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JNOPEPEHIUAJIBHASA TUATHOCTHUKA
BOPOJABYATOI'O AKPOKEPATO3A I'OIIDA

C TMIIEPTPO®UYECKON ®OPMOI KPACHOI'O
IHJIOCKOI'O JIMIIAA

I'BY3 MO MockoBckuii 00J1aCTHOM Hay4HO-HCCIIEIOBATEIbCKUN KIMHUYECKUHA WHCTUTYT
uM. M.®. Bnagumupckoro, 129110, r. Mocksa, Poccus

Cmamuws nocssiuyena oupgepenyuanvHoll ouaznocmuke bopodaguamoeo akpokepamosa Ionga (BAI) u eunep-
mpocghuueckoii hopmvl kKpacroeo niockozo auwias (KI1LI). BAI'— ouers peokutl cunepkepamomuyeckuii 2eHooep-
Mamos, Kax npasuio, Hacaeoyemblil o aymoCOMHO-OOMUHAHNHOMY MUny. B céa3u ¢ BbIpacICeHHbIM KIUHUYECKUM
CXOOCMBOM SMUX 08X 0EPMAMO308 peularuyee sHaueHue st 6ePHOU OUACHOCMUKU UMeem NPoBedeHUe 2UCMO-
JI02UYECKO20 UCCTIe008AHUS 04a2a NOPAdCEeHUs ¢ 8blsgleHuem xapakmepHozo o BAI ynuxanenozeo eucmono-
2UUECKO20 NPUHAKA — NANUIOMAMO3A 8 8UOe «YEPKOGHLIX wnuneiy. B cmamve npuseoenvl 06a KIUHUYECKUX
cnyuasi BAI, ouaznocmuposantblx 3a nOCIeOHULL 200 8 OMOeLeHUU 0epMamo8eHepoIocU 1 OepMAMOOHKONOSUU
T'BY3 MO MOHUKH um. M.®@.Bradumupckoeo. Ioxazana s¢pghexkmuerocmo 6 neuenuu BAI” ayumpemuna.

KnioueBsie cioBa:seppyyugopmnsiii akpokepamos longa, cunepmpoduyueckuii KpacHvlii NIOCKUU Uail;
ayumpemu.
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The article is devoted to the differential diagnosis of hypertrophic form of lichen planus (CPL) with acro-
keratosis verruciformis of Hopf (AVH). It is very rare hyperkeratotic genodermatosis usually inherited in an
autosomal dominant manner. Due to the marked clinical similarity of these two dermatoses crucial for the
correct diagnosis is histological study of the lesion with the identification of histological feature unique for
AVH — papillomatosis as a “church steeples”. Two clinical cases diagnosed last year in the department of
dermatology and dermatooncology in Moscow regional research and clinical institute are described in the
article. The effectiveness of the treatment AVH with acitretin was described.
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Crarbsi nocBsineHa npobieMe audhepeHIranbHON THarHo-
ctrke Oopomayatoro akpokeparosa [omnga (BAT) ¢ runeprpodu-
4yeckoil popmoit kpacHoro mockoro smimast (KITJT). BAT — oueHb
PeIKoi THnepKepaToTHIeCcKuii TeHonepmaros, onrcad G. Hopf B
1931 r. [1]. U xotst 310 3200s1€BaHUE, HACTIEYEMOE 110 2y TOCOMHO-
JIOMAHAHTHOMY THITY, JUICIIBHOE C JIUCKeparo3oM Jlapbe, BhI3bIBa-

ercst mytarei reHa ATP2A2, xomupytomero SERCA?2 kambime-
BYIO TTOMITY [2], BO3MOXKHBI U criopanuaeckne ciydan bATL [2-4].

J. Dhitoavat u coasrt. [S] onucanu mytauuto P602L B ATP-
csizanHOM omene ATP2A2 npu knaccuueckoM BAT, a D. Berk
U COaBT. [6] — n3meHenus: A698V konona B ATP2A2 npu criopa-
nnaeckom BAT.
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Puc. 1. bonsuo#t X., 56 ner. bopomaBuarsiii
akpokeparo3 Tomnda.

a — MHOKECTBEHHBIE KYIO0JIOOOPa3HbIC U MOJUTOHAIb-
HBIC MANyJbl Ha ThUJIE KUCTH; 6 — HAIylasl B 001acTu
mjie4a; 6 — TUCTOJIOTHYECKas KapTHUHA: PE3KO BbIpa-
JKEHHBI TUIepKepaTo3, THIEpPrpaHyie3, aKaHTO3,
OYaroBbli  HANmWIJIOMaTo3 B BHUJE  IUEPKOBHBIX
mmuiei». [loanexammas pepMa ¢ mpoaudeparueit
KanuJuIsIpoOB.

Okpacka reMaTOKCHIIMHOM U 303UHOM. YB. 40.

Otnonorust BAI' HescHa. OH mopakaeT MPEUMYIIECTBEH-
HO JIMI[ MYXCKOTO moja (cooTHoleHue 5:1,5), gamie aereit 10
10 ner. Ovaru nmopaxeHuss OOBIYHO MPHCYTCTBYIOT C POXKICHHUS
U COXPAHSIIOTCSI Ha MPOTSHKEHUU BCEH MKHM3HHU, PACIIpOCTPAHSISICH
TOCJIe JUTUTEBHON HHCosuu [7].

Knuanueckn BAIT  xapakrepusyeTcs MHOXKECTBEHHBIMHU
IUIOTHBIMA CHMMETPUYHO PACIHONIOKEHHBIMH OECCHMIITOMHBI-
MH YIDIOUIEHHBIMU mamynamu auamerpom 0,2-0,7 cM mBera
OKpY’Karolel KOXXH MM KPaCHO-KOPUYHEBOTO IIBETa C IVIAAKOH
Wiy, yaie, 00poJaB4aToil MoBepXHOCTHIO. V3mto0neHHas joka-
JM3aIHsl — ThUT KUCTEH W CTON (MHOTIA C 3aXBAaTOM JIaJIOHEH U
MOJIONIB), @ TaKXkKe pa3rudarenbHas MOBEPXHOCTh MPEAILICUUi
n roneHeil. M3onupoBaHHBIE OYarW MOTYT OBITh Ha KOJICHSX,
JIOIBDKKAX, MPEAIUICYbsX, TYJOBHIIE, peke — Ha JIOy, BOJIOCH-
CTOM YacTW TOJIOBBI, CTUOAX MPEAIUICUU, CIU3UCTON 000I0UKe
pTa, noyoBbIX opranax [4, 7]. OTMe4YeHO yHUIIaTepalIbHOE PacIio-
JIOKEHHE JiepMaro3a Baosib TuHUN bramko [8], a Takke ciyuan
BAT 6e3 nopaskeHust ThiIa KUCTEH u cTot [9].

Tuneprpoduyeckas (bopomasuaras, lichen planus verrucosus)
dopma KIIJT — penkas atunmunas Gopma KITJI, onucannas E.
Geber B 1894 1. OHa yamie pasBuBaeTcs Ha (OHE HapyIICHHS
neprdepruuecKoro KpOBOOOPAIIEHHUS TP BAPUKOZHOM PACIIIHPE-
HUM BeH, TpoMOodiedute, TuMPOCTaze U KIMHUYECKU XapaKTe-
pH3yeTcs pe3ko WH(PMIBTPUPOBAHHBIMHE TAITyJIaMH ¥ OJISAIIKaMH
(MONIETOBOTO MM KPacHOBATO-KOPHYHEBOTO IIBETA, OBAJIHHOU U
HENpaBWILHOW (OPMBI, C HO3/IPEBATON T'HIIEPKEPATOTHUYCCKOM
MOBEPXHOCThIO M HM3BECTKOOOpa3HbIM mienymenuem [10, 11].
Ouaru pacnosnararoTrcsi B 00J1aCTH KOHEYHOCTEH, TYJIOBHIIA, HHO-
I7la UMEIOT JMCCEMUHUPOBAHHBIA XapaKTep U PErpecCHpyIoT ¢
oOpazoBaHueM pyOua W rUmonurMeHTanud. [Ipu aauTenb-HOM
CYIIECTBOBaHHU BO3MOYKHa TpaHC(HOPMALUs B IIIOCKOKIETOU-
HBIH pak koxu [12, 13].

Tuneprpoduueckuii KITJT cnenyer omim4aTh OT MEPBUYHOTO
aMHJIOUHOTO JIWXeHa, 00pOoaaB4aToOro TyOepKyJie3a KOxKH, XpOMO-
MHKO3a, Y3J0Baroi mnovecyxu [aiijga, OGopomaBuartoil (opmbl
OIpaHWYEHHOTO HefpoIepMuTa, ICOpUasa, IMXEHOUIHON pa3Ho-
BUIHOCTH PEaKIMX TPAHCILIAHTAT MIPOTUB XO35IMHA, KepaToaKaH-
TOMBI, XPOHHYIECKOTO JINXEHOUHOTO KepaTo3a, 0one3nn boysHa,

runepTpoduuecKoil GopMbI KPacHOH BOTYaHKH, EPKETOUTHOTO
peTHKy/e3a, THTAaHTCKUX pa3pacTaHnii 00BEHOMIHOTO Maryesa,
KEpaTOTHYECKOTO BapHaHTa CKiiepoarpoduueckoro juxeHa [14],
BAT [15].

Crouib BeIpaXKEHHOE KIMHHMYECKoe cXoncTBo BAI ¢ rumep-
tpodudaeckum KIIJI TpeOyeT THCTOIOTHYECKOrO MCCICAOBAHUS
oyara IopakeHus, IPH KOTOPOil BBISBISIOT THIIEPKEPATO3 B BULIC
MacCHBHOTO IJIaCTa POroBOI0 BEIIECTBA, AKAHTO3, TPaHyIIe3, Ma-
MIMJUIOMATO3 B BUJIE «IIEPKOBHBIX IIMUIEI», 00pa3oBaHue Cympa-
0a3aibHBIX IIENel; MHOIA JUCKepaTo3 M aKaHTOIM3 (Kak MpH
Gonesnu Jlapbe), nepuBacKyisipHble HHPHIBTPATH U3 THCTHOLU-
TOB U JIMM(OIUTOB COCOUYKOBOTO CJIOSI AepMBI [ 16].

T'ucronoruuecku runeprpoduueckas Gopma KITJT xapakre-
pH3yeTCs THIEPKEePaTo30M ¢ MACCUBHBIMHU POTOBBIMH ITPOOKAMH,
TUIIEPrpaHylie30M, 3HAUUTEIbHBIM aKaHTO30M, MAIIMIIOMAaTo30M,
a Taxke IUhy3HBIM 10JTOCOBUIHBIM JEPMAIbHBIM HH(QUIBTPa-
TOM U3 JTUM(POUIHBIX KIETOK, KOTOPbIE, IPOHUKAS B AIUICPMHUC,
Kak OBl «pa3MbIBAIOT» HUKHIOIO IPaHUILY dIHICPMHUCA.

B neuennn BAK, kak u runeprpoduueckoro KITJT, addexrrBen
apOMAaTUYCCKUI PETUHOM] — alUTpeTrH (Heoturaszon) [17, 18].

[TpuBoauM nBa HaOMOnaeMbIX Hamu cirydasi BAT.

Haénwoenue 1.

Boarnoit X., 56 jiet, nocTynui B OTJEJICHUE AEPMATOBEHEPOIIO-
run u fepmaroonkoiorun 'bY3 MO MOHUKMU c sxanobamu Ha 3ynsmpe
BBICBHITIAHMS Ha ThIJIE KUCTEH, IIPaBOM IUIeue U npesruiedse. Cunraer cedst
OOJILHBIM OKOJIO 9 Mec, KOIJa BIIEpBbIE OTMETHII MOSBICHHE 3yISLINX
KPAaCHBIX ISTEH Ha ThUJIC JICBOI KUCTH M IPaBoM Iuiede. [locTeneHHo BbI-
CBINAHUS CTAJIM BO3BBIILIATHCS HAJl ypOBHEM Koxku. Yepes 4 Mec oOpaTuiics
K ZIEPMATOoJIOTy IO MECTY JKHTEJIBCTBA, KOTOPBIM IATOJIOMMYECKUH poriece
6bL1 pacueneH kak KI1JI, Ha3HaueHbI anmInKauy Ma3ei ¢ KOPTHKOCTEPO-
UJIaMH U BHYTPUMBIIICYHbIC HHBEKIUN TIIOKOHaTa Kanbiys (10 MHbeK-
1LUi), YTO NPHUBEJIO K YMEHBILICHHUIO 3yl U TOOIEIHEHNIO IEMEHTOB, HO
OHH HE CTaJIH ILIOLIE.

[1pu mocTyneHnu Ha Thile KUCTEH (0COOSHHO B ITPOEKIINH 3aIICTHO-
ISICTHBIX CyCTABOB) M Ha IPABOM IlIeUe IUIOTHBIE KYIOJI000pa3Hble, BO3-
BBIIIAIOIIMECS HaJl MOBEPXHOCTBIO 370POBOH KOXKH Ha 3—4 MM IOJIUIrO-
HaJbHbIe Tammyibl auamerpoM 0,5-1 cM KpacHO-(uoIeToBoro msera ¢
YETKUMH I'PAHUIIAMU U TMIIEPKEPATOTHUECKON MOBEPXHOCTBIO CO Cl1abo-
BBIPa)KEHHBIM MYKOBH/IHBIM LienyIenuem (puc. 1, @). B obnactu npasoro
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3 Tonda.
a — OJSIIKY HA ThUIE KUCTEH U JIEBOM MPEAIUICYbE; O — TUCTONIOTHYECKAs KaPTHHA:SMHUIEPMUC — BBIPAXKEHHBIN OPTOTHIIEPKEPATO3, THIIEPIrpaHyIIes,
TIarmrJIJIOMaTo3 (MeCTaMI/I B BUJIC «IIEPKOBHBIX mnnneﬁ»), AKaHTO3; A€pMa — aHI'MOMAaTO3 B BEPXHUX OTACIIaX.

OKpacka TeMaTOKCHIMHOM | 503HHOM. ¥YB. 40.

IIeya — J{Be PO30BBIE MAITylIbl pasMepoM 1 X 0,5 cM, ¢ THIIepKepaToTHIe-
CKOW MOBEPXHOCTBIO M CIa0OBBIPAKEHHBIM MYKOBHIHBIM IIEITYLICHUEM,
BO3BBIIIAIOIINECS HAJT TOBEPXHOCTHIO KOXKHU Ha 1-2 MM (puc. 1, 6).

IIpu maboparopHOoM 0oOclemoBaHHU: aHTHTENa Ha cupmmc, HBS-
antured 1 BUY He oOHapyxeHbl. OO1uit aHanm3 KpOBU, MOYH, KOAryJI0-
rpaMma, peBMorpoOb! 0e3 naroaoruu. buoXMMHUYecKuil aHaIu3 KpoBH:
XOJIECTEPHH 00IIHii 6,7 MMOJIB/II, B OCTAIILHOM 0€3 ITaTOJIOTHH.

V3MU OprortHoit mosoctu: quddy3Hble H3MEHEHHS TTO/PKENYTI0YHON
HKEJIE3Bl.

[Ipu rECTONOTMYECKOM HMCCIICIOBAHUHM KOXKH BBISIBJICHBI: PE3KO BBI-
paXKEeHHBII I'UNepKepaTos, TUIeprpaHy’ies, aKaHT03, 04aroBbli MaUIO-
maro3. [Tomiexammas nepma ¢ npoiudeparmeii kKanuuisipos (puc. 1, ).

3aKIIIOYCHNE: I3MEHEHNUSI COOTBETCTBYIOT OOPOJABUATOMY aKpOKepa-
to3y londa.

Koncynbranus reHetuka: akpokeparo3 Beppyuudopmusiii Tonda;
JTAHHBIX 32 HACJICACTBCHHYIO CHHAPOMAJIBHYIO IIATOJIOTUIO HET.

BonbHOI momyunn HeOTUra3oH BHYTPh 1O 25 MT B CyTKH 4 THS, 3a-
TeM 1o 50 Mr/cyT u Jioparagus BHyTpb 1o 10 Mr Ha HOoub. Uepes 2 Hen
HOCIe Hayaja JICYCHHs O4ard ITOOJNETHENIH, CTalH IUIOIIE, 3y[ HCYes3.
[MamyeHT BiMcaH 1oy HaOIIOACHUE IEPMATOJIOTa [0 MECTY JKUTEJILCTBA
C PEeKOMEHJALMAMU HPOIODKEHUS TIpHeMa HeoTHrasoHa 1o 50 mr/cyr
0J] KOHTPOJIEM OHOXMMUYECKOTO aHATH3a KPOBH.

Haéniwooenue 2.

Bonbpnoit T. 24 ner, mocTynmmi B OTAEIEHHE JCPMATOBEHE-
ponoruu u aepmaroornkonoruu I'6Y3 MO MOHUKMU ¢ xamobamu Ha
YMEPEHHO 3y/ISIINE BHICHIIAHUS Ha ThIJIE KMCTEH U JE€BOTO MPEILICUbsl.
bonen ¢ 5 ner, korpa nocie yKyca Im4esbl HOSBUIIUCH Y3€IKH Ha ThLIe
neBoit kuctu. Co BpeMeHeM MaToJOrnueCKUil poLece pacpoCcTpaHul-
csl Ha ThUI NpaBoi kuct. K Bpady He oOparuajcs, HIUEM HeE JICUHJICS.
B Bospacte 19 ner GonbHOM 00paTHIICS MO MECTY JKHUTEIbCTBA K JIEp-
MaroJIoTy, KOTOPBIA pacueHu narosnormdeckuii nponecc kak KILJI, Ha-
3HAUMJ AlIIMKALME Ma3blo TPABOKOPT M YIBTPa3ByK € I'MAPOKOPTH30-
HOM, 0e3 3¢dexra. BeIChInanus HOCTEICHHO YBEINYHUBAIICH B pa3Mepe,
CTaHOBHIJINCH OoJiee BBITYKIBIMH H B TEUCHHE MOCICIHETO TOa PacIIpo-
CTPAaHUIIMCh HA JIEBOM IPEILICUbE.

IIpn nocryruieHuy Ha ThUIE KUCTEH Haj 3alsiICTHO-ISICTHBIMU CY-
CTaBaMU, Ha MEIHAIbHOI IOBEPXHOCTH MEPBBIX INAlbLEB KpPacHO-
KOpHYHEBBIC OJIAIIKM HENpPaBUIbHONW (DOPMBI IHAMETPOM 10 5 CM C
I'MIEPKepaTOTUYECKON MOBEPXHOCTbIO M MYKOBUJIHBIM ILIETYLIEHHEM,
BO3BBIIIAIOMUECS HAal YPOBHEM KOXKH Ha 4 MM; Ha JICBOM IIpeIIIeube
Takas e Onsiika pazmepom 3 x 0,5 cMm (puc. 2, a).

IIpn naboparopHom ob6cnenoBanuu: anrurena Ha cudumc, HBS-
anTures 1 BUY ne o6HapysxeHbl. OOmuii aHaIU3 KPOBH, MOYH, KOAryyIo-
rpamMma, peBMONpPoObI Oe3 MaTONOTUH.

[Ipu rucrosoruyeckoM MccieJoBaHUN OHoNTaTa KOXKH U3 odara Io-
paXKEHHS: BBIPAXKCHHBII OPTOTUIIEPKEPATO3, TUIEpPrpaHyie3, MaluIo-
MaTo3 (MeCTaMH B BHJC «LEPKOBHBIX IIMMIEH»), aKaHTO3; AepMa —
AQHTMOMAaTO3 B BEPXHUX oTzenax (puc. 2, 0).

KoHCynbTHpOBaH TCHETHKOM, JAHHBIX 33 HACICICTBCHHYIO CHHIPO-
MaJIbHYO [aTOJIOTUIO HET.

JluarHo3: akpokeparo3 Beppyuudopmusbiii Tonda.

IIpoBenieHO NeYeHne: HEOTUTa30H BHYTPb 110 25 MI/CYT, IOpaTaguH
BHYTpb 110 10 Mr 2 pasa B CyTKH.

UYepes 2 HeZ BBICHITAHUS YIUIOCTUIINCH M MOOJIEAHENH, 3y UCUE3.
PexomennoBaHO MPOJOIKEHHE JICUEHHS y AE€PMATonora mo MecTy XKH-
TEIbCTBA.

OnucanHbIi HaMU criopauueckuii BapuanT BAI nmen esnblii
PAI CXOKUX KIMHUYECKUX uepT ¢ runeprpodpuueckum KT, u3
HUX OCHOBHBIMH OBLITM YMEPEHHO 3Y/SIIHE KpaCHO-(QHUOIETOBBIC
WM KPacHO-KOPHYHEBBIC KyIOJIOOOpa3HbIE TAaIMylbl U PE3KO
MHQUWIBTPUPOBAHHBIE OJISIIKK C BBIPAKCHHBIM THIIEPKEPATO30M,
PacIoyIoKEHHBIE Ha ThUIE KUCTEH, pa3rudareibHON MOBEpXHOCTH
MpeIUICYuii U meye.

B muddepennnianbHol  AMArHOCTHKE O0OOUX JEPMATO30B
pelaroriee 3Ha4€HUE HMEIH PEe3yJbTaTbl T'MCTOJIOTHYECKOrO
HCCIICIOBAHUST OMONTAaTa MOPAKCHHOW KOXKH C BBISBICHUEM
yHHKaigbHOTO st BADT mpu3Haka — manuuioMaro3a B BHJIE
«LEPKOBHBIX IITHICH» [9].

Crenyer Taxke MOqUepKHYTh dP(HEKTHBHOCTD AlUTPETHHA
(HeorHraszona) B JieueHUH OONBHBIX BAT.
®uuancupoBanue. lcciaenoBanne He HMENIO CIOHCOPCKOM MOACPKKH.

KonpuukT uHTepecoB. ABTOPBI 3asBIAIOT 00 OTCYTCTBMH KOH(IIMKTA
HHTEPECOB.
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BUTUJINT'O: COBPEMEHHBIE B3I1JISA /bl
HA 9THOJIOI'NIO, TATOI'EHE3 U METO/bI TEPAIIUU

MockoBCKull Hay4HO-TIPAKTUUECKUH IIEHTP JCPMATOBEHEPOIOTHH U KOCMETOJIOTHUHU
Henapramenra 3npaBooxpanenus r. Mocksa, 107564, Mocksa, Poccust

Bumunueo ommnocam K aymoummyHHbIM eunomenanosam. Pacnpocmpanennocms cocmasnsem 0,5%.
B smuonocuu ocHosHbiM Hakmopom A6nAemcs ceHemuyeckutl 0egexm @epmMenmamueHoll cucmemvl
menanozeneza. Cmamus HOCUmM 0O30pHbLL XAPAKMep, 8 Hell 0C8eujeHbl CO8peMeHHble OAHHbLE O NAMo2eHese,
Kaaccuguxayuy u mepanuu eumuaueo. Cyuecmsyiowue memoovl ieueHus 8 cpeonem 001adarom ymepen-
Holl 2¢phexmuenocmvio. OCHOBHLIMU MOICHO CHUMAMD YILIMPADUONEMOBYI0 MePanuio, 1a3epomepaniio,
npumMenenue Mmonuyeckux KOpmuKocmepouoos u UHeUOUMopo8 KaibyuHegpuHd.

KnrodeBEIe CII0Ba: gumuiueo; 3muoiocusl, namoceHes,; KJZLICCM¢MKGZ4ME,‘ Jlederue.

Jus uurupoBanusi: Kpyrosa JI.C. BuTuiuro: CoBpeMEHHBIE B3IVIS(bI HA 3THOJOTHUIO, TATOTEHE3 U METO/bI TEPAIluH.
Poccutickuil dHcypHan KoxcHblx u geHepuueckux oonesnei. 2016; 19(4): 241-244. DOIL: 10.18821/1560-9588-2016-19-4-241-244
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VITILIGO: ETIOLOGY, PATHOGENESIS AND THERAPY
Moscow Scientific and Practical Center of Dermatology, Venereology and Cosmetology, Department

of Health, Moscow, 107564, Russian Federation

Vitiligo is an autoimmune disease. The prevalence of the disease is 0.5% of the population. The main etio-
logical factor is genetic defect of melanogenesis enzymatic system. The article is a review. The current data
on the pathogenesis, classification and treatment of vitiligo are presented. Existing therapies mainly have
moderate efficacy. The principal methods of treatment are ultraviolet therapy, laser therapy, topical corti-

costeroids and calcineurin inhibitors.
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