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BBeaenne

He#pokoxnele cunapoMsl, mwiu dakomaTo3sl (rped. phakos — IsTHO,
4ye4yeBUIla) — TIpynna 3a00jieBaHui, NP KOTOPHIX HaOGMIONaeTcs codyeTaHHe
NIOpaKEHHH HEPBHOM CHCTEMBI, KOXHBIX IOKPOBOB H BHYTPEHHHX OpraHOB,
BO3HHKAIOIIMX M CBA3H CO CXONHBIMM MJIM CHHXPOHHBIMH BMOPHOHAIBHBIMU
HapylIeHUsAMH. BonpIIMHCTBO 3THX 3a007eBaHHi OTHOCHTCS K I'€HETHYECKHM, a
BaXHBIE AaCIEKThl KIMHUYECKHX CHHAPOMOB OCHOBBIBAIOTCA Ha OOIIHOCTH
3MOPHOHANBHOTO PAa3BUTHS KOXH U HEPBHOM CHUCTEMBI U3 HEMPOIKTOAEPMATIBHOTO
105 SMOpHOHa.

Knaccnpukanus

1.  Heiipodubpomaros
a) Helipodubpomaros 1 Tumna
b) Heiipodubpomaros II Tumna
2 TyGepo3Hsrii ckitepo3
3 Cunnpom Crepmxa—Bebepa
4 ATakcHs-TelleaHTHIKTa3Us
5.  bonesns ['unnens—J/Iungay
6 bone3np Ocnepa—Panmo— Bebepa
7 Cunznpom Knunnens—Tpenone— Bebepa
8 I'mnomenanos Uto
9.  Henepxanue nurmenta (cunapom bioxa—Cymsubeprepa)
10. AnpbuHN3M
11. Cunapom Bapnenbypra
12.  CusHzopowm snuaepMalbHOTO HEByCa
13.  Cunppom 6a3anpHO-KIETOYHOTO HeByca (CHHApoM I"opnuHa)

TyGepo3ublii ckiiepo3

TyGeposHblii cKkiIepo3 — ayTOCOMHO-IOMHHaHTHOe 3abolieBaHHE C
BBIPaKEHHOH NIEHETPAHTHOCTHIO M BHICOKMM YPOBHEM CIIOHTAHHBIX MYTAI[HIA.

YacTota atoro 3aboneBanus cocraeiser 10—14 wa 100 000 HaceneHwus.
OHa BhIlIIE y AeTeH, COCTaBNIAS MaKCHMYyM Yy He JOCTHUIIIMX S5-JIETHErO BO3pacTa.
Yucio ciyyaes ¢ oTpUUaTeNnbHBIM CeMEHHBIM aHaMHe30M Benrko: oT 50 mo 70 %.
3aboneBaHHe XapaKTepH3yeTcs BBICOKOM paHHEH [OETCKOM CMEPTHOCTBIO M
CHIDKEHHEM ITPOJODKUTEIBHOCTH XU3HH Y B3POCIIBIX JTFOJIEH,

Ty6epo3Hslii ckitepo3 — reTeporeHHoe 3abonesanue. [Ipeanonaraercs, 4To
HJICHTHYHAs KapTHHA 3TOro 3abo0yieBaHUS MOXET OBITh BBI3BaHA MYyTallHeil OJHOTO
U3 3 pasnuyHbIX reHoB. OIUH M3 HUX pacIlOIOKEH Ha XpoMocoMme 9, BTOpo# Ha



KOPOTKOM ILIeYe, XpPOMOCOMEI /6, a TpeTUH — Ha JUTMHHOM ILIeYe XPOMOCOMEI / /
MmeeTcss mpennonoikeHue, 4YTO pa3BUTHE TyOepo3HOro ckiepoza Tpebyer
IMChYHKIIMM [0 MEHbIIeH Mepe 2 yKa3aHHBIX M€HOB, aHAJOTMYHO CUTYallMd IIPH
JpyroM CeMEHHOM OIyXOJeBOM CHHApoMe — peTHHOONacTtoMe. TyOeposHbrit
CKJIepo3  CBsi3aH C  HapylleHHeM  pa3BUTHA  HEPBHBIX  CTPYKTYp,
IIPENIIECTBEHHUKAMH  OONBIIMHCTBA M3  KOTOPBIX  SBJISIOTCS  KIIETKH
raHITMOHApHOM macTHHKH. QOuark mNopaxeHWs IIpH TYOEpO3HOM CKIIepo3e
claralorcsi M3 ManshopManuu M omyxosned (ramaprom) Mansdopmanns,
UMEIOIMe TNpUYyJIMBYI0 (OpMy, COCTOAT M3 KIETOK HEHPOHAIBHOIO
npoucxoxaeHus. OIyXonH NpeACcTaBIsoT cOOOH THIEpIUIa3sHI0 TeX e CaMbIX
K1eTok. HakoHel, BCTpedaloTcs OIMyXOJM, ABJAIOLIME CO0OM HEeOIIacTUYecKyro
TpaHchopMalHio KIeTOK ramMaproM. [lo HesICHBIM MpHUYHHAM DPaKOBEBIE OIYXOJH
BCTPEYAIOTCS TOJBKO B TMoukax. Ouaru mopakeHHs IpHU TYOEpO3HOM CKIlepose
MOTYT JIOKQJTU30BAThCS B FOJIOBHOM MO3Te, ceTyaTKe, KOXe, TOYKax U JIETKHX.

[Tatomopdonorudeckne wusMmenenus B [[HC nokamusyrorcss modTu
UCKJTIOYUTETHHO B MOJIYIIAPUIX OO0JIBIIIOrO MO3Tra.

MakpocKonmiuecKkH Ha BBIMTYKJIOH MOBEPXHOCTH OOJBIIOrO MO3ra IO XOXIY
W3BHJIMH BBISBIISIETCS MHOXECTBO IUTOTHBIX 00pa3oBaHHi XenTo-0enoro msera, B
LEHTpe KOTOPBIX YacTO HMeIoTca pyOnoBble BTsHKeHus. Kpome Kopbwl, Takue
obpazoBaHust (Oyropku) MOTYT pacrojiaraTbCs IepHBEHTPUKYISIPHO, HacTO
BJIaBasCh B IPOCBET OOKOBBIX JKEIYJOYKOB, M HO roja NPHUBOAS K Pa3BUTHIO
BHYTpeHHeH ruapouedanmnu. IOTH Oyropku clemyeT paccMaTpuBaTh Kak
ramMapToMbl (HempaBWIBHO CcGhOpMHpOBaBIIHeCS 3MOpPHOHANIBHBEIE TKaHEBEHIE
KOMIUIEKCHl OITyXOJIeBOro Buja 0e3 BHIUMBIX INPHU3HAKOB IIPOrPECCHPYIOLIETO
pocra). CTpoeHHe TIEePUBCHTPHUKYJAPNEIX OYropkoB HACHTUYHO KOPKOBBIM,
OJIHAaKO B HUX HEpenKko o0pa3yroTcs reMaHMOMAaTO3HbIE CTPYKTYPhI, 1 OHH 4acTO
N0JIBEpPratoTcs 0OBI3BECTBIICHHIO.

IlaTorenes.

Hanuuue 4eTKo O4YepYEeHHBIX OMYXOJEBBIX Y3JIOB B HECKOJIBKUX OpraHax
no3BoJseT KiraccuUIUpoBaTh 3a00eBaHHe KaK MHOXXECTBEHHBIH OJacTos.
TeHneHIMA K TOSBICHHUIO KIETOYHOM aTWIHM cneun¢uyHa 1 61acTO3HOro
npouecca. OnHako caM GakT pa3BUTHS NEPBUYHEIX ONYyXOJeH B Pa3HbIX OpraHax
OTHOBPEMEHHO H3 HECKOJIIBKMX KJIETOYHBIX 3a4aTKOB MOXKET YKa3blBaTh Ha
T€HETHYECKYI0 HETIONMHOLEHHOCTh IMpPEeACYIIECTBYIOUIMX OIyXOJIEBBIX CTPYKTYP.
[lonrBepxneHueM aAu33MOpHOTEHe3a SBIAIOTCS TIPU3HAKM HEIOPa3BHUTHH B



y4acTKaX KOpbl TOJIOBHOTO MO3ra B BHIE IOUCTONHH KIETOYHBIX CJIOEB M
aHOMaJIbHBIX HEPBHBIX KJIETOK.

B Hacrosiee Bpemsl H3BECTHO, 4YTO IIpHU JaHHOM 3a00JieBaHHM 3KTOAEpMa
nopakaeTcsi IMOA BIMSHHEM TIeHEeTHYeCKHX (PakTOpoB ele B paHHEM
aMmOproHaneHOM  miepuone. OMHOBPEMEHHO C  IOPaXEHHEM  OKTOAEPMBI
MOSBJIIFOTCA M3MEHEHUST W B JPYTUX 3apOABIIIEBBIX JUCTKax. 3aboieBaHue
nepefaercs IO HACIEACTBY KakK JOMHHAHTHBIA ayTOCOMHBIH TIpu3HaK. B
JUTEpaType UMEIOTCS COOOIIeHUs O cilydasx 3a0olieBaHUs B HECKOJBKHX (I0 5)
TIOKOJIEHUSAX OJJHOM CeMBbH, YTO MOATBEPKAaeT AOMUHAHTHBIN THI HACIIENOBAHHS.
B TO e BpeMs OTCyTCTBHE KPOBHBIX OpakoB HCKITIOYAET PEelleCCHBHEIH
ayTOCOMHBIN THIT HACJIeI0BaHHSI.

JIOMMHAHTHBIA THII HaclelOBaHWM Ipu3HakoB OosiesHn bBypHeBuis
XapaKTepHU3yeTCs HEIOJIHON MEeHETPaHTHOCTHIO, T. €. 3a00JIeBaHUE MPOSBIAETCS B
IIOTOMCTBE JallieKO He BO Bcex ciyyasx. [laTomoruueckue mpusHaku oOiagaroT
TaK)K€ HEMOJHOM BapbUpYIOLIeH 3SKCIPECCHBHOCTHIO: CHUMIITOMEI 3a00JieBaHUs
MOTYyT IPOSBIATECS B pPa3IHYHON CTENeHH WIM IIOJHOCTBIO OTCYTCTBOBAT.
HexoTophle aBTOPEI CUHUTAIOT, YTO TsDKeJNble DOPMBI TYOEpO3HOT0 CKJIepo3a Jalle
OBIBAIOT CIOpagiecKUMH, TOTIa Kak JieTkue GopMel 3aboseBaHus 0ojiee CKIIOHHEI
K ceMeHHOMY MPOSBIEHHUIO.

Kiannuka.

Knaccuyeckas Tpuaga — yMCTBEHHAs OTCTAJIOCTb, SIUJIETICUS M aIeHOMEI
CalbHBIX JKElle3 — BCTPEYaeTCs MOBOJIBHO PENKO. Y MHOTHMX IAlMEHTOB He
BelgBIAeTcs 1 W3 2 wimu 2 1nepeOpanbHBIX CHMOTOMa TpHaabl. JlwmarHos
OCHOBBIBA€TCS Ha BBIABICHHM OJHOW M3 XapaKTepHBIX ManbGopMaluyi —
11epeOpaIbHOTO  KOPTHKAIBHOrO  (OKATBHOIO AHMCIUIACTUYECKOTO  OCTPOBKA
(byropka), cy0O3MeHOIUMaNbBHOTO Y3€lKa, THraHTOKJIETOYHOW acTPOLMTOMEI,
PETHHAJIbHOW acTPOLMTapHOM raMapTOMBI, aHTHO(QHUOpPOMBI Ha JIMIE, HOI'TEBOM
GUOpPOMBI MJIM MHOXECTBEHHBIX MeHee CIEeIU(PHUYECKUX O0YaroB IMOPAKEHHS:
pabIOMHOMEBI cepflia, MOYEYHBIX AHTHOJIEHOMHOM, JIETOYHBIX AHTHOMHOIHIIOM
WJTU PEKTAJIBHBIX ITOJIUIIOB.

['MnonmurMeHTHpOBaHHBIE  KOXKHBIE  IIITHA INPH  HAIMYUK  HMHOIO
JNOMOJHUTENBHONO  CHMIITOMa  CBHJAETENBCTBYIOT B IIONB3Y  JMar{Hosa.
AHTHOMMONIMIIOMBI TI€YEHH, IIOJIOBBIX JKEle3 M HaAIMOYeYHHKOB, aJeHoMa
IIMTOBHUIHON Keye3bl, OOBI3BECTBIEHHS M KHCTO3HBIE HM3MEHEHHS B KOCTAX
KOHEYHOCTeH (IUTIOCHEBBIX M IIACTHBIX) [JAlOT OCHOBaHHE 3aloJ03PHTh
TyOepo3HBIH ckiiepo3. be3yclnoBHO, MONIOKUTENBHBIM CeMeHHBIM aHaMHe3



ABJIAEMCS OYEHb BaXKHBIM JMAarHOCTUYECKHM KPHUTEpHEM, NPH HAIHYHUH KOTOPOTO
TpebyeTcsi MEeHbIIIee YHCIIO XapaKTePHbBIX HITH HeCTIeHU(PUIECKUX CUMIITOMOB. [[is
BBISBJIEHUS IPOSIBICHUH TyOepo3HOro cKiiepo3a B pa3iUYHBIX OpraHax MOTYT
OBITH  WCIIOJNIB30BAaHBI  BH3yanmuzanuoHHele  wcciemoBanus (KT, MPT,
yJIBTPa3ByKOBBIE METOIBI).

M3 koxHBIX aHOManuii mnpum TyOepo3HOM  CKJlepoze HambOolee
JIEMOHCTPAaTHBHBIMH  SIBJISIOTCS  JHLEBble  aHruopubpombel. KinuHWYeckw:
HEIPaBUIBHO 0003HaYaeMBble KaK aIecHOMBI CalIbHBIX Kee3 (adenomae sebaceum),
OHM TIPEJCTAaBIAOT COOOM y3enku nuamerpoMm MeHee 0,5 cM po30BoO# WM
KpPacHOBaTOH OKpPacKH, pacIojaralolyecss CUMMETPUYHO B HOCOTYOHBIX CKIaaKax,
Ha IIeKax U UHOTJa Ha rnoxboponke, 10y M ckajiblie. DTH y3eJKOBBIE 00pa3oBaHts
YacTO CONPOBOXIAIOTCS TEJIEAHTMIKTA3USAMHU, YCUIMBAIOLIMMHU KPAcHBIM LBET MX
OKpacKM. ['HMCTONOTMYEeCKHM OSTHM OdYard IpefcTaBisfloT Cco0OH ramMapTOMBEI,
cocrosimue u3 Gpubpo3HOit U cocyaucTor TkaHHW. [1aTOrHOMOHUYHBIMH SIBJISTFOTCS
Ooylee KpYIHBIE IUIOCKHUE OMYXOJIH, B KOTOPHIX NOMHHHpYeT (DHOpO3HAast TKaHb.
YeTko BeIpakeHHOE JIOKAIBHOE CKOIUIeHe (QUOPO3HBIX raMapTOM, CIIMBAOIIeecs
B OTHOCHUTENBHO OoubInoe maTHO ("marpeneBas koxa'"), OTMeUYaeTCsl Ha TYJIOBHIIE
OonbHBIX TyOepo3HBIM CcKilepo3oM mpuMepHo B 25 % ciyuaeB. Tak kak
¢Gubpo3HbIle raMapTOMBl HMEIOT pPa3jIMYHBIE CPOKH CBOETO IOSBIEHUS, TO HX
JMarHOCTUYECKOe 3HaUeHUe YCTyaeT ITUTMEHTHBIM H3MEHEHHIM KOXH.

XapakTepHOil TNHUITMEHTHOM aHOMAalued SBISeTCS T'HMIOMENAHO3, XOTA Y
MHOTHX OOJBHBIX TYOEpO3HBIM CKJIep030M HaOMIOHAl0TCsS M MATHA LiBeTa Kode C
MOJIOKOM. ['HnonurMeHTanus oObI4HO MpeACcTaBlIeHa MHOTOYHCIEHHBIMU MATHAMH
IIPEMMYILIECTBEHHO Ha XHUBOTE, CIIHHE, IepeIHIX U OOKOBBIX ITOBEPXHOCTAX PYK U
Hor. TTOCKOJNBKY 3TH TISATHA TOSBISIOTCS BCKOpE IMOCITE POXNIECHHS, OHH HMEIOT
Oonbllee AMAarHOCTHYECKOe 3HadeHHe, 4yeM Oojiee crenuuyeckue, HO TO3IHEe
NPOSBISIIOLIMECT  KOXHBIE TramMapToMbl. ['HcTonmoruyeckue  HccIeqOBaHHUS
YCTaHOBHUIIH, YTO THIIONMUIMEHTHPOBAHHBIE ISTHA COAEPXKAT HOPMAJIBHOE YHCIIO
MEJIaHOLMTOB, HO IOCJIENHHE MPOAYLHUPYIOT MEHbIIee KOJIMYEeCTBO ciabo
MUIMEHTUPOBAHHBIX MelaHOocOM. [IaTOrHOMOHWYHBIMH CHMIITOMaMM CYHMTAIOTCS
MOJHOITeBEIE U OKOJIOHOTTeBBIe (GHOPOMEI, TakXe SBJAIOLIHECS ramMapTOMaMH
JepMallbHOW COETUHUTENIPHON TKaHH.

W3 nepeOpaibHBIX HapylleHU# i TyOepO3HOro CKJepo3a XapaKTepHBI
SIHUJIENTHYECKHUE IPUIIANKH, YMCTBEHHAs OTCTAJIOCTh M ApPYTrH€ KOTHUTHBHEIE,
ITOBE€HYECKHUE U IBUTATENIbHBIE HAPYIIEHUS — alpaKcHsi, HapyIIeHHs Pa3BUTHSA
peuyn, aytusMm. FMMeercs oOTYeTnMBasg CBA3b MEXAY  BBIPAXKEHHOCTHIO
CHUMITTOMATHKHA U CTENEHBI BBIPA)KEHHOCTH LiepeOpalibHbBIX HapymeHHH mpu KT
uiu MPT unu Ha ayToncuu.



HaubGonee  4acteM HEBPOJIOrHYECKUM CUMIITOMOM  SIBJISIOTCS
snunentryeckue npunaaky (80 % GoneHbx) HecMoTps Ha pasHooGpasue THIIOB
IPUIIAJKOB NPH TyOEpO3HOM CKiIepo3e, BCe OHH BHAyalle HOCAT NaplMaIbHBIH
xapakrep. Jlaxe npy MHGAHTHIBEHOM Clla3Me, KaK 3TO IPOAEMOHCTPUPOBAHO IIPU
TIO3UTPOHHO-OMHUCCHOHHONW  TOMOrpaduH, HMeETCs (OKaIbHBEIE aHOMAJIHH.
BrisBnena dYeTkas 3aBHCHMOCTh KIMHHYECKON KapTHHBI SIHIENTHYECKUX
IPUCTYTIOB OT BO3pacTa IalMeHTOB. TakK, WH(aHTHIBHBIM Cla3M XapaKTepeH It
HIeTed NepBOro roja >MH3HH, TEMEHHO-3aThUIOYHBIE IMapUUalbHEIE TPUIALKH
BO3HHUKAIOT ¥ JETEH OO 2-JIETHEro BO3pacTa, a Mo3[Hee BO3HHKAIOT BHCOYHEIE U
n00Hple Tpumagkd. Y OGONBIIMHCTBA TMALHMEHTOB C TeHEpaM30BaHHBIMHU
NpunagkaMyd JaHHele DOl M BHAEOMOHUTOpPHHIa BBISBISIOT (DOKAIBHOE HIIH
MyJIBTA(QOKAIBHOE HA4alo IPHITaAKOB. Y MHOTHX OOJBHBIX OTMEYEHa YeTKas
KOppesslus 3JIeKTpodHnedanorpa@uyeckoro odara ¢ Malb(hOpMalUsIMH KOPBI
(6yropkxaMu), BBISBISEMBIMHU MIPH HEMPOBU3YATH3AIHH.

YMCTBEHHas OTCTaIOCTh HAOJIIOAAETCS Y MOJTOBUHEI OONBHEIX TYOEpO3HBIM
ckiepo3oM. OTMeYeHo, 4TO Bce OOJBbHBIE ¢ YMCTBEHHOW OTCTAJIOCTBIO CTPamar0T
IMUIENTHYECKUMHU MPUMAJKaMK, NPU 3TOM TPETh MANHWEHTOB C IIPUITaIKaMU
UMEIOT HOPMAaJIbHBIM MHTEIUIEKT. JNUICNTHYeCKHe MPUMaJKA OTMEYaI0TCS TaKKe
y BCeX OONIBHBIX C HAPYIICHHSIMH PEUEBOTO Pa3BUTHSI, AYTH3MOM U IPYyTUMH
paccTpoiicTBaMM ITOBEIECHUSL.

Ha Bropom Mecte nocie LITHC mo wacrore mopaxkeHHs NpH TyOepoO3HOM
CKJIEpO3€ HaxOoAATCd MO4YKH. JIId HUX XapakTepHbI 2 OCHOBHBIX MAaTOJIOTHYECKHUX
00pa3oBaHMs: AHTHOMUOJNUIIOMBI W KHCTHL. KHCTBI HMEIOT 06O0NOYKYy U3
XapaKTEPHBIX KIETOK, IPOHCXOASIIMX CKOpee BCEro M3 OJIUTENHS KaIlCyJIbI
boymena. PenanbHble KHCTBI OOHapyxuBaroTcss Oomee weM B 1/3 ciyuaes
TyOEpO3HOIro CKJIepo3a, HO KIMHHYECKHE IPOSBIEHHS OHHM BBI3LIBAIOT JIHIIL Y
HeGOoNMBIIOro yucia 6onpHEIX. IlouedHble aHTHOMHMOIMIIOMBI BBISBISIOTCS y 2/3
B3POC/IBIX ManueHTOB. XOTA B HEOONBIION YacTH CiIydaeB aHTHOMHOJIHMIIOMEBI
UMEIOT CKJIOHHOCTh K MaJWTHHU3alMH, OHU MIPOTEKAI0T aCHMITOMHO 3HAYHUTETBHO
Jaime, 4Ye€M KHCTBl. OJTH OIyXOJM B PEOKHUX CHOydasdX COABIMBAIOT IMOYEUYHBIE
apTepHH, MPHUBOAS K runepreH3uy. IHOrna oHM BBI3BIBAIOT OOMM M KPOBOTEYEHHS,
a B YaCTH CJIy4aeB — MOYEYHYIO HEJOCTATOYHOCTb.

BoBneyenne cepama ormedaercs 9acto, HO OOBIYHO MPOTEKaeT
OeccuvntoMHO.  [IpHOMU3UTENBEHO y  IIONOBHHEI  OOJBHEIX  Pa3sBHBAIOTCS
pabnoMHOMBL. JTH NOOPOKaYECTBEHHBIE OIYXOJIH MOTYT Pacloiararscs B JIFOO0MH
CepAEYHOH I0JIOCTH, HO Yallle OHM BCTpEYaroTcs B Xemymoukax. KapauambHble
HapyeHuss pabJOMUOMBI BBI3BIBAIOT CPABHHUTENBFHO PEAKO, HO y GOJBHEIX Oolee
IOHOTO BO3pacTa OHM BCTPEYAlOTCs dHalle, 4eM B 0ollee CTaplINX BO3PAaCTHBIX



rpynnax. KapavaneHele HapylleHHs MOIYT HPHBOAMTH K JIETAIbHOMY HCXOIy
JaXke B paHHEM JIETCKOM BO3pacTe.
bonpmoe 4uciao OGONBHBIX HMEIOT MONUIBI NPAMOH KHIIKH, KOTOpHIE
IPOTEKAOT OECCHUMIITOMHO U He CKJIIOHHBI K MaJIurHu3anui. KucrozHoe
NOpaKeHUE JIETKUX HaOJIIoaeTcst peko U BhIABIsAeTCs 00bdHO K 30—40-neTHeMy
BO3PAcTy, HO, IIPOrPeECCUpPYs, IPHBOAHUT K CMEPTH OOIBHBIX.

JInarnocruka.

Huarnoz TC BeicTaBiasieTcss Ha OCHOBaHMM KIMHUKM U JaHHBIX
IOTIOTHUTENBHBIX METONOB HCCIIEOBAHHUS.

[Tatonoruueckue U3MEHEeHHU, BU3YaJIU3UpyEMBbIe pH
HeHpOopaIHOJIOTHYeCKOM  HcclefoBaHMM TnaiudeHToB ¢ 1C, B OCHOBHOM
3aKII0YaOTCd B 00pa3oBaHUM CyOdMeHAMMANbHBIX y3J10B, KOPTHKaJIBHBIX
TyOepcoB, CyO3MeHIUMANBHBIX THIaHTOKJIETOYHBIX aCTPOLUTOM W pacIIUpeHUH
xemynoukoB Mosra. [lo Muenuro M. Gomez, cyOsmneHIUManbHBIE Y31bl H
KOpTHKallbHble TyOepchl SBIAIOTCS DJIEMEHTaMH LepeOpallbHbIX ramMapToM —
natomopgonoruueckoro cybcrpata TC. HaubGonee uyeTko BH3YaTH3UPYROTCS
CyO3TeHIUMAalTbHBIE Y37, KOTOPEIE, KaK MPaBHIIO, JIOKAIHU3YIOTCA Ha IPaHHLE C
JUKBOPHBIMH TMPOCTpaHCTBaMH Mo3ra. CTeneHs BH3yalW3alMM Y3II0B IIPH
KOMIIBIOTEPHOH  ToMorpadguu  mpsAMO  IPONMOPLMOHANIBHA  CTENEHH  HX
KabplMHUpoBaHHOCTU. CuuTaercs, yto ecinu npu KT wny MarHUTHO-pe30HaHCHOM
ToMorpaduu ompepenseTca Oolee OMHOrO CyO3MEeHOUMANBHOTO Yy3ida (mox
3MEHAUMOMN OOKOBBIX XKEITYAOUYKOB) HJIA 3TH Y3JIbl aCCOLMUPOBAHBI C MACCUBHBIMH
U3MeHeHUsIMH B obmactu otBepctus MoHpo, To auarHo3 TC He BBI3BIBaeT
coMHeHu#. Ecnu e Hanmuuue cyOsNeHAMMANIBHBIX Y3JI0B HE JOKAa3aHO, AMarHo3
COMHUTEJIEH JaXke NPU HAJIMYUU KOPTUKATBHBIX TyOepCcOB, KOTOPBIE MOT'YT UMETH
MECTO NPH MOCIEACTBUAX LIUTOMEralloOBU PyCHON HH(EKIMH HIIH TOKCOIIa3MO3a.

[TokazaTeNIbHBIM SIBJISJIOCH OTCYTCTBHE €OUHWUYHBIX KaJbI[MHATOB — OJMH
U3 KapAWHAJIBHBIX CHUMIITOMOB, Ha KOTOpPOM OCHOBaHa HeHpOpaaHOoIOrH4ecKas
nuarHoctuka TC. PazMepsl nepeOpanbHBIX KaJBIIHHATOB BapbHpoBaiu oT 1 1o 13
MM H B CPEIHEM COCTABIISAIIN 2—5 MM.

[ToMyMO  CyOSIIEHAMMANBHBIX  y3JI0B M  KOPTUKaIBHBIX (WK
BHYTPUMO3rOBBIX) TyOepcoB, Obutd auddepeHIUpoBaHEl W OPYTHE THIIBI
HepeGpanbHbIX H3MEeHEeHUH, xapakTepHbix 1t TC.

Beimn  uaeHTHUIMpPOBaHBl  CyOSMEeHIMMAaIbHBIE  THTAHTOKJIETOYHBIE
obpazoBanus (CI'O). OTHOCHTENBHYIO pPEIKOCTh OOHAapYyXEHHs Takoro poja
U3MEHeHUH y JeTeii MOXXHO OOBSACHUTh WX MEIJIEHHBIM pPOCTOM — IIHKa



BU3yalIM3alldd OHW JOCTHUraloT INpH Bo3pacTe marmeHTa Oomee 11 — 13 ner.
OcHoBHoe otauuue CI'O oT CyO3nmeHAMMANBHBIX Y3JI0B COCTOHT HE B HX
MOp(OIOrHYeCKOl CTPYKType, & B pasmepax (OHM BCeraa CyIIECTBEHHO
NIPEBBIIIAIOT pa3Mepsl CyOaNeHIMMAaNBHEIX Y3JI0B) U, CaMOe TJIaBHOE, B TEHIEHITHH
K IIOCTENIEHHOMY yBenudeHHro. MoxHo npenmonoxuts, 4to CI'O — 310 1o cyTtu
Te e CyO3meHIMMallbHBle Y3IBI, KIETKH KOTOPBIX II0 HESICHOM IpHYHHE He
yIpaTHIu crnocoOHocTH K penpoxykumd. Cuuraercs, uyro CI'O BeaBiasgioTcs
npuMmepHo B 10-15% cayyaes TC. Kak u cyOsmenmumansHble y3iel, CI'O
JIOKAJTU3YIOTCS NPEeUMYLIECTBEHHO BOKpPYT OTBepCTHss MOHpO, NMpH 3TOM YacTo
nedhopMUpYyss €ro W TpHBOAS K pa3OMTHIO BTOPHYHOH OOCTPYKTHBHOI
TUApouedanuy .

Taxxxe Habmomanuch ydacTKHM (OKaNbHOH KOpkoBoM mucruiasuu (DK]T),
KOTOpPbI€ IPOSBIAINCE OTPaHUYEHHON IUCIIA3HEH KOPTHUKAJIBHOM IJIACTUHKUA B
BHJE €€ YTOJIIECHHs, CTYIIEBAHHOCTH TpaHHUIBl MEXAY CepbiIM H OelbIM
BEIIECTBOM, M3MEHEHHs PHCYHKa NpHIIerarolmux 6opo3n U GpopMel MmopaxeHHOH
U3BUIIMHEL [ HTaHTCKHE HEHPOHBI U NPUYYIITUBOM (POPMBI TUTAaHTCKHE aCTPOLIUTEHI,
KOTOpPBIE CYMTAIOTCA MatoMopdosioruyeckoit ocHoBoi cuHapoma DK/,
xapakTtepHbl ¥ i TC. Maes oTHOCUTENBHO rucTonaronorudeckoro poacrsa ®KJJ
1 TC nmomy4una MakcuManbHOe pa3BuTHE B pabore R. Bronen u coasrt., KoTOpEIE
IpeanoyaralT, YTO cama Io cebe TunHYHas OamtoHokneTouHas OKJI
(«T3HNOPOBCKUI» THUI) sABNAETCS BapHaHTOM «dpycT-GopMe»y TC u ee HYXKHO
paccMaTpHBaTh KaK pe3ylbTaT HenojdHod neHerpaHTHocTH reHa TC. Kpome toro,
PONIOHAYaTbHUK YICHHS O OK/I IaBun Tatinop Beicka3eiBan MmHeHHE 0 DK kak o
HE COBCEM THUIMYHOM IIpOSIBIEHHH BHYTpUMO3roBbIXx W3MmeHeHuil mpu TC. He
ciy4aiHO s ob6o3HaueHuss @KJ| oH Kakoe-TO BpeMsl MCIOJIB30Bal HBIHE
3a0BITBIH TEPMUH «TYOEpPOUIHBIH ICEBIOCKIEPO3».

bunu BbIABIEHBI W3MeHeHHs Oenoro BemiecTBa, KoTopele mo MPT-
XapaKTepHCTHKaM COOTBETCTBOBAJIM OCTPOBKAaM Ie€TepOTONHPOBAHHEIX HEHPOHOB,
aCCOLIMMPOBAHHBIX C YYacTKaMH THIOMHeNuHu3auud. [lopaxenue 6enoro
BEILlECTBA IIPOSIBIANIOCH H30- WM THIOMHTEHCHBHOCTBIO Ha T1-B3BEIIEHHBIX
cpe3ax ¥ abCONMIOTHOM TMITepUHTEHCHBHOCTRIO Ha T2 B3BEIIEHHBIX Cpe3ax (CM.
pHe. 2, a).

C. a — akcualnpHBIH cCpe3 Ha YpOBHE Tell OOKOBBIX KETyJO4YKOB!
JlaMmuHapHas (JIEHTOYHas) T€TEPOTONHS CEPOro BEIIeCTBA B IPOEKIMU TPaBOi
JOOHO-BUCOYHOM 00nacTH; 1Ba KOPTHKAIBHBIX TyOepca NpaBoM 3aThUIOYHOMH
001acTH, y4acToK (OKaJIbHONW KOPKOBOM AMCILIA3HK B KOHBEKCHTAIBHBIX OTIENax
JIeBOH JTOOHO-BHCOYHOM 0071acTH; CyO3NeHAMMANBbHBIA y3€1 W HIICHIaTepalbHas
IJUIIaTanus Tena JeBoro OOKOBOTO KeTyoouka; 0 — akCHalbHBIH cpe3 Ha ypoBHe 111



KelyaodKa: yJacToK (OKaJIbHONH KOPKOBOM MOHCIUIA3HH B KOHBEKCHTAILHEIX
OTZeNax IpaBoOd BUCOYHOH 06JIacTH.

Mo)HO  BBIIEIUTH TP  OCHOBHBIX  TOHOrpadUYecKUX  IaTTepHa
JOKanmu3aluyu o4aroB B OenoMm BemectBe npu 1C: mpsMble HJIH H30THYTHIE
JIEHTOBUJHBIE YYacCTKH, KOTOpPBIE pAaCIpPOCTPAHSAIOTCA OT CTEHKH JKeIyJIodKa
TpaHclepeOpalbHO BIUIOTH 1O KOPTHKAJIBHOH IOBEPXHOCTH; KIMHOBHAHEIE
Y4acTKH pazHoi IIPOTSKEHHOCTH; Hecrnienupuyeckue Io dhopme
KOHTJIOMepaTUBHbIE (OKYCBHl M3MeHEeHHOH nmHTeHcuBHOCTH MP-curnama. OcoObrit
HUHTEPEC NMPENCTaBIAIOT JIEHTOBUAHbIE TpaHcUepeOpanbHble GparMeHThl, Tak Kak
X (opMa H pacnoioXKeHHe HATAIKUBAIOT HAa MBICIb, HE SBJISIOTCS JIM OHH
«OCTaHOBUBILIEHCS] BO BpEMEHM» MUTPALIMOHHON JOPOXKKOH.

TaxuMm o6pazom, IorydeHHbIE JTaHHBIE CBUIETENBCTBYIOT O MIAPOKKUM CIIEKTpe
U3MEHEHHH rosoBHoro Mosra npu TC, mnoamarommxcs OMarHOCTHYECKOM
Busyasmsanun  npu KT w  MPT. 3rtor cnekrp He  OrpaHHMYMBaETCS
CyO3MeHIMMaNIbHBIMU  Y37IaMd M KOPTHKATBHBIMH TyOepcamy, CYUTaBLIMMUCS IO
HEIABHETO BPEMEHH €IWHCTBEHHBIMH CIEHU(MHYSCKUMH HEHPOPaaHONOrH4eCKUMH
Mapkepamu TC, a BKIIrO4aeT KOMILIEKC CTPYKTYPHBIX M3MeHeHUH, B ToM uncie CI'O,
odaru OKJI, usmMenenus Oenoro BemiecTBa MO THITY Y3JIOBBIX H JIEHTOYHBIX
HelpoHHBIX rereporomnuii. [ToydeHHbIe TaHHBIE TOATBEPKAAIOT (HPOPMHUpYIOLIEECs
B HacTosllee BpeMs MHeHHe o npupoje TC Kak 0 CHCTEMHOM MHOTOYPOBHEBOM
NU3HEHPOOHTOM€HETHYECKOH TaTONOTHH.

O6cnenoBaHue INA3HOTO JHA BBLIBJISET XapaKTepHble HOBOOOpa3oBaHWS,
HallOMHMHAIOIIME TYTOBYHO  SFOAY  CEpPOBATO-)KEJITOBATOrO0  LIBETA, YacTo
pacrojararolyecs Ha AUCKe 3pUTEIbHOIO HEPBa WX B BUJIE OTHAEIBHBIX 04aXXKOB
no nepudepur riaasHoro nHa. B HEKOTOPBIX cioydasx TyOepo3HBIH cKiepo3
IIPOSBIIAETCS TONBKO CHIEMUPUUECKUMH O TaTEMOIOTHYECKUMU H3MEHEHUSIMU
(puc. 3).

PeHTreHonornyeckn B KOCTAX MajbleB pPyK M HOT OINpPENeNsSroTCs
NIEPUOCTANIbHBIE YTOJILIEHUS W LEeHTpalbHbIe IOJIOCTH OCTeonopo3a. OnucaHbI
u3MeHeHus B OonblnebeprioBoi H ManobepuoBoil koctax. Ilpu peHTreHorpadun
4yepena ONpelessloTCs MHOXKECTBEHHBIE IMeTpH(HUKaThl HEOONBUIMX pPa3MeEpPOB,
KOTOpBIE Hallle BCero JOKamu3yroTcs B obmactd Il 1 OGOKOBBIX XKeIyIO4YKOB, HO
MOTYT pacnojararbcs U B KOPKOBOM BeIECTBE MO3ra, B MO3Xe4Ke (pHc. 4).

ITpyr MO3X€4K0BOH JIOKATH3ALMH NETPU(PHUKATOB HA PEHTTEHOIPaMMe MOTYT
OBITh IBYXKOHTYpHBIE TEHH, II0 XOIy H3BHIHH MO3)K€YKa, HaIIOMHHAOLIHE
TaxoBsle TIpu Oosie3nu IlItypre—Bebepa, onHako OHM BCTpedaroTCs KpaiftHe penko.

OnexrtposHuedanorpapuueckoe HCClIeOBaHHe OONBHBIX YCTaHABIHUBAET
Iu(Qy3Hble  HapylleHHs OHOdNEKTpUYecKOW aKTHUBHOCTH, Ooyee  pe3ko



BBID@XEHHBIX, 4eM Ipu Oone3nu Lltypre-BeGepa. OtMedarorcs obunue 8- u ©-
BOJIH, MHO>XECTBEHHbIe NMUKHU. B nemoM kaptuaa O30 mpu TyOepo3HOM CKIIEpO3e
Xapaktepusyercss Oonee TrpyObIMH IUGOY3HBIMH HapyLIEHHSMH, YeM [pH
3IHJIETICUU, B COYETAHHUH C OYAarOBBIMU H3MEHEHHUSIMHU.

IIporuos.

Oxono 20 % 6onpHBIX yMupaeT 10 30 yneT. [IpHuruHbI CMEPTH 3aBUCAT OT
BO3pacTa: B MJIaJIeHYECTBE IIPeo0IalaloT cepaeYHO-COCYAUCTRIE OCIIOXKHEHHS, BO
I nexame >XM3HU — OMyXOJH MO3ra, a NMOYEYHBIE HAPYIIEHUs Yalle MPUBOIAT K
cmeptd B IV—V nexkanme ku3HH. JleTanpHBIM HCXOH, CBS3aHHBIN C
SIUJIENTHYECKUM CHHAPOMOM, B BO3PACTHBIX IpyMNIIax NEPBBIX YETHIPEX IeKall
YKU3HU BCTPEYAETCs C PaBHOM YaCTOTOM.

B Hacrosmee BpeMs eJMHCTBEHHBIM METOJIOM IPEeHAaTaIbHON AMarHOCTUKH
TyGEepO3HOTrO CKJIepo3a SBJAETCS 3XoKapavorpadus IUIOAa, HaIpaBieHHas Ha
BBISIBIIEHHE pabOMHOMEI Cepaiia.

Jleyenue

Otuonorudeckoe jedeHne mpu TC orcyrcrByer. o 2012 r. sieueHue
HOCHJIO CUMIITOMaTH4ecKkui xapakrep. B 2012 r. 6611 3aperucTpupoBaH npenapar
3BEpPOJMMYC (TOproBoe Ha3BaHHE - aQUHUTOP), KOTOPHIH BIMSET Ha OCHOBHOE
3BeHO rnarorede3a mpu TC (aBnsercs uaruOutopoM curHanbHoro mytd mTOR) u
ymensaeT poct onyxoneil B [IHC u noukax (ypoBens nokaszarensHoctu I) [29].
IIpenapat 3BeponuMyc B ¢opme TabneTok BkitoueH B [lepedeHp >XHU3HEHHO
HeOoOXOIMMEIX M BaKHeHmHX JlekapcTBeHHBIX cpeacts (CKHBJIC)[3].

WNmerorcs otnenbHble paboThl, yKa3bIBAIOIIME Ha TO, YTO OH TakKxKe
YMEHBIIAET YHMCJIO ONWISNTHYECKHX TIPUCTYIIOB H  CHHXKACT CTENeHb
BBIPAKEHHOCTH aHTHOGUOpOM nula.

Jleuenue snunencun npu TC [IpoBogutcs mo oOIMIMM MpaBHJIaM JIeYEHUS
snunencuu. IIpy moyeunoi naronoruu cneayer u3dberars Ha3HAYEHKs TOIMpaMara
B CBM3U ¢ 1mo004YHBIM 3(h(deKToM B BHIEe KaMHeOOpa30oBaHHUS B TIOYKaX.
IIpoTuBOCYIOpO’KHBIE TIpemapaThl C CeNAaTHBHBIM 3(¢eKToM, TakHe Kak
Oapbutyparsl M OeH30aMazenuubl, y 6ompHbIX TC ¢ HapymieHHIMH O0y4YeHUs U
MOBENEHUA [OJDKHBI TNPUMEHSATHCA oOrpaHudeHHo. Ilpum HeaheKTHUBHOCTH
MOHOTEPAIHH MALHEHTOB PEKOMEHIYETCS IEPEBOAUTH Ha KOMOMHHUPOBAHHYIO
TEPaIHIO IIPOTHBOAITHIEITUIECKHMH NIPerapaTaMy ¢ MOTEHIHAIEHO
CHHEPTUYHBIM MEXaHH3MOM JEeHCTBHS



Jns  nedeHus WHQaHTUNBHBIX crnasMoB npu TC Oonbmas poas
NPUHAIJIEXKUT TOPMOHAIBHBIM IpenaparaM - KOpTHKocTeponaaM. OnTHMaTbHBIM
NpernapaToM CUHTAeTCs aJpeHOKOPTUKOTpomnHbli ropMmoH - AKTI, omHako B
Poccun oH He 3aperucTpHpoBaH; paHee MPUMEHSIICS ero CHHTETHYECKHH aHaor -
CHHAaKTeH Jerno. Bo3MoXHBIE HeXenaTelbHblE SBIEHHUS OTHX IIpernaparoB -
apTepHalibHas THIIEPTEH3Hs (OMacHOe OCIIOXXKHEHHE TPH HAIMYHH ITOJUKHCTO3HOM
Ooyile3HM TI0YeK), OCTeOmopo3, SA3BeHHas OOJNIe3Hb IKENyAKa, CHU)KEHHE
AMMyHHTETa. ONTHMaNbHBIA pEeXHUM BBENEHHS KOPTHKOCTEPOUIOB IIPH
MHOAHTUIBHBIX CIa3MaX He YCTaHOBJIEH, HO OOJBIIMHCTBOM aBTOPOB
PEKOMEHAYETCS Hayajio Tepanmud C BbICOKOH mo3bl: 150 en/mM2 B CYTKHM IS
KOPTHKOTPOIIMHA WM 2 MI/KI B CyTKH IJif TNpeIHH30HA B Te4YeHHWe 2 Hex C
NOCJIeyOIIMM [IOCTENIEHHBIM CHHXKEHHEM J103bl B Te4eHHe 1-3 Mec npH Xopoiem
OTBETE Ha JIeYeHHe B HadyalbHOM Iepuoje. Ecii B HaYaJbHOM NEpPHOJE Teparii
OTBETa Ha JIEYeHHE He OBIIO0, 1032 KOPTHUKOCTEPOMJOB CHHXKAeTcs OBICTpO.
OnTuManbHble JIUTENBHOCTh TEPANlHM M TEMII CHIDKEHHS J03bI TOPMOHOB s
3TOH KaTeropuu OONBHEIX B HACTOSIIHA MOMEHT BPEMEHH HE YCTaHOBJIEHBI,
OIHAKO TPOJOJDKMTENBHOCTH Tepalnuyd He JOJ/DKHAa IIpeBhIaTh 3 Mec.
KopTtukocrepouasl cinegyer ¢ OCTOPOKHOCTBIO TPUMEHATh Yy JeTeid ¢
pabroMuoMaMu cepiia u3-3a BO3MOXXHOCTH POCTa 3THX OITyXOJIeH.

[Ipuy TC MOryT NpUMEHSThCS TaKXe BaJbIPOATEl WKW TONHUpaMar.
bensonuazenvHel, Takhe KakK HHTpaseraM WIH KJIOHaselnaM, MOryT OBITh
3¢ (eKTUBHBIMU B ClTydyae KOMOMHHPOBAHHOMN TEPAaIld¥l WJIK BBOJUTHCS B TEPAITHIO
KaK «IIpernaparbl OTYasTHULY.

ITockonpky Tpets GonpHBIX TC cTpamaroT SHUiIencHel, pe3NCTeHTHOH K
IIPOTHBOSMHUIIENITHYECKUM  [IpenaparaM,  HeHpOXUpyprudeckoe  JiedeHHe,
CTHUMYJIALMA OmyXAarollero HepBa M KeTOTeHHas AMeTa MOTYT OKa3aTb ITOMOIIb
3THM GOJIBHBIM B YJIYYIIEHUH Ka4eCTBa UX JKHU3HH.

B GoNBIIMHCTBE ClTyyaeB PEe3UCTEHTHHIX K MPOTHBOCYAOPOKHOM Tepamnuu
srusencuii mpu TC BBISBISETCS HECKOIBKO 0YaroB SMUENTHYECKOH aKTHBHOCTH,
B OCHOBE KOTOPBIX JIEKUT SIUJIENTOTeHHEIN TyOep. Biaromaps coBpeMeHHBIM
MEeTOAaM JHUarHocTHKu (MarautosHiedanorpadus, BOM, MPT, II9T u np.),
CTJI0O BO3MOXXHO BBIABIATh «JOMHHHUDPYIOLIHN» OIHIENTHYECKUA od4ar H
«OTBETCTBEHHBII» 3a Hero TyOep (WM 30HY KOPKOBOM IMCIUIa3HH), KOTOPBIH
nomiexuT ynaneHuro I[locne ynaneHus «IOMHHHUPYIOLIETO» 3IHJICNTONEHHOTO
TyOepa NPUCTYIBI OTCYTCTBYIOT HIIM HX YacTOTa CHIXKaeTcs Oosee yeM Ha 50% y
nByx Tperedl OonbHbIX TC. Bee nmanueHTHI ¢ pe3UCTEHTHOM K MeIMKaMEeHTO3HOMN
Tepanuu snuiencued npu TC Moryr paccMaTpuBaThCsl KaK IOTEHIHAJIbHbBIE
KaHJUAATHI 715 HEHPOXUPYPTUYECKOTO JICICHHS



Ilpy  OTCYTCTBMM TOKa3aHWii K HEHPOXHPYPIHYECKOMY JI€UEeHHIO
1eneco00pa3sHO PEIIMTh BOMPOC O BO3MOXKHOCTH INPUMEHEHHS CTHMYISALHH
OJTy»KJalOIIero HepBa.
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Penensus na pedepar «TyGeposubiii ckiiepo3y opauHaTopa O4unpoBa A.A.

B pedepate paccMarpuBaeTcs BOpoCk! KI1acCH(DHKAIINK, STTHIEMHUOIOTHH,
NaTOTCHE3a, KTUHHMKA, JHATHOCTHKA M JIEYEHHS TyOep 03HOTO CKIIEp 03a.

3aTp OHY ThI COBPEMEHHBIE BOIIPOCHI TATOTeHETHIECKO A TEp allUU JaHHOTO
3aboneBaHus. TyGepo3HbIi cKiiep 03 HMeeT OIIp €ICJICHHBIE CIIOKHOCTH B JICUCHHH,
OCHOBOIIOJIArarOIIMM HanpasiaeHHueM B JieueHun TC spnsercs
aHTHKOHBYJIbCAHTHAS TEP ALK, [TOCKOJIBKY CTeIeHs oturodperuu u 3[1P

HaIp AMYI0 KOPPEMUPYET C 9aCTOTOH SMUIIP UCTYIIOB, a SITHIEITHISCKHI

CTaTyC MOXET CTaTh IIPp HYMHOU CMEP TETHLHOI'O HCXO/Ia.

Tema pedepara packpsira 10cTaTOuHa, paboTa MOKET OBITH OLICHEHA
IIOJIOKHUTEIHHO.
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€ Kyp caMH MEIHUIIMHCKOM p eaOmwmrammu IO Cy6oueBaC.A.



