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CI/IH,ZLpOM TYyOEpPO3HOIO CKJIEPO3a:
TUIIUYHBIN CJIy4aU PEJKOrO 3200J1€BAHU

Oxnonkos B. A., 3bikoBa E. A.*, MpasauHa O. B.

OMCKNiA rOCYAapCTBEHHbI MEANLIMHCKIIA YHIUBEPCUTET MUHNCTEPCTBA 3ApaBooXpaHeHus Poccuidckoin Depepauuy
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CraTbs nocBdALLeHa peaKoMy HACNeACTBEHHOMY 3a00NeBaHMio U3 rpynmnbl hakomMaTo30B C ayTOCOMHO-

OOMWHAHTHBIM TUMOM HacneaoBaHna — Ty6epo3HOMY CKepo3y. PaccmMoTpeHbl BONPOCH! pacnpocTpa-
HEHHOCTW 3aboneBaHus, BapnabenbHOCTU KIMHNYECKOW KapTVHbI, CBOEBPEMEHHOCTM MOCTAHOBKM KN-
Hn4eckoro anarHozda. Ocoboe BHMMaHe yaensaeTcsi KOXKHbIM MPOSBNEHVAM 1 X AndodbepeHumanbHOM

amarHocTtuke. OnucaH KNMHMYeCKuin cnyvainm gaHHoro 3abonesaHng.

Knto4eBble cnosa: 6oneaHs MpuHrna — BypHeBUnns, Ty6epoaHbIii CKIepos, fe4YeHne

KOHQOMUKT MHTEPECOB: aBTopbl 3a9BMI0T 06 OTCYTCTBIN NMOTEHLMAaNbHOr0 KOHQMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B AaHHOW CcTaThbe.
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4609-2018-94-4-49-54

@)oo

I Vestnik Dermatologii i Venerologii. 2018;94(4):49-54



CLINICAL CASES 450

uberous sclerosis syndrome: a typical case
of a rare disease
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The article is devoted to a rare hereditary disease from the group of phakomatoses with an autosomal
dominant type of inheritance — Pringle — Burnevill disease. The questions of the prevalence of the dis-
ease, the variability of the clinical picture, the timeliness of the clinical diagnosis are considered. Particular
attention is paid to skin manifestations and their differential diagnosis. A clinical case of this disease is
described.
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Il Ty6eposHbiit cknepos (6onesHb MpuHrna — bBypHe-
BUINSA) — HacneacTBEHHOe HeWpoKyTaHHoe 3aboneBa-
HVe, MpOABMAIOLLEECs MNOABMEHNEM 06pa3oBaHMi Tuna
ramapToM BO MHOIMX OpraHax, B YaCTHOCTU B KOXe, FOfoB-
HOM MO3re, rnasax, noykax, cepgue [1]. YactoTta BcTpeda-
emocTtu ot 1:20 000 go 1:100 000 [2]. DpaHLYy3CKUA He-
Bponor Desire-Magloire Bourneville npegnoxun TepmuH
«Ty6epo3HbIi CKNepo3», Korga onucan MO3roBble noBpe-
XOEeHWA, HaeHHble Ha MaToI0roaHaTOMUYECKOM BCKpPbI-
TMn Tpyna 15-neTHero nauueHta, B aHamHe3e KOTOporo
oTMeYanucb ANUNENTUYECKe NPUCTYNbl C MNageH4YecTBa,
YMCTBEHHas OTCTaNoCTb U LEeHTpanbHbIA remunapes. MNMpu-
6NM3NTENBHO ABE TPeTW criyyaeB Ty6epO3HOro Ckneposa
UMEIOT CMOPaANYECKNIA XapakTep, TO eCTb HE MMEIOT OTAro-
LLIEHHOro ceMenHoro aHamHesa. Habnogaemble ceMenHble
cnyvan MMetlT ayTOCOMHO-AOMMHaHTHbIA TN HacregoBsa-
HUS. Y4eHbIMU-reHeTUKaMM NPOBEeJEHO MHOXECTBO paboT
Nno WMCCNEefoBaHUIO M U3YYEHUIO OBYX MPUYMHHBLIX FEHOB:
reHa TSC1, pacnonoxeHHoro Ha xpomocome 9q34, 1 reHa
TSC2, pacnonoxeHHoro Ha 16p13, 4TO, B CBOIO O4epefnp,
3HAYUTENBHO YCKOPWIO MOHWMaHWe MOMEKYNAPHOro na-
ToreHesa 3abonesaHus [3]. Benkn, Kogupyemble reHamm
TSC1 n TSC2, Ha3biBatOTCSA raMapTvH U Ty6epuH COOTBET-
CTBEHHO. [Npn aHann3e MHOrOYUCIIEHHBbIX MOMEKYNSAPHbIX
nccnegoBaHuii 6bIMO BbISIBNIEHO, YTO MPW HacnegcTBeH-
HbIX cny4vasix 3aboneBaHust Yactota MyTaumii reHos TSC1
n TSC2 coctaBuna 50 % ans kaxporo reHa [4]. B cnopa-
OMYecKnx cnyyasix 3abonesaHua gns reHa TSC1 myTtaumm
HargeHbl y 10—15 % naumeHToB, a gns reHa TSC2 mytauum
HanfeHbl B 70 % cnyyasx [5]. Npn o6beanHeHun cnopa-
ONYECKUX N CEMEVHbIX Cny4aeB 3a6oneBaHns MyTaumm re-
HOB 6bInK HarpeHbl y 75-90 % nauuneHToB [6]. OTcyTCcTBUE
MyTaumii nokasaHo y 10-25 % naumeHToB, YTO O6bACHAET-
cA 60MbLUe OrpaHMyYeHneM YyBCTBUTESNIbHOCTU OOCTYMHbIX
mMetopoB [OHK-TMnupoBaHus K OGHApY>XeHUIo MyTauui,
4YeM CyLLecTBOBaHMEM OpYrux naTosiorm4yeckux reHos [7].
MpoBefeHHble KNMHMYECKME UCCNEeAOBaHMSA Nokasanu, 4To
mMyTaumn B reHe TSC1 knuHuYeckn nposBnsftoTca 6onee
MSrKMM TedeHuem 3aboneBaHus, a nNpyu MyTauun B reHe
TSC2 KnuHMYECKME NPOSIBNEHUS 6onee TSXKENble U CIOX-
Hee nopgpatoTcs Tepanun [8]. 3a6oneBaHWIo NOABEPXKEHDI
BCe pacsbl. MpnbnunanTensHo ABe TPeTu cryyaeB Ty6epos-
HOro CKfiepo3a MMetoT CMopagnyeckunii xapakTep, To ecTb
HEe UMEIOT OTArOLEHHOro cemMenHoro aHamHesa. Habnto-
JaeMble CEMEeNHble Cry4an MMelT ayTOCOMHO-OOMMHAHT-
HbIA TMN HacneposaHua [9]. O6Hapy>xeHa MOBbILLEHHASA
YYBCTBUTENBbHOCTb KNETOK 60JIbHbIX TY6EPO3HbIM CKepo-
30M K MOHM3MPYIOLLEN pagnaummn, 4To MOXET CBUAETENb-
CTBOBaTb O BO3MOXHOM fJecdbekTe B cucTeme penapaumu
OHK [10]. BelgensioT 4 KnuHU4eckmx hopMbl 3abonesa-
HUSA:  KACCUMYeCKYH, MCUXOHEBPONOrMHECKYO, KOXHYHO
n nukeopHyto [11]. Knaccudeckas dpopma xapakrepusyeT-
ca Tpuagon doxTta (3nunencus, ymMCcTBEHHas OTCTanocTb,
ajeHomMa casbHbIX Xenes cummeTpuyHas lMpuHrna). MNeu-
XOHeBporornyeckas opma, 06yCroBfieHHas paspacTa-
HMEM Henpornmun, NposBASETCA YMCTBEHHOM OTCTaNIOCTbIO,
anunencuen, cnacTM4ecKMMK napanuyamu, ncvuxonatmen
[12]. Mpu nukeopHOW chopme npesanuvpyeT JMKBOPHas
rmnepteH3uns. [epmaTonornyeckas dopma oTavMyaeTcs
npeo6nagaHneM KOXHOW CUMMATOMAaTKKK, XOTS NopaxeHue
KOXM O4eHb XapakTepHO Af1s Ty6epo3HOro ckfeposa u oT-
Me4vaeTcsa B 96 % cny4vaes [13]. Hanbonee 4acto Bbligens-
0T NOpaXKeHNe KOXM Trna CUMMETPUYHON afeHOMbI carb-
HbIX ene3 lMpuHrna, oKoNoHOrTeBbIX OMOpPOM (onyxonen
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KosHeHa), warpeHeBbIx 6nsLleK, rMnonMrMeHTUPOBaHHbIX
naTeH. AgeHoma casnbHbIX Xenes Tuna lNpuHrna Hanbosnee
TUNMYHA ANs 3TOro 3a60feBaHNs 1 Yalle NosiBNseTcs y ge-
Ten oT 3 o 10 net (pelko C POXAEHWS), HO CTaHOBSTCH
0co6eHHO 3ameTHOW B ny6epTtaTHom nepuoge [14]. OHa
npencTaBnseT co60 MHOXECTBEHHbIE MESIK1E, OKPYITible,
NAOTHOBATbIE WM MSATKME KPACHO-KOPUYHEBbIE Y3enKu
C rnagkon NoBEepXHOCTblo, pa3mepom go 10 mm, noka-
nuaylowmecss B 061aCTM HOCOLLEYHbIX CKMadoK, LUEK,
nop6opogka [15]. OkonoHorteBble MOGPOMbI (OMyX0nn
KosHeHa) valle passuBaloTCs B MOCTNy6epTaTHOM nepu-
ofle M NpeacTaBnsaloT COO60M NEHTUKYNSAPHYIO nanyny wmnm
y3en uBeTa KOXM, HaaBuraloLme Ha HOrTeByHo MNacTUHKY
C HOITEBbIX Ba/IMKOB. VI3MEHEHUs KOXM B KPECTLOBO-KOM-
YMKOBOW 06NacTW, MONy4YMBLUME Ha3BaHWE LUArpeHeBbIX
6nsweK, npeacTaBnsioT CO60M COeAUHUTENbHOTKAHHbIE
(db6PO3HbIE) HEBYCHI B BUAE MITOCKUX, MATKNX, LIBETA KOXM
6MALWKONOAO6HbIX 06pa30BaHUA C MOBEPXHOCTbIO TuUna
anenbLCUHOBOW KOPKWU 1K BYNbIKHOM MOCTOBOW pasmepom
po 10 cwm, cnerka MUrMeHTUPOBaHHbIE UM LiBETa KOXW,
pacnonoXeHHble Ha cnuHe, aroguuax [16]. MMnonurmeH-
TMPOBaHHbIE OBOMAHbIE NATHA TUMa 6enbiX JIMCTLEB ANU-
HOWM 00 3—4 cM, 6enble NATHA-KOHMEeTTN, NATHA-0TNneYaTKu
(MHOroyrosnbHble, NOXOXMe Ha 6OMbLUOK Nanew) OTHOCATCA
K Hanbornee paHHMM NPOsIBNEHNSAM Ty6epO3HOro CKeposa,
OHW MOTYT 6bITb BbISIBNIEHbI AaXe Y HOBOPOXAEHHOIO € No-
MOLLbIO namnbl Byaa. M'vnonnurmeHTMpoBaHHble NATHA pac-
MOMOXeEHbI Yalle Ha nuue, Tynosuwe. VIameHeHnsa KocTen
NPOSBASAIOTCA YTOMNLLEHNEM KOPKOBOIO CMOS M YMEHbLLEHU-
€M KOCTHOMO3roBOro KaHasa AfMHHbIX 1 KOPOTKMX Tpyo4a-
TbIX KOCTEW C rMnepocTo3amm 1 runonnasvent KocTern cron
1 KUCTEN, KucTamm cpanaHr. IameHeHnst HepBHOWM CUCTEMbI
(ymMCTBEHHasi OTCTanoCTb, ANUMENCUS) NOABNSAIOTCA B paH-
Hem feTckoM Bo3pacTte. B 50 % cny4aeB BbISIBAAOT OMy-
XOneBble NopaxeHusa cepaua, noYek u ap., KoTopble MoryT
6bITb AMArHOCTUPOBaHbI faXe B MpeHaTasibHOM nepuoge
C NOMOLLIbIO 3X0oKapamorpadum n apyrux metogos [17]. Xa-
pakTepHa uepebpanbHas Kanbumukaums n Ty6eposHble
y3€enKN1 B KOpe roflIoBHOMO Mo3ra 1 cy63aneHanmarnbHbIX 30-
Hax, pakomaTo3 ceTyaTKu rnas, KUCTbI MoYek.

[narHo3 ocHOBbIBaETCA Ha pe3ynbraTax KNMHWUKO-na-
60paTopHbIX METOJOB MCCNEeO0BaHNs, 3aKMO4YEHUS MNCUXU-
aTpa, rMcToNorM4ecKoro NCcriefoBaHns KOXMu.

Ty6epo3HbI CKNepo3 — TAXKenoe HacnegcTBeHHoe
3aboneBaHue, MMeloLLee CKITOHHOCTb K NnporpeccupoBa-
Huto. MporHo3 HebnaronpuATHLIN B OGOMBLLUMHCTBE Chy-
YaeB W 3aBMCUT OT THKECTU MOPaKeHUss BHYTPEHHUX Op-
raHoB. MHorve naumeHTbl TpebyloT MOCTOSIHHOrO yxopa
B CBfI3W C YMCTBEHHOW OTCTasIoCTbiO, @ anunencus ¢ Tpy-
Oom nopgpaetcsa nedenuto. Mpu Taxenon dopme 3abone-
BaHuA 30 % O60NbHbLIX He aoxuBatT go 5 net; 50-75 %
ymMuparoT B feTCKOM 1 MOJPOCTKOBOM BoapacTe [18]. Jle-
YeHue OgaHHOro 3aboneBaHus cumnTomaTuyeckoe. O6bem
1 BMA NPOBOAMMOW Tepanuu onpeaenseTcs TONMKON 1 Ta-
XKECTbIO MOpaXKeHNs pasnuyHbIX OpraHoB U cuctem. [ep-
mMaTonornyeckas Koppekuus npegycMaTpmBaeT yganeHve
afleHOMbI casbHbIX Xenes n onyxonei KoaHeHa ¢ nomo-
LbI0 KlOpeTaxa, XMMUYEeCKUX MUAMHIoB, Aepmabpasuu,
KpuogecTpykuun, Auatepmokoarynauum, GoTogmHamm-
YecKoW Tepanuu 1 nasepHolx TexHonorun [19]. K nocneg-
HWM, MO AaHHbIM NUTepaTypbl, OTHOCATCH COCYAUCTbIN Na-
3ep (KTP — 532 HM), MMMysbCHbIA Na3ep Ha Kpacutene
(PDL — 585 HM), a Takxe yrnekucnoTtHbln (10600 HM)
n apbueBbin nasepbl (1550 HM) [20]. Ona onpegenenHus



Tabnuua 1. [inarHocTi4eckne Kputepum Ty6epO3HOM0 CKNepo3a, pa3paboTaHHble
Northrup H., Krueger D.A. Ha MexayHapoaHoi koHdeperLnm 8 2012 rogy

Table 1. Diagnostic criteria for tuberous sclerosis, developed by Northrup H.,
Krueger D.A. and presented at an international conference in 2012

A. TeHeTYECKIe IMarHOCTYECKIE KPUTEPUN. YCTAHOBEHbI FEHETUHECKNE
myTaum 6enkos TSC1 1 TSC2, YT0 BaXXHO y4MTbIBATb B NOCTAHOBKE AMarHo3a
3a0071EBaHVS.

B. KnH14ecKme AnarHocTn4eckimne Kputepuim.

A. Genetic diagnostic criteria. TSC1 and TSC2 protein genetic mutations have been
established, which is important to take into account in the diagnosis of the disease
B. Clinical diagnostic criteria.

OCHOBHbIE KpUTEPUY [lononHNTeNbHbIE KpUTEPUN

1. TMNONUrMEHTUPOBAHHbIE NATHA

(>3, AnameTp He MeHee 5 Mm) 1. CuMnTOM «KOHCpeTTH>

2. ®u6po3sHble 6nawky (6onee 3) 2. MHOXeCTBEHHbII Kapuec 3y60B

3. HmxHeyentocTHas mbpoma 3. dubpoma a3bika

4. becuBeTHOE NATHO

4. lLlarpeHeBas Koxa Ha GBTUATKE a3

5. MHOXXECTBEHHbIE raMapToMbl

ceTyaTku 5. MHOXXECTBEHHbIE KNCTbI NOYeEK

6. KopkoBas aucnnasus 6. BHemaTo4Has ramapToma

7. Cy6aneHAMMAanbHble y3nbl

8. Cyb6aneHAMMAaNbHbIE MAraHT-
CKME K/NeTO4HbIE aCTPOLNTOMbI

9. Pa6gomunoma cepaua

10. JlumdhaHrnommomaros

11. AHrnonunomMmoma novek
(60nee 2)

3aKm4uTeNbHbI AUArHO3 YCTAaHABNMBAETCS NP HAMMYMIA ABYX OCHOBHbIX KDUTEPVER
11 1—2 DONOMHUTENbHBIX KPUTEPUEB.

BeposiTHbIil AMarHo3 ycTaHaBNBaETCS NPY HANMHIAM OfIHOTO OCHOBHOTO KPUTEPIS UK 2
11 6051e€e J0NONHNTESbHbIX KDUTEPHEB.

The final diagnosis is established when two main criteria or 1-2 additional criteria are
present.

A probable diagnosis is established when one main criterion or 2 or more additional

criteria are present.

pucka HacnegoBaHus 60fbHbIE HaMPaBNATCA HA Meau-
KO-rEHETUYECKOE KOHCYNbTUPOBAHKE.

MprBOOUM COBCTBEHHOE KIIMHMYECKOe HabnogeHue.

BonbHas J1. 1978 roga poxaeHusi nocTynuna Ha ctaum-
OHapHoe feYeHne B gepmartonormyeckoe otgenexHne BY3
OO0 «KKB[L» 25.03.2017 r. ¢ xano6ammy Ha BbICbINaHusi
Ha KOXe fnua, ConpoBOXAAOLLMECS UHTEHCUBHBIM 3yA0M.
MaumeHTka cumTaeT cebsa 6onbHOM ¢ 14-neTHero Bo3pacTa,
Korga Ha )OoHe OTMOPOXXEHUSI KOXM Nnua NOSBUIIUCE Bbl-
cbinaHusa B obnacTtun néa, conpoBOXAAIOLLNECS BblpaXeH-
HbIM 3yaoM. CaMOCTOSITENBHO He ne4unack. [locteneHHo
NaToNorMyYeCcKunii MPOLIECC PacnpOCTPAHUIICA Ha KOXY LLEK,
KpblibeB HOCa, nogbopoaka, ry6. Bnepsbie npu obpatLie-
HUM 3a MeguuMHCKon rnomMoldbio B 2015 rogy nauveHTka
6blfla HanpaefieHa Ha CTauuoHapHOe NleYeHne B Jepma-
Tonormnyeckoe otageneHne BY3 OO «KKB[» ¢ anarHo3om:
doTogepmaros. bonbHasa nony4una Kypc ctaumoHapHOro
NeYEeHNsi C KPaTKOBPEMEHHBIM KITMHUYECKUM 3(PAEKTOM.
B 2016 rogy npw rocnutanusaumu B gepmMaTonorn4eckoe
otgenexHve bBY3 OO «KKB[» 6b110 npoBegeHo rmcToro-
rmyeckoe UccrnefgoBaHne KOXM U BbICTaBMIEH OMArHO3: CUH-
OpOM Ty6epO3HOro ckreposa.

N3 aHaMHe3a XMW3HWU: MNauMeHTKa OTMevaeT 9nu-
nentuyeckune npunagku ¢ 13-netHero sospacta. lMpn 06-
pawieHn B OMCKUIA OUArHOCTUYECKUIA LIEHTP NaLueHTKe
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6blfla npoBefeHa anekTposHuedanorpadus: BbISBIEHbI
OndysHble U3MEHEHUSS BUOSMEKTPUYHECKON aKTUBHOCTMU
HEMPOHOB TOMIOBHOrO MO3ra, YMEPEHHOE CHWXEHWE WX
PYHKLMOHANBHOW aKTUBHOCTU. (DOKanbHble W3MEHEHMS.
OuyaroBoe npeobnagaHve B gvanas3oHe TeTa-putMa B BU-
COYHOW fore cne.a.

Annepronornyeckuii 1 HacnegcTBeHHbIN aHaMmHe3 6e3
ocobeHHocTen. O6pa3oBaHne HeMonHoe cpepHee, yunTcs
B cneumanbHOM KOPPEKLMOHHON LLKONe-uHTepHaTe. Bpen-
Hble NPMBbIYKM OTPULIAET.

O6bEeKTUBHBIN OCMOTP: COCTOSIHUE YOOBNETBOPUTESIb-
Hoe. Co3HaHue sicHoe. [NonoXxeHre akTMBHOE. Tenocnoxe-
Hue npaBunbHoe. MNepudepnyeckre numdartmnyeckue y3anbl
He yBenu4eHbl. [bixaHe Be3MKyNsapHOe, XpUMoB HeT. TOHbI
cepgua fiCHble, PUTMUYHbIE, PUTM MpaBuibHbIA. [lynbc
76 ya. B MuH. Al 120/70 mm pT. cT. )KMBOT MArkuia, 6e360-
nesHeHHbIN. MNedeHb no kpato pebepHon gyrn. CeneseHka
He nanbnupyetcs. MNepudepnyecknx OTEKOB U CNejoB OT
BHYTPVBEHHbIX MHBEKLWIA HET.

JloKkanbHbIA cTaTyC: NaToONOrM4eCKnii NpoLiecc noka-
NM30BaH Ha nue, NPerMyLLECTBEHHO B 06/1aCTU LLEK, KPbl-
NIbEB HOCA, HOCOry6HbIX CKNagok, nogoéopoaka u ryo, roe
pacrnonoXeHbl MHOXECTBEHHbIE, MECTAMU CIIUBHbIE, MOSY-
LapoBuAHble nanynbl paamepom oT 1 o 8 MM B gnameTpe,
KpacHO-KOPUYHEBOro LBeTa, Npy nansnaumMm — 6e36o0ne3s-
HEHHble, MIIOTHON KOHCWUCTEHLMW, C YETKUMW rpaHuuamu,
C rnagkon 6necTsLler NOBEPXHOCTbI0. Ha Koxe nba oHu
MMET BUA €OVMHUYHBbIX PO30BO-KpacHbIX Manys, Herpa-
BUIbHOM hopMbI, pasdmepoM oT 5 x 7 mm o 1,0 x 1,5 cm,
C 6YrpucTon NOBEPXHOCTLIO, HA 1-2 MM BO3BbILLAOLLMECH
Haf, NOBEPXHOCTLIO KOXW. Ha MOBEPXHOCTM HEKOTOPbIX 351e-
MEHTOB UMEKTCS MUKPO3PO3uUM B CTaguu anuTenusaumu,
remopparvyeckme KOpo4ku, eAUHNYHbIE TENEaHTMIKTas3nu,
NIMHENHbIe TPEeLUMHbI, ABNEHNs rmnepkeparosa (puc. 1-2).

PesynbTatbl nabopaTopHbIX UCCNE[0BaHMI

B KnnHu4eckom aHanm3e KpOBM: >enes3onedunumt-
Hasi aHeMUs NIErkom CTeneHu.

B 6uoxvMmmn4eckom aHanu3e KpoBu 6e3 naTonoruu.
O6LWKi aHannu3 Mo4n 6e3 NaToNornM4ecKuUx OTKITOHEHWUN.
Mocne KoHcynbTauumM TepaneBTa yCTaHOBEH ANarHo3: Xxe-
nesopedununTHas aHeEMUS NTErkon CTENeHU TsHKecTu. Xpo-
HUYECKNIN BPOHXUT, BHE 060CTPEHUS.

IMo pe3ynbTatam KOMMNbIOTEPHON TOMorpaghuu ro-
JIOBHOro Mo3ra 6binv BbiIBIIEHbI Cy63aneHaMMapHble Kasb-
uncmkaTbl U KOPKOBblE Ty6epChbl B CTEHKAxX GOKOBbLIX Xe-
NyO04KOB.

MauneHTKka 6bina OoCMOTPEHa NCUxnaTpPoMm, BbICTaB-
JIEH AMarHo3: KpMUNTOreHHas anunencus, nokann3oBaHHas
dopma, BTOpUYHbIE FeHepanin3oBaHHbIE TOHWKOKITOHWUYe-
CKWe npunagku, CRoXHble napunasnbHble NpUnagku ¢ nces-
noabcaHcamu.

Mcronorndyeckoe  uccnegoBaHne  KoXxu  OT
26.03.2017: B anugepmuce onpenenstoTcs TOHKOCTEHHbIE
pOroBble KUCTbI; B MpUexalumx BEPXHUX oTaenax gepmbl
06UNNEe TOHKOCTEHHbLIX KanWnsipoB, TeNeaHrnakrasvm
(pacwmpeHHble Kanunnspbl, 3anofIHEHHblE 3puUTpoumTa-
MW W BbICTN@HHble 3penbiM 3HOoTenneMm), anddgysHas
nuMmdorncTuoumTapHas  MHduneTpaums.  BcTpetunach
OfHa >eneaa, 3arofiHeHHas 6a30(UNbHON XUOKOCTbIO,
N HECKONbKO BOMOCSHbIX dhonnmkynos. OnvcaHHbIn dpar-
MEHT AepPMbl MOKPbLIT Pe3KO akaHTOTUYHBIM MHOIOCITOMHbIM
NJIOCKUM 3MUTENMEM C IMYy60KMMM aKaHTOTUYECKMMU Bpac-
TaHUSIMU, TUMNEepPKepPaTo30M M COXPaHEHHbLIM BEPTUKAIbHbIM
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Puc. 1-2. ®oto naumeHTku J1., cTpaatoLLeit Ty6epo3HbIM CKIepo3oM (A0 1 Moche neyeHws)
Fig. 1-2. Photos of patient L., suffering from tuberous sclerosis (before and after treatment)

Puc. 3—4. Tnctonorn4eckoe nccnenoBaHne KOXu nauueHTky J1., cTpagatoLLein Ty6epo3HbIM CKNepO3oM (f0 1 NoCne NeYeHns)
Fig. 3—4. Skin histological examination of the patient L., suffering from tuberous sclerosis (before and after treatment)

aHnzomopduamom. VMmeetcs runeptpocdms Oonek casnb-
HbIX Xenes, pasfeneHHbIX COeANHUTENbHOTKaHHbIMW Nepe-
ropogkamu (puc. 3—4).

Ha ocHoBaHMM Xanob naumMeHTkM, aHaMHe3a 3aboneBa-
HUSI 1 XKU3HW, OOBEKTMBHOMO OCMOTpA, 3aKTHo4eHus nevxua-
Tpa, pesynsTaToB MMCTONOrMYECKOro NCCNefoBaHNa KOXM Obis
BbICTaBJIEH KIIMHWYECKMI ANarHo3: Ty6epo3HbIN CKIepos.

B knuHuKe nposefeHo cnepylollee ne4veHue: ae-
BuT 0,2 No 1 Kancyne 2 pasa B CyTKM B TedeHne 12 gHen,
uetpuH 0,01 no 1 Tabnetke Beyepom B TeveHne 10 gHen,
Taserun 2,0 B/M B TeyeHve 10 gHel, TMocynbdar HaTpus
30 % — 10,0 B/B B TeyeHne 10 gHen, uedtpuakcoH 1,0
2 pasa B CyTkM B TeyeHue 7 gHel. HapyxHoe nedeHwe:
Kpem «Akpugepm [eHTa» 2 pasa B JeHb B TeveHne 12 gHen,
Kpromaccax 1 pas B oeHb B TedeHune 12 gHen.

C 4 pgHA nedveHus naumeHTKa oTMevana yMeHblUeHve
MHTEHCUBHOCTU KOXHOro 3yfa. Ha 10 geHb neveHus mu-

I Vestnik Dermatologii i Venerologii. 2018;94(4):49-54

KpPO3po3un M TPEeLUMHbI 3a3nNUTENn3MpoBannch, nanysnbl
nobnegHenn 1 NPUOENIM3NINCL K YPOBHIO 300POBOM KOXM
(puic. 2). MauneHTka 6bina BbiNMcaHa C KNMHUYECKUM YIyY-
weHvem. OgHako NOMHOrO perpecca BbICbIMNaHWn 4OCTUYb
He yaanochb.

3aknioyenue

TpyoHOCTM OMarHoCTUKU Ty6epOo3HOro CKrepo3a CBS-
3aHbl C BbIPAXKEHHbIM KIIMHUYECKMM MOMMMOPGU3MOM 1
BO3pacT-3aBUCMMbIM Oe60TOM CUMATOMOB. [laumeHTbl ¢
Ty6€epO3HbIM CKIIEPO30OM B TEYEHUE XU3HU HabnogalTcs
Bpa4amy MpakTUYecku BCEX CrneumanbHOCTEN, MO3ToMy
TONbKO MH(OPMMPOBAHHOCTL CMELMANMCTOB O XapakTepe
N OCOBEHHOCTAX TeYeHUs1 JaHHOro 3aboneBaHusi, a Takxe
COrNacoBaHHOCTb X AMArHOCTUHECKMX U NIeHEBHBIX Mepo-
npuaATUIA MOTyT 06ECcneyYnTb BbIGOP MPaBUITbHOW TaKTUKK
BepeHws 6onbHbix. [
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