIMH K YETBIPEM, UTO y Oyaymiero pebeska oyaer
MyxkoBucuuno3. I'en MykoBucIH103a MOXKET OBITh BBISBICH YXK€ Ha TOCIETHUX
MecsIax 0epeMeHHOCTH.

Kak nepenaercsi MyKoBUCHHUI037?
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Otenr 1 Marh MEPEJAOT COOTBETCTBEHHO OJMHAKOBOE KOJIMYECTBO I'€HOB CBOEMY
pebenky. Pebenok 601pHO0NH MYKOBHCIIMIO30M HacieayeT oauHd I'en MykoBHUCITH1032a
OT CBOEro OTIla W OJWH OT cBoed Marepu. Tor, kTo Haciuemyer 2 I'ena
MykoBuCIIH103a, CTPAAAET MYKOBUCIHA030M. BOJIE3Hb MOXKET MEPEAABATHCA TOJIBKO,
€CJIM OTEeIl M MaTh UMEIOT Je(DEKTHBIN I'eH.

Tot, kT0 06MamaeT AeheKTHBIM IeHOM, Ha3bIBACTCs «HOCUTENb». HocuTens He 0oseH
MYKOBHCIIUJIO30M, HO PUCKYET Mepenarh 00JIe3Hb CBOMM JAETsAM. Eciiu BbI ABIsieTECh
HocuteneM l'ena MykoBHCHHIO3a, 3TO O3HAYAET, YTO BBl €r0 YHACJIEAOBAIA OT
OJHOTO W3 BalllMX POAUTEIIEH, KOTOPBIA B CBOKO OYEPE/lb YHACIEAOBAJ €r0 OT CBOUX
COOCTBEHHBIX POJUTEIICH U TaK Jajee. ..

BonblIMHCTBO poauTeNnel, SBISIOIIMXCA HOCUTEISIMH, HE oOpamjaroT Ha 3TO
BHUMAaHUE, TMOTOMY 4YTO HE TMPOSBISIIOT HUKAKMX CHUMIOTOMOB O0Je3HH. Takum
o0OpasoM, oHH TiepenaroT AehEKTHBIN TeH CBOUM JICTSM, HE 3Hasi 00 ITOM.

Kaxaplii reH oTBeyaeT 3a BbIPaOOTKY ONPEIECIICHHBIX OEJNKOB, W KaXXIbli OesoK
UrpaeT ocoOyr poyib B KIETKe. benok, KOTOphIi WrpaeT pemamllyr pojb B
mykoBuciuo3e, HazpiBaeTcss CFTR (TpancMeMOpaHHBIN peryyisTop MyKOBHCIIUI03a
— MBTP). I'eH, oTBeTcTBeHHBI# 3a ero cuHrtes - 310 red CF wiu ren CFTR (MBTP).
JledekT B reHe HazpIBaeTcsl MyTauus. HekoTopsle MyTaliuu O4€Hb paclpoCTPaHEHBI,
apyrue 6onee peakue. Myramust AFS08 sBnsiercsi camoit pacnpoctpaneHHoi. OnHa
npucytcTByeT B /0% ciaydaeB mykoBucuuao3a B Poccun.

Kak craBurca 1Marnos?

AHanu3 KpoBM, BKJIIOYAsl ONPEICICHUE MMMYHHOTO PEAKTHBHOIO TPHIICHHA 4Yepe3
HECKOJIBKO JHEH I10CIe POXKACHUSA, SBISETCA OJHMM U3 METOAOB JIUAarHOCTUKU
OTpe/eNieHHBIX 3a00JieBaHWM, BKIIOYas MYyKOBUCIUAO3. OJHAKO, ATOT MEpBBIN
aHalM3 TOJIbKO IIO3BOJISIET 3amoj03puTh 3abosneBaHue. OHO JOJKHO OBITh
MTOATBEPKACHO JOTIOJTHUTEIbHBIMHU
HCCIIEIOBAHUSIMU.

Yame Bcero Awar€Ho3 CTaBUTCS 1O
aHanuzam nota. OH COCTOUT B
OTpeIeTICHUH KOJIMYECTBA COJIU B TOTE.
B  caywae  mykoBuciuioza  9Ta
KOHIIEHTpaIsi B 2-5 pa3 MpeBbIIIACT
HOpPMY. AHaauM3 MOXHO  CYHUTaTh
HAJCKHBIM, €CJIM OH TMPOBOJUTCS B
OYCHb  CTPOTHX  YCIIOBHSIX B
CHeIUaIN3UPOBAHHOM IICHTPE.
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Ecan xe PE3YIIbTaT HC ABJIACTCA Y6CIII/ITCJIBHBIM, TO Bpad MOXKCT IIPOBCCTH HOBOC
HCCJICAOBAHUC. DTOT aHalIu3 OYCHb 6BICTpBIﬁ, 0e300JIC3HEHHBIN H PC3YJIbTATHI
CTaHOBSTCS U3BECTHHI B TeUueHUE 24 4acoB.

[Tocne 3TuX MUccneaoBaHu MPOBOASAT TEHETUUECKUM aHAIU3 KPOBU. JIaHHBIN aHAIIN3
ITO3BOJISIET ONPEACIUTh HATMYUE MYy TalIUH.

SABasiercsa am MYKOBHUCIOHN/I03 CCPbE3HBIM

3a200J1eBaAHHUEM ?

MyKOBUCLIUIO3 SIBIIETCS CEPbE3HOM M Ha CErOJMHAIIHUNA J€Hb HEU3JICUYUMOU
0one3Hblo, HO, Omaromapsi Bce Ooisiee W Oosiee 3(HEKTUBHBIM METO/IAaM JICUCHHS,
IPOJOJDKUTEIBLHOCTh JKM3HU TIOCTENIEHHO YBeNnu4yuBaercs. B HacTosiiee Bpems
OOJBITMHCTBO OOJIBHBIX JOCTUTAET 3pEeoro BO3pacra, IMOody4daeT o0Opa3oBaHUE,
paboTaeT M MOXKET TUTAHUPOBATH CEMBIO. ITO O3HAYAET 3HAYUTEILHOE MPOJABHKCHHEC
10 CPaBHEHUIO C TIPEIBIAYITUMHU JCCATUICTHIMHU.

Ha ceromusimauii feHh HU OAWH METOJ JICYCHHS HE MOXKET IMOJTHOCTHIO H3JICUUThH
6one3ns. Ho mpaBunbHO mpoBoaMMOe NPOPUIAKTHYECKOE JICUEHHE IO3BOJISIET
OTCPOYHTH WM U30ekKaTh 00JIEe CEPhE3HBIX MPOOIIEM.

HCCHGHOB&HHH B 00JIaCTH JICUCHHS MYKOBUCIIMA03a HAIOT HAACKIY HaWTU MCTOJ
n3JIcueHHUs O0JIE3HH.

B kakoM yxoje HyKI1aeTcsi Halll pe0eHoK?

Yrob6sl n3beraTh UM OOpOTHCS ¢ MpoOIeMaMH JIbIXaTENbHON W MHUIIEBAPUTEIHLHOM
cucTeM, peOEHOK JOKEH KaKIbli JIeHb cleoBaTh ocobomy sedeHuro. Ilo Havaiy,
MHOTUM CEMbSM MOXET OBbITh CJIOXHO M TSDKEJO 3TO BBINOJHATH. HeoOxomumo
BCErJa IUIAHUPOBAaTh CBOM JI€Hb, BBIXOJIHBIE M OTIyCKa... HO cmycts HekoTopoe
BpEMsl, TEPAlIEBTUUYECKHUE OTPAHUYCHUS] HHTETPUPYIOTCSA B PACIIOPANOK JHSA U YXKE HE
BBI3BIBAIOT CEPHE3HBIX HEYN0OCTB. ..
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JledyeHue npoo0JieM AbIXaTeJIbHOM CHCTEMBI

Appo30sIbHAsT Tepamwusi, bIXaTelbHbIE KHHE3UTEPANeBTUUCCKAC YIPAKHCHUS U
KYPCBI AHTHOMOTHKOB [T03BOJISIOT IPEIOTBPATUTH R0 W3JE€YNTH
HHOPEKIUU\OOCTPYKIIMIO IbIXaTEIbHBIX MyTel. A3p030J1 B KHHE3UTepanus (0CoObIi
BUJT (PU3HOTEPANIEeBTUUCCKUX YIPAKHEHUN, TTOMOTAIONIUX MPAaBUILHOMY JBIXaHUIO U
BBIBOJY MOKPOTHI M3 JIETKHX) MPUMEHSIOTCS KaKIbli JC€Hb BHE 3aBUCHMOCTH OT
Pa3HOBUIHOCTH HWH(PEKIMU. DTO HEOOXOIMMO [JIi TOTro, YTOOBI H30eXKaTh
OCJIO)KHEHHUH M COXPaHATh JIETKUE YNCTHIMH(HE 3a0MTHIMH MOKPOTOH).

Lenpro a3po30JIbHON (MHTANSIMOHHON) TEparuy SBISETCS W30aBJICHHE OT CIIH3H
MPUCYTCTBYIONIEH B JIETKUX. DTO MOXET OBITh JOCTUTHYTO ITyTEM YBIIAKHCHUS
JBIXaTENIbHBIX MTyTeH KaIIIMU BOABI (pacTBOpa) M BEIICCTBAMH, NMPEIHA3HAYCHHBIMH
JUIA TIPUJAHKS CIM3M TEKYYeCTH, TaK Ha3bIBAeMBIMH MYKOJUTHKaMU (K TIpUMEpY
[Tynemo3um, AmOpokcon, Dmyumyrr, ALlLl), momydaembIMH TIO CcpelncTBam
uHTAISIH. Takum o0pa3oM, MOKPOTa MOKET OBITh BhIBEACHA U3 JICTKUX JIETUe.

BpoHXHManbHBIN JpEeHAX WIM «OTYMCTKA JISTKUX\KUHE3UTEPANHsl SBISICTCS CaMOM
pactpocTpaHEeHHOW MPOPUIAKTUKOW W JODKEH IMPOBOAUTHCS KaKIbld NeHb. [1o
Havajxy, OH MPOBOIUTCS (PU3UOTEPANEeBTOM\KHHE3UTEPANIeBTOM. BrocneacTsuu,
pOIMTENM  MOTYT  MPOBOJUTH  JPEHAaX  CaMOCTOSATEIbHO,  OOYYMBLIUCH
MpPEABAPUTEIIbHO KUHE3UTEpanuu y creuuaiucToB. [lo3xke, peOEHOK MOXKET cam
[IOHEMHOI'Y 3aHUMATbCS 9TUM, KaK TOJIBKO OH HayYUTCs HEKOTOPBIM TEXHUKAM.
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[Tpy HEOOXOJUMOCTH, IOKTOP BBHINMKUCHIBAET AHTHOMOTHKM B BHJIC CHPOINA HIIH
KarcyJs, pacTBOpa a3po30Jis WU BHYTPUBCHHO. JIedeHnEe aHTHOMOTHKAMU SIBISICTCS
HanboJiee YacThIM SBJICHHUEM, KacaTeJIbHO JeTed, 00abHBIX MyKkoBHUCIHI030M. Bac
HE JIOJDKHO CMyIaTh, YTO Baml PeOCHOK HAMHOIO Yalle MOJy4aeT IOJI00HbIe
npenapatsl, YeM o0bruHbIC AeTh. K coxkaneHuto, 0e3 aHTHOMOTUKO-TEpariy B CIydae
MYKOBHCIIH]103a HE O0OUTHUCH.

Henb3st momyckaTh, 94TOOBI y OOJBHOIO MYKOBHCIIMIO030M pa3BHUBajiach HHQMEKITHS.
3aMeHa aHTHOMOTHKOB  TIO3BOJSIET  YMEHBIIUTH  PHUCK  COMPOTHUBISEMOCTH
(pE3UCTEHTHOCTH) K HUM.

JledyeHue npooJieM NuIeBapuTeJIbHOM CHCTEMbI

Jleuenne mpoOiieM MHINEBAPEHbS HAIEIEHO Ha TO, YTOOBI OOECIEeYUThH JydIlee
YCBOEHUE IMUIIA U HOPMaJbHBIH POCT OpraHu3Ma. JTOT aCIeKT JICUCHHS BaXKCH, TaK
KaK MMUATaHWE UTPACT BAXKHYIO POJb B HOPMAJIbHOM (DYHKIIMOHUPOBAHUM JIETKHX U B
00IIIeM COCTOSIHUU peOeHKa.

Cno>)XHOCTM YCBOEHMS MNHINA MPUBOJAT K BbIPAOOTKE MEHBUIEH OJHEpruu, a
HHEepreTudecKre NoTpeOHOCTH YEJI0BEKa, CTPAJAIOIIEero MyKOBUCIMI030M, SIBIISIOTCS
Oosnee 3HauuTenbHBIMU. [loaTOMy Bam peGEHOK HyXAaeTcsd B JUETE C BBICOKUM
COJIEP’)KaHUEM KUPOB U KAJTIOPUM.
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Tak ke TPONMUCHIBAIOTCS  BUTAMUHBI.  BONBIIMHCTBO  JAeTeH, OOJeroUMX
MYKOBHUCITMIO30M, JOJ/DKHBI TPUHUMATh Karcylsbl (MaHKpeaTndecknx) (EepMEHTOB
nopKeayaodHoi skene3bl (KpeoH) B Kakaplii mpueM MWLM IS 00CCIeUYCHHUS
XOpOUIErO MUILEBAPEHUS U JTYUILIETO YCBOSHUS MUILIH.

B ciydae cumapHOM TIpOCTYIbI, TeMIepaTypbl WM CHJIBHONW aKTHUBHOCTH, JICTH
TOJDKHBI TIOTPEOJIATh OOJIbIIIee KOJMMYECTBO COJM, TaK KaK W3-3a CHCIUPUKH
3a00JI€BaHUSI COJIb W3 OpTaHW3Ma BBIBOJWTCS Ky/la WHTEHCHBHEE W B OOJIBITUX
KOJIMYECTBaX, Ye€M Yy 3JI0pOBbIX JroAel. Tak ke JeTsM C MYKOBHUCIUI030M
PEKOMEHIyeTC S IOTPEOJIATh MHOTO KUIKOCTH, YTOOBI N30€KaTh 00€3BOKHBAHUS.
[lequaTp M AWETOJIOT MOTYT Bac MPOKOHCYJIHTUPOBATh HACYET COATTAHCHPOBAHHOM
JUETHl ¥ BCEBO3MOXHBIX IMHIIEBBIX JOOABOK (BHICOKOKAJIOPUWHOTO IMUTAHUs, TAKOTO
kak Kampurelik, Hyrpunpuak n CkaHIUIIEHK).

Bri Haﬁ,Z[CTC OoubIIIe I/IH(bOpMa]_II/II/I K&C&IOIHCI\(JICH 9TOTI'O aCIICKTa JICUCHU B 6pOIIIIOpC
«HYTpI/ITI/IBHaSI TCpalus MantuCHTOB ¢ MYKOBUCHHUA030M>.

IeHTpHI, CIEMUAJU3HPYIOIIHECH [0 MYKOBHCIIHI03Y

B HEKOTOpBIX KpPYMHBIX OOJIEHUIIAX €CTh IIEHTPHI, CHECIHATH3UPYIOIUECS 10
MYKOBHCIIU103Y. [1allueHThl, UIX CEMbH M OTIEKYHBI MOTYT TyAa OOpaTHTHCS, YTOOBI
HAWTH OTBETHI Ha CBOM BONPOCH M MpoOJeMbl. B ATHX IEeHTpax Bpayu pabOTaloT,
9TOOBI 00ECTIEYHTD JTy4Iliee JCUECHUE JIIOIIM, OOJIHHBIM MYKOBHCIIHIO30M.

I[J'IH TOIO, YTOOBI 00ECIIEYNTh ONTHMAILHOE Ha6J'IIOIIeHI/IC 3a 60J'I€3HI)IO, KCJIATCIbHO
IMPpOXOAUTh KaK MHUHHMYM TPH pa3a B I'OJ MOJIHBIN OCMOTp B LCHTPC U PCryJIsIPHO
O6paHlaTBCH K Pa3JIMYHbIM CIICIHIHAJINCTAM

10
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OcHOBBIBasICb Ha TaKOM MOHHMTOPHMHIE W Ha pe3yJbTaTaX aHaJIW30B, MOXHO
PEeryJIIpHO KOPPEKTUPOBATh JICUCHHUE B COOTBETCTBHMU C HYXXJIaMH TamueHTa. YUto
KacaeTcsl MOBCEAHEBHBIX MPOOJIeM, IIEHTP MOXXET TakK)Ke TOTOBUTh PEKOMEHJIAIMKU U
BBIIIUCKK O TMOTPEeOHOCTAX Bamiero peOCHKa B KU3HEHHO-HEOOXOIUMBIX
JIEKapCTBEHHBIX IIpernapaTax, B3auMOoeHCTBOBATh C BaIllMM PalOHHBIM BpauoOM WJIU C
OOJIbHMIIEH, TJIe Bl OOBIYHO HAOJII0/IaeTeCh JJIS TOTO, YTOOBI Ball PeOCHOK BCera
MOJTyJaJT JTydIriee JICUCHNUe.

st Gosee moTHOW WHGOpPMAIIMK  KacaTeIbHO aJpECcOB IIEHTPOB BBI MOXKETE
0o0paTUTHCS HA CAMT HAICH MalMEeHTCKOM opranu3anun WWw.cfhelp.ru.

A KaKOBBI PacxoabI?

MHuorue poauTtenn 00eCIOKOEHbI, CTAIKHBASICh C Pa3MEPOM PacX0/I0B, HEOOXOAMMBIX
Ha JieyeHne. Kakue nekapcTBeHHBIE TIpenapaThl MPeJ0CTaBISIOTCS OeCIIaTHO?
[TarueHTHI ¢ MYKOBHUCIHIO30M OOECIICUMBAIOTCS JIEKAPCTBEHHBIMU CPEICTBAMU W3
Pa3HbIX UCTOYHUKOB!

1. IIpenapatom Ilynemo3um — obecriednBarOTCsl B COOTBETCTBUU ¢ PacmopspkeHnem
[TpaButensctBa PO Nel328-P or 02.10.2007 (cratbeii 85.1). ITyapmo3um Moryt
[oJlyyaTh BCE NAIUEHTHl C MYKOBHCIMJIO30M BHE 3aBUCHMOCTH YCTAHOBJIEHA
WHBAJUIHOCTD UJTU HET.

2. llpenmapatamu, Bxoxdamumu B coucok JJIO obecneunBarorcs OoJbHBIE
MYKOBHMCIIMJIO30M, HMMEIOLME WHBAIMIHOCTh IPU HAJMYMU y HUX PEKOMEHAALNN
CHELMAIMCTOB Ha 3TU Hpemnaparbl. Beigatorcss B coorBerctBuu ¢ denepaabHbIMU
3akoHaMu. Nel22-®d3 ot 22.08.2004, Nel78-d3 ot 17.07.1999, No230-d3 ot
18.10.2007.
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BNATOTBOPUTENbHBIN ©OH]J
«BO UMA 2 KN3HH»
MOMOLLb BONBHLIM MYKOBMUCLIMAO30OM

Couckn IJIO mepuoamvecku nepecMarpuBarorcs. Ceilldac B HETO BXOIAT TaKHE
6a3oBsbie npemnapathl kak KPEOH, Ypcocan, AL u apyrue.

3. [pyrue KU3HEHHO-BaXKHBIC TpEMapaThl, BXOISAIIME B CTaHAAPTHl JICUCHUS
OOJBHBIX MYKOBUCLIH030M, yTBepkaeHHble M3CP. Moryt obecnieunBaThCs 3a CHET
CPEIICTB PETHOHAIBHBIX OIOJI)KETOB B COOTBETCTBUU C MECTHBIM 3aKOHOJIATEIHCTBOM.
Pernonsl camoCTOSTENHHO YCTAaHABIMBAIOT Takue cucku. Hanbosee yacTo B CIUCKH
MOTNAal0T  BHYTPUBECHHBIC  AHTUOMOTHKH, AHTUOMOTHKH  TEPOPAIbHBIE |
WHTaJISIIUOHHbIC, U JPYTUE MpEenaparhl.

B mHacrosmiee BpeMs HIET MpoIecc H3MEHEHHS 3aKOHOAATENLCTBA B cdepe
JeKapCcTBEHHOTO obOecnieueHus. [locneqHre naHHbIe MO 3TOMY BOIMPOCY BBl MOXKETE
HAWTH Ha caliTe Halel opraHu3aum 1o aapecy wWww.cfhelp.ru.

Ecau 3aTpaThbl HAa JICUCHUC OCTAIOTCA IIO-IIPCIKHCMY BBLICOKMMM, BBl MOJKCTC IIOHAATh
3a4BJICHUC HA IMOJIYUCHUC d)HHaHCOBOﬁ IIOMOIIIN OT HAIICTO (DOHI[EI www.cfcf.ru.

Pe3yjbTaTbl HAYUYHBIX HCCJIET0BAHUN

Haqume HCCICAOBAHUA B o01acTu MYKOBHUCIIHA03a IIPOBOIATCA B PA3HBIX
HaITpaBJICHUAX.

B 1989, nedexTHbIi I'eH, OTBETCTBEHHBIM 32 MYKOBHUCITIH103, OB 0OHapyxeH. C Tex
IIOpP MOXKHO OBLIIO OBl JJOCTHYh OIPOMHOTO IMporpecca. Jlydiiee monnmanue aedexra
ITO3BOJIMJIO JTYUIIIE COPUEHTUPOBATH UCCIICIOBAHMUS.

HoBrie MeTonbl HaxomsaTcs B cTaauu pa3padotku. K mpumepy, B TeHHOHN Tepamuu
IIBITAIOTCS] BBECTU T€H-KOPPEKTOP B 4ACTH KIIETOK JIETKOTO.
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BNATOTBOPUTENbHBIN ©OH]J
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MOMOLLb BONBHLIM MYKOBMUCLIMAO30OM

Ha cerognsmHuii 1eHb, CyIIECTBYIOWIAS TEpanus MOCTOSHHO YCOBEPILIEHCTBYETCH.
N3yyarorcs HOBbIE MIPOIYKTHI, BIUSIIONIME HA TMPUYUHBI U CIIEACTBUS 00yie3HU. ECTh
HaJEXKIa.

CeronHsi, Kak HUKOTJIa, BaKHO, YTO BbI JaeTe peOCHKY Jydliee Je4YeHue, 4ToObl OH
MOT KOTr1a-HUOY/Ib MOJYyYUTh TEPAnuio Oy IyIIero.

A 410 3aBTpa”?

Kak u Bce poaurenu, Bbl 3a1aere ceOe BONPOCHl O OyAyIleM Balliero pedeHka. Jto
HOpMaJIbHO. HUKTO He 3HaeT HaBepHSAKA HU TOTO, YTO KJET B OyAylIEM, HU TOTO, KaK
0ose3Hp OyneT pa3BUBAThCS, TaK KaKk MYKOBHUCIIHI03 MPOSBISIETCS MO-Pa3HOMY Y
Kaxxgoro pedenka. Ho 3naiite, uto OyayT pa3paboTaHbl HOBBIE METOMBI JICUCHUS H
Ball pPEOEHOK CMOXET HMHU BOCIOJb30BaThcsl. IlocTerneHHO BbI NMPHUBBIKHETE K
cuMnTOMaM 00j1e3HU. Bbl ObIcTpO HayuuTeCh OOHAPYKUBATh MaJEHIyIO IPOOIEMy U
CMOJKETE MPaBUIBHO M COOTBETCTBYIOLIMM 00pa3oM pearupoBaTh. ITO MPUAACT BaM
YBEPEHHOCTH.

BbI HayuHTECh )KUTh B HACTOSIIIIEM M UCIIOJIB30BaTh KaXKAblii MOMEHT, KOTa BCE UIET
XOpOoUIO.

N3-3a Oome3nm BameMy peOeHKY TpeOyeTcss OT Bac OOJbIlle BHUMAHMUS.
[TocTapaiiTech, HAacKOJIbKO 3TO BO3MOXKHO, HE CIHMIIKOM €ro OajoBaTh U HE
ype3MepHo obOeperarh. [lpITaliTech €ro BOCHUTHIBATH B CAMOW «HOPMAJTBHOM»
00CTaHOBKE, HACKOJBKO 3TO BO3MOXHO. PebeHky, OoJieromeMy MyKOBUCLUUI030M,
KaK U BCEM JIPYTHM JAETsIM, HEOOXOAMMBI MpaBWJIa U OTPaHUYCHHsI, KOTOPbIE OH HE
JOJHKEH HapyIllaTh, 4TOOBI BBIPACTH, CTaTh YPaBHOBEIICHHBIM M OTBETCTBEHHBIM
B3pOCJIBIM  YE€JOBEKOM. YjensiTe BamieMy peOeHKy BHHUMaHuUE U JaBaiite
HEOOXOAMMOE TEIUIO, HO TaK K€ He 3a0bIBaiiTe 0 ceOe U OCTAbHBIX WICHAX Ballel
CEMbH.
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BNATOTBOPUTENbHBIN ©OH]J
@b «BO UMA 2 KN3HH»
MOMOLLb BONBHLIM MYKOBMUCLIMAO30OM

Bo1 He o1HM

OObsaBIEeHNE AMAarHO3a — HACTOSIIEE UCTIBITAHUE IS POAUTENeii. Bel MOKUpOBaHHI,
PacCTpOEHbI, OrOpYEHbI, 00ECIIOKOEHBI, BCTPEBOKEHHI. .. Uepe3 HEKOTOPblE MOMEHTHI
OCOOEHHO TPYJIHO, OOJE3HEHHO NPOXOAUThb. ['OBOPUTE OTKPHITO O TOM, YTO BacC
OecroKouT, O BalMX MpoOieMax, TPEBOrax, COMHEHHUSAX, BOIPOCAax C BallUM
OKPYKEHHEM, OTO IIO3BOJIUT BaM JIEr4e HAUTU IOMOILb, MOLNEPKKY U PELICHUS.
BaxxHo, yTOOBI BBl MOTJIM BbIpaXkaTh Ballld 4yBcTBAa. OJHHU MOJAraroTcs Ha CBOUX
POJICTBEHHUKOB, UX CEMbH, Apy3ed U Kosuier. Jlpyrue ke 3aMbIKaloTCsi B cebe U
cBoeM rope. B mo0Oom ciydae, 3HaiiTe, YTO CyIIECTBYeT Hallla acCOLMalus -
Mexpernonanbuass QOOmecrBenHass Opranmsanus «Ilomompb  00JbHBIM
MYKOBHCUMI030M» U cymiecTByeT Haml buarorBopureinbHbiii ¢onx «Bo ums
sku3H» Ilomomb 00JBHBIM MyKoOBHCHHMAO030M». He crecHsiiTech 3anaBaTh
BONPOCHl M BBIpAXATh BallM 4yBCTBA. llepcoHanm ¢oHma Takke CMOXET Bac
MOJJIEPKaTh U MPEAOCTABUTh BaM HEOOXOAUMYIO HH(OPMALIUIO.




BNATOTBOPUTENbHBIN ©OH]J
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MOMOLLb BONBHLIM MYKOBMUCLIMAO30OM

MexperuonanbHas O6mectBeHHas Opranuzanus «llomonrs 60IbHBIM MYKOBHUCITU-
J030M»  BaM  TIOMOXET, TMpeAOoCTaBiisiss BaM  WHGOPMAIMIO,  COBETHI,
MICUXOJIOTUYECKYIO TOJJIEPKKY, KOHKPETHYIO MOMOIIb, 3AIIMINAS Ballld UHTEPECHI.
Bl Moxere cBsA3aThCs € HaMu 10 TenedoHY, OTHPABUTh HaM MHCHMO,
MPOKOHCYJIBTUPOBATHCS Ha HaIeM caiite 1o aapecy www.cfhelp.ru.

B KaXXIO0M PCTUOHE €CTb CCMbU C NCTHbMU, 60JI€IOHII/IMI/I MYKOBHUCIIMIO30M, I'OTOBBIC
BacC BBICIYIIATh, MOAACPIKATDL, Pa3ACJUTh C BaMHU TO, 4CPE3 YTO BbI IIPOXOJUTC U B
onpe):[eﬂeHHoﬁ CTCIICHN OTBCTHUTH HA BAalllK BOIIPOCHI.

(MA) Me:xpernonanbHasi O6mecrseHnass Opranuzanusi
Lo / «Ilomomb 60ILHEIM MyKOBHCIIHI030M>

"
Tenedon: +7-916-313 8153
e-mail: miv20@mail.ru

www.cfhelp.ru

baarorsopureabHblil poua «Bo ums KuzHu»
IHomoub 00J1bHBIM MYKOBHCIHA030M

Teaedon: +7-917-552 09 18
e-mail: info@cfcf.ru
www.cfcf.ru
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Jlekcuka

a3p030.ib. MapooOpa3HbId  PAacTBOP, COCTOAIMIUNA B OOJBITUHCTBE
Clly4aeB U3 pa30aBIICHHBIX MpemapaToB. OJTOT PpacTBOP
MpeIHA3HAYCH IS TOTO, YTOOBI IOCTUTATh TTyOWHBI JIETKHX
Y BBOJIUTCS C TIOMOIIBIO UHTAJISITOPA.

AHTHOMOTHK: BCIICCTBO, IIOCTYyIIArOICC B OpraHu3M I TOTO, YTOOBI
Y6I/ITB 6aKTepI/II/I U IIPCILITCTBOBATh UX PA3MHOKCHHUIO.

O0akrTepus: IJIeCeHb, MHUKPOO. MUKPOCKOMMYKECKUNA OJIHOKJICTOYHBIN
OpraHu3M, BbI3BIBAIOIIUM pa3uuHbie UHPEKIUN.

OpOHXOJINTHYECKOE CPeICTBO. CPEICTBO, KOTOPOE TIO3BOJIICT  PACIIUPUTH
JBIXaTeIbHbIC MyTH, B OOJBIIMHCTBE CIIy4acB BBOJUTCS C
nomonibio a3po3oiist (bepoayan)

CFTR (MBTP): COKpalllEHHE OT «TpacmeMOpaHHBIit peryusaTop
MyKOBUCLIHI03a». [I[pUunHOil  MyKOBHCLIMI03a  SIBIISIETCS
nedpextabii ren CFTR  (MBTP), koTopwlii  OOBIYHO
Ha3biBalOT ['eH MyKoBHCIIMZO03a U KOTOPBIN OIpeaeseT
bynkuuro Oenka CFTR. benok CFTR wurpaer poib
XJIOPUIHOTO KaHalla U y4acTBYET B BOJIHO-COJIEBOM OOMEHE
BHYTPH KJICTOK.

XPOMOCOMBI: HEeOOIbIINE MAaTOYKOBUIHBIC TEJbIA, HAXOAAIIUECS B sIAPE
KJICTKA ©  SBISIOUIMECS HOCHTENSIMH  TE€HETHUYECKHUX
npuszHakoB. YemoBek umeer 23 mapel xpomocoMm ([eH
MYKOBHUCITII03a HAXOUTCS HA /01 XpOMOCOME).

XPOHUYECKHH: MEJIEHHBIN, PA3BUBAOIIMKCS MEIJIEHHO. MyKOBUCUIHA03 —
XpOHHYECKast 00Jie3Hb (B MPOTHBOIOIOXKHOCTH OCTPOH).

ne3MH(UIHPOBATH! YUCTUT, OYMIIATH, YHUYTOXKATh MH(DEKIHIO,
MPUCYTCTBYIOIIYIO B OKPY>KAIOILIEH Cpee.

JApeHa’K, ABTOTeHHbIH APeHaX . OTYUCTKA OT CJAMU3M.
Peubr mper o6 ocobom meToze, ¢ MOMOIIb KOTOpPOro 0e3
MTOMOIIIN TPETHETO JINIA MOKHO  KOHTPOJUPOBATh  CBOU
Kameiab, a C TIOMOIIBI0 CHEIMU(PUUSCKUX JBIXaTeIbHBIX
YIPa)KHEHUIA BBIBOJUTH CJIH3b,
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NPUCYTCTBYIOIIYIO B  JISTKUX HM  OTXapKUBaTh  €¢
(Kunesureparusi).

IHAOKPHHBI. OHAOKPHUHHBIC JKCJIC3BI — JTO JKCJIC3bI BHIIOKpHHHOP'I
CUCTCMBI, KOTOPLIC BI)Ipa6aTBIBaI-OT COKH, IIOTJIOIIaCMBIC
KPOBbIO UJIN TKAHSMMU. HpOTI/IBOHOHO}KHOCTB 9K30KpHUHAaM.

(epMeHTHI: BEIIIECTBA, BhIpAOAThIBAEMbIE OPTAaHU3MOM U HANpPaBICHHBIC
HA AKTUBAllMI0O XUMHUYECKOW peakuuu. B  cioyuae
MOJDKEITYIOYHON  JKeJe3bl, BbhIpadaThiBaeMbie  (HepMEHTHI
HEOOXOUMBI U1 TTUIICBAPEHUSI.

IK30KPHHBI: HK30KPUHHBIC JKEJEe3bl — OTO JKEJe3bl AK30KPUHHOM
CHUCTEMbI, KOTOpPbIE BHIPA0ATHIBAIOT COKU, BBIXOIST HAPYXKY.
B cinydae MykoBHCIMAO3a 3TH >KeJe3bl BbIPAOATHIBAIOT
BA3KYIO CJIN3b (K IPUMEPY, CIIM3b, KOTOpasi MOKPHIBACT
JIBIXaTeJIbHBIC MyTH U KaHAJIbI TIO/HKETYI0YHOM JKeJIe3bl).

reH: OCHOBHOM DJIEMEHT, KOTOPBIM COCTaBJIIET Marepuall,
ONPENCISIIOIMNA  XapAaKTEPUCTUKA  KAXIOTO  YKHUBOTO
CyllecTBa

TUrHeHa: KOMIUIEKC Mep, HEOOXOAMMBIA [UIsl yXoJa 3a TeJoM,

OKpYyXXalollleld Cpelol UM  HCMOJb3yeMBbIX  OOBEKTOB.
[To3BomsieT MpenoTBpaTUTh NH(EKITHH.

UHpeKnus: 3apakeHne  OakTepusiMM WM BUPYCaMH, KOTOpPHIE
IPOBOLIUPYIOT OOJIE3Hb.

[ lleus meconial: HENPOXOANMOCTh KUIIICUHUKA MTPH POKICHUH.

KHHe3UTepanus: COCTaBJISICT UHTErPAIbHYIO YaCTh JICYEHHUS] MyKOBHUCIIH103a.
CocTouT U3 KOMIUIEKCa (PU3NYECKUX YOPAKHECHUN WU
TEXHUK, HANpPaBICHHBIX HAa OTYUCTKY OpPOHXOB (IpeHax)
JUISL TOTO, YTOOBI yIy4UTh KaueCTBO TPYJHOTO JbIXaHus. B
o0mieM, OHa HampaBieHa Ha yJIy4IIeHHE COCTOSHUS
00JIe3HEN, UCTIONIBb3Ys CBOM (PU3UYECKHE PECYPCHI.

MEKOHMM. KOPpHUYHEBATOC BCIICCTBO, BBIpa6aTBIBaIOH_[eeC$I B
KHIOICYHUKC IUIoAa OO CPOKa, KOTOPOC MABJIACTCA IICPBBIM

CTYJIOM HOBOPOXKACHHOTO.

MYKOJIMTHK: BCIICCTBO, CIOyzKallCC I IMPpUIaHUA CIIN3U TCKYUYCCTH.
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CJIM3b! KHUIKOCTh (OOBIYHO Tpo3payHas) OOBOJIAKMBAMOIIAS U
CITy aras JJis 3allUThl TOBEPXHOCTH PA3IMYHBIX OPTraHOB.

OKKJIKO3HSI: HEMPOXOIUMOCTh ( K TPUMEPY IbIXaTeIbHBIX MYTCH WM
KUIICYHUKA).
MO/IKeJTY/I0YHAS JKeJie3a: JKele3a MPOJ0aroBaToll (GOpMbI, KOTOpas HAXOIUTCS

3a KEIyIKOM U BbIpabaThiBaeT (hepMEHTHl HEOOXOAMMBIE
JUTS IATIEBAPEHUSI.

pseudomonas: CHHErHoiiHasi mnaJjiouka— OakTepusi, KOTOpas dYacTo
BCTpeuaeTcs y O0JIbHBIX MYKOBUCIIUI030M

peHTreHorpadusi: CHUMOK OpraHa, K TpUMeEpy, JErKuX, MO03BOJSIONIAs
JIOKAIN30BaTh MHQEKIHUHU, HEMPOXOJUMOCTH WIH APyTrHe
TUC(YHKITUHU.

peneccUuBHBIN: TEPMUH U3 00JIaCTU TEHETHKU. PelecCHBHBIA XapakTep

IIPOSIBIISICTCS Y YEJNOBEKA, €CIIM OH YHACJIEI0BAJl OT KaXI0ro
U3 CBOMX POJWTEJEH T'€H OTBETCTBEHHBIN 3a 3T0. PebeHok
0oseeT MyKOBUCIIMIO30M, €CIIM €70 OTE€Ll U MaTb €My
OJTHOBPEMEHHO nepenanu I'en MyxkoBucumao3a,
HOCUTEIISIMA KOTOPOT'O OHU COOTBETCTBEHHO SIBJIIFOTCS.

¢pu3noIorHYecKHii pacTBop: crepwibHbli  pactBop  (NACL  0,9%),
UCTIONB3YEMBI ISl YBIQKHEHUS JBIXaTEIbHBIX IyTeH U
JIETKUX, a TaK e JUIs pa30aBieHusI HEKOTOPBIX MPENapaTos.

reHHasi Tepanus: TCHHas Tepamusi COCTOUT B TOM, YTOOBI TepenaTh
HOPMaJbHBIH TE€H B ONPEICICHHBIE KICTKH, C LEJbI0
CKOPpPEKTUPOBAaTh  (PYHKIMIO BBI3BAHHYIO  J1e(DEKTHBIM
reHOM. ['eHHas Teparus 1oKa 4To He MPUMEHSIETCS B
00J1aCTH MYKOBHUCITHI034.

TPUIICHH: TPUIICUH — 3TO OAWMH U3 (PEPMEHTOB MHUIIEBAPEHMUS,
BBIICTISIEMBIA  TTOKETYAOUHOM kene30ii. OH  cmocoOeH
pacuieriATh OEIKU B KETYIKE.

AHAIN3 KPOBH. MCAUIMHCKOC HCCIICOIOBAHUC, II0O3BOJLIOMICC OIIPCACIUTD
IO KOHOCHTpaAalnuu COJIM B KpPOBH, OoJIEH M KTO-TO
MYKOBHUCIIHMI030M.
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