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AKTYaJIbHOCTb 3as(BIICHHOMN TeMbl pedepata B JICPMATOBEHCPOJIOTHH 04EBH/IHA.
[Too6Hy10 060CHOBAHHOCTD BRIGOPA TeMbI aBTOP pedepara jiajia B BBOJHOM
yacti. Op/IMHATOP PACKPBLIA CYTh H3yuaeMoil POOIeMbl, IOCTABHIIA LCIIb,
0GpaTHB BHUMAHHKE Ha MPEUTOCHUIKH H3yHaeMOH TEMbI. [TprBe/ieHbl pa3inyHbIe
TOYKH 3perusl B 5THONOrHH 1 narorenese. [opobro pacemorpena npodsiema
H3ydeHUs JaHHOI TeMbl B Metuiuue. Yerko codmo/iennl TpeboBanus K
opopmiienio pedepara: THTYIbHBIH JUCT, IAH-OIJIABICHAE CO CTPAHHIIAMH,
BBeJIcHHe, OCHOBHAS YaCTh, 3aKIIOUCHUE, CITMCKH JINTEPaTyphbl, MCTOYHHKOB,
CCBUIKH B COOTBETCTBHHM co cramjiapramMu. CojiepKanue n3J10KeHHoro Marepualia
JIOPHYHO U IPaMOTHO.

PexomenjryeMas orlenka pedepara S (otinuno). [posepuit: ji.m.m. npogeccop
Kapauesa 10.B.

[Tojnuce: ( /?ZJ_/,/{/
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AKTyansHOCTh 3asBJICHHOW T€MBI pepeparta B JepMaTOBEHEPOJIOTHH OUYEBHIHA.
[Tono6HYyI0 000CHOBAaHHOCTh BBIOOpA TEMBI aBTOp pedepara /1ana B BBOAHOM
gactu. OpauHATOP pacKphlia CyTh U3ydaeMoil mpoOIemMbl, TOCTaBUIIA 1IETTh,
oOpaThB BHUMaHHE Ha TPEINOCHUIKH H3ydaeMoi TeMbl. [[prBeeHbI pa3nnyHbie
TOYKH 3pEHUS B dTHOJIOTHH U naToreHese. [loagpoObHo paccMoTpeHa npobiiema
W3YYCHUS JaHHOW TEMBI B MEJUIMHE. YeTKO COOIOICHBI TPEOOBaHNUS K
odopmiteHnIo pedepara: TUTYIBHBIN JHCT, TUTAH-OTJIaBICHNE CO CTPAHUIIAMH,
BBEJICHHE, OCHOBHAS 9aCTh, 3aKITIOYEHUE, CIUCKU JTUTEPATYPhI, UICTOYHUKOB,
CCBUIKU B COOTBETCTBUU CO cTaHnapTamu. CoaepxaHue U3JI0)KEHHOTO MaTepuana
JIOTUYHO U TPAMOTHO.

Pexomenmyemas orenka pedepara 5 (otmuuno). [Iposepwt: 1.m.H. mpodeccop
Kapauesa 10.B.

Iloamuce:



BBenenue

dakoMaTo3pl — H3TO TETEPOreHHas TPYINa HACIEACTBEHHBIX HEHUPOKOMKHBIX
3a00/ieBaHUM, OTJIMYUTENBHONM  UYEpPTOM  KOTOPBIX  SBISAETCA  MOpPaKEHHE
MPOU3BOJHBIX HKTOAEPMBI — KOXKU U €€ I€PUBATOB, HEPBHOM CUCTEMBI, CETUYATKH,
BUCLIEPAJIbHBIX OpraHoB. K HEMpo-KOKHBIM CHHApPOMaM OTHOCAT OoJiee TpUALATH
3a0oneBanuii. Haubomee wacto BcTpewaroTcss crenyoomue (akoMaTo3bl:
Helipodudpomaros PeknnHraysena, Tyoepo3Hslil ckiiepo3 bypHeBuiis, sHiedao-
TPUTE€MUHAIbHBIN AHTMOMATO3 [typre—Beb6epa-Kpadoe, aTakcusi-
TeneanruskTasus (cunapom Jlyu—Dbapa).

Tepmun «pakomaTo3s» npemioxui B 1921 r. romnanackuii opransmonor van der
Hoeve, onucaBmmii omyxoyieBUHbIE 00pa30BaHUs Ha CETYaTKE MPU TyOEpO3HOM
ckiepose bypueBuis. TepMHUH TPOUCXOAUT OT TPEUECKOTO CIIOBAa «(HaKoH», T. €.
HeByc. @akomaro3bl CTajdd paccMaTpuBaTh KaK CHCTEMHbIE JIUCIUIA3HH,
XapaKTepu3ymomuecss  KOMOMHUPOBAHHBIMU  OIMYXOJEBUAHBIMH  MOPOKAMHU
pa3BUTHUSL KOXH, IJIa3 U HEpPBHOM cucTeMmbl. [Ipennaramucs u apyrue Ha3BaHUA
3TOM TIpynmbl aHOMAaJMW:  OIyXOJIEBbIE  3KTOAEPMO3bI, HEOIKTOAEPMO3HI,
BpPOXKJIEHHBIE  HEHPOAIKTOAEPMAbHBIE  JUCIUIA3UM,  T'€HOHEWPOJepMaTO3bl,
TeHOHEHPOCIUIAHXHOIEPMATO3bl, TaMapTOOIaCTO3BI.

Heiipoguodpomarto3 (0oJie3Hb PexiinHraysena):

Heiipodpubpomaro3 usyuen Oosbie Apyrux ¢(akoMaTo30B, TaK KaK BCTpEUYaeTCS
HauOosee 4acTo. Breigesstor nepudepudecKkuii 51 LEHTPAJIbHBIN
Helipoudpomaros. Ilpu mnepudepudeckom HelipohuOpomaToze B Mpolece
BOBJICKAIOTCS Tiepu(epruiIecKue HEPBhI, MPU IIEHTPATHPHOM — YepEeIHbIe HEPBBI U
Oemoe BEMIECTBO TOJIOBHOTO M CHHHHOTO Mo3ra. HacnemyeTrcss ayTocomHO-
JOMUHAHTHO, HO BCTPEYAeTCSI MHOTO CIOpPAJMYeCKHX CIIy4aeB, TaK KakK TeH,
oTnpeAesonui 370 3a001eBaHNe, YacTO MyTHpYeT crioHTaHHO. [lepudepuueckas
dopma HeipodubOpomaro3a BCTpedaeTcs wyamie, uYeM I[eHTpaidpHas. OnHa
XapaKTepu3yeTcs TeTpasioil CUMITOMOB: TISITHA HA TeJie, HATOMUHAIOIINE T10 I[BETY
Ko(e C MOJIOKOM, OMYXOJM KOXH M TMOAKOKHOM KJIETYaTKH, OIyXOJH HEPBHBIX
CTBOJIOB Ml X OKOHYaHHM, (pU3rdecKasi U yMCTBEHHAsI HETIOJTHOIICHHOCTb.

[lurMeHTHBIC TSTHA BBIABISIOTCS  Yyxke Tpu  poxiaeHur. OHU  OOBIYHO
OOHApPY)KUBAIOTCS HA CKPBITBIX MOBEPXHOCTAX Tesa. OmyXoin KOXH MOTYT
NPOSIBJIATECS B BHUJIE MECTHOW CJIIOHOBOCTH, MHOYXECTBEHHBIX Y3JIOBATHIX
00pa30BaHUil WM MAaCCHUBHBIX MUTMEHTHUPOBAHHBIX KOXKHBIX pa3pactanuu. [lpu
y310BaToi hopme HelipohuOpomaTosa y3710B Ha TEJIE MOKET OBITh OT HECKOJIBKUX
JI0 HECKOJIbKHX ThICSY. OIyX0JIu HEPBOB MOTYT OBITh Pa3HOM JIOKAJIM3AIAH, YaIlle
MOpaXKArOTCS HEPBbI KOHEYHOCTEHW. [lo X0y HEpPBHBIX CTBOJIOB OTMEYAIOTCS
CIMHUYHBIC WM MHOXXCCTBCHHbBIC YTOJIIEHUS WM Ju(dy3HbIC YTONIIECHUSI
nepuepuIecKuXx HEPBOB. OTH  y3Ibl  OOJIE3HEHHBI, €CIIM HUCXOMIAT U3



YYBCTBUTCJIIbHBIX BOJIOKOH, U 66360H€3H€HHI>I, CCJIIN UCXOOAT U3 ABUIaTCIIBHBIX
BOJIOKOH.

ITpu neHTpasbHOM Helpo(uOpoMaTO3e OMyXOJH UCXOIAT U3 UEPENHBIX HEPBOB,
CIIMHAJIBHBIX KOPEIIKOB MJIM BELIECTBA LIEHTPAJIBHOW HEPBHOW cHCTeMBbl. HacTtou
dbopMoil 1IeHTpaIbHOrO HepopudpomaTosa SIBISIFOTCS JBYCTOPOHHUE HEBPUHOMBI
CIIyXOBBIX HEpPBOB, MHOXECTBEHHbBIE HEBPMHOMBI KOPEIIKOB KOHCKOI'O XBOCTa U
Ipyrux HepBoB U kopemkoB. LlenTpampnas ¢opma Heiipopubpomarosa
KJIMHUYECKH TPOSBIIAETCS KaK OMYXO0JIb TOJOBHOTO MM CIIMHHOTO MO3ra U TOJBKO
TUCTOJIOTUYECKOE HCCIEAOBAHUE IIOMOTaeT YCTAaHOBUTh WMCTHUHHYIO HPHPOIY
npouecca. HelipopuOpomaro3 Hepenko coderaercss ¢ APYTMMHU ONYXOJsIMU —
apaxXHOUACHIOTEIMOMAMH,  JIEHIAMMOMAMH,  aCTPOLIMTOMAMH,  CIIOHTMO-
OnmactoMmamMu U ap. B pasButum HelpoduOpOMaTO3HBIX TKAaHEH NPUHUMAIOT
ydacTUE€ KaK COOCTBEHHbIE HEPBHBIE BOJIOKHA, TaK U COEIMHUTEIBHOTKAHHBIC
AJIEMEHTHI SH0- U nnepuHeBpus. [Ipu nieHTpanbHOM HelipopubpomaTo3e HEPEAKO B
KOope OOJIBILIOr0 MO3ra, a Takke B O€JIOM BELIECTBE HAXOMAAT CKOIUIEHMS Y3€JIKOB
JUCIUIACTUYECKUX T'MIAaHTCKUX IVIMO3HBIX KJIETOK. Hamuume »3tux arunui
conmmxaet 6ose3Hb PekiinHrayzeHna ¢ TyOepo3HbIM CKIEPO30M.

[Tpu Heitpopubpomarose HaOIIOAACTCS LENbI Psii TOPOKOB PA3BUTHUS Pa3IMUHBIX
opraHoB (TJ1a3, yiei, Hoca, 3y00UYeI0CTHOrO anmnapara).

JleyeHuie OOJBHBIX XUPYPTrUUECKOE MPU HEOOJIBIIOM KOJUYECTBE Y3JI0B, & TAKXKE B
CIIy4asix CIaBJIMBAHUS OMYXOJIbIO )KU3HEHHO BaXKHBIX 00pa30BaHUM.

JHuedanorpureMuHaIbHbIN aHruomartos Lltypre — Bebepa-Kpaooe:

Kiaccuueckoe mnposiBiieHHE OOJIE3HM XapaKTEpU3yeTcsd TpUaJA0d CHUMITOMOB:
COCYIHCTBhIE TSATHA Ha KOX€ JuUa (aHTCMOMBI), CYIJOPOXXHBIE MPHUIAIKH,
NOBBIIIEHNE BHYTPUIJIA3HOIO JaBieHUs (rIaykoMa).

[TaTonoruss 4acTto HOCUT CEMEWHBIM XapakTep, HACIEAYyeTCs ayTOCOMHO-
JTOMHHAHTHO, OJJHAKO BCTPEYAIOTCS U ayTOCOMHO-PELIECCUBHBIE (DOPMBIL.

IIpu  maToMOp(OJOrMYECKOM  HUCCIENOBaHMU  OOJIBHBIX,  CTpaJaBIIMX
3HLE(PATOTPUTrEMUHAIBHBIM aHTMOMATO30M, BBISBIISIETCS] pa3pacTaHue COCYI0B
KOXH, MATKOH MO3rOBOM OOOJIOUKH, COCYAUCTBIX CIJIETEHUW IJ1a3HOro s10J10Ka.
Pexxe anrnomsl pacrosararorcsl B 3aTbJIOYHON 00sacTH OOJIbIIMX MOJIyLIApHUH,
MO3K€4Ke, CIMHHOM MO3r€ U BO BHYTPEHHUX Oopra”ax. ONuChIBAIOT OTIOKEHUE
cojiell KajapLMs B COCyJax MO3ra— MeTpu(puKaTel. BpIpa)kKeHHOCTh aHIMOM
MO>KET 3HAaYUTEJILHO BAPbUPOBATH.

AHTrMOMBI Ha KOXe€ OOBIYHO OBIBAIOT YXE€ MPH POXKACHUH, HMEIOT BH]
«miameHemwniero Heryca». B 80% ciiyyaeB oHu pacnonaratoTcss Ha Juue (c
OJHOM WJIM ABYX CTOPOH) B 00J1aCTH MHHEPBALMU BETBEU TPOHHUYHOTO HEPBA.
CynopokHble TpPHUMAAKH TPOSBISIOTCS B TMEpPBbIE TOABI KU3HU, OOBIYHO OHU
HOCAT OYaroBbIil XapakTep. Y MHOTHX OOJBHBIX OHHM 3aKaHYMBAKOTCS
TeHEepaJN30BaHHBIM CYAOPOKHBIM MpUMaAKOM. Bo3MOXHBI GeccyaopokHbIe



NPUCTYNTBI B BHJAE MTHOBEHHBIX OTKIIOUCHHM CO3HAHUS, B3JIparuBaHUu,
3aCThIBaHMM (a0CaHCOB). Y HEKOTOPBHIX OOJIbHBIX OBIBAIOT CHUJIBHBIEC MPHUCTYIIBI
TOJIOBHOM 00JIM CO PBOTOM (MUTPEHENOI00HBIE MPUCTYTIHI).

[ToBhIlIEHHE BHYTPUTIIA3HOTO AaBieHUs (TJlayKoMa) HaOII0IaeTCs ¢ pOKACHUS
WM nosiBNigeTcs nosnauee. [IporpeccupoBanue riayKoMbl IPUBOJUT K CHUKEHUIO
3peHus BIJIOTH 10 MOJTHOM CIEMOTHI.

W3 npyrux mnposiBieHH OO0J€3HM BeCchbMa YacTO BCTPEYAETCS CHUXKEHUE
KOTHUTHBHBIX  (QYHKIIUHA,  KOTOPOE€  OOYCIOBJICHO  TOBTOPSIOIIMMUCS
AMWIENTUYECKUMHU Tpuctynamu. CrnaboymMue coueTaeTcs C BbIPaXKCHHBIMU
U3MEHEHHSIMU B SMOIIMOHAILHO-BOJIEBOM Ccdepe: 310MaMsATHOCTh, STOLIEHTPU3M,
ah(HEKTUBHOCTD, MCTHTEIIBHOCTh. Y OOJBHBIX YyXYAIIAIOTCS MaMsTh, BHUMaHUE,
CIOCOOHOCTh  yCBauWBaTh  HOBBIE  CBEJEHMS; yKa3aHHbIe (aKTOpHI
3HAYUTENIBHO OCJOXHSIOT TMpolecc O0OydyeHuss U BOCHUTAHUSA. OTH
HAapyUIeHUs TCUXMKU OTMEUAIOTCS W B IMEPUOJ MEXAY MNPUCTYIaMH.
Bripa)keHHOCTHh paccTPOWCTB MHTEIIEKTA, OCOOEHHO MaMsATH, HapacTaeT 1o
Mepe yuaimieHusi cynopor. Cpenw yMCTBEHHO OTCTaJIbIX 4YacToTa OO0JIE3HU
[typre — Bebepa coctasnser 0,1%.

Juarno3  sHiedanoTpUreMUHAIBHOTO  aHTMOMAaTo3a  MOATBEPKAAeTCA
UCCIEJOBAHUEM BHYTPUIJIA3HOTO JABJICHUS, IJIA3HOTO JHA, peHTreHorpaduei
yepena u DI

Bo Bpems nedenuss 3a0oyeBaHUS HUCIONB3YIOTCA MPOTHUBOCYIOPOXKHBIE U
NICUXOTPOIIHBIE CPEACTBA, a TAKXKe MpernapaThl, CHIDKAIOIIUE BHYTPUUEPEIIHOE U
BHyTpHUIIa3HOe AaBieHue. [IpuMenstoTcss pentreHoTepanus u (1o mokKazaHUsIM)
HEUPOXUPYPTUIECKUE METObI JICUCHHUS.

JletTh ¢ MOHOCUMOTOMHON (QopMoOil 3HIE(DATOTPUTEeMUHATEHOTO AHTUOMATO3a,
UMEIOIIHNE TOJIBKO KOCMETHYECKUH Ne(PeKT B BUAC MBUIAIOIINX MATEH HA JIUIIE,
oOyyaroTrcss B MaccoBoil mkose. Ilemarory B 3THUX cllydasix HaJ0 Hay4yuTh
IpYyrux JleTeid He 3aMeyaTh MMEIoLerocss y HX OOJILHOrO ToBapulla
KocMeTndeckoro aedexra. B mporuBHOM ciydae y OOJbHOTO pebeHKa MOTYT
BO3HMKHYTh U Pa3BUTHCS NICUXOMATOJOTUYECKUE YEPThI XapakTepa.

[Ipu oOyuyenuu pgeteil ¢ SHUEPATOTPUTEMUHATIBHBIM AHTHOMATO30M MOTYT
BO3HMKATh OomblINe TPYIHOCTH, 00yCJIOBJICHHbBIE HapacTaHUEM
MICUXOMATOJIOTHYECKUX U3MEHEHUN U CIIa00yMHUsl BCIIEJICTBUE MPOTPEC-CUPOBAHUS
OCHOBHOT'O NMAaTOJOTHYECKOTO IpoLecca.

Arakcus-rejieanrmdkrasus Jlyu-bap:

[Ipu »or1oii penxoit Qopme dakomaTosza HAOMIOJAIOTCI HEBPOJOTUUYECKUE
CUMIITOMBI, KOXHBIE TIPOSIBJICHUS B BUJE MayKOOOPA3HOTO pa3pacTaHusi COCY/IOB
(TeleaHru KTa31Un), CHUHKEHUE HMMYHOJIOTMYECKON pPEAaKTUBHOCTH OpraHU3Ma.
3a0oneBanue OOYCIIOBIEHO T'E€HETUYECKU; HAcIeAyeTcs IO ayTOCOMHO-
pELECCUBHOMY THITY.



[Ipy maTrosOoroanaTOMHUYECKOM  HCCIEAOBAHMHM  OOJBHBIX, CTPaJaBIIUX
aTaKCUEU-TEICaHTUIKTA3UEN, OTMEYAETCSI YMEHBILIEHNUE YN CJla HEPBHBIX KIETOK
Y pa3pacTaHue COCYyA0B B MO3KEUKE.

[lepBble mpu3Haku 0OJIE3HU MOABJSIOTCS B BO3PACTE OJIHOTO I'0Jia — YEThIPEX
net. [loxonka CTaHOBUTCS HEYCTOMYMBOMW, MOSIBISETCS HEJIOBKOCTH JBUKCHUU,
HapylaeTcs IJIaBHOCTh peud (CKaHaupoBaHHas peub). [IporpeccupoBanue
MO3K€UKOBBIX HApyIIEHU TMOCTENEHHO MPUBOJUT K TOMY, YTO OOJIbHbBIE
NEPECTAIOT CAMOCTOSITENIbHO XOauTh. Hepeako HaOm0maroTCs HEMPOU3BOJIbHBIC
JBUKEHUS KOHEYHOCTEW, oTMedaeTcsi OeAHOCTh MUMHUKH. Peub MOHOTOHHA U
c1aboMOayIUPO-BaHHA.

Jpyroit xapakTepHbli MPU3HAK 3a00J€BaHUsI — COCYIUCTbIC U3MEHEHUSI B BUJIE
TENEaHTUAPKTAa31U, pacloJiaralouiuecss Ha CIU3UCTOM 00o0JIouKe Tria3, pTa,
MSTKOM M TBepAOM HEOe, KOXKe KOHEYHOCTeH. TeleaHrns3KTa3suu OOBIUHO
NOSABJISIOTCA BCJE 3a aTakcuei, HO MOTYT ObITh M TEPBBIM CHUMITOMOM
3a00J1€BaHUSI.

Jetu ¢ artakcueM-TelneaHrWdKTa3ue  yacto  OOJEIOT  MPOCTYAHBIMU
3a00JIeBaHUSIMU, BOCTIAJIEHUEM MPUJATOYHBIX Ma3yX HOCA, BOCMAJIEHUEM JIETKHUX.
DTu 3a00J€BaHUS YaCcTO MOBTOPSIIOTCA U MPUHUMAIOT XpOHUYECKoe TeueHrue. OHu
00YCJIOBJIEHbI CHH)KEHHEM 3alllUTHBIX UMMYHOJIOTHYECKUX CBOMCTB KPOBHU, OTCYT-
CTBHEM CIelU(UUYECKUX aHTUTEIL.

Ha ¢one mporpeccupoBanusi 0ojie3HH HaApacTalOT HAPYILIEHUS MHTEIJIEKTA,
paccTpanBalOTCsl BHUMaHUE, MaMsTh, CHIXKAETCS CIHOCOOHOCTh K aOCTpakKIMH.
Hetn ObicTpo wucTomiarorca. OTMe4aroTcs pe3KHe H3MEHEHUsS HaCTPOCHHUS.
[TnakcuBOCTh, pPa3PaXKUTEIBHOCTh CMEHSIOTCS d3U(opUei, AypanuIMBOCTHIO.
BonbHble uMHOrma OBIBAIOT arpeccuBHbl. KpuTHyeckoe OTHOLIEHUE K
cOOCTBEHHOMY JAE€(PEKTY Y HUX OTCYTCTBYET.

Bo BpEMS JICUYECHHUS aTaKCHUU-TEJICAHTUIKTA3UH IPUMEHSIOTCS
OOIIEYKpEIUISIONINE CPEACTBa, MpenapaThl, yiIydllamume (QyHKIIMOHAJIbHbBIE
BO3MOKHOCTH HEPBHOW cUcTeMbl. [IpeANnpuHUMAIOTCS MONBITKU 3aMEIIEHHUS
HEJIOCTAIIMX MMMYHOJIOTHYECKUX (paKUuil KpOBH MOACAAKON BHIOUYKOBOU
JKeJe3bl, B3SITOM y MOTHOIIEro HOBOPOXJIEHHOIO, M BBEJCHHEM HKCTpPaKTa
BWJIOYKOBOU Ke€JI€3bl — TUMO3HHA.

JleueOHO-TIEJarOTUYECKUE MEPOIPUSATHS BEChbMa OrPAHMYEHBI H3-32 YaCThIX
OPOCTYIHBIX 3a00JieBaHUNW M HEYKJIOHHOTO MPOTPECCHpPOBaHUsl Mpollecca,
OPUBOJSIIETO K TPyObIM HApyIIEHUSIM UHTEJICKTA.

boae3ns I'mnnensi-JIungay:

[lepeOpopeTHHAILHBI aHTHOMATO3 - COYETAaHWE AaHTHOOJACTOMBI TOJIOBHOTO
Mo3ra (OOBIYHO MO3XKEYKa) C aHrMOMATO30M CETYaTKU. ODTOMY MOTYT
COINYTCTBOBATh KHUCThI MOKEIYJOYHOM KEIE3bl, KUCThl WM OIYyXOJIM INOYEK, a
TaKXe MOJIUIUTEMUS.



3aboneBaHne HACIEAYeTCs] ayTOCOMHO-JOMHUHAHTHO, OOYCIIOBJIECHO MYyTaluen
reHa-cymnpeccopa omyxojeporo pocra (VHL). PacnpoctpaneHHOCTH CHHApOMA
Xunnens—JIuagay coctapisier 1 Ha 36 000 HOBOPOXKAEHHBIX. Y JIHI], UMEIOIIUX
COOTBETCTBYIOIIYI0O MYTallMl0, K Bo3pacTy 65 ser 3aboJjieBaHHE pa3BUBAETCA C
BEPOSATHOCTBIO 95%. B03pacT Ha MOMEHT YCTaHOBJIEHUSI IMArHo3a BapbUPYET OT
miaaeHyectsa 10 60—70 ner, co cpeIHUM BO3pACTOM MalueHTa 26 JierT.

C nmerckoro Bo3pacTa CUMITOMBI 3a00JIEBaHUS MPOSIBIAIOTCS B BHUE HAPYIICHUS
3peHUs, TOJOBOKPYKEHUH, MO3KEUKOBBIX CHUMITOMOB (atakcuss u ap.). llpu
o0cie10BaHUN HaXOAST aHTMOMATO3 U JET€HEPAIMI0 CETYaTKU U KaK BTOPUYHBIC
U3MEHEHUSI — TJayKOMy, OTCJIOWKY CeTYaTKH, KaTapakTy, WPHIOIMKIHT.
HeBponorudeckue cUMIITOMBI BOHUKAIOT 32 CUET Pa3BUTHS aHTHOM B MO3XKEUKeE,
CIIMHHOM MO3Te, YeTBEpTOM MO3TOBOM JKelyJnouke. Ha peHTreHorpamme uepemna
MOT'YT OBITh OOHApYXEHbI KaJblIM(PUKATBI B 0O0JACTH AHTHOM, B JIUKBOpE —
OeITKOBO-KJIETOUHAsl JAUCCONManmsi. Y psaa OONbHBIX HAOIIOAANCS aHTMOMATO3 U
MOJIMKUCTO3HBIE HW3MEHEHHS BHYTPEHHHUX OPTaHOB, KHUCTBI MOKETYA0YHON
Keye3bl, TOYeK, JEeTKHX, aHTHOMBbI B I€YEHH, KOCTHOM Mo3re. Ha koxe
BCTPEUAIOTCS aHTHOMATO3HBIE HEBYCHI, KOTOPHIE MOTYT pacIoyiaraTbCs Ha JIUIIE

O6cnemoBanue cuHapomMa — Xunnens—J/lmHmay — BKIIOWaeT — CIEAYIOLIHE
UCCIICIOBAHUS: €XETOJHbI OCMOTP C PETrUCTPAlMUE MOJYYEHHBIX JIaHHBIX;
o TaIbMOJIOTUUECKOE 00CIeIoBaHuE KaXIble 6—12 MecsiieB HaunHasl ¢ 6-JIE€THETO
BO3pACTa; MO MEHBIIEH MEpEe OJHOKPATHOE HCCICIOBAHME MOYM HA HAIUYHE
(GeoXpoMOLIMTOMBI M TMOBTOPEHHE UCCIENOBAHMUS TPU  TMOBBIIIEHUU  WIU
HECTAOWJIBbHOCTU KPOBSIHOTO JAaBJICHUS; ABYCTOPOHHSSI CEJIEKTUBHAS aHTHorpadus
MOYEeK MO JOCTHXKEHUU OoNbHbIM 15-20-71€THero Bo3pacta, C MOBTOPEHUEM
npoueaypsl kaxapie 1-5 ner; MPT 3anHeil uepenHod SMKH; KOMIIbIOTEpHAs
ToMorpadus MOIKETyTOYHOU KeNe3bl U TOYEK MO JOCTHKEHUU O00IbHBIM 15-20-
JIETHET0 BO3pacTa, C MOBTOPEHUEM IIPOLIEAYPHI KaXKAble 1—5 JIEeT Miau BHEIUIAHOBO
IIPY TIOSIBJICHWH COOTBETCTBYIOIIEH cUMITOMAaTHKU. llenecoobpasHo mpoBeneHue
CKpUHUHTA JIETEH OT MOPAKCHHBIX CHHAPOMOM POJIUTEINICH W/HWIN IPYTUX ONMM3KUX
POJICTBEHHHKOB C BBICOKHM PHCKOM TOsIBJIeHUsT 3a0oJyieBanus. VccnemoBanue
MPOBOJIAT IO CIECAYIOIIMM HANPABICHHUSAM: OCMOTP C PETUCTPALIMEN MOJTYYECHHBIX
JAHHBIX 1O JOCTHKEHMM peOeHkoM 10-letHero Bo3pacTa; €XKErogHoe
odTanbMoIOTUYECKOe OO0CJIeI0BaHMEe HauMHas ¢ O-JETHEro BO3pacTa WU MpU
MOSIBJICHUM TOJAO3PUTEIBbHON CHUMIITOMATHUKHU; MO MEHBIIEW Mepe OJHOKPATHOE
IIPOBEJICHUE MCCIICIOBAaHUSI MOYM Ha HaJIW4yue (HEOXpOMOIIMTOMBI U MOBTOPEHHUE
MCCJIeIOBAHUS TIPU MOBBIIICHUH WM HECTaOMIBLHOCTH KPOBSHOTO naBiienus; MPT
3agHen yepenHod saMmku, KT momkenynoyHON Kejie3bl U MOYEK MO JOCTHUKECHUHU
20-neTHero Bo3pacta; sxorpadus MmoaKexyJ0uHOM sxene3bl U mouek nociue 15-20-
JIETHETO BO3PACTa; NPU BO3MOKHOCTH, MCCIEAOBAHUE CEMEWHOTO aHAMHE3a JJIs
BBISICHCHMSI, KTO W3 YJICHOB CEMBH SIBIISIETCS HOCHUTEJIEM OTBETCTBEHHOTO 3a
BO3HUMKHOBEHHUE CHUHJIPOMA I'€Ha.



Ty0Oepo3Hblii cki1epo3:

TyOepo3HbIil CKiIepo3 - OMyXOJIENOA00HBIE pa3pacTaHus IJIMU, OOHAPYKHUBAaeMbIe
B JIETCKOM Bo3pacre. XapakTepHa TpHajaa: Mporpeccupyloiiee ciadboymue,
CYJIOPOKHBIE TPUCTYIBI U MUTMEHTUPOBAHHBIC AJICHOMbBI CaJIbHBIX KEJe3 JIUIIA.
Hepeaku omyxoiu cep/iia, movek, JIETKUX, NEPUBEHTPUKYIIIPHBIE KaTbIU(UKATHI.

OcHOBHOM TNpuyMHON pa3BuTus (akomartosa cuutaercs aedexr renoB TSCI u
TSC2. Yame Bcero Takue Je(eKkThl BO3HUKAIOT CHOHTaHHO. [Ipum momoOHBIX
nedexrax HapymaeTcs oOpa3oBaHue O€IKOB TyOepMHAa M TamMapTHHA, KOTOPBIC
KOHTPOJIUPYIOT POCT U JesieHue KieTok. [Ipu HexBaTke 3TuX OENKOB y OOJIBHOIO
pa3BUBAETCA CKIOHHOCTh K Pa3BUTHI0 MHOXKECTBA OMYXOJIEM BO BCEX OpraHax u
TKaHsaX. PakoMaTo3 HacIeAyeTcs M0 ayTOCOMHO-TOMUHAHTHOMY THUITY.

OO0 TyOepo3HOM CKJIEp03e¢ MOTYT CBUICTEIHCTBOBATH JAHHBIE PEHTreHOTpapuu
gepera, HWCCIICIOBaHMS TJIA3HOTO JHA, OOHApy)XEHHWE OIyXoJieH BHYTPEHHUX
OpTaHoB.

Jleuenne MAOMKHO OBITh [JIMTEIbHBIM U HempepblBHBIM. [lpum cumnromax
BHYTPHUYEPEIIHOM TUIEPTOHMM IPUMEHSIOT JETHAPATHPYIOIIME  CpPENCTBa,
OCMOTHYECKHE OUYpETUKU. [Ipu IBUratenbHbIX HAPYHMIEHUSX HA3HAYAKOT KYpPChI
AHTUXOJMHACTEPA3HBIX TMPENapaToB, YIYUIIAIONIMX MepeAadyy BO30YXKIEHUS B
cuHarcax (Ipo3epuH, rajJaHTaMUT B COYETAHUU C MpernapaTtaMu, BIUSIOUIMMU Ha
oOMEeH BelIeCTB B HEPBHBIX KJIETKax (BUTaMHUHBI TIpynnel B, HooTpomnui,
AMUHOKHUCIIOTBI, KOPTEKCHUH, LepeOpoian3uH). MeauKkaMeHTO3HOe JieUueHUe
COUETAIOT C JieyeOHOW (UBKYIbTYpPOH, Macca)xeMm, OOIECYKPEIUISIOIUMU
MEPOIPUATHAMH.

BriBoabI

Takum  oOpa3zom, manumeHTsl ¢  (pakoMaro3aMu, XapaKTepHU3YIOLIUMUCS
U3MEHEHUSIMU  KOXKHBIX IMOKPOBOB, HEBPOJOTMYECKHMMH HapyLIEHUSIMA U
NaTOJIOTHEN BHYTPEHHHX OpraHoB, TpeOyIoT WHIUBUYyAJIBHOTO
MYJIbTUAUCHUITMHAPHOTO MOAX0/a K 00CIIeJOBAaHHIO, BEJCHUIO U JICUEHUIO, UTO
HO3BOJIUT YJIYUYIIUTh KAU€CTBO KU3HU ITUX OOJIBHBIX.
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