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BBenenue

bone3np Bunbcona—KoHoBanoBa (remaTto-JI€HTHKYISpHAs JereHepanus)
OTHOCUTCSI K TSKCJICUIIUM HACTEACTBEHHBIM OOJIE3HSM IIEHTPAJbHON HEPBHOM
CUCTEMbl WU BHYTPEHHUX OpraHoB. Ecin CBOEBpPEMEHHO HE HayaTb JICUCHHE,
HaIlpaBJICHHOE Ha BBIBEJICHUE TOKCUYHBIX M30BITKOB MEM U3 OpraHu3mMa, To uyepe3 S—
7 net G60nbHOM OOpeueH Ha cMepTh. bone3Hs mopaxaer 25% OpaTheB U cecTep B
CEMbE NPHU KIWHUYECKH 3IOPOBBIX POAUTENAX, KOTOPHIE SIBISIOTCS HOCHUTEIAMHU
AHOMAJIBHOTO TeHa (ayTOCOMHO-PELIECCUBHBIM THUI HACIEAOBaHUS). 3a00JeBaOT
TOJIBKO T€ MHJMBUAYYMBI, KOTOPbIE YHACIEAOBAIN JiBA MyTAHTHBIX I'€HA, TO €CTh IO
OJTHOMY OT MAaT€pu U OT OTLA — TOMO3UTOTHBIE HOCUTENN MYyTallUH; JINIA, KOTOPBIE OT
OJTHOTO M3 POAMTENEN MOMyYWIM MYTAHTHBIM T€H, a OT APYIOro — HOPMAaJIbHBIN I'E€H,
SIBJISIFOTCS] TE€T€PO3UTOTHBIMU HOCUTEISIMA MYTAIlUU U OCTAIOTCS 3[I0POBBIMHU.

OTKpBITHIA HEJZAaBHO TIeH OOJIE3HHM OTBEYAET 3a CHUHTE3 MEJlb-
TpaHcnoptupyromero Oenka (ATP7B). Ilpu renaroneHTUKYISIPHOM JIere€Hepaluu
oOMEH Menu W MeAbCOACpKaluX OENKOB HApYIIAeTCs, MOSBISETCS H30BITOK
CBOOOAHOW” MeaH, KoTopas B OONBIIMX KOJIMYECTBAX OTKJIAJBIBAETCS B IEYECHH,
MO3T€e, pOrOBHUIIE, a TAKXKE BhIEIsAeTCA ¢ Moyol. He cirydailHO quarHocTrka 0oJae3HH
Oasupyercs Ha OOHAPY)KEHUH XapaKTEPHBIX HApYIIeHU MeaHoro ooMmeHa. briarogaps
uAeHTUUKAUKU TeHa B HacTodilee BpeMs Bo3MmoxkHa M JJHK- nuarnoctuka storo
3a0o0seBaHMsl.

[Topaxxenue meuyeHn M3OBITKOM ‘“‘CBOOOIHON MEAW IPOSIBISAETCS ITUPPO30M
neyeHu. l[lopakeHne MoO3ra NPUBOAUT K PAa3BUTHIO TSKEIOM HEBPOJIOTMYECKOMN
CUMIITOMATUKHU: JPOXKAHUIO KOHEUYHOCTEM M BCEro TYJIOBUINA, IMOBBIIICHUIO
MBIIIIEYHOTO TOHYCa, HWHOTAA COMPOBOXAAIONIEMYCS OOJE3HCHHBIMU CIIa3MaMH,
HapyILICHUEM PEYH, INIOTAHMS], CHUKEHUIO HHTEIIeKTa. OTIIOKEHNE MENU B POTOBHUIIE
(mo xparo pamyxHON 00070uku) 0oOycioBnuBaeT GopMupoBanue kKoibiia Kaifzepa—
Oneiiiiepa — Oypo-3eIe€HOBATOr0 MUrMeHTa. [lo 3ToMy Nmpu3HaKy AWAarHo3 OOJE3HH
MO>KHO TIOCTaBUTh 0€30IIHMO0YHO.

['emaro-neHTukynsapHas JereHepanusi M3BECTHA C TIyOOKOW JPEBHOCTH.
Homemnmiee 10 Hac u3oOpakeHue erurnerckoro gapaona TyranxamoHa, IO MHEHHUIO
KpynHeiero crnenuanucta J. Walshe, He uckitouaer BepoOsITHOCTH, YTO OH CTpajal
stuM 3aboneBanueM. Muctutytr HeBponorun PAMH B TeueHne MHOTMX JeT
3aHUMAaeTCs MPOOJIEeMON TemaTo-JICHTUKYJISTHOW JereHepanuu. 3HAMEHHUTHIN
oreduecTtBeHHbId HeBposior akaaemMmuk AMH CCCP H.B. KonoBanoB, oguH wu3
ocHoBatened WMHCTUTyTa, MOCBIATUI 3TOMY 3a00JIEBaHUIO JBE MOHOTrpaduH,
nocyienHsas u3 KoTtopbix B 1964 romy Owuia ynoctoeHa JlenuHckoit mpemuu. B
NOCHEAYIONUe TOAbl JaHHOE 3a0oJieBaHHWE MPOJOJKAIO0 YCHEIIHO H3y4aThCs
COTPYAHUKAMH HEHUPOTCHETHUYECKOTOo OTAeNaeHusT WHCTUTyTa HEBPOJIOTHUM, O]
HaOmoieHneM KOTopheiX 3a 40 ner Haxogwioch cBeIMES00 cemel, OTATONIEHHBIX
3TUM HenyroM. Becbk MHOronetrHuii onbIT MHCTUTYTa CBUAETENBCTBYET O TOM, YTO
KJIIOYEBOM mpoOJIeMON SBJISIETCS pPaHHSSA JUArHOCTHUKA TemaTOJICHTUKYJISIPHON
nereHepauuu. Yem paHblIIe HayaTh JiedueHUe (B uJeale — €Ille Ha
JOCUMIITOMAaTHYECKOM CTaud JUOO Ha JOHEBPOJIOTMYECKOM JTare, TO €CTh [0
MOSIBJICHUS MIPU3HAKOB MOPaXEHUs Mo3ra), TeM yuiie dpdekr. Bor nouemy, ecinu B
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CEMbE €CTh XOTh OJUH PEOCHOK, CTPANAIOIIMA STUM 3a00JIEBaHHEM, HEOOXOIMMO
THlaTeNbHOE OO0cCleoBaHME BCEX €ro OpaTheB W cecTep, B TOM YHCIE C
HCIIOJIb30BAHUEM CaMBIX COBPEMEHHBIX OWOXHMMHYECKHUX U MOJCKYISIPHO-
TCHETHYECKUX METOOB.

1. OcHOBHBIC CBeIEeHUSA

I'enatoniepebpanbuast auctpodus (ap. cerebrum MoO3r), CHH.: Temnaro
Bectdans, Gonesnb Bumbconarped. 1) mop/ fj moTto¢ TedeHb + JaT. JEHTUKYJISpHAs
JeTeHepanus,  TmceBaockiepo3 KoHoBamoBa — HacneacTBeHHoe — 3aboseBaHUeE,
XapaKTepu3ylolleecsi  COYETaHHMEeM LHMppo3a TMeYeH U C  JUCTPOPUUYECKUM
MPOLIECCOM B TOJOBHOM MO3re (MPEUMMYLIECTBEHHO B YEYEBUYHBIX SApax).
Anrnuiickuii HeBponor Buibcon (S. Wilson) B 1912 romy ommcan TUIIAYHBIC
JUIsl TenartolepedpanbHON AUCTPOGUM H3MEHEHUsS B TOJOBHOM MO3T€, YCTaHOBUII
MOCTOSIHHOE HaJlMyue 1uppo3a TMeYeH U U Jaj OINUCAHUE KIWHUKA HOBOTO
3a00J1€BaHMsI, HA3BaHHOTO MM MPOTPECCUBHOM JICHTUKYISPHOW JereHeparueit
(;at. lenticularis yeueBHIICOOpPA3HBIN).

B kadecTBe OCHOBHBIX CHUMITOMOB 3a0o0JieBaHUSI ObUIM  OTMEYEHBI
pa3HOOOpa3Hble HEMPOW3BOJIBHBIC JBIDKEHUS B KOHEYHOCTSIX U TYJIOBHIIE ,
MBIIIEYHAs] PUTHAHOCTb, NPUBOAAIIAS K CKOBAaHHOCTH, Aucharus W Iu3apTpus,
addexTHbIC BCHBINIKKA, WHOTA TMCUXUYECKUE pacCTPOICTBA, HO MPU3HAKHU
MOpaXEHUs MUPAMUIHBIX TMyTed orcyrcTtBoBanu. Emé panbme K. Becrdanem
(1883) u A. Wrpromnemiem (1898) Obuto ommcaHo 3abojieBaHHE , KOTOPOE IIO
KIMHUYECKOMY CXOJICTBY C pAaCCESIHHBIM CKJIEPO30M TOJY4YWJIO Ha3BaHUE
«TICEBIIOCKIIEPO3).

3a0oneBaHre  XapaKTE€pU30BaJIOCh  PACHPOCTPAHEHHBIMH, Pa3MaIUCTHIMHU,
PUTMHUYHBIMM ~ HENPOU3BOJBbHBIMU  JBWXKCHUSIMU,  TOBBIIICHUEM MBIIIEYHOTO
TOHyCa, aMHMUEN, IU3apPTPUEH U BBIPAKEHHBIM U TICUXUYECKUMU HAPYIICHUSIMU
BIUIOTh JO TaKOIO0 pPACCTPOMCTBAa MHTEIJIEKTa, Kak ciadoymue. B pganbHeiem
OKa3aJioCh, YTO NPOrPECCUBHAsA JICHTHKYJSIPHAs JEereHepauus U TCEBAOCKIEPO3
SBIIIOTCS pa3HbIMU (OpPMaMH OJHOTO M TOTO e 3a0oJjieBaHUs, KoTopoe [amib
(1921) m©HasBanm remar OJICHTHKYJIApHOW JnereHepanue. OpHako U3MEHEHHUS B
MO3re Tpu HEM HHUKOIJIa HE OTPaHWYUBAIOTCA JICHTUKYJSIPHBIMHU SIpaMH U
HEpEeNKO OBIBAIOT Ja)K€ CHJIbHEE BBIPAKEHBI B JPYruX oTaenax mo3sra. [loatomy
H. B. KonoBasioB B 1960 romy mnpemioxkuia Ha3BaHUE «TemarolepeopaibHas
auctpo ¢us». OH 3HAYUTENBHO pACIIMPUI MPEJCTABICHUS O MaTo(U3UOJIOTHH,
NaToreHe3e W KJIMHUKE 3TON OOJe3HW W BBIIETUI HOBBIE €€ (POPMBI.

2. DNUJIeMHOJIOT Ul

bonesns Bunbcona — Konopanopa (bBK) orHOCUTCS K peikuM 3a00JIeBaHUSM.
Pacnipoctpanennocts ee no manabiM Orphanet coctaBnser 1-9 ciywyaeB ma 100000
HacenieHus (B cpeqHeM 1 Ha 25000), exeroaHasi 4acToTa BbISIBIICHHS! HOBBIX CIIy4YacB
— or 1 na 30000 mo 1 ma 100000 nacenenmsi. Hocurenem nedexTHoro resa mo
OpUEHTHUPOBOYHBIM OIlleHKaM siBisiercss Kaxabld 90 — 100-p1ii yenoBek (1%).
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Nudopmamuss o Bctpewaemoctu BBK B P® B Hacrosimiee Bpemsi OTCYTCTBYET.
OnHako, Ha OCHOBE paHee NmoJdydeHHbIX mno TtTeppurtopusim CCCP
SMUJIEMHOJIOTHYECKNX JIAaHHBIX, MUHUMaJIbHas OIleHKAa e€e¢ MOXKeT KojiebaTbes ot 0,29
1o 2,6 Ha 100000 HacemeHus

3. OTHoJsiorus

I'en, MmyTtanuu B KOTOpOM MpUBOAAT K Oone3nu Bunbcona — KonoBanoBa
(ATP7B), pacnionoxeH B JuIMHHOM 1uiede 13-it xpomocomsl (13q14.3). T'en konupyet
P-tun AT®a3bl, KoTOpass TpPaHCHOPTUPYET MEAb B KEMYb M BKIKOYAET €€ B
nepynoriazmMuH[2]. B 10 % ciiyyaeB myTaiius He OOHapYKUBAETCA.

Xors omucano noutu 300 myraumii ATP7B, B OONBIIMHCTBE MOIYJIALMMA
0osne3Hp BuibcOHa BO3HHMKAET B pe3yibraTe HEOOIBIIOTO KOJUYECTBA MYTaIlHid,
cnenuUUHBIX IS ATUX nonyasuuid. Hapumep, 1 3amaiHbIx NOMyAsUUi My Talus
H1069Q (3ameHa ructuauHa Ha mIyTamMuH B no3unuu 1069 Genka) mpUCyTCTBYET B
37-63 % ciyuaeB 3a00seBaHus, B TO BpeMs kKak B KuTae sTa MmyTtanusi o4ueHb peaKa u
R778L (3amena apruHMHa Ha JEWIMH B TO3WIMU 778) BCcTpedaeTcs darlie.
OTHOCHUTENBHO MAJIO U3BECTHO O BIMSHMHM MYTAllMi Ha TeUeHUE 3a00JeBaHUs, XOT
M0 JaHHBIM HEKOTOPHIX uccieaoBanuii mytamus H1069Q mpenmomaraer Oosnee
MO3JIHEE HaYaJI0 HEBPOJOTHUYECKUX CUMIITOMOB.

Hopmanbubie Bapuanuu B reHe PRNP MOryT U3MEHUTh TeueHue OO0Je3HH,
yBEJIMYMBAsi BO3PACT IMOSBICHUS 3a00JIEBaHUS U B HA THUI CUMIITOMOB, KOTOPHIE
pa3BUBAIOTCA. DTOT I'eH KOJUPYET MPUOHHBINA OEJIOK, KOTOPBI aKTUBEH B TOJIOBHOM
MO3T€ U IPYTUX TKaHSX, a TAKXKe, KaK MOJararoT, y4aCTBYET B TPAHCIIOPTE MEH.

VY 3a0oneBaHusi ayTOCOMHO-PEIECCUBHBIM THUIl HacleqoBaHus. To ecTh
OOJILHOM JOJKEH MOJIYYUTh JAS(EKTHBIN TeH OT 000UX POAMUTENICH (CM. Ha PUCYHKE).
JItonu TOJIBKO C OTHUM MYTaHTHBIM T€HOM (T€TE€pPO3UTOThI) HAa3bIBAKOTCS HOCUTEISIMHU.
VY HUX MOTYT BO3HHKaTh CJIa00BBIPAKEHHBIC HAPYIICHHSI METAa00IM3Ma MEIH.

4. IlaTorenes

Menb BBITIOJIHAET MHOXECTBO (YHKIMH B opraHu3me. B ocHOBHOM oOHa
BBICTYNIa€T B KadecTBe KodakTopa s HEKOTOPHIX (PEPMEHTOB, TaKUX Kak
EepyJoNiIa3MUH, IUTOXPOM C-OKcHaasza, aodamMuH OeTa THUAPOKCHUIIA3A,
CYyHEPOKCUAINCMYTa3a U THPO3UHA3A.

Menp BcacblBaeTCs U3 HKEITYAOYHO-KUILIEYHOTO TpakTa. TpaHCIOPTHBINA OenoK
Ha kietkax ToHkoW kumku CMT1 (anmn. Copper Membrane Transporter 1)
NepeMeEIaeT Melb BHYTPb KJIETOK. HacTh MEAU CBA3BIBACTCS C METAUIOTUOHEUHOM, a
apyras — nepeMemiaercss B ceTh [O0nbIKH € MOMOIIBIO TPAHCIOPTHOIO Oeska
ATOXI1. B anmapare ['o1b1k1 B OTBET Ha MOBBIIICHHE KOHIIEHTPAITUU Meu HepMEHT
ATP7A (aarmn. Copper-transporting ATPase 1) BBICBOOOXIAET ITOT DJIEMEHT 4Yepe3
BOPOTHYIO BEHY B TeueHb. B meuéHounbix kietkax 0enok ATP7B cBsizbiBaeT mMeab C
IEPYJIOTUIA3MUHOM U BBHICBOOOXK/IAET €r0 B KPOBb, & TAKKE y/IaJsieT N30BITOK MEIH C
BhIJIeIsTtOIEHCS kEémubto. O0e Gynkiuu ATP7B napymens! nipu 6one3nn Bunbcona.
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https://ru.wikipedia.org/wiki/ATP7B
https://ru.wikipedia.org/wiki/13-%D1%8F_%D1%85%D1%80%D0%BE%D0%BC%D0%BE%D1%81%D0%BE%D0%BC%D0%B0_%D1%87%D0%B5%D0%BB%D0%BE%D0%B2%D0%B5%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%90%D0%B4%D0%B5%D0%BD%D0%BE%D0%B7%D0%B8%D0%BD%D1%82%D1%80%D0%B8%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82%D0%B0%D0%B7%D1%8B
https://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D0%B4%D1%8C
https://ru.wikipedia.org/wiki/%D0%96%D1%91%D0%BB%D1%87%D1%8C_%D1%87%D0%B5%D0%BB%D0%BE%D0%B2%D0%B5%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%A6%D0%B5%D1%80%D1%83%D0%BB%D0%BE%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D1%81%D1%82%D0%B8%D0%B4%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%93%D0%BB%D1%83%D1%82%D0%B0%D0%BC%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%9A%D0%B8%D1%82%D0%B0%D0%B9
https://ru.wikipedia.org/wiki/%D0%90%D1%80%D0%B3%D0%B8%D0%BD%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%9B%D0%B5%D0%B9%D1%86%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/PRNP
https://ru.wikipedia.org/wiki/%D0%93%D0%BE%D0%BB%D0%BE%D0%B2%D0%BD%D0%BE%D0%B9_%D0%BC%D0%BE%D0%B7%D0%B3
https://ru.wikipedia.org/wiki/%D0%93%D0%BE%D0%BB%D0%BE%D0%B2%D0%BD%D0%BE%D0%B9_%D0%BC%D0%BE%D0%B7%D0%B3
https://ru.wikipedia.org/wiki/%D0%90%D1%83%D1%82%D0%BE%D1%81%D0%BE%D0%BC%D0%BD%D0%BE-%D1%80%D0%B5%D1%86%D0%B5%D1%81%D1%81%D0%B8%D0%B2%D0%BD%D1%8B%D0%B9_%D1%82%D0%B8%D0%BF_%D0%BD%D0%B0%D1%81%D0%BB%D0%B5%D0%B4%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D1%85%D1%80%D0%BE%D0%BC_%D1%81-%D0%BE%D0%BA%D1%81%D0%B8%D0%B4%D0%B0%D0%B7%D0%B0
https://ru.wikipedia.org/wiki/%D0%A2%D0%B8%D1%80%D0%BE%D0%B7%D0%B8%D0%BD%D0%B0%D0%B7%D0%B0
https://ru.wikipedia.org/wiki/%D0%96%D0%9A%D0%A2
https://ru.wikipedia.org/wiki/%D0%AD%D0%BD%D1%82%D0%B5%D1%80%D0%BE%D1%86%D0%B8%D1%82_%D0%BA%D0%B0%D1%91%D0%BC%D1%87%D0%B0%D1%82%D1%8B%D0%B9
https://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D1%82%D0%B0%D0%BB%D0%BB%D0%BE%D1%82%D0%B8%D0%BE%D0%BD%D0%B5%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%90%D0%BF%D0%BF%D0%B0%D1%80%D0%B0%D1%82_%D0%93%D0%BE%D0%BB%D1%8C%D0%B4%D0%B6%D0%B8
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D1%80%D0%BE%D1%82%D0%BD%D0%B0%D1%8F_%D0%B2%D0%B5%D0%BD%D0%B0
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%87%D0%B5%D0%BD%D1%8C

Menp HakarIMBaeTCs B TKAHU I€YEHU; LEPYNIOIIa3MUH MPOI0JIKAET BBIAEIATHCS, HO
C HEJOCTaTKOM MeH (anoLepysIoIuIa3MHUH) U ObICTPO pa3pyllaeTcsi B KPOBOTOKE[4].
Korma Memum B medeHM CTAHOBHUTCS Ooiibllle, 4eM O€JIKOB €€ CBS3bIBAIOLIUX,
IPOUCXOIUT KX OKHUCIMUTEIBHOE MOBPEXICHHE 3a Ccu€rT peakuun DeHToHa. ITO
IOPUBOANUT K BOCHAJICHUIO Ie4eHH, €€ (puOpo3y u B urTore K nupposy. Taxxe u3
MIEYEHHU B KPOBOTOK BBIJIETSIETCA ME/lb, KOTOpask HE CBsI3aHa C LIEpYyIOIUIa3MHUHOM. JTa
cBOOO/IHAs MEIb OCEJAeT IO BCEMY OpraHu3My, OCOOEHHO B IOYKaX, Ia3ax H
TOJIOBHOM MO3T€.

OCHOBHYI0O pPOJb B IIATOTE€HE3€ WIpaeT HapylleHue oOMeHa MenH, ¢
HAKOIUICHHE B HEPBHOM (OCOOEHHO MOpa)keHbl Oa3albHbIE TAHIVIMHM), MOYEUHOM,
Ne4YEHOYHON TKaHU M POTOBUIIE, & TAK)KE TOKCHUECKOE MOBPEXKACHUE MEJIBIO TaHHBIX
opraHoB. Hapymienue Mmetabonu3Ma BeIpaXaeTcsi B HApYIIEHUH CUHTE3a U CHOKEHHUH
B KpPOBHM KOHLEHTpauuu Lepyloruia3MuHa. LlepynonnasMuH y4acTBYeT B Mpouecce
BBIBEJICHUSI Me€AM M3 opraHusma. B meueHu ¢opmupyercst KpyHnHOY3JI0BOH WIH
CMENIaHHBId LHppo3. B moukax B MEpBYIO oyepelb CTPagaloT MPOKCUMAalbHBIC
KaHaJbIbl. B TOJIOBHOM MO3re nopakarorcs B OOJIbIIeH cTeneHu 0a3albHble TaHIINH,
3y0daroe Aapo MOKeuKa U yepHas cyoctaHuus. OTIoKeHue MeIu B JA€CLIEMETOBOM
MeMOpaHe ria3a NpuBOAUT K opMupoBaHuto Koiblia Kaitzepa-drneiiepa.

5. I1aTooruvyeckass aHATOMMUSA

B ronmoBHOM Mo3re mnpu remarto-niepedpanbHON IUCTPOPUU pa3MsTdaeTcs
yeueBHIleo0OpazHoe SApOo, OCOOEHHO CKOpiymna, ¢ 0Opa30BaHHEM MEJKUX KHCT.
[lopaxkarorcss u npyrue oOpa30BaHUSA: XBOCTAaTO€ ANpO, IITyOOKHE CJIOU KOpBI,
MO3KEUOK, B YaCTHOCTHU 3yOuaThie sijipa, MOAOYTOpHBIC sIpa; B OCTAIBHBIX OTHIETaxX
TOJIOBHOTO MO3ra U3MEHEHHUSI BBIPAKEHBI MEHBIIIE.

Bce u3meHeHust nensaTcs Ha aHTMOTOKCHMYECKUE M LUTOTOKcHYeckue. [lepBoie
BBIPAKAIOTCS B aTOHUM COCY/IOB, OCOOEHHO MEJKHX, ¥ W3MEHEHHUH HX CTCHOK. B
pe3yapTaTe BO3HUKAKOT CTa3bl, PACHPOCTPAHEHHBIM MEPUBACKYISPHBIA OTEK C
AHOKCHUEW HEpPBHOM TKaHU W €€ rulenbl0; 4acThl TeMOpparuu U clelbl UX B BHUJC
CKOILJICHUH T€MOCHIEPUHA.

[uTOTOKCMYECKUN KOMIIOHEHT 3aKJIIYaeTcs B PACHPOCTPaHEHHBIX
OTUCTPODUYECKUX HU3MEHEHHSX MAKpPOTJIUU HEPBHBIX KJIETOK, YacTO
3aKaHYMBAIOIMIMNXCS WX THOENTbI0. XapaKTepHO TMOSBIECHUE DIMH AJbIreiimepa,
KoTOpasi oOpasyeTcsi U3 OOBIYHBIX acTpOIMTOB. Hepenko BcTpedaroTcss U3MEHEHHbBIE
HEPBHBIC KJIETKH, OUYEHb IIOXOKHWE€ Ha MU0 AJbUrermepa; CXOIHBIE KIETKH
00HAapYy>KMBAIOTCS TAK)KE B MIEUECHU M TTOYKaX. B OCHOBE 3THX KJIETOUHBIX U3MEHECHHIA
JEXKHUT OIMH U TOT k€ (haKTOp — OJHOTHUIIHOE HApYIIEHHWE KIETOYHOTro OOMeHa,
BEPOSITHO, OOMEHA HYKJIEMHOBBIX KUCIIOT.

Uem mozgHee HaYMHAETCS 3a00JieBaHUE, TEM MEUICHHEE OHO MPOTEKAET, TEM
6onee nud@y3Hbl U3MEHEHHS B TOJOBHOM MO3re M TeM 0oJjiee IUTOTOKCUYECKHM
KOMIIOHEHT MpeolbiiagaeT HajJ aHTuoTokcuueckum. [ledeHp BcleacTBue
arpoUyuecKoro mUppo3a yMEHbIEHA W OyrpucTas; y4aCTKd HOPMAaJbHOW TKaHH
YEPEAYIOTCS C YYaCTKAMH HEKPOTHYECKHMHU, JETEHEPUPYIOUIMMHU U C OCTPOBKaMU
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https://ru.wikipedia.org/wiki/%D0%A0%D0%B5%D0%B0%D0%BA%D1%86%D0%B8%D1%8F_%D0%A4%D0%B5%D0%BD%D1%82%D0%BE%D0%BD%D0%B0
https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BF%D0%B0%D1%82%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%A4%D0%B8%D0%B1%D1%80%D0%BE%D0%B7
https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%80%D1%80%D0%BE%D0%B7_%D0%BF%D0%B5%D1%87%D0%B5%D0%BD%D0%B8
https://ru.wikipedia.org/wiki/%D0%91%D0%B0%D0%B7%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B5_%D0%B3%D0%B0%D0%BD%D0%B3%D0%BB%D0%B8%D0%B8
https://ru.wikipedia.org/wiki/%D0%A6%D0%B5%D1%80%D1%83%D0%BB%D0%BE%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%80%D1%80%D0%BE%D0%B7
https://ru.wikipedia.org/w/index.php?title=%D0%97%D1%83%D0%B1%D1%87%D0%B0%D1%82%D0%BE%D0%B5_%D1%8F%D0%B4%D1%80%D0%BE_%D0%BC%D0%BE%D0%B7%D0%B6%D0%B5%D1%87%D0%BA%D0%B0&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%A7%D0%B5%D1%80%D0%BD%D0%B0%D1%8F_%D1%81%D1%83%D0%B1%D1%81%D1%82%D0%B0%D0%BD%D1%86%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%94%D0%B5%D1%81%D1%86%D0%B5%D0%BC%D0%B5%D1%82%D0%BE%D0%B2%D0%B0_%D0%BE%D0%B1%D0%BE%D0%BB%D0%BE%D1%87%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%94%D0%B5%D1%81%D1%86%D0%B5%D0%BC%D0%B5%D1%82%D0%BE%D0%B2%D0%B0_%D0%BE%D0%B1%D0%BE%D0%BB%D0%BE%D1%87%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BB%D1%8C%D1%86%D0%B0_%D0%9A%D0%B0%D0%B9%D0%B7%D0%B5%D1%80%D0%B0-%D0%A4%D0%BB%D0%B5%D0%B9%D1%88%D0%B5%D1%80%D0%B0
https://ru.wikipedia.org/wiki/%D0%A7%D0%B5%D1%87%D0%B5%D0%B2%D0%B8%D1%86%D0%B5%D0%BE%D0%B1%D1%80%D0%B0%D0%B7%D0%BD%D0%BE%D0%B5_%D1%8F%D0%B4%D1%80%D0%BE
https://ru.wikipedia.org/wiki/%D0%A5%D0%B2%D0%BE%D1%81%D1%82%D0%B0%D1%82%D0%BE%D0%B5_%D1%8F%D0%B4%D1%80%D0%BE
https://ru.wikipedia.org/wiki/%D0%9C%D0%BE%D0%B7%D0%B6%D0%B5%D1%87%D0%BE%D0%BA
https://ru.wikipedia.org/wiki/%D0%9E%D1%82%D0%B5%D0%BA
https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D1%80%D1%80%D0%B0%D0%B3%D0%B8%D0%B8
https://ru.wikipedia.org/wiki/%D0%90%D1%81%D1%82%D1%80%D0%BE%D1%86%D0%B8%D1%82%D1%8B_%D0%90%D0%BB%D1%8C%D1%86%D0%B3%D0%B5%D0%B9%D0%BC%D0%B5%D1%80%D0%B0_II_%D1%82%D0%B8%D0%BF%D0%B0
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%87%D0%B5%D0%BD%D1%8C

pereHepanuu; OOWIBHOE HOBOOOpPA30BaHME COCYIOB MPUBOAUT K TOSIBJICHUIO
aHACTOMO30B MEX/y BETBSIMU BOPOTHOM U HUKHEH TMOJION BEHBI.

6. Knunnyeckass KApTUHA U TeYEeHHUE

I'enaro-niepeOpanbHas aUCTpoPuUsl HAYMHAETCS B JETCKOM WA MOJOJIOM
BO3pacTe M MMEET XPOHUYECKOE IpOorpeccupyromiee TedeHue. Bo MHorux ciydasx
NOSIBJEHUID CUMITOMOB NOPaXE€HUS HEPBHOW CHUCTEMBI MNPENIIECTBYIOT
BHUCLEPAIbHBIE PACCTPOMCTBA B BHUJIE HAPYLICHUS MAEATEIbHOCTH II€YEHU H
KEJIyIOYHO-KHUIIEYHbIX PacCTpOUCTB (KenTyxa, O0iauM B mpaBOM mojpedepbe,
aucnentudyeckue spieHus). [lopoit pa3BuBaeTcs BbIpaXXEHHBIN T€MaTO-TUEHATbHBIN
cuaapoM. CO CTOpPOHBI HEpPBHOW CHUCTEMBl Ha NEPBBII IJIAH BBICTYNAIOT
AKCTpPANMPAMUIHBIE CUMITOMbI B BHJIE€ MBIIIEYHOW PUTHUIHOCTH, TUIEPKUHE30B U
paccTporcTB NCUXUKU. [IMpamMuiHbIe CUMIITOMBI MOTYT OBITh, HO Yallle OTCYTCTBYIOT.
UyBCTBUTEIBHOCTh OOBIYHO HE HAPYIIIECHA.

TunuuabiM cuMniToMoM OoJie3HHM sBIsIOTCA Kosblla Kaiizepa-@neitmepa —
OTJIOXKEHUSI 1o mepudepun poroBoi OOOJOYKH COAEPKAILIEro MeAb 3€JIeHOBATO-
Oyporo murMeHTa, Oojiee BbIpaKEHHbIE Ha MO3AHMX craausx. MHorma ormedaercs
KEJTOBATO-KOPUYHEBAsE MUTMEHTAlMUs KOXH TyJoBUIIA M jauna. YacTsl
reMopparudyeckue sBiaeHUus (KpOBOTOUMBOCTb JAECEH, HOCOBBIE KpPOBOTEUYEHUS,
MOJIOKUTENbHASA MPo0a KIryTa), MPaMOPHOCTh KOXKH, akpounaHnos3. Kanwspockonus
oOHapy>KMBaeT AaTOHHUIO KalWIUIAPOB M 3aCTOMHOCTh KpoBOTOKa. (OTMedaroTcs
cycTaBHble 00y, Tpody3HbIE MOTHI, OCTEONOPO3, JOMKOCTh KocTeil. [laromorus
MEYEHH KIIMHUYECKH BbIsBIIsIeTCA IpuMepHO Y 30 % OONbHBIX, a B psAJe CIydyaeB OHA
MOKET OBITh OOHApYXKEHA TOIHKO (QYHKIIMOHATBHBIMUA MPOOaMu, HAIpUMEP MPOOOH ¢
HAarpy3koi ramakto3ou, mnpo6oi Ksunuka, mpobGoit beprmana-DanborTa,
OpomcynbpodTanenHOBON MPoOOH; KOJTUYECTBO OMIIMPYOMHA B KPOBU U YPOOHIIMHA B
Moue OOBIYHO YBEIWYEHO; M3MEHEHBI OcajlouHble peakiuu Takara-Apa u Ipes,
OOBIYHBI JIEKOIMEHUS, TPOMOOIIUTONICHHSI, THITOXPOMHAs aHEMHSI.

Paznuyator 5 ¢hopm remnaro-iepedpanbHoOi tuctpodun:[ymounums|

* bprowmHasa ¢popma — TKENOE MOPAXKECHUE IEUCHH, NMPUBOIAIICE K CMEPTU
paHbIIIE TMOSBICHUS CUMITOMOB CO CTOPOHBI HEPBHOM CHCTEMBI; 3a00JIEBAIOT
netd. E€ mpoaomKUTENbHOCTh OT HECKOJIBKUX MECSIEB 10 3-5 JIET.

«  PuruaHo-apuTMorunepkuHeTHYecKAasl, WU paHHAS (HopMa — OTIMYACTCS
OBICTPBIM T€UEHUEM; HAYMHAETCA TaKXKe B JETCKOM Bo3pacTe. B ximHuveckoit
KapTUHE MPeo0IaiatoT MBIILIEYHAS] PUTUIHOCTD, TPUBOJALIAS K KOHTPAKTypam,
0eTHOCTh U 3aMENJICHHOCTb JBHMXEHHM, XOPEOaTeTOMIHbIE WM TOPCHUOHHBIC
HACUJIBCTBEHHBbIE JBHUXKEHMsS. XapaKTepHbl AuU3apTpus U Aucdarus,
CYIOPOXKHBI cMeX M IuIad, ap@EeKTUBHBIE PACCTPOMCTBA M YMEPEHHOE
CHUKEHUE UHTEIICKTA.

« JlpoxkareJibHO-pUrHaHass ¢opMa BCTpEYAETCs Yalle APYTMX; HAYMHAETCS B
FOHOILIECKOM BO3pacTe, TEYET MEUIEHHEE, ITIOPOU C PEMUCCUSAMU U BHE3AITHBIMU
YXYAIIEHUSAMHU, COMPOBOXKIAIOIMHUMHUCA CyO()eOpUIbHON TeMIepaTypoi;
XapaKTEepU3yeTCcsl OJHOBPEMEHHBIM pPa3BUTUEM TSIKEIOW PUTHAHOCTH H
JIpOXaHUsI, ApOKaHUE OYEHb PUTMHUYHOE (2-8 ApOoKaHUU B CEKYHAY), PE3KO
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https://ru.wikipedia.org/w/index.php?title=%D0%93%D0%B5%D0%BF%D0%B0%D1%82%D0%BE-%D0%BB%D0%B8%D0%B5%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9_%D1%81%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=%D0%93%D0%B5%D0%BF%D0%B0%D1%82%D0%BE-%D0%BB%D0%B8%D0%B5%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9_%D1%81%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC_%D0%BC%D1%8B%D1%88%D0%B5%D1%87%D0%BD%D0%BE%D0%B9_%D1%81%D0%BA%D0%BE%D0%B2%D0%B0%D0%BD%D0%BD%D0%BE%D1%81%D1%82%D0%B8
https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%B5%D1%80%D0%BA%D0%B8%D0%BD%D0%B5%D0%B7%D1%8B
https://ru.wikipedia.org/wiki/%D0%9F%D0%B8%D1%80%D0%B0%D0%BC%D0%B8%D0%B4%D0%BD%D1%8B%D0%B5_%D1%81%D0%B8%D0%BC%D0%BF%D1%82%D0%BE%D0%BC%D1%8B
https://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BB%D1%8C%D1%86%D0%B0_%D0%9A%D0%B0%D0%B9%D0%B7%D0%B5%D1%80%D0%B0-%D0%A4%D0%BB%D0%B5%D0%B9%D1%88%D0%B5%D1%80%D0%B0
https://ru.wikipedia.org/wiki/%D0%9C%D1%80%D0%B0%D0%BC%D0%BE%D1%80%D0%BD%D0%BE%D1%81%D1%82%D1%8C_%D0%BA%D0%BE%D0%B6%D0%B8
https://ru.wikipedia.org/wiki/%D0%90%D0%BA%D1%80%D0%BE%D1%86%D0%B8%D0%B0%D0%BD%D0%BE%D0%B7
https://ru.wikipedia.org/wiki/%D0%9E%D1%81%D1%82%D0%B5%D0%BE%D0%BF%D0%BE%D1%80%D0%BE%D0%B7
https://ru.wikipedia.org/wiki/%D0%9B%D0%B5%D0%B9%D0%BA%D0%BE%D0%BF%D0%B5%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%A2%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B5%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%BE%D1%85%D1%80%D0%BE%D0%BC%D0%BD%D0%B0%D1%8F_%D0%B0%D0%BD%D0%B5%D0%BC%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D0%BA%D0%B8%D0%BF%D0%B5%D0%B4%D0%B8%D1%8F:%D0%9F%D1%80%D0%BE%D0%B2%D0%B5%D1%80%D1%8F%D0%B5%D0%BC%D0%BE%D1%81%D1%82%D1%8C#%D0%91%D1%80%D0%B5%D0%BC%D1%8F_%D0%B4%D0%BE%D0%BA%D0%B0%D0%B7%D0%B0%D1%82%D0%B5%D0%BB%D1%8C%D1%81%D1%82%D0%B2%D0%B0
https://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%B7%D0%B0%D1%80%D1%82%D1%80%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%94%D0%B8%D1%81%D1%84%D0%B0%D0%B3%D0%B8%D1%8F

YCWIMBAETCS MPU CTaTUYECKOM HANPSLDKEHUH MBIIIL, JBUKEHUSAX W BOJIHEHUH,
B IIOKO€ M BO CHe wucuesaeT. WMHorga oOHapyXKMBAaIOTCS AaTeTOUHbIC
xopeoOpMHBIE HACWIHLCTBEHHbBIC ABWXKEHUSI; HAOMIOAAIOTCS Takxke aucdarus
U IU3apTpusl.

JApoxkareabnas popma HaunmHaercsi B Bo3pacte 20-30 jet, T€UET AOBOJIBHO
MeuieHHO(10-15 net u Oomblie); ApokaHHE PEe3KO MpeolanaeT, pUruiaHOCTb
HOSIBIISICTCS JIUILb B KOHLIE OOJIE3HHU, a MOPOM HAOII0NAaeTCs TUIOTOHMS MBIIIII;
OTMEYAETCS aMHUMUSA, MEJICHHas MOHOTOHHAs pEub, THKEIbIE H3MEHEHUS
MICUXUKH, YacThbl adexTuBHble Benbiku. Habmronarores snunentugopMHble
IPUIAJIKH.

JKCTpaAanMpPpaMUJIHO-KOPKOBasi (pOopMa BCTPEYACTC pexXe Jpyrux ¢Gopm.
Tunuynele a5 renaro-uepedpanbHoil TMCTpoPuu HApyIIEHUs B JaJIbHEHIIIEM
OCJIOKHSIOTCS amomiIeKTU(OPMHO pPa3BUBAIOIMIUMUCT MUPAMHUIHBIMU
nape3aMu, SMNUWICNTUGOPMHBIMH MPUMAAKAMU U TAKETBIM cilaboymuem
(0OHapyKMBAIOTCA OOIIMPHBIE pa3MITYEHUS B KOpPe OOJIBIINX MOTYIIApUil).
Hamnbonpmas nmerampHOCTh (50 %) oTMeuaercss mpu nedéHOYHOM dopme ¢

MacCUBHBIM HEKPO30M M remMoiau3oM y jgered 1o 6 ner. CmepTrb OOJBHBIX OT
HEBPOJIOTUYECKHUX HAPYLUIEHUN IIPU OTCYTCTBUM JICUCHUS HAcTynaer yepes 5-14 et
OcHOBHasi mpUYMHA MPU ITOM HHTEPKYPPEHTHBIE 3a00JE€BaHUS WIHM SKEIYI0YHO-
KHLIEYHbIE KPOBOTEUEHUS, IOPTAJIbHAS TUIIEPTEH3USI.

7. IMarHocTHKA

OcHOBOM JAMArHOCTUKM SIBJIsiIeTCS KapTuHa OoJie3Hu. Jlmarnos 3a0ojieBaHUs
TIOJITBEPK1aCTCS:

Hammunewm konbia Katizepa-®neiiniepa uian ero «00JIOMKOB).

ConepxaHue «oOmmIeH» MeAu B CBHIBOPOTKE KpoBU Tipu Oone3nu Buibcona-
KonoBanoBa 00BIYHO CHIDKEHO MEHEE 4eM Ha 12 MKI/[JI, OHAKO B PEAKUX CIydasx
MOXKET OBITh 1 HOPMAaJIbHBIM.

CHIKeHHe KOHIICHTpalUK 1epyoriazMuaa Hrke 20 mr va 100 mi

[ToBblleHHE IKCKpEenu Meu ¢ Mouoit 6osee 100 MKT B CyTKH

,Z[J'IH AUArdHOCTHUKHN UCIIOJIBb3YIOT!:

OCMOTp C IOMOLIBIO IIesIeBOM JiaMmbl (3esn€Hoe Konblo Kaiizepa-@neiiepa Ha
poroBuiie y 1uM0a)

OIIpeJIeIeHNEe YPOBHS LiepyJIoMIa3MuHa (TUIIMYHO CHUKEHUE MeHee | MKMOIIb/1)
OIpezie]IiEHUE YPOBHS MEAH B CHIBOPOTKE KPOBH (CHUXKEHUE MeHee 9,4 MKMOJIb/M)
orpezesieHne MeIu B CyTOUHOW Moue (moBbitieHue 6onee 1,6 Mkmonb win 50 MKT B
CYTKH)

8. Jleuenue

Juera Ne 5 — ¢ orpanumdyeHueM Menu 10 | M B CyTKM — HCKIIIOYEHHE
IIOKOJIa/1a, OPEXOB, CyXO(PPYKTOB, paKoB, IE€UEHU, LIEIbHOMN MILICHUIIBI.
IIpenapatom BbIOOpa sBASETCS KYNpPEHWJ (MEHUIMIIAMHH), KOTOPBIN
s dexTuseH B 90 % cnydaes. [[-neHUIMIIIAMUH UM YHUTHON.
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https://ru.wikipedia.org/wiki/%D0%9F%D0%B0%D1%80%D0%B5%D0%B7
https://ru.wikipedia.org/wiki/%D0%98%D0%BD%D1%82%D0%B5%D1%80%D0%BA%D1%83%D1%80%D1%80%D0%B5%D0%BD%D1%82%D0%BD%D0%BE%D0%B5_%D0%B7%D0%B0%D0%B1%D0%BE%D0%BB%D0%B5%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%9F%D0%BE%D1%80%D1%82%D0%B0%D0%BB%D1%8C%D0%BD%D0%B0%D1%8F_%D0%B3%D0%B8%D0%BF%D0%B5%D1%80%D1%82%D0%B5%D0%BD%D0%B7%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BB%D1%8C%D1%86%D0%B0_%D0%9A%D0%B0%D0%B9%D0%B7%D0%B5%D1%80%D0%B0-%D0%A4%D0%BB%D0%B5%D0%B9%D1%88%D0%B5%D1%80%D0%B0
https://ru.wikipedia.org/wiki/%D0%A6%D0%B5%D1%80%D1%83%D0%BB%D0%BE%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%A9%D0%B5%D0%BB%D0%B5%D0%B2%D0%B0%D1%8F_%D0%BB%D0%B0%D0%BC%D0%BF%D0%B0
https://ru.wikipedia.org/wiki/%D0%9B%D0%B8%D0%BC%D0%B1_%D1%80%D0%BE%D0%B3%D0%BE%D0%B2%D0%B8%D1%86%D1%8B
https://ru.wikipedia.org/wiki/%D0%A6%D0%B5%D1%80%D1%83%D0%BB%D0%BE%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%B5%D1%82%D0%B0
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D0%BD%D0%B8%D1%86%D0%B8%D0%BB%D0%BB%D0%B0%D0%BC%D0%B8%D0%BD

*  VHuTHOI

*  Bwuramun B6

+  TpueHTnn

[TaroreHeTnveckoe jJe4eHUE HAMpPaBICHO HA BBIBEJACHHWE MEIM U3 OpraHu3Ma.

Jis 5TOTO NPUMEHSIOTCS KOMIJIEKCOOOPa3yIoIKue COCIUHEHUSA: THOJBI,
NEeHUIMJIIaMUH. JledeHHe NEeHUIUIJIaAMUHOM COIPOBOXKIACTCS 3aMETHBIM
YIAYYIICHUEM COCTOSHUS OONBHBIX WIIM JIaKe€ TPUBOAUT K IOJHON JIMKBUAAIIUN
CHUMIITOMOB.

3akjoueHue

bone3ns Buiibcona—KoHOBanoBa OTHOCUTCS K TSKENEHIIAM HACIEACTBEHHBIM
00JIE3HAM IIEHTPaJbHOW HEPBHOW CHUCTEMBbl W BHYTPEHHUX opraHoB. Ecnwu
CBOEBPEMEHHO HE HayaTh JICUYCHUE, HAMNPABICHHOE HA BBIBEICHUE TOKCHYHBIX
M30BITKOB MEIM W3 OpraHu3Ma, To uepe3 5—7 jeT OonbHON oOpedeH Ha CMEpTh.
bonesnp mopaxkaer 25% OpaTheB U cecTep B CEMbE MPH KIMHUYECKU 3I0POBBIX
PONUTENAX, KOTOPBIE SIBISIOTCS HOCUTEISIMH aHOMAaJbHOIO TeHa (ayTOCOMHO-
PELECCHUBHBIA THI HACIEI0BaHUsA). 3a00JI€BAIOT TOJIBKO T€ MHAMBUAYYMBI, KOTOPBIE
yHacJeAO0BaIM JBAa MYTAHTHBIX I'€HAa, TO €CTh IO OJHOMY OT Mareépu W OT OTUA —
TOMO3UTOTHBIE HOCHUTENIM MYTAlWW; JULA, KOTOPbIE OT OJHOTO W3 POAUTENEH
MOJIyYUJIM MYTAHTHBIM T€H, a OT JAPYyroro — HOPMAJIbHBIM T€H, SBISIOTCS
re€TEPO3UTOTHBIMU HOCHUTEIISIMU MYTallMM U OCTAIOTCS 30POBBIMH.

JleueHne TNEHULWUIAMHUHOM  CONPOBOXKAAETCA 3aMETHBIM  YIYyYLIEHUEM
COCTOSIHUSI OOJBHBIX WU Jake MNPUBOAUT K TOJHOM JIMKBUAAIIMU CUMIITOMOB.
BrnosiHe  yOBNETBOpPUTENbHBIE PE3YJbTAThl MOJYYEHBl W MPU [PUMEHEHUU
YHUTHOJA.
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https://ru.wikipedia.org/wiki/%D0%A3%D0%BD%D0%B8%D1%82%D0%B8%D0%BE%D0%BB
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_%D0%926
https://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BC%D0%BF%D0%BB%D0%B5%D0%BA%D1%81%D0%BD%D1%8B%D0%B5_%D1%81%D0%BE%D0%B5%D0%B4%D0%B8%D0%BD%D0%B5%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%A2%D0%B8%D0%BE%D0%BB%D1%8B
https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D0%BD%D0%B8%D1%86%D0%B8%D0%BB%D0%BB%D0%B0%D0%BC%D0%B8%D0%BD

Cnncok qureparypsl

1. T'yces E.M., Huxudopos A.C., KonoBanoB A.H. HepBubie OoJie3HH,
Herpoxupyprus. M., 2001.

2. Tpuymdon A.B. Tonmueckast nuarHoctrka 3abo1eBaHu HEpBHOUM cucTeMsbl. - C.-
I16., 1996.

3. Cropomerr A.A., Ckopomer; T.A. Tonrmueckasi TuarHocTrka 3a00J€BaHU HEPBHOM
cucreMsl. - C-T10., 1996.

4. bapansu JI.O. [lerckas HeBposorus. - M., 1984.

5. lMoasimoBa C. [1. bone3nun nedyenu: PykoBoncTBo st Bpaueil. — M.: MenuuuHa,
1993

6. IlTa6anos H. I1. derckue 6one3nn. — CII6., 2000. — C. 550.

7. NBanoBa-Cmonenckas . A. bone3np Bunbcona-Konosanosa // Hepel. — 2006.
— Ne 4.

Crpanuna 10 u3 10



