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Jlenkoaucrpodun

I'pynna 3aboaesaHull, xapaxkmepusyrowuxcsa ougd@dysHoil
dezenepauuell 6e1020 seulecmasa 20108HO20 U CNUHHO20 M0324, 8
OCHOB8€E KOMOPbLX AedHcUm 2eHemuuecku 0emepmMuHUpPO8aHHOe
HapyuweHue memaboausma MmueauHda ¢ e2o nNoc.1edywum pacnaoom

Kiaaccudukamusa gerkoaucrpoduii, Poster (1965):

I — IMnua0361, MopakarInye 0ejoe BelecTBO Mo3ra:
MeTaxpoMaTH4decKasi JeHKOAUCTPOPHUA, ITTOO00UTHO-KJIETOUHAS JIEHKOAUCTPOD U
Kpab0e;

I1 — cymanoduabHbIe JernkogucTpoduu (HeBocnauTeabHble udGy3HbIE
JIENKO3HIIedaI0NaTUH ¢ OKpPalIMBaHUEM IPOAYKTOB paclajia MUeJInHa):
nerikoauctpodus Ilenuneyca—Meprdaxepa, aipeHOJIEHKOANCTPODUSI;

II1 — cmoHruo3Hasa AereHepanusa 6ej1oro Beiecrsa KanaBsana;

IV — aenkoaucrpodusa ¢ 1uddy3Ho BOJIOKHHUCTON (papMauen
PosenTtasisa (6osie3Hb AslekcaHaepa)



X-CHEILIEHHAS A/IPEHOJIEMKO/IUCTPO®UA

MKDbB-10: E71.3. Hapynienne oOMeHa >KUPHBIX KUCJIOT
(Gomesnp Mlutbaepa, cyaHOWIBHAS TeHKOHCTPODHS ¢ THIEPIArMEHTAITHel KOKHBIX IOKPOBOB U aTPOdHelt Ha/IOYeTHIKOB,
mubdysHbIi mepuakcHanbHE sunedaUT, Goesns Cumepura-Kpeirridbersa)
peaKro€ HaC/JIeACTBEHHOE 33.6OJIEBaHI/Ie, OTHOCAIIEECA K I'DYIIIIE
IIEPOKCHUCOMHBIX 00JIe3Hel ¢ X-clielJIEHHBIM PelleCCUBHBIM THUIIOM
HaC/JI€JO0BaHHUA, XaPpAKTEPHU3YIOIEECA COUETAaHHBIM IIOPAKEHNEM
nepudepuuecKou, IeHTPAIbHON HEPBHOM CHUCTEMBI U HAAIIOUEUHHUKOB

BTopoii BapuaHT ajipeHOJIeNKOAUCTPOOUU —
aymocoMHO-peyeccuUsHblll, UHPAHMUAbHAA
dopma — IPosABIIAETCA KaK TsKesasd
sHIleaI0NaTUA B IETCKOM BO3pacTe

(J. Ulrich u coast. B 1978 1.)
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® OIUAEeMHOJIOTHUA
YacroTa 3aboseBanus coctanisieT 1 Ha 20 OO0 »KHUBbIX HOBOPOK/IEHHBIX
MaJIbUUKOB



IlepokcucoMHBbIE 00JIE€3HU

obwWUPHAa 2pynna HAc/1e0CMB8EeHHbIX NPO2PECCUPYOWIUX
3ab60.a1e8aHUll, BO3HUKAIOWUX 8 pe3Y.1bmame HapyueHus
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¥

. ; o‘:'.

IHepoxcucomust — HEOOJIBIIINE OBAJILHbBIC

OpraHeJlIbl, OKPY>KEHHbBIE OJTHOU

MeMOpaHoU. BobIIUHCTBO hEPMEHTOB
IIEPOKCHUCOM — OKcHAa3bl. OJHA 13 IJIaBHBIX
(PYyHKIIMM MEPOKCUCOM — 3aIATA KJIETKU OT

arpecCcUBHBIX (POPM KHUCJIOPOAA

(‘hlorop'a%t /;

[lepokcrcOMBI IPUCYTCTBYIOT BO BCEX OPraHaxX M UTPAOT

Pe?oxusome,;' W

5e

v vz Y
u‘."*" N S T

i R
\
p
,‘ * o,
% ¢i‘ "'. N
-9 !

O T

e A e"‘*'?;'d"'t‘ B . s

B

(' ‘;.'p

OCHOBHYIO POJIb B OKUCACHUU HCUDHbBLX, OUKAPOOHOBLLX KUCAOM,

cuHmese ocoaunudos, memaboauzme GumaHosoul U

ngzucmanoeoii Kucaom



DTHUOJIOTHUA U TaTOoreHes

I'en X-cluenyjieHHOM agpeHOoJIenKOAUCTPOMDUH HAXOAUTCA B XpoMocoMe X(28.

© X-cIemIeHHOe pelieccuBHOE 3a00JIeBaHIE, 00yCIOBIEHOE MyTalusIMu 2eHa ABCD1,
KOOupyowum mpaHCMeMOpPaHHblil 6eaok nepokcucom ALDP, uTo NpUBOAUT K
HaPYIIEHHUIO b-OKUCIEHHS B IIEPOKCHCOMAX QUeHb OAUHHOUECNOUEHHbLX HCUPHBLX KUCAOM
(OAIDKK) ¢ niuHOM yraepoaHo memu > C22

HC
0///, OH 8 HsC

HpOI/ICXOI[I/IT HaKOIVIEHNE X XUPHBIX KHUCJIOT
C OYEHDb I[JII/IHHOﬁ OEIIbI0 B PA3JIMYHBIX
TKAaHAX OpraHu3Ma: Haanouetmwcax,
HQpBHOﬁ cucmeme, aauuUKax.

OcHoBHOI MexaHU3M noBpexkaenuss HC — scmpausatue daunHouenoueuHblx

HCUPHDBIX KUCAOIM 8 MEMOPAHY MUEAUHA -> U3MEHEHUE eT0 (PUBUKO-XUMUIECKUX
CBOMCTB ->TpeKeBpEMEHHOE pa3pyIlleHne




Kiaaccudpukranun

Ha ocHOBaHUY KJIMHUYECKUX ITPOsIBJIEHUI, BO3pacTa Je0rTa, CKOPOCTH HapacTaHUs
HEBPOJIOTHUECKUX CUMIITOMOB, BBIZIEJIEHO 7 heHOmunoe 3ab01eBaHus:

IeTcKas 1epedbpanibHas popma

I0BEHIJIbHAsA epebpaibHas Gopm (56%)

B3pocJias iepebpaibHas Gopma

azipeHomMuesioHeBponatusa (25%)

M30JIMPOBaHHAs HA/IIIOYEUYHUKOBAsA HEAOCTATOYHOCT
acUMIITOMHaA popMa (19%)

3aboJieBaHUe y TeTEPO3UTOTHBIX HOCUTETbHUIL



KJanHn4YecKue nnpoABJICHUA
anpenoneﬁ@HHCTpO(])nn

CoueTranye HAANIOYEUYHUKOBOW HEIOCTATOYHOCTH U MOPAKEHUA
HEPBHOW CHICTEMBI:

© OpOH30BBIN IBET KOXKHBIM ITOKPOBOB, II0JIOCTPOE Pa3BUTHE J€MEHITHNH,
aTaKCUH, CIIaCTUYECKOT0 TeTpalapes3a, SIujieNTUIEeCKUX IPUIIa/IKOB,
HapYyIlleHUA IJIOTaHU A, 3peHUA, CayXa.

Adrenoleukodystrophy
- damages the

- white matter of the
brain and impairs the
adrenal glands




IlepeOpaabHbie (hOPMbI

XapakTepHO OBICTPOIPOIPECCUPYIOIIEE TEUEHHE

Bospact gebiota demckoil uepedopaavHoil ghopmul - 7,2+1,7 aem.

B 86% ciyuaeB HEBpOJIOTUUECKUE U ICUXUYECKUE PACCTPOMCTBA IIPEAIIIECTBYIOT }%\ ,
%) {
KJIMHUYECKUM U JIaOOpATOPHBIM IIpU3HAKaM HAAIIOUYEYHUKOBOU HEJIOCTATOUHOCTH.

XapaKTepI/ISy'eTCH IHOBEACHYECKNUMU, NHTCJVIEKTYAJIbHBIMHU, IBUT'ATC€/IbHBIMHA
HapyloI€eHUAMMU. HauboJsiee yacto— T'II€EpaKTHUBHOE UJIN, HaO60pOT, AYTUCTHUYECKOE
IHOBEACHUE, aI'DECCUBHOCTD, HpO6.TIeMI>I O6Y‘-I€HI/IH, CHUKEHHE I1aMATH, ]_'[e(l)I/IIII/IT
BHHUMaHUAA, IIDOI'PECCUPYIOIIIAA AEMEHIIUA U HAPYIIEHHUE IIOXOAKHU.

Pesxe— HapyIieHus 3peHus1 (rOMOHUMHAas TEMHUAHOIICHS, 3pUTEIbHAsI aTHO3MsI, OCTpas
IIoTeps 3peHus1, aTpodHUs 3pUTEILHBIX HEPBOB) U CJIyXa; IPU3HAKKU HAIIIOYEUHUKOBOM
HEI0CTATOYHOCTH (THIIEPIIUTMEHTAIIUA KOXKHBIX TIOKPOBOB, 00111as1 ¢J1a00CTh,
IepuoAuYecKre PBOTA U TONTHOTA). PeIko mMepBBIMU CUMIITOMaMU OBIBAIOT (pOKATbHBIE U
MYJIbTH(DOKAIbHBIE CYJOPOTH.

ITo Mmepe nmporpeccHpoBaHUA Pa3BUBAaETCA CIIACTUYECKUH TeTpamnapes,
cJIeNoTa, IIyXoTa, CyJOpOoru He oTBeuaromue Ha AJII.

CMepTesbHBIN UCXO/, - B BO3PACTe OT 1 JI0 15 JIET IOcJIe JiebioTa 3a00IeBaHUA



IlepeOpasibHBbIE (DOPMBI

Onoweckan ghopma vanudectupyer B BO3pacte 10—21 .1em, 1o
KJINHUYECKUM MPOSABIEHUAM CXOJIHA C JIETCKOH 1iepedpaibHOM.

B3pocaas uepedparvHan hopma BcTpevaeTcs peako - 3% oT Bcex
dopm X-AJIJI. Bo3pact manudecranuu - OT 20 00 40 aem.

[IepBble MPU3HAKU - IPOTPECCUPYIOIIAA JIEMEHIIUA U

30 PEHOIOZ00HBIN CHHAPOM. HacTo MPUCOEAUHAIOTCA TUCharus u
BbINAJEHUA II0JIEU 3PEHUS.

IIporHo3 HebIaronpUATHBIN: 3a00JIeBaHIIe OBICTPO IPOTPECCUPYET,
IIPUBOJIS K CMEPTH Uepe3 HECKOJIBKO JIET IIocie AebioTa.

Onucasbl «XpoHHUUYECKHE (POPMBI», IPU KOTOPHIX MOKET BOSHUKATD
CIIOHTaHHAas OCTaHOBKa pacriaza 6esioro Beliectsa B 'M, He Hab04a€eTCA
IIPOTPeCCUPOBAHNE HA IPOTAKEHNM JecATUIeTH. B psajsie ciaydaes, uepes
10-15 JIET cTabuIn3aIuy, BO3HUKAET YXY/IIIeHHE C ObICTPBIM
IIporpeccupoBaHueM JgeMuennHusanuu I'M.

(HOBI/IKOB I1.B., Muxaitnosa C.B., 3axaposa E.IO., 2013r.)



AapeHoMueJIOHEUPONnaTusi

(B3pocsias cimHOHeHpomnaTudeckas dopma), Haubosiee yactas hopma X-AJI/l y B3pocabIx

Bozpact Hauasia - oT 12 do 50 em.

['uneprurMeHTanusa KOXKHbBIX IIOKPOBOB MHOTIA MAHU(PECTUPYET B
PaHHEM JIETCTBE, OIlepeKasd MOABJIEHNE HAAIIOYEeYHUKOBOU
HEJIOCTAaTOYHOCTH U HEBPOJIOTHYECKHUX PACCTPOMCTB.

B 70% ciiygaeB HaAIIOUEYHUKOBAs HEAOCTATOYHOCTD MPEIIECTBYET
WJIN COBMAAAET C HEBPOJIOTUYECKOW CUMIITOMATHUKOU.

[Ipr HEBPOJIOTMYECKOM OOCI/IEIOBAHNY HAa HAYAJIBHBIX STAllaX —
HVKHUY CHIACTUYECKUY mapanapes, CHU:KEHUE
BUOPAIIMOHHON YYBCTBUTEJAbHOCTHU. [10 Mepe
IIPOTPECCUPOBAHNS pa3BUBAETCS TeTpamnapes, HapyllleHue BCceX BUIOB
YyBCTBUTEJILHOCTU U (DYHKIIHU Ta30BbIX OPTaHOB.

[Tapamapes BO3HUKAET B BO3PACTE CTAPIIIE 20 JIET ¥ MEIJIEHHO
IIporpeccupyeT Ha NpoTsiKeHUU Beel ku3Hu. (Moser et al.,1992)



AapeHoMue/JI0HEUPOIIaTUuA

©® Y 60JILHIMHCTBA IIAIIMEHTOB C TeUeHNEe BPpeMeHHU IIPHUCOeUHSIIOTCSA
IICUXUUYeCKHe HapyIlIeH!s B BUJIE SMOIIMOHAJILHBIX U JEIIPECCUBHBIX
paccTpoiicTB. UHTeaIeKT 00bIuHO He Hapymaercs. (Moser et al.,1992)

© Y nmamueHTOB MOXKET Pa3BHUBAETCSA MECMUKYAIPHAR
HedocmamouHocmbs (2uno2oHaou3m), BOJIOCH CTAHOBSTCS
TOHKHMH U PEIKUMH, HEPEAKO Ha0JII0/IaeTca 00.ablceHUue 8 paHHeM
so3pacme.

© IIpomoKUTETLHOCTD KU3HHU, KaK ITPABUJIIO,
He cokparmnaercs. (Moser et al.,1992)




H301npoBaHHAaA HAAIIOYECUYHUKOB
HEeJO0CTAaTOYHOCTH |

® XapakTepusyeTrcs CUMNIMOMAMU XPOHUUECKOU HAONOUEeHHUKOB0U
HedocmamouHocmu (6oae3mnb Aduccora)

- comamuueckue nposasaeHus (IUrMeHTaI s KOXKHU, aHOPEeKCHs, TOIITHOTAa, PBOTA,
CHIJKEHIE Beca, apTepruaibHas TUIIOTEH3MS)

- Hesposao2uyveckue npossaeHus («AavccoHoBa sHIledasonaTus»): acTeHus1, TPeEMOP,
JINIEBBIE TPUMAacChI, XOpen(OpMHBIE THIIEPKUHE3BI, IICUX03bl, HAPYIIEHU CO3HAHUS

B apyrux ciay4dasx, y MalfiueHTOB C KIIMHUKOU
~ HaJIIOYEYHUKOBOU HEJIOCTaTOYHOCTU

____ HeBpOJIOTHYECKUE CHMIITOMBI PA3BUBAIOTCS
yepes HECKOJIBKO JIET U AeCATUIETHH.




HannmoyedyHHUKOBaAd HEAOCTATOUYHOCTD

'unodyHKIUA KOPHI HAATIOUEUHUKOB MOKET ObITh 00yCJIOBJIEHA HECKOJIBKUMU TPUYUHAMU:
u/inonaTuyueckas 60se3Hb AJIJINCOHA; BTOPUYHAA TUTTO(PYHKIUA TPU TyOEPKYJIE3HOM IMOPa*KEeHUH,
aMWIONI03€ U JIP.; JJINTEJIbHOM IPUMeHEHUE CTEPOUNOB; a TAKKe B KAPTHUHE alpeHO0JIeNKoAuCTpodUn

© H3BecTHBI cUTyaluH, KOrga uduonamuyeckas 60ae3Hb AJuccoHa
(mpuonaruueckas aTpodus KOPbl HAAIIOUEYHUKOB) COUeMaemcs ¢ 04a208biMu
He8po.102UHeCKUMU CUMNIMOMAMU, YTO HEOOXOIMMO IIOMHUTS IIPU
nnddepeHIUATILHOM IMAarHO3€ C aPEeHOJIENKOANCTPO(p e

1) IloBpexaeHue Mo3Ta BO BpeMsI
TUNOTJINKEMUYECKUX COCTOSTHUU IIPU
aJIIMCOHOBBIX KpHU3axX

2) I[JeHmMpaavbHblll NOHMUHHDLLL
MUEAUHOAU3, KOTOPBIU Pa3BUBAETCS
IIPH OBICTPOM BOCCTaHOBJIEHUH
HATPHSI B CBIBOPOTKE BO BPEMS
aJIINCOHOBOTO KpH3a




/ImarHocruka

Hcceaedosanue I[CHK

IIpu nepebpanbubix hopMmax X-AJI/] B iepeOpocnuHaILHON JKUAKOCTH ITOBBIIIAETCS
coiep>KaHre UMMYHOTJIOOyINHOB G

Cmaeo.106vle 8bl36aHHbLE nomeHuuaasvl

Uccnenosanue 3BII, CBII, CCBII peructpupyer CHU»Ke€HHE CKOPOCTH IIPOBENEHUA
HEPBHOTO UMIITYJIbCA.

daexkmpoHeipomuozpadpus

IIpu anpeHOMUEeIOHENPOIIATHH PETUCTPUPYIOTCA IPUSHAKY IeMUeTNHUSUPYIOIIEH U
BTOPUYHO-aKCOHAJIbHON CEHCOMOTOPHOU ITOJTUHENPOIIATUNH.

HccaedosaHue 20pMOHALHOZO npo@duan u 3.1eKmpoaumos Kposu

BHe Kpu3a HaIIIOYeUHNKOBOMN HEJIOCTATOUYHOCTH YPOBEHD 3JIEKTPOJIUTOB KPOBU U
KOPTH30JI ocTaeTcs B rpejiesiax HopMmbl, AKTI' Mo2keT OBITh ITOBHIIIIEH.



/ImarHocruka

Heitpopaduoaozuueckue memoowl

Ha MPT y 60apHBIX ¢ 1IepedbpanbHbIiMu dopMamMu X-AJI/] Ha HavyaIbHBIX
CTaJINsIX BBIABJIAIOT TUOEPUHTEHCUBHBIN cUTHANI B T2-B3BellIEHHOM

(T2W) u FLAIR pexumax, TUIIOMHTEHCUBHbIM B T1W uzo0pakeHUU B
006J1aCTU MO30JUCTOTO TeJia, KOPTUKOCINHAIbHBIX U KOPTUKOIMOHTUHHBIX

TDAaKTOB, KOTOPBIL IO  Mepe  IIPpOrpeccupoBaHUsI  OBICTPO

PaCIIpOCTPAHAETCA B 3dTbIJIOYHbBIC WU 3A/ITHHNE TEMEHHbBIE OTJ/IEJIbI.

Ha MPT CKJIQJIbIBAETCS KapmuHa cummMempuuHou
nepuseHMpPUKYAIPHOU JdemueauHusauuu 6 memeHHOo-
3amuvliouHou (nHorga — B J100HON) 00.racmu.

Haynuure neMueIMHU3alMKN B KayJaJIbHBIX OTAes1axX
TOJIOBHOT'O MO3Ta KOPPEJIMPYET C KOPKOBBIMU
HAPYIIEHUSAMHU 3PEHUS U CJIyXa y HAIlEHTOB.



RC14417 LDC MIBS ASTRAKHAN: 1.5T MRC14417 LDC MIBS ASTRA

R.Ph., Abbazov: Ex: 1 R.Ph,, Ak
brain Mar 17 1980 M 046107 ; 22 tra brain Mar 17 1980 M O
Acc: (G
1 2015 Mar 18 Se: 2/21 : . 2015
/21 . ' ~AcqTm: 13:44:49.002500 Im: 11/21 P ~<ﬂ¢m :13:44:46.8
).5 (COI) : Ax: H5.7 (COI)
384 x 288! A

‘Mag: 2.1x

ET:13 .
TR: 4500.0
TE:90.0

A bLnE et tme e P e | e o

I\ /] in-BEA-HA



STMRC14417
1
"2 FLAIR sag

e 1221
m:5/19

Sag: R37 9 (CON ™

lag: 2 7x

\ ~ P

s
T: 20 N
R:8000 L Y
'E !

1080

dDC\H m&)bh‘hyldiﬂ)“ [ O O O R AR AR N

lgol Wi 304 L:502

LCC MIBS ASTRAKH,
R.Fh., Abbag

Mar 17 1980 M 0461
Ac

20135 Mar

S — _{—\Ec Tm:  4:06:026225

-

255 x1

-
A
-
Lo
Fp JFOV:21.0x24.0

e |

T2 FLAIR sag
C'

Se: 12121

Ir: 819

Sag: R3| 4 (CONw

Mag: 2.7x%

TR: £00010,

TE:108.0
5 Othk/1.55p

ldDCM,L.nﬁcmjwmu | |1 oo b o
Ago1wees 481 F

——

A 'Ln_‘ 1<:07:30.622511

! 2 O ‘- !

R.Fh.. Abbazo
Mar 17 - 980 M 046107
ACC

207 & Mar 1§

266 % 18(

R

DFOV: 21.03 24 Oen

1.57 MRZ- 4417 L2C MBS ASTRAKAAN

Ex” = _Ph.. Abhazav
TZ FLAIR sag Mar 17 198C I/l C46107
C: Acc:

oy, | &21 - ZUIoMa I

Ire: 7119 e Weqdm: 14:08 D6 622487

Sag. R24.¢ (COJ) n
s

- 266 180
Mag: 2.4 \

L 4

21

TR: 36000
TE: 1082

5.0th
|d|:.3pn.«Ln;Dt;pMJ¢m|llll || |I|||I I|I J
Alga1 V895 498 F. DFOV 210 x 24 Ocma




/ImarHocruka

IIo Mmepe mporpeccupoBaHus, Ha GOHE BhIPAKEHHOMN BOCHAIUTEIbHOU
peakKIy B o4yarax JieMueJnHU3aIuK, HapyllleHus: DpoHuIiiaeMoctu I'9b,
BBISIBJISIETCA HAOKONMIEHUE KOHMpacma.

B GOJIBIIIMHCTBE CIIy4YaeB, IIPU aIpEHOMHUEIOHENPOIIATHH B TOJIOBHOM MO3Te
[IaTOJIOTUYECKUX N3MEHEHUU He 0OHAPYKUBAIOT, 3a00/ieBaHNEe TPOTEKAET
MeJIJIEHHO U COIPOBOXKAAETCS JeMUEeTNHU3aIuen CIMHHOTO MO3Ta,
nepudepruiecKux HEPBOB.
PeTpOCHeKTI/IBHO OBLIO IIOKa3aHO, YTO B 20% CJIyda€EB
yepes 10 JIeT OT IIOABJIEHHUA II€PBbIX CUMIITOMOB
aﬂpeHOMHeHOHeﬁpOHaTHH MOZKET BOSHHUKATDb

ropakeHue 6esioro BemectBa I'M, 11o1o60HOE B3pOCION
1epebpanbaoi popme X-AJI/I.

IIpu PKT rosioBHOro Mmo3ra MOTyT HaOJII0AAaThCA YUaCTKU
KAJIbIIU(HUKAIINH.



/IMarHoCTHUKA

® Buoxumuueckana ouazHocMukKa

oOHapy:KeHUe B IJIa3Me KPOBH, SPUTPOIUTAX, JEHKOIIUTAX, KYJIbType
KJIETOK KOXKHBIX (prbpo061acToB moBkiieHHOTro ypoBHA O IIKK,

ocobeHHO TeTpako3aHoBoH (C24:0) u rekcako3aHoBou (C26:0)
KUCJIOT U uX cooTHoIineHun C24:0/C22:0 u C26:0/C22:0.

© MoaekyaapHo-2eHemuueckan ouazHocmuxka

Y nereii ¢ aapeHoselikoaucTpodrell 0OHAPYKUBAIOT MyTaIluy reHa
ABCD1, cpesii KOTOPBIX BCTPEYAIOTCA TOYKOBBIE MyTallUH, JeJIelUun
OZHOTO ¥ HECKOJIBKUX HYKJIEOTUOB, a TAaK:KE KPYIIHbIE JIeJIeI1H.

Y 60JIbHBIX HE BBIABJIEHO KOPPEJAINN MEXKAY TSXKECTHIO TeUeHMs 3ab0JieBaHus 1 MyTaruel B rene ABCD1.



InddepeHnnanbHbIN JUATHO3

JHnddepeHInaIbHBIN AUATHO3 IPOBOJSAT C:

[IEPBUYHO-IIPOTPeECCUPYIOIer (POPMOU PaCCEAHHOTO
CKJIEPO3a

ceMEeNHOU cllacTuueckou napamieruen lltpromnens,
IIIEHON MHEJIONAaTHEN

OIIYXOJIbIO CIIMHHOI'O MO3T'd



CeMelHaa cmacTuyeckas nmapaiJjierus
IHITpromiiesisa

MokeT HauHMHAThCA B JIIOOOM BO3pacTe QT A&TCKOI0 A0 IIOKHUJIOTO.

KnvHuueckas KapTUHA CKIIaIbIBAETCA U3 MEJIEHHO ITPOrPECCUPYIONIEN €/1ab0CTH B HOTAX U
CIIAaCTUYHOCTHU C HapacTalollen aucbasueii 6e3 peMuCcCuu

I/ISOJII/IpOBaHHaH HAacJI€EACTBCHHAaA ClIaCTHUYCCKadA Iapaijiecrm.

IlepBble KaJI00BI - CKOBAHHOCTH B HOTaX, CTATHUBAIOIINE CYyZOPOTH B MBIIIIAX HOT,
OBICTpas yTOMJIIEMOCTH HOT IIPU XOIb0e U b6ere, 00JIbHbIE HAUNMHAIOT 3a/1€BaTh
HOCKOM CTYI€HbKHU, CIIOThIKAThCS, 1aAaTh.

ITo mepe nmporpeccupoBaHus GOPMHUPYETCS TUIMMAYHAA CIaCTUYECKas MOX0IKa C
3aTpy/iHeHreM crubaHus HOT B CyCTaBaX, OTPhIBAaHUA HOT OT I10J1a, X0Ab0Oa TpedyeT
3HAUUTEIbHBIX YCUJIUM.

XapakTepHOU 0cOOEHHOCTD - NPeod.1adaHNnue CNacmu1ecKk020 MbilleHO20
moHyca Haod nape3amu. CIIaCTUYHOCTh B HOTax B IOJIOXKEHUH JIEMKA BhIPaXKeHa
3HAYUTEJIbHO MEHBIIIE YeM IIPU XOJIb0E.

B HEBPOJIOTMYECKOM CTaTYCE BbISBJIAETCSA PE3KOE MOBBIIIIEHHE CyX0KUIbHBIX
pedJieKCoB B HOTaX, KJIOHYChI, CTOITHBIE MATOJIOTUYECKUE PedIIEKCHI.

Ha MPT BbiaBsstoTCcA aTpoprdecKre N3MEHEHN S HA BCEM HPOTIXKEHUU CITMHHOTO
MO3ra



HaCJIe,Z[CTBeHHI)Ie CIIACTHYCCKHUC IIApPpAIlJICTHNHN «ILIJTIOC»

CliaCTHUYECCKad 1rnapaijieruda coueraercda C ApyruMmm HEBPOJIOTNYECCKUM 1N
IKCTPpAaHEBPAJIBbHBIMH IIPOABJICHNUAMUAU

HaCJIegCTBeHHaH CIIACTHYECKAA 1IdPAIJIETI'MA C HADVIIIEHHWEM
SPEHHNA

JlereHepaiys ceT4aTKu ¢ aTpoduen 3pUTeIbHBIX HEPBOB, YMCTBEHHAI OTCTAJIOCTD,
IUCTAIbHBbIE aMHUOTPODUY, AN3APTPUSA, TJIyX0Ta, HUCTAarM

HaciieicTBeHHAs ciacTUyeckas Mapanierus ¢ CEHCOPDHOU
HeruponaTueun

JlvcTayibHbIE HapyIlleHUA 00JIEBOU, TEMIIEPAaTyPHOU, TAKTUJILHON, BUOPAIITMOHHOU 1
MBIIIIEYHO-CyCTaBHON UYBCTBUTEILHOCTHU, JIAHITUHUPYIOIHEe O0JIN B HOTaX,
6e300J1eBble TPODHUUYECKHE SI3BbI

Jpyrue GOpMBbI OCI0KHEHHOW HACJIEICTBEHHOW CHACTUYECKOU
[aparJieruu

CoueraHUe CIIaCTUYECKOH MaparJieriu ¢: SKCTpaupaMUHbIMI HapYyIIeHUIMH,
MO32KEUYKOBOU aTaKCUeM, IIceBI00yIb0apHbIM HapaJIudoM, HapyIlleHueM KOXKHOU
MIUTMEHTAIIUU U JP.




IlepsuuHo-niporpeccupyoinaa popma PC

BCTpeqaeTc}I B 10 — 15% CJIy4aeB. HeYKJIOHHoe HapaCTaHHUuE€ CUMIITOMATHUKH
C CaAaMOTI'O HAa4Ya’J1ia 3a6OJIeBaHI/IH

© HauwuHnaercs B 60J1ee 1mo37HEM Bo3pacTe (0K0JI0 40 JIET), V \/—/\/

He HaOJr0/1aeTca npeobsIalaHus KEeHIIH. A~ crmmoveria eyiono B iaseialnEiiicet

HapacTaer ¢ camoro ge6iota  crabunusauun COCTORHUA
3a6onesanun VN QaXKe HESHAUUTENBLHOTO

yAyUWeHns

©® CKOpOCTh IPOTPECCUPOBAHMUS JI0 TAXKEIOU CTENIEHHN
MHBAJINIU3AIUN B CpeTHEM 6 JIeT.

® B xiMHHKe NIpeBaIupyeT CINHAJIbHASA CHMOTOMATHKA —
HIKHUU CIIaCTUYECKUH Maparapes ¢ IPOBOAHUKOBBIMU
paccTporCcTBAMHU YYyBCTBUTEILHOCTH.

©® Ha MPT rosoBHOT0O M0O3ra JIMIIb HeboabllUe U3MEeHEeHUS,
HeT 04YaroB JeMUeJTNHU3alu1, HaKallJInBaOIINX
KOHTPACT.

® Ha MPT couaHOro Mmo3sra — arpodus

OoJiee BhIpaKeH HEUPOleTeHePaTUBHBIN MTPOIIECC C

IIOBPpENKIAECHNEM aKCOHOB, YEM BOCIIAJIUTEIbHBIN
(Ilmuxr T.E.,AAxuo H.H., 2012r)




[Tporpeccupyioliiee TeueHHUE ¢ 000CTPEHUAMU XapaKTEPU3YeTCsI IPOTPECCUPOBAHUEM
CUMIITOMOB ¢ Hayasia 3abojieBaHusd, Ha (pOHE KOTOPOTO HACTYIIAIOT 000CTPEHM S

ITposaBeHUEM MHOTO0YaroBoro
IeMHUETHHU3UPYIOIIETO ITPOIIECCa SIBJISIETCS
coueTaHNe MEHTPAJTbHOIO Mapajauda C
runeppediekcren, KJIOHyCaMH,
IaTOJIOTHUYECKUMHU 3HAKAMH 1
OTHOBPEMEHHO BBIPAKEHHON TMIMIOTOHUEN 13-
3a MopakeHUs 3aJHUX KAHATHUKOB CIIMHHOTO
MO3Tra U/Uau IPOBOJHUKOB MO3KeUKa (BapruaHT

CUHJIPOMA KAUHUYeCcKOoll duccouuauul)




NlenHas MUeJIOIIATUSA

® IlIpenacrasyset cob0ol cepbE3HOE OCIIOKHEHHE
IIEPBUKAJIBHOTO CIIOHUJIE3A UJIH, PEXKE,
KaabIIU(PUKAIINY 33/IHEN TPOJAOJILHOU CBA3KH
Ha IIIeHTHOM YPOBHE, 0COOEHHO €CJI OHU
COYETAIOTCS C BPOKAEHHBIM CyKEHHEM
II03BOHOYHOT'O KaHaJIa.

©® MueJsionaTus pa3BUBaeTCsA IPUMEPHO V 5—10
% OOJIBPHBIX C IIIEUMHBIM CIIOHAMIE30M. Tak Kak
IIPYU 3TOM HOPaXKaI0TCs MPEUMYIIECTBEHHO
OOKOBBIE U 3aJIHIE CTOJIOBI CIIMHHOIO MO3Tra, TO

MUNUYUHbBLE HCAN00bL CBOOAMCA K
OHEeMEeHUI0 U HEeA0B8KOCMU PYK,
YxXYyoweHUI0O MOHKUX 08U2ATNEAbHBLIX
PyHxuuilt u nocmeneHHOMY YyxyouwieHUIo
noxooxu.




Nlennas MueJonIaTuAd

BapHAaHTbI KIMHNYCCKHNX l'[pOHBJIGHPIﬁ:

1) CHHAPOM IIOIIEPEYHOT0 ITOPa*KeHUs C BOBJIeUeHEM KOPUTUKOCIIMHAIbHBIX, CITHHO-
TaJIlaMUYECKUX TPAKTOB U ITPOBOTHUKOB 3a/[HUX CTOI00B CIIUHHOTO MO3Ta C
BBIPA’KEHHOU CIIAaCTUYHOCTHIO, CPUHKTEPHBIMU HAPYIIEHUAMU U CUMIITOMOM
Jlepmurra;

2) CHHJIPOM BOBJIEYEHUA [IEPETHUX POTOB U MUPAMU/HBIX TPAKTOB C TIAPE3aMHU,
BBIPA’KEHHOM CIIAaCTHYHOCTHIO, HO 0€3 UyBCTBUTEIBHBIX paccTpoiicTB (cuHApOM BAC);

3) CUHAPOM IIOPpa*KE€HUA CIIMHHOI'O MO3ra ¢ ABUTAaTC€JIbHBIMH 1 CEHCOPHBIMHA
HapylI€eHHuAMMUA C IIPEUMYIIIECTBEHHOUN cs1ab0CThIO B PYKaxX 1 CIIaCTUYHOCTBIO B HOT'aX;

4) cuaapom bpoyHn-Cekapa;

5) Opaxmajiryus ¢ CHMIITOMaMU BOBJIEUEHH S HIKHETO MOTOPHOTO HelpoHa (IepeaTHux
poros) Ha pykax. MHOrue 00JIbHbIE OTMEYAIOT TAKKe 00JIM B 00J1aCTH IIIEU.

TazoBbIe HapyIlIEHUA BCTPEYAIOTCA He YacTo. [lepBbIM U HEYKJIOHHO IIPOTPECCUPYIOITUM
CHMIITOMOM SIBJIsIeTCS ucOas3us.



JH1LeDATUT IIPU BETPAHOU OCII

Boz0yauTresieMm BeTpsiHOU oclbl siBJIsseTcsy Varicella zoster “

=
S

CrpaziaroT MpenMyIleCTBEHHO JIETH OT 2-3 /10 6 JIeT.

[lopaskeHre HEPBHOU CUCTEMBI IPU BETPSAHOU OCIIE IPOTEKAET
B 08YX KAUHUYeCKUX (hopmax

© IlepBas - Ha 1-3 feHb O0J1e3HH, Ha (POHE TSKEJIOTO TEUEHHS C Pe3KOH 00IIei
WHTOKCHUKaITUeN 1 OOMJIbHBIMU BBICHITIAHUSIMU Ha KoKe. HeBposiornueckas
CUMIITOMATHKA CKJIQJIBIBAETCA U3 O0IIEMO3TOBBIX CUMIITOMOB, OUarOBbIX —
reMuIlape3bl Pa3/INYHOM CTENEHN BBIPAXKEHHOCTU. YacTo - JieTaJIbHbIE UCXO/IbI
Ha (pOHE pa3BUBIIETOCA OTEKA MO3ra.

©® DboJsiee THIMUHBIN BapUAHT — JOOPOKaUeCTBEHHBIN, C HATUUYNEM CTaTUKO-
aTaKTU4ecKoro cuHzipoMma. Hapacranue HEBPOJIOTUUYECKOU CUMIITOMATUKU B
TeueHue 2-5 JIHEN , TI0CJIe UETO COCTOSTHUE CTaOMIN3UPyeTCs B TeUeHUe 1
MecAIa.



JuuedaauT Npu BETPAHOU OCIIE

B pesysibrare nepBUYHOTO HHOUIUPOBAHUSL BUPYCHI B 100% CJIy4aeB MOKU3HEHHO MEPCUCTUPYIOT B
HeWpOHaX CIUHAJIbHBIX raHraneB Wik YMH. OHU cOXpaHSAIOT CIOCOOHOCTh K PEAKTUBAIUU U MOTYT
00yCI0BUTDH Pa3BUTHE OIOSCHIBAIOIIETO JIUIAA, A 8 PeOKUX CAYHASX — OCTPOTO
MEHUHTO39HIle(aJINTA, MUEJINTA, BEHTPUKYJINTA, BACKYJIONATUU U BACKYJIUTA C BO3MO>KHOCTBIO
Pa3BUTHA UHCYJIHTOB.

Berpsnasd ocmna BeI3bIBaeT 0ci0kHeHUA co cTopoHbl IITHC meHee yem B 1% ciryyaes.

HpO,Z[BI/I)KeHI/Ie B036y,ZLI/ITeJIeI>’I OT ITOBPENKACHHDBIX I'aHIJVIMEB I10 3aJJTHUM KOPDEIIKaM MOXKET IIPUBECTU K
KapTHHE nonepeviHoco mueauma Ha COOTBETCTBYIOIIIEM YPOBHE.

IHIleDayIUT pa3BUBAETCA OCTPO - TOJIOBHAA 00JIb, PBOTA, MEHUHTeaJIbHbIE CHUMIITOMBI, HApYIIIEHHE
co3HaHUs. MoOTyT BO3HUKATh ICKUXOMOTOPHOE BO30Y:KIEeHUE, IETUPUI, TaJUTIOIUHAIINHU.
ITpucoeMHAIOTCA 0OYaroBble CUMIITOMBI C pa3BUTUEM IIEHTPAJIbHBIX IIaPE30B U IMIOPAXKEHUEM AZIED
UMH. Cyz0poKHbBIN CUH/IPOM HE XapaKTePeH, MO3KEUKOBbIe HApYIIIeHUs PEJKU.

IIpu passuTny 3HIEATITA TIOPAKAETCS KAK KOPa, Tak u 6estoe Bemectso I'M. Makcumym
M3MEHEHUH - B 00J1aCTH CTBOJIA MO3ra ¢ GOPMUPOBAHUEM 0YAroB JIEMUETMHUBAINH,
TUCTPO(QUYECKU-ZleTeHePAaTUBHBIM IMOPaKeHNeM HEMPOHOB. BO3MOKHO mpHUcoeqUHEHNE TEMOPPAaTruu
u uH@apkros I'M.

JJ1sl BEeTpAHOYHOTO 9HIIe(aTNUTa U IPYTUX HEBPOJIOTUIYECKUX OCJIOKHEHUU BETPAHOM
ocCIbl XapaKTepHa 00paTuMOCTh IpoIecca.

T.K. Kyckosa, E.I'.besnoBa, T.9.MurmanoB MeduyuHckuil HayuHo-npakmuueckuil xcypHana Jleuawuii epau #01/04



I'JI000MTHO-KJIETOUYHAA
Jenkoaucrpodpua Kpaooe — beneke

CBsI3aHA C HEJIOCTATOYHOCTHIO (pepMEeHTa 2araKkmoyepeopo3udassl, IPUBOJISIINM K
HAKOIUJIEHUIO B y4acTKaX JeMUeJINHNU3aIUN — KPYITHBIX mapoo6pa3Hblx (r1060uTHBIX)
KJIETKAaX, TaJaKkToIlepebposua.

Tun Hacse[0BAaHUA — ayTOCOMHO-PEIECCUBHBIN.

®opwMmbt:

nHGaHTUWIbHAA (¢ 3-6 MecsAIEB);

no3HsAsA nHpaHTUIbHAas (¢ 6-18 MecsIleB);
IOBEeHUJIbHAs

B3pocJas

OcCHOBHBIE KJIMHUYECKHE IIPOABJIEHHUA — CIIACTHUYECKHE II1ape3bl, ATPO P }I 3PUTEJIBHOT'O
HEPpBa, CHUXKE€HHUE CKOPOCTH IIPOBEACHUA 110 HepI/I(I)epI/I‘-IeCKI/IM HEePpBaM.

Bapocnas ¢popma (pesikas) HaUMHAETCS € TIOCTENIEHHOTO CHUKEHUS 3PEHUs, 3aTEM
HaCTyTIaeT aMaBpO3, MPUCOENUHAIOTCS CHUKEeHHE NHTEJIJIEKTA 1 IBUTaTeIbHbIE
HapyIlIEeHUs.

Zluaznos ycmanaeausaom Ha 0CHOBAHUU CHUMCEHUR AKMUEHOCTU
2anakmos3uryepamudassl 68 AeiKouumax Kposu uau 8 Kyabmype
PHuopo6AraACMOB KOoIHCU.



IlogocTphbii CKJIEPO3UPYIOIIUM JeKkooHIIeda
B rpynmy BxoaT (popMbI XpOHUYECKHUX U ITOOCTPHIX SHIIE(ATIUTOB C TPOTPECCUPYIOIINM TKEIBIM TeueHneM (3HIe(aTnuT ¢ BKIIOYEHUIMA
JlaycoHa, TOOCTPHIHA CKJIEPO3UPYIONIHi JetikoaHIledanuT Ban-borapra, y3enkoBsiii nausunedanut [lerre-/lepunra). T.K. pa3audus B Ux
KJIMHUYECKOU KapTHUHEe ¥ MOPGOJIOTHH OTHOCUTEJIbHBI, B HACTOAIIEE BPEMS UX TPAKTYIOT KaK OZHO 3a00JIEBaHHE - «IIOI0CTPBII
CKJIEPO3UPYIOWII TTAHIHIIE(DATUT»

ATHOJIOTUA - IEPCUCTUPYIOIAs BUpPycHasA nHGeKIa (KopeBas,
SHTEPOBUPYCHAs, BUPYC KJIEIEBOTro sHIledannuTa 1 Jp.)

3a00J1eBalOT J€TH U IIOJIPOCTKH OT 2 A0 15 JIE€T, HHOI/A - B 3PEJIOM BO3pacrTe.
Hauasio mogocrpoe.

B Teuennu BBIACJIAIOT 3 CTAAMNMH:

I cragus - npeo6safaloT UBMEHEHU JINUHOCTU, OTKJIOHEHMS B IOBEAEHNUH,
ZlePEKTHI BBICIINX MO3TOBBIX (DYHKIINU, TUIIEPKUHESDI, CyJOPOKHBIE
IIPUIIAJIKU.

II cragusa (uepes 2-3 Mec.) HapacTaloT SKCTPalupaMUHble HAPYIIIEHU s
TOHyCa ¥ pacCTPOMCTBA BETreTaTUBHOM IIEHTPAJIbHOU peryJsanuu. Hepenko -
cTaTUUecKasi U JIOKOMOTOPHAs aTaKCHsA JIOOHOTO MPOUCXOKAEHUA O TUILY
acrasuu, aba3uu.

IIT cragusa - kKaxekcued U MOJIHAA JeKOPTUKaAIMA. BO3HUKAIOT CliacTU4ecKue
MOHO-, TeMU- U TeTparapessl.



IlogocTphIil CKIEPO3UPYIOITUU
JIeKOIHIle(PaTUT

Teuerue HEYKAOHHO nNpozzpeccupyrouwee u ecez20da 3aKaHUUusaemcs

AemaabHo. J[auTeabHOCTh 3ab0eBaHusA OT 6 Mec 710 2-3 jeT. CMepTh
HACTYIIAeT B COCTOSIHUU IIOJTHOU 00e3IBUKEHHOCTU, KaXEKCHH.

B nuarnocruke - 1uddy3HOCTH (a He 0JITHOOYATOBOCTD) IOPaXKEHUs,
OTCYyTCTBHE BHYTPUUYEPEITHOU TUIIEPTEH3NH, CMENIEHHS CPEANHHBIX CTPYKTYP
Mo3ra 1npu Ixo09C, MPT, matorHoMOHMYHAaA KapTUHA JIT.

,Z[I/IaI‘HOB IMOATBEPKAAIOT MOJIEKYJIAPDHO-TEHETUYECKH, UMMYHOJIOTHYECKHU U
METOJaMU HEﬁpOBHBY&JII/ISaI_[I/II/I.




HUNXHUU CITACTUYECKUMU ITAPAIIAPE3

© HwuxHUU cllacTUYECKUH Mapanape3 pa3BUBAETCA IPU

JIByCTOPOHHEM MOPa’KEHNUU BEPXHUX MOTOPHBIX
HEMPOHOB (B 00J/1acTH ITapaleHTPAJIbHBIX T0JIEK
IIOJIyIIIapUU TOJIOBHOT'O MO3ra)

nJIn




/InmarHocTUYeCKHe uccjaeJ0BaHUuA
IIPU HUKHEM CIIaCTUYECKOM Imapaiapese

1. MPT rosioBHOro Mo3ra, M03BOHOYHHKA 1 KPaHUO-BEPTEOPAJILHOTO IEPEX0/IA;
2. Muesnorpadmus;
3. MccenenoBanue JIUKBOPA;
4. OMT;
5. BbI3BaHHBIE TOTEHITUAIBI PA3HBIX MOJAIbHOCTEMN;
6. OOIuii aHaIU3 KPOBH;
7. BuoxuMuueckuil aHaJau3 KPOBU,;
8. Ceposiornueckas nuarioctunka BUY-uHdeknum u cuduimca;
9. Onipenienienuie ypoBH:A B12 u posineBoi KUCIOTHI B KPOBU;
10. KoHcysbTalius reHeTUKaA;

11 . OHKOIIOUCK



OcHOBHbIE IPUYHNHBbI HUKHETO
CIIACTUYECKOIO Imapamnapesa:

A. KoMmnpeccOHHBIE ITOPaKEeHUA
1. DKCTpaMeay UIAPHbIE U HHTPAMEAYJJIAPHBIE OITyXOJIHU CHUHHOTO MO3Ta
2. [To3gHAA TpaBMaTUYECKasA KOMIIPECCHS CIIMHHOTO MO3Ta
3. QuuaypaabHBIN aOCIlecC U IPYTHE MPOIECCHI B 006/1aCTH CTMHHOTO MO3Ta
4. I'ppIxKa iricKa TPYIHOTO OT/eJIa II03BOHOYHHUKA
5. [lpyrue 601€3HU MO3BOHOYHUKA
6. Manbdopmanusa ApHosibaa-Kuapu

B. HacaeacrBeHHBIE 00JI€3HU
1. CemeiiHas cnactuueckas napamiaerud llItprommnesnsa
2. CnuHo1epebeIsIpHbIE IeTeHepaliuiu

C. Nadeknumn

1. CnupoxeTtHble nHPeKun (Helipocuduauc, 6ome3Hb Jlaima)
2. BakyosbHasa muesnomnatus (CITNU/)

3. Tponnnyeckuii CriacTUYECKUU ITaparapes

4. ITonnepeuHbii MUEUT (B T.4. OCTPBIN JeMUETHHU3UPYIOIIHH)



OcHOBHbIE IPUYHNHBbI HUKHETO
CIIACTUYECKOIO Imapamnapesa:

D. Cocyaucrbie 601€3HI
1. OKKJII031A IepelHEN CIIMHAJIBHON apTepUM
2. uuaypasbHas 1 cyoIypasbHas reMopparus
3. JIakyHapHOe COCTOAHUE
4. llentHasa MueonaTHA

E. Ipyrue npu4vuHbI

1. ITapacaruTtajbHas OIyXoJib Wiu (PeKO) KOPKOBBIN aTpOdUUECKUH ITpoIlece
2. PaccessHHBIU CKJIEPO3

3. Cupunromuenusa

4. IlepBUUHBINI OOKOBOU CKJIEPO3

5. PagmanmoHHas MueJionaTus

6. [llasa-/Ipenxepa CHHAPOM

7. HemocratouHoCcTh BUTaMuHa B12

8. Jlatupusm

9. AZipeHoIeNKOIuCTPOh U

10.IlapaneoriacTuyeckad MUEJIONATHAA

11. AyrouMMyHHbIe 00Jie3HH (crcTeMHasi KpacHas BosiuaHka, cuHipoM Illerpena)
12. 'epouHoBas (1aIu MHAsA TOKCUYECKAsA) MUEJIOIaTHUs

13.Muenonatus HEM3BECTHOUN 3THUOJIOTUHN



JApyrue npuuyuHbI HUZKHETrO
CIIACTUYECKOEQ IIapaiapesa

ITepeuuHbliil 60K0601U CKAEPO3 PEAKUH BapHUaHT O0JIE3HU
MOTOHEHPOHA C IIPENMYIIIECTBEHHBIM IIOPaKeHNEM BEPXHETO
MOTOHENPOHA (IIpH OTCYTCTBUH KJINHUYECKHX IIPU3HAKOB IIOPAXKEHNA
HU>KHEro MOTOHENPOHa), IIPOSIBJIAETCS CHavYasIa HIKHIM
CIIaCTUUYECKHM I1apalape3oM, a 3aTeM — TeTpamnape3oM, Jajiee
— ¢ BOBJIeUeHHeM OopodapuHTeaIbHBIX MBIIIIII,

CeHCOpHBIE HADVIIIEHUA OTCYTCTBVIOT.

MHorue 1uccjaegoBaTeJIn CUUTAIOT ero (popMoii O0OKOBOTO
amuorpoduueckoro ckiaeposa (I'omydes B.JI., Beiin A.M.,2014)



JleueHue

B HacTos1ee BpeMs pa3paboTaHO HECKOJILKO II0/IX0JI0OB K JIEeUeHUIO
aJIpeHOJIENKOAUCTPOMUHU B 3aBUCUMOCTIFOT, KIIMHUUECKO (OpMBI 3a00/1€BaHUA:

1) JlmeToTepanus B COUeTaHUH C MpUMeHeHrneM MacJa JIopeHIo

2) MenrkaMeHTO3HasA KOPPEKITUA HA/IITOUEUHUKOBOM
HEI0CTAaTOYHOCTH

3) CuMIIToMaTHyecKas Tepamnus

4) TpaHcILTIaHTAIIMS TeMOIIO3THYECKUX CTBOJIOBBIX KJIETOK IPH
1epebpatbHbIX (popMax 3a00IeBaHUSA

5) 'eHoTepanus



JleueHue

1) /IueTroTepanusa B cCOYETAHUMU C MIPUMEeHeHNueM Macsa JIopeH1o

Macao JIoperuo (Lorenzo’s oil) - emecw
MOHOHEHACHIWECHBLX HCUPHBIX KUCA0OM - IPYKOBOiL

(C22-1) u on1euHoB80U 8 cOOMHoOWweHUU 1:4
(mpomsBoauTesb - SHS International Ltd, kommanusa « Hytpumius»)

OIIEHUTH BeChbMa CJI0KHO. bhLI IIOJIYYEH IOJIOKUTEJIbHBIN

3¢ deKT HA JOKJINHUIYECKON CTA/INU IlepedpaJIbHON
dbOopMBI ¥ IPpY AAPEHOMHEJIOHEBPOIIATHH.

CMmech arrpoOMpoBaHa BO MHOTHX IIeHTPAax, HO €€ 3(pPEKTUBHOCTD /j ..-\
e A\

SNS_____/l
Hasnauenue Macia JIOPEHIO AIMEHTaM B KIMHUYECKOU cTaiuy  ORENzo's 0
epeOpaIbHBIX POPM U C BHIDAXKEHHBIMU HEBDOJIOTMYECKUMHU Sty

L atd

Hapyienuamu HeaddexTuBao (Moser H.W. et al., 2005).

500 ™’

Macsio JIopeHIT0 He BIIHUSAET Ha TEMIIBI IPOTPECCUPOBAHUSA 3a001€BaHUA
y zeteli ¢ riepebpanbHOi opmoii (Moser H.W. et al., 1992)



JleueHue

2) Koppekiua HaAIMOYeYHNKOBOM HEJOCTaTOUYHOCTH

Bcem manyeHTam ¢ HaZIMOUYEYHUKOBON HEZIOCTATOUHOCTHIO IIOKa3aHO
Ha3zHadYeHUEe CTEPOUTHOU Tepauu Mo KOHTPOJIEM YPOBHSI
ropmoHOB (AKTT', KopTr30J1), 371eKTPOJIUTOB U TJIIOKO3bI B KPOBH,
HaOJTI0AeHNEe YHIOKPUHOJIOTA.

3) CuMnToMaTHUYecKasa Tepanusa HEBPOJOTUUYECKUX PACCTPOMCTB
NpH 1epedpaibHbIX pOpMax U aAAPEHOMUETOHENPOIIATHH

[IpoBOINITCA MOCUHAPOMHASA TePAINA B 3aBUCUMOCTHU OT BBISBJIIEMBIX
HEBPOJIOTUYECKUX HAPYILIEHUU.

CuMnToMaTHyYecKasa Tepanusa CIIaCTUYHOCTH BKJIIOYAET
MHOpeJaKkcaHThl (0akIodeH, MUAOKAIM), 00TYyJIHHOTEPAITHIO,
KHHE3U0TEPaAINnIo



JleueHue

4) TpaHCl'IJIaHTaI_II/I}I réeMOINOOTHUYCCKHNX CTBOJIOBBIX K/JICTOK IIPpHA

® TpancnaaHmauust KOCMHO20 M032d — OCHOBHOU
Memoo aeueHus X-cuenaeHHou
adpeHoaeltkooucmpoguu B HaCTOsIIIEe BpeMS

Murpaums 3pennix
reMONOITHHECKUX KNETOX
NO BCEMY OPraMuiIvy

Tpancdexumn NCK sexTtopom ™~ "~ BBeAeHUE rEMONOITMYECKHX KNETOK
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Tpaucmaumauua KOCNMHO20 M0324

JJ1a otOopa nmamuenToB Ha npoBefenne TT'CK qomkHbI OBITH IIPOBEIEHO
TIHIATEeJIbHOE HEBPOJIOTHUECKOE 00cIef0BaHe, HEUPOIICUX0JOTHUYECKOE
TECTUPOBAHMNE, KOTOPOE BKJIIOYAET TECTUPOBAHUE NO wWKA.ne
Bexcaepa, a tak:ke MPT ros1oBHOTo Mo3ra ¢ KOHTPaCTUPOBAHUEM.

B HacTosi1iee BpeMs OTCYTCTBYIOT OMOMapKepPhl, CBUJIETEIbCTBYIOIIHE O TIXKECTH X-
AJIJl 1 CKOpPOCTH ee MPOTrpeCcCUPOBaAHUA.

B 1994 rony Loes c coaBTopaMu OPeIJIOKUIN 34-0aTbHYIO CUCTEMY
OIIEHKHU TAXKECTHU IIOPA’KEeHUA TOJIOBHOTO Mo3ra 1o gauHbiMm MPT 114
OO0JIBHBIX C IlepebpanbHbIMU (popMamu X-AJI/] 1 ycTaHOBHIIN
KOPPEeJISIIUN CO CKOPOCThIO IIPOrpeCcCUPOBaHIA 3a001eBaHUS.

JlaHHasA IKaJIa npuMeHemea Npu noooope 60AbHbLX 041
npoeedeHust TI'CK TobKO C PEUMYILECTBEHHBIM IIOPAKEHHUEM
TeMEeHHO-3aThIJIOYHBIX 00J1aCcTeN TOJIOBHOTO MO3Ta 1 011
JuHaAMUUECKO20 KOHMPOAA 3A NPOBOOUMbBIM 1eUECHUECM.

ITo mkasne Loes o6miass cymMmma 6a/IJioB COCTaBJIAET 34 0a/1jia, YTO COOTBETCTBYET TAMKEJION CTAAUH pacmajaa
MHUEJHHA T'OJIOBHOTO Mo3ra. Hanmpumep, oueHb paHHEeH cTaguu 3a001eBaHUsA COOTBETCTBYET KOJIMYECTBO OAJLJIOB OT 1 710 3;
PaHHEH CTaJu| - OT 4 10 8 6AJLIOB; TO3AHEN CTAUH OT 9 71013 6AJJIOB; OUEHb MO3/THEN CTAIUHU - BhIIIE 13 6AJLIOB.



JleueHue

5) 'enorepanusna

B Oyayinem miaHupyeTcs IIPoBeAeHN€e TeHOTEPAIIHUH C
IIpUMEHEHUEM AeHMUBUPYCHO20 8eKmMopa, 4to OyieT
SIBJIATHCA aJIbTEPHATUBHBIM METOAOM TPAHCILIAaHTAIIUU
reMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK.




JAncnancepHoe HAOJI0IeHHe 3a MalfueHTaMU C
X-AJIQ

X-cuennenHan
aapeHonenkogmucrpopmnna

HabmogeHue
3IHA0KPUHONOra

TpaHcnaanTayma
remono3TMYeCcKMxX MPT ronosHoro

CTBONOBLIX KNEeTOK * MmoO3ra 8 Hopme

MPT ronceHoro MPT ronosHoOro

mo3ra 1 paseb Bospacror 3 Ao mosralpas 12

12 net
mMecaues mecsaues

Cxema 1. MoxuTOopuHr nayueHToB ¢ X-AMNO. * Mpn obHapyXeHu1y HaKoMNNeHMs KOHTpacTHoro eewecTea npv MPT ronoeHoro
mMo3ra - NOBTOPHOE MocceaoBaHve HeobDxoanmMoe BeiNnoNHUTE Yepea 3 mMecrua




JIncnmancepHoe Ha0J/I104eHue 3a nanuenrTamu ¢ X-AJI/]

JIuma myskckoro nosia ¢ X-AJIJl HaxoasaTcs Mo HabJ1oieHrueM HeBPOJIora,
DHAOKPUHOJIOE], IICUXUaTpa.

JlucnancepHoe HAOJIIO/IEHIE 3a MallieHTaM1 MY2KCKOTro 1oJia ¢ X-AJI]
ABJIAETCA OU€Hb Ba’KHBIM, IIOCKOJIBKY ITO3BOJIAET OCYIIECTBUTh:

paHHee BhIABJIEHNE HAAIOUEUHNKOBOUN HEJIOCTATOUYHOCTH;
paHHee OOHapy:keHue IiepedpaabHOU (popMbl X-

CLIEIIJIEHHOU a/IPEHOJIENKOIUCTPOMUU [JId PEIIEHU
BOIIpOca 0 BO3MOKHOCTHU ITpoBeaeHusa TI'CK.



IIpodpmiaakTuka

IIpenarajibpHaa guarHocruka X-AJI/1
IIPOBOJIUTCS C UCIIOJIb30BaHUEM OMOXUMHUYECKUX
MeTo10B (onpenenenue yposHasa OJIIJKK B mi1azme
kpoBu)u MmetogoB JIHK - ananu3a.

PexomeH/1yeTcs1 IPOBeAeHNE 00CaeJ0BaHUA
POJACTBEHHHUKOB I10 MAaTEPUHCKOU JUHUMU



IIporuos

IIpu aagpeHomueoHenponaTuu I1pogoKUTEILHOCTD
»KU3HH, KaK MpaBUJIo, He cokpalaercsa (Moser et al.,1992)

IIpu nepeopaabHbIX (hopMax - HEOJIATOIIPUSTHBIIM.

CocTossHHE O0JIPHBIX ITPOTPECCUBHO YXYAIIAETCS C
IIEPEXOIOM B BETE€TaTUBHOE COCTOSIHUE WJIU CMEPTHIO B
cpeaHeM dyepes 3 rojia ImocJie Je0iTa, Kak IpaBuJIo, OT
KpHU30B aJipeHaI0Bou HegocraTouHocTu. (Moser et al.,1992)



BHMNMAHHNE!!!




MPT roaosHoro mo3sra naunenta A., 9 Aet, anpeab 2011 r.




A/IJ1 y reTrepoO3uUroTHbIX HOCUTEJAbHUIL

BospacTt maHudecranuu 8 30-40 sem.

[Ipu Ts2xesioit popMe CUMIITOMaTHKa CXOHA C IiepedpaibHOU (POPMOi,
IIPU YMEPEHHO TAXKEJI0U — C aZIpeHOMUEJI0OHENPOIIaTHEN.

HamnboJsiee yacTo pa3BuBaeTcs IIoA00HasI afpeHOMUEIOHENPOIIaTUH
dopMa ¢ cCeHCUTUBHOU aTaKCHel, HapyllleHueM (PYHKIINH Ta30BbIX
OpraHoB, 00JIbI0 B HOrax

B 1% ciiydyaeB HEBPOJIOTHYECKAA CUMIITOMATUKA COYETAETCS C
HaAIIOYEYHUKOBOU HEJOCTATOUHOCTBIO.



