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UTEABHO HEAHATHOCTUPOBAHHBIN TYOEPO3HBIN CKAEPO3

© Bapenosa T.H.”, lowapnse B.A., Akytura [.11., Momepanues 0.H.

Hwxeropoackuid dounuarn [ocynapcTBEHHOr0 Hay4HOr0 LiEHTPa AepPMaTOBEHEPONIOTUIA 11 KOCMETONOMAN
603950, Poccus, r. Huxnuin Hosropog, yn. Kosanuxuxckas, a. 49r

B cTtaTbe pacKkpbITbl BOMNPOCHI UICTOPUU, STUOMOMMK, NaToreHesa, BapnadenbHOCTU KIMHUYECKON KapTUHBI,
penkoro reHeTMYeckoro 3aboneesaHmnsa — Ty6epo3HOro ckreposa. OnucaHbl KNMHNYecKne 1 nabopartop-
Hble KpUTEPUKN, HA OCHOBAHWWN KOTOPbIX CTaBUTCSA LaHHbIA auarHo3. Nog Hawmm HabnogeHnem B Huxe-
ropoackom cmnnane Orev «MHUOK» MuHsgpasa Poccumn Haxoguncs naumeHT K. 1997 r. p., KOTOpbIA
HeoOHOKpaTHO obpallarncs K gepmaTosioraM B pa3Hbix ropogax Poccum ¢ xxanobamm Ha o6pa3oBaHus

B 06nacTv nuua, KUCTEN, CTON U NATHA Ha KOXE TYNOBULLA, MOABUBLLMXCA €LLe B paHHEM AETCKOM BOS3-
pacte. [lnarHo3 He 6bIn BepucunumposaH. BpayamMmun KOHCYNbTaTUBHO-AMArHOCTUHECKOro LeHTpa Obin
YCTaHOBJIEH OuarHo3 « Ty6epo3HbIN CKNepo3» Ha OCHOBAHUM YeTbIpeX BOMbLUMX U ABYX MasblX ANarHOCTU-
YeCcKnx KputepueB. MNpoBeaeHO feHeHne KOXHbIX NPOSBAEHUIA METOOM fla3epHOM AeCTPYKLNN, C XO-
POLLUM KOCMETUYECKUM 3dh(hekTOM. PekOMeHA0BaHO farnbHenlee o6cnefoBaHme y Bpaden CMeXHbIX
crneumansHOCTEN AN BbISIBIIEHUS NOPaXKeHUs ApYyrux opraHoB. [daHHbIN KIMHUYECKUIA Cnyyan npeacras-
NSET UHTEepEeC A8 AepMaTosioroB, Tak Kak onucaHHbIN epMaTos peako BCTpevaeTcs B NOBCEOHEBHOM
npakTuKe.

Knto4eBble cnoBa: Ty6epO3HbIN CKIePO3, KIIMHUYECKWUIA cryyYail, aHrMopMopomMbI Niuua, AMarHoOCTUHECKUEe Kputepum.

KOHMNUKT MHTEPECOB: aBTOpPbI AEKTAPUPYIOT OTCYTCTBUE SIBHBIX M MOTEHLUMASbHBIX KOH(PSIMKTOB MHTEPECOoB,
CBSI3aHHbIX C Ny6nuKaLmen HacTosLen cTaTbL.

NCTOYHUK chnHAaHCUPOBaHNS: paboTa BbIMOMHEHA U OMY6IIMKOBaHa 3a CHET (PUHAHCUMPOBaHWS MO MECTY PaboThbl
aBTOPOB.

Cornacve naumeHTa. MauueHT 4OGPOBOMLHO NoANMcan MHOPMMPOBaHHOE Corfliacue Ha Ny6MKaumio nepcoHarb-
HOM MeULMHCKON MHdopMaLmMn B 06e3nmMYeHHoN hopMe B XypHarne «BeCcTHUK AepMaTonorum n BeHeponorum».
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HegMarHOCTMPOBaHHbIN Ty6epO3HbIV cknepol. BecTHMK gepmaTonorum n BeHeponorun. 2021;97(3):00-00.
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Long—term undiagnosed tuberous sclerosis

© Tatyana N. Varenova®, Venera A. Goshadze, Daria |. Akutina, Oleg N. Pomerantsev

State Research Center of Dermatovenereology and Cosmetology
Kovalikhinskaya str., 49g, 603950, Nizhniy Novgorod, Russia

The article presents the history, etiology, pathogenesis and variability of the clinical picture of a rare genetic
disease — tuberous sclerosis. The clinical and laboratory criteria on the basis of which this diagnosis

is made are described. Specialists of the Nizhny Novgorod Branch of the State Research Center of
Dermatovenereology and Cosmetology, Ministry of Health of the Russian Federation carried out treatment
and observation of the patient K. Patient was born in 1997, repeatedly turned to dermatologists in different
cities of Russia with complaints about formations on the face, hands, legs and spots on the skin of the trunk
that appeared in early childhood. The diagnosis was not confirmed. The doctors of the consultative and
diagnostic center diagnosed with tuberous sclerosis based of four large and two small diagnostic criteria.
Treatment of skin manifestations was carried out by laser destruction, it gave a good cosmetic effect. We
recommended further examination by doctors of related specialties for identify lesions of other organs. This
clinical case is of interest for dermatologists, because the described dermatosis is rarely found in everyday
practice.
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Il Ty6eposHbiii cknepos (TC) (oT nar. tuber — HapocT,
Onyxosb) — 3TO pegkoe 3abosieBaHne ¢ ayTOCOMHO-AOMU-
HaHTHLIM TUMOM HacnefoBaHWsA, XxapakTepuayloLeecs no-
paXxeHnem KOXW, LieHTpasnibHOM HEepBHOM CUCTEMBI, a Tak-
Xe MHOruMx Opyrvx opraHos. [Mpoucxogut dopmMupoBaHune
[O6pOKAYECTBEHHbIX OMyxonew (ramapToMm), CBS3aHHbIX
C HapyLleHveM nponudepauun, murpaumm n guddepeH-
LIMPOBKM KIeTOoK Henpornuu [1-5]. MNopaxxeHns Koxu BCTpe-
YaloTcs MOYTU Y BCEX MaLMeHTOB U KpanHe BaXKHbl Ans au-
arHoCTWKW faHHOro 3a6onesaHus.

lMepBoe [OKyMeHTanbLHOEe onvcaHue 3aboneBaHus
npepctasneHo B 1862 r. @®.[1. PeknuHrxay3eH o6Hapy-
XU MHOXECTBEHHbIE OMNyXonu cepaua v roflioBHOro Mos-
ra npu naTonoroaHaToOMM4YeCcKOM MCCefoBaHnn pebeHka,
yMepLuero Bckope nocne poxgexus [1-4, 6]. Nepsoe nog-
po6Hoe onvcaHne HeBPONOrM4YEeCKMX CUMMNTOMOB 1 O6LLEN
naToniorMm B LeHTpanbHOW HEPBHOM CUCTEME NpefocTaBun
dpaHuy3sckun Hesponatonor Désiré-Magloire Bourneville
B 1880 r. OH ucnonb3oBan TepMUH «TyOGEpPO3HbIN CKIle-
pO3 MO3roBbIX M3BUAWH» AAa onucaHusa natonorum LHC
y pebeHka ¢ cygoporamu U HeCNOCOGHOCTLIO K 06YYEeHUIo
[6]. B 1890 r. A. . MNpuHrn onucan nopaxeHus nuua, Ha-
3BaB WX BPOXAEHHbIMWU ageHoMamu canbHbix xenes. C Tex
nop 3abonesaHne HOCUT Ha3BaHve «b6onesHb BypHesuns-
MpuHrna». [1]. B TeyeHne MHoOrux net onsg AMarHOCTUKM
TC wncnonb3oBanacb Tpuapga Porta (tuberous sclerosis
complex): afeHOMbI canbHbIX Xenes, anunentTuyeckue npu-
CTyMbl M 3adepXkKa yMCTBeHHoro passutus [1, 2, 6]. OgHa-
KO, Knaccudeckas Tpvaga oTMevaeTcs NuLlb Y He60nbLLION
Yactu nauueHToB ¢ TC. B 1920 r. AAH BaH gep XyBeH onu-
can Jo6pokayeCcTBEHHbIE ONYXONW rMa3Horo gHa (CMMNToM
«TYTOBOW Arogpl») [1, 2]

MpumepHo B 1/3 cnyvaes npocnexmnsBaeTcs ayTOCOMHO-
OOMWHaHTHOE HacnenoBaHune, OQHAaKo y YacTh 60MbHbIX TC
BO3HUWKAET criopafmyecku, B pesynestate de novo mytauum
reHoB TSC1 (kogupytoLiero 6enok ramaptuH) n TSC2 (ko-
avpytowiero 6enok Ty6epuH). Oba atn 6enka ABMATCA
cyrnpeccopamm OryxosnieBoro pocta, KoTopble perynupyoT
pocT n auddepeHUMpPoBKY Knetok. MyTtaumm 6enkos npu-
BOASAT K KNETOYHOM nponudepanmmn 1 passuTmio pasnmyHo-
ro Tvna oryxosnern BO MHOIMX opraHax [4, 7].

Hau6onee spkum npusHakom TC ABNSOTCA aHrnodu-
6pOMbI Nnua (CMMMETPUYHblE afeHOMbI CallbHbIX XXenes
MpuHrna). OnemeHTbl MOSABAAIOTCA B paHHeM [eTcTBe,
B NOAPOCTKOBOM BO3pacTe WX KONMYECTBO YBeENMYMBaET-
ca. 9T JO6poKaYeCTBEHHbIE raMapTPOMbl MPEeACcTaBaoT
coboN rnafkue u TBepable Po30Bble Narnynbl pa3smepom
1-5MM, nHorga ¢ TeneaHrnoskTasmsamm. OHun pacrnonararoT-
Csl Ha KOXe LieHTpanbHom o6ractn nuua 1 4acTo CKOHLIEH-
TPUPOBaHbI Ha LLEeKax M Hocy (Mo TUMY «KpbliibeB 6a60o4-
ku»). JlaTepasnbHble HYacTu 1ua, Kak npasunio, NOpaxeHbl
He3HauunTenbHo [1-4, 7].

Han6onee paHHum npossneHnem TC saBnsoTCca -
MONMUIrMeHTUPOBaHHbIE MATHA, 4YacTo O6HapyXusBaemble
B rPygHOM M paHHeMm pJeTckom Bo3pacTe. Mo AaHHbIM
peTpOoCneKTUBHLIX aHanu3oB, ecnv y MnafeHues ux pe-
rmcTpupytot B 39% criyyaes 1 yalle, TO K nybepraTy ux
BbIABNAeMOCTb gocturaet 92-98%. [NaTHa umeroT pas-
NNYHYIO KOHdUrypauuio 1 pasmepsl. Hanbonee KpyrnHble
13 Hux (0, 5—12 cm) oBanbHOW WK YONMHEHHON (OPMbI
C 320CTPEHHbIMU KOHLi@MM (CMMNTOM «SACEHEBOIO NucTa»),
anameTp Menkux KOHETTUNOLOOHBLIX 3NIEMEHTOB He npe-
BbllaeT 1-3 MM. KonuyecTBO NsATEH BapbUpyeT OT He-
ckonbkux oo 100 n 6onee, npenMyLLIECTBEHHOE pacnosno-
XEeHWe Ha KOXe TynosuLLla 1 KoHeYHocTen. [Ana nx nyywen
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BU3yanuaaLumn, 0CO6EHHO Y NULL CO CBETIION KOXeN, npube-
raloT K 06ny4eHuo namnou Bypa [2, 3, 7].

LLlarpeHeBas 6nsiiKa npeactasnseT co6on coeanHu-
TeNbHOTKaHHbIA HEBYC, KOTOPbIM HabnogaeTca npumep-
HO y 80% naumeHToB ¢ Ty6epo3HbIM cknepo3om. OH Tu-
NMUYHO PacronoXeH B MOACHUYHO-KPECTLOBOW 0651acTu.
Bnsawkn o06bI4HO conuTapHble, crnerka asnesupylolime,
pa3MepoM OT HECKONbKUX MunnmMmeTtpos Ao 10 cM n 60-
nee, ¢ HEPOBHOW MOBEPXHOCTbLIO, TENEeCHOro Unn Xen-
TOBaTO-KOPUYHEBOrO LBeTa, MArKOM UNN 3nacTu4eckom
KOHCUCTeHuuu [3, 7].

Opyrum KoxHbIM mMapkepom TC ABNSIOTCA OKOMOHOr-
TeBble PMO6POMbI KeHeHa, BO3HMKarLmne B ny6epTaTHOM
nnun noctnybepraTHOM nepuone, Yaile y xeHmH (50-80%
cny4yaes). [peobnagaeT nopaxeHve nanbLes CTON B BUae
nanysn po30BO-MSCOKpacHoro useta pasmepoMm 1-10 mm,
Kyrnonoo6pasHomr, MHOrga KoHM4eckon opmel [2, 3, 7].

HacTbiMM nNpu3Hakamu MopaxeHus  LieHTpasibHon
HEPBHOW CUCTEMbl SABASIOTCA 3MNUMAENCUs, KOrHUTUBHbIE
N noBefdeHYecKne HapylueHus (CMHOpoM deduvumuta BHU-
MaHus 1 aytnam) [5]. MNcrxoHeBponornyeckmne HapyLleHus
06YCOBIEHbI NOPaXeHNeM TKaHer Moasra, npexane Bcero
y3noBaTbiM paspactaHvem Henpornum (Tybepbl) B KOpe,
KOTOpble pacronaralTcs MPenMyLLEeCTBEHHO CYy6TEeHTO-
pvanbHO B NO6HbIX gonsax. Pasamep Ty6epoB (eAuHUYHbIE
VTN MHOXECTBEHHbIE) BapbMpyeT OT HECKOSbKUX MWIIU-
METPOB OO0 HECKONbKUX caHTumeTpoB. Crnegyet oTMeTUTb,
41O M3mMeHeHns OBl Horga BbISBNAIOT Jaxe B OTCYTCTBME
HeBponornyeckon natonoruu [3].

MopaxeHus mas npu TC BKNOYaOT raMapToMbl CET-
YyaTku, aTpodno N KONMOHGOMbI 3pPUTENIbHOrO HEpBa, XOpUO-
Maeu 1 pagy>xXku, aHrmnonoépomsl sek [1-3].

Onyxonn ceppua (Mpexpe Bcero pabgoMMOMbl) —
caMble 4acTble ONyxonu y HOBOPOXAeHHbIx ¢ TC. XoTa
OHWM 4acTo NpoTeKalT 6eCCUMMTOMHO, Kak B rnpeHaTarnb-
HOM, TakK M B MOCNepofoBOM Mepuofde, OHM MOryT MpuUBO-
OUTb K apUTMUSAM U cepaeYvHON HeOCTaTOYHOCTH, BNOTh
00 ocTaHoBKM cepaua [1-3, 6].

Y 15% 60MbHbIX BbISBAAIOTCA raMapToMbl B NOYKax.
C BO3pacToM y Takux MauUMEHTOB Pa3BUBAIOTCA MHOXe-
CTBEHHblE 6unaTeparsbHble KUCTbI, MPUBOASALLNE K NOSINKK-
CTO3Y nouex [8].

B HekoTOopbIX crny4asx o6Hapy>XMBalTCA KUCTbI B Ner-
KUX, KOTOPblE MOTFYT NPMBECTWN K CMOHTAaHHOMY MHEBMOTO-
pakcy [8].

[narHoctuyeckue Kputepum Ty6epO3HOro CKreposa
6b11M paccmoTpersl B 2012 r. Ha BTOpon MexpyHapon-
HOM KOHPepeHUMn No KOMIMNEKCHOMY KOHCEHCycy Mo Ty-
6epo3HOMY CKNepody nocfie BCTpeyn ¢ 79 aKcreptamu
13 14 cTpaH C uenbio BbIpabOTKN pekoMeHaauun no ama-
rHOCTMKe, HabnioaeHno 1 BegeHno naumeHtTo ¢ TC. He-
KOTOpPble U3MEHEHUA ObININ BHECEHLI MO CPaBHEHUIO C Npe-
ablgyummn  kputepmamm (1998 r.), Hambonee BaXHbIMU
M3 KOTOPbIX ABNSAIOTCS BKIOYEHME FeHEeTUYECKOoro TecTu-
poBaHMA N YTOYHEHWE KIMHNYeckux kputepumes [9, 10].

CornacHo HOBOMY FEHETUHECKOMY KPWUTEPWIO, MAOEH-
TMdmKaumm natoreHHon mytaumm B IHK TSC1 unn TSC2
[OCTaTO4HO, YTOObLl YCTaHOBUTL OKOHYaTesbHbIA AnarHos
TC. MonekynapHoe TecTupoBaHWe AAeT MONOXUTENbHbIN
pesynstat y 75-90% naumeHtoB ¢ TC; B 3HA4YMTENbHON
Yacth (oT 10 go 25%) reHeTM4ecKoe TECTUPOBAHWE He Bbl-
SIBUSIO naToreHHyto myTtauuo. CnegosaTenebHo, pesynsrar
MONEKYNAPHOro TecTuposaHus He ucknodaet TC. OgHako
3TOT HOBbIN KpUTEpUIA obneryaeT AMarHoCcTuKy, 0CO6eHHO
y TPyOHbIX OeTeur, Korga elle He BbISIBUMU KIIMHUYeCKune
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npusHaku [9, 10]. KnuHnyeckne Kputepun nogpasnensior-
csl Ha 6onbLuve 1 Manble. [1na nocTaHOBKU AnarHo3a Heoo6-
XOAMMO Hanuyme 2 60nbmx unn 1 60nbLLIOro 1 2 ManbIxX
Kputepues (npy Hanmymm 1 6onbLioro 1 1 manoro kpurte-
pus aMarHo3 Ty6epo3HOro ckneposa BepositeH; 1 60MbLLUOo-
ro unv 2 n 6onee manbsix — He UckoyeH) [10, 11]. OnarHo-
CTUYECKNE KpUTepumn npeacraBneHsl B Tabnuue 1.

JleyeHne 3aboneBaHWsi HOCUT CUMMTOMATUYECKUI
XapakTep M 3aBUCUT OT CTeneHu pacrnpoCTPaHEeHHOCTU
N TSXECTN NopaxKeHus BHYTPEHHUX opraHos. [pu gepma-
TONMOMMYECKMX MNPOSIBNEHMAX WCMOMb3YIOTCA CchnegyoLmne
MeToabl — Aepmabpasus, pagvoBOSIHOBAsA OEeCTPyKums,
doToOMHaAMMYECKasa Tepanua W nasepHble TEXHONoruu
[1-4, 6]. OTmMe4aeTca MONOXUTENbHbLIA ONbIT B NEYEHUN
uHrnéutopamm mTOR, o6nagawwymMmm MMMyHOCYNpec-
CMBHBIM U NPOTUBOOMNYXONEBLIM OEVNCTBUEM (DBEPONNMYC
n Cuponumyc) [4, 10].

[MporHo3 onpepenseTca CTENEHbIO TAXECTU U NOKanu-
3aumen BucLepanbHON NaTonoruu.

Ty6epo3HbI CKNepo3 okasblBaeT 3HAYUTENbHOE BMU-
SIHMe Ha couuanbHoe 6raronofnyyne U CeMemHyIo XWU3Hb
KaK Monofblx, Tak U B3pocnbIX nogen. Boicokas 3aBucu-
MOCTb MauueHTOB OT OKpY>XaloLlen cpefbl MOXEeT NpuBO-
OUTb K OLLYLLIEHWIO Je30pueHTaumm, oguHoyecTsa U Knu-
HUYECKM 3HAYMMOrO YPOBHSA CTpecca Kak y naLueHToB, Tak
Wy uneHoB nx cemett [10].

Onucanue cnyyas

Co cnos nauneHTa nepseble NMPU3HaKU 3aboneBaHus
noaABUJINCb B paHHeEM OEeTCKOM BO3pacTe B BMOe nonylla-
poBUOHbIX o6pasoBaHvu7| Ha KoOXe nuua w“n 6enbiX NAaTeH
Ha KOXe TynoBuLLa. [locTeneHHo KOMM4ecTBO U pasmMe-
pbl BbICbINaHU yBENNHUINCDL, NOABUJINCb aHaJiorn4Hble
3MIEMEHTbI B 06/1aCTU OKONIOHOTTEBLIX BalIMKOB Ha KUCTAX
n ctonax. MNMaumeHT Heckonbko pa3 obpallancs K gepma-
Tonoram B T. ACTpaxaHb nr. Bonrorpa,q, onarHo3 He 6bIn
BepudmumposaH. JleyeHne He nposoaunock. B aHaMHese

Tabnuua. JuarHoctuyeckue kputepun [11]
Table. Diagnostic criteria [11]
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oTMeYanuch cyfoporu. Haxogutcs Ha ydete y odotanbmo-
nora ¢ gnarHo3om: «emepanonus. Cyqoporv B aHamHese».

O6vexkTuBHbIVE ocMoTp. CO3HaHME ACHOe, COCTOSHUE
YOOBNEeTBOPUTENIbHOE, OJHAKO OTMEeYaeTcs HekoTopas 3a-
TOPMOXEHHOCTb U pacCcesHHOCTb B 06LeHun. Tenocrnoxe-
HWe acTeHunyHoe. [Nepudepunyeckme numdaTnyeckmne yanel
He yBenuyeHbl. Al = 123/70 mm pT. CT.

Status localis. TlaTonornyecknin npouecc npepcTas-
NeH Ha Koxe mua (B 06nacTu LLeK, HOCOLLEYHbIX CKNaaoK,
nog6opoaKka) B BUAe MHOXECTBa MeSIKUX (guameTpom oT 1
00 10 MM), OKpPYTfIbIX, MArKMUX Y3€/1KOB IPKO-PO30BOIo LiBe-
Ta C rnagkon NoOBEpPXHOCTbIO, C €OMHUYHBIMU TeneaHrnak-
TasnsMN Ha MOBEPXHOCTU, KOTOpble MecTaMmu CrvBaloTCA
Mexay cobor (aHrMounbpombl; adeHOMbI CaslbHbIX Xenes
MpuHrna) (puc. 1, 2). B o6nacty 0koNOHOrTEBLIX BaNVKOB V
n Il nanbues kucten, V u lll nanbueB cTon NAOTHbIE, KOHU-
YecKue y3enku po30BOro LBeTa, HaaBurarLmecs Ha Hor-
TeBylo nnactuHy (onyxonu KeHeHna) (puc. 3). Ha koxe
TYNOBULLIA M BEPXHUX KOHEYHOCTEN KPYyrHbIe MOMMroHasb-
Hble TMMOMNUIMEHTUPOBaHHbIE NATHA (CUMMTOM «SCEHEeBO-
ro nucTa»), a Takxke NATHa MO TUNy kKoHdeTTn (puc. 4, 5).
Ha KoXe cnuHbl B NOSICHUYHO-KPECTLIOBOW 06nacTu 6nsLuka
TENEeCHO-XeNnToro LseTta ¢ 6yrpucTor NOBEPXHOCTLIO, MSr-
KOW KOHCUCTEHUMM (LuarpeHeBas 6nsLuka).

Pesynbratsl onankasibHoOro, 1a60paTopHoOro N MHCTPY-
MEHTalIbHOIro UccriefoBaHns

O6LMI aHanM3 KpoBU, 6UOXMMNYECKUI aHaNM3 KPOBH,
o6LLNIA aHanM3 Moyn 6e3 0CO6EeHHOCTEN.

Mpwn ynesTpasBykoBOM MCCNefoBaHNN GPIOLLHON MOno-
CTN 1 NOYeK 06HAPYXEHbI MHOXECTBEHHbIE KUCTbI MOYEK.

MocTaBneH avMarHo3 Ty6epo3HOro CKneposa Ha OCHO-
BaHMN aHamHe3a (Oe6lT B paHHEM [ETCKOM Bo3pacTe,
CY[oporn B aHaMHese), 4 60MnbLUMX KpUTEpUEB (aHrModu-
6poMbI NN, OKONOHOI TeBblE PMOPOMEI, 6onee 3 rmnonur-
MEHTUPOBAaHHbIX NATEH, LlarpeHesas 65sWwka) u 2 Masnbix
KpUTEPUS (MHOXECTBEHHbIE KUCTbI MOYEK, MENKne rvno-
NMUrMEHTMPOBAHHbIE NATHA NO TUMY KOHMEeTTH).

bonbuimne KpuTepun

Manble Kkputepuun

1 AHrnou6pombl nuua unn uéposble 6a9LWKN HA N6Y

MHOXeCTBEHHbIE Y4aCTKM runonnasni amanu 3y6os

2 OkonoHorTeBas onbpoma, He CBAI3aHHasA C TPaBMOMN [amapTOMHbIE NOANMbI NPAMOI KNLLKN
3 3 TUNONUTMEHTUPOBAHHBIX NATHA UNK 6oee Kuctol KocTen
4 Y4aCTOK «LLarpeHeBon Koxu» Oyarv nopa>keHus 6e510ro BeLecTBa roN0BHOr0 MO3ra,

(COeaNHUTENbHOTKAHHbIN HEBYC)

CrpynnupoBaHHbIe BAOMb PaananbHbIX MAHNIA,

COOTBETCTBYIOLLNX NYTSM MUrpaLUu HENPOHOB BO BpeMs amMbpuoreHesa

5 MHOXeCTBEHHbIE Y3€/1KOBble raMapTOMbl CETHATKN OunbpoMbl AeceH
6 KopkoBbliii 6yropok lamapToma nto60oit noKannuaauum, KpoMe NoYe4HoA
7 Cy63neHaMManbHbIA y3en Oyar genurmeHTauumn ceTyaTku

8 Cy63nenaumanbHas ruraHTokneTo4Has acTpoumMToma

rVII'IOI'II/IFMEHTVIpOBaHHbIe NATHA B BUE KOH(ETU

9 Pabgomuoma cepaua [MNoNMrMeHTUPOBaHHbIE NATHA B BUAE KOH(ETK
10 JIumdanrnommomaros —
1 AHrronunoma noyvku —

Il BecTHuk gepmaTonorumn n seHeponorun. 2021;97(3):00-00
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Puc. 1. Avrnocpubpombl vua (npodmnb) Puc. 2. Avrnocubpombl nuua (aHdac)
Fig. 1. Angiofibromas of the face (profile) Fig. 2. Angiofibromas of the face (full face)

Puc. 3. OkonoHorTesble Gnbpombl KeHeHa
Fig. 3. Kenen's periungual fibromas

MaumeHTy HeogHOKpaTHO 6blna NpoBefeHa nasepHas
OecTpykums anemeHToB (Ha annapate DEKA Smartxide
DOT) Ha nuue (pwuc. 6, 7), KUCTAX 1 cTonax.

PekomeHpgoBaHo poo6cnefosBaHue:  KOHCynbTauus
CMEXHbIX CreumanMcTos — odhtanbMonora n HeBponora,
MPT ronosHoro moara, KT rpygHoi knetku, KM n Oxo-Kr.

lNpepacTaBneHHbIVi KNMMHUYECKMWIA criy4an HTepeceH sp- Fig. 4. Hypopigmented spots on the trunk
KUMW LepMaTofiorM4ecKUMn MposiBIEHUSAMU B COHETaHUK

06cyxpaexue I Puc. 4. [NONUrMeHTMPOBaHHbIE NSTHA Ha TYNOBULLE

BecTtHuk gepmaronorum n seHeponorum. 2021;97(3):00-00 M
T. 97, Ne 3, 2021 Vestnik Dermatologii i Venerologii. 2021;97(3):00-00 M
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Puc. 5. TunonurMeHTMpOBaHHbIE NATHA Ha JIEBOI BEPXHEN KOHEYHOCTH
Fig. 5. Hypopigmented spots on the left upper limb

C ropaxeHuem BHYTPEHHWX opraHoB. B ctaTbe npefcras-
neHbl oTorpadun pesynsTaToB NeYeHns aHrmodpuopom
Ha nuue y Monogoro Yenoeeka. C NoMoLLbio nasepHon ae-
CTPYKUNN 3IEMEHTOB Mbl JOOUNUCL XOPOLLEro KOCMeTu4e-
CKOro peaynesrarta, 4To, B CBOIO o4epefb, CNOCOOCTBYET nyY-
LLEeN coumanbHO-NCUXONOrMYeckon agantaumm nauneHTa.

3aknioyenue

BonesHb BypHesunnsa-fNpuHrna asnaeTcs pegkuMm re-
HeTn4eckn obycnoBneHHbIM 3abonesaHnem. [pu paccmo-
TPEHUU CXOXUX KIMMHUYECKUX Cny4vaes, MnpeacTaBrieHHbIX
B nuTepatype, obpallaeT Ha cebsi BHMMaHWe TOT (hakT,
YTO YacTo AnarHo3 «Ty6epo3HbI CKIepo3» BbICTaBNAETCA
yXe B 3pefioM BO3pacTe, YTO MOXET CBUAETENLCTBOBaTbL
O HeJoCTaTO4YHOM OCBEOOMIIEHHOCTU MPaKTUKYHOLLUMX Bpa-
Yen 0 gaHHow natonorum [1, 2, 12]. Tak KaK KOXHble NposiB-
neHusa Ha6nogaTcsa NoyuTn y 100% 60sbHbIX U HaCTO ABNS-
10TCS NPE3EHTUPYIOLLMMKN NPU3HAKaMu, nMaupyoLLas posb

463

Puc. 6. Pe3ynbratbl neyeHus: nasepHast JECTPYKLWS 00pa3oBaHmil (aHdac)
Fig. 6. Treatment results: laser destruction of formations (full face).

Puc. 7. Pesynbratbl neyeHus: nasepHast AeCTPyKLMsS 06pa3oBatmii (Mmpochnb)
Fig. 7. Treatment results: laser destruction of formations (profile)

B onarHoctuke TC npuHagnexuT gepmatonoram. MNaumeH-
Tbl C 3TUM OMArHO30M AOSMKHbI PErynspHo HabnogaTbes
BpayamMu pasnnyHbIX cneumanbHOCTEN B CBA3M C MOMUCU-
CTeMHbIM xapakTepom 3atonesarus. JJi
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