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O 3ABOJIEBAHUAX, ACCOULNNPOBAHHDbIX
C HAPYWEHUEM BAPbEPHON ®YHKLLMU KOXU

Baxwnelimas QyHKUusS KOXH — CIYKUTb 3()(EKTHBHBIM OapbepoM
MEX/ly BHYTPEHHEN cpeioil opraHn3Ma U OKpy>Karolleil BHEIIHEN Cpeqon.
OcymiecTBieHre KOXei TOA00HBIX (YHKIIUN CTAaHOBUTCSI BO3MOXKHBIM OJ1a-
rozaps KepaTuHU3AIIH THePMHUCA — MIPOLECCY, TPH KOTOPOM €ro KIETKH
MOCTETNEHHO Pa3BUBAIOTCA OT 0a3aJIbHBIX AMUACPMOIMTOB 10 Oe3bsICPHBIX
POToBBIX uelryek. PoroBoii cioif UMeeT yHUKAIbHYIO IBYXKOMIIOHEHTHYIO
CHCTEMY, COCTOSILYIO M3 KJIETOK (KEpaTMHOLIUTOB) M MEXKJIETOUYHOTO Be-
LIECTBA, B KOTOPOM NPHUCYTCTBYIOT LIEPAMHU/BI, XOJIECTEPUH U CBOOOIHbIE
JKUPHBIE KUCIIOTHI. MEXKIETOYHOE BEIIECTBO 00pa3zyeTcs B JIAMEISIPHBIX
rpaHyiax, HaXoIALIMXCs B 3€pHUCTOM ciioe anuaepmuca [8]. M3BecTHo,
YTO B HOPME B KJIETKaX AMUIACPMHCA IPOLECC KEPATUHNU3ALUH PETYINpPYET-
cst ocoObM Oenkom, punarrpuaoM (FLG). @unarrpun obpasyercs U3 mpo-
(unmarrpuaa. OH CcrOCOoOCTBYEeT arperanuy OTACIBHBIX pPa3pO3HEHHBIX
(hMIIaMEHTOB, COCTABIISIONIMX IIUTOCKENET, B €MHBIH KOMIUIEKC (OT aHIv.
fillaggrin, filament aggregating protein- mpoTenH, COCOOCTBYIOLIUH arpe-
rauuu ¢uiaMeHToB). Pe3ynsraTtom 3TOrO SIBiIsSIeTCSl OPMUPOBAHUE TOCT-
KJICTOYHBIX CTPYKTYp OOrarbix O€JIKOM, HE MMEIOIIMX OPraHesll, HOCAIINX
Ha3BaHWe KOpHeoIuToB. ['eH, komupyromuit FLG, HaxonuTcs Ha TITHHHOM
ruiede 1-i xpomocomsl (1g21). Myrtanuu B rene /LG npUBOAAT K HapyIlle-
HHUIO KOKHOTO Oapbepa W MPOHUKHOBEHHUIO Yepe3 KOXKY ajIepreHOB U UX
BO3JICICTBUIO HA MMMYHHYIO CHCTeMy. DTa MyTalus Obula OOHapykeHa
B 2006 roxy [13]. B Hacrosimee BpeMst HACHTH(GHUITUPOBAHEI YETHIpE HaH-
Oosee yacTo BeTpevaroiuecs MmyTamnuu B reHe FLG — R501X, 2282del4,
R2447X u S3247X [4].

C HapymeHueM OapbepHBIX (YHKIMH KOXKM CBSi3aH DAl 3a0oieBa-
HUM: aTONMWYECKU AepMaTUT, BYJIbLapHbIA HXTHO3, cuHApoM Hetepro-
Ha u 1ap. [8].

Artormueckuii nepmarut (AJ]) — XpoHHUeckoe KoKHOe 3a0oJeBaHUe
C PeLHIUBUPYIOIINM TE€UEHHEM, KOTOPOE HAUMHAETCS B PaHHEM JIETCKOM
Bo3pacTe. Ero oCHOBHOM MpU3HAK — MYUMTEJbHBINH KOXKHBIN 3yd. Y BCex
MAIMEHTOB 3a00JICBAHNE CONPOBOXKAACTCS CYXOCThIO KOXU. B mocnennue
TO/IbI BCE Hallle paccMaTpUBaeTCs KOHIEnIus pa3Butus AJ] — kax 3aboime-
BaHUS CBS3aHHOTO C aHOMaHsIMH OapbepHOi ¢yHkuuu koxku [10]. Cpenu
BEIYIINX T€HETHYECKUX (PAKTOPOB, 0OYCIOBIMBAIOIINX Pa3BUTHE CHHIPO-
Ma aToluH, B NEPBYIO ouepenb ObUIM MACHTU(GHUUPOBaHbI MyTauuu (u-
narrpuHa [9, 14]. [IpogyKTel ne3aMUHU3ANNNA AMUHOKHUCIIOT, BOSHHKAIOTITHE
B pe3ynbTare rujpoiim3a (uiarrpuHa, sSBISIOTCS HATypalbHBIM YBIIaXK-
HstomuM ¢akTopoM (natural moisturizing factor NMF), npu orcyrcTBun
KOTOPOTO Pa3BUBAETCSI CyXOCTh KOXKU. VI3BECTHBI TakkKe OTJENbHbBIC MPH-
Mepsl TouMopduama reHa SPINK 5, KOTUPYIOMIETro HHTHOUTOP CEPUHOBBIX
nmporea3 LEKTI. Y HeKOTOpBIX OONBHBIX C aTOMMMYECKUM JIEPMATUTOM OBLITH
oOHapyKeHbl BapHallid B COCTaBE JBYX CEPHUHOBBIX IPOTEa3 ceMelcTBa
KaJUTMKpEenHa — XUMOTPUIICHHOBOTO ()epMEHTA, OTBETCTBEHHOTO 3a pa3jio-
KEHUE KOPHEOAECMOCOMHBIX OEJIKOB, YYaCTBYIOIIUX B KOT€3UH KOPHEOLH-
TOB pOTOBOTO cjios. Hapymenue 6apbepHO# GYHKITHHN KokH TIpu A J] Takke
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MOJKET OBITh O0YCIIOBJICHO IIOHUKEHHBIM COJIEPIKAaHUEM
JUTHIOB WM HApYIIEHHWEM WX cOocTaBa. B dacTHocTH,
pu AJl oTMedaeTcs Kak COKpaIIeHne 00IIero KoInde-
CTBa IIEPaMUIOB, TAK U HEXBATKa OIPEIEIIEHHBIX TUIIOB
JAHHBIX JTUMUAHBIX KOMIIOHEHTOB. OMUACPMAIbHBIM
0apbep MOXKET TTOBPEXKIATHCS TAKKE TP BO3IECHCTBUH
MpoTea3 KIelia JoMamtHed melmi U Staphylococcus
aureus. Takre M3MEHEHUS MIAJEPMHUCA CITOCOOCTBYIOT
MOBBIILICHHON a0COpOIMH aJIepIreHOB KOKU U €€ MH-
KpoOHoIf konoHu3anuu [1, 5, 6, 8, 11].

Bynbrapsslit uXTHO3 — HacleICTBEHHOE 3a00eBa-
HHe, KoTopoe BcTpedaeTcs ¢ yactoroi 1/300. Tum Ha-
cJIEJOBaHUS — CEMUJIOMHHAHTHBIN. IlanimeHTsl TOMO-
3UTOTHI TI0 IAaHHOW MYTAallUi UMEIOT TSKENoe TeueHHe
3a00seBaHMs, a TeTepO3UTOTHI — Ooiee jterkoe. [ umep-
Keparo3 IMpH BYJIbIapHOM HMXTHO3€ HOCUT PETEHIMOH-
HBII Xapaktep. OTMedyaeTcs MCTOHYEHHE MM TTOTHOE
OTCYTCTBHE 3€pHUCTOTO ciios [14].

Knunuyeckue mposiBACHUS MPU BYJIbFApHOM HX-
THO3€ OTCYTCTBYIOT IIPU POXK/EHUU, TIEPBbIE H3MEHE-
HUS Ha KOXX€ MOYKHO 3aMETHTh IOCJIE TPEX MECSIEB
KU3HH, HO POAMTENN Yallle 3aMeYaroT CyXOCTh KOXKH
y peOeHKa B BO3pacTe OKOJIO JBYX JieT. MakcuMalb-
HbIE TPOSBJICHUS 3a00JIeBaHUS TPHUXOJSATCS Ha IIy-
OepratHbIil iepuoy. Kimandeckas KapTHHa BKITIOYaeT
TpH TIpU3HAKA: MeTyIeHne, QOUTHKYIIPHBIA TUTIep-
KepaTo3, orpyOeHre W TOBBIIICHHYIO CKJIa{4aTOCTh
(TunepanMHeapHOCTh) KOXKHM JlajjoHeil u noxows. [lpu
BYJIbI'APHOM HXTHO3€ THUIEPKEPATOTUUCCKUE YEITyil-
KM pacrojararTcs MPEeUMYIIecTBEeHHO Ha pas3rH-
0aTeTBPHBIX TOBEPXHOCTIX KOHEYHOCTEH M OOJIbIIe
BCETrO BBIPaXCHBI Ha MepelHel 1 OOKOBBIX MOBEPXHO-
cTsAX rojgeHeil. Ha aTux yyacTkax 4ellyWKu KpyIHbIE,
TOJICTBIE W TEMHBIC, C TPYIOM OTTOPTAIOTCS OT MO~
nexamei moBepxHOCTH. CruObl W CKIAIKU KOXH
CcBOOOTHBI OT BBICHITAHUHN. B npyrux o0macTsax MoryT
OBITH MENIKHE, Cephble, OTpyOeBUIHbIC Yemyiiku. Po-
JIUKYISPHBIN THUIEpKepaTo3 (THUIEpKepaTo3 YCThEB
BOJIOCSIHBIX (DOJUTMKYIIOB) XOPOIIIO 3aMETEeH Ha pa3ru-
OaTeTbHON TOBEPXHOCTH Tuied U Oemep. M3meHeHnwne
ManuUISIPHOTO PUCYHKa KOXKHM JIaJIoHEH M TIOJOIIB
MMEeT HACTOJIbKO XapaKTEepHBIM BHUJ, YTO HEPEIKO
SIBJISIETCSI TIEPBBIM MPU3HAKOM 3a0oJieBaHus. B muHa-
MUKE TPOSBICHUHA BYyJbIapHOTO UXTHO3a OTMEUaeTCs
YeTKask Ce30HHOCTh. TaK, B JIETHUU MEPHOJ, OCOOCH-
HO NpU MpeOBIBAHUU B TEIUIOM U BJIKHOM KJIHUMATE
U Ha MOpE, CYXOCTh KOKM 3HAYUTEIbHO YMEHBIIACT-
cs, a 3UMOI — ycunmBaeTcs. Jlmarnos ctaBurcs, mpe-
K€ BCEro, Ha OCHOBAHWMU TUIMYHON KIMHUYECKOU
KapTHUHBI, HAINYUS MOJZ0OHOTO 3a00J€BaHUS Yy PO-
CTBEHHHMKOB M XapaKTEepHOI THCTOJOTMYECKOW Kap-
TUHBI. BynbrapHblii UXTHO3 4acTO COYETAETCA C aTo-
MAYECKUM JEPMaTUTOM, aJUIEPTUYECKUM pPHHHTOM,
OpOHXHMATHHOHN acTMOM [4].

Cunnpom Hereptona — peagkoe ayTOCOMHO-
perieccuBHOE 3a00JeBaHMe, IS KOTOPOTO CBOWCTBEH-
HO COYETaHHWEe MXTHO03a CO CTPYKTYpHBIMH aHOMAaJHS-
MH BOJIOCSHOIO CTEpKHS M aronueu. IIpu poxaeHun
y OOJBHOTO MOMKET OTMEYarhCsl TeHEpaJM30BaHHAsS
sputpoaepmusi. KinmHudeckue nposiBICHUSI Y HEKOTO-
pPBIX TAIIMEHTOB HAIOMHHAIOT TIACTUHYATBIA HWXTHO3
WIN BPOXKJICHHYIO UXTHO3U(POPMHYIO 3PUTPOACPMHUIO.
B nmanpHeiilieM Ha KOXKE IMOSBISAETCS KapTUHA JUMHEH-
HOTO OTrHOAIOIIEeT0 MXTHO3a C XapaKTepHOW KapTHHOM
B BHJIE MUTPHUPYIOIIUX MOJULUUKIAYECKUX U CEpIU-
THHO3HBIX JPUTEMAaTO3HBIX OJsmIek ¢ 000IKOM Iie-
aymenus 1o nepudepun. Y OONBIIMHCTBA OOJBHBIX
MIPUCYTCTBYET crienuduueckas aHOMaJIUsI BOJIOCSIHOTO
CTepXKHsl, Ha3bIBaemas Trichorexsis invaginata (1o Tumy
«6aMOYKOBOM TTAJIKW» ), KOTOPYIO MOXKHO BBEISIBUTBH TIPH
nepmarockonuu. [Ipu poxaennn nedexTsl BOJI0oC MOTYT
OBITH HE3aMETHBI. ATONHUS Y MALMEHTOB C CHHAPOMOM
Hereprona nposiisieTcst B BUie aTOIUYECKOrO AepMa-
THTA, aCTMBI ¥ TSOKEJIOW TUIeBor amteprun. [Ipu o0-
CIIEJIOBAaHUU B KPOBU BBISBISIETCS BBICOKHH YpPOBEHb
obmiero Ig E u BeipaxkeHHas: 303MHOP WIS,

Cungpom HereproHna cBsi3aH ¢ MyTanueil reHa
SPINKS5, Komupyromiero WHTHOUTOp CEPUHOBOH MpO-
teassl LEKTI (ot amm. Lymphoepithelia Kazal-type
related inhibitor), 4To NPUBOJAUT K HEOTPAHUYCHHOMY
MIPOTEOIN3Y JIECMOCOM, YCUJIEHHOHN JeCKBaMallu po-
roBoro ciod. /laHHOe OTKpBITHE MOAYEPKHUBAET BaXK-
HOCTb PEryJsilUU NPOTEOJU3a B CIIy4ae COUYETAHMS
HapymieHus: O6apbepHOi (YHKIIMW JMHACPMHUCA C TH-
MIepPYYBCTBUTENBHOCTHIO TIpH aronuu. [Ipu manHoM 3a-
OoJIeBaHMM TOBBIIIACTCS TPAaHCKyTaHHas abcopOLus
U pacTeT CBSI3aHHBINA ¢ HEM PUCK CUCTEMHOW TOKCHY-
HOCTH. DTO HEOOXOAWMO YYUTHIBATh MPW HA3HAUYECHUH
HapyxHoOU Teparnuu. Hanpumep, Takoil nmpenapar, Kak
TAaKpOJUMYC HE JIOJDKEH HPHUMEHSThCS Yy NaleHTOB
¢ cunapomoM Hereprona. Omnucan ciyyall pa3BUTHS
cunapoma Kymmnra npu Ha3HaY€HUE TOMUYECKUX KOP-
THKOCTEpOUIOB [8,12].

Tpusooum nauie KauHuYecKoe HAOTIOOEHUsL peDeHKA
¢ cunopomom Hemepmona

JeBouka J[lama poguiack OT 300pOBBIX POAWTE-
new B cpok ¢ maccoi 2600, nnunoit 47 cm. C MmoMeHTa
POX/IEeHUsI COCTOsIHME peOeHKa pacleHeHO KakK TskKe-
JI0€ 3a CUET YHUBEPCAIBHOTO MOPAKEHHS KOXKU U PH-
3HAKOB JbIXaTeJIbHONW HemocTaroyHocTu. llopakenue
KOKU HOCUJIO TOTQJIbHBIM XapaKTep B BUJIE MaCCUBHbBIX
TUIEPKEPATOTUYECKUX IUIACTHUH, PACIIONIOKEHHBIX IO-
BCEMECTHO, C OOWJIMEM TPEIIMH W TeMOpparndecKux
Kopouek. [Ipu oTTOp)KEeHNH TIIacTUH O0HaXKaIach SIPKO
KpacHasi MOBEPXHOCTh KokH. OTMeuanoch HapyleHHs
TEPMOPETYIISALINH, B CBSI3HM ¢ 4eM pebeHok mo 40 muei
KU3HU Haxoawics B kioBe3e. Co BpeMEHEM SBICHUS
THIEpKEPaTO3a YMEHBIIUINCh, a JPUTPOACPMHS Ha-
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Puc. 1. Cunppom HetepToHa, AeBouke 2 Mecsaua

pactana (puc. 1). [lpu obcrnenoBaHny B KIMHAYECKOM
AHAJIN3C KPOBU BBIABIAIACE AHEMHUA — OPUTPOLUTHL
3x10"2, remornobun 101 1/, BBICOKHI JIEHKOLUTO3
a0 30,0x10° u so3unodpunus 48%. B Ouoxummde-
CKOM aHanuze — ymepensHoe nossimenue AJIT u ACT
10 60—70 en. OOpamiano Ha ceOst BHUMaHHE TOJIHOE
OTCYTCTBUC HpI/I6aBKI/I MaccChbl T€J1a, XOTA HHKAKHX
JIUCTICTITUYCCKUX SIBIICHUI y JIEBOYKUA HE OTMEUAIOCh.
B cBsi3u ¢ HEOOBIYHBIM TeUEHHEM 3a00JeBaHus (THITO-
Tpodus, 3purpoaepmus, ro03uHopung 35-50%), Obu1
3anono3peH cuuapoMm Hereprona. [lpu yriyOneHHOM
oOcnenoanuu yposeHs IgE cocrasmi 800 ex. Ot rene-
THUYECKOTO TECTUPOBAHHS POJIUTEIIN OTKa3aIHCh. PeOCHKY
OBUTO Ha3HA4YeHO JiedeOHoe TUTaHue (OeNKOBBINA THAPO-
mzar [lentn TCLI), Kypc KOPTUKOCTEPOUTHON Teparin
2 MI/KT, HApY»KHO YBIIQXHSIOIIUE cpeacTra. [loce BbI-
IMICKU U3 CTallMoHapa PeOCHOK HAXOAMTCS IMOA HAIIMM
Habmronenuem. Ceityac gesouke 1,5 roga. OHa orcraer
B (M3HYECKOM pa3BUTHH (Macca Tea OKOJO 7 KT, JITMHA
67 cm). OT™MeuaeTcs 3aepKKa IICHXOMOTOPHOTO pa3BH-
TUS: cuauT ¢ 1-ro roma, ctout ¢ 1 . 3 Mec., caMOCTOs-
TEeNBHO He XOAUT. COXpaHsIIOTCS MPOSIBIICHUS SPUTPOJIEP-
MHH, BBIPAKEHHAsI CyXOCTh KOKHBIX TIOKPOBOB (puC. 2).
Pebenxa Oecmoxont 3y1. Bomockr Ha roioBe o4ty He pa-
ctyT. [Ipy nepmMaTroCKONMU BBISBISIFOTCS  YTOJNIICHMS
Ha KOHIIE HEKOTOPBIX BOJIOC — «0aMOYKOBBIE MAJIOUKI.
B mepudeprueckoii KpoBu B ITUHAMHUKE HaOIOIAETCS
HOPMaJTA3AIS COIEPIKaHHS SPUTPOITUTOB M TEMOTIIO0N-
Ha, JICWKOIIMTOB M 203WHO(HIIOB JI0 HOPMATBHBIX IHED.
Ypogens Ig E coxpaHsieTcst BRICOKUM U COCTABIISIET 00JIb-
me 2000 en. [leBouka moiydaer JieueHue: 0e3MOIoHas
JTeTa, JUTHTENBHBIE KypChl IETUPU3MHA, YBIAKHSIOIINE
1 IUTHAIOBOCCTAHABIIMBAIOIIHE TIPETIapaThl HApyKHO.

Puc. 2. Cunppom HeteptoHa, neBouke 1rop 3mecsaua
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Crpareruu JieyeHHs BOCHATUTEIbHBIX KOKHBIX 3a-
OoreBaHue ¢ HapylIeHHeM OapbepHOW (DYHKIIMHA KOXKH
HalpapJICHbl HA HOPMaJIN3aLHI0 HMMYHOT€HETHIECKIX
OTKJIOHEHWH M BOCCTAaHOBIIEHHE OaphepHON (PyHKIHH.
Juis urenbHOTO 0a3oBoro JieueHus: AJl, ByiabrapHo-
ro MXTHO3a M cuHApoMa Hereprona HeoOXommmo uc-
M0JIb30BAaHUE YBIAXKHSIOIINX CPEACTB, COIEpPXKAILIUX
JUIUIHYI0 CMECh, COCTOSILYIO U3 TPEX KJIIOUEBBIX TH-
OB JIMIHUJIOB (LIEPaMHJIOB, XOJIECTEPHHA U CBOOOIHBIX
KUPHBIX KUCIOT) [2, 3, 7].
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ABOUT THE DISEASES ASSOCIATED WITH
IMPAIRED BARRIER FUNCTION
OF THE SKIN

Gorlanov I.A., Leina L. M., Milyavskaya I.R., Kulikova S. Yu.

¢ Resume. The article presents data on diseases with impaired
barrier function of the skin. A description of the rare disease
ichthyosiform — Netherton syndrome.

¢ Key words: skin barrier function; filaggrin; atopic dermati-
tis; ichthyosis vulgaris; Netherton syndrome.
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