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B crtatbe npeacTaBieHbl HaMbosee PacrpoCTPaHEHHbIE B MPaKTUKE Bpadvyei AepmaTosioroB v rneaMaTpoB reHoaep-
MaTo3bl, aCCOLMMPOBAHHbLIE C BbICOKMM PUCKOM PasBUTHSA alNepPru4eCKuX peakumi, — MXTMO3 M UXTMO3MPOPMHbIE
Aepmaro3bl, CUHAPOM HeTepToHa n Apyrme uxXxTmo3ngpopMHble 3pUTPOLAEPMMUN, CUHAPOMbI MUINHI-CKMH 1 SAM, a Takxke
BPOXXAEHHbIN 6y/1/1e€3HbIN anmuaepmoan3. OnucaHbl NaToreHeTMYeCKNe acneKTbl TPaHCKYTaHHOM CeHCMbuam3aymm, pas-
BUTUS MULLIEBOM alepruu 1 BbllienepeynucaeHHbIX TeHO4epMaTo30B, MPUBEAEHbI KIMHMYECKME CayYyan 3 CO6CTBEHHOM
MPaKTUKH.
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Role of the Epidermal Barrier in the Formation of Food Allergies
in Children with Genodermatosis

The article analyzes the most significant genodermatoses associated with a high risk of allergic reactions that may occur in the
practice of a dermatologist and pediatrician, such as ichthyosis and ichthyosiform dermatoses, Netherton syndrome and other
ichthyosiform erythroderma, peeling skin syndrome, SAM syndrome, as well as congenital bullous epidermolysis. The article also
describes in detail the pathogenetic aspects of transcutaneous sensitization, the development of food allergies and the listed above
genodermatoses, two illustrative clinical cases are given.
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NMULLEBAS AJINIEPTUSA

O6uwue cBegeHus

B HacTosuiee BpemMs OQHOM M3 OCHOBHbIX MPOGJEM
06LLECTBEHHOro 3/ApaBooOXpaHeHus aBNsSeTcs nuuieBas
anneprusa (MA) [1]. TepmuH A nogpasymeBaeT noa co6on
naToNorMyecKoe COCTOSIHUE, XapaKTepu3yeMoe MOBbIWEH-
HOWN PEaKTUMBHOCTbIO MMMYHHOrO OTBETa Ha passiMyHble
nuuieBble aHTureHbl [1]. loka3daHo BAUSHWE HACNeACTBEH-
HOCTU (OTArOLLEHHbLIM CEMEWNHbLIN aHaMHe3 No annepruye-
CKMM 3ab0/1ieBaHMUsIM), PaCOBOM MPUHAANEKHOCTHU, COCTaBa
KUWEeYHOro MMKpobruoMa M GaKTopoB BHeLHeN cpefbl (0T
BbICOKOrO COAEPMKaAHWUA Pa3fIMYHbIX CEHCUBUINIUPYIOLLMX
CPEACTB B OKPYXalollew cpeae 40 YC/OBUI MPOXKMUBAHUSA,
3KOHOMMYECKOTO cTaTyca U Jaxke reorpadmnyecKom WUpPOoTbl)
Ha pa3BuTMe daHHOW natonoruu [2, 3]. deTtckas A OTHO-
CUTCS K CEepbe3HbIM, 3a4acTyl0 XW3Heyrpoxawlwum (3a
cYeT pa3BUTUS aHadUNIaKCUKM) COCTOSHUAM, OKa3blBaloOLMM
KoJioccanbHOE BUAHME Ha Ka4vyecTBO MW3HW HEe TONbKO
60/bHbIX, HO U Y1EHOB MX cemen [4].

nupemuonorua

Mo agaHHbIM pPa3/IMYHbIX PEFUCTPOB M HEAABHUX UCCNENO0-
BaHWM, HabnoaeTcs TEHAEHLMSA K POCTY pacnpoCTPaHEHHO-
cTnlAKaK B pa3BUTbIX CTpaHax 3anaia, Tak U B aKTMBHO pas-
BMBatloWMxcs permoHax [5]. NokasaHo, 4yto A 3aTtparnBaet
npnénusutenbHo 6-8% aeten mnaguiero Bospacta [5]. Tak,
B Karnage B 2010 r. ypoBeHb pacnpoCcTpaHeHHOCTU COCTaB-
nan 7,1%, B Bennko6putannun — 4%, B Hopsernn — 6,8%,
a B EBpone — 5,9% [6—8]. Oco6eHHO noKasaTesibHbIM ObIS10
nccnegosaHne NHANES, nocBsilleHHOe penpe3eHTaTuB-
HOMY HauMWoHanbHoMy onpocy HaceneHus B CLUA (National
Health and Nutrition Examination Survey — HaunoHanbHoe
o6cnefoBaHvWe 3[10pPOBbS W MUTaHMSA), KOTOPOE BbISBUIIO,
4yTO pacnpocTtpaHeHHocTb A y aeten B nepuog ¢ 2007 no
2010 r. cocTtaBnsina npumepHo 6,5%, a Hanbonee 4YacTbiMu
annepreHamu B pauuoHax BbIiCTynanan mMonoko (1,9%), apa-
xuc (1,6%) n mopenpoayktbl (0,8%) [9].

OueHMBasi MHOrONETHIOW AMHAMWKY 3MUMAEMUONOrnYe-
CKMxX noKasatenen MNA, obpallaeT Ha cebs BHUMaHWE uccine-
nosaHue R. Gupta (2016), B KOTOpOM MNoKa3aTenb pacnpo-
ctpaHeHHocTH MA 'y geten B CLUA goctur yxe 3HadyeHus 7,6%,
a Hambonee 3Ha4YNUMbIM annepreHom ctasn apaxuc (2,2%) [10].
Moxoxne 3aKOHOMEPHOCTM B POCTE PErMcTpauun HOBbIX
cnyyaeB 1A B AgeTcKon nonynauun HabniogaTcs U B Apyrux
NPOMBILLIEHHO Pa3BMUTbIX CTPaHax: Hanpumep, B ABCTpanuu
pacnpocTpaHeHHocTb MA B 2009-2014 rr. yBennymnacb
Ha 41% — ¢ 0,98 go 1,38% [11]. HeyTewmnTenbHbl AaHHble
M aKTMBHO Pa3BMBalOLLMXCA rOCYAaPCTB: TaK, B KuTae B nepwm-
oA ¢ 1999 no 2009 r. pacnpocTpaHeHHOCTb Ay neten yBe-
nnumnacbk ¢ 3,500 7,7% [12].

MaTtoreHes

Kak npaswuno, MNA nposBnseTca y Aeten Ha NepBom uamu
BTOPOM rOfly M3HW, XapaKTepuayeTcs BapuabenbHOCTbIO
KJIMHUYECKMX CUMMNTOMOB. MMMYHHbIE MEXaHW3Mbl, Nexa-
LMe B OCHoBe naTtoreHesa [A, pas3nnyHbl M MOTYT NpeacTaB-
NnaTb cobon Kak IgE-onocpenoBaHHble peakuun Uan peak-
UMW KNETOYHOro MmMyHuTeTa (He-IgE-onocpenoBaHHble),
TaK M UX COYETaHMe — peaKuun cMmellaHHoro Tuna [13].
[MA BKNtoYaeT B cebsa pa3BUTUE KPamnWBHULbI, OPOHXMaNb-
HOM acTMbl, anepruyeckoro PUHWTa, OpasbHOro asnnep-
rMYECKOro CUHAPOMa, SABASIOLWMXCS naToreHeTuyecku IgE-
onocpeaoBaHHbiMK peakuusamu. K He-IgE-onocpeaoBaHHbIM
peakuuaM B 1aHHOM C/ly4ae OTHOCATCS Lie/IMaKusl, CHHAPOM
NULLEBOrO NMPOTEUMHUHAYLMPOBAHHOIO 3HTepoKonuTa (food
protein induced enterocolitis syndrome, FPIES) 1 nuweBso-
ro 6eN0KMHAYLIMPOBAHHOIO asIEPrMYecKoro NPOKTOKONUTa

(food protein induced allergic proctocolitis, FPIAP). Kak
peakuuMnM CMeWaHHOro Tuna paccMaTpuBaloTCid 303MHO-
GuUnbHasa racTpoaHTeponaTns U atonn4yeckum gepmaTut [14].

MuweBasa anneprus MOXeT CONpPOBOXAATbCHA Pa3Bu-
TMEM aHabWNaKTUYeCKON peaKkuuu, aHapUIaKTUYECKOro
WwokKa (IgE-onocpefoBaHHas peaKkLums), MHOr4a co CMepTesb-
HbIMWM UCXO4aMK, NpK 3TOM NepBuYHO MA B peaKux cnyyasx
aebéloTupyet ¢ aHadunakcun. ITo HabngeHUe NOATBEPK-
JaeTcs JaHHbIMW PEeCcTpPOB W OTAEe/NbHbIMM paboTamu [15,
16]. Tak, S. Bock v coaBT. chopmupoBanm 6a3y AaHHbIX 3a
nATUNeTHUM nepuog (¢ 2001 no 2006 r.), 3aperucTpupoBau
n onucanu 31 cmepTenbHbIR cny4van, cBs3aHHbIn ¢ A, rae
npeBanupyoLlnmM annepreHom 6bia1 apaxuc (B 17 Habnoge-
HusX) [15]. B nccnegoanun A. Colver n coaBT. npuBoaaTcs
JaHHble 0 9 AETAX C TAXKENbIMU annepruyecKUMmn pearLums-
MU, 3 U3 KOTOPbIX 3aKOHYMAUCH NeTanbHbIM UcxogoM. Mpu
3TOM M3 aHaMHe3a CTano U3BECTHO, YTO Y 6 AeTei A0 3TOoro
OblIU KNMHUYECKME NPOSIBNEHNS anieprum, OHM UMeNK ycTa-
HOBJMIEHHbIVW AMArHO3 «NULEBON anneprum», 1 TonbKo y 1 n3
O peTen HWKOrAa npexae He 6blN0 KaKnx-nMbo Npu3HaKoB
annepruyeckmnx peaxuuin. MHTepecHbiM daKkTom aBnseTcs
TO, 4TO BO BCex 3 fieTabHbIX Cly4asx CONyTCTBYOWMUM Ana-
rHO30M 6blf1la 6poHXManbHaa actma [16].

Mcxoas u3 aHanmsa KAMHUYECKUX HabnlogeHUI U Hayy-
HbIX pabOoT, OCHOBHbLIM NyTEM CEHCUOUANI3ALLINK C Pa3BUTHEM
MA aBNSeTCH MPOXOXKAEHUE aHTUreHa Yepesd KenygoyHo-
KUWEYHbI TpaKT € HapyweHueM GOpMMpPOBaHUA Mexa-
HM3Ma nepopasbHOM NULEBOW TONEPAHTHOCTU BCNeACTBUE
o6pas3oBaHUs fedeKTOB CIN3UCTON 060I0YKU KULLEYHUKa,
M36bITOYHOrO NOCTYNEHNS annepreHa U HapylweHns GyHK-
UMM MeCcTHOro ummyHuteta [17-20]. OgHaKo B nocnegHue
4ecaTuneTus ctann roBopuTb O AOMOMHWUTENbHLIX HEManNo-
BaXKHbIX MyTAX Pa3BUTUS CEHCMOMAM3auuM — pecnupa-
TOPHOM, TPAHCMYKO3a/bHOM M TPaHCKyTaHHOM [21-23].
Oco6bl MHTEPEC BbI3bIBAET YPECKOXKHbIM NyTb MPOHUKHO-
BeHMA 6eIKOBOro areHTa v pa3sutus MNA, BO3MOXHbIN TOMb-
KO NpW HapyleHHON OYHKUMKM anuaepManbHoro 6apbepa.
Kak M3BecTHO, anuaepmasbHbii 6apbep COCTOUT U3 Tpex
Hanbonee BaXKHbIX KOMMNOHEHTOB, OTBETCTBEHHbIX 3@ CeNleK-
TUBHbIV TPAHCMOPT BELECTB, MOAAEPKAHWE BHYTPEHHEro
romeocTtasa, popmMUMpoOBaHUE LLENOCTHOCTU KOXKMU U aHTUMU-
KPOGHYIO 3aluTy: poroson cnow, TJs-6apbep (tight junction
barrier, NNOTHbIE KOHTaKTbl) U UMMYHONIOTMYECKUI Bapbep
(knetoyHas ceTb JlaHrepraHca) [24]. Jllo6ble CTPYKTYpHble
Mnu OOMEHHblE HapyWEeHWs Ha O4HOM M3 3TUX YPOBHEW,
Habngaemble NPU MEXaHNYECKOM MOBPEXAEHUN KOXKHOIO
NOKPOBa MK pPa3NnyHbIX BOCNANUTENbHbBIX KOXHbIX NaToNo-
rMYEeCKMX npoueccax, B TOM YMC/e M Npu reHogepmarosax,
npPUBOAAT K ANCOYHKLMKM annaepManbHOro 6apbepa u 3Ha-
YUTENIbHO NOBbLIWAIOT PUCK Pa3BUTUS CEHCMOMAN3aLumm u MA
[25, 26].

XapaKTepucTuKa Han6osee 3Ha4MMbIX

reHopepmarosoB

PaccmatpuBasi pasnuyHble reHogepmato3bl M BO3-
HUKaIOLWME MPU HWUX HapyLleHUs anuaepmalnbHOro 6apbe-
pa, CTOMT OTMETWUTb, YTO OCHOBOWM nNaToreHesa TPaHCKY-
TaHHOM ceHCcMbunu3aumn ¢ pasBUTMEM Haubonee YacTblX
IgE-onocpenoBaHHbIX aNNepruyecknx peaxkuun sBngaeT-
Csl MPOHMKHOBEHMWE anjepreHa 4epes anuaepMasibHblf
6apbep 1 ero BO34eNCTBUE HA KEPATUHOLMTLI annaepmuca.
KepaTnHOLWTbI, B CBOIO O4Yepenb, IKCNPECCUPYIOT B OTBET
ps4 npoBocnanuTeNbHbIX LMTOKMHOB (IL1{3, IL6, IL33, 0X40L)
c nocnegyrowen MHAYKLMEN BPOXKAEHHOTO MUMMYHHOIO OTBE-
Ta, @ TaKXe TUMYCHbIM cTpoManbHbIn NumMdonoatuH (TSLP)
[27]. BblwenepeyncneHHble LUTOKWHbI OTBETCTBEHHbI 3a
CTUMYNALMIO CO3PEBAHUA AEHAPUTHBIX KIETOK, YCUIeHue
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CMHTE3a CchneundPUYEecKUX AN annepruyeckux npoLeccoB
NpoBOCNaNNTENbHbIX LIMTOKMHOB M XeMOKuHOB (IL4, IL5,
IL13, TNF a, CCL17, CXCR), aKTMBaLUMIO M noadepxaHue
anddepeHUnpoBKM T-KNeToK No nytn Th2-MMMyHHOro oTBe-
Ta [27, 28]. NMepBbiMX B 3NMAEPMUCE aHTUTEH BCTpedvaloT
KNeTKuW JlaHrepraHca, NPOMCXOANT ero 3axsart, NPOLECCHUHT
W Npe3eHTaums, B X04e KOTOpbIX KNETKK JlaHrepraHca npe-
BpaLlaloTCs B AEHAPUTHBIE KITIETKM U MUTPUPYIOT Yepes aep-
MYy B pervoHasibHble AnmbaTUyecKue yabl, rae npomcxoanT
dopmupoBaHMe NpUOGPETEHHOr0O MMMYHHOro OTBeTa 3a
cYeT NpavMuMpoBaHuns HaneHbIX ThO-nMMboumTOoB. ITO NpU-
BOAMT K MHMUMaUMKM nponndepaummn T-KNeToK npeumyllie-
CTBEHHO B CTOPOHY Th2-deHoTnna u MHAYKLUMK cneundurye-
CKMX UMTOKMHOB (IL4, IL5, IL10, IL13), KoTOpble CTUMYUPYIOT
anddepeHumnposKy B-numbountoB B IgE-npoayumpytowmne
nnasmatnyeckue Knetku [29, 30]. MNocne aToro annepreH-
cneundunyeckne IgE nonagaloT B LMPKYNATOPHOE PYycio
n duKcupylotcs Ha BbicOKOapdUHHbIX Fce-peuentopax |
Tuna (FceRl) Ty4HbIX KNeTok n 6a3odunos [31]. MNpoasneHus
A BO3HMKaOT Noce cBsA3biBaHUA annepreHa c IgE v gerpa-
HynAUMKM 3POEKTOPHbBIX KIETOK C BbICBOOOXKAEHWEM 6GMO-
NIOTMYECKM aKTUBHbIX MEAMATOPOB M3 LMTOMIa3MaTUYeCKMX
rpaHyn [31]. Ba)kHoe 3HayeHWe TaKxe umetoT dopmupy-
lolwmnecs B npouecce ceHcumbunusaumm T-KIETKM MamaTw,
noAAepXMnBatoLLne ¥ Bbi3blBalOWME YCUTEHHBI MMMYHHbIN
OTBET Ha MOBTOPHbIM KOHTAKT ¢ aHTureHom [32, 33].

C Halwen TOYKU 3peHUsl, Hanbonee 3HAYUMbIMU TEHO-
JepmaTto3amMu, acCOLMMPOBAHHbIMU C BbICOKUM PUCKOM
pa3BUTUS annepruyecKmx peakLmi, KoTopble MOryT BCTpe-
TUTbCA B MPaKTUKe Bpadva-gepmMaTonora v neauartpa, aBas-
IOTCH WMXTUO3 U WMXTUO3UGDOPMHbIE JepMaTo3bl, CMHAPOM
HeTepToHa » Apyrne MXTUO3MPOPMHbIE 3IPUTPOAEPMUM,
MUANHI-CKUH cuHapoM, SAM-cuHapom (systolic anterior
motion), a TaKe BPOXAEHHbIW 6ynne3HblM aNnaepMonns.

UXTHO3bI — reTeporeHHas rpynna HacleACTBEHHbIX
3ab60n1eBaHN KOXMW, OCHOBOW MaToreHesa KOTOpPOW SBS-
I0TCS  HapyweHua anuaepmanbHoOn anddepeHUnpoBKH
(komneHcaTopHasa runepnponndepaLms KepaTUHOLMTOB)
n 6apbepHon GyHKuMK [34]. TposaBASIOTCA MXTUO3bI, KaK
npaBuWJO, FeHepann30BaHHOW, CTUXaloLWeEeN C BO3PaCTOM
3pUTPOAEPMHUEN, PaCMPOCTPaAHEHHbIM WenyweHnem, obpa-
30BaHMEM TONCTbIX TPA3HO-CEPbIX YELIYMKO-KOPOK, TpeLiu-
HaMK 1 MNOBbIWEHHLIM PUCKOM Pa3BUTUS BTOPUYHOM UHODEK-
ummn [34]. N3BecTHbl myTaumn 6onee 50 reHOB, BaMsIOLINE
Ha pa3fnyHble GYHKLMOHAaNbHbIE YPOBHMW 3NMAEPMaIbHOIO
6apbepa: coobuiaeTcs 0 HapylweHun penapaumm OHK, 6uo-
CMHTE3a NIMNUAOB, MEXKIETOYHOW aAre3nu, a TaKxe npo-
ueccoB geckBamaumu [35]. KpaliHe BaXKHbIM CTPYKTYPHbIM
6enKoM anuaepmuca aBnaseTcsa dwunarrpuMH, Heo6xoanuMbin
ONns NpaBWibHOrO GOPMUPOBAHUSA OPOroBEBILLEN 060M04YKH
(«poroBoro KoHBepTa») 3a CHET CBA3bIBAHUS KEPaATUHOBbIX
duNaMeHToOB Ha rpaHuLEe 3epHUCTOro WM POroBOro Cos,
a TaKe yaepKaHUs MEXKNETOYHbIX IMNUAHbIX U GENKOBbIX
CTPYKTYp [37]. B BEpXxHEN 4acTn porosBoro cnos dunarrpuH
pa3naraeTtcs 40 CBO60OAHbIX aMMHOKMCIOT M NpeBpallaeTcs
B ypOKaHWHOBYIO (urocaninic acid, UCA) n nupponuanHKap-
60oHoBYt0 (pyrrolidine carboxylic acid, PCA) KMcnoTbl, KOTO-
pble noaAepXuBaloT rMapaTaunio PoroBoro C/0s 3a CYeT
GopmMMpoBaHMS HaTypasbHOIrO yBRaMHsawoWero ¢akrtopa
(natural moisturizing factor, NMF), 3awuwwatot ot ynbrpadu-
0/1ETOBOIO U3/TyYEHMS U Y4aCTBYIOT B NOAAEPKAHUN KUCIOTO
pH Koxu [36]. Ocobbin MHTepec npeacTtaBngeT GakT Toro,
4yTo MyTauusa reHa FLG npuBOAWT K Pa3BUTUIO HE TOJIbKO
BY/IbFrapHOro MXTMO3a, HO €elle M aTOMMYECKOro gepmMaTtuta
[38]. Benay atoro nokasartesnbHa paboTa S. Brown v coaBr.,
rae 6bila BbiiBieHa NpsiMas CBA3b MexAay notepen QyHK-
umn dunarrpmHa n passutmem IgE-onocpenosaHHon MA Ha

apaxuc [20]. TakKe CTOMT YNOMSAHYTb MPO JaMeNnspHbIf
UXTUO3 M3 TPYNMbl PEAKUX ayTOCOMHO-PELECCUBHbIX BPOX-
[LEHHbIX MXTMO30B, BbI3BaHHbIX MyTaLUMUSIMU TaKUX EHOB,
KaKk TpaHcrnyTamuHasza-1 (TGM-1), anuaepMalnbHasa NUMNoK-
cureHasa-3 (ALOXE3) n 12R-nunokcureHasa (12R-LOX).
depmMeHT TpaHcriyTamuHasa-1 Heobxogum Ans o6paso-
BaHWS «POrOBOr0 KOHBEpPTa» NYyTEM CLUMBAHWUSA CTPYKTYp-
HbIX anuAepManbHbiXx 6ENKOB APYr C APYroM (NOPUKPMHA,
WHBOJNIIOKPUHA, dunarrpnuHa v ap.), Takxe aHHbln GepmMeHT
urpaet ponb B 06pasoBaHWM <IMMMLHOIO KOHBEpTa» 3a
cyeT 06beAUHEHNS BHEKNETOYHbIX LepamMuaoB C MHBOJO-
KpuHowMm [37]. Toraa Kak anuaepmalsibHas NMNoKcureHasa-3
n 12R-nMnokcureHasa NnpuHMMatoT HEMOCPEACTBEHHOE Yya-
CTUe B OKUCIWUTENbHOW TpaHchopMauuu NUHONEBOW KMC-
NOTbl B FENOKCUAWH W TPUOKCUAUH C BbICBOGOXKAEHWEM
w-rMapoKkcHaumnLepammaa, Heobxogmumoro ans Gopmupo-
BaHUS JIMNUAHOIo KoHBepTa» [39].

CuHapom HeTepToHa KAMHUYECKKN NPOSIBNSETCH BPOXK-
OEHHOM UXTUO3MDOPMHON IpUTPOAEPMUEN, «BaMBYKOBOWM»
anctpoduen BOAOC U acCOLMMPOBAH € pasfinyHbIMK annep-
rMyeckMmMu 3aboneBaHUsMU. B OoCHOBE CHHApPOMA NEXWUT
HapylleHMe MmexaHuM3Ma [AecKBamaluu KepaTUHOLMTOB
pPOroBOro cnosi B peaynbrate MyTtauumu reHa numdoanuTe-
NnanbHOro MHrMbuTopa cepnHoBon npoteasnbl Kazal Tuna 5
(SPINK5), KoTopbit KoaupyeT 6enok LEKTI, nHrMbupyoumm
cepuHoBbIe npoTeasbl anvaepmuca [40]. HegocTaTtoyHOCTb
dyHKUMKM LEKTI BegeT K runepakTMBHOCTU KalJIMKPEUHOBbIX
npotea3 (KLK-5, KLK-7, KLK-14), gerpagaumm aecMocoMm-
HblX 6eNKOB AecMornenHa-1 M gecmoniakvHa W npexje-
BPEMEHHOMY MNPOTEO0NN3Y KOPHEOAECMOCHHa, 4TO Bbipa-
aeTcs YCKOPEHHbIM OTTOPXEHMEM KopHeouuToB [41].
Bcneacteune aToro HapylaeTcs LefloCTHOCTb POroBOro Cfos
KOXXM, YTO NPUBOAMT K NnoTepe ee 6apbepHoOn GyHKLUMK [41].
OKasblBaeTcs, YTO HEKOHTpoAMpyemas akTMBHOCTb KLK-
5 TaKXe cBA3aHa C YCU/IEHWEM aIEPrnMyecKnx peaxuum
nyTeM MHAYKLWWM aKTUBMPYEMOro MpoTeas3on pelenTtopa-2
(PAR-2) n nepefayen perynsiTopHbIX CUrHaN0B NOCPEeACTBOM
TpaHcKpunuunoHHoro ¢aktopa NF-kB B 94p0 KepaTUHOLMU-
ToB [42]. 3TO, B CBOIO O4epeab, NPUBOAUT K 3KCMPECCUM
npoBocnanuTenbHbiX UMTOKMHOB IL1B, IL8, TNF a, TSLP
W AeBMaLMK UMMYHHOrO OTBETa B CTOPOHY Th2-Tvna ¢ pas-
BMTUEM alepruieckux peakuum [41, 42].

[Opyron noxoxem Ha CUHApPOM HeTepTOHa naTonoru-
en ABNSETCHS CUHAPOM OTCNauBaloOWEeNCA KOXM, a Tou-
Hee, reHepanuaoBaHHas Gopma MUAWHI-CKUH CUHApPOMa
TMna B. 3aboneBaHWe xapaKTepu3yeTcs Haau4yuem romo-
3UrOTHOM HOHCEHC-MyTauuu B reHe CDSN, OTBETCTBEHHOM
3a aKcnpeccuio 6eflka KOpHEOAEeCMO3MHa — OCHOBHOrO
KOMMOHEHTa AECMOCOM KOPHEOUMTOB, MOAAEPIKMBAlOLLE-
ro KNETOYHylo afre3unio U obecneymBalollero TeM cambim
nNPoYHOCTb anuaepmuca [43]. KAMHWYECKU CUHAPOM, Kak
npaBunao, NPOSIBASETCA reHepann3oBaHHbIM LWeNyLeHUneMm
KOXHOIO MOKPOBa B COBOKYMHOCTH C Pa3/IM4HbIMKU annepru-
4yeCKMMuK 3aboneBaHUsIMK (6poHXManbHas actma, atonuye-
ckuit pepmarturt, MA) [43, 44].

OAHUM M3 peaKKX U KpalHe onacHbIX A5 XU3HU Hacnesd-
CTBEHHbIX 3aboneBaHWUi SBNSAETCH CUHAPOM TSHXKENoro
AepMaTUTa, MHOXKECTBEHHOW anneprum u metaéonuye-
CKOro ucroueHus, nain SAM-cuHapom (severe dermatitis,
multiple allergies, and metabolic wasting syndrome).
MpuynMHamun 9BNSIOTCA TOMO3UroTHas GuannenbHas myTa-
uma reHa gecmornenHa-1 (DSG-1) unu reTepo3nroTHas Mmuc-
CeHC-mMyTauusa reHa pgecmonnakuHa (DSP), KoTopble Tak
e, KaK W B MUIWHI-CKUH CUHAPOME, BAMAIOT Ha OYHK-
LMI0 KOPHEOZECMOCOM, ABJISACH MX COCTaBHOM YacTblo [45,
46]. OtcytcTBMe akcnpeccun DSG-1 wnn DSP npuBoaut
K aHOManbHOW KNETOYHOW aaresvu u HenpaBwuibHO cdop-



MWUPOBaHHbLIM JECMOCOMaM B BEPXHUX COSIX anuaepmuca,
4YTO BfieYET HapyleHne GapbepHon GYHKUMK, BCneacTBue
4yero MMMyHHas cucTemMa nogBepraeTcs HEHOPManbHOM CTH-
MYISILMK C PA3BUTUEM MHOMECTBEHHbLIX anjiepruyeckux
peakuun [45, 46]. TakKe HeNb3s UCK/YaTb TOT GaKT, 4TO
nedununtHble no DSG-1 KepaTUHOUMUTBLI B pe3ynbTaTe Hapy-
LUEHMS MEXKIETOUHbIX CBA3EN MOTYT 3KCNPeccMpoBaTh pPsj
anneprocneunPpuyecKkmux NpoBoCnaInTENbHbIX LUTOKUHOB
(IL5, TNF a, TSLP), oTBETCTBEHHbIX 32 Pa3BUTUE UMMYHHOIO
oTBeTa npenmyllectBeHHo no Th2-tuny [45].

OThenbHOro BHUMaHUS 3acnyxuBaeT O4HO M3 CaMbIX
o6CyKAaeMblx B NocneaHee BpeMs HacneacTBEHHbIX 3a60-
NleBaHU — BPOXAEHHbIW OGyNnNe3HbIi 3NUAEePMOIU3
(BB3). 3aboneBaHne NposiBNSETCA KaK CMOHTAHHbIM BO3-
HUKHOBEHMEM My3blpEN Ha KOXKEe W CU3KUCTbIX 06004KaX,
Tak M UX NOSIBIEHWEM MPU MWUHUMASbHbBIX MEXaHW4YEeCKMX
BO3AENCTBUAX B peaynbTaTe HapyLWeHUS MEMKKIETOYHbIX
CBA3eN Ha ypoBHEe anugepmMuca Wi Aepmo-anuaepmalnb-
Horo coeauHeHus [47]. OgHon 13 Hanbonee Taxenbix Gopm
3a60neBaHna gBASETCA AUCTPOPUYECKUI BGYNNe3HblA 3nu-
[EPMOSIN3, XapaKTepu3ylLWMINCca paspeleHnem nysbipen
M 3po3ui ¢ o6pazoBaHMeM pyObLIOBOM TKaAHU U MUINYMOB
[47]. TakxKe paHHas dopmMa 4acTo COMNPOBOXKAAETCHA AUCTPO-
dwuen HOrTeBbIX NAACTUH BNAOTb 4O NOMHOMO UX OTCYTCTBUSA
W pasfiM4yHbIMK COMYTCTBYOWMUMM 3ab60NeBaHUAMM (Kapuec,
CTPUKTYpPbI NuuweBoaa, GopmMupoBaHNe KOHTPaKTyp, NceBs-
NOCUHAAKTUNWM 1 ap.) [47, 48]. Ana auctpoduyeckoro BB
XapaKTepeH MONEeKynsipHbll AedeKT Ha ypOBHE CUHTEe3a
KonnareHa VIl Tuna, Bbi3BaHHbIM MyTaumuamn B reHe COL7AL.
dyHKLMA KonnareHa VIl Tuna 3aknovaeTcs B o6ecneyeHmm
CTabUNIbHOCTU AEpPMO-3NuaepManbHOro covneHeHus [48].
[Mpn HapyweHun cuHTe3a KonnareHa VII Tuna npowucxo-
anT obpasoBaHue cy6anuaepmanbHOro ny3bips nog naoT-
HOM (TEMHOW) NAacTMHKON 6a3afibHON MeMb6paHbl, KOTOPbIN
3aTtemM — Npu NOBTOPHOW TpaBMaTU3aL M1 UK CNOHTaHHO —
BCKpbIBaeTCcs ¢ 06pa3oBaHWEM 3PO3MBHOM MOBEPXHOCTH,
BCNEACTBME YEro NoBbIWAETCH PUCK TPAHCKYTaHHOM CEHCH-
6unM3aunm ¢ pa3BUTMEM aNnepruyecKkunx peaxkunn (48, 49].

MpeactaBnseM BaleMy BHUMaHWIO KAWHUMYECKME Chy-
Yau, AEMOHCTPUPYIOLLME pPa3BUTME CeHCMbWMAM3auuu npu
pasnunyHbIX reHoAepMaTo3ax.

K/IMHUYECKUE HABNTIOAEHUA

KnuHuyeckuit npumep N2 1

NauneHT M., 1 rog 3 mec. }ano6bl Ha UHTEHCMBHbIN 3y[,
wenyweHune, o6pasoBaHne KOpPoK, oTcyTcTBne addeKTta oT
NPOBOAMMOIO NEeYEHUS.

M3 aHamMHe3a U3BECTHO, YTO pebGEeHOK PoAMCS C NPOsB-
NIEHUSMM IPUTPOAEPMUN. 10 MECTY KMUTENbCTBA BblN NOCTaB-
NleH JMarHo3 AecKBaMaTMBHOW apuTpoaepmun JlenHepa—
Myccy. JledeHue BKAOYaNO WMCNONb30BaHWE CUCTEMHbIX
M TOMUYECKUX TIOKOKOPTUKOCTEPOUAOB, AECEHCUOUNU3HU-
pylowux npenapartos; Obl1 NpoBeAeH KypC aHTMOMOTUKO-
Tepanuu C He3Ha4YUTeNbHbIM MONOXKUTENbHLIM 3bdEKTOM.
B Bo3pacte 5 mec BbINONHEHO natoMopdonornyeckoe
nuccnegoBaHue 6uonTata Koxu: B npenapate yMepeHHo
BblpaXKEHHbIN aKaHTO3 3anuaepMuca, yMepeHHbIn KepaTo3
C 04aroBbIM MapakepaTo30M. 3epHUCTLIN cnon anddepeH-
LMPOBaH, MecTaMn HECKONbKO yTosueH. O4aroBbli 3K30-
LMTO3 €4MHUYHbIX TMCTUOLMTOB B LLMNOBATOM CNoe anuaep-
Muca. BOKpyr cocyaoB COCOYKOBOMO C/0St AEPMbl CKYAHbIE
CKON/IEHUs rucTMounToB M numdouunToB. KonnareHosble
BOJIOKHa AepMbl 6€3 MPM3HaAKOB CTPYKTYPHbIX M3MeEHe-
HUW. [laHHble U3MEHEHUs COOTBETCTBOBANN KapTUHE UXTHU-
03MdOpMHON apuTpoaepmun. o MeCTy KuTtenbctea 6bls1o
NpPoOBeEHO NleYeHne C UCNOb30BaHWEM [LECEHCUOUNU3HU-
pyloLWnUX NpenapaToB, TOMMYECKUX CPEACTB, COAEpPKaLLMX

Puc. 1. MNauneHT M., 1 roa 3 mec: cy6TOTanbHasa aputpoaepmus,
B 06/1aCTV MLa BbipaXKeHHOE KPyrnHOMAacTMHYaToe wenylexue,
B 06/1aCTH LWEK HE3HAYUTEIbHOE MOKHYTHUE, MHOWUILTPALMS B
nepvopanbHoin 06n1acTu. Ha Koxe BONOCUCTOM YacTH rooBbl
HacNnoeHUs KOPOK, 06UIbHOE MeNKoNIacTUHYaTOoE LWenylWeHue,
BOJIOCbl UCTOHYEHbI, PeaKue

Fig. 1. Patient M., 1 year 3 months: subtotal erythroderma,
significant macrolaminar desquamation on the face, slight
weeping on checks, infiltration in peri-oral area. There are crusts,
heavy fine desquamation on the skin of the hairy part of the head,
hair is thinning and sparse

(--'1) £3

3

CaMUMNOBYIO KMCNOTY, U 3MONIEHTOB — C HE3HAYUTENIbHOM
NOJSIOXMUTENBHON AUHAMUKOW.

OcMOTp npu NocTynieHnn: pe6eHoK yMepPEeHHo oTcTaeT
B GU3NMYECKOM pas3BUTUM (HAHM3M CMeLlaHHOro reHesa);
KOXHbIV NMaTONOrMYECKUIA NPoLLecC PacnpoCTPaHeHHbIn —
noparkeHo 6onee 60% KOXXHOro NOKPOBa, NpeacTaB/ieH cy6-
TOTaNlbHOW 3PUTPOAEPMUEN, KOPKaMM, rMyO6oKMMK, 6ones-
HEHHbIMWU TPELWWHaAMKU, 3PO3UMU C SBNIEHUMEM MOKHYTUS;
OTMeYaeTcs reHepanM30BaHHOE KPYMHO- U CPeaHenIacTuH-
yaTtoe wenylweHue (puc. 1).

B cBSI3u ¢ ANUTENBHBIM BOTHOOGPA3HbIM TEYEHUEM KOXK-
HOro MaToNOrMYecKoro npolecca, TOPNUAHOCTLIO K pas-
JIMYHBIM METOJaM neyeHust 6blNo PEKOMEHAOBAHO npoBeje-
HUE MOJIEKYNSIPHO-TeHETMYECKOro MCCAe0BaHMsI: BbIIBNIEH
HYKNIEOTUAHbIV BapuaHT g.147498015dup B roMO3UIrOTHOM
cocTosiHnn B reHe SPINK5S; noctaBneH anarHos: «CuHapom
HeTepToHan».

[ns onpeneneHnsa ganbHenwen TakTUKK BeeHns pebe-
HOK Gbl/1 KOHCYNBTUPOBAH TaKKe NeauaTpPoM, anieprosaorom
1 guetonorom. o peleHnto cneunanncToB NPoBeAeH KOM-
NNEeKCHbIW TecT ¢ onpeaeneHvem annepreHcneunduyHbix
ISE ImmunoCAP: BbIiBNIEHO NOBbIWEHWE KOHLeHTpauuu sIgE
K cneaytowmm annepreHam (kUA/I): K KOpOBbEMY MOJIOKY —
25,2, o4eHb BbICOKKI ypoBeHb (IV); K nweHnue — 12,6, yme-
peHHo Bbicokum (lll); rpeunxe — 1,7, cpegHun (ll); amyHomy

<
ol

=z
~
©
~
=
o
—
)
-
o
N
~
xR
=
[
o
=
o
x
<
=
o
<
e
xR
<
x
Q
w
T
=
&
<<
=
=
w
=



Wentky — 1,66, cpeanuii (1). Mo pesynbTataM KOHCYNbTaLum
n nabopaTopHbIXx 06CNeAOBaHWUMA YCTAHOBMEH OKOHYaTesb-
HblM AnarHo3: «CuHgpom HeTtepTtoHa. Muwesas anneprus.
XpoHuyecKasn 6eKOBO-3HepreTnieckas HegocTaTo4HOCTb.
MpoBefeHa KOppeKUuMs Tepanuu M pexkuma nutaHusa. Ha
$oHe NpoBOAMMON Tepanuu U KOPPEKLMU AMETHI OTMeYa-
nacb Bblpa)XeHHas MONOXKUTENbHAA AUMHAMUKA: YMEHblue-
HWe apuTeMbl, MHOUABTPALMK, LWenyleHus, Habnioganocb
OTTOPXKEHWE KOPOK, 3aNuTenusauus 3po3uni. 3HayuTeNbHO
YMEHbLIMAOCh YYBCTBO 3yaa.

KnuHuyeckuit npumep N2 2

MauneHT C., 3 roga 6 mec. }anobbl Ha CWUNbHbLIA 3ya
M 601e3HEHHbIE OLWYLEeHUs B 06/1aCTW BbICbIMaHWi.

AHaMHe3 60/1€3HM. PeBeHOK MMeeT YyCTaHOBJ/IEHHbIN
anarHos: «BpoxaeHHbln 6ynne3Hbl anMaepmMosng, QUcTpo-
duyeckas dopmar. C Bo3pacta 2 net y pebeHka Ha doHe
OCHOBHOro 3aboneBaHusa MOSBMANCL NepBble NPU3HaKK
aTonuu: ycununcs 3ya, NosBUANCL 3pUTeMaTo3HO-Nanynes-
Hble BbICbINaHUS, OTMEYanoCb MOKHYTWE, MENKOMNacTuH-
4yaToe LWenylWeHne, 4TO NPUBENO K YTSXKENEHUIO OCHOBHOMO
3a60/1eBaHNsA B BWAE BO3HWKHOBEHWS HOBbIX My3bIpew,
3PO3UN, yCUNEHNSA 6ONE3HEHHbIX OLLYLLEHWN.

lpn ocmoTpe: ymepeHHoe oTcTaBaHWe B PU3NYECKOM
pa3BuUTUK, 0B6YCNIOBNEHHOE OCHOBHbLIM 3a60/1€BaHNEM; KOX-
HblM MaTONOrMYECKMI MPOLLECC HOCWUT PacnpOCTPaHEeHHbIN
CUMMETPUYHBIN XapaKTep C BOBNEYEHMEM KOXHOMO MOKPO-
Ba TYNOBMLLA M KOHEYHOCTEN, NpeacTaBaeH NATHaMK, Ny3bl-
PSIMW C MPO3PayvHbIM M reMOpparmyecKUM COAEPHKMUMBIM,
nanynamu, 3po3usMu (HEKOTopble M3 HWX C NPU3HaKamu
MOKHYTHS), KOPKaMK CMeLaHHOro xapaKktepa, Yelwynkamu;
oTMeYaloTCsd NnXeHndUKauma crmboB BEPXHUX WU HUMKHMX
KOHEYHOCTEN, pyOLoBble U3MEeHeHUA B 006nactu ObIBLIMX
BbICbIMaHWM 1 OTCYTCTBME HOITeW (puc. 2).

Mpu NpoBeaeHUN KANMHUKO-NabopaTopHbIX UccnefoBa-
HUW B KPOBW Obl1 OOGHAPYXEH BbICOKUM YPOBEHb 0OLWEro
IgE (> 2500 Eg/mn). B cBA3K ¢ oTCTaBaHWEM B POCTE, HU3-
KUMKW noKasaTensaMu macchbl Tefnla pebeHoK Oblal MPOKOH-
CyNbTMPOBAH y annepronora u gueTtonora: peKoMeH40BaHO
nposectu uccaegosaHne ImmunoCAP ¢ onpegeneHuem
annepreHcrneymdunyHbix ISE ¢ Lenbo nogdéopa npasuibHO-
ro pexxuma NUTaHusa M HYTPUTUBHOM NOAAEPKKK. MeToaoMm
IMmmunoCAP 6bi10 BbIIBNEHO MOBbIWEHWE KOHLIEHTPaL UK
slgE K cnepyiowunm annereHam (kKUA/I): K nuweHuue —
34,6, o4eHb BbICOKMI ypoBeHb (IV); KOpOBbEMY MONIOKY —
23,1, o4yeHb Bbicokuin (IV); KasenHy — 10,4, ymepeHHO
Bblcokui (lll); knemkoBuHe — 11,7, yMEPEHHO BbICOKWUH
(l); kapTodpento — 2,3, cpeanun (Il); oBcy — 2,2, cpean-
Hun (II). Mo pesynbTaTy aHanM3a nNpoBejeHa MOBTOpHas
KOHCynbTauua cneumanmuctoB. OKOHYaTeNbHbIM AMArHo3:
«BpoxaeHHbIn 6ynnesHbl annaepmMonns, aucTtpopuyeckas
dopma. ATonnMyecknin gepmatuT, AeTcKas cTagus, pacnpo-
cTpaHeHHas dopma, cpegHeTsKenoe TevyeHue, HenonHas
pemuccua. lMuuesas anneprus. XpoHuyeckas 6enKoBO-
3HepreTMyecKas HegoCTaToO4YHOCTb». [aHbl peKomeHaaumm
no Tepanuu, pexumy nuTaHus, HasHavyeHa Heobxoaumas
HYTPUTMBHAA noanepxka. [locne KOppeKuuu Tepanuu
W pexmMma nNuTaHusa Habnganacb BbipaxKeHHas MONOXH-
TenbHasa AMHaMWKa B BuAe perpecca BblCbiNaHWM (YMEHb-
WeHWe 3pMTEMATO3HOrO0 KOMMOHEHTA, anuMTenM3aumsa apo-
31N, OTCYTCTBME HOBbIX 9KCKOPUALIMIA, OTTOPKEHNE KOPOK)
yMeHbLIeHWs YyBCTBa 3yaAa M 6one3HeHHOCTH. OTMeYanach
npu6aBKa Macchbl Tena.

3AK/TIIOHYEHUME
YBenuvyeHne pacnpocTPpaHEHHOCTU annepruyecKux
60M1€3HEN U UX OC/IOKHEHUN SABNSETCH HaCTOosIlWEN naH-

Puc. 2. MNaymneHT C., 3 roga 6 mec: B 061acTi CruboB BEPXHUX
KOHEYHOCTEN BbICbINaHWsa NpeacTaBieHbl IMXxeHUdUKaLmen u
€eMHUYHBIMU NY3bIPAMM C MPO3PAYHbIM COAEPHKUMbIM, YacTb
M3 KOTOPbIX BCKPbIAch ¢ 06pa3oBaHNEM 3P03Uii, HEKOTOPbIE
NMOKPbITbI reMOppParniecKUMmn KopKamu, IpUTeEMaTo3HbIMU
NATHAMM, CKNOHHBIMU K CIUAHUIO

Fig. 2. Patient S., 3 years 6 months: there is rash in the

bends of upper limbs, it is presented with lichenification and
single vesicles with clear fluid, some of these vesicles have
been lanced forming erosions, some others are covered with
haemorrhagic crusts, erythematous patches which are usually
consolidating

nemuen XXI Beka. [posBneHus anfnepruv MoryT yTsKe-
NATb TEYEHUE WU UBMEHATb KIMHUYECKYID KapTUHY KO-
HblX 60/1e3HEN, @ MHOTAa NPUBOAUTL K SIeTallbHOMY UCXOAY.
Annepruyeckune 60/1€3HM 3a4acTylo accoLMMpoBaHbl C pas-
JIMYHBIMU reHoJepMaTto3amMu U ABNKIOTCS CNeACTBUEM AUC-
PYHKUMKM anuaepManbHOro 6apbepa ¢ nocneayoumm pas-
BUTUEM TPAHCKYTaHHOM CEHCUBUNU3aLMN.

PaccmaTprvBaemas B JaHHOW cTaTbe nuuieBas annep-
FMS He TOJIbKO OCJIOXHSET TeYEeHUEe KOXKHOro naTonoru-
4YeCKOro npouecca, Ho U NMPUBOAMUT K yXyAlEeHUIo obLero
cTatyca OO0JbHbIX, 3afepKe pa3BUTUS U OTCTaBaHUIO
MacCco-pOCTOBbIX MOKa3aTenenm 3a CYeT HYTPUTUBHOM
HeJOoCTaToO4YHOCTH, AeduumTa MUKPOINEMEHTOB. MMEHHO
NO3TOMY TaK BaXXeH MyNbTUAUCLUNINHAPHbLIN, UHAWBUAY-
aflbHbIK MOAXOA K Ka}AOoMy NnauueHTy U NoOHMMaHue Kap-
TUHbI 3a60/IeBaHUA B L,e/IoM, YTO NOMOXET B NOCTaHOBKe
OKOHYaTeNbHOr0 AMarHo3a v BblpabOTKe NpaBUIbHOM
TaKTUKU Nle4eHns.

UCTOYHUK ®UHAHCUPOBAHUA
He yka3zaH.
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