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Pesome

MyKOBUCUMA03, UM KUCTO3HBIN GrBPO3— HACNEACTBEHHOE 3ab0NeBaHMe, BAVAIOLLEE Ha KAaUeCTBO XM3HN NaLMeHToB 6e3
OKa3aHwsA NpaBunbHoro neueHus. C Hayana 21 Beka yCTaHOBAEHO, YTO annepruyeckme 3aboneBaHus CTany robanbHoM
npobnemMoi 3ApaBoOXpaHeHNs. 13 annepruyeckix 3abonesaHnii nuLLeBas anneprvis Hanbonee CNOXHO AMarHOCTUPY-
emoe COCTOAHWE, UMetoLLiee Pa3HOOBPa3HbIe KIIMHUUECKe NPOABNEHUS, BIIUAIOLLEE Ha PAa3BUTYIE, COCTOAHUE 30POBHA

11 KQUeCTBO »KU3HY [IETCKOrO HaCeNeHA U CeMb. B CBA3M C BLICOKOI YaCTOTOM anneprunyeckinx peakLmi BO3HUK NHTepec
K Nnpobneme B3aMOCBA3M HACNEACTBEHHOIO reHeTNYECKOro 3ab0NneBaHNA — MyKOBOBHMCLM03a W CeKTpa ceHcmbunisa-
LW AeTel, CTPaAaioLLmMX AaHHbIM 3a60N1eBaHNeM C LIEMbIO YCOBEPLIEHCTBOBAHMS anroputMa 0bCcneaoBaHis, yny lleHns
TeYEeHWsA OCHOBHOrO 3ab0NeBaHNS 11 KaYeCTBA XM3HU NALMEHTOB, NOCPEACTBOM Ha3HAYeHWsA NPaBUILHOW AMETOTepanin.

Knioyesble cloBa: MyKOBMCLIMAO3, NMLLEBAA anjepriis, ceHcnbunmsauma aetei

summary

Cystic fibrosis is a hereditary disease that affects the quality of life of patients without proper treatment. It has been estab-
lished that allergic diseases have become a global public health problem. Due to a variety of clinical manifestations that
affect the development, health and quality of life, it is difficult to diagnose. Due to the high incidence of allergic problems,
there is the problem of interrelationship of hereditary genetic diseases — cystic fibrosis and spectral sensitization of chil-
dren suffering from morbidity in order to improve the algorithms, improve the condition and quality of life of patients, due
to the appointment of proper diet therapy.

Keywords: cystic fibrosis, food allergy, sensitization of children
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BeBepeHue

MyxkoBucuupos (MB), wnn kructosuslit pubpos- Ha-
ClefCTBEHHOe 3a00/IeBaHNe, Pe3KO COKpalaolee
IIPORO/KUTEIBHOCTD 11 BAMAIOIIee Ha Ka4yeCTBO KU3HI
ManeHToB 6e3 OKa3aHMs IPaBUIbHOTO nedeHus [1,2].

MB - MoHOTeHHOe 3a60/IeBaHMEe, KOTOPOE HAaCTIeNy-
€TCsl 10 Ay TOCOMHO- PelleCCUBHOMY TUIY, 00yCIOB-
JIeHHOe MyTalyell TeHa TPaHCMeMOpaHHOTO pery-
nsaTopa MB (MBTP), koTOpBIiI ABIs€TCS KaHATIOM
IJ1S1 aKTUBHOTO IepeMelleH s IOHOB XJIOpa, a TAKXKe
PeryIsiTopoM 06paTHOTO BCACBIBAHNISI IOHOB HATPHSI
U XapaKTepusymwolleecs IOpa’keHMeM 3K30KPMHHbBIX
JKeJle3 )KM3HEHHO Ba)KHBIX OPTaHOB U CUCTEM U MMe-
foliiee 0OBIYHO TsKesI0e TedeHye 1 HporHos [3]. Crout
OTMeTUTD, 4T0 MB Hanbosnee pacipocTpaHeH y nuij
eBponeouiHON pacel. Ha coBpeMeHHOM 3Tame onu-
caHo npubnusurenbHo 2000 MyTaumii B rene MBTP,
puyeM 4acTOTAa U CIIEKTP OTINYAETCA 3HAUUTENb-
HBIMU BapyalMsIMI y pa3INYHbIX STHUYECKUX IPYIII
u nonynsAnuii [4].

YCTaHOBIIEHO, UTO KaXK/ABIN 25— 11 IpeAcTaBUTeNb
€BpOIIeOU/IHO pachl ABAETCA HOCUTeNneM reHa MB.
ITo paHHBIM 3MUAEMUOIOTUYECKUX UCCTIeNOBAHMIT
B Poccun vacrora 60/1e3HM B pasnMYHBIX perMoHax
Kosne6sercs ot 1:8500 5o 1: 12900 HOBOPO>KIEHHBIX.
E>xerogno B Poccunu poxxpaercs okono 30 60IbHBIX
MB, Habniopaerca B Poccun- 650, 8 CIITIA- 2000,
Bo ®panunnu, Aurnumn, l'epmannm - ot 500 go 800,
a B Mupe 6onee 4500 6onpHbix gereit. C Havana 21
BeKa YCTaHOBJIEHO, YTO a//IeprudecKie 3a00MeBaHus
cTaynu r1nobanpHoI Mpo61eMoit 35 paBoOXpaHeH U, 110

Llenb nuccnepgoBaHuns

KNnHWYeckne Habnogenua | clinical case

TaHHBIM MHOTOYMCIEHHBIX UCCIIE{OBAHMII aJllepride-
CcKuMM 3a00eBaHUAMY (OHUM M/IM UX COYETAHUEM)
crpagaer moutu 40% HaceneHus cTpaH Mupa [5-7].

Aromnus nopa)kaeT IalLMeHTOB 1100071 BO3pacTHOI
KaTeropuu. BaxHo onpepeneHne CleKTpa CeHCUOMN-
3aIMK [/Is1 HPaBUIBHOTO COOIONIEHN S STIMMIHALIN-
OHHOTO PeXJIMAa, IPABUILHOI AVMETBI, /IS CHYDKEHU A
PUCKa Pa3BUTUS OCTPBIX a//IEPITUIECKUX PeaKI[Mil.
V3 anneprudecknx 3aboeBaHmit MNIeBas a/IePris
(TTA) Hamnboree CIOXXHOE COCTOSIHUE, IMEIOLIEE pa3-
HOOOpasHble KIMHIYECKIE TIPOSIBIEHN S, BIUSIOIee
Ha pas3BUTHE, COCTOSTHNE 3J0POBbs 1 KAUeCTBO )KM3HNI
TeTCKOTO HaceJIeHM A ¥ CEMbU, CJIOXHO IMarHOCTHPYe-
Mmoe. ITo mocnegraum fanubM BO3, peakuyy muimesoit
I'YIEePYYBCTBUTEIBHOCTY BCTPEYAIOTCA B CPelHEM
y 2,5% Hacenenus [8].

Cpenu feTeit B BospacTe jjo 3 neT yacTora ITA fo-
cruraet 6onee 8% [9]. Cama 1o cebe [TA He sBseTCA
HO30JIOTMYECKUM [MAarHO30M, TeM He MeHee, BaXKHa
MpaBUIbHAS AMATHOCTVKA HAJIMYWS TNIIEBOIL ajliep-
I'MM, KOTOPYIO Lie/1ecO0OpasHO BKIIOYUTD B ITOTTHBII
KJIMHUYEeCKUN [UArHo3. B cBsA3M ¢ BBICOKOV YacTOTOM
JIIEPrUIeCcKIX peakKI[uil BOSHNK NHTepeC K Tpobieme
B3aMMOCBSI3! HAC/IENCTBEHHOTO FeHETMYECKOTO 3260~
JIeBaHUsA — MYKOBOBUCIM/I03a U CIIEKTpa CeHCUOMN-
3alUM JeTeil, CTPaJAoIMX JAHHBIM 3ab0eBaHeM
C LIeJIbI0 YCOBEPIIEHCTBOBAHMA alropuTMa o6cieno-
BaHN, yIy4IleHN A Te4eHM I OCHOBHOTO 3a00/IeBaHM A
M KayeCTBa )KM3HM MAI[MeHTOB, IIOCPEeACTBOM Ha3Ha-
YeHU s HPaBUIbHOI AUeTOTepani.

VI3y4uTh CTPYKTYpPY HUILEBOII a//IEPTUY Y CIEKTpPa CEHCUOMIN3ALNN Y AeTeil ¢ MYKOBUCAUI030M.

3ajaun nccnepoBaHuA

1. OnpenennTb CTPYKTYPY CEHCUOMIU3ALIMY K pasind-
HBbIM a/I/IEpréHaM y IaneHToB ¢ MyYKOBMCI030M

2. OnpepenuTs CTPYKTYpy HNUIIEBON anaeprun
U CIIEKTP CeHCI/I6I/I)II/ISaLU/II/I C UCIIO/ZIb30BaHME j1a-
60paTOPHBIX METOLOB AMATHOCTKIA.

MaTepmanbl n metoabl

B uccnepoBanne Bk1o4yeHo 45 fieteli B Bo3pacTte oT 3 10
17 net, n3 Hux 20 MagbYNKOB U 25 IeBOYEK, C UATHO-
30M MYKOBUCIIN/IO3, YCTAHOB/IEHHBIM Ha OCHOBAaHUM
Ppe3y/IbTaTOB IreHeTMYeCKOTO MeTO/Ia AMAarHOCTUKIA.
I BepuduKaluy NuIieBoil allepruyu 1 CreKTpa
CEHCMOMIN3aLUN VICTIONIB30BAJICS TAO0PATOPHBII METOJ
IVArHOCTUKM [ OLpefie/IeH A CIIeL(pIIecKiX MIMMYHO-
106ynHoB K1accos E, G4 B 06pasiiax cbIBOPOTKM KPOBU

Pe3synbTaTbl M X 06CyKaeHune

B pesynbTaTe ompeseneHns YaCTOTHI BCTpedaeMo-
CTM a/Ieprum y gereit ¢ MB 6b110 ycTaHOB/IEHO, 4TO
NUINeBas aljleprusa BCTpedanach y 33% mangueHTOoB.
OTMedanach ceHCMbunusanusa K 6e1KaM KMBOTHOTO
npoucxoxjenns. Cpefy NUIIEBbIX a/l/IepreHOB Hal-
60/1bLINIT YPOBEHDb CEHCUOMNMM3AL MK ObII BBISABIEH
K pa3IMYHbIM (ppakumaM 6enka KOPOBbETO MOJIOKa

3. OueHnThb 5KBMBAJIEHTHOCTb Pa3NINYHBIX METOJOB
AVAaTrHOCTUKM a/lepreHoB ¥ CeHCUOUIM3anum
K HIM 32 CYET CPABHEHMSA PE3Y/IbTATOB OIpeEJene-
HuA cnenudnyecknx IgG4 n IgE anTHTEN Y OFHUX
U TeX e MallMEHTOB

Ha 6MO/IOrMYeCcKOM MUKpoynile. 3a60p BEHO3HOI KPOBI
IIPOM3BOAVIICS B CIIELVA/IbHbIE IPOOUPKI C AKTUBATOPOM
CBEPTBHIBAHI 1 TeTieM, 00BEM KPOBH COCTABIIA 5 MIL

Kputepun BxaodeHuA: BospacT — ot 3 fo 17 ner,
II0JT — Ma/IbYUKU U I€BOYKM, JUaTHO3MYKOBUCIIUIO3,
TMOATBEP>KAEHHBI TeHETUIECKUM CIIOCOO0OM fua-
rHOCTMKN. Kpurepun nckmodeHnA: Bo3pacrt jjo 3 et
u crapuie 17 ner.

y 13% manueHTOB, a TakXe K 6€/IKy KypIHOTO AiIia
y 20% nanueHToB.

CTpyKTypa CTelleH!U CeHCUOMIM3AL MY XapaKTepu-
30BajIach Hanboee BB PaXKeHHO CeHCHOMIM3aIelt
K NbI/IbIIEBBIM a/I/IePTeHaM, TaK KaK BCTpeyanach
y 37% uccnenyembix. Takxe B CTPyKType ajnnepre-
HOB 3HAYMMBI OBITOBBIE AJIIEPTEHBI, B 0COOEHHO-
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CTU a7jIepTeHbl 3NUTENNA JOMAIIHUX XUBOTHBIX,
B YaCTHOCTY KOIIKM, KOTOPbIe ObI/TM BBIABIEHBI ¥ 30%
nanueHToB ¢ MB.

Kpome Toro, 6bl/1a IpoBeieHa OLlEHKa KOMM4e-
CTBEHHOTO MeTOja OIpeJie/leHNs YPOBHA crenuu-
4eCKMX MMMYHOrnobynuHos Kinacca IgG4. B rpymnme
MCCTIeAyeMBbIX [TaL[IeHTOB ObI/I BbLsIB/IEH IIOBBIIIEHHBII
ypoBeHb sIgG4- oTBeT K NUIIEBbIM a/lJiepreHaM.

Cpeu VHTaIALMOHHBIX a/l/IepTeHOB HaubO0Mb-
mras 4actoTa BcrpedaeMocTy sIgG4 xapakTepHa s
aJIJIepreHoB, Yallle BCEro BBI3BIBAIOIIUX CEHCUONTIN-
3anuio MerogoM sIgE (6epesa, onbxa, IONBIHD, JIe-
muHa). [lonuBaneHTHAsE CEeHCMOUNM3ALNA, @ UMEHHO
couyetaHue ITA n ceHCMO6UMM3ALUU K IIBIIbLIEBBIM
aJepreHaM BblsABIeHa 'y 22%, ITA v ceHcubunmsanus
K OBITOBBIM aJ/I/IepreHaM BCTpedanach y 17% nanyeH-
TOB, coueTanue ITA, ceHCMOMMM3aIMY K TIBITBLEBBIM
u GBITOBBIM ajjIepreHaM BhIsABIEHA y 45% mccrenye-
MBIX MaIjME€HTOB.

B xavecTBe mpuMepa 0 Ba>XKHOII pPOIN BbIABIE-
HUA CONYTCTBYIOIMX aJ/IepIU4YecKuX 3ab0IeBaHmil
U CIIeKTPa CEHCMOMIN3ALNY Y ieTeil ¢ MYKOBUCIIN-
T030M IPUBOAUM | KIMHMYIECKUI TpUMep.

HeBouka E. B Bospacre 11 eT KOHCYIbTUPOBaHa
annepronorom JIT'KB Ne 13. JKamo6bl Ha IpUCTYIIBL
3aTPYLHEHHOTO AbIXaHMA IPpU GU3MUECKOIl Harpys-
Ke, IPU PeCIMPATOPHBIX MHPEKIMAX, YaCThIi CYXON
HaBA3YNBBIN KallleNb, 3aTPy/HEHME BbIIOXa.

SBneHus pMHNUTA ¥ KOHBIOHKTVBUTA C 3YIOM TI71a3,
BEK U NpefiiBepbs HOCa

V3 aHaMHe3a: feBOYKa OT 2-71 GpU3MOMIOrndecKn
IpoTeKaBlIell 6epeMEeHHOCTHU, CAMOCTOATENIbHBIX
CPOYHBIX pofioB Ha 40 Hezlese 6epeMeHHOCTI. Bec mpu
poxpennu 3200 1., poct 51 cm. [Ipunoskena K rpyiu Ha
1 cytku. C 6 MecsAIIeB Py FOKOPME MOTOTHON CMECHIO
pelMAMBbI ATONMYECKOTO JepMaTUTa, HapyIleHue
numeBapenus. C 1.5 et - yacteie OPBU, ocnox-
HeHHbIe OPOHXNUTOM C OOCTPYKTUBHBIM CUHJPOMOM,
PeUMAMBEI aZIIEPIUIECKOTO PUHNUTA, COXPAHANTNUCDH
ABJIEHNUA HapyIIeHN A NNIeBapeHn .

B 3 roma nepenecna JByCTOPOHHIOI ITHEBMOHIIO
C IZINTEIbHBIM KalllJIEM C BA3KOW TPYJHOOTHENAEMON
MOKPOTOI%, [MaTHOCTUPOBAH OPOHXMNT, IPOBOAMUIACH
AIUTeNbHAS aHTMOAKTepUalbHasA Tepanus C II0JI0-
KUTETbHBIM 3¢ deKToM. B 5 j1eT o MecTy XUTeb-
CTBa ycTaHOBJIeH [InarHo3 6pOHXMaTbHOM aCTMBI.
BeisiBieHa monuBajedTHAA CEHCUOMIM3ausa ObITO-
Basl, IbLIbLeBas, aNuAepManbHasn (ob6ciegoBanme
Ha MNIEeBYI0 CEHCUOMIN3aLNI0 He IPOBOAUIOCH).
HenpeprlBHBIMYU KypcaMy IOTyYasa MHTaNALMOH-
HBIe CTePOM/IBbI C YBeIMYEeHNEM CYTOYHBIX 103, 6e3
crabunpHOro 9pPexra. PerjunBh IpaBOCTOPOHHEI!
IIHeBMOHMUU B 6, 7 eT. C 9 jeT nonyvasna B 6a3ucHON
Tepanyy OPOHXMATBHOI aCTMbI KOMOVHMPOBAHHBIIT
npenapat VIKC + 6pOHXOMTUTHK IPOTIOHTUPOBAHHOTO
HeVICTBUA, Ha 3TOM (OHEe COXPAHSNINUCH HIPUCTYIIBI
3aTPYIHEHHOTO AbIXaHMA 1O eKeJHeBHBIX, C II0TPe6-

BoiBOADI

Vcxops U3 OTy4eHHBIX HaMU JaHHBIX, CTA/I0 O4eBUIHO,
4TO He0OXOIMMO IIPOBeeHME A/IIEPTOJIOTNYEeCKOro 06-
C/IE[{OBAHU C BBISBIEHIEM CIIEKTPa CEHCUOMIN3ALN
mereil, 60/IbHBIX MYKOBUCLIMIO30M C Iie/bI0 ITof6opa

HOCTBIO B OPOHXOMUTIKE KOPOTKOTO HeHCTBUA HO 4
pas B CyTKMH.

ITo Ts>KecTM TedeHM s OPOHXMAIbHOI aCTMBbI B BO3-
pacre 10 et 6p1/1a Ipr3HaHa pe6eHKOM- MHBAINLOM.
B Bospacre 11 j1eT ¢ HEKOHTPONUPYEMBIM T€YEHMEM
6pOHXMATIBHOI aCTMBI Obl/Ia TOCIUTANTN3NPOBAHA
B HII3]I, oT/enenne mybMOHONOTUM. BbIn ycTaHOB-
neH JInarHo3 MyKOBUCLIM/I03 Ha OCHOBAHUY IIOTOBOTO
TecTa u pesynbratoB [THK- nuarHoctuky — F508del\
R117 H myrauun rena mykosucnuposa. Hagara
KOMIUIEKCHAas Tepalus COYeTaHHBIX 3a00/IeBaHMIl
C UCIIO/Ib30BAHMEM KOMOMHIPOBAHHBIX IIPENapaToB
(Cumbukopt 320\9 MKT 2 pasa B AeHb), MYKOTUTHYe-
ckux cpeacTs (IIynbpMosum), KuHesnoTepanuy, Kpeon
C YZIOB/IETBOPUTEIBHBIM 3P PEKTOM.

Ha 57011 Tepanuy MpUCTYIIBI 3aTPYSHEHHOTO Jbl-
XaHMA CTA/IU PEIKMMI, He TAXKe/IBIMU U He vaire 1-2
pas B Mecsll, COXpaHsIach IOTPeOHOCTh B OPOH-
xonuruke fo 1-2 pas B mecan. Ilpu annepronoru-
YeCKOM OOCTIefloBaHUY BBIABIEHA IONMBAIeHTHAS
ceHcubuaM3anusa (K SNUAePMUCY KOIIKK, COOaAKH,
IblIbLie 6epessl, O/IbXM, e MHbI, COPHBIM TpaBaM,
MIO/IBIHM, KYKYPY3bl, KOCTpPa, IIOACOTHEYHMKA, 1O-
MalIHell BTN, IIePY MOAYILKY, 6e/IKaM MOIOKa; SI1Ia,
MJCY KYpUILBL, pbIOe — Tpecke; o6uinit IgE -1050 ME/
mi; IKII - 90,2. Ha ¢poHe KOMIITIEKCHOTO JIe4eHM S
MYKOBMCIIMJI03a ¥ 6POHXMANBHON aCTMBI, COOTIONe-
HU A 3/TMMUHAIMOHHOTO PEXMMa, IMEeThl COCTOSHIE
YAY4IINIOCD.

Knnangecknit mpumep 2. Heckonbko neT Hasaf
HaMM OBIT KOHCYZIBTUPOBaH pebeHOK 1 rofja >Ku3HN
C YCTaHOBJIEHHBIM JMAarHo30M MYKOBMCLM[03, IO-
ny4an 6asucHoe nedeHue MB, Ha ¢poHe BBefeHMA
NIPUKOPMa B BJJIe MOJIOYHBIX IIPOJAYKTOB PeLIVVBbI
BBICBINIAHMII Ha KOXKE C 3yJIOM, ABJIEHN S TIepUaHaIb-
HOTO JlepMaTNTa, CPbITMBAHME, HAPYLIEHNA CTya
(CMMIITOMBI COXPaHAMNCh IPYU YBENINYEHUN [JO3DI
naHkpeaTuyeckux ¢pepmentos Kpeon go 100.000 ENT
\cyTKn), zedunnt Maccol Tena. [Tocne KOHCYIbTAL UM
a/lJIeprojora HasHadeHa CTporasi 9NMMMUHALMOHHA
IyeTa C MCK/II04YeHreM MONMoYHbIX 6enkoB. Ha ¢one
IPaBUIbHONM 3IMMUHALMOHON AMEThl PEMUCCUS
IepMaTHTa, yIy4dlleHne N1iieBapeHus (IOCTeNeHHO
yMeHblileHa 103a pepMeHTOB 70 50.000 EJ), mpubaska
MaccChl Tena.

YuursiBas TaKue KIMHIYECKIe HAOMIOMeHN A, BeTI
C YCTQaHOBJICHHBIM IMaTHO30M MYKOBUCLIMZO3 TpeOy-
0T JOIIO/IHUTE/IBHOTO a//IEPTOIOTNIECKOr0o 00CIeno-
BaHMA IS MCKTIIOYEHU A U/IN TIOATBEPXKIeHNA code-
TaHMS TeHeTNYeCKOTO 3a60/IeBaHMA MYKOBIUCLIN03
C Ha/llM4MeM ajIepriudecKux 3a0oneBaHmii.

YuursiBas TaKue KIMHIYECKIe HAOMIONeHN A, BeTI
C YCTQaHOBJICHHBIM IMarHO30M MYKOBUCLMAO3 TpeOy-
0T JOIIO/THUTE/IBHOTO a//IEPTOIOTNIECKOro 00CIeno-
BaHMA IS MCKTIIOYEHU A UV TIOATBEPXKIeHNA coue-
TaHMS TeHeTNYeCKOTO 3a60/IeBaHMA MYKOBIUCIIM03
C Ha/llM4yeM ajIepriudecKux 3a0oneBaHmii.

IIpaBMIbHOTIO, c6anchmp03aHHOr0 panyoHa IMUTaHNA
A q)OpMI/IpOBaHI/IH TOJIEPAHTHOCTU K pa3/INIHbIM
BHaM a/UIEPIr€HOB, a TAKXKe BI)IpaGOTKI/I IIpaBUJIbHOTO
VIMMYHHOT'O OTB€TA M YITYYINCHN A Ka9€CTBa VX XXN3HU.
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