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Ty6eposnbiit cknepo3 (TC), unu 60ne3Hb byp-
HeBuJIsg — [IpuHIIa, OTHOCUTCS K IpyIine 3abojeBa-
HU, XapaKTepU3YIOLIUXCS MOpakeHUEM KOXHBIX TO-
KPOBOB, HEPBHOI CUCTEMbl U BHYTPEHHUX OPTraHOB.
TC 6511 BiepBBIe onucaH B 1862 I. hpaHIly3CKMUM Bpa-
yoMm D.M. Bourneville u B 1880 r. aHrIMiicKUM XUpyp-
rom J. Pringle [1, 2]. YacTotra »Toii maToJioTuH,
M0 JaHHBIM JUTEpaTyphl, coctaniseT 1:30 000 [3—5].
Otuonorusi TC 1o KoH1Ia He U3BECTHA, MHOTHUE aBTO-
PBbl OTHOCSIT €ro K MPOTrpecCUupylonieMy HacaeaCTBeH-
HOMY 3a00JIeBaHUIO MO ayTOCOMHO-IOMUHAHTHOMY
TUITYy C HEIMOJHOW TreHeTUYEeCKOW MEeHETPaHTHOCThIO
MyTaHTHOTO TreHa [4, 6, 7]. O6bryHO TC KIMHUYECKH
MPOSIBASETCS Pa3BUTUEM SMNWJICNTUYECKUX MpUMa-
KOB, HapYIIEHUSIMU TICUXUKW, UBMEHEHUSIMU CO CTO-
POHBI I1a3HOTO NTHA U Koxu. Kinaccuueckoii Tpuamoit
cumnTomoB, kotopbie onucan H. Vogt [8], saBasiiorcs
YMCTBEHHasl yCTaJa0CTh, PUCTYIbI CYIOPOT U CHEeL-
duueckas cbinb Ha aule. Hapsiny ¢ HEeBpoJIoruyecKu-
MU HapylIeHUSIMU U TTIOPaXXEHUEM CeTyaTKu Iias, 00o-
Jne3Hb bypHeBuisas — IlpuHriaa mposiBiaseTcs rnopa-
XKeHUEM 00erX MOoYeK aHI'MOMUOJUITIOMATO3HBIMU Y3~
JlaMu, Kotopoe BeTpedaetcst B 50—80% cayuaes [5, 7,
9, 10]. DTn HoBoOOpazoBaHus B 80% HaOIOACHWIT
CUMMETPUYHBI, MHOXECTBEHHBI, T0OPOKAYECTBEHHBI
U HEe MMEIT CKJIOHHOCTU K MAaJUTHU3ALUU.
IIpu yneTpazBykoBoM wucciesoBaHuu (Y3WN) wuiu
kommbloTepHoil Tomorpadpuu (KT) mouku oObIYHO
MpeACTaBJIeHbl Y3JIOBBHIMU OOPa30BAHUSIMU pas3iny-
HOTo AuMaMeTpa, CHaBIMBAOIIMMU MapeHXUMY U Je-
GopMUpPYIOLIMMU TTOJOCTHYIO cUcTeMy. YacTbIMU OC-
JIOXKHEHUSIMU CO CTOPOHBI MOYeK npu 6osie3HU byp-
HeBuJIsg — [IpuHIIa IBISIOTCS KPOBOTEUEHUE U3 aH-
TMOMUOJMIIOMATO3HbIX Y3J0B C pa3BUTUEM 3abpio-
LIIMHHBIX TEMAaTOM U 000CTpPEeHUE XPOHUUYECKOTO TMHe-
snoHedputa (XIT). KpoMe Toro, omnyxojesbie 06pa3o-
BaHUs, TOKAJIU30BaHHbIE B 001aCTU TOYEYHOTO CUHY-
ca, ciaBauBaloT nuenoypetrepanbHbiil cermeHT (ITYC)
U MPUJIOXaHOUHBIM OTAET MOYETOYHUKA, MPUBOIS
K HapylIeHUIO YPOAWMHAMUKN U CHUXEHUIO (DYHKIIUK
TMOYKH.

B teueHue 14 net Hamu BeneTcsl HaOAOAEeHUE 3a
namueHTKol ¢ 6one3Hblo bypHeBumnst — IlpuHria,
KOTOpasi MposIBJsIaCh YaCTBIMU 3MU30JaM1 KPOBOTE-
YEeHMSI U3 aHTUOMMOJIMIIOMATO3HbBIX Y3JI0B U Hapylle-
HUEM YPOAWHAMUKHU, SIBJISIONIMXCS MPUYMHON BO3-
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HUKHOBEHUS 00JIEBOr0 CHHAPOMA M 9aCTBIX 000CTpe-
Huii XI1. 3a BpeMs1 HaOI0AeHUSI HEOAHOKPATHO MPO-
BOIMJINCH XUPYpPrudeckue BMellaTeJbCTBa, HaIlpaB-
JIEHHBbIE Ha COXpaHeHWe (GYHKIWUU EIMHCTBEHHOU
NpaBoOi MOYKHU.

ITpuBoaMM JaHHBINA KIMHUYECKUI Caydaii.

boavnas, 31 200, nabadaemces 6 Haulell KAuHUKe
c 1994 2., koeda y Hee eénepéble Oblra OUAZHOCMUPOBAHA
oonesnv bypneeunns — Ilpunena, 0cHOGHbIM NPOSAGAEHU -
eM KOmopoil 0Ka3aaucb UMeHeHUs cO CMOPOHbl No4eK
8 8u0de UX NopaxceHuss aH2UOMUOAUNOMAMO3HBIMU Y314~
mu. Ilarenamopuo onpedensiucy MaironoosuicHvle Oye-
pucmole nouku 604bWwUx pazmepos. Buauanse nayuenmka
CAN08ANACH MOABKO HA MAdNCeCMb 8 odaacmu noopebde-
pbs, U ell nepuoduyecku vinoansarocy Y3U. 3nauumvix
UBMEHEeHUll O CMOPOHbL NoYek He 0bi10 do 1998 2., koeda
004bHAS C BLIPANCEHHBIMU 00AAMU 8 1€80M OOKY U AUXO0-
paokoii do 39,0°C 6bira eocnumaruzuposana 6 HAauLy
Kaunuky. Ilpu obcaedosanuu @visieaeHo KposomeueHue
U3 QHSUOMUONUNOMAMO3HBIX Y3108 1€B80l NOYKU C PA38U-
muem napanepparvHovlx eemamom. Boinoanenvt aromobo-
momus ¢ yoasreHuem c2ycmkos Kposu u OpeHUuposanue
3abprowunnoco npocmpancmea. Ha ¢one anmubakme-
PUANbHOU U 0e3UHMOKCUKAYUOHHOI mepanuu cocmos-
Hue 60AbHOI CMaduAU3UpPO8anoCy, U OHA ObLAA BLINUCAHA
Ha ambOyaamoproe aeuerue. [locae onepayuu 6 meyenue
200a HeCcKOAbKO pa3 20CNUMAAU3UpPO8aAIach 8 Cmayuo-
Hap 6 cea3u ¢ obocmpenusamu XII. B dunamuke pyHkyus
Ne80l NouKu yxXyoulaiacs, 4mo makxdice ycyeyoasn0ch
Hapyuienuem ypooOuHamuku. JIpeHuposanue 8epxHux mo-
Yeavle00AUWUX nymell 00blMHbIM CMEeHmoM Oblio be3yc-
newHbIM U3-3a NOCMOSAHHO20 pedarokca U 060cmperus
XII. B 2001 e. 61H06b cochumanu3upoeana ¢ NO8MOpPHbIM
KposomeueHueM U 8biCOKOU AUXOPAOKOU, 8 C8A3U C UeM
Oblra ebiNOAHEeHA HepaKmomus caeéa. B daavueiiuwem
ommeuanocy yxyouienue (yHkyuu eOuHCcmeeHHOU npa-
801l NO4KU, HAPACMAHUe XPOHUUECKOU NOYeUHOl Hedoc-
mamounocmu (XIIH) na ¢hone nHapyuwenus ypoounamuxu
u eocnasumenvHuix usmenenui. Ha skckpemophuix ypo-
2pammax onpeodensnoch HeceoespemMeHHoe KOHMpacmu-
posanue NOAOCMHOU CUCMeMbl NPagoll NOYKU, pe3Koe
pacuiuperue noxawku u ecex epynn uaweuex, IYC ne
susyaausuposancs (puc. 1). C yuemom He803MoICHOCMU
ocyuecmenenusn naacmuku I1YC uz-3a coasausaroujux
€20 AHeUOMUOAUNOMAMO3HBIX Y3108 8 30HY CYICeHUs Obl-
A0 peuleHo YCMAHO8UMb HUMUHOAO08bI CHEHM.
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03.08.2004 2. nod enympuserHoil anecme3sueil npogede-
Ho mpaHcypempanvHoe Oyucupoearue [1YC do 12 Ilp
u ycmatoenetr andonpomes 8 Illp u daunoit 10 cm. B no-
CACONePAUUOHHOM nepuode 8binoAHeHbl 0030PHAS PEeHM -
2eHoepamma mouegvieodsujux nymei u KT oproutHoil no-
aocmu: Aokasusayus cmeuma xopouias. boavnas na 3-u
CymKu 6 y0081emeopumenbHOM COCMOAHUU GbINUCAHA
Ha ambynramopHroe aevenue. [lpu konmpoavHom 06caedo-
6aHuU uepe3 7 Mec HA IKCKPemop-
HbIX Ypoepammax 3aguxcuposaHo
CcpagHumenvHoe yMeHbuleHue noao-
CMHOU cucmembl noyku (puc. 2).
B meuenue 3 nem nayuenmka xnca-
106 He npedsseasna. B urone 2007 e.
OHa cmana ommeuams mynwle 60au
6 obnacmu nouKu, 6 AHAAU3AX HA-
b6ar0dasoce Hapacmavue YpoeHs
kpeamunuHa. Ilo dannvim Y3HU 6vi-
564€HO paculuperue noA0CMHOU Cu-
cmembl nouku, a no dauuvim KT —
coasaeHue MO4emoYHUKAa aHeuUo-
MUOAUNOMAMOZHBIMU Y3AAMU HUNCE
AOKAAU3AYUU paHee YCIMAHOBAeHHO -
20 npome3sa. Ycmanoska 00bluH020
cmeHma npueeaa K UC4e3HO8EeHUH
boseil, 00HAKO U3-3a pedparokca Ha-
oar0darucy uyacmole 000cmpeHus
XII. B cés3u ¢ smum 6via ycmano-
61eH 00NOAHUMEAbHbL IHOONPO-
me3 Hudce npedvldyujeeo 8 eepx-
HIOK — mpemb  MOYeMOUHUKA.
20.09.2007 e. binoaneno 3H0onpome3upoganue mo4e-
MOYHUKA, YCMAHOBAEH 6MOPOl HUMUHOAOBLLI CMeHm
6 NOACHUYHbLI omaden npaso2o movemouruka. Ilocae 6bi-
nucku 6 meuerue 8 mec x4canobd He 6vi10, 00HAKO 6 Mae
2008 e. nayuenmky 8H06b cmanu becnokoums 604U 8 00-
aacmu npasoil nouxku. Ilpu obciredosanuu Ha KOMNbIO-
MepHOU MoMoepamme NOYKU GbisAeH KAMeHb NPOKCU-
MaAbHO20 KOHUA 8epXHe20 dHOONPOmesa, HaApyulasuiuil
e2o npoxodumocmo (puc. 3). [lonsimka evinoanenus pe-
mpoepadHoli  ypemepockonuu 2ubKUM 3HOOCKONOM
U KOHMAKMHOU AUMOMPUNCUU 0KA3AAACy MEXHUYeCKU
HeycnewHoU. Jlucmanyuonuas AumMoOmpuncus u3-3a
ONACHOCMU MPABMbl AHSUOAUNOMAMOZHBIX Y3108 U KPO-
someueHus He npogoduaacs. I[lo smoii npuuune 6vi1a 6bi-
noaHeHa nepKymanHas Hegposumompuncus.
21.05.2008 2. 6oabHOIl nposedena onepauus. llpu neg-
pockonuu euzyaiusupyemcs KameHnv pazmepom 1,5 cm
8 npoKcumManrbHom yuacmke cmenma. Ilpouzeéedena Kow-
MaKkmuas yabmpaszeyKoedas AUMOMPUNCUS, U36AeUeHb
(paemenmovl KAMHS, 80CCMAHOBAEHA NOAHAS NPOXOOU-
Mocmb MouemouHuka (puc. 4), anmeepaono ycmaHoeaeH
06btunbLll cmenm 6 Ilp. Hnmpaonepayuonusix ocaoic-
HeHuil He 6bL10. O0HaKo Ha 7-e cymKu nocae nepKyma-
HOU AUMOMPUNCUU PA3BUAOCH KPOBOMEUEHUE U3 NAPEH-

Puc. 1. Dxckpemopuas ypoepamma
6oavHoll, 31 200, ¢ 6oae3HbIO
bypuesunns — Ilpunena.
Beipasicennoe pacuupenue nonocmuoil
cucmembl eQUHCMEEHHOU NPABoLl NOUKU

XUMbl NOYKU U NPOU3OWAA MAMNOHAOA ee NOAOCMHOU
cucmembl ceyCmMKamu Kpogu, KOmopbwle nioXo Ommbled-
AuUch 4epe3 Hegpocmomuueckuii operaxc. Ommeuanruco
Hapacmauue Kpeamuruna u Auxopaoka, npoooascaloch
KpoeomeueHue co CHUJCeHUuemM eemoenobuna do 50 e/a.
B ce53u ¢ samum 603HUK AN 80NPOC 0 IKCMPEHHOU HepPIK -
momMuu cnpaea ¢ HNOOKAWHEHUeM 2emMo0uanusa.

Ho 6 denv onepayuu peuieno 6vi10 npedeapumenbHo 8bi-

Puc. 2. Dxckpemopnas ypoepamma
moli dce 601bHOI nocae
SHOONPOME3UPOBAHUS MOUEMOUHUKA.
Cpagrumenvroe cokpaujenue
NOAOCMHOU cUcmeMbl nPaAgoil NOUKU

Puc. 3. KT cnycms 46 mec nocae sndonpomesuposarus I1YC.
Buzyaauzupyemcs Kamers npOKCUMANLHOO
yHacmka eepxmeeo sHOONPomesa
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Puc. 4. Humpaonepayuonnoe gomo.
Buinoanena KoHmakmuas AUMompuncus,
HOAHOCMbIO B0CCMAHOBACHA NPOXOOUMOCMYb SHOONPOMe3a

ROAHUMb HePOCKONUIO, NONLIMAMbCS YOAAUMb CeYCH -
KU Kposu u ocmanogums kposomeuenue. Ilpu Heghpo-
CKORUU BU3YANUZUPYEMCSL C2YCMOK KPOBU, 3AHUMAIOULULIL
6clo noaocmuyo cucmemy nouxu. Ilpouszeedenvt eeo
Gpaemenmayus u yoaiseHue, nocae 4e2o @ulseAeHbl Kpo-
somouauyue cocyovl nApeHxXuMbl NOYKU, KOMOpble Koazy-
AUPOBAHBL ¢ NOMOUWBIO pezekmockona. Kposomeuenue
ObL10 ocmanoeneno, ycmanosaen kamemep Dones, ban-
AOHOM KOMOP0O20 MAMNOHUPOBAH C8UWLeB0l X00. B danb-
HelluweM NposoOUAUCH AHMUOAKMePUANbHAs Mepanus
u eemompauncgysuu. Ilpu anmeepadwnoii nuesoypemepo-
epachuu uepe3 3 Hed npoxooUMOCmb 8ePXHUX MOUEBbIEO-
dawux nymeili HopmaavHasa (puc. 5), npu nepexcamuu
dpenadca boaeil 6 obracmu nouku Hem. Hegpocmoma
yoanena, u 604bHAS BLINUCAHA HA AMOYAAMOPHOE Aeye-
Hue.

Takum oO6pazoM, aHTMOJUIIOMATO3 MOYEK MpU 0O-
sie3uu bypHesuiist — [puHIIa 3a cyeT caaBlieHUs TIPO-

KCHUMAaJIbHOTO
oTaela Moue-
TOYHHKA MO-
KET  OCJIOX-
HUTBCS Hapy-
ILIEHUEM Yypo-
IUHAMUKMU,
CHUXEHUEM
(yHKLIMK TIOY-
KU U pa3BUTU-
eM XITH.
BrniocnencrBun
Takue IMayeH-
Thl CTaHOBSITCSI
NOTEHIIMaJb-
HBIMU KaHIM-
JaTaMu Ha
TpaHCIIJIaHTa-
LU0  TOYKH.
BoinonHeHue
MJIaCTUYECKUX
omnepauuii Ha
I1YC npu 60-
Jne3Hu byphe-
BUJLISI —
Ilpunrna wMa-
JIOBEPOSITHO,
a MCIIOJIb30Ba-
HME OOBIYHBIX
CTEHTORB
U TIYHKLIMOH-
HOI He()POCTOMUM UPEBATO PA3BUTUEM PA3TUUHBIX OC-
JIOXKHEHU. DHAOMPOTE3UPOBAHUE MOYETOUHUKA HUTH -
HOJIOBBIM CTEHTOM Yy OOJIbHOM, Ha Halll B3IJISII, SBUIOCH
€IMHCTBEHHBIM OIPaBIaHHBIM CIIOCOOOM BOCCTaHOBJIE-
HUS TIPOXOAMMOCTH BEPXHMX MOUEBBIBOMSIIMX ITyTEi.
CTeHT U3 MOHOHUTM HUKEJIMIA TUTaHa IIPEISITCTBYET
KOMIIPECCUU MOYETOUYHMKA aHTMOMUOJIUIIOMATO3HbIMU
y3JaMU U HaJeXKHO rapaHTUPYeT aaeKBaTHbIN OTTOK MO-
YU U3 MOYKHU B TeUCHUE JIMTEJIbHOTO BpeMeHU. OnHaKo
HEoOXOIMMO YYUTHIBATh TaKO€ OCJIOXHEHME HaHHOM
orepaluy, KakK WHKpYCTallusl 3HIOIPOTe3a, KOTOpoe
MOXHO JTMKBUAUPOBATH SHIAOCKOMUYECKUM ITyTEM.

Puc. 5. Aumeepaornas
nuenoypemepocpamma 60abHoI nocie
Heghpockonuu u yoaneHus ceycmkos
KpO8U U3 NOAOCHHOL CUCMeMbl NOUKU.
Yooeremeopumenvras
npoxooumMocms 000Ux NPome308

Jumepamypa

1. Bourneville D.M. Sclerose tubereuse des
circon-volutions celebrales: idiotie et
epilepsie hemiplegique. Arch Neurol
1880;1:81—91.

2. Pringle J.J. A case of congenital adeno-
ma sebaceum. BrJ Dermatol 1890;2:1—14.
3. Medley B.E., McLeod R.A., Houser O.W.
Tuberous sclerosis. Semin Roentgenol
1976;11:35—54.

4. Tyces E.U., bypn I.C.,

Huxudopos A.C. HeBposornueckue

Menuunna, 1999.

1249—56.

1988;2:59—60.

70

CHUMIITOMBI, CMUHAPOMBI,
CUMIITOMOKOMILIEKCHI U 60sie3HU. M.

5. Boponuna O.1O. Tybepo3sHblii ckiiepo3
(0030p JuTepatypbl). ZKypH HEBPOIATOJI
ncuxuatp um. Kopcakosa 1986;86:

6. Ceposa H.K., Cokosioa O.H.
K nuarHocruke Ty6epo3HOTo CKiiepo3a.
Bomnp Heiipoxup um. BypaeHko

7. Manuel R., Gomez M.D. Tuberous
sclerosis. New York, 1979.

8. Vogt H. Zur diagnostic der Tuberosen
slkerose. Z Erforsch Behandl Jugendl
Schwachsinns 1908;2:1—12.

9. Golji H. Tuberous sclerosis and renal
neoplasms. J Urol 1961;85:919—23.

10. Heilmann K. Untersuchungen fiber die
Wirkung yon Catepresan auf den intraocul-
ren Druck. Klin Mbl Augenheilk
1970;156:71—6.





