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BBenenue

HelipokoxxHuble cunapombl, win (akomaTosbl (rped. phakos — msaTHO,
YyeueBHIla) — rpynmna 3aboyieBaHMid, TPU KOTOPHIX HAOJIONAETCS COYCTaHHE
MOPKCHU HEPBHOM CHCTEMBI, KOXXHBIX ITOKPOBOB M BHYTPEHHUX OpPTaHOB,
BO3HUKAIOIIUX M CBS3M CO CXOJHBIMA WM CHUHXPOHHBIMH 3MOPHOHATHHBIMHU
HapylmeHUsIMHA. BOJBITUHCTBO 3THX 3a00I€BaHUN OTHOCHUTCS K T€HETUYECKHM, a
BaXHBIC AaCMEKThl KIMHUYECKHX CHHIPOMOB OCHOBBIBAIOTCSI Ha OOITHOCTH
AMOPHOHATLHOTO PA3BUTHS KOKU M HEPBHOW CHUCTEMBI U3 HEHPOAKTOACPMATEHOTO
CJ10s1 SMOpPHOHA.

Kaaccudpuxauus

1.  Heitpodpubpomaros
a) Hetipopubpomaros 1 tuma
b) Hetipopubpomaro3s Il tuma
TyOGepo3Hblii ckiepos
Cunapom Crepmxa—Bebepa
ATaKCcHA-TEeIICaHTUIKTAZHS
bonesns ['unnens—IIunnay
bonesns Ocnepa—Panaio— Bebepa
Cunapom Kmunnens—TpeHone— Bebepa
[N'unomenanos Mto
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Henepxanue nurmenta (cunapom bioxa—Cynsubeprepa)
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Cunnpom BapnenOypra
CuHIpOM 3MHUIEpPMaTIBHOTO HEBYCA
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Cunzpom 0a3abHO-KJIETOYHOTO HeBYyca (cuHApoM ['opiinHa)

Ty0Oepo3Hblii ckJIepo3

TyOepo3HbIil CcKJIepo3 — ayTOCOMHO-JIOMUHAHTHOE 3a0o0JieBaHHE C
BBIPAKEHHOM NIEHETPAHTHOCTHIO U BBICOKMM YPOBHEM CIIOHTAHHBIX MYTALIMM.

Yacrora aroro 3aboneBanust coctamisier 10—I14 na 100 000 Hacenenws.
OHa BbIIlIE y AETEM, COCTaBJISASI MAKCUMYM y HE JOCTUTIIMX S5-JIETHETO BO3pAacTa.
Yuciio ciaydaeB ¢ OTpHULIATENIBHBIM CEMENMHBIM aHaMHE30M BeNHKO: 0T 50 1o 70 %.
3abosieBaHUE XapaKTEPU3YETCS BBICOKOM paHHEW JETCKOM CMEPTHOCTBIO U
CHUKEHUEM ITPOJOJKUTEIBHOCTH KU3HH Y B3POCIBIX JIOCH,

TyGepo3Hblil ckiiepo3 — reTeporeHHoe 3aboneBanue. [Ipennonaraercs, 4To
UICHTUYHAS KapTUHA 3TOr0 3a00JIeBaHUS MOKET ObITh BhI3BaHA MyTallUel OHOTO
u3 3 pa3nuuHbIX TeHOB. OAMH M3 HUX PACIOJIOKEH Ha XpoMocoMe 9, BTOpoil Ha
KOPOTKOM ILJIe4e, XpOMOCOMBI 16, a TpeTuii — Ha JUIMHHOM I1jIe4e



xpomocombl 11 Mmeercss mpeAmnonaokeHue, 4To pa3BUTHE TyOEpO3HOTO CKIIEpO3a
TpeOyeT AUCPYHKIMH MO MEHBbIIeH Mepe 2 yKa3aHHBIX TE€HOB, aHAJIOTHYHO
CUTYallMX IPU APYIOM CEMEHHOM OIyXOJIEBOM CHUHAPOME — PETUHOOJIACTOME.
TyOepo3Hblil CKJIEpO3 CBsS3aH C HapyUIEHUEM pAa3BUTHS HEPBHBIX CTPYKTYP,
NpENIIeCTBEHHUKAMU  OOJIBIIMHCTBA U3 KOTOPBIX  SIBJISIOTCA  KJIIETKU
raHTJIMOHApHOM TUIaCTUHKUA. Oyaru mnopaxkeHuss Hpu TyOepO3HOM CKIEpo3e
cinararorcs u3 MaigbopManmuu W omyxosied (ramaprom) MansdopMmanuu,
UMEIOIMEe TMPUYYUIUBYI0O  (OpMy, COCTOST H3 KJIETOK HEWPOHAJIBHOTO
npoucxoxaeHusa. OmyXoiau MpeICTaBIsIOT COOON THUNEPIIa3ui0 TeX K€ CaMbIX
KJIeToK. HakoHer, BCTpe4aroTCsl OMyXOJH, SBISIOMIME COOOM HEOIIaCTUYECKYIO
TpaHC(OpMALMIO KIJIETOK ramapToM. [1o HEsSCHbIM NpHYMHAM PaKOBBIE OMYXOJIU
BCTPEYAIOTCS TOJBKO B Mouykax. Oyarm mopakeHusi Npu TyOEpO3HOM CKJIIEpO3€
MOTYT JIOKQJIN30BATHCS B TOJIOBHOM MO3TI€, CETUATKE, KOXKE, TOYKAX U JIETKHUX.

[Taromopdonoruueckue wusmeHenus B [HC nokanusyroTcs MoYTH
UCKJIIOYUTEIBHO B MOJIyIIApUAX OOJIBIIOrO MO3ra.

MaxkpocKOIM4ecK: Ha BBINYKJIOH MOBEPXHOCTH OOJBIIOIO MO3ra MO XOIy
M3BUJIMH BBISBIISIETCS MHOXECTBO IJIOTHBIX 0Opa30BaHUM KelTo-0enoro 1BeTa, B
LEHTPE KOTOPBIX 4YacTO HMMEIOTCS pyOLoBble BTsDKEeHUs. Kpome Kopbwl, Takue
oOpa3zoBanusi (Oyropkd) MOTYT pacloyiaraTbCi MEPUBEHTPUKYISIPHO, YACTO
BJABasChb B IMPOCBET OOKOBBIX MKEITYJOUYKOB, U HO roja MNPHUBOJS K Pa3BUTHIO
BHYTpeHHEeW ruapouedanuu. OTu Oyropku cileayeT pacCcMaTpuBaTh —Kak
raMmapTomMbl (HEMpPaBWIBLHO CPOPMHUPOBABIIUECS ASMOPUOHAIBHBIE TKAHEBBIC
KOMIUIEKCHl OITyXOJIEBOIO BHJA 0€3 BUIUMBIX IMPU3HAKOB IMPOrPECCUPYIOLIETO
pocta). CTpoeHHE TEPUBCHTPUKYISPNBIX OYyropKOB HIEHTHYHO KOPKOBBIM,
OJIHAKO B HUX HEPEAKO 00pa3yloTCsl FTeMaHTMOMAaTO3HbIE CTPYKTYpPbI, U OHH 4acTO
MO/IBEPTatoTCsl 0OBI3BECTBIICHUIO.

IlaTorenes.

Hanuuue 4yeTko OuYepuUEHHBIX OIMYXOJIEBBIX Y3JIOB B HECKOJBKUX OpraHax
NO3BOJISIET KJIAacCU(PUUUPOBAaTh 3a00JeBaHME KaK MHOKECTBEHHBIM 011acTo3.
TenneHuuss K TNOSIBICHUIO KJIETOUYHOM aTuUNuU crneuuduuHa ais OJ1acTO3HOTO
nporuecca. OnHako cam GakT pa3BUTHS NEPBUYHBIX OIyXOJ€H B pa3HbIX OpraHax u
OJTHOBPEMEHHO M3 HECKOJbKHUX KJICTOYHBIX 3a4aTKOB MOKET YKa3bIBaTh Ha
TEeHETUYECKYIO HEMOJHOLIEHHOCTh MPEJCYIIECTBYIOMNUX OMYXOJEBbIX CTPYKTYD.
[TonTBepxkaeHueM IU3dMOpUOTeHe3a SABISIOTCS TNPU3HAKKA HEIOpPAa3BUTUH B
y4acTKax KOpbl TOJIOBHOTO MO3ra B BHJAE JAUCTONHHM KJIETOYHBIX CJIOEB H
AHOMAJIbHBIX HEPBHBIX KJIETOK.



B Hacrosiee Bpemsi U3BECTHO, UTO MPU JAHHOM 3a00JE€BaHUU HKTOAEPMA
NOpa)kKaeTcs TMOJ  BIMAHMEM TIeHEeTUYeCKUX (HaKTOpOB €IIe B paHHEM
SMOpuoHanbHOM  mepuojae. OIHOBPEMEHHO €  TOPAXKEHHEM  DKTOAECPMBI
NOSIBJISIIOTCS. M3MEHEHHMsI W B JAPYIMX 3apoJbIIIEBBIX JHUCTKax. 3aboseBaHue
IepeacTcs MO HACIEACTBY KaK JOMHHAHTHBIM ayTOCOMMBIM mpu3Hak. B
JUTEpAType UMEIOTCS COOOIICHHS O Clydasix 3a00JieBaHUSI B HECKOJBKUX (70 5)
ITOKOJICHUSIX OJHOM CEMBH, YTO MOATBEPKAAECT JOMUHAHTHBIN TUI HACIEAOBAHUS.
B To ke BpeMs OTCYTCTBHE KPOBHBIX OpaKOB UCKIIOYAET PELEeCCUBHBIN
ayTOCOMHBIN THI HACJIEIOBAHUS.

JIOMUHAaHTHBIM THUI HACIEJOBAaHUM TMpPHU3HAKOB Oosie3Hu bypHeBuis
XapaKTEPHU3yeTCsl HEMOJIHON MEHETPAHTHOCTHIO, T. €. 3a00JIEBaHHE MPOSBISAETCS B
INOTOMCTBE JaJIeKO HE BO Bcex ciydasx. [laromornueckue npu3Haku 00JagaroT
TaK)K€ HENOJHOW BapbUPYIOLIEH AKCIPECCUBHOCTHIO: CUMIITOMBI 3a00JI€BaHUS
MOTYT NpPOSABIATHCS B PA3JIMYHONM CTENEHU WM IOJHOCTBIO OTCYTCTBOBATb.
HekoTopele aBTOpbI CUMTAIOT, UTO TsXKeible (OPMbI TYOEpO3HOTO CKIIEpO3a yallle
OBIBAIOT CIIOPAMUECKUMHU, TOTA Kak Jerkue (popmbl 3a001eBaHus 00JIee CKIOHHBI
K CEMEMHOMY IIPOSIBJIEHHUIO.

Kiaunuka.

Kiraccuueckast Tppaga — yYMCTBEHHAs! OTCTAIIOCTh, SMMWIECTICUSA U aJ€HOMBI
CaJbHBIX JKEJIE3 — BCTPEYACTCA JOBOJIBHO PEIKO. Y MHOIHMX IIallMEHTOB HE
BbIsiBIIsieTcs | w3 2 wnam 2 uepeOpanbHBIX cuUMOTOMa Tpuaabl. JluarHos
OCHOBBIBAETCSI Ha BBISBJICHUM OJHOW M3 XapaKTEpHbIX MaiabGopMalul —
epeOpanbHOr0  KOPTUKAJIBHOTO  (HOKaIbHOIO  JUCIIACTUYECKOTO  OCTPOBKA
(byropka), CyOdNEHAMMAIBHOTO y3€lKa, TUTAaHTOKJIETOYHOM AacTPOLMTOMBI,
PETUHAIBHOW aCTPOIUTAPHONW TraMapTOMbI, aHTHO(DUOPOMBI HA JIMIIE, HOTTEBOU
(GuOpPOMBI WJIM MHOXECTBEHHBIX MEHEE CINEHU(PUUECKUX OYaroB MOPaKEHUS:
pabIOMHOMBI CEepJIla, MOYEYHBIX AHTMOJICHOMHUOM, JIETOYHBIX AHTHMOMHOJHUIIOM
WJIN PEKTAJIBHBIX MOJIUIIOB.

['MnmonurMeHTUpOBaHHBIE  KOXKHbIE  MATHA NpPU  HAIWYUUM  HHOTO
JOMOJHUTENBHOIO  CUMIITOMA  CBHJIETEIBCTBYIOT B MOJB3Yy  JUArHosa.
AHTMOMHOJIMIIOMBl TICYEHH, TIOJOBBIX JKEJ€3 U HAJAIIOYEYHUKOB, aJeHOMA
IIUTOBUHOW JKeje3bl, OOBI3BECTBICHUS M KHUCTO3HbIE H3MEHEHHUS B KOCTSX
KOHEYHOCTEW (TUIFOCHEBBIX W  ISICTHBIX) JAIOT OCHOBAHHWE  3aroJI03pUTh
TyOEepO3HBIM  CKJIepo3. be3ycioBHO, TONOKUTENbHBIM CEMEWHBIH aHamMHe3
ABJISIEMCSI OY€Hb BAKHBIM JTHATHOCTHYECKUM KPUTEPUEM, NPU HAIMYHUH KOTOPOTO
TpeOyeTCsl MEHbIIIEE YUCIIO XapaKTEPHBIX WM HeCTeU(UUECKUX CUMIITOMOB. Jliis
BBISIBJICHUSI IPOSIBIICHUN TyOEpO3HOTO CKJIep03a B Pa3IMYHBIX OpraHax MOTYT



OBITh  WCIOJIB30BaHBl  BH3yanu3amnuoHHble  ucciaenoBanuss (KT, MPT,
YIBTPa3BYKOBBIE METO/IbI).

N3  KoXHBIX aHOMaIMi Tpu  TyOepo3HOM  CKJepo3e  Haubojee
JEMOHCTPATUBHBIMUA  SIBJSIIOTCS ~ JIMIEBbIe  aHTHOGUOpoMBI.  KimHudecku
HETPaBUIBHO 0003HAaYaeMbIe KaK aJICHOMBI CalbHBIX Xkele3 (adenomae sebaceum),
OHM TMPEACTABIAIOT coO0OM y3enku auamerpom MeHee 0,5 cM po30BOM wim
KpaCHOBAaTOM OKPACKH, pacIoiararoiecss CAMMETPHUYHO B HOCOTYOHBIX CKJIaJIKaX,
Ha [IEKaX U MHOTAa Ha MoAOOpoJIKe, IOy U CKallblie. DTU y3€IKOBbIE 00pa30oBaHUs
4acTO COIMPOBOXKAAIOTCS TEJICAHTUIKTA3USIMU, YCUIIMBAIOIIUMU KPACHBIN IIBET MX
OKpacKd. [MCTOJIOTMYECKM OTH OYard MPeJCTaBIsAIOT CO0O0M TraMapTOMBI,
cocrosime u3 GuOPO3HOM M COCYIUCTON TKaHU. [[aTOrHOMOHUYHBIMU SBJISFOTCS
0oJiee KpyIHbIE IJIOCKHE OMYXOJIM, B KOTOPBIX JOMHHHUPYET (pruOpo3Hasi TKaHb.
YeTko BhIpaXXKEHHOE JIOKAJTFHOE CKOTUIEHHE (PUOPO3HBIX raMapTOM, CIMBAIOIIIEECS
B OTHOCHUTEJILHO Oo0Jibllioe MATHO ("'marpeHeBast koxa'), OTMEYaeTCsl Ha TYJIOBUIIIE
OOJIbHBIX TYOEpO3HBIM CKJIEpO30M TmpuMepHO B 25 % cnydaeB. Tak Kak
¢bubpo3HBIE TaMapTOMbl MMEIOT PA3JIMYHBIE CPOKM CBOErO IMOSIBJIEHUS, TO HX
JUAarHOCTUYECKOE 3HAYEHUE YCTYNAET MUTMEHTHBIM U3MEHEHUSM KOKH.

XapakTepHON MNUTMEHTHOM AaHOMAIMEW SBJSAETCS TUIOMENIAHO3, XOTS Yy
MHOTHUX OOJIbHBIX TYOEpO3HBIM CKJIEPO30M HaOJIOAIOTCS U MATHA LBETa Kode ¢
MOJIOKOM. ['mnmonurmenTanusi 00bIYHO MPEACTABICHAa MHOTOYUCIEHHBIMU MSTHAMU
MPEUMYIIECTBEHHO Ha KMUBOTE, CIIMHE, TIEPEIHUX U OOKOBBIX MOBEPXHOCTSIX PYK U
HOT. IIOCKONBKY 3TH MSTHA MOSIBISIOTCS BCKOPE MOCIE POXKIAEHHUS, OHU HUMEIOT
OoJplIee JUArHOCTUYECKOE 3HAayeHue, yeM Oosee creurduueckue, HO MO3HEe
NPOSIBIISIIOIINECS  KOXKHBIE  raMapTOMbl.  ['MCTOJIOTMYECKHE  HMCCIEHOBAHUS
YCTAHOBWJIM, YTO TUIONMUTMEHTUPOBAHHBIE MSTHA COAEpKaT HOPMAJIbHOE YHCIIO
MEJIAHOIIUTOB, HO TIOCJIEIHUE TPOAYLUUPYIOT MEHbIIIee KOJIUYECTBO CiIabo
MUTMEHTUPOBAHHBIX MeTaHOCOM. [[aTOrHOMOHWYHBIMUA CUMIITOMAMHU CUHUTAKOTCA
MOJHOTTEBBIE U OKOJIOHOTTEBbIE (PUOPOMBI, TaKXKE SIBIISIOIIMECS TaMapTOMaMH
JIepMaJIbHON COCTMHUTEIBHON TKAaHM.

N3 nepeOpanbHbIX HapyUIEHUH [JIs1 TyOEpO3HOTO CKJIEpo3a XapaKTEPHBI
SIUJICTITUYECKUE TPUIAJIKH, YMCTBEHHAsl OTCTAJIIOCTh W APYrM€ KOTHUTHUBHBIE,
MOBE/ICHUYECKUE U JIBUTATEIIbHbIC HAPYUIEHUS] — alpaKcus, HAPYIICHUsI Pa3BUTHUSA
peun, aytusMm. Vmeercs OTYeT/IMBas CBA3b  MEXKIY  BBIPAXXEHHOCTHIO
CUMIITOMATUKHA U CTETICHBIO BBIPAXXEHHOCTH liepeOpanbHbIX HapymieHud npu KT
nmi MPT wim Ha ayroncun.

HauGonee YacCTbIM HEBPOJOTHYECKUM CUMIITOMOM SABJISIFOTCS
snunentudeckue npunaaku (80 % OonbHbx) HecMoTpst Ha pazHooOpasue THIOB
NpUMAAKOB MpU TyOEpO3HOM CKJIEpO3€, BCe OHHM BHauajie HOCSAT MapluaibHbINA
xapaktep. Jlaxxe npu nHGAHTUIBLHOM clia3Me, KaK 3TO MPOJIEMOHCTPUPOBAHO MPU



MO3UTPOHHO-AYMUCCHOHHOM ToMorpaduu, uMETcs (OKaIbHbIE aHOMAJHH.
BrisiBneHa dyerkash 3aBHCHMOCTh KIMHHYECKOM KapTHHBI AHHJICITUYECKUX
MPUCTYIOB OT BO3pacTa ManueHToB. Tak, MHGAHTWIBHBIM Clla3M XapakTepeH AJis
JeTeil TEepBOro roja >KW3HHM, TEMEHHO-3aThUIOYHBIC MapIHalbHbIe MPHUIaIKH
BO3HUKAIOT y JIeTel 10 2-JIETHETO BO3pacTa, a MO3/JHEE BO3HUKAIOT BUCOYHBIE U
J00HBIE TpUNAAKU. Y OOJBUIMHCTBA NAIMEHTOB C T'€HEPAIN30BAHHBIMU
npunagkaMu gaHHble D01 M BUIEOMOHUTOPUHIA BBIABIAIOT (HOKAIBHOE WIH
MyIbTU(OKATBPHOE HAayallo MPUIAIKOB. Y MHOTHUX OOJBHBIX OTMEYEHA YeTKas
Koppeusnus dieKTpodHmedanorpadpuueckoro ovara ¢ MaitbPopMarusIMu KOPBI
(Oyropkamm), BBISIBIIIEMBIMU ITPU HEUPOBU3YaTU3ALIHMH.

YMCTBEHHAs] OTCTaIOCTh HAOIIOJAETCS Y MOJOBUHBI OOJIBHBIX TYOEpO3HBIM
ckiepo3oM. OTMEUEHO, YTO BCE OOJIBHBIE C YMCTBEHHOM OTCTalIOCTBIO CTPaiaoT
SOWIECNTUYECKUMHU TPUIAJKaMU, HPU 3TOM TPETh MALMEHTOB C MPUIAJAKaAMU
MMEIOT HOPMAJTbHBIN HHTEIUICKT. DMUICITHYECKUE TPUITAIKA OTMEUYAIOTCS TAaKKe
y BceX OOJIbHBIX C HAPYIICHUSIMU PEYEBOTO PA3BUTHUSA, AyTU3MOM U IPYTUMU
paccTpoiicTBaMH MOBEACHUS.

Ha Bropom Mmecte nocie HHC mno uwactore mopakeHust mnpu TyOepO3HOM
CKJIEpO3€ HaxoJATCs MOYKU. i1 HUX XapaKTepHbl 2 OCHOBHBIX MATOJOTHYECKUX
oOpa3oBaHMs: AHTHOMHUOJIUIOMBI U KHUCTBL. KHCTBI uMET 000704YKy U3
XapaKTepHBIX KJIETOK, MPOUCXOSAIIMX CKOPee BCEro W3 DIUTEIHs KaICyJbl
boymena. PenanbHble KHUCTBI OOHapyxkuBarOTCcsi Oosiee yem B 1/3 ciyuaes
TyOEpO3HOTrO CKJIEp03a, HO KIMHUYECKHE MPOSBICHUS OHU BBI3BIBAIOT JIMIIL Y
HeOOIbIIOro unciaa 00ibHbIX. [loyeuHble aHTMOMMOMIIOMBI BBISBISAIOTCA Yy 2/3
B3pPOCJIBIX MAalMEeHTOB. XOTS B HEOOJBLIOW YacTU CIIy4aeB aHTMOMHUOJIUIIOMBI
UMEIOT CKJIOHHOCTh K MaJUTHU3ALMH, OHU MPOTEKAIOT aCUMITOMHO 3HAUUTEIHHO
qaimie, 4eM KHCThl. OJTH OMyXOJIM B PEAKUX CIy4yasX CIAaBIMBAIOT IMOYECYHBIC
apTepuH, MPUBOAS K THUIEPTEH3UHU. MIHOT/1a OHU BBI3BIBAIOT OO M KPOBOTEUCHUS,
a B 4aCTH CJIy4aeB — MOYEYHYIO HEAOCTATOYHOCTb.

BoBneuenue cepama oTMedaeTcs 4acTo, HO OOBIYHO MPOTEKAET
o6eccumntomMHo. [Ipubnu3uTenbHO y  TOJOBUHBI  OONBHBIX — Pa3BUBAIOTCA
pabIoMHOMBI. DTU AOOPOKAYECTBEHHBIE OMyXOJIM MOTYT pacrojiaraThCs B JII000i
CEepACYHON MOJIOCTH, HO Yallle OHM BCTPEYAKOTCS B Kenylaoukax. KapauanbHbie
HapyIIeHus padJIOMHUOMBI BBI3BIBAIOT CPABHUTEIBHO PEIKO, HO Y OOJIBHBIX OoJiee
IOHOTO BO3pacTa OHM BCTPEYAIOTCS 4allle, 4YeM B 0oJiee CTapliMX BO3PACTHBIX
rpynnax. KapauaneHbple HapylieHUsI MOTYT NPUBOAMUTH K JIETAJbHOMY HCXOIY
Ja)ke B paHHEM JIETCKOM BO3pacTe.

Bonpuioe 4nciao OOMBHBIX HMMEIOT MOJIMIBI OPSIMOM KHILIKH, KOTOpBIE
MPOTEKAIOT OECCUMITOMHO U HE CKJIOHHBI K Manurau3zanuu. Kucroznoe



MOpaKeHHUE JIETKUX HAOJII0/1aeTCs PEAKO U BhIABISAETCS 00bIYHO K 30—40-51eTHeMy
BO3pACTy, HO, TIPOTPECCUPYSI, TPUBOIUT K CMEPTH OOJTHHBIX.

JImarnocruka.

Juarno3 TC BpIcTaBiseTcss Ha OCHOBAaHMM KIMHMKM U JIaHHBIX
JOTIOJTHUTENBHBIX METOIOB UCCIIETOBAHMS.

[TaTonornueckue U3MEHEHUS, BU3YaIIM3UPYEMBIE npu
HEHPOPaAUOJIOTUYECKOM —HccienoBaHnn mnamueHToB ¢ TC, B OCHOBHOM
3aKII0YAIOTCd B O00pa30BaHMM  CYO3NEHIMMAIIBHBIX  y3J0B, KOPTHUKAJIbHBIX
TyOepcoB, CyO3NEHIUMAaIbHBIX T'MTAHTOKJIETOYHBIX ACTPOLMTOM U PAaCIIMPEHUU
xemygoukoB Mosra. Ilo muenuto M. Gomez, cyO3neHIUMANIbHBIE Y3Ibl U
KOPTUKAJIbHbIE TYOEpChl SIBISIFOTCSL 3JIEMEHTaMH ILepeOpajbHBIX T'aMapTOM —
natoMopdororuueckoro cybcrpara TC. Haubonee dYeTko BU3YyalIU3UPYIOTCS
CyOdmeHIMMalbHbIE Y3JIbl, KOTOpBIE, KaK MPaBUJIO, JOKAJIU3YIOTCS Ha TPaHUIE C
JUKBOPHBIMM TpocTpaHCTBaMu Mosra. CTeneHp BU3yalM3alUd y3J0B IIPH
KOMITBIOTEPHOW  TOMOrpauu  MOpSAMO  IPOMOPLHMOHANIBHA  CTENEHU  HX
KaJbIIMHUPOBAaHHOCTU. Cunraercs, yto ecau npu KT ninm MmarHUTHO-pE30HaHCHOU
TomMorpaguu omnpeaensercs 0Ooyiee OAHOrO CyO3MEHIMMAIbHOTO Yy3ia (Toj
AIEHAUMOIN OOKOBBIX JKETYJOUYKOB) MM 3TH Y3JIbl aCCOLMUPOBAHBI C MACCUBHBIMU
U3MeHeHus MU B oOiactu otBepctuss Monpo, 1o nuarHo3 TC He BbI3BIBAaET
comHeHui. Ecnu xe Hamnmuue cyOsneHAMMAalbHBIX Y3JI0B HE JOKAa3aHO, JIMarHo3
COMHHUTEJIEH JaKe MPU HAIMYMHM KOPTUKAJIBHBIX TYOEpCOB, KOTOPbIE MOTYT UMETh
MECTO MPHU MOCIEICTBUIX LIUTOMErAJIOBU PYCHOM MH(EKIIMU WA TOKCOIIa3MO03a.

[Toka3aTeNbHBIM SIBJISJIOCH OTCYTCTBHE €AMHUYHBIX KaJIbLUHATOB — OJIHUH
U3 KapAUHAJIbHBIX CHUMIITOMOB, Ha KOTOPOM OCHOBAaHAa HEHpOpaaHOJOrHyecKas
muarHoctuka TC. Pa3mepsbl iepedpalibHbIX KaJIbLIMHATOB BapbupoBayid ot 1 g0 13
MM U B CPEAHEM COCTABIISIIIN 2—5 MM.

[Tomumo  cyO3meHAMMANbHBIX  Y3JI0B W KOPTHKAJIbHBIX (MU
BHYTPUMO3TOBBIX) TyOepcoB, Obutn AuQdepeHIupoBaHbl W JIPyTUe THIIBI
nepeOpaibHbIX U3BMEHEHUH, XapakTepHbIx g TC.

boumn  uwaeHTHQUIMpPOBaHBl  CyOSNEHAMMAJIbHBIE  T'MTAHTOKJIETOYHBIC
obpazoBanusi (CI'O). OTHOCHUTENBHYIO PEIKOCTh OOHApYXEHUsI TaKoro poja
U3MEHEHUH y JeTel MOXXHO OOBSCHUTh HX MEMJIEHHBIM POCTOM — IHKa
BU3YyaJIU3allM OHM JIOCTUTAIOT TMPH Bo3pacTe manueHnta Oomee 11 — 13 ner.
OcHoBHoe orTimune CI'O or cyOsneHAMMANbHBIX Y3JI0B COCTOUT HE B HX
Mop(donoruueckoi CTpyKType, a B pa3Mepax (OHM BCerja CyIIECTBEHHO
IPEBBILIAIOT pa3Mephl CyO3NEHIUMANIBHBIX y3J10B) U, CAMOE IVIaBHOE, B TEHACHLIUN
K IIOCTENIEHHOMY YBEJIWYeHUI0. MOKHO Npeanonoxkuth, uto CI'O — 310 no cytu



T€ K€ CyOdMeHANMANIbHbIE Y3/bl, KJIETKH KOTOPBIX IO HESICHOW MNPUYMHE HE
yTpaTuin cnocoOHocTh K penpoaykiuu. Cuurtaercs, uro CI'O BbIsSBISIIOTCS
npumepHo B 10-15% cinywae TC. Kak u cyOsnengumanbHbie y31el, CI'O
JOKAJIU3YIOTCA MPEUMYIIECTBEHHO BOKPYT OTBEpPCTUSs MOHpO, MpU 3TOM 4YacTo
aepopMupyss €ro © TpUBOAS K pa3OUTHIO BTOPHUYHOM OOCTPYKTHBHOMU
ruaporedaInm .

Takxe HaOMoganuCh ydyactku (okanbHOW kopkoBoil aucrmiazuu (DKII),
KOTOPBIE MPOSIBISIINCh OTPAHUYECHHOW AMCIIA3MEN KOPTUKAJIbHOM IUIACTHHKHA B
BUJE €€ YTOJIICHUS, CTYIIEBAHHOCTH TPAHUIBI MEXIYy CEpbIM U OembIM
BEIIECTBOM, U3MEHEHUSI PUCYHKA NpUJIEraiux 00opo3a U (GopMbl MOpaXKEHHON
U3BWIMHBL. [ UTaHTCKHE HEUPOHBI U IPUUYIJIMBON (DOPMBI TUTAHTCKUE ACTPOIUTHI,
KOTOpbIE  cyuTaroTcd naTtomopdonoruyeckoil ocHoBod cuHapoma DK,
xapakrepHsl 1 i TC. Mnes oTHOCHTENBHO rucronaTojornyeckoro pojacrea OKJI
u TC nonyuymna makcuManabHOE pa3BuTue B padbore R. Bronen u coaBT., KOTOpBIE
OpeanojaraloT, 4Yro camMa 1o cebe tunuyHas OamwioHokierouHas OKJI
(«TAUIOpPOBCKHIY THUM) sBIAETCS BapuaHToM «dpycTt-dpopmb» TC u ee Hy)KHO
paccMaTpuBaTh Kak pe3yibTaT HEMOMHOM neHeTpanTHocTh reHa TC. Kpome toro,
ponoHauyanbHuk yueHus o ®KJI J[»sun Taitnop BeickaszbiBan MHeHUE 0 DKJI kak o
HE COBCEM THUIIMYHOM IPOSIBJICHMM BHYTPUMO3TOBbIX H3MeHeHuil npu TC. He
cinydaiHo g ob6o3HaueHus DOKJ[ oH Kkakoe-TO BpeMsl HCIOJIB30Ball HBIHE
3a0BITHI TEPMUH «TYOEPOUIHBIN TICEBAOCKIEPO3Y.

bunu BbIsIBIEHB W3MEHEHUst Oenoro BemiecTBa, Kotopsie no MPT-
XapaKTEPUCTHKAM COOTBETCTBOBAJIM OCTPOBKAM Ie€TEpPOTONUPOBAHHBIX HEWPOHOB,
aCCOLIMMPOBAHHBIX C YyYacTKaMHM runoMuenuHuzauuu. Ilopaxenue 0eoro
BELIECTBAa MPOSIBISUIOCH W30- WJIM TUINOMHTEHCUBHOCTHIO Ha T1-B3BElIEHHBIX
cpe3ax u a0COJIFOTHOM T'MIEPUHTEHCUBHOCTHIO HAa T2 B3BELICHHBIX cpe3ax (CM.
puc. 2, a).

C. a — akcHaIbHBIM Cpe3 Ha YpPOBHE Tel OOKOBBIX KEIYJOYKOB:
JlamunapHas (JIeHTOYHasi) T€T€pOTOIHUs CEpOro BEIIECTBAa B MPOEKIHMH MPaBOU
700HO-BUCOYHOM O0O0JACTH; JBa KOPTUKAIBHBIX TyOepca MpaBOd 3aTbUIOYHOU
o6JsiacTH, y4acTok (hOKaJIbHOM KOPKOBOM JMUCIUIA3UM B KOHBEKCUTAIBHBIX OTJEJIaxX
JeBOM JTOOHO-BUCOYHON 00JacTH; CyOsNMeHAMMANBbHBIN y3€l1 U UIICcUiIaTepaibHast
JUIaTalMs Tella JIEBOro OOKOBOIO JKeNyn0uKa; 0 — akcualibHbIN cpe3 Ha ypoBHe I11
KEIyI0UKa: y4acTOK (POKaIbHOM KOPKOBOM MJHCIUIA3UM B KOHBEKCHUTAJIbHBIX
OT/IeJIaxX MPaBOi BUCOYHOU 00JIaCTH.

MoOXXHO  BBIIETUTH TPU  OCHOBHBIX  TONOrpauueckux  mNaTTepHa
JOKaau3aluMu oyaroB B Oenom BemiecTBe mnpu TC: mpsiMble WIM M30THYTHIE
JIEHTOBU/IHBIE YYaCTKH, KOTOPBIE pACIPOCTPAHAIOTCA OT CTEHKH JKEIIyJOuYKa
TpaHcIepeOpabHO BILUIOTH 10 KOPTUKAIBHOM MOBEPXHOCTH; KIIMHOBUIHBIE



YYaCTKH pa3Hoi MPOTSIKEHHOCTH; Hecrneuupuueckue 1o dopme
KOHTJIOMEpaTUBHbBIE (DOKYCHI M3MEHEHHON WHTEeHCHBHOCTH MP-curnama. OcoOsrit
UHTEpEC MPEACTABISIOT JICHTOBUJIHBIE TpaHClLEepeOpaabHble (PparMeHThI, TaK Kak
ux (QopMa U pPACHOJOKEHHE HATAIKUBAIOT HA MBIC]Ib, HE SIBIAIOTCS JIM OHU
«OCTAaHOBUBILIEWCS BO BPEMEHW» MUTPALIMOHHON TOPOKKOM.

Takum 00pa3zom, NOJyUYEHHbIE JAaHHBIE CBUJIETEIBCTBYIOT O IIMPOKUM CIIEKTpE
u3MeHeHuil romoBHoro Mosra npu TC, mnopmaromuxcs IUATHOCTHYECKOM
pmyanuzauu  npu KT wu  MPT. DOrtor chnexktp He  OrpaHUYMBaETCA
CyOdsMeHIMMaNbHBIMU y3JaMH U KOPTUKAJIbHBIMU TyOepcaMu, CUUTABIIMMUCS [0
HEJaBHET0 BPEMEHU E€JUHCTBEHHBIMHU CHELM(PUUECKUMU HEUpOpaanoIorHYecKuMU
Mapkepamu TC, a BKIIFOYA€T KOMIUIEKC CTPYKTYPHBIX U3MeHeHui, B ToM unciie CI'O,
ouyaru OKJ[, m3MeHeHus Oeysoro BeIIECTBA MO THUIy Y3JIOBBIX M JIEHTOYHBIX
HEeHpoHHBIX reteporonuil. [losyueHHbIe TaHHbBIE TOATBEPKAAIOT (HOPMUPYIOLIEECs
B Hacrosuee Bpems MHeHHUE 0 npupoae TC Kak 0 CHCTEMHOM MHOTOYPOBHEBOU
JU3HEHPOOHTOI€HETUYECKOU ITaTOJIOTUH.

OOcneoBaHuE TJIA3HOTO JHA BBISIBISIET XapaKTepHbIE HOBOOOpPAa30BaHUS,
HallOMMHAIOIIAE TYTOBYK)  SITOAY  CEpPOBATO-XKEITOBATOTO  IBETA, YacCTO
pacnoJiararoiuecs: Ha JUCKe 3pUTEIbHOTO HEPBA WIN B BUJIE OTACIIBHBIX OYa’KKOB
no nepudepuu riIa3HOro JHAa. B HEKOTOphIX ciyyasx TyOEpO3HBIH CKIEpO3
MPOSIBIISIETCS TOJIBKO CHENU(DPUUECKUMHU O(PTATbMOJIOTUYECKUMH U3MEHEHUSIMU
(puc. 3).

PenTrenomornueckn B KOCTAX MalbLUEB PYK M HOT  ONPEAEIAIOTCS
NEPUOCTAJIBHBIE YTOJIIEHUS W LEHTPAJIBHBIE IOJOCTU OcTeonopo3a. OnucaHsl
n3MeHeHus: B 0osbiieOepoBoil 1 ManobepoBoid koctsax. IIpu pentrrenorpaduu
yeperna OINpeAesioTCd MHOXKECTBEHHbIE NEeTpU(UKAThl HEOONbIINX PpPa3MepoB,
KOTOpbIE Yallle BCEro JIOKau3yrTcs B obsactu Il 1 GOKOBBIX KellyJA04YKOB, HO
MOTYT pacrojaraTbCs U B KOPKOBOM BEIIECTBE MO3Ta, B MO3keuke (puc. 4).

[Tpu M03K€UKOBO JIOKAIM3AIMU NETPU(PUKATOB HA PEHTTEHOTpaMME MOTYT
OBbITb JBYXKOHTYpPHBIE TE€HM, IO XOJy H3BWJIMH MO3KE€UYKa, HAIOMHUHAIOIINE
TakoBble Tipu Oosie3nu Ltypre—Bebepa, oJHakO OHM BCTpEUaOTCs KpailHe peKo.

DnekTposHiedanorpapuyeckoe HuccienoBaHre OOJbHBIX YCTaHABIWBACT
mubdys3Hble  HapylmieHHWs OHOPJIEKTPUYECKOW  aKTUBHOCTH, 0Oojiee  Pe3Ko
BBIPOKEHHBIX, yeM mpu 6ose3nu llItypre—Bebepa. Otmeuarorcst obwmiue o- n ©-
BOJIH, MHO)KECTBEHHbIE TTMKH. B 1iemom kaptuHa D3I mpu TyOepo3HOM CKIiepo3e
xapakrtepusyercst Oonee TrpyObiMH AUPQGY3HBIMU HApYLIEHUSAMH, YEM MpHU
SIUJIETICUH, B COYETAHUM C OYarOBbIMU U3MEHECHUSIMU.



IIporxos.

Oxo:10 20 % GonbHBIX yMupaeT 10 30 net. [[puuuHbl cMepTH 3aBUCSAT OT
BO3pacTa: B MJIaJICHUECTBE MPE00JIaaloT CepACUHO-COCYUCThIE OCI0KHEHHUS, BO
Il nexane >kM3HU — OIMYXOJIM MO3ra, a MOYEYHbIE HAPYIICHUS Yalle MPUBOIST K
cmeptu B IV—V  nekane xu3HM. JleTanbHBIM  HMCXON, CBSI3aHHBIM C
SMUJICITUYECKUM CHHJIPOMOM, B BO3PACTHBIX TPYIIIAX NEPBBIX YETHIPEX IEKal
KW3HU BCTPEYAETCS C PABHOW YaCTOTOM.

B nHacTosiiiee BpeMsi €IMHCTBEHHBIM METOJOM IMpPEHATAbHOW TUArHOCTUKHU
TyOEpO3HOTO CKJIepo3a SBISETCS dXokKapauorpadus T1ioaa, HampaBiIeHHas Ha
BBISIBJICHHE PabIOMUOMBI cepALia.

Jleuenue

Otuonornueckoe nedeHne npu TC orcyrcrByer. Jlo 2012 r. nedyenue
HOCUJIO cUMITOMaTHueckuil Xxapakrep. B 2012 r. Opu1 3aperucTpupoBaH npenapar
ABEPOJIUMYC (TOProBOE€ Ha3BaHUE - A(PUHUTOP), KOTOPBIA BIUAET HAa OCHOBHOE
3BeHo natoreHes3a npu TC (sBasercs uHruoburopom curHanbHoro nytu mTOR) u
ymenbInaeT poct omnyxoiei B [IHC u moukax (ypoBeHs mokazarensHoctu I) [29].
[Ipenapar sBeposumyc B ¢opme TabJIeTOK BKIOYEH B [lepeueHb >KU3HEHHO
HEOOXOIUMBIX M BaKHEHIMX ekapcTBeHHBIX cpencts (CKHBJIIC)[3].

HNmeroTcst oTAenbHble pabOThl, YKa3bIBAIOIIME HA TO, 4YTO OH TaKke
YMEHBIIAET YHUCJIO  OSNUJIENTUYECKUX IPUCTYIIOB M CHWXKAET  CTEIEHb
BBIPKEHHOCTH aHTHO(DUOPOM JTUTIA.

Jleuenne snunencun npu TC IlpoBoauTcs mo oOlMM IpaBuiaMm JIeYEHUs
snwienicuu. [Ipu noyedHoit maronoruu ciaenyer n3deraTb Ha3HAYEHUS TOIMpaMara
B CBS3M ¢ T10OOYHBIM 3hPekToM B BHJIE KaMHEOOpa3oBaHHWS B TOYKax.
[IpoTuBOCYIOpOKHBIE Tpenaparbl ¢ ceJaTHUBHBIM 3(@exToM, Takue Kak
Oapbutypatsl U OeH3onuaszenuubl, y 6oabHbIX TC ¢ HapymeHUsIMH OOy4YeHHs U
NOBEACHUS JIOJDKHBI TMPUMEHATbCS orpaHumyeHHo. Ilpu  HesddexTuBHOCTH
MOHOTEpPANUU MAIUEHTOB PEKOMEHIyeTCs MEPEBOIUTH HA KOMOMHUPOBAHHYIO
TEpanuio MPOTUBOAMUIIENTHYECKUMH MTpenapaTaMu ¢ MOTEHIIUAIbHO
CUHEPTUYHBIM MEXAHU3MOM JIEUCTBUS

Jns  nedenuss wuHbaHTUIBHBIX cnazMoB mnpu TC  Oosblias  poib
OPUHAJIEKUT TOPMOHAIBHBIM IIpenaparaM - KopTukocTepougaM. OnTUMalbHbIM
MpenapaTroM CUYMTAETCA AJPEHOKOPTUKOTponHbld ropmoH - AKTI, ogHako B
Poccun oH HE 3aperucTpupoBaH; paHee MPUMEHSIICS €r0 CUHTETUYECKUI aHaJor -
CUHAKTEH JAeno. Bo3MOXHbIE HEXEIaTeNbHbIE SBICHUS OSTHUX NpenaparoB -
apTepuasbHas T’MNEepTEeH3Us (OMMaCHOE OCIIOKHEHUE MPY HAJTMYHUH MMOJIUKACTO3HON



OOJIe3HW TIOYEK), OCTEOMOpO3, S3BEHHAs OOJIE3Hb KENyJKa, CHIDKEHUE
UMMyHUTeTa. ONTHUMaJIbHBIA pPEKUM  BBEJIEHHUSA KOPTUKOCTEPOUIOB  IpHU
WH(QAHTWIBHBIX ~ Clla3MaX HE YCTAHOBJIEH, HO OOJIBIIMHCTBOM  aBTOPOB
PEKOMEHyeTCsl Hadajlo Tepalud C BBICOKOW m03bl: 150 en/mM2 B CyTKu s
KOPTUKOTPOIIMHA WJIM 2 MI/KT B CYTKH JUIsl IPEJHU30HAa B TEYEHHE 2 HEJ C
NOCJIEYIOIIUM ITOCTENIEHHBIM CHUKEHUEM JI03bl B TEUEHHE 1-3 Mec Ipu XOpoleM
OTBETE Ha JICUCHHE B HAYAJIBHOM Iepuoje. Eciii B Ha4albHOM IIEPUOJIE Tepanuu
OTBETa Ha JIeYeHHE HE ObLIO, J03a KOPTHKOCTEPOUIOB CHUKACTCS OBICTPO.
OnTuManpHble JIUTEIBHOCTh TEPANMH U TEMI CHIKEHHS J03bl TOPMOHOB IS
ATOM KaTeropuu OOJBHBIX B HACTOSAIIMA MOMEHT BpPEMEHHM HE YCTAHOBJIEHBI,
OIHAKO IMPOJOJDKUTEIBHOCTh TEpalMM HE JOJDKHA MPEBBILIATH 3 MeC.
KopTtukocreponapl ClleIyeT C OCTOPOKHOCTBIO IPHUMEHSATh Yy JI€TeH C
pabioMrOMaMu cep/ra u3-3a BO3MOKHOCTH POCTa ATUX OITyXOJIEH.

[Ipy TC MOryr NpHUMEHATHCS TAKXKE BaJblIpOaThl WJIM TONUpamar.
ben3onnazenuupl, Takue KaKk HUTpa3enaM WM KJIOHa3enaM, MOTYT ObITh
3¢ (EeKTUBHBIMU B CiIydae KOMOMHUPOBAHHOW TEpaNUU WM BBOJUTHCS B TEPAIUIO
KaK «IIperapaTbl OTYASTHUS.

[Tockonbky TpeTh 00mbHBIX TC cTpamaroT snuiencued, pe3UCTEHTHOU K
MIPOTUBOANIMJIENITUYECKUM  [Ipernaparam, HEUPOXUPYPrUUYECKOE  JICUCHHE,
CTUMYJISILIUS Oy JAr0IIero HepBa W KETOTE€HHasl ueTa MOTYT OKa3aTh MOMOIIb
3TUM OOJIbHBIM B YJIYYII€HUN Ka4yeCcTBa UX >KU3HHU.

B OonpmMHCTBE Cly4aeB PE3UCTEHTHBIX K MPOTHUBOCYIOPOKHOU Teparuu
snmstericnii mpyu TC BBIABISIETCS HECKOJIBKO O4aroB MWJIENITUYECKON aKTUBHOCTH,
B OCHOBE KOTOPBIX JIEKUT SHWIENTOTeHHBIM TyOep. biarogaps coBpeMeHHBIM
METO/IaM JUAarHocTuku (MarHutodHnedanorpadpus, BOM, MPT, TIOT u np.),
CTaJI0 BO3MOXHO BBIABJISTh «JOMUHUPYIOIIWW» JNWIENTHYECKU o4ar H
«OTBETCTBEHHBII» 3a HEro Tyoep (WM 30HY KOPKOBOW AMCIUIA3MM), KOTOPBIU
NOJIC)KNT yhaneHuro llocne ynaleHus «IOMUHUPYIOLIET0» SIUJIECIITOTEHHOIO
TyOepa NpUcTynbl OTCYTCTBYIOT WIJIM UX YacTOTa CHUXKaeTcs Oosee yeM Ha 50% y
nByx Tperer O0onbHBIX TC. Bece manueHThl ¢ pe3uCTEHTHON K MEIUKAMEHTO3HOU
tepanuu snuiencuedl npu TC MOryT paccMarpuBarhbCsl Kak IMOTEHUMAJIbHBIE
KAaHIHUJAThI JIs1 HEHPOXUPYPIHUUECKOTO JICUEHUS

IIpy  OTCYyTCTBMM MOKa3aHUM K HEUPOXUPYPIrUUECKOMY  JICUEHUIO
1[e1ecCO00pa3HO PEIIUTh BOMPOC O BO3MOXKHOCTH NPUMEHEHHUS CTHUMYJISILIUH
OJTy>K1aroIIero Hepaa.
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