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PE3IOME

AKTYAAbHOCTb. BpOXAEHHbIN MXxTHO3 (BU) — rpynna peakmx 3a00AEBAHUI KOXM, XAPAKTEPU3YIOLLMXCS HAPYLLUEHMEM KepAaTUHM3ALmMM. Bce
apopMbi BU cBA3aHBI C HOPYLLUEHMEM BApPbEPHON COYHKLMM KOXM, YTO CO3AQET BbICOKMM PUCK TPAHCKYTAHHOM CEHCUMOUAM3ALIMM K MULLLEBBIM
QAANEPTEHAM M PA3BUTUSA MULLLEBOM aareprim (MA).

LleAb: BbISBUTE OCOBEHHOCTH [TA y A€Tel C PA3AMYHBIMKM GODOPMaMKM BU.

MaTepuanb u meToAbl. [IDOBEAEHO AMBUCTIEKTMBHOE MCCAEAOBAHME, BKAIOYAIOLLIee 61 pebeHka C BU. [aumeHTbl BbiAv PA3AEAEHbI HO 4 TPy nmbl:
| roynna — 18 4eAaoBek ¢ CMHAPOMOM HeTepToHa; Il rpynna — 19 aeter ¢ ayTOCOMHO-peLeccmHHou dpopmon BU; IIl roynna — 14 naumeHTos
C KepaTtmMHonaTnieckoun gpopmor BU; IV rpynna — 20 aeTer C ByAbrQpHbIM MXTMO30M. BO BCEX rpynnax MpOBOAMAQCH OLLEHKA GAAEPTOAOTMYECKOro
QHAMHE3Q, YPOBHS OBLLErO MMMYHOTAOBDYAMHA E, ypOBHEM Crieumabuieckmx MMMYHOTAOBYAMHOB E K 5 aanepreHam, npm HeOB6XOAMMOCTH —
AMQArHOCTMYECKAS AMETA M OTKPBITAS MPOBOKALIMOHHAS Npoba.

PesyAbTaThI. [1oM QHAAM3E YPOBHEM SIGE YaLLIEe BCTPEYAAQCH CEHCUOMAMZALMA K AMHHOMY BEAKY, KOPOBLEMY MOAOKY M Tpecke. Hamboaee BbiCOKas
4QCTOTA MOBbILLIEHHbIX YPOBHEM SIGE BbISBAIAQCH y AeTed |, Il n IV rpynn. [TuLLeBas aarepris BCTPEYAAACh BO BCex rpynnax: 8 | rpynne —8 100,0 %,
Bo Il rpyrnine —B 68,42 %, B lll rpynine —8 42,86 %, 81V rpynne —8 90,0 % cAy4aeB. KOXKHO-raCTPOMHTECTUHAAbHBIE CUMMATOMBI [TA MPeoBACAQAM y AeTeN
I, I, 1 rpynin, ans aeten IV rpynrbl Gbia 6GoAee XapPAKTEPHbI KOXKHbIE MPOoSBAEHUS [A. Hamnboaee YaCTbIMU KAMHUYE CKM-3HAYUMbIMM MALLLEBBIMM
AAEPreHamM BbIAU KYPHHOE SHLLO, KOPOBLE MOAOKO, TAIOTEHCOAEPXKALLIME MPOAYKTbI, PbIOQ, OPEXM.

BbIBOABI. [TOAY4EHHbIE AQHHbIE MO3BOAMAM OLLEHMUTH YACTOTY PA3BUTHA M OCOBEHHOCTH KOMOPBMAHOM A y AeTer C PA3AMYHBIMU GPOpPMaMM BU.

KAIOYEBBIE CAOBA: BPOXAEHHbIN MXTHMO3, MULLLEBAS QAAEPIMSA, TOAHCKYTAHHAS CEHCMOUAM3ALIMSA, ACTH.

KOH®PAUKT UHTEPECOB. ABTOPBI AEKAQPUPYIOT OTCYTCTBUE ABHbIX M MOTEHLMAAbHbBIX KOHODAMKTOB MHTEPECOB, CBA3AHHbIX C MyOAMKALMEN
HacToALLLeNn CTaTbM.

Mpo3pa4HOCTb PMHAHCOBOM AEATEABHOCTH. HUKTO 13 ABTOPOB HE MMEET OMHAHCOBOM 3AMHTEPECOBAHHOCTH B MPEACTABAEHHbBIX MATEPUAACX
MAM METOAQKX.

UcToYHMK bMHAHCHMPOBAHMA. ABTOPbI 3QABASIOT OO OTCYTCTBMM BHELLHETO COMHAHCHMPOBAHMS MPU MPOBEAEHMM MCCAEAOBAHMS.
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SUMMARY

Relevance. Congenital ichthyosis (Cl) is a group of rare skin diseases characterized by impaired keratinization. All forms of Cl are associated with
impaired skin barrier function, which creates a high risk of transcutaneous sensitization to food allergens and the development of food allergy (FA).
Aim: to identify the features of FA in children with various forms of CI.

Materials and methods. An ambispective study was conducted, including é1 children with CI. Patients were divided into 4 groups: Group | - 18
individuals with Netherton syndrome; Group Il - 19 children with autosomal recessive CI; Group Il — 14 patients with keratinopathic CI; Group IV —
20 children with ichthyosis vulgaris. In all groups, an assessment of allergic history, total immunoglobulin E levels, specific immunoglobulin E levels
to 5 allergens was performed, and if necessary, a diagnostic diet and open food challenge were conducted.

Results. Analysis of sIgE levels showed that sensitization to egg white, cow's milk, and cod was most frequently observed. The highest frequency
of elevated sIgE levels was found in children in Groups I, I, and IV. Food allergy occurred in all groups: in Group | = 100.0%, in Group Il — 68.42 %,
in Group Il -42.86 %, and in Group IV —90.0 % of cases. Cutaneous-gastrointestinal symptoms of FA predominated in children in Groups I, Il, and
lll, while cutaneous manifestations of FA were more characteristic for children in Group IV. The most common clinically significant food allergens
were chicken egg, cow'’s milk, gluten-containing products, fish, and nufs.

Conclusions. The obtained data allowed for the assessment of the frequency and features of comorbid FA in children with various forms of CI.
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AKTyaIbHOCTH

Bpoxnennsnii nxtuos (BU) npencrasnsier coboit rpyr-
Iy PEIKHX, TSDKEIBIX 3a00JIeBaHUI KOXKH, XapaKTepHU3yIo-
IUXCS] TECHETUYECKUM HapyIllIeHUeM KepaTUHU3ALMH C Te-
HEPaJIM30BAHHBIM ILIETYIIEHUEM, IPUTPOAECPMUEH U KCepo-
30M [1, 2]. U3BecTHBI aiienbHBIC BapraHThI Oonee S0 TeHOB,
aCCOLMUPOBAHHBIX ¢ pa3sutuem BU [3].

ITpu BpokeHHBIX AedexTax snunepmMaibHol quddepen-
LIMPOBKY HAOJIOIaeTcsl HapyIeHne 6apbepHOi (QYHKIMHI KOXH,
YTO CIIOCOOCTBYET IOBBIIIEHHON TPaHCANUIEPMAILHON HOTEpe
BOJIBI 1 a0COpPOLIMY aJIIIEPTeHOB Yepes ee MOBEPXHOCTS [3].
K nanHO# rpyrine KoXXHbBIX 3a00J1€BaHNH OTHOCSTCS Pa3IMIHbIe
(hOpMBI BpOJKIEHHOTO MXTHO3A.

[MoBpexaeHne KoXKHOTO Oapbepa P UXTHO3E TECHO CBSI3a-
HO C MECTHBIM BOCHAJIEHUEM KOXKH, KOTOPOE aKTHBUPYETCS IIH-
nepManbHbIMU KieTkamu Jlanrepranca [4]. [Tatonoruyeckuit
npouecc npu BU conpoBoxnaeTcst He TONBKO HapyIIEHUEM
KO)KHOTO Oapbepa, 4To CII0cOOCTBYET IPOHUKHOBEHHIO ajliep-
T€HOB, HO ¥ BHICBOOOK/ICHUEM LIUTOKHMHOB, BBIPA0aTHIBAEMbIX
B armutenmu (TSLP, IL-25, IL-33), kotopsie onocpeaytot Th2-
oTBeT [5, 6]. Bce 3TO NpUBOIUT K MOBBIILIEHUIO BEPOSITHOCTU
TPAHCKyTaHHOW CEHCHOMIM3ALNH C TIOCIELYIONINM Pa3BUTHEM
mumeBoit amneprun (ITA) [7, 8].

MHOro4uCIeHHBIE UCCIEA0BAHNUS OATBEPIKAAIOT TEOPHIO
«JIBOMHOTO BO3AEUCTBUS aJIepreHa, CONIaCHO KOTOPOH Mo-
CTYIUICHUE MUILEBOT0 aJUIEPreHa Yepes XKeMyJOUHO-KHIIeUHbIH
TPaKT NPUBOJUT K UHAYKLIHUU OPAIbHOI TOJIEPAHTHOCTH,
B TO BpeMsl Kak BO3JeiiCTBUE uepe3 MOBPEKACHHBIN KOXKHBII
0apbep HU3KUX 03 MHIIEBBIX aJUIEPIeHOB U3 OKpyKarouien
CpelIbl CIIOCOOCTBYET pa3BUTHUIO ceHCcHOmm3anmu [9—11].

Takoke B 3apy0OeKHBIX U OTEYECTBEHHBIX UCCIIEAOBAHUIX
TIOKa3aHa BHICOKAsI YaCTOTa CEHCHOMIIM3AINHY C MTOCIIETYIOIINM
passutueM [TA Ha poayKTH! y AeTel ¢ pa3IUYHBIMU A€PMATO-
3amu [12—14]. Tak, B HAOMIONCHUSX, TIPOBEACHHBIX (PaHITy3-
CKUMHM YYEHBIMH Ha IpymIe U3 27 NITUMECIYHbIX MIaJICHIIEB
¢ aronn4eckuM aepmarutoM (At]l), mokasaHo GopmupoBaHHe
aNIepruy Ha MUHAAJb B pe3yIbTaTe TPaHCAEPMaIbHOTO HaHe-
CCHHUSI MUHJIAJILHOTO Macjla Ha U3MEHEHHYIO OOJIE3HBIO KOXKY.
¥V 5TuX MItaJIeHIIEeB HaOIIOAJICs TOBBIIIEHHBIA THUTP crenudu-
yeckux IgE n nonoxxurenbHbIe KOXKHBIE IPOOBI, HECMOTPS
Ha TO YTO MUHJIAJTb He ObLI BKIIIOUCH B UX panuoH [15]. Takxe
elre B OJJHOM HMCCIIEJOBaHNH OITMCaH (JeHOMEH pa3BUTHS aiiep-
THUYECKOW PEaKIM Ha apaxuc y MiIaJeHueB ¢ At/l, B pauoH
KOTOpBIX apaxuc He BBogwuIcs [16]. IIpu aTom 0110 OTMEUEHO,
YTO HEKOTOPBIE CMATYAIOIIUE CPEACTBA, B COCTAB KOTOPBIX
BXOJMJIO apaXUCOBOE MACIIO0, UCIIOIb30BAIIUCH I HapyKHOI
Teparuy. B apyrom ¢paHity3ckoM rccneoBaHuH, IPOBEICHHOM
B rpymme u3 302 neteil, Hoka3aHO, YTO IPHMEHEHUE SMOJIEHTOB,
cozeprkanmx OenKu oBca, B 32,5 % cirydaeB colpoBOXKIAIOCH
MOCIENYIOINM pa3BUTUEM aJulepruu Ha oBec [17].

HHTepecHble JaHHBIE NOyY€HBl B OTE€YECTBEHHOM HC-
CJIeIOBAaHUU Yy JIeTel ¢ BPOXKACHHBIM OYIJIIIE3HBIM JIIHIEP-
MOJIM30M — 3200JI€BaHHEM, COIPSDKEHHBIM C TIOBPEXKICHUEM
KOKHOTO Oapbepa. BrlsiBlieHa cCeHCHOMIH3anus K alIepreny
KUBH Y JieTel, KOTOPBIM JaHHBII IPOIYKT B IUIIly HE BBOAUIICS.
OpHaKO TOMOJIOTHYHBIE OEJIKH MOIVIM IPUCYTCTBOBATH B CO-
CTaBe JATEKCHBIX MOBSI30K, KOTOPHIE UCIIONB3YOTCS AJIS €XkKe-
JIHEBHOTO yXOJia 32 paHaMH y JieTel ¢ 3TiM 3aboneBanueM [18].

Cpenu paznuuabix popm BU Hanbornee xopouio onu-
caHo pasButue ITA npu BynbrapHOM UXTHO3€ U CUHAPOME
Hereprona (CH) [19-21].

Cunznpom Hereprona — 3aboneBanue, OTHOCSIIEECS K TPyI-
1€ CUHAPOMAJIBHBIX UXTHO30B, I KOTOPOro XapakTepHa
KJIMHUYECKas TPHa/ia: BPOXKACHHAS NXTHO3H(OPMHAs SpUTPO-
JIepMUsL, aHOMAJIMU CTEPIKHSI BOJIOCA U NIPEAPACIONOKEHHOCTh
K aJIJIEPTUYeCKUM 3a00JIEBaHUSIM C BBICOKHMH YPOBHSMH
ceiBopoToyHOro MMMyHortooynuna E (IgE) [22].

IMarorennsle BapuanThl B reHe FLG mpuUBOAAT K pa3BUTHIO
BYJIBFapHOIO MXTHO34, a TAKXKe MPEePaconararT K pa3BUTHIO
A1/l m npyrux ayuiepruueckux 3abonesanuii [23]. [Ipsmas
CBsI3b MEXy noTepel pyHKuuu ¢puiarrputHa u pa3BUTH-
em IgE-onocpenosanHoii [TA Ha apaxuc nokasaHna B padbore
S. Brown u coasr. [24].

OpHaKo 0COOEHHOCTH CEHCHOMIM3AINH U KIIMHHYECKUX
nposieienui [TA npu npyrux ¢popmax BU He n3yuenst. Buny
PeIKOCTH 3a00JIeBaHHs NPAKTHYECKH OTCYTCTBYIOT paboThI
10 KOMOpOUIHOCTH pa3nnuHbIX popm BU u T1A.

ITA npencraBisieT co60ii IMMYHOOITOCPEIOBaHHYIO I1a-
TOJIOTHYECKYI0 PEAKIIUIO, BBI3BAHHYIO IPHEMOM IHUILEBOTO
MIPOAYKTa, B OCHOBE KOTOPOH JIEKaT aHTUTCH-CIIeIU(pUIe-
CKUE UMMYHHBIE MEXAHU3MBIL, 1 B HACTOSAILIEE BPEMSI ABIAETCA
aKTyaJbHOW MPOOIEMOH cpeay AETCKOro HaceseHus u [25].

MexanusMm pa3sutus [1A sBisieTcss MHOropakTOpHBIM
U CBSI3aH C B3aUMOJEHCTBUEM IT'€HETHUECKUX U CPEHOBBIX
¢axtopoB [26]. C ToUKH 3peHNs] KINMHIUYECKUX TIPOSIBICHUN
ITA ocraercs akTyanbHOH KiIaccH(HUKaLMEH, COrIacHO KOTOPOH
BeLeNAOT [gE-onocpenosannyto, He-IgE-onocpenosannyto,
WK KJIETOYHO-OTIOCPEJOBAaHHYIO, 2 TaKXKe CMEIIaHHYI0 (hopMy
WMMYHHBIX peaknuii [26]. O0menpu3sHaHHbIM KPUTEPUEM
ycTaHOBIIeHUs AuarHosa IgE-onocpenoBanHo# numnieBoi
aJJIepTUy sIBIsieTcs Hanmune crienuduyeckux IgE anTHTen
K ONpEeIeNeHHBIM MHUIIEBBIM AJUIEPT€HaM B COUETaHUU C pas-
JIMYHBIMU AJUIEPTHUECKUMH MPOSIBICHUAMU NOJ] BO3AECHCTBH-
eM atoro ayueprena [27]. dns Bepudukaryu quaraosa [TA
HCHONB3yeTCs MUILEBON NPOBOKAMOHHBIN TecT [27].

Hecmorpst Ha pa3BuTHE METONOB (PapMaKOTEPaITUHX U CTICIIH-
(mdeckoil IMMyHOTEpaIuy, OCHOBHBIM METOJIOM JICUCHHUS
OCTaeTcs COOJIOIEHNE ATUMUHAIIMOHHON TUETHI, KOTOpast
JIOJDKHA COIPOBOXKIAThCS MOHUTOPUHIOM aHTPOIOMETpUYE-
CKHX TNIOKa3aTelei u Gpuandeckoro pa3BuThs pedenka [27, 28].

HeJIb HCCJICA0BAHUSA: BEISIBUTH 0COOEHHOCTH HI/IHICBOﬁ aJiep-
rumy z[eTeﬁ C pa3sjInIHbIMU (bOpMaMI/I BPOXIACHHOI'O UXTHO34.

Marepuajibl M MeTOAbI

[poeneHo ambrcniekTHBHOE HcceaoBanne Ha 6aze GTAY
«HMMII 3n0poBea nereit». B ucciaenosanue BriiroueH 61
pebeHok ¢ paznuyabiMu Gopmamu BU B Bo3pacte ot 1 rona
1o 17 ner. [laupenTs! ObUTH pa3enieHsl Ha 4 TPYIIIBI B 3aBH-
CHUMOCTH OT KJIMHUKO-TeHeTn4eckux Gopm BU.

B nepsyto rpynmy Bomuiu netu ¢ cunapomom Hereprona —
18 uenorek (11 mansarkoB u 7 neBodek; Me 6,29 rona [4,04;
10,8]). Bropyro rpynmny cocraBuim 19 nereii ¢ ayTocoMHO-pe-
neccuBHOU popmoit BU (5 manpunkos, 14 neBouek; Me 6 et
[4,21; 9,96]). Tperbst rpynmna — 14 nanyeHToB ¢ KepaTHHONATH-
yeckoit popmoit BU (5 mansunkos, 9 nesouek; Me 6,88 roma
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KAMHMKO-aQHAMHeCcTH4YecKas XapakKTepUucTUKA rpynn

Tpynna Popma BU FeHbl Yucao seTert  Maa. Aes.
| CuHapom HeteptoHa  SPINKS 18 11 7
ALOX12B
ALOXE3
I AYTOCOMHO- ABCAI12 19 5 14

PEeLEeCCHBHbIN NIPAL4
TGM1
CYP4F22
KRT1
- KRT10
1l KepamHonaTtnieckmm KRT2 14 5] 9
GJB3
\% ByAbrapHbi FLG 20 10 10

[3,33; 12,8]). UerBepras rpynmna — 20 neteil ¢ ByabrapHbIM
nxtro3oM (10 manpunkos,10 neBouek; Me 7,33 rona [6,31;
8,79]) (mabn. 1).

Junst ananuza ocodennocreit ITA y nereit ¢ BU u komop-
ounnoii ITA 6sun chopmuposansl moarpynmsl 1A, IIA, IITA,
IVA nereii ¢ BU u xomop6uanoii ITA.

Kpumepuu eéxnouenus: nannaue BU, monrepskaeHHOTO
MOJIEKYJIIPHO-TEHETHUECKIM METO/IOM, IPOBEAECHHOE alljIep-
roo6cienoBanue ¢ onpenenenueM sIgE k numeBsiM amepre-
HaM, NMOANMCAHHOE 3aKOHHBIMH MPEICTABUTEISIMH allUCHTa
MHQOPMHUPOBAHHOE COIVIACHE HA YYAaCTHE B UCCIIEJOBAaHHH.

Kpumepuu neexniouenusn: Halm4ane qpyrux cepbe3HbIX
XPOHMYECKNX 3a00JIeBaHNH (KpOMe ajiepruieckoi maroo-
THH): TSDKEJIbIe IMMYHOIIaTOJIOTMYECKHE COCTOSTHUS M M-
MyHOIEeUIUTHI, OHKOJIOTHYeCKHe 3a00JIeBaHuUs B JTHOO00H
CTaJIuu Pa3BUTHS, TSDKEJIbIE IICUXUYECKHIE PacCTPOICTBa,
CepAEYHO-COCYIUCTHIE 3a00JIEBaHNSI.

Kpumepuu uckmiouenus: orcyTcTBIe HHGOPMUPOBAHHOTO
comacys Ha MPOBEICHHE HCCIIET0BaHMS.

Juarno3 BU 6b11 BepruuunpoBaH METOIOM BEICOKOITPO-
HU3BOAMTEIBHOTO cekBeHupoBaHus (NGS) Ha mardopmax
NextSeq u Miseq (Illumina, CIIIA). UccnenoBamu TapreTHbIC
o0JiacTv TeHOMa, cozlep Kalie NaToreHHbIe BApPUAHTEHI, OTIH-
CaHHBIC Y TAI[IEHTOB C HACJICIICTBEHHBIMHU OOJIE3HSIMH KOXKH
n BU. bubnuorexu st cCeKBEeHUPOBAHMS OBIIN PUTOTOBJICHEI
ripu nomoun Habopa KAPA HyperPlus Kit (Roche, CIIIA)
COIIACHO PEKOMEHAANMSIM (PUPMBI IPOM3BOAUTENSL. | eHOMHYIO
JHK Beiaesnsiim ¢ nomomipto Hadbopa peaktnBoB «DNA Blood
Mini Kit» (Qiagen, ['epmanus) Ha aBTOMaTHYECKOI CTaHIMN
«Qiaqube» (Qiagen). OnleHKY TaTOreHHOCTH BapHaHTOB I1PO-
BOJIMJIM TIPH TIOMOIH in silico aHanm3a B mporpamme Alamut
Visual (Interactive Biosoftware, ®panuust) co BCTpoeHHBIMU
OronH(pOpMaTHUYECKUMHU IPOrpaMMHBIMU MoyisiMu SIFT,
PolyPhen HDIV, PolyPhen HVAR, Mutation Taster, FATHMM,
CADD 13, DANN, MCAP, REVEL, a Taxxe coriacHO poccuii-
CKOMY PYKOBOZCTBY 110 MHTeprperaryy faHabx JJHK gyenosexka.

Bo Bcex rpymmax narpeHTaM MpoBOAWIINCE OLIEHKa ajliepro-
JIOTMYECKOTO aHAMHE3a, OLIEHKa YPOBHS 00IIEro U crenudude-
ckux IgE (sIgE) k 5 anneprenam (6eok KypruHOTo stiina, KOpoBbE
MOJIOKO, ITIIIEHHIIA, cosl, Tpecka). Omnpenenenue odmero IgE
MIPOBOJMIIOCH METOAOM 3JIEKTPOXEMIITIOMUHECIICHIIMY Ha aB-
Tomaruyeckom aHanmsarope Cobas e 411 (Roche, [1IBeiimapus).
Onpenenenue sIgE B cpIBOpoTKE KPOBH POBOIMIIOCH METO-
JIOM IMMYHOQITIOOPECLICHIINN HA aBTOMaTHYeCKOM aHaJIn3a-

Me 6,29 roaa [4,04;10,8]

Me 6,88 roaa [3,33; 12,8]

Me 7,33 roaa [6.31; 8,79]

Tabamua 1

tope ImmunoCAP 250 (Thermo Fisher
Scientific, CILIA). ITopor uyBcTBHTEIB-
HocTH aHaim3aropa cocrasisieT 0,01 kE/m.
IMonpoGnast nHTEpIIpETAIMS PE3YIIETATOBR
sIgE no kiaccam cencnbunmzanuu: 0
Kiacce (Hepextupyemsblit) — <0,34 kKUA/I;
I xnmace (au3kmit) — 0,35-0,7 kKUA/L; 1T
kiacc (cpennuit) — 0,7-3,5 kKUA/L; 111
KJacc (yMEpeHHO BBICOKHH) — 3,5-17,5
kUA/L; VI knace (Bbicokwmit) — 17,5-50
kUA/L; V xnacc (o4eHb BBICOKHIT) — 50—
100 kUA/1; VI knacc (mpeneibHO BbICO-
kuit) —>100 kKUA/L

Juarno3s ITA ycranaBnuBancs Ha oc-
HOBaHNH 3P(EKTUBHOCTH AUArHOCTHIECKOH SMMMHUHAIIMOHHON
JIMETHI ¥ TUarHOCTHYECKOTO BBEJCHUS IIPOIYKTa, IIPH HEOO-
XOZAMMOCTH TPOBOMIIACH OTKPBITAsl IPOBOKAMOHHAs 1Tpo0a.

[TpuHnune! pacyera pasmepa BEIOOPKHU: pa3Mep BEIOOPKH
MIPEABAPUTEIHHO HE PACCUUTHIBAJICS.

MeTo/bI CTaTUCTUYECKOTO aHAN3a JaHHBIX: CTaTHCTHYe-
CKHii aHaim3 nposezieH ¢ nomomisio 10 IBM SPSS Statistics
20 (IBM SPSS Statistics for Windows, Version 20.0) (CIIIA)
n nporpammsl Microsoft Office Excel (CILIA). MunnmansHoe
YHCJIO MAIIMEHTOB B BEIOOPKE, HEOOX0IMMOE ISl TOCTOBEP-
HOW CTaTUCTUYECKOH 00pabOTKM JaHHBIX, PACCUUTHIBAIOCH
¢ oMOUIBI0 (hOPMYJIBI TS pacyeTa 00beMa BEIOOPKH ITpH MPo-
BE/ICHHUH OITUCATEIBHOTO0 MccienoBanus (norpemHocts 10 %,
ypoOBeHb JocToBepHOCTH 95 %). KonnuecTBeHHBIC TaHHBIC
B IpyInax IpOBEPsUTUCH HA HOPMAJILHOCTh pactpe/iesICHHs
¢ momomipo Tecta [lammpo — Veurka. 111 BEIOOPOK ¢ HEHOP-
MaJIBHBIM paclpe/ieJIeHHeM pacCUnThIBAINCH Mennana (Me),
a Tak)ke 3HaueHus 25-ro u 75-ro nepueHTuneil. Paznuaus
MEX[y He3aBUCUMBIMH I'PYIIIIAMHU OIPEIEISIIA C TIOMOIIBIO
kputepust Manua — YutHu. CBsi3b MEXy ITpU3HAKaMH B yC-
JIOBUSIX HEHOPMAJILHOTO pacIpeieeH sl OLleHUBaIach ¢ 1o-
MOIIBIO METO/Ia paHroBo# Koppessiiuy CrimpMena. st cpas-
HEHUSI Ka9€CTBEHHBIX IAHHBIX IIPUMEHSUTH METOJI XH-KBaapaT
IMupcona, Tounslit kpurepuit Gumepa. Kputnueckuit ypoBeHb
CTaTHCTUYECKOH 3HAUMMOCTH TIPH IIPOBEPKE CTATHCTHIECKUX
runotes npuHAT paBHeIM 0,05.

BospacTt

Me 6 reT [4,21; 9,96]

PesynbTarnl

AHanu3 aHaMHECTUYECKUX M KIMHUYECKUX JaHHBIX AeTel
C pa3IMYHBIMH OpPMaMH BPOXKJICHHOTO HXTHO3a MTOKa3ajl
BBICOKYIO YaCTOTY BCTPEYa€MOCTH COILYTCTBYIOLIUX aJJIepIu-
yeckux 3a0oneBanuii — 91,30 % cirydaeB, KOTOpbIE OTMEYAIINCH
y aereit Bo Bcex rpynnax: B [ u IV — B 100% cnyuaes, Bo 11
rpynne — B 92,31 %, B Il rpynne — B 50,0 % ciy4aes.

B I rpynme Hanbosee yacTo BCTpevascs aJuiepriadecKii
puHUT — B 88,89 % ciaydaeB, nomnuHo3 — B 72,22 %, aHTHOOT-
eKH — B 66,67 %, aronnueckuit gepmarut — B 61,11 %, pexe
OponxuansHas actMa — B 11,11 % ciyqaes (puc. 7). Bo 11
TpyIIe TaKXKe yamie oOHapyXUBAJICS aJJIeprHIeCKUil pUHUT —
B 76,92 % ciyuaes, pexe aTonu4ecKkuil JepMatut — B 69,23 %,
nojutMHO3 — B 53,85 %, ocTpast ajuieprudeckast peakuusi B BUIIE
aHTHOO0TeKOB — Yy 23,08 % nanueHToB. Anneprudeckuil pu-
HUT ObUT HanboJIee YacTO BCTPEYAEMbIM COITy TCTBYIOIIINM
amuteprudeckum 3adoneBanuem u B 111 rpymnme —y 100,0 %
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MAIHEHTOB, peXKe MOUTMHO3 — B 66,67%  100,00%
cnyuaes, y 33,33 % nereit orMevanach 0000, | S8:89%
OpoHxuanpHas acTMa. B ommume ot na-
o 80,00% -
muenToB -1 rpynn y gereit IV rpynmst 22%
o 70,00% - 66,67%
nipeobIazial aTONUYeCcKUid IepMaTHT, KO- o 11
TOpbIH BeTpeuasics B 88,89 % ciyuyaeB.  60.00% |
V 66,67 % nereil oTMEUANUCh AJUIEPTU-  50.00% -
YECKHH PUHHUT U aHTHOHEBPOTUYECKHUE 40000 -
oTeKH. bpoHxuabHas acTMa BCTpedanach o |
y 55,56 % nauuentos B IV rpynmne, pexe
0 20,00% -
BCEro BCTpeyasicst NOJUIMHO3 — B 44,44 %
ciyuaes. Taxke y oHOro pebeHka ¢ Bymb-  1%00% | I
0,00%

TrapHbIM UXTHO30M MOATBEPIUICS AUa-
THO3 «303UHO(HIBHBIN 330(aruT.
CpaBHEHHUE 9aCTOTHI CCHCHOMIH3a-
LIMY K YaCTO BCTPEYAEMbIM aJliepreHam
(6eIoK KypHHOTO ST, KOPOBBE MOJIOKO,
MIIICHUIIA, COsI, TPECKa) MPOBOAMIOCH

I rpynna

1%

100,0%
88,89%
76,92% B AnnepruyeckHii
69.23% 67% 66,67% |66.67% puauT
Bllonanxos
85 S6%
R O AtonHuecknii
JepPMATHT
33,33%
B AHrHooTérH
08%
B BponxHanbHas
acTma
II rpynna I rpynma IV rpynma

PucyHok 1. ConyTCTBYIOLLIME AAAEPTUYECKME 30O0AEBAHUA Y AETEN C PA3AUYHBIMM GOOPMAMM BM

Tabamua 2

CeHCUBMAM3ALLMM K MULLLEBBIM QAAEPTEHAM Y AETel C PA3AMYHBIMM chopMamu BU

Tpynna fiMuHbIi 6eAOK  BeAkM KopoBbero MoAoka  MweHuua Con Tpecka
BO BCEX YETHIpeX Tpymnnax (maobu. 2).

Anaus ypoHeii sIgE k pasnuusbiM I roynna (n=18) 83,33% 50,00% 55,56% 50,00% 61,11%
MHIIECBBIM 6eJ'IKaM ImokKasaj, 4ToO B 1ie- Il rpynna (|’1=]9) 47,37 % 36.87% 15.79% 526% 47.37%
JIOM IIO IPYIINE Yalle BCEro BCTpeyanach Il rpynna (n=14) 7.14% 14,29% 0% 0% 57.14%
CCHCHOMIIM3ALIAS K AMIHOMY OCIIKY, KO- |y roynng (n=20) 70,00% 80,00% 70,00% 300% 60,00%

poBbeMy MOJOKY U Tpecke. IIpu sTom

HauboJiee BHICOKas 4aCTOTa MOBBIIICH-

HbIX ypoBHell sIgE BreiaBnsnace y nereit I, Il u IV rpynm. B 11T
TpyIIIe CEHCHOMIM3AIKSI K ITUIIEBBIM aJulepreHaM BCTpedanach
pexe, IpH 3TOM K MIIEHULIE U COE NOBBIIIEHHbIE YPOBHU SIgE
orcyTcTBOBaIM. [IprMeuarensHo, 4To K ajulepreHy pblobl OT-
MeyaJlach BHICOKast 4aCTOTa CEHCHOMITM3AINK BO BCEX YETBIPEX
rpynmnax. [IpoBenena ouenka sIgE k nuiessiM annepreHam
y zereii ¢ BU B 3aBuCHMOCTH OT BO3pacTa. AHAIN3 IPOBOAMIICS
B 00mieli koropre naryeHToB ¢ BU, nockonbKy npu neneHun
Ha BO3pacTHBIE TIOATPYIIIEI B paMKax BblAeIeHHBIX (opm BU
(hopMHpOBaAIINCH MaJICHBKHE BBIOOPKH, HEOCTATOUYHBIE JIJIS
CcTaTHCTUYECKoro aHanusa. [TokazaHo,

yanack y gerert I u IVrpynmst B 100% ciyuaes, Bo I rpynmne —
B 84,62 %, B Il rpymme — B 66,67 % city4ae (puc. 3).

Je6rot ITA Ha nepBoM rofy »xu3HM otMevaics y 83,33 %
Jereii ¢ cuaapoMoM Hereprona u kepaTnHoOnaTHyeckoi ¢op-
moit BU, y 61,54 % — ¢ ayrocoMHO-periecCuBHON (HOpMOi,
y 66,76 % NanueHToB — ¢ ByJbIapHBIM UXTUO30M.

Amnainis ocodeHHOCTeH KITMHINYECKHX nposiBienui [1A y ne-
Tel nokasai, uro B I rpynne nereit ¢ cunagpomoM Hereprona
ipeobIaiany KOXKHO-TaCTPOMHTECTHHAIBHBIE CUMITTOMBI [1A,
KOTOpBIE COCTaBWIHN 72,22 % cily4aeB, UTO 3HAUUMO Yalle, YeM
M30JMPOBAaHHBIC TACTPOUHTECTHHAIBHEIE,— 5,56 % (p<0,001)

YTO ACTU BCEX BO3PACTHBIX I'PYIIIT ObLIU
CeHCI/I6I/IJ'II/I3I/Ip0BaHBI XOTS OBI K OHOMY
13 IIATHU IMAIICBLIX aJUICPIrCHOB. K KOpO-

Tpecka

61,54%
68,42%

44,44%
4545%

BbEMY MOJIOKY JI€TH B Bo3pacte 4—6 et
ObUTM CEHCHOMIM3UPOBAHbI Yalle, 4eM

Jetu B Bozpacte 10 3 net (p=0,01) u 12— Cos

26,32%
11,11%

17 ner (p<0,001). OcTanbHbIC pa3TuyIus

HE JIOCTUTAIIA CTATUCTHYECKOU 3HAYUMO-
ctu (puc. 2).

BakHO OTMETHUTD, YTO HAIMYHE CEH-
CHOMITU3AIINY K TIHIIEBBIM ajlIepreHaM

IMnennna

00-3 rona

® 4-6 et

HE BCCra COIMMPOBOXAACTCA HAJTUIUCM

KIIMHUYCCKUX peaKLIHfI Ha iy v noxa-

TBepkaAeHHOI [TA. Moaoko

30,77% E7-11 ner

68,42%

3636% 012-17 ner

Kinuanduecku 3Haunmas numeBasa

aJuIeprUs BCTPEUYaIach BO BCEX YCTHI-
pex TpyIIax ¢ pa3HOM 4acTOTOH, yarie
B [ rpynme — 100,0%, yem Bo 11 — 68,42 %

Anunsiii
Gesiok

68,42%

44,44%
36,36%

(p=0,01) u III rpyrmme — 42,86 % (p<0,001), I

U 3HAYUMO HE OTIIMYANIachk OT 4acToTsl [TA 0,00
B IV rpymme — 90,0% (p=0,17). I1pu sToM
IgE-omocpenoBannas ¢popma I1A orme-

10,00

20,00 30,00 40,00 50,00 60,00 70,00 80,00

PrcyHok 2. OCOBEHHOCTU CEHCUBUAM3ALMM K MULLLEBBIM OAAEPTEHAM Y AETEM C PA3AMYHBIMM
doopmamm BM B 3aBMCHMMOCTM OT BO3PACTA
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100% -

90%

80% -
T0%

60%

50%
40%

30%

57,14%

20%

10% -

0% -

I rpynna 11 rpynna III rpynna IV rpynna

PucyHok 3. Hactota MNA y aAeTen C pasAniHbiMM doopmamm BA

1 KoxHble — 22,22 % (p=0,02) cummromsl. Bo 11 rpynme nereit
¢ ayTOCOMHO-perieccuBHO popmoit BU Taxoke npeobananm
KOXXHO-TaCTPOMHTECTHHAIBHBIC CHMITTOMBI [TA, KOTOpBIE CO-
craBwid 61,54 % cinydaeB — CTaTUCTUUECKU 3HAYMMO Yallle,
YeM racTpOMHTECTHHAIIBHEIC POosiBICHU, — 7,69 % (p<0,001),
¥ 3HAYMMO HE OTIIMYAIHCH OT YaCTOTHI KOYKHBIX CHMITTOMOB —
30,77 % (p=0,12). B III rpyrmme marueHToB ¢ KEPaTHHONATH-
yeckoit popmoit B cmemannbie nposienenus [TA cocraBumi
50,0% ciyyaeB, 4TO 3HAYUMO HE OTIIMYAIOCH OT YaCTOTHI ra-
CTPOHMHTECTHHAIBHBIX, KOTOpBIe cocTaBmiy 33,33 % (p=0,56),
W KOXHBIX, cocTaBuBIIHX 16,67 % ciryuyaes (p=0,22).

100,00% -
90,00% -+
80,00%

70,00%

60,00%

50,00% -
40,00% -

72,22%
30,00% - 61,54%
20,00% -

10,00%

0,00% -

I rpynna Il rpynna Il rpynna IV rpynna

PucyHok 4. MpossaeHus MA y aeTen ¢ pasHbimm doopmamim BU

Hanboaee yacto BCTpe4yawLwimecs NPUYNHHO-3HAYUMbIE NULLLEBbI€ AAAEpPreHbl yAe'reﬁ

B IgE-onocpenoBaHHan
thopma I1A

- @ OtcyTCTBHE NPOARNICHHIT
A

O Koxubie

BTacTpoHHTECTHHAILHBIE

O KowHo-
racTPOHHTECTHHAJILHBIE

B otnuuune ot mauuenton [-III
rpynn ais aeteit IV rpynnsl ¢ Byib-
rapHBIM MXTHO30M ObLIN OoJiee Xa-
PpaKTepHbI H30JIMPOBAHHBIE KOKHbBIC
nposisiaeHus [TA — B 55,56 % ciyyaes,
110 CPAaBHEHMIO C FaCTPOUHTECTHHAIIb-
HeiMu — 11,11 % (p=0,05) u koxxHO-Ta-
CTPOMHTECTHHAILHBIMHA CHMIITOMAaMH —
33,33 % (p=0,34) (puc. 4).

B uenom no rpymime gerei ¢ pa3nny-
HbIMHU (popmamu BU HanGonee yacteiMu
KJIMHUYECKH-3HAYUMbIMH ITHIIEBBIMHU
ajyiepreHaMu ObIIIM KypHHOE S0, KO-
POBBE MOJIOKO, IIIOTEHCOAEPAKAILHE IIPO-
IIYKTHI, pbI0a, opexu. Peakuus Ha npyrue
MIPOIYKTHI BCTpEYasIach ¢ 4aCTOTOM Me-
Hee 10%. B mabauye 3 npencrasneHsl
HauboJee YacTo BCTPEYaIOIINEeCcss NPUYNHHO-3HAYUMBIE TTH-
IIEBbIC AJUIEPTeHBI C pa3InYHbIMU (hopmamu BUL.

SIBHBIE KIIMHUYECKHE PEaKLMU Ha KypHHOE SHII0 OTMe-
YaJUCh BO BCEX IMOArPYIIAx: ¢ cuHIpoMoM Hereprona —
y 83,33 %, ¢ ayTocOMHO-peLieccuBHON opmoit —y 36,84 %,
¢ KepaTHHONaTHUYeCcKoil — y 66,67 %, ¢ ByJIbrapHbIM UXTHO-
30M —y 77,78 % nanuentoB. YacToTa KIMHUYECKUX peaKIUi
Ha NPOYKTHI, COfiep Kalie OSTKM KOPOBBETO MOJIOKA, TAKKE
coctanisuia ot 47,37 % B moArpyline AeTel ¢ ayToCOMHO-pe-
neccuBHO# popmoit BU (ITA) no 72,22 % — B noarpyme nerei
¢ CH (IA). I'mtoTeHconeprKamume IpoLyKThl SIBISITUCH ITPHU-
YHHHO-3HAYMMBIM aJJIEPI€HOM PEKe —
ot 16,67 % y nereil ¢ kepaTuHONaTH-
yeckor ¢popmoit BU (IITA) no 55,56 %
y aereii ¢ CH (IA). Taxxe ¢ BEICOKOI
4acTOTOH BCTpEUYaINCh KIMHUYECKHE
peakiuu Ha peIOy, OpexH (3a UCKIIO-
yeHueM nanueHToB [ITA moarpymnmsr).
Heckonbko pexxe BCTpedalich peakinu
Ha 510110K0 1 OaHaH, elle pexe — Ha Jpy-
THe IPOAYKTHI: HHACHKa, KypHula, ro-
BSIZIMHA, TPEYnXa, puc, KNBU. Peakummn
Ha 3TU HPOLYKTHl BCTPEYAINCh MEHEE
yeM y 10% nanueHToB BO BCeX rpyrmax.

Koxxnbie nposiBnenus ITA Bo Bcex
IpyIIax XapakTepu30BaJINCh YCHIICHHU-
€M 3y/1a, TUIepeMHUeH KOXKHBIX IIOKPO-
BOB, TTOSIBJICHUEM CBIITH, HETUITUYHOMN
JUIS MXTHO3a. ' acTpOMHTECTHHAIBHBIE
CHMIITOMBI OTMEYAJINCh B BUJIE TOIIHO-
THI, CPBITUBAHHH/PBOTHI, U3BMEHEHHEM
XapakTepa cTyJsa ¥ O0JIbI0 B )KMBOTE TO-

B He-lgE-onocpeaosaHHas
opma ITA

Tabamua 3

C pAa3AM4YHbBIMKM popMamm BU u komop6uaHoi MNMA

CJIC IpueMa OIPCACICHHBIX TPOAYKTOB.

Moarpynnbl pAeTeit c BU  fliiuo Monoko TAloTeHcoAepxa-
¥ KOMOPGMAHOM [TA  KypHHOEe KOpOBbEe  LuME NPOAYKTI I [ PR IG5 Oocy:xaenue

IA (n=18) 8333%  72.22% 55,56% 4444% 611%  3889% 2222% BposkeHHbIi HXTHO3 CONPOBOXIACT-
CsI BpOXKJICHHBIM JIE(PEKTOM STHICPMAITh-

IA (n=13) 36,84%  47.37% 21,05% 2105% 2105% 1538% 1538%  moif qudpepeHIMPOBKY ¢ HAPYILICHHEM

A (n=6) 66.67%  66,67% 16,67% 16,67% 0%  3333% 3333% 0apbepHOi (PyHKLIMH KOXKH, YTO CO31aeT
YCIIOBUSL ISl pa3BUTHS TPAHCKYTaHHOM

IVA (n=18) 77.78%  66,67% 33,33% 556% 11,11% 3333% 11,11%

ceHcuOmm3anuu awieprenamu [3, 7, 8].
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B nacrosee BpeMs HaKOILICHBI JOKA3aTeIbCTBA TEOPUH «JIBOM-
HOTO BO3/IEUCTBHS AJUIEPTEHa», CONIACHO KOTOPOIl MOCTYILUICHUE
IHUIIEBOTO AJUIEPTeHA Yepe3 KeTyN0UHO-KUIIEUHbIH TPaKT MpH-
BOJUT K MHIYKIHH OPaJIbHOM TOJIEPAaHTHOCTH, B TO BpeMsI KaKk
BO3/IEICTBHE Yepe3 MOBPEXICHHBIH KOXHBIN 0apbep HU3KHX 7103
ITUIIEBBIX AJUIEPTEHOB M3 OKPYIKAIOIIEH Cpeibl CIOCOOCTBYET
pas3BuTHIO ceHcHOmm3aun [9—11].

B Hacrosimem ucciae0BaHuN MBI H3Y4MIIN 0COOEHHOCTH
MUIIEBOI CCHCHOMITN3AMK U NTUIIEBOH aJulepruu y aeren
¢ TSDKENBIM opaHHBIM 3a00JIeBaHNEM — BPOXKICHHBIN NXTHO3.
BaxHo ormeTnTh, 4TO KOMOpOUIHas [TA okaszanach xapakrep-
HAa He TOJbKO Jyis nanueHToB ¢ CH u BylbrapHbIM UXTHO30M,
cBsi3aHHBIM ¢ JiedextoM reHa FLG, HO U 17151 OONBHBIX € ApY-
rumu popmamu nxrrosa. [1o Bceil BeposSsTHOCTH, 3TO OTpakaeT
BKJIaJ Je(eKTa dIuIepMalIbHOT0 Oapbepa, KOTOPbIil UMeeT
MecTo TIpH JIro6o0i popme BU 1 ciocoOcTByeT HOBBIIICHHOMY
PHCKY TPaHCKyTaHHOH CEHCHOMIN3aIHY.

HHTepecHO# HaxoqKoH sBIsIeTCs O0see peaKkoe BhISBICHUE
NuIIeBol ceHcnbunmzaunu u [1A y nereit ¢ kepaTHHONIATH-
Yyeckol popMoii NMXTHO3a, KOTOPBIH CBS3aH C NATOJIOTHYECKH-
mu BapuanTamu B reHax KRT1, KRT2, KRT10, GJB3 u np.
110 cpaBHEHHUIO He Tonbko ¢ CH u BynbrapHeIM UXTHO30M,
HO U ¢ ayTOCOMHO-peneccuBHbIM BU, koTopslii cBsI3aH ¢ na-
Tonoruueckumu Bapuantamu B reHax ALOX12B, ALOXE 3,
ABCA12, NIPAL4, TGM1, CYP4F22 u np.

OCHOBHBIMH NIPUYMHHO-3HAYUMBIMH aJIJIEpreHaMH y Jie-
Teit ¢ pasnmuuHbIMU Gopmamu BU sBisMCH KOPOBBE MOJIOKO
U KypuHoe aino. Takxe oOpamaer Ha ce0si BHUMaHUE BBICO-
Kasl 4acTOTa CEHCHOMIN3AIMY K aliepreHy phlObl, KoTopast
B OOJIBIIMHCTBE CIIy4YacB CONPOBOXKIATach KIMHUYECKON
peakiueii. [Ipu 3ToM aHamM3 BO3pacTHBIX 0COOEHHOCTEN CeH-
CHOMITM3aLMK TI0Ka3aJl CHIKEHHE YaCTOThl CEHCHOMIN3anu
K aJlJIepreHaM KypUHOro s, KOPOBBEr0 MOJIOKA, MIIEHULIbI
U COU B BO3PACTHBIX MOArPYMIAX cTapiie 7 JeT, 4ero He OT-
Meyasioch B OTHOLIEHHH aJuIepreHa phIObL.

AunepreH pbIObI caM 110 cebe OTHOCUTCS K «OOJBIION BOCh-
MEpKe» CaMbIX PAaCIPOCTPAHEHHBIX MUIIEBBIX aJUIEPreHOB
B Mupe [25, 26]. BaxHO OTMETUTb, YTO ITIABHBIE aJUIEPTeHbI
PBIOBI HEe pa3pylIalOTCs IIPU TEPMUUYECKOH 00paboTKe, 4TOo
JieaeT X yCTOMYMBBIMU TPUITEPAMHU AJUIEPIUUECKUX PEAKLIUIL.
Kpome Toro, aiepreHs! peiObI (Hanpumep, napBaJibOyMUH)
SIBISIFOTCSI OYEHB JIETYYHMH U CTOMKUMH, JIETKO paclpoCTpaHs-
I0TCA B BO3/IyX€ U HaJOJITO OCEIA0T Ha IOBEPXHOCTSX, IOCYAE,
onexne, B IbutH [26]. B o0ciienoBaHHOM rpynie marreHToB
aiyeprus Ha pbIOy yacTo OblIa acCOLMHUPOBAHA C TSHKEIIBIMHU
1 CHCTEMHBIMH peaKLsIMH (KpariBHHUIA, oTek KBunke, anadu-
JIaKcHs), IO3TOMY €€ BBISBICHHE KPUTHUECKH BaXKHO. [Ipu aTOM
H3BECTHO, YTO B OTVIMUUE OT ajUIEpPrUy Ha MOJIOKO WM SIHIIO,
K KOTOPBIM Yy JIeTell IPH ITPaBUIIbHOM AUETOIOTHIECKON TAKTUKE
TIOCTEIEHHO (POPMHPYETCsI TONEPAHTHOCTS, aJUIEPTHs Ha PBIOY
1 MOPENPOIYKTHI 0OBIYHO COXPAHETCS Ha BCIO JKHM3Hb [25, 26)].

3akn04ueHue

IIpoBenenHoe UccnenoBaHUE JEMOHCTPUPYET BBICOKYIO
YacTOTY NMUILEBON ceHcnOmm3anuu u [1A y nereit He TObKO
¢ remu ¢popmamu BU, nipu xotopsix komopoouanas [TA onu-
cana B uteparype (CH 1 ByabrapHslii HIXTHO3), HO XapakTepHa
u g apyrux ¢opm B (ayrocomHO-perieccuBHas 1 keparu-

Homaruueckas). CBoeBpeMeHHoe BhIsiBiieHHE [TA mo3Bosier
Bpavy MakCUMaJIbHO 3Q(EKTUBHO BHICTPOUTH AUETOIOTTYECKOE
COIIPOBOXKAEHHUE 3TON CIOXKHOM IPYIIIBI NAI[UEHTOB.

Takxe BaXHBIM acTIEKTOM MPO(PUIAKTUKU Pa3BUTHS
u Oe3omacHoro ynpasnenus [TA y nanuentoB ¢ BU sensercs
Teparus, HalpasJeHHas Ha BOCCTaHOBJICHHE KO)KHOTO Oapbe-
pa, 0COOEHHO C y4eTOM BKJIaJ[a MEXaHU3MOB TPAHCKyTaHHOU
CCHCHOMIIN3AINH.
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MuwieBas anneprus n 0CO0€HHOCTN HYTPUTUBHOIO CTaTyCa
KakK nposiBneHne anchyHKUMM 3NuTenmanbHoro bapbepa
y AeTen C BPOXXAEeHHbIM MXTUO30M

A.U. Myctadhaesa

PTAY «<HAUMOHAABHBIM MEAMLMHCKMM MCCAEAOBATEABCKMIA LLEHTP 3A000BbI AETEM), MOCKBA, Poccus

PE3IOME

BpO>XXAEHHBIV MXTHO3 — rPYMNA PEAKUX reHETUYECKMX 30O0AEBAHUM, XAPAKTEPUIYIOLLIMXCA HAPYLLIEHUEM KEPATUHU3ALIMM M AUCCDYHKLIMEN KOXHOTO
6apbepa. OBLLMM MATOreHETUHECKMM 3BEHOM AAS PA3AMYHBIX CDOPM MXTUO3QA SBASETCS CTPYKTYPHOE MOBPEXAEHME IMMAEPMUCA, MPMBOASLLEE
K MOBbILLIEHHOM TOAHCIMMAEPMAABHON NOTEPE BOAbI M CHUXKEHUIO €0 3ALLIMTHOM COYHKLIMM, HTO CO3AQET YCAOBMS AAT TOAHCKYTAHHOM CEHCMOMAM3ALIMM
MULLEBBIMM AArepreHaMU. OCOBEHHO XOPOLLO OMMCAH AQHHbIM MEXAHU3M MPU CUMHAPOME HeTepToHA, CBA3AHHOM C myTaumer reHa SPINKS,
1 BYABTQPHOM MXTHO3€E, AQCCOLIMMPOBAHHOM C MYTALIMAMM FeHA COMAQITPMHA. [TDOHMKHOBEHME MULLIEBbIX AAAEPIEHOB Yepe3 HapYLLIEHHbIN KOXHbIM
6apbep 3anyCcKaeT KACKAA MMMYHHbIX PEAKLIMIM, COCOBCTBYIOLLIMX AKTMBALIMMU Th2-MMMYHHOTO OTBETA M BbIPABOTKE Crieumgbuyeckoro IgE, ¢ BbiIcokomn
YACTOTOM, MPUBOAS K MMLLIEBOM CEHCHMOUAM3ALIMM U MULLLEBOM AAAEPIMU. PA3BUTUE MULLIEBOM QAAEPIMM HO GPOHE BPOXAEHHOIO MXTHMO3A yCyrybaseT
TeYyeHne OCHOBHOIO 3aB0AEBAHMSA M CNOCOBCTBYET CDOPMMUPOBAHMIO HOPYLLEHUS HYTPUTMBHOIO CTATYCA M 3AAEPXKKM POCTA BCAEACTBUE KAK
OMPAHUYUTEABHBIX AMET B3 AAEKBATHOIO AMETOAOTMYECKOrO COMPOBOXKAEHMS, TAK M AECOMLMTA HYTPHMEHTOB M MMKDOIAEMEHTOB. HaCcTOALLIMI 0B30p
POKYCHPYETCS HQ POAU AUCCDYHKLIMM SMMASPMAALHOTO 6apbepa KaK KAKOYEBOTO CBA3YIOLLIETO 3BeHA B PA3BUTUM KOMOPOMAHOM MULLIEBOM QAAEPIUM
Y MALMEHTOB C BPOXAEHHBIM MXTMO30M U MOAYEPKMBAET HEOOXOAMMOCTb MEXKAMCLMIAMHAPHOIO MOAXOAQ AASI AQHHOM KATErOpUM NALMEHTOB.

KAKOHYEBBIE CAOBA: BDOXAEHHbIM MXTHO3, MALLIEBAS GAAEPIMS, MULLIEBAS CEHCMOMAM3ALIMS, TOAHCKYTAHHAS CEHCUBMAM3ALIMS, HyTOUTUBHBIN CTATYC, AETH.
KOH®PAUKT UHTEPECOB. ABTOPbI 305BASIOT 06 OTCYTCTBMM KOHODAMKTA MHTEPECOB.
PUHAHCHMPOBAHMNE. ICCAEAOBAHWE HE MMEAO CMOHCOPCKOM MOAAEPXKKH.

Food allergy and features of nutritional status as a manifestation
of epithelial barrier dysfunction in children with congenital ichthyosis

D.l. Mustafaeva

National Medical Research Center for Children’s Healty, Moscow, Russia

MeanumMHCKMIM AAdPaBUT Ne 9 /2026. AMETOAOTUS U HYTPULLMOAOTUS e-mail: medalfavit@mail.ru



