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Pe3tome. MyKOBUCLIMAO3, U KACTO3HbIN $UOPO3, — pacnpocTpaHeHHOe Hac/lefCTBeHHoe 3aboneBaHuve, 06-
ycrioBfieHHOe MyTaumel reHa CFTR, OTBETCTBEHHOIO 3a CMHTE3, COXPaHEHMe CTPYKTYpbl 1 dyHKUUM 6enka CFTR.
MyKoBK1CLA03 NPOABAAETCA, B MEePBYIO ouepeb, NaToNornen Co CTOPOHbI XenygoUYHO-KULLEYHOrO TPaKTa v Abl-
XaTesibHOW cucTembl. HelocTaToK GyHKLMM 6efika Npu faHHOW MaTosIorn NPUBOAUT K MOBLILLEHMWIO BA3KOCTY
CEKpeTa 3K30KPVHHbIX XeJie3, 06TypaLum OpraHoB 1 HapyLeHno X GYHKLNIA, KaK CIefiCTBUE BO3HMKAIOT CTea-
Topes, Masibabcopbuya, caxapHbl AuabeT, HapyLlleHne MeTabonm3ma, 3aeprkka Gr3MYecKoro pas3BUTUs N XPo-
HUYECKMI BPOHXOJIEFOYHBIN NpoLecc. B JaHHON cTaTbe OyAyT PacCMOTPEHbI OCHOBHbIE aCMeKTbl 0COBEHHOCTEN
KJIVIHMYECKOrO TEYEHWS 1 AVArHOCTMKM faHHOTO 3a601eBaHuUs.

Knioyeevole cnoea: Mykosucyuoos; 0udeHOCMUKQ.
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Abstract. Cystic fibrosis is a common hereditary disease caused by a mutation of the CFTR gene responsible for
the synthesis, preservation of the structure and function of the CFTR protein, manifested primarily by pathology of
the gastrointestinal tract and respiratory system. The lack of protein function in cystic fibrosis leads to an increase
in the viscosity of the secretion of exocrine glands, obturation of organs and disruption of their functions. As a
result, it causes steatorrhea, malabsorption, diabetes mellitus, metabolic disorders, with developmental delay
and chronic bronchopulmonary process. This article will consider the main aspects of the clinical course and
diagnosis of this disease.
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BBEOEHUE transmembrane regulator), 0TBeTCTBEHHOrO 3a CUHTE3,
MykoBucumpos (MB), nnn KnctosHbll prbpos, —  coxpaHeHue cTpyKTypbl 1 GyHKUmm 6enka CFTR [1, 2].
pacnpoCTpaHeHHOe HacneACTBEHHOe 3abonieBaHue, Ewe coBcem HepaBHO 6onbHble ¢ MB ymmpanu B

ob6ycnoBneHHoe myTtaumein reHa CFTR (cystic fibrosis paHHeM geTCKOM Bo3pacTe Wu faxe Ha NepBOM rogy
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XW3HW OT MHEBMOHMM U NCTOLLEHMSA, OOYCIOBIEHHOTO
Manbabcopbumen. Tenepb e MB 13 «paTanbHOro»
nepewen B paspan XPoHUYeCcKnx 3abonesaHnin ¢ no-
nynAayMen B3pocsblX NaumeHToB, npesbicuslien 25%
B 2019 rogy. NHTeHcmBHbIe nccnegosanua reHa CFTR,
6enka CFTR 1 ero ¢yHKUMM cnocobCcTBOBaNN pasBu-
TUIO HOBbIX BO3MOMHOCTEN MepPCOHANN3NPOBAHHOIO
nogxopa K dapmakoTepanuu naumeHToB ¢ MB, Ha-
npaBneHHON Ha BOCCTAHOBJIEHNE CTPYKTYpPbl U GyHK-
uuun 6enka CFTR.

CornacHo «Perucrpy mauymeHToB C MyKOBUCLMAO-
30m B Poccunckon QOepepauunm» 8 2020 roy cpeHUiA
BO3pacT naumeHToB coctaBun 13,719,7 roga. Cambin
CTapWwuin naumeHT B OTYETHOM rofy Habnwoganca B
r. CaHkt-lNeTtepbypre. Ero Bo3pact — 63,1 rofa, BO3-
pacT camoro mnagwero naymeHta — 3 Hegenwu. Jona
B3pOC/bIX NauneHToB (=18 net) — 26,5%. Cpegn nayum-
eHToB C MB He3HaunTenbHO Npeobnaganu My><UunHbl 1
coctaBunm 52,0%, xeHwmHbl — 48,0%. Mo HeoHaTanb-
HOMY CKPVHWHTY AnarHo3 6bin yctaHoBneH 52,3% na-
yneHTtam [3].

3TUOJIONMA U NATOTNEHE3 3ABOJIEBAHUA

MykoBuCLMA03 HacneayeTca Mo ayTOCOMHO-pe-
LLleCCMBHOMY TUMY, OTBETCTBEHHbIN MeH JIOKanM30BaH
Ha AIMHHOM Myleye XPOMOCOMbl 7, OH KOAMpPYeT MeM-
6paHoaccoummnpoBaHHbI 6enok CFTR, KoTopbl Npesa-
CTaBnAeT cobo UUKINYECKNA aleHO3HMOHObOChaT
(LAMO®) — ynpaBnsaemblii KaHan ABVXEHNA XOPUIOB,
perynupyoLmini TpaHCNopT XNIOPULOB, HAaTpMA U 6u-
KapboHaToB Yepe3 anuTenmanbHble MeMOPaHbl KNeTOK
AbIXaTeNbHbIX MNYTeN, CIOHHBIX, MOTOBbLIX XXefe3, nop-
XenyaouHON xenesbl, KULWEeYHrKa.

B 3aBMCMMOCTV OT BAVAHUA Ha OYHKLMIO Gerka
CFTR BCce BapuraHTbl HyKNeoTMAHOW nocnefoBaTenb-
HocTu reHa CFTR nogpasgensaioT Ha 7 OCHOBHbIX Knac-
coB [4, 5]. VI3BeCTHO, UTO OAMH 1 TOT e BapuaHT Mo-
XeT Bbl3BaTb HECKOJbKO BUAOB HAaPYLLEHNA CTPYKTYpbl
unu dyHKLMKM 6enka, u He Ans BCEX BapMAHTOB HyKIe-
OoTMAHOW nocnegoBatenbHocTy reHa CFTR onpepeneH
Knacc.

MyTaunm reHa CFTR HapywaloT He TONbKO TpaHC-
NopT, HO 1 CeKpeunto MOHOB xnopa. Mpu 3aTpyaHe-
HUU UX MPOXOXKAEHMA uyepe3 KIeTOUHYI MeMOpaHy
yBenuuyrBaeTca peabcopbuma HaTpuA KenesncTbiMu
KneTKamu, HapyLllaeTca 3eKTpUYeckuin noteHuman
NPOCBETa, YTO BbI3blBAET U3MEHEHUNE SNEKTPOSIUTHOTO
coCTaBa v gerngpaTalmio ceKpeTa }enes BHeLIHeN ce-
Kpeuwnn. B pesynbraTte BblgenAemblii CeKpeT CTaHOBUT-
CA Ype3MepHO rycTbiM U BA3KUM. HeflocTaToK byHK-
umm 6enka npu MB npuBoguT K HapywweHuio paboThbl
XNOPUAHOTO KaHana, PacnosioXKEHHOro B anuKaabHON
YacTn KNeTOK 3K30KPUHHbIX Xenes. B pesynbTaTe 3T10-
ro gedekra aHMOHbI XNOpa 3afeP>KMNBAIOTCA B KNETKe,
ycunuaatoT abcopbumio KaTMOHOB HaTpuA 1 BoAbl. lMo-
Teps BOAbl N3 NPOCBETOB 3K30KPUHHbIX Kene3 Beaet
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K MOBBILIEHMIO BA3KOCTU X CEKPeTa, 06Typauum opra-
HOB 1 HapyLUeHWIo X GyHKLUNA [6, 7].

B nerkmx npownicxoput obe3BOXKMBaHMWE CeKpeTa
6POHXOB; OH CTaHOBUTCA Oonee BA3KUM, HapyllaeTca
KIVPEHC CM3M Ha MOBEPXHOCTU PECHUTYATOro 3Mnu-
Tenus. Ha 3Tom poHe MOXKeT NpUcoeauHsATbCA bakTe-
puanbHasa nHbeKUus; BeayLLyo pPofb UrpatoT cleayto-
Wue BUAbI MUKpoOopraHnamos: Staphylococcus aureus,
Pseudomonas  aeruginosa, = MynbTMPE3UCTEHTHbIE
wrammbl Stenotrophomonas maltophilia, Burkholderia
cepacia. CNekTp MMKPOOPraHU3MOB, CBAI3aHHbIX C VH-
bekumnammn gbixaTenbHbix nyTen npu MB, npogonxaet
paclmpATbCA, U UCCNefoBaHMA MUKPOOMOMa Nerkmx
Yy AAHHOWN KaTeropuv MauMeHTOB AEMOHCTPUPYIOT
CJIOXHbBIN CHEPTU3M MeXAY KyJbTUBUPYEMbIMU U He-
KyNbTUBUPYEMbIMU MUKpoopraHuamamu [8]. OcobeHn-
HOCTAMU XPOHNYECKON MHEKL MM Nerkmx y 605bHbIX
MYKOBMCLIL030M ABNAETCA TO, UTO faHHaa nHdekuma
B 2/3 cnyyaeB BbI3bIBAaETCA HE MOHOKYJIbTYPOIA, a acco-
umaumen MMKPOopraHnsmos [9].

XpoHunueckoe UHPUUMPOBaAHME  [bIXaTeNbHbIX
nyTe naToreHHbIMM MWKPOOPraHn3MamMmn Bbi3blBa-
eT Mopdosiornyeckne Un3MeHeHusa OPOHXMANbHOro
[JepeBa 1 WHTEPCTULMA NErKUX; TUMUYHbIE M3MeEHe-
HUA Npu MB — GPOHXO- U BPOHXMOJO3KTa3bl, ovaru
NMHTepcTULManbHoro ¢nbposa, KUCTO3Hble U3MeHe-
HuA, 6ynnesHaa smdrsema 1 atenekrasbl CErMEHTOB.
XpoHunyeckun acnepruanes nerkux npepgcrasnset
cobol MeasIeHHO NpPOrpeccupyrLWnn  AecTPyKTUB-
HbIl MpoLecc B Nerkux, 0OYC/IOBNEHHbIN rprbamu
Aspergillus spp., B paHee cyLlecTBOBaBLUNX OPOHXO3K-
Ta3zax. Pa3BuTuio acneprunnesa nerknx y nayMeHToB C
MB cnoco6cTBYOT HapyLleHe MyKOLUIMAPHOIO Kiu-
PEHCA N UMMYHHOIO OTBETA, a TaKXKe MPOLOIIKUTESb-
Has aHTMbaKTepmasnbHas 1 MKOKOPTUKOCTepouaHas
Tepanua [10, 11].

B nopkenypnouHoW kenese [OBOMbHO PaHO Mpo-
ncxodAT obTypauns MPOTOKOB BA3KUM CEKPETOM U
KNCTO3HO-OMOPO3HOE NepepoXKaeHie ee NapeHXnmbl,
4yTO Crnocob6CTBYeT ayToNM3y TKaHW enesbl ¢ dop-
MUPOBaHMEM TUMUYHOTO GUOPO3HO-KaBEPHO3HOIO
naHKpeaTWTa, ABNEHUI CTeaTopeun, manbabcopbumm
W COMYTCTBYIOLLEN HEJOCTaTOUYHOCTY XMPOPaACTBOPU-
Mbix BUuTamunHoB A, D, E, K, npuBogsaLen K oTcTaBaHUIO
B ¢u3snyeckom passutun. B pesynbtate nopaxeHus
OCTPOBKOB JlaHrepraHca pa3BuBaeTCcA 3HAOKPUHHaA
He[OoCTaTOYHOCTb MOAXENYJOYHO Xene3bl, UTo BegeTt
K GOpMMpPOBaHMI0 caxapHoro anabeTa.

MaTonornyeckme N3MeHeHMs B NeYEHN XapaKkTepu-
3yl0TCA 3aKymnopKON BHYTPUMEUEHOUHbIX MPOTOKOB,
CconpoBOXatoLLerica BocnanutTenbHom nHunbTpaLm-
eln, pa3pacTaHuemMm MeXOONIbKOBOW COefVHUTENbHOM
TKaHV C GOPMMPOBaAHNEM MEJIKOY3/10BOro GunnapHo-
ro unppo3sa nevyeHu. Y naymeHToB HabnogaeTca Xnpo-
BOW renartos, rmnonasna XenyHoro ny3bips, 4acto ¢
obpasoBaHveM KamHel [12].

REVIEWS
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B HacToAwee Bpema BcemnpHON opraHmsaumen
3gpaBooxpaHeHusa (BO3), MexxgyHapongHou accouu-
aumen mykosmcumpgosa, EBponenckon accoumaumen
MYKOBWCLMA03a NPUHATa crefytowas Knaccupukaums:

1. Knaccuyeckumin MyKoBUCLMAO3 C MaHKpeaTuye-
CKOW HefoCTAaTOYHOCTbIO (CMellaHHas unu ne-
royHo-KuleyHasa ¢opma 3aboneaHus), E84.8.

2. Knaccnuyecknin MyKoBMCUMAO3 C HeHapylueH-
HOW GYHKLMEN NoaXenynouHom xenesbl (npe-
UMYLLECTBEHHO fleroyHas ¢opma 3abosneBa-
HusA), E84.0.

3. HeonpegeneHHbIn gnarHo3 npu NONOXuUTenb-
HOM HeOHaTaSlbHOM CKPUHMHIE Ha MyKOBUCLU-
no3 (CRMS/CFSPID), E84.9.

4. 3aboneBaHus, accouMMpoBaHHbIe ¢ reHoM CFTR:
M30MMPOBaHHaA OO6CTPYKTMBHAA a300CnepmMmus;
XPOHNYECKMA NaHKpeaTuT; AUCCEMMHUPOBaH-
Hble GPOHX03KTa3bl.

OCOBEHHOCTU KNIMHUYECKOW KAPTUHDI
MYKOBUCLUMOO3A

bnarogapsa pa3Butnio COBPEeMeHHbIX TEXHONOT NN B
HacTosALlee BpeMs NoABMIaCb BOSMOXXHOCTb BbIAENNTb
MPU3HAKK, MO KOTOPbIM MOXET ObITb 3aN0f03pPeH My-
KOBMCLMAO03 elle BHYTPUYTPOOHO 1 B Meproge HOBO-
POXAEHHOCTU: HaNn4yMe rMNnepPsIXOreHHOro KuweyHu-
Ka No JaHHbIM ynbTpa3ByKOBOro nccnegosanus (Y3N),
Hannyme MeKOHNaNbHOrO Uneyca y HOBOPOXKAEHHOTO,
a TakXKe Hanmuue 3aTAXHOWN HeOHATaNIbHOM XeNnTyXu u
BUTaMUH K-3aBMCKMMbIX FeMOopparnyeckmnx COCTOAHMN.

KnnHnyeckaa KapTMHa MyKOBUCLMAO3a UMMeeT
cBoW 0cobeHHOCTW. Tak, Npu JaHHON NaTONOrK C paH-
Hero Bo3pacta MOryT HabJiloAaTbCA HABSA3YMBDLINA KO-
KNoLWenoaobHbIN Kallenb, 4acTo peungmBupyioline
pecnupatopHble UHPEKLUN C ABNEHUSMI OPOHXMNTOB,
NMHEBMOHUI, CBUCTALLEe AblXaHWe, OAbllIKa, Kalenb
C BblAeNieHeM THOMHOM MOKPOTbI, B TOM YMCe BHE
neprnoaoB 060CTPEHUs, BNIaXKHble Pa3HOKanmbepHble
XpUnbl pa3HONM NoKanusaunm B 3aBUCUMOCTU OT pac-
NPOCTPaHEeHHOCTN npoLiecca.

OfHVMM M3 CUMHOPOMOB, KOTOPbIA MOXKeT Habno-
JaTtbcA y geten c poxgeHua npu MB, asnaetca meko-
HUaNbHbIN NNeyc, XapakTepusyLWwnnca NpoaBleHnemM
06TYPaLNOHHOW KMULWEYHOW HEenpoOXoAUMOCTH, KOTO-
pas B faHHOM ciyyae 06ycC/ioBfieHa MexaHUYeCcKnUMu
npuyvHamm — obnutepaumen NpocBeTa MAOTHOM
MeKOHManbHol nNpo6Kkon [13]. MeKoHManbHbIN nneyc
anarHoctupyetca y 15-20% HOBOPOXAEHHbIX C MYKO-
BMCUMAO30M. [10 faHHbIM perncrpa nauveHToB C My-
koBucumnposom Poccuiickon Oepepaumun, gona 60sb-
HbIX MYKOBMCLMAO30M, NepeHecllnX MeKOHUaNbHbIN
nuneyc nNpu poXkgeHuw, B rpynne geten nepBoro roga
»KM3HW cocTaBuna 22,1%, 4To oTpaxaeT ero peasbHyio
pacnpocTpaHeHHOCTb [14].

[nAa nayneHToB ¢ MB XapakTepHbl 3agepkka npu-
6aBKM MacCbl Tena, 4YacTblii, OOUNbHBIN, C NPUMECHIO
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XUpa 1 3N0BOHHbIM 3aMaxoM CTYyJl, NMOBbIWEHHbIA an-
neTuT, 3NN304bl BbiNafeHNA NPAMOWN KULIKK, 3afepK-
Ka CTyna C KINHUYECKMMU NPOABNAEHNAMN YaCTUYHOWN
WM MOMHOWN KWLIEYHOW HEenpoXoAMmocTu (Tak Ha-
3blBaE€MbIl  CMHAPOM [AWUCTANbHOW WUHTECTUMHANIbHOW
06CTpyKLMM). B paHHeM BO3pacTe OTMeUalnTCA TakxKe
3NM304bl NPOABNEHUA CUHAPOMa noTepu conen (ru-
nokanmemms, rmnoHaTpmemMms, rmMnoxnopemMuns) B Buae
noTepu Maccbl TeNa, CPbIrMBaHUA, PBOTbI, BANOCTH, OT-
Kasza oT efabl. Bcnenctsre notepu anekTponnTos ¢ no-
TOBOW »KMAKOCTbIO, 0COOEHHO B YCNOBUAX YCUNEHHOIO
notooTaeneHnsa (MMxopagka, »kapkasa noroga), yepes
XKenyAoUHO-KMLLIEYHbIN TpaKT, HefoCTaTOYHOro NOCTy-
nieHna conen C Nuen N BOJON MOXET pa3BMBaTbCA
ncespo-baptrep-cungpom (MBC). CuHapom MmaHude-
CTUPYET NPEenMyLLEeCTBEHHO Ha NMEPBOM Fofy XWU3HU Y
nauneHToB ¢ MB 1 ABNAeTCA XU3HEYrpoKaloLmm Co-
CTOAHMEM, MO3TOMY pacCMaTPMUBAETCA C TOUKU 3peHuA
TAXENOro MU OnacHOro OCIIOXKHEHUA MYKOBUCLMA03a,
TpebytoLlero B OnNpefeneHHbIX Clyyasax SKCTPEHHOrO
BMellaTenbcTBa. [NbC MoXeT ObITb MepPBbIM CUMMNTOMOM
MB. KnuHuuyeckme nposaBneHWsa [aHHOTO CUHAPOMA
pa3Ho06pa3Hbl: OT 3afepPXKK GU3NYECKOTO Pa3BUTUA
[0 OCTPOro COCTOAHUSA, MPOTEKAILWEro ¢ OTKa3oM OT
elibl U MNTbA, BANOCTbIO, CPbITMBaHUAMM 1 PBOTON, NPU-
3HaKamu gerngpataymnm. Yacto gaHHbIN CUHAPOM OLWN-
60YHO NPUHUMAETCA 3@ OCTPYIO KMLLEYHYIO MHbEKLMIO,
NaTosIorMo NOYeK, afpPeHOreHnTanbHbIA CUHAPOM [8].

OOHUMU 13 NPOABNEHUI MyKOBUCLMA03a ABNAIOT-
A MYKOBMCLMA03-aCcCoOUMMPOBAHHbIe 3aboneBaHus
neyeHmn (cystic fibrosis-associated liver disease —
CFLD), Bkntoyatowyme B ce6a MHOroobpasve Ho30/10rui
B BMAe brnnapHoOro unpposa neveHu c¢/6e3 cnHgpoma
BHYTPMMNEYEHOYHOW MOPTasibHOW rMnepTeHsnun, nep-
CUCTUPYIOLLEro MOBbIWEHUA YPOBHEN MNeyYeHOYHbIX
bepmeHTOB, PUOPO3a, CTeaTosa, *KeNYHOKAMEHHOW
6one3Hu [15, 16]. BcTpeyaeMocCTb MyKOBUCLMA03-ac-
COUUNPOBAHHOW renaTobunmMapHol naTonorum BO
BCEM MUpe cocTaBnseT npumepHo 37,9%, npnyem 2,5%
neTanbHbIX NCXO[0B OTMEYAeTCA MMEHHO MO MPUYnNHe
fekomMneHcaumn 3aboneBaHnin nevyexnn [17]. Unppo3s
neyeHn C NOpPTaNibHON runepTeH3ven B Poccnmnckon
Qepepauyum B 2017 r. 3admKkcnposaH y 4,5% naumneH-
TOB, 6€3 NopTanbHou runepTeHsnm — vy 2,3%, uMppo3
neyeHu (runepteH3usa HeusBecTHa) — Y 0,7% 6onb-
HbIX U MopakeHune neyeHn 6e3 umpposa — y 15,9%.
Y 1,5% naumneHTOB NOpaxeHune neyeHn ABNAETCA nep-
BbIM KANHMYECKUM cumnTomom MB. VimeHHO noaTomy
B AMArHOCTUYECKUI anroputm npu LUMppo3e neyeHn
HEACHOM 3TMONOTMMN peKoMeHAyeTCA BKo4vaTb No-
TOBbIV TeCT AnA ero ucknyenua [15, 16]. NopaxeHne
neyeHu, Kak n MHorue gpyrme peHoTmnmuyeckme npo-
ABneHnAa MB, 3aBUCHT He TONbKO 1 He CTOJIbKO OT re-
HeTuyeckoro gedekra u Tmna mytauum CFTR, HO n OT
LecTB/A reHOB-MOoAMbUKAaTOPOB, HAXOAALLNXCA BHe
nokyca CFTR.

OB30PbI
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C Bo3pacTom y naumeHToB ¢ MB HepepKo pa3BuBa-
eTCcA N SHAOKPUHHAA HeJOCTaTOYHOCTb NOAXKeNyaou-
HOW »ene3bl — MYKOBMCL03-3aBNCUMbI CaXxapHbIi
anabet (M3Cl), KoTopblll, Kak MpaBuno, NpoTekaeT
6eCCMMNTOMHO M MOXEeT [OJiroe BpPemsi OCTaBaTbCHA
HeAMarHoCTUPOBaHHbIM. [Py 3TOM N3BECTHO, UTO yxKe
3a 2-4 ropa fo MaHudecTauun grmabeTta yxyalwaroTca
nokasatenn HyTPUTUBHOrO cTaTyca U [AbIXaTenbHOW
byHKUMK. KombrHaumsa MB u fnabeTa okasblBaeT Hera-
TUBHOE BAUAHME Ha NPOJOSIKUTENbHOCTb »K13HM [18].

Y 6OnblUMHCTBA MALMEHTOB MYXCKOFO MoJfla CHU-
XeHa ¢depTunbHOCTb. B 6onblunHCTBe cnyyaeB dep-
TUIBbHOCTb  KEHLWMH, OONbHbIX MYKOBUCLMA030M,
coxpaHeHa. OfiHaKo B ornpefesieHHbIX Cy4Yyanax BO3-
MOXHO 6ecriofune, obyCcnoBIEHHOE AaHOBYATOPHbIM
MEHCTPYyanbHbIM LUKIOM 1 BTOPUYHOWN aMeHopeen
BClIeACTBMe 6enlkoBO-3HepreTMyeckon HefocTaTou-
HoCTWU. Hanbonee yacton NPUUNHON CHUXeHUA dep-
TUNBHOCTU Y MaLMEHTOB C HOPMaJibHbIM OBYNIATOPHbIM
UMKNOM fBNAETCA WU3MEHEeHMEe BOAHOrO U 3eKTpo-
NINTHOTO COCTaBa LEPBUKaNbHOW CAM3M B CBA3N C
6onbwym KonmyecteBom CFTR B uunanHapuyeckom
SNUTENUM WENKN MaTKn. B pesynbTaTe LepBuKanbHbI
CEeKpeT CTaHOBUTCA C/IMLIKOM BA3KMM, UTO CHUXKaeT
CnocobHOCTb K onnogoTBopeHuto [19, 20].

Mpn MB HepelKo BCTpeyaeTcA 0CTEONOPO3, KOTO-
pbl Yy NaLuneHTOB BCerga HoOCUT BTOPUYHbBIN XapaKkTep.
K npuynHam ero passutna npu MB oTHOCAT XpoHnye-
CKUI MUKPODBHO-BOCMANUTENbHBIA Npouecc, aebuumnt
BuTamMnHoB D 1 K, H13Koe noTpebrieHne Kanbuus, H13-
Kylo Gpu3nMUecKyto akTUBHOCTb, CaxapHblll AnabeT Ha
doHe MB, runokcuio 1 runepkanHuio, 4edpuunT Koct-
HOW MAcCCbl M HapYyLLUEHME MUKPOAPXUTEKTOHUKIN KOCTN
BC/IeACTBME HEJOCTAaTOYHOro Habopa MrKa KOCTHOW
Maccbl B Mepuroj aKTUBHOIMO pocTa U U30ObITOYHOM
KOCTHOW noTepu y B3pocnbix. YacTota octeonoposa
npu MB B 4eTCKOM 1 MOAPOCTKOBOM BO3pacTe COCTaB-
naet ot 20 o 50% v yBennumneaetca nocne 18 net xus-
Hu (50-75%) [21].

Annepruyeckuii 6POHXONEroYHbI acneprunnes
(ABJT) y naumeHTOoB ¢ MB npoTekaeT XpOHMYECKn C
nepriognyeckmumm oboctpeHnsamnu. OCHOBHbIMU Kiu-
HUYECKUMU Mpr3HaKamn obocTpeHus ABJ1 siBnsaoTCA:
HekoHTponupyemoe TeyeHne MB, npuctynbl yaywbs,
Kallenb C MOKPOTON, coepallell KOpUUYHeBble unm
YyepHble BKIOYEHMA 1 CIN3NCTblE NPO6KK, BPOHX006-
CTPYKTMBHbIA CUHAPOM W/VUAN BO3HUKHOBEHWE 303U-
HOPUNbHBIX NHGUNBLTPATOB, 60N B TPYAHON KIETKe,
pedpakTepHoe K MPUMEHEHMIO aHTMOAKTepuanbHbIX
npenapaToB NOBbILLIEHNE TeMnepaTypbl Tena, a TakxKe
CHUXKeHMe fbixaTenbHon GyHKUum [22].

MpofonXnTenbHOCTb acneprunniesa nerkmx 6onee
3 mecAueB MOXeT CBUAETeNbCTBOBaTb O Pa3BUTUN
XPOHMYECKon ¢GopMbl 3abosieBaHUA (XPOHMYECKUN
acneprunnes nerkux (XAJl)), KoTopasa npossnsaeTca
NPOAYKTMBHLIM KallfleM, OAbIWKOW U KpOBOXapKa-
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HbeM, MPOrPEeCCUBHBIM CHUXKEHVEM NEroYHON QyHK-
LMK, a TakKe CUMHAPOMOM MHTOKCMKaumn. XAJ1 yacto
npuHMmaioT 3a oboctpeHne MB, obycnosneHHoe bGak-
TepuanbHbiM BO36yauTenem, 1 Ha3HaualT Heapoek-
TUBHYIO B 3TUX Cllyyasix Tepanuio aHTMbaKTepranbHbl-
MU npenapatamu pesepsa [10, 11, 22].

MyKoBMCLMAO3 Yy B3POCbIX MOXHO pa3gennTb Ha
ZBe rpynnbl: 60onbHble C TUNUYHON dopmon 3abone-
BaHWs, 3aboNeBlINE B PaHHEM AETCTBE U JOXUBLINE
[10 B3pOCJIOro BO3PacTa; 60/bHble C aTUNUYHON op-
MoV 3aboneBaHus, C no3gHel MaHudecTaumen. 1-a
rpynna xapaktepusyeTcs HU3KUM HYTPUTUBHbIM CTa-
TYCOM, HenpepbiBHO peLuvMBUPYOLNM TeyeHnem
NHPEKLUNOHHO-BOCNANNTENIBHOIO NpoLecca B Ierkux
Ha QOHe BbIPaXXEHHbIX CTOMKUX U3MEHEHUN OpPOH-
XVaNbHON CTeHKW, CHOPMUPOBAHHBIX MACCUBHBIX
6pOHXMONO- N BPOHXO3KTa30B, PAaCNPOCTPAHEHHOIO
nHeBMOGNO6pPO3a, 0OCTPYKTUBHON U OynnesHom sm-
¢ur3embl. [IbixaTeNibHble NyTW 3TUX NALVEHTOB 3HaUU-
TeNbHO yalle MHOULUMPOBAHbI FPaMOTPULATENIbHON
MUKPOGNIOPO: BCTpevanTca LuppoTUYecKre un3-
MEHEeHMA, MaHCUHYCUTbI, KPOBOXapKaHbe, caxapHbll
anabet (20%) v gpyrve fieroyHble U BHeJIeroyHble
ocnoXxHeHusa [23].

OCOBEHHOCTU
ANATHOCTUKN MYKOBUCLIMAO3A

OnarHo3 MB nogTtBepxhaeTca Npu Hanmyuum of-
HOro unn 6onee xapakTepHbiX GEeHOTUMMUYECKMX ero
NPOABNEHUI B COYETaHNW C JOKa3aTeNbCTBaMM Hapy-
weHmnA ¢yHKUun CFTR, TakMMM Kak BblABNEHWE KIUHN-
YyecKU 3HauYMMbIX MyTauun reHa CFTR npu reHOTUNNPO-
BaHUU UNX yBEJIMYEHME YPOBHA XTIOPUAOB B CEKpeTe
MOTOBbIX efie3 nauueHTa. [na peweHns npobnem
AvarHoctukn MB 6binv pa3paboTaHbl KpuTepuu, co-
rmacHo KoTopbiM obA3aTenbHbiM Ana MB asnaetca Ha-
NMYMe XapakKTepPHOro KANMHUYECKOro CUHAPOMA MNIoC
[l0Ka3aTeNbCTBO KaKOro-nmbo HapyleHua ¢GyHKLMK
XOPHOro KaHasia OgHNM U3 METOOB.

B HacToALEee BpemMa CyLeCcTBYOT HECKONbKO Bapu-
aHTOB [MarHOCTMYeCcKux KpuTepueB MB, koTopbiMu
NoNb3ylTCA CNeunanncTbl [6, 8].

Hanbonee pacnpoctpaHeHO MCMONb30BaHMeE funa-
FHOCTMYECKNX KpUTepueB, YTBEPXKAEHHbIX EBponen-
CKMMM CTaHAAPTaMU M HaLUMOHaNbHbIM KOHCEHCYCOM,
npu KOTopbIX He06XoAMMO Hanuuyre y nauneHTa aAByx
COCTaBNALLKX:

1) NONOXMWTENbHbLIN pPe3ynbTaT MOTOBOro TecTa

n/vnnn gBe mytauyum CFTR;

2) HeoHaTanbHaa TrUMNEePTPUNCMHOrEHEMMUA UK
XapaKTepHble KNNHNYecKkne nponasneHna (ano-
¢dy3Hble OPOHXO3KTa3bl, BbICEB W3 MOKPOTbI
3Haumol ana MB natoreHHowm mukpodnopsl,
SK30KPUHHAsA MaHKpeaTuyeckasa HefocTaTou-
HOCTb, CUHAPOM NOTEPU Coset, 06CTPYKTUBHAA
azoocnepmus) [6, 24].
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Mpu grarHocTnke o6TYpPaLMOHHON KULLEYHON He-
NPOXOAMMOCTM (B TOM UMC/ie MEKOHUANIbHOro uney-
ca) B nepuofie HOBOPOXKAEHHOCTU crielyeT 0bpaTutb
BHVMaHME HA Hanmuume NMpu3HakoB BHYTPUYTPOOHON
nepdopaun TOHKON KULLKK U NEePEHECEHHOTO BHY-
TPUYTPOOHOrO 3HTepoKonuTa (BHYTpUyTpobHOE dop-
MMpPOBaHWe cnaek, NeEPUTOHUT), a TaKKe Ha HapyLle-
HMe NPOXOAMMOCTY TONCTOM KULLKM NPY HOPManbHOM
dbopmupoBaHMM ee HepBHOro annaparta. OnncaHHble
3a60/1eBaHNA OTHOCATCA K NO3gHMM deTonaTusm, no-
3TOMY BO3MOXHble NPOABJIeHUss MOTYT ObITb BU3Yyanu-
3upoBaHbl B Il Tpumectpe. MNpu Hannuum y pebeHKa
elje BHYTPUYTPOOHO MNPU3HAKOB TMMEPIXOreHHOro
KUleYyHUKa no gaHHbiM Y3U uenecoobpa3Ho BbiMos-
HeHne [HK-gmarHocTmknm MykoBMCUMAO3a C Lenblo
BbIAIBNIeHUs Hanbonee vacTbix myTauuin. [ocne pox-
LeHna pebeHOK byeT HaxoaMTbCA B rpymnne pyucka no
BO3MO»HOMY Pa3BUTHIO MEKOHMANIbHOTO Meyca U Kn-
LIEYHOU HEMPOXOAUMOCTH.

Mocne poxpeHua HeobXxopMma AUArHOCTUKA Ku-
LWeYHOW HenpoOXoAUMOCTI 1 OCIIOKHEHUIN B COOTBET-
CTBUMN C KIMHWYECKOW MPaKTUKOW MauueHToB C Me-
KOHMaNbHbIM 1eycoMm, obsasaTesibHa KOHCyfbTauus
crneyunanucTa No MyKoBUCLMAO3Y, NpoBedeHre NoTo-
Bo npo6bl, AHK-anarHoctukn. MNMpu HEBO3MOXKHOCTY
npoBeAeHnst NOTOBOW NPo6bbl AoMKHA ObITb BbINOJIHE-
Ha [HK-gnarHoctuka [24].

MNceBpo-bapTTep-cMHAPOM AMArHOCTMPYeTCca Ha
OCHOBAHWW Hanuuna y pebeHKa yCTaHOBJIEHHOIO Aina-
rHO3a «MyKOBUCLMAO03», XapaKTEPHOW KINHUYECKON
KapTUHblI 1 BUOXUMUYECKNX U3MEHEHWIA: TMNOHATPU-
emMmnn, TUMoKanMemnn, rnnoxnopemmu, metabonuye-
CKOro ankanosa [8].

[OnarHoctrka acneprunnesa npu MB cnoxHa n He-
pefKo 3ana3ablBaeT, NOCKONIbKY MHOTMeE fuarHoCTuYe-
CKMe KpuTepuu nepecekaroTcsa C TUMUYHBIMU MPOAB-
NEeHUAMN OCHOBHOro 3aboneBaHuA. [InA NOCTaHOBKM
[AVArHo3a Heo6XxoAVMO KOMMJIEKCHOE CreLmann3npo-
BaHHoe obcnepoBaHue. CornacHo KoHceHcycy DoHaa
MyKoBumcumnaosa (2003), K ArarHOCTUYECKNM KpUTepu-
Am ABJ1 oTHocATcA [25]:

« yXyOWeHne TeuyeHWAa MYKOBUCLMAO3a: Kaluesb

C MOKPOTOW, copepalleil CM3nCTble MpobKu,
OfblllKa, NPUCTYNbI yayLWbA, CHUKeHne PKEJT (kn3-
HeHHoW emkocTu nerkux), O®B, (o6bema dopcu-
poBaHHOro Bblgoxa 3a 1 ¢), ocTpoe nnm NepcncTu-
pylouee yxyalweHmne COCTOAHUSA, He CBA3aHHOe C
OPYTUMU NPUYUHAMU;

+ ypoBeHb obuiero IgE >500 eg/mn;

« Hanumuune cneunduueckux Aspergillus IgE wnnn
NONoXKUTENbHaA KOXHasA npoba C aHTMreHom
Aspergillus;

« Hanuuue cneumnounuecknx Aspergillus 1gG;

* U3MeHEeHMA Ha peHTreHorpamme mnu KT [25-27].

Mpu guarHocTkKe UMpPpPO3a NeyeHn y naunueHToB
C MyKOBMCLMA030M cfielyeT obpallaTb BHMMAHVE Ha
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Hanuuue cnegylLWMX CMMATOMOB: MOBbIWEHWE ana-
HUHAMNHOTpPaHchepasbl, acnapTaTaMUHOTPaHCchepa-
3bl ¥ ramMmma-rnyTammnTpaHcdepasbl B TeueHve bonee
yeM 6 MeCALEB MPU UCKITIOYEHUN APYTUX NPUYNH [28,
29]; nanbnaTopHoe yBeNMYeHNe Pa3MepoB NeyveHn u
ceneseHku [29]; yanuHeHve NpoTPOMOMHOBOrO (TPOM-
60Mn1acTUHOBOr0) BPeMEHV B KPOBU 1K B Mnasme [29,
30]; Hannumne xapakTepHon Y3-KapTuHbl (HeogHOPOA-
HaA 3XOreHHOCTb NAPEHXMMbI, TAXKNCTOCTb, 3aKpyrie-
HVe NMeYeHOYHOro Kpas, NpopacTaHne CoeauHUTENb-
HO TKaHW B BOPOTA NeYeHn), BbiBIEHVE N30bITOYHOW
CBOOOAHOW XNAKOCTU B OPIOWHON MNONOCTU KaK Npu-
3HaK acuuTa [31, 32]; obeiHeHMe BEHO3HOIO KPOBOTO-
Ka 1 ¢opmMmMpoBaHMe NPU3HAKOB NOPTaNIbHON runep-
TEH3UW MO AaHHbIM YNbTPa3BYKOBOrO AYMIEKCHOrO
CKaHupoBaHua (Y3 cocynoB neueHu; Hanuune npu-
3HakoB ¢dopmupoBaHua ¢rbposa/umpposa no AaH-
HbIM HEMPAMOW 371aCTOMETPUN NEYEHU C OLIEHKOM CTe-
neHn ¢prnbpo3sa no Mmopdonornyeckon KnaccmpmKkaumum
METAVIR (Meta-Analysis of Hisological Data in Viral
Hepatitis) [33]; BbIABNEHME BAPUKO3HO pacLUMPEHHbIX
BeH nuwesoga (BPBIM) n xenygka npu npoBegeHnn
AVarHoctTuyeckom ¢pubposzodaroractpoayoeHoCKo-
nun (O3MAC). TaxkecTb N cTeneHb KomneHcauun MB-
aCCOUMNPOBAHHOIO LMPPO3a NeYeHn B KIMHUYECKOW
NpakTuKe NpoBOANUTCA NO Knaccudukaumm Yannpa-
Mbto [34].

[rarHocTnyecknmMmn Kputepmamm MyKOBUCLMLO3-
3aBUCMMOrO CaxapHoro guaberta ABNAOTCA Hanuuve
rMNeprivkeMun HaTtowak (ypoBeHb FIOKO3bl Myia3mbl
HaTowak >7,0 Mmonb/n), Unn «amabeTmyeckniny ypo-
BEHb IOKO3bl KPOBYU B XO[e CTaHZAPTHOrO I0KO30-
TONIePaHTHOro TecTa (Npu YpOBHE rIOKO3bl Mya3mbl
HaTowak <7,0 MMOnb/N W TNOKO3bl Ma3mbl yepes
2 Y B Xof4e OpafbHOro rOKO30TONEPAHTHOrO TecTa
>11,1 mmonb/n) unu NocTNpaHananbHaa runeprianke-
MUA, onpependaemMas HenpepbiBHbIM MOHUTOPUHIOM
rNIOKO3bl MPU OTCYTCTBUM CUMATOMOB [35].

[dnarHocTuka octeonoposa y naumeHtoB ¢ MB
BK/IOYAeT OLEHKY KJIMHWYECKOW KapTWHbI, PeHTreHo-
LeHcuTomeTpurio, nabopaTopHble MeToAbl Mcciepo-
BaHUS.

InarHo3 octeonopo3sa npu MB ctaBuTCA Npu Ha-
YUK OQHOTrO 1 6osiee KOMMNPECCUOHHbIX NepesioMoB
Ten NO3BOHKOB, KOTOPble He CBA3aHbl C BbICOKOIHEpP-
reTuyeckor TPaBMOWN UM NOKaNbHbIM 3a6oneBaHNEM,
NPUBOAALWNM K M3MEHEHWUIO MUHEPASIbHOW MSIOTHO-
CTW KOCTHOWM TKaHu (MIK), nnn npu Hannunum KnuHu-
Yeckn 3HAaYMMOro aHamHesa nepenomos u MIK no
z-Kputeputo <—2 SD (cTaHZapTHble OTKNOHeHKA) [36].

[na onarHoCTMKM MyKOBUCLMA03a BCEM HOBOPOX-
LeHHbIM B PO npoBoauTCA HeOHaTaNbHbIN CKPUHUHT
Ha MB, Tak Kak paHHee BbifiBfieHNe N CBOeBPEMeHHOoe
Hauano Tepanuun NO3BONAIT NpeaynpefnTb pa3BuTue
TAXENbIX OC/IOXKHEHWN, yny4ylwakT nokasatenn ¢u-
31MYEeCKOro pPasBUTUA, 3amMepfialT TeMMbl CHUXEHMUA
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bYHKLUMM Nerknx, CHUXKaT NoTpebHOCTb B rocnuTa-
nmnsaunn [6, 8, 24]. NMPOTOKON CKPUHMHIA BKOYaeT
TpuW 06A3aTeNbHbIX 3Tana: NcciefoBaHNe YPOBHA NM-
MyHOpeaKkTUBHOro TpuncuHa (MPT) n notosada npoba.
Ha nepBom 3Tane B KpOBW HOBOPOMKAEHHbIX (4-5-11
[eHb y QOHOLUEHHbIX, 7-8-1 feHb Yy HeJOHOLIEHHbIX)
onpepensaeTca ypoBeHb VIPT B BbiCylleHHOWN Kanne
KpoBu. B3AaTne o6pa3L 0B KPOBWU OCYLLECTBAAETCA B
COOTBETCTBUN C npukaszom N2 185 o1 22 mapTta 2006 r.
«O MaccoBom 06Cnef0BaHUN HOBOPOXKAEHHbIX AeTel
Ha Hac/le4CTBeHHble 3aboneBaHuA». Ha BTopom 3Tane
npu npesbileHnn noporosoro yposHa WPT (cut-off
>99,5 LeHTMNA) NPOBOANTCA pe-TecT Ha 21-28-1 fAeHb
XU3HU. Ha TpeTbem 3Tane npu MOSIOKUTENIbHOM pe-
TecTe NPOBOANTCA NOTOBas Npoba. Ha ueTBepTOM 3Ta-
ne npv NOrpaHNYHOM pesysbTaTe NOTOBOW NPobbl —
LONoNHUTENbHble MeTofbl 06cnefoBaHUA, BKOYasA
OHK-anarHocTrky, onpegeneHmne pasHOCTN KMULWEYHbIX
noteHunanos. Mo3uTBHasA NoToBas Npoba pacueHu-
BaeTCA KaK MONOXUTENbHbIA pe3ynbTaT CKPUHUHTA, 1
naumneHTa HanpasnAoT B LLEHTP MyKoBuUcLMAo3a (nnbo
npodunbHoe otaeneHne). [letm ¢ MEKOHMaNbHbIM une-
yCOM, He3aBncuMo oT ypoBHA UPT, HyxgatoTca B npo-
BeleHUN MOTOBOV MPOObI M3-3@ BO3MOXHOIO Y HUX
NOXHOOTpULATENbHOrO pesynbTata. OnTuUManbHble
CPOKM YCTaHOBKM iNarHo3a v Havana HabnogeHua na-
LMeHTa, BbIABIGHHOrO MO NpOorpaMmMe HeoHaTaslbHOro
CKPVHWHIa, — NepBble 2 MecALa Xn3Hu [8, 24].

MNMoToBas npoba ABNSETCS «30/10TbiIM CTAHZAPTOMY
AVArHOCTMKN MyKoBUcUmao3a. [ina yctaHoBneHus ana-
rHo3a Heo6XoAMMO MONYUNUTb Kak MUHUMYM 2 MOMo-
XUTENbHbIX pe3ynbTaTa. [loToBasa npoba mMoxeT ObITb
nposefieHa pebeHKy B Bo3pacTe 48 4YacoB C Maccou
Tesna He meHee 2 Kr [6, 8, 24].

B Poccuiickon Megepauumn ncnonb3yoT ABe MeTo-
AVIKN NOTOBOrO TecTa.

1. Knaccnueckun npAamon metof onpegeneHns snek-
TPONUTHOrO COCTaBa MoTa (Xslopa WK HaTpusA)
METOAOM MUIIOKAPMUHOBOIO 3eKTpodopesa no
Mn6cony n Kyky (1959). Hopma — o 30 mmonb/n,
norpaHnyHble 3HayeHma — 30-59 mmonb/n, no-
NOXNUTENbHbIN pe3ynstaT — 60 MMONb/N 1 Bbllle
(npn HaBecke noTa He meHee 100 mr). MNokazaTtenu
XJI0prAoB Bbiwe 150 MMOMb/N AOMKHbI ObITb MOA-
BEPrHyTbl COMHeHMIo [6-8].

2. lMpwn BHeapeHUN MaccoBOro CKPUHWHra HOBO-
POXAEHHbIX LUINPOKOE pacnpoCTpaHeHre Nony-
ynn MeTog NPOBEeLEHNs MOTOBOW NPOObI NyTemM
onpepaeneHna NpoBOANMOCTM NOTa C MOMOLLbIO
cneumanbHbIX MOTOBbIX aHaNN3aTOPOB, KOTO-
pbli KOppenupyeT C OnpeaefeHnemM YpOBHA
XJIOPUAOB 1 MO3BONAET MOYYNTb afleKBaTHbIN
pe3ynbTaT npu KonmMyectBe nota B obpasue
3-10 mkn. MNpn onpepeneHnn NPOBOAUMOCTU
NONOKNTENbHbIM PE3yNbTaTOM AN1A MyKOBUCLM-
[J03a cunTaeTca nokasaTesnb Bbilwe 80 Mmonb/n;
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NOrpaHNYHbIM 3HayeHnem — 50-80 Mmonb/n;
HOopManbHbIM — Ao 50 mmonb/n. MNMokasatenn
NPOBOAMMOCTU BbliLe 170 MMOMb/N [ONXKHbI ObITh
noABeprHyTbl COMHeHM0. Bpema cbopa nota He
OOMKHO npeBbiwaTth 30 MUH, MUHVMMANbHO JOMNY-
CTUMOE Konnyectso nota — 75-100 mr (15 mKn
B KonnekTope Macroduct), ckopocTb notootge-
NeHVs [oKHa ObITb He MeHee 1 I/M? B MUHYTY
[24]. O6a3aTenbHbIM ABNAETCA NpefBapUTeNbHOe
TLaTeNbHOE OUNLLIEHME KOXKIM NauneHTa [8].
MpnYnHBI MNOrpaHMYHbIX pPe3ynbTaToB MNOTOBOM
nNpobbl BO3MOXHbI Crliegyowne: WMHAMBULYaNbHble
ocobeHHOCTM y ntofiel 6e3 MyKoBMUCLM03a, 0COBEHHO
y B3pOC/iblX; HEMpPaBWIbHasA MOATOTOBKA K Npobe; Ho-
CUTENbCTBO «MATKMX» MyTaUUA MPU MYKOBMCLMLO3E
[24]. B aTOM cnyyae pekomMeHZyeTCA MCMNoJfib30BaHUe
pa3HbIX METOAOB OnpeAeneHnsa XAopuaoB noTa, Npo-
BefleHVe TMOBTOPHbIX WCCNefOBaHU, BbIMNONHEHNe
paclwmpeHHoro [1HK-aHanu3a (cekBeHNpoBaHuMe reHa)
N PacCUIMPEHHOTO KIMHUKO-1ab0PaTOPHOrO 1 MHCTPY-
MeHTaNIbHOro o6csieoBaHWA (BbIMOMIHEHVE KOMPOSO-
rMyecKoro nccnefoBaHna, onpegeneHne akTMBHOCTH
naHKpeaTnyeckon snacTtasbl-1 B Kane, 3NeKTPONNTOB B
OGUOXUMNYECKOM aHasN3e KPOBM, MOCEBOB MOKPOTbI/
Ma3Ka C 3afiHell CTEeHKM [NIOTKU, peHTreHorpadum op-
raHoB rpyAHOWM KNeTKW, Ma3yx Hoca, CnepMorpammbl),
BbIMOSIHEHME MeTofa onpefeNieHna Pa3HOCTM Ha3alb-
HbIX MOTEHLUWANoOB WIW U3MEPEHME SNEKTPUYECKOro
ToKa B 6uoNTaTe KULIKKM, OTpakamolue HapylueHue
bYHKLMM XNOPHOTO KaHana.
B KauecTBe AONONHWTENbHOro TecTa nauuveHTam
C Nof03peHVeEM Ha MyKOBMUCLL03, 0COOEHHO B COMHU-
TeNbHbIX Ciyyaax (Mpy NOrpaHMYHbIX 3HaYEHUAX MNOTO-
BOrO TeCTa, NPV HEBbIPAXKEHHOW CUMMNTOMATHKE U/ unm
NPU HEMOJHbIX KNAacCUYECKUX NPoaABReHnAxX 6onesHn)
MO>KeT 6blTb PeKOMeHJ0BaHO NPoBeAeHNe UCCIeao0Ba-
HWA Pa3HOCTU KMLLIEYHbIX NOTeHuManos [6-8].
MNpoBefeHne MoneKynApHO-reHeTUYECKOro nccne-
[OBaHusA AnAa ngeHTudukaumm mytaunm reHa CFTR pe-
KOMEeHAO0BaHO No cnefyowmnm nokasaHam: HOBOPOXK-
OeHHbIM € nonoxutenbHbiM VIPT n nonoXxntenbHbiMK
WM MOTPaHMYHBIMA 3HAUYEeHUAMYU MOTOBOW MNpPOo6bI,
MEKOHManbHbIM WAEYCOM; NI0AAM C MOrpaHUYHbIMA
3HauyeHMAMY MOTOBOW MPOObI; NauvMeHTaM C KNWHWU-
YeCcKMMN MNPOABMEHNAMM KNAacCUYeCKOro uaM MOHO-
cmmnTomHoro MB; npu CFTR-accoumMmnpoBaHHbIX 3a60-
neBaHUAX (NaHKpeaTuT, BPOXKAEHHOEe [BYCTOPOHHee
OTCYTCTBUE CEMABBIHOCALLEro NPoToKa / 0OBCTPYKTUB-
HaA azoocnepmuA); POACTBEHHMKAM nauyneHTos ¢ MB
(anAa onpepeneHnA cratyca HOCUTENbCTBA MO Xena-
HMI0); >KEHLUMHAM Mocne poXaeHna nepBoro pebeHka
C MYKOBMCLMA030M, a TakKe BO BpeMsa nocnegyoLmx
6epemMeHHOCTeN Npy Hanuumy pebeHKa ¢ MyKoBUCLM-
[l030M; BHYTpPUYTPOOHO pebeHKy Ha 10-12-i Hepene
rectayuv npu nogospeHnn Ha MB (npu Hannuum cnbea
¢ MB) nnu 06HapyeHUM rMnepaxoreHHOro KNLWeYHnKa
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npu Y3-o6cnenoBaHny; AOHOPAM rameT U SMOPUOHOB
B MpOrpammax 3KCTPaKoprnopanbHOro onjaofoTeope-
Hua (3KO), BHYTPUMATOUYHOW WHCEMMHauuW; Cynpy-
YEeCKMM MapaM C BbICOKMM FeHeTUYeCcKUM puckom MB,
xenatowmm npontn KO (npermnnaHTauMOHHOe re-
HeTnueckoe TectmpoBaHue (MIT)), Ha MB gna npepot-
BpaLleHuna poxaeHnsa pebeHka ¢ MB (npu otcyTcTBMM
NPOTMBOMNOKa3aHW 1 orpaHnyenmnn) [8, 24].

KnuHnyeckyo 3HaUMMOCTb OOHAPYXKEHHbIX reHe-
TMYECKUX BApUaHTOB cnefyeT yCTaHaBnAMBaTb C yue-
TOM pekomeHpauumii KoHceHcyca, NOCTOSHHO OOHOB-
nAaemMblix 6a3 JaHHbIX.

CTpaterna MonekynapHO-reHeTUYeCKon [uarHo-
ctnkn MB BKnoyaeT HeCKOJIbKO 3Tanos.

1. Ha nepBom 3Tane npoBOAUTCA MOUCK BapuaH-
TOB MyTaUWii, Hanbosee YacTbix B MONYAALUY, K
KOoTOopoW NpuHagnexuT obcnegyemblii [8].

2. Ha BTOpOM 3Tane NpoBOAAT paclUMpPEeHHbIN No-
UCK bosiee pefKrx BapMaHTOB, NCMONb3ys CEK-
BeHupoBaHue no CaHrepy WaM BbICOKOMNPOU3-
BOAUTENIbHOE CeKBeHMpoBaHUe reHoma (MPS/
NGS). AHanu3 BK/lOYaeT uUccnegoBaHue BCel
Koaupytouen nocnefgosatenbHoctn reHa CFTR
(27 oK30HOB), 0bnacTenl 3K30H-UHTPOHHbIX CO-
eflvHeHWl, 5'- 1 3'-Hekoaupyowmx obnacten (8o
200-300 HykneoTnaoB), a TaKKe, »kenaTesibHo,
rny6oKMX MHTPOHHbIX obnacTei, rae pacnosno-
»KeHbl BapWaHTbl C JOKa3aHHOM NaTOreHHOCTbIO.

3. TpeTun 3Tan — OObIYHBIMU CKAHVPYIOL MU Me-
To4amMu, B TOM YnUCie CEKBEHUPOBAHNEM, MOX-
HO BbIABUTb HapyLlleHnA nocriefoBaTenbHOCTH
reHa, He3HauuTesbHble MO MNPOTAXEHHOCTU:
HyKneoTuAHble 3ameHbl, Hebonblune pgeneynn/
nHcepunn. lMepecTporkmy, oxBaTbiBaloLwWwme He-
CKOJIbKO 9K30HOB/UHTPOHOB, TaKNMN METOAAMM
He BbIABNAIOTCA. PekomeHayeTcA ncnonb3oBatb
cnepytowme TexHonorum: MLPA (MynbTunnekc-
HYl0 JNArasHyl 30HAOBYIO amnanpuKaLnio)
nm6o QFMP (KonuuecTBeHHyto dnioopecueHT-
Hyto MmynbTunnekcHyto MNUP) [24, 371.

CornacHo aaHHbIM EBponenckoro KoHceHcyca no MB,
npoBefeHVe PaCLUMPEHHOrO MOMEKYNAPHOro nccnemo-
BaHWA reHa CFTR No3BoONAET BbIABUTb MAaTOreHHbIN Bapu-
aHT B 98% cryyaeB. ITO MOXeT ObITb CBA3aHO NGO C TeMm,
4YTO MCMOMNb30BaHHbIE METOAbI He MO3BONWAN NPOaHaNU-
3MpOBaTb PErnoHbl FeHa, rge pacnonaralTca naToreH-
Hble reHeTMYeckne BapuaHTbl, MO0 C ABNEHMEM OHO-
poauTenbCcKon gnucomun, mobo ¢ deHokonuamn MB [24].

NMPOYUE NABOPATOPHbIE UCCJIEAOBAHUA,
npoBOAAWMECA NPV AUATHOCTUKE
1 B NPOLUECCE AMHAMUNYECKOIO
HABJNIIOAEHUA 3A NALUEHTAMU
C MYKOBUCLUMNOO30M

Bcem naumeHTam ¢ MB noka3aHo npoBegeHue Knu-
HNWYECKOro aHanm3a KpoBW C LiefIblo OPUEHTMPOBOY-
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HOW OLEHKM BOCManuTeNIbHOro mpouecca, KOHTpond
BAUSAHMA NPOBOAMMON Tepannn Ha NoKasaTenu KpoBu
N B KOMMIEKCHOW OLeHKe HYTPUTMBHOrO cTaTyca [8,
38]. PekoMeH[OBaHO TaKe NpoBefeHne KIMHNYeCKo-
ro aHanmsa moum Bcem naumeHtam ¢ MB npu nepsuny-
HOW AMArHOCTVKE U fUHAMMNYeCKOM HaboaeHNN C Le-
Nblo CBOEBPEMEHHOTO BbIABJIEHUA NMOPaXKEHNA NOYeK.

PekomeHpyeTca npoBefeHre nabopaTopHbIX Te-
CTOB [NA OnpefenieHusa cTerneHu MaHKpeaTuyeckom
HeLOoCTaTOYHOCTM BCEM MauUMEHTaM C NMOAO3PEHUEM
Ha MB u naymeHtam ¢ MB (onpepeneHue akTMBHO-
CTV MaHKpeaTuyeckon 3nactasbl-1 B Kane), cteneHu
KOppeKUun naHKpeaTMyecKom HefaoCTaTOYHOCTN —
KOMPOJNornyeckoe ucciefoBaHne C onpeaeneHnem
HeNTpanbHOro Xupa B Kane [6, 8, 24].

Bcem nauueHTam ¢ MB (Mnm ¢ nopospeHmem Ha
MB) nokasaHo npoBefeHue MUKPOOKMONOrMYeckoro
nccnefoBaHUA MOKPOTbI (MHAYLMPOBAHHOW MOKPOTbI
WAN TpaxeanbHOro acnupara), Unu, B UCKIIUYUTENb-
HbIX CUTyauusax (gna mnageHues), opodapurHreann-
HOro MasKa W/Unn XUBKOCTN BPOHX0anbBeOsIAPHOro
nasaxa (bAJ1) ana npeHTudMKaymm natoreHa/naTore-
HOB 1 OMpefeneHna YyBCTBUTENbHOCTY BblAeneHHOMN
MUKpodnopbl [6-8, 24].

WccnepoBaHue npoBoguTca nNpuv NepBUYHON Ana-
FHOCTVKe 1 B NpoLecce AUHAMUYECKOro HabnoaeHns, B
TOM umncne gna KoHTpona 3GbeKTBHOCTM Tepanuu, He
pexe 1 pasa B 3 mecAua, No NoKasaHMAM — vauye. [1po-
BOAUTCA TaKXe KOHTPOJIbHOE nccnegoBaHue vepes 10—
14 gHe Nocne Kypca aHTUMUKPOOHON Tepaniu € Lenbto
oueHKU 3ddEeKTUBHOCTY NPOBEAEHUA dpajnKaLMn Npu
nepBMYHOM BbiCEBE P. aeruginosa v fpyromn rpamoTpu-
LaTeNbHOM aHTUOMOTMKOPE3NCTEHTHON GlopbI.

Mpu XpoHMYECKOW rpaMoTpuLaTeNibHON aHTUbMo-
TUKOpe3nCTeHTHON dnope naureHToB ¢ MB B nepurog,
nposefieHNA 3paiKaLuNOHHOWN Tepanuu pekomeHay-
eTcA eXeMeCAYHO Hanpas/iATb Ha MUKpobuonormye-
cKoe 06csieloBaHME C Lefblo OUEeHKN 3PPEeKTUBHOCTY
aNUMMHAUUKN BO3byaWTEenel; HanpaBnATb AeTen Ao
5 neT Ha AMarHOCTMKY MUKPOOHOI bnopbl, nonyyeH-
HOW c nomolbto rnybokoro Maska 13 3eBa. [ina geten
CTapuwe 5-6-eTHero Bo3pacra 1 B3pOC/blX NpUopu-
TETHbIM L|eNIeco06pa3HO CUNTATb aHaANIN3 MOKPOTbI.

Heobxoammo paccMoTpeTb npoBefeHue nabopa-
TOPHbIX WMCCNEAoBaHUA ANA AVArHOCTUKW annepruye-
CKOro 6pOHX0Iero4yHoOro acneprunnesa: yposeHb obLue-
ro ummyHornobynvHa E (IgE), cneunduueckne IgE n IgG
K Aspergillus fumigatus. Mpwn nogo3peHun Ha XAJ1 peko-
MeH[OBaHbI Te e UCCeJoBaHMsA 1 onpefeneHne rasak-
TOMaHHaHa (meTabonuta Aspergillus fumigatus) B KpoBK
(onpepeneHne metabonutos rpubos) [6, 8, 10, 24, 25].

MNauneHtam ¢ MB c nogo3peHuem Ha ABJ1 gna nc-
KIOUYEHA/MOATBEPKAEHNA MUKOTEHHOW CeHcnbnnu-
3alMmM NoKasaHo NpoBefeHne KOXKHOM Npobbl C aHTu-
reHom Aspergillus (Hako»KHble nccnefoBaHWA peakuum
Ha annepreHbl) [25].

OB30PbI
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Bcem naymneHtam ¢ MB pekomeHgoOBaHO npoBefe-
Hue BUOXMMMYECKOro aHaNnmn3a KpoBu (06w 6enok,
anbbyMuVH, onpeaeneHne akTMBHOCTU acnapraTtamu-
HOoTpaHcdepasbl, anaHMHaMMHOTPaHchepasbl, ram-
Ma-rnyTammntpaHcoepasbl, wenoyHon docdaTasbl,
amunasbl, nMnasbl B KPOBW, UCCNEfOBaHME YPOBHSA
XoJfieCTepUHa, TPUTANLEPUAOB, HaTPKUA, Kanus, Xno-
pupos, obuero 6unnpybrHa, cBo60AHOro 1 CBA3aH-
Horo 6unupy6uHa, C-peakTMBHOro 6efika B KpoOBW)
eXXerogHo, Nno nokasaHmam — yvauwe). iccnepoBaHue
NPOBOANTCA C LESblo KOHTPONA COCTOAHUS MeyeHwu,
bYHKUMM NofKeny[oYHON Kefne3bl, 3N1eKTPOSIMTHOro
0o6MeHa N XPOHMYECKOro BOCMANeHUA COrnacHo mno-
Ka3zaHuam [8, 38].

MccnepoBaHme KMCNOTHO-OCHOBHOMO COCTOSIHUSA
KPOBW, YPOBHEN HAaTPWUA M Kanus HeobXxoAnMo Mnpo-
BOAWTb Npu nogospeHun Ha MNbC y naymeHtos ¢ MB
1 npu KoHTpone Tepanun MBC [8, 30].

Bcem maumeHTam npm nepsryHom guarHoctnke MB
1 NPU HaTYMK LMpPPO3a NeYeHr peKoMeHaA0BaHO Bbl-
MosiHeHVe Koarynorpammbl (OpPUEHTUPOBOYHOFO UC-
cflefoBaHMA CMCTeMbl remocTasa) 1 pa3 B 3—-6 mecAueB
C Uenblo KOHTPOA 6eIKOBO-CMHTETUYECKOW QYHKLUN
neyeH N CBOEBPEMEHHOIO NPeaoTBPALLEHNA reMop-
parnyecknx ocnioXkHeHuin [24].

Bcem nauyveHTam ¢ MB 1 pa3 B 6 mecAueB C Lenbto
KOHTPONA 3HOOKPUHHOWM OYHKLMW MOAXKeNny[oUHOM
)ernesbl, CBOeBpeMeHHoN anarHoctky M3C[l Heobxo-
AVIMO 1CCnefoBaTb YPOBEHb I0KO3bl B KPoBU. B Ka-
yecTBe CKPUHUHTIA OS89 CBOEBPEMEHHOW ANArHOCTMKN
M3Cl pekOMeHOOBAaHO pPacCMOTPeTb MNpPoBefeHne
OpanbHOro MIOKO30TONIePaHTHOrO TecTa C Harpy3Kowm
rnoKoson 1,75 r rnwoko3bl/Kr (He 6onee 75 r; TOUKK
KOHTPONs — HaTowak, yepes 60 MuH, yepe3 120 MUH)
BCeM aeTaAm ctaplue 10 net (Mo nokasaHUAM — paHb-
e) eXXerogHo B nepuop KIMHUYeCKon CTabunbHo-
cTu. Vicnonb3oBaHve TNMKUPOBAHHOIO reMornoburHa
(HbA1c) B KauecTBe CKPVHMHI-TECTa He ABNSETCS 06a-
3aTe/bHbIM B CBSI3W C HEAOCTAaTOUYHOW MHGOPMATUBHO-
CTblo ANs nauneHToB ¢ MB no 3Tum nokasaHuam [35].

[nA KOMMNNeKCHOW AMArHOCTUKM OCTeornopos3a wu
AVArHOCTUKM NaToslorMm novyek naymeHtam ¢ MB pe-
KOMEHAYETCA ONnpefeneHrie ypoBHA OOLWEro 1 MOHU-
3MPOBAHHOIO Kanbuuda, pocdopa KpoBM, KpeaTuHMHA
CbIBOPOTKM KPOBU U KAWPEHCA KpeaTUHWHA (pacyeT
no ¢opmyne Kokpodpta—lonTa), wenoyHon ¢ocdartasbl
CbIBOPOTKM KpoBWU [8].

Bcem naumeHTam My»CKOro nona B Bo3pacTe cTap-
we 15 net ¢ MB Heo6xoQMMO PacCMOTPETb BOMPOC O
npoBefieHnn CrnepmMorpamMmmMbl Y MOMEKYNAPHO-reHe-
Tnyeckoro (aHanu3 reHa CFTR, ecnu He 6bin paHee Bbl-
MOJSIHEH) UCCNeQOBaHUA C LeNblo OnpeaeneHunsa npo-
rHO3a M TaKTWKWU pelleHMs BOMpocCa penpomyKuuu.
C uenblo ANArHOCTMKKU FMNOroHaan3mMa BCeM nauuneH-
TaM MYXCKOro rnona B Bo3pacTte ctape 15 net ¢ MB
HeobxoAnMo onpefenATb yPoBeHb 0O Ero TectocTe-
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pOHa 1 CTepOMACBA3bIBAOLErO FOOYNMHA B CbIBO-
poTKe Kposu [39, 401].

PekomeHpyeTca npoBefieHUe peHTreHorpadum u
KomnbloTepHon Tomorpadum (KT) opraHoB rpynHou
KNeTKM nauueHTam ¢ nogo3peHvem Ha MB 1 naymeH-
Tam ¢ MB ¢ uenbto onpegeneHuns Xxapakrepa 1 oobema
nopakeHus NeroyHom TkaHu [6, 8, 241.

PeHTreHorpadua mMoxeT BbiABUTb Takume MpuU3Ha-
KU, Kak gedopmauma n ycuneHme neroyHoro pucyHka,
NHeBMOdMOPO3, NepubpoHxXmnanbHas UHPUIbTPALNA,
KoHconupauma (atenekrasbl), 6POHX03KTa3bl, Oynsbl,
nposeneHna OpPOHXMaNbHOW OBCTPYKUUN (NIOKasnb-
Hble y4yacTKy B3AYTWA NEroYyHOM TKaHW, yBennuyeHue
peTpocTepHanbHOro NPOCTPaHCTBA, ynioweHre ana-
¢dparmbl), a Takxke Kndo3s, yTonieHre 6POHXMANbHBIX
CTEHOK, CI3uCTble NPobku. [lo HacToALero BpemeHu
B pa3HbiX LeHTpax, Kypupyowmx nauneHtos ¢ MB, B
TOM uncrie 3apy6exHbIX, ANA AMHaAMMYeCcKoro Habnio-
[eHMA yalle ucnonb3lyetca peHTreHorpadua, B page
ueHTpoB — KT [24], koTOpaA B HacTosALlee BpeMa AB-
NAeTCA OCHOBHbIM METOLOM ANArHOCTUKN U3MEHEHUN
B nerkmx npu MB.

B KauecTBe yTOUHAIOWEro MeTofda ANA CHUXeHUA
NlYyYeBOW Harpysku npuv MHOFOKPATHOM KOHTpone
BOCMaNuUTENIbHOro npouecca nauueHtam ¢ MB peko-
MEHJOBAHO MpOBefileHNe MarHUTHO-Pe30HaHCHON
Tomorpadum (MPT) opraHoB rpyaHon knetku. [o
7 neT — B YCNIOBMAX CeaaLmm, nocie — Ha cBO6GOAHOM
abixaHun [41].

PekomeHpyetca nposegeHne KT OKOMO-HOCOBbIX
nasyx (OHMM) (KkoHycHo-nyuyeBaa nnvu MynbTUCNMpPanb-
Haa) unm MPT OHIN npn nepBnYHON OLEHKe NaTosno-
rMYecKoro npouecca B OKOJIOHOCOBbIX Ma3syxax 1 npu
NoAroTOBKE K KaX4OMY PUHOXMPYPTrnYeCcKoMy BMeLLa-
TenbcTBy [41]. leTAM He peKOMeHAYeTCA BbiMONHEeHne
KT OHI 6e3 KnnHnyecknx nokasaHumn (C Luenbto anHa-
MNYECKOro HabnoaeHns), Tak Kak 3TO B 3HAYNTETbHOMN
Mepe yBeNMuMBaeT CyMMapHYIo lyuyeBylo Harpysky (B
CBA3Y C HEOOXOANMOCTBIO NEPUOLMNYECKOTO BbIMOJIHE-
HuA KT opraHoB rpyaHon KneTku).

Mpwn nopgo3perHnn Ha MB n y nauneHToB ¢ MB pe-
KOMeHA0BaHO nccnenoBaTb GYHKLMIO BHELWHEro Abl-
XaHUA: CNMMPOMETPUA — B CPeQHEM Kaxable 3 mecAua
(uccnefoBaHMe HeCNPOBOLMPOBAHHBIX AblXaTeslbHbIX
06beMOB 1 MOTOKOB, NPU HeO6XOAMMOCTY — [OMOoN-
HUTENbHO WCCNefoBaHKe AblXaTeslbHbIX 06BEMOB C
NPUMeEHEHEM JNleKapCTBEHHbIX MnpenapaTtos), 6oan-
nnetmsmorpadumsa — Mo MokasaHusM, B CpelHeEM —
€XerofHo C uenbio onpeaeneHna U AUHAMUYECKOro
KOHTPONA neroyHon oyHKLMKM, onpefeneHns obpatu-
MOCTM OBCTPYKLUN NpU ee Hannuuu (Mpu oTCYTCTBUN
BO3PACTHbIX WAW MHbIX MPOTUBOMNOKa3zaHun) [6, 8, 24].
WccnepoBaHue GpyHKUUM BHELLHEro AbixaHus (cnnpo-
MeTpuA) BO3MOXKHO Y AeTel ¢ 5-6 neT B TOM ciyyae,
€Cnn NauMeHT MOXeT BbIMONHUTL MaHeBp dbopcupo-
BaHHOro BblOXa, AMArHOCTUYECKasa LeHHOCTb ucche-
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JOoBaHMA y feTen mnagwe 5 net Huxe. CnupomeTpusa
NMO3BOJISIET KOCBEHHO OUEHWUTb JiIeroyHble 06bembl,
6opmnnetTusmorpaduio NPoBoAAT ansa 6onee TOUYHOMN
OLIEHKM JIeroYHbIX 06 EMOB MO NOKa3aHUAM.

Mpn Kaxgow rocnuTanMsauyny BCceMm naumeHTam C
nogospeHnem Ha MB n Bcem nayveHtam ¢ MB peko-
MeHOOBaHO MnpoBefeHne MynbCOKCMMETPUN 1n/unm
nccnefoBaHMe ra3oBOro coctaBa KpoBW, MO MOKasa-
HUAM (060CTpeHME XPOHMYECKOTO BPOHXONEroYHOro
npouecca, Hannume AblXaTelbHOW HEQOCTAaTOYHOCTY,
Tpebylolein okcureHoTepanumn) — vatiye [8].

Bcem naumeHTam c nogo3speHnem Ha MB 1 naunen-
Tam ¢ MB pekomeHA0OBaHO NpoBefeHne ynbTpa3ByKo-
BOrO MCC/IeA0BaHIA OPraHOB GPIOLIHON MNOOCTY 1 Me-
yeHu. Ocoboe BHMMaHVe criedyeT yaensTb CTPYKType
noaKenyfoYHOW »efe3bl, onpefenAaTb TUM KPOBOTOKa
B MEeYEHW C LieNbio BbIAABNIEHUA N3MEHEHUN, XapaKTep-
HbIX ANA AaHHOro 3aboneBaHuWA, 1 UX AUHaAMUKK. Peko-
MEHJO0BaHO TaKxKe nposefeHne prbposnactTomeTpum
neyeHn (3nacTOMeTpUA MeyvyeHn) BCEM MauMeHTaM C
MB c uenbto oLeHKN CTeneHn BbipaxXeHHOCTN ¢prbpo3a
no wkane METAVIR [8, 24].

Bcem maumeHTam MyXXCKOro nosia B BoO3pacTe
cTapuwe 15 net ¢ MB Heo6x04MMO BbIMOJNHATL YPOJIO-
rmyeckoe/aHgponoruyeckoe obcnefoBaHme C Mpo-
BegeHvem Y3V nonoBbix OpraHoOB ANA BblABNEHMWA
CTPYKTYPHbIX 11 MOPPONOrnyecKnx MU3MeHeH M.

PekomeH[0BaHO perynapHoe nepnuoamnyeckoe 3xo-
Kapauorpaduueckoe nccnefoBaHne (axokapauorpa-
¢duna, IxoKl) ¢ JonnnepoBCKUM aHaNM30M (M3MepeHne
rpagveHTa AaBneHUA Ha JIerovyHom apTepun) y nauu-
eHToB ¢ MB, TaK Kak Mpu 3TOl NaTosiornm, 0CO6eHHO
npu pacnpoCcTpaHeHHOM MOPaXKeHUM, BOSMOXKHO pa3-
BUTWE JIErOYHOW TUMNepPTeH3UN U GOpMUPOBaHME Jle-
rouHoro cepgua [8].

PekoMmeHpOBaHO NpoBefeHMe aneKTpoKapamorpa-
¢rm naymeHTam ¢ MB npu MBC ¢ uenbio KOHTPONA BAU-
AHNA SMEKTPONINTHBIX HapyLEHUA Ha CepAeYHyio fe-
ATENbHOCTb, Nepes Hayanom Tepanun MHIIMbUTopamm
MPOTOHHOW NOMMbI, NpenapaTaMmy NPOTMUB HETYOepKy-
nesHbIX MMKobakTepuanbHbix nHdekunn (HTMB), npw
ANNTENbHOM NMPUMEHEHUUN a3UTPOMULMHA MO SPYTrM
nokasaHusiM, Ha GoHe Tepanun BbICOKUMW [O3aMU Ce-
NEeKTUBHbIX 3,-aAPEHOMMETUKOB (2 Heflenu) C Lenblo
oueHkn nHTepsana Q-T [30].

TpaxeobpoHxockonua naumeHTtam ¢ MB peko-
MEHAOBAaHA B C/lyyasXx HeobGXOAMMOCTV MPOBEAEHMSA
JIOMONIHUTENIBHOTO MUKPOOMONOrMYeckoro uccnepo-
BaHWA xngkoctn bAJl, ¢ caHaLMOHHON Lenbto Npu no-
MblTKe pacrnpaBuTb aTefieKkTas AONN NIerkoro B cyyae
He3deKTUBHOCTUN KOHCEpPBATMBHOW Tepanuu [6, 8, 10].

DHOOCKONUA NOMIOCTM HOCa nauueHTam ¢ MB pe-
KOMeHAYEeTCs MO MOKa3aHUsIM: NMpu HeobXOAMMOCTM
OLIeHKN BbIPa)KEHHOCTU XPOHUYECKOrO PUHOCUHYCU-
Ta, CTeNeHW Ha3anbHOro NOJINMO3a, YTOYHEHUA Mo-
KasaHWn K PUHOXUPYPrUYECKOMY JIeYEHUIO, OLIEHKU
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pe3ynbTaToB 3HAOHA3a/IbHbIX IHAOCKOMUYECKUX XU-
pypruyecknx BMeLlaTeNibCTB.

3rAC (330daroractpofyofeHOCKOMNMI0) pPeKoMeH-
AyeTca NpoBOAUTb BCeM MNaLmeHTam ¢ MB ¢ umppo3som
neveHn ana KoHtpona BPBI1 1 pa3 B 6-12 mecAues,
npu NOA03PEHUN Ha racTpo330dareanbHyo pedrokc-
Hyt0 60le3Hb, 3PO3MBHO-A3BEHHbIE NMOpPaXeHUs, BOC-
nanuTenbHble 3aboneBaHnA CIM3NCTON 060NOYKMN NU-
wesopfa n kenyaka [8].

PekTopomaHockonus ¢ Groncmein pekomeHayeTcs
No NOKa3aHMAM NMaumeHTam C nogo3peHvem Ha MB ana
npoBefeHnsa N3MepPeHUs Pa3HOCTA KULLEYHbIX NOTeH-
Luanos.

3AKJTIOYEHUE

MaymeHTam C MyKOBMCLMAO30M HEOOXOOVMMO aK-
TUBHOE JMCMNaHCcepHoe HabnaeHne 1 HenpepbiBHOE
neyeHwue. YnyulleHvie NporHosa npu AaHHOM 3abone-
BaHVV TECHO CBSI3aHO C PaHHEeN 1 aileKBaTHOW AnarHo-
CTVKOW, NOSTOMY BAXXHO YUMTbIBAaTb HE TONbKO OObeK-
TUBHOE COCTOSIHME MALMEHTA, HO U crneflyeT obpallyaTb
BHVMaHMe Ha laHHble O KIMHNYECKOW KapThHE, NPOBO-
OVIMOV INArHOCTUKe 1 leyeHun. B BeieHUM nauneHToB
¢ MB Heo6xoAVMMO WCMONb30BaTb MYNbTUAUCLMMIIN-
HapHbI MOAXO0 U COBMECTHOE HabsloaeHNe naumeHTa
cneuvanucTamu pasHblx npodunein BBULY NOpPaXeHus
MHOMMX OPraHoB 1 CUCTEM NPV JaHHOM 3aboneBaHum 1
Heo6X0AVMOCTM KOMMJIEKCHOW Tepanuu.

OONOJIHUTENbHAA UHOOPMALINA

Bknap aBTOpOB. Bce aBTOpbI BHEC/M CyLLECTBEH-
HbIl BKNag, B pa3paboTKy KOHLUenumm, npoBefeHne nc-
cnefoBaHVA Y NOATOTOBKY CTaTby, NPOYNM 1 ofobpu-
nn GVHANbHYIO BEPCUIO Nepes nybnvkayuen.

KoH$nuKT nHtepecoB. ABTOpbI eKnapupyoT OT-
CYTCTBIE ABHbIX U NOTEHLMaNnbHbIX KOHONNKTOB MHTe-
pecoB, CBA3aHHbIX C NyOnuKaLmen HacToALL el CTaTby.

UcTtouHnk ¢puHaHcmpoBaHUA. ABTOPbI 3aABAAIOT
06 OTCYTCTBMY BHeLHero GrHaHCMPOBaHMA Npu Npo-
BeAeHNN nccnefoBaHuA.
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