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The paper describes clinical examples of tuberous sclerosis and angiomyolipomas, their manifestations, and methods for their diagnosis and
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bonesns bypHeBwisi—IIpuHria (Ty6epo3HbIi CKIle-
p0O3) — 3TO ayTOCOMHO-JIOMWHAHTHOE 3a00JIeBaHUE, XapaK-
TEpU3YIOILIeECs] KOMILIEKCOM CUMITTOMOB: TTOPaXKEHUE KOXK-
HBIX TIOKPOBOB B BHUJIE THUIIOMMIMEHTHBIX IISITEH,
aHTMo(prOPOM JMIIa, YUaCTKOB «IlIarpeHEeBOM KOXU», OKO-
JIOHOTTEBBIX (pOPOM, (PUOPO3HBIX OJISILLIEK; CYI0POKHbIE
TIPUTIANKU, 3aep3KKa MCUXUIECKOTo pa3BUTHS. YMCTBEHHAs!
OTCTAJIOCTH TIPY TYOEPO3HOM CKJTepo3e Ha0monaeTcs B 48 %
cJIydaeB M BapbUPYeT OT YMEPEHHOM 10 ITyOOKOil cTerneHn
[1]. OT™MeuaeTcs TakKe HATMIME T0OPOKAYECTBEHHBIX OITy-
XOJIEH MapeHXUMAaTO3HBIX OPraHOB, KOTOPbIE B OOJIBIITNH-
CTBE CJTyJaeB IMpeICTaBIeHbl aHTMOMUOJIUIIOMO U ramap-
TOMOM, TIOpaXe€HWEe LIEHTPAIbHOU HEPBHOM CHUCTEMBI.
HawnbGosee TMIMYHBIMU U3MEHEHUSIMA TOJIOBHOTO MO3Ta
MpU TyOEPO3HOM CKJIEpO3€ SIBJISIIOTCS KOPKOBBIE TyOephl,
CyO3MNeHANMMAIbHbBIC Y3/Ibl U aHOMAJIMU OeJIoro BelllecTBa
mosra [1]. TlaTonorust opraHoB 3peHUsT BKIIOYAeT B ceOst
raMapTOMbI CETYaTKM U 3PUTEIBHOTO HepBa, KOTOPbIE Ha-
OIo1at0TCS TPUMEPHO Y IMOJOBUHBI OOJIBHBIX.

TyOepo3HbIlt CKIEPO3 CBsI3aH ¢ MyTalMell 2 TeHOB:
TSC1 (oTBETCTBEHHBIN 3a MPOAYKIIMIO ramMapTiHa) u 7.5C2
(OTBETCTBEHHBI 3a BEIPAOOTKY TyOeprHa). YCTaHOBJIEHO,
4yTo Y 80 % OONBHBIX C ITOJTHON WJIH TSKeJI0H (hOpMOii Ty-
0epO3HOro CKJIepO3a eCTb AaHTMOMUOJUTIOMBI TTOYEK, TPU
5TOM OHU UMEIOT, KaK MpaBujio, IBYCTOPOHHIOIO JIOKAH -
3anuio [1]. CpeaHuii Bo3pacT NallMeHTOB C aHTMOMMOJIM -
TMOMOM Tpu TyO6epOo3HOM cKilepo3e — 25—35 nerT.
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AHTMOMMOJIUTIOMa — 3TO 100POKAYeCTBEHHAs OIy-
XOJIb, COCTOSIIIAST M3 XKUPOBOW TKAHU, TJIATKUX MBIIIIL]
U TOHKOCTEHHBIX cocynoB. COOTHOIIIEHNE MepeYrceH-
HBIX 2JIEMEHTOB B OITYXOJM MOXKeT BapbMpoBaTh. [Ipu
TyOEpPO3HOM CKJIEPO3e MHOXECTBEHHbIE JBYCTOPOHHUE
AHTUOMUOJIMIIOMBI CITyKaT OHUM M3 TJaBHBIX JMATHO-
CTUYECKMX MPU3HAKOB, B TO BPeMsI KaK CITOPaINIeCKIe
AHTMOMUOJIUIIOMbI, HE CBSI3aHHbBIE C TYOEPO3HBIM CKJIe-
pPO30M, OOBIYHO OBIBAIOT EAMHUYHBIMU M OTHOCTOPOHHU -
Mu. KITMHUYECKUMU TIPOSIBJICHUSIMU TaKOM ITaTOJIOTUM
IMOYeK MOTYT OBITh OOJIb B ITOSICHULIE, TEMaTypUsI, OMHAKO
JIOBOJIbHO YacTO MOpaXkeHue MovyeK MpoTeKaeT OecCuMII-
TOMHO.

Haubosee yacTo aHTMOMUOUIIOMBI BBISIBJISTIOT TIPU
TMOMOIIIU YJIBTpa3ByKoBoro ucciaeaoBanus (Y3U1). B psine
ciyyaeB nuddepeHIanus aHruioOMMOJUIIOMBI U 3JI0Kaue-
CTBEHHBIX OITyXOJIEl 3aTpyIHeHa, HalpruMep TTPY HU3KOM
coJiep>KaHUM XKKpa WIY TTPU TIOJTHOM €T0 OTCYTCTBUHM B OITY-
xonu. B aToM ciydae mokasaHo BBIITOJIHEHHE PEHTIEHOB-
ckoit kommblotepHoil ToMorpaduu (KT) u mMarHuTHO-
pe3oHaHcHoit ToMmorpaduu (MPT). ITpu KT xapaktepHbiM
MPU3HAKOM JaHHOTO 00pa30BaHMsI CIIYKUT HATUUME KU -
pPOBOIf TKaHW B OITyXOJIM, KOTOpasi UMEeT TUIOTHOCTh IO
wkane XayHchuaga —80 HU u HuKe, a TakKe y4aCTKOB
MSITKOTKAaHHOM TIIOTHOCTU M COCYIMCTOTO KOMITOHEHTA.
Hnst MPT-KapTuHBI XapaKTEepHBI pe3KOE MOBBIIIEHNE CUT-
Hasa B T1- u T2-B3Be1IeHHBIX U300PAKEHUSIX Y TIOHWKEH-
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Hasi MTHTEHCUBHOCTbh M P-cUTHaJIa B TTOC/IEIOBATEIEHOCTSIX
C TIOJABJIEHUEM OT JKMPOBBIX KJIETOK.

TakTuKa JedeHsT TP aHTMOMMOJIUIIOMAX IOBOJIBHO
KoHcepBaTuBHA. [1pu pazmepax omyxosieBoro yana <4 cMm
11eJ1IeCo00pa3HO MPOBOIUTh AMHAMWYECKOE HAOJIOCHUE.
Ecnu omyxonb gocturaer pasmepa >4 cM, Bo3pacTaeT
PMCK pa3pbiBa KarcCyJbl OIyXOJIeBOTO y3Jia C Pa3BUTHEM
BHYTPEHHETO KPOBOTeUeHUs. B CBSI3M ¢ 3TUM KIIMHMYE-
CKU TIPOSIBUBIIIME Ce0s1 aHTMOMMOJIUIIOMBI TTOIJIEXKaT X1 -
PYPrUYECKOMY JIeUeHUI0. XUpyprudeckas TaKTUKa B TI0-
JMOOHBIX CUTYallMsIX JIOJKHA OBITh HallpaBJIieHa Ha BBITION-
HEHWE MaKCHMaJIbHO OPraHOCOXPAHSIONINX OIlepaliii
B BuJie pesekiinu ouku. K coxaneHuro, B psije ciydaeB
3TO HEBO3MOXKHO. B muteparype ornmmcaHo HECKOJIBKO CITy-
YyaeB MHBa3MM aHTHOMMUOJIMUIIOMBI B BEHO3HBIE COCYIIbI
¢ (hhopMUPOBAHUEM OITyXOJIEBOTO TPOMOO3a HUXKHEN TT0-
JIO BeHBI, JOCTUTAIOLIEro MpaBoro mnpeacepaust [2, 3].
Takke BecbMa 3aTPYIHUTEIBHO MPOBECTU OPraHOCOXPa-
HSIIOIIee JIeUeHNe, €CITM OTYXOJIb TOCTUTAET OOJIBIINX pa3-
MepoB. B monTeepxaeHne 3TOro NpuBOAUM 2 KJIMHHUYE-
CKUX HAOTIOAEHUS «TUTAaHTCKUX» aHTMOMUOJIUITOM MTOYeK
px TYOEPO3HOM CKJIEPO3E.

Kaununeckuii cayuaii 1. Ilayuenmixa P., 26 aem,
6 2002 e. cmana ommeuams ygeauueHue ICUGOmMa 6 pazme-
pax. B 2004 2. obpamunace 3a MeOuyuHCKOU nOMOubIo No
Mecmy Jcumenvcmed. bvina eviserena 3a0pHOUUHHASL ONY-
X04b U 8bINOAHEHA HepadukanbHas peszexuus. Ilo danubim
2UCMOA02UHECK020 UCCAe008AHUSL OUACHOCIUPOBAHA BbICOKO-
dughgpepenyuposannas 3aoprowunnas aunocapkoma. Ilpu
nepecmompe 2UCMON0SUMECKUX NPenapamos 6 omoeneHuu
namomopgonoeuu POHII um. H H. baoxuna duaeno3 He
noomeepicoeH, cmpoerue onyxoau 0osee coomeemcmeyem
aneuomuoaunome. B 2006 2. ommeuen pocm onyxonu, neve-
Hue He nposodunocv. B 2007 e. nauyuenmka obpamuisace
6 POHI]. Ycmanoeaen duaenos donesnu bypnesunnsi— I[pun-
2na: 08YCmMopoHHUEe MHONCECMBEHHbLE AHRUOMUOAUNOMbL NO-

ueK, aneuoguopomvl Koxcu auua (puc. 1), oaueogpernus.
[uaenos eéepugpuyuposan. Pexomendosarno cumnmomamuue-
ckoe aeverue. B 2010 e. nossuaucy wcarobvl na 6oau 6 ncu-
8ome, 00YCA081eHHbIe MACCUBHBIM ONYXO0NEBbIM NOPANCEHUEM
/N1€601i NOUKU.

Ilayuenmxe 6vira evinonnena mysvmucnupanvras KT
nouex 8 CNUPANbHOM pedicuMe, C 6HYMPUBEHHbIM KOHMPA-
cmuposanuem U nocae0yiouumMu MyabMuniaHapHoiMu pe-
dopmayusmu 60 GPOHMANbHOU U CAeUMMAAbHOI NAOCKO-
cmsx. Ha momoepammax npakmuuecku 8cro OpHOULHYIO HO-
A0CMb U 3a0POUWUHHOE NPOCMPAHCIME0 3ANOAHSAEN 0NYXO0ab
AUCUPOBOLL NAOMHOCMU, C MAKOMKAHHbIMU YuacmKkamu. Op-
2aHbL OPIOUIHOTL NOAOCIU Pe3K0 CMeujeHbl Knepeou U 8npaso.
Juggpepenyuayus Ha KOPKOBbLIL U M0O320801l CA0U 6 0beux
noukax omcymcmeyem. Ommeuaemcss HAKONAEHUE KOH-
mMpacmHoeo npenapama 6 4acmu4Ho COXPAHeHHOU NAPeHXU -
Mme obeux nouex. Cmpykmypa 00pa308aHus HeE0OHOPOOHA
3a cuem ueped0BaHUs Y4ACMKO8 NAOMHOCMbI0 om — 40
do +45 HU (puc. 2). Jlas ymounenus npupoost onyxonu na-
yuenmke oOvi1a npogedena MPT 6e3 konmpacmuoeo ycune-
Hus. Boiau noayuenvt T1- u T2-636ewmennble u3o0paicenus
8 pexcume CnuH-3x0, Mypoo-cnuH-3X0, NPO8eOeHO CKAHUPO-
8anue ¢ nodasaenuem cuerara om ycuposvix kaemok (STIR).
Hccenedosanue 6binoaHsA0Ch 8 AKCUANBHOU U (DPOHMANBHOU
naockocmsx. Ha momoepammax maxace 6vina evisgenena ony-
X0/1b, 3aHUMAIOWASL 8CHO OPIOWIHYIO NOAOCHb U 3A0PIOWUNHHOEe
NpOCMPAHCMB0, UMEHU,as He2OMOEHHYI0  CMPYKMYpY
3a cuem HAAUYUsL HCUPOBLIX KAEMOK 8 UOE YUACHKO8 NOBbL-
wennoil unmerncuenocmu MP-cuenana na TI- u T2-
836eulentbIx  uzoopaxcenusx. Ilpu nocredosamenvHocmu
¢ nooaeneHueM CUSHAAQ OM JICUPOBLIX KAEMOK 00Abuldas
4acmoy ONYXoau UMeAa CHUJNICEHHYH UHmeHcugHocmb MP-
CUCHANA, YMO ABAAEMCI MUNUHHBIM NPUSHAKOM 000pOKate-
CMBEHHOU 0NYX0AU — AHeUOMUOAUNOMDYL (puc. 3).

IIposedeno xupypeuueckoe neuerue: HegppIKmMomus cie-
6a. Ilpu pesusuu 6bi161€H0: 6 3A0PIOUUHHOM NPOCMPAHCIEE

Puc. 1. Aneuopubpomsr koxcu auya (a), yseauuerue xcusoma 6 pasmepax (6)
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Puc. 2. PKT 6prownoii norocmu: npaKkmu4ecku 6cro OpouHyr0 noA0Cmy U 3a0pHouUHHOe RPOCMPAHCME0 3an0aHsem 00pa308anue ICuposoii CmpyKmypol,
¢ MaeKomKanusimu yuacmramu. Jueppepenyuayus Ha Kopkoestil u mo3206oi omcymemeyem. Cmpykmypa 00pazoeanus 0biaa HeOOHOPOOHOIL 3a c1em yepe-
dosanus yuacmrog naomuocmsro om — 40 0o +45 edunuy HU. Opeatst OprouHoll noaocmu pe3ko cmeujeHsl Knepeou u npaso

Puc. 3. MPT oprowroii norocmu: 6bisi61eH0 00pa3o8anue, 3aHUMaroujee Cro
OPHOWHYI0 NOAOCMb U 3A0PHOUWUHHOE NPOCMPAHCMEO, UMEHULee He2O0MO2eH-
HYH CpyKmypy ¢ npusHakamu Haauvus ycupa. Ha nocaedosamenvnocmu
€ nodasnenuem CUSHAAA OM JHCUPOBLIX KAEMOK D0AbULAS YaACMb 00PA308aHUS
UMena CHUNCEHHYI0 unmencugHocms MP-cuenana, umo seasemces munuy-
HbIM NPUBHAKOM 000POKA4eCmBeHHOU ONYyX0AU — AHUOMUOAUNOMbL

pacnoaazaemcsi MAccUHoe 0nyxoaegoe odpazoeanue, pac-
npocmpansoueecs om Kynoaa ouagpazmol 00 Mas0eo ma-
3a — usmeneHHas nouka. Jleeas nouka umena pasmepol
40 % 20 cm (puc. 4). Opearvt OPIOWHOL NOAOCMU CMEUEHDbL
8npaso, HUCX00Awas 000004HaAs KUWKA PACHAACAHA HA
onyxoau. Ilposedena negppaxmomus caesa. Ilo dannvim eu-
CMOA0UMECK020 UCCAL008AHUS, ONYXOAb NOUKU UMEem CIMpo-
eHle AHSUOMUOAUNOMBL.

Kaunuveckuii cayuaii 2. Ilayuenmia P., 15 1em, 6 anpe-
sne 1998 e. ommemuna noeviuieHue memnepamypovi menda
do 38 °C. Ha ocnosanuu Y3H 3anodozpena onyxoas npasoii
nouxku, nayuenmra Hanpaeaena ¢ POHII. Ilpu ocmompe na
Kooice AULUa onpeoensitomcest MHOJCeCmeeHHble AHeUOPUOPOMbL
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Puc. 4. Makponpenapam — onyxoneeo-uszmereHHas 1e6as NOYKa

(puc. 5), npu naabhayuy HCUBOMa 6 NPOeKyUlU nPagoll NOUKU
onpedensiemcs onyxonegoe oopasosarue do 20 cm. Ilpu KT
00HApYJCeHbl 8 NEHEHU U 8 NOYKAX NPOsI8ACHUsL MY0epO3HO20
CKAep03a 6 8U0e MHOICECMBEEHHbIX AHSUOMUONUNOM, HAUDO-
nee KPYnHAs U3 Hux, pasmepom 0o 12cm, pacnonodcena
8 NPasoil NouKe, 8 YEHMpe ONYX04€8020 Y31A 30HA NOHUICEH -
HOU naomHocmu, 00yca06aeHHas KpogousausHuem. Xupyp-
euyeckoe newenue — Hegppakmomusi cnpaea. Ha paspeze
8 YOANeHHOU nouKe ONnpedesemcs ONnyxXoab pasmepami
12,0% 13,0 cm, onpedensirtomes makice 8 MKAHU NOUKU MHO-
JcecmeeHHble Yn06ble 00paz06aHus 6en02o yeema eeAutuHoll
0,5-2,0 cm (puc. 6). Ilo pesyavmamam eucmonocu4eckoeo uc-
C1e008aHUs Y31bl 8 NOUKE UMEIOM CIPOCHUE AHSUOMUOAUNOMBL.

Ob6e nayuenmku ycuswl (nepsas — cnycmsa 1 eod, emo-
pas — cnycms 12 nem), 6e3 npuzHaKoe noueuHoil Hedocma-
mouHoCmU.
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Puc. 5. Ha koxce auua onpedensiiomes MHOJCeCmeeHHble aHeuogpuopomol

ITpuBeneHHbIe KITMHUYECKUE HAOTIOACHMS TTOATBEPK-
JAl0T HEOOXOAUMOCTD BBIMIOJIHEHUST HEDPIKTOMUU B CITY-
yasix 00IbIINX AaHTUOMUOJIUIIOM.

B nocnenHue rofbl B CBSI3U ¢ OYPHBIM Pa3BUTHEM aHTH -
AQHTMOT€HHOI TapreTHOM Tepanuu MOosSIBUINCH MyOIMKaLIMKU
0 BO3MOXHOCTU TpuMeHeHus uHruouropos mTORCI
(mammalian target of rapamycin complex 1). Hanpumep,
MpueM Ipenapara CUpoJIMMYC B TeueHue 12 Mec mpuBOIUIT

Puc. 6. Yoarennas npasas nouka é paspese. O6Hapyxycusaemcs onyxonb
pasmepamu 12,0 < 13,0 cm ¢ 30HOIL KPOBOUSNUSHUSL 8 UeHMpPe, 8 MKAHU NO4~
KU Onpe0ensitomes makice MHOJNCECMEEHHble Y3108ble 00pa308aHUs 6e1020
yeema eeauquroil 0,5-2,0 cm

K YMEHbIIIEHUIO 00beMa aHTMOMMOIUIIOMBbI Ha 53 +27 %
10 cpaBHeHMIO ¢ iepBoHavyaIbHBIM (p < 0,001) [4]. OnHako
JAJTbHEIIIME pe3yJIbTaThl OKa3aJIMCh HEYTEIIUTEIbHBIMUA —
TOCJIe OTMEHBI ITperiapaTa HabTI0aIoCh YBEJIMISHUE OITy-
xoJsieBoro oonema Ha 86 =28 % (p = 0,005).

TpeOytoTcs nanbHene uccaeaoBaHus BO3MOXHO-
CTell JISKApCTBEHHOTO JIUeHUs MTOAO0OHBIX MAIIMEHTOB.
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