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TBY3 MO MoOCKOBCKH# 00OACTHOM KIMHUYECKHUN KOXXHO-BEHEPOJOTMUYECKUI MCIIaHCep
(rnaBHbIi Bpay npod. JI.b. BaxOun); *koxkHO-BeHepostornueckuii kabuner MY?3 LlenTpass-
HOI ropojckoii 0onbHuUIlbl, JlyOHa, MockoBcKast 00J1aCTh.

Ilpuseden cnyuaii pedko2o HACIEOCMBEHHO20 3a001e6aHUs — MYOEePO3HO20 CKAepO3d, O KOMOPO2o Ha-
PAOY ¢ Nopadicenuem KodiCu XapakmepHvl 6POACOeHHbLE INUOEPMOOUCTIACTNIUYECKUE NOPANCEHUS HEPGHOLL
cucmembl, Opeana 3penus, cepoeuHo-cocyOUcmoll CUcmembl, No4eK u Opyeux opeanos u cucmem. Agmopul
obpawaiom eHUMaHue epaveli Ha HeoOX0OUMOCHb NOIHO20 00CIe0068aHUsL MAKUX DObHBIX C Y4emoM 803-
MOJICHOU NAMONO2UU 6HYMPEHHUX OP2AHO8.

KnwoueBsie cnoBa: ¢akomamos, mybeposuviil ckiepo3

TUBEROUS SCLEROSIS
L.B.Vazhbin, N.I.Belova, E.M.Ltezvinskaya, P.V.Stribuk

A case with a rare hereditary disease — tuberous sclerosis - is described. In addition to skin involvement,
the disease is characterized by congenital epidermal dysplasia involvement of the nervous system, organ of
vision, cardiovascular system, kidneys, and other organs and systems. The authors emphasize the importance

of complete examinations of these patients with consideration for the probable visceral involvement.
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TyOeposusiit ckiepos (TC, cun.: ageHOMa CabHBIX
xKeJe3 cuMMeTpuuHasi, 0one3nb Bourneville—Pringle,
epiloia) — penkoe TspKenoe HacleICTBEHHOE 3adoie-
BaHUE, MPH KOTOPOM B PA3IMYHBIX OpraHax M TKaHIX
00pa3yroTcsi 100pOKaYeCTBEHHBIE OITyXOJIH BCIEJCTBHUE
TUIEPIUIa3uHd TPOU3BOAHBIX JKTO- M ME30[epMbI (Ha-
3BaHHE 0OJIE3HU MPOUCXOAUT OT JIATHHCKOTO CJI0Ba «tu-
ber» — Hapoct). BriepBbie Takue omyxoiu ObLTH onuca-
Hbl B 1880 . ppaniysckum Hesposnorom D. Bourneville
[1]. B mocnenyromem B 1890 1. J. Pringle onican xapak-
TEpHBIC IJISi AaHHOTO 3a00JIeBaHUS KOXKHBIC OIyXOJie-
BUHbIC 00pa30BaHMs KPACHOBATOIO LIBETA C TEJICAHIH-
AKTa3UsAMHU (CHMMETPUYHBIC aJIECHOMBI CaJbHBIX KEIEe3)
1 3a00JIeBaHUE MTOTYIHIIO Ha3BaHUE 0oJie3HN bypHEeBHII-
ns—IIpunrna (Bourneville—Pringle).

B nacrosmee Bpemst TC oTHOCAT K Tpynme (akoma-
TO30B, JIJIsl KOTOPBIX XapaKTepHbI BPOXKACHHBIE dMUACD-
MOJMCIUIACTHYECKUE COYCTAHHBIC TMOPAKECHUSI KOXKH,
HEpBHOW CHCTEMBI, IJIa3, a TaKkKe APYIHMX OPraHoB U
CHUCTEM.

Tunm HacienoBaHus 3a00leBaHUS: ayTOCOMHO-/IO0-
MHHAHTHBIH ¢ BapraOeIbHOW IKCIIPECCUBHOCTRIO M He-
TIOJTHOHM TIeHEeTpPaHTHOCThIO TeHoB. Pa3sutne TC ompe-
JIeTIsieTCsl TeHaMU, JIOKAJTM30BaHHBIME B 9-i XpOMOCOME.
VYeranoBneno cueruienue ¢ jokycamu 9q34 (TSCI),
11q14—11923 u 16p13.3 (TSC2). Ilonaratot, yTO ra-
MapTpHH, KoTopelii kogupyercs TSC2, perynupyer 3H-
nounto3. OOHAPYKUBAIOT TAKXKE MyTalluy TeHa Ha 12-i
xpomocome [2].

UYacrora TC cocrasnser 1 cimyqait Ha 30 000 Hace-
neHus. PacrpocTpaHeHHOCTh Cpear HOBOPOXKACHHBIX

BapbupyeT ot 1:6000 o 1:10 000 [3]. Tak kak croco0-
HOCTB ITPOU3BOANTH NOTOMCTBO Y 00JbHBIX TC moHmxe-
Ha, Tepeaaya 3a001eBaHus 110 HacIeCTBY Oojiee YyeM B
JBYX MOKOJICHUSIX OBIBAET PENIKO.

Koxxubre mposiienus y 6o1pHbIX TC BecbMa MHOTO-
o6pasupl. OCHOBHBIC W3 HUX MPEIACTaBICHBI aHTHO(DH-
Opomamu 1 pruOPOMATO3HEIME OYaTraMHy Ha JINIIE, HHOTA
Ha TYJOBUIIE, XapaKTEPHBIMU TOJHOTTEBBIMH HJIH OKO-
JIOHOTTEeBBIMU (PUOpOMaMHM, ydacTKaMH «IIarpeHEBOI
KOKM, TUIIOMENAaHOTHYECKMMHU MsATHaMu. [locnennue
HaOmonatotest y 90% OonpubIx TC, 00bI1YHO CylIECTBY-
IOT C POKACHUS U YacTO SIBJISIIOTCS HauOojee paHHUM
cuMIToMoM 3a0oseBanust. OKpacka UX 0ObIYHO cepoBa-
Tas WIM MOJIOYHO-Oenasi. TUnHYHbIE OuepTaHUsl TaKUX
MSITEH HAalIOMUHAIOT KOHTYPBI JINCTA: C OJHOH CTOPOHBI
3aKpyIVIeHHBIE, ¢ Jpyroii — 3aocTtpeHHble. C Bo3pac-
TOM KOJIMYECTBO THITONTUTMEHTHPOBAHHBIX MSITCH MOYKET
YBEIMYUBATLCS, OHM MPHOOPETAIOT paclpoCTpaHeH-
HBIH XapakTep B 0OJacTH TYJIOBHIIA M KOHEYHOCTEH,
CO BPEMEHEM HEKOTOpbIE peNmUrMeHTUupyroTcs. ¥ 15%
6ospHBIX TC Ha KOXe MOTYT HaOJNIO#AThCS ISITHA LIBE-
Ta «koe ¢ Mookom». Hapsimy ¢ ogaramu aucxpomun
KOXKM y TaKuX OOJNBHBIX C MJIaJICHUYECTBA MOT'YT BBISIB-
JSITBCsL OeITble MPSITN BOJIOC Ha TOJIOBE, YYACTKH OEBIX
BOJIOC B 00J1acTH OpOBEii U PECHHULI.

AHTHOPUOPOMBI TUIIA — OOIUTaTHBINA KIMHAYECKUN
npuszHak TC — nabmonarores y 47—90% O0nbHBIX.
OnHH NOSABIISIIOTCS. OOBIYHO B JIETCKOM Bo3pacte (0T 4 /10
10 sieT) B BUJE CHMMETPUYHO PACIOJIOKEHHBIX, IOTY-
IIAPOBUIHBIX OITyXOJIEBBIX 3JIEMEHTOB, KaK IPaBUJIO, B
00J7acTH KPBIIBEB HOCA, HOCOTYOHBIX CKIIAIOK, TTOA00-
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poaka. LIBeT Takux 3I1eMEHTOB MOXKET OBITh pa3IUIHBIM
B 3aBHCUMOCTH OT KOJHMYECTBA COCYJOB: JKEITOBATHIM,
KOPUYHEBBIM WJIA PO30BBIM MJIM HACHIIIIEHHO KPACHBIM.
Jlis BBICHITaHWN XapakTepHa TiajKasi, OnecTsiasi mo-
BEPXHOCTb, IJIOTHOBaTasi KOHCUCTEHITUS, pa3Mep OT 2
1o 5 mMm. Hapsny ¢ menkumu anruohuopoMaMy MOTYT
BO3HHKAaTh KPYITHBIC OITyXOJIEBU/IHBIC 09ark OOBIYHO Ha
KO)KE JIMIA, BOJIOCHUCTOM YacTH TOJOBBI, TUNepTpodu-
YecKHe y4JacTKM Ha JecHax. Ha moBepXHOCTH aHTHO-
(bubpoM MoOryT HaAONIONATHCS TENCAHTUIKTA3UU (TUI
[puaTs).

«IllarpeneBas» KoXa SIBISETCS TaK)Ke OONHUTaTHBIM
kmHIIeckuM cumntoMoM TC, Betpeuaetcst y 21—65%
OOJBHBIX W OOBIYHO TOSBISIETCS HA BTOPOM JECSATHIIC-
TUU KU3HU peOenka [4]. Ouaru mpencTaBieHbl OJII-
KOTIOAOOHBIMH 00pa30BaHUSMU TI0 TUITY areIbCUHOBOM
KOPKH, TUIOTHBIMHU Ha OLIYIlb, KEITOBATO-KOPUUYHEBOTO
WIM PO30BOTO IIBETAa MPEUMYIICCTBEHHO B JIOMOOCa-
KpaibHOH oOnmactu. KojmuecTBO y4acTKOB «IIarpeHe-
BOI» KOXH BapuabeIbHO, HO Jalle ObIBAIOT €MHUYHBIE
ouard [5].

TUMUYHBIM KITMHHYECKUM CHMITTOMOM 3200JICBaHUS
SIBJISIFOTCSl TAK)KE OKOJIOHOTTEBBIC W TOJHOTTEBBIC (H-
opomsl (omyxoiu Koenena). OHM MOSIBISIIOTCS OOBIYHO
Ha BTOPOM JIECSITUICTUH JKU3HU U BCTpeyaroTes y 17—
52% OonbHbIX. JloKanu3yroTcs Takue GUOPOMBI darie
Ha CTOMAaxX WM MPEJICTABISIOT COOOH KPacHBIE TUIOTHHIE
TIPY TTATBITAIIAH TTAITYJTBI FUTH Y3JIbI, PACTYIINE U3 HOTTe-
BOTO JIOXKa WJIM BOKPYT HOTTEBOM TIACTUHKH, 5S—10 MM
B JIMaMETpe.

VY 30% 6onbHbIx TC ObIBatOT Msirkue GUOPOMBI Ha
HOXKKE, KOTOPBIE MOTYT JIOKaJTM30BaThCsl B 00JIACTH IIEH,
TynoBuia U koHeuHocted [4]. Kpome ¢pubpom moryt
OBITH Ipyrue N0OPOKaYeCTBEHHBIE OIYXOJIH: MUTMEHT-
HBIC HEBYCBI, JINTIOMEI.

[Ipr THCTONIOTHYECKOM WCCIENOBAHUNA THITMIHBIX
11t TC KOKHBIX OIMyXOJIEH BBISBIISIOT MPOTH(EPAITHIO
COCYJI0B KaMJIJISIPHOTO THIA, PACHIMPEHHE UX TPOCBe-
TOB, TUIEPIIA3UI0 CaJbHBIX jKeje3, O0O0YyCIOBICHHYIO
nponudepanyeil KoJ1areHOBbIX BOJIOKOH.

W3 cucreMHBIX TOpaKeHWH Hamboliee 4acTto Ha-
ONroaeTcss CUMITOMAaruka CO CTOPOHBI LEHTPalbHON
HEPBHON CHCTEMBI, YTO TIPOSBISETCS CYIOPOKHBIMU
MMapoOKCU3MaMH YK€ B TEPHOJ HOBOPOXKIECHHOCTH, a B
MTOCNIEAYIONEM TPUCTYIIAMH ATIFIIETICHH, DPa3BUBACT-
Csl YMCTBEHHAsI OTCTaJOCTh, HApPYIICHHE MOBEJCHUS B
UKIIEe «COH—Oo0apcTBoBanuey [6]. CymopoXHbINH CHUM-
ntoM HaoOmromaetrcst y 80—92% 6Gonbabix TC. Knunu-
YEeCKHE CHMIITOMBI MMOpaKeHHs TOJIOBHOTO MO3Ta 00y-
CJIOBJICHBI BHYTpHIIEPEOPATbHBIMU OOBI3BECTBICHUIMHU
(TyOepamu), WHOTAA pa3BUTHEM THTaHTOKJICTOYHBIX
ACTPOIIMTOM, a TaKXke Tuaporedanneli, pa3IuIHbI-
M{ aHOMaJHsMH OeJoro BElIecTBa TOJOBHOTO MO3Ta.
OOBIYHO OTMeuaeTcsl pe3UCTeHTHOCTh 00ibHBIX TC K
IIPOTUBOCYAOPOKHOM Tepanuu.

Hepenxo BO3HMKAlOT XapaKkTepHbIE NPU3HAKU I10-
pakeHHs mia3: (aKOMbl, WM TaMapTOMBbl CETYATKH C
NpU3HAKaMH OOBI3BECTBIICHHS, JCMUTMECHTHPOBAHHBIC
YYaCTKU Ha CETYATKE TVIa3 M pajy’KKe, aHTHOUIHBIE TI0-
nochel. BenencTBue mepedncieHHbIX MTOBPEXACHUN Op-
raHa 3peHHs pa3BUBAETCS HUCTArM, IMPOTPECCHPYIOIIee
CHIDKEHHUE 3PEHUSI.

Puc. 1. boasuo# b. Tybepo3uslii ckiepo3. MHOKECTBEHHBIE aH-
ruouOpOMBI Ha KOXKeE JIHILIA.

[TaTonorust cepreyHO-COCYIUCTON CHCTEMBI YacTo
MpOSIBIISIETCST pa3BUTHEM padaomuoM cepauna. Y3U mo-
3BOJISICT BBISIBUTH OIYXOJIb CEPJACYHOM MBIIIIbI elle
BO BpeMsI BHYTPUYTPOOHOTO DPa3BHTHS IUIOAA, Ha4M-
Hast ¢ 21-i1 Hex OepeMeHHOCTH. bonbmMHCTBO padmo-
MHOM CIIOHTAHHO pa3pemarTca. MoryT mnopaarbcs
TaKXe MOYKH U N1€YeHb, B KOTOPHIX BO3HUKAIOT KUCTHI,
aHTHONNTIOMBI, ¢ubpoaneHomsbl. [Ipu mopakenuu jer-
KHUX HEPEJKO BBISIBIISIOT KUCTHI, TUM(aHTHOMBI. PeHT-
TeHOJIOTMYECKH B JIETKUX OOHAPYKUBAIOT COTOBHUIHYIO
CTPYKTYpY, MUJIMApHYIO MATHUCTOCTh. KiMHUYecKuMu
CHUMIITOMaM IOPaKEHUs JIETKUX SBJSIETCS OJBIIIKA, KPO-
BOXapKaHbe, MHOTJA MHEBMOTOpaKe [5]. B ToncToM ku-
LIEYHUKE TPH 00CIEIOBAaHUM HEPEAKO HAaXOAAT raMap-
TOMBI. OYaru MmopakeHust MOTYT OBITH OOHAPY)KCHEI U B
KOCTHOM CUCTEME, B KOTOPOU PEHTTEHOJOTHYECKH OIpe-
JIEIISIIOT 0Yark CKJIepo3a, CeBIOKHUCTO3HbIC N3MECHEHHS.

Jluarno3 TyOepo3HOTO CKJIepo3a TOATBEPKIACTCS
rucronorniyecku. B anrnodudpomax oObryHO HabImIO-
JIAIOT pa3pacTaHue COCTUHUTENFHON TKaHU U Mponude-
pauuio Menkux cocynoB. CoOeqUHNUTENbHO-TKAaHHBIC He-
Bychl ipu TC 00BIYHO NpeCTaBICHBI KOIJIareHOMaMH.

[TomHoe oOciemoBanne OONBHBIX CIEAYET TMPOBO-
JIITH C y4ETOM BO3MOXKHOW MATOJIOTUH BHYTPEHHHX Op-
raHoB. [Ipu 5ToM HEOOXOAMMO MPOBOIUTH KOMITBIOTEP-
HYI0 TOMOTpa( U0 TOIOBHOTO MO3Ta, 0()TAIEMOCKOIIHIO,
VABTPa3ByKOBOE oOcienoBaHue medeHu, nouek, KT,
sxorpaduio cepaua. Ilocnennee nccienoBaHue MOXET
OBITH WCIOJIB30BAHO JUIS MPEHATaIbHOM IUArHOCTHKH
paldmoMuOMBI cepaLa y IIoAA.

[IporHo3 mJIs BRI3TOPOBICHUS HEOIATONPHUITHBINA H
orpeJensieTcs U3MEHEHUSIMA B TOJIOBHOM MO3re, BHY-
TpeHHHUX opraHax. [Ipu Tspkenoit Gopme 3aboseBaHUsS
30% GonpHBIX HE JOXKUBAIOT 110 5 1eT. Okono 50% 6oib-
HBIX YMHPAIOT B IETCKOM M MOJPOCTKOBOM Bo3pacTe [3].
OTMe4atoT BO3MOKHOCTh YMEHBLICHHUS Pa3Mepa aHTHo-
¢ubpom mpu npuMeHeHHH TUTa3oHa (o 1 mr Ha 1 kT
Macchl Tena). JlerampHBIH MCXOA OOBIYHO OOYCIIOBIIEH
MaToJIOTUeN IEHTPaTbHOW HEPBHOM CHCTEMBI WJIM TO-
YEeK BCJIEJICTBUE Pa3BUBILIEUCS XPOHUYECKOW MOYEUHON
HEJIOCTaTOYHOCTH.

Jleyenue, Kax MpaBuII0, CAMIITOMATHYECKOE U HAa3HA-
YaloT B OCHOBHOM HEBPOJIOTH, TE€PATICBThI, OKYJIUCTHI U
nepmaronoru. KpynHele ouarn Ha Koske MOTYT yAajsiTh
COBPEMEHHBIMH METOJIaMH HJICKTPOKOATYIISILUH, JIa3ep-
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Puc. 2. Tot e OonpHOM. ['MMONUIrMEHTHPOBAHHOE IISATHO, CXOXKEE C
OYepTaHUSIMU JIHCTA.

HBIM H3IIydeHHEM, CYpTHTPOHOM. bombHBIE TpeOyroT
MOCTOSIHHOTO yXOJId, B CBSI3M C YMCTBEHHOM OTCTaio-
CTBIO U IPUCTYTIAMU STTUJICTICUU.

[IpuBoauM Halle KIMHUYECKOE HaOIIoIeHHE.

Bonbpuoil b., 26 net, obparmwics B MockoBckuii o0nacTHON
KIMHAYECKU KOoxHO-BeHeponoruueckuil aucnancep (MOKKB/) ¢
*ajgo0aMy Ha HAJIMYUE BHICHITAHHUI HA KOXKE JIMIA U CITHHEL, III0X0€
3peHHe C MPEeANOoNOKUTENbHBIM 10 MECTY JKHTENILCTBA JHATHO30M
po3ariea.

Bornen ¢ 7 ner (¢ 1993 1), koraa BriepBbIe OTMEUEHO MOSBICHHE
BBICHINIAHUN Ha Koxke Jinia. Co ¢ja0B O0JBHOIO MOJO0HBIE BLICHIIIA-
HUs OBUIM Ha JINIIE Y MaTepu, KOTopasi yMepiia B MOJIOIOM BO3pacTe.
[To moBoxy 3aboneBaHus KOKM OONBHON K BpauaMm He oOpamaics u
He stedniics. B 1995 . y GonbHOTO BHEepBble BO3HHK IPHCTYII ITH-
JIETICHH, TI0 TOBOAY Yero ObLI KOHCYABTHPOBAH HEBPOIOTOM, KOTO-
pBIit ociie oOcnenoBanus 0OJIBHOTO MPEIOIOKII UArHo3: TyOe-
PO3HBIH ckiepo3, mapuuanbHas smwercus. C 1995 . GonpHOM Ha-
XOANTCS Ha JUCIHAHCEPHOM YUETE€ Yy HEBPOJIOTa C 3TUM AUATHO30M.
B TOoM 3xe rofy nmpu3HaH HHBAJIHIOM C JeTcTBa. HeBposor HazHaumt
Tepanuio GUHICTICHHOM, KapOoMa3ennHOM, Ha OHE JICUCHHS STUMHU
IpernapaTamMy IPHUCTYIIBI SIMICTICHU TPEKPATIIUCE.

B 2007 . oOpaTmiics K TeparesTy ¢ kanobamu Ha 00IH B TPpaBOH
HO/IB3IOUIHON 00JIaCTH, B CBSA3U C YEM C MOAO3PEHHEM Ha OCTPBIH
aNMeHIUIUT OOJFHOTO HANpPaBWIM HAa KOHCYJIBTALHMIO K XHUPYPTY
n yposnory. C npeaBapuTeIbHBIM JHATHO30M «IOYEYHAsT KOJIHMKay
OonpHOMY TipoBen Y3U nouek. [Tpu gqaHHOM 00CIC/IOBAHUN BBISIB-
JIeHO 00BEMHOE 00pa30BaHME MIPABOI MOUKH U 09arOBbIe N3MEHEHUS
MApEHXUMBI JIeBOH IMOYKH. BOIBHON OBLI rOCIUTAIN3UPOBAH B XH-
pyprudecKoe OT/AeNICHHE MO MECTY JKHTEIbCTBA, IJIe OKOHYATEIHLHO
OTIPE/IENIUITH TTATOJIOTUUECKHUI MPOLECC B TTOYKAX: TPAHCHOPMAIHIO
rouex Ha (hoHe TyOepO3HOTo CKIIepo3a.

Jo 2011 r. 6onpHOI y nepmatonora He Habmomancs. [lpu 06-
pamenun k gepmarosiory B MOKKB/I B aBrycre 2011 . orMeueHsl
CclleTyIoImue KINHIYIECKNE MIPOSBICHNS 3a00ICBaHISA: Ha KOXKE JINIA
MHOXECTBEHHbIE Mejkue (2—3 MM) u Oonee KpynHble (5—6 MM)
Y3€IIKH KPacHO-KOPUYHEBOTO I[BETa, OKPYIVIOH MM OBAJILHOU (op-
MBI, C TNIAJKOH TMOBEPXHOCTBIO, HEKOTOPHIE C TEJICAHTUAIKTa3HAMH,
IUTOTHBIE TIPY MaJIbITAI[MN, HA HEKOTOPBIX YYacTKaX Y3eJIKH CIIHBa-
Uch B 1U(Qy3HBIE 04ard, CAMMETPUYHO PACIIONIOKEHHBIE B 00Ma-
CTH HOCO-ILEYHBIX CKJIAJ0K C MEePeXO[0oM Ha IIEKH U TOJ00POIOK
(puc. 1). Ha xoxxe men oTMeUeHBI KOMETOHOOOPA3HBIEC BHICHITTAHMS.
B o6nacTy miedeBbIX CycTaBOB HAOMIONAIUCH YUaCTKU B BUJIE «Ila-
TPEHEBOI» KOXKH, a TaKXKe SIUHUYHBIC PACCESHHBIE T'MIO-ITUTMEH-
THUPOBAHHBIE TATHA C OYEPTAHMUSAMM, HATOMHWHAIOMIUMH BHJ JIHCTA
(puc. 2). Ha xoxe OKOJIOHOTTEBBIX BAJHMKOB CTOII MMEIHCh MHOXKE-
CTBEHHBIE PA3PACTAHHS OIMyXOJIEBUAHOTO XapaKTepa — OKOJIOHOTTe-
Bble HUOpOMBI (pHC. 3).

Knuandeckne nposiBICHUSI TOPAKCHUS! KOKH OBUTH UACHTU(H-
nupoBaHsbl Kak TunuaHele 11 TC. bonbHOMY peKOMEHI0BaHO MPOii-
TH TIOJTHOE 00CIIeI0BaHNe Y PsiJia CHENUAINCTOB 110 MECTY JKUTEIb-
ctBa. [IpuBOIMM pe3yabTaTel 00CIeI0BaHIS OOIBHOTO.

OOmit ananus kposu: Hb 120 1/, ap. 4,8 x 10'%/x, neiik. 7,8 x
101, . 1%, c. 64%, . 3%, 6a3. 1%, mmd. 27%, mon. 4%; COD
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Puc. 3. Tot xe 60ompHOI. OKOMOHOTTEBBIE (HUOPOMBI CTOTI.

37 mm/4. O6mwmii ananu3 moun: 6emok 0,02 r/m, ya. Bec 1020, pH 7,
neiik. 2—3 B none 3penust. JJanusie OKI': cpennuii npasonpencep-
HIH skTormmueckuit putM ¢ YCC 60—70 B MuHYTY. DneKTprdecKast
och cepaua S1S11S111. Henonuas 610kana mpaBoid HOXKKH ITydyKa
T'mca. IlpusHaku cuHApPOMAa paHHEH PENOJSIPH3ALMN JKETyHLOIKOB
C TpU3HAKaMH CHCTOJIMYECKOW HAarpy3KW Ha JIEBBIH >KETymOdeK.
OxoKI': ymnoraenue crBopok MK. VYBenuueHue pasmepoB JieBO-
TO TIpeAcepAus U JeBoro xemynodka. CokparurensHas QyHKIUS B
npernenax HopMbl. J{nactonudeckast QyHKINS He HapylIeHa. 30H TH-
TTOKWHE3HUH HE BBISBIICHO.

HeBposor Ha 0CHOBaHMM KIMHHYECKOTO 0OCIENOBAaHMS MOCTa-
BUWJI IMATrHO3: OPraHUYECKOEe MOPAKEHHUE TOJIOBHOTO MO3Tra. AZleHOMa
runoduza? [Ipu mpoBEOCHWN MarHUTO-PE30HAHCHOW ToMorpaduu
TOJIOBHOTO MO3ra JaHHBIX 32 MHTPAKpaHUAJIbHBI OOBEMHBIN Mpo-
1iecc, HaJIYKe 09aroB IEMUCITHHU3ANNH, IPU3HAKOB THApoIedanm
HE BBISBIICHO.

OdranpMonor yCTaHOBHII BPOXKICHHYIO [TAaTOJIOTHIO OpraHa 3pe-
HUSL: TIOJTHYTO KOJIOOAIHIO paay>KKH, YaCTHIHYIO HUCXO/SIIYIO aTpo-
(U0 3pUTEIEHOTO HEpBa ClIeBa.

VY3U opranoB OpIOMIHOI MOJIOCTH BBHISIBUIO YBEINYCHHE MOUCK
C SBJICHUAMM CTPYKTYPHOIl TpaHcdopMmanuu (TUIHYHOHW KapTHHBI
napeHxuMsl HeT). Ha MecTe nouek onpezessuiach TKaHb, COCTOSIIA
W3 KHUCT, 10JIeH U3 TKaHU CPEIHEN U MOBBIILIEHHON 3XoreHHocTu. Ilo
JaHHBIM Y3 npu3HAKOB MATOJIOIUU MEUYEHH, CEJIe3EHKH, TO/KeIy-
JIOYHOH 7KeNIe3bI HE BHISIBICHO.

le/l PEHTICHOJIOT'MYECKOM 06cne;[0331-m1/1 JICTKHUX ITaTOJIOT'MU HE
BEISIBIICHO.

Icuxmarp BBISIBUA y GOJNIBHOTO MPHU3HAKM YMCTBEHHOH OTCTAJIO-
CTH, CHIDKCHHE UHTEIUICKTA U ITOBEICHYECKNE OTKIOHEHUS (TIPUCTY-
TIBI TPEBOXKHOCTHU M arPECCHUH).

JlnarHo3 TyOepo3HOro ckjepo3a y OOIBHOIO yCTaHOBJIEH Ha
OCHOBaHUH TUIUYHBIX IJISI JAHHOTO 3a00JIeBaHUS CHMIITOMOB: JITH-
JICTICHH B IETCKOM BO3PAacTe, MPU3HAKOB OPraHUIECKOTO MTOPayKeHHS
TOJIOBHOTO MO3Ta, HapyIICHUH IICHXIMYECKOTO CTaTyca, XapaKTepPHBIX
KOKHBIX TIPOSIBICHHH M TaTOJIOTHH BHYTPEHHHX OPraHOB: 00BEM-
HOTO 00pa30BaHMs M U3MEHEHHH B MapEeHXHMe I0YeK, OTKJIOHEHUH
OT HOPMBI CO CTOPOHBI CEPJICTHO-COCYANCTON CHCTEMBI, BPOXKACH-
HOM maTonoruu a3 u TunudHoro it TC nopakeHus KOXU B BUJIE
aarnoduodpom, omyxorneit KoeHeHa, ouaroB «marpeHeBoi» KOXH 1
XapaKTEPHBIX YJaCTKOB JENUTMEHTALHH.

TakuM 00pa3zoM, MPH HATUYUK Y OOJBHBIX KOXKHBIX
MpOsIBJICHNH, XapakTepHbIX s TC, HeoOXonuMo 1moI-
Hoe 00cienoBaHNue OONBHBIX ISl UCKJIIOUEHUS BO3MOXK-
HOM I MaHHOTO (hakoMaTo3a MATOJIOTHH BHYTPEHHUX
opranoB. bonbupie TC mojuiekar AUCIIaHCEPHOMY Ha-
OJIIOZICHUIO Y JIepMaroiiora, TepaneBTa, HeBpoJora, TIcu-
XHarpa 1 OKyJIHCTa.
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Oco0ennocTn 3xkcnpeccuu T-kaarepuna
B KEPATHHOIUTAX U COCYAAX IMUTETUATBHBIX
OIlyXO0JIeH KOKHU

K.A. Pybuna’, B.FO. Cwicoesa!, E.B. Cemuna’, E.U. FOpnosa’, B.A. Monouxoé’,
A.H. Xnebonurosa®, T.I. Ceoosa’

'Kadenpa Onoxumun u MOJIEKYISPHOI MeAUIMHBI (pyKOoBOANTEIb — akal. B. A. Tkauyk) da-
KyabTeTa (hyHaamMenTansHoi Meauiasl MI'Y um. M.B. JlomoHocoBa; 21aboparopus MoJie-
KynsipHo# sHnokpuHonorun HUM skcnepuMeHTalbHOM KapAUOoNnoruu (JUPEeKTop — JOKTOP
ouon. Hayk B. I1. [llupunckuii) Poccuiickoro KapImoinorn4eckoro Hay4qHO-IPOU3BOACTBEH-
HOro Komruiekca Munszapasa Poccny; *kadepa KOXKHBIX U BEHEPUUECKHX OOJe3Heil (3aB. —
npod. B.A. Monoukos) ®IIIIOB Ilepsriit MI'MYVY um. U.M. CeuenoBa Munzapasa Poccun

Hsyuena sxcnpeccus T-kadeepuna 6 HOPMAILHOU KOdice, NPU NCOPUA3E, INUMETUATLHBIX 00OPOKAYEeCTEeH-
HbIX U 3/10KAYECMEEHHbIX ONYXOIAX Kodicu. B nHopmanvrotl koowce T-kadeepur sxcnpeccuposanu 6asanvHule
KIemKy dnudepmuca, 6a3anbHas dKCAPeccus Makjice OmMeddidacs npu ncopuase, akmuHuuecKoM Kepa-
mose, KepamoakaHmome U NOGePXHOCHHON Oazaiuome. B Kiemrax 310KauecmeeHHbIX HO800OPA308aAHULL
(ungpurbmpamuenas 6a3anuoma, Memamunuyeckull U NI0CKOKIemouHblll pak) sxkcnpeccus T-kadeepuHa
6 Onyxonegvix Kiemkax Ovlia pe3ko cHudicend. Kiemxu snoomenust cocy0o8 HOpMALbHOU KOJCU U 00OPO-
KauecmeeHHblX H08000pa3osanull sxcnpeccuposan axkmop Buinebpanoa (VWF) u T-kaozepun. [lomeps
IKCAPeCCUU KIAcCU4eckux Mapkepos 3H0omenuanvhslx kiemok (VWF), skenpeccusi a-akmuna 6 cocyoono-
O0OHBIX CIMPYKMYPAX U 2emepo2eHHOCMb 8 dKcnpeccu T-kad2epuna Ha cocyoax onyxoietl Koppeauposaiu
€ SUCTNONIOZUYECKUMU NPUSHAKAMU U UHBA3UBHbIM (heHomunom Oonee azpeccusHvlx Onyxoneu, Makux Kax
Memamunuyeckuil pax, UHBA3UGHAsL DA3ANUOMA U NIOCKOKIEMOYHbLIL PAK.

KnrmodueBbie CIIOBA: ONYXONe8blil HEOAHSUOLEHE3, INUMEIUAIbHbIE ONYXonu Kodcu, T-kaozepun, hakmop
Bunnebpanoa, o-axmun

EXPRESSION OF T-CADHERIN IN KERATINOCYTES AND VESSELS OF EPITHELIAL TUMORS
OF THE SKIN

K.A.Rubina, V.Yu.Sysoeva, E.V.Semina, E.I Yurlova, V.A.Molochkov, A.N.Khlebnikova, T.G.Sedova

The expression of T-cadherin was studied in normal skin, in psoriasis, epithelial benign and malignant
tumors of the skin. In normal skin T-cadherin was expressed by epidermal basal cells. Basal expression
was also detected in psoriasis, actinic keratosis, keratoacanthoma, and surface basiloma. The expression of
T-cadherin was significantly lower in malignant tumor cells (infiltrative basiloma, metatypical and squamous
cell cancer). Normal skin vascular endotheliocytes and benign tumor cells expressed von Willebrand s factor
(VWF) and T-cadherin. Loss of expression of the classical markers of endothelial cells (VWF), expression of
_-actin in vessel-like structures, and heterogeneity of T-cadherin expression in tumor vessels correlated with
histological signs and invasive phenotypes of more aggressive tumors, such as metatypical cancer, invasive
basiloma, and squamous cell carcinoma.

Key words: tumor neoangiogenesis, skin epithelial tumors, T-cadherin, von Willebrands factor, o-actin

Hecmotpst Ha TO, 4TO OONBIIMHCTBO OMYXOJEBBIX 00-  TKaHBIO, U3 KOTOPOW OHU TIPOUCXOISIT, CYIECTBYIOT HEKO-
pa3oBaHMN KOXKM COXPAHSIOT CXOACTBO C HOPMAJIbHOWM  TOPBIE BAPUAHTBI C CUIBHO U3MEHEHHOM CTPYKTYPOM, UTO
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