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TyOepo3HbIn cknepo3 (MKB-X—-Q 85.1) —

"MYNbTUCUCTEMHOE, FrEHETUYECKM
neTepMnHMpoBaHHoe 3aboneBaHne, OTHOCALLLEECS K
rpynne HeMPO3KToAepPManbHbIX HAPYLLUEHUN.
*BcTpeyvaetca ¢ yactoton 1 Ha 10000.

B Mmupe Ty6epo3HbIM CKNepo3oM CTpadaeT OKOso
1,5-2 MInH. YenoBek.

*Pa3Butmne 3aboneBaHna obycnoBrneHo MyTaLneEN B
reHax onyxoneBoro cynpeccopa TSC1 (9g34)
KogupyroLwmnn ramapTtuH, nnm TSC2 (16p13.3),
KOOUPYIOLWNNA TYOEPUH, YTO BbI3bIBAET NOCIEAYIOLLNN
POCT 0OOpPOKAYEeCTBEHHbLIX ONMYXOSieEN B PasnMyHbIX
opraHax.




O .

VIcTopuyeckasa cnpaBka e
; THE DRITISH

JOURNAL OF DERMATOLOGY.

JANUARY, 1800,

lMopmpem Deésiré- N
MagI0|re Bourneville A CASE OF COXGENITAL ADENOMA SEBACEUM,
(1840'1909) OY 2. ) PARYGLE, N, MNROP,

Assizbant Phytition b, and Phyician in Charge of the Dipvetunent for Discascs
o the Stie ol e Middlewa Ionpilal,

Tim following case appears to me poculingly saitablo for pablieation
in o joural exclusively dovotod to dermatology, as ils rarity ond
curions nature, rather than its practical finportance, give it any
intarct it may possesss and smeh intorest must be moro Appreekalde
1o e dermatobozical expert, into whowe hands such » journal is likely
to fall, than o the genoeal modieal public.

Gertrude T., wb, 25, married, eonsulted mo ab the ekin oul-patiest
departinent of the Middiesor Hospitul, on November 1st, 1833, for
**indigestion ™ and o disfhzuring affoction of the vkin of the face.

Her general history then taken ran e followsn: * Her father wad

*lNepBoe onuncaHme KNHMYecKoro cryyasi 6bino I Sy, ke sl 8  wy
. and w in, . She was warried at the age of twenty, but has
caenaHo F. von Recklinghausen B 1862 . b g, e i 3 S o o,
g ee houta is & happy one her marita rAchlim!- wtisfactory, her
*TepMuH «Ty6eposHbIil CKIIepos» Briepeble il s A b e, b s
anMeHM” D._M. BourneV”Ie B 1880 r_’ onmcanB ::ﬂhﬂ’{mrldl;!n\.‘-llluf\‘:)::1‘“7:“0".:1&‘:?1-;‘::r:‘:l‘illA‘;hﬂ"r::-:
M3MEHEHWS, BO3HMKAIOLLIME B FTONIOBHOM MO3re. Mepeasi cmpaHuua opuUzUHAABHOL
[lpuHeny npuHadnexum onucaHue KoXHbIX cmambu lpuHana, onucskiearowel]

rnposiereHud. KOXHble nposiesieHusi npu my6epo3Hom

CKJ1epPO03e€ [Pringle J.J. A case ofcongenital adenoma sebac

‘ eum // British Journal of Dermatology, Oxford. 1890. 2: 1-14.].

bone3Hnb bypHeesunns — lNpuHans
(http://www.sibmedport.ru/article/1868-korotko-o-tuberoznom-skleroze/)




OunarHocTnyeckmne Kputepum Ty6epo3HOro ckrneposa
(Roach E.S. 1999 r.)

NepBUYHbIE NPU3HaKN BTopuuHble NpuU3HaKu
*AHrMOMOPOMBbI nnua unu pubposHbie | *MHOoroYncrneHHble yrnyoneHus B
OnAaWwKM Ha noy amanu 3yooB
*HeTpaBmaTunyeckume OKOJSioHorTeBble | s[amapToMaTo3Hble peKTasibHble
dnbpombl nonunbl™
*[MnonurmeHTHblE NsATHa (bonbLle Tpex) *KOCTHbIE KUCTbI™™
*YyacTok "warpeHeBoun Koxu" ‘MurpaunoHHble TpakTel B  6Hernom
*MHOXeCTBEHHbIE raMapTOMbl CETYATKM BeLeCcTBe royloBHOro Moa3ra
*KopkoBble TyOepbl *dnbpomMbl geceH
*CybaneHgMmarbHble yanbl *[amapTOMbl BHYTPEHHUX OpPraHoB
[ MraHTOKNEeTo4YyHas actpoumToma *AXpomMaTmnyeckmMn y4aCTOK ceT4yaTown
Pabgomnombl cepaua MHOXECTBEHHbIE | 060NOYKN rnasa
NN OQNHOYHbIE [ MnonnrMeHTHbIE NATHA "KOHJETTN" Ha
JInMdpraHrMommomarTos fierkmx KoXe
*MHOXXECTBEHHbIE aHTMOMMONMUMOMBbI Mo4ek | *MHOXEeCTBEHHbIE KUCTbI NOYekK™®

MpumeugHue: *TpebyeTca rmMcToNnornyeckoe NOATBEPXKAEHNE.
**,D,OCTaTji‘-IHO PEHTreHOIOrMYeCKOro NoATBEPXKAEHMS.

KputepusiMm HecoMHeHHoro anarHosa TC sBnsoTcs ABa/oAnH NEPBUYHBIX NMPU3HAKa U ABa BTOPUYHBIX NMpr3Haka. Kputepmmn BO3MOXHOTO AnarHo3a — OfuH
MepBUYHbIN MPU3HAK U OAMH BTOPWYHBLIN NPU3HAK, NPeanonoX1TENIbHOTO AMarHo3a — OAMH NEPBUYHBIN NPM3HaK Unu aea (1 6onee) BTOPUYHbIX NPU3HAKOB.



NopaxeHne HepBHOU cuctembl npu TC:

"CYdOpPOXHbl€ MAapOKCU3MbI,
"yYMCTBEHHAas OTCTanoCTb,

"HapyLweHns nosegeHns,

"N3MEHEHUSA B LINKINE «COH-O0OPCTBOBAHNEY.
=3aboneBaHne 4valle Bcero MaHnUecTupyeTcs
CYOOPOXHbIM CUHOPOMOM, KOTOPbIN PErMCTPUPYETCA Y
80-92% 6O0sbHbIX .

= dnunenTtmnyeckne napokcnamol npu TC Hepeako
PE3NCTEHTHbI K NPOTMBOCYOAOPOXHOMN Tepanum, MoryT
NPMBOAUTL K PA3BUTUIO HAPYLLEHUW UHTENNEKTA U
noBeaeHUs, ABNASCb OAHON U3 IMaBHbIX NPUYUH
MHBaNUAHOCTN.



NopaxeHne HepBHOU cuctembl npu TC:

HapylweHue nHtennekra npu TC coyetaeTcd C
N3MEHEHUAMM NoBeOeHNA B BUAE:

*ayTn3ma,

*r’MNepPaKkTUBHOCTW,

*arpecCcmMBHOCTMN.

JleyeHne HoCUT NpenmyLLeCcTBEHHO CUMMTOMATUYECKUN
xapaktep. Nogbop aHTUKOHBYLCAHTOB NPOBOAUTCS C
YY4ETOM XapakTtepa CyOopPOXHbIX MPpUCTynoB. Kak
npaBunno, NPUCTYNbl PE3UCTEHTHbLI K NPOBOANMOM
Tepanumn, YTo ANKTYeT HeobxoaAnMoCTb Npmema
KOMOWHMPOBAHHOW NMPOTUBOCYOOPOXKHOW Tepanumu.

(Abad C. Cardiac rhabdomyoma and tuberous sclerosis. Survival after the surgical resection of the cardiac tumor / C.
Abad, M. Trillo, E. Olalla et al. // Rev Esp Cardiol. 1991. Vol. 44. Ne 4. P. 280-282.)




MopaxxeHnsi ronoBHoro mo3sra npu TC:

"KOPKOBbIE TYDOephlI,
"Kanbuudumkaumnsa tybepos otmedaeTca B 54% CnyqaeB 7
YBENMNYMBAETCH C BO3PACTOM OOSbHbIX, -
"cybaneHagMmManbHbIe Y3nbl,
=aHomManun benoro BewecTsa Mo3ra.

NopaxeHune opraHoB 3peHusa npu TC:

"rTaMapTOMbl CETYATKN N 3PUTESNBHOIO HepBa
(BbiABNAOTCA ¥ 50% OOSIbHbIX).

=Y Kagoro BTOPOro naumeHTa OHM MHOXXECTBEHHbIE.
*OCHOBHbIM CUMMTOMOM ABIIAETCSA NporpeccupyoLlee
CHWXEHNe 3peHus.




KoXxHble nameHeHus npu TC

*r’MMNONMUIrMEHTHbIE NATHA (8 90% cnydaes),
"aHr1MoMUOPOMBI NNLIA (47-90% cryuaes, 06bIYHO, Mocne 4-X NeT),
"YHaCTKW ((UJaneHeBOIZ KON » (B 21-68% cny4aes, 4valle Ha
BTOPOM AECATUNETUN XN3HU),
*(pnbpO3HbIE BIALLKM (25% GonbHbix ),
=6enble Npsan BosocC.

(Bosi G. The natural history of cardiac rhabdomyoma with and without tuberous sclerosis. / G. Bosi, J. P. Lintermans, P. A. Pellegrino et al.
//Acta Paediatr. 1996. Vol. 85. P. 928-931. )




N3meHeHua cepaevHo-cocyaucTom cuctemel npm TC:
=Pabgomuomsbl (B 30-60% cnyyaes, M:2K=2:1).

*Hanbonee 4acto HabntogaeTcs y HOBOPOXAEHHbLIX U OETEN
rpyaHOro Bo3pacTa.

=MoryT 6bITb B BUAE OOHOrO y3na Uimnm MHOXXECTBEHHbIMN.
=JlokannaylTcs B XKenyaodkax n UMeroT CMeLLaHHbIN UHTPa-
SKCTpamyparnbHbI POCT, BapbUPYKT OT HECKOMbKNX f"
MUNNUMETPOB A0 HECKONbKNUX CAHTUMETPOB.
=Onyxonu MeKT HenpaBuUnbHyto dopmMy K Bceraa
4YEeTKO OTAeneHbl OT OKPY>KaOLLIMX TKAHEN.
=BbonblNMHCTBO pabgoMnom ncyesaet beccrneaHo y aeteun
Mmnagwe 6 ner.

*[locne 6 net onyxonu obbI4YHO HE UCYE3atoT, HO MOTyT
HECKOIbKO YMeHbLLATLCSH B pasmepe.

=[Toka3zaHune K XMpyprniyeckomy rneyvyeHuto - o6CcTpykuma B
NPUTOYHbIX UMK OTTOYHbLIX OTAENax Xenyao4vkos u/mnu
TshKenble HapyLweHus putMa cepaua.




U3ameHeHusn B opraHax XKT npu TC:

*PoToBaga NonocTb — y3roBble onyxonun, oudpombl-
nanuniombl (Jlokanusauums - Ha nepegHeM Kpae OeCeH,
NPeEnUMYLLIECTBEHHO Ha BEPXHEN YESIOCTN, Ha rybax,
CITN3NCTON 0DONMOYKE LLEK, CMIMHKE A3blKa N Hebe).
=[ledbeKkTbl amanun 3yboB oTMeYaloTC MPaKTUYECKN Y BCEX
bonbHbIX (0T 1 Ao 11 Ha kaxaom 3yoe).

*B neyeHn nosaBnarTca OAUHOYHbLIE N MHOXXECTBEHHbIE
ramapTombl 1 aHrmommonunomsl (y 10% OOnbHbIX).

"B Kuwe4yHuke - pektanbHble nonunel (B 50-78% cny4yaes),
y 6onbHbIX cTapwe 20 net. KnmHnyeckn oHu
6ecCMMNTOMHbI 1 NULLBb B OTAESbHbIX CIlydasx BO3MOXHa
bornb npu gedekaymu.

*Monunbl npu TC 0bbI4MHO NMEKT BraronpPUSTHLIN MPOrHO3.

-

\




NMNopaxeHue novek npu TC:

Hanbonee tunnyHom natosiornen no4vek (BCctpevaercs
B 47—85% cny4aeB) ABNATCA aHMIMOMMONUMNOMbI U
KNCTbIl, KOTOPbIE Yalle Bcero obisatoT
MHO>XeCTBEHHbIMU N ABYCTOPOHHUMU; OOHAKO
BCTpevalTca eaANHUYHbIE KUCTbl U aHTMOMUOSTUMNOMBI C
riokanun3aunen TofbKo B OOHOW MNOYKe.

MPOrHo3 3aBUCUT OT TAXKECTU KINMUHUYECKUX NMPOABNEHUN.
B Taxenbix cny4yaax netanbHbIM UCXO4 HACTynaeT oT

*3nunencuu,
*"UHJOEKL MM,

*cepaevyHon HegoCTaTOYHOCTMN,

*penKo — B peayrnberaTte nerodHoro pubpoasa.




KnnHunueckuu cnyyain (katamHes 12 ner)

*PebeHoK 6oneH ¢ poxageHus.

=[leBoyka oT || bepemeHHOCTU, NpoTEKABLLEN C YIPO30U
npepbiBaHUA B 4-8 Hea. n 12-19 Hef. Y XXEHLUHbI C
OTArOLLEHHbIM aKyLLEePCKUM aHaMHe30M (neyvyeHune
becnnogusa, KNCTbl SNYHUKA, 3amMepLuas bepeMeHHOCTh),
*| pOQOB B CPOK Y BO3paCTHOW nepBopoadLlen nytem
KecapeBa CEYEHMUSI.

=[leBo4ka pogunacb ¢ maccoun 3356,0 r, ANMMHON — 52 CM,
OKPY>XHOCTbI roSfIoBbl — 36 CM, OKPY>XHOCTbIO rpyaHOU
KNneTkn — 36 cM, C oLleHKoU no wkarne Anrap — 7-8
bannos.

=[locne poxaeHua nposeaeHa axokapanorpagus,
BbISIBIIEHbI MHOXXECTBEHHbIE PabaOMUOMBI.




KnnHunyeckunmn cnyyamn

*Ha nepBoM Mecsuge XN3HU NOABUNUCH NPUCTYNbI
CyOopor B BUAE TOHUYECKOro HanpsXXeHus
KOHEYHOCTEWN M 3anpoKuabiBaHUA ronosbl 1 pa3 B 3-4
OHS.

=C BO3pacToOM CyOoporu ydactunmcb 4o 5 pas B CyTKMW.
* AHTUKOHBYINbCAHTbI UMENN KPaTKOBPEMEHHbIU

9P PEKT.

*[1launeHTKa HeoQHOKpPAaTHO Mnosly4arna fneyeHue B
HEBPOJIOrM4eCKoOM oTaeneHnun ¢ guarHo3om:.
«CnmnTtomatnyeckas anunencuda, cuHapom BecrTa,
YacTble MHJAHTUNbHLIE CNa3Mbl, 3a4epXXKa PasBUTUAY.




KnnHunyeckunmn cnyyamn

B 4-x-mMecsa4HOM BO3pacTe BbIABNEHblI N3BMEHEHUS
Ha KoXe:

"Ha NeBoM beape nosiBUNMChL NATHAa
aenurMmeHTauum HenpasunbHou goopmbl 0,5-1,0 cm
B AMaMeTpe U

=[Ba APKO-PO30BbIX TYDEPO3HbLIX AfIEMEHTA.
CoyeTaHue ykasaHHbIX CUMMTOMOB NO3BOSMUSIO
3anogo3putb TC.




KnnHunyeckunmn cnyyamn

PebeHKy npoBegeHa MarHMTHO-pPE30HAHCHas
TOMOrpadusa ronoBHOro Moara:

"BbIAABMEHbI MHOXXECTBEHHbIE MOSIMMOPMPHbIE
o4yaroBble N3MEHEHUSA, OOYCIOBNEHHbLIE OCHOBHbLIM
3aboneBaHMEM.

*Ha anekTposHuedanorpamme —
HM3KOAMNNUTYyAHAA MeadneHHOBOSIHOBAas 3anuch.




KnnHunyeckunmn cnyyamn

Cnycta 11 neT Ha KOMNbTEPHON TOMOrpamMmMme:
=cybaneHagmMmManbHO BU3yanu3npyroTca CTPYKTYpPbI 0
0,5-0,8 cm, BONBLINMHCTBO U3 KOTOPbIX
OObI3BECTBIEHHbIE.

=KopTuKarnbHO U CyOKOPTUKarbHO onpeaensitoTcs
Y4acCTKN NOHWXEHHOW NIIOTHOCTU C HEPOBHbLIMU
KOHTYpaMu.

*OTmMeyYaeTcs paclumpeHne DOKOBbIX XXeyOoo4YKoB
Mo3ra: nepegHux poros — ao 0,9 cm, ten — go 1,2 cm.




KnnHunyeckunmn cnyyamn

Ha axoKapauorpamme:

"MHOKeCTBEHHbIe pabaommnombl 6e€3 0b6CTpyKUMM Kamep
cepLa v CoCydoB: B NPaBOM Xenyaouke B 06,1actu
BepxywKkn —0,82x1,2 cm,

"B 06/1aCTU CpeAHEN TPETU MEXKHKENYA0HYKOBOM
neperopoakn —0,6x0,6 cm n 0,7x0,45 cm,

"B 0bn1acTn mexxnpeacepaHou neperopogkm — 0,6x0,4
CM.

"COKpPaTUMOCTb MMOKapAa YA0BNETBOPUTENbHAS.

YnbTpa3ByKoBOe nccnegoBaHue novyek — andedysHo-
OYaroBble N3MEHEHMA NAPEHXMMbI 0H6ENX NOYEK.




KnnHunyeckumn cnyvyau

KoHcynbTaumsa Bpada-reHeTmka — 6onesHb
BypHesunna — MpuHrna (Ty6eposHbiin cknepos) - (Q85.1).



BbicoObiI:

=[1aHHbLIN cny4Yaun SBNAeTCA NPUMEPOM TAXKENOro
TeyeHusa TC, yTo 00yCcrnoBNeHO paHHUM
NosIBNIEHNEM CYOOPOXHOIo CUHAPOMA, Hann4ynem
B cepaue MHOXEeCTBEHHbIX pabaomMnom,
raMapToOM B NOYKax N KOXe.

*HecmoTtpsa Ha TO, YTo TC aBnsieTca peakmm
3aboneBaHNEM, Bpayn pasHbIX cneumanbHOCTEN
OOIMKHbI 3HATb ero OCHOBHbIE CUMMNTOMBI.







