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AHHOTaUMA
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Tuberous sclerosis with kidneys angiomyolipomas: a family case

© Artyom A. Keln "2, Ekaterina V. Semenova’, Olga L. Keln3, Maxim S. Shvedskyi’

' Tyumen State Medical University [Tyumen, Russian Federation]
2 Multidisciplinary Clinical Medical Center "Medical City" [Tyumen, Russian Federation]
3 Enterprise group "Mother and Child" [Tyumen, Russian Federation]

Abstract

Tuberous sclerosis is one of the forms of monogenic hereditary pathology related to neurocutaneous diseases
(phacomatoses). Diagnostic difficulties are associated with pronounced clinical polymorphism and age-dependent
onset of symptoms. The article presents current data on the prevalence and clinical manifestations of tuberous
sclerosis. A clinical case of tuberous sclerosis is given in several generations of the same family.
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A.A. Keln, E.V. Semenova, O.L. Keln
TUBEROUS SCLEROSIS WITH KIDNEYS
ANGIOMYOLIPOMAS: A FAMILY CASE

BBegeHue

Ty6epo3HbIl cknepos (dakomaTtos Pringle-
Bourneville) npeacrtaBnser cobont MynbTu-
CNCTEMHOE reHeTnyeckoe 3aboneBaHue
C ayTOCOMHO-,OMNHAHTHbIM Hac/leJoBaHNEM
c yactotor 1 Ha 6 000 - 10 000 HaceneHwus
[1]. AaHHOe 3a6boneBaHMe OAMHAKOBO YacTo
BCTpeyaeTcs y npeacTaBuTenei My>ckoro
/1 XKEHCKOIO MOJIOB N BCEX STHUYECKNX rpynnmn.
Ty6eposHbin cknepos (TC) xapakTepusyeTcs
nouTtn 100% NeHeTPaHTHOCTLHO [2] 1 BbICOKON
BapbUpYyOLLEercsa 3KCNPecCMBHOCTbIO, UTO 3a-
TPYAHSAET ero AnarHocTuky [3, 4]. Xapakrepu-
3yeTcs nosiBNeHneM f0bpoKayecTBeHHbIX ra-
MapTOM, KOTOpble NOpPa)atoT N30/INPOBAHHO
WU CUHXPOHHO KOXY, LLleHTPaIbHY0 HEPBHYHO
cucTemy, cepaue, nérkuve n noyku [5]. NMonynsa-
LMOHHble nccnegoBaHmsa B O6beANHEHHOM
KoponesctBe nokasanu 4actoty ot 1:12 000
A0 1:14 000 y peten B BO3pacte Ao 10 net
[6, 7]. B HacTosALLee BpeMs CUMTALTCH, UTOo
yactoTta TC coctaBnget 1: 30 000 HaceneHwus.
PacnpocTpaHéHHOCTb cpeam HOBOPOXAEH-
HbIX BapbupyeTtcsa oT 1 : 6 000 go 1 : 10 000.
MpumepHo B 80% cnyyaeB 60n1e3Hb ABASETCA
cnepcTBveM criopaguyeckux mytayumu. MNpw
crnopaanyeckom TC pycK NMOBTOPHOIO poxae-
HUA 60NbHOro pebéHka coctasnseT 2%, npu
HacneacTBeHHOM — 50%. B 3 - 4 mecALa BHY-
TPUYTPOOHOrO PasBUTUSA MPOUCXOANT 3aKNas-
Ka MHOTX TKaHel opraHn3ma, a peanmsauns
reHHOW MyTauumn Bbi3blBaeT NOBpexXjeHume
HeCKONbKNX OpraHoB. MNoaTBepXAEHHbIA Ha-
cneacTBeHHbIV TN TC ABNSETCA OCHOBaHMEM
AN NpoBeAeHNsA NHBA3VBHOW NpeHaTaibHOW
ANArHOCTUKW. MNpn BbIABIEHNM OPraHnYecKmnX
N3MEHEHWI B OpraHax-MuLLEeHsX 1 Npu peTpo-
CNeKTUBHOM aHanm3e y npodusibHOro Bpaya
HEeCKONIbKNX MOKONEHNIA OAHOIO U TOro Xe
naymeHTa MOryT ObiTb BbISIBIEHbI CXOXMe
CUMNTOMbI B HECKOJIbKUX mokoneHwus [8].
MpY BblIpaXeHHbIX KJIVHWYECKNX NnposiBe-
HUAX gmnarHoctuka TC He BbI3biBaeT 3Ha4U-
TeNbHbIX C/IOXXHOCTE, 04HAaKO OTHOCUTENbLHO
pacrnpocTpaHeHbl CTépTblie GOpMbI, pacno3Ha-
BaeMble ganeko He Bcerga. Tak, B O4HOM 13
nccnefoBaHuni y 6% 6onbHbIX TC He 6b110
06Hapy>XeHO HY OAHOro NpU3HaKka n3 «Tpua-
Abl ®orta» [9].

B 6a3e gaHHbix TAY3 TO MKML, «Mean-
LMHCKNI ropoa» r. TroMeHb B nepurog ¢ 2010
no 2021 roApbl 66111 OTO6PaHLI BCe Cyyaun
YCTaHOBJ/IEHHOrO AMarHo3a «TybepkynesHbli
CKN1ep03 C HannymeM MHOXEeCTBEHHbIX aH-
rmommonmnom novek (AM/1)». Bcero HanaeHo
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7 cnyyaes: 4 y 1L, MYXCKOro nosa u 3 XeH-
ckoro nona, 1 cnyyam — y pebéHka 2 ner,
5 cnyyaeB — y nny ot 18 go 27 net, 1 cayyan
— Yy nauymeHTa B Bo3pacte 53 net. OgHUM 13
CaMbIX HarNAAHbIX CllyYaeB AB/IALTCA PETPO-
CNeKkTUBHOE HabnaeHne 3a CEMbEI.

Lenb nccnefoBaHus: onncaTb KAnNHMYe-
CKUI cyyai cemeinHoro 3abonesaHus Tybe-
PO3HbIM cksiepo3omM ¢ AMJT noyek B Tpéx rno-
KONeHUsX.

KnunHunueckoe HabnwgeHve

MNauyueHTka b., 26 neT. MNpn obcnegoBaHUN
B MapTe 2021 roaa BbisiBieHbl 06pa3oBaHuA
ob6enx noyek. XXanob Ha MOMEHT OCMOTpa He
oTMeYaer.

MNpwu ocmoTpe 1 06Ccief0BaHNM Yy NALNEHT-
KW BbIsiB/IEHbI NepBUYHbIe Npu3Hakn TC:

1. YUacTKu «arpeHeBon KOXV» Ha Koxe
nvua pasMmepamm Ao 3,5 cM, MNJIOTHOW KOHCU-
CTeHLMK, PO30BOro LiBETa, YMEPEHHO BbICTY-
naroLime Haz NOBEePXHOCTLIO OKPYXXatoLLen
KOXMW. [laHHble N3MeHeHNs NOABUINCHL B BO3-
pacte 14 ner.

2. MHoxecTBeHHble AMJ1 noyek. Mpwn 06-
cnefoBaHMN, NO AaHHBIM KOMMbIOTEPHOW
ToMorpadumm opraHoB H6PHOLLHOW NONOCTU
v opraHos Manoro ta3a (KT OBl n OMT) ¢ BHy-
TPUBEHHbLIM KOHTPACTUPOBAHMEM, B NapPeHXU-
Me noyek MHoXecTBeHHble AMJ1 (MoYKky 06bly-
HO PacnosIoXeHsbl, He yBe/InYeHbl, CTPYKTypa
aAnddy3HO HeofZHOPOAHAs 3@ CYET MHOXe-
CTBEHHbIX 06Pa30BaHUI XXMPOBOW NJIOTHOCTA
Ha ¢oHe M3MeHeHVs napeHxmMmebl). B neson
noyke conngHoe obpasoBaHume 36 x 44 Mm,
HakanJMBaeT KOHTPACTHOe BeLLecTBO, C nepe-
ropozkKamu, NoAo3puUTeNbHOE Ha 3/10Kaye-
CTBEHHYO OMNyX0/lb.

ANA NCKNHOYEHUs 3/10KaYeCTBEHHOro Ho-
BOO6pa3oBaHMA N1€BON NMOYKN BbIMOJHEHA
nepkyTaHHas 6uoncua obpasoBaHUsA NeBOW
noyku. Mo gaHHbIM MOPHOSIOrMYEecKoro 3a-
KNHOYeHUs, KapTnHa aHTMOMMONINIIOMbI NMOY-
KW, B UccnegyemMomM maTepuane npr3Hakos
3/10KayYeCcTBEHHOro pocTa HeT (B npenapaTax
TPW CTONIBMKA OMYyX0/1IeBOWN TKaHWN CTPOMaslb-
HOW NMPUpPOAbI NpescTaBNeHbl NepernseTato-
LMMKCA BOKPYT COCYA,0B NyyKaMu rnagkoMeil-
LLIeYHbIX BO/IOKOH; B OJHOM W13 CTON6MKOB NO
Kpato BbIsiB/IeH HEBONbLLIOW oYar NapeHXnMbI
NMOYKMN, B ONYXONW BKJTFOYEHWNS 3Pesoi XXMPO-
BOW TKaHW; MUTO3bl HE BU3Ya/IN3NPYIOTCS).

Mo agaHHbIM KT OBIM 1 OMT ¢ BHyTpuBeH-
HbIM KOHTPACTUPOBAaHMEM, ANArHOCTVPOBAHbI
BTOpPUYHbIe npusHakn TC: raMmapToOMbl BHY-
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ABDOMEN
1.25 mm Venous

PuvcyHoK 1. KOMMbIOTEPHBLIE TOMOTrPaMMbl Opra-
HOB GPHOLLHOM NMOMOCTY C BHYTPUBEHHbLIM 60-
NOCHBIM KOHTPaCcTUpoBaHVeM: A — akcnanbHas
npoekuus; B — KopoHapHas npoekums

Figure 1. Abdominal contrast-enhanced CT scans:
A — axial; B— coronal

TPEHHWX OPraHoB N 04Yaru ckaepos3a B KOCTSX.
B S4, 5, 7 cermeHTax neyeHu onpeaensaroTca
eAVNHNYHbIe 06pa3oBaHNsA OKPYr/IoM GOpMbI
C YETKNM, POBHbIM KOHTYPOM, AMaMeTPOM /10
6 MM, XMPOBOW MNJIOTHOCTU, 6€3 HaKoMnIeHUs
KOHTPaCTHOro BeLlecTBa. B kocTax ckeneTa
MHOXEeCTBO CKNepOTUYECKMX 04aroB pasnny-
HOro pasmepa (OKpyriov 1 HenpaBuIbLHOMN
dopmbl 0T 5 A0 20 MM).

N3 cemeliHOro aHamMHes3a: y oTLa B BO3-
pacTte 53 neT AMAarHOCTUPOBaHbI ABYCTOPOH-
HVe MHoXecTBeHHble AMJT noyek, y go4vepun
NauveHTKN Ha NepBOM rojy XWU3HW ANarHo-
CTUPOBAH Ty6epOo3HbI CKNepPO3, MHOXECTBEH-
Hble pab40OMNOMbI, MHOXeCTBEHHbIe oYaru
B rOJIOBHOM MO3re, 3nuenTrnyeckas sHLue-
danonaTua, cuHapom West, 3agep>Kka pa3su-
TVs. B HacTosILLee BpeMaA fovepn NaueHTKU
2 roaa.

3 nepBNYHON MeANLMHCKON AOKYMEH-
Tauum CTano n3BecTHo: pebéHok oT 1-i be-
peMeHHOCTK, 1-X CPOUHbLIX poAoB. Macca npu
poxaeHnn — 3150 r, anvHa Tena — 52 cm,
oLeHKa no wkane Apgar — 8/9 6annos. B Bo3-
pacte 7 MecaLeB 3aperncTpmpoBaHbl MPUCTY-
Nbl — 3nnnenTnyeckme cnasmel. Hesposorom
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CEMEWVHbIV C/TYYAN TYBEPO3HOIO CK/TEPO3A
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PucyHok 2. Mopdonornueckas kKapTMHa aHrmo-
MMOANMOMBbI MNOYKM (OKpacka reMaToOKCUIHOM
1 3031HOM, YB. X500)

Figure 2. Pathomorphological view of kidney
angiomyolipomas (Hematoxylin-eosin, magn. x500)

6b1/1 BbICTaBNeH gnarHo3 — «CuHapom West».
OTmMevaeTca 3aZepxKa ncuxopeyeBoro pas-
BUTUSA. NPpUHNMAET aHTUKOHBY/IbCAHTbI.

Mpw TWaTeNbHOM PeTPOCMNeKTUBHbLIM aHa-
nn3e nctopum bonesHun pebéHka 6ol naeH-
TUGNLMPOBAHBI NMepBUYHbIE NpU3Hakn TC:

1) MHOXeCTBEHHbIe TMNoNUrMeHTHbIE MAT-
Ha Ha KOXe CMnHbI 1 HOr aCUMMETPUYHO pac-
MOJIOXXEHHbIE Ha TyN0BULLE pasMepamMu [0
6 MM;

2) MHOXeCTBeHHble KanbundnLumpoBaHble
KOpKOBble Tyb6epbl B TOOHbIX 1 TEMEHHbIX 06-
NacTax ¢ BYX CTOPOH, KOPTUKAILHO, CybKop-
TUKaNbHO 1 B NpoeKkunn 6asanbHbIX aaep
BU3YaNN3NPYIOTCA MHOXECTBEHHbIe 30HbI
pasnnyHon GopMbl 6e3 YETKNX KOHTYPOB pas-
Mepamu oT 4 10 10 mm;

3) MHOXeCcTBeHHble pabgoMMOMBI ne-
BOro »enyzouka okpyrnom ¢opmbl pasme-
pamn 5 - 8 MM, No gaHHbIM 3x0-KT. Mo 3KI
HapyLleHVn puTMa cepaua HeT. Mo gaHHbIM
BNAE0-23-MOHUTOPUHra, Ha oHe Tepanum
3amMe/l/leHne OCHOBHOW aKTUBHOCTU, pern-
CTpuMpyeTcs napokcm3ManbHas akTUBHOCTb
B B//e pa3psfoB CNank-BOIH C MAKCMIMyMOM
B MPaBbIX BUCOYHO-TEMEHHbIX OTBEAEHUSIX;

4) c nomoLubto KT OBl ¢ KoHTpacTHbIM ycu-
NleHneM JMarHoCTMpoBaHbl MHOXECTBEHHbIe
AMJ1 noyek pasmepamu oT 5 g0 15 mm.

Takxe y peb6éHka MMerTca BTOPUYHbIE
npu3Haky TC: raMmapToOMbl BHYTPEHHUX Opra-
HoB (no gaHHbIM KT OBl B neyeHn pasmepa-
MU OT 3 g0 10 MM), Npy 0PTanbMOCKOMNNK 06-
Hapy>XeH axpoMaTnyecKnii y4acTok ceT4aTowm
060/104KM rnasa.

MNauneHTKe N e€ goyepn Ha3HayeHo na-
TOoreHeT4yeckoe fieyeHne NHrMbmTopamm
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mTOR. [laHHOe flekapCTBEHHOe BeLLecTBO
nokasano 3¢dpekTUBHOCTb ANa nedyeHusa TC
C MopaxeHnem KoOXW (rmnonurMeHTHble NAT-
Ha, aHrModnbpOoMbI, PUOPO3HLIE BAALLKK),
C OMyXO0/IAMW B LleHTPaIbHOW HepBHOW CUCTe-
Me (Cy6aneHANMAaNbHbIV TMraHTOKNEeTOUHbIX
acTpoOLUTOM roJIOBHOIO MO3ra) U noykax (aH-
rMOMUOINMOMBI).

O6cy>xaeHne

MposaBneHna TC 3HauNTeIbHO Bapbypy-
FOTCA N HAXOAATCA B 3aBUCMMOCTU OT MHOTUX
$akToOpOB, TakKMX KakK Ym1cCIo, NoKanmnsaums
1N pa3mMep ramapTpomMm, KJIVMHWKA OoTanyaeT-
CA B pa3HbIX BO3PAaCTHOM Nepuojax, Hauu-
Has C BHYTPUYTPOBHOro nepuosa passutus
¢ 20-1 Hegenwu, 4To CO34aéT TPYAHOCTU CBO-
eBpeMeHHOW AMarHoCTUKY 3aboneBaHms. Ya-
CTOTa OTAENbHbIX KITNHNYeCKUX CMnToOMOB TC
B MONyNALNN Cneaytowas: rmrnonurMeHTHble
nATHa — 90%, aHrnmodmbpombl Anua — 75%,
oKoNoHOrTeBble prbpPOMbI — 52%, ramapTo-
Mbl CETHYaTOM 060I0UKM N AMCKA 3pUTE/IbHO-
ro Hepea — 50%, ocTeonaTus, KNCTbI, o4aru
cK/ieposa B KocTax — 45%, yyacTku «warpe-
HEeBON KOXW» — 45%, $pnbpo3HbIe HAALLKN
n msarkme ¢nbpombl — 30%, pabiomMroMel
cepaua — 60 - 20%, MHOXeCTBEHHbIe KNCTbI
noyek — 18 - 35%, aHroMmmonnnomMsl noyvek
— 28%, ramaptomMbl nevyeHn — 25%, KUCTbI
N aHTMIOMMONNMOMbI Moyek — 9 - 17%, nnm-
baHrvonemnommomatos nérkmx — 1% [2].

Y MHormx nauveHTtoB ¢ TC He oTMeyeHo
NOMHOro Habopa TUMUYHbBIX KJINHNYECKNX
CYMMTOMOB, U B TaKNX C/Iy4asx ANarHo3 rnog-
TBEPXAAeTCa reHeTUuYeckKnMn nccnejoBaHu-
AMW, MaTtonornyeckme MytTaumm B KOTOPbIX
naeHtTnonumpyrotea y 80 % nauyueHtos [10].
BegeHnem naymeHTOB C NOAO3PEHVEM Ha
TC po/mkHa 3aHMMAaTbCA MYAbLTUANCLUUNNNN-
HapHasa KOMaHAa, COCTOALLAA N3 Pas3INYHbIX
cneumanncTos (HEBPOJIOroB, NCUXNATPOB,
HedpoOsIOroB, AepMaToNoros, KapAMonoros,
0dTanbMOIOroB, Ny/IbMOHO0rOB, CTOMAaTo-
noros) [11]. Mpn HEOH6XOANMOCTU Y AAaHHbIX
NauMeHToB AOJ/IKHbI 6bITb MPUMEHEHbI Hell-
popagmnosiornyeckme MeToabl NccnefoBaHmMsA
(KT, MPT, 33T, 33l-kapTtnpoBaHue, IXO-KTI),
4YTO NO3BOJIAET BOBPEMS BbIABUTb 1 OTC/e-
XMBAaTb ANHAMUKY PasBUTUSA raMapTpoM. [ns
ANArHOCTUPOBAHNSA HOBbIX CMMTOMOB U
CBOEBPEMEHHOr0 BbISABNEHNS OC/IOXHEHWA
601e3H1 HEOBXOAMMO AMHAMMNYECKoe Hab/to-
JeHune 3a COCToAHMeM NaLuVeHTOoB.

Matonorva noyvek npu TC yacto — npo-
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rpeccmpytoLlasi, oHa BeZIET K YOPMUPOBAHNIO
XPOHMNYECKON NMOYEYHOMN HeJOCTaTOYHOCTH
M 3aHVMaeT 2-e MecTo B CMepPTHOCTU nocne
NaTos0rnm HepBHOM cUCTEMbI. TUMUYHBIM NO-
paXkeHreM roYek cayxaT CoNINAHbIe 06pa3o-
BaHVA — aHTMOMWOINMNOMBI U KUCTbl NoYeK.
AMJ1 noyek — Hanbosee yacTas NaTonorns
noyvek npu TC, BbigBAAIOLLEECH NPUMEPHO
y 75% petein n 80% B3pocabix. AMJ1 npeg-
CTaBNAKT CO60N JOO6pOKaUeCTBEHHbIE OMy-
XOJIN, OHU PeAKO BbISBAAOTCA MNPU POXKAEHUN
1 06bIYHO ANArHOCTUPYHOTCA B BO3pacTe 5- 10
net. PUCK 3HaYNTENbLHOrO KPOBOU3NNAHUSA
CBsi3aH CO CTerneHblo pa3BeTBNEHHOCTN CO-
CyAncTon cetun, pasmepom AMJ1 n pasmepom
aHeBpW3M BHYTPW Heé. BblpaXeHHbIV aHrun-
oreHes v / nnn pasmep aHeBpU3Mbl 15 MM
n 6onee cBA3aHbl C MOBbILEHHbLIM PUCKOM
pa3pbiBa AMJ1. PrcK KpoBOTeYEHUNSA MOXET
NOBbILLATLCSA BO BpeMsi 6epeMeHHOCTH, BO3-
MOXHO, 13-3a 6bICTPOro POCTa, BbI3BAHHOIO
rOPMOHAaJIbHbIMUN N3MEHEHUAMU U / NN yBe-
nnyeHnem ob6bEMa Kposu [12]. B otanume ot
06bI4YHO A0OPOKaYEeCTBEHHOro NPOrHo3a Knac-
cnyecknx AMJ1 noyek, anuTennmonaHble Ba-
pUaHTbl MOTYT NOJABEPraTbCs 3/10KayecTBeH-
HOW TpaHcopMaLMK, XOTS 3TO NPOUCXOANT
HeyacTo. 3n0KayecTBeHHasa TpaHcpopmayms
NPOSABNAAETCA JIOKaNIbHbIM PeLuanBoM 1 / uam
AVICTaNnbHbIMW MeTacTa3aMn. OTHOCUTENbHBbIN
puycK BbiLe y naumeHTos ¢ TC, HO Y 60/IbLUNH-
CTBa NaLMEHTOB CO 3/10KaYeCTBEHHOW TPaHC-
dbopmaumenn HabnaroTCa cropajnyeckue
AMJ1 novek [13].

KncrosHaa 60n1e3Hb noyek ABAAETCHA BTO-
pPbIM MO YacToTe MOYEYHbIM MPOsABAEHUNEM
TC nocne AMJ1 n peructpupyetcay 14 - 47%
nauneHtoB ¢ TC. OANHOYHbIE NN MHOXe-
CTBEHHbIe KNCTbl MOYeK accounmpoBaHbl
C CMHAPOMOM cMexHoro reHa TSC2/PKD1
1 TNOMepPY/IOKNCTO3HOV 60Ne3HbI0 NoYyek (T.e.
KNy604KOBbIE KUCTbI). [MOMepPYy/IOKUCTO3HasA
601€3Hb NOYeK — 3TO pesKas NaTosiorns, Ko-
TOpasi 06bIYHO AMArHOCTUPYeTCS B NepUuos
HOBOPOXAEHHOCTWN. PacnpocTpaHéHHOCTb
KMCT NoYyeK yBeIMYmnMBaeTCsa C BO3PacToM, OHN
yalle BCTPEYAoTCA Y MYXUMH, YEM Y KEHLLINH.
Knctbl He TpebytoT perynsipHoro HabntogeHus
n KT-nccnepgoBaHuii. Tem He MeHee, Nauu-
eHTbl ¢ TC HyXAarlTca B PyTUHHOW Habto-
JaTeNbHOW BU3yanmsauun ANs BbIBAEHUS
AMJ1, NocKoNbKy y 60NbLINHCTBA 13 HUX AMJT
pasBMBalOTCA C BO3PaCTOM.

MauneHtbl ¢ TC MoryT noaBepraTtbCcs
MOBbLILLEHHOMY PUCKY Pa3BUTUA MOYEYHO-
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KMINHNYECKWE
HABMHOAEHUA

knetouHoro paka (MKP), vaLle Bcero ceet/o-
KnetouyHoro Tvna [14]. B nntepatype onvcaH
«TC-accouMmMpoBaHHbIA NanUANApPHbIA MKP»
C OTYETANBBLIM MOPGONOrNYeCcKUM, MMMYHO-
NIOTNYECKNM U MONEKYNSAPHBLIM npodunem.
3T0T NpodUb BKAOYAET B Ce65 BbIPaXXeHHYH
NanUNAPHYIO apXNTEKTYpy U paBHOMEPHO
HeA0CTaTOUHY 3KCMpeccuio cybbeanHnLb
cykumHaTaerngporeHassl B [15]. MNKP y naym-
eHToB € TCK yacTo 6biBaeT MynbTUHOKaNIbHbIM
1 ABYCTOPOHHMM. TOT BUJ paka pa3BuBaeT-
C B paHHeM Bo3pacTe. P1ck, no-BnANMOMY,
BblLLe Y NauveHToB ¢ MyTaumamm TC2, yem
y nauveHToB ¢ mytaumamu TC1, naymeHTsl
C CUHAPOMOM CMEXHOr0 reHa MoryT nojsep-
ratbCsi HanbonbLleMy PUCKY.

NoyeyHble OHKOLUTOMbI NPeACTaBAAOT
coboli JobpoKayeCcTBEHHbIE OMYX0/n, COCTOSA-
Lie U3 MHOIOYro/ibHbIX KNeTOK C 061AbHOW,

. AA. KenbH, E.B. CemeHoBa, O.J1. KesibH
CEMEWVHbIV C/TYYAN TYBEPO3HOIO CK/TEPO3A
C AHTMOMWOJTIUMOMAMM MOYEK

MefIKO3epPHUCTOM, 303UHOPUNBLHOIN LUTOMNA3-
MOW 1 NIOTHO YNaKOBaHHbIMU MUTOXOHAPUS-
MU, NoYeuHble OHKOLMTOMBI ABASOTCS 6onee
4YaCToOW NPUYMHOM MOYEYHO-KNeTOYHbIX HOBO-
06pasoBaHuiiy NaumeHToB ¢ TC, yem B 06LLel
nonynsaumm [16].

3aknwoyeHue

Tyb6epo3HbI CKIepo3 ABNAETCA Hacnes-
CTBEHHbIM MPOrpeccpyoLLIMM 3aboeBaHeM
C pa3HbIMU opMamMu TeyeHns 60Ne3HU 1 OT-
CYTCTBMEM XapakKTepHOW KINHNYECKOV KapTu-
Hbl, PV KOTOPOM B TeYEeHMe XM3HW NaLneHTa
B PasfINYHbIX OpraHax MOryT pa3BuMBaTbCSA
MHOXeCTBeHHble J06poKayecTBeHHbIe Ony-
xonu. CTépTble popMbl TY6epOo3HOro ckyiepo-
3a NPOSABNAOTCA Y B3POC/bIX v, Ans feTel
XapakTepHa NOAMOPraHHOCTb NMPOABAEHUS
raMapToM C ABHOW HEeBPOJIOrMYeCcKoun, Kap-
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