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MprBeaeHbl AaHHble OTEYECTBEHHOM 1 3apyOexXHO nuTepatypbl 06 0COOEHHOCTAX KIMMHNYECKOrO TEYEHUS UMMUCTOMO UXTUO-
3a 1 ero nartoMopdonornM4eckom KapTiHel. OnucaH KNMHUYECKNIA Cnydain 3Ton peakor GopMbl 3a60NeBaHnsa M3 COOCTBEHHOM

NpaKTUKN.
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Data of the literature concerning peculiarities of the course of ichthyosis hystrix and its pathomorphological picture along the
description of a clinical case of the rare form of the disease based on authors’ own practice are represented.
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Urnucteiil nxtroa (Ichthyosis hystrix, ructpuko-
UAHBINA UXTHO3, UTJIUCTBIM NXTHO3 TUI Lambert, urmm-
cteiil nuxtro3 tTun Curth—Macklin, Tun Pheydt i Tun
Bafverstedt) BcTpeuaeTca kpaiine peako [1, 9]. Ilpu
POKJEHNM OH XapaKTepHU3yeTCA 3PUTPOJAEPMUEH, KO-
Topas B TeYE€HUE HECKOJBbKUX HeJe/lb PETrPECCUpPYET,
CMEHAACH LIeIyIIeHNeM U BepPYKO3HBIMHU paspacTa-
HUAMU, HAITOMUHAIOIMIUMU UTJIbI exxa [5].

Ipymna nxTro3ngOpMHEIX I'€HOAEPMATO30B, Ha-
cyuThiBaromas 6onee 40 HO30JI0rMYECKUX POPM, B Ha-
cTodIllee BpeMs IIpeAcTaBisaeT coO0OM CIO0MXKHYIO aAua-
THOCTUYECKYIO 3a7a4y [1, 4, 10]. YuuTbsIBad, 4TO TUIMBI
Jlambepra u Kypra—MakrinHa, ABIAACh CHHOHIMAaMU
UTIHMCTOr0 UXTHUO3a, OIIMCaHbl B pa3HOE BpeMsA: B Haua-
Je XIX BeKa U BO BTOPOM 1ojioBUHE XX CTONIETUsd, J0-
IyCKAIOT, 4YTO UXTU03 JlamGepTa Ipe/icTaBiIsAeT coO0M
ceMeliHy0 popMy, a uxtuo3 Kypra—MakinHa cBA3aH
¢ MyTanuel gpyroro resa [1].

OTHOLIEHNE K UTVIMCTOMY UXTHO3y HEOJHO3HAUHOE
U13-3a HEOIIPeAEeJIEHHOCTH HO30JI0TnYecKoro Mecta. Ha-
JIM9YMe HECKOIBKNX KIMHUYECKUX BAPUAHTOB 9TOTO 3a-
60JIeBaHUA CBUAETEIBCTBYET, YTO OH He SABJIAETCS Of-
HOPOJHBIM cocTosgHUEM [1, 2]. C ogHOI CTOPOHEI, IPEA-
noJsiaraeTcsd, 4To UIJIMCTHIN NXTU03 U UXTHO3U(dOpMHAA
6ysuie3Hasd 3pUTPOAEPMUA UMEIOT HeKHe KINHUYEeCKIe
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OOIITHOCTH [2], ¥ 0OTMeYaeTcs IPAaBOMOYHOCTb OTHeCe-
Hu4d Ichthyosis hystrix k BapuasTy 6yJUIe3HONH UXTHUO-
3udopmMHOM sputpogepmuu [2, 10]. C gpyroii CTOPOHHI,
UINIMCTYIO (popMy paccMaTpHUBAIOT KAK CAMOCTOSATENb-
HYIO TsIKeNIyIo (popMy OGBIKHOBEHHOTO MXTHO3a [8, 9.
9TO II03BOJIAET CTABUTh B OJIUH PHAJI UTJIUCTHINA UXTH-
03 U TUCTPUKOUAHBIN HEBYC [4], KOTOpble 06'beANHAET
CXOZCTBO MOP(OJIOTMYECKON KapTHUHBI U ayTOCOMHO-
JIOMUHAHTHBIN TUII HaclaeAoBaHUA. [lomararoT, gro Ich-
thyosis hystrix aBisercsa peakoit popmoii BpokJeHHOT0
«HEByCa», XapaKTePHU3YIOIIErocsa paclpoCcTPaHEHHBIMU
POTOBBIMHM, COCOYKOBBIMU, I'MIIEPIIUTMEHTHUPOBAHHBI-
MM pa3pacTaHUAMHU KOKH, HO IIPU 3TOM 3a6oJieBaHUe
He CUUTAIOT HacJAe[ACTBEHHBIM [7]. [Ip1 3TOM BBICHINIA-
HHUSA MOTYT GBITh KaKk OTPaHUYEHHBIMU, TaK U PaCIIpPO-
CTPaHEHHBIMH, BILJIOTh 0 MOPaKEHUA BCETO KOMKHOIO
NokpoBa. Hepeako mpoliecc HOCUT XapaKTep YHUIaTe-
Pa/IBHOTO MOpaKEeHUA, HAaIOMUHAA JUHEWHBI HEBYC
[8]. Bcrpeuarores Takxe OmiaTepasibHbIE SITH/IE pPMaJTb-
Hbl€ IOPAKEHUA U 0O9aru HeIpaBUWIBHBIX T€OMEeTpUYe-
CKMUX OYE€pPTaHUM B BUJIE AYT U KOJIEL] C TUIIEPKEPATO30M.
Ko:xa IIpu1 5TOM TeJIeCHOro IIBeTa MIH «<MpPaMOpHasD.
Ichthyosis hystrix Curth—Macklin, xapakrepu-
3yIoIUiica 04aroBbIMU, OOIIMPHBIMU U JIMHEMHBIMU
MMaNMIIOMAaTO3HO-BEePPYKO3HBIMI IOPAKEHUAMH pa3-
HBIX yYAaCTKOB Teja, BKJIIOYad CKJIAJKH, a TaKKe Ha-
CJIOEHUAMU POTOBBIX Macc, paccMaTpUBaloT Kak popMy
3MUAEPMOJIUTUYECKOr0 NXTHO3a [6]. Bo3aMoxkHO HaIU-
4yie 3pUTEMBI U IIeTyIIeHUA KOKU Ha JIUIIEe, TYJIOBUIIIE,
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a TaKKe pasBUTHE JIaJOHHO-TIOJIOIIBEHHON KepaToJep-
mun. OTMEYarOTCA CYXOCTh U HAIIPAKEHUE KOXKU, UHO-
ra yMEPEHHBIH 3y /1.

ITaToMop@dosIorUYeCKH UTTINCTBIN UXTUO03 XapaKTe-
PU3YIOT Pe3KO BBIPaKEeHHBIN THIIEpKepaTo3, TPaHyJIes,
3HA4YMTEJbHBIM aKkaHTO3; BAKyOIU3aIlUA KIETOK 3€pHU-
CTOT0 U IIMIIOBATOTO CJIOEB, a TaKiKe BBIPAKEHHBIHN I1a-
nuioMaTos [5].

ITpuBOAUM OIIMCaHNE KIMHUYECKOTO Caydasd.

B ¢espane 2007 r. B oTheNeHUE JETCKON IepMaTo-
jgoruu OI'Y THMKBU o6patuica 6oapHoi T., 1999 r.
pokAeHUs, ¢ JKajo6aMU Ha BbICHIIAHUA. C pOKIeHUA
Yy HEro oTMedasiach CyxXOCThb KOKHU. B 3-MecauyHOM BO3-
pacte HabIIIOJaIacCh Iy3BIPbKOBAS CHIIIb C MyTHBIM CO-
JEPIKUMBIM, JIedeHHe KOTOPOY aHTUOUOTHUKAMU OBLIO
Hea(PEeKTUBHBIM, HO K 1 ro/ly :KM3HU BBICBIIIAHUA pa3-
pentmmck. C 3TOro Ke BpeMEHH Ha4aJIoCh IIeIyIIIeHe
KOKH JIUIIa, KoJleHeU 1 JokTel. B 2006 r. 110 MecTy KU-
TeJIbCTBA ObLI IIOCTABJIEH JUATHO3 60J1e3HU JleBepKH,
IIPOBOAWIIOCH JIedeHHe BUTaMUHOM A. IIpu ocMoTpe
KOXKHBIN IIpoIlecC HOCUT PacIpoCTpaHEHHBIN Xapak-
Tep, IpeAcTaBIeH MHPUIBTPUPOBAHHBIMU OdYaraMu
6ypo-pO30BOTro IIBETA C PA3MBITBIMU I'DAHUIIAMU He-
OpaBWIbHBIX OYEePTAaHUU Ha KOKe IIeK, Ha noA00pOoA-
ke. B nipefenax ouyaros BoclajJeHUA UMEIOTCA KOHUYE-
ckue QOoJTUKYIAPHBIE ITAIlyJIbl PO30BO-KEJITOro IIBETA,
Ha ITOBEPXHOCTH 09aroB MeJIKOOTPYOeBUIHOE IIIeTyIIIe-
Hue. Ha koxe J1oKTel, pasrubaTebHON ITOBEPXHOCTU
IuIedeld, Ha KOKe JIy9e3alsaCTHBIX CyCTaBOB, ThUIE KH-
CcTel, Ha KoKe IIOAKOJIEHHBIX IMOK, KOJIEHEH, TOJIEHO-
CTOIIHBIX CycTaBax, ThIJIE CTOII — OYary JUxXeHudukKa-
LMY CUHIOITHOT'O IBETA C BEIPAMKEHHOM! CKIaI4aTOCThIO
KOKU Ha JIOKTAX U KOJIEHAX, OTMeYaeTcsd MEJIKOOTPY-
6eBuHOe IIenymieHre. OTCYTCTBYIOT IYIIKOBBIE BO-
JIOCHI Ha TyJIOBHIIE, HabrojaeTcA NopeieHIe PECHUI],
OTMedYaeTCs CyXOCThb KOKU TOJIOBBI, YCUIEHUE KOMKHOIO
PHUCYHKa Ha Ja/IOHAX U CTOIlax, YMEPEHHBIN I'UIlepKe-
pato3. C 11eJIbI0 YTOYHEHUA JUAarHo3a ObLI0 IIPOBEIEHO
aToMOpP@OJIOrUYeCcKoe UCCIeA0BaHNE OUONITATa KOMKU
U3 ouara IopaskeHUs B 001aCTU IIPABOTo JIOKTS, B KOTO-
POM oOGHapYy:KeHBI CIeAyIOIe U3MEHEHNA: yMePEeHHBIN
aKaHTO03 C MANMLIOMAaTO30M AePMaJIbHBIX COCOYKOB.
3epHUCTBIN CJIOU HECKOJIBKO YTOJIIIEH. BhIpaskeHHBIN
rurnepkepaTo3 ¢ (popMHPOBAHHEM POTOBBIX IIPOGOK
B yINIyOneHusax snuaepmuca. Ciradas rucTuoanMpOory-
TapHasA UHQWILTPAIIUA BOKPYT COCYA0B COCOYKOBOI'O
cjiod AepMbl. 3aKII0OUeHUe: BbIABI€HHbIE N3MEeHEHUA
XapaKTepHBI JIIA UTJIMCTOro UXTHo3a (puc. 1).

YuuThiBaa TAMKeI0e TedeHue 3aboeBaHUA, 60Ib-
HOMY OBLIO PEKOMEH0BAHO CTAIlMOHAPHOE JeYeHue
B JIETCKOM KOYKHO-BEHEPOJOIMYE€CKOM OT/EJIeHUU
I'KB Ne 14 um. B.T'. Koponenko. KiimHudyeckasa KapTu-
Ha npu noctymiaeHud 20.01.09 r.: maToJornYecKui
mpoIiecc HoCcuI fucTpodUUIeCcKrii xapakTep (puc. 2a).
Ha kosxe 11ek, mof00pogKa, YIITHBIX paKOBUH (pUc. 26)
pacmoyiarajauch 04aru ¢ JOCTATOYHO YeTKUMU I'PaHU-
IIaMH PO30BO-KOPHYHEBOro IBeTa. [lopakeHHad KO-
#a Cc ABJIEHUAMU r'UIlepKepaTo3a, B Ipejie/lax 0uaros

Puc. 1. Tuctororuueckuii npenapat KOXu M3 ouvara NopaxeHus

B 00AACTM NPaBOro AOKTS. YMEPEHHbI aKaHTO3 3MUAEPMHCA, Bbl-
PaXEHHbIA runepKkepaTos, 3epPHUCTbIA CAOW HECKOAbKO YTOALIEH,
NanMAAOMaTo3 A€PMaAbHbIX COCOYKOB, CKYAHblE MMCTMOAMMCDOLIU-
TapHble MH(UABLTPATbI BOKPYT COCYAOB COCOYKOBOTO CAOSI A€PMbl.
Okpacka remMaTokCMAMHOM W 303nHOM. X 100

U30IMPOBaHHbIE (DOJIUKYIAPHbIE KOHUYECKUe MaIy-
abl. Koxa KucTteit, o6j1acTH Iy4ue3anACTHBIX U JIOK-
TEeBBIX CyCTaBOB, IIPEAIJIEYM, CTOI, IrOJI€HOCTOI-
HBIX CyCTaBOB, TOJIEHEH, KOJIEHHBIX CyCTaBOB, HIMK-
Hel TpeTu Oejiep yToJIlleHA, KOPUYHEBATOI'O IIBETA
(puc. 2B). ITanuIAPHBIY PUCYHOK JIAJIOHEHN U IIOJIOIIB
ycuneH. PecHunbl paspe:eHbl. Bojockl Ha rojose
TyCKJIblEe, 06eclIB€YeHbl, HOTTH HE€ U3MEHEHBI. 3yOBl
AUCTPOMUYIHBI.

JarHble 1a60paTOPHO-UHCTPYMEHTAJIBHOTO 06ciIe-
JOBaHMUA:

Knununuyeckuii aHanua kpoBu: HB 127 r/ui,
ap. 4,79 - 102/, Tp. 349 - 10°/1, n. 7,2 - 10%/71, 1. 3%,
c. 38%, 3. 7%, mumd. 53 %; CO3 9 MM/ 4.

BroxyuMudecKni aHaJIM3 KPOBU: XOJIECTEPHUH —
3,9 mmoab/a, obmuil 6esok — 67,7 r/a, TPULIH-
nepuasl — 1,4 MEMosb/i, L-amunaza — 13,6 exn/ i,

anbbymMuH — 44,5 r/a, menouyHasa ¢docdaraza —
132,9 ME/a, ramoko3a — 4,9 MMoiab/J, acnapraT-
amuHoTpaHcdepada — 34,6 en/n, araHMHAMUHO-

TpaHcdepasa — 14,2 ex/n, 6uaupyObuH o6mIUi —
11,9 MKMoJb/a, Mo4YeBUHA — 3,5 MMoOJb/J, Kpea-
TUHUH — 62,0 MKMOJIb/JI, JTUOONPOTEUIBI BHICOKOU
miroTHOoCcTU — 0,1 MMOJIB/JI, TUMIOIIPOTEUABI HU3KOHU
IIOTHOCTU — 2,5 MMOJIb /JI.

KoarynorpamMma: aKTUBUPOBAaHHOE YaCTHUYHOE
TpoMboniacTuHoBoe BpeMsa — 31,1 ¢, TpoMGUHOBOE
BpeMa — 14,0 ¢, nporpoMbuHOoBOe Bpemsa — 18,8 c,
MHO — 1,32%, nporpoM6uH 110 KBuky — 72,8%.

OOl aHaJIM3 MOYH: IIBET CBETJIO-3KEJITHIMN, IIPO-
3pavyHas, OTHOCUTeNbHasa IuloTHocTh 1020, pH 5,0,
6eJIOK — OTCYTCTBYET, IJIIOK03a — OTCYTCTBYET, JIeH-
KOLIUTBI — 1—2 B II0JI€ 3pEHUA, CIIU3b — OTCYTCTBYET,
COJIM — OKCaJsIaThl.

AHanm3 kaja Ha KHUIIeYyHYIo I'pyIIly, Ha IIpocTel-
1Me 1 Sia reJJbMUHTOB — OTPHUILIATEIbHBIM.
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Puc. 2. boAbHOW UrAMCTbIM MXTHMO30M, 10 AeT.

a, 6 — Audppy3Hble HeTKO OyepueHHble o4arM Ha AMue (WeKax), YIHbIX PaKOBMHAX, AAAOHSIX, MPEANAEYLSX; B — BbIChINaHUs B 00-
AACTM KOAEHHBIX CYCTaBOB

OKI': yacTtoTa cepleuyHBbIX COKpamleHuit 65—85 KoHcynpTanmuu crnenuaauctoB. OKyJIMCT: THIEP-
B MUHYTY, PUTM — CHUHyCOBas apuUTMUs, HOPMQJIBHOE MeTpoInus cjaboil cTeneHu. JHAOKPUHOJOL: TUIep-
TIOJIOKEHUE 3JIEKTPUYECKO ocH cepaua. Y3 opraHoB  KOpPTUIU3M? PeKOMEH0BaHO IIPOBECTU HUCCIIEJOBAHUE
GPIOIIHOU MOJIOCTH 6€3 BUAMMOM ITaTOJIOTHUU. conep:kanusa koptusona, AKTT, pennHa, K, Na* B kpo-
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BU. JIOP: pacmmpeHnune cocyoB IEpEeropoaku Hoca. Ty-
royxocTb. HasHaueH nipreMm ackopyTHUHa 110 % Tabnet-
KM 3 pa3a B [IeHb, TYIIIMPOBAHHE COCY/IOB IIEPETOPOJIKU
Hoca 20% pacTBOPOM a30THOKHCJIOTO cepebpa (B moym-
KJIMHUKE I10 MECTY KUTEIbCTBA).

BosbHOM ITosyJalt JedyeHre HeOTUIa30HoM 110 10 Mr
B CyTKHU 4Yepe3 JIeHb B TeueHue 1,5 mec. Hapy:kHasa Te-
panusa: 1% canunuiaoBeI KpeM, 4% KpeM ¢ MO4YeBU-
HOM, 1% MeTHIeHOBBIM CUHUM (BOAHBIN pacTBop). Kypc
neqyeHus Heotura3doHoM B 'KB Nv 14 rim. B.T'. Koposen-
KO CIIOCOOCTBOBAJI 3HAUYUTEIbHOMY OYHUIIIEHUIO KOMKH.
B mae — urosie 2009 r. 6051bHOM aMOyIaTOPHO ITOTyYasl
HEOTHUTa30H o 10 MT' B CyTKU 4epe3 JIeHb U 3CCEHIHA-
Je no 1 karicysne 3 pasa B feHb. Uepes 3 Mec. (B Hoabpe
2009 r.) 6B11 HaYaT CIAEAYIOIIUUA KypC Je4eHUd He-
OTHUra30HOM, HO Ha 4-H JeHb npHueMa Iperapara us-
3a CIJIBHOM T'0JIOBHOM 607U JieueHre GbUIO ITpeKparlie-
HO. BoJIbHON MPOKOHCYJIBTUPOBAH HEBPOIATOJIOI'OM,
OpyU MarHUTHO-PE30HAHCKOM ToMorpaduu IroJJ0BHOTO
MoO3ra BBISIBJIEHbI MHOKECTBEHHBIE KUCTHI.

YuuThIBasg HAINYUE MHOKEeCTBEHHBIX BHy TPHUYepell-
HBIX KHCT U BO3HUKIIIME II060YHBIE IIPOSABJICHUS, IPU-
€M HeOoTHuras3oHa ObLI OTMeHeH. BobHOM 6bUT BEITMCAH
1oy HabJIIoZIeHHE AepMaTosIora 10 MeCTY KUTEIbCTBA.
PexoMmeHa0BaHO: AueTa, 6oratasd BUTAMUHOM A, peTU-
Hoza anetar (3,44%) o 10 kamens (50 000 E[T) 1 pas
B CyTKU B TeueHue 1,5 Mec., acceHruase no 1 karcyse
3 pasa B cyTKkU B TedyeHue 1 mec. Hapy:xHo: 2% canu-
LUI0Bas Masb, TOIUK- 10, TOIUKPEM, BAHHBI C MOPCKOM
COJIBIO, MOJIOYHO-MAC/IAHbIE U XBOMHBIEC BAHHEL.

TaxkuM oOpa3oM, ONIMCAHHBIA KIMHUYECKUH CIIy-
4aii, ckopee BCero, MOKeT ObITb OTHECEH K HEKJIACCHU-
GUIPOBAHHBEIM CHOPAJNYEeCKUM popMaM HXTHO3A.
O611ee cocTossHHE OOBIYHO He CTpaJaeT, HO y Hallle-
ro 10-y1eTHero nmamyeHTa BBISBJIEHA IIOJUIIATOIOIUSA
(roxku, mMoara, ryaa, yiiei), OH ABIAEeTCA UHBAJIUIOM

¥ JOJIKEH HaXOOUTBHCH II0JT AUCTAaHCEPHBIM HabII0/1e-
HUEM y COeIUaJIMCTOB — IleiaTpa, HEBpoJora, AepMa-
TOJIOTa, OKYJIMCTA, OTOJIapPHUHIOJIOTA.

HNxTrno3udopMHBIE T€HOAEPMATO3bI, OTJINYAACH
3HAYUTEJILHBIM MHOT'000pa3ueM KIMHIYEeCKUX GopM,
npeAcTaBIAT cob60M HeMasible AUArHOCTUYECKHE
TpyAHOCTHU. [Ipu poKAEHNN KOKa MOIKET OBITH 6e3
BBICBIIIAHUN, HO BCKOPE Ha KOHEYHOCTAX, TYyJIOBUILE
HOABJIAIOTCA IIEPOXOBATHIE, HECKOJIBKO YIIJIOTHEH-
HbIE 04Yaru KpacHOBATOIO IIBeTa C HEYETKUMU I'PAaHU-
namu [1]. B ganpHelneM Ha HUX BO3HUKAIOT UTJIOO-
6pasHble TUIIEpKepaTOTUYeCKUe HaciaoeHuda. Cymie-
CTBEHHOE 3HAUYE€HMUE HMMeeT NaTOTHUCTOJIOTHYECKOe
HuccIeloOBaHUE.
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