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HacnepicTBeHHbIE JUCNNA3HH HEPBHOM
CHCTEMbI C HelpootiTanbMONIOrHYECKOM
CHMNTOMATHKOH

29.1. ObLLUWE NONOXEHNA

B ocHOBe Hacyie[CTBeHHbIX 3a00JIeBaHUI ¥ AUCIUIA3UI JieXKaT yHAC/e[0BaHHbIE
[aTOJIOTMYecKrie 0COOEHHOCTY reHOQOH/IA, UTU TeHHble MyTal[iHy, BeAyliie K Hapy-
IIEHMIO0 CHHTe3a OIpe/ieleHHbIX [OJMUIENTU/IOB (CTPYKTYPHBIX OelKOB Uiu pepMeH-
TOB) U K BO3HUKAIOIIVM B CBA3H C 9TUM Pa3JIMYHBIM MeTabOINYeCKUM PacCTPOICTBAM.
YHacneoBaHHbIe [ATOJIOTMYECKIe HAPYLIEHHSI MOTYT OOYCIOBUTbH BpPOXKJEHHBIE
nedeKThl Pa3BUTHUS WU MPOSIBJIEHNST HECOCTOATEIBHOCTH TeX WK UHBIX CTPYKTYP.

[Ipy HacJie[CTBEHHO-/IereHepaTUBHbIX 3a00JIeBAHISAX HEPBHOI CHCTEMbI M BPOXK-
ZIeHHBIX aHOMAJIMAX Hepe/IKO BCTPEJAIOTCs PacCTPONCTBA 3peHus, HapymmeHus QyHK-
LW I71a30BUraTeIbHOTO allllapara, a Takxe 1aTOJIOTHs 3al[UTHBIX U BCIIOMOraTesb-
HBIX CTPYKTYP, ONTUMHU3UDPYIOIUX QYHKIMU 3pUTENbHOM cucteMbl. OfHM U3 HUX
Pacro3HaTCs MU 0OBLIYHOM OCMOTpe GOJIBHOTO, TSl BLISBJIEHUS APYTHUX TpeOyeTcs
[pUMEHeHHe OTpe/IeNIeHHbIX [OMONHUTEIbHBIX MeTO/I0B 00c/enoBanus. CBeieHus
0 HaJIIMYUK y TAlHeHTa HepoOoPTaTbMOJIOIrUYeCKOi CUMITOMATUKY MOTYT CIOCO6-
CTBOBaTb PaCLIMPEHMIO IIPeZiCTaB/leHUHl O COCTOSIHWM HEeBPOJIOTMYEeCKOro CTaTyca,
PAacro3HaHMIO JIOKAIU3aliy 1 XapaKTepa UMelollerocs naToJ0ru4eckoro rnpouecca.

Huxe npuBenieHa KpaTkass MHGOpPMALMA O HEKOTOPBIX HAC/IeACTBEHHO-/IereHepa-
TUBHbIX 3a00JIeBaHUSX, B KIIMHNYECKOI KapTHHE KOTOPBIX XapaKTePHbI UK BO3MOXK-
HbI IPU3HAKU HeHpoOdTaIbMOIOrIecKoil MaToJIOT Y.

29.2. DAKOMATO3bI, UJIN HEWPOIKTOAEPMANbHbIE
AUCTINA3NN

®axkomaro3bl (0T rpey. phakos — IATHO + oma — HOBOOOPa30BaHKe, ONYXOJNb +
ossis — cybdukc, o3HavaOmuUA npouecc, 60e3Hb) — rPyNNa HacaeACTBeHHbIX
3a00JIeBaHUii, NPOSABIAIOLINXCSA COYETAHNEM MMOPAKEHUIl HEPBHOM CHCTEMBI,
KOKM ¥ BHYTPEeHHHX OPIaHOB, IIPH KOTOPBIX BO3MOXHBLI ¥ MPU3HAKU OQTalIb-
MOJIOTHYeCKOH marojoruu. XapakTepHble MposBiIeHUs (akomaTo3a — ydacTKU
NMUI'MEHTAallU IMOKPOBHLIX TKaHel (I‘I/IHepHI/IFMeHTI/IpOBaHHbIe W [eNMrMeHTUupo-
BaHHBIE NATHA), IarpeHeBble OJAMKY, GUOPOMBI, MAMMJJIOMbI, aHT'MOMBI, COYEeTal0-
myecsi ¢ pa3HOOOPa3HBIMU HEBPOTIOTHYECKUMH, MCUXUYeCKUMH, SHIOKPUHHBIMU 1
COMaTUYecKMHU HapyLeHuaMu. s 6onbnacTBa GopM GakoMaTo30B XapaKTepHbI
3a/lep)KKU Pa3BUTUSA TJIABHBIM 00pPa30OM [IBUTATeNbHbIX ¥ KOTHUTUBHBIX (YHKLUH,
a TaK)Xe CHIDKeHMe CIIOCOOHOCTH aZalTUPOBAThLCS K ONpelesIeHHbIM 3K30I€HHBIM U
SHZOTeHHBIM QakTopaM. YKe OTMeueHHbIM IIPOSBIeHNAM GaKOMaTO30B MOTYT CONYT-
CTBOBAaTh ONMrOMpeHNs, aTaKCHs, SNMUJIENTHYeCKe MPUCTYIbl. BO3MOXHBI U Apy-
rUe NPU3HAKKW HEBPOJIOTMYECKOH, a TakXe HelpoodTanibMOJIOTN4ecKo aToIOTUH.
OmnucaHus OTAENbHBIX BAPHAHTOB (paKOMaTO3a NMOSABIINCH B KoHIle XIX B.

Mopdonorudeckoii ocHOBOiiI paKkoMaTo30B ABIAOTCA JleTeDMUHUPOBAHHBIE
HapyleHus pocta u AuddepeHInPOBKY KIeTOK OZHOTO MJM HeCKOJIBKUX 3apObl-
IIEBBIX JINCTKOB HA PAHHUX CTa/UAX 3MOpuoreHe3a. V3 KJIeTOK, KOTOpPbIe KaK Obl
3aiepKanuch B cBoeil AuddepeHIpoBKe U HAXOAATCA B COCTOSTHUM <Ilep-
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MaHEHTHO# 3MOPHUOHM3ANKK»>, 00PA3yIOTCA ramap-
TPOMBI, HMeIoIHe CKJIOHHOCTH K mponudepanun u
HeoIUTaCTUYecKoil TpaHcdopManuu. B cBsi3u ¢ 3TUM
raMapTpoMy paclieHWBAIOT KaK ONYXOJEBUHBIA BPOX-
IeHHBI TOPOK Pa3BUTHS, UK IMOPUOHAIBHYIO OMYXO0Jb
¢ 61aCTOMaTO3HBIMU TeHJeHIUSIMU. [AMapTPOMBI yalile
MMEIOT 3KTOJilepMaJibHOe NPOMCXOX/eHHe U COCTOAT U3
3JIEMEHTOB HepBHOW TKaHM M Koxu. OTcroma u jpyroe
Ha3BaHWe (AKOMATO30B — HEHPOIKTOAepMaJbHbIE
aucninasuu. OHU MOTYT COYeTaThCsl € Me30AepMalb-
HbIMH JUCIUIA3USAMU.

Haubosee yacTo BcTpedaeMble MPHU3HAKM HeHpPo-
9KTO/lepPMajIbHOW [UCIIa3UU: TUIep- U TUIONHUIMeH-
THPOBAaHHbIe MSATHA, IIATHA IBeTa «KOode ¢ MOJIOKOM»,
$ubdpombl, manuIOMBI, HEBYChI, HePoPHOPOMBI,
KOpPTHKaJIbHbIe U Cy03meHAuMHbIe y3enku B LTHC,
¢daxombl, naronoruyeckue NposiBJIeHNs THUIA <TYTO-
BOM Arofbl> Ha r71Ia3HOM JHe. Cpesid Me30/lepMaJibHbIX
JUCIUIa3Uil 4acTO BCTPeYalTCss aHTMOMBI, aHTHOJIHU-
NOMBI, aHeBPU3Mbl, 3KTa3MHU U CTEHO3bl COCY/IOB,
padno- v JIeHKOMUOMBI, JUCIIJIA3UHA KOCTHOW TKaHHU.

B katajore HaciefCTBeHHbIX 3a0oseBanuit V. Mac-
Kusic 3apeructpupoBaHo 54 ¢opmbl ($akomaTo30B.
BoJbIIMHCTBO U3 HUX HACJIeJ[yeTcs [0 ayTOCOMHO-/I0MU-
HaHTHOMY Tuny. Huxe npuBesieHbl HEKOTOpbIe U3 HUX,
COTIPOBOXK/AIONIHeCs 0TATbMOTIOIMIECKONH M HEBPOJIO-
IMYeCKOW CUMIITOMAaTHKOM.

29.2.1. Heipothubpomatos, unu 6onesHob
PeknuHrxay3seHa

Heiipo¢ubpomaro3, unu 6ose3Hb PexnuHrxayseHa,
BCTpeyaeTcs vaiie Apyrux $pakoMato3oB. BrepBbie MHO-
JKEeCTBEHHBIN HefpopubpomaTos omcai B 1882 r. Hemerr-
Kuii matoJor, ydenuk P. Bupxosa, F.D. Recklinghausen
(1833-1910). B ocHoBe HeiipodrbpomaTosa exar aHo-
Manuy pa3BUTHs SKTO- U Me307epMbl. KiuHuueckue
nposiBiieHus: 3a60JeBaHus B GOJIBIIMHCTBE Cy4aeB BO3-

R

Puc. 29.2. Heitpodhnbpomaros, Henpouopombl

HUKAIOT paHo. OBBIYHO B IETCKOM Bo3pacTe (TI0cIe 3 JieT)
HOSIBJISIFOTCS. MHOXKECTBEHHbIE OJie/[HbIE KeJTO-KOpUY-
HeBoro (xodeiHOro IBera) IATHA, NPEUMYIIECTBEHHO
Ha TYJIOBUIe ¥ NPOKCHMMAJbHBIX OTZAe/NaX KOHeYHOCTeH;
HepeZIKO TeHepaM30BaHHAS TOUYeuHasl MUTMeHTaLys Wik
BECHYIIYATOCTh B MOAMBIIIEYHBIX oOnactsax (puc. 29.1,
CM. IIB. BKJIEHKY).

Heckonbko mO3Xe INPOABIAIOTCA MHOXeCTBeHHbIe
[UIOTHBIE OMYXO0JU (HEBPUHOMbI, HeHPOPUOPOMBI)
Pa3HOM BeJWYMHBI, Yalle AnaMeTpoM 1-2 cM, pacroo-
’KeHHbIe 110 XOZly HepBHBIX CTBOJIOB, He MMelollye MJI0T-
HBIX CpallleHUH € OKPY)XaloKUMK TKaHAMU (puc. 29.2).

Takue OMyX0JX MOTYT BO3HHUKAaTh U U3 IIBAHHOB-
CKHUX KJIETOK YepenHbIX HepBOB (HeBPUHOMBI CJIyXO-
BOT'0, MHOTZ]d TPOHHUYIHOTO, A3BIKOTJIOTOYHOTO HEPBOB).
HeBprHOMBI U HeipopuOPOMBI HEPEAKO PACTyT U3 CIU-
HaJbHBIX KOPEIIKOB, OOBIYHO 3a[HUX, U PACIIONAral0TCs
B [I03BOHOYHOM KaHaJle, BbI3bIBas IPOSIBIEHUS KOPEIIKO-
BOTO CUHZIPOMA U CO BpeMeHeM — KOMIIPeCCUI0 CIIMHHOTO
Mo3ra.

Omnyxo/Jd MOTYT BO3HMKATh TaKXke B OPOUTAIbHOI
0671aCTH, T/7Ie OHM Pa3pacTaloTCs U3 IIBAHHOBCKUX KJle-
TOK U Me30/lepMaJIbHON TKaHU, B YaCTHOCTU PeCHUYHBIX
(uunuapHbIX) HepBOB (puc. 29.3).

B03MOXKHO MOsIBJIEHHE ¥ pa3pacTaHue Henpopuobpom
B 3aTPyAWHHOM, PeTpOIlepUTOHeabHOM INPOCTPAHCTBAX,
BO BHYTPEHHUX OpraHax, 4YTO BefleT K COOTBETCTBYIO-
el COMaTU4YeCcKol cuMnTomMatuke. I1pyu 3ToM BO3MOXKHO
pasBuTHe AUCTPOPUIECKHUX MPOLECCOB B KOCTHX, B
YaCTHOCTH B KOCTSIX MO3rOBOr0 Yepena U IJIa3HUII.
B Takux ciydasgx MOTyT BO3HHMKATh JlepopManus Kocrei,
MHOT/Ia BeZlyIliasi, B YaCTHOCTH, K 3HAUUTeJIbHOI acuMMe-
Tpun juna. ViHoraa pa3BuUBaeTCst TUMepTpodus KOXKU U
OTZIEJIbHBIX BHYTPEHHUX OPraHOB.

HeiipoodranbMonorindeckyie mposiBieH:s BbIABIAIOT-
cs1 mprb3uTenibHO B 20% ciiy4yaeB Helipodrbpomatosa.
[Ipu 3TOM BO3MOXKHBI IIeKCUPOpMHbIe HelpoGuOPOMBI
Ha BeKax, a TaKXe IOBbIIIeHNe BHYTPUITIA3HOTO JaBJle-

Puc. 29.3. Helipodombpoma op6uThbl y 601bHOTO Heidpornépomaro-
30M PeknuHrxayseHa
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HUSl (BpOXKZeHHas rmaykoma), 6ydpranbM — <«Obldmii»
r71a3, BTOpUYHas r1ayKoMa. B KOHBIOHKTHUBeE, CKJIEpe U B
pazy’kKe BO3MOXHO IOSIBJIEHHE MHOKECTBEHHBIX MEJTKHUX
HefpoduOPOM, MUMEIINX BHUA Y3€IKOB WM BaJMKO-
06pa3HbIX YTOMIIEHHH; B POrOBUIIE OHU MPeACTaBIIEHbI
HeGOMbIIMMHY [IOCKUMY HHHUIbTpaTamMu. IIpu odrans-
MOCKOIHUK MOTYT ObITh BBISIBJIEHbI COCTOSIIIE [JIaBHBIM
06pa3oM U3 IIUaJIbHOM TKAHK MeJIKUe OMyX0JieBble y3el-
KU U OJIAIIKY B PAJIy’KKe, CeTYaTKe U B IUCKe 3PUTEIbHO-
ro HepBa.

Y 5-10% 60bHBIX HEHPOPUOPOMATO30M BBISBISIOT
I[JIMabHble OMYyXOJIM 3PUTENbHBIX HEpPBOB, Yallle JABYCTO-
pOHHHE aCTPOIUTOMBI, [IPH KOTOPHIX HaPYIIEHWs 3PeHus]
HepelKO MPOSIBIISIOTCS yXKe B paHHEM JIeTCKOM BO3pac-
Te. 3PUTeNIbHbIe PACCTPOMCTBA NPU OMYXOJAX 3PUTEJNIb-
HBIX HEPBOB, KaK PABUJIO, TPOTPECCUPYIOT (TIOSBIISIOTCS
CKOTOMBI, CYXaIOTCs TIOJIsI, CHIDKAETCS OCTPOTa 3peHus,
BO3MOXHO HACTYIUIEHHe CJIeNOThI). B mporecce pocra
3THUX OMyXOJell Ha KPAaHUOTPaMMax MOKHO BBISIBUTh pac-
MMpeHre KaHAJIOB 3pPUTeNbHbIX HEPBOB, HA ITIA3HOM JIHE
0OBbIYHO BO3HHMKAIOT MIPM3HAKM HapacTrawleil arpodpuu
IMCKA 3pUTENILHOTO HepBa.

[pu HeitpopubpOMaTO3e BCTPEYArOTCS TAKIKE BHYTPU-
YepenHble MEHUHTHOMBI U PACTyIlide B PafyKHO# 060-
JIouKe a3 y3eiku Jlema (MUTMEHTHPOBAHHbIE ramap-
TPOMBI PaZlyXKN).

Y OGonbHBIX HeHpoPUOPOMATO30M BCTPEUAIOT-
¢ M TaKWe aHOMAJWK DPa3BUTHs TNIA3HBIX SOJIOK, KaK
MHUKpPOQTanbM, MHKPOKOpPHea, TreTepoXpoMHus

PamyXKH, BBIBHX XpycTanuka. lepopmanus aune-
BOr0 4Yepemna M, B YaCTHOCTH, IJIa3HUL, [IpU Helpo-
¢dubpomaro3e HepenKO OmpesessieT aCUMMETPHIO JIHIIA.
Heiipopubpomaros nHOT/IA COIPOBOK/IAETCS AUCIIIA3H-
eii KpbUIbeB KJIMHOBHHOI KOCTH, MUKpouedanueii,
CHUHZPOMOM CHPUHIOMHENNHY, KIPOCKOINO30M.

[eneTnyeckue ucCle0OBaHUe IMO3BOJWIM BbIENUTD
nBe Gopmbl HelipodhrOPOMaTO3a: KIACCUIECKYH0, TUINY-
Hylo, Tepudepudeckyo ¢opmy, win Helipopudbpoma-
T03-1, npossnaomuiica y 1 u3 3500 HOBOPOXIEHHBIX,
IIpM KOTOPOH INOBpeX/eHHbIM OKa3blBaeTcs IeH, JIOKa-
JIM30BaHHBIA B XpomocoMe 17, U pexe BCTpeyaeMylo
¢dopmy, MHOTZA MIMeHyeMylO IeHTpPajbHOH, — HeHpo-
dubpomaro3-2, reH pacrnojiokeH B Xpomocome 22.
HeiipopuGpomaros-2 mposiBiseTcs y OAHOTO Wu3
50 000 HOBOpOX/IEHHBIX. DTH JiBe GOPMBI WU JIBA THIA
HelipopubpomMaTo3a MHOTMMYU PacCMAaTPUBAIOTCA ceiyac
Kak pasHble 3a6oseBanust, TpeGyomue auddepeHIpo-
BaHHOTO KJIMHWYECKOTO I0AX0/a.

HeiipodpuGpomaros-1 Hacieayercss mo ayTOCOMHO-
JOMUHAHTHOMY THITy C IIOJIHOX IT€HeTPaHTHOCTBIO MaTo-
jioruyeckoro reHa. IIposiBisieTcst 3aboneBaHue, Tpex/e
BCEro, MHOXXeCTBEHHBIMU HelipodubpoMamu neprdepu-
4ecKUX HepBOB U M3MeHeHUAMM Koxu. IIpu Helipodu-
O6pomaro3e-1 BO3MOKHBI M BHyTpUUYepeNHbIe HeBPH-
HOMBI (IIBAHHOMBI) I7IaBHbIM oGpa3om VIII, penko
IX unu X yepenHbIX HEPBOB, BbIABJIsAiEMbIe C OTHOMU
CTOpPOHBL. Y 5% GONBHBIX BO3MOXHO Pa3BUTHE 3JIO0Ka-
YeCTBEHHBIX ONyX0Jiell — HeipobacToM, U Helpodu-
fpocapkoM, KOTOpbIe B 3amafiHON JUTepaType U3BECTHBI
kak MPNST (malignant peripherial nerve sheet tumor).

ITo nanneiM A.B. Ko3nosa (2004), riuanbHble ONyXo-
JIY 3pUTEJILHOTO HepBa, 4allle aCTPOLUTOMBI, BBIABIAOT-
¢y 5-10% GonbHbIX HelipodprbpomaTo3oM-1. Hepenxo

OHM MOTYT TIOpaxaTh 00a 3pUTENbHBIX HEPBa, IIPU 3TOM
B TPOILECC MHOT/IA BOBJIeKaeTcs U xua3ma. OGbIYHO mep-
BUYHASA JMAarHOCTHKA TAKUX [NIMAJbHBIX ONYyXOJei 3pu-
TEeJIbHBIX HEPBOB OCYLIECTBJAETCA Y AeTel U B JaJbHel-
nieM TpeGyeT YTOYHEHUS C MOMOIIbIO KCCIIe/JOBaHUA
BbI3BAHHBIX 3PUTEJIbHBIX IOTeHINaNO0B, a Takxe KT umm
MPT. CkopocTb pocTa Takux OMyxoseil BapuabenbHa
U TOTOMY TPYAHO Ipezckasyema. IIpomo/DKUTeNbHOCTD
II0JIOKUTEeNbHOI peaklyy IJIMOM 3pUTeIbHOrO HepBa Ha
TIIOJIHBIN KypC JIyueBOH Tepanuu (yMeHblLIeHHEe Pa3MepoB
OMyXOJY NpUOIM3UTENbHO Ha 50%) COCTaBiseT OKOJIO
6 sieT. B cBA3M € 3TUM OIlepaTUBHOE JIeYeHNe IIIMalbHbIX
OMyXOJeil 3pUTENbHbIX HEPBOB aOCOMIOTHO MOKA3aHO
JIMIIb B TeX CIydasix, Korma o6pasyrTcs KpyIHbie OImy-
XOJIeBbI€ Y3JIb, CIABJIMBAIOIINe JUdHIedanbHble OT/eNb]
MoO3ra W/Wiu Belyllue K pasBUTUIO BHYTPUYEpeIHON
TUIEPTeH3UU WU Xe K BO3HUKHOBEHUIO BBIPAXXEHHOTO
sK30¢TanIbMa.

ITo matepranam HUM neiipoxupypruu uM. H.H. Byp-
menko (Kosnos A.B., 2004), nuarHocTuka Heiipo¢puo-
pomaro3a-1 [0/mKkHa OCHOBBIBATHCS Ha BBIABJIEHUU He
MeHee [IBYX U3 CJIeZyIOIUX IPU3HAKOB!

e miecTb U GoJiee MATEH [[BeTa «KOpe C MOJTOKOM» Ha
KO’Xe, IMaMeTPOM CBbIIIEe 4 MM y fieTeit Wi 15 MM
Y B3POCJIBIX, BUAUMBIX TPU OOBIYHOM KOMHATHOM
OCBellleHUY;
nBe u 6osiee HePOGUOPOMBI M/ HEBPUHOMBI;
IJIMOMa 3pUTeJIbHOIO HepBa;
nBa u Gonee y3enkoB JIuma (MUTMeHTHPOBAaHHbIE
raMapTpOMBl Pafiy’KKu);

e THUIEPIUTMeHTALHs TOAMBILIEK UIU MaxoBoii oba-

cTH;
e KOCTHble aHOMaiuu (UCTOHYEHHe KOPTHKAaJIbHO-
ro cnos TPyOYaThIX KOCTel, 4acTo MPUBOZSIIIE
K GOpMUPOBAHMIO JIOXKHBIX CYCTaBOB, AUCIIA3UA
KPBLIbeB OCHOBHOH KOCTH);

e HajM4Me MPSIMOTO POACTBEHHHKA C Heipopubpo-
Maro3om-1.

B cBsi3M ¢ xapakTepHbIM s HeipoduOpomaTosa-1
HapylleHueM perylsluu KJIeTOYHOIO pocTa NpU HeM
BO3MOXHBI: MHOXECTBEHHble HEeBPUHOMBI (IIBAaHHO-
MbI) U/Win HepopuOPOMBbI TeprpepudecKoil HepBHOM
cucTeMbl (CIMHANBHBIX KOPEIIKOB, HEPBHBIX CTBOJIOB
U UX BeTBeil), MHOXeCTBeHHbIe KOXHbIe Heilpopudpo-
MBI, MUKpouedanus, BHyTpHYepelHble OMyXOJuH (Jale
aCTPOLIUTOMBI, eIMHIYHbIe M1 MHOXKeCTBeHHble MEHUH-
THOMBI), KU(POCKOINO03, BHCLepaibHble NPOSIBIEHUS B
CBSI3U C POCTOM HEBPUHOM Ha 00eCHeyrBalONINX WX
MHHepBAIUIO neprdepriecKux HepBaxX, CHHAPOM CUPHH-
rOMUeJINY, 3/I0Ka4ecTBeHHbIe OIyXO0JIM, B YACTHOCTU TaH-
IJIMOTJINOMa, capkoma, Heppobiacroma, (HeoxpoMory-
TOMa, a TaK)Xe coOMaThyeckas IaTOJIOTHSA, He UMelolas
IPSIMOY CBA3M C IOPAXKeHHeM HePBOB — JIerOYHbIe KUACTBI
U MHTepCTULYaJIbHasl THeBMOHUSA, aHOMAJIUM Kely[od-
HO-KHUIIEeYHOTO TPAKTa, CTeHO3 I0YeYHO! apTepuH.

Heiipodpubpomaros-2 Hacjenyercsi Takxe mo ayTo-
COMHO-ZIOMUHAHTHOMY THILY, HO C HEIIOJIHOW IIeHeTpaHT-
HOCTBIO, TIPA 3TOM HOCUTeNH /ieGeKTHOTO reHa MOTYT
ObITh UIATEILHO Q)eHOTI/IHI/IquKI/I 3710pOBbl. OCHOBHBIM
KJIMHUYeCKUM JUArHOCTHYeCKHM KpHTepHeM HeM-
podubpomMaro3a-2 CAYKUAT pa3BUTHE Y 0OJBHOrO
ABycTopoHHe HeBpuHOMBI VIII HepBa. BO3MOXHBI
TaK)xe IMIMOMbI 3pUTEJIbHOr0 HEepPBa, XMa3Mbl.

6¢ vavLl
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DTOT e [MarHO3 yCTAHABIMBAIOT U B TeX CJydasx,
Korzia y 6OJNbHOrO, MMEOIIero POACTBEHHUKA, § KOTO-
poro yxe ObUI IMAHOCTUPOBAH HeipopudbpPoMaros-2,
BBIABJIAIOTCS ONHOCTOPOHHAs HeBpuHOMa VIII HepBa uin
coueTaHHe He MeHee JIBYX U3 CJIeAYIOIIUX OIyXOJIeit:
HefipoprOPOMBI, MEHMHIMOMBI, [JIIOMBI, HEBPHHOMBI
(LIBaHHOMBI), a TaKXe IOBEHWJIbHAs 3afHsAsf CyOKar-
CyJiSipHasl JIeHTUKYJSpHas KaTapakTa MWW MOMyTHeHue
xpycranuka. Kak ormeudaer A.B. Kosnos (2004), o6Ha-
pyXeHre OfHOCTOPOHHEeN HeBprHOMEI VIII Hepsa y yuL
MOJIOZIOTO BO3PACTa CIYXHUT YK€ AOCTaTOYHbIM OCHOBA-
HUeM JJIs1 IMaTHOCTUKY Helipodubpomarosa-2.

I[IaTHa 1BeTa «Kode ¢ MOTOKOM» HabIIOAIOTCS MPH-
MmepHO y 80% 6ONBHBIX ¢ HeipopubGpPOMaTo30M-2, HO
HaJM4yMe WX U JUarHOCTUKY Heipodubpomarosa-2
3HaYeHUs He UMeeT.

29.2.2. Ty6epo3HbIN CKNepos

Tybeposublit  ckiaepo3 (6one3Hb BypHeBumIsg-
ITpunrna, cunapoM BypHeBusna-Bpeccay) — rino3
Genoro BelecTBa MO3ra, NMPOSIBIAIOWIMICA B PaHHEM
IeTCTBe MUOKJIOHUYEeCKVMH TIPUCTYTIAMH, OJTUroppeHreit
B COYeTaHWHU C HapacTawlledl MUPaMUIHOW U 3KCTpa-
NUPaMUIHON CUMITOMATUKOW. Omucamu ero B 1862 T.
F.D. Recklinghausen, 3arem B 1880 r. dpaHuy3ckuii Bpau
D.-M. Bourneville (1840-1909) u aHrimiickuii Bpady
J.J. Pringle (1855-1922). O6nuratHble MpU3HAKU 601€3-
HU — XapakTepHble KOXXHble M3MeHEHUS, B 4aCTHOCTU
raMapTpoMBl, a TaKxe OIpefleJleHHble IIPOsIBJIEHNs I1a3-
HOIi maTosioruu. 3aboJeBaHKe AUATHOCTUPYETCS C YacTo-
toit 0,6 Ha 100 000 venosek B ron. Hacnexayercs TyGe-
PO3HBIN CKJIEPO3 II0 ayTOCOMHO-JIOMUHAaHTHOMY THILY C
HEeIIOJIHOW TIeHeTPaHTHOCTBIO.

B Bo3pacre 46 JieT Ha JiuIie B 00J1aCTH HOCA ¥ Ha COCeJI-
HUX y4aCTKaxX KOXH MOSIBJIETCS 30Ha B hopMe 6aboUKH,
Ha KOTOPOM BO3HMKAIOT MHOXECTBEHHBbIE )XeJITO-PO30-
Bble UM KOPUYHEBO-KPACHbIe y3eJKH, HallOMUHAoIIue
yIpH, AaMeTPoOM 4yTh Gojbiie 1 MM — H3BECTHbIE KaK
apeHomb! IIpuHIIA, HO TNpeAcTaBAAOmKe cOOON Ha

Puc. 29.4. [Ipy3bl gucka 3puTenbHOrO Hepea npu Ty6epO3HOM
CKrepose

caMOM /JieJle TaMapTpPOMBI, POUCXOAAIINE U3 HEepBHBIX
3JIeMEeHTOB KOXU. Ha HOCy IIpU 5TOM BO3MOXKHBI H3Me-
HeHV 110 TUIY TeJIeAHru3KTa3uii. JacTo BCTpevyarTcs
YJIaCTKH «IIarpeHeBON KOXW», MATHA KOGeHHOTo IBeTa,
30HBI [Ie[IMIMEHTALUK, IOJUIMbI, y4acTKu (GUOPO3HOI
TUTEePIIa3uy, BO3MOXHBI OKpyriible Gubpombl (omy-
xonu KoeHa) Ha masbliax HOT, pexxe — pyK, a Takxe
Apyrye QUCIUIACTUYeCKUe YePThl U BPOXKIEHHbIE TOPOKH
pa3BUTHSA.

Kpome Toro, y GOIbHBIX TyGepo3HBIM CKJIEPO30M
HepesIKO BBIABJIAIOTCA NPU3HAKKA aHTMOMAaTO3a KOHBIOH-
KTHBBI, paJly’XK{, BDOXK/leHHas IaykoMa (Tuapodraasm),
BTOpUYHAs IayKoma. [IpUYMHAME TJIAYKOMBI OBIBAIOT
aHOMaJIUU Pa3BUTHA IepefiHero OTpe3Ka rja3a, Befyliue
K yBeJMYeHUIO CONPOTHBJIEHUS OTTOKY BHYTPUIJIa3HOH
KU/IKOCTH, ¥ aHOMaJINSI Pa3BUTHS COCYZOB IJ1a3a.

[1asHOe ZIHO, KaK IIPaBUJIO, MOHOTOHHOE, SPKO
KpacHOe WU 1LiBeTa TOMAaTHOTO coyca. XapaKTepHbIH
0TaTbMOIOTHYECKHI CUMIITOM, OOHAPYKUBAEMbIN TIPU
odTaIbMOCKONUY, — PpeTHHAJbHAas OMyXoib (axkoma
(puc. 29.4). Bo3MoxHBI (aKOMBI JIBYX BHUZOB: IEPBOTO
TUIA JIOKATU3YIOTCA OKOJIO UCKA 3PUTENbHOTO HepBa B
BHJIe CTYAEHUCTHIX 00pa30BaHuUit Ipsi3HO-6eIoro 1BeTa —
[JIMOHEBPOMBI TUIA ACTPOLUTAPHOM raMapTPOMBI, HAaIlo-
MUHaImye 10 GpopMe Arosl TYTOBHUKA; PAKOMBI BTO-
pOro THIA JIOKAJIU3YIOTCA Ha Tleprepun IJ1a3HOro JIHa U
IpeJCTaBAT o060l MIocKue Geble, cepble MU KeTo-
BaThbIe OKPYTJIble OYarH.

O6MraTHBIM MPU3HAKOM TyOGEPO3HOTO CKJiepo3a Cliy-
)KUT aHTMOMa COCYIMCTOH 060J0YKM IJa3a, KOTopas
Jarie MPOSIBJISETCS ¥ B3POCIBIX U MOXeT OOyCIOBHUTH
OTCJIONKY ceTyaTKu. Hepesiko Ha I1a3HOM JIHE CO BpeMe-
HeM BO3HHKAIOT NMPU3HAKU 3aCTOS WK aTPOdHU JKCKOB
3pUTEJIbHBIX HEPBOB.

Bo3MOXHBI Takxe raMapTpoOMbl BHYTPeHHHX Opra-
HOB (TOYeK, IUTOBUIHON ¥ BUJIOYKOBOH Kene3 u Tp.).
TamMapTpoMBbl WK pabAOMUOMBI MUOKAp/a BBISBISIOTCS
npuMepHO ¥ 40% GONBHBIX TyGEpO3HBIM CKJIEPO30M U
MOTYT ObITh OCHOBHO! MPUYHUHON UX CMEPTH.

KoprukanbHble U TapaBeHTPHUKYISPHbIE TaMapTPOMBI
B TOJIOBHOM MO3Te OOBIYHO OBIBAIOT KaJbI[THUPOBAHBL
Bmecte ¢ TeM mpH Ty6epo3HOM CKJiepo3e B GOJbIIKX
MOJyIapusxX, 4aile BOJU3M OTBEPCTHH 13 GOKOBBIX B
I1I xenynouek, y 15% GOJIBHBIX CO BpeMeHeM BO3HMKa-
10T OIYXOJIM 110 TUIY TMTaHTOKJIETOYHOM aCTPOLUTOMBI,
KOTOpbIe, KaK [IPeIoaraeTcsi, MOryT ObITb Pe3yabTaToM
TpaHchOopMaLY raMapTPOM.

B HeBpoJIOTHYECKOM CTaTyce BO3MOXKHBI NPU3HAKH
IBYCTOPOHHE! NWPAaMUIHON HeNOCTaTOYHOCTH, SIUJIEN-
TUYeCKHe IIPHCTYIIBI, TOPOKK Pa3BUTHA cKeieTa (nedop-
Maluy 03BOHOYHUKA, IPYAHON KJIeTKU, KUCTel, CTOM).

[TpumepHOo y 60% 6GonbHbIX Ha KT ronoBHOro mMosra
BBISIBJIAIOTCS TUIOZEHCHBHBIE OYard B 3aThUIOYHBIX
IOJSIX, TIPe/iCTaBIA0NINe, I0-BUAUMOMY, YIaCTKU U3Me-
HEHHO! MueNVHU3alluu HepBHBIX BOJIOKOH. Hepezko
MOXXHO BBISIBUTb TaKXe KaJblUQUKATHl U TJIHAJbHbIE
y3€JIKY B TapaBeHTPUKYJISIPHOIN 06J1acTH.

[Ipu ayTonCHM Ha MOBEPXHOCTH MO3ra OGHApyKUBa-
I0TCA eJVMHWYHbIe MJIM MHOXEeCTBEHHbIe TJIMOMAaTO3HbIe
y3JIbl, IO IIBETYy OHUM HECKOJBKO CBeTJiee OKPY’Kaolero
MO3TOBOTO BellleCTBa U MJIOTHee Ha OILIyIlb, BO3MOXXHA UX
KasblIUHALMS. [THOMATO3HbIE Y3JIbI MOTYT OBITH TaKXKe
U B 6eJIOM BelljecTBe MO3ra, B MOJIKOPKOBBIX TAHTIHSAX, B
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CTBOJIe MO3Ta U B MO3)KeuKe, JOCTUras Ipu 3TOM pa3Mmepa
5-20 mM. BerpevaroTest 1 aHOMaUM Pa3BUTHS U3BUIIMH
MO3ra B BUjle MHUKPO- W TAXUTUpHU. B Kope GONbIINX
TOJTyIIapUil ¥ MO3’KeYKa MHOT/IA MOTYT ObITh OGHApYyKe-
Hbl IJIACTHHYATble Tesblia, HAIOMUHAIONIME aMUJIOU], a
TaKKe flereHepanys KOPKOBBIX HeipOHOB.

3aboneBaHue HacleAyeTCs MO ayTOCOMHO-ZOMUHAHT-
HOMY THIy C HeMOJHOW IeHeTPaHTHOCTbIO MYTaHTHOTO
reHa, MOXeT NPOSABIATHCA U CIOPAJUICCKHU.

29.2.3. JHuehanoTpureMUHanbHbINM
anrnomaro3s Ctepaxa—Bebepa

OHiedanoTpureMuHaNIbHEI aHruomaro3 Crepaxa
(IItypre)-BeGepa  (KOXXHO-MO3rOBO#l  aHTHMOMa-
103, cuHApOM BeGepa—Kpab6e—Ocnepa) mpezncraBisi-
eT BPOXJEHHYI0 MaibpopMalrio Me30AepMabHBIX
(aHrMoMBI) M 3KTOJepMaJbHbIX 3JIEMEHTOB T'OJIOBBI
smbpuoHa. ITogpobHOe omucaHue 3HIEPpATOTPUTEMHE-
HaJIbHOTO aHruomaro3a caenanu B 1879 r. aHIIUHCKUN
HeBposior W.A. Sturge (1850-1919), B 1922 r. penrre-
Hosor F.P. Weber (1863-1962), a B 1934 r. — naTckuii
Hesposor K.H. Krabbe (1885-1961).

KnuHuyecku xapakTepHa Tpuaza: «IlJIaMeHHbIH»
HeByC, IJlayKoMa M 3Nujelcus. BpoxaeHHoe KpylHOe
cocynucrtoe TATHO (KOXHAas aHTMOMa, HeBYC) OOBIYHO
JIOKaJIM3yeTcsl Ha OAHOHN CTOPOHe JIMIA B 30He KHHep-
BallUM BeTBell TPOMHMYHOrO HepBa (puc. 29.5, cM. LB.
BKJIeliKy). KpyIHble NJOCKMe aHTMOMBI KpPAacHOTO WJIM
BUIIIHEBOTO [IBeTa Ha Jiviie, Oie/iHeromIne MPU Ha/laBiu-
BaHUU, MOTYT PAacCIpPOCTPAHATBHCA Ha KOXY BOJIOCHCTOH
YacTW TOJIOBBI U IIeW; OObIYHO OHM CONMPOBOXAAIOTCH
AHTMOMAaTO30M MO3rOBBIX 000JI0YeK, y4acTKaMH aTpo-
¢duu MO3roBOMl TKaHM M Ovaramu OOBLI3BECTBIEHUS B
Kope Gonblux nonymapuii. Ha Toii xe cTOpoHe Hepenko
OTMeYaeTcsi MUKPOPTabM.

lemanruoma HepesJKO paclpoCTpaHAeTCs Ha BeKH,
KOHBIOHKTHBY IJIa3HOTO 510710Ka, PacliUpeHHble N3BUTHIE
cocyzibl OOHAPY)XMBAIOTCA B OT/EIbHBIX CEKTOpPax WIH
0 BCeil MOBEPXHOCTU IJIA3HOrO si6y0Ka (KamuuispHast
SMUCKJIepaNbHas reMaHruoMa). Pagyxka B Takux ciy-
Yasix MOXKeT ObITb TEeMHOOKDAIIEHHOH M3-3a HaJu4us
B Hell GOJIBLIOTO KOJWYeCTBa PACIIMPEHHBIX COCYIOB.
BO3MOXXHO HelOpa3sBUTHE MBIIIIBI, CyXUBAIOIeld 3pa-
oK. Eciu remaHrroma pacipoCcTpaHseTcss Ha COCyAu-
CTy10 000JI0UKY, BEHbI CETYATKU OKA3bIBAIOTCS PE3KO pac-
[IMPEHHBIMU, U3BUTHIMU; TPU 3TOM OOBIYHO MPOUCXOUT
IUIOCKAs OTCJIOMKA ceTyaTku. Ha CTOpOHe reMaHIMOMBI
IpY TIOPAXEHUU €l0 BeK ¥ KOHBIOHKTUBBI 0OBIYHO Pas-
BHBaeTCs I71aykoMa. B TedeHue 3a6osieBaHus Ha CTOPOHE
AQHTMOMBI [TaZIaeT OCTPOTA 3PeHus], HepeaKo 70 CJIeMOThL.

[IpunATOE HeneHye SHIepanroTpUreMIHaIbHOTO aHTH-
OMaT03a Ha TPUCUMIITOMHBIE, UJIH KJIaCCUYecKue, a TakxKe
OUCHMIITOMHbIE ¥ MOHOCHMITOMHbIE (OPMBI YCIIOBHO.
VI3 GMCUMITOMHBIX BCTPEYAIOTCS HEPBHO-KOXKHAs, OKY-
JIOKO)KHasi U OKYyJIOHeBpaibHas ¢opmbl. OnucaHbl
ciy4au 3ab0JieBaHUA, IPU KOTOPBIX ObUI BBIABJIEH MHO-
’KeCTBEeHHBIII aHTMOMATOo3 C MOpa)kKeHWeM MOo3ra, Mouek
Y IJ1a3.

[Ipu sHUIE(ATOTPUTeMIUHATBHOM QHTHOMATO3e YacTo
BO3MOJXHbI FéMUAHOIICUsI, THAPOdTaNLM U 00YCIIOB-
JIeHHass MM TIJIayKoOMa, IpOsIBJIeHUs] ONUroQpeHuy,
reMunape3 U OTCTaBaHHe MApeTUYHBIX KOHEYHOCTeH B

pocTe Ha CTOPOHE, IPOTUBOIOJIOXHON TPUTeMUHAILHON
aHrvoMe JIMLA.

3aboneBaHMEe MOXET MPOSIBIATHCS CIIOPAANYECKH.
OnHaKo OnmMcaHbl OTZeNbHBIE CIy4ad CeMeHHOro Xapak-
Tepa 60JIe3HH, B YACTHOCTU CeMbs, B KOTODOii 3a6oie-
BaHMe HabI0Janoch B TPeX IOKOJIEHUX; 3a00JieBaHMe
HabJI0/aM B MATU MOKOJNEHUsX JApyroii cembu. Takue
HabJII0/IeHUs TO3BOJISIOT CYUTATh, YTO JHIepaIoTpure-
MUHAJIbHBI/ aHTUOMATO3, CKOpee BCero, ABJIeTCS Haclel -
CTBEHHBIM 3aboJieBaHueM. [Ipy 3TOM PeJIIONIaratoT, 4To
OH MOJET HacJIeOBaTbCs KaK [0 ayTOCOMHO-ZIOMAHAHT-
HOMY C HEIIOJTHOH NEeHeTPaHTHOCTBIO, TaK U T10 ayTOCOM-
HO-peneccuBHOMY TUlly. Ha kpanuorpammax u KT ronos-
HOTO MO3ra 4acTO BCTPEYaIoTCsl 0Yard 0ObI3BeCTBIIEHNUS.
Ha KT u MPT 00GbIYHO BBISIBJISIIOTCS MPU3HAKU aTpOUM
MO3rOBOI'O BelllecTBa (pacLIvpeHye XeayJ04KoB Mo3ra 1
cybapaxHOMIaIbHBIX IpocTpaHcTB). Ha ®T wacTo o6Ha-
PYXXMBAIOTCA JIOKAJIbHbIe NPOSABIEHUS SIUJIENTAYeCKOH
aKTUBHOCTHU.

29.2.4. Atrakcus-TeneaHre3us

ATtakcusi-reneanresusi, wid Gone3us Jlyu-Bap,
XapaKTepu3yeTcsi CUMMETPUYHbIMU TeJIeaHTMIKTa3usi-
Mmu. 3aboneBanue omucana B 1941 r. ¢paHuysckas Bpay
D. Louis-Bar. Hacnenyetcs o ayToCOMHO-peLieCCUBHOMY
TUIY C BBICOKOH NeHeTPAaHTHOCTHI0 MyTaHTHOTO TeHa.

[lepBble KIMHUYECKWe TPOSIBIEHUSI, OOBIYHO TIpes-
CTaBJleHHble CHMMETPUYHBIMU TesleaHTU3KTa3UuAMH,
MOSIBJISIIOTCS y JieTeit B Bo3pacte 3—6 jer. OcoGeHHO
BbIpa)keHbl OHY HA KOHbIOHKTHBE CKJIep B BUje U3BU-
TBIX SIPKO KPAaCHbIX COCYAUCTBIX CIUIeTEeHUIl U Kiy-
6oukoB. HanGonee mIOTHO OHM PacCHOJIOKEeHbI B
007acTH MeJUaJBHOrO yrja ria3a u BOJIU3U ropu-
30HTAJILHOW JIMHUM, COEJMHSIOMEN yIJibl I1asa C
nuM6oom. IIpu 3ToM pacmmpeHne KanuisIpoB KOH'b-
IOHKTHBBI CO3JaeT BHeYaTJIeHHe <«KPacCHbIX IJia3».
[Ipy GHOMHUKPOCKOMUYECKOM HCCIIeOBAHUN KOHBIOH-
KTUBBI TJla3a OOHAPYKUBAIOTCS BbIPaKEHHbIE M3Me-
HeHMs MNOCTKAaNUJUIPHO-BEHYJISPHOTO 3BeHAa MHKpO-
[IUPKYJIaTOPHOTO pycJia U pacliipeHHe ero IpOoCBeTOB.
CocyaucTble M3MeHEHUs B KOHBIOHKTHBE CKJepbl
[JIa3HBIX I0JI0K MOTYT PACCMaTPUBATHCS KAK HAZEK-
HbI AMarHocTuyeckuii tect. Ilpu odrampmockonuu
Ha I7Ia3HOM JIHe MOTyT ObITh OGHApyXKeHbl AaHTHOMBI,
KHMCThI, IVIHa/IbHbIe pa3pacTaHus B JHMCKax 3pH-
TeJbHBIX HEPBOB WJIM NPHU3HAKH 3aCTOA B BeHax.
OcTtpoTa 3peHus y GONbIIMHCTBA GOJBHBIX COXPAHSET-
cq B npeaenax ot 0,3 mo 1.0.

TeneaHruskTa3un y GONBHBIX aTaKCHE-TeleaHre3u-
el 0OBIYHO JIOKAJU3YIOTCS Ha KOHBIOHKTHBE CKJIEDHI,
a TaK)xe Ha KOXKe JINIA, 0COOEHHO BBIPA)KEHbI OHU TOJ
r71a3aMy U B 006J1aCTH YUIHBIX PaKOBHMH. BO3MOXHBI OHU
TaK)Ke Ha Iiee, TyJIOBHIIe, KOHeYHOCTsIX. LIBeT ux 06bI9HO
TeMHO-KPaCHbI. BO3MOXHBI U BbIpaXKeHHBIE JIOKaJIbHbIe
pacIIupeHusi COCYZIOB MO3TOBBIX 0GOJIOYEK ¥ BellecTBa
Mo3ra.

B cBsisu ¢ reHeTuuecKu OOYCIOBJIEHHbIM Hapylie-
HHEM KJIETOYHOro M rymMOpaJbHOTO MMMYHHTETA
nnsi GONBHBIX aTaKcheli-TeseaHruakTasueit Jlyu-Bap
XapakTepHa IOBBINIEHHAsA CKJIOHHOCTb K XPOHHYECKUM
BOCITaJIUTEIbHBIM 3a00JIeBAHUSAM (CHHYCHUT, THEBMOHUH,
OpOHXUTHI, GPOHXO3KTA3UU U TIP.).

6¢ vavLl
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Y3Ke [P MePBBIX MOMBITKAX peGeHKa K CaMOCTOSATeNb-
HON X07b0e BBIABJIAIOTCS MPU3HAKM MO33KEYKOBOM
aTaKCHUM, KOTOPHIe B laJibHelleM UMEeI0T HapacTaroIui
XapakTep, T037iHee MOABJAIOTCS TMIEPKUHE3bl [0 TUIlY
MUOKJIOHUY WJIH aTeTo3a, CyXOXKUIbHAsA THopedieKcus,
Iu3apTpus. Bo3MOXHO MOpaXkeHHe YepermHbIX HEpPBOB,
3arpy/JHeHHe NPOM3BOJIbHBIX JABM)KEHUH I71a3 (OKy-
JioMoTOpHasA anpakcus). K 12-15 rozam nposBisoTcs
HapyleHusi TIyb0KONH W BUOPAIMOHHON YyBCTBUTEJNb-
HOCTH, NPHU3HAKW CIMHOIepebe/uApHOil artakcuu. Ha
MO3HHUX CTaAUSAX 00JIe3HH B CBSI3Y C [IOPAXKEHUEM KJIe-
TOK IIepefIHNX POTOB CIMHHOTO MO3ra BO3MOXXHBI aTpo-
dun mpmm, ¢acumkynapHsie nogepruBanua. Ha
KO’Ke TTOSIBJIAIOTCSA MUTMEHTHBIE IAATHA KodelHOoro 1BeTa,
YYaCTKU TUIOMUIMEHTAI[MH, AeMUIMeHTal1u, cebopeii-
HOro nepMaTuTa. [locTemeHHO pa3BUBaeTcsi atpodus
KOXMU. YKe B IIKOJIbHOM BO3pacTe BO3MOXXHO TOCeleHue
BOJIOC, @ TAK)Ke 3aflepiKKa MCUXUYeCKOro U prU3nIecKoro
pasBuTHs. OObIYHBI TUIIOIJIA3US MO3)KeUKa, pe3ye BbIpa-
’KeHHas B ero 4depBe, IMIOIIA3UA BUJIOYKOBOH KeJe3bl,
IUCraMMariobyIuHeMus], TOpaXeHrue PeTHKYI0IHAOTe-
JIMaNBHOM crcTeMbl (BO3MOXKHBI peTHKYJIe3bl, TuMdocap-
Koma). IIporHo3 mioxo#. IlpuunHO# cMepTH dare cTa-
HOBSITCS XPOHUYeCKWe 3a60sieBaHyst OPOHXOB U JIETKUX,
JUMPOMBI, TUM(OCAPKOCHI, KAPLIHOMBI.

29.2.5. Llepe6popeTuHoBMUCLEPanbHbIA
aHrMomarto3s, unu 6one3nb F'mnnens—
Nunpay

Llepe6popeTHHOBHUCIIEPATbHBINM aHTHOMATO3 (60J1Ie3Hb
Tunnens—JIuHAay WJIX TeMaHTHo6JIacTOMaTo3) —
Hacse/[cTBeHHO-ceMeliHbIl aHrnomaro3 LTHC u ceTyaTku
rima3. Omucanu sto 3aboneBanue B 1904 r. HeMeLKUi
opranbmosior E. Hippel, a B 1926 r. — mBefcKuit mato-
sor A. Lindau. Berpeuaetcst y ogHoro u3 35 000 HOBO-
poxneHHbIX. Hacneznyercd mo ayTOCOMHO-ZOMUHAHT-
HOMY THUITy C TIPAaKTHUYeCKU MOJHOM MeHeTPaHTHOCThIO U
BaprabeNbHOM 9KCIPeCCUBHOCTBIO. KiMHUYeCKue Mmpo-
SIBJIEHUS] BO3HMKAeT Yaile B Bo3pacte oT 15 0 50 ner.
3aboseBaHne XapaKTepuU3yeTcsi BPOXKIEHHBIM Heiopas-
BUTHEM KallWJISPOB B COYETAaHMU C KOMIIEHCATOPHBIM
paciiperreM 6oJiee KPYIHBIX COCYZIOB U 00pa3oBaHeM
COCYZIMICTBIX KJyOOYKOB, aHTUOM, aHTHOTJIOM.

HeBpoJsorideckasi CAMITOMATHKA MOXET ObITh Pa3HO-
00pa3HoOii, 0GBIYHO MPOSIBIISETCS OPAKEHUEM DOJIBIIIX
MOJIyLIIapHi, CTBOJIA MO3ra, MO3XeuKa, pexxe — CIIMHHOTO
Mo3ra. XapakTepHa TpUaja: reMaHTMOMBI CeTYaTKU U
roJIOBHOT'O MO3ra U NOJIMKHCTO3 BHYTPEHHUX OPTaHOB.
Kpome Toro, BO3MOKHBI aHTHOpPEeTHKYJeMbl B ouykax. Ha
I7Ia3HOM JIHe OTMeYaloTCs BbIpa’keHHOe pacumpe-
HHe U U3BUTOCTb COCYAOB, JKeJITOBaTble COCYAHCThIe
KJIy00YKH B CeTYaTKe — AHTHOMBI AMAMETPOM He
MeHee 0,8 nucka 3purtenbHOro Hepsa (puc. 29.6, cMm.
1B. BKJefiky). Ha 3ToM ¢poHe mo3Ke MPOHCXOAAT
BBINIOTEBAHUE 3KCCYAAaTa, KPOBOU3IHMAHUA B CeT-
4aTKy, ee 0TCJIOMKA. YacTo pa3BUBAIOTCA NIOMYTHe-
HHe CTEeKJIOBHAHOIO Teja, UPUAOUUKINT, IJIayKoMa.
B pesynbTare co BpeMeHeM BO3MOXKHO HACTYyIIJIeHUE
CJIeNOThI.

[lepBbiME TIpOsiBIieHUsIMU Gose3Hu Tummesnsi—JIunaay
OOBIYHO OBIBAIOT MPU3HAKA AHTHOMATO3a CETYATKH

a3 uiad MO3)KedKa. AHIMOMAaTo3 CeTYaTKH H3Be-
CTeH NoA Ha3BaHMeM <«omyxoiab I'mnmens». Ilpu
KIIMHUYE€CKUX NOMHHUPYIOIUX MPOSBJICHUAX aHI'MOMa-
TO3a MO3)Xeuka 00se3Hb MHOIZA PaccMaTPUBAETCS Kak
«omyxonb JIunpgay». IlopakeHusi BHYTPEHHUX oOpra-
HOB OOBIYHO XapaKTepU3YIOTCS aHOMAaJIMAMK Pa3BHUTHA,
Jamie IOJMKUCTO30M TOYeK M 06pa3oBaHMEM OIyXO-
neii — (eoXpoMOIMTOMBI, THNEpHeGPOMBI, KUCTO3HOM
OIYXOJIM TNOZXKeNyL04YHOH Kese3bl, nedeHu. Ilocie yna-
JIeHUs! OOVHOYHOM reMaHIMOMbI MO3ra BO3MOXHO MeTa-
CTa3MpOBaHMe KJIETOK OIyXOJIM II0 JIMKBOPHBIM IyTSIM
¢ popMUpOBaHNEM UYepe3 MeCSIbl U TOZbl MHOXECTBeH-
HBIX reMaHruo6acTom. [amMma-Tepanus B psifie cIydaes
BeZleT K 3aZep’KKe pocTa HeonepabesbHBIX ONyXOJIEBbIX
y3710B. XMMUOTEpAMn¥s [IPH Jie4eHNH lepeOpPOpeTHHOBHUC-
LiepaJIbHOTO aHT'MOMAaT03a He IIPUMEeHAeTCS.

29.3. IMNNAO03bI

JIuzocoMHbie GOJIe3HM HAKOMJIEHUS — OOMIMPHBI
KJIACC HACJIeICTBeHHBIX O0JIe3Hell 0OMeHa BelecTB, KOTO-
pblit BKJII0OYaeT B cebst 0koyio 40 HO30J0THYeCKUX GOpM
CO CXOJHBIMHM MOJIEKYJISIDHBIMA MeXaHU3MaMH 3THOJIO-
TUHM U TTaTOreHe3a. Bce OHU 06YC/IOBIIeHbI TeHeTHYeCKUMU
M3MEeHEeHUAMH JIU30COMHBIX (HepMEeHTOB, KOHTPOJIUPYIO-
WX IIPOLIeCC PaCIIeNyIeHNs TaKMX MaKpOMOJIEKYJ, KaK
[JIMKO3aMUHOTJIMKAHBI, TITUKOJIUIU/BI, TIMKOIIPOTEHHHBI,
HeOOXOUMBIX JJII HOPMaJIbHOW JKU3HE/esATeNbHOCTH
KJIeToK. Hac/ieZicTBeHHO ZleTepMUHUPOBAHHBINA JedUIuT
bepMeHTOB MPUBOAUT K HAKOIJIEHUIO IPOJYKTOB pacHa-
7la BHYTPU JIM30COM, HapyILIeHHI0 QYHKIMIA KJIETOK pas-
JIMYHBIX TKaHell OPraHMU3Ma U TOSIBJIeHUI0 KIUHUYECKUX
CHMIITOMOB TIPOrPeCCUPYIOIIero 3aboieBaHus ¢ mopaxe-
HIEeM MHOTMX OpraHOB W CHCTeM. PacmpocTpaHeHHOCTb
JIN30COMAJIbHBIX GOJIe3Hel B pe3yJibTaTe MyTallWii reHa
¢ obpa3oBanueMm fedekTHOro dpepmeHTta paBHa 1 ciydaro
Ha 6600-7700 X1BBIX HOBOPOX/eHHBIX. B 3aBUCMMOCTH
OT TIPUPOJBI BEIIECTBA, COJEP)KAIIerocss B JIM30COMaX,
Beizenssior MIIC, MyKOJMINIO3bI, COUHTOIMIUIO3HI,
[JIMKOIIPOTENHO3bI, [JIMKOT€HO3 2-TO TuMa u 060Jie3HH
neduIKTa KUCJIOH TUNAa3bl. AKTUBHOCTD JIN30COMAJTbHBIX
depmeHTOB y 60JIbHBIX He mpeBbiiaer 10-20% HOPMBL.

Manudecranysa cuMnToOMOB 3a601€BaHUSA MOXKET IIPO-
W30TU B pa3HOe BpeMsi — OT [leprofia HOBOPOXKIE€HHOCTH
710 3peJIoro BO3PacTa, B CBSA3M C UeM Pa3JIMYaioT paHHUE 1
no3zHue GopMbl 3aboseBaHuA. HapylieHue BHyTpPHKIIe-
TOYHOrO OOMeHa JIMMU/IOB, MPOSIBISETCS HU30BITOUHBIM
HaKOIIJIeHVeM JIMIIMZOB U OTJIOXKEeHHEM B HEPBHOM CHICTe-
Me ¥ B HEKOTOPBIX BHYTPEHHUX OpraHax JIMITHIHBIX KOM-
IUIEKCOB, cofiepkamux CHuHro3uH. COUHTOIUITU/IO3bI
HpeZICTAaBNAIOT OoJbliyr0 Tpymmny 3aboneBaHuil. K HUM
OTHOCATCS TraHruo3uzo3 GMI1, ranrnuosuzo3 GM2
(Tea—Caxkca), HeiflpoHalbHbIE LePOUATUNODYCIIHO3EL,
chUHrOMUENIVHO3bI, TIKOIepe6PO3U/I03bl, JTaKTO3MI-
1epaMu/I03bl, 1ePaMUATPUTIUKCUAO3bl. B OCHOBe wux
JeXaT TeHeTHYecKu 06ycIoBiIeHHble AedeKThbl JM30C0-
MaJbHbIX (GepMeHTOB, MeTaboJU3UPYIOINX CHUHTOIHU-
nuzibl. HacmenyroTes 1o ayToCOMHO-PeLeCCHBHOMY THUITY
C BBICOKOI CTelleHbI0 eHeTPAHTHOCTH MYTaHTHOTO T'eHa.

[Ipu nU30COMAbHBIX 0OJIe3HSAX HAKOIJIEHHS yXe Y
HOBOPOJXX/IEHHBIX, a TaK)Xe Y JieTeil B Bo3pacte 7i0 1 rozia
KU3HM HepeIKo OOHAapyXUBAIOTCS MOpaKeHWs TrJias.
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VI3MeHeHUs COCPeZlOTOYeHbl B OCHOBHOM B CeTYaTKe M
3pUTeIbHOM HepBe U IIPUBOAAT K PaHHeH CJeroTe.

29.3.1. MaHrnuo3unpaosobl

HacrencrBeHHbIe TM30COMHbIE 3a00JIeBaHUS U3 TPYII-
bl JIUMUI030B — 0O0Jie3Hel, 06YCIOBIEHHBIX HapyIie-
HUEM JIUMUIHOTO O0MeHa, PU KOTOPBIX B HEMPOHHBIX
MeMOpaHaX HAKallJMBAIOTCS TaHIHO3UABI — KUCIIbIE
TIMKOCOUHIONIUIU/IBI, COZIePIKALINe HePaMUHOBYIO KUC-
JoTy. DT 3ab0JieBaHMs [0 HelABHETO BPeMeHH KMe-
HOBaJIi AMABPOTHYECKUMH HMAHOTHAMH. I1011 3TUM
TEPMUHOM MO/[pa3yMeBaii CyMMapHoe 00O03Ha4yeHHe
OoJsie3Hell HAKOIUIEHUS TaHIIMO3UAOB, XapaKTe-
PHU3YIOLIMXCS HAPACTAIOMMM CHH)KEHHEM 3PeHMs,
BIUIOTh A0 CJEeNoThl (amMaBpo3a), ojurodpeHueit,
pa3NMYHBIME HEBPOJIOTHYeCKHMMH HapyLIeHUSIMHU.
B Hacrosiiee BpeMsi 3Td 3a00ieBaHUs 0OBEANHSIOT 110/
Ha3BaHUeM <«00JIe3HM HAKOIUICHHMS TaHIVIMO3UIO0B>,
WY <TaHIJIMO3UA03bI>.

Mopdonorudyeckre uccielOBaHUS HalpaBjieHbl Ha
BbIsIBJIEHHE CrenudUuIeckux MPU3HAKOB IaTOJIOTHYe-
CKOTO HAKOIUIEHUSI MaKPOMOJIEKYN B KJIETKaX KOCTHOTO
MO3ra, CeJie3eHKH, HePBHOM TKaHH, GUOPOBIACTOB KOKH.
DTU U3MEHEeHUA OYeHb TUIMYHLL KJIeTKU lole, KJIeTKU
Humanna-Iluka.

OCHOBOII CJTyKaT OMOXMMHUYECKasi TUATHOCTHKA Crie-
[UPUIeCKUX MeTabOJIUTOB B TKAHSIX ¥ UAKOCTSX Opra-
HU3Ma (Hampumep, KUC/IBbIX TJIMKO3aMUHOTIMKAHOB MPH
pazmuunblx popmax MIIC), ompeneneHue ¢epMeHTOB,
MOJIEKYJISIPHO-TeHeTHIeCKast JUarHOCTHKA.

COUHTONUMIIO3bI TPEICTABNIAIOT OOJBIIYI0 TPYIITY
3a00JyieBaHMiL: ranriamosnno3 CM1, ranrinuosnzo3s CM2
(Tesi—-Cakca), 6Gonesubp Iome, Gonesup Papbepa,
MeTaxpoMaTtuyeckast Jselikoguctpodus, 60Je3Hb
KpabGe, 6ose3un Iunpiepa, 6one3ub @abpu, 60y1e3Hb
Humanna-IIuka A, B, 6Gone3ur Humanna-Iluxa C.
Tun HacnenoBanus, Kpome Gonesun Pabpu, ayrocom-
HO-pereccuBHblil. Bonesup ®abpu Hacmenyercs 1o
X-CIIeNIEHHOMY PeIleCCUBHOMY THITy. DTU 3a00JieBaHusI
OT/IMYAIOTCS OONBIINM KIMHUYECKUM MOTUMOPPHU3MOM,
XapaKTepU3yITCs MPOTrpeIeHTHbIM TeIeHHeM 1 B 60JIb-
IIMHCTBE CBOEM MPUBOJST K PaHHE WHBaIUIM3aIUu
U TPEXIeBPEMEHHOM cMepTH (HaYMHAsi C HeoHaTallb-
Horo mnepuozna). [Tofjo3peHNe Ha JIM30COMHYIO 0O0JIe3Hb
HOSiB/IsieTCs] OObIYHO MPH MPOTrpeccupyonieit auchyHK-
[UU HEPBHOU CHCTEMbI, BHCI[EPOMErajnuu, HapylleHu-
AX CKeJieTa, M3MEHEHUSX B CyCTaBaX, UX JAeuryparuw,
60J1e3HEHHOCTH, TYTOTIO/IBY)KHOCTH U GoJiee crieriuduye-
CKUX aHOManuAX. OTIMYNTENBHONR OCOOEHHOCTBIO 3TUX
GoJIe3Hell CIyKaT MPOrPeccHpYIoline JereHepaTUBHbIE
nporiecchl. Lleecoo6pasHo yUUTHIBATh STHUYECKYIO TIPHU-
HaJlJIeXXHOCTh GOJILHOTO, TaK KaK Psifi 601e3Hel HaKoILIe-
HUs1 JIMIIWZIOB Yallle PErUCTPUPYETCS Y eBpeeB-aiKeHas .
IOBenunbHast popma cuanumosa (6oJie3Hb HAKOTIEHUS
[JIMKOIIPOTENHOB U TJIMKOJMITK/IOB) PacmpoCTpaHeHa
yaiie B MoHuN.

Haubonee TsoKelbIM U PAaHHUM MPU3HAKOM BHYTPH-
KJIETOYHBIX JIMIK030B ObIBaeT MOpakeHue TJias.
BeyiyM riia3HbIM CUMIITOMOM B GOJIBIIMHCTBE CIy4Yaes
CTaHOBSATCS PaHHsAsA MaKy/lspHas JlereHepalus CeTYaTKu
(cMMNITOM <«BUIIHEBOW KOCTOYKHM»), MpOrpeccupyoliee
CHIDKEHUEe 3DEeHHsl JI0 CJIeNOTh, aTpOQusi 3PUTENTHLHOrO

HepBa. DTOT CUMITOM onucan B 1881 r. aHriumiickuii
odranbmonor Teit (Tay) (puc. 29.7, cM. IIB. BKJIEHKY).

B 1887 r. amepukaHckwii HeBposior Cakc (Sachs)
ory6IMKOBa OMHUCAHKMe KIWHUYECKON KapTUHBI TshKe-
JIBIX HEBPOJIOTUYEeCKUX HapyLIeHUM, NPOABAAIOLINXCA §
Zieteil ¢ 4 Mec KM3HM M 3aKaHUYMBAIOIIUXCA JIeTalbHO,
KaK MmpaBuJIo, K 2 rogam. Cakc Ha3BaJ HabII0faeMbIil UM
CUMIITOMOKOMIIJIEKC aMaBPOTUYeCKON CeMeiHON Uauo-
tueit. Bonesusb Tesi-Cakca 0COGEHHO YacTO BCTPeYaeTcs
cpenu espeeB-amkeHasn — 1:4000 HOBOPOXIEHHBIX,
4710 npuMepHO B 300 pa3 mpeBbIlIaeT 4acTOTY AAHHOU
[aTOJIOTUU B IPyIUX 3THUYecKuX rpynnax. CeTyaTka B
006J1aCTH MaKyJibl, KPOMe [eHTPAJIbHOM MKH, B KOTOPOit
HeT TaHIJIMO3HBIX KJIeTOK, 3HaUUTeNIbHO yTomueHa. OHa
uMeeT BUJL OBAJbHOTO WJIM IOYTU KPYIJIOrO CBETJIOrO C
CepoBaThIM OTTEHKOM 00pa30BaHKs C TeMHO-KPaCHBIM
IATHOM B LieHTpe («BHIIHeBas KOcTouka»). HapyuieHue
IPO3pavyHOCTH CeTYaTKU B MaKYJIAPHOM 30He CBA3aHO C
OTJIOXKEHNEM OIpe/ieJIeHHBIX TTUKOJIUIHUIOB, COUHTOIIN-
NUJOB B LUTONJa3Me HeHpOHOB, TaHIJIMO3HBIX KJIETOK
ceT4aTKU. MaKpOCKONNYeCKH OTMeYaeTcsl YTOJIIeHHe
(yBenuueHne MaccChbl) CeTYaTKM B MakyJIspHON 30He.
TucTonorudecky ereHepanus HEPBHBIX KJIETOK IIPO-
ABNIAETCA yBelWYeHHWeM HX pa3Mepa U XapaKTepPHbIM
TMeHUCThIM HaOyxaHueM, «6ayloH006pa3HbIM» B3[yTH-
eM KJIeTOK U UX OTPOCTKOB. B nanbHeimieM HacTymaer
reHepaJn30BaHHbIY pacma/ HePOHOB, IeMUAeTMHU3ALNA
¢ 06pa3oBaHKeM MHO)XECTBEHHBIX MEJKUX KIHCT, BbISB-
JIfieTCcA UCTOHYeHMe 3pUTeJIbHBbIX HepBOB. lleHTpanbHas
AMKa, UMelolas 5 cJIoeB CeTyaTKU, OCTaeTcs Npo3pad-
HOW. TeMHO-KpacHBI{ LBeT IPOCBEYMBAIOIIEH XOpHUO-
uzied pe3K0 KOHTPAcTHUPyeT C CepoBaTbIM OTTEHKOM
MaKyJIApHOW 30HBL. JlereHepaTUBHbIe W3MEHEHUS B
006JIaCTU JKeJITOTO MATHA TPUBOJSAT K UCTOHYEHUIO CeT-
YaTKU, UCYe3HOBEHUIO CEPOBATOrO OTTeHKa, I0sBJIEHUIO
NUTMEHTAlNY, aTpOQUN HEPBHBLIX BOJIOKOH U 3PUTEJNb-
HOTO HepBa.

CHMIITOM <«BHUIIHEBON KOCTOYKU» — Haubosee APKUi
U paHHuU#, oH no3sosnser B 100% ciy4aeB IOCTaBUTH
IpaBWIbHBIN AMArHO3 JIMNKZA03a. B HacTosmee Bpems
OH ONHUCAH TOJBKO MpU 5 TUNAX BHYTPUKJIETOYHOTO
JIMNK/03a U CUAJIM/I03€e, HAOMI0JaeTcsd HepeiKO TOJb-
KO Ha CaMbIX PaHHUX CTajusAX 3aboJieBaHWs, TaK Kak
IIOTOM pa3BUBAIOTCS JlereHepalys ¢ llepepacipesiesieHu-
eM TUTMeHTa B MaKyJIsApPHOI 30He CeT4yaTKu U atpodus
3puTenbHOro Hepsa. [Ipu HUX, mpex/e Bcero, mopaxa-
I0TCs1 HEUPOHBI KOPbI OOMBIIMX MOJNyLIAPHii, MO3KeUKa,
Ga3aibHBIX TAHIJINEB, si7Iep CTBOJIA U, KaK ObUIO yKa3aHO
paHbllle, FAaHIJIMO3HbIe KJIeTKH CeTYaTKHU. 3aTeM IIpo-
ABJIAIOTCA OYaru JieMHeNuMHU3alluy, CIOHTHO03a, TJU-
03a. OCHOBHBIMU IIpU3HaKaMM TaHTJMO3UZOB CJyXKaT
HapyLIeHus NCUXMYecKOro pa3BUTHSA, IeHepalnu30BaH-
Hble 3MUJIeNTUYeCKHe NIPUCTYIbl, HAPYIIeHUsA 3peHus,
BbI3BaHHbIE IJIABHBIM 00pa3oM MOpa’keHHeM raH-
IJIMO3HBIX KJIEeTOK CeTYAaTKH; NpH 0(PTaIbMOCKONUHU
BBISIBJISIETCSA CUMIITOM <BHIIHEBO# KOCTOYKH»>.

GM-2-ranrnuno3upo3 tuna I, unu Gonesnn Tes-
Cakca (amaBpoTHUeCcKas UMOTHA), — HauboJiee N3BeCT-
Hasi QopMa raHIIHMO3U/030B, TPU KOTOPOil Hauboiee
paHO mopaxkarTcs rnasa. dacrora 3aboneBaHUS —
1 Ha 250 000. PanHsAs nerckas GpopMa aMaBPOTUIECKON
UIMOTUM HOCUT CeMeIHBIN XxapakTep. 3aboyieBaHue MIpo-
ABJISETCA Yy JIeTed B Bo3pacTe 3—4 MeC HaCTyIUIeHHEM
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anaTuy, HHUCTarMa, Kocorjaasusa. TUIndYeH CHUMIITOM
TOBBILIEHHO!N PeakIuy Ha 3ByKOBble ¥ TAKTUJIbHBIE Pa3-
JPa’KuTesy, KOTOPBIN MPOSIB/ISAETCS CUJIBHBIM B3Jparu-
BaHUEM U U30BITOYHOM IBUTATEIbHOM peakiiyeil. BeicTpo
TepAIOTCS NpHOOpeTeHHble HABBIKK U YKe HOCTUTHYTHIH
YPOBeHb ICUXWYeCKOro pa3BuTus. JIMLo pebeHKa amu-
MUYHO, B3I/ HepUKCUPOBAHHBIH, [1ePUOINIECKH —
MOHOTOHHBIN TJa4. PeGeHOK mepecTaeTr y3HaBaTh
MaTh, Omu3kux. OueHb PaHO HACTyMaeT CHHMJKEHHe
3peHus BIUIOTH [0 MOJIHOH cnenoTsl. Yepe3 4-8 Mec
1ocjle TMOSIBJIeHUSl IepBbIX KJIMHMYECKUX IPU3HAKOB
00JIe3HN AMCKHA 3PHUTEIbHbIX HEPBOB MPHOOpETAIOT
NPU3HAKHU, XapaKTepHble 11 UX MepBUYHOIl aTpo-
¢un. MMapannenbHO MPOUCXOAUT CHUXKEHHE 3peHHs
BIUIOTh A0 CJenoTbl. KpoMe cMMITOMOB CO CTOpO-
HbI I71a3, HOABJIAIOTCSA MBblIeyHas TMIOTOHUS, CMEeHSI0-
I[AasACs MOBBIIEHWEeM MBILIEYHOTO TOHYCA, CYLOPOKHbIE
NPHUCTYIIBI, HapyIlaeTcs COH, B CBA3H C TUNOTPOPU-
eil Mo3ra pas3BuBaeTcsi 3amMeCTHTeJbHas (ex vacuo)
ruaponedanua. XapakTepHbl TaKXe JpOXKaHWe, aTaK-
cusl, LeHTpajbHbIe mapesbl, nceBfobyab6apHble 1 Bere-
TaTHBHbIE HApyIleHUs. B TepMUHANIbHOU cTagun (depes
3—4ropma) — cacTUYeCKuii TeTpanapes, aerepeopanuoH-
Hasl PUTHHOCTb, KOHTPAKTYpbI, Kaxekcus. B M0o3rosom
BelleCcTBe GOJIBHBIX OTCYTCTBYeT A-rajaKTO3aMHUHMIA3a,
HaKaIlJIUBAIOTCSA FaHIJIMO3UABL.

Hamm pesysbratel o6ciefoBanus 10 mereit ¢ 6oses-
Hpio Tess—Cakca (Habmionenne M.P. TyceBoii) mokasa-
JIM, YTO MOpaXkeHHe I1a3 0OGHapyKUBAIKCh Cpa3y Mocie
POXXIeHNA U HeYKJIOHHO IporpeccupoBao. IIoBTopHbIe
ciy4au 3a060JieBaHNS BBISIBJIEHBI B 2 eBPEICKUX CEMBbSX.
B oxHoM ciydae 6bu10 2 meteii ¢ 6ose3nbio Tesi—Cakca,
B Ipyroil cembe 2 gneteit ¢ Gonmesubio Tesi—Cakca u
onuH pebeHOK ¢ Gosne3nblo HumanHa-IIuka. B mepBoii
ceMbe y crapiiero 6para B 6 Mec HabIIJanoCh pe3Koe
CHIKeHUe 3peHus. Ha riasHoMm JHe oTMedasnach Maky-
JpHad JlereHepanys MO TUIY <«BHLIHEBON KOCTOYKU».
Kpowme atoro, B 0671acTi MaKyibl pa3MepoM B 2 inaMeTpa
IWCKA 3pPUTEBLHOrO HepBa BhISBIIAJICS GOMBIION cepoBa-
TO-6eJIbli, Clerka MPOMUHUPYIOMMUN KPYyTJblid odar. B
11eJI0M, HeO6XOAMMO OTMETUTh, 4TO Hpu Gose3Hu Tes—
Cakca MHTEHCHBHOCTb OKpAallMBAHUA B APKO-PO30BBIN
[IBET MATHA B OOJIACTH [IeHTpAa MAaKyJbl 3HAYMTEbHO
Gonbie, yem mpu Gosnesun Humanna-Iluka. B 3 roga
10 mec Ha ¢oHe BMMIENTHIECKOTO cTaTyca y pebeH-
Ka HacTynuia cMepTb. IIpu IaTosoroaHaTOMUYECKOM
UCCTeZIoBaHNY ObUIN BbISBJIEHBI aTPOQUs 3PUTENBHOTO
TpakTa, AUPQY3HBIA O3 TOJOBHOTO MO3ra, MUKPO-
rupus. Y ero 6parta mpu OCMOTpe B POAUIBLHOM JJOMe Ha
2-it meHb xusHu (Habmomenue M.P. TyceBoil) oTMeua-
Jach runepaky3us. Ha ria3HoM fiHe: IMCKY 3pUTeNbHBIX
HepBOB CepoBaTO-PO30BOr0 11BeTa, IPAHMULIbI 3aBYaJIMPO-
BaHbl. [lepunanuispHO BBIABIANNACH KPOBOU3IUAHUA
B CeTYaTKe JIMHeWHOH ¢(opmbl. B obmacTu Makysbl B
IleHTpe Ha OJIeJHO-PO30BOM (OHE OMpeeNsioch MATHO
TeMHO-KpacHOTO IBeTa C JOBOJIbHO YeTKUMU IPaHULIaMU
(B HOpMe Y HOBOPOK/IEHHOTO MaKyJa He AuQepeHnupo-
BaHHa, (oBeosa He NMeeT APKO-KPaCHOTo 1iBeTa 1 GpoBe-
aNbHBIA pedJieKC OTCYTCTBYeT, TaK KaK B 3TOT HEPUO
Xun3HU cerdatka umeer 10 cioes). Kamubp cocymoB u
nepudepus I1a3HOro JHa He M3MeHeHBI. IIpu ocmoTpe
yepe3 10 Mec pebeHOK UKCUpYeT B3IJIAZ, CJIEIUT 3a
IBIDKEHUEM pPeAMETOB, HO OBICTPO HCTOIIAETCS, PaHO

MOSIBUJIOCH IIOCTOSTHHOE COZAPYXXeCTBeHHOe ajbTepHHU-
pytoiiiee Kocorsasue. [Ipy opTasbMOCKONNU BbIpajkeHa
JacTU4Hasg arpodus 3pUTENbHBIX HEpPBOB. B oGmactu
MaKynbl — GOJIBIION CepoBaTO-Genblit 04ar Kpyrioi
¢dopMbI pazMepoM B JiBa JuaMeTpa IKCKA 3PUTETbHO-
ro HepBa. IloBepXHOCTb ouyara poBHas, 'OMOTeHHas,
ZIOBOJIBHO YeTKO Ilepexo/ifliasi B HOpMaJbHYIO CeTYaTKy
U cJlerKa IpoMuHupyomas. I1o noBepxHOCTH oyara npo-
XOZAT XOpOIIO KOHTypUpyeMble KPOBEHOCHBbIE COCYZBI
ceryaTku. B ¢oBeasbHON 0671aCTH KPYIJIOe C YeTKUMU
rpaHMIIaMU [ATHO SPKO-KpacHoro 1geta. [Tocne rube-
nu pebeHka B 2 roma MopdoJoruvecKoe McciejoBaHKe
YCTAaHOBUJIO aTPOQUIO 3PUTEIbLHBIX HEPBOB M TPAKTOB.
[aHIIMO3HbIe KJIeTKU CeTYaTKH ObUIN YBeITUYeHbl, LIITO-
I1a3Ma [IeHUCTas, AApa KJIeToK He OnpeJesIsiIuch.

lanrnuo3uno3 GM-2 tuna II, u3BecTHBIN paHee Kak
Gosesub Caunxodda, KIMHAYECKUA CXOIEH ¢ GOJIe3HbIO
Tessi—Cakca, HO oT/iMyaeTcs emie Gojiee 3JI0Ka4yeCTBeH-
HbIM TedeHueM. Omvcany 3aboeBaHue HE3aBHCUMO JIPYT
ot npyra B 1968 r. amepukanckue Bpauu K. Sandhoff u
coast. u H. Piltz u coasr.

[TposiBnsieTcA K KOHIYy TepBOrO MOJYTOAUSA >KU3HU
«KYKOJIbHBIM» JIUIIOM, Mukponedanueir, nuddysHoit
TUTOTOHVEH MBI, GeHOMEeHOM T'MIepaKy3ud, reHepa-
JIM30BAHHBIMU CYZOPOXXHBIMU NPUCTyNIaMU. XapaKTepHO
paHHee, ¢ IepBBIX [HEeH XU3HU CHUKeHHe 3peHHs, pas-
BUTHE CUMIITOMA «BHUIIHEBOI KOCTOYKH»>, NUTMEeHT-
HOH fAereHepanMu ceT4YaTKH. BcrencTBue HezocTaT-
Ka reKco3aMuHHUa3bl A U B mpoucxoguT BelpakeHHOe
HaKoOIUJIeHWe B TOJIOBHOM Mo3re GM-2-raHrinosuzios.
B HelipoHax Ipy 3TOM BO3HUKAIOT IATOJIOTMYeCKUe LIATO-
IIa3MaTrydecKye BKIYeHus. BolbHble pesiko 10KUBaIOT
no 5 ner. TTatoMopdooriyecKie 1ccie0BaHus obHa-
PY)XUBAIOT yYMEPeHHYIO BUCLIEpOMETajui0 U MeHUCThbIe
KJIETKY BO BHYTPEHHUX OpraHax.

Faurnuo3umo3s GM-2 tuna III, uau OGone3Hb
®orTta-IlInuensmeiiepa, onucaau B 1905 r. H. Vogt
u B 1906 r. W. Spielmeyer. 3aboneBaHue mpezacTaBisieT
IOBeHWIbHbBIY BapUAHT IaHIVIMO3U/1034a, IPOSABIAIOIINAN-
s B BO3pacTe 2—6 jieT IOKOMOTOPHOU aTaKCuel, K KOTO-
PO¥i BCKOpe NPUCOeIUHAIOTCA AU3aPTPH, CIaCTUYeCKUH
TeTpanapes, Nepexo/Aliil B TeTpaleruo, CHUKeHue
3peHus A0 CJENOThl, IPY 9TOM BbIABJIAETCS CUMITOM
<«BUIIHEBOM KOCTOYKHM». CO BpeMeHeM OTMedaercs
3a/lep)KKa NCUXWYEeCKOro pa3BUTHSA, SMUJIENTHYecKue
MapOKCU3MbI, B TepMUHAJIBHON cTaguu — Zelepebpa-
[IMOHHAsl PUTHAHOCTb. Y yMepIINX fieTell MOTYT OBbITh
HaliJileHbl HUTOIJIa3MaTU4eCKre BKIIOUeHUs B HePOHax
U remnaTonuTax. DTa Gpopma raHrIno3ua03a XxapakTepu-
3yeTcsl yMeHbllleHeM aKTUBHOCTU A-TeKCO3aMUHU/A3bl.

laarnuo3uno3 GM-3 tuma I ommcanu B 1941 1.
amepukaHckue mncuxuatpbl R. Norman m N. Wood.
3aboneBaHre, paHee WH3BECTHOE KaK aMaBpOTHYe-
ckaa uguotuss Hopmana-Bypa, mposBiserca cpasy
nocne poxieHus. [Ipy 3ToM y peGeHKa XapaKTepHbI
MUKponedanus, Cysopory, neHTpajbHble mapaiu-
4M, KOCOI/la3ue, CHMJKEHHMe 3peHHusl WM CJIemoTa,
B JlaJibHeiilleM — BbIpa)kKeHHas 3a/lepXKa MOTOPHOTO
U TNCUXMYECKOTO PasBUTHsA, JelepeOpallMOHHAs PUTHA-
HOCTh. Y TOJIOBMHBI GOJIbHBIX BBISBISIETCS CHMITOM
«BHIIHEBOW KOCTOYKH». BbIpaxkeHa NaToI0Orus KOCTel
U BHYTPEHHUX OPTaHOB: BBICTYIAMOIIKe JOOHbIE OYrpHl,
nopcosomMbanbHbil Kndo3, meGopMaluy KOHEIHOCTEH,
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remarocryieHoMeranusi. BojibHble MOTUGAlOT B IEpBbIE
MeCsAIbl XU3HU.

lanrnuosupo3 GM-1 Ttunm I, reHepanu3oBaH-
HBI, BPOXKIEHHBII — paHee M3BECTHBIA KaK 0O0JIe3Hb
Hopmana-Jlanauara. Onucaau B 1959 r. R. Norman,
B 1962 r. — B. Landing. 3aboneBaHue xapaKTepu3yeTcs
TeM, YTO yKe MPU POKAEeHUN peOGeHKa y Hero BBIBIIS-
IOTCSl TaKue MpOsIBJIeHKs 3TOi 0osie3HH, KaK MHUKPO-
Hedanusa, rpoTecKHOe IHIO, CIa00CTh KpHKa,
3aTpy[HEHNe COcaTelbHBIX JBIDKeHUN. B manpHeimem
OTMeYaeTcsl BbIpa)KeHHas 3a/iep’Kka MOTOPHOrO U IICH-
xu4eckoro pa3Butus. C MepBbIX MecAleB XU3HU y 50%
GOJIbHBIX Pa3BUBAETCS CHHKEHHE 3PEHUS U CUMIITOM
<«BHIIHEBO#M KOCTOYKW», fellepeOpaioHHast PUTH-
HOCTb. BbIpakeHbI IaTOJIOTMYeCKre M3MeHeHUsl KOoCTeil
U BHYTPEHHMX OPraHOB: BBICTyIAIOIINe JOOHBIE OYTpHI,
nopcosioMbanbHblll ko3, nepopmanui KOHEYHOCTeI,
remarocijieHoMeranvs. BosibHble MOrMOal0T 0OBIYHO Ha
BTOPOM IOy JXM3HU. B OCHOBe maToreHe3a JeXuT Jeu-
it QepMeHTa [-ranakTo3uzjasbl. B Mo3re u meyeHH
BBISIBJISIETCSI HAKOIJIEHHe MOHOCHaoraumimosuga GM-1,
BO BHYTPEHHMX OpraHaX HaKOIUJIeHHe KUCJbIX IJIUKO-
3aMHUHOTJINKAHOB. [1OCKOJNIBKY Y GONBHBIX HPOUCXOAUT
BHYTPUKJIETOUYHOEe HAKOIJIeHe He TOJIbKO TFaHIJIMOo3U/a,
HO ¥ KepaTaHCyJbdaTa, CUMITOM <BHUIIHEBOW KOCTOY-
KU» BCerza COIPOBOXJAaeTcs NIOMyTHEHHWEM POTOBHUIIbI,
TunuyHbIM 1711 MIIC 1-ro tuna.

IOBeHM/IBLHBIN ra"Hramo3uzo3 GM-1 tuma II onu-
cad B 1968 r. [leppu (Derry), mposiBisercss B Bo3pac-
Te 2-6 JieT aTakcuell, KOOPAWHATOPHBIMY HapylIeHU-
AMHU, KOCOIJIa3WeM, Ju3apTpuei, Nporpeccupyomum
CIIACTUYECKVIM TeTpanape3oM, 3aZepXKKoil (pu3ndeckoro
pasBUTHA U Jerpajaiueil ICUXUKYU, CHUXKEHHEM 3pe-
HMSA, OJHAKO CUMITOM <BHIIHEBOH KOCTOYKH»> IIpU
3Toit GopMe TaHTIMO31I03a BCTPedaeTcs peako. B nainb-
HelllleM — CyAOpOKHBIe NPHCTYINbI, TeTpamjerus,
AenepeGpanvoHHas PUTHAHOCTb. Bo3MOXHa yMepeH-
Hasi citeHOMeranusi. JleTalbHbIA UCXOA OOBIYEH Uepe3
3-8 ner. Xapakrepusyercs HaKonueHneM GM-1 ranrano-
31U/la B MO3Te U INIMKO3aMHUHOIVIMKAHOB BO BHYTPEHHUX
opraHax.

29.3.2. Llepona-nunocpycunHo3bl,
UK NUNogpycLMHO3 HEHPOHOB

I'pynna nunuzo30B, IPU KOTOPBIX MPOMCXOJUT HAKO-
IIJIeHUe B KJIeTKaX OpraHu3Ma, Tpeskzie BCero B HelipoHax,
ayToQIII00PECHUPYIOMNX JIANHAOCOePXKAINX TUTMeH-
TOB, I7IaBHBIM 00pa30M riepousa v munodycuusa. Lepous-
JnodyCIMHO3bI HACTEAYIOTCS ayTOCOMHO-PEIeCCUBHBIM
nyTeM. [luarHo3 MoATBepX/at0T TUCTOJIOTMYeCcKUe 1cciie-
ZOBaHUs TUMQPOIUTOB, OUONTATOB KOXXU, KOHBIOHKTHBHI,
MBI, epudepryeckKux HepBOB. BuimensroTcs 4 0CHOB-
HBIX THIIA IePOU/-TUIOPYCIVHO30B.

e Tunm I — paHHUU WHOAHTWIBHBIA. IIposBiseTcs
BO BTOpPOM IOJIYTOAUU >XU3HU 3a/IepPKKON Mcu-
XMYEeCKOTro pas3BUTHUsA, NMUTMEHTHOW JereHepalueii
CeTYaTKH 1 aTpodueil 3pUTENIbHBIX HEPBOB, GBICTPO
BeZlyIIMMHU K CJIeNoTe, a TaK)Xe aTaKChel, MUOKJIO-
HUYeCKVMU TIPUMAZKaAMU.

e Tun II — mno3puuiéi gerckuit (BunbioBckoro-—
duckoro 6ose3ub). IIposiBisieTcss B BoO3pacre
2-4 net. IIpu 3TOM BBIABJIAIOTCA Te Xe NPU3HAKU,

4TO M IpU Ture I (IUrMeHTHasA AereHepanus ceT-
YaTKU U aTpous 3PUTENIbHBIX HEPBOB, OBICTPO
BeJlylllie K CJIeNIOTe), HO Pa3BUBAIOTCS OHU MeJ-
JIleHHee, TIPM 3TOM COIIPOBOXJAIOTCS aTaKCuei,
MHOKJIOHUYeCKAMY TIPUCTyIaMu. B TepMuHaIbHON
crazuu 00JIe3HU XapaKTepHbI MPOSBIEHNUs aKMHe-
TUKO-PUTMAHOTO CHHZPOMAa B COYeTaHUU C Iupa-
MU/IHOY HEZOCTATOYHOCTBI0. BoJbHBIE MOrHOAIT
B BO3pacTe 6-7 JieT, MHOT/a JOXUBAIOT 0 10 set.

e Tun III — roBeHUNbHBbIA (Oone3Hp barTeHa-
[ImuneMmeiiepa—@Porra) HposiBisieTcss B BO3pacTe
6-14 neT HapymeHNeM 3peHHUs B CBSA3M ¢ aTpodueit
3pUTEJIbHBIX HEPBOB U IUTMEHTHBIM PEeTHHHUTOM,
KOTOpPbIii NPHU3HAETCA OOJUTraTHBIM HPU3HAKOM
3TOro 3aboJieBaHKs, aTaKCUel, MPOrpecCHpyOIINM
PacCTPONCTBOM MCUXUKH, adpeKTUBHBIMH, MUpa-
MUJHBIMUA U 3KCTPaNUPaMUIHBIMU HapylleHUAMHU,
SNUJIENTUYeCKVUMHU IIpUNajkaMu. B TepMuHalb-
HOM cTaguu 3aboyieBaHUs HaGIIOAIOTCA CJIEIO-
Ta, KaxeKcus, eMeHIus. BoibHble MHOIAA NOXU-
BaloT 70 20-30 ser. @epMeHTHBIN nedexT mpu
3TOM 3a00JIeBaHUM HE YTOYHEH, TMCTOXUMHIYECKHe
¢bmoopeceHTHbIE MCCTIeI0BAHNSA BBISBIISIOT I€PO-
u-TUNOQYCUUH.

e Tun IV — no3auwmii (6osne3nn Kydca). Bosuukaer
TIOCJIe TI0JIOBOTO CO3PEBaHUsA, OOBIYHO HA TPETbeM
necATUNeTu XuU3HU. OCHOBHBle IIPOSABJIEHUS:
IpOTpeccupylolye WHTeJJIeKTyalbHble Hapylle-
HHA BIUIOTb [0 JleMeHLUY, CHHKeHHEe OCTPOTbI
3peHMs, Cy)KeHHe NoJieH 3PeHHs, CIacTUuecKui
TeTpanapes, CyZJOpPOKHbIe IPUCTYIIbI, MO3)KeYKOBbIe
U TIOJKOPKOBble HapyuieHWs. JIeTanbHBIA HUCXO[
06BIYHO HacTymaeT depe3 10-15 sieT noce Havyasa
6oJ1e3HN.

29.3.3. ChuHromuenuHosbl

bonesnr» Humanna-Ilmka orHOCUTCA K TIpyI-
Ie JIMNKZ030B, IPU KOTOPBIX MMeeT MeCTO HapylleHue
oOMeHa CQUHrOMUENMHA C HAaKOIIJIEHUEM ero B Mo3re U
BHYTPEHHHUX OpraHax, Ipex/e BCcero B PeTUKYJI0IHJOTe-
nuanbHOU cucreMe. ITopaxkeHue a3 CIyXUAT OJHUM U3
B)XHBIX IMarHOCTHYECKUX IPU3HAKOB GOJIe3HU U BCTpe-
qaercsi B 90% ciiy4yaeB B BU/e AUCTPOGUH MAKYIAPHOI
30HBI CETYATKH, CHMIITOMA <«BHIIHEBOH KOCTOYKH»>
U arpoduM 3pUTENIbHBIX HepPBOB. JVICKH 3pUTENb-
HbIX HEPBOB HMEIOT OJeJHO-KeNThlii IBer, 00Yy-
CJIOBJICHHBIN AereHepanyeil aKCOHOB raHIVIMO3HbIX
KJIETOK CeTYaTKH U OTJI0KeHHeM JHMIUA0B B HepB-
HbIX BOJIOKHaX M B IJIMAJBHBIX KJIeTKaX CTPOMBI
3pHUTEIbHBIX HePBOB. Bo3M0O3KHEI 53K30dTanbMm, xKe-
TYIIHOCTh KOHBIOHKTHBBI, KOKM BeK, IJa30ABUTra-
Te/bHble HApyIIeHHs, HUCTarM, pefiKo NOMyTHeHHUe
pOroBUIbl, CHU)KEHHE 3peHUs BIUIOTH /10 CJIENOThI.

B comepXMMOM CTepHaJbHOW IyHKLUW BBIABJIAIOT-
csa cneruduyeckre MeHUCTble KileTkd HumanHa-IInka.
3aboseBanue csi3aHO ¢ epUIUTOM PpepmeHTa CHUHTOMIE-
nas3sl. HacnenyeTcss o ayTOCOMHO-pPeLleCCUBHOMY THILY.
Yacrora 3aboneBanus — 1 ciydait Ha 100 000 mereii.
ITonoBuHa Bcex cilydaeB BCTpedaeTcs y eBpeeB. Onucaau
B 1914 r. Hemeuxkuil neguatp A. Nimann u B 1926 r.
HeMellKuii matojioroaHatoM L. Pick, KoTopblii Ha3Bas aTo
3abo0JeBaHye JIMIIOUJHO-KIETOYHOM CIUIeHOMerajunei.
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I[Tox HamuM Habmonennem (HabmozeHre M.P. IyceBoit)
HaxoAWJIOCh 4 fieTeil B Bo3pacTte oT 8 Mec 70 1 roja ¢
6one3nbi0 Humanna-Iluka (3 Manb4vKa ¥ OfiHA JIeBOY-
Ka). Obume cuMOTOMBI 3a60J€BaHUS MOSIBIIINCE C 5 MeC
KU3HU C TEePUOANYECKOrO MOBBIMIEHUS TeMIepaTypsl
tesna 10 39 °C. K okpyxaroiieMy neTu 6butu 6e3y4acTHE,
XapaKTepHO 4epToi 6bIJI0 B3AparuBaHye BCero Tejia npu
HeO)XUJJaHHBIX Pa3IpaXuTensx, HepuojuyecKye IpucTy-
nbl acoukcuu. Co CTOPOHBI BHYTPEHHUX OPTaHOB OTMe-
4aJioch yBeJIUYeHye nedeHu. IIpyu ocMoTpe 06palaiy Ha
cebsi BHMaHKeE IMCTOHKS MBIIIL BEPXHUX KOHEYHOCTe},
NOBbIIIEHNEe TOHyCa HW)KHUX KOHEYHOCTel, BBICOKHE
CYyXOXWJbHble pedJieKChbl, IBYCTOPOHHUE HHUPaMUIHbIE
3HaKku. /leTM He cCJeAWIu 3a UTPyLIKaMU U He y3Ha-
BaiM MaTb. CO CTOpPOHBI IJ1a3 HabJIOANCh PACXO/s-
Ijeecs aJbTepHUpYIOlee COZAPYXeCcTBEHHOe KOocoriasue,
COXpaHeHHe 3PAYKOBBIX PeAKLMii, YacTUYHAsA aTpous
3pUTEJIbHBIX HEPBOB, Y OJHOTO OOJBHOTO — MaKYIsp-
Has ZiereHepanys 0 TUIY <«BUIIHEBOM KOCTOUKM». Odar
OBaJIbHO! (OPMBI CepOBaTO-6eJIOro 1BeTa B MaKyJIsIPHOM
30He B 1,5 nuameTpa AKCKa 3pUTEILHOIO HepBa C SIPKO-
PO30BBIM L[eHTPOM. IpaHuIbl oyara pasMbIThl, IJIOXO
ouepueHbl. B IyHKTaTe KOCTHOTO MO3ra y BCeX MaljleHTOB
ObLIK BBISIBJIEHBI KyleTKH HuManHa—TTuka.

Kpoxkep (1961) omucan 4 ¢popmbl 6oe3nn HumarHa—
[Muka: UHPAHTUILHYIO, XPOHUYECKYIO, MOAOCTPYIO U
HOBOLIOT/IAH/ICKYI0. B HacTosIee BpeMs Take Bblfess-
I0T 4 ee TUIA.

e Tum A — «xknaccudueckas ¢opma 0Gose3HH.
IIposBnserca B Bo3pacTe 5-6 MeC PacCTPOM-
CTBAMHU 3peHHUsA U CJIyXa, YMepeHHbIM IIOBbI-
[eHVeM MBbIIIEYHOIO TOHyCa, BCKOpe CMeHf-
Iollerocss MBINIEYHOM TIUIOTeH3uWeld, a 3aTeMm
artoHueil. Onurodpenus, Jame B GopMe MAUOTHUM.
XapakTepHbl XeJITO-KOPUYHEeBBbIH 11BeT KOX!, relna-
TOCIUIEHOMerajus, yBelndeHne JMMGbaTUIecKux
y37I0B, MHOT[A aCLUT, KaXeKCus, B3[paruBaHus,
KpaTKOBpeMeHHble 3aJlepXXKU JblXaHWs, Tuiep-
TepMUYeckde Kpusbl. Cxopgiieecss HMJIM pacxo-
Asimeecsa Kocorjiasue, NUpaMuIHble CUMOTOMBI,
ruapouedanus. BAnocTh U aCOHTaHHOCTh UHO-
I7la CMEHSITCA IPUCTYIIaMU [ICUXOMOTOPHOTO BO3-
Oy>xzeHus. MoryT ObITh runepTepMuyecKre KpUsbl.
ITpu odprambmockonuul B 50% ci1ydaeB BLISABISIOTCS
aucTpoduss MaKyaApHOH 00JACTH U CHUMIITOM
«BUIIHEBOM KOCTOYKHM». BO3MOXHBI U Apyrue
MOpOKK pa3BuTus. Habiromaercs OTJIOXeHHE B
MOpaXXeHHbIX OpraHax, BKJIOYas TOJIOBHON MO3T,
docdonununos, XonecTepuHa, MOBBILIEHHOE COZep-
*aHue cUHIOMUesIMHA B CBSI3U C HAPYIIEHUEM ero
KaTabonM3Ma, a TaK)Ke reHepaju30BaHHOE PACIPO-
CTpaHeHHe KJIeTOK, LIMTOIJIa3Ma KOTOPBIX KMeeT
neHucThIi BuA (Knetku Humanua-ITuka), ocobeH-
HO MHOTO MX B JIETKHMX, B JTUM(}ATUUECKUX y371aX,
BUJIOUKOBOH JKeyese, cejle3eHKe, KOCTHOM MO3re.
B roji0BHOM ¥ CIIMHHOM MO3re OTMeYaloTcs iereHe-
panus HeMpOHOB, JAeMUeNMHU3ALMs, mposudepa-
st riun. [TorubaiT 60bHBIE B BO3pacTe 2—3 JieT.

o Tun B — BuciepanbHas popma 601€3HH, IPH KOTO-
poil HakomseHWe COUHTOMHENNHA W XOJIeCTepH-
Ha BO3HUKAaeT TOJbKO BO BHYTPEHHUX OpraHax.
[TposiBnsieTcs remnaTocnjeHOMeraauel, JerouHbIMU
UHQUIBTPAaTaMM, OTHOCHUTENIBHO POJIOHTMPOBAH-

HBbIM TedeHHeM. HepBHas u 3puTenbHas cucrtema He
MOpa’karoTcs.

e Tun C. [Ipoasasercsa B Bo3pacte 4-20 yeT uHTeN-
JIeKTyaJbHbIMU PacCTPONCTBAMYU, IIPOrpeccUpylo-
UMY [I0 eMeHIWH, TUIepKrHe3aMu (TPeMOpPOM,
X0peoaTeTo30M), aTakcuel, HepeiKO MHOKJIOHU-
YeCKVMU UJIM aKUHeTHYeCKUMHU NPUCTYIIaMy, MUr-
MEeHTHOH JiereHepanueil ceT4aTKu, HaAbsAAep-
HbIM Napanu4yoM B3opa. TedeHne — MeJJIeHHO
nporpeccupyioniee. Hawubosbliiee HaKOIIeHHe
cuHroMUeNMHa — B TOJIOBHOM MO3T€ U CeJie3eHKe.

e Tun /1. IIposBnsieTcs B paHHEM JIeTCTBe JileMeHLueH,
renarociuieHoMeranueil, MUOKJIOHUYeCKUMU IIpU-
CTyNlaM¥, JPYyrUMU KJIWHWYeCKUMHU NpU3HAKaAMH,
xapaktepHbIMU 111 Gopmbl C, B TOM 4KCiie HALb-
sAAepHbIM NapajuyoM B30pa U NMUTMEHTHOM
JereHepanueil ceryatku. [Iporpeccupyer OTHO-
CUTEJILHO MEeJIJIEHHO.

Bone3np ®aGpu (6ose3np AHpepcoHa-Daopu).
3aboseBanre GHUIO OMKCAHO HE3aBHCUMO JIByMs JiepMa-
tonoramu JxoHoMm @abpu (D. Fabry) us Iepmanuu u
Bunbsimom Auznepconom (V. Anderson) u3 AHriuu.

PaHee cuuTanoch, YTO THUII HAC/Ie[OBaHUsS OOJIe3HU
@®abpu — X-CIeIUIeHHbIA pPelecCUBHBIN, OJHAKO Ha
COBpEMEeHHOM 3Talle yCTaHOBJeH TUIl HacJlel0BaHUA
X-CLeIUIeHHBIY ZIOMUHAHTHBIA C HENOJIHOM IeHeTpaHT-
HOCTBIO y JKeHIIMH. 3ab0/ieBaHNe BbI3BAHO HEJJOCTATKOM
0.-TaJIaKTO3K/a3bl, BBI3BIBAIONIAM HapylieHHe MeTabo-
nM3Ma CUHTOJIUNU/IOB, 1 00JIa/IaeT MUPOKUM CIIEKTPOM
KJIMHUYeCKUX CUMITOMOB. PacmpocrpaHeHHOCTH 3a060-
neBanus cocrasiuseT 1 Ha 40 000-120 000 HOBOPOX/eH-
HBIX. BecTpedaercsa Bo BceX pacoBbIX rpymnmnax. bosee pac-
MPOCTPAHEHO JIETKOe aTUMUYHOE TedeHue 3ab0sieBaHus
C IpU3HaKaMu MOpPa)keHUs OfHOro opraHa. CHMITOMBI
60J1e3HH HEPEIKO MPOSIBIISIOTCS B PaHHEM JIETCTBE, OflHA-
KO, BBUJZIy CBOEl HecrenupUIHOCTH, 3afepKKa C JUarHo-
30M COCTaBJIIeT HepesKO IO/bl U JIeCATUIIETHS.

Jng My)XYMH TUNWYeH BUJ MalMeHTa ¢ aKpoMeraju-
eif: BBICTyIAloIe HA/OPOBHbIE YTy U JT0OHBIE OYIpHI,
BBICTYIAIOMIAS HIDKHSS YeNFOCTh, YBeJIMYeHHbIe TyOBI,
3anaBmas nepeHocuna (¢ 12-14-jetHero Bo3pacTa).
Bone3Hb vMeeT MHOTO HeBPOJIOTMYeCKUX MPOSIBJIEHUH.
Benymmm cuMnToMoM 3aboiieBaHus ObiBaeT 6OJb ABYX
TUIIOB.

e Heppomaruueckasi 6osib (aKpomapocTe3uu) y
70-80% mnanueHToB. OTMeYaroTcs TOCTOSIHHOe
MOKeHYe 1 TOKasbIBaHue, OIyIieHue AuckoMdopTa.
Ot 60711 0OBIYHO 3aTPATUBAIOT CTYIHU U JIA/IOHU.

o Kpuset ®abpu — cuibHble, Xryuwe 00JM, BO3-
HUKaloIlie B CTYIHAX WM JaZlOHSAX U WHOTZA pac-
IPOCTPaHAIOIINeCs Ha IPYTHe YacTy Tesia. DTu 6071
MOTYT ObITh BeCbMa U3HYPSIOIIMMHU U MTPOAOJIKATE-
€l OT HeCKOJIbKUX MHUHYT [0 HeCKOJbKUX IHeH,
0OBIYHO BO3HUKAIOT B MOJPOCTKOBOM BO3pacTe, HO
MOTYT HaUYMHATbCSA U C 2 JIeT.

YacTbl TOJIOBOKPYXKEHUS, TONOBHbIE OOJIH, CHIXKEHHUE
CllyXa, UHTeJUIeKTyaJbHOe CHIDKeHUe, HapylleHue MoBe-
nenust. [IpoTpOMBOTHYECKHE U OKKJTIO3MOHHBIE HAPYIIe-
HUs IPUBOJAT K HApYIIeHWI0 MO3rOBOrO KPOBOOOpaIle-
HUS B BUJIe TPAH3UTOPHBIX UIIEMHYECKUX aTaK, a TaKxKe
AIIeMUYeCKUX U FeMOpparnyecKux MHCYJIbTOB, KOTOpPbIE
MHOTAA OBIBAIOT MEPBBIM U €JMHCTBEHHBIM CHMITOMOM
6omnesnn @abpu y 27% KEHUIMH U MYXYHUH B OTHOCH-



HACIEACTBEHHBIE AUCNA3IV HEPBHOI CUCTEMbI C HENPOO®TANIEMOMOMMYECKOM CUMMTOMATUKON 287

TeJIbHO MOJI0ZIoM Bo3pacTe (c 12 sieT). TUNMYHBI TUIIOTH-
Ipo3 unu auruapo3. OAUH M3 CAMBIX PaHHUX U 3aMETHBIX
MPU3HAKOB — Pa3HOKanubepHble KPacHOBATO-(pUONIETO-
Bble Ge300sie3HeHHbIe MaMyJibl HA KOXe (aHTMOKeparo-
MBI) B 06J1aCTH Iy, MajblieB, TPOMEXHOCTH.

JluarHocTiudeckuM mpusHakoMm Gomesun Dabpu ciy-
KUT nioMyTHeHHe poroBull (70-90% GOJIbHBIX) B BHE
TYCKJIBIX 30JIOTHUCTBIX BUXPeOOPa3HbIX OTIOXEeHWil Ccyh-
cTpaTa B CTPOME POTOBHIIbI, He BIMSIOLIMX HA OCTPO-
Ty 3pernsi. OCHOBHBIMH CHMIITOMaMHU IiepeGpanbHOro
nopakeHus: ObIBAIOT HUCTATM, Auruionus. Habmogaercs
3a/iHsIst CyOKaICynspHast KaTapaKTa, aHTUOTIATUS COCY/IOB
CeTYaTKH, YTO BbI3bIBAET CHIDKEHIE 3PeHusl.

Ha MPT natorHoMoHMYHBIM 1jisi Gosesuun Dabpu
CYUTAETCS] M30JIMPOBAaHHOE MOpPaXKeHUe 3a/iHero OGyropka
tajamyca. TakKke 4acTo BBISABISIOT COCYIUCTbIE Majib-
dopmaruy, NpenMyLieCTBeHHO Mpe/CTaBIeHHble HOMH-
X03KTa3usiMK BepTeGpoOasIIPHOIL apTepuiL.

OCHOBHBIMU TIPUYMHAMH CMEPTH CTAHOBSATCS MOYed-
Hasi HeJOCTaTOYHOCTh, OOJIE3HW Cep/lla WU HHCYIBT.
[larHOCTHKAa OCHOBAaHA Ha BbLISBJIEHUM AKTUBHOCTH
0-TaJlaKTO3KAa3bl B IJ1a3Me, JIeHKOLUTaX, CIe3HOM Kua-
KOCTH, KyJIbTUBHPYeMbIX ¢pubpobiacrax, 6uonrarax Tka-
Hell, a TaK)Ke TIOBBIIIEHUN CONePKaHMsT COUHTOTIIMKOIIU-
MU/I0B B MOYe, ria3me, Gpubpobiacrax.

29.3.4. T'nrokouepe6po3uao3bl

Bone3ns I'ome 0THOCUTCA K JIUMINA03aM, CBA3aHHBIM
C HEe/IOCTaTOYHOCThIO (epMeHTa IIIIOKOIepeOpO3uaasHI,
9TO BeZIEeT K HAKOTUIEHHIO TITI0KOLepe6pO3U/IOB B MeUeHH,
cene3eHKe, TMMpaTHYeCKUX y3JaX, a pH 1epedpabHbIX
¢dopMax — ¥ B rOJIOBHOM MO3re. IIpy 3TOM BO3MO>KHBI
NMOpa*keHus I1a30/iBUraTejbHbIX HEPBOB, KOCOIia-
34Me, AUIUIONHsA. XapakTepHa KCAHTOXPOMHS KOHB-
FOHKTHBBI M KOJKH BeK. [1py1 6IOMUKPOCKOINY B epH-
depuuecknx ormenax poroBHIbI 00HAPYKUBAIOTCSA
OnecTsAIIMe NATHA, HAIOMUHAKOLIAE OCKOJIKHA OUTO-
ro crekja. Bo3MOXHO pa3BuTHe MMTMEHTHOM JiereHe-
pauuy ceTYaTKu, CHMITOMA «BHITHEBOM KOCTOYKHU».

Teuenue nporpeccupymoiiee. JIMarHOCTUKe CHOCOO-

CTBYIOT OOHAPYKeHIe KiieToK [o1e B KOCTHOM MO3Te, TUM-
(daTuyecKux y3nax, ceie3eHKe, eYeHH, a TAKKe UCCIIeO-
BaHMe aKTMBHOCTH IJIIOKOIlepebposuasbl. Hacienyercs
[0 ayTOCOMHO-peLleCCUBHOMY TuIy. Bo3MOXHa IpeHa-
TajJibHAS [MATHOCTUKA OOJIe3HU MyTeM MCCIeJOBAHUS
KJIETOK aMHUOTAYECKOH XUAKOCTU. [IpUHATO BBIAENATDH
3 Tuna 6oe3nu Toe.

e Tun I — XxpoHMYeCKU#l BUCLiepaIbHBIA TUIl B3POC-
nbix. Havyano 3a6omeBaHUsI — B MO37HEM JIETCKOM
BO3pacTe WM y B3POCIbIX. XapaKTepHbI TPOMOO-
LIUTOIIeHNS, aHeMUs, KPOBOU3JIUAHUSA; [TOpaKeHNe
HEepPBHOW CHCTEeMBI Yallle OTCYTCTBYeT. TeueHne Mefi-
JIEHHO Tporpeccupyioniee. boabHbIe MOTYT ZOXH-
Bath 10 30-40 ser. JlabopaTopHbie HCCIEIOBa-
HUsI MOTYT BBISIBUTH aHEMHUIO, TPOMOOIMTOIEHHUIO,
NOBBILIEHVe AKTUBHOCTU ChIBOPOTOYHOU KHCIION
docdarassl, MOHWKEHEe aKTUBHOCTU JIEMKOIUTAP-
HOUi TJTIOKOIIepeOpO3u/Iasbl, a TaKxke OOHAPYKUTh
conepxaiiue 1epebpo3ubl KiaeTku loie B MyHKTa-
Te KOCTHOTO MO3ra, pefiko — B IepudepuiecKoit
KpoBu. IlaTonoroaHaToMu4eckKue HCCIef0BaHUA
BBIABJIAIOT KJIeTKU [o1le BO BHYTPeHHUX OpraHax.

e Tun II — ocTpblii AETCKUH HelipoOBHCLEPAIb-
HbIii THN, NPOABIAIWMUNCA B 2-M IOJYrOJUH
KU3HU 3aflepXKKON pa3BUTHs INCUXUKU U JBUTra-
TeJbHBIX (QYHKLMIA, TeTpamape3oM, MArMeHTHbIM
PeTMHUTOM B COYETaHUU C CUMITOMOM <BHII-
HeBOl KOCTOYKHW», TpU3HAKaMu OynibOapHOTOo
CUH/IpOMA, aHeMHeH, remaToCIleHOMeranueid. B
TeveHue 2 sieT 3aboieBaHUe MPUBOAUT K CMEPTH.
B Mo3re 0TMeYarOTCs MPOsiBJIeHust THOeTN Helpo-
HOB, HelipoHOdarus, o3, B 6eJoM BellecTBe —
nepuBackKyssapHble KiaeTky [oime.

e Tun III — momoCTpbIii IOHOLECKUI HelipoBuC-
LepaJIbHbII THI, TPU KOTOPOM 00JIe3Hb IPOSIBIIA-
eTcs B Bo3pacre 6—10 yeT remaTocrieHOMerajaunei,
NUPAMUJHON U 3KCTPANUPAaMUIHON CAMIITOMATH-
KOMf, Mopa)keHHWeM 4YepemHbIX HEPBOB, B 4acT-
HOCTH HEPBOB, 00eCIeYduBaIOMIUX IBUKEHUS
I71a3, yMCTBEHHOH oTcTanocThio. TedeHue nporpec-
cupyoliee, CMEPTEbHBIA UCXO/ B TedyeHHue 2 JieT
Hocsie ITOSIBJIEHUS HEeBPOJIOTMYEeCKOH CHUMIITOMa-
TUKUA. B KpyNHBIX HeHpOHAaX MO3ra BbIABIAIOTCA
CKOIUIEHHS IJIIOKOLIepeOPO3U/IOB.

29.3.5. JleiikogucTpochuu

K neitkomuctpodusim OTHOCHTCS TpyIina 3a00JIeBaHUI,
00YC/IOBJIEHHBIX HapylleHHeM OOMeHa JIUMUIOB, XapakK-
Tepusyomuxcs AudPy3Hoi fereHepaiuell MUeTHHOBBIX
CTPYKTYp U pacnazioM HempaBUJIbHO CHOPMUPOBAHHOTO
MUeJrHa (JUCMUeNMHU3aLusA). AMepPUKaHCKUI HeBPOJIOT
Poser B 1965 r. Ha3Bas 3Ty rpymiy 3a60neBaHuil [ucMue-
JIMHAZUPYIOLIVMU.

I'moGoupHo-KIeTo4YHass JeldKogucTpodus, uiu
neiikopuctpodus KpabGbe, mposiBisercs B Bo3pacre
2-6 mec. Onucan 3ty GpopMy HapyieHusi 0OMeHa JIUIu-
1oB B 1916 r. narckuii HeBpoJor K. Krabbe (1885-1961).
3aboseBaHue HACIeAyeTCs O ayTOCOMHO-PEIeCCHBHOMY
tuny. KnuHuyeckas KapTHHA XapaKTepu3yeTcs CHavasa
OCTaHOBKOIA, a 3aTeM 00PAaTHBIM Pa3BUTHEM QUIMIECKUX
U TICUXUYecKnX QyHKIWA. [Ipy 9TOM XapaKTepHbI MMPU-
CTYIIbI KPUKQ, LIEHTPAJIbHBIN N1ape3 MBIIIL KOHEYHOCTeH,
rurepecresysi, Mo3Ke — IPUCTYIbl MbILIIEYHBIX CIa3-
MOB, ONHMCTOTOHYC C BBITSHYTBIMU U IepeKpelleHHbIMU
HOTaMH, KJIOHAYecKue Cy[Opory, NMpOBOLKMpyeMble pas-
IpakeHVeM IIOKPOBHBIX TKaHell, aTpodusi 3pUTeNb-
HbIX HEPBOB, CONPOBOXKAAILIAACA IPOrpeccupylo-
M CHUKeHHeM 3peHMs, BpeMeHaMM TUIlepTepMHusl.
[IporHo3 ma0x0i. B TMOUYHBIX cIydasx 60Je3Hb JTUTCS
5-8 mec. Penxo, mpu mo3gHeM Havase, MOXET IIpO-
ZOJDKAThCS HECKOJIbKO JieT. B TepMUHANIBHON cTaguu
CJIeNoTa, KaxeKCUs, CyAOPOrH, AenepedpanyoHHasn
PUTHIHOCTD, cIa0oyMmue.

[Ipu r106OUAHO-KIETOYHON JIEUKOAUCTPOPUU B JIUK-
BOpe OTMeYaeTcsi yBeludeHue cofiepkaHus Genka, B
6-10 pa3 moBbIIEHA AaKTUBHOCTb [-TIIOKOPOHUZA3BI,
4TO He HabJIOAeTCs TIPU APYrux GopMax IPOTpeccupy-
IOMUX JlereHepanuii Mo3ra. Kpome Toro, mpu riobous-
HO-KJIETOYHOU JIeMKOAUCTPODUU CHUKEHO COoziepKaHue
B KPOBU aKTHUBHOCTU (epMeHTa rejiakToliepebposua-p-
ranakro3uzasel. Ha KT BeIABAIOTCA yBenudyeHue IJIOT-
HOCTH 3a/iHero Oefpa BHYTpeHHei KalCyJibl, Talamyca,
MapaBeHTPUKYJISIPHOrO 6esoro BelecTsa, coobImamasi-
cs1 ruzporiedanusi. Mo3r ymepinux 60bHBIX YMEHbIIEH B
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pasMmepax M Macce, B HeM BbIpaXKeHbl ITPOLeCChl JUcMue-
JIMHU3ALMU U JleMUeluHU3alyy, TIPYU 3TOM B [OpakeH-
HOM 0GeJioM BelljecTBe MO3ra 0OHAPYKUBAIOTCS TI060U/-
Hble KJIeTKH, pacIoyioKeHHble IPyIIaMyu BOKPYT COCYZOB.
B BemlecTBe M03ra OTMe4aeTcsl HAaKOIJIeHNe rajlaKTo3n-
nepamuza (rajakTonepe6po3usa).

CynaHodunbHas neiikoguctpodus, unm 6onesHsb
Ienuneyca—Mepi6axepa, MpOSBISETCS MUEIMHOIA-
THeH, NIPU KOTOPOM pacnajaroliuicsa MUeIVH OKpallu-
BaeTrcs cynaHoM III B kpacHblii 1jBeT. Onmicany HeMelKue
HeBposiory: B 1885 1. F. Paelizaeus (1850-1917) u B
1909 r. L. Merzbacher (1875-1942). Tun Hace0BaHUS
IIpeANoJIaraeTcs pellecCUBHBIN, CIeIUIEHHBI C IOJIOM.
OcobeHHocTH QepMeHTHOro aucbanaHca He YTOYHEHBI.
B mopakeHHBIX 30HaX — IJIMO3, YYaCcTKU COXpaHUBIIe-
rocs MUeNINHa, 4TO JiejlaeT TMCTOJIOTMYecKUil mpenapart
MIOX0XWM Ha JleonapZAoBylo WKypy. [IposBiserca B mep-
Bble MeCsIIbl WX TOJIbl )KU3HU, MHOTZIA Cpa3y Mociie poX-
nenusi. [IepBHIMU CUMIITOMAaMH 4allle ObIBAIOT HUCTArM,
Kocorja3ue, THKU, TPeMOp royioBbl. B fanpHelimem —
CracTU4ecKye Mapesbl, NHTEHIIMOHHOE pO)KaHue, aTak-
cusi, CHUKeHHe 3peHHs, 00ycjioBieHHOe aTpodueii
3pUTeJIBHBIX HEPBOB, SKCTPANXpPaMUHble 1 KOTHUTHB-
Hble PAacCTPOWCTBA. B TepMUHANBHOM CTaguu — Kaxek-
cus. JleTanbHBI MCXOJ, BO3MOXEH Yepe3 HECKOJIbKO
JieT, 0OBIYHO OT COMYTCTBYIOMUX GoJe3Heill. OJHAKO MPH
OTHOCHUTEJIbHO IMO37IHeM Hauajie 3a00jieBaHUsl OOJIbHBIE
uHorza A0xuBaoT 10 20-30 ser. CienupuyecKux mpo-
SIBJIEHUI TP JIOTIOJIHUTEILHOM 06 ciejoBaHuu HeT. IIpu
JKU3HU IMarHOCTUPYETCS pesiKo.

Jeiikoguctpodpus PoseHtans, unau 06ole3Hb
Anekcanpaepa. bonesns onucan B 1949 r. amepukaHCcKui
Bpad W. Alexander. 3aboneBanue mposiBIseTcs Yaile Ha
NIepBOM TOZly KU3HU, KpaiiHe pefKo — B IOHOIIECKOM
BO3pacTe WJIM Yy B3pOCJBIX CMAaCTUYECKUMU Nape3aMy U
napaayyaMy, XapakTepHbl CHUJKeHHe OCTPOThI 3pe-
HHUSl, HACTArM, ruzporedanus, ObICTPO MOPOTPECCUpY-
iolee cJIaboyMHe, BO3MOXHBI CYZOPOKHbIe MaPOK-
cusmbl. Ha KT — pmuddysHoe cHmKeHHE IIOTHOCTH
Gesroro BemiecTBa, 60jiee BBIPaXKEHHOE B JIOGHBIX 00Ja-
crsax. Yepes 2-3 roga 3abosieBaHue MPUBOAHUT K CMEPTH.
Tun HaciefoBaHUA — ayTOCOMHO-peLlecCUBHBIN. Yaie
BCTpedaercs y My4uH. IIpy IaTo0roaHaTOMUYecKOM
WCCTIeIOBAHUY BBIABIAIOTCA Meranonedamus, auddys-
HBIY pacnaj MuenruHa ¢ o4araMu pa3MsArdyeHus B MO3re U
obpa3oBaHUEM TI0JIOCTeN B ero OeioM BellecTBe, BOKPYT
COCYZIOB ITOBEPXHOCTU MO3Ta GOPMUPYIOTCS YIJIOTHEHUS
13 IJIMaIbHBIX BOJIOKOH, OIMcaHHble Po3eHTaneM.

Anpenoneitkopuctpodusi — moAOCTPast MUEMHO-
naTys, CoYeTamasacsa ¢ NepBUYHON Hell0CTaTOUHOCTHIO
byHKLIMI KOpbl HazinodyeyHWKoB. Habmogaercsi BbIpa-
’KeHHOe YMeHblIeHNe KOJIU4eCTBa MUEUHOBBIX BOJIOKOH
B MOJIyIIAPUAX OOJIBIIOrO0 MO3ra, B MO3)KeUKe, CIMHHOM
Mo3re, B mepridepriecKrux HepBax, ereHeparys akCOHOB,
JIMNUHble BKJIIOUEHUsl B IIBAHHOBCKUX KieTkax. Yaie
HPOSIBJIAETCS Y MAJIbUMKOB B Bo3pacre 3—15 ser Ha ¢one
CyOKJIMHUYIECKON HAJMOYeYHUKOBOU HEIOCTATOYHOCTH
unu 6ojie3Hn AnnvcoHa. Bo3amo)keH OpPOH30BBI IBeT
KOXH. B 71e010Te XapakTepHbl CIacTHYecKHe mape-
3bl, aTaKCHUs, ObICTPOE CHUKEHHE OCTPOThI 3peHMs,
ciayxa. B mocnenyomeM — CyAOpPOKHBIN CHHAPOM,
pedveBble HapyleHNs, AeMeHIHA. Oyary NOHWXeHHOH
IUIOTHOCTYU B pa3anyHbIX y4acTkax ITHC, BbIABIAeMble

Ha KT u MPT. B 6onbimuHCcTBe Ciy4aeB 60j1€3Hb GICTPO
nporpeccupyeT U B TedeHUe rofa IPUBOAUT K CMEpTH.
Peziko 3ab0seBaHue POSIBIISIETCS Y B3POCIBIX, [IPH 3TOM
B KJIVHMAYECKOW KapTHHe Ha MepBbI IUIaH BBICTYNAeT
IPOTPecCUpyOIUM CIacTUYecKUuil Iapanapes, MHOTAA
B coueTaHuu C nepudepudeckoii HeBpomatueir. CMepTh
B TaKMX CJy4asx OObIYHO HACTymaer yepe3 6-8 JeT or
Havazna Gosie3Hu. TWI HAC/TEZOBAaHUS — PeLleCCUBHbIM,
CIIeTIJIeHHBIH ¢ ToJIoM. Bruoxumudeckuit nedexr ocraercs
HeU3BeCTHBIM.

29.4. BONE3Hb KAHABAHA, WA BOJIE3Hb
BAH-bOrAPTA-BEPTPAHA

Omucanu amepukaHckuii Bpady M. Canavan, 6eib-
TUICKUIA HeBposior van Bogaert m ¢paHiy3ckuii Bpay
L. Bertrand.

CrioHrnosHasi ziereHepaiysi Gejoro BeljecTBa MO3ra,
MPOABJIAOIIAACA BbIPAXXEHHOW MMeJIMHONATHeld U 0Ted-
HOCTBIO Mo3ra. Bckope mocse poxzieHusi peGeHOK BAI,
naccuBeH. OOBIYHBI KOCOIJIa3Me, HHUCTArM, aTOHUS
MBI IIeW M KOHe4YHOCTed, amguHamudA. ITo mepe pas-
BUTHs 3a00JIeBaHNsI aTOHUSI MBIIII CMEHSIeTCs] UX Cra-
CTUYHOCTBIO, BO3MOXXHBI T'MIIepKUMHEe3bl. B fanbHeilem
CHI)KeHHe 3peHHs W ciyxa (cieacTBue arpoduu
3pUTeJIbHBIX M CIYXOBBIX HEPBOB), HapyLIeHUs IJIO-
TaHWSA, XOpeoaTeTo3, 3MWJIeNTUYeCKUe NpUNaJKu, OJH-
roppenus. Bone3Hs GpICTPO mporpeccupyer. Bo3HUKaOT
HPUCTYIBI JieliepeOpallioHHON pUruiHOCTUA. BoJbHbIE
He)XM3HECOCOOHBI ¥ YMUPAIOT B BO3pacTe 0 3—4 Jier.
HacnenyeTca mo peLiecCMBHOMY, CLEIJIEHHOMY C IIOJIOM
TUIly, PeJKO TUIl HACJeZOBaHUA ayTOCOMHO-PeLeCCHB-
HbIU.

29.5. HACJIEAACTBEHHbIE bONE3HU
COEANHWUTENDbHON TKAHK

29.5.1. Mykononucaxapuao3bl

MIIC — wHaciencTBeHHble 3abosieBaHusl oOMeHa
BeIIeCTB, TPY KOTOPBIX B CBA3U C HApyLIeHWEM QyHKINH
JIN30COMHBIX (PEPMEHTOB NPOUCXOJUT HAKOIUIEHUe
YaCTUYHO AerpPaAvpOBaHHBIX ITTMKO3AMUHOITINKAHOB
(MyKkomonucaxapuaoB) — BaXHbBIX CTPYKTYPHBIX KOM-
MIOHEHTOB BHYTPUKJIETOYHOIO MATpPHUKCa B JIM30COMAX,
9TO MPUBOAUT K TUOENTN KIeTOK W TKaHeir. COriacHo
UCIIOJIb3yeMOI B HacTosIllee BpeMs KJacCUPUKAIUU
pasnuyaioT 15 BapuaHTOB pa3iU4HbIX TUIMOB MIIC.
Kaxzpiit u3 HUX 0OYC/IOB/IEH HeI0CTaTOYHOCThIO Ompe-
ZeJIeHHOT0 JIN30COMHOr0 pepMeHTa, IPUHIMAIOIIEr0
y4acTue B KaCKa[HbIX PeaKLMsAX pacliellJIleHUs [AK03a-
MMHOIJIMKAaHOB, YTO ¥ OOYC/IOB/IMBaeT (pOpMUpPOBAHME
OCHOBHBIX KJIMHWYECKUX NposBaeHU. COTnIacHO Mpu-
HATOI Kinaccupukanuu, MIIC I Tuma BKIIOYaeT TpH
KJIMHUYeCKUX BapuaHTa: CUHApoMbl I'ypaep, I'ypaep-
Ileiie u lleiie.

MIIC I-H Tuma, cuhapom Typiep, cuHApOM
T'ypnep-IldayHanepa OTHOCUTCS K MaHITHUYECKUM
3aboneBanuaM. Onucana B 1919 r. HeMeLKWil IefuaTp
Teprpyzna I'ypnep (G. Hurler). Tum HacneoBaHUs ayTo-
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COMHO-peliecCBHBIA. OCHOBHOW fedekT — nepurut
o-L-uaypoHuaasel, OTBETCTBEHHOU 3a OOMEH KHUCJIBIX
MyKOIIOJIMCaxapyuoB. 3aboieBaHue OTINYAeTCS CaMOW
BBICOKOM 4acToTOi BcTpeyaemoctd 1:40 000 HOBOPOX-
ZIeHHBIX. DTO Harbosee TshKenas popma MIIC, asst KOTO-
poil XapakTepHO OBICTPO IPOTPecCUpyIolliee TedeHMUe,
NPUBOZSALIee K CMepTeIbHOMY UCXO/y Ha IIepBOM JIeCATH-
JIETUU KU3HU B pe3ysbTaTe HeBPOJIOTMYECKUX U CepAed-
HO-JIETOYHBbIX HapyuleHu# (puc. 29.8, cM. IB. BKIEHKY).
3aboseBaHne MPOSBNISETCS C IEPBBIX MECAIEB JKH3HU
PAHHMMU M3MEHEHUSMH IJ1a3 Pa3JIMYHON CTeleHU BbIpa-
KEHHOCTH y BCeX OOJIbHBIX. [JIa3Hble CHMITOMBI TIpeJ-
IIECTBYIOT U3MeHEeHHUSAM CKeJleTa M BHYTPeHHUX OpPTaHOB.

Y fereii yxe B IepBble MeCSIbl KM3HU OTMEYaloTCs
IJIMHHbIE ¥ TYCTble DPEeCHUIIbI, JIaTepasbHbIA IIPOINTO3,
MaCTO3HOCTh BeK, 0COOEHHO HIKHET0 BeKa. KOHbIOHKTHBA
BeK IJIa3HOTO 516JI0Ka OTevHast, IMaHOTUYHAs, 0COOEHHO
0 XO/Iy KPOBEHOCHBIX COCYZIOB y JiuMOa Ha 3 1 9 Jacax.
Cocyzpl TUMOaNBHOMN 06J1aCTH PaCIIUpPeHbI, TPOPACTAIOT
B IIpO3payHble OTZebl POroBULIbL. KPOBOTOK B KammiiA-
pax 3ame/ieH, COCyAbl UMEIOT GOPMY KPIOUKOB, MECTAMH
HabJII0/1aeTCst MOJHbINA CTa3, CTEHKH COCY/IOB YTOJIIEHBL
Y Bcex GOJBbHBIX BBIABIAETCS MAKPOKOpPHEA AHAMETPOM
70 12-13,5 MM IIpy HOpMe Y HOBOPOXXZEHHBIX 9,5 MM U
11 MM y B3pocbix. CTpoMa pOroBUIibl BCET/a YTOIIEHa,
M6 He paciivpeH (B OTJIMYKE OT BPOX/IEHHOM TJIayKo-
Mbl). [TocTOSAAHHBINA cUMITOM — AUPy3HOE TOMyTHEHNE
pOTOBUIILI B CpPefHMX U TIYOOKUX CJIOAX Pa3TUYHOM
WHTEHCUBHOCTH B CBSI3M C HAKOIUIEHHEM B Hell KUCJIBIX
IJIMKO3aMUHOTJIMKAHOB, O0COOEHHO (QpaKuuu JepMaTaH-
cynbdata (puc. 29.9). IlepenHe3anHsAS OCh TJIA3HOTO
0JI0Ka yBeJINYeHa y BCeX JIeTell 10 CPABHEHHUIO C HOPMOH
Ha 2-2,5 mM. Hepeziko y 60JIbHBIX HabJIO/IaeTCs 3aCTOM -
HBI ZIUCK 3pUTENBHOTO HepBa (B CBf3U C MOBBIMIEHEM
BHYTPUYEPENHOTO JIaBJIeHUs, a TAK)Ke OTIOKEHUEeM IJIH-
KO3aMHUHOIJIMKAHOB B KJIETKAX W TKAHAX 3PHUTEIBHOTO
HepBa U cervaTku). CeTyaTKa U OCOGEHHO MepUIamuI-
JISIPHAsI 30HA OTEYHbI, COCY/bI TJIA3HOTO JIHA PaCIIMpeHHl,
CTeHKU UX yTOJIIeHbI. B pszie cyyaeB MOBBIIAETCS BHY-
TPUTJIa3HOE JJaBJIeHNe, pa3BUBAETCS IMTMEHTHAs JlereHe-
panus cetyaTKu. B nmanbHeiimeM pa3BuBaeTcs aTpodus
3pUTEILHOTO HepBa.

Y3Ke Ha [IeEPBOM rojly *KU3HU HabJII0/1aeTcsl yBedeHne
u nebopmanus depena (Makpouedanus, ckadoueda-
U — Jla/ibeBUJHBIN ueper), UCKPUBJIeHHe MO3BOHOY-
HUKa, paclivpeHre BEHO3HOH CeTH Ha BUCKaX, 3a/iepxk-
Ka QU3MYeCKOro U yMCTBEHHOTO Pa3BUTHUS, YBeIUIEHUE
f3bIKa M Ty0, KOpOTKas Iies, BOPOHKOOOpA3Has WIH
KUJIeBU/IHASA TPY/b, IIaX0Bble U MyNOYHbIe IPBIKHU, Orpa-
HUYeHHe IO/BIDKHOCTU CYCTaBOB, KHCTb PYKH HMeeT
($OPMYy «KOTTUCTOH JIaIlbl», YTO THIIMYHO AT BCeX GpopM
MIIC (puc. 29.10).

Poct 3amemsieTcst ¢ 2-1o roza kusHu. Yacto — Bocma-
JIATe/IbHBIEe 3a00JIEBAHUST BEDPXHUX IbIXaTeJIbHBIX IyTel,
IIHEBMOHMS. B HEBpOJIOTMYECKOM CTaTyce: THIEepPTeH-
3UOHHO-ruAponedasbHbIii CHHAPOM, OJUTODpPeHus,
IBUTaTeJIbHble U BereTaTWBHO-TPOdUUYeCKHe pacCTpOii-
CTBa, BO3MOXKHBI IiyxoTa. Y psifa GOJBHBIX C HpOrpec-
cupymoiieii ruaponedanueii MOryT ObITh OCTpasi MOTeps
3peHust U HUCTarMOU/HbIe [IBIXKEHHS I1a3HbIX s1070K. Ha
KpPaHHOTpaMMaX BBIABJAIOTCA W3MEHEHHS BeJMYMHBbI U
bopMbI Yeperna, pacxXo/ieHWe YeperHbIX IIBOB, YILIOT-
HeHMe KOCTel yepena, YIJIOLIeHe ¥ paclipeHue Typell-
Koro cepia. Ha O0T — yrHereHue o.-puTMa, eJUHAYHbIE

8- U 0-BOJHBI, OCTpbIe BOJIHBI, MUKOMOAOOHBIE KOjeha-
HUA, AU3pUTMUA. [Ipy MOACHUYHOM IPOKOJIe JIMKBOPHOE
nasienve mnpesblmaer 300 MM BOZ.CT., COCTaB JIMKBOPA
HOPMaJieH, BO3MOKHO JIUIITh HEKOTOPOe CHUKEHIEe Cofiep-
xauus Genka. K 2-3 rogam et MPOM3HOCAT TOJBKO
OTZeJIbHbIE CJIOBA, HO U 9TU HABBIKW MOTYT ObITh HECTOM-
KUMH, TaK KaK IPOrpeccupyeT cjiaboymue, HapacTaroT U
HeBpOJIOTMYeCKre pacCTPOCTBA: U3MEHEeHUS MbIILIEYHOTO
TOHYCA, HOBBIIIEHNEe CYXOXKUIbHBIX peieKCOB, MUpaMuU-
HbIe 3HAKH, JIErKue HapylieHus: KoopauHauuu. OObIYHbIL
GrnenHasi, cyxasi, rpybas Koka, [IODOKH Cepjia, refma-
TOCIIJIEHOMErajivs, KJIIOBOBHIHAsA (opMma Tel IMO3BOH-
KoB. HakomeHue fepMaraHcyibdara v remapaHcyibda-
Ta OTMeYaeTcsi BO BCEX TKAHSIX M OpPraHax OOJbHBIX.
[ToBbIlIeHa SKCKpelus € MOYOi AepMaTaHcyibdaTa U
renapancy/b¢ata. IIopakaroTcsi KJIeTKA KOPbI GOJIBIIOrO
MO3ra, Tajamyca, CTBOJIa, IIePeIHNX pOroB. B yactu sei-
KoLUTOB (710 60%) BBIABJIAIOTCA MeTaXpoOMaTU4yecKue rpa-
HyJ1bl. BoJIbHBIE 0OBIYHO TOrUbAr0T B Bo3pacte 70 10 er.

Puc. 29.10. Kortuctas nana npu mykononucaxapuaose

6¢ vavLl
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MIIC, cunapowm 'ypnep-Illeiie (IH/S — Hurler-
Scheie). Yacrora Bcrpewaemoctn 1:80 000-100 000
HOBOpOXZeHHbIX. MIIC mnpossnserca Ha 1-2-M rogy
JKU3HY, XapaKTepHbl MeHee TsDKeJIoe TedeHue 3aboje-
BaHUS, OONbIIAs MPOAOJDKUTENHOCTb JKU3HH, HOP-
MaJIbHbIM WM He3HAUNTeNbHO CHU)KeHHBIN MHTENJIeKT.
BoJibHbIe IPeKpacHO MHTErPUPOBAHBI B OBIIIECTBO, MOTYT
MMeTh 3[J0pOBOe TNOTOMCTBO. V3MeHeHHUsl rja3 Xapak-
TepU3YIOTCA NMOMyTHeHreM porosull B 100% ciy4aes,
YaCTUYHOU aTpodueil 3pUTeNIbHOTO HepBa, MUTMEHTHOM
JlereHepanyeil ceT4aTKu. JIOCTaTOYHO 4acTO B CBSI3U C
nebopMansAMH MIEHHBIX MO3BOHKOB BO3HUKAET I€PBU-
KaJIbHasl MUEJIONaTusl.

MIIC, cunapom Illeiie (IS — Scheie). Yacrora
cocrasinser 1:500 000 HOBOpOXZeHHBIX. EMy cBOIiCTBeH-
HbI O0JIee Jilerkoe TevueHue 6OJIe3HHU, MATKKe MPOSIBJIEHMsI
KpaHnodanuambHOro AucMopdu3Ma 1o TUIY raprouim3-
Ma, aopTajbHble MOPOKU Cepzlid, HOPMaJbHbI KHTeN-
nekT. OdTanbMooruiyeckue paccTpoicTBa BKIIO-
YalOT TOMYTHEHHS pPOTOBHUL], [JAyKOMYy, MUTMEHTHYIO
JlereHepanvio ceT4aTkud. Muesnonatvs HieffHOTO OT/ena
BCTpevaeTcs pexe, 4eM npu cuszapome ['ypnep-Ieiie.

Bcem 6osbHBIM ¢ MIIC I TNa MOKa3aHO IpoBeieHue
penTreHorpa¢uu win MPT miefiHOro oTzesna Mo3BOHOY-
HUKA B II€JISIX BBISIBJIEHVsI €10 HeCTaOUIbHOCTH st IPO-
bunakTHKK LepBUKANBHON MEeonaTuy He pexxe 1 pasa
B 2 roga. Onpe/iesieHre NOBBILIEHHOTO YPOBHSA 9KCKPELIUA
KUCJIBIX TJIMKO3aMHUHOTIIMKAHOB C MOYOM M UX (pak-
Uil — fepMaTaHcyabdaTa U remapaHcyibdara, a Takxe
M3MepeHHre aKTUBHOCTHU JIM30COMHOH o-L-uypoHUa3sl
B JIEHKOLIUTAX WIJIM KYJbType KOXHbIX (Hubpo6IacToB
CIOCOGCTBYIOT YCTAHOBJIEH!IO inarHo3a MIIC.

MIIC II Ttvma, wiu cuHApoM Xanrtepa. Onwucan
B 1917 r. C. Hunter. Hacnenyercsa mo peLecCUBHOMY
THUILY, CLEIJIeHHOMY C X-XpOMOCOMO¥. BoybHbBIe UMeIoT
BHeIIHVe TPU3HAKU U JTabopaTOpHbIe JAHHBIE, CXO/HbIE
C TaKOBBIMM IIpU CUHZpOMe Iypiep, HO OHU MeHee BbIpa-
JKeHbl ¥ IPOABIAITCA [03Ke — Ha 2-5-M rofly XU3HU.
Yacrora B momynsuuu cocrasaser 1:70 000-200 000.
BoretoT, Kak MpaBujo, Maab4uku. OJJHAKO YCTaHOBJIEHBI
3 ciyyast 3a60JieBaHUs y ZIeBOYEK, CBSI3AHHBIX C PEKUM
ayTOCOMHO-PelleCCUBHBIM T'€HOM.

B HeBpOJIOrMYecKoM CTaTyce pa3BUBAETCS TMIIEPTEH-
3UOHHO-TUZIpoLedanbHbIil CHHAPOM. XapaKTepHbI paH-
Hee yBeJIMYeHe POrOBUIIBI U I71a3HOTO 5I6710Ka, HO MeHee
BbIpaXeHHble, yeM 1pu MIIC I tuna. ITomyTHeHue poro-
BUI[ Pa3BUBAETCS K 4—6 rojiaM, MHOT/Ia [T03Ke, 6oJiee BbIpa-
JeHHoe OJmke K TUMOY. BO3MOXXHBI JlereHepariusi Cet-
YaTKH, 3aCTOMHbBIE TUCKY 3PUTETbHBIX HEPBOB. OOBIYHBI
BPOXZEHHbIE IIOPOKM cepauad. IIpofoXUTeNbHOCTD
KU3HU OOJIBHBIX UHOTIA MOYKET ObITh 3HAYUTENILHOM (10
60 niet), HO Yaiie oHu morubaT 10 20 JIeT OT IeKOMIIeH-
CaLluy CepZievdHOM 1eITeIbHOCTH.

Cunzapom CaHQUIMIIIO ONKCAH aMePUKAHCKUM TeJIu-
arpom Caudwmmmo (S.J. Sanfilippo) B 1963 r. Yacrora
1:100 000-200 000 nHoBOpOXAeHHbIX. MIIC BKmIOYaer
HECKOJIbKO IOATHUIIOB, KOTOPble KJIVHUYECKY MaJio pa3-
ymanMbl. [Toarun A oGycioBned neduiurom depmeH-
Ta remapaH-N-cyiabdarassl, NOATHI B — CcHIDKeHuEM
akTuBHOCTU N-auetuin-a-D-rioko3aMUHUAA3bI, IO -
tun C cBsi3aH ¢ Jedpuiutom GpepMeHTa 0.-TII0KO3aMUHU]T-
N-auerunrpaHcdepasbl U noAtur D 06ycioBieH CHUXe-
HUeM aKTMBHOCTM JIM30COMHOM THAposasbl N-aneTui-
[JTIIOKO03aMUH-6-CyibdaT-cyibdaraspl. [loaTun A Hau-

Gosee vacto Berpedaercs B Hupepnanmax (1:24 000).
HaubGoiee peiko BecTpedaeTcst moATui D.

3aGoneBanne MaHudecTUpyeT Ha 2-M TOAY XKU3HU
C He3HAUYUTeNbHBLIX M3MEHeHHN CcKejleTa M CHIDKeHHUS
uHTe/eKTa. HabmiomanTcs pPUTHIHOCTH CYCTaBOB,
HebosbIIast renaTocieHoMeranys. [Icuxnyeckoe pa3Bu-
THe TpeKpamaerca K 3-My rogy xu3Hu. Hepenko — cyno-
POXHBIN CMHAPOM. I71a3Hble U3MeHeHUss MUHUMaJlbHbl —
TUTIePTeNIOPU3M, HeOOJBIION JlaTepajbHbINA IPOITO3.
Porosuiiel mpo3pauHele, pa3Mepbl B HOpMe. B pocre He
OTCTalOT. TUNIMYHA «KOITHUCTAs Jlana». Bbicokas aKckpe-
U TerapaHcyabdaTa ¢ MOUOH.

Cungpom Mopkuo unmeer 2 ¢opmer MIIC IV A
n MIIC IV B. Yacrora 1:40 000 HOBOpOXJEeHHBIX.
B ocHoBe 3aboneBanusi nexur AeduuuT QepmeHTa
N-aneruskekcosaMut-6-SO,-cynbgarasel. 3abonesanue
OTJIYAeTCs] 3HAUYUTENbHBIMU JiehOpMalUsAMU CKeJeTa.
XapakTepHO OTCYTCTBUE PAHHUX U3MEHEHUN CO CTOPOHBI
nepeiHero oTpe3ka riaasa. HexxHoe noMyTHeHUe pOrOBUIL
pasBuBaerca K 10 romam. B cBA3u ¢ MOBLIIEHNEM BHYTPH-
YeperHoro JaBjieHus ¢ GOJIbIIMM IOCTOSHCTBOM OTMe-
YaeTcsi OTeK /MCKa 3PUTENIbHOrO HepBa. 3abojieBaHue
Ha3BaHO B 4eCTh NlefiuaTpa MOpKuo, onucaBIIero cemMen-
HbIii cry4aii ¢ 3TuM 3abosieBanHiem B 1929 .

Cunapom MapoTto-Jlamu onucanu B 1960 r. ¢ppan-
L[y3CKUe IefuaTpel U reHeTuku P. Maroteaux n M. Lamy.
CHHIPOM CONPOBOX/AETC CKeJeTHBIMM aHOMalusMU
U VU3MEHEeHWAMHU I71a3 B TaKOHM )Ke CTeleHW, KaKk IIpH
curzipome [ypinep. 3abosieBaHie CBSI3aHO C AepUIIUTOM
depmeHTa apuicynbdaTassl B, 4To BezieT K HAKOILUIEHUIO
[JIMKO3aMUHOIJIMKAHOB B 3TIUTENNANIBHBIX, CTPOMAJIbHBIX
1 9H/IOTeIMaJIbHBIX KJIeTKax.

VHTennekT crpazaer He3HauuTenbHO. V3MmeHeHUs
I71a3HOT0 JHA B BHAE OTeKa AUCKa 3PHUTEJIbHOro
HepBa M CeTYATKH CBA3aHbI He TOJIBKO C IIOBBIIIe-
HUEeM BHYTPUYEPENHOIO JaBJIEHUs, HO U JIOKAJIbHBIM
OTJIOKeHHeM KHCJIBIX TJIMKO3aMUHOIJIMKaHOB. VHorzma
OTMEYaTCs NTO03, 3MUKAHTYC, 3K30dTansMm. Ilpu
WCCJIeJOBAHUNA POTOBUYHOTO TPAHCIIJIAHTATa BBIABIA-
10T IeCTPYKLIMIO 3IUTeINaIbHBIX CJI0eB: Pa3BOJIOKHEeHHUe
MIY4KOB BOJIOKOH CTPOMBI U 3aIllOJIHEHWE ILUTOIIA3MBI
KJIETOK 3epHaMU KepaTUHCYIbdara.

Cungpom Cnag. Ommcan W.S. Sly B 1973 r
3aboneBaHue OYeHb PeAKOe U CBS3aHO C HeHOCTa-
TOYHOCThIO ¢epMeHTa [-TIOKOPOHKAA3bl. Yacrora
1:1 250 000 HOBOpOXZIEHHBIX. BONbHBIE OTIMYAOTCS
HU3KUM POCTOM, TUIIMYHbI BbIBEPHYThIE BIlepesi HO3ZPH,
3anasluas epeHoCHLa, BbIPAXXeHHasA YMCTBEHHasA OTCTa-
JIOCTb, BHyTpHYepeIlHas TUIIepTeH3Us, TUIepTeOpu3M,
[IOMYTHEHME POTOBHUII, 3aCTOVWHBbIE NVCKUA 3PUTEIbHBIX
HEepBOB B CBA3M C NOBBIIIEHHBIM BHYTpAYepeNnHbIM JaBjie-
HUeM. B cTpoMe poroBulibl OTKJIAZbIBAIOTCS aTUIIMYHbIE
XOHZpOUTHHCYIbPAThl. C MOYOI MOBBIMIEHA SKCKPeLHs
XOHZIPOUTHHCYb(ATOB.

YcraHOBIIeHa IIpAMas KOppenAnusa MeXy ITa3HbIMU
M3MeHEHUSIMH ¥ COCTOSIHMeM OOMeHa KHCJBIX [JIMKO3a-
MMHOTJIMKAaHOB U OKCHUITPOJIMHA MPH PAa3INIHBIX popMmax
MIIC.

29.5.2. Mykonunnpo3bl

[pymma Hacne[CTBeHHbIX 3a60JeBaHU, 06YCIOBIIEH-
HBIX HapylleHHeM oOMeHa JMIMZOB M MYyKOIOJIMCaxa-
punoB. OTHOCUTCS K SH3UMOINATHSAM U XapaKTepHU3yeTcs



HACIEACTBEHHBIE AUCNA3IV HEPBHOI CUCTEMbI C HENPOO®TANIEMOMOMMYECKOM CUMMTOMATUKON 291

COYeTaHHBIM HAaKOIUIEHHWeM KUCJIBIX IJIMKO3aMUHOIIMKA-
HOB U COUHTOJIMITH/IOB B HEMIPOHAX U B KJIETKAX BHYTPEH-
HUX OpraHoB.

ManHo3un03, uin 6one3ns OkKepMana, — Gpopma
MYKOJIMIIU/I03a, IIPU KOTOPOM (epMeHTHBIH aedekT
3aKio4aercs B AepUINTe aKTUBHOCTH O.-MaHHO3U/A3bl,
IpY KOTOPOM HApyIlaeTcs KaraboyM3M IJIMKOIPOTeH-
JIOB U B KJIeTKax (IpeuMyLIecTBEHHO I[leYeHW M MO3ra)
HAKalJIMBAaeTCs OJUrocaxapufi, OOraThlii MaHHO3O.
Onucamu B 1964 1. Ockerman u B 1969 r. Kjellman
u coaBT. Hacnenyercsa mo ayTOCOMHO-peLieCCUBHOMY
tuny. 3aboneBaHue MPOSIBISIETCS BCKOpe MOCiie poK/ie-
HUs MBIMIEYHOU TUIIOTOHMEN, TenaTOCIIeHOMerauven.
B nocnezymomeM BbIABJIAETCA BbIpaKeHHAsd 3afepiKKa
ABUTaTebHOT0 U NMCHUXUYeCcKoro pa3surtus, Gopmu-
PYIOTCSl raproUJIoNnof00HbIe YePThI JIULA, IOMYTHe-
HHME XPYCTAJIMKOB. XapaKTepHbl BaKyOJIU3UPOBAHHbIE
JIUMQOLUTEI, TIEHUCThlE KJIETKM B KOCTHOM MO3Te, THIIO-
ramMmarno0ynHeMusi. BosbHbIe MOTHOAIOT K 45 rofam.
ITpy maTosI0roaHaTOMUYECKOM HCC/IeJOBAaHUU Ompeje-
JIAIOTCA U3MEHeHUs HeHPOHOB, CXOJHble C M3MeHeHHs-
MU [IpU aMaBPOTUYECKOM UAUOTUH, JIOKATU3YIOIKecs B
CTBOJIE M B KOpe IOJIOBHOTO MO3ra, B CIIMHHOM MO3Te C
ABJIEHUAMU JleMUeJIMHU3alUHU U TTOC/Ie[yI0UM ITTH030M.
V3MeHeHUs B ceTYaTKe OTCYTCTBYIOT.

IOBenmnbHBIN cynbdarnpo3, tun OycTMHA —
dopma MyKoIMMUI03a, TpescTaBisieT coboil coueTaHue
V3MeHeHWI, XapaKTepHbIX /1711 MeTaXpOMaTUYeCKOH Jieii-
koauctpodun (cyabdatunosa) u MIIC. Omucan B 1965 T.
Austin. Hacegyercs o ayTocCOMHO-peLieCCUBHOMY THITy.
3aboneBaHue xapakTepusyercsi JedHIMTOM aKTHBHO-
cTH Tpex m3o¢epMeHTOB apricyabdaTazsl A, B u C u
Ipyrux cymbdaras, B OTIMYME OT KJIACCHYeCKOH MeTa-
XPOMaTHYeCKOi JelKoAuCTpoduH, pyu KOTOPOU Hapy-
IIaeTcsl aKTUBHOCTh TOJIbKO depMeHTa apuicynbdarassl.
3aboseBaHue MPOSIBISIETCS] OTCTABAHUEM [IBUTATENBHOTO
U IICUXWYecKoro passutusa. Co BpeMeHeM BO3HUKAIOT
HHUCTarM, TpeMOp, MHOKJIOHMH, Pa3BHBAIOTCA rap-
roMJOMAHbIE YePThl JIMNA, CIACTUYECKHIl TeTpamna-
pe3, crubareibHble KOHTPAKTYpbl. OOBIYHBI «KypHHAS
Tpyab», HU3KUH POCT, c1abo BbIpakeHHass NMHATMeHTa-
IUA [71a3HOTO JHA. PeHTreHOrpaduyecKy BBIABIAIOTCA
MUKDOKpaHHUs, AUCIUIA3Us TeJl I03BOHKOB, paclliipeHue
nnadusoB Tpy6uaThix KocTeil. C MOYON BBIAENISIOTCS
IepMataH- i remapaHcyabgat, cynrbdaruzsl. B 6uonrarax
HepBOB — MeTaxpoMaThyecKas [ereHepauyus MUeJMHA.
TTorubaroT 60nbHBIe K 10-13 rogam.

Cuamupo3 I Tuna (mykonununo3 I tuna, nunomy-
KONO/IMCaxapua03, BUIIHEBO-KPACHbII NATHUCTBIN
MHOKJIOHUYECKHUH CHHApPOM zerteii). Hacnenyercs
II0 ayTOCOMHO-pellecCUBHOMY Tuny. Onucanu B 1953 T.
Berard u coaBT. 1 B 1977 1. M. Gantz, J. Gehler, J. Spranger.
Beigensaror I u I tun cuanuzaosa. ITpuunHoi 3a60y1eBaHUA
CJIy>KUT HeZIOCTaTOK ¢.-D-HelipaMMHU/a3bl, YTO IPUBOJUT
K HaKOIUIEHWIO CHAJIMJIONMrocaxapusioB. 3aboseBaHue
penKoe, pacmpoCTpaHeHHOCTh 060uX TUMOB — 1 ciydaii
Ha 4 200 000 peteit.

Cy1ecTByeT HeCKOJbKO (GopMm 3aboseBaHUf — OT
BPOXXZIEHHOW 710 B3poCioi. XapaKTepusyeTcsl OTCTaBa-
HUeM JIBUTATeJIbHOTO U TICUXUYEeCKOro pa3BUTHs, GOpPMH-
pOBaHMEM TaproMJIONOfOGHBIX 4epT JHULd, MUOKJIOHYC-
SNUJIENICUeN, MBIIIEYHON T'MIIOTOHUEH, TMIOTpoduUei,
JIOKOMOTOPHO# aTakcueit. [[isi BceX GOJIBHBIX Xapak-

TepHbI HApYIIeHWUs 3PEHUs], MPOTPECCHpPYIOIee CHUXKe-
HUe 3peHUsi 10 CJenoThl. Ha mepBbIX CTafusx pas3Bu-
Tsi OOJIe3HU TepsieTcss CIOCOOHOCTb pa3jnvaTh IIBET.
XapaKTepHbIl CUMITOM — MOMYTHEHHE POrOBHLBI,
MaKyJisipHas JereHepanysi B BUfie CHMITOMA <BHLI-
HeBOi1 KOCcTO4KH» B 100% ciy4yaeB. OOBIYHBI TaK)Ke
TIOBBINIEHHAsI, A MO3/[Hee OTPaHWYEHHAs MOJBMKHOCTh
CyCTaBOB, TyMOYHAs W TAXOBble IPhDKM. B Guomnrarax
HEPBOB — MEeTaxXpOMaTHUYeCcKasi IereHepaiys MUeInHa.

29.5.3. Jlunorpanynemaro3 dapbepa

CuHoHUMBL: Gone3nr ®apbepa, gedpunmt Kepa-
MHAa3bl, GUOPOUMTHBINA JUCMYKONOJIUCAXAPHUI03.
3abosieBaHne XapaKTepU3yeTCsi AePpUIUTOM JIU30COM-
HOro ¢epMeHTa IiepaMu/a3bl, YTO BeJET K HAPYIIEHHIO
MeTabonu3Ma JIMIKUIOB ¥ MYKOIIONHCAXapHIOB U HAKO-
IUIEHUIO llepaMuia BHYTPU KJIETOK B Pa3jMyHBIX Opra-
HaX M TKaHAX opraHusMma. bose3Hb Ha3BaHa B 4YeCThb
aMepHKaHCKOTO TeZinaTpa, OHKoJora u narojora CugHu
®ap6epa (Sidney Farber), koTopblii BliepBble omucai ee
B 1952 . BpoxzieHHOe HapyieHre 0OMeHa IPOSIBIISeTCS
ye B IpyAHOM Bo3pacTe (2 He—4 Mec) C IIOCTeNeHHbIM
yXy/lIeHreM OOIIero COCTOSHUS ¥ HeBJarompUsITHBIM
UCX0710M. Y GOJIbHBIX BbIpaXKeHa 3ajiepiKKa YMCTBEHHOTO
u Qusnyeckoro passutus. C 3—-6-ro Mecsilla pa3BUBa-
10TCsA 60JIe3HeHHble MHOXKeCTBeHHBIE Y3eJIKOBble TpaHy-
JleMbl, TOJIKOKHbIe M MOJCIM3UCTble Ha PyKax, HOrax,
B MecTax HauboJbluero fapieHus. OfHUM U3 TEPBbIX
CUMITOMOB 3a60JieBaHusi ObIBAeT MOSIBJIEHNE XPUILIIOTO
KpHKa, CBSI3aHHOTO C TPaHy/lIeMaTO30M M OTeKOM ropTa-
HU. Mc4e3aloT cyXoXwuibHble pedJeKChbl, MOABIAITCA
TUMOTOHUS MBI, IPHUCTYIBI cyfopor. Tunuden nudan-
TUJIbHBII OJIMAPTPUT, IPOSABIIAIOIMINICA TYTONOABUXHO-
CThI0, ledurypanueil, KOHTPAKTypaMU, TIOJIHAPTPaTHENL.
BrIpakeHa remarocrieHOMeranusi, KaxeKkcusi, pecrnupa-
TOpHbIe 3aboseBaHus. OTMedaeTcsi MpOrpeccUpyrolee
cHKeHe 3peHrsi. Ha KOHbIOHKTHBE IJIa3HbIX SI6JI0K
MOTYT GbITh JIMTIOTPAHYJIEMBI, IOMYTHEHHE POrOBHIJ
Kak npu MIIC, nerkoii creneHu MakyJasipHas jere-
Hepauus B BH/ie CUMIITOMA <BUITHEBOH KOCTOYKH».
CMmepTh HAcTymaeT OT OOIeil KaXeKCHMU WM OT MHTep-
KYPPEeHTHbIX WHQEKIMOHHBIX 3a00JieBaHUil B BO3pacTe
7-22 wmec. TTopaxaroTcs HeHpOHBI CeTYaTKH, NepefHux
POroB CIIMHHOI'O MO3Ta, MOCTa, KOPbI MO3)Ke4Ka, B MeHb-
el crereHu KOpbl Gonmbiimx monymapuit. [o rucro-
XAMUAYECKUM JIaHHBIM B HeHpPOHAX OOHAPYKUBAOTCS
HelTpaJibHble MYKOIIOJIMCAaXapHu/ibl, YCTAHOBJIEHO TOBBI-
IIeHHOe COfiepXKaHWe 1epaMHU/0B, B TKaHAX U OpraHax
OTKJIaZIbIBAeTCsE GOJIBbIII0e KOJMYeCTBO M'MaIMHOBBIX MacC.

[Mon HamuM Habr0eHueM OBIIO ABOE ZeTeil (1eBoY-
K1) C JIMIIOTpaHyJieMaTo30M B Bo3pacte 3 u 4 Mmec (Tep-
Boe HabmosieHne M.P. TyceBoil M BTOpOE COBMECTHO
¢ E.IO. TIaBniok). Heob6x0muMo CKa3aTbh, YTO OUArHO3
«6onesnp dapbepa» ObUT MPABUILHO MOCTABJIEH TOJb-
Ko odranmbMosioroM. JleTd HaXOAWIMCh Ha 0OCIeoBa-
HUU U JledeHUU B MOpO30BCKOM JIeTCKON KJIMHUYeCKOU
GosbHuiie. CocrosiHue 060UX JieTeil MpU MOCTYIUIEHUH
OBbLIO TSKEJbIM, BBIP@KEHHAs] MOCTHATAJbHAs THUIIO-
tpodus III cremenu. B mepBoMm HabiozeHun pebe-
HOK 4 MeC U3 apMAHCKOH ceMbu (POAWTENN — BpayH,
HAaCJIe[ICTBEHHOCTh He OTArOleHa). PeGeHOK MOCTymu
C TIporpeccupyionieil 3aiep>XKoi IICUXOMOTOPHOTO pas-

6¢ vavLl
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BUTHUA, TeNaToCIIeHOMeranueld, auM¢oazeHonaTue,
OCTPO¥i pecnupaTopHOii BUpycHOU nHbeKImeil. Y pebeH-
Ka CHUIUIBbIA rojioc, Jierkas fedopManus U TYTOHOJBIIK-
HOCTb CYyCTaBOB, NOJKOXHBIe IpaHyJeMbl. IIpu ocmo-
Tpe ra3: QUKcanus B30pa OTCYTCTBYET, PacXOZsiieecs
COZIpY’KeCTBeHHOe aJlbTepHUpYollee Kocornasue. 3padku
HECKOJIbKO IIMpe HOPMBI, Peakiusi Ha CBeT ocnabiieHa.
PoroBuIibl HOPMaJbHOTO pa3mepa, AUPPY3HO MYTHBIE
B cpennux cnosix (kak mpu MIIC). Ha ria3Hom fiHe B
MaKyJISIpHOU 30He OYeHb HEXHbII CepoBaTO-6esblil ouar
BeJIMYMHON C IUCK 3PUTEIBHOTO HepBa € APKO-KPacHbIM
IIeHTPOM («BHUIIHEBAasA KOCTOYKA»), YACTUYHAS aTpodus
JVCKa 3pUTEeIbHOTO HepBa.

Bropoit pebeHOK 3 mec (ClaBsIHCKast CeMbsi), Hacjes-
CTBEHHOCTb He OTArOILIeHa. /[[MarHo3 IpH MOCTYIUIeHNH:
0CTpasi pecIMpaTopHas LUTOMeranoBupycHas nHeKuus,
BPOKIEHHBIA CTPUAOP, MEHUHTOIeIe, TPUOKOBBINA Jep-
MAaTHT, FOBEHWIbHBIN peBMaTOUAHBIN apTPUT (CUCTeMHAs
¢dopma, BapuanT Cruia). IIpy ocMOTpe: MHTOKCHUKALUS,
NOJIMaZleHONaTHs, TenaToCIUIeHOMeranus, CTPULOpHoe
IbIXaHue, FI/II[pOIJE(l)aHbeIfl CHUHIPOM, 3a/iep)KKa IICU-
XOMOTOPHOT'O pa3BUTHUsA, apTPUT C BOBJIeYeHNEM MEJKUX
Y CpPeJlHUX CYCTaBOB, KOHTPAKTYPbl U TYTONOJBUKHOCTD
cycraBoB. Jluxopazka no 38 °C, paspexeHne KOCTHOU
CTPYKTYpBl 2 y4acTKOB 3aThLIOYHOHN KocTu. Ilpu ocmo-
Tpe rna3: peGeHOK He Qukcupyer npeamerbl. Cpeb
npo3payHbl. Ha r71a3HOM [He Oo4YeHb HEXHOe CepoBaTo-
Gesoe MOMyTHeHUE B MaKyJISAPHOU 06JaCTH BeJIUYMHOM
C ZuaMeTp AWCKA 3pPUTEJbHOIO HepBa, ceTdaTKa ciierka
OTeYyHa B 9TOH 30He C PafilaJbHON KCYEPUEHHOCTBIO.
LlenTpanbHas 30Ha TeMHO-KPAacHOTO ILiBeTa (CUMITOM
«BUIIHEBOW KOCTOUKWU»). YacTUuHast aTpodus 3pUTeb-
HOTO HepBa.

MBbI crienuaibHO OCTaHOBUIIMCh Ha MOAPOOHOM OTHCa-
HUU M3MeHeHUH r71a3 npu 6ose3nu @apbepa, Tak Kak 3TO
3aboJieBaHue BCTpeyaeTcs peaKo. B nutepaType 1o HacTo-
SIIEro BpeMeHH ObLIN YIIOMHUHAHUS TONBKO 0 30 c1yyasnx
aToro 3abosneBaHus. OOHapyXeHUe TepBbIX OPTaIbMO-
JIOTUYeCKUX CUMITOMOB, 3HaHME COYeTaHUH IJIa3HOMU
CUMITOMAaTUKK C NPU3HAKaMKU OCHOBHOTO 3a00JieBaHUA
[IOMOTaeT B PaHHell MarHOCTHKE 3TOTO CIOXKHOro 3a60-
JIeBaHMsA BBU/IY €T0 UCKIIOYUTENBHOTO NoJMMopdu3sMa.

29.6. IULIE-NANBLE-TEHUTANbHbINA
CUHPOM AAPCKOTA

I'unepTeIopu3M, IIMPOKasl IIE€PEHOCUII, KOPOTKUA
HOC C BBIBeDHYTBIMU BIIepe/l HO3/]psIMYU, HEMOJIHbIN NTO3
BEPXHHX BeK, TeJeKaHT, aCTUTMaTHU3M, KOCOIjasue,
o¢TanbMOIUIerus, T'UIOIIIa31s BepXHell YeTioCTH, Ipo-
THaTU3M HIDKHEM 4YesIIoCTH, IOIepevHasd CKIajKa IO
HIDKHeN ry6oii, aHOMaliuy YIIHBIX PAaKOBWH, HU3KWUIi
MBILIEYHBIA TOHYC, aHOMaJIUY IIE€HHBIX I03BOHKOB, CKO-
JIM03, BJaBJeHHas TIPyAHas KJeTKa, pa300JTaHHOCTh
CyCTaBOB, OpaxuaKTHINA, KIMHOZAKTHINA V HajblieB
KUCTeH pyK, IVIOCKOCTONMe, aHOMAaJMU Pa3BUTHUA I10JIO-
BBIX OpPraHOB. YKe Ha NEepBOM TOfly KU3HHM pebeHKa —
3aMezizieHNe POCTa, UHTeJUIeKTyaIbHOe Pa3BUTHE B 60JIb-
IIVHCTBE CJIy4aeB Y OBJI€TBOPUTENILHOE.

Tun HacienoBaHWA ayTOCOMHO-ZOMWHAHTHBIA WA
peLleCCUBHBIM, CLEINIeHHbIN ¢ X-XpOMOCOMOM. Boiennn
B HO30JI0TH4ecKyi0 dopmy B 1970 r. HOpBeXCKuUil nenu-
atp D. Aarskog.

29.7. BPOXEHHbBIA NTO3

BpozieHHBIN NITO3 BEPXHEro BeKa 4Yalle MpOABJIAET-
cs1 ¢ 06enx CTOPOH, HO MOXeT GbITh ¥ OZHOCTOPOHHUM.
B oTnuyre OT MMacTeHHH, OH cTabuJIeH U He Mporpec-
cupyeT. FIHOTZIa COMPOBOXKAAeTCst CIaboCTbI0 HAPY)KHBIX
[JIa3HbIX MBI, JIByCTODOHHMI ITO3 HEpPeIKO MOXHO
Ha0MI0ZaTh y HECKOJIBKUX 4WIEHOB OZHOH ceMbH. IIpm
HeM, KaK U IIPY BCeX CJIydasix NTO3MPOBAHMUSA BEK, Ialy-
eHTHI, KaK IPaBWJIO, TOJIOBY MNPEANOYMUTAIOT JAepXaTh
CJIeTKa 3alNpOKUMHYTOM Ha3al (KOMIIeHCAaTOpHas I103a),
4TO CIOCOOCTBYET PaCIIPEHUIO MOJIel 3peHusI.

29.8. CUHAPOM ANNAXKYAHMHA

Omnwcan atot cuHapoM B 1930 r. PppaHiy3ckuit HeBpoO-
nor Th. Alajouanine. CHHPOM BKJIIOYaeT BPOXX/IEHHOE
IBYXCTOPOHHee HeZlJoOpa3BUTHeE fiep OTBOZALIETO U JulLie-
Boro (VI m VII) uepenHbIX HepBOB, Hacjieziyemoe IO
ayTOCOMHO-JIOMMHAHTHOMY Tully. IIposiBiseTcs AByCTO-
POHHUM CXOAAMUMCA KOCOIJIa3ueM, OTCyTCTBHEM
ABVDKEHUH I71a3 KHApPYKH, JaropTrajibMoM, CJie30-
Te4YeHHeM, Mape30M MHMHYECKHX MBI, BKIKOYas
KPYroByI0 MbIIIIY I71a3a. IIpu 3TOM BO3MOXKHBI 3Jie-
MEeHTBI CIIaCTUYeCKOro TeTparnapesa, JByCTOPOHHASA KOCo-
JIaroCTh B BUJIe POTAIMU CTOI BHYTPb (pes varum).

29.9. BPOXXAEHHAS1 MO3)XEYKOBAA
ATAKCUSA BATTEHA

Omucan B 1905 r. anrnuiickuii HeBposor F.E. Batten.
3aboseBaHue HacjeayeTcsi MO PeliecCUBHOMY THIY, Clie-
meHo ¢ X-xpomocoMmoii. ITposBriserca Ha IepBOM rofy
XKU3HU 3a7lePXKKON pa3BUTUSA IBUTaTeIbHOM CHUCTeMBI.
Tonbko Ha BTOPOM TOAY JKM3HU pebeHOK HauMHAeT
Zlep>KaTh TOJIOBY, MO3Ke — CUZIeTb, XOOUTh. [IBUKeHUA
IIPYA 3TOM HeJIOBKMe, pedeBble PaCCTPOWCTBA — IO THUILY
IWU3apTPUU C dJIeMEHTaMU CKaHJUPOBAHOCTU pPevH, yMe-
peHHas MbllleyHas runoToHus. I'ma3opBurarenbHbIe
paccTpoiicTBa MPOABIAIOTCA KOCOIrJIa3ueM, pac-
CTPOMCTBOM KOOPAWHALIMH [ABH)KEHWI TITa3HbIX
610K, HUcTarMoM. COo BpeMeHeM KJIMHHYecKas Kap-
TUHA CTaOUIU3UpyeTcsi, OONBHOI B KaKON-TO CTeleHH
afanTupyeTcss K UMelomyMcs rnedexram. HHTeIIeKT
COXpaHeH.

29.10. HACNNEACTBEHHAS! ONMTU4ECKASA
HEBPONATUSA (BOJIE3HDb JIEBEPA)

Bone3Hp Hacienyercsa IO ayTOCOMHO-DeLieCCHBHO-
My CLEIJIEHHOMY C X-XpOMOCOMOW Tumy. Omucan ee B
1871 r. Hemenkuit odprambmosor Th. Leber (1840-1917).
[TposBnseTcs NpeUMyLIeCTBEHHO Y MY>X4YMH B BO3pacTe
20-30 set GBICTPO HAPACTAIOIIMM CHUXKEHHEM OCTPOTHI
3peHusi 060ux ria3. IIpu 3TOM HaYajo 3pUTENbHBIX pac-
CTPOICTB OZHOTO ¥ JPYroro riasa BO3MOXHO C UHTepBa-
JoM 710 6 Mec. O6cnenoBanue 60JILHOTO OOBIYHO BBISAB-
JisieT TIpU3HAKKM peTpoOyIbOapHOro HeBpuTa. B mebrore
npoliecca 0ObIYHO BO3HMKAET IeHTpajbHasA CKOTOMA Ha
IBeTa, a 3aTeM U Ha Geblil cBeT. [Ipu opTaIbMOCKONINM
CHayaja TOSBJAETCA Jierkas TUllepeMus AUCKOB 3pHU-
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TeNIbHBIX HEePBOB, Yepe3 1-2 Hey G1eAHEIOT UX BUCOYHBIE
MOJIOBUHBL. B fanbHeiimeM 3a 3—4 Hen mnoOiefHeHue
JVCKOB PaCIpOCTPaHsAeTCA Ha BCIO UX miomazs. Ha stom
¢done 3peHre yxyzamaercs, CTAaHOBUTCS KpaiiHe HU3KUM,
Menble 0,05, a B 7% ciy4yaeB — JOCTUATaeT NOJHOH CJle-
noThl. 3aboJsieBaHNe HepeaKo CONPOBOXK/AETCA MHIpe-
HO3HBIMM [aPOKCH3MaMHM, TOJIOBOKDYXeHHeM, HHOT/a
SMUJeNTUYeCKUMU NPUCTYIAMU.

[ucronorundeckue WCCIefOBAHUS BBIABIAIOT Jere-
HepaLul0 TaHIVIMO3HBIX KJIETOK CeTYaTKU U HeHpPOHOB
JlaTepasbHbIX KOJEHYaThIX Tel B 3DUTEIbHOM HepBe U
B JPYIUX OTHeNaX 3pPUTeJbHOTO NyTHU, B YACTHOCTU B
3PUTEJIHON JIYYUCTOCTU — [eMUeIMHU3aLMI0 HePBHBIX
BOJIOKOH U UX aTPOQHUIO.

29.11. QETCKUWA TANETOPETUHANbHbINA
AMABPO3 JIEGEPA (BPOX/IEHHAA
AMBJIMONUA)

3aboneBaHue HacjiefiyeTcs MO ayTOCOMHO-DeliecCHB-
Homy Tuny. Ommcan ero B 1896 r. Th. Leber. Cpa3y xe
Hocsie POXZAEHUS WIM HECKOJNbKO I03Xe (B BO3pacTe
IO 3 JIeT) 3HauMTeNbHO CHHMIKAeTCsI CHOCOOHOCTb K
TEMHOBO# afanTalWH, a 3aTeM [POSABIAETCA U CHU-
’KeHHe OCTPOTBI 3PeHHs, KOTOPOe MOXKeT IPUBECTH K
crernore. IIpu 0pTaabMOCKOINY BLIABIIAIOTCSA NPU3HAKH
MepPBUYHOH arpodUu AMCKOB 3PUTENbHBIX HEPBOB,
NMUTMEHTHOH pPEeTHHONATHH, XOPHOPEeTHUHAIbHOM
arpoduu. IlocTeneHHOe yracaHue 3JIeKTPOPETHHO-
rpammel. KapTuHa I1a3H0ro fHa nNpu 3TOM BapHa-
GesibHA. BO3MOXHEI ee BapUAHTEI:

o nuddysHble MeJKHUe OYaKKM MUTMEHTanuu (MHr-
MEHTHas <MbUIb»);

e CHMITOM <«COJIb C NepleM» — paccesHHbIE II0
neprdepuu CeTIaTKy MUTMEHTHbIe U Gesible OYax-
KU,

e TUnuYHasA nepudepuyeckas NMUrMeHTHas AMC-
Tpodua ceT4aTKHM € KOCTHBIMM TeJbIAMH,
Cy’KeHHe COCYJOB CeTYaTKH M CKJIepO3HpOoBa-
HHE XOPHUOH/IEH;

¢ B 33jIHEM IIOJIFOCE I71a3a CKJIep03 XOPHOU/IEH.

IIpu 3TOM 3a60JIeBaHNK YACTO BBISBIISAIOTCS MHOMMS,

aCTUrMaTu3M, CXOfsIieecs KOCOIJIa3We, HHUCTArM,
ry0oKoe pacnojokeHHe IiIa3 B IVIa3HUDAX.
B03MOXHBI OTCTaBaHUe B Pa3BUTHU UHTENIEKTyaJbHbIX
byHKIMIA, CyOPOXHbIE TAPOKCHU3MBL.

29.12. CAHOPOM BOJIb®@PAMA

OTHOCUTCS K MUTOXOHZPUANbHBIM 3a00JIeBaHUSM.
B nepBoe mecATUIeTHe XU3HU IPOABIIACTCA COUETaHUEM
HecaxapHoro u CJI. Bo BTOpOM — NPUCOENUHAIOTCA
CHIDKeHHe 3peHUs1 U arpodus 3puTeIbHbIX HEPBOB,
a TaKKe JIByCTOPOHHSsS HEMPOCEHCOPHAA TYTOYXOCTb.
B nanbHeiimeM 3T NposBJIeHUs 0OJIE3HU HPOrpeccu-
DYIOT, OJIHAKO IO CJIETNOTHI U TJIyXOTHI OOBIYHO JIEJI0
He N0XOAUT. Bo3MOXHBI NITO3 BepXHUX BeK, HapyK-
Hasa odTanbMoOIUIerus, HUCTArM, aHOCMUS, TPeMop,
SMNUJIeNTUYeCKUe [PUIAAKY, SHAOKPUHONATHSA, Berera-
TUBHbIe U IICUXWYeCKHe paccrpoiictBa. OcHoBa 3a60-
JleBaHUsl — HeWpoJereHepaTUBHBIN Ipouecc. JluarHos

YCTaHABJIUBAIOT HA OCHOBAHUY KJIMHUYECKOW KapTUHBI U
JOHK-1uarHoCTrKu.

29.13. HPOFfECCMPmeMVI
HAObAQEPHBIN NAPAJINY CTUNA-
PU4AP[ICOHA-OJIbLLUEBCKOI0

[Tporpeccupyomuil HaAbAAEPHbIM TNapannd, WA
6ome3ub Crisia—Prudapacona—OblueBCKOro, MpescTas-
JsieT coboil crmopaguyYecKoe HeiponereHepaTUBHOE
3a00JIeBaHuUe C TPeNMYIeCTBeHHbIM BOBJIeUeHeM MOJ-
KOPKOBBIX 1 CTBOJIOBBIX CTPYKTYP. Omnucanu nporpec-
CUPYIOLIMI HaAbAAEPHBIN Iapanny B 1963-64 rr. kaHaz-
ckue HeBposioru C. Steele u J.C. Richardson u mopdosnor
J. Olszewski.

Ero xnuHuueckas KapTWHA MHPOSBIAETCS COYeTaHH-
eM OBICTPO MPOrPECcCUPYIONIEro aKMHEeTUKO-PUTHAHOTO
CHHZIPOMA C IIOCTYPaJIbHOM HEYCTOMYUBOCTBIO, I1a30/1BU-
raTeJbHBIMU HapylieHUsMHu B Gopme odranbmoriapesa,
IJIaBHBIM 00pa30M B BUJe HapyIleHUs JBIKEeHUN Iy1a3 B
BEPTUKAJIbHOM TJIOCKOCTH (BBEpX-BHU3), MCEBAOGYIb-
GapHbIM MapajnuyoM, AeMeHIHell MOIKOPKOBO-JIO6HOrO
THIA.

Ha ocHOBaHUY 3KCIepPUMEHTAJIbHbIX JJAHHBIX IPU3HA-
€eTCsl, YTO OCHOBO¥ 3a60/1eBaHUSA ABJISAETCS CeIeKTUBHAS
ru6esib OTAENbHBIX PYNI HEHPOHOB M IIHAJbHBIX
KJIETOK B Pa3/MYHbIX 00JIaCTSIX MO3Tra, IPUYUHBI KOTO-
poOIi 1oKa He yTOYHeHBl. B maToreHese riazofBuratesb-
HBIX HapylleHU! pellalollyl0 pojib UrpaeT JereHepanus
POCTPajJbHOIO OTZesa HOKPBILIKY CpejHero Mosra, Ize
pacrnosoxeHbl HeHPOHHbIE CTPYKTYPbl, KOHTPOJUPYIO-
I[ye JBIWXeHHUsl I7la3 B BePTUKAJbHOM HaIpaBJieHUH, B
YaCTHOCTH, NapHble MHTepCTULMANbHBIe Anpa Kaxand u
anpa Jdapkumesuda. [Tpyu 3ToM HMHTepCcTULMAIbHbIE Anpa
Kaxansi y4acTBYIOT B peryJsiiiiu GbICTPhIX (CaKKajude-
CKUX) BepTHKaJIbHbIX JBUKeHuil B3opa. [Ipeanonaraercs
TaKKe, 4TO MeZMaJbHas 4acTb 3TOrO fApa COJEPIKUT
HellpOHbl, peryiupyloliye NepeMelleHUs B30pa BBepX,
a JaTepanbHble — BHH3. HaGmomaeMoe mpu mporpec-
CUpyIOLleM HaJbf/lepHOM Iapajuye HapylleHHe KOop-
AVHAIUKM B30pa C JBWKEHUSIMHU TOJIOBBI OOBSICHSETCS
MOpakeHHeM TTyOOKUX CJI0eB BEPXHHMX XOJIMHUKOB 4eT-
BepOXO0JIMHUSL.

HapymieHue cnensmux [BUWXeHU! rna3 (B3opa) B
TOPU30HTAJIbHOW IIOCKOCTH, BO3HUKAlOIIee MO3Ke Bep-
TUKAJIbHBIX €r0 JIBWKEeHHI, OObIYHO CBSI3BIBAIOT C JIere-
Hepanyeil 0pcoaTepanbHbIX sifiep PeTHKYIpHON dop-
MallMi MOCTa Y 3y0uaThiX siep Mo3xeuka. IlopaxeHue
PeTUKYIAPHOH dpopMaly HIDKHeH YacTH MOCTa Hapylna-
eT CBsi3u JI0GHOTO LeHTpa B3opa (mose 8 mo Bpoamany)
U Afep 4YeTBePOXOJIMUSA C MO3KEYKOM, 4TO TaKXKe CIIO-
COOCTBYeT HaPYIIeHUI0 TOPU30OHTATBHBIX CAKKA[MYECKUX
IBWKEHUN B30pa.

B no3zpHen cTaauy NporpeccUupyroLero HaabAAepHOro
napanndya JiereHepalus rJ1a30/IBUTaTeNIbHBIX f/lep BesieT
K TpaHcpopMalu¥M HAAbSAAEPHON OQPTaIbMOIIETUN B
ANEepHYI0, a JereHepalnusa MOCTOBOTO LieHTpa B30pa U
PAaCIIOIOKEHHBIX PAZOM fA7lep OTBOASALINX HEPBOB MOXeET
00yCIOBUTH MTape3 B30pa B TOPU30HTAILHOM [IOCKOCTH.

[Ma3oziBUraTeNibHble PACCTPONCTBA, TAKUM 0OPa3oM,
TIPEZICTABJISIIOT OCHOBHOM, 0OIMIaTHBIN KOMITOHEHT KJIH-
HUYeCKOW KapTUHBI MPOrPecCUpYIOIIero HaJbsAfepHO-
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ro mapanuya. CyObeKTUBHO OHU MOTYT MPOSIBISATHCS
HEeueTKOCTbIO 3peHus1 U JuIionueil. I1pu aToM /BoeHue
OOBIYHO XapaKTepU3yeTCcst BYXKOHTYPHOCTHIO BUIUMBbIX
PE/IMETOB, a He MOJIHBIM Pa3IBOeHNEM UX N300paKeHH s
OHO MOXKeT ObITh 06BICHEHO He PacCTPOUCTBOM COAPY-
JKeCTBeHHBIX ZIBWKeHUH T71a3, a HapylleHrueM UX KOHBep-
TeHIINU ¥ HeyCTONYMBOM uKcarmeil B3opa. Bo3aMoxHO,
YTO OIpeZie/ieHHOe HeraTMBHOe BJIMSHME Ha COCTOSHUE
3peHUs1 OKa3blBaeT CYXOCTb IJ1a3, BO3HHUKAWOLIAs IIPU
HapylleHUy TapacuMIIaTUuecKoil MHHepBallUuU CJIe3HbIX
xeJes.

OcobeHHO 06O0JBLIIOE AUATHOCTUYECKOEe 3HAYeHHUe
MMeeT HapacTawllee OrpaHHYeHHe aMIUJIMTYABI
COApYKeCTBEHHBIX ABMKEHUI I/1a3 — mnapes, a 3aTeM
Y Tapajny B30pa, MPOSIBJIAIIIUICA O(TanibMOIUIErne,
0OBIYHO HACTYMAOIed IPU BOBJIEYEHUH B MIPOLIECC sifiep
rJ1a30/IBUraTebHBIX W OTBOAAIMMX HepBOB. [lapamny
B30pa HepeJKo BO3HUKAET CIyCTsA 2—4 roza rnoce Havyasa
60J1e3HM, YTO MOXET CO3/[aBaTh HEKOTOPBIE CIOXHOCTH
[IpYU paHHell AUarHOCTUKe.

OpHako B Tpoliecce IeJleHAaIPaBIeHHOro Heipood-
TaJIbMOJIOTHYECKOT0 06 cieloBaHus GOJLHOTO C pa3BUBa-
IOLMMCS [IPOTPeCcCUPYIOIUM HaJbAlePHBIM NapajandoM
Crtuna—Puuapacona—OJbIIeBCKOTO HEKOTOpbIe T[J1a30-
NIBUraTeNibHbIE HAPYIIEHWs MOTYT ObITh BBISBIEHBI 10
BO3HMKHOBEHMUs I1ape3a Wy llapajuya B3opa:

e 3aMe/IJIEHHOCTb U yMeHblleHWe aMIUIUTYAbl Bep-

TUKaJIbHBIX CaKKaJU4yeCKUX ABV)KEHWN U Hapylle-
HUe IUIaBHOCTU BePTUKAJIbHBIX CIeAALINX IBUXKe-
HUI, 0COOEHHO HalpaBJIieHHbIX BHU3; BBIPAXKEHHOE
3aMe/lJieHlie TIOralleHusi BeCTUOYIOOKYJISPHOTO
pediexca;

e 3aMe/ieHre OLICTPOIi a3kl UM OTCYTCTBHE ONTHU-
KOKHMHEeTHYeCKOro HUCTarMa B BepTUKaJIbHOW IJIO-
CKOCTH;

e OTCYTCTBHME T[IOTAlIeHUs BeCTHOYIOOKYISPHOTO
pedekca.

B cBsi3u C runmoMeTpuell cakkaj IpU IepeBofie B30pa

C OZJHOH TOYKM IJIa3a Ha APYIyI0 COBepLIAIOT OJHO WJIU
HECKOJIbKO [IOTIOHUTENbHBIX ABIKeHuit. [Ipu HabJio-
IeHUU 33 CJIe/IANIMMU IBIDKeHUSIME B30pa y GOJBHOTO ¢
IPOrpecCUpPyIOlUM HaAbsAAePHBIM IapaJuioM YKe Ha
paHHeil cTajuu 60JI€3HU MOXHO 3aMETUTh MX MpPepbIBU-
CTOCTb.

Bectu6ynookynsapHslii pediekc B HOpMe ClIoco6CTByeT
¢duKcanuy B3opa NPy MOBOPOTaX IOJIOBBL. Y ueJiOBeKa,
HaXOZALIerocsi B SICHOM CO3HAaHWM, IIPU NPOU3BOJIbHOM
¢uKcanuu B3opa OH MOAABJISAETCSA, a HPH YrHETEHUH
CO3HAHUA OH <«PAaCTOPMAXMBACTCA» U IPU 3TOM BO3HU-
KaeT GeHOMeH <«KYKOJIbHBIX Iyia3». [Ipu mporpeccupyro-
IeM Ha[bs7IEPHOM Mapajuye CIOCOOHOCTb IMOAABIATH
BeCTHOYIOOKYJISIPHBIN pedJieKc HapyiIaeTcs, Kak B Bep-
TUKaJIbHOH, TaK U B TOPU30HTAJbHOW INIOCKOCTH. IIpn
BbI3bIBAHUU ONTUKOKWHETUYEeCKOT0 HHUCTarMa C IMOMO-
I[bI0 BpAIAIOIerocs B BepTUKaJIbHOM IJIOCKOCTH T10JI0-
catoro Gapabana 6bicTpas (pa3a HUCTarMa OKa3bIBAETCSI
3aMe/IJIeHHO! WJIU JKe HUCTAarM BbI3BaTh He yaeTCs.

Y 3HAaYUTENbHOM YacTé OOJBHBIX MPOTPECcCUpPYIO-
UM HaJbs/lepHbIM [IapaJiuoM YKe Ha paHHeil cTajuu
3aboseBanus Hapymaercsi pukcanusi B3opa. Tak, eciu
60JIbHO# TBITaeTcsi GUKCHPOBATh B30pP HA OTHAJIEHHOM
TOYKe, TO MOXXHO 3aMeTUTh (2 IPU 3JeKTPOOKYJIorpa-
¢buu u 3anucaTh) BHe3aIHbIe ObICTPbIE CKAYKOOOPa3HbIe

MOJIePrUBaHUS TJIA3HBIX SIGJIOK OT TOYKU (QUKCALUU U
obpatHo B mpefieiax 1-5° (qucukcanuoHHbIe CaKKa-
abl). [Ipu 3TOM NBIMKeHU r71a3 (B OTIMYME OT HUCTarma)
B 00€ CTOPOHBI MPOUCXOJSAT C OFMHAKOBOU CKOPOCTBIO.
Y HEKOTOPBIX GOJILHBIX C MPOrPECCUPYIOMINM HAlb-
SilepHbIM NAapPaJM4YOM BbISIBJIeHHE CIOHTAHHOTO
HUCTarMa HepeaKo COYeTaeTcsi C HapyleHueM KOH-
BepreHuMH [JIa3HbIX S0JI0K.

C mosiByieHHeM mape3a 1 TeM 6ojiee mapajnya Bep-
THKaJbHOTO B30pa AMArHOCTHKA 3a00jieBaHMsA YIIpOIia-
ercsi. [Tape3 B3opa OOBIYHO KOHCTATHUPYIOT, €CJIM IPO-
W3BOJIbHBIE JIBIDKEHUS [JIa3HBIX s0JIOK MPOMCXOAST B
nvana3oHe MeHee 15°. IIpu 3TOM Hazo MMeTb B BUIY,
YTO CTeleHb OrPaHMYEHHs B30Pa MOXKET ObITh B OIIpe-
JleJIeHHBIX Tpefiefiax n3MeH4YrBoi. CyObeKTHBHO mapes
B30pa B BePTMKAJbHOW IUIOCKOCTH OOJBHON OOGBIYHO
3aMevaeT IpU CIIyCKe IO JIeCTHHLe, IPU IpUeMe MHINH,
TPY BOXK/IEHNY aBTOMOOWUJISE U B HEKOTOPBIX IPYTHX CUTY-
ausax. OcobeHHO crenuduyeH NpU NPOTPeCCHPYIOIIEM
HaIbANEePHOM Mapajuye mape3 B3opa BHU3. [Tape3 B3opa
BBEPX MPU 3TOM 3a00JIeBAHUN BO3HUKAET M03%Ke, K TOMY
e OH HepelIKO BCTpeyaeTcs HPU HEKOTOPBIX APYIUX
3ab0JIeBaHMUSX, B YACTHOCTH TIpu 60j1e3Hu [TapKUHCOHA
OJIUBOTIOHTOIIEPeOeIUIAPHOI aTPOdUIL.

OrpaHuveHus B30pa NpU IPOTPeCcCHpyolleM Halb-
AePHOM Tapajuye CHavyaja He PacIpOCTPAHAIOTCA Ha
pedJieKTOpHbIe IBUKEHHUs I71a3, KOTOPbIE MOXHO HabJI0-
JaTb, B YaCTHOCTH, IIPH IPOBEpPKe OKYJOLehaInIecKkoro
pednekca. IIpu 3TOM Ha HaLbSZIEPHBIN XapaKTep mapa-
JIM4a B30pa YKa3bIBaeT COXPAHHOCTH BIUIOTH /IO MO3HEH
crazuy 3abosieBaHus cumnToma Besa (oTBeseHue Tiias-
HbIX 16JI0K BBEPX IIPK OMYCKAHMN BEPXHUX BEK).

Y dactu GONBHBIX C MPOTPECCUPYIONIUM HaIbsifep-
HBIM TapajJidOM BBIABIAIOTCSA MPU3HAKU MeXbA/IePHOM
o¢TranbMoILIeriy, o6yCIOBIeHHbIe BTOPUYHOI flereHe-
parueii BOJIOKOH MeJJUaibHOTO MPOZOJIBHOTO MyYKa.

B no3aHei cTafuy Mporpeccupyoniero HabsAAepHOro
mapasiya BO3HUKaeT yTpaTa peeKTOPHBIX JIBIKEHUI
IJ1a3 CHa4asia B BePTUKAIBHOM, a 3aTeM U B TOPU30HTAJIb-
HOH IIOCKOCTH. B pe3ynbraTe pa3BMBaeTcsi TOTANlb-
Hasi oTaIbMOIUIErHs, HajJluule KOTOPOWl YyKa3bIBaeT
Ha BOBJIeYeHHe B MATOJIOTMYECKUI MpoLiecc sziep r1a3o-
ZIBUTaTeJIbHBIX ¥ OTBOJSIIINX HEPBOB.

ITpu mporpeccupyonieM HabslePHOM Mapajnie Ipo-
WCXOZUT yMeHblIIeHre YaCTOThl MUT'aTeJIbHbIX JABM)KeHUH.
Ecu B HOpMe yacToTa ux 15-25 B MUHYTY, a ripu 60J1e3-
Hu [TapKUHCOHA OHA MOKeT ObITh 3amezieHa 10 5-10 B
MUHYTY, TO ¥ 6OJIbHBIX TPOrPECCHPYIOIINM Ha/IbsIePHBIM
[apajnyoM YUCJI0 MUTaTeIbHbIX IBUKEHUI 0Ka3bIBaeTCs
MeHbIIe 5 B MUHYTYy. IIpuGmusuTensHo y '/, GOMbHBIX
BpemeHamu Habtozaercsi 6edapocmasm. Kpome Toro,
[Py BBIPAYKEHHOM Mape3e B30pa BBEPX OOBIYHO BO3HU-
KaeT cBoeoOpa3Hast MPeXO/siiasi ampaKCysi OTKPbIBAHUS
ria3. OHa TPOSBJISAETCS TeM, YTO OOJILHON BpeMeHaMU
TepsieT CIIOCOGHOCTh TOAHATh BePXHUE BEKH, HECMOTPS
Ha OTCYyTCTBHE Mapajida MBI, 06ecrednBarInX 3T0
ABIDKeHHe. B Takux ciydasix MPOUCXOAUT CBOeOOpasHoe
JIOKaJIbHOE 3aCThIBaHKE BeKa B CBA3M C aKTUBHBIM TOPMO-
YKeHVeM TOJHMMAIoIIeld ero MbIIIbL. Pexxe BcTpedaeTcs
arpakcus OTKPbIBaHUSA I71a3 B COUETAHUH C alpaKCcueid ux
3akpbiBaHuA. Cre/icTBHEM anpaKCHM 3aKpbIBAaHHUA TI71a3
Y TIPU 3TOM 3aMeJlJIeHUS] MUTATeIbHBIX PeaKnii MOXeT
OBITH CyXOCTh IJIa3a, Belylasi K pa3BUTHIO OiedapuTa,
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KepaTWTa, a BMeCTe C HUMU — PeaKTHBHOIO Clle30Teye-
HYsI, CBETOBOSI3HH, BOJIH.

ITpy BOBJIEYEHMH B MATOJIOTUYECKUNA MPOLecC Hew-
POHOB TpeTeKTaNbHON 06JIACTH, KOTOPble B HOPME TOP-
MO3AIT CUMIIATAYecKue BJMAHUA Ha IJIAAKYIO MBIIIIY
Mirosepa, HepeIKO BO3HMKaeT XapakTepHas IJif IPO-
TpeccUpyIolLlero HaAbsAAEPHOrO Napajnya peTpaKmus
BeK — IOsBJIeHHE IMOJIOCKH CKJIepbl MeXAy KpaeM
BepXHero BeKa M pajyKKoii.

Ocoboro BHMMaHUs 3aciy)XHBaeT HabiOaeMoe Hpu
IIporpeccupyolieM HafbsZlePHOM Iapajinye HapylleHue
3pUTEbHOTO BHUMAHMA, 3aTPyJHAIOLIee 3pUTebHOe
BOCIPUATHE /1aXKe ITPU OTHOCUTENbHON COXPAaHHOCTH IJ1a-
30[IBUTATeNIbHBIX QYHKIUE. B HacTOsIIIee BpeMsI TIPUHSTO
CYMTaTh, YTO HApylleHKe 3PUTeIbHOI0 BHUMAHUSA CBA3a-
HO C MOpa)KeHHWeM BepXHHUX XOJMUKOB YeTBepOXOJIMHUS.
B pe3ynbraTte paccTpoiicTBa GyHKINI BEPXHIX XOJIMHUKOB
y GOJIbHBIX HApPYILIAeTCst CIOCOOHOCTD K PaBUIbHOM OpH-
eHTAI[MH B30pa. B CBSI3M ¢ 3THM H306pakeHrte HHTEpeCy-
IOLIEro [pe/iMeTa He MOMaziaeT B 00J1acTh XKeJATOro MsATHA
CeTYaTKH, YTO MOYXKET ObITh IIPUIMHOM KaI00bl Ha IIJI0X0e
3peHue. BciencTBrue HapylleHUs 3pUTEbHOTO BHHMA-
HUA 60JI])HI)I€ HWCIOBITBIBAET TPYAHOCTU IIPU BBINIOJTHEHUN
aKTHUBHBIX JIEMICTBUI 1107l KOHTPOJIeM 3peHudA. DTO 0CO-
GeHHO 3HAYMMO NPU HeOOXOAMMOCTU (PUKCALUK B30Pa,
HAaMpaBJIeHHOTO BHU3, YTO, K IPUMEPY, He0OOXOIMMO MpPH
CITyCKe C JIeCTHULIBI, TIPY ITpHUeMe MUY, IPY YTeHNH U T.I1.
OO6BIYHO HApYIIEHO TaKXKe MepeKiYeHre 3PUTENbHOrO
BHUMAaHUS C OJJHOTO [IpeiMeTa Ha APYroii, 0CO6eHHO ecnu
OHU pacIIoJIOXKeHbI [10 OAHOW BepTUKaNuU. B Takux ciyya-
AX IIPY CJIeXKeHUU B30POM 3a IlepeMellarolMCcs IpeiMe-
TOM GOJIBHOI YacTo ero «repsiers. [Ipu 3TOM Mape3 B3opa
MOXeT ellle OTCYTCTBOBATh.

Hepenko yxe Ha paHHell crazuyt 6ONe3HU BbIABIISET-
€Sl paCCTPOYICTBO CIIOHTAHHOM 3PUTEILHON OpPUEHTALUU.
IIpu 3TOM GONBHOI He pearupyer IepeMelieHHeM B30pa
Ha Nomajaomuil B nepudepudeckuil OTHeN ero IO
3pEHHUST BWKYIIUMCS MpeaMeT, TepsieT CMOCOOHOCTh K
IpaBUJIbHOI OpMEHTUPOBKe B3riAfa. B Takux ciydasx
MOXHO, B YaCTHOCTH, OOpaTUTh BHMMAaHKE HA TO, YTO

B30p GOJBLHOTO B IpOLIecce PasroBopa € HUM OBGBIYHO
OKa3bIBaeTCs1 HalpaBJIeHHbIM MUMO cobecenHuKa. YTOOBI
COXpaHWUTDb HAabJI0JaeMblil IIPeIMeT B I10JIe 3peHUs B CIIy-
Jae ero JBMKeHus1, 60JIbHOM OOBIYHOMY B TAKUX CITyYasix
TIepeMelleHHI0 B30pa IPEeJoYUTaeT IIOBOPOT TOJIOBHI,
M3MeHeHMe IT0JI0KeHUS TYIOBHIIA.

VHoraa y OTAeNbHBIX GOJBHBIX MOIYT HabIOAaTh-
csi obpaTHble SIBJIEHUS: BC/IEACTBHE BbIMAEHUS TOP-
MO3HOTO BJIMSHUSI CO CTOPOHBI KOPBI JIOGHBIX ZOJI€i
MO3ra BO3HUKAaeT PacTOPMaKUBaHUe OPUEHTHPOBOYHBIX
peaxuuit. Torma 60JIbLHON He B COCTOSTHUM PUKCUPOBATH
B30 U IIOJaBJIATh N30BITOYHBIE peyIeKTOPHbIE CAKKAIBI.
B ¢Bs1311 € 3THIM €ro B30p OTBJIEKAeTCsI Ha JIF060 peaMerT,
TIOMa/AIOIMil B TeprdepriecKre OTebl 0Jeil 3peHHus.

HexoTopble KIMHUKO-IAaTOMOPQOJIOruieckie Koppe-
TANMY HelipoodTaTbMOIOrM4ecKUX IIPU3HAKOB IPHU IIPO-
rpeccHpyoleM Hafbs/IlePHOM Tapajuye Ipe/CcTaBieHbl
B Tabi1. 29.1.

IIpy AMarHoOCTHKe IPOTPeCcCHpPYIOEro HaabAZepHOTo
napanuua L. Litvan (1996) cuutaer:

e 00MraTHHIMH NpPU3HAKAMH: Hayajo 3aboiesa-
HUA B Bo3pacTe crapiue 40 yeT, mporpeccupyrolee
TevyeHHe, Mape3 B30pa B BePTHKAJIbHOI IJIO-
CKOCTH (BHHU3 W BBepX), Pa3BUTHE BbIPAXKEHHON
IIOCTYPaJIbHOM HEYCTOMYMBOCTY C 4acTbIMM Iajie-
HUSIMY Ha TIePBOM rofiy 3a60JIeBaHus;

¢ IMOATBEePKAAMIMMHU NPU3HAKAMHU: CUMMETPUY-
Hble aKMHe3WU WM PUTUIHOCTD, O0Jiee BhIPAXKeH-
Hble B IPOKCHMAJbHBIX OTZHENaX KOHEYHOCTE;
IIaTOJIOTMYECKYI0 YCTAHOBKY Hieu (PeTpPOKOJUIHC);
orcyTcTBUE 3dQeKTa MM MUHUMAIbHYIO 3ddek-
THBHOCTD Jie4eHHs] MMEIOLIMXCSl IPOSIBTIEHHI map-
KUHCOHMYECKOTO CHHJpPOMa IperapaTamMy JieBo-
IONbl; paHHee pa3BUTHe Aucharuu U AU3apPTPUY;
paHHee TIPOSIBJIEHUE HEHPOIICUXOJIOTNYEeCKUX Hapy-
IIEHXHi, B TOM 4YMCJIe ABYX U OoJjee U3 CIIeyIOUIX
IPU3HAKOB: amaTusi, paccTpoiicTBa abCTpakTHOE
MBIIUIEHUe, CHIDKeHHe PedeBON aKTUBHOCTH, XO-
IpaKcysi, 1oJeBoe MOBeJieHUe, KJIMHUYeCKHe Ipo-
sIBJIEHUsT JIOOHOTO CHHIPOMA.

Ta6nuua 29.1. Knunnko-mopchonoruyeckas Koppensaums HepoohTanbMONornyeckix NpuU3HakoB Mpu NPOrpeccupyioliem HagbsfepHOM

napanuye (Golbe L.I., 1988; Nlesun 0.C., 2002)

[masopsurarenbHble HapyLeHus

AHaTomuyeckas cTpykTypa

HapyLieHus BepTUKanbHbIX ABUXKEHUNA:
® CaKKan4ecknx

o CreasLLmnX

PocTpanbHoe MHTEpCTMUMANbHOE SAP0 MEANANbHOTO NPOAOSILHOMO My4Ka,
AAp0 [lapKLieBnya, BEpXHUE XONMbl YETBEPOXONMUS
VHTepcTuunansHoe 8apo Kaxans, 3y64arble sapa Mo3xevka

HapyLUeHNs ropu3oHTaNbHbIX ABMKEHWIA:
© CakKafMyecknx
© MPON3BONbHbBIX

fiapa mocta

MapameauaHHas peTuKynsapHas (opmaLs MocTa (MOCTOBOW LIGHTp B30pa)

HapyLueHne npon3BonbHbIX cakkaz

Jlo6Hble LeHTpbI B30pa

HapyLueHune 3paykoBoii MHHepPBALMM

flnpa fky6oBnya—3nnHrepa—Bectdhans

MexbsgepHas oTanbmonnerus

MenuansHblit TPOAONbHbIA My4OK

6¢ vavLl



