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'®I'BY 3 lleHTpanbHblii BOCHHBIH KIMHHYECKUN rocnuTanb UM. A.A. BuiineBckoro Muno-
6oponsl Poccun, 143003, 1. KpacHoropck, MockoBckasi 001acTh; “kadepa KOXKHBIX U BEHe-
pruecKux 00se3HeH ¢ KypcoM KOCMETOIOrMH MeAUIMHCKOTO MHCTUTYTa YCOBEPLICHCTBOBA-
Hus Bpadeld @I'BOY BIIO MockoBckuil rocyapCTBEHHbIN YHUBEPCUTET MULIEBBIX MPOU3-

BoJICTB MuHOOpHayku Poccun, 125080, r. MockBa

Tpuseden ciyuail HaciedcmeeHHo20 3a601e8anus — MyOepo3HO20 CKAEpPO3d, OJis KOMOPO20 XAPAKMePHO No-
PAdICEHe KOJICU 8 UOE MHONCECIBEHHBIX NOLVILAPOSUOHOU hopMbL ONYXONell BeIUYUHOU OM OYIAB0UHOU 20~
JIOBKU 00 20POULUHDBL, ON YEEMA HOPMATILHOU KOJICU 00 JCeNMOBAMo20 U HACIUeHHO-KpacHo20 yeema. I1o-
BEPXHOCHIb SNIEMEHMO8 2NA0KAA, blecmAuas, 6UOHbL meleaneuskmasuu. Ha Kooice cnunvl uMeromest namua
08AILHOU (YOPMbL C8eMNI0-KOPUUHEBOU OKPACKU (NAmMHA «Koghe ¢ monokom»). Hoemesvie niacmunsl cmon,
KUCmetl myckivle, ¢ npOOOLbHOU UCUEPUEHHOCIbIO, Ha NPULe2aioueti Kodice —OKOILOHO2Mesble U NOOHO2Me-
svie pudopomvl. Obpaujeno HUMAHUe 8padell Ha HeOOXOOUMOCMb NOIHO20 0DOCIe008aAHUS MAKUX OOIbHBIX C

yuemom B803MOIICHOU NAMONIO2UU BHYMPEHHUX OP2AHO6.

KnrwoueBbie ci0Ba: mybeposubiii ckaepos; 6onesus [Ipunena—bypresunns, KodlcHble NPOABIEHUSA; OKOLOHO2-
meevle 1 NOOHO2megvle Qepmamoduopombl.
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TUBEROUS SCLEROSIS
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'A.A.Vishnevsky Central Military Clinical Hospital, Krasnogorsk, Moscow Region, Russia; *Medical Insti-
tute for Advanced Training, Moscow State University of Foodstuff Production, Moscow, Russia

A case with a hereditary disease — tuberous sclerosis - is presented. This disease is characterized by skin
involvement — numerous semiglobular tumors from nail head to a pea in size, their color varying from nor-
mal skin color to yellowish and dark red. The surface of the elements is smooth, glossy, with telangiectasias.
Oval light-brown maculi (“coffee with milk” maculi) on the skin of the back, hand and sole nail plates are
dull, longitudinally striated; there are also periungular and subungual fibromas on the skin of the soles and
hands. The authors emphasize the importance of comprehensive examinations of these patients with consid-

eration for probable visceral diseases.

Key words: tuberous sclerosis; Pringle-Bourneville’s disease; skin manifestations; periungual and subungual

dermatofibromas.
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TyOepo3nbiii  ckiepo3  (tuberous sclerosis, 0ose3Hb
[punrna—bypuesmuis, EPILOIA, epilepsy, low intelligence,
angiofibroma) — TeHETHYECKHU IETCPMUHUPOBAHHOE TTOJIUCH-
CTEeMHOE 3a00JICBaHUE C TIPOSIBICHUSMH B BUJC OyTOPKOBOIIO-
TOOHBIX pa3pacTaHUil HA KOXKE, B BEIIECTBE TOJIOBHOTO MO3Ta,
a TaKXKe B APYTHX KU3HECHHO BaKHBIX OpraHaX: IMOYKax, Iya-
3ax, JIeTKHX, cepare, KocTsx [1, 2].

Brnepsrie 3abomneBanne onmcan Recklinghausen B 1862 .,
B 1880 . D. Bourneville meranu3upoBai BBISBISEMbIC Ma-
TOJIOTUYECKHUE MAaHHBIC W BIICPBBIC INMPUMCEHHUI TEPMHUH «TYy-
Oepo3HBI CKJIEpPO3», ONMUCAB BO3HHMKAIOIIME HM3MEHEHHS B
TOJIOBHOM MO3Tre KaK «TyOepo3HBIH CKIepo3 LiepeOpaibHBIX
BOJIOKOH» [3].

Ty6eposnsrit cxiiepo3 (TC) Haciemyercss 1Mo ayTocom-
HO-JIOMUHAHTHOMY THUIYy C Pa3IYHON TIEHEHTPAaHTHOCTHIO.
Kax cnonrtannas myranus BcTpedaercs B 60-70% ciaydaes
(HM OIWH U3 pOAMTEIeH HE UMEET JAaHHOTO 3a00JIeBaHNs ); IPH
Hammunu TC y OMHOTO W3 pOMUTENICH BEPOSATHOCTH Pa3BUTHS
3abosieBanus y peOenka cocrasisier 50%. I'eHeTnueckue uc-
cnenoBanus BB 11Ba reHa TC (7TSCI, TSC2), xomupyro-
IUX CHHTE3 OeTKOB raMapTuHa u TyOepwna [1]. TamapTun-
TYOEPHUHOBBIN KOMIIJIEKC UTPAET KITIOYEBYIO POJIb B PETYJISILIA
KJICTOYHOTO pocTta U nponudepanuu [4].

[To xKIMHUYECKOMY TEUEHHIO BBIIEIISIOT HECKOIBKO (GopM
3a00JIeBaHUs:  KIIACCHYECKYI0,  IICHXOHEBPOJIOTHUYECKYIO,
KOXKHYIO M JIMKBOpHYIO. Jlepmarosora Oojbliie MHTEpeCyeT
Ko)kHast (popma, TPOSIBICHUSI KOTOPOH BCTpedaroTcst Ooee
geM B 90% citydaeB, HaYMHAS C ITEPUOa HOBOPOKICHHOCTH.
K THTUYHBIM H3MEHEHUSM OTHOCAT: aHTHO(DHOPOMBI CaTThHBIX
JKeJe3, THIIONUTMEHTHBIC TIATHA, COSIMHNUTEIFHOTKAaHHEIEC He-
BYCEI, OKOJIO- ¥ TIONHOTTEBBIE (PHOPOMEI, TpO(hHUIEeCKHE H3Me-
HEHUSI HOTTEBBIX TUIACTHHOK, (PHOPOMATO3HYIO THIIEPILIA3HIO
neceH. IIpaBuiIbHON NOCTAHOBKE IMAarHo3a TakKe MOMOraeT
HaJlnyue BPOXKACHHOM MEIKOMSATHUCTOMN JIEHKO/IEpMbl, MSTEH
1BeTa «Ko(e ¢ MOJIOKOMY, aTpOPHUYHBIX MSATEH, GUOpoINHTE-
JIMaJbHBIX OIYXOJEH KOXKM M CIM3UCTBIX 000JI0YEK pas3iiny-
HOW JIOKAJTU3aI1H, TOJKOKHBIX Y3JIOB, K BUHHBIX)» TEMaHTHOM,
YACTUYHOTO aJhOMHU3MA M YYACTKOB JCTTUTMCHTHPOBAHHBIX
Bouoc (momo3uc) [4].

Koxwnpie mposiienuss npu TC MaTOTHOMOHUYHEI H, Kak
MIPaBUJIO, HE TPEOYIOT MAaTOMOP(OIOTHIECKOTO MOATBEPIKIC-
Hus nuarHosa. K Hanbornee 4acThIM MIPOSIBICHISIM MTATOJIOTHH
CO CTOPOHBI KOXXH OTHOCST aHTHO(DHOPOMBI CaTbHBIX JKEIe3.
OTH 3JEMEHTH! JIOKAIU3YIOTCS MPEUMYIISCTBEHHO Ha JIHIS
(1mexu, crMHKa HOCA, MOAOOPOIOK, J100), Peke — B MaXOBBIX
obnactsx; Bcrpedarorcesi y 70-80% OONBHBIX M HOSBIISIIOTCS
yare B Bo3pacte ot 2 1o 3 set. Kiimuauuecku anrnoduodpo-
MBI OIPEIEISIFOTCS. KaK Y3€JIKH KPacHO-KOPUYHEBOTO OTTEH-
ka (tun Ilpunria), nBera HopManbHOU KOXH (Tun banbiepa)

wim ¢pubpo3Hoit miaoTHocTH (Tun Asono—Jlepenna—/lapse)
B BH/JIC OKPYIVIBIX WJIN KYTIOJIOOOpa3HBIX 00pa3oBaHMH ¢ TyIajl-
KOH TTOBEPXHOCTHIO, MSTKOM WMJIM IUIOTHOJIACTHYECKOH KOH-
CHCTCHIIUH, KaK MTPaBUIIO, MHOXXECTBEHHBIX, PEJIKO — €AMHIY-
HBIX, pazmepoM oT 1 o 10 mm [4].

Juarnoctuka TC OCHOBBIBa€TCSI Ha MAHHBIX KIMHHYE-
CKOTO OCMOTpa, J1a0OpaTOpHO-MHCTPYMEHTAIBHBIX U MOJIe-
KyJIAPHO-TEHETUYECKUX METOAOB HccienoBaHus. Pasnnua-
10T TepBUYHbIe U BTopuuHble npusHaku TC. K nepBuUuHBIM
MPU3HAKaM OTHOCAT aHrnopuOpomMaro3 yuia (1IeKH, CIIMHKA
HOca) WM 00JacTH J10a B BUJE MsATeH (OJSIIEeK), OKOJIO- HITH
MOHOTTEBbIe (PUOPOMBI HETPABMATHYECKOTO XapakTepa, TpH
n OoJsiee TSITEH TUIONMIMEHTALMH, COCANHUTEIILHOTKAHHbIE
HEBYCHI B BUJIE «IIIarPEHEBBIX OJISIICK», MHOXKECTBECHHBIC Ta-
MapTOMHBIE Y3€JIKH Ha CeTdyaTKe, Oyropky B Kope OOJBIINX
noymapuii, cyosnengumaneasle y3enku B [{THC, cyOsmen-
JUManbHasi TMranToksieTounas acrpountoma I[[HC, pabmo-
MHOMa cepAla (eANHIYHAS WIN MHOKECTBEHHAS ), IOUCUHbIE
AQHTMOMHOJIMIIOMBI MJIH JIETOYHBIN JINM(aHTHOMHOMATO3.

K BTOpHYHBIM IPU3HAKAM OTHOCSIT HEOKpAIIEHHbIE (aXpo-
MaTHYeCKHe) MATHA Ha CeTYaTKe, KOXKHBIC IPOSIBICHUS B BUIIE
KOH(ETTH (MeNKHe KpyIJIble MsITHA), MHOKECTBEHHBIE paccpe-
JIOTOYCHHBIE YITyONeHus (IMKH) Ha sMaitu 3y0oB, (hubpomaro3
JIeCeH, raMapTOMHBIE MOJUIBI IPSIMOW KHIIKH, KOCTHBIE KH-
CTbI, HENIOYEYHBIE FaMapTOMbI, MHOXXECTBEHHBIE KHCTHI I1OYEK,
MHTpanyst 6eJIoro BelecTBa Mo3ra B BU/Ie JIMHUH Jy4a [4].

JuddepeHnnanbHy0 ANArHOCTHKY JIE€PMaTOJIOTHUECKIX
MIPOSIBIIEHUH TyOEpO3HOTO CKJIEpO3a MPOBOIAT C PSAOM 3a-
OosieBaHUI B COOTBETCTBHHU C MPEOOIIAIAONINM XapaKTepOM
KOXHBIX TiposiBlieHnd. Tak, anrnoduOpomMsr muma quddepes-
LUPYIOT Yallie ¢ ByJAbrapHBIMHA U PO30BBIMH YTPSMH, BHYTPHU-
JIepMajIbHBIM HEBOKJICTOYHBIM HEBYCOM, PEXE — C CHPHUHIO-
MOI{, MUJTHaPHBIM JCCEMUHUPOBAHHBIM TYOCPKYIE30M JIHIIA.
lunonurmenTtHble natHa ipu TC creyeT oTyarh OT ACTHr-
MEHTHOT'0 HEBYCa, TOCIEBOCIAIUTENLHOM FMITONTUTMEHTAIINH,
AQHAJIOTMYHBIX AJIEMEHTOB BUTHIIMTO, OTPYOEBUIHOTO JIMIIAS.
CoenMHUTENbHOTKaHHBIE HEBYCHI Ha/10 AU GepeHInpoBaTh C
NIpOSIBIICHUSIMU cuHApoMa ["abepa, 6one3nn Pexnmnrxaysena,
a ommyxomu Kosnena — ¢ BynmbrapHsiMu 0opoaaBkamu [4].

ITpn THCTONOTMYECKOM MCCIIEAOBAHUM THUIIMYHBIX IS
TC KOXHBIX OITyXOJICH BBISBIAIOT MPOJH(EPAINIO COCYI0B
KaMJULIPHOTO THIIA, PACIIMPEHUE UX MPOCBETOB, THITEPILIA-
3UI0 CAJbHBIX JKeJle3. DIUTEINH 00BIYHO 0e3 0COOEHHOCTEH,
HO MOJKET OBITh M3MEHEH I10 THITy SMHAEPMAILHOTO HEBYCA.
Jlepma yTodiieHa 3a cueT runepTpo(upoBaHHbIX KOJIIAreHO-
BBIX BOJIOKOH [5, 6].

Jleuenue 3aboneBanus cumnroMarnyeckoe. OObLeM U BUJ
MIPOBOIMMOM TEpariy OIPENeISIFOTCS TOMUKOH M TSDKECTBIO
MOPa)KeHUs! Pa3JIMYHbIX OpPraHoB W cucTeM. Jlepmaronornye-

T LW

Bonbuoit b.TybGepo3uslii cknepos.

a — NOPAKEHMS KOXKU Ha JIUIIE; 6 — OKOJOHOTTEBBIE M TIOHOTTEBbIE (PUOPOMBI.
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CKasg KOpPEKLMs NpeayCMarpuBaeT yJIajeHHe aHTHo(pHOpoM
n omyxoneil KosHeHa ¢ moMomipio KropeTaxka, XMMHUYECKUX
MIWJIMHTOB, JlepMaOpa3uy, KpUOIECTPYKIHUH, JUaTepMOKoary-
TSIHA, POTOIMHAMUYIECKON TePaITiy U JTa3ePHBIX TEXHOIOTHI
[4,7].

[IpuBoIMM COOCTBEHHOE HAOIIONCHUE KIIMHUIECKOTO CITY-
4asi TyOepO3HOT0 CKJIepo3a.

Bonbpuoit b., 45 net, nOCTYyNHI B KOXXHO-BEHEPOIOTUIECKOE
OT/ICJICHNE LIEHTPAILHOIO TOCIIUTAIIS C JKaJI00aMH Ha HAINYHE BbI-
CBHITAHUH Ha KOXKE JINIA, I3MEHEHNE OKOJIOHOTTEBBIX IIACTHH, HOT-
TEBBIX IUIACTUHOK, TIOBBIMICHHYIO yTOMJISIEMOCTb, JIMICITOUIHBIC
MIPUMAAKH.

V3 aHamHe3a M MEIMIMHCKOW JOKyMEHTAlWH BBIICHEHO, YTO
MAUEHT C AeTCKOTO BO3pacTa OTMETHII TOSBICHHE y3€Ka Ha KOXKe
JIMLa, KOTOPBIH ObLI yaajeH auarepMokoaryisinueid. B mociennue 5
JIeT yCUITHIIACh TUTIEPEMHUS KOJKH JINIA, TTOSBIIIOCH OOJIBIIOE KOJTHIe-
CTBO Y3€JIKOBBIX JJICMEHTOB, TeJieaHrndkrasuid. HeoqHokparHo mpo-
XOAMII KypcC JIeYEHHs y AepMaTojora ¢ ANarHo30M po3amnea. [Iposo-
JIVJIH JIGYCHUE TPUXOIIOJIOM, Hapy»KHBIMH cpecTBamMu 0e3 adexra.
B cBs3u ¢ HEIPEKTUBHOCTHIO aMOYIaTOPHOTO JICUCHHSI OONBHOTO
HaINpaBWIM Ha CTaloHapHOe jedeHne. Co CIIOB MalUeHTa, B Teue-
nue 10 1eT oTMeuaeT M3MEHEHHE HOTTEBBIX IUIACTHH KHUCTEH, CTo,
TIOSIBJICHUE OKOJIOHOITEBBIX U MOJAHOTITEBBIX 00pa30BaHUIl.

Obmee cocrosHue OOMBHOTO YIOBIETBOpUTENbHOE. [IpaBHib-
HOTO TeJIOCIIOKEHHMSI, YJOBJICTBOPHUTEIbHOrO muTaHus. Jlepexron
Pa3BUTHSA W TENECHHIX MOBpexxaeHui HeT. [lepmdepuueckue mmm-
(aruyeckue y3ibl He yBeJIMUeHBI. [lopakeHne KoX1 HOCHT OrpaHH-
YEHHBIH XapakTep; Ha KOXKe B 001acTh IMIeK, HOCOTYOHBIX CKIIAIOK,
1o16opoyike Ha poHe 3aCTOWHOM TUITepeMHUN UMEIOTCSI MHOXKECTBEH-
HBIE TIOJTyIIAPOBUAHON (HOPMBI OIYXOJIH BEIMYNHON OT OyJIaBOYHOM
TOJIOBKH JI0 TOPOLIMHBI, OT IIBETa HOPMAJIBHOH KOXKH JI0 HKEJITOBATO-
TO W HACBIIIEHHO-KPACHOTO IBeTa. II0BEpXHOCTH 2IEMEHTOB TMIaj-
Kasi, OnecTsiasi, MOKpPBITa TEICAHTHIKTA3USIMU (CM. PHCYHOK, Q).
Ha koxe crnuHBI — MATHAa OBANbHOWH (POPMBI CBETIO-KOPUYHEBOMH
okpackH (msaTHa «kode ¢ Mojokom»). Jlepmorpadusm cToikuii, po-
30BbIi. Horresble macTuHbl CTOI, KUCTEN TYCKIIbIE, C IPOIOIbHON
HCYEPUYCHHOCTBIO, Ha MPUIIETaloNiel KOKe — OKOJIOHOTTEBEIC U 10/
HOTTEBbIe (GPUOPOMBI (CM. PUCYHOK, 0).

JlaGoparopHble ¥ OMOXMMHUYECKHE TTOKa3aTesId KPOBH B IIpele-
nax HOpMBI. [Ipy HHCTpyMEHTAIBHBIX HCCIIEA0BAHMAX TPyOOil maro-
JIOTUH CO CTOPOHBI JIPYTMX OPTraHOB M CHCTEM HE BBISIBUIIM.

[ManuenTy mpoBeny MEAUKaMEHTO3HOE JIEIEHHE CETaTHUBHBIMH 1
COCYIHMCTBIMU Ipenaparamu. HapykHoe jedeHne BKIIO4Yaio B ceds
MIPOTHBOBOCTIANUTENBHBIE W PA3PEHIAIONINE CpPEICTBA, KpPHOTEpa-
0. BOBHOTO BEINIMCANHN C XOPOIINM TEParneBTHYECKUM (D PEKTOM.

© KOJIJIEKTHB ABTOPOB, 2015
VK 616.5-007.61-031:611.91
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Takum o0Opazom, eciii y OOJIBHOTO €CTh KOKHBIE MPOsIBIIE-
HUs, XapaKTepHbIe /Ul TyOepOo3HOTo CKIepo3a, HeoOXOAMMO
TIOJTHOE 00CIIeI0BaHNE TAKHX MAIMEHTOB JUTS HCKIIFOYEHHS BO3-
MO>KHOH ITaTOJIOTMN BHYTPEHHUX OPIaHOB M HEPBHOM CHCTEMBI.
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Ckaaguaras MAXUACPMUA KOKH BOJIOCHCTOM Y4aCcTH

roJ10BbI

Oxnonkos B.A., 3ybapesa E.IO., Paoyn E.B., bouaposa C./[.

Kadenpa nepmaroBeneponorun u kocmeronmorun ['BOY BIIO Owmckast rocymapcTBeHHAs
MeIuITMHCKas akagemus Munsapasa Poccun, 644024, 1. OMck

Onucan KIUHUYECKUI CyYatl CpasHUMeNbHO peoKo20 3a001e8aHUs — CKAAOYAmMOU NAXUOEPMUU KOHCU 8010~
cucmotl yacmu 20106vl. boavrotl obpamuncs 6 nonukaunuieckoe omoenenue OMCKo20 001aCMHO20 KIUHU-
4ecKo20 KOJICHO-6eHeponocuiecko2o oucnancepa. OcobeHHocms HabNO0eHUs — 6 COUeMaHuu 2eHemuecky
0emepMUHUPOBAHHO20 0EPMAMO3d C BPOHCOCHHOU NEPBUUHOL NelKOOepMOU aAYMOCOMHO-OOMUHAHMHOZ0
Muna Hacaeo008anusl, CONPoOBONHCOAIOWelics HapyuleHuem blpabomxu meranuna. Juacnosz ycmanogien na
OCHOBANUU KIUHUYECKOU KAPMUHbL U OAHHBIX 2UCTNONO2UYECKO20 UCCIe008aANUsS OUONMATNA KOJICU BONOCU-
cmoti yacmu 2o106bl. Co2nacho UCMOYHUKAM TUMepanypbl, 1edeHue dmux 3a601e6anuil ne paspadomano.
Knunuueckuii cryuaii npedcmagnsiem unmepec 0Jis NPAKMUKYIOUWUX 0epMamonocos i KOCMemonio2o8.

KnmoueBbie cinoBa: ckraduamas naxudepmusi 6010CUCMOU YACMU 20108bl; UNEPMPOPUSL KOJICU, 8POICOEH-
Hasl nepeudHas 1etikooepma, HapyuieHue 8blpabomKy MenaHuna.

Js murtuposanus: OxmonkoB B.A., 3y6apesa E.1O., Panyn E.B., Bouaposa C./I. Cxiaguarast maxuiepMust KON
BOJIOCHCTOM YacTH TOJIOBBL. Poccutickuil dcypHan kodichvix u senepuyeckux bonesneti. 2015; 18(2): 28-30.
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