Bonbuoit ®. HekpoTuyecku-s3BEHHOE M TeMOpPPArHyeCKH-0yIi-
Je3HOe TOpaKeHUE. a — KOXKU TolieHeH u Oenep, 6 — odaru He-
KpO3a, KPOBSHHCThIE KOPKH U TFeMOpparudyeckue Iy3bIpU Ha KOoKe
nepeHel MoBepXHOCTH roOJIeHE!.

aHajau3 MOYM O€3 MMaTOJOTHUU: COJIOMEHHO-KEITas!, CIa00OKHUCIIast, OT-
HOCHTeNbHAs IOTHOCTH 1019, Oenka u caxapa Her.

Jloxkanvnoui cmamyc. Ha koke o0eHMX TOJNEHEH MO BCel HX
OKPY)KHOCTH, Ha IepeaHel n OOKOBBIX IMOBEPXHOCTIX Oelep MHO-
TOUHCIICHHBIC SI3BBI C HEKPO30M M KPOBSIHUCTBIMH KOPKAMH, HKTHU-
MBI, My3bIPH C TeMOPParH4ecKUM COACPKMMbIM. BOKpYr cBEXHX
JJIEMEHTOB BOCHAJICHUE, IIPH 3a)KUBJICHUH — PyOIbI M MUIMEHTa-
nus. [laxoBble TuMQaTHYecKue y37Ibl YBEIHYCHBI, 0e3007I¢3HEHHBI
(cM. pUCYHOK, a, 6).

Tpu oGciie0BaHUM BBIACHWIIM, YTO HOpaykeHHe (OONBHOW cam
B 9TOM IIPU3HAJICS) BBI3BAHO COOCTBEHHBIMH MAHUITYJISIUSIMH OOJIb-
HOTO, KOTOPBIH BBOAMII ce0e 1o KOXKy HIDKHHX KOHEYHOCTeH (Ha
3aKpBITHIX OpIOKaMHK y4acTKax Tenal) "HapKoTHYeCKyro cMech': pac-
TBOp OyTopdanona taprpara (Butorphanol tartrate; MmexayHapogHoe
HazBaHue Butorphanol) ¢ no0aBieHHEM H3MENTBYCHHBIX TaOICTOK
numenpona. boibHOM He KOHTpOJIMpoBall cedsi, XOTsS U BUICI ypO-
JYIOIIFe TMOCIIEICTBUSI MAaHUIYJSIUHA. J{Bask1pl oOpamiaics B MONH-
KJIMHUKY K I€pMaTojIory uis Jtedenus "muonepmun”. MckyccTBeHHO
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BBI3BAHHOE TTOPAYKEHHE KOXKHM MOYKHO CUMTATh CBOCOOpa3HOH maTo-
MHMHEH. B 9acTHOCTH, OHO HAaIlOMHHAET HEKPOTHUCCKH-SI3BEHHBIN
Tun aHruuta (cp. [4]).

Byropdanona taprpar [2, 3] — CHIBHBINA ONMHOMTHEIH aHAJIbIe-
THUK JUISl TAPEHTEPATBHOTO BBECHNUS, CHHTETHUECKHI TOMOJIOT MOp-
¢una. [lo cpaBHeHMIO ¢ MOP(UHOM OKa3bIBaeT aHAJIBIE3UPYIOIIEe
neiicTBUe B MEHBIIHX J03aX. O0nagaer Oosree HU3KUM HAPKOTCHHBIM
MIOTCHIIAJIOM M BbI3bIBACT CeIAaTUBHBIN 3B eKT. JIekapCcTBEHHOE B3a-
UMOJICHCTBUE: YCHIMBAeT (B3aMMHO) JIEHCTBHE aHTHUTHCTaMHHHBIX
mpenaparos (Hanpumep, AuMmenonal), staHona. Gopma BbITyCKa —
pactBOop 2 Mr/mi B ammynax 1o 1 mi. He3akoHHOCTh MpUMEHEHUs
OyTopaHoIa B MEIUIIMHCKON MPAKTHKE BCTYMHIA B CHIy B Poccun
¢ 11.09.10. Tem He menee B MHTEpHETE MOXKHO BCTPETUTH peKIIa-
My aTOro npemnapara. Jlo HeaBHeTo BpeMeHH OyTopdanona TapTpar
0,2% 1 Mu1 (IUIPHI-TFOOMK) BXOANI B aBTOMOOMIIBHYIO alITeUKy, U 10
CHIX TIOp OH YHCIIHTCSI B COCTaBE HEKOTOPBIX MEIUIMHCKUX aNTedeK
(7151 MEXXIYTOPOAHBIX aBTOOYCOB, TOPHBIX IMOXOI0B U T. [1.).

[MpoBeneno neuenue: nedTPUAKCOH, CYNPAacTHH, OpoMHUI Ha-
Tpus. YP-00myueHne B clab03pUTEMHBIX 103aX; Ma3b " mokcu3oH".
Beimmucan ¢ ymyunienuem. I1o BeIUcke pekoMeH0BaHA KOHCYIIbTa-
IHsT HApKOJIOTa.

OnucaHHoe HAOJTFOICHUE MOXKET MPE/ICTABIISITh HHTE-
pec sl IepMaTOIOTOB B IJIAHE TUATHOCTUKH: MAIlUEHT
CKpBIBaJl HAJIMYKME Y HEr0 HapKo3aBUCUMOCTH. JlaHHOE
COOOIIIEHUE JIOKHO TAaK)KE HAIIOMHUTH BpadaMm O TOM,
YTO HEKOTOPBIC OOBIYHBIE ITPeTTaparhl (aHAIbIeTHKH, aH-
TUTHCTaMHUHHBIE CPEACTBA) B PyKaxX OINPEIEICHHBIX JIUI]
MPHOOPETAIOT IBOMHOE Ha3HAYCHHE.
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Jleyeruss Heomuca3oOHom, HapyiHcHo —pemuHoudaMu.

KnroueBbie cmoBa: gomukyiapusiil Ouckepamos Japve, KIuHULECKA KAPMUHA, SMUOTO2USA, edeHue

DARIER’S FOLLICULAR DYSKERATOSIS IN A CHILD
O.V.Degtyarev, V.V.Dumchenko, A.A.Shashkova, E.R.Alieva

Dariers follicular dyskeratosis in a 10-year-old girl with involvement of the hairy part of the head, face,
trunk, hands, and nails is described. Therapy with neotigasone and local retinoids was effective.

Key words: Dariers follicular dyskeratosis, clinical picture, etiology, therapy
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QonnukyasipHBIA BereTupyroumid guckeparos (dys-
keratosis follicularis vegetans) niam Gone3np lapbe—
VYaiiTa — OTHOCHTEIBHO PEIKOE HACIEICTBEHHOE 3a-
OomeBaHMe, XapaKTepusylolieecs MaTOIOTHIECKUM
OpOTOBEHHEM C 00pa30BaHWEM JIByX THIIOB JHCKEPATO-
TUYECKUX KIETOK (KPYIIIBIX TEN ¥ 3epeH) B COUCTAHUHU C
AKaHTOJIN30M, BBICHITIAHHEM POTOBBIX, OOJBIIEH YacThIO
(OTUKYISPHBIX, MAMyJIe3HbIX JIEMEHTOB, pacroara-
IOLUXCS NPEMMYIIECTBEHHO Ha TaK Ha3bIBa€MBIX ce-
Oopeitabix Mectax. Onucano V. Darier (1889) u White
(1889) (mut. mo [2]). Hacrmemyercst ayToCOMHO-OMU-
HaHTHO. O0a 1oIa mopakaroTcs OJJMHAKOBO YacTo. Bos-
MOXHA JIOKaJIu3alus TMaTojJorudeckoro reHa [/2¢g23—
q24.1, mpu MyTalMu KOTOPOTO BO3HWKAET HapyIIeHHE
(YHKIIMH KaJIbIMEBBIX HACOCOB W MEXaHHM3Ma KIIETOU-
HOU aare3mu [2]. B ocHOBe MaToIoruyecKoro mporec-
ca mpu Oone3nu Jlapbe nexar HapylIeHUS! CHHTE3a U
(dbopMHpOBaHMs ammapara MEXKICTOYHOTO COEIHHE-
HUSl — TOHO(PHUIAMEHTOB 1 AecMocoM [3]. He uckiroue-
Ha pOJIb THITIOBUTAMHHO32 A, HapyIIeHUsT MeTaboIu3Ma
HEHACHITIIEHHBIX JKUPHBIX KUCIIOT, COOTHOIICHHS MEXKTY
aKTUBaTOpaMU W HMHTHOWTOpAMH MpOTea3, W3MEHEHUs
WX aKTUBHOCTH MJIHM JOoKaju3anuu. OOHapyKeHbl CHH-
YKEHHE COo/Iep)KaHus IMHKA B SIHIEpMHUCE, SKCIIPecCHs B
cymnpabasanbHbIX KieTkax C3d-penentopos [1].

3aboneBaHne OOBIMHO Pa3BUBACTCS B ICTCKOM HIIM MO~
POCTKOBOM BO3pacTe. XapaKTepHu3yeTcsi BHICHIITAHUEM Ha
JIAILIE, BOJIOCUCTOM YaCTH TOJIOBBI, 32 YITHBIMU PAKOBUHAMH,
B 00JTaCTH TPYJIMHBI X MEKY JIOTIATKAMH, B CKJIaIKaX, HHO-
I71a TI0 BCEMY KOXKHOMY TTOKPOBY MHOXKECTBEHHBIX H30JIH-
POBaHHBIX (DOJUTUKYIISIPHBIX THIIEPKEPATOTHYCCKHX TaITyJl,
BHayaJle 11BeTa HOPMAJILHOM KOXKH, 3aTeM CEepOBaTO-KOPHY-
HEBOTO, TIOKPHITHIX MEJIKUMH KOPOUKAMH W CITHBAFOLIMXCS

POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONE3HEN

B BEPPYKO3HBIC, BETCTUPYIOIINE OYard, B CKIAKax — C
MOKHyTUEeM. Ha Thlie KucTeil u cTom namyne3Hble AIeMEH-
TBI CXOZTHBI ¢ OOPOJaBKaMH 1 BBICHITIAHUSIMH, HAOIOAr0-
IMHECS TIPU Beppy1rdopMHOM akpokeparose lomda.

B penxux ciaydasx ChIIIb MOXKET JIOKAJTH30BaThCS HA
JAJOHSX W TOAOIIBAX B BHUJIE CIA0OBBIPAKEHHOTO TU(-
(hy3HOTO MJIM TOUEYHOTO THIIEPKeparo3a, MpPepbIBUCTO-
CTU NanWJUISIPHBIX JIMHUI. He ucKitoueHbl BE3UKYIe3-
HO-Oysute3Hast (hopma, THHEWHBIC WK 30CTePUPOPMHBIC
JIOKAJTU30BaHHBIC TPOSBICHUS, a TaKke OOoponaBdaTas
JTUCKepaToMa.

YacTo BBISBISIIOT NOPAXEHUsI HOI'TEH: MOAHOITEBOU
TUTIEPKEPaTO3, TUCTPOPUUECKHE W3MEHEHUS, Yepemy-
formuecs Oesble 1 KPacCHOBAaTO-KOPUIHEBATHIC TTPOJIOITh-
HBIC TIOJIOCHI, V-00pa3Hble TPEIIUHBI, PACCIOCHUS HOT-
TEBBIX IJIACTHH.

Bo3MOXHBI TOpaKEHHUE CIM3UCTBIX 000I0YEK MTOTIOCTH
PpTa, IOTKH, MUILEBO/IA, TOPTAHU, IPSIMOU KUIIIKHU, BIIaraiu-
1I1a; TTATOJIOTHSI POTOBUIIBL; KHCTO3HBIC N3MEHEHUSI KOCTEH.

Jlnarno3 cTaBsAT HAa OCHOBAaHWUHM HAJIWYHS POTOBBIX
Tarys XapaKTepHoOH ceOopelHO# JoKaIM3aui U TaH-
HBIX THCTOJIOTMYECKOTO NCCIIEIOBAHMS.

IIporHO3 1711 BBI3ZIOPOBIICHUS HEOIATOTPUSATHEIH.
Bo3MoxxHO MHGUIIMPOBAHKUE, WHOTAA C PAa3BUTHUEM Ba-
puonuhopMHBIX chiniell. 3aboneBanne 000CTpsETCS MOA
nerctBueM YO-nmyueld, NpUMEHEHUs NperaparoB JIUTHUS,
BBICOKHUX J103 PETUHOUIOB [2].

B cBs3u ¢ Tem uTo 3a00NeBaHe BCTPEUALTCS PEIKO,
a B AcTpaxaHCKOH 00JaCTH TMarHOCTHPOBAHO BIIEPBEIC
y peOcHKa, IPUBOANM HaIlle HAOIIOICHHE.

Bonsuas P, 10 ner, oOparunack 3a KOHCYIBTaTUBHON TTOMO-
IIBIO B CBSI3M C )kano0aMu Ha PacIpOCTPAHEHHBIC KOXKHBIC BBICHI-
nmanud. [lepBrie adropecneHInn NOSBIINCE 7 Mec Hazan. PebeHok

Puc. 1. bonpsnuas P. bonesns [lapre. Knnauueckast kKapTuHa 10 JCYCHUS.
a — BBICBINTIAHUS HA KOXKE TPYIN, 6 — Ha KOXKe JAna; 6 — MOPaKCHUE NU3MCHCHUEC HOT'TEH.

Puc. 2. Ta xe OonbHas. ['ucronoruue-
ckas kapTuHa. YB. 100.

a — DNUAEPMHC C OYArOBBIM I'MIEPKEpaTo-
30M M Handa3ajdbHBIM Iy3bIPEM, 3arOJTHEH-
HBIM aKaHTOJIMYECKUMHU KJIETKAMH; B JepMe
YMEPEHHO  BBIP@KCHHAs  MHQUIBTPAIHS;
0 — SIUAEPMHC C AKAHTO30M, TUIEPKePaTo-
30M; BHJIHBI pOroBasi NpoOKa, Haa0a3anbHbIi
My3bIph C AKAHTONUTHYECKHUMH KICTKAMH;
KpYIJIbIE T€la B POrOBOM CJIOE; B IEPME JIUM-
(orucTHOHUTAPHBIC HHPUIBTPATHI.

Csenenus 06 aBTOpax:

Jleemapes O. B. — n-p Meql. HayK, AONUEHT; /[ymuenxo B. B. — xaun. Men. Hayk; [llawxoea A. A. — Bpad-IepMaToBEHEPOJIOT, 3aB. aMOya-
TopHBIM oTaeneHneM Ne5; Anuesa O. P. — Bpau-nepmaroserepodor (shashkova.aa@mail.ru).
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U3 00JIaCTHOIO IIEHTpa MPUCIAH Ha KOHCYNIBTAIMIO C JHa-
THO30M HEYTOYHEHHOTO IEpMaTHTa, IPOKOHCYIBTHPOBAH
JIepMaToIoroM  00JAaCTHOTO — KOJKHO-BEHEPOJIOIMYECKOro
mucnancepa (OKBJI), rie nocrasien auarno3 cebopeiHoro
JepMaTHTa U PEKOMEHJ0BAHO HApY>KHOE TPOTHBOBOCHAIIH-
TenbHOE JiedeHne. Ha mMoBTOpHBIN preM He sIBUIACh.

B mapre 2008 . BHOBH 00paTmiiach 3a IOMOIIBIO C XKa-
HOGaMI/I Ha COXpaHSAKMIMECA BBICBIIIAHWA B TCUCHUE roJa.
Pebenok rocmuranmsupoBan B aerckoe oraenenune OKB/I.
IIpn mocTynaeHuM BBICHITAHUS JTOKAIW30BANUCh Ha KOXKE
TPY/JH, CIIMHBI, Ha JInIe (B JIOOHOH 00JIaCTH C IIEPEX00M Ha
BHCOYHBIE 00JIACTH U 3a yIIHBIE pakoBUHBI). [IpemocraBie-
HBI (OJUTUKYISIPHBIMU TUIIEPKEPAaTOTHYECKUMH TaIyIaMH
PO30BO-KPacHOTO IIBETA, TIOKPHITHIMU MEIKUMH KOPOYKAMH
U CIIMBAIOIIMMUCS MEXIYy cOOOW B OYard, KOTOpbIE 3aXBa-
TBHIBAIOT OOJBITYI0 TOBEPXHOCTH KoxkH. Ha atom ¢hone Bua-
HBI MUKPOBE3HUKYJIIBI C MyTHBIM COAEPKHUMBIM, KO€-T/Ie BCKPHIBIIHCH,
OHH 00pa30BaId MHKPOIPO3HUH.

OTMmedeHO W3MEHEHHWE HOTTEeH: BHIHBI IPOJOIBHBIE W
V-o0pasubie Genoro ipera monockl. CBOOOAHBIN Kpail pacciioeH.
B nonoctu pra u3menenuit vet (puc. 1, a—s).

Ilpu o0GcneoBaHNK BBISBICHA COIMYTCTBYIOLIAS MATOJOTHSA —
runepTpodust HeOHBIX MUHIAIHMH, aCTCHOHEBPOTHUYECKUIT CHHIPOM,
XPOHUUECKUH TacTpOLyOJI€HUT, BTOPUYHBIN CIOHTaHHBI UMMYHO-
JIeUIHT 0 CMeaHHOMY THITY, CyOKOMITEHCHPOBaHHBIH.

OOuIeKTMHNYECKHE U OMOXMMUYECKUE aHATH3bI KPOBH O€3 maro-
Joruy. BEIMONHEHB! 1B JUAarHOCTUYECKHE OHOTICHU C KOXKH TPYIIH.
Pe3ynbraThl THCTONOTMYECKOTO HCCIENOBAHMS MEPBOTO OMONTATA:
SMUAEPMHC C OYaroBBIM THIEPKEPaTO30M M HAAOA3aNbHBIM ITy3bI-
peM, 3alloNHEHHBIM aKaHTOJIMTUYECKHMH KIETKAaMHU; B JepMe yMe-
pEeHHO BhIpakeHHast MHUIBTpanus. [Ipu mccnenoBaHUM BTOPOTO
OuonTara HaOIIOANM DMUACPMUC C AKAHTO30M, T'HMIIEPKEPATO30M;
BHJIHBI pOroBasi MpoOKa, HaI0A3aIBHEINA ITy3bIph C AKAHTOJUTHYE-
CKHMMH KJIETKaMH; KpyIJIble Tella B POrOBOM CJI0€; B JiepMe Jumdoru-
cTHOLMTApHbIe HHOMIBTPATH (PHUC. 2, a, 0).

Ha ocHOBaHMM NaHHBIX KIMHHYECKON KapTHHBI, TUCTOIOTHYE-
CKOT'O MCCJIEI0BaHHs IIOCTABIICH JUarHo3 oonesnu Jlapse.

B cranmonape peGeHKy Ha3HAUMIN CICAYIONIYIO TEPAINIO: HEO-
TuraszoH 10 Mr B cyTKU B TeUeHHUE 8 HeA C AajbHElIel noaaepxusa-
roweit nosuposkoit 10 mr 1 pa3 B mecan. HapyxHo nonydana agsas-
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Puc. 3. Ta :xe GonbHas [TOCJIE JICYEHMUS.

a — KOXa rpynu; 6 — KOXa JIIa.

TaH, paJieBUT, PyKOPLIUH, SPUTPOMUIIMHOBYIO Ma3b, IIMHKOBYIO Ma3b.
[Momy4ena monoxutenbHast AuHaMuKa. IIporiecc Ha KoXKe yiTydIi-
csl, BOCIIAJIUTEIIbHBIC SBJICHUS CTUXJIM, HA KOXKE 3aCTOMHas spuTeMa

(puc. 3, a, 6).

Hammu nabmroneHuss CBHIETEIBCTBYIOT O TOM, UTO
YCTaHOBJICHUE JMarHo3a (YOJUIMKYJISIPHOTO JHUCKEPATO-
3a Jlappe y peOeHKa MOXET BbI3bIBAaTh ONPECACICHHBIC
TPYAHOCTH. [ MCTOIIOrMYECKOE UCCIIENOBAHUE SIBIISETCA
HEOOXOAMMBIM ]ISl TOJITBEPIKACHUS JUATHO3A.
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Poab Tosn-nmogoonbix peunentopos (TLR),
AKTHBATOPOB BPOK/I€HHOI0 HUMMYHHUTETA
B IaTOreHe3e pPsi/ia IepMaTo30B

E.C. Cnapckasn

Kadenpa koxHbIX ¥ BeHepuueckux Ooje3Hel (3aB. — npod. B.A. Momoukos) OIITIOB
I'bBOY BIIO Ilepserit MI'MY um. .M. CeuenoBa Munzapasconpassutust Poccuun

Ilpeocmasnen 0630p o Qynxyuax Tonr-noooonvix peyenmopos (TLR) 6 koowce, ux ponu 6 axmueusayuu
BDOJICOCHHO20 UMMYHUMEMd Npu psioe XPOHUUECKUX 0epMamo308, 8 PA36UMUL UL OCLONCHEHUU KOMOPbIX
ueparom poib pasiuunblie NamozeHsvl (bakxmepuu, upycul, 2puodsl).

KnrmoueBboie cinoBa: epodcoennsiti ummynumen, Tonn-nooobusie peyenmopwi (Toll-like receptors — TLR),
rxomnaexc TLR-2 regul, neuenue cebopetinoco depmamuma, amonuiecko2o 0epmamu-

ma, akie
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