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OCOBEHHOCTHU TEYEHUS U OCJOKHEHUM

MYKOBUCIUIO3A B 3ABUCUMOCTHU OT BO3PACTA

Pycmamoe Mapooukyn Pycmamosuu - 00kmop MeOuyuHCcKux Hayx,
npocgheccop;
Camapranockuii 20¢y0apcmeenHblil MeOUYUHCKUL YHugepcumen,

2. Camaprano, Pecnybnuxa Y3oexucman

AHHOTAUMSA: MyKosucyuooz (MB) - Hacnedcmeennoe 3abonesanue,
00YCN08/IeHHOECUCINEMHOU OUCHYHKYUel IK30KPUHHBIX dcene3. Mykosucyuoos
Haubonee pAcnpocmMpaHer cpeou Jauy e8poneoudHol pacvl, HO Cay4au
3abo0ne8anus 3apecucmpuposansvl y npedcmaeumeneti e6cex pac. Cpeou
e8pONeoUOH020 HACeNeHUsl pecucmpupyemcs 00un cayuai 3abonesanus Ha 2000
- 3000 HoBOpOIHCOCHHBIX, A CpedU HePHO20 APPUKAHCKO20 U ANOHCKO20 HACEIeHUs
e2o wacmoma cocmasnsem oour cayyau Ha 100 molicau.

Knroueswvie cnosa: MyKOGMCb;MOOS’, IK3O0KPUHHAA YACMb, CEKpem, Jicejle3bl.

bonesnr BmepBeie OblIa oOMMCaHa CpaBHUTEIBLHO HemaBHO, B 1938 .
[Tatonoroanarom J[lopotu AHzmepceH omnucajga KHCTO3HYIO JEreHepaluio
IO/XKEYTOYHON JKEJIE3bl B COUETAHUM C JIETOYHOW MATOJOTHEN Yy MaJICHbKUX
nereii [1]. Torma Bo3HMKIIO aHriauiickoe HasBanue Oosiesu - Cystic fibrosis
(xucto3HbIi GUuOpo3). B 1946 r. Farber nmpemynoxun repmuH "MykoBucuumao3" (T
JaT. mucus - ClIU3b, VISCUS - BSI3KMi1), yKa3blBasi HA POJb MOBBIIIEHUS BS3KOCTH
AKCKpETa, BBIJEISEMOro 3K30KpUHHBIMU kene3amu. OJHako €llle paHblie, B
CTApUHHBIX HEMEIKUX CKa3aHUsX, YKa3bIBAJIOCh, YTO €CJIM MU MOIleTye pedeHKa
OIIYIIAETCS COJIEHBIN MPUBKYC, peOeHOK 00peueH [2]. MyKoBUCIIN 103 TOpaXKaeT
SK30KPHHHYIO acTh IMOKEITYIOYHOW >Kele3bl. B CBS3M C 3THM MBI MOXKEM
paccMaTpuBaTh MYKOBCIIM03, KaK OJHY W3 MPUYUH TOSBICHUS CaxapHOTO
nuabera y nered. Bwicokas pacmpocTpaHEHHOCTh 3a00Ji€BaHMS, BBIPAKEHHAS
TEHACHIUS K JaJbHEHIIIEMY POCTY, TSKEIOMY IPOrPECCHPYIONIEMY TEUCHHUIO,

paHHAA HWHBAJIUAW3AIWA 34 CUCT PA3JIMYHBIX OCJIO)KHEHUM CTaBSIT caxapHLIﬁ

60

——
| —



ISSN:3060-4567 Modern education and development

nuabeT B OAMH PSAJ C BaXHEUIIMMH MpoOJieMaMyd MEAUIIMHBI U TPeOyIoT

JAJbHEWIIEr0o H3y4YEHUS NAaTOrCHETUYECKHMX MEXAaHM3MOB €ro pa3BUTHUS H
nporpeccupoBanus [3].

Kaxnpiii  nBaguareiii  eBporeeln]  SIBIAETCS ~ HOCUTEIEM  I'eHa
MYKOBHUCIH/103a, IPY 3TOM, €CIIH Y 00OUX POAUTENEH €CTh TaKOM I'eH, TO IIAHC
poxaeHuss OonpHOro pebenkacocrabisger 25%. B Poccum mykoBucuuaos
nuarHoctupyercst y ogHoro u3 5000 noBopoxzaenusix. B EBpone n CeBepHoii
AMepuke MYKOBHCIIHMI03 BcTpedaeTcss B 1 ciaydae Ha 2500 HOBOPOXXICHHBIX,
TorJa Kak 3abosneBaeMocTs UM B A¢dpuke u B A3un Huzkas.Hactora poxxaeHus
nereit ¢ aroit OonesHwio cocrasisger 0,5%. Ilo ee BuHe mpoucxomut ao 6%
cMepTell B paHHEM JIeTCKOM Bo3pacTe. bomee Toro, OOibHBIE 3a4acTyro
KUBYT3HAYUTEIBHO MEHBbIIIE CBEPCTHHUKOB.
B mpouuiom cuuTanocte, 4YTO 3TO 3a00J€BaHUE TOpa)XaeT JIerKue W
NUIIEBAPUTENbHYIOCUCTEMY, OJIHAKO CeWyac M3BECTHO, YTO OHO 3aTParvBaeT
OOJIBIIMHCTBO OPTaHOB.

['eHeTHyeCKH  JI€TEPMUHUPOBAHHOE HAPYIIEHHE  BBIIEIUTEIBHOM
(YHKIMM SK30KPUHHBIX JK€JI€3, B OCHOBHOM JbIXaTE€JIbHOW CHCTEMBI H
KEITYZJOYHOKHUIIEYHOr0 TpakTa. BbI3bIBaeTcsd MyTalUsMH T'€Ha, KOJUPYIOLIETO
meMOpanubii  Oennok CFTR, KOTOpBIMSBIAETCS KaHAJIOM HWOHOB XJIOpa B
MeMOpaHax SMUTENUANIbHBIX KJIETOK, PETYISTOPOM JPYrUX MOHHBIX KaHAJIOB, a
TaK)ke OTBEYaEeT 3a TPAaHCIOPT OMKapOoHaTOB. OTCYTCTBUE CHHTE3a WU CUHTE3
NaTOJIOTUYECKOro Oeka BbI3bIBAaET OJI0KaAy JIMOO yXyAILIEHHE TPAHCIIOPTa XJI0pa
U3 KIETKU W TOBBbIIIEHHE OcopOuuu HaTpus B KIETKY, YTO MNPUBOAUT K
YMEHBIIEHUIO COAEp’KaHUS BOJAbl B CEKpETax SK30KPUHHBIX kene3. Huzkwuii
o0beM  MapauWIMapHOM  KUAKOCTH, BBIAEISEMON  JMNUTENIHUEM, JIelaeT
HEBO3MOXHOM a/IeKBaTHOE CIHM3UCTO-LIMJIMAPHOE OYMIIEHHE, a BBICOKas
koHrnentpauss NaCl u wusmenenne pH cekpera CHIKAIOT aKTHMBHOCTh
aHTHOAKTEepHAIbHBIX MENTHI0B.

IIo MHEHUIO psiia aBTOPOB, IOBBIIIEHWE YPOBHS MMMYHOPEAKTUBHOI'O
TpUIICUHOTeHa Ipu MB, nNpoucxoauT B pe3yibTare 3aKyHOpPKH IPOTOKOB

MaHKPCATUICCKUX JKCJIC3 BA3KHUM CCKPCTOM, YTO MPCIATCTBYCT IPOHUKHOBCHHUTIO
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TPUIICHUHOI'CHA B ITPOCBCT TOHKOI'O KHIICYHUKA, I'’IC OH B HOPMC IMPCBPAIIACTCA B

TPUIICUH. DTO MPUBOAUT K BEIOPOCY TPUTICHHOTEHA B KPOBbB [4].

Kpome  Toro, mnpuumnHoit! mnoBbiiennss  ypoBus  HWPT  B.
KPOBUHOBOPOXKJIEHHBIX, MOMHUMO MB, MoxeT OBbITh psJ BpPOXKACHHBIX U
HACJIEICTBEHHBIX NATOJIOTMM, TAKUX KaK: BHYTPUYTpOOHAas TMIIOKCHS IUIOAA,
BHYTPUYTpPOOHBbIE HH(EKLNH, TEepUHATAIbHBIA CTpPECC, HE3PENOCTh IUIOAA,
KOHBIOTallMOHHAS JKEJITyXa HOBOPOXKJIECHHBIX, XPOMOCOMHBIE ITEPECTPOUKH U JIp.,
a TaK)Ke TeTepO3UroTHOe HocuTenbeTBO MyTanuili B reHe CFTR, kak cineactBue
(GYHKIIMOHAIBHON HETOCTATOYHOCTH MOKENyI0YHOM >Keme3bl [5].

Hear wucciegoBaHusi: HU3y4YUTh OCOOEHHOCTU TEYEHHS U 4YaCTOTY
OCJIO)KHEHUH MyKOBUCLIM03a Y JETEH.

Marepuajabsl U mMetoabl. 13 Bcex MOCTynuBIIUMX OOJBHBIX AETE B
Camapxkannckom pununane PHIIOMII B nerckom otaenenuu 3a nepuon ¢ 2018 mo
2020 rom Obuio BbIBIEHO 38 OO0NbHBIX MYyKOBUCHUIO30M, Y KOTOPBIX
OTMEUYAJIUCh CHUMIITOMBI CO CTOPOHBI KJIMHUKU (CBUCTSIIEE MOBEPXHOCTHOE
JbIXaHUE, MEPCUCTUPYIOIIUN Kallellb C BSA3KOM, MHOTJAa THOMHOM MOKpOTOM,
0JIEAHOCTh KOXHBIX MTOKPOBOB, CYXOCTh BO PTY, YaCThIN GKUPHBIN» 3JI0BOHHBIN
CTyJd, KHWIIEYHbIE KOMUKH, runorpodus). Juarnoz «MyKoBUCHHI03» ObLI
IIOCTABJICH I10 TAHHBIM Y 3U MOKENTYA0YHOM JKEJEe3bl, B PE3yJIbTaTEe NOBBIILIECHUS
coJepkaHusi xjopa B NOTOBOM xuakoctu, Na u Cl B KpoBM U HOITEBBIX
IUIACTUHKAX, IO PE3yJIbTaTaM FeHETUYECKOr O UCCIIEIOBAHUS C LIETIbIO BBISIBJICHUS
YaCTUYHBIX MYTaIIH.

PesyabTarbl: 3a nepuoj HaOMIOAEHUS COXPAHAETCS CTAOMIBHBIM YUCIIO
JeTel, TOCTIMTaIN3UPOBAHHBIX MO moBoay MykoBucimmosa: B 2018 r — 16
yenoBek, B 2019—-13, B 2020-9. Ha MoMeHnT mocTtaHoBkH auarfo3a 15,7% (6)
neteit 6p11H B Bo3pacte 0—6 mec., 5% (2) B Bo3pacTHBIX rpymmax 6—12 mec., 1-3
roga. Ciaemyer OoTMETUTh, YTO TOILKO B 21% ciydaeB (8 mereii) ObLT MpoBEACH
HEOHATANbHBIN CKpUHHUHT, Y 30% manueHToB OH TPOBENEH He Obul, a y
JIBYX IMalIEHTOB HET JAHHBIX O €r0 IPOBEICHNH, B CBSI3M C YEM OHHU HE BOLUIU B
CTaTUCTHUECKYI0 00paboTKy. Jlmarno3 «MyKOBHCIHI03, cMeIIaHHas (GopMay

ObL1 BeICTaBJICH B 73% CJIy4acB. I[aHHI)IG IO CTCIICHU TAXKCCTH PACIIPCACIININCH
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cinenyromuMm obpazom: B 2018 roay 11 mammentoB (68,7%) HabIOAAINCH C

TSDKENBIM TeueHneM MykoBuciuaosa, 31,2% (5) — cpenHeit cTenenu TsSKeCTH;
3a 2019-615 % (8) — tmkenas crenenb, 30,7 % (4) — cpenHss
(B 1 cimyyae He OBLJIO TAaHHBIX O TsKecTH); 3a 2020—66% (6) — Tsixenas, 33% (3)
— CpemHsisi CTENeHb TSHKECTH. B CTpyKType OCIOXKHEHHU IuaepoM Oblia
XpOHHMYECKas MMaHKpeaTnyeckass HenocTatouHoCcTh: B 2018 u 2020 rr. ociioxHuIa
ocHoBHOE 3aboneBanue B 100% cimydaeB, B 2019 — 50%. Jlamee mo uacrote
OCJIOKHEHUH cTosu OpoHX03KTa3kl: B 2018 —62,5% (5 u3 8), B 2019 — 50% (3
u3 6), B 2020 — 80% (4 u3 5). Cnenyromee — nmHeBMopuOpo3: 2018 — 12,5%
(2), 2019 — 10% (1), 2020 — 33% (3). JIlerounas runeprensus: B 2018 — 31,2%
(5), 2019 — 30% (4), 2020— 11% (1).

BeiBoa. Takum oOpazoM, yaile 1uarHo3 MyKOBHCIIHM103a BBISBISIETCS Y
neteit B Bo3pacte 0—6 mec. (15,7%). HeonaTanbHbIil CKpUHUHT ObLT IPOBEIEH B
21% cnyuaes. [Ipeobnanaromias popma MykoBucuuaoza — cmemannas (73%),
TSDKEIOW cTernmeHn TspkecTn. CaMble 9acThle OCIOKHEHHS — XPOHHUYECKAs
naHkpearndeckas HemoctaTodHocTh (50-100%), Oponxoskraser (50-80%),
nHeBMouopo3 (10-33%), nerounas runeprensus (11-31,2%).
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