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KAOPJIN XAMKACBIJIAP!

Mabnymku, Y3bekuctoHaa éwnapra ona cuécatra Katra 9bTbop kapatunvokaa,
anvHuKca, cyHrrm nunnapga [lNpesngeHTmMmns Ba XYKyMaTUMWU3HUHE KaTop Mebepum-
XYKYKUI Xyxokatnapu kabyn KunmHub, éwnapHuHr nnMm-mabpudpaT arannawm, mexHart
daonmaTn Ba 6y BaKTUHM MA3MyHM YTKa3ULIKN YYYH KYMNrMHa WapT-apouT spaTtuiira
Xn3maT Kurnmokaa.

Taknnd atunaétraH «MedUnion» wnvmun-amanuin XypHanu €w  onvmnap,
MarucTpriap, KIMHUK opauHatopnap, AOKTOpaHTnap, MyCTakui u3naHyBYunap Ba
Tanabanap yyyH npodeccuoHan MynoKoT MangoHu 6ynmnb xuamat kunagu. XKypHan
3NEKTPOH LLaknga Hawp aTunagun, YyHkun ywby dopmaTt 6up katop adp3annuknapra ara:
Hawp 3TUnraH matepuannap xaxmuira dekrnosnap onub TawnaHagu, myannudaaH
yKyBUMra OynraH Wyn ces3unapnu pJapaxaga kuckapagu, 0y OWSHWHT  AuHaMUKK
3aMOHamMu3fa Xyga axaMUaTnu, LWYHUHIOEK XapaxaTtrnap xaM aHvya kamauTtupunagu.
Xap 6up makonara opurnHan JOW pakamu 6epunagn.

YWy 3NeKTPOH UITMUI XXyYPHAITHUHI Makcaanapu:

* CTOMATONorns, yMyMun KnnuHuk, doyHaameHTan gannap, WyHuHraek, Tmobmnértna
negarorvka Ba ncuxorsiorusi coxacugarv 3amoHaBuUn TaaKUKOTIAPHN EpUTULL.

e EWl ONUMMAPHUHI MHTerpauusanawysm Ba ywby daHmapHUHT uUnMun Ba
amManuéTym myTaxaccucriapy ypracugarm kuH XamKopIivK.

* akageMuVK aHbaHanap AaBOMUWAUIMHW cakrnalwl, WIMUR-Nedarornk KagpriapHu
Tapbuanaw.

XKypHanga ys6ek, pyc Ba MHIMU3 Tunnapuga éw onumnap auncceptaumsinapuHuHr
opuvrMHan aMnupuK TagkukoTrapy Ba yMyMun UnmMum-Hasapum makonanap 4on atunaaw.
MwoHamaHkn, ywby >XypHan Xakvkui MyHO3apa MangoHura awnnadagn, WnMuiin
MYFOKOTHM TabMUHMawra épgam 6epaau, WyHUHraek, TM6uéT coxacnga SHrm NnMun
Ba nejaroruk kagprapHu tapbusanawra y3 xmccacuHum kywaan. CusHm ywby nonnxaga
TYpNu maTepuannap Myannudu Ba Lapx/ioBYM cudatnga UWTUPOK 3TUra Taknmdg
Knnammas.

Bow myxappup H. Xanpapos
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KNMMHUYECKUN CITYYAN TYBEPO3HOIO CKNEPO3A.

'Asusoe b.C., *Hypmamosa U.5., 3Caumkynos 3. X.

' TawkeHmckuti MocydapcmeeHHbili Cmomamonoauyeckuli MHecmumym.

2TawkeHmMckasi MeduyuHckasi akademusi

3TawkeHmekuii  20podckoli  doM-UHMepHam Ons MyXYUH Juy C UHBANIUOHOCMbIO

«Mypyssamy.
TawkeHm, Y3bekucmaH

XYINOCA

Dermatolog amaliyotda kam uchraydigan tuberos skleroz kasalligining korinishi. Tashxis
go'yish murakkabligi diagnostikada hatoliklarga olib kelishi mumkin, shuning uchun kasallik
hagida ma’lumotga ega bulish magsadida, amaliettan misol keltirilgan.

Kalit so zlari: Tuberoz skleroz, klinika, diagnostika, davolash.

PE3IOME
Cnyya pegko BCTpedvaloyuMmica B MpakTUKM geomaTtorniora TyGepo3HbI  CKIepos.
CnoXxHoCTM B NOCTaHOBKE AMarHo3a Hepenko NpuBOASAT K ownbke B guarHoctuke. YTobK
YMEHbLNTb OLWMOKMM B ANArHOCTUKE N NPUBOANTCS AAHHbIN NPUMeEpP N3 NPaKTUKN.
KntoueBble crnoBa: Ty6epo3HbIin CKNepo3s, KNMHUKA, AMarHocTuka, fieyeHue

SUMMARY

A case of tuberous sclerosis, which is rare in the practice of a deomatologist. Difficulties
in making a diagnosis often lead to an error in diagnosis. In order to reduce errors in
diagnostics, this example from practice is given.

Key words: Tuberous sclerosis, clinic, diagnosis, treatment.

Tybepo3HbIn  CKNEepo3 NPOMCXOAUT OT  HEeMpPOHOMAaTO3, HEWPOKOXHbIA CUHAPOM
natuHckoro tuber — Hapoct, 6yropok, Tuna bypHeBunns, cuHopom cebopenHoun
ONyXoflb, U ONUCbIBaEeT «Tybepchbl», BTOPOE  afeHOMbl,  Cyaopor U YMCTBEHHOM
CNoBO OT rpeyeckoro crioBa skleros— 4to  otcrtanoctu. bonesHb ©Obina Bnepsble

3HauuT - TBEPObIN.

Tyb6epo3Hbin CKrepos (TC) —
reHeTnyeckoe 3abonesaHve wu3 rpynnbl
hakoMaTo30B, Xapakrtepudyemoe

NOPaXEeHNSIMN KOXWN, HEPBHOW CUCTEMbI U
BHYTPEHHUX OPraHoB, CBSI3aHHbIMU C
HapyLlieHnem nponudepaumm, Murpaumm n
ANdepeHLMPOBKM  KNETOK  Heupornmm
[23—25].

CVHOHMMBI — anunons, bonesHb
BypHesunna—IlpuHrna, LUeHTpanbHbIN

onucaHa Frederichvon Recklinghausen B
1862 r. B 1880 r. dppaHuysckum Bpay D.
Bourneville getanuavpoBan BbisBNsemMble
naTtosiormyeckme N3MEHEHWS,
passuBaloLMecs B TOfIOBHOM MO3re, WU
BNepBble NPUMEHU TEPMUH «TYHEepO3HbIN
CKnepo3s uepebpanbHbiX BOSIOKOHY. B 1890
r. gepmatonor J. Pringle BnepBble onucan
aHrmopmbpombl nuua y 6GonbHbix TC,
NMPUMEHUB  TEPMWUH  «KOHreHuTarnbHas
afleHoMa carnbHbIX Xenes3», KOTopblin B
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COBpPEMEHHON nuTepatype W3BECTEH Kak
apeHoma [lNpuHrna. B 1908 r. Vogt onncan
Knaccuyeckyo KnuHuyeckywo Tpuagy TC,
Tak HasblBaeMbli TyGEpO3HO CKNEpPO3HbIv

KOMMJEKC: CYAOPOXHblE npUCTynbl,
afeHOMbl canbHbIX Xene3 W 3ajepXkka
YMCTBEHHOIO  pasBUTUS, KOTOpble B

Te4yeHune arnTeribHoro BpeMeHun cHmTarimcCb

NaTOrHOMOHWUYHbLIMMU ans AaHHOro
3aboneBaHuss. Kpome TOro, ©GonesHb
XapaktepusoBanacb  BbICOKOW  paHHen
OETCKOW CMEPTHOCTbID U CHUXEHMEM

NPOOOIMKUTENBHOCTN XXU3HU Y B3POCHbIX
nogen. B 1921 r. odTtanbmonor J.
vanderHoeve onucan xapakrepHble gns TC
N3MEHEHNA Ha [Na3HOM [HE: CUMMMTOM
TYyTOBOW Aroabl — pakomMa. B HacTosiwee
BpeMs  MoOKasaHo, YTO Kfaccuyeckas
Tpnaga BCTpedaeTcs Tonbko Yy 25%
nauuneHTos [1, 4]

YacToTa BCTPEYaeMOCTH 6onesHn
BypHeBunna—IllpuHrna cocrtaBngeTr oOT
1:20 000 go 1:100 000 HaceneHugq, cpeau
obutaTtenen uHTEpPHaATOB AN YMCTBEHHO
otctanbix — ot 1:100 go 1:300 [5]. TC
yalle BCTpevaeTcs, YeM guarHocTmpyeTcs,
Tak Kak  WHOUBMAYYMbI, nmetrone
drakynbTaTUBHbIE Hecneundpunyeckne
KNUHUYECKME Npu3HakM B OONbLUMHCTBE
CnyyaeB He yuuTbiBaloTCs, a 60ONbHblE C
obnuraTHbIMM NPU3HaKaMm U CUHOPOMaMMU,
HEe  SABNAWMMUCA  HO30JIOrMYECKUMMU
dopmamMn, AOBOSIBHO 4acTO KypupyrTCH
Bpavamu pasHbiX cneumansHOCTH.

Mpn aTtom 3abonesaHuMuM pas3BMBaOTCSA
MHOXECTBEHHbIE AobpokayecTBEHHbIE
onyxonn (ramapTombl) B  pasfU4YHbIX
opraHax, BKIll0Masi rorioBHOW MO3r, rrasa,

KOXY, cepaue, MOYKM, MeyveHb, nerkue,
Keny4OoYHO-KULLEYHBbIN TpakKT,
SHOOKPUHHYKD U KOCTHYO  CUCTEMBI.
MocTeneHHo nporpeccupys n

yBeENM4YMBaAChb B pa3Mmepax, OHM HapyLwaloT
C*)yHKLI,I/II/I 3TUX OpraHoB, nHorga npmnBoasa K
CbaTaJ'IbeIM nocneacTBUAM.
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Knaccudumkauums,
naTtoreHes

TC Bbigenstor TC 1-ro T™na,
obycnoBneHHbIn MyTaumen reHa TSC1, u
TC 2-ro Tuna, obycrnoBneHHbIn MyTaumen
reHa TSC2. Cuntaetcs, 4YTO y NaLUMEHTOB C
mytaunen TSC1 3aboneBaHve Te4eHus
bonee wmsarko, a mytauum B reHe TSC2
obycrnosnusatoT bonee TaAXKenoe pasBuTue
natonornn. dakTopbl puUcka OTCYTCTBYHOT,

Tnonorua n

Tak Kak 3aboneBaHMe reHeTUn4eckoe
(MOHoreHHoe).
TC — ayTOCOMHO-AOMMHAHTHOE

reHeTnyeckun reteporeHHoe 3abonesaHue ¢
HEemnoJIHOW NEeHeTPaHTHOCTbLHO,
BapvabenbHOM  3KCMPECCUBHOCTbIO U
BbICOKOM 4aCTOTOW BO3HWMKHOBEHMSI HOBbIX
(CNOHTaHHBbIX) MyTauum, KoTopble
obHapyxuBatTca B 68% BCcex crnydaes,
peboTupylowmMx B paHHEM  Bo3pacTe.
MpubnusntensHo ot 10 go 30% cny4aes
TC obycnoeneHo mytaumsamu B reHe TSC1,
nokanus3oBaHHOM Ha 9 Xxpomocome B
panoHe 9q34, koTopbli koaupyeT 6ernok
ramapTuH. OcTanbHble crnydyan 6onesHu
obycrnoBneHbl MyTauusimm B reHe TSC2,
nokanusoBaHHOM Ha 16 Xxpomocome B
panoHe 16p13 un kKogupywowmm 6enok
Ty6epuH. [Ona reHoB TC xapakTepHbl
BbiCOKass neHeTpaHTHoCcTb (4o 100%) wm
BapuabenbHas 9KCMPECCUBHOCTb,
npocnexuBaroLaacs npy  CeMeunHbIX
crny4vasx 3aboneBaHus, korga y
POLOCTBEHHMKOB C OOHOWM UM TOW Xe
cemMenHOM OOMUHAHTHOW MyTauuen MoXeT
pasnuyaTtbcs TAKeCTb 3aboneBaHns. ['eHbl
TSC1 wn TSC2 B HOpmMe aBnAlTCA
€CTEeCTBEHHbIMW  FreHaMu—cynpeccopamu
onyxoneesoro pocta. benkosble nNpoayKThbl
reHoB TSC1 n TSC2, ramaptuH n Ty6epuH,

obpasytoT  retepoauMmep,  CMoOCOGHbIiA
NHMIMBMpoBaTb onocpenoBaHHbIi
KOMMNEKCOM CUTHarnbHbI Kackag.

MexaHmuam naTtoreHesza TC coctouT B
myTaumsx B reHax TCS1 n TSC2 c notepen
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NX (PYHKUMN U CBA3AHHOMW C MyTauusMmu
naTofIorM4eckomn aKkTusaumen
knHasbimTOR. B pesynbTtate npoucxogut
aKTMBauusi NyTWM CUrHanbHOMW nepegayvv
PI3K/Akt/mTOR. [JaHHbIV Kackag aBnseTca

KM4YeBbIM  pPerynstopomM  pocta U
nponudepaummn knetok. OH akTUBUpYyeTCS B
OTBET Ha MOCTyNreHne nuTaTenbHbIX

BELlecTB M (pakTOpoB pocTa, perynupys

PS4 KNEeTOYHbIX (PYHKUMA, Takux Kak
TpaHCcNAuMs, TpaHCKpUNuua n aytodarus.
M'MnepakTnBaums Kackaga mTORC1,
BeayLlas K  YCUIEHMUIO KNeTo4YHowm
nponundepaumn, cumTaeTcs BaXKHbIM
3BEHOM 3110Ka4YeCTBEHHOM

TpaHcgopmaumn. B knetkax ¢ myTtauuen
TSC1 n TSC2 paHHbIN CUrHanbHbIN NyTb
MOCTOSIHHO  «BKMKOYEH».  JTOT  NyTb
CUrHanbHoOM TpaHcayKumm aBnsaeTca
KntoyeBbIM 3BeHOM natoreHe3a TC. OpgHa
n3 mytaunn TSC1 n TSC2 cogepxumtca Bo
BCEX KneTkax opraHuama. B «knetke-
poJoHayvanbHULUE  OMyXorieBoro  KroHa
npoucxoauT MHaKTMBaUusA BTOpPOrO,
He3aTpPOHYTOro HacnegcTBEHHOM
MyTauuen, annens.

Tak Kak KOXHble NposiBNeHus
HabnogatoTeca nodtm y 100% 60MbHbIX K
4acTo  SBMAKTCA  NPE3EHTUPYIOLLMMN
npusHakamu, nuavpylowias ponb B
ANarHoCTuke TC NPUHaANEXnT
aepmartonoram. B CMeKTp
AepMaToNorMyeckorn natonormm BXOOAT
aHrmondpombl nuua, cy6- n
nepuyHreanbHbleaHrMonbpomblKeHeHa,
GunbposHble  BnALWKKM,  «WArpeHeBbley»
NSATHA, BUTUNUIO NOAOOHbIE N «KOGPENHBIE»
nsaTHa, nonuo3 3ybHon amanu [1—4].
Hanbonee AeMOHCTpPaATUBHLIM MPU3HAKOM
TC saenawtca aHrmodmbpombl  nuua.
BbicbinaHnsi COCTOAT M3 MHOXECTBEHHbIX
menkmx (guameTtp 1-5 mm, uHorga go 10
MM) nanyn oBasibHOW U OKPYrion opmbl
C rnagkon MOBEPXHOCTbIO, MMOTHOM WK
anacTn4eckon KOHCUCTEHUUMN. LiBet
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addpropecueHUNN BapbupyeT OT TernecHo-
XenToro 4o KopnyHeBo-KpacHoro. BHavane
OHM NOABNAOTCA B HOCOryOHbIX CKNaakax, a
3aTeM pacnpoCTpaHATCA Ha  LeKw,
nogdbopoaok, HOC, wu3pegka Ha o6,
BOJTIOCUCTYDO 4YacTb T[OMOBbl W  YLUHbIE
PaKOBUWHbI. PacnonoxeHue
adhpnopecueHumn 06bIMHO ABYCTOPOHHEE,
CUMMETPUYHOE, 6€3 TEHOEHUUN K CIINSIHNIO.

AHrmogpubpombl  y 90-96%  60onbHbIX
nosIBNsItOTCA B Bo3pacTte 3—7 neT, nHorga ¢
POXOEHUS. KonunyecTtso onyxonemu

yBenMUYMBaeTCca A0 HacTynsfieHUss NosioBow
3pesiocTn, nocne 4ero AanbHEUWnn Wux
NPUPOCT CTabUnNUanpyeTcss U NpakTU4ecku
He M3MeHsieTCs 40 KOoHUa Xn3Hu. B nonoctun
pTa aHrMogpuopomsbl (opMUPYOTCA Ha
nepeaHen NOBEPXHOCTU AECEH, CN3UCTOMN
obonouyke ryb, pexe Ha s3blke U Hebe [7—
16]. Opyrum KoXxHbIM  Mapkepom TC
ABNATCA

cybunepuyHreanbHbleaHrmopundpombiKeHe
Ha, BO3HUKawowme B nybepTtaTHOM unu
noctnybeptaTHoM nepuoge, Yawe Yy
XeHWwuH (50-80% cny4yaes). NMpeobnagaet
nopaxeHue nanbueB CTOM B BuAe nanyn
PO30BO-MSCOKPACHOro LBeTa pa3mepom 1—
10  mMm, KynonoobpasHou, nHorga
KOHn4eckon popmbl. OQHOBPEMEHHO MOTYT
obpasoBbIiBaTbLCA npoaonbHas
NENKOHUXNS, LenesuaHble
cybnuHreanbHble remopparin. 3nNemMeHThbl,
pacnonararoLwmnecs nepuyHreanbHo,
MHorga conpoBoXxaakTca ©60ne3HeHHbIMU
owyuweHuamu. [Mocne  Xxmpypruyeckoro
yaaneHus aHrIMonbpoMmMbl CKIMOHHBbI
peungusuposatb [11, 17]. Pubpo3sHbie
Onawkn  Takke cuyutalT  obnuratHbIM
npusHakom TC. Ux obHapyxmBawT y 25—
36% 6onbHbIX B BUAe conutapHbix (48%
crnyyaeB) 9NeMEHTOB, Y ocTanbHbIX 52%
NauMeHTOB PEerncTpupyroT 2 Onawki u
bonee, cnerka SNEBUPYIOLLNX,
BapbupylLWMX No uBeTy oT GexeBoro [o
KpacHoro. OHM HenpaBuibHON (POPMBI,
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MArKOW  UNWU  MNNOTHOWM  KOHCUCTEHUMN,
anameTtpom 1-5 cm n 6onee. NprumepHo B
65% cnyyaes aTn nposBneHns

nokanmaytTtca B obnactu nba unu gpyrmx
yyacTkoB nuua, okono 30% — B obnactu
HEeBOJSIOCUCTOM YacCTu rorfoBbl, M3penka B
obnactm wen. dDopmupydacb nosgHee
aHrmoombpom, Hepeako OHM MNOSIBNAKTCS
Ha 1-Mm roay *usHu, ¢ BO3pacToM pasmepbl
nx ysenuymusatotcs. o rmcronormyeckomy
CTPOEHUIO OHW NpPeacTaBnAlT cobon
COeaUHUTENbHOTKaHHbIE HeBYyChl [4, 18—
20].

«LWarpeHeBble» nAaTHa —
COeaNHUTENbHOTKaHHbIE ramMapToMbl,
ABMAITCA XapakTepHbIMU MPOSABNEHUAMM
TC. Y naumeHTOB cCTapwe 5 net wux
obHapyxuBawT B 70-80% cny4yaeB Ha
noboM yyacTke KOXHOro mnoKpoBa, HO C

ocobon npeapacnofioXXeHHOCTbIO K
nombocakpanbHo  obnactu.  bnawkn
00bIYHO conuTapHble, cnerka

aneBupyoLLne, pasMepoM OT HECKOJTbKUX
munnumetpoe go 10 cm wn OGonee, ¢
HEPOBHON  MOBEPXHOCTbK),  TENEecHOro-
XEenToBaTO-KOPUYHEBOrO LBETa, MSIKON
NN 3NacTUYEeCKOW KOHCUCTEHLMWN, 4acTo

UMEIT TEeKCTypy anefibCUHOBOW KOPKU
nmbo KOXM MOPCKOM CBUHKW. B psge
crny4vaes nsATHa MoryT ObITb

npeseHTupyowmm npusHakom TC [1—4].
Hanbonee paHHMM 1 YacTbIM NPOSIBNEHNEM
TC 4aBngawTCA  MNONUIMEHTUPOBAHHbIE
NATHa, YacTo obHapyXnBaemble B rpygHOM
N paHHeMm geTckoM BospacTe. 1o gaHHbIM
PETPOCMNEKTMBHbLIX aHanu3oB, ecnum Yy
mMnageHueB ux peructpypytotT B 39%
crlyyaeB UM vauwe, To K nybeprtaTty ux
BbliBNAeMocTb gocturaeTt 92-98%. MNartHa
UMEIT  PasfnUYHyro  KOHdUrypaumio w
pa3mepbl. Hanbonee kpynHble n3 Hux (0,5—
12 cm) oBasnibHOW UNKU yASIMHEHHOW OOPMbI
C 3a0CTPEHHbIMW  KOHUaMWU  («JNIUCTbSA
PABGUHLI»), OMaMEeTP MENKUX KOHGEeTTUN
noAobHbIX aNemMeHToB He npesbiwaeT 1-3
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MM. KonuyectBO nATeH BapbupyeT OT
HECKONbKMX A0 100 n Gonee,
NpPenMyLLEeCTBEHHOE pacnosioXeHne Ha
KOXe TynoBuwa W KOHeyHocTen. [na ux
nyywen susyanusauumn, ocobeHHo y nuu, co
CBETMION KoXeun, npuberaroT K obnyyeHuro
namnow Byga [11, 21].

YacTtoTa NUrMeHTHbIX NATEH LBeTa Kode C
MONoKoM y GonbHbIXx TC He npeBbiwaeT
CpeaHecTaTUCTUYECKMX 3HA4YEeHUn B obLLen
nonynsaummn. Bonee 3Ha4YMMbIM B
AanarHoctnke  3aboneBaHust  SABMAOTCA
NMOSMIMHO3 W ToYeudHble AedekTbl amManu
3yboB (pits) [13, 22]. 'vcTonornyecku B
aHrmogmbpomax HabnogalT
nponudepauunto CcOoCy[oB,
NPENMYLLECTBEHHO KanuWnnapHOro Tuna, ¢
pacLmMpeHnem nx NpOCBETOB,
pacrnonaratrowuxca B Mbpo3HON CTpoMme.
Mpn  aHrmodubpomaxKeHeHa  KapTuHa
MOXeT AOMNONHNUTLCS Hanu4nem
3Be3gyathbix mbpobnactoB. CTpykTypa
PUOPO3HbIX ORsWeK u  «WwarpeHeBbIX»
nsaTeH He oTnmyaeTcs oT
COeANHUTENBbHOTKaHHbLIX HEBYCOB. B 30He
TMNOMUIMEHTHbIX nATeH KONM4YeCcTBO
MenaHoLMTOB HOpMasnbHOE, HO KONTMYECTBO
N pasmep MenaHoOCoOM U coaepaHne B HUX
nurmeHTa ymeHblueHbl [1, 4]. CuctemHble
nopaxeHmnss TC o4yeHb pasHoOOpasHbl U B
3HaAYUTENbHOM  CTEMEeHW  onpenensioT
NporHo3 3aboneBaHus. MaTonorus
UEeHTpanbHOM  HEpBHOM  CUCTEMbI —
Hanbonee 3Ha4yumas B KNUHUKe
3abonesaHus. CydOpOXHbIN  CUHOPOM
Habnogaetca y 80-92% 6GombHbIX U
NposiBNsieTCa pasBMTUEM pasnUYHOro Tuna
cygopor (OT pokanbHbIX, TOHUYECKUX OO
3NMNENTMYECKOro cTaTtyca C JieTarnbHbIM
ncxogom). [1ebroT ero yvalle npuxoguTcs Ha
MnageH4deckmn BospacTt [1, 4]. B nepuog ¢
6 no 18 net 6onee 4em y 30% 605bHBIX
OoTMeYalT pemuccum cygopor, nocne 18
net pemuccumn pernctpmpytot noutn B 40%
cryvaes. HauvanbHyto npeseHTaumio
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KNaccuyeckon anunerncum KOoHCTaTupyoT
Tonbko Yy  15% 6GonbHbix. Ha doHe
cypopoxHoro cuHapoma y 40-70% peten
oTMevatoT 3aepXKKy YMCTBEHHOIO
pasBuTUS, HapyLleHus KOrHUTUBHbIX
cnocobHocTen, geBmauum nosegeHusa. Y
oCTanbHbIX NHTENNeKT ocTaeTcs
HopmanbHbiM [11, 13, 21].

lMcuxoHeBponornyeckas cumnToMaTuka
MOXeT nporpeccupoBaTb [0 pPa3BUTUSA
nmMBeumnbHoCT, UnaMOTUMK. M3meHeHns
O3l nHorga BLIABNAIOT AaXe B OTCYTCTBUE
HeBponorMyeckon nartonorun. HapyleHus
3NEKTPNYECKON aKTUBHOCTU Mo3ra
PErncTpupyroT B BUAE  TUNCAPUTMUMN,
MYIbTUpOKanbHoOM aNnNenTMgOpPMHOM
aKTUBHOCTMW. [McuxoHeBponornyeckune
HapylweHuss 0OyCrnoBneHbl MnopaxXeHnem
TKaHen Moa3ra, npexae BCero ysnoBaTtbiM
paspacTtaHnem Henpornum (Tybepsl) B Kope,
KOTOpble pacnonaratTcs
NpevMyLLeCcTBEHHO CybTeHTopuanbHO B
NOGHbLIX  gonsx. Pasmep  TyGepos
(eANHUYHbIE nnm MHOXXECTBEHHbIE)
BapbupyeT OT HECKOMbKUX MWUSIMMETPOB
A0 HecCKomnbkux caHTumeTtpoB. B 1 /2
cnyyaes onyxonu noaseprarTcs
Kanbundpukaumm. OpyruMm  nopaxeHnem
UHC ABNAOTCA MHO>XECTBEHHbIE
cybaneHguManbeHble  rAuanbHble  Y3nbl,
nokanuasylwmecs  vawe B CTeHKax
BGOKOBbIX XXEeNyao4koB, pexe B cteHkax Il n
IV xenypo4dkoB. B 5-15% cnyyaeB atn
onyxonu TpaHchopMUpyrOTCH B
TMraHTOKIETOYHbIE acTpouMTOMBI,
MaHudecTupylowme 4acto B Bo3pacte 5—
10 netr wn gaBnAwwWMecs  NPUYNHON
OKKITHO3MIOHHOM rmgpouedanuu B
pesynbTate o6CcTpyKumm oTBepcTUst MoHpoO.
[na Bepudukaynm onyxonesbix NpoOLECcCoB
B TKaHsIX Mo3ra Hambonee 3Haunmbl KTT n
MPT, KoTopble No3BONAKT
noeHtTudmumposaTb 3Ty natonornio B 90—
95% cnyyaeB TC. Onyxonu LIHC asnstoTcs
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Beaywen npuyanHonm  mopbugHocTn U
netanbHoctT npun TC [6, 13, 21, 23, 24].
MopaxeHus rmas npu TC onucbiBalT B
nutepartype CpaBHUTENbHO peako.
HenocpeacTBeHHO CBA3aHHas c
OonyxonsiMnm Mo3ara naTtosiorns BblpaXkaeTcs
B pa3BUTUN 3aCTONHbLIX COCKOB 3pUTESTbHbIX
HEpBOB, BbINAAEHUM TMOMEN  3peHus
(ckoTOMBI, reMmmnaHoncum), tHoraa aTpodun
3puTenbHbIX HEPBOB. BaXKHbIM Npu3HaKoM
ABMATCA  OAHO- UNAW  [OBYCTOPOHHWE
ramMapToMmbl (dpakombl) ceTyaTKu,
obHapyxunBaemble y 50% 60nbHbIX. OHK
NPOSABNAITCS TPOSIKO.

[wnarHoctuka 3aboneBaHnsi OCHOBbIBAETCH
Ha coYeTaHUM KIMNHUYECKNX U BbiSIBNAEMbIX
npu  OOMOMHUTENBbHOM  flabopaTopHOM
obcnegoBaHMM CUMNTOMOB. HECOMHEHHbIN
anarHo3s TC  yctaHaBnusaeTcs Ha

OCHOBaHWW  HanMnuma 2 NepBUYHbIX
npusHakoB wunu 1 nepBuyHOro un 2
BTOPUYHbIX NPU3HAaKoB; BO3MOXHbIV
ANarHo3 — Ha OCHOBaHUM Hanuums 1

NepBUYHOro Npu3Haka unn 1 NepBuUYHOro n
1 BTOpMYHOro npuaHakos, unu 2 (1 6onee)
BTOPMYHbIX NMpuU3HakoB. Hwke npuBeneHbl
nepBuYHbIE U BTOPUYHbIE Mpu3Haku (2012
TSC ClinicalConsensusConference).
MoaTBepxaeHHas naToreHHas MyTauums
TSC1 unn TSC2 saBnsetca rnaBHeNWMM
KpUTepmMeMm, JOCTaTOYHbIM A5 NOCTaHOBKM
anardosa TC.

MepBuYHbIE (GonbluME) NPU3HAKK:

— aHrmomnbpomsl nuua (He meHee 3) unu
nBpo3HbIe BNALWKM Ha Noy;

— MMNOMUIMEHTHbIE NATHA (He MeHee 3 U
He MeHee 5 MM B AnameTpe);

— HeTpaBMaTU4eCKMe OKOSOHOITEBbIE
dnbpomebl (He MeHee 2);

— Y4acCTOK «LUarpeHeBON KOXNy;

— MHOXXECTBEHHbIE raMapTOMbl CETYATKK;
— KoOpkoBble aucnnasum (He MeHee 3):
KOpPKOBbI€ TyOepbl U MUrpaLMOHHbIE TPaKTbI
B 6enom BeLLeCcTBe rofOBHOrO MO3ra;

— cybaneHanmarnbHble y3rbl (He MeHee 2);

VOLUME 2, ISSUE 1, 2023

39



MedUnion

— cybaneHgumManbHasa rMraHTokneTovHas
acTpoumToma;

— pabgoMmombl cepala MHOXECTBEHHbIE
NN OOMHOYHbBIE;

— NUMQaHrMoNenoMmMomMaTos fnerknx;

—  MHOXeCTBEHHble  aHTMOMUOSIUMOMBI
noyek (He MeHee 2).

BTopunyHble (Manble) Npu3HaKku:

— MHOTFOYMCNEHHbIE yrnybneHns B amanu
3yb6oB (He meHee 3);

— ¢pmbpombl B nornocTtu pta (He MeHee 2);
— ramapTOMbl BHYTPEHHNX OPraHoB;

— axpomaTuMyecKum Yy4yacToOK ceTyaToun
0060n04KK rnasa;

— NATHA TUMNa KOHMETTN Ha KOXe;

— MHOXECTBEHHbIE KACTbI MOYeEK.

[MporHo3 onpeaensaeTcsa CTENeHbIO TSHXKECTH
n nokanusaumen BUCLIEpanbHON
natonormn. [lpu TsKenbIX MOPaAXeHUAX
BbICOKA JeTanbHOCTb B OETCKOM U
MOMoAOM  BO3pacte B pesynbrarte
uepebpanbHOn nartonornn, cepaeYHon,
NoYe4YHOM NI SIero4HON HEQOCTaTOYHOCTH.
[depmaTonornyeckme  nNposiBNEHUss  He
KOppenupytT C CMMNTOMAaTUKON raMapToM
BHYTPEHHMUX OpPraHOB WU ABMSKOTCS YUCTO
KOCMeTU4YeCKomn npobremon (B
HeobXxoauMbIX criydasix aHrmopmbpombl u
Gunbpo3HbIe BMALWKN MOryT BbITb yaaneHsbl
C NMOMOLLbIO KPMO- UIN NasepoaecTpykumm).
Cneuundmyeckas Tepanusa TC 3akntovaeTcs
B HasHadeHun umHrmbutopos mTOR
(BHYTpUKNEToYHasi CurHanbHas cucTema,
koTopas npu myTtauusax reHoB TSC1n TSC2
OKasblBaeTcs aKTUBUPOBAHHOWN) —
panamuuuHa (cuponuMmMmyca) u ero aepuara
aBeponumyca. JTu npenapartbl obnagatT

MMMYHOCYNPECCUBHbLIM n
aHTunponudgepaTueHbiM  genctenem. [lo
OTAEernbHOCTM,  COrnacHo rnoka  ewe
HEMHOIrO4YMCINEHHbIM coobLeHnam,

cuponumyc B gosax ot 1 go 7 mr/cyt (B
cpegHem 2 Mr) npu  nepopasibHoOM
NpUMEHEHNN B TeyeHne 12 mec okasbliBarn
3Ha4YUTENBbHOE BNUSIHME Ha aHMIMOPNBPOMBI
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N «LlarpeHeBble» NATHaA W pegyumpoBsan
HEBPOJSIOrMYECKYI0, JIErOYHYI0 U MOYEYHYHO
cumnTomaTuky. [lo3uTuBHAsS  AWHaMUKa
KOXHbIX nposiBrieHnn TC oTmeyeHa n npu
annnukaumsix B TedyeHme 6 mec npenapata
B Buae 0,1-1% kpema nnu masmexegHeBHO
unn 3 pasa B Hegenw, ¢ HaubonbLien

appekTmBHOCTHIO Yy geten.  OpaHako
MeCTHas  Tepanus  He  rapaHTupyeTt
OTCyTCTBMS  peuunameoB. [lepopanbHoe

npumMeHeHne oaBeponumyca B Jo3e 4,5
Mr/M2 /cyT B TedeHne pasfnnyHbIX Nepnoaos
(oo 14 mec) conpoBOXOanocb 3aMeTHOW
MONOXNUTENbHON AWHAMUKOW KaK KOXHbIX,
Tak U BuCUepanbHbIX ramaptom (B TOM
yncne  3HaYMTENbHbIM  YMEHbLUEHNEM
obbema actpouumtom). Npu aTOM BAUSHUS
Ha KOrHUTUBHbIE CnocobHOCTH n
noseaeH4yeckme 0OCOBEHHOCTH He
BbigBneHo [13, 20, 50—53].

Mpn yrpoxawLwmnx Xn3HKU ramaptomax, mx
TSKEnbIX OCMNOXHEHUsIX OCHOBHOW MeTo[q
neyeHus — XUpypruyeckoe
BMeLlaTenbCcTBO. B 6onee nerkux cnyvasix
OonbHbIE NoanexaTr MeXxgucumninHapHoOn
Tepanuu C NpUMeHeHNeM
AHTUMKOHBYMbCAHTOB, T[UMOTEH3UBHbBIX U
APYrux nekapcTBeHHbIX CpeacTB.

Mpwn AncrnaHcepHoOM obcnegoBaHum
nogoneyYHblX TallUKEHTCKOro ropoacKoro
AOMa-uHTepHata And MyX4YuH -5y C

MHBaNMAHoOCTb0  «MypyBBaT»  BbISIBIEH
naynweHt Y.M., 2000 r.p. ysbek no
HaLMOHANbHOCTU, C OCHOBHbIM AMArHO30M
Tsaxenas dopma cnaboymus c
CYOO0POXXHbIM CUHAPOMOM.

XKano6 He npegssnset - He

pasroBapuBaeT, He WOET Ha KOHTakKT, 3a
CYeT OCHOBHOro auarHosa. W Tornbko npu
ancnaHcepusaumm BbISIBNSAETCH
naTosiorMyeckmin MPoLEecec Ha Koxe.

AHaMHe3 13 uctopum 6onesHn NokasbIiBaeT,
4YTO OOSbHOW MOCTYNUIT B MYXXCKOW [OOM-
nHtepHat “MypysBat” B 2021rogy w3
AeTCKoro  gomMa-vHtepHata Aand  nvy
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nHBanuMagHoctTn ropoga TawkeHTa. [lpu
eXerogHblx ancnaHcepusaumnsax
aepmatonoramu ANarHoCTUpYyTCS:
HenpombpamaTos KOXN, FOHYLLECKNE YTPM,
3yq Koxum wun 6onesHb bBypHeBunns—
MpuHrna w©n KpanuBHuua. B  uensx

YTOYHEeHUs amarHosa nauueHTt B 2022 roay
HanpaBnseTca B TalUKEeHTCKOW ropoLCKOW
OHKOMOrNM4eCcKnn aucnaHcep Ha
KOHCynbTauuio  oHkorora.  OHkonorom
BbICTaBneH AumarHo3 Henpodmbpamartos.
Hanee B KBl Ne3 noarBepxaatoT anarHos
— HenpodmbpomaTos Koxun. bonbHon B3AT
Ha [OWUCMaHCepHbIn y4yeT W  BeneTcs
ANHamuyeckoe HabnwogeHve. B TeveHum
roga [nBaxabl OTMevanocb o6ocTpeHue
natosiornyeckoro npouecca. OBocTpeHus
NPOSABNAETCS HOBbIMM BbICLINAHUAMU Ha
KOXe W yBenunyeHuss (pnbposHom BnsLKu.
Takke CyObLEKTMBHO OTMe4yaeTca 3ya.
Mocne npoBefeHUs neyveHns 3y ncyesaer,
a bnswka ymeHbLlaeTcs.

O0bLwwee COCTOSIHME ©onbHOro
ypoBnetsoputenbHoe. Co3HaHWe HACHOoe.
Ha BOMpPOCHI He  oOTBevaer, He
KOHTaKTupyeT. KOCTHO-MbILWeYHasa cuctema
6e3 gedhopmaumn. [lbixaHme poBHoe, Yepes
HOoC. B nerkux Be3uKynspHoe [AblxaHue.
CepaeyHble TOHbl PUTMUYHbIE, NYNbC — 68
yaapoB B MuH., Al 120/80 mm pT.cT. A3bIK
UYNCTbIW, BRNaxHbin. XMBOT  MArKun,
6e3b6one3HeHHbIN. [ledeHb 1 ceneseHka B
npegenax BO3pacTHOM HOpMbl. CUMMTOM
nokonaumBaHma no obrnactam  no4ek
oTpuuaTesnbHbIn ¢ 06enx CTopoH. [nypes u
CTyn perynsipHbIn.
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KoxHo-naTonorm4ecknn npouecc HoOcUT
pacrnpoCcTpaHeHHbIN xapakrep. Mo
nokanusaumm Ha nuue BOKpYr Hoca
oTMevaeTcs aHrMopmnbpomsbil,
CUMMETPUYHO pacnonoxeHble
CrpynupoBaHHbIe nosylwapoBuaHble,
Anametpom 0,1-0,4 cm. BoO3BbIWAKOLIMECA
Hag KOXeW, nanynesHble  3feMEHThI
KpacHo-KopuyHero uBeta. KoHcuUCTeHuus
nanyn nnotHasa. B obnactu nba n HmxHen
YercTu oTMeYaeTcs HEeCKOmbKO
AENUIMEHTHBIX  MATEH  HenpaBWSbHbIX
dopM C heCToHYaTLIMKN KpasiMu.

Ha «koxe BOMoOCMCTOM 4acTu ronosbl
TEMEHHO-3aTbINIOYHON, obnactn cnpaea
oTMevaeTca (pmnbposHaa bnsiwka nu3 OByX
yacten. lNepBas 4YacTb gnameTpom 6 Cwm,
BTOpas 3 CM B guamMmeTpe, HenpaBuIibHOWN
dopmbl.  KOHCUCTEHUUST  MsArkast. B
3aTbIIOYHO-TEMEHHOW 0B6nacTu N No Kpasim
BOJTOCUCTOM 4acTu TFONIOBbl POCT BOJSOC
COXpaHeH. HorreBble NNacTUHKN PYyK U HOr
6€e3 N3MeHeHuN.

B obnactu cnvHbl OTMeYaeTCcsi HECKOSbKO
YANOTHEHbIX NATEH B BUAE JIMMOHHbIX
KOpPOUYEK, KpaCHO-CUHIOLLHEro useTa.
Bokpyr HUX oTMeYaeTcs cnegpbl
aKkckopuaumn. Kopme aToro no Bcemy Teny
oTMmevarwTca egmHundHble, 0.1-0.3cm naTHa
KOpuYyHeoro uBeTta. Ha kKoxe neBon pykw,
cpenHen yacTtum npeanneyus,
pasrmbartenbHomn NOBEPXHOCTM
MHOXECTBEHHbIE CrpynnMpoBaHHble
TOYEeYHble rMNOMUIMEHTHbIE nsATHa.
OTmevaeTcs  KpacHbI  gepMorpaguam,
ctorkun. CyGbLEKTUBHO 3yA.
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Pe3ynbTathbl NpoBeOEHHbIX
nccnenoBaHUn:

O6bwwnin ananu3 kposu: [emornobumH —
124,0 r/n, nenkountbl — 6,6-109 /n, COO-
12.

Obwun aHann3 mouun: Konmnyecto-20 mn
Xentoro uBeTa, yaenbHblin Bec-1012,
6enok-abs, anuT-1-2, nenkounTbI-3
Buoxumndeckmn aHanms kposu:. caxap 4,8
MMOIb/M, anaHuHaMmuMHoTpaHcdepasa —
20,1 Eg/n, acnaptatammHoTpaHcdepasa —
33,3 En/n, 6unupybmH obwmn — 14,4
MKMONb/N, OunupybuH npsamon — 2,7
MKMONb/fn,  C-peakTMBHbIM ~ ©Benok —
oTpuuaTenbHo; Kanbumm — 2,65 Mmonb/n,
kanun — 3,4 mmonb/n.
AnekTpokapanorpadusa: puTM CUHYCOBBIN,
UCC 72 B MWHYTY, 3nekTpuyeckasa OcCb
cepaua He OTKINOHeHa.

Y3/ neyeHn: ymepeHHble MNPOTOKOBbLIE
N3MEHEHNA B MNe4vYeHn. OX0-B3BECb B
HeOONbLWOM  KOMMMYECTBE B  XKENYHOM
nysblpe, renatomerannsa 3a cYeT npaBon
gonn nevyenn. Y3WM nodek: oyarosoe
obpasoBaHue npaBou NMOYKN (He
NCKMOYaeTCcs K1cTa).

KoHcynbTaumm cneuymannctoB. OKynucT: Ha
rmasHom gHe oboux rna3 6e3 naronoruu.
Kapguonor Takke naTonorni cepaeyHo-

COCYyaAMCTON  CUCTEMbI  HE  BbISIBUSI.
HeBponornyeckui ctaTyc: Kocornasms HeT,
HOCOrybHble  CKMagkm  CUMMMETPUYHLI,
CyXOXurbHble pecdnekcbl S=D. Cumntom
Kepnura 170. [pybbIxkoopanHATOPHbIX
paccTpoucTB HeT n3 aHaMHe3a
CYLOPOXHbIN CUHAPOM.

JIOP:[3BasamaTopHbI pUHNT.

medunion.uz

k. MCKT:
Mpu3HaKM noKanbHbIX KanbUWHATOB B
NepuUBEHTPUKYNAPHON obnactn ¢ obeunx
CTOPOH, NEBOM BUCOYHOM 06nacTu, NnpaBoro
nonywapus Mo3xeuka cnpasa. ATpodus
ronoBHOro Mo3ra B nobHom obnactu.
«llycToe» Typeuckoe ceano.

Ha ocHoBaHMm aHamHe3a 3aboneBaHud,
KNMUHWYECKOE TEYEHUSI U Ero KpuTepes U
nabopaTopHO-UHCTPYMEHTAasbHbIX

obcnenoBaHMAX YyCTaHOBJIEHO
OKOHYaTenbHbIA  KIMMHUYECKUN  AMarHos:
TyBeposHble cknepos; ConyTCTBYOLNNA:

Tskenas cnabo ymuss C  Cy4OPOXHUM
CUHOPOMAaM.

MpoBeaeHHOE NevyeHue:

PactBop Hatpun tnocynbdat 30%-10mn
BB Ne10, 1 pa3 B pgeHb 10 pgHen.
JleBouetnpmnsmH 5mr Tab Ne10 no 1 tabn. 1
pa3a B geHb. 10 gHen

Kpem Onugen 2 pasa B A€Hb.

MNocne npoBeeHHOro NieyeHmns
oTMeYanacb MnONOXUTENbHAsA AUHaMUKA.
Ha Bonocuctom 4actm ronoBbl ORALLKK
YMEHbLUNNUCL B pasmepe.
PekomeHnaoBaHo: [lanbHenllee neyeHne um
HabngeHe y nevawlero Bpaya M npu
HEeoBX0aUMOCTMY3CKUX CneLmanmncTos.
3akntoyeHne.

[MpencraBneHHoe KNuHu4yeckoe
HabnogeHve yKasblBaeT Ha
HeobxoaAMMOCTb  MeOUKO-reHeTUYeCcKoro
KOHCYNbTUPOBaHNA ceMen B  Criyyasx

BbisiBNeHnsa Tyb6eposHoro ckreposa. Kpome
TOro, TakMe naumeHTbl JOJKHbI PErynsipHo
HabngaTbCs BpayaMum U HaxoguTbCsl Ha
AncnaHcepHOM yyeTte c Lernbo
CBOEBPEMEHHOMN ANArHOCTUKM CUCTEMHbIX
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NOpPaXeHUn Un KOppeKunn BbISIBIIEHHOW

medunion.uz

KITMHUYECKON KapTWHbI, OWAarHOCTUKE "

naTonoruu. Ha3Ha4YeHUIo NevYeHns ¢ Lenblo yryylleHus
[aHHbIi  knvHMYeckun cnydan TC B TevyeHuda  BomnbHbIX € TyGepo3HbIM
oyepeaHOW pa3 akueHTUpyeT BHWMaHWE  CKIIePO30M.

AepMaTOBEHEPONIOrOB Ha OCOBEHHOCTAX
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