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BBenenue

HelipokoxxHble cuHIOpOMBbI, uWiau (akomato3sl (rped. phakos — msTHO,
YyeyeBulla) — rpynna 3a00JeBaHMM, MpPU KOTOPHIX HAOIIOMAETCS COYEeTaHUE
MOPaKEHUH HEPBHOM CHCTEMBI, KOXHBIX TOKPOBOB U BHYTPEHHHX OPTraHOB,
BO3HUKAIOIIUX U CBSI3U CO CXOJHBIMU WM CHUHXPOHHBIMH 3MOPHOHAIBHBIMU
HapyueHUsIMA. BOJBIIMHCTBO 3THUX 3a00JIEBAaHUM OTHOCHUTCS K T'€HETUYECKUM, a
BA)KHBIE ACMEKThl KIMHHUYECKHUX CHHIPOMOB OCHOBBIBAIOTCS Ha OOLIHOCTH
AMOPHUOHATIBHOTO Pa3BUTHS KOXKHU U HEPBHOW CHCTEMbI U3 HEHPOIKTOIEPMATIBLHOTO
CJ10s1 SMOPHOHA.

Knaccunpuxanus

1.  Heiipodpubpomaros
a) Heitpopubpomaros 1 Tuma
b) Heitpopubpomaros Il tumna
TyGepo3Hblii ckiiepo3
Cunapom Crepmxa—Bebepa
ATakcHs-TEeICaHTUIKTA3HUS
bonesns ['unnens—IJIunnay
bonesnnr Ocnepa—Panaro— Bebepa
Cunapom Knunmnens—Tpenone— Bebepa
I'unomenanos Uro
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Henepsxanue nurmenta (cuaapom broxa—Cynbubeprepa)

|
©

AJILOMHU3M

|
=

Cunnpom Bapnenbypra
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CunapoM s1uIepMalIbHOTO HEBYCA

|
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CunapoM 6azanbHO-KJIETOUYHOT0 HeByca (cuHapoM ['opimHa)

TyOepo3Hblii ckiIepo3

TyOepo3HbIli CKJIEpPO3 — AayTOCOMHO-JOMHHAHTHOE 3a0oJieBaHUE C
BBIPaKEHHOMN MEHETPAHTHOCTHIO U BHICOKMM YPOBHEM CIIOHTAHHBIX MYTAalIHi.

Yacrora aToro 3aboneBanus coctaBiseT 10—14 na 100 000 HaceneHwus.
OHa BblllIe y A€TEH, COCTaBIsAsI MAKCUMYM Yy HE JOCTUTLIMX S5-JIE€THEro BO3pacTa.
Yucno ciayyaeB ¢ OTpULATEIbHBIM CEMEUHBIM aHaMHe30M Benuko: ot 50 go 70 %.
3a00JieBaHHE XapAaKTEPU3YETCS BBICOKOW paHHEW JEeTCKOM CMEpPTHOCTBIO W
CHIDKEHUEM MPOJIOJKUTEIIBHOCTY )KU3HH Y B3POCIIBIX JIFOJEH,

TybOepo3Hblii cKiIepo3 — reTeporeHHoe 3aboneBanue. [Ipenmonaraercs, 4to
UJIEHTUYHAs KapTUHA 3TOr0 3a00JIeBaHUS MOXKET ObITh BbI3BaHA MyTallU€i OJHOTO
n3 3 pa3nnuHbIX reHoB. OWH U3 HHUX PACIIONOXKEH Ha XpOMOCOME 9, BTOpPOU Ha
KOPOTKOM  IIJIe4e, XpOMOCOMEHI 16, a Tpetnii — HA  JJIWHHOM  TUICYE



xpoMocoMbl 11 MmeeTcst mpenmnonoxkeHue, 4To pa3BUTHE TyOEpO3HOTO CKJIEpo3a
TpeOyeT AMCPYHKIUMM N0 MEHbIIEH Mepe 2 YKa3aHHbIX T'€HOB, AHAJOTMYHO
CUTYyallUd TpPH APYIOM CEMEHHOM OIYXOJIEBOM CHUHAPOME — PETUHOOJIACTOME.
TyGepo3Hblii CKJIEpO3 CBS3aH C HapyUIEHUEM pa3BUTHS HEPBHBIX CTPYKTYD,
MpEeAlIeCTBEHHUKAaMU  OOJBIIMHCTBA W3  KOTOPBIX  SIBISIIOTCS  KIIETKHU
raHrJIMOHAPHON TacTUHKU. Oyark mnopaxeHuss Mpu TyOepO3HOM CKJIEpO3e
claraloTcs M3 ManbpopMauuMd W omyxojed (ramaptom) Manbshopmanyu,
UMEIOIMe MPUYYIJIMBYI0  (QOpMy, COCTOAT M3 KIETOK HEHUpOHAIBHOTO
npoucxoxaeHusi. OnyXoiu MpeAcTaBISIOT COOOM THUNEPIUIa3HI0 TeX KE CaMbIX
kjaeTok. Hakonel, BCTpeuyaroTcsl OMyXoJH, SIBISIONIME COOOM HEOIIacTUYECKYIO
TpaHcpopMalMio KIeTOK ramaptoM. [lo HesCHbIM MpPUYMHAM PAKOBBIE OIMYXOJH
BCTPEUYAIOTCS TOJBKO B Moukax. Ouarm mopaxxeHusi mpu TyOEpO3HOM CKJIEpO3e
MOTYT JIOKaJIU30BaThCs B TOJIOBHOM MO3T€, CETYaTKE, KOXKE, OYKaX U JETKHUX.

[Tatomopdonornyeckue wusmenenuss B IIHC nokanusyrorcss modtu
UCKJTIOYUTENBHO B MOITYIIAPHUSIX OOJIBIIOTO MO3ra.

MakpoCcKONMYeCKH Ha BBIMYKJIOH MOBEPXHOCTH OOJBIIOTO MO3ra Mo X0y
W3BWIMH BBISBISIETCSI MHOKECTBO IUIOTHBIX 00pa3oBaHUM KENTO-0ENoro IBeTa, B
[IEHTPE KOTOPBIX YacTO HMEITCA pyOnoBble BTsKeHUs. KpoMe KOpbl, Takue
oOpa3oBaHus (Oyropku) MOTYT pacHojiararbCs IEPUBEHTPUKYISIPHO, YaCTO
BIaBasCh B IIPOCBET OOKOBBIX JKEIYJOYKOB, U HO rojia NPHUBOJS K Pa3BUTHIO
BHYTpeHHeH ruapouedanuu. OTU OYyropku cieayeT paccMaTpuUBaTh Kak
raMapToMbl (HempaBWIbHO c(opmupoBaBIIMECS 3MOpPHOHANbHBIE TKaHEBBIE
KOMIUIEKCHI OIyXOJIEBOIO BHAAa 0€3 BUAMMBIX IMPHU3HAKOB MPOTrPECCUPYIOIIETO
pocra). CTpoeHHE NEPUBCHTPUKYISIPIBIX OYrOPKOB HAECHTUYHO KOPKOBBIM,
OJTHAKO B HUX HEPEIKO 00pa3yloTCs reMaHTMOMATO3HbIE CTPYKTYPbI, U OHU YacTo
HOJBEPraroTcsi 0ObI3BECTBICHHUIO.

IlaTorenes.

Hanwune 4eTko O4YepuYeHHBIX OITYXOJEBHIX Y3JIOB B HECKOJBKHX OpraHax
MO3BOJISIET  KJIacCHU(PUIIMPOBATh 3a00J€BaHWEe KaK MHOXKECTBEHHBIN OIacTo3.
TenmeHnust K TOSBICHUIO KJICTOYHOW aTHUMHUKM crheruuyHa aiisg O0JacTO3HOTO
nporecca. OmHaKko caM (GakT pa3BUTHS IEPBUYHBIX OIYXOJEH B PAa3HBIX OpraHax W
OJTHOBPEMEHHO W3 HECKOJIBKHX KJIETOYHBIX 3a4aTKOB MOJXET YKa3blBaTh Ha
TCHETHYECKYI0 HETOJHOIICHHOCTh TMPECYIICCTBYIOMNX OITYXOJEBBIX CTPYKTYP.
[TonTBepkaeHneM nU33MOpUOTEHE3a SBISIOTCS TPU3HAKKH HEIOPAa3BUTHU B
ydacTKaX KOpBI TOJIOBHOTO MO3Ta B BHJE JAWCTONMUU KJIETOYHBIX CIIOEB U
AHOMAJTBHBIX HEPBHBIX KJIETOK.



B macTosimee BpeMsi M3BECTHO, YTO MPHU JaHHOM 3a00JIEBaHUU IKTOJEPMA
MopakaeTcss TOJ BIUSAHUEM TEHETHYECKMX (AaKTOPOB €€ B  paHHEM
sMOpuoHanbHOM  mepuoge. OJHOBPEMEHHO C  TMOPAaXEHHEM  OKTOACPMBI
MOSIBIIAIOTCST M3MEHEHWS W B JIPYTMX 3apOJBIIIEBBIX JIMCTKax. 3aboJjeBaHUE
[IepelacTCs IO HACJIEACTBY KakK JOMUHAHTHBIA ayTOCOMHUBIA NIpu3HaK. B
JUTEPaType UMEIOTCS COOOIIEHUs O ciydasx 3a00JieBaHMsI B HECKOJBKUX (70 5)
MOKOJICHHUSIX OJTHOW CEMbH, YTO MOJTBEPKIAET TOMHUHAHTHBIA TUI HACJIEIOBAHUS.
B TO e BpeMs OTCYTCTBHE KpOBHBIX OpaKOB HCKIIOYACT PELEeCCUBHBIN
ayTOCOMHBIN THTI HACJICOBAHU.

JIOMUHAHTHBI THUI HACJENOBAaHMM TpHU3HAKOB Oone3Hu bypHeBwmis
XapaKTepHU3yeTcsi HEMOJIHOW MEeHETPaHTHOCTHIO, T. €. 3a00JIeBaHNEe TIPOSBISICTCS B
MIOTOMCTBE Jaliek0 HE BO BcexX ciydasx. [laTonmormdeckuwe mpu3HAKK 00JIalaroT
TaK)Ke HEMOJHONW BapbUPYIOMICH SKCIPECCHBHOCTHIO: CHUMITOMBI 3a00JICBaHMS
MOTYT TPOSIBIISITECS B PA3IMYHOW CTENEHW WM TOJHOCTHIO OTCYTCTBOBATH.
HexoTopsie aBTOpPBI CYMTAIOT, YTO TSKENbIEe POPMBI TyOEPO3HOTO CKIIEpO3a dale
OBIBAIOT CIIOPATUYECKUMHU, TOTJA KaK Jerkue Gopmbl 3a001eBaHus 00JIee CKIOHHBI
K CEMEHHOMY MPOSIBIICHUIO.

Kannuka.

Kitaccuueckast Tppaga — yYMCTBEHHAsl OTCTaJOCTh, SMMJICTICHS U aJ€HOMBI
CaJbHBIX JK€JIe3 — BCTPEUYaeTcs JAOBOJBHO pEOKO. Y MHOTMX NAlHWEHTOB HE
BhIsIBIIAeTCS 1 w3 2 wim 2 1nepeOpalbHBIX cUMOTOMa Tpuaapl. Jluaraos
OCHOBBIBAE€TCS Ha BBISBJICHUU OJHOW U3 XapaKTepHbIX Malbpopmanum —
1epeOpanbHOr0  KOPTHUKATBHOTO  (POKAIBHOTO  AMCIUIACTUYECKOTO  OCTPOBKA
(Oyropka), CyO’NEHAMMAIBHOTO Vy3€JKa, THUraHTOKJIETOYHOM aCTPOLIUTOMBI,
PETUHAIIBHONW AaCTPOIIMTAPHON TamMapTOMbl, aHTMO(GUOPOMBI Ha JUIE, HOTTEBOU
(GuOpOMBI WM MHOKECTBEHHBIX MEHEe CIeNU(PUUECKMX O0YaroB MOPAXKECHUS:
pabIOMHUOMBI Cep/IIla, TOYEYHBIX AHTHOJICHOMHUOM, JIETOYHBIX AHTHOMHOIUIIOM
WJIU PEKTaJIbHBIX MOJIUIOB.

['MnonurMeHTUpOBaHHBIE  KOXHBIE  MATHA NPU  HAJIUYUM  HUHOTO
JOTIOJIHUTENIBHOTO ~ CUMITOMa  CBUJETEIbCTBYIOT B  MOJB3Y  JAMAarHosa.
AHTMOMUOJUIIOMBI [I€YEHH, TIOJIOBBIX JK€JIe3 M HaJMOYEYHUKOB, aJeHOMA
IIUTOBUIHON JKeJNe3bl, OOBI3BECTBICHUS U KHUCTO3HBIE HU3MEHEHUS B KOCTSIX
KOHEUHOCTEW (TUTIOCHEBBIX M TMACTHBIX) JAalOT OCHOBAaHUE 3aloJ03PHUTh
TyOepO3HBIM CKiIepo3. be3ycloBHO, TMOJO0XUTEIbHBIM CEMEHHBIM aHaMHE3
SBJISIEMCSI OUYEHb BAYKHBIM JTMarHOCTUYECKUM KPUTEPUEM, IIPU HATUYUU KOTOPOTO
TpeOyeTCsl MEHbIIIEE YUCIIO XapaKTePHBIX WM HEeCeU(PUIECKUX CUMITOMOB. J[Jis
BBISIBIICHUSI TPOSIBJICHUN TyOEpO3HOr0 CKJEpo3a B PA3JIUMYHBIX OpraHax MOTYT



OBITh  KMCIOJIb30BaHbl  BH3yanu3anuoHHele  ucciepaoBanus (KT, MPT,
YIBTPa3BYKOBBIE METO/IbI).

N3  koxHBIX aHOMaiMii Tpu  TyOEepo3HOM  CKiepo3e  Hauboiee
JIEMOHCTPAaTUBHBIMH  SIBJISIIOTCSL  JUIEeBble  aHrmoguOpombl.  KimnHudecku
HEeMpaBWIHHO 0003HaUaeMble KaK aJeHOMBI CalbHBIX XkKeje3 (adenomae sebaceum),
OHM TMPEACTABIAIOT cO00il y3enku auamerpom MeHee 0,5 c¢M po30BOW WM
KpaCHOBAaTOM OKPACKH, pacrojararonigecss CAMMETPUYHO B HOCOTYOHBIX CKJIaJIKaXx,
Ha IIIeKax U UHOTJa Ha moAOOopoaKe, JIOY U CKaJiblie. DTU y3€IKOBbIE 00pa3oBaHus
YacTO COIMPOBOXKJIAIOTCSA TEICAHTUIKTA3UAMU, YCUIIUBAIOIIUMU KPACHBIA I[BET UX
OKpack. ['MCTONOTMYECKHM OTH OdYaru TMPEeACTaBISIOT CcOOO0W TramMapTOMBI,
cocTosiimue u3 GuOpPoO3HON M COCyNUCTON TKaHHU. [1aTOrHOMOHUYHBIMU SIBJISIFOTCS
0oJiee KPyMHBIE TJIOCKHE OMYXOJH, B KOTOPBIX JTOMHUHHpYET (uUOpo3Has TKaHb.
UeTko BBIpaX€HHOE JIOKaJbHOE CKOMICHHE (PUOPO3HBIX raMapTOM, CIIMBAIOIICECs
B OTHOCUTEJIBHO 00JIbIIOe TIATHO ('mIarpeHeBas Koxa'), oTMe4aeTcsl Ha TYJIOBUIIE
OOJILHBIX TyOEpO3HBIM CKJIEpO30M mpuMmepHo B 25 9% cimywaeB. Tak Kkak
¢bubpo3HbIE TaMapTOMbl HWMEIOT PA3UYHBIE CPOKH CBOETO TMOSBJICHHUS, TO HX
JTUArHOCTUYECKOE 3HAYCHHUE YCTYIMAET MUTMEHTHBIM U3MEHEHUSIM KOXKHU.

XapakTepHOW MHUIMEHTHOW aHOMAaJWEeW SBISIETCS TUIIOMENAHO03, XOTsS Y
MHOTUX OOJIbHBIX TyO€pO3HBIM CKIIEpO30M HAOJIOJAIOTCA U MATHA I[BeTa Kode C
MOJIOKOM. ['umonurmeHTausi 00bIYHO MpeICTaBlIeHa MHOTOYMCICHHBIMU MATHAMHU
IPEUMYIIECTBEHHO Ha JKUBOTE, CIIUHE, MEPETHNUX U OOKOBBIX MOBEPXHOCTIX PYK H
HOT. ITockONbKy 3TH TATHA MOSBIISIIOTCS BCKOPE IOCHE POXKICHHUS, OHU UMEIOT
OoJiplliee JUArHOCTHYECKOE 3HAUCHHME, YyeM Ooiiee crienudpuyecKkre, HO TO03Hee
OPOSIBJISIFOIIMECS  KOYKHBIE  raMapTOMbl.  ['MCTOJIOTrMYECKHE  UCCIEIOBAHUS
YCTAHOBWJIM, YTO THIONUTMEHTUPOBAHHBIE MSTHA COJEPKAT HOPMAJbHOE YHCIIO
MEJIAHOLIUTOB, HO TIOCIEIHUE TMPOAYIUPYIOT MEHBIIee KOJIMYEeCTBO CIabo
MMUTMEHTHUPOBAHHBIX MENaHOCOM. [[aTOTHOMOHWYHBIMU CHUMIITOMaMH CUUTAIOTCS
MOJTHOTTEBBIE M OKOJIOHOTTEBBIC (PUOPOMBI, TAKXKE SIBIISIIOIIMECS TaMapTOMaMH
JI€pMaJIbHON COEIMHUTEIILHON TKaHU.

N3 nepebpanbHBIX HapylIeHUH i TyOEpO3HOTO CKJIEp03a XapaKTEePHBI
SNUJIENITUYECKUE NPUNAAKA, YMCTBEHHasi OTCTaJIOCThb M JIPyrU€ KOTHUTUBHBIE,
MOBEJICHYECKUE U JBUraTEIbHbIC HAPYIICHUS — alpakcHsi, HApYIICHUS Pa3BUTHUS
peun, aytusM. HMmeercs oOTYeTNIMBasg CBSI3b  MEXIY  BBIPAXKEHHOCTHIO
CUMIITOMATHKN M CTEMECHBIO BBIPAKEHHOCTU TiepeOpanbHbiXx Hapymenuid mpu KT
nnu MPT unu Ha aytorncum.

HauGonee 4acThIM HEBPOJIOTUYECKUM CUMIITOMOM SBJISIIOTCS
snunentuueckue npunajaku (80 % OonbHbBIX) HecMoTpst Ha pa3zHo0Opa3ue TUIOB
MPUMNIAJKOB MPU TYOEpPO3HOM CKIIEpO3€, BCE OHM BHAyaje HOCIT MHaplUalbHBIN
xapakrep. Jlaxe npu uHOAHTWIBHOM CIla3Me, Kak 3TO MPOJIEMOHCTPUPOBAHO MPHU



MO3UTPOHHO-DMUCCUOHHOW TOMOTpaduu, wuMEITCS (GOKaIbHBICE aHOMAJUH.
BrisiBieHa deTkas 3aBUCHUMOCTh KJIMHWYECKOW KAPTHUHBI  SIHJIECHTHYCCKUX
MPUCTYIIOB OT BO3pacTa MarueHToB. Tak, MH(PaHTWIBHBIN CIa3M XapaKTepeH s
JeTe TEepBOro Toja >KW3HU, TEMEHHO-3aThUIOYHBIC MapIHaIbHBIC MPUIAJIKN
BO3HUKAIOT y JETEW /J0 2-JIETHErO BO3pacTa, a MO3JHEE BO3HUKAIOT BUCOYHBIC U
J00HBIE TpUIagKkh. Y OOJBIIMHCTBA TAIMEHTOB C T'e€HEPATM30BAHHBIMU
npunaakamMu gaHHeie OO W BHICOMOHHTOPHHIA BBISBISIIOT (DOKAIBHOE WIIH
MyJIbTH(OKANTBHOE HAYajJ0 TPHUIAJAKOB. Y MHOTHUX OOJBHBIX OTMEUYEHA YEeTKas
KOppeIsnus dJeKTpodHmnedasorpahuueckoro oyara ¢ Manb(OpMalUsIMU KOPHI
(Oyropkamu), BBISIBJISIEMBIMU TIPU HEUPOBU3YATH3AIINH.

YMCTBEHHAsT OTCTAJIOCTh HAOIOIACTCS y TIOJOBUHBI OONBHBIX TYOESPO3HBIM
ckiepo3oM. OTMeUeHO, 4TO BCe OONBHBIE C YMCTBEHHOW OTCTAJIOCTHIO CTPAJaloOT
SMWICNITUYCCKUMH TIPUTIAAKAMHA, TIPU 3TOM TPETh TMAIlMCHTOB C TIPUITAIKAMH
UMEIOT HOPMAJIbHBIH WHTEJUICKT. DMUICITHUSCKUE TPUITAIKKH OTMEUYAIOTCS TaKKe
y BCEX OOJBHBIX C HApPYHNICHUSMH pPEUYEBOTO PAa3BUTHS, ayTU3MOM H JPYTHMH
paccTporCcTBaMU MOBEICHUS.

Ha Bropom mecte mocne ITHC mo dacroTe mopakeHHs TpuU TyOEpO3HOM
CKJIEpPO3€ HAXOJATCS MOYKHU. [ HUX XapaKTepHbl 2 OCHOBHBIX MATOJOTHYECKHX
o0pa3oBaHWsA: AHTHOMHOJUIOMBI U KHUCTh. KHCTBI HUMEIOT 0005I04Ky U3
XapaKTepHBIX KJIETOK, IPOUCXOJAIIMX CKOpee BCEro M3 JIUTETUS KarCyJsbl
boymena. PenanbHble KuCTBI OOHapyxuBaloTcsi Oonee uyeM B 1/3 ciydaeB
TyOEpO3HOT0 CKJIEPO3a, HO KIMHUYECKUE TPOSBICHUS OHHM BBI3BIBAIOT JIMIIb Y
HeOombIIoro uncia 0onbHBIX. [loueyHble aHTMOMMOIUIIOMBI BBISBIAIOTCS y 2/3
B3pPOCJIBIX TMAIMEHTOB. XOTA B HEOONBIIONW YacTH CIy4aeB AHTHOMHUOJIUIIOMBI
UMEIOT CKJIIOHHOCTh K MaJUTHU3ALMU, OHU MPOTEKAIOT aCUMITOMHO 3HAYUTEIBHO
gaiie, 4eM KHUCTbl. OJTH OINyXOJH B PEAKUX CIydasxX CHABIMBAIOT TMOYEYHBIC
apTepuu, MPUBOAS K TUIIEpTEeH3UU. MIHOTIa OHY BBHI3BIBAIOT 00T U KPOBOTCUCHHS,
a B 4aCTH CIy4aeB — MOYCHHYIO HEIOCTATOYHOCTb.

BoBneyenne cepama oTMedaeTcsi 4acTo, HO OOBIYHO  TMPOTEKAET
o6eccumnToMHO. [IpuOMM3UTENHHO y  TOJOBHHBI  OOJBHBIX  Pa3BUBAIOTCS
pabIOMUOMBI. DTH TOOPOKAYECTBEHHBIE OMYXOJIM MOTYT PacIoyiaraTbCs B 000
CEpJIEYHON TIOJIOCTH, HO Halle OHM BCTPEYAIOTCS B Kelyaoukax. KapauanbHbie
HapylieHus: pabJOMUOMBI BBI3BIBAIOT CPABHUTEIBHO PEAKO, HO y OOJBHBIX OoJee
IOHOTO BO3pacTa OHU BCTPEYAIOTCS dYalie, 4eM B 0oJiee CTapIIMX BO3PACTHBIX
rpynnax. KapamanbpHple HapylmieHHss MOTYT NPUBOIUTH K JIETAIBHOMY HCXOIY
Jake B paHHEM JIETCKOM BO3pacTe.

bonpmmoe uucino OOMBHBIX WMEIOT TOJHITBI TMPSMON KHIIKH, KOTOPBIE
MPOTEKAIOT OECCHMIITOMHO ¥ HE CKIOHHBI K ManurHu3anud. Kucrto3Hoe



MOpaKeHUe JIETKUX HaOMI01aeTcsl peaKo U BhisBisieTcs: 00bIYHO K 30—40-netnemy
BO3pacTy, HO, IPOrPECCUpPYsl, MPUBOAUT K CMEPTH OOJbHBIX.

JAunarnocruka.

Huarno3 TC BeicTaBiasieTcs Ha OCHOBAaHUM KJIMHUKA M JAHHBIX
JOTIOJTHUTENbHBIX METOI0B UCCIIEAOBAHUS.

[Tatonornueckue W3MEHEHUS], BU3YyaAJIU3UPYEMbIC npu
HEHPOpaTUOIOTUUECKOM  HcciieioBaHuM  marueHToB ¢ TC, B OCHOBHOM
3aKJTIOYAIOTCS B 00pa30BaHUM CYOPNEHIUMANBHBIX  y3J0B, KOPTUKAJIbHBIX
TyOEepCOB, CYOANEHIUMAIIBHBIX TUTAHTOKJIETOYHBIX aCTPOIMTOM W PaCIIUPEHUU
xenynoukoB Mosra. [lo mHenuro M. Gomez, cyOsneHIMMalbHBIE Y3JIBI U
KOPTUKAJIbHBIE TyOEpChl SIBISIOTCS DJEMEHTaMHU IepeOpajibHBIX TamMapToM —
natomopdonoruueckoro cyoctpara TC. Haubonee uyeTko BU3Yyalu3UPYIOTCA
cyOsneHAMMaNbHbIe y3ibl, KOTOpPBIE, KaK MPaBWIIO, JIOKATU3YIOTCS Ha TPAHULE C
JUKBOPHBIMH TIpOoCcTpaHCcTBaMU Mo3ra. CTeneHb BH3yalu3alUd y3J0B TMPHU
KOMITIOTEpPHOH  TOMOTpaduu  TpsSMO  TPOMOPIMOHAbHA  CTETIIEHU  UX
KaJIbLIUHUPOBaHHOCTU. CumnTaercs, 4to eciu npu KT wiam MarHUTHO-pEe30HAaHCHOM
ToMorpaguu orpejaenserca 0oyiee OAHOrO CyOdMEeHIUMAaIbHOrO Yy3na (Tmof
AIEHANMOM OOKOBBIX JKEIYJ0YKOB) UM 3TU Y3JIbl aCCOLIMUPOBAHBI C MACCUBHBIMHU
U3MEHEHHsIMU B oOsactu oTBepcTusi Monpo, To aumarHo3 TC He BbI3bIBaeT
comHeHuil. Ecnm xe Hamuuue cyO3MeHIMMAalIbHBIX Y3JI0B HE JI0Ka3aHO, JUArHo3
COMHHTEJICH JaKe MPHU HATMYUH KOPTUKAIBHBIX TyOEepCOB, KOTOPHIE MOTYT UMETh
MECTO TPHU TOCIECTBUAX IIATOMETAJIOBH PYCHOW MH(EKIIUU UM TOKCOIIIa3MO3a.

[Toka3aTenbHBIM SABISIOCH OTCYTCTBUE €AUHUYHBIX KaJlbLUHATOB — OAWH
U3 KapAWHAJbHBIX CHMITOMOB, Ha KOTOPOM OCHOBaHa HEWpPOpaguoJIOrHyecKas
muarnoctuka TC. Pasmeps! niepeOpanbHbIX KalbIIMHATOB BapbHpoBaiu oT 1 1o 13
MM U B CPEHEM COCTABIISIIN 2—35 MM.

[Tomumo  cyOdmEeHAMMANBHBIX  Y3JI0B W KOPTUKAJIBHBIX (WU
BHYTPHMO3TOBBIX) TyOepcoB, Obumn auddepeHipoBaHbl U JAPYTrU€ THUIIBI
nepedpaibHbIX U3MEHEeHHH, XapakTepHbIX st TC.

beumm  waeHTHQUIIUPOBAHBI  CyOSNEHIUMANBHBIE  TUTAHTOKJIETOYHBIE
obopazoBanus (CI'O). OTHOCHTENBHYIO PEIKOCTh OOHAPYKEHHS TaKOro poja
M3MEHEHUM y JeTel MOXKHO OOBACHUTh HMX MEIJEHHBIM POCTOM — MHKa
BU3yaJIM3allM OHU JOCTUTalOT MpuU Bo3pacte mnanueHta Oonee 11 — 13 ner.
OcHoBHoe otnuuue CI'O ot cyOsmeHIuManbHBIX Y3JI0B COCTOMT HE B HX
MOpPGOJIOTHYECKOH CTPYKType, a B pa3Mmepax (OHM BCerja CYIIECTBEHHO
MPEBBINIAIOT pa3Mepbl CyOINEeHIMMATBHBIX Y3JIOB) M, CAMOE TJIABHOE, B TEHICHIINU
K MOCTENEHHOMY YBEIMYEHNI0. MOXHO Npeanonoxuth, yto CI'O — 310 no cytu



TE€ XK€ CyOdMEeHAUMAIbHBIC Y3Jbl, KJIETKHM KOTOPHIX IO HESICHOM MpPUYMHE HE
yTpaTwin cnocoOHocTu K penpoaykiuu. Cuurtaercs, yto CI'O BBISIBISIOTCS
npumepHo B 10-15% cayuaes TC. Kak u cyOsnenaumanbhbie y3ael, CI'O
JOKAIM3YIOTCA MPEUMYIIECTBEHHO BOKPYI OTBEpPCTUS MOHpO, MpPU 3TOM HacTo
nedhopMupyst €ro U TPUBOJAS K PasOUTHIO BTOPUYHOM OOCTPYKTUBHOMU
ruapouedanuu .

Taxke Habmoomanuch ydacTku (pokanbHOU KopkoBou aucruiazuu (OKJI),
KOTOpbIE MPOSIBISJINCH, OTPAHUYCHHOU IUCIUIA3UEN KOPTUKAIBHOW IUIACTUHKU B
BUJIC €€ YTOJIICHHUs, CTYIIEBAHHOCTU TPAHUIIBI MEXKIYy CEepbiIM U OeJIbIM
BEI[ECTBOM, M3MEHEHUS PUCYHKa MPWIETAONIUX O00po31 U (OopMbl MOpPaKEHHOMN
U3BWIMHBI. [ UTaHTCKHE HEUPOHBI U MPUYYJIMBOU ()OPMBI TUTAHTCKUE aCTPOIUTHI,
KOTOpBbIE  CUMTAIOTCS maromopdosoruyeckod ocHoBoil cunapoma DKII,
xapaktepHsl ¥ A1 TC. Unest oTHOCUTENIBbHO TUCTONAaTo0rn4eckoro poactea OKJI
u TC monyunsia MakcuMalibHOE pa3BuTHe B pabore R. Bronen u coaBT., KOTOpHBIC
mpearnojiaraloT, 4YTo camMa Mo cebe TunuuHas OamioHokieTouHas DKJI
(«TaMmOpOBCKUil» THUIT) sBIsieTcsl BapuaHTOM «(ppyct-popmer» TC u ee Hyx)HO
paccmaTpuBaTh Kak pe3yiabTar HenosHoi nenetpanTHoctu reHa TC. Kpome Toro,
ponoHavanbHUK yaeHus 0 OKJI »un Trinop BeickasbiBain MHeHHE 0 K/ kak o
HE COBCEM THUIIMYHOM MPOSBICHUU BHYTpUMO3roBeiXx n3MeHenud npu TC. He
ciydyaitHo mansi ob6o3nadeHuss PKJ[ oH kakoe-TO BpeMsi HCHOJIb30Ball HbBIHE
3a0BITHIA TEPMUH «TYOCPOUIHBIN MICEBIOCKIEPO3Y.

bunu BbIABICHBI HW3MEHEHHs] Oejoro BellecTBa, KoTopele mo MPT-
XapaKTEPUCTUKAM COOTBETCTBOBAJIM OCTPOBKAM I'€T€pOTONHPOBAHHBIX HEUPOHOB,
aCCOIIMMPOBAHHBIX C YyYacTKaMu runomuenuHuzanuu. I[lopaxenue O6enoro
BEILECTBA NPOSABISIIIOCH HW30- WM TUINOMHTEHCUBHOCTHIO Ha T1-B3BELIEHHBIX
cpe3ax M a0COJIIOTHOW THUIEPUHTEHCUBHOCTHIO Ha T2 B3BEHIEHHBIX cpe3ax (CM.
puc. 2, a).

C. a — akcualbHBI Cpe3 Ha YypOBHE Tel OOKOBBIX IKEITYJOYKOB:
JlamuHapHas (JIGHTOYHAs) TeTepOTOINHsI CEPOT0 BEIIECTBA B MPOCKUUU MPaBOil
JT00HO-BUCOYHON OOJACTH; JiBa KOPTUKAIBHBIX TyOepca MpaBOil 3aThUIOYHOU
00JacTH, y9acTOK (hOKaTbHON KOPKOBOW JAUCIUIA3UM B KOHBEKCUTAJIBHBIX OTIIETAX
JIEBOM JIOOHO-BHCOYHOUW 001acTH; CyOIMEHAMMANBHBINA y3€JI U UICHIaTepatbHas
auraTanus Tejla JIEBOro OOKOBOTO KeTy/104uKa; O — akcHallbHbINA cpe3 Ha ypoBHe 111
KEITyJ0UYKa: ydacTOK (DOKAIbHOM KOPKOBOM JUCIUIA3MM B KOHBEKCHUTAJIBHBIX
OT/ieNIaX MpaBOM BUCOYHOM 00JIaCTH.

MoOXHO  BBIICIUTH TPU  OCHOBHBIX  TomorpadUyeckux  MaTTepHa
JOKanu3aluu ovyaroB B Oeiom BemiecTBe npu TC: mpsMmble WM HM30THYTHIE
JICHTOBUJHBIE YYACTKH, KOTOPBIE PACHPOCTPAHSAIOTCS OT CTEHKH JKEIyJOYKa
TpaHclepeOpaibHO BIUIOTH JI0 KOPTUKAJIBHON IMOBEPXHOCTH; KIMHOBHUJIHbBIC



YY4aCTKA  pa3HOM  TPOTSHKEHHOCTH; Hecnenuduueckre o dbopme
KOHTJIOMEpAaTUBHbIE (POKYChl U3MEHEHHOU MHTeHCUBHOCTU MP-curnana. OcoObiit
WHTEpEC MPEACTABIAIOT JCHTOBUAHBIC TpaHCIepeOpaibHble (PparMeHThl, TaK Kak
ux (opMa W PACIONOKEHHE HATATKUBAIOT HA MBICIb, HE SIBIAIOTCS T OHHU
«OCTaHOBMBLIEHCS BO BPEMEHU» MUTPALIMOHHON JOPOKKOM.

Takum o00pa3oM, TMONyYEeHHBIE JJaHHBIE CBUACTEIBCTBYIOT O IIHPOKUM
CIIEKTpe MU3MEHEHUM rosioBHOro Mosra npu TC, nmoggaromuxcs THarHOCTUYECKOM
pusyanmmszauuu  npu KT w MPT. DOTOoT CHekTtp He  OrpaHM4YuBaeTCs
CyOdTIeHIUMANBHBIMU y3JIaMU U KOPTUKATBHBIMU TyOepCcaMH, CYMTABIIUMUCS 10
HE/TaBHETO BPEMEHU €IMHCTBEHHBIMHU CIIEU(DUISCKUMU HEHPOPaTUOIOTHIECKIMHU
mapkepamu TC, a BKITIOYaeT KOMIUIEKC CTPYKTYpPHBIX M3MEHEHHWH, B TOM YHCIE
Cr'oO, ouarn ®KJI, usmeHnenust 6e10ro BeUIECTBA MO TUITY Y3JIOBBIX U JIEHTOYHBIX
HEHpPOHHBIX reTepoTonuil. [lonydyeHHble TaHHBIE MOATBEPKAAIOT POPMHUPYIOIICECS
B HacrosIee Bpems MHeHHEe o npupojae TC kak 0 CUCTEMHON MHOTOYpPOBHEBOM
TU3HEHPOOHTOT€HETHIECKON TTATOIOTHH.

OOcnenoBaHre TIIA3HOTO JHA BBIABISIET XapaKTepHbIE HOBOOOpA30BaHUS,
HAIIOMUHAIONINE TYTOBYKD SITOJy  CEPOBATO-)KEITOBATOTO  I[BETA, YacTO
pacnoJiararoniecs: Ha JUCKe 3pUTELHOTO HEpBa WIN B BUJIE OTJEIBHBIX OYaKKOB
no nepudepun riazHoro AHa. B HeKoTOphIX ciydasx TyOepo3HBIA CKIIEpO3
NPOSIBIIIETCA TOJIBKO CIEUPUIECKUMU 0P TaTbMOJIOTUUYECKUMH HU3MEHEHUSAMHU
(puc. 3).

PentreHonmornueck B KOCTSAX TMalblleB PYK © HOT  ONPEAENSIOTCS
NEPUOCTATBHBIC YTONIICHUS] U IEHTPAJbHBIE TMOJOCTU OcCTeonopo3a. OmnucaHsl
U3MEHEHHUS B OOJbIIeOEpIIOBOM M ManoOepiioBoit koctax. [Ipu peHTreHorpaduu
yeperna OINPEeAeNIIOTCS MHOXECTBEHHbIE MeTpU(PUKATHI HEOONBIINX Pa3MepoB,
KOTOpBIE YaIlle BCEro JoKaau3yrTcs B oOmactu III m GOKOBBIX JKEIIYJOYKOB, HO
MOTYT pacrojaratbCsi 1 B KOpKOBOM BEILIECTBE MO3ra, B MO3Keuke (puc. 4).

[Tpu MO3k€4KOBOM JIOKANHU3AMK NeTPU(PUKATOB HA PEHTTE€HOTPaMMe MOTYT
OBITh JBYXKOHTYPHBIE TE€HH, IO XOJIy HU3BHIMH MO3KEUKa, HATIOMHUHAIOIIHE
TakoBbie Tipu Oosie3Hu [lItypre—Bebepa, oHaKO OHM BCTPEYAIOTCS KpallHE PEIKO.

DnekTposHuedanorpadguueckoe HUCCae0BaHUE OOJBHBIX YCTaHABIMBACT
mubdy3Hple  HapymieHUss  OWODJIEKTPUYECKOW  aKTHBHOCTH, 00Jiee  PEe3KO
BBIpaKEHHBIX, ueM Tipu Oone3nu lltypre—Bebepa. Otmeuatorcs obunme o6- n ©-
BOJIH, MHOKECTBEHHbIE NMUKU. B mnenom xaptuna 931 mpu TyOepo3HOM CKIIepo3e
xapakTtepuzyercsa Oosnee TpyObiMH nuUDPY3HBIMU HApYIICHUSMH, YEM TpHU
SIHJICTICUH, B COUETAHUU C 0YarOBBIMU U3MEHEHUSIMU.



IIporuos.

Oxkono 20 % OonbHbIX ymMupaeT 10 30 jer. [IpuuuHbI cMepTH 3aBHUCIT OT
BO3pacTa: B MJIaJIEHYECTBE PEOOIAIAI0T CEPAEUYHO-COCYAUCTBIE OCIOKHEHUS, BO
Il nexane )KM3HU — OIYXOJIM MO3ra, a TIOYEUHbIE HAPYUIEHUS Yallle IPUBOIAT K
cmeptu B IV—V  nekanme Ku3HMU. JleTanbHBIM HKCXOH, CBSI3aHHBIM C
ANUJIENTUYECKUM CHUHIPOMOM, B BO3PACTHBIX TPYIIAaX IMEPBBIX YETHIPEX JEKal
YKU3HU BCTPEYAETCs C PABHOW 4aCTOTOM.

B nHacTosiiee BpeMsi €qUHCTBEHHBIM METOJOM IPEHATAIbHON JUArHOCTUKHU
TyOEepO3HOr0o CKJiepo3a SBISIETCS dXOKapauorpadus Iuiofa, HANpaBJIeHHAs Ha
BBIsIBJICHUE Pa0JOMUOMBI CEpALIA.

Jleuenune

Otunonoruueckoe Jsedenue npu TC orcyrcrByer. o 2012 r. nedenue
HOCHWJIO cCUMIITOMaTuueckuii xapaktep. B 2012 r. ObL1 3aperucTpupoBaH mpemnapar
IBEpONIMMYC (TOProBo€ Ha3zBaHUE - A(QUHUTOP), KOTOPBIM BIMSET HA OCHOBHOE
3BeHO narorenesa npu TC (sBiseTcss HHTUOUTOpoM curHainbHoro mytd mTOR) u
ymenbinaet poct omyxosie B [JHC u moukax (ypoBeHb nokazarenbHoctu 1) [29].
[Ipenapat sBeponumyc B (opme TabneTok BkItoueH B [lepedeHb KM3HEHHO
HEOOXOAMMBIX U BayKHeHIux nekapcTBeHHbIX cpeacts (ZKHBJIC)[3].

Nmerotcst oTaenbHble paboThl, YKa3blBaloOIME Ha TO, YTO OH TaKke
YMEHBIIAET YUCIO OJMWICNTHYECKHUX TMPUCTYNOB W  CHIDKAET  CTETCHb
BBIPKCHHOCTH aHTHO(PHUOPOM JIHIIA.

Jleuenue snunencuu npu TC IlpoBoauTcs mo oOmMKUM MpaBUIaM JICUCHHS
snwenicud. [Ipu moveuHoit maTonoruu cieayer n3deraTh Ha3HAYCHUS TOMUpaMara
B CBA3UM C TM00O0YHBIM d(pdexkToMm B BHAEC KaMHEoOpa3oBaHHA B IOYKaX.
[IpoTuBOCYHOpOKHBIE TpemapaThl C CENAaTUBHBIM J(PGEKTOM, Takue Kak
OapOuTypaTel u OeH3oaua3zenuubl, y 00abHBIX TC ¢ HapylmIeHUSIMU OOYYCHHS H
MOBEACHUS JIOJDKHBI TPUMEHSThCS orpaHuueHHo. [Ipu  HeapdhekTuBHOCTH
MOHOTEpANuu MAIMEHTOB PEKOMEHAYETCS MEPEeBOIUTh Ha KOMOWHUPOBAHHYIO
TEpanuil0  MPOTUBOSNMWICNTUYECKUMH  MpenaparaMd € HOTEHI[MAIbHO
CUHEPIUYHbIM MEXAHU3MOM JIEUCTBUS

Jns  nedenuss uWH@PaHTWIBHBIX cna3mMoB mnpu TC  Oonbluas  poJib
MPUHAJJICKUT TOPMOHAIBHBIM TpenaparaMm - KopTukoctepouaam. OnTuManbHbIM
MPEMapaToM CUHUTAETCS aJPEHOKOPTUKOTponHbli ropmoH - AKTI, ogHako B
Poccun oH He 3aperucTpupoBaH; paHee MPUMEHSIICS €ro CHHTETUYECKUN aHaJor -
CUHAKTeH nerno. Bo3MokHbIE HeEXKelaTelibHbIe SIBICHUS 3TUX IMpErnapaTroB -
apTepualibHasi TUNIEPTEH3Usl (OMACHOE OCIOKHEHUE MPU HAJTUYUU MMOJUKUCTO3ZHOU
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OOJIE3HH TMOYEK), OCTEONopo3, sSA3BEHHas OOJIe3Hb JKENy/AKa, CHW)KECHHE
nMMyHUTeTa. ONTHUMaNbHBIA  PEKUM  BBEICHUS KOPTHUKOCTEPOUNIOB IIpHU
MH)aHTUIBHBIX CHAa3Max HE YCTAaHOBJEH, HO OOJBIIMHCTBOM aBTOPOB
PEKOMEHYyeTCsl Hauyajao Tepaluu C BBICOKOM 103bl: 150 en/mM2 B CyTku miis
KOPTUKOTPONIMHA WJIM 2 MI/KI B CYTKH JJIsI NPEJHU30HA B TEYCHUE 2 HeHd C
MOCTEYIOIINM MOCTENEHHBIM CHUKEHUEM J03bl B T€U€HUE 1-3 Mec Ipu XopoieM
OTBETE Ha JICUCHUE B HAYaJbHOM Iepuojie. Eciu B HaYaabHOM NEPUOJE TEpaAuu
OTBETa Ha JieYeHHWEe He ObUIO, /1032 KOPTHUKOCTEPOUIOB CHHXKAETCS OBICTPO.
OntumanbHble IUTEIBHOCTh TEPANUU W TEMI CHUKEHUS J03bl TOPMOHOB JJIs
ATOW KaTeropuu OOJIbHBIX B HACTOSIIUA MOMEHT BpPEMEHU HE YCTaHOBJICHBI,
OJIHAKO TPOJOJDKUTEIIBHOCTh TEpamuu HE JOJDKHA MpEeBbIIaTh 3 MecC.
Koptukoctepouabl claeayeT C OCTOPOXHOCTBIO TPUMEHSATh Yy JI€TeH C
paboMuoOMaMu cep/lia U3-3a BO3MOKHOCTH POCTa 3TUX OITyXOJeH.

I[Ipu TC MoOryr NpUMEHSATBHCS TaKXKE BaJIbIPOAThl WM TONHUpPAMAT.
benszonuazenuubl, Takue Kak HUTpa3enaM WM KJIOHAa3emaM, MOTYT ObITh
3 PEKTUBHBIMU B Cllydyae KOMOMHUPOBAHHOW TE€pariy WUJIM BBOJIUTHCS B TEPAITHIO
KaK «IpenapaTbl OTYASTHUS.

[Tockonbky Tpetrh OonbHBIX TC cTpamarT AMUICNICHUEN, PEe3UCTEHTHOW K
IPOTUBOAMMICHTUYECKUM npenaparam, HEWPOXUPYPTrUUECKOE JIeYEHHUE,
CTUMYJISILUA OJMYXJArOIIero HepBa M KETOT€HHAas JueTa MOTYT OKa3aTh IMOMOIIb
ATUM OOJIBHBIM B YJIYUIIEHUU KaYeCTBA UX JKU3HHU.

B OonpmuHCTBE Cly4yaeB PE3UCTEHTHBIX K MPOTHUBOCYIIOPOXKHOM Teparnuu
snunencuid npu TC BBISABIAETCS HECKOIBKO OYaroB 3MIIENTUYECKONW aKTUBHOCTH,
B OCHOBE KOTOPBIX JICKUT SIUJIENTOTeHHBIN TyOep. braromapst coBpeMeHHBIM
METOJIaM JUarHocTuku (MarHutosHiedanorpadus, BOM, MPT, II9T u np.),
CTaJl0 BO3MOXHO BBIIBISITh «IOMUHUPYIOUIUMN» HOWICNTUYECKUH oOdYar W
«OTBETCTBEHHBIN» 3a HEro TyOep (WM 30HY KOPKOBOW AHCIUIA3MH), KOTOPBI
nojuexut ynaneHutro llocime ynaneHus «IOMUHHUPYIOLIEr0» SMUJICHTOTE€HHOTO
TyOepa MpUCTYNbl OTCYTCTBYIOT WJIM MX YacTOTa CHIKaeTcs Oosiee yem Ha 50% y
nByx Tpereit 6ompHBIX TC. Bce manueHThl ¢ pe3UCTEHTHON K MEIWKaMEHTO3HOM
tepanuu snwiencuei npu TC MOryr paccMaTpuBaThCsi KakK IMOTEHIMAIbHBIE
KaHJWJAThI IJI1 HEUPOXUPYPrUYECKOTO JICUCHUS

I[Ipy oTCyTCTBMM TIOKa3aHUW K  HEUPOXUPYPIrUUYECKOMY  JICUCHUIO
1enecoo0pa3HO PEelIUTh BOMPOC O BO3MOXKHOCTU TMPUMEHEHUS CTUMYJIALUU
OJTy>KTafoIIero HepBa.
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