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@ Oco0eHHOCTH paHHell ITMATHOCTHKH U (aKTOpPBI prcKa
MEDICINE AND NATURAL OC/JI0KHCHHUSI MYKOBUCIH/I03A Y HeTeﬁ PAaHHET0 BO3pacra
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AnHoramusi. MykoBucimno3 (MB) sBmsercss omuuMm u3  Hambosee
pacrpocTpaHEHHBIX HACJIEICTBEHHBIX 3a00JIEBAHUN C ayTOCOMHO-PELECCUBHBIM
TUTIOM HACJIEIOBAHUS, XapaKTEPU3YIOIIUMCS TOPAKEHUEM SK30KPUHHBIX Kené3 u
pa3BUTHEM TSKENBIX PECHUPATOPHBIX U FACTPOUHTECTUHAIBHBIX OCIIOKHEHUN yKe
B paHHEM JETCKOM Bo3pacTte. HecMOTps Ha BHEpeHE HEOHATAIbHOI'O CKPUHUHTA,
CBOCBPEMEHHAsl JAMArHOCTHKA M MPOTHO3UPOBAHUE OCJIOKHEHHOIO TEUYECHMS
3a00JIeBaHUs ~ OCTAlOTCA aKTyallbHOM mpobsieMoil mneauarpuu. B crarbe
paccMOTpPEHbl OCOOCHHOCTH paHHEH JMarHOCTUKM MYKOBHCLMI03a Y JeTel
paHHEro BO3pacTa, a TaKXKe IPOaHAIM3UPOBAHbl OCHOBHbBIE (DAKTOPHI PHUCKA
pa3Butus ocyiokHeHUH. [lonmydeHHbIE pe3ynbTaThl MOAUYEPKUBAIOT 3HAYUMOCTD
KOMIUIEKCHOTO KJIMHUKO-1a00paTOPHOTO M T€HETUYECKOTO MOIX0/a I paHHETro
BBISIBJICHHSI 3200JI€BaHNS U ONTUMHU3AINN TaKTUKU BEJCHUS MMAlINEHTOB.

KiioueBble cji0Ba: MyKOBUCIHUAO3, PaHHSAS TUATHOCTHKA, JIETH PAHHETO
BO3pacTa, GaKTOphl PUCKA, OCIOKHCHHUS.

Bsenenmue. MyxkoBucuu03 OTHOCUTCS K YHUCIY HauOoJee
pacipoCTpaHEHHBIX HACJIEICTBEHHBIX 3a00JIEBaHUN C ayTOCOMHO-PEIECCUBHBIM
TUIIOM HACJIEJOBaHUsI M XapaKTEpU3yeTCs XPOHUYECKUM IPOTPECCHPYIOIIUM
TEYEHHUeM  C  NPEUMYILECTBEHHbIM  MOpPaXCHUEM  JbIXaTeIbHOW U
NUIIEBAPUTENBHON cucTeM. HecMoTpsi Ha BHeApeHHEe HEOHATAIbHOIO CKPUHUHTA U
pa3BUTHE MOJEKYJISIPHO-TEHETUYECKUX METOJOB JAMArHOCTUKH, MpoOIemMa paHHETO
BBISIBJICHHS  3a00J€BaHUsl Yy J€Te paHHEro BO3pacTa COXpaHseT BBICOKYIO
akTyanbHOCTH [1-3].

Knunnueckas MmaHugecTanuss MYKOBHCLIHI03a B MEPBbIE TOABI KU3HU
OTIIMYAETCS BBIPAKCHHON BapuaOENbHOCTHIO W HEPEAKO COIMPOBOXKTACTCS
HeCTIeIIM(PUIESCKUMHA CUMIITOMaMH, YTO 3aTPYAHSACT CBOEBPEMEHHYIO THUarHOCTUKY
U TPUBOIUT K TMO3JHEMY Hayaldy MaTOTEHETHYeCKOW Tepamuu. M3BecTHO, UTO
3aJiep)KKa Bepru(UKaIK AUarHo3a acCOMUUpOBaHa ¢ 0oJjiee OBICTPHIM pa3BUTHEM
OpOHXONETOYHBIX W  TAaCTPOMHTECTUHAIBHBIX  OCIOKHEHUH, yXyAlICHHUEM
HYTPUTHUBHOTO CcTaTyca U ((OPMUPOBAHUEM XPOHUUECKONH MHPEKIIUN ABIXATEIbHBIX
nyreit [1, 4].

Ocoboe 3HaueHHME WMEET u3y4deHHE (PAKTOPOB PHCKA OCIOKHEHHOTO
TEUEHHUs] MYKOBHCIHMI03a Yy JeTed paHHero Bo3pacta. K HuM oTHocATcs
TeHEeTUYECKUE  OCOOEHHOCTH,  CTEMEeHb  3K30KPUHHOM  HEJOCTaTOYHOCTH
MOJDKEITYIOYHON KeJe3bl, YacToTa PEeCHUPATOPHbIX HMH(EKIN, MHUKPOOHBIN
nei3ax JAbIXaTeIbHBIX MyTEH, a TakXKe aHTe- M IOCTHAaTajJbHble (AKTOPBI U

A couuaibHble ycnoBus. HemocraTtouHass cucteMaru3anus JaHHBIX (DaKTOpOB
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OTPAaHUYMBAET BO3MOXHOCTH PAHHErO MPOTHO3UPOBAHUS HEOIArOMPUSTHOTO
TeueHus 3adoneBanus [3, 4, 6].

B oTOif CBS3M  KOMIUIEKCHOE HCCIIEJOBAaHUE OCOOEHHOCTEH paHHEH
JIMArHOCTUKHU U (PaKTOPOB PUCKA Pa3BUTHUSL OCIONKHEHUN MYKOBUCILM03a Y JleTel
PaHHETO BO3pacTa SABJISETCA AaKTyaJbHOM HAYYHOM M NPAKTUYECKOM 3amadei,
HaIIPaBJIICHHOW HAa ONTHMM3ALMI0 AUArHOCTUYECKHUX AJITOPUTMOB U IOBBIIICHUE
() PEKTUBHOCTH paHHUX JICUEOHO-TTPODUTAKTUICCKUX MEPOITPUATHM.

MyxkoBucun103 (KUCTO3HBIA (HUOPO3) - MYJIBTUCUCTEMHOE HACIEICTBEHHOE
3aboneBanue, oOycioBiaeHHOe wMyTtanusmu reHa CFTR, mpuBomsmmmu K
HapYIIEHUIO TPAHCONUTEITUATHLHOTO TPAHCTIOPTA HOHOB M ()OPMHUPOBAHUIO BI3KOTO
CEeKpeTa HJK30KpUHHBIX keJ€3. [laTomornmyeckuii mnpomecc HOCUT CUCTEMHBIN
XapakTep, OAHAKO HaubobIIee KIMHUUYECKOE 3HAUCHUE B PAHHEM BO3PACTe UMEIOT
MOPAKCHHS JIBIXaTEIbHON CHCTEMBI H YKEJTyT0YHO-KHIIICYHOI 0 Tpakra [1-7].

HavanbHble KIMHUYECKHE IMPOSBICHUS MYKOBHCIMI03a y NETEN paHHETO
BO3pacTa 4acTo OTJIMYAIOTCS HECHEUU(PUYHOCTHIO U MOTYT MACKUPOBATHCA O]
pacnpocTpaHEHHbIE 3a00JIeBaHMS PECIUPATOPHOTO U TaCTPOIHTEPOJIOTUYECKOTO
npodunsg. B pesynbrare amarHo3 HEpEIKO YCTAaHABIMBAETCS Ha dTare
dbopMHUpOBaHUS OCIOKHEHUM, YTO CYIIECTBEHHO YXYAIIA€T MPOrHO3 U CHHUKACT
3¢ peKTHBHOCTE Tepanuu [1, 4].

Bueapenne mporpaMM HEOHATAJIBHOTO CKPUHUHIA ITO3BOJIMJIO TIOBBICUTH
YaCcTOTy pAHHErO BBIABICHUS MYKOBHCIM03a, OJHAKO HaJW4Yue pPaHHUX
OCJIOKHEHHMI Ja)e y MalMeHTOB C MOATBEP)KIEHHBIM JIUATHO30M YKa3bIBaeT Ha
HEOOXOMMMOCTh YTIIYOJIEHHOTO aHaim3a (aKTOPOB pHCKAa HEOJIaromnpusTHOTO
TeueHus: 3aboneBaHusi. OcoObIi HHTEpEC TNPEACTaBIsAECT OLICHKAa KIWHUKO-
AHAMHECTUYECKHUX, JIa0OpaTOPHBIX M  MHKPOOHMOJIOTMYECKUX  TOKa3aTeseH,
aCCOLMUPOBAHHBIX C Pa3BUTHEM OCIIOKHECHUI B TIEpBBIC TOBI )KU3HH [1, 4].

N3ydyenne yKa3aHHBIX — aCIEKTOB IMO3BOJIUT HE TOJBKO  YTOYHUTH
OCOOCHHOCTH paHHEW JMArHOCTUKM MYKOBHCIIHI03a, HO H pa3paboTarh
MPOTHOCTHYECKUE KPUTEPUHU, HAMPABICHHbIE Ha PAHHIOW CTPATHU(PUKALUIO
MAlMEHTOB ~ 1O  PHUCKY  OCIOXKHEHHMM W TEPCOHANM3ALMI0  JIeYeOHO-
MPOPHUIAKTUYECKUX TOAXO/0B, YTO COOTBETCTBYET COBPEMEHHBIM TPEOOBAHUIM
JIOKQ3aTEIbHOMU MEIULIUHBI.

Heabs wuccaenoBanusi. M3yunth 0COOCHHOCTM paHHEH JHArHOCTUKU
MYKOBUCLIMJI03a Y JI€T€ PAaHHEro BO3pacTa M ONpeeIuTh OCHOBHBIE (DAKTOPHI
pHUCKa, aCCOLMUPOBAHHbBIE C PA3BUTUEM OCIOXKHEHHOTO TEUCHUSI 3a00JICBAHMUS.

Marepuaabl W MeTOAbI HccaenoBaHusi. MccienoBaHue  HOCHIIO
pPETPOCIEKTUBHO-NIPOCIIEKTUBHBIA  XapakTep W  NPOBOAMIOCH Ha  0aze
CIICLIMAJIM3UPOBAHHOrO mneauarpuueckoro 1mentpa B 2019-2024 rr. Ilox
HaOJII0/ICHHEM HaXoauiIuch 62 peOEéHka paHHero Bo3pacta (ot 1 mecsia 1o 3 ser)
C MOJATBEPKIEHHBIM TUArHO30M MyKoBuUcUUI03a. N3 Hux 34 (54,8%) Manbpunka u
28 (45,2%) neBouek.

B 3aBucumocTH OT CpPOKOB YCTAaHOBJICHHsI JHArHOo3a TMAlMeHThl ObLIN
pa3/iesieHbl Ha JBE TPYIIIbI:

I rpynna (paunsisi nuarnoctuka) — 38 gereit (61,3%), y KOTOpPBIX JUarHo3

A ObLT YCTAaHOBJIEH B BO3pACTE 10 6 MECSIIEB;
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Il rpynma (mo3musis muarHoctuka) — 24 pe6énka (38,7%), y KOTOpBIX
JTMarHo3 ObUT MOATBEPKIEH MOCie 6 MECSIEB KU3ZHU.

JInaruo3 MyKOBHCIIMJI032 YCTAHABJIMBAJICS HA OCHOBAHUU TOJIOKHUTEIbHBIX
pe3ynbTaToOB HEOHATAIBHOTO CKpUHUHTA (TOBBIIIEHUE yYpOBHS
MMMYHOPEAKTUBHOTO TPUIICHHA), TOTOBOTO TecTa (KOHIIEHTpAIUs XJIOPUIOB MOTa
>60 MMOJIB/JT) B MOJIEKYJIIpHO-TeHeTuUecKoro uccienoBanus rena CFTR.

Bcem narmenTam npoBOAMIIOCh KOMILIEKCHOE KIIMHUYECKOE 00CeI0BaHuE,
BKJTFOYABIIICE aHAIN3 aHAMHECTHYCCKUX JTAHHBIX, OIEHKY (PHU3NYECKOTO pa3BUTHS
(Macca Tena, JJIMHA Te€Ja, HMHJEKC Macchl Teja), 4YacTOThl M Xapakrepa
pecnupaTopHbix ~ HHQPEKIHWA,  COCTOSHUS  THUIICBAPUTEILHOW  CHCTEMBI.
JlaGopaTopHble METOABI BKJIIOYATH OOIMWNA W OMOXMMHUYECKHUN aHaIU3bl KPOBH,
UCCIIEIOBAaHNE Kajla Ha TMaHKPEeaTHYeCKylo »3Jacta3y-l1, MHKpPOOHMOIOTHYECKOE
UCCIICIOBAHUE MOKPOTBI WJIM acnupaTa BEpXHUX JIbIXaTeNbHBIX MyTEH.
NHcTpyMEeHTANIbHBIE METOJIbl - BKJIIOYAIM PEHTICHOrpagui0 OpraHoOB TpYIHOMN
KJIETKH U YJIBTPA3BYKOBOE MCCIIEIOBAHNE OPraHOB OPIOIIHOMN MOJIOCTH.

Cratuctuueckass o0paOOTKa JaHHBIX MPOBOJMIACH C HCIIOJIb30BAHUEM
naketa nporpamm Statistica 10.0. KonuuecTBeHHbIE MTOKa3aTeNly MpEICTaBICHBI B
BUJIC CPEJHEN BEJIMYUHBI U CTaHAApTHOro OTKIOHeHUs (M#SD). Jlna cpaBHeHUs
TPyl HWCHmonb3oBajics t-kpurepuid CThIOJIEHTa, KAaYeCTBEHHBIE [IOKA3aTen
aHAJM3UPOBAINCH €  TPUMEHEHHEM  ¥>-KpuTepus. Pa3nuuums  cuuTanuch
craTucTudecku 3HauMMbIMU nipu p<0,05. UHCTpymMeHTalbHbIE METO/IbI BKJIIOUYAIU
peHTreHorpaguio OpraHoB TIPYJHOM KIETKH U YJIbTPa3BYKOBOE HCCIIEIOBAHUE
OpraHoB OPIOIIHOMN MOJOCTH.

Jlns BbIsiBIeHUS (DAaKTOPOB PUCKA OCJIOKHEHHOTO TEYEHHUsSI 3a00JIeBaHUS
aHAJTM3UPOBAIUCH JIaHHBIE O CpPOKAaX YCTAHOBJICHHMS JWArHo3a, HaJuduu
MEKOHHUAJIBHOTO WJieyca, CTENEHU MaHKPEaTUYECKOW HENO0CTaTOYHOCTH, YaCcTOTe
000CTpeHMT OPOHXOJIETOYHOTO MpoIlecca U XapakTepe MUKPOOHOU KOJOHH3AIUU
JIBIXATEIbHBIX MyTEH.

PesyabTarhl HccaeqoBaHMs M UX O00CYy:KIeHHe. AHaIU3 KIMHUYECKHUX
JAHHBIX TIOKa3ali, yto y Aeteil Il rpymmbl (mo3mgHss AMATHOCTHKA) JIOCTOBEPHO
yarie OTMEYalIUCh BBIPAKEHHbIE HApYIICHUS (Quiznueckoro pasputus. edbunut
Macchl Tena BeisiBIsUics y 17 gereit (70,8%) Bo Il rpymme mpotuB 11 nereit
(28,9%) B I rpynmie (¥*=9,8; p<0,01).

Cpennsiss yacToTa pecnupaTopHbIX OOOCTPEHUU B TE€YEHHE MEepBOro roja
KU3HU cocTaBwia 5,1+1,3 snu3ona y aerei ¢ mo3aHel TUAarHOCTUKOM, 4TO OBLIO
CTATUCTUYECKH 3HAYHMMO BBIIIC MO CPABHEHHUIO C JICThbMU C PAHHUM BBISBICHUEM
3aboneBanus — 2,9+1,1 snuzona (p<0,001).

DK30KpUHHAas MaHKpeaTuyeckas HEJIOCTaTOYHOCTh (YpOoBEHb
naHkpeatnyeckor anacrasbl-1 <200 MKr/r) auarHoctupoBaHa y 44 manueHTOB
(71,0%). Ilpu stom Tské€nas ¢opma HemoctatrouHocTH (<100 MKr/T) wyae
peructpupoBanach Bo Il rpynme — y 15 nereii (62,5%) npotus 13 nereit (34,2%) B
I rpynme (p<0,05).

Pannsis MukpoOHas KOJOHHW3aIMs bIxaTeldbHbIX myTeit Staphylococcus
aureus u Pseudomonas aeruginosa BeisiBisiach y 18 mereit (75,0%) ¢ mosmuei
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JIMarHoCTUKOW U Jmiib y 14 marmentoB (36,8%) ¢ panHel quarHoctukon (x*=8,1;
p<0,01).

Ta0Omuna.
OcHoBHBbIE (paKTOPBI PUCKA OCJIO0KHEHHOTO TEYCHUSI MyYKOBHCIIHA03A Y
JAeTell paHHero Bo3pacra

IMoka3zareib I rpynna (n=38) | Il rpynna (n=24) p
Jedunut macce Tena, n (%) 11 (28,9%) 17 (70,8%) <0,01
YacTota o60cTpeHuit B rojt
(M=SD) 2,9+1,1 5,1+1,3 <0,001
Tsxénas nankpeaTuyeckas 13 (34,2%) 15 (62,5%) <0,05
HEJ0CTaTOYHOCTB, 1 (%)
Kononusarust 1pixaTeiabHbIX 14 (36.8%) 18 (75.0%) <0,01

nyreid, n (%)

Takum oOpazom, MO3AHSS JUATHOCTUKA MYKOBHCIHJI03a aCCOIIMUPOBaHA C
Oonee THKEIBIM TEUYCHHEM 3a00JICBaHMS, BBICOKOM YacTOTOM OCIOXHCHHM U
YBEIMYEHHON MTOTPEOHOCTHIO B CTAI[MOHAPHOM JICUCHHH.

[Tomy4yeHHBIE B XOJI€ WCCIEAOBAHUS JAHHBIE MOATBEPKIAIOT KIIFOYEBYIO
poib  paHHEW JIMarHOCTUKH MYKOBHCIHMIO3a B  (QopMupoBaHHU Ooiee
0JIarONpPHUSATHOTO KIIMHUYECKOTO TCUCHHS 3a00JIeBaHUs Y JETEH paHHETO Bo3pacTa.
CornacHO pe3yjbTaraM Hallero UCCIEAOBAHMS, IE€TH C MO3JIHUM YCTaHOBJICHHUEM
JIMarHo3a JOCTOBEPHO Yallle HMMEIM BBIPAKCHHBIC HAPYIICHHUS (PU3UIECKOTO
pPa3BUTHSI, BBICOKYIO YacCTOTy PECHUPATOPHBIX OOOCTPEHUH H  TDKEIYIO
3K30KPUHHYIO TAHKPEATUYECKYIO HEIOCTATOYHOCTb.

AHaJIOTUYHBIE BBIBOABI MPEACTABICHBI B paboTax 3apyOeKHBIX U
OTECYECTBEHHBIX AaBTOPOB, VYKA3bIBAIOIIMX, YTO BHEJIPECHHE HEOHATAJIBLHOIO
CKpUHHMHTA TIO3BOJISIET BBIABJISATh MYKOBHUCIIMAO3 J10 MaHUDECTaluu TIKETBIX
KIIMHAYECKNX CHMITOMOB M TEM CaMbIM CHIDKATh PHUCK OpPOHXOJErOYHBIX
OCJIO)KHEHUH W HYTpUTHUBHOTO Aeduiuta. Ilo maHHBIM psiga HCCEI0BaHUH,
paHHee HaJalo 3aMECTHTCIIPHOM (EPMEHTHOW TEpanmuu M PECIUPATOPHOM
MOAJCP)KKH CITOCOOCTBYET YIIYUIICHUIO TIOKa3aTelael (U3NYECKOro pa3BUTHS U
CHUKEHUIO YaCTOThI TOCHUTAIIM3AIIUN B EPBBIE TOMbI )KU3HU.

Ocoboe BHHMaHHE B HACTOSIIEH padoTe YACICHO PONH SK30KPUHHOMN
MaHKPEeaTUYECKONW HEIOCTATOYHOCTH KaK OJHOTO W3 BEAyHIUMX (PAKTOPOB pHCKa
OCIIO)KHEHHOTO TE€UeHUs MyKoBHcHuao3a. [lomyueHHble HamMu maHHBIE O OoJjee
BBICOKOU pacIpoCTpaHEHHOCTH TSKETBIX bopm MMAHKPEATUYECKON
HEJIOCTATOYHOCTH Y JAETEH C MO3IHEN JUAarHOCTUKOW COTJIaCYIOTCA C pe3yJabTaTaMu
KIMHUYECKUX  HAOJIONEHMH, YKa3blBalOIUX Ha TECHYI CBSI3b  MEXIY
HYTPUTUBHBIM CTaTyCOM U MPOTHO30M 3a00JIeBaHMUS.

Pannsia  xoJIOHM3auMs [BIXATEIbHBIX IIYTEM  YCIOBHO-NIATOTEHHOM W
naToreHHoi Mukpodopoii, pexe Bcero Staphylococcus aureus u Pseudomonas
aeruginosa, Tak)ke paccMaTpuMBaeTCs B JIUTEpaType Kak HEOJarompHsITHBIN
MIPOTHOCTHYCCKUH (akTop. B Hamiem ucclieoBaHUN JTOCTOBEPHO O0JIee BBICOKAs
4acToTa MUKpOOHOM KojioHM3aluu y aeteil Il rpynmbl moaTBep:KIaeT MHEHHUE O
TOM, YTO OTCYTCTBHE CBOEBPEMEHHOTO JWarHo3a W Oa3uCHON Tepamuu CO31aéT
YCIIOBHS JIJIs1 OBICTPOTO MPOTPECCUPOBAHUS OPOHXOJIETOYHOTO MPOIIECCa.
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Takum oOpa3om, pe3ysIbTaThl UCCIEIOBAHUS COTTIACYIOTCS C COBPEMEHHBIMU
MPEJCTABICHUSIMA O TATOr€HE3€¢ M KIMHUYECKOM TEYEHUU MYKOBUCLMAO03a Y
JleTeld paHHEro BO3pacTa U MOTYEPKUBAIOT HEOOXOJIUMOCTh PAHHETO BBISBICHUS
3a00JIeBaHMs, JTHUHAMHYECKOTO MOHHUTOpPHUHTA (haxTopoB pHUcKa u
WHMBUAYAIN3AIUN JeYeOHO-TIPOPHITAKTHYECKUX MEPOTIPUSITHIA.

BbiBoabl. PaHHssI TMarHOCTHKa MYKOBHUCLIMI03a Y JIETEH paHHETO BO3pacTa
SBJISIETCS KJIFOUEBBIM (DAaKTOPOM, OIPEICISIONIMM MPOrHO3 3a00JICBaHUS U PHUCK
pPa3BUTHS OCIOKHEHUN. KOMIIEKCHBIA MOAXO0/ ¢ HCTIOJIb30BAHUEM HEOHATAIBHOTO
CKpUHUHTA, KJIMHUKO-JIA0OPATOPHBIX W TEHETHYECKUX METOJIOB IO3BOJSET
CBOCBPEMEHHO  BBIABIIATH  3a00JICBaHWE W  HAYMHATh  IMAaTOTCHETHYCCKHU
000CHOBaHHYIO Tepamnuio. BuisiBieHHE (aKTOPOB PHCKA OCIONKHEHHOTO TECUCHUS
MYKOBHUCIIM/103a JAET BO3MOXKHOCTh UHAUBUYATU3UPOBATh TAKTUKY HAOIIOACHUS
W JICYCHHS, YTO CIOCOOCTBYET YJIyUIICHUIO KAa4eCTBAa >XKU3HH W CHIDKCHHIO
WHBaJIWN3alU1 TTallMEHTOB.
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