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OBLIUE ITPENCTABJIEHUSA
O HO3O0JIOT'H

OIIPENEJIEHWE

ATONMYECKMn aepMaTuUT ABNSETCH MynbTUOAKTOPHbIM BOCMa-
NATENBbHBIM 3a00EBAHMEM KOXM, XapaKTEPU3YHOLWMMCS 3YAOM,
XPOHUYECKUM PELIMAVBUPYIOLLIMM TEeYEHNEM, BO3PACTHbIMK OCO-
6EHHOCTAMM NloKanuaauumn 1 MopdonorMm 04aroB MopaXKeHns.
Bo Bcex cny4yaax paHHero febroTa OCHOBHYHO POSib UrPaeT reHeTu-
yeckasa NnpeapacnofioKEHHOCTb K HEMOMHOLEHHOMY (YHKLIMOHUPO-
BaHWIO Gapbepa KOXW, ornocpefoBaHHasi KOMBUHALMEN MyTaLmi
B reHax anuaepmMasnbHOro AnpbepeHLMpoOBOYHOMO KOMMEKCa.

KO[HBI ITO MKB-10

L20.0 — ATonnyecknit aepMaTtuT
L20.8 — [pyrue atonnyeckue gepmaTuTbl
L20.9 — ATonnyeckmn 4epMaTuT HeyTOYHEHHbIN



HO30JIOTUYECKHHU ITPODUJID
U ®AKTOPBI PUCKA

OTHUOJIOI'MA

Al aBnseTca 3a6oneBaHNEM KOXM, ONMocpejoBaHHbIM MyTaLu-
AMU B reHax anuaepmMasnbHoro AvbdepeHLUMpoOBOYHOrO KOMMeK-
Ca, OCJIOXKHEHHOr0 y4acTUEM UMMYHHbIX peakLUuid B OTBET Ha Ha-
pyLUeHMe LeNoCTHOCTN anuaepManbHoOro Gapbepa. leHeTudeckme
ocobeHHoCcTH AL 1 aTonum UMeT 06LLIME, HO HE UAEHTUYHbIE Me-
XaHW3Mbl. Hanmume atonum unu AJl y o6oux poanTenein sBnseTcs
npeapacnonaratoLmm hakTopom passutis A/

JITUIOEMUOJIOI' YA

ATonudeckuin fepmaTtut (Al) 9BnNSeTcs BOCNaNUTENbHbIM, 3Y-
AALMM, XPOHUYECKUM WA XPOHUYECKM PELMOMBUPYOLLMM 3a60-
NIeBaHMEM KOXM, HaCTO BCTPEYatoLLMMCA B CEMbSX C APYrMMUK aTo-
nnyecknmm 3abonesaHmamu. AL ctpagarot ao 20% agetein n 2—8%
B3POC/bIX B 60OMbLUMHCTBE CTpaH Mupa. Yalle Bcero A/l HaumHa-
eTcs B IETCTBE, MPUMEPHO TPETHL ClyYaeB pa3BMBAETCA B 3pefioM
BospacTe. Al 4acTo npefllecTBYeT pasBUTUIO OPYrMx aTonunye-
CKIMX 3a60/1€BaHMI, TaKMX KaK annepruyeckmi pUHOKOHbIOHKTUBUT
n acTMma.

B eBpOMenckoOM KOrOpTHOM WCCReAoBaHUM pacnpocTpaHeH-
HOCTb cumnToMoB ALl cocTtaBuna oT 11 0o 17% B Te4eHne NepBbIx
6 net »wu3Hu [1]. B F'epmaHnn pacnpocTpaHeHHOCTb ALl He yBenu-
ymBanacb ¢ 1995 no 2002 r. n coctasnana 12,4% n 11,1% cooTBeT-
CTBEHHO. B TO )Xe BpeMs yBennmyeHme pacnpoCTPaHEHHOCTM 9K3eMb
Habnroaanoch B Adpuke ¢ 12% B 1995 r. npotns 19% B 2002 1. [2].
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MexxayHapo4HOe ccnefoBaHe acTMbl U anneprin y aeten B uc-
cnenoBarum ISAAC BbISBWIO 60MbLLIYHO BapuabenbHOCTb pacrnpo-
CTpaHeHHOCTK ALl B BO3paCTHOW rpynne 6—7 neT, BapbupyroLLyrO
oT 0,9% B VHaun 0o 22,5% B SkBagope [3]. AHanormyHble npoLec-
Cbl HabnrogatoTes B JlTaTuHCKon AMepurke u HOoro-BoctouHom Asunm
[3]. B Poccum 72% Bcex cnydaes Al B 2016 1. npuxogunoch Ha ae-
Teir B BospacTe 0—17 net [4]. PacnpocTpaHeHHocTb Afl B rpynne
0—4 ropa coctanana 20%, B rpynne 0—14 net — 16,6%. 3a nepunof
2006—-2016 rr. pacnpocTpaHeHHocTb ALl cpean peten 0—14 net
cHuamnacb Ha 11%. CHmxeHne 3aboneBaemMocTi aeten ALl npowc-
xoauTt ¢ 2012 r. [4-5].

[eTun ¢ paHHUM HadanoM Al (BospacT <2 neT), 0co6eHHO C nepcu-
CTMPYHOLWMMU CUMMNTOMaMM, UMEKOT 3HAUYUTENIbHO B0os1ee BbICOKMI
PUCK acCOLMMPOBAHHOM MULLIEBOWN anneprnm 1 acTMbl, a NO34HUM
tdeHoTun (BO3pacT >2 NET), CKOpee, CBSA3aH C PasBUTUEM annepru-
4yeckoro puHuTa [1].

Y vyactu geteit ¢ ALl KOXHble MOpaXkeHWs paspellaroTcs no-
cne 18-20 net, y 60% naunMeHTOB CUMMMTOMbI COXpPaHSatOTCA
1 BO B3POCSIOM BO3PACTE, XOTA TAXECTb NPOSABIEHUA YMEHbLUAET-
csa. [e6roT ALl BO B3pOC/IOM BO3pacTe pasBmBaeTcay 18% 60/bHbIX
[5—6]. CornacHo MexayHapoaHOMY UHTEPHET-0MPOCY, PacnpocTpa-
HeHHOCTb cumMnTOMOB A/l cpean B3pOCOro HaceneHus ¢ Koraa-nmv-
60 paHee yCTaHOB/EHHbIM AnarHo3om A/l coctaBuna 4,9% B CLUA,
3,5% B KaHage, 4,4% B EBponeinckom corose v 2,1% B AnoHun [7].

ccnegoBaHns MOKasbIBatoOT, YTO KIMMaT, ypbaHusaumns, obpas
YKM3HU 1 COUManbHO-O9KOHOMMYECKIMI YPOBEHDb BINAIOT Ha Pacnpo-
CTpaHeHHoCTb A/l

KIIMMAT

B Tponuyeckmx WMpoTax U CENbCKUX PanoHax pacrnpocTpaHeH-
HocTb Al Hxe [8—9]. Hanpumep, B PUHAAHANM pacnpoCTpaHeH-
HOCTb ALl cpean OeTew, XMBYLMX B CEMbCKUX panloHax CTpaHbl,
HUXKE, YEeM Y XKUBYLLMX B MPOMbILLSIEHHO PasBUTbIX paioHax [10].
AHaNOrM4YHO B CeNbCKMX panoHax Kutasa pacnpocTpaHeHHoCTb A/l
y feten coctaBnseT 7,2%; B [oHkoHre — 20,1% [11]. B Hurepuu pac-
nNpocTpaHeHHOCTb ALl yBenmymnnach ¢ poctom ypbanuzaumm ¢ 0,3%
B 1960-x rogax 4o 6,1% B 1980-x rogax [12].
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YPBAHU3ALIUA

[lo nocneaHero BpeMeHu 60/blian pacnpocTpaHeHHOCTb ALl Ha-
6at0fanacb B UHAYCTPUANN30BaHHbIX CTpaHax. BO3MOXHO, 3To CBS-
3aHO C MOBbILWEHHBIM YPOBHEM 3arpsisHeHUs BO3/yXa, rOPOACKAM
06pa30M XM3HW, UBMEHEHUAMMN B MUTAHMUN N APYTUMIN USMEHEHNSAMM
B NMOBEAEHNN M OKPYXKatoLLen cpefie. Tak, y aeten 5—6 net B BocTou-
HoOW ['epMaHuK pacnpocTpaHeHHocTb ALl Bbipocna ¢ 9,6% B 1991 T.
10 23,4% B 1997 r. nocne NpUHATWA 3anagHoro obpasa »usHn [13].
B o710 ke BpemaA B 3anagHon epMaHumn pacnpocTpaHeHHOCTb ALl
Aepxanacb Ha ypoBHe 12% ¢ 1991 no 1997 r. Yp6aHuzaumsa name-
HSEeT OMETY N XapaKTepU3yeTCsa YBEIMYEHEM COAePXXaHMsa NPOBOC-
nannTenbHbIX N-6 MONMHEHACBILLEHHbBIX XNPHbIX KUCMOT B 3anaaHbIX
avetax [14]. B uccneposannm ISAAC (International Study of Asthma
and Allergies in Childhood, MexayHapoaHoe nccnegoBaHne acTMbl
W anneprun y aeteit) aHanuaupoBanacb accoumaums AL ¢ aueTton.
Mokasanu yCTOMUYMBbIN 3aLLUMTHBIN SMOEKT MeXay YacTbIM NOoTpe-
61eHneM CcBexXnx MPyKTOB 1 PUCKOM pasBuTus Al 1 NpoBoOLMpYHO-
Wi ahdeKT ynoTpebneHns NpogyKToB 6bICTPOro nutaHua [15].

CEMEWHBIU I0XO

YpOBeHb [JOCTaTKa B CEMbSAX TakXXe MoKasblBaeT CBA3b C pas-
Butnem All. B 6putaHCcKoM mnccnenoBaHumM bbina NokasaHa B ABa
pasa 6osee BblCOKasi pacnpocTpaHeHHOCTb ALl B CEMbSIX C BbICO-
KM AOX0A0M [16]. MHTepecHo, 4To Al pexxe pasBMBaeTCs B CEMbSAX
C 60MbWINM Yucnom geten [17].

o
daxkTopbl pucka

BosHukHoBeHve ALl 'y feTein 06yCcnoBAEHO KOMMEKCHbIM B3au-
MOAEeNCTBMEM pasfiNyYHbIX GaKTOPOB OKPY>KatoLLein cpedbl U reHe-
TUYECKOW NPeapacmnonoXXeHHOCTH K anfieprmiyeckmM peakLmnsam.

Mo OaHHbIM AMEPUKAHCKOW akKaJeMuun AepMaToniornn, cylle-
CTBYIOT TOJSIbKO [iBa [loKa3aHHbIX dakTopa pucka: 1) LoF-myTauus
B reHe dunarrpyHa, npnBoasiuasa K notepe GyHkumn 6enka (Loss-
of-function, LoF), 2) ceMeliHbIn aHamMHe3 aTonuu.



OU3UOJIOI' NI
KOXMU. ITATOI'EHES,
[TATOMOP®OI'EHES

[MatoreHe3 Al ABNAETCS MHOTOKOMMOHEHTHbIM. Ha HacTosLWwmm
MOMEHT MOJSIHOMO MOHUMaHWS 3TOrO ABJMEHNUSA HET; XOPOLLIO YCTaHOB-
NeHa accoumalma 3aboneBaHNsA C reHeTUYeCKM OnocpeoBaHHbIM
HapyLleHneM MYHKLIMN KOXHOrO 6apbepa.

Mpn HapylweHUn rmapohOBHOCTN KOXHOro 6apbepa BO3-
HWKaeT OBYCTOPOHHEE ABMKEHWNE: YPECKOXKHAsA NoTepst BOAbI
N TIPOHNKHOBEHME B KOXY HY>KEPOHbIX KOMMOHEHTOB, Ha KOTO-
pble pearnpyeT fokanbHaa BPOXAEHHAA MMMYHHasi cMcTema.
9Tu NpoLecchl NPUBOASAT K M3MEHEHNIO MUKPOBMOMA KOXKM 1
3anycKy LUMTOKMHOBOW N XEMOKMHOBOW peakumn BPOXKAEHHO-
rO UMMYHUTETA C NPUBJIEYEHNEM KITETOK aanTUBHON UMMYH-
HOW CUCTEMBI.

Al nmeeT Tpn HOPMbI: 04eHb paHHWUA (<2 NeT), paHHMA (0T 2
[0 18 neT) 1 nosaHnii AebroTbl. B cnydae MnafeH4Yeckoro n paHHe-
ro AebroTa NMAMPYHOLLYHD POSb AOSHKHO UrpaTh HapyLUeHWe 6apbep-
HOWM (DYHKLMM KOXM, ONOCpefoBaHHOE reHeTUYeCKMMM hakTopamu.
HenctButenbHo, okono 60% eBponencknx naumeHToB ALl nMeroT
[INarHOCTMPOBAHHYH MyTaLWto B reHe FLG; ogHaKo y asnaToB 1 ad-
PUKaHLEB MyTaummn B reHe FLG HabnroaatoTCs 3HAUYMTENBbHO pexe.
C Apyrown cTopoHbl, Npy ALl BbISIBAAKOT MHOXXECTBEHHbIE MyTaLMM
B PasfiNyHbIX reHax, OTBETCTBEHHbIX 3@ BOCMa/UTENIbHYIO peak-
umto. Ckopee BCero, B 9TOM Cllyydae 6yfeT HabntoaaTbCs No3aHMUM
nebroT AL v MHOM MexaHn3M naToreHesa.
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B pamkax AaHHOW KHUMM ByaeT paccMOTpeHa rmnoTesa, YTo cy-
LecTByeT YeTbipe dhopMbl Afl, onocpeaoBaHHble reHeTUYECKUMM
N UMMYHHbBIMW 0COBEHHOCTSAMM BONbHbIX.

BUOJIOI'MA U TEHETUKA KOXHOI'O
BEAPBEPA

BepxHMin cnoit Koxkn hopMUpyeTcst poroebiM crnoem (stratum
corneum), COCTOSILLIMM K3 6e3bsiiepHbIX 060/104eK KepaTuHOLM-
TOB — KOPHEOUMTOB, MPOLWNTbIX 6ETKOBBIMU MOCTUKaMU. [1of po-
FOBbIM CJI0EM HaxXOOATCA ALEPHble KepaTUHOUUTLI, Aanee Aepma
¥ CNOW NOMAKOXHOW YKMPOBOW KneTtyaTku (puc. 1, CM. LB. BKIIENKY).
B nepMe HaxoOsaTcs NMOoTOBble U CafibHble XXenesbl, COCYAbl, HepB-
Hble BO/IOKHA, BOSIOCSAHbIE (DOSIIMKYIIbI.

Snuaepmmnc chopmMmMpoBaH HECKObKUMU CNOAMU KEPATUHOLM-
TOB, KOTOPble MOCTENeHHO AndMEPEHUMPYIOTCA U TepArOT A4po;
MpoLecc, HadblBaeMblin «OPOroBeHVeM». B npouecce OporoBeHms
B KepaTuHOUMTax BKJIKOYAETCA CUHTES3 BenkoB hunarrpmHa, kepa-
TUHOB, NOPUKPUHA, MHBOSTKOKPUHA W APYTWX, O6ecnevmBatoLLmx npo-
LUMBKY COCeaHMX 6e3baaepHbiX KNeTOK M (OPMUPOBaHWE CIOEB
MeMbpaH KeTOK. BHyTpW poroBoro C/os HaxoAMTCA MPOoC/onka
MAVMAOB, obecneynBarolLlast HEMPOHULAEMbIV AN BOAbl 6apbep
[18-19].

JInnnabl poroBoro cnost NpefcTaseHbl Lepammaamm (1o 50%),
xonectepnHom (20—30%) M CBOBOAHBIMU XXMPHBIMU KUCNOTaMu
(20—30%) [20]. B nunuaHoit Npocsioiike NMPUCYTCTBYHOT Takxke dep-
MeHTbl (NpoTeasbl, GocdoTasbl, MOKO3MAA3bl, MNasbl) U CTPYK-
TypHble 6eku (KOpHeoAeCMO3MH, kaTencuH D 1 ap.).

OAHUM 13 Hanbonee BaXKHbIX METOAOB 3aLLUMTbI KOXHOMO 6apbe-
pa ABJIAETCH UCMOMNb30BaHMEe 3MOJIEHTOB. [1py pasnnyHbIX reHeTu-
YeCKMX HapyLleHnax TpebyeTca nogbop ONTUMabHOTO AS1A KOXM
60nbHOrO amoneHTa. OAHVM 13 BapuMaHTOB MOXET 6biTb ATOAEpM
banbsam MHTeHcnB (Atoderm Balm Intensive). OMoneHT okasbiBa-
eT NpOTUBO3YAHOE W NMPOTUBOBOCMANUTENIbHOE AENCTBUE, BOCCTa-
HaB/IMBAET 3aLUMTHBIN 6apbep KOXW, CTUMYSIMPYS CUHTE3 TUNNAOB
Y NPOTEMHOB (CTPYKTYPHbIX 6€/1KOB), MPENATCTBYET afreammn 1 npo-
nndepaunn Staphylococcus aureus.
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B cocTaB cpeAcTBa BXOAWUT CIIOXHbIN WP caxaposbl, nasb-
MUTOUNATaHOIAMUA, B-CUTOCTEPOS, LUMHK, BUTaMuH PP, 6ruomnme-
TUYeCKMe NUNuAabl, BOCCTaHaBIMBAKOLIME KOXHbIN 6apbep. LIMHK
B COCTaBe Hanb3amMa OKasblBaeT aHTubakTepuanbHoe AeNCTBUE.
Atonepm banb3am VIHTEHCUB pekoMeHZoBaH Mpu Cyxon 1 pasapa-
YKEHHOW KOXeE Y B3POCSIbIX 1 HOBOPOXKAEHHbIX, B TOM Yucne npn AL

B xofe nccnefoBaHnsa no ndyyeHnto apdeKTUBHOCTH 1 6e30-
nacHocTu 6anb3ama Atoaepm banbsam MHTeHcnB (Atoderm Balm
Intensive), npoBeaeHHOro KomnaHveln Bioderma, y naumeHToB
B BO3pacTe CTaplle Tpex MecAueB, CTpadatolmx JIErkKnuMm, yme-
PEHHBbIM WM TSHXKENbIM aTOMUYeCKMM [AepMaTUTOM, OTMEYEHO,
YTO KOMOUHALMA MECTHbIX MTTFOKOKOPTUKOWAO0B C 6anb3aMOM Mo~
Kasana 3HaunTenbHoe cHmkeHne SCORAD, ynydlwleHne cocTos-
HMA KOXM (CyXOCTb, LUEpOXOBATOCTb, Yellyiku). OAHOKpaTHOe
Un OBYKPaATHOE eXefHeBHOe HaHeceHne Hanb3ama Ha BCe Teno
B TeyeHve 56 AHEN MPUBESIO K YMEHbLUEHMIO CYXOCTU KOXU, 3Ha-
YUTENbHOMY YMEHbLUEHMIO 3YAa U NOBbILLEHWIO Ka4YeCTBa XXU3HW.

[eHbl, OTBETCTBEHHbIE 3a (DOPMUPOBAHME KOXMW, Yy YenoBe-
Ka HaxogAaTcsa Ha 1921 XxpoOMOCOME M Ha3bIiBAKOTCH KOMIMIEKCOM
annaepmansHoin  auddepeHumpoBkm (epidermal differentiation
complex, EDC). B o6nactn EDC HaxoauTcst rpynna, Ha3biBaemast
S100 cnutbiMu reHamm (S100 fused-type genes), K KOTOPOM OTHO-
caTtcs npodbunarrpuH, FLG, dunarrpun-2 (FLG2), peneTuH, xop-
HEPWH, KOPHYJWH, TPUXOrMaauH U TPUXOrManuH-NoAoOHbIN Ge-
nok 1 [21].

Benku ST100 nepBoHa4anbHO HbIM Ha3BaHbl B 4ECTb ABYX PacT-
BOPVIMbIX OENKOB, MAEHTUMULIMPOBAHHbIX B CyrnepHaTaHTe SKCTpak-
Ta MO3ra KpymnHoro poratoro ckota B 100% pacTBope cynbtaTta
aMMoHuKs (S100). Benkn ST00 cocTaBNAOT camyto BOMbLLYIO MOA-
rpynny B CEMENCTBE OENKOB YeNOBeKa, CBA3bIBAOWMX KaNbLUUI.
leHbl ST00 KOAMPYHOT MHOrOAOMEHHble 6enkn ¢ S100-Noao6HbIM
[IOMEHOM, COCTOSALMM M3 ABYX pasnnyHbix Ca’-CBA3bIBAOLLMX
neTenb, CAUTbIX C Honee KPymHbIM MOBTOPSAMOWMMCA MENTUOAOM
C MOMOLLbKO CMENCepHOM NocneaoBaTelbHOCTM. 3TK Genkn kKnac-
CUOUUMPYIOTCA KaK OTAenbHoe cemeitcTBo 6enkoB SFTP [21].
BonblwmnHCTBO reHos ST100 knacTtepm3oBaHbl C POACTBEHHbIMU Te-
Hamu SFTP n opyryumMmn reHamu, CBA3aHHbIMKU C Pa3BUTUEM KOXMU,
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B obnactn EDC. KnacTepusaums reHoB npeanonaraet, YTO reHbl
S700 cBA3aHbl C CO3pPEBAHWEM KOXW W ee MpuOaTKOB, TaKux
Kak casibHble 1 MOTOBbIE Xefe3bl, a TaKXXe C HEKOTOPbIMUX AepMa-
TO3aMW, TaKUMK Kak BYNbrapHbli UxTnos, AL, ncopras un ak3ema
[21]. HeckonbKo YneHoB aTUX ABYX PasfvyHbIX CEMENCTB 6eMKOoB
UrparoT BaXKHYHK POSib B MpoLeccax hrsnonornyeckon xmsHenes-
TenbHOCTM anunaepmmnca koxxn. Hanpumep, STO0A7 ob6nagaeT aHTu-
MUKPOBHOM akTnBHOCTLIO, STOOATT yyacTByeT B perynsaumm pocTa
anuaepmMuca, a 3penbin FLG arpernpyeT KepaTMHOBbIE HUTW B My4-
k. STOOA4 1 STO00AG nokanmsyroTcsd B KOMMapTMeHTax CTBOSO-
BbIX KJTETOK BOJIOCSIHbIX (DOSISIMKYIOB.

I'EHETUYECKHWE OCOBEHHOCTH KOXH
[TPA ATOIIMYECKOM OEPMATUTE

OUJIATTPUH U OUTIATTPUH-2

OOHVUM 13 Hambonee BaXKHbIX OENKOB, YYaCTBYHOLLMX
B OPOrOBEHMIN BEPXHErO COSA SMUAEPMUCA U PEMYINPYHO-
LMX STOT npoLecc, aenagetca FLG.

B npouecce anddepeHUmMpoBKM KEPAaTUHOLMTOB B KOPHEOLNTbI
FLG nony4aeTcs 13 npeflecTBeHHNKa 6eka — npodunarrpmHa,
KOTOPbIN COXPaHAETCA B KepaTorMasMHOBbIX rpaHynax, YTo npe-
NATCTBYET BbICBOGOXAEHWNIO FLG B HUXKHMX CNOAX anuaepMuca.
BbicBOBOXAEHWE M MOCTTPaAHCAAUMOHHAA Moaudukaumsa npodu-
narrpuHa B FLG BbI3bIBaeT arperaumio KepaTMHOBbIX hnnaMeHToB
1 rméenb kneTok. Mytaumm B reHe FLG 4acTo BbIIBAAOT Npu 6pOH-
xvanoHom actMe, ALl n Apyrux AepmMaToornyeckmnx 3aboneBaHm-
ax [22—24]. He Bo Bcex cnydaax myTauuin B reHe FLG passuBa-
etca A/

FLG saBnAeTcs OCHOBHbIM CTPYKTYPHbIM 6G€IKOM B POroBOM
cnoe. Mo mepe anddepeHLNPOBKM KepaTUHOLMTOB NPOdUNarrpmH,
6enok Maccom 6onee 400 k/a, NPOTEONUTUYECKN pacLLennseTcs
B MOHOMepbl. MoHOMepHbIM FLG cBA3biBaeTCcA C KepaTUHOM 1
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m 10 1 OpyruMu NPOMEXYTOYHbIMK BeflkaMn — @unamMeHTamu
KEepaTMHOBOIO LMTOCKeneTa, 06pasyst TECHble CBA3WN MexXay 9Tu-
MU BOJSTOKHaMK, YTO MPUBOANT K KOMAMCY M YMIOWEHNIO KNETOK
Ha MOBEPXHOCTM POrOBOro C/I0A C 06pa30BaHMEM YeLlyek, CRyLLm-
BaIOLLMXCA C MOBEPXHOCTU KOXW. KepaTUHOBbIE BOJIOKHA W CBA-
3biBatoWmt nx FLG coctasnaoT Ao 90% o6Len mMaccbl 6enKoB
snugepmuca [18]. FLG coaepsknT 60/blUoe KOMYeCcTBO aMUHO-
KWCAOT FMCTMAMHA U FNHOTaMKHa, KOTopble MeTabonmn3npyroTcs
B TPaHCYpPOKaHWHOBYIO KWUCNOTY W MUPPOSUAOH-5-KapbOHOBYHO
KWUC/IOTY COOTBETCTBEHHO, hopMupytoliMe B annaepMmce rpaau-
eHT pH [25]. MpponungoH-5-kapboHOBas K1CoTa BXOAUT B COCTaB
KOMMOHEHTOB, yBnaxkHarowmx koxy (Natural moisturizing factor,
NMF) [24].

MyTaumm B reHe FLG accoummpoBaHbl C HapyLUeHWEM
H6apbepHbIX DYHKUMIA anuaepMmnca 1 passutnem ALl

B reHe FLG BO3MOXHbI MHOXECTBEHHble MyTauuK. Hanbonee ya-
CTO 06Hapy>keHbl MyTaumm R501X 1 2282del4, npusoasiume K nosn-
Hoi noTepe dyHKUMKM FLG (LoF) [26]. [lo 60% eBponeiiLes, cTpaaa-
owwmx Al metoT LoF-MyTaumm B reHe FLG [22]. HexBaTka rpaHyn
KepaTornanunHa BNnseT Ha AuddepeHUMpOBKY M POCT HOPMabHOIro
POrOBOrO CNOS 1 BEAET K HApYLLUEHUIO ero LIeIOCTHOCTY.

B oTnmune oT eBponenues B Nonynaumnsax ns AGpukmn nnm ¢ ad-
puKaHckuMu npegkamn LoF-myTtaummn FLG penku. B nccnemosaHum
Thawer-Esmail et al. Ha 69 geTax ¢ Al paHHero Bo3pacTta 13 KOxxHow
AdpUKIM NokasaHo oTcyTcTBUE LoF-MyTaumii B reHe FLG [27]. Tem
He MeHee y aeTeil Habaaanu CHKEHNE YPOBHSA NMPOAYKTOB pac-
nafga GunarrpuHa — ypoKaHWHOBOW 1 MUPPONNAOH-5-KapbOHOBOM
Kuenot [27].

B CBSI3M C HWM3KOW 4aCTOTOM pacnpOCTPaHeHHbIX B Abpuke My-
Taumn LoF B reHe FLG wccnefoBaHbl Apyrne reHbl-kaHanaaTbl,
Takue Kak FLG2, Ha npeameT mnx cBasu ¢ ALl [eH FLG2 TakxXe Ha-
xogutesa B EDC, dyHKumm FLG n FLG2 6nnskume. MyTaumm B rexHe
FLG2 rs12568784 1 rs16833974 BbisBNeHbl Y adhpoaMeprKaHCKMX
netein ¢ ALl [28]. OgHako ponb FLG2 TpebyeT yTouHeHUs. B paboTe
Hertz et al. oueHuBann nonumopduambl reHa FLG2 rs12568784
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n rs16899374 y geten 1 B3pocbix ¢ ALl MeToaoM nosiMepasHou
LeNHOM peakummn B peanbHOM BpeMeHW. ABTOPbI HE OBHapPYXMsu
[IOCTOBEPHOM PasHMLbl MexXay pacnpoCTpaHeHHOCTbIO MOSMMOp-
®r3moB FLG2 y 48 naumeHToB 1y 83 AOHOPOB KOHTPOJSIbHOW rpyn-
nbl [29].

BO3MOXHBIE KAHIOWOATHBIE 'EHBI
ITIPENPACIIOJIOXKEHHOCTH K ATOITMYECKOMY
OEPMATHUTY, ACCOUUMPOBAHHLBIE C KOXKEU

B natoreHe3d Al MOryT 6biTb BOBJIEYEHbI U ApYrMe reHeTnye-
CKune nyTn. Bce ceMb M3BECTHbIX CUTbIX 6enkoB S100 dyHKUMo-
HUPYHOT B poroBoM ciioe anutenud. FLG n FLG2 cuHTesnpyroTcs
B KayecTBe NpeAllecTBEHHMKOB, CEKBECTPUPOBAHHbBIX B rpaHyiax
KepaTornmanmHa, KoTopble MoABepratTCa NMPOTEeoNM3y BO BPeMS
OpPOroBeHns. XOpHEpPUH U TPUXOrUaNUH TakXKe CEKBECTPUPYHOT-
CS B BUe HeaKTUBHOWM (DOpPMbI B rpaHyfax BHYTPEHHEN KOPHEBOW
0605104KIN BONOCAHbIX donnvkynoe [30]. MimetoTca aKkcneprMeH-
TallbHble JaHHble, NMoKasblBatoLMe, YTO MyTauuM B reHe XOpHe-
pUHa MOryT 6bITb accoummpoBaHbl ¢ A/l [31]. PeaynbTathbl orpa-
HUYEHHbIX KJIMHUYECKUX WCCnefoBaHnin pasHAaTea [26, 32, 33].
HacnencteeHHasa MyTaumsa B reHe SPINKS (MHrM61MTOp cepnHOBON
npoTeasbl Kazal-tmna 5), KOAMPYIOLWIETO WUHIMOUTOP CEPUHOBOW
nentnzaasol LEKTI, npnBOAUT K COBOKYMHOCTU KIIMHUYECKUX CUM-
MTOMOB, M3BECTHbIX Kak CUHAPOM HeTepToHa, OT/MYaloLMnCS
Taxkenon opmont Afl [34—36]. MNpu cnuHgpome HeTepToHa Habo-
[laeTcs NOBbILIEeHHaa Aerpagauma nnunas n 6enKoB KOpHeo4eCMo-
COM ¥13-3a OTCYTCTBUSA MHTM6UTOpa cepuHoBOM nenTuaasbl LEKTI,
YTO NPUBOAMUT K UCTOHYEHUNIO MPaHyNe3Horo Cros. 3KCNepuMeHThbI
Ha >XMBOTHbIX, MPOBEAEHHbIE C YBEIMYEHNEM CUHTE3a CEPUHOBOM
npoTeasbl, BbI3Banu gerpajaumnto KOPpHeEOAECMOCOM 1 COON reHe-
paumn LepammaoB B moaensax ALl EcTb oTaenbHble coobLeHMS
0 CBA3M C MyTaUMAMM pasnmnyHblx reHoB 13 EDC, Hanpumep, ¢ My-
Tauumen B reHe knayamHa 1 [37].

B uenom mMakcuMarnbHblid BKad B HapylleHue tapbep-
HbIX MYHKLMI KOXW BHOCUT FLG.




