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BBEJIEHUE

HUxTHO3BI (0m epeu. «ichthysy — «pblba») — 3TO KIMHUYECKH H
ATHOJIOTUYECKH TETEPOreHHasi TPyINa HaCIEICTBEHHBIX JepMarTo-
30B, OCHOBHBIM ITPU3HAKOM KOTOPBIX SIBIISIETCSl HAPYIICHHUE MPOLIEC-
COB OPOTOBEHUSI C BOBJICUCHHEM B TUITMYHBIX CITy4asiX BCEro KOXKHO-
ro nokposa [1, 2].

IlepBrle ommcaHus MOpPaKEHUW KOXKH, XapaKTePHBIX IS WXTH-
03a, BcTpevatoTed ewe ¢ [V-III muicauenemuu ¢ Kumae u 6o I1-1
moicayeremuu 00 H. 3. 8 FEeunme. Robert Wilan, Bpau onHoO# u3
JIOHJIOHCKHX OOJNBHUIL, 6 [808 2. BliepBbIe Jaj camMoe TOYHOE OIuca-
HUE MXTHO03a B aHTJIOSI3BIYHON JuTeparype [3—5]. Tepmun «3adore-
BaHUE KOXKH B BHJIE PHIObEH YelIyn» ObUT MPEJIOKEH JIOHJIOHCKUM
nepmarosiorom W. Wilson ¢ 1842 2. [6]. Jlonroe BpeMsi 3THOJIOTHS
3a0oneBanus ocTaBanack HenzBecTHOU. B 1902 r. dypHbe BhICKa3bI-
BaeT MHEHHUE 0 CH(OUITUTHYECKOM ITPOUCXOKICHUH NXTHO3a. 3yduB
18 6ompHBIX UXTHO30M, M. A. ['OopuakoB HE OOHAPYKWUJI Y HUX HH-
KaKuX MPHU3HAKOB BPOXKACHHOTrO cuduiuca. M ke oTMeueHo, 4To
UXTHO3 BCTPEUACTCS y JKUBOTHBIX (TEJIST), HEBOCIPUMMYHUBBIX K CH-
bunmuTudeckoit nadexuu [7]. Jlonroe Bpems a1epMaTOIOTH MPUIEP-
KUBauCh MHEHHS [eOpsl (1872 T.) 0 TOM, UTO MXTHO3 WCKIIFOYAET
BO3MOKHOCTH IPOSIBJICHUS IpYTux nepmaro3oB. Onnako B 1938 1.
A. K. Hukonaes onucain ciry4aii 3a007eBaHusI ICOPHA30M OOJIBHOTO,
CTpaJaloIero uXTuo3oM [8].

K macTosmemy BpeMeHH HaiieHbl M OOJbIIEH YacThIO HJICH-
TH(OUIHPOBAHBI TeHETHYECKHE Ne(EKTHI, JIeKAIINe B OCHOBE pas-
nu4HBIX (opM BpoxaeHHOro uxtuoza (BU) [1]. Onnako nepcucTu-
pyroliee TeueHUe, CUCTEMHBIM XapaKTep MOpPa)KeHUH, TPYIHOCTH
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B JINArHOCTHKE, JICUCHUHU U HU3Kas 3Q(HEKTUBHOCTH MOCIEIHETO T0-
3BOJISIIOT CUUTATH MpobiaemMy BU oHOM M3 CIIOKHBIX U aKTyaJIbHbIX
BO BpaueOHOW MTPaKTHUKE.

CrnenyeT OTMETHUTbH, YTO CIEIHAIBHBI CTaTHCTUYECKUN ydYeT
cinydgaeB BU u ero dopm mo PecrryOnmke bemapych, oTaensHBIM 00-
JIACTSIM M ropojiaM He BeaeTcs. JlaHHbIe 00CTOSATEILCTBA HE M03BO-
JISFOT B HACTOSIINI MOMEHT OOBEKTHBHO OLICHUTH mpodiiemy BU B
PecniyOnmke bemapycs.

BwmecTe ¢ Tem 3HaHWE OCHOBHBIX KIWHWYeCKHX (hopm BU, Ham-
Oonee XapakTEePHBIX KIMHUYCCKUX IMPOSBICHUH, OPHCHTHUPOBAH-
HOCTb B CTPYKTYPE BO3MOXKHOU COIYTCTBYIOLIEH MATOJIOTUU U OCO-
OCHHOCTSAX TCUXO(U3UUECKOTO Pa3BUTHS OONBHBIX JEeTEeH HE0OXO-
JIIMMBI T paHHEeW MOCTaHOBKU AMATHO3a, MPOBEICHUS aJeKBATHOM
KOMIIJIEKCHOH Tepanuy U peabmInTaITMOHHBIX MEPOIIPUSITUH, TIO3BO-
JISTIONTUX 3HAYUTEIIHHO TOBBLICUTH Ka4€CTBO JKU3HU MAIUEHTOB C JTaH-
HOM maronorueil.



T'nasa 1

MOP®OPYHKINOHAJBHBIE OCOBEHHOCTH KOKHN
B JTETCKOM BO3PACTE. MEXJIYHAPOIHASI
KJACCHOPUKAIINASA BPOXKJIEHHBIX AHOMAJINIA

EE PABBUTHUA

1.1. Anaromo-du3suoioruyeckne 0CO0EHHOCTH KOKU y AeTell

Koxxa — OapnepHBI opraH, OTHEISIONINNA BHYTPEHHIOIO CPEmy
OpraHu3Ma OT BHEIIHEro Mupa. Mmes CIIoXHYIO CTPYKTYpY, KOXKa
TECHO CBsI3aHA CO BCEMH CUCTEMaMHU W BHYTPEHHHMH OpraHaMH ye-
JIOBeuecKoro oprann3ma. Koxka urpaer CymecTBeHHYIO pojib B MOJ-
JIEpKaHUU KaK eomeocmasa (COXpaHEHHE MOCTOSHCTBA BHYTPEHHEH
CpeIibl), TaK U 20MeOKUHe3d, KOTOPBIA OTpakaeT TUHAMUYECKYIO pe-
T'yJIALMIO BHYTPEeHHEH cpersl [9].

Koska peOenka, kKak ¥ B3pOCIIOro 4eJoBeKa, COCTOUT U3 InUdep-
Mbl, Oepmbl (COOCTBEHHO KOXKH) U 2UR00epMbl (TIOKOKHON KIIETYATKH)
(puc. 1, cm. BrIeiiky). OmHako 1Mo cBOMM MOPGOJIOTHUSCKUM U (PyHK-
[IMOHAJIBHBIM OCOOEHHOCTSIM OHA OTIMYAETCS 3HAYUTEIBHBIM CBOE-
oOpa3sueM, ocoOeHHO y JieTelt panHero Bo3pacra [10].

Dnudepmuc UMeeT OYCHb TOHKHHM POTrOBOH CIOH, COCTOSIINI
13 2-3 psoB c11a00 CBSI3aHHBIX MEXTY COO0M M OTTOPTaIOMINXCS Kile-
TOK, ¥ aKTHBHO pa3pacTaroluiics OCHOBHOU CIIOW. basanvras memo-
pana, pa3aensonas 3UAepMIUC U 1epMy, Y JeTei paHHero Bo3pacTa
HeJI0pa3BUTa, PBIXJIA, BCIEACTBUE YETO MPHU MATOJOTHH SIUACPMHC
MOJET OTHENATHCS OT AEPMBI IJIACTAMU (JIeCKBaMaTHBHAs IPUTPO-
nepmusi). s neTckoi KoxKu 0cOOEHHO XapaKTEPHO Xopouiee Kpose-
HanojiHeHue, CBI3aHHOE C TYCTON CeThIO IUPOKUX KAUJUISIPOB, YTO
OpHUIAeT KOXHBIM IMOKPOBaM BHa4alle SPKO-PO3OBBIM, 3aTeM HEX-
HO-PO30BBIH IIBET.

Jlepma cOCTOUT U3 COCOYKOBOTO M PETUKYISIPHOTO CIIOEB, B KO-
TOPBIX clIa00 PAa3BHUTHI AIACTUYECKUE, COSTUHUTEITBHOTKAHHBIE U MbI-
HICYHBIE AIIEMEHTBI.
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CanbHvle dcenezvl 'y pebeHKa XOpOIIo (PyHKIHOHUPYIOT YKe
BHYTPUYTPOOHO, 00pa3ysi TBOPOXKHCTYIO CMa3Ky, MOKPHIBAIOIIYIO
€ro TeJIO PH POKACHUH. Y HOBOPOXKICHHBIX U AeTel 1-To roxa xxus3-
HU Ha KOJKE JIMLA 3aMETHBI )KEITOBATO-0eble TOUKH — U30BITOUHOE
CKOIIJICHHE CEKPeTa B KOXKHBIX CaJbHBIX )Keje3ax. Y JeTei, mpen-
pacIoNOKEHHBIX K 3KCCYJITAaTHBHOMY JIMaTe3y, Ha MIeKax o0pa3yeTcs
TOHKasl, TaK Ha3bIBacMas MOJOYHAsl KOPKa, a Ha BOJIOCUCTON YacTH
TOJIOBBI — THEWC (KUpHast cebopesi).

Ilomoguvle dicene3vl y HOBOPOXKIEHHBIX CPOPMUPOBAHBL, HO B Te-
YeHHe TEePBBIX 3—4 MecsIeB )XKU3HN 0OHAPYKMBAETCI MX HEKOTOpas
(YHKIMOHAJIBHAS HEAOCTATOYHOCTh, YTO CBSI3aHO C HECOBEPILCH-
CTBOM LICHTPa TEPMOPETYIISILIHH.

Bosocel Ha ronoBe HOBOPOXACHHBIX IETEH BIIOJHE PA3BUTHI, HO
HE MMEIOT CEPALEBHUHBI, CMEHSIOTCSI HECKOJIBKO pa3 Ha 1-M romy »us-
Hyu. Koka Ha CriMHE W Tuieyax MOKphITa MYIIKOM, 0oJiee BhIPaKEHHBIM
Y HEJOHOIIEHHBIX. BpoBH M pecHUILIBI BBIpaKeHBI c1a00, POCT UX YCH-
nuBaeTcs Ha 1-M roay, a K 3—5 rogaM KHU3HU OHU CTAHOBSATCS TAKUMH
e, KaK y B3pocibIxX Jrofell. Horru oObIvHO XOpOIIO pa3BUTHL U J0XO-
JUSIT IO KOHYUKOB TAJTBIEB Y IOHOIICHHBIX HOBOPOYKICHHBIX.

B HOpMe Kkoka y peOeHKa UMEET yMepeHHyio énadcHocmy. lpu
3a00JI€BaHUAX MOTYT HaOJIONATBCA CYXOCHIbL KOJCU, NOGLIUEHHASA
BAANHCHOCMb U YCUNCHHASA NOMAUBOCHIL (2UNEPeUOpO3).

OyYHKIIUN KOXKH MHOTOOOpa3Hbl, HO TNIABHAS M3 HUX — 3auUm-
Hasn. Y nered 3Ta PyHKIUS BhIpakeHa ¢1a0o0, O YeM CBHJICTEIbCTBY-
€T JIerKasi paHUMOCTb KOXKH, YacTasi HHQUIUPYEeMOCTb U3-32 HEIO-
CTaTOYHOW KEPAaTHHU3ALUU POrOBOIO CJIOS U €ro TOHKOCTH, He3pe-
JIOCTH MECTHOTO UMMYHHUTETAa B OOMIHLHOTO KPOBOCHAOXKECHUS. DTH
0COOCGHHOCTH JETAI0T JIETCKYI0 KOXY JIETKOPAaHUMOH M CKJIIOHHOW
K BOCIIAJICHUSIM TIPH TIIIOXOM YXO/I€.

Hvixamenvnas gynkyua KoXu y AeTeld paHHEro BO3pacTa HMEET
Oonbllee 3HaYEHHE, YeM y B3pocibiX. Koxa akTHBHO yuacTByeT B 00pa-
30BaHMU (PEPMEHTOB, BATAMUHOB, OMOJIOTHYECKH aKTHBHBIX BEILCCTB,
BBITIOJIHSASL 0OMEHHYI0 U CeKpPemopHylo (hynkyuu. TeCHO CBSI3aHBI
MEKIy COOOH @bloenumensnan u mepmopezyiupyrouian QyHKyuu,
KOTOpPbIE CTAHOBATCS BO3MOXKHBIMH JIMIIbL K 3—4 Mecsuam Ipu co-
3peBaHUM HEPBHBIX LIEHTPOB. [0 3TOro Bo3pacTta rioxas peryisius
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TEMIIEpaTyphl Teja CBsi3aHa C OONBIION OTHOCHUTEIBHOIN MOBEPXHO-
CTBIO TEJIA, XOPOLIO PA3BUTON CETHIO COCYJIOB, N3-3a YETO HOBOPOXK-
JEHHBII peOEeHOK, 0COOCHHO HEJJOHOIIEHHBIN, MOKET JIETKO TIeperpe-
BaThCSI UJIU NIEPEOXIIAKAATHCS IPU HEAOCTATOUHOM YXOJIE.

Pezopoyuonnaa pynkyua xoxu y neTeil paHHero Bo3pacTta mo-
BBIIIICHA (TOHKOCTH POTOBOTO CJIOs, 0raToe KPOBOCHAOKEHHUE), B CBSI-
31 C 4eM CIie[lyeT OCTOPOKHO MPHUMEHSITh JICKApCTBEHHBIE CPEACTBA
B Ma3fiX, KpeMax, [acTax, TaK KaK HaKOIUIEHHE MX MOXKXET BbI3BATh
HeOmaronpusTHbIN 3P deKT.

Kosa siBisieTcss opraHoM ¢ MHOTOYMCIEHHBIMH M pa3zHooOpas-
HBIMH peyenmopamu, 00ecreunBaloIIMK 0Cs3aTeIbHYI0, TEMIIepa-
TYPHYIO, TOBEPXHOCTHYIO OOJIEBYIO YyBCTBUTEIBHOCTb.

HUmmynnas pynkyus xKoxu 00ECTICUNBACTCS CIIOKHOW UMMYH-
HOPEAaKTHBHOM CHCTEMOU 3MuJepMUca, JIEPMbl, MOJKOKHOU KJIET-
yaTKu ¥ 0a3anbHOR MeMOpaHbl, MPENSTCTBYOLIEH TPOHUKHOBEHUIO
Y PacIpOCTPAaHEHHIO Yy KEPOAHBIX aHTUTEHOB B opranusme. OCHOB-
HBIMH SJIEMEHTaMU UMMYHHOM CUCTEMBI KOXKH SBJISIFOTCS KEPATHHO-
nuThl, ki1eTku Jlanrepranca u I'puHcTeliHA (AHTUTCHIIPEACTABIAIO-
HIMe KICTKH), duiepMaibibie T-TuMponuTsl [9].

1.2. MexayHapoaHasi cTaTHCTHYecKasi KJaccupukaius 0ose3nei
U NMpo0dJieM, CBSI3AHHBIX CO 3/10pPOBbLEM (IecSIThIi mepecMoTp)

Kaace XVII «Bpo:kaeHHble aHOMAJUN [IOPOKH pa3BUTHSA],
nedopmanun u xpomocomusblie HapyeHus (Q00-Q99)»

Paspen «/Ipyrue BpoxaeHHbIe AHOMAJINM [IOPOKU pa3BUTHSA|

(Q80-Q89)»

Q80 BpoxaeHHBIN HXTHO3.

Q80.0 VxTHo3 mpoCTOi.

Q80.1 MxTHo3, cBA3aHHBIN ¢ X-XpOMOCOMOH [ X-CIeTnIeHHbIN
UXTHO3].

Q80.2 IInacTuHYATHIN [TaMEIISIPHBIN]| UXTHO3.

Q80.3 BpoxnenHast Oyiie3Hast UXTHO3U(POPMHAS SPUTPOIEPMHUSL.

Q80.4 lxTtHo3 muona [«maoa-Apiekun»|.

Q80.8 lpyroit BpokA€HHBII UXTHO3.

Q80.9 BpoxaeHHbII NXTHO3 HEYTOYHEHHBIH.



T'nasa 2

ITUHOHNATOI'EHETHYECKAS U KIIMHUYECKAS
XAPAKTEPUCTUKA BPOXIEHHOI'O UXTHO3A

2.1. OTHojiorus U NaTOreHes BPOKJICHHOI'0 UXTHO3Aa

OcHOBHYIO poiib B pa3sutuu BU urpaer nacieocmeennviii ghax-
mop. Kak y’xe ynmoMHHaJIOCh BbIIIE, K HACTOSIIEMY BPEMEHH HJICH-
THQUUHUPOBAHBI W H3y4YEHbl T'C€HETHYECKHE JCPEKTHI, JICKAIIHE
B OcHOBe pasznuyHbIX hopm BU [1] n 3amyckaromine ps ompeaeneH-
HBIX MMATOJIOTMYECKUX peakiuil. Mex 1y TeM He yracaroT JUCKYCCUU
OTHOCHUTEJIBHO CBSI3U 3a00JI€BaHUS C MATOJOTMYECKUM Pa3BUTHEM
3apOABILIEBOTO JINCTKA (AKTOACPMBI), HEJOCTATKOM PETHHOJA, ayTo-
WHTOKCHKAIWeH, pa3sNTuYHBIMU WHOEKIUIMA, COMATHYECKHUMH W3-
MEHEHHSMU aBTOHOMHOW HEPBHOM CHCTEMBI, HApyIIeHNEM (YHKIIUN
SHJAOKPUHHON CHCTEMBI (B YaCTHOCTH, ITUTOBHUIHOM XKeJe3bl, HaJIo-
YEYHHUKOB, TUTIO(U3a).

DTHONATOreHeTUUECKHEe OCOOEHHOCTH OTHeNbHBIX (hopm BU 6o-
Jiee 1eTaabHO PACCMOTPEHBI HUXKE.

2.2. ByabrapHslii HXTHO3

Byabrapuselii UXTHO3 (CHH.: 00BIKHOBEHHBIH UXTHO3, IPOCTOM
HXTHO03, Kcepoaepmus, ichthyosis vulgaris) — HauOonee pacrpo-
cTpaHeHHas ¢opMa HaCIIEACTBEHHBIX OoJje3Heil oporoBeHus. Yac-
TOTA, 10 Pa3IMIHBIM JaHHBIM, KojiebaeTcs ot 1:250 mo 1:5000 nace-
genus [1, 11-13]. [lockoabKy CUMNITOMBI 3a00JEBAHUSI CTAHOBITCS
MEHEEe BBIPKEHHBIMH C BO3PACTOM (CM. HHIKE), UCTUHHAS €r0 BCTPe-
4aeMOCTh, BEPOSTHO, BBINIE. BynbrapHbiii MXTHO3 HMEET MECTO BO
BCEM MHpE, €0 YacTOTa 3aBUCUT OT reorpadudeckoi 30u5I [14]. Ha-
CJIEJIOBAHME BYJIBrapHOTO UXTHO3a AYMOCOMHO-OOMUHAHMHOE, BO3-
MOXKHO, C TOJIHOW MeHeTpaHTHOCThIO [15-17]. CrnemyeT 3aMeTUTH,
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