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Ty6epO3HUA CKAEPO3 —
NOAICUCTEMHA MATOAOTIS: M)KANCUMMAIHORHNN
OMASIA AITEPATYPU, KAIHIYHMIN BUNOAOK

Ty6eposuuii ckiepos (cuHOHIMU: enisioiist, xBopoba BypHesisuisi—IIpiHria) XapakTepusy€eThCst TPIao CUMIITOMIB: ypa-
JKEHHSIM IIKIPHU, CyJOMHUMU HallajiaMu, c1aboyMcTBOM. Pijiie MoK/IMBI 1y xsinHu 1ieHTpasibHoi Hepsosoi cucremu (I[THC),
31e611bII0r0 B 6IYHUX IITYHOUKaX i3 pO3BUTKOM Tiziporiedaltii, MyX/IMHU BHYTPIIIHIX opranis (pabaomMioma B cepiii, raMap-
ToMa B HupKax). ITarorenes tybepostoro ckiepody (TC) symosnennii myTtarisvmu B renax TSC1 (renernunuii gedekr
xpomocomu 9q34) i TSC2 (renernunnii nedext xpomocomu 16q13), mo Mpu3BOAUTH 10 TEHETMYHUX 3MiH y KJIITHHAX
€KTOJIEPMHE Ta ME30/IEPMH 13 MOIAJIBIIIOI0 TIMEPIIIA3i€io0 Ta TOPYIIEHHSIMU eMOPIOHATBHOTO An(hePEHIHIOBAHHSI.

[IkipHi cuMITOMY, K TPABUIIO, IEPELYIOTh CUCTEMHUM BUSIBAM 3aXBOPIOBaHHS Ta HalluacTillie BUSABJISIIOTHCS aHTi0(iOpo-
MaTO30M, TIMOMITMEHTHUMU IIAMAMU, JMiJSHKAMHU <IIarpeHeBol mKipu». /lo 3araibHUX BUABIB BiZIHOCATD: TaMapTOMU
CITKIBKH, KipKOBI TyGepcH, KiCTO3HY KiCTKOBY pedpakiiiio, «3’izery» eManb 3y6iB, TiHriBagbHy hibpomy, hibposeiiomiomy
JiereHb, BOOIYHI aHTIOMIMOMY Ta KiCTH HUPOK, myOepTaTHUil rimoTrpeos, Miokapaiaabuy pabmomiomy (80 %), cunapom
Bosbpa—ITapkincona— Yaiita. BusiBasiors Takox aMinu 3 6oky ITHC: namaau (95 %), cybenigepmanbhi Bysiu (80 %),
Koprukanbhi Oyrpu (90 %), indanruibhi ciiasmu (70 %), yIIoBiJIbHEHE MUCJIEHHS, BHYTPIIIHBOUYEPEIHY Kasbludikailito,
FiraHTOKJIITUHHY aCTPOILUTOMY.

Jludepentiiiiny miartoctuky TC IpoBOASTH 3 TPUXOEIITETIOMOIO, CHPIHIOMOIO, CHHAPOMOM 6a3aJIbHO-KIITUHHIX HEBYCIB,
POKEBUMI BYTPAaMU, MiJIHaPHUM [IHCEMiHOBAHIM TYOEPKYJIb030M, XBOpoOoio Pekminrxaysena.

ITporuo3 st ofyskauHst HectpusTanBwit: 30 % MaIienTiB MOMUPAIOTH 0 IT'SITOTO POKY JKUTTST, 50—75 % — 110 HOCATHEHH]
nopocaioro Biky. [Iporuos TC 3HauHO10 Mipoio 3asesknThb Bizt cryniens ypaskenus [{THC. Y pasi cucteMHoro mpotiecy Jeraib-
HUI HACJI/IOK MOXKJIMBUN Y MOJIOZIOMY Billi BiJl €MiJIENTUYHOTO cTaTyCy, 3aoskicuux myxyun [THC i aupoxk.

Crentncivyna Teparist IbOTO TSYKKOTO Ta IPOTHOCTIYHO HECTTPUSITIMBOTO 3aXBOPIOBAaHHS He po3pobiena. Tliaxin o miky-
Banus mpu TC Mae OyTH BUKTIOUHO KOMIUIEKCHUM, a JIKapi, SKi 6e3rmocepeiHbo 6epyTh y9acTb Y MEHEKMEHT 1€l XBO-
POOH, MAIOTh aM’sATaTh o creldiky Teparii i BAKOPUCTOBYBATU BCI HASIBHI MOKJIMBOCTI JJist i1 iarHocTuku. B gepma-
TOKOCMETOJIOTIUHIN MPAKTHIL, KPIM €JIeKTPOKOArYJIALi, XipypriYHOro BUPI3aHHs i JIa3ePOKOAryIsilil Iy XJIuHOIOAIOHIX
YTBOPEHD, 3ACTOCOBYIOTD JlepMabpasito.

3Baskaroun Ha pigkicTs TC, B cTaTTi MpeicTaBIeHo BUTAI0K KITHITHOTO CIIOCTEPEKEHHS MAIli€HTA i3 IINM 3aXBOPIOBAHHSIM.

Kirouosi ciioBa

TybGeposHwuii ckiepos, 10OPOSKICHI My X/IMHU (TaMapTOMM ), My Tallisi T€HiB.

y6eposnuii ckirepos (TC), abo xBopoba Bypre-

BiJLIst, — pijKicHe, Ge3nepepBHO MPorpecyode
TeHeTUYHE 3aXBOPIOBAHHA 3 aBTOCOMHO-/TOMiHAHT-
HUM THIIOM YCITaJKyBaHHsI, TP SIKOMY B Oarathbox
opraHax i TKAaHWHAX OPTaHi3My YTBOPIOIOTHCS 100-
posxkicui myxaunu [2]. TC — oxnna i3 ¢hopm MoHo-
TFeHHOI CIIQ/IKOBOI MaTOJIOTI, 1[0 HAJIE;KUTD JI0 Hell-
POIIKIPpHUX CUHIPOMIB ((hakoMaTo3iB) i xapakTe-
PU3YETHCS MOJICUCTEMHICTIO ypaxkeHHs. TpyiHoIT
B JliaTHOCTHUII (paKkoMaTO3iB TOB’sI3aHi 3 BUpaxKe-

HUM KJIIHIYHAM TTOJIIMOP(Hi3MOM Ta BiKO3aJIE€;KHITM
nebioToM cuMnToMiB [8].

TC Bnepure onmcas y 1862 p. HiMenpKuii mato-
gior Opinpix ¢pon Pexninrxaysen, a B 1880 p. Bizo-
MUl dpaniyspkuii HeBposor Jlesipe-Marayap
BypHeBinap meramizyBaB BUSABJIEHI MaTOJOTIUHI
JaHi i BIepIle 3aCTOCYBaB TEPMiH <«TyOepO3HUI
cKIepo3». Jlocaikyoun 3aXBOPIOBAHHS Y MOJIOIO1
JIIOJIHY, SIKE BUSBJISAIOCH EMIJIENITUYHUMI HaTla/1a-
MU, TEMITIJIETIET0, 3aTPUMKOI0 PO3yMOBOTO PO3BUT-
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Ky, @ TaKOXX HagBHICTIO MTyXJIMH y HUPKaX, bypre-
BiJUIb BU3HAYMB JIaHy TATOJIOTIIO SIK «TyOepO3HHMil
CKJIEPO3 1iepedpabHIX BOJIOKOH». Y 1IbOTO K TTalli-
€HTa BIepiie 0yJI0 OMUCaHO BUCHUIIKY Ha HOCI i 71061,
dKa BUHHUKJIA Y MAIiTKoBoMY Biti |8, 10].

3TiIHO 31 CTAaTUCTUYHUMU TAaHUMHU, Y CBIiTi 3ape-
€cTpoBaHo 6J3bKO 1 MJIH 0ci6 i3 1IMM OpdaHHIM
3aXBOPIOBAHHSIM, IOJICHHO HAPOKYIOThCS JIBi XBO-
pi auTUHYU. 3aXBOPIOBAHICTh Y ITOMYJIAIIl CTaHO-
BuTh npubamsno 1 : 10000, y miteit — 1: 6000.
IIpore cBiTOBa TpaKTHUKA CBIYUTD, IO TOIIUPE-
Hictb TC € BuIIOI0, a 0diMiliHi [Kepesia MOSCHIOTh
Taki 1udpu nmpodieMamu JiarHoCTUKK. 3a odiliii-
HUMU JaHUMHU B YKpaidi B «OXMaTAUTI» MOPOKY
PeECTPYIOTh 3—5 HOBHMX BHIIQ/KIB Ii€l 1aTOJIOr
cepe/I e, o € I0BOJIi BACOKNUM ITOKa3HUKOM. /115t
CBOEYACHOTO BCTAHOBJICHHS J/IiarHO3Y, SKHAWTITBU/I-
IIOTO TIPU3HAYCHHS BiMTOBIHOTO JIKYBAHHS 1 TIPO-
BeJleHHs peabiiTaliiiHuX 3aX0/AiB AysKe BaKIUBOIO
€ MpeHaTaIbHa TIarHOCTUKA Ti€l matoorii [15].

Hatenep TC Bu3nano reneTnyno jeTepMinoBa-
HUM 3aXBOPIOBAaHHSAM. BUSABIAIOTH 1Ba BapiaHTH
ypaskernns redis npu TC. [lepmmuit Bapiant (Big 10
1o 30 %) po3BUBAETHCS y pasdi MyTariii reHa, posra-
MIIOBAHOTO B XpoMocoMi 9934 — B missantii 34 moBro-
ro mieda xpomocomu 9 (TC nepmroro Tumy — TSCH,
Koxye Oimok ramapTuH, Bigkpurtwit B 1987 p.).
[pyruii BapiaHT 3yMOBJICHUN MYTAIli€i0 APYTOTO
rera Ha xpomocomi 16q13 —y minsami 13 kopoTko-
ro nieda xpomocomn 16 (TC gpyroro tumy —
TSC2, koxnye 6inok TyGepuH, BinkpuTuii y 1992 p.)
[10]. B mopmi TSC1 ta TSC2 € npuponHanMu reHa-
MH — CYIpPecopaMy IMyXJuHHOrO pocty. O6uaBi
XPOMOCOMHI MYyTallii TPU3BOAATDH 0 TEHETUUHUX
3MiH B KJIITUHAX €KTOAEPMH Ta ME30JIepPMU 3 TI0-
JAJIBINOI0 TIMepPIIa3i€to i HopyIeHHsIMu eMOpio-
nasbHoro audepentiioBannsa [9]. IlaTorenes TC
obymosiienuii mytarisivu B renax TSC1 i TSC2
3 BTPATOIO iXHiX (DYHKIIiH, IO CIPUYUTSIE MTaTOJIO-
riuay aktusaiio Kigasu mTOR, sgxa € kaodoBuM
PETYJATOPOM PpocTy i mpomideparii kmitua [2].
binkosi mpoayktu reris TSC1 i TSC2, ramaptun
i TyGepuH, YTBOPIOIOTH TeTEPOAUMED, IO 3[AaTeH
MPUTHIYYBATH CUTHAJIBHUI KacKa/l OTIOCEPEeIKOBa-
auM komiiekcom mMTORC1 (anrir: mammalian
Target of Rapamycin Complex 1). Tinepakrusartis
kackamy mTORC1 mpusBoauTh 10 MOCUIEHHS KJTi-
TUHHOI mpodideparii. B kiaiTuHAX 3 MyTaIi€o
TSC1 ta TSC2 Taxunii ciTHaIBHU TJIAX TOCTIHHO
«BKJIIOUEHU». Y KIITUHI, PONOHAUYANBHUII ITyX-
JIMHHOTO KJIOHY, BiOYBa€ThCsI iHAKTUBALA APYTrol
ajiesi, He 3a4eTyIeHol CIaJKOBOI0 MyTaiieio. Came
I[e BBaXKAOTh BAXJIMBOIO JIAHKOIO 3JI0SAKiCHOI
TpaHcdopmariii [ 7]. Po3BuBaThcst MHOKIHHI 100~
POSIKiCHI MyXJIMHY (TaMapTOMU) B Pi3HUX OpraHax,
BKJIIOYAIOUN TOJOBHUN MO30K, OYi, IMKIipy, cepIle,

HUPKMU, TICUiHKY, JIeTeH], TPAaBHUH TPaKT, EHIOKPUH-
HY Ta KicTKOBY cuctemu. IToctymoBo nporpecytoun
i 301IbIIYIOYKCH Y PO3MipaX, TaMapTOMU MOPYIILY-
I0Th (PYHKITI1 IIUX OPTaHiB, iHOI MPU3BOAIIN 10
(aTampbHUX HACTIIKIB, YaCTillle — IO CKOPOYEHHS
TPUBAJIOCTI JKUTTS Ta IHBAMIAU3AIli1 TAIli€HTiB [2].

Y kainiynnx cumnroMax TC 7oOMiHYTOTH TIKipHi
11 HEBPOJIOTIYHI CUMIITOMH, MPOTE iHOI 3aXBOPIO-
BaHHs MaHi(ecTye cepiieBoo, HIPKOBOIO abo Jiere-
HEeBOIO cuMIIToMatnkoio [ 1, 2]. Tum He MeHIT MOJK-
Ha CTBepIKyBatH, 1o Aiaraoctuka TC He € crmaj-
HOIO, SKINO JiKap Ma€ 4iTKi ySBJICHHS PO HOTO
KJTiHiYHi BUsaBH [2].

g ypaskeHHS NIKIpHUX TMOKPUBIB XapaKTepHi
criertuivi i Hecrenudivni mkipHi BUABHU. /1o mep-
IIUX BiZIHOCSITH: MHOKUHHI ApiOHI By3/mku (ade-
noma sebaceum) na mKipi 061Uy, JemirMeHTOBaHi
IJIIMU; 10 APYTUX — MIISTHKU <ITIaTPEHEBOT TKIPU»,
IJIAMU TilEepIirMeHTaliii Koabopy «KaBU 3 MOJIO-
KOM», IAIIlJIOMU, HABKOJIOHIrThOBI (hibpoMu maib-
1B pyK Ta Hir (myxantu Koena), hi6posHi Ok,
TTAHKY JIOKAJIBHOTO MTOCUBIHHSA Bosioces [1].

limonirMmeHTHI TIsAMH (TiMOMETAHOTHYHI MAKY -
Ju) — oxHi i3 MaHibecTHnx o3Hak TC — Bigpi3Hi-
OTHCS BiJl BITWJITO HAgBHICTIO MEJIAHOIUTIB 0e3
MeJIaHIHY, MOXKYTh OyTH BUSIBJICHI TP HAPO/PKEHHI,
sycrpivaiorbest B 90 % Bunazakis. Ha wmikipi Tysry6a
BU3HAYAIOTh JIJISTHKU JIEMIrMEHTOBAHOI IITKIPH, STKi
MO>KYTh MaTH BUTJIS/] IOTIETISICTUX TJIIM-JINCTKIB>,
1[0 HATayIOTh OOPUCH JIUCTSL: 3aTOCTPEHI 3 O[HOTO
GOKy Ta 3aKpyrJieHi 3 IHIIOro; MOKJIMBA IMOsBA
IJISIM- «BIIOUTKIB», 110 HaraiytoTh Bi/IOUTOK BEJIK-
KOTO TAJBIA 1 JIOKaTi3yI0ThbCd aCMMETPUYHO TIepe-
BayKHO Ha Tys1yOi Ta CiIHUIIAX; pijiie 3yCTpidarTh-
cs1 MHOSKMHHI piOHi M posmipom 1—3 MM, ki
IPYIYIOTBCSI Ta MAIOTh BUTJISIL PO3CUIIAHOTO KOH-
derri. XapaktepHIMU 0COOJUBOCTSIME TAKUX TLJISIM
€ aCUMETPUYHICTh PO3TAITyBaHHs Ta 301JIbIICHHS
iXHBOI KijIbKOCTI i3 BikoM [1, 5, 9].

[Ipu TC mopsin 3 TiNOMTMEHTHUMHU TIASIMaMU
B 16% BumajkiB BUHUKAIOTH IIITMEHTHI IIAMU
KOJIbOPY KaBU 3 MOJIOKOM, 3a3BUYail MOOAMHOKI,
oBaJibHi a60 OKPYIJI, IJIOCKI HOBKUHOIO 1—5 cM.
3 IMTUHCTBA MOKYTh 3'SIBJISITHCH OiJTi TacMa BOJIoC-
¢4, Biil Ta 6piB (mosiosuc) [5, 9].

Anriodiopomu o6muyst (adenoma sebaceum) —
Ipyruil mocuth mommpennit cummnToM TC. 3oBHI
AJICHOMU CaJIbHUX 3aJ103 MaloTh Buj marmysau (a6o
BY3JIMKIB) Ha 00/1144i iameTpoM 1—4 MM 3 IJIaIKoro
GJICKYYOI0 TTOBEPXHEI0 POKEBOIO KOJIbOPY, SIKi 3
yacoM HabyBalOTh YEePBOHO-KOPUYHEBOTO 3abapB-
JieHHs1. Po3TamoByoThCsl CHMETPUYHO 110 00M/BA
GOKM 06 IMYYSE Ha MIOKaX i Ha HOCI 32 THIIOM <KPUJT
MeTeJIMKa» Ta Ha MAGOPiAL, MOXKYTh 3JUBATHCH
3 aHTieKTas3isiMu. 3a3BUYail BY3JIMKHU BUSABJISIOTHCS
y panHboMy muTsdomy Birti (3—6 pokis) [1, 5, 9].
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Di6po3Hi ONANIKY — OJIMH 3 TIEPBUHHUX KJIiHIU-
mux cumnromiB TC (obGmiratHa osmaka). Bumu-
KaloTh TIPOTSTOM TIEPIIOTO POKY JKUTTS, MalOTh
GesKeBUI KOJIIp, IMOPCTKI Ha IOTHUK i JEII0 BUCTYIIa-
I0Th Ha/l HABKOJIMIITHBOIO LIKIPOIO, YacTillle JOKaJIi-
3YI0TbCS Ha J1061. IXHi po3MipH i KiIbKiCTh MOKYThH
BapioBaTu [3].

«Illarpenesi mIsAMU» Takok € 0OJIIraTHOIO 03-
nakoo TC i BUSBIAIOTBCS AUIIHKAMU TOPCTKOL
IKipY 3 PO3BUTKOM Ha Hili MHOKUHHUX KOJIareHo-
BUX BOJIOKOH. Ile HeBOifHI yTBOPEHHS B JiJLHII
CIIMHU 1 CITHUTIB 31 MTIJIBHOIO «CTUCHEHOIO» ITOBEPX-
HeTo, 1[0 MaloTh KOJIip HOPMaJIbHOI MIKipu abo AEIo
TITOMITMEHTOBAHI, 30BHI CXOXi Ha amleTbCHHOBY
KipKy. Po3Mip 1AM KOJUBAETHCS BiJl JAEKLIBKOX
Mizimerpis 10 10 cm i 6inbire. Yacrime BUHUKAIOTD
MPOTATOM JIPYTOro JeCATUJITTS KUATTA. JlingHka
«IIATPEHEBOI MMKIPpU» TTOMIPHO BUCTYTAE HAJ IO-
BEPXHEI0 HaBKOJUINHLOI IMKIpH, 3a3Buyail OyBae
IOOIHOKOIO, aJie iXHsI KibKicTh Bapiabesbia [3, 5].

M’siki piGpoMu y XBOPHUX MOXKYTh OyTH ABOX
BuiB. [looguHOKI — M'AKiI YTBOpEHHSI Ha HIXKKaX,
MinKyBaToi (hopMH 3 JIOKaIi3alIiero Ha mui, Tyayoi
abo kinmiBkax (s1at.: molluscum fibrosum pendulum).
MHOXUHHI € APYrUM BapiaHTOM M'SKHUX (iOpoMm.
[le apiGHI yTBOpEHHSI PO3MIPOM MEHINE TOJIBKU
MITAJIBKY, JIeI0 IMiAHATI HaJl MOBEPXHEIO MIKipH,
posTaiioBaHi Ha Ty/ry6i Ta MIKi i HaraayoTh Tycsaay
mKipy [3].

Hasxkoonirrbosi ¢piopomu y 17—52 % nariien-
TiB € o6airarnoio o3Hakoio TC i MoKyTh OyTH €11~
HOIO IITKIpHOIO MaHidecTaltieo cuaapomy. Busasis-
I0ThCSI Y XJIMHOMOAIGHUMHU YTBOPEHHSAME KOJIbOPY
HOPMaJIBHOI TTKIPH, IO «3POCTAIOTh» Ha HITrThOBIM
iacTulIi 3 OOKy Jioka. B Giibirocti Bunagkis
HABKOJIOHITTBOBI (hiOPOMU 3'SABJISIFOTHCS Y IPYTOMY
JNECATUITTI KUTTH, YacTille Ha HIJKHIX, aHiK Ha
BepXHiX, KiHmiBKax. MaioTh aiametp Big 1 MM 10
1 cM, cXuibHI [0 TPOTPECHBHOTO POCTY HaBiTh
micsist Buziasenus |5, 9].

YacroTa cyoMHux HamaaiB craHoBUTh 80—90 %.
Bonu BuHUKAIOTH 3a3BUYAl y TEPITi POKU JKUTTS,
ajie MOJKJINBI i B mybepratHuii nmepiox. Hamaau Ho-
CATH PIBHOMaHITHUN XapaKTep: TeHepati30BaHi, ho-
KaJIbHi, KUBAJIBbHI, IcuxoMoTopHi [1]. Iammmu ypa-
JKeHHSIMU HEPBOBOI CUCTEMM € PO3yMOBa BifCcTa-
JicTb (48 %), IOPYIIEHHS TIOBEIIHKY, 3MiHU B TTHK-
JIi «COH — HecTaHHs», iIHCOMHI 4acTi i paHHi Mpo-
Oy KeHHs, coMHaMOYTi3M. 3MiHa MOBEIIHKN BUSIB-
JISETHCI AyTU3MOM, TillePAKTUBHICTIO, arPECUBHIC-
Ti0. /lo ypaxkenb rosoBHOTO MO3Ky Ipu TC BimHO-
CSATh MOOAMHOKI ab0 MHOKMHHI KipKOBiI Tybepcu
PO3MIpOM BiJl IEKLJIBKOX MiJIIMETPIB /10 JEKIIbKOX
CaHTUMETPIB, CyOeNneH/IMMOIO3HI BY3JI1 Ta aHOMa-
a0 6inoi peyoBuHM. 3 BIKOM po3Mmip Tybepcis
301JIbIIYETHCS, BiIOYBAETHCS IXHS Kaabliudikartist

(54 % Bunankis). Haii6ipiry 3HaqyniicTs st Be-
pudikarii Ty6epcis (95 % Bumaikis) Ma€ Mar"iTHO-
pesonancua Tomorpadis (MPT) [3].

3MiHU cepieBo-cyaunuoi cuctemu mpu TC
npejacTaBaeHi pabgoMioMaMu, sKi HEpifKo € 1ep-
IMOT0 KJIIHIYHOIO 03HAKOIO 3aXBOPIOBAHHS ITOPSI
3 rinomnirMeHTHUMHU IigMaMu. HaiiBuiia yacrora
pabaomiom nipu TC y HOBOHAPOIKEHUX Ta JiTEi
IPYAHOrO BiKy. 3a KilbKiCcTIO pabioMioMU MOXKYTb
OyTH TOOAMHOKUMHK Y BUTJISIAL BysJaa (piako) abo
MHOKMHHUMMU, JIOKAJi3yBaTUCh Y BCIX Bijjijax
cepist. Posmipu pabaoMioM BapiioloTh Bif AEKiib-
KOX MIJIMETPIB JI0 JIEKIJIbKOX CAaHTUMETPIB, BOHU
MalOTh HETTPAaBUIBHY (hOPMY 1 3aBK/IU BiaTICH] B
OTOUYIOUMX TKAHWH. 3a3BUYall Ili MyXJWHA HE T0-
PYIIYVIOTh TEMOJIUHAMIKY i He MAalOTh BUPA’KEHOTO
iHTpaMypasibHOTO pocTy. ¥ 50 % HOBOHAPOIKEHUX
3 TC myxyuHy BUSBJISAIOTH BUTTAIKOBO TTiJT 9ac MPO-
BeJIeHHsI TJIAaHOBOTO exokapjiorpadiunoro obcre-
JKeHHS [8].

[Taromorisa oprauis 3opy nmpu TC xapakTepusy-
€THCS TaMapTOMaMM CiTKiBKM OYHOTO HepBa
(50% Bumajnkis). KiinivHuM BUSIBOM ramMapToM €
mporpecyiode 3HMKEHHS 30py [3].

Buacaimox pocty myxsmun ipu TC BUHMKaE nuc-
(byHKIIS 327103 BHYTPINTHBOI CEKPEIIil: MaToJI0TisI
HaJHUPKOBUX 327103 (QHTiIOMiOIITIOMH ), TOOIUHOKI
ab0 MHOKMHHI aJIeHOMU KOPU HaJIHUPKOBUX 3aJ103,
IO TIPU3BOJIUTD JI0 CUHPOMY HAJHUPKOBOI HE0-
craTHOCTI (xBopoba AjticoHa, IiIBUINEHHS apTepi-
aspHoro Tucky) [8]. YHacrora anrioMiosinom i Kict
y HUPKaX CTaHOBUTH 47—85 %. Pisiie BUHUKAOTD
HUPKOKJIITUHHA KapIIUHOMA, OHKOITUTOMA, a TAKOXK
HEMyXJIMHHE YPaXKeHHSI HUPOK — (POKAIbHUI ceT-
MEHTAPHUI TJIIOMEPYIOCKIEPO3. YPaKeHHS HUPOK
Maniectye 3xebibiioro y 2—3-it gexaai KuTT,
[IpOTe KJIIHIYHI CUMIITOMU MOKYTb BUSIBJISITUCH
i B Gistbiir parni repminm. [Ipu yasrpasBykomMy J0c-
mimpkendi (Y3/l) HUPOK aHTiOMiOTIOMH MalOTh
BUTJISII €XOMO3UTUBHUX OKPYIJIMX YTBOPEHbD, PO3-
TamoBaHNUX Y HUPKOBil mapenximi [1, 3, 8].

[Ipu mocaizkeHHI POTOBOI MOPOKHUHU HAWTH-
MOBIIIMMK TIOPYTIECHHSMA € BY3JyBaTi MyXJIWUHH,
hibpomu a6o mamisomu (B 36 % BHUMaAKiB), sAKi
JIOKAJT3YIOThCS HA TEPEIHBOMY Kpai sSiceH, Ha Ty0ax,
CJIU30BUX 000JIOHKAX 1K, CIIUHIN g3UKa 1 MijaHe-
Ginni. Mo/IMBe ypaskeHHs FOpTaHi Ta TJI0TKH [5].

[Ipaktuyno y Bcix xBopux Ha TC BUABIIIOTH
nedexTn eMai 3y6iB, HAUOIIBII TUIIOBUMU 3 SIKUX
€ nedekr y BUrIsA 3aranbJIeHb, KiJIBKICTh SIKUX
Bapifoe Bix 1 10 11 Ha KoskHOMY 3y0i, B CepeiHbOMY
110 3 orubaer st Ha KoxKeH 3y6. TUITOBUM BUSIBOM
npu TC € mogBa 4OpHUX IUIAM Mix 3yOamu, sKi
CXO’K1 Ha 3aCTPATIIY MKapaJIyIy BiJ Hacinug [8].

3MiHnu B KUIIEYHUKY Y XBOpux ctapiire 20 pokiB
mpejicTaBeHi momimaMu mpsimoi kutkn (50—78 %
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BUMAKIB), SIKi BWSBJSIOTH TPU IMATBIEBOMY il
JIOCJIJDKEHH]I Ta 3a JaHUMHU 1PUTOAIarHOCTHUKHU.
Y 10% xBopuX B IMEYiHI[i BUHUKAIOTh TOOJUHOKI
ab0 MHOKUHHI TaMapTomu i arriomiomu [8].

[MaTonoriga kictkoBoi cuctemu (50% XBOpPHUX)
BUSIBJISIETHCS TIITHKAMU CKJIEPO3Y CKIETHHS Je-
pera, yacrimie y 1060Biit abo TiM sHiiT KicTKaX.

Haii6ibin ThimoBe ypaskeHHsT JIereHb KicTaMi —
JimdanrioMioMaTo3, TEPBUHHUMU KJIIHITHUMU
CUMIITOMAaMU SIKOTO € JIMXaJbHO-JiereHeBa HeJ0-
CTATHICTD i PEUANBHII THEBMOTOPAKC [8].

[liarHocTHKa 3aXBOPIOBAHHS TIPYHTYETHCI HA
MOEIHAHHI KJITHIYHUX CUMIITOMIB Ta CUH/IPOMIB, SKi
BUSIBJISTIOTH TIPH I0JIaTKOBOMY 0OCTesKeHHi. Bemka
KibKicTh Kainiunux osnak TC, BapiabebHicTh (e-
HOTUITY 1 TOI (hbaKT, Mo MaHidecTallisg 03HaK 3aje-
SKUTD BiJl BiKy Talli€EHTA, CTAHOBUTD IIEBHI CKJIAIHO-
ITi TIaTHOCTUKY 3aXBOPIOBaHHA [8].

Miarnoctuuni kpurepii TC Oyam npuitaari
y 1998 p. na 3aciganni [loromkyBampHOi KOMICil
B Aunanomici (CIITA) [13]. ¥ 1999 p. E.S. Roach
3aIIPOTIOHYBAB PO3MOILJ AlaTHOCTUIHUX 03HaK TC
Ha HepBUHHI Ta BropunHi (Tabaui) [3].

3TiTHO 3 AIaTHOCTUIHUMU KPUTEPISIMU, 3aIPO-
nmoHoBaHUMHU MizKHAPOIHOIO KOHCEHCYCHOIO KOH-
(depeHItieo 3 Ty6epo3HOTO CcKiIeposy, aiartos TC
hopMyTIOI0Th K «Oe3CyMHIBHUI» ab0 <«MOJKJIH-
BUI» 3aJIEKHO Bijl HasIBHOCTI ab0 BiZICYTHOCTI SIK
MEePBUHHUX (BEJUKUX), TaK i BTOPUHHUX (MaJHX)
kaigiyaux cumnroMmis. /liarnos TC He BUKJIMKAE
CYMHIBIB 32 HAsABHOCTI JIBOX IIEPBUHHUX O3HAK a60
oauiel mepBUHHOI I ABOX a60 Giablle BTOPUHHHUX
03HaK; MOKJIMBUI /IialHO3 BCTAHOBJIOIOTD 32 HASB-
HOCTI OJTHI€T MEPBUHHOI Ta OJIHIET BTOPUHHOI O3HA-
K1 abo BOX Ta Oisbine BTOpuHHKUX o3Hak [10, 14].
HaiiBaxkmmBimmM 1 1oCTAaTHIM /I BCTAHOBJICHHS
JIlarHO3y KPUTEPIEM € MiATBEp/KeHa IaTOreHHa
myTaitist TSC1 a6o TSC2 [10].

[udepentiiiiny aiarHoCTUKY MPOBOISITH 3 TPH-
XOEITTEJIOMOIO, CHPUHTOMOI0, CHHAPOMOM Oa3alib-
HO-KJITUHHUX HEBYCiB, POKEBUMU ByTpaMu, MiJi-
apHUM JUCEMiHOBAaHUM TyOEepKYJIb030M, XBOPOOOTO
Pexutinrxaysena [ 3, 6].

V nireit giarnoctrka TC Moxke OyTH yTpyHe-
HOIO a00 HEMOKJIUBOIO, SIKIO EANHUMU MIKIPHUM
CUMITTOMOM 3axBopioBatHsi € 61 tsivu. TC MoxK-
Ha CIUTyTaTH 3 Ge3MTMEeHTHUM HEeBYCOM, BITHJIIIO
a6o merictio. ITaTOrHOMOHIYHUMK €/IEMEHTAMU €
anriodibpoMu 06JMYYst, TPOTE BOHW HE BUSIBJISI-
I0ThCS /IO MIBHBOTO AUTSYOrO Biky. HeoOximHo 1mij-
KPECTUTH, IO YHOBITHbHEHHS MUCJICHHS i HAan
MOXKYTh OyTH BigcytHimMu. Bepudikariis miarnosy
HeoOXi/lHA HaBITh 3a HAIBHOCTI TUITOBUX TillOTIIT-
MEHTHHUX ILJISIM Y BUTJISIZL JIUCTSI TTOTENISICTO-61710T0
KOJILOPY 200 <«BiOMTKA BEJMKOTO Tasblist». [liist
[[bOrO HEOOXIHO OLIHUTHU CTAH MAI[IEHTA I IPU3HA-

TabAnug. AiarHocTuyHi Kputepii TC

IlepBunHi 03HaKN BropunHi o3HaKH

Yucaenni ormmbaeHHs
B eMaJti 3y6iB

Anriohibpomu 06 myyst
a60o (ibposHi bursriky Ha 7061

HetrpasmaTtuuni
HABKOJIOHITThOBI (hibpomMu

Tamapromarosui
peKTasbHi nosinm®

lnonirmeHTHI IIIMUI

: Kicrkosi kictu™*
(GistbItie TPHOX)

JlinsgHka
«IITarpeHeBol MKipu»

Mirpariiiisi Tpakty y 6iJiii
PEeYOBHHI TOJIOBHOTO MO3KY

MHOKUHHI

. Dibpomn H
raMapTOMU CITKiBKU Gpow sice

Tamapromn

Kipkosi ry6epen BHYTPIIIHIX OpraHiB

AXpomaruyHa JiijIstHKa

CybemnigepMaibHi By3/amn P .
YOCILED Y CITKIBKM Ha OYHOMY JIH1

Jlpi6Hi rinormirMeHTHI
IUISIMEL HA TIKIPi 32 THIIOM
KoH(eTTI

liranTokmiTuHHI
aCTPOITUTOMU

Pa6omiomu ceprist MHOXUHHI KiCTH HUPOK™®

JlimdanriomiomaTos Jieretb

MHuoxunHi
AHTIOMIOJIITIOMH HUPOK

Mpumitka. *MoTpebye riCTOAOrNYHOrO MIATBEPAXKEHHS; ** AOCTAT-
HbO PEHTTEHOAOTYHOTO MIATBEPANKEHHSI.

YUTH 0OCTEKEHHS YIEeHIB HOTO POAUHU 3 BUKOPHUC-
TAHHAM METOJy IPOMEHEBOI IIarHOCTUKH [9].

[IporHo3 100 omy:kaHHS HECTIPUSATIUBUIA
30 % narienTiB HOMUPAIOTb JI0 1T’ SITOTO POKY JKUTTS,
50—75% — no pocsruenti gopocyoro Biky. IIpor-
103 TC 3ameXxuTh Bi TSYKKOCTI KJIIHIYHUX BUSIBIB,
BEJIMKOIO MipOI0 — BiJl CTYTIEHS yPaskKeHHS HEPBOBO1
cucteMu. Y pasi CUCTEeMHOTO TIPOIIECY JIeTAaTbHUI
HACJII/IOK MOXKJIMBUI Y MOJIOJIOMY Billi BiJl erijien-
TUYHOTO CTaTycy, iHbeKIIii, cepiieBoi Ta HUPKOBOI
HEJIOCTATHOCTI, PiZIKO — B Pe3yJibTaTi JiereHeBOTO
bibposy, a takoxk saosikicaux myxiaud [[HC Ta
Hupok [3, 10, 12].

Crernudivyna Teparis 11bOr0 BaXKKOTO i ITPOTHOC-
TUYHO HECTIPUSTIMBOTO 3aXBOPIOBAHHS HE PO3PO6-
snena. Etionoriune nikyBanug BiacytHe. [linxia no
gikyBattst mpu TC Mae 6yTH BUKJITIOUHO KOMILJIEKC-
HuMm [ 15]. [lzis #ioro giarHoCTUKY TPOBOSITh HU3KY
JNOCJIKeHb. Tak, /Id BUSBJIEHHS TiIIONITMEHTHUX
IUISIM SIK HAiOLIbII PAHHBOTO CUMIITOMY HEOOXiI-
HUU peTesTbHUM OIS/l MKIPHUX TTOKPUBIB 3 BUKO-
puctanuam jgamnu Byna [2, 12]. /lng miarsepaxy-
founx TC cybemizepMasbHUX By3JiB ab0 KOPTH-
KaJIbHUX TOPOKiB y Mo3Ky motpibna KT abo MPT.
3 MeTOI0 BUSABJIEHHS MOJIKICTO3y HUPOK BUKOHY-
1otp ¥ 3/l nupok. 3a pesynsraramu EKT MoxyTb
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OyTH BHUABJEHI apuTMil Ha AOKJIHIYHIN cTazmii.
JlimpanrioneitmiomaTos BUSABISIOTH 3a fanumu KT.
PexoMengoBani Takok ogTaJIbMOJIOTiuHE 0OCTe-
JKeHHs, TecToBa o1fiHka po3BuTky LIHC, renetuune
KOHCYJIbTYBaHHS [8].

JlikyBaHHA 3aXBOPIOBAaHHS CUMIITOMATHYHE I
3aJIeKUTh Bil ypaskeHHsT OpraHiB. 3a HasIBHOCTI
HEBPOJIOTIYHOI CUMIITOMATUKU JIKYBAaHHS ITPOBO-
JIUTH HEBPOIATOJIOT, TTPU3HAYAIOYN TTPOTUCY/IOMHI
Ta gerigparaniiini sacobu. J[s 3amobiranns Hama-
JlaM 3aCTOCOBYIOTh aHTUKOHBYJIbCAHTHI ITPETTapaTH.
Y BUIIaIKy yTPYAHEHHS BIATOKY 11epeOPOCIiHAIb-
HOI pIIMHU BUKOHYIOTH OMEPATUBHE BTPyYAHHS.
B nepmarokocMeTONOTIUHIN TMPAKTHUIIL 3aCTOCOBY-
I0Th €JIEKTPOKOAryJIsAllilo, Xipypriune BUpPi3aHHS,
JIA3ePOKOATYJIAIII0 TyXJIHHOTOAIOHUX YTBOPEHbD 1
nepmabpasiio [5, 12].

[0 2012 p. nixysanusa TC nocnio cumMnromariny-
Huil xapakrep. Y 2012 p. 6yB 3apeecTpoBaHuii mpo-
TUMTYXJIMHHUN TIPenapaT eBEPOJIiMyc (TOProBa Ha3Ba
«Adinitop» abo «Ceprukan»), IKUil BILIMBAE Ha
ocHoBHY sanKy marorenedy pu TC (€ inribitopom
curnasiproro nraxy mTOR) ta aMmentye pict myx-
aun y IHHC i nupkax (piBenb noxazosocti I).
IcnytoTh oKkpeMmi Tpalli, gKi BKa3yioThb Ha Te, 1110 €BE-
POJIIMYC TAKOXK 3MEHIITYE YUCJIO eMiJIeNTHYHNX Ha-
naaiB (piBerb noKazoBocTi 1V) Ta 3HIKYE CTYiHb
BUpaskeHOCTI aHTrio(ibpom 00myust (PiBEHb JOKA30-
Bocti I). EBepostimyc y hopmi TabreToK BKIIOYEHUI
y «Ilepesik KUTTEBO HEOOXITHUX Ta HANBasKJIMBi-
IIUX JIKapchbKUX 3aco0iB». [Ipemapar € akTUBHUM
inribitopom pocty i mpoJticepartii MyXIMHHIX KJIi-
THUH, eHA0TeaIbHuX KaiTuH, (hibpobaacTis i riai-
KOM I30BUX KJIITUH KPOBOHOCHUX CYIWH. «A]iHITOD>
(eBepotiMyc) BUITYCKAEThCS Y (OPMi AMCIIEPTYIO-
uynx Tabsetok 1o 2, 5, 10 mr. [TpusnavaroTh BHY Tpil-
HbO OJ[MH Pa3 Ha 00y B OAMH i TOI caMUii Yac IOHs
He3aJesKHO Bifl mpuiomy ki [7].

Y cBiToBiii mpakrtuii npodisaktuka TC 3Bo-
JIUTHCS 10 TIpeHaTa bHOl AiarHocTuku. IIpu cro-
pagmunomy TC pusmk MOBTOPHOTO HAPOKEHHS
XBOPOI INTHHU CTAHOBUTD 2 %, TIPU CTTAITKOBOMY —
50 %. Tomy 3a HAsIBHOCTI I1i/{03PH IO/I0 CIIAKOBOTO
xapaktepy TC HeoOXifiHO MPOBOAUTH TEHETHYHY
MarHOCTHKY. 3 Ii€I0 METOIO MOXKYTh Oy TH BUKOPHC-
TaHi JaHi PO 3UYeIJIEHHSI MYTaHTHOTO TeHa 3 JIOKY-
coMm 9q34, B AKOMY JIOKJi30BaHUI MPOTOOHKOTEH
v-abl [12]. Pazom 3 TuM mportos Ta ycmix Teparii
3aJIEKUTD BiJl pAaHHBOI JIIarHOCTUKU JIaHOTO 3aXBO-
PIOBaHHS Ta BUCOKOTO PiBHS 3HaHb (paxiBIliB Pi3HUX
CIIeliabHOCTEH: IepMaToJIOTiB, HEBPOJIOTIB, Tieia-
TPiB, Kap/ioJOTiB, TCHETUKIB.

3Bakaroun Ha pinkicTs TC, HaBOAUMO KJIiHiY-
HUI BUTIAJIOK IIbOTO 3aXBOPIOBaHHA (puc. 1—4).

Xeopuii K., 28 pokis, 3sepuyscs 10 «Polishchuk
derma center> y Bepecti 2018 p. 3i ckapramu Ha

BUCHUIIAHHS Ha MIKipi 06IMYYs, IIHi, CIIUHI Ta KHC-
Tell TmanblliB. AHaMHe3 JKUTTS: MPOKUBAE B CiJTb-
CBKill MicieBoCTi B poauHi 3 6aTbKOM, B SIKOTO, 3i
CJIIB XBOPOTO, TaKOX HASBHUN BUCHUII Ha MIKipi
06y i crimi. AHaMHe3 XBOPOOU: BUCUTIAHHS Ta
IISIMK Ha Kipi o6auydst 3’sauich y 13—14 po-
KiB, Mi3Hillle BUHUKJIW YTBOPEHHS Ha IIKIipi miui
i cuui. [laTosoriunmii mporiec Bpaska€ MIKipy Io-
BiK, obsmuys, mieveir i tyayba. Ilix gac orssamy
y XBOPOTO BUSIBJIEHO MHOMKWHHI ITyXJTMHOMOIIOHI
YTBOPEHHS POKEBO-UYEPBOHOTO KOJIOPY Ha 001U~
4i Ta OypO-KOPUYHEBOTO — Ha CIHHI, 10 MaiTh
maponoAi6Hy GopMmy, IHIbHY eTacTUYHY KOHCUC-
Tenuio, 6esbomicui. Bigmiueno Bornumie <uarpe-
HEeBOI MIKipU» B IONEPEeKOBOMY Biuini xpebra
i HeTpaBMaTHUHI HAaBKOJIOHIITHOBI (hibpomu Ha
HaJblsx pyk posmipom 0,5—0,8 mm. [luist Bizyadriza-
ITii TIMOTIITMEHTHUX TLJISIM 3aCTOCOBAHO JaMity Byzma
i3 BUIIPOMIHIOBAHHSIM IIy4YKa CBITJIa 3 JOBKUHOIO
xBuJti 360 HM, 1110 CEEKTUBHO aOCOPOYIOTHCST MeJia-
HIHOBUMU KJiTuHamMu 1iKipu. ITij cBiTsIOM JamMiin
Byzma mikipa xBoporo BUT/IsAnaMA TYCKJIOO, a Tillo-
MITMEHTHI TIJIAMU SCKPABO CBITUJINCD, 1110 CBITYNUTH
mpo AediruT MeJTaHiny.

BpaxoByioun KJiHiuHI BUSIBU Ta XapaKTepHi
3MiHU Ha MIKiPi, BCTAHOBJIEHO MTONIEPEIHIN 11arHo3:
TyOeposHmii ckaepos. [l yrouHeHHs AiarHosy Ta
COMATHYHOTO CTATyCy XBOPOMY 3alIPONOHOBAHO
KOMILIEKC JTaGopaTOpHUX OOCTEKEHb: 3arajbHUi
i GioximMiuHMiT aHAJI31 KPOBI Ta cedi i HU3KY 1HCT-
pyMeHTasnbHUX focifkedb: MPT romosHoro Mos-
Ky Ta ¥ 3/l opraniB yepeBHOI TOPOKHUHY 1 MaJIO-
ro Taza.

g omiaky ypaxkeHHs MO3Ky mipoBeneno MPT
na Tomorpadi Philips Inteca 1,5 T 3 TexHoorieo
3D B pexxumax Ty, Ty, FLAIR. 3uiMku BUKOHAHO
B aKcCiaJbHiH, cariTajibHili Ta KOPOHAPHIHN TTPOEKITi-
sX. Y XBOPOTO B 000X MiBKYJISIX TOJIOBHOTO MO3KY
BUSIBJIEHO MHOKUHHI (Y3HI KOPTUKO-CYOKOPTH-
KaJTbHI AiNTHKYN TaTonoriunoro M P-curnany (time-
pinrencusni Ha Ty Ta FLAIR33) 3 kicTo3mnoio nere-
Heparti€io (B IPOEKIIii 3aIHHOTO pora JIiBoro 6OKo-
Boro 1urynouka). Cy6erizepManbHO: B IIPAaBOMY Ta
JiBOMY OGOKOBMX IIIYHOUKaX Bepu(iKoBaHO MHO-
JKUHHI BY3JIM PIBHUX PO3MIpiB, HailOiabmmii —
B TIpaBOMY OiYHOMY IUTYHOUKY 3 YMOBHHM J[iaMeT-
pom 7,5 mm (rino-rinepinrencusti Ha Ty 33, rinoin-
TeHcuBHI HAa Ty 33, MOMIpHO TilepiHTEHCUBHI Ha
T;33), 110 BUCTYNAIM B IPOCBIT OOKOBUX MLIYHOY-
kiB. BucnoBok: MP-kapTuna, xapakTepHa IJsd
komruiekcy TC.

B npotoxomi ¥ 3/l opranis uepeBHOI TOPOKHU-
HU: ITeYiHKa, }KOBUHUI MiXyp, TAIIYHKOBA 3271034,
cesesinka 6e3 3MiH. BUCHOBOK e30(harockoriyoro
JIOCJIJIKEHHS: KaTapaJbHUM IyO/IeHIT, aHTPAJTbHUN
TiIepIIaCTUIHUH TaCTPUT.
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Puc. 3. AIASHKA «LuarpeHeBoi WKipu» y xsoporo Ha TC

Komncypratis okysicra: Mionist cepesiHboro cTy-
neHst rnpasoro oka. lamapromu ciTkiBku I Tuiy.

3a paHumu J1aboOPaTOPHOTO JOCTIKEHHS Ha
narijoMoBipyc 3a gonomoroio merony IIJIP B pe-
KM PEasTbHOTO Yacy B YPOTeHITaTbHOMY 3iTTKpioi:
(+) Bugsaeno AHK Human papiloma virus 51
(< 10? kon./mur) — nanisomasipyc 51 tumy. [lpu

Puc. 4. Busisu TC Ha TyAy6i XxBOpOro

NOCTI/PKEHHI TUTPY cHelihuuHuX aHTHUTIJI KJIacy
IgM Ta IgG mo EBV meTonom imyHOMEPMEHTHOTO
AHAJII3y B CUPOBATII KPOBi BUSABJIECHO: (+) MTO3UTUB-
ny I1gG no xancuanoro antureny EBV (VCA IgG),
ingexc aktusnocti 10,17; (+) nmosutusny IgG no
aneproro autureny Emmreitna—bapp (EBNA),
inmexc aktTuBHOCTI 13,96. OTiKe, y XBOPOTO BUSBIIE-
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HO XpoHiuHO akTuBHY (Gopmy EBV-indexmii Ta
BipycHe ypakeHHs — marijioMmasipyc 51 Tuiry.
[IpusHaueno mpoTUBIPyCHI IIpernapaT TPy Ba-
JIAIUKJIOBIPY Ta sadepobiony. Bukonano aepmaro-
KoaryJsamnio anriodgiépom. o miaHy JTiKyBaHHS
PEKOMEHIOBAHO BKIIOUUTH <«AdiHiTOp» (eBEPOTi-
MyC) 2 MT' BHYTPIIIIHBO OJIMH Pa3 Ha 100y B OIUH
1 TOI caMuUif Yac MOIHS He3aJIesKHO Bifl TPUHOMY TKi.
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Ty©epO03HbI CKAEPO3 — MOAUCUCTEMHAS MATOAOTSI:

MEXXANCUMMAVMHAPHBIM 06300 AUTEPATYPI, KAMHAYECKN CAYHOW

Ty6eposHbIii cKIepo3 (CHHOHUMBL: 2MuUI0Ms, Gonesnb BypHeBuiis—IIpuHriaa) xapakTrepusyercs TPUALOH CHMIITOMOB:
MopaskeHneM KOKHU, CyOPOKHBIMU TIPUTIZKaMH, ciaboymreM. Pexe BO3HUKAIOT OMYXOJH HEHTPATbHOM HEPBHOIN CHCTEMbI
(ITHC), B 0CHOBHOM OOKOBBIX KEJTyIOYKOB C PasBUTHEM THAPOLeaIy, BHYTPEHHUX OpraHoB (pabIoMuoMa B Cepille,
raMapToMa B nodkax). Ilartorenes tyGeposHoro ckieposza (TC) obyciosien myramusmu B redax TSC1 (reHermueckuit
nedext xpomocombt 9q34) u TSC2 (renernueckuii gedext xpomocombl 16q13), 4To MPUBOAUT K reHETUUECKUM N3MEHEHUSIM
B KJIETKAX 9KTOJEPMBI U ME30IEPMBbI C TIOC/IEAYIONIel TUIepIa3ueil 1 HapyIeHHsIMU SMOPUOHATBHON AndPepeHIInPOBKN.

CHUMITTOMBI CO CTOPOHBI KO, KaK MTPABUJIO, MTPE/IIIECTBYIOT CHCTEMHBIM IIPOSIBIIEHUSIM 3a00JI€BaHIUsI U HanOOJIee 4acTo
MPOSABISIOTCsT aHTHOGUOPOMATO30M, THTIOMUTMEHTHBIMI TISITHAMH, YY4aCTKAMU <«IIarpeHeBoii» kosxu. K obumm mposisie-
HUSIM OTHOCSITCST: TAMAPTOMa CeTYaTKU, KOPKOBbIE TYGEpChl, KHCTO3HAS KOCTHAS Pedpakist, «Che/leHHas» dMalb 3y60B,
ruHruBasibHast pubpoma, hubposeioMroMa JIETKUX, JABYCTOPOHHSISI AHTHOJIUIIOMA, KUCTbI II0Y€EK, 1yOepTaTHbI IMIOTUpPE-
03, MUOKapjiuaibHast pabgomuoma (80 %), cungpom Bosbha—Ilapkuncona—Yaiita. BoIsBIsioT M3MeHEHUsT CO CTOPOHBI
I[THC: npunaaku (95 %), cybsnupepmarbibie yaibt (80 %), koprukasibhbie 6yrpor (90 %), nudanruibhbie criazmbl (70 %),
3aMe/IJIEHHOe MbIIIJIEHIe, BHYTPHUYepenHas KaIbIIM(MUKAINST, TUTAHTOKIETOUYHAS ACTPOIIITOMA.
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CMNOCTEPEXKEHHS 3 MPAKTVKIA

JuddepeHnnanbHy0 IMarHOCTUKY IIPOBOASAT ¢ TPUXOIUTEIUOMOM, CUPUHIOMOMN, CUHAPOMOM 0a3ajibHO-KJIETOUHBIX
HEBYCOB, PO30BbIMU YIPSIMU, MUJIUAPHBIM [IMCCEMUHUPOBAHHBIM TyOEPKYIe30M, 60JIe3HbI0 PekimHrxayseHa.

ITporuo3 jist BbI3opoBieHus HebaaronpuaTibiii: 30 % mareHToB yMUPAIOT K IATOMY Oy Kusuu, 50—75% — K 10cTH-
JKEHUIO B3pocoro Bospacrta. IIporHos TC B GOJBIION Mepe 3aBUCHT OT CTETEHH TOPaKeHHsI HEPBHOW cucTeMbl. [Ipn
CUCTEMHOM TIPOTIECCE JIETANBHBIN NCXOJ[ MOKET HACTYIUTH B MOJIOJIOM BO3PACTE OT AIMHIJIENTHYECKOTO CTAaTyCa, 3JI0Kave-
ctBennoit onyxosn [ITHC u nouex.

Creruduueckast Tepariust 3TOr0 TSIKEJIOT0 U IPOrHOCTUYECKU HEOIATOIPUSITHOTO 3abosieBanust He paspaborana. [Toaxozn
k siedernio TC goskeH ObITh MCKIIOYUTENLHO KOMILJIEKCHBIM, @ BPA4l, KOTOPbIE HEMIOCPEACTBEHHO IIPUHUMAIOT YYacTHe
B MEHE/IKMEHTE 9TOTO 3a00JIeBAHUS, IOJIKHbBL YUUTHIBATD CIIEIU(BIKY TEPATUU U UCTIOIB30BATH BCE MMEIONINECs BO3MOIK-
HOCTH JIJISl TUATHOCTUKU. B 71epMaToKOCMEeTOIOTUecKoi MpakTUKe, KPOMe 3JIeKTPOKOATYJISIINH, XUPYPIUIECKOTO rccede-
HUS U JIa3ePOKOAryJIsIIUK OIYXOJIEBUIHBIX 00Pa30BaHUN, IPUMEHSIOT JepMabpasuio.

[Tpunumast Bo BHUMaHue peakocTb TC, B CTaTbe IPeCTABIIEH CIydYail KINHUYECKOTO HabJIOAEHUST IAIIUEHTA ¢ 3TUM 3a00-
JIeBaHUEM.

Kiouesbie cioBa: Ty0epO3HBIN CKIIEPO3, T0OPOKaueCTBEHHbIE 00pasoBaHus (raMapTOMBbl), MyTaI[Usl T€HOB.
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Tuberous sclerosis — a polysystemic pathology:
interdisciplinary literature review, clinical case

Tuberous sclerosis (synonyms: epiloia, Bourneville—Pringle disease) is characterized by a triad of symptoms: skin lesions,
seizures, dementia. Less common are central nervous system (CNS) tumors (mainly of the lateral ventricles with the
development of hydrocephalus), internal organ tumors (rhabdomyomas in the heart, hamartomas in the kidneys). Tuberous
sclerosis (TS) pathogenesis due to mutations in the TSC1 (genetic defect of 9q34 chromosome) and TSC2 (genetic defect
of 16q13 chromosome) genes leads to genetic changes in the ectoderm and mesoderm cells with subsequent hyperplasia
and impaired embryonic differentiation.

Skin symptoms are most often manifested by angiofibromatosis, depigmented white spots, areas of shagreen skin and, as a
rule, precede systemic manifestations of the disease. Common manifestations include: retinal hamartomas, cortical tubercles,
cystic bone refraction, eaten tooth enamel and gingival fibromas, pulmonary fibroleiomyoma, bilateral angiolipoma, renal
cysts, pubertal hypothyroidism, myocardial rhabdomyomas (80 %), Wolff—Parkinson—White syndrome. Changes in the
central nervous system were revealed: seizures (95 %), subepidermal nodes (80 %), cortical tubercles (90 %), infantile
cramps (70 %), slowed thinking, intracranial calcification, giant cell astrocytoma.

Differential diagnosis is carried out with trichoepithelioma, syringoma, basal cell nevus syndrome, rosacea, miliary
disseminated tuberculosis, Recklinghausen’s disease.

The prognosis for recovery is unfavorable: 30 % of patients die by the fifth year of life, 50—75 % — before reaching adulthood.
The prognosis of the tuberous sclerosis to a large extent depends on the degree of damage to the nervous system. In the
systemic process, a fatal result can occur at a young age from epileptic status, malignant tumors of the central nervous
system and kidneys.

Specific therapy for this severe and prognostically unfavorable disease has not been developed. The approach to the
treatment of TS should be extremely comprehensive, and doctors who are directly involved in the management of this
disease should take into account the specifics of therapy and use all available diagnostic options. Dermabrasion is also used
in dermatocosmetological practice, in addition to electrocoagulation, surgical excision and laser-coagulation of tumor-like
formations.

Considering the rarity of this disease, the article presents a case of clinical observation of a patient with tuberous sclerosis.

Key words: tuberous sclerosis, benign formations (hamartomas), gene mutation.
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