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AVHUYECKHII CAYYal TYOEPO3HOTO CKAEPO3a

© Kpactosa H.B., Tumanuesa I'.I"., CunuupiHa J1.I.*

Pecny6nnkaHCKUin KOXXHO-BEHEPONOTUYECKUI ANCTAHCEP
428015, Poccug, 1. Hebokcapel, yn. Muporosa, 4. 6

MaumeHTka M. 23 net o6paTunnach K AepmMartonory ¢ xanob6amu Ha BbICbINaHWs Ha vue, KoTopble 6ec-
nokounu ¢ getctea. MNpn 06bLEKTUBHOM OCMOTPE MOPaXKeHUEe KOXM UMENO pacnpoCcTpaHeHHbIN XxapakTep.
Mpun BM3yansHOM ocMOTpe ObIn BbISIBMEHbI NATHA MMNONUrMeHTauumn, aHrmonopoMsbl vua, «LarpeHo-
Bble» Y4aCTKN KOXW, OKONOHOrTeBble (pMbpoMbl. Bbin BeiCTaBneH guarHo3 Ty6epo3HbI cknepos. MNpu gans-
Heriem o6crnefoBaHnm BbisSIBNIEHbI HOBOOOPa30BaHUS B FOJTOBHOM MO3re 1 NpaBoi NoYKe, NopaXkeHue
nerkux, Tpyb4atbIx KocTen, numdoaaeHonatus. NaupeHTka npogomkaeT HabntogeHe y Hesposnora

n TepanesTa. o peaynsratam KT opraHoB rpyaHOM KNeTKU Ha3HayeHa KOHCYNsTaums oHKosora ¢ Lenbio
npoBeeHNs OHKOMOMCKa. Taknm 06pasom, Npu KOXKHbIX MPOSBIEHUSX, XapaKTepHbIX 415 AaHHOro 3aborne-
BaHWs, HEOHXOAMMO NPOBEAEHNE KOMMNEKCHOro 06¢cneoBaHus Ans BbISBNEHWUSA CONYTCTBYIOLLIEN NaToNorum
W paHHelr OnarHoCTUKN OCIIOXHEHUA.

Knto4eBble CNOBA: Ty6eposHbIi ckiepos, opthaHHoe 3a6oneBaHmne, HelipoKyTaHHOe 3a6oneBaHue.

KOHNUKT MHTEPECOB: aBTOPbI AEKNapUPYOT OTCYTCTBUE SIBHBIX U NMOTEHLMANbHBIX KOHIMKTOB MHTEPECOB, CBA3aH-
HbIX C Ny6nuKaumern HacTosLLIEN CcTaTbu.

NCTOYHUK hrHaHCUPOBaHNS: paboTa BbIMOMHEHA U OMNY6IIMKOBaHa 3a CHET (PUHAHCUMPOBaHWS MO MECTY PaboThbl
aBTOPOB.

Cornacve naumeHTa. MauveHT JO6POBOLHO NOANMCaNn MHOPMMPOBAHHOE Cornacue Ha NyGnMKaumio NepcoHanbHoN
MeOMLIMHCKOM MHbopMaLmm B 06e3NMYEHHOM (DOpMe MMEHHO B XXypHarne «BecTHUK AepMaTtoniorum 1 BeHeposiorum».

Onsa umtupoBaHus: KpacHoea H.B., Tumanvesa I'.I"., CuHuubiHa J1.I. KnvHudeckuii cnyyaii Ty6epo3HOro ckreposa.
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Case report on tuberous sclerosis

© Nadezhda V. Krasnova, Geliya G. Gimalieva, Larisa G. Sinitsyna*

Republican dermatovenereologic dispensary
Pirogova str., 6, 428015, Cheboksary, Russia

Patient M., 23 years old, consulted a dermatologist with complaints of rashes on the face, which had
bothered since childhood. On objective examination, skin lesions were widespread. A visual examination
revealed spots of hypopigmentation, angiofibromas of the face, “shagreen” fate of the skin, periungual
fibromas. She was diagnosed with tuberous sclerosis. Further examination revealed a neoplasm in the
brain and right kidney, damage to the lungs, tubular bones, lymphadenopathy. The patient continues to
be monitored by a neurologist and therapist. Based on the results of CT scan of the chest organs, an
oncologist's consultation was scheduled to conduct an oncology search. Thus, with skin manifestations
characteristic of this disease, it is necessary to conduct a comprehensive examination to identify
concomitant pathology and early diagnosis of complications.

Keywords: tuberous sclerosis, orphan disease, neurocutaneous disease.
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I AkTyanbHocTb

Ty6epo3Hbivi cknepod (TC) — 370 HEMPOKYTaHHOE, Op-
daHHOE, MONMCUCTEMHOE, FreHETUYECKN AeTePMUHNPOBAH-
Hoe 3abonieBaHue C BapuabenibHOM 3KCMPECCUMBHOCTLIO,
npy KOTOPOM AO6POKAYEeCTBEHHbIE OMyXonu (ramapToMbl)
BbISIBMIAIOTCA B Pa3fIMYHbIX OpraHax, BK/to4Yas rofioBHOW
MO3r, rnasa, Koxy, cepaue, NoYkn 1 neyveHb. Pexe B npo-
Liecc BOBIEKaloTCs Nerkne, a3HAOKPUHHAA cUucTemMa m Xeny-
OOYHO-KuLLeYHbIA TpakT [1-3]. Npu BM3yansHOM ocMOTpe
y naumeHTa MOXHO BbISIBUTb PasfinyHble KOXHbIE N3MeHe-
HUSA: TUMOMUIMEHTHbIE NATHA, aHrMonbpombl nnua, y4acT-
KW «lIarpeHeBOM KOXW», OKOSIOHOrTeBble (OUOPOMBI,
hn6pO3HbIE GnALKK, Henble nNpsaan Bonoc [4—7]. OrpaHu-
YeHHble rMNoMenaHoOTUYecKme NATHa UMEIOT pag KIMHUYe-
CKMX OCOBEHHOCTEN, KOTOPble MOFYT UMETb AMarHOCTUYe-
CKOe 3Ha4eHve: pa3Mepsbl; LBET N OTTEHKU LiBeTa; hopMa;
KONMM4YeCcTBO 1 N3ntobneHHble MecTa nokanuaauuu. Mpu Ty-
6epo3HoM cknepose y 90% naumeHToB rmnonurMeHTUpo-
BaHHbIE MATHA MMEIOTCS YXKEe C POXAEHUS UM NOSBAAIOTCA
BCKOpPE nocne Hero. 9TV BbICbINaHMsA Heo6Xoaumo Aud-
depeHumpoBaTtb C AeNUrMeHTUPOBaHHbIM HEBYCOM (Tak
HasbiBaemMbIM nevus achromicus) u sutunuro. MNpu BUTK-
NUro AenurMeHTMPOBaHHbIE YHacTkM B iy4ax namnsl Byga
BbIMMAOAT SAPKO-6enbiMK, TOrga Kak 3nemMeHTbl Ty6epos-
HOro cKneposa UMeloT CepoBaTo-OManoBUAHbLIN OTTEHOK.
JenurMeHTUpOBaHHbIA HEBYC, Kak NpaBwio, npeacrasneH
eOVHNYHbIM 6eflbiM NATHOM, OH BCTpeYaeTcs MpPUMEPHO
y 0,2-0,3% HOBOPOXAEHHBLIX N MOXET CyLLECTBOBaTb YyXe
Npy POXAEHUN UMM MOSBAATLCA HA MEPBOM rofdy XXWU3HW.
MHorga genvrMeHTMpoBaHHbIA HEBYC MOXET pacrnonararb-
cs no nuHuam brauwko [8]. Butunuro, oTpy6eBuaHbIn nu-
Lwan n xMMmyeckas genmrMmeHTauns obbl4HO NPOSBASIOTCA
MHOIO4MCNEHHBIMW NATHAMWY; OENUIMEHTUPOBaHHbIV HEBYC
N Ty6EepO3HbIA CKNEepo3 — XapakKTepu3yloTCs TONbKO pac-
CESHHbIMWU MNOpaXeHnamMW. Ons BUTUANIO U XMMUYECKOMN
nevikogepMbl XxapakTepHbl 3y64aTble UM BbiNyKIble rpaHn-
Ubl; Ana Ty6epo3HOro ckneposa — 3a0CTpeHHble [9].

Onucanue cnyyas

MaumeHTka M. B Bo3pacTe 23 neT o6patunack Kk gepma-
Tonory BY «PKB[» ¢ xano6amu Ha BbICbiNaHWs Ha nvue,
KoTopble 6ecrnokounu ¢ aetctea. VI3 aHamHe3a n3BECTHO,
4yTO pebeHoK oT 1- 6epemeHHOCTN. BepeMeHHOCTL npo-
Tekana Ha oHe rectosa, XenesogeUUUTHOM aHeMuw,
BHYTPUYTPOGHOW runokcumn nnopa. Pofbl cpo4Hble, ecTe-
CTBeHHbIM nyTeM. lNauneHTka Habnoganack y KOCMeTono-
roB C AMarHo3oM yrpesas 60ne3Hb, Nnockue 60pofaBKu.
Mony4ana no nosofy BbIChINaHWIA NPOTUBOBUPYCHLIE MNpe-
napartbl, NPOBOAUNIACh KpuodecTpykums. OTMeyaeT oTcyT-
CTBUE apdheKTa OT NPOBOANMOM Tepanuu.

Pe3ynbTathbl huankanbHoro, nabopaTopHoro

W UHCTPYMEHTANIbHOI O uccneoBaHuit

O6bLEKTUBHO: MOpaxXeHne KOXM MMEeNo pacnpocTpa-
HeHHbI XxapakTep. Ha koxe 3agHe NOBEpPXHOCTU LUen
C MepexofoM Ha BEpXHIOK TPeTb CMWHbI BU3yannsvpoBa-
NUCb TUNOMUIMEHTMPOBaHHbIE NATHA (puc. 1), Ha Koxe
nMua — MHOXEeCTBEHHble nanysfibl pO30BOro LBeTa, pac-
MOSIOXEHHbIE HAa Llekax, Kpblbsax Hoca (aHrModmbpoMbl
nvua) (puc. 2), B MOACHWYHOW 061acTu — paccesiHHble
y4aCTKM XeNToBaTo-KOPNYHEBOrO LiBETA, YMEPEHHO BbICTY-
naroLme Hag ypPOBHEM KOXW, NIIOTHOBATON KOHCUCTEHLUN
(puc. 3). Ha cpegHem nanbue neBon KUCTU (puc. 4), Ha 4-M
nanbLe JIeBON CTOMbl BU3yan1M3npoBanncb OKONIOHOITEBbIE
dmbpombl (onyxonb KeHeHa) (puc. 5). Ha gecHe BepxHen
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Puc. 1. [MnonurmeHTPOBaHHbIE NATHA Ha KOXE CrIHbI
Fig. 1. Hypopigmented spots on the back skin

Puc. 2. AHrnochnbpombl nnua
Fig. 2. Angiofibromas of the face

Puc. 3. PaccesHHble Y4aCTKI XENToBaT0-KOPU4HEBOr0 LIBETA, NJIOTHOBATOW KOHCU-
CTEHLMKW, YMEPEHHO BbICTYNAMLLWE HAZl YDOBHEM KOXW CMIAHbI

Fig. 3. Scattered areas of yellowish-brown color, dense consistency, moderately
protruding above the level of the skin of the back
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Puc. 4. OkonoHorTeBble (PUOPOMbI KNCTH
Fig. 4. Periungual fibroids of the hand

YertocTU 6bIY OTMEYeHbI CrpynnMpoBaHHble Menkue na-
nynel (puc. 6). MNauneHTka oTMevaeT, YTo y OnvKanwmnx
POOCTBEHHUKOB U3MEHEHWUIN He BbINo.

Mpu nposefeHn MPT ronosHoro mosra 6bIf0 BbIsB-
neHo ob6bemHoe obpasoBaHne B obnactu Il xenynouka,
HebonbLUas apaxHouganoHas Kucta npasov No6HOM Jonu,
yMepeHHOoe pacLuupeHne apaxHomaansHOro npocTpaHcTea
B JIOBGHO-TEMEHHbIX [AOMAX.

Ha KT opraHoB rpygHou KneTku 6b1M 0TMeYeHbl MHO-
XECTBEHHbIEe o4aru B Nerkux, KOCTAX, BHYTPUrpyaHas nmv-
oageHonaTus.

Mpn nposegeHnn Y3W opraHoB OPIOLLHOW MOAOCTH
6bina BbisBIEHa HeOAHOPOAHOCTbL CTPYKTYPbI NapeHXnMbI
NpaBoW MNO4KK (OKPYTIbIA Yy4aCTOK 3XOreHHOCTU C HegocTa-
TOYHO YETKMM KOHTYPOM 7*8 MM).

Mpwn KoHcynsTauum y okynucTa 6binvM guarHoctTuposa-
Hbl (HOHOBAS PETUHOMATUS N COCYANCTbIE UBMEHEHUS.

[MaumeHTKe nocTaBneH AMarHo3 Ty6epo3Hbl CKNepos,
OHa rpofonxaeT HabnofeHe y HeBponora u TepanesTa.
Mo pesynstatam KT opraHoB rpygHoOW KNeTku HasHadeHa
KOHCYIbTaUmMsa OHKOora ¢ Liefnblo NpoBefeHUs UCKNI0YeHNA
OHKOJOrMYeCcKoM NaTosiormu.

O6cyxpeHue

OwnarHo3 Ty6epo3HOro ckrnepos3a OOCTaTOYHO CIIOXEH.
Mpn ero noctaHoBke HEOOBXOAUMO YHYUTbIBATL KakK KIWHM-
YeCKyH CUMMTOMATUKY, Tak U CEMeNHbIN aHamHe3. [pu no-
[03peHun Ha TY6epOo3HbIA CKNepo3 nauneHTa Heo6xoamMmo
NPOKOHCYNBTUPOBATb C HEBPOSIOFOM M OKYNIMCTOM, MpO-
BECTU creumasibHble UCCe[oBaHuUs, BKIOYaloLWMNe KOM-
NbIOTEPHYIO TOMOrpaduio 1 anekTposHuedanorpaduio.
3aboneBaHve xapakTtepusyetcsa TpUagoh CUMITOMOB,
BKJTOHAIOLLMX CYAOPOXHbIE Npunagku, cnaboymme v nopa-
XEHne KOXM B BUAE rMnonMrMeHTUPOBAaHHbIX MATEH U KOX-
HbIX aHrnocpmoépom [8]. OCOBEHHOCTHIO OMMUCAHHOMO HamMu
cnyyas 3aboneBaHus ABNSETCA OTCYTCTBUE CYAOPOXHbIX
NpvNagKoB n cnaboymus.
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Puc. 5. OkonoHorTesble rOpOMbI CTOMbI
Fig. 5. Periungual fibroids of the foot

Rl

Puc. 6. CrpynnupoBaHHble MenKue nanymbl Ha eCHe BEPXHElt YemocTA
Fig. 6. Grouped small papules on the upper jaw gums

3aknioyenue

Mpy KOXHbIX NPOABNEHUSX, XapaKTepHbIX AN OaH-
Horo 3a6orneBaHuns, He06X0AMMO MPoBefeHNe KOMMIEKC-
HOro o6¢cnefoBaHUs Ans BbIIBIEHWUS COMYTCTBYIOLLIEN Na-
TONOMMN N paHHe ANarHOCTUKU OCNOXHEHUN. B ceMbsax
60nbHbIX TY6EepO3HbIM CKNEepo3oM TpebyeTcs nposefe-
HUe 0643aTeNbHOro MeAMKO-reHEeTUYECKOro KOHCYMbTU-
poBaHus.
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