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NEUROAUTOIMMUNE REACTIONS
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NEUROPATHIC FORMS OF LYSOSOMAL
DISEASES

G. Arsakhanova

Summary. Changes in the immune system are not only concomitant,
which characterize the course of the disease, but also largely determine
it. In some diseases of the CNS cellular elements of the brain, delay or
demyelination of nerve fibers. The leading role in the development
of these reactions is played by natural, or autoantibodies. They are
produced by CD5-lymphocytes, the proportion of which is 20% of
all B-cells of the body. Autoantibodies in more than 50% of cases
are represented by immunoglobulins G, which are monospecific and
epitopospecific in their antigenic orientation (they bind only to a part
of the antigen protein molecule). Their affinity is 10-12 M. Normal
values of the level of autoantibodies are called the “Golden mean”.

It is believed that autoantibodies and autoreactive lymphocytes
create a profile of biochemical individuality of the organism. They
form a system of homeostasis regulation at the molecular level, which
coordinates processes by interacting with various antigenic targets.

The synthesis of autoantibodies in early ontogenesis begins earlier
than the synthesis of antibodies to foreign antigens and coincides
with the mostimportant stages of differentiation and morphogenesis.
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aHee [OMVHMPOBANO MHEHWE, UTO BbISBNIEHNE ayTO-

aHTUTEN K COOGCTBEHHbIM aHTUreHam MOATBEPKAaeT

Hanuume NaTosIorMyeckoro ayTouMMyHHOMO npoLiec-
ca[1, c. 22]. OaHAKo COrNacHo NocNeaHNM AaHHbIM B HOpME
KOHLIEHTpaLMA ayTOAHTUTEN B KPOBU, B YaCTHOCTM K HENPO-
aHTWUreHaMm, noafepXMBaeTcA B onpeaeneHHbIX npeaenax.
YBenuueHme unm ymeHblUEHNE X KOJIMYeCTBa Mo CpaBHe-
HUIO C PU3NONIOTNYECKMM KOMMEHCATOPHBIMUK Npeaenamu
BnevyeT 3a coboli onacHble NocNieacTsBuA ASiA OpraHM3ma
BMJIOTb 10 Pa3BUTUA MATONOMMYECKNX AECTPYKTUBHbBIX ay-
TOMMMYHHbIX 3a6051eBaHiA. BbisiBNeHe aBTOAHTUTEN CamMO
coboi elle He ygocToBepsieT Hannuve 3abonesaHuA. He-
BbICOKME TUTPbI aHTUTEN NMOCTOSIHHO OOHAPYXXMBAIOT B Cbl-
BOPOTKE KPOBM 340POBbIX NnL. OHY yyacTBYIOT B UHAKTU-
BaLUM COOTBETCTBYIOLWMX HENPOAHTUIEHOB, NOAAEPXKMBaAs
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Anromayus. V3MeHeHUA B UMMYHHOII cucTeme ABAAIOTCA He TONbKO COMyTCTBY-
I0LLMK, KOTOPbIE XapaKTepu3yloT TeueHue 3a60neBanms, a 1 B 3HaUUTENbHOI
mepe onpegenatot ero. Mpu HekoTopbix 3aboneaHnax LIHC knetouHbix ane-
MEHTOB MO03ra, 3aePXKM N AeMUENvHIN3aLMN HEPBHbBIX BONOKOH. BeayLuyio
ponb B pa3BUTUM 3TUX PeaKuuii UrpatoT HaTypanbHble, unu ayToaHTutena. Ux
npogyumpytot (D5-numdounTsl, fons Kotopbix coctaBaset 20% ot Bcex B-kne-
TOK OpraHu3ma. AyToaHTuTena B 6onee yem 50% ciyyaeB npecTaBaeHbl UMMY-
HornobynuHamm G, Kotopble NO CBOEIA aHTUTEHHOI HaNPaBNEHHOCTU ABNAETCA
MOHOCTELNUUHBIMK 1 SNUTONOCTELNUUHBIMI (CBA3BIBAIOTCA NINLLb C YACTbIO
monekynbl 6enka aHturexa). Ux apdunHocTb coctasndet 10—12 M. Hopmans-
Hble 3HaUeHIA YDOBHA ayTOAHTUTEN HA3bIBAKT «30/10TOM CEPEHOI».

(uuTaloT, YTo AyTOAHTUTENA M ABTOPEAKTUBHbIE IMMOLUMTDI CO3AANT Npodub
61roxummyeckoil MHAMBUAYaNnbHOCT opraHu3ma. OHu obpasyioT cuctemy pery-
NALMN TOME0CTa3a Ha MONEKYNAPHOM YPOBHe, KOTOpaA KOOPAUHMPYeT npoLiec-
Cbl, B3aUMOZEICTBYA € Pa3NUUHBIMU AHTUFEHHBIMU MULLEHAMM.

(MHTe3 ayToAHTUTEN B PaHHEM OHTOTEHe3e HauWHAeTCA paHblue, uem CMHTe3
AHTUTEN K UYXKepOAHbIM aHTUreHam 11 COBNAfaeT No BpeMeHH C BaXHeAwnmu
Tanamu audhepeHLMpoBKi 1 MopdoreHe3a.

Kntouesble c108a: ayToaHTUTENA, HEAPOABTOMMYHHDbIE PEAKLM, TN30COMHble
60ne3HM, HepBHaA cuCTeMa.

romeoctas, obecrneumBas BbiBefjeHUE MPOAYKTOB MeTabo-
N3Ma, anomnTo3a KNeTok, U B Apyrux ¢pranonornyeckux
npoueccax. Takum 06pa3om, OHM 06ecrneumBaloT caHoreHes
B FOJIOBHOM MO3re.

WccnepoBaHue 6Gonee yem 2 ThiC. Nap MaTb — Mnog
N MaTb — HOBOPOXAEHHbIV BbIABUIO B KpoBu 12% Gepe-
MEHHDbIX KEHLLUWH aHTUTeNa K Pa3fINyHbIM CTPYKTYpam MO3ra
Jeten. VIx KonnyecTso yBenmunsanocb 4O MOMEHTa POJOB.
Y Takmx geten Ha pasHbIX 3Tanax nepuHaTaabHOro passu-
TUA AMArHOCTMPOBAHbI Pa3fnyHble 3ab0NeBaHUsA HEPBHOW
cMcTeMbl: MUKpouedanuio, AeTCKNA LuepebparbHblid napa-
NNy, 3Nunencumio n Tomy nofobHoe. Y matepeli n ux HOBOpo-
MAEHHbIX Ha 4-5-e CyTKM »KM3HW BbiAABEHbI ayTOaHTMTeNa
K ranakrouepebposngam, KoTopble SAUMUHUPOBANUCH B Te-
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yeHve NepBOro roga XusHu [2, c. 584]. Hannume BbICOKUX
TUTPOB ayTOAHTUTEN Y HOBOPOXAEHHBIX MOXHO OOBACHNTD
TPaHCNIaUueHTapHbIM NepexogoM OT MaTepu, MOCKOSbKY
B 3TOM BO3pacTe NPOoAyKUMUsa cOBCTBEHHbIX aHTUTEN OTCYT-
cTByeT. Takmm 06pa3om, MnosABJeHNEe NPOTUBOMO3rOBbIX
aHTWTeN B KPOBW MaTepPK, 0COBEHHO NPU OCJIOXKHEHHON be-
pPEeMeHHOCTW, MOXET Bbl3BaTb NOpaXeHne mosra nnoga [3,
c.228].

JaHHble 0 NOBbIWEHUN YPOBHSA rMmnanbHoro ébubpunap-
HOro Kucnoro 6enka, D2-rmMkonpoTteriHa, HelpoHcnewym-
¢uuHom 3Honasbl (neuron specific enolase, NSE) u ayToaH-
TUTEN K HAM MOATBEPXKAAIOT BaXKHYI0 POJSib HENPOMMYHHOW
uenu B naToreHe3e aHTEHATaNlbHbIX MOPAXEHUA HOBOPO-
XIEHHbIX NPU OCNOXXHEHHOW 6epeMeHHOCTH, BO3HMKHOBE-
HUWM ayTOMMMYHHbIX HapyLleHU B cuctemMe MaTb — Moj
BC/IeACTBME TPaHCMNNaLeHTapHOro nepexofa HempoHcnew-
nounueckux 6enkos (HCB) B KpoBn 6epeMeHHbIX NpK Nopa-
EHMWN Mo3ra nnoga, ¢ 0bpasoBaHNEM B HUX NPOTUBOMO3-
roBblX aHTWTeN, KOTOpble nonagatoT B nnog [3, ¢. 227]. Mpwu
3KCMNEePVMEHTANIbHOM MHCYIMHO3aBUCMMOM CaxapHOM Aua-
6eTe BbIABNAT aHTUTENA K KOMMOHEHTaM Mo3ra. Bo3mox-
HO, 3TO CBA3AHO C HEMPOVMYHHbIM KOHGNIMKTOM npu Gepe-
MEHHOCTU, OCJIOXKHEHHOW caxapHblM gnabetom.

AHTUTENa K OQHOMY WS HECKONbKMM aBTOaHTWreHam
(ocHoBHOro 6enka mwuenuHa (OBM), npoTeonunugHoOro
6enka, NSE u 1. n), KoTopble CBOGOAHO LMPKYNUPYIOT, Bbl-
ABNAOT KaK Y 3[10POBbIX B3POC/IbIX, TaK 1 HOBOPOXKAEHHbIX
B onpepeneHHbix GU3Monornyeckux npegenax. ysenuue-
HMe KOJIMYeCTBA 3TUX aHTUTENT MOXET CBUAETENbCTBOBATb
0 6eccMnTomMHOe TeuyeHue Nnbo pas3BuTUE 3aboneBaHUs
LUHC. Hannune aytoaHTtten kK NSE KoppenunpyeT ¢ BbICOKO
CYLOPOXHOW FOTOBHOCTbIO MO3ra, K OBM — ¢ paccesHHbIM
ckneposom n gp [4,c. 51].

AHTWTENa K HeMpoaHTUreHam BbIABAAIOT MPaKTUYeCKU
Npu BCEX HEBPOJSIOMMYECKNX U NMCUXMYECKMX 3a001eBaHUsX.
Bo3moxHo, Ansa 6GonblimMHCTBa 3aboneBaHWin cylecTByeT
cneyndrUeckun KOMMIEKC HENPOAHTUTEHOB, M3MEHEHME
TUTPOB ayTOAHTUTEN K KOTOPbIX MPVBOAUT K Pa3BUTUIO HO-
3onoruyeckort dopmbl 3abonesaHna LIHC. UHgyKums cunt-
Te3a 3TUX aHTUTEN BbI3blBaeT pPa3BUTUE AECTPYKTUBHbIX
npoueccos B LUHC n HapyweHna dyHKUMM remaTosHUeda-
nnyeckoro 6apbepa (M), Ho He onpeaenaeT ponb Helpou-
MYHHbIX MeXaHU3MOB B NaTtoreHese 3abonesaHna L|HC.

HezaBuncrMo OT Bo3pacTa aHTUTeNa K pasfInuHbIM CTPYK-
TYPHbIM 3M1IEMEHTAM MO3ra, HEMPOH — U raunocneunduye-
CKUX 6E/TKOB, HEMPOTPAHCMUTTEPOB 1 UX PELIENTOPOB 0BHa-
PYMBAOT MPU MHOTMX HEBPOJSIOMMYECKNX 3ab0neBaHUAX.
OTnunyascb No 3TMONOTMM W NaToreHesy, 3T 3aboneBaHus
UMeloT obLme YepTbl, COBOKYMHOCTb KOTOPbIX npefonpe-
ZenseT BO3MOXHOCTb MHAYKLMN CUHTE3a aHTUTeN K Helpo-
aHTUIeHOB N HEMPOTPaHCMUTTEPOB.

s 3TX 3a60N1eBaHN XapaKTePHbI:

a) eCTPYKTMBHbIE NPOLECChl B TKaHW MO3ra, B YaCTHO-
CTW MeTabonNnMyecKoro reHesa;

6) HapylleHMe COCTOAHNA HEMPOTPAHCMUTTEPHbIX CU-
cTem;

B) HapyLwweHune dyHKuun MIB. Mpwn Takux ycnoBmaAx y Kne-
TOYHbIX 3/1IEMEHTOB MO3ra, B OTHOLIEHWM KOTOPbIX Hapy-
LaeTCA ecTeCTBeHHaA MMMYHOJNIOTMYeCcKasa TONepaHTHOCTb
13-3a 3a6apbepHOCTM MO3ra, eCTb BO3MOXHOCTb KOHTaKTU-
poBaTb C MMMYHOKOMMETEHTHbIMW KNeTKamy C UHAYKLMeEN
CUHTe3a aHTuTen [6, c. 678].

CuHTE3 aHTUTeN K TKaHeBbIM HEMpPOaHTUreHam N Hen-
pomegmatopam B HebOOMbLIOM KonmMyecTBe B HOpMe Ha-
6niofaetca y npakTuyecku 3[0POBbIX NWL, YCUAUBAACb
¢ Bo3pacTom. Tonbko npu natonorun LUHC n HapyweHun
npoHuuaemocTn b ayToaHTUTENna NpoHUKaloT B NaTono-
rMMYeCcKUn ouar, B3anMOAENCTBYIOT CO CBOMMW MULLEHAMMN
N MOFYT U3MEHATb COCTOAHME COOTBETCTBYIOLIMUX HENPO-
HanbHbIX CTPYKTYp. CunTtatot, uto B cnyyae natonorun LHC
NnoKanbHasA MMMYHHaa CUCTEMa MO3ra TepseT eCcTeCTBeH-
HYI0, XapaKTePHYIO A1IA HOPMbl UMMYHOJIOTMYECKYIO Tosle-
PaHTHOCTb U BbI3bIBaeT pPa3BUTUE MMMYHHOFO OTBeTa. Tak-
Xe cneflyeT yumTbiBaTb BO3MOXKHOCTb MOABMEHUA B ouvare
MaToNorMyeckn yCuneHHoro Bo30yxaeHna HOBbIX aHTUIeH-
HbIX JeTePMUHAHT U 0CBOOOXAEHMA CKPbITbIX (MHTPaHen-
POHaNbHbIX) aHTUTEHOB, B OTHOLUEHUN KOTOPbIX TONEPAHT-
HOCTb MOKeT OTCYTCTBOBATb.

Hannune cBoGOAHbIX ayTOaHTWUTEN B KPOBM OOpaTHO
NPOMNOPLNOHANIbHO 3aBUCUT OT KOJINYECTBA CBA3AHHbIX C aH-
TUTEeHOM aHTUTesl, KOTopble 06pa3oBaNv LUPKynMpyoLme
NMMyHHble Komnnekcbl (LUMK), a Takke OT BblparkeHHOCTH
natonoruyeckoro npouecca B LIHC. Mo ypoBHto cBo60aHbIX
ABTOAHTUTEN MOXHO CYAUTb 06 MHTEHCUBHOCTU HENPOUM-
MYHHOIO OTBEeTa 1 PONIY HEMPOUMMYHHbIX MPOLEeCCOB B Na-
Tonornm mo3sra. [ina oueHkn GpakTMYeCKoro ypoBHA aHTUTEN
onpefeneHHon cneundUUYHOCTM CreflyeT yuyuTbiBaTb PAf
$aKTOpOB: BO3PAcT OOMbHOrO, BbIPAXEHHOCTb MaTONOMU-
YecKoro npouecca ¢ y4eToM aHaMHe3a, AaHHbIX BCMOMOra-
TeNbHbIX METOAO0B 06CNeloBaHNA (MarHUTHO-pPe30HaHCHas
TomMorpadumsa rofioBHOro MO3ra, YPOBEHb OrnpefeneHHbIX
MeTaboNNTOB 1 HEPOMEANATOPOB B KPOBU UK JINKBOPE),
a Takxe KonunyectBo LMK. Takol KomMnneKcCHbI Noaxop,
K onpepeneHnto ypoBHA HCB B KpoBM NMO3BOSIUT OLEHUTb
CTeneHb Bblpa)KeHNA OeCTPYKTMBHbIX npoueccos B LIHC.
CnepoBaTenibHO, MpPU PEMUCCUN BO3MOXHO MOBbILIEHNE
YPOBHA aHTUTEN, MOCKOJIbKY YMEHbLUAETCA MOCTyMjeHme
B KPOBb HEiPOaHTUIEHOB, @ CUHTE3 aHTUTEN NPOJOSIXKAETCA
[6, c.679].

HelipoaHTutena, KOTopble MPOHMKAIOT B MO3T, pPacnpo-
CTPaHAIOTCA MO MEXKNETOUHOMY MPOCTPAHCTBY, TPAHCMOP-
TUPYIOTCA aKCOHaJIbHbIM TOKOM B MHHEPBALMOHHbIE 30HbI
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N CBA3bIBAIOTCA C HEMPOHANBbHBIMU CTPYKTYpPaMmU COOTBET-
CTBYIOLLEN CNeUndUUYHOCTY, BbI3bIBAA HENPOUMMYHOMOZY-
nayuio. Hannume akcoHanbHOro TpaHCnopTa HeMpoaHTuTen
NnokasaHa B OMbITax C CUCTEMHbIM, BHYTPUXKENYAOUYKOBbIM,
BHYTPVMMO3rOBbIM, MHTPaHEBPasbHbIM 1 BHY TPUMbILLEYHbIM
BBEJEHMEM MeueHbIX HelpoaHTuten [3, c. 229]. CkopocTb
aKCOHaNbHOro TpaHCNOpPTa HenWpoaHTUTen cocTaBnAaeT
2-3 mm/vac. EcTb ocHOBaHMA cumMTaTb, YTO HeMpoaHTUTENa
TPaHCNOPTUPYIOTCA B KOMMEKCE C KOMMAEMEHTaPHbIMMA
HelipoHanbHUMK cTpyKTypamu (B Buge LIMK), nockonbky
Hecneundryeckue MMMYHOTTO6YIMHBI B CbIBOPOTKE KPOBY
He copiep»<aT NPOTVBOMO3rOBbIX aHTUTEN N He pacnpocTpa-
HAIOTCA C yYacTKa BBefeHuA [6, c. 680].

Benkn nnasmbl KPOBM MOTYT YBNeKaTbCA B TEPMUHANM-
AX MOTOHENPOHOB, KOTOPble PACMONOXeHbl 3a Npefenamm
3B, n petporpagHo TpaHCNOPTMPOBATLCA B Tena KNeTok.
B cBA3M C 3TMM NpegnonaraoT, YTo 3axBaT aHTUTEN, CUHTe-
31pyeMmbIX MPW NaTONIOrMYECKKX NpoLieccax, MOXeT Bbl3BaTb
naTofiormyeckme N3MeHeHnA B MOTOHepoHax [4, c. 52]. Bos-
MOHO PacMpOCTPaHEHVe HeNpoaHTUTen nyTem andoysum.
CKOpOCTb 3TOro NpoLiecca coctaBnAeT 6—8 mm / u.

B nocnepgHee Bpema BBefeHO NoHATME «bYHKLMOHaNb-
HbI pecypc aHTUTen». BbigenatoT ABa OCHOBHbIX BapMaHTa
bYHKUMOHANbHbBIX aHTUTeNn — KaTanuTuyeckue (ab3umbl)
W MHTpaTesa, KoTopble MOryT ObITb NONE3HbIMU ANA pa3pa-
6OTKW NevebHbIX 1 AUArHOCTUYECKUX TexHonoruii [5, c. 80].

KaTanutnyeckMMun HasblBaloT aHTUTENa, KOTopble B3au-
MOCBSI3b C aHTUTE€HOM-VHAYKTOPOM, CMOCOOHbI 3aAeNCTBO-
BaTb ero B ponu cybcTpata B peakumax cneymdunyeckoro Ka-
Tann3a, TO eCTb Peanu3ytoT CBONCTBEHHYIO Takum ab3mmam
byHKUMoHanbHoCTb. Cpean n3BeCcTHbIX ab3MMOB NpaKkTuye-
CKYI0 LLleHHOCTb NpeAcTaBnAtoT aHTuTena ¢ AHK-rugponunsm-
poBaHHOW akTMBHOCTbIO (AHK-a631Mbl) 1 aHTUTeNa ¢ npo-
TEONINTUYECKON aKTUBHOCTbIO (aHTUTeNa-npoteasbl). Takue
aHTUTENA MMEIOT YHUKAJbHBIN KaTaNUTUYeCKUn noteHuman
N MOTYT UMETb Ba)KHOE 3HaueHMne Ha 3Tanax Bepudurkayum
ZiarHo3a, MOHUTOPVHIA 3pPEeKTUBHOCTU NTIeUEHNs, MPOrHO-
3UPOBAHUMN PUCKA BO3HMKHOBEHWA OCJIOXKHEHUI 1 pe3yrb-
TaToB neveHus [8, c. 140]. HekoTopble U3 ab31MMOB ABNAOTCA
COCTaBAOLWEN HOBbIX JIEKAPCTBEHHbIX CPeAcTB, KOTopble
NPUMEHAIOT B TepaneBTMUYECKMX CXeMax C BbICOKOW CTe-
NeHblo KNMHuyeckoln 3¢pdekTMBHOCTN N HGesonacHocTu [4,
c. 53]

AG3UMbI MMEIOT KaK eCTEeCTBEHHOE, TaK U WCKYCCTBEH-
Hoe npoucxoxgeHue. VIHTpaTena — 3TO WCKMOUNTENIbHO
peKkoMbrHaHTHble Gromonekynbl. OHM 3KCNpeccupyoTcs
BHYTpuKNeTouHo. [lopasnailiee chepa npaKTUUYECKoro
NPUMeHeHNA 3TUX MOJNIeKyNl — LiefieHanpaBfieHHoe TPaHC-
NMOPTUPOBKUN NEKAPCTBEHHbIX CPEACTB K TKaHAM-MULLEHAM
C MaTOreHeTUYeCKN OPUEHTUPOBAHHBIMY aHTUTEHHbIMU
Komnnekcamu [5, c. 811.

WNHTpaTena cumTaloTca nepcnekTUBHbIMKU Ana dapmako-
Tepanum 3aboneBaHWin BUPYCHOW MPUPOAbl, ayTOUMMYH-
HbIX U flereHepPaTMBHbIX NPOLeccoB [2, ¢. 584].

CywecTByeT pag fereHepaTuBHbIX 3aboneBaHuWi C ayTo-
MMMYHHbIM KOMMOHEHTOM, MPY KOTOPbIX B KNeTKax 13bbl-
TOYHO HaKanaMBalTCA KOHPOPMaLMOHHO HecTabusibHble
aHTUreHbl. Ha JOKNMHMYeCKOM CTaguun MNpoLecc Hakonne-
HNA MOXHO KOHTPONUpPOBaTb MMMyHodapmakoTepanuen
C Mcnonb3oBaHuem Lenesbix nHTpaten [1, c. 25].

Takum 06pa3om, B 3aBUCUMOCTU OT creundpryHoCTU
1 KOMMeMeHTa HelipOUMYHHbIe NMpoLecchl MOFyT UHAYLN-
poBaTb Kak KOMMIEeMeHTHO-3aBUCKMMYIO TMMepaKkTMBaLmio
HeMpOHOB C obpa3oBaHMEM MaTOreHeTUYeCkoro MexaHus-
Ma HeBpOMaTosIormyecknx CMHAPOMOB (reHepaTopa naTo-
NOTMYECKOro YCUIEHHOTO BO30yXAeHusA), Tak 1 Komnse-
MEHTHO-3aBMCMMOe TMOBPEeXJeHNe HeNpPOHOB, KoTopoe
MO>KeT MPVBOAUTb K FTMMOAKTUBHOCTK, NoTepe cneuuduye-
CKUX GYHKUWIA 1 rnbenn HempoHOB.

nepCI'IEKTVIBbI npaKqueCKoﬁ mMeanunHbl CBA3bIBalOT
C ,El,l/laFHOCTVIKO-HEHE6HO-pea6l/IJ'IVITaLI,VIOHHbIMVI TexHosorn-
AMWM Ha OCHOBEe d)yHKLI,VIOHaJ'IbeIX aHTUTen.

He otpuuaa cyulectBoBaHMA 3abapbepHblX OpPraHos,
K KOTOPbIM OTHOCUTCA MO3r, CneayeT Npu3HaTb CyL|ecTBO-
BaHMEe TeCHbIX B3aMMOCBA3€EN N B3aMOAENCTBUA STUX Op-
raHOB C UMMYHHOWM CUCTEMOW B pPerynaumm 3alnTHbIX Her-
PONPOTEKTUBHbLIX MexaHM3mMoB. HenpoHuuaemoctb [2b
YCITOBHa#, a noajep>kka BHyTPEHHEro «romeocTasa» B MO3-
Xeuke obecrneumBaeTcs B YaCTHOCTU MOCTOSAHHOW LUMPKY-
nAUMen KneTok BPOXKAEHHOro U adanTMBHOIO MMMYHUTETa,
KOTopble CNoCoOHbI YCTPaHATL JIOKanbHble NaTofiornyeckue
npoueccsl [3, ¢. 227]. B 3HauMTeNbHOW CTEMEHU 3TO B3aMMO-
Jenctemne obecrneumBaeTcs aBToaHTUTenamm K YCB, KoTo-
pble npopyuupytotca B-numdouumTamm. Yepes b moryt
NPOHUKATb KaK ayToaHTuUTeNa, Tak 1 B-numdountsl. Cywe-
CTBOBaHME WHTPATEKANIbHOrO B-KNETOYHOro UMMYHUTETa,
BOCMPUHMMAIOLLME KaK OCOObIM UMMYHHBIW CTaTyC HEPBHOM
cuctembl [3, c. 228].

AytoaHtutena B LIHC BbINOMHAIOT MEXKNETOUHbIE, MeX-
CUCTEMHblE  KOMMYHWUKAaTUBHO-PEerynaTopHble  GyHKLUM.
MoTeHuManbHyo 6UONOrMYECKYI0 akTUBHOCTb aHTUTEN CBA-
3blBalOT He C mMoaynAaumen GyHKLUNOHANbHON aKTUBHOCTM
AaHTUreHOB-MULILEHEN, @ C OGUMONOrMUYECKOW aKTMBHOCTbHIO
ayToaHTuUTen per se. B HEKOTOpPbIX aHTWUTeN BbiABNeHa dep-
MEHTaTMBHAA akTUBHOCTb (ab31Mbl), KOTOpas NO3BONAET UM
BIVATb HA @HTUIEHbI U YHUYTOXaTb 1X [7, c. 2483].

CyuiectByeT MHOro 3aboneBaHull, B natoreHese Ko-
TOpbIX Befyllylo pPosib WUrpaeT BHYTPYMO3roBOe FyMmo-
panbHbI  MMMYHWUTET: ayTOMMMYHHble, [ereHepaTuB-
Ho-AncTpoduyeckne, BocnanuTenbHble 3aboneBaHus,
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«HacnefCTBEHHblE» MeTabonuueckue 3aboneBaHuwsA, npwu
KOTOPbIX B KJIeTKax MO3ra HakamnjauBaloTCA NPOMEXKYTOY-
Hble NPOAYKTbl 06MeHa (MM30COMHbIMK 60ONe3HAMM HaKo-
nnenuna (JIXH)) [2, c. 590].

Mpu pgrarHoctuke Heliponatuyecknx dopm JIXH ypo-
BeHb ayToaHtTuten K HCH B couetaHun c pesynbratamu,
Nony4YeHHbIMM APYrMX MeTOAaMM, MOXeT ObiTb paHHUM
AVArHOCTMYECKMM MapKepoMm, a cCnefoBaHne TuTpa ayTo-
aHTUTEN B AUHaMUKe — Kputepuem 3pPeKTUBHOCTY Neye-
HUA.

WccnepoBaHve HeMpoaBTOMMYHHbIX peakumin (Konu-
YyecTBO U NponudepaTMBHAsA aKTMBHOCTb B-numdoumnTos,
cogepxaHune aytoaHtuten K HCBb B KpoBM) y 7 naumeHToB
C HemponatuyHon ¢popmbl JIXH (ocHoBHaa rpynna) npo-
BefeHO TBepaodasHbiIM UMMYHODEPMEHTHLIM METOAOM
[4, c. 77]. B HeBponornyeckom cratyce 60sibHbIX OTMEYEHO
3afepXKKy MNCUXNYECKOTO W CTaTO-MOTOPHOrO pasBUTUSA,
HapyLIeHNA MbILUEYHOrO TOHYCa MO TMUMY CNACTUYHOCTU, Na-
pes3bl, ABNeHuA atakcun. iccnepoBaHve npoBeaeHo Takxke
y 7 300pOBbIX AeTen (rpynna cpaBHeHWa 1) 1 7 60MbHbIX
CO cnacTnyeckon Gpopmoin AeTcKoro uepebpanbHoro na-
panuua (OLM) B dopme cnactuyeckoro TeTpanapesa 6e3
rpy6bIX UHTPOCKOMUYECKUX U3MEHEHW FONOBHOMO MO3ra
(rpynna cpaBHeHwuA 2). B aHamHe3e peTen, 6onbHbix ALIM,
3apUMKCMPOBAHO POAMUSIBHOE MLIEMUYECKU-TUMOKCUYECKOE
nopaxeHune LIHC. Bo3pacT geteit — ot 2 go 7 net (CpegHun
Bo3pacTt — (3,50 £ 0,34) roga).

Ona ctatuctmyeckolt 06paboTKM MOMYYEHHbIX AaHHbIX
NPUMEHANY MeTOAbl BapMaLMOHHOW CTaTUCTUKN. Hopmarnb-
HOCTb pacnpefenieHnsa OaHHbIX MPOBEPANN MO KPUTEpUIo
LWanmpo-Bunka. [na MHOXeCTBEHHOrO MeXrpymnrnoBoro
CpaBHeHWA CpefHMX 3HaYeHWI MCNOoNb30BaNW Henapame-
TPUYECKUM PaHroBbI AUCKPUMUHAHTHbBIN aHanu3 Kpacke-
na — Yonnuca n HenapameTpuyeckum Kputepunem U MaH-
Ha — YuTHuM c nonpaskoi boHdeppoHu (p < 0,05).

YcpeagHeHHble BENWUMHBI MPUBEAEHbI B BUAE MeanaHbl
N MeXKBapPTUIbHOTO Anana3oHa (M [25%; 75%]).

CTaTUCTUYeCKUIA aHaNN3 BbIMOJTHANN C UCMONIb30BAHWEM
nakeTa nporpamm Statistica 6.1 (StatSoft Inc.).

[nA cTaTMcTyeckoro aHannsa M3MeHeHUA nokasartenen
MMMYHOJIOTMYeCKoro cTaTyca MnauuMeHTOB WCMOoJb30Baam
ANCKPUMMHAHTHBIVM aHanu3 Kpackena — Yonnuca.

lpynnbl CTaTUCTNYECKM 3HAUMMO oTAnYanmcb (H = 14,2,
p = 0,0008) no oTHOCUTENBHOMY KonmnyecTBy B-numdouu-
TOB B nepudeprnyeckon Kposu. MexXrpynmnoBon cpaBHU-
TenbHbIM aHanu3 (p < 0,05) BbIABMA CTAaTUCTUYECKM 3Ha-
yrMoe yBefMuyeHue copepkaHua B-numdouuntoB B KpoBu
y MauMeHTOB C HeWponaTuyHoi ¢opme MO CpaBHEHMIO

CO 340POBbIMU AETbMM COOTBETCTBYIOLLErO BO3pacTa (CooT-
BeTCTBEHHO 8,7 [8,1;9,27] 1 29,0 [13,8; 31,0]1%; U-kputepuin;
p = 0,0009).

B oTHOLWEHWM rpynnbl cpaBHeHUs 2 oTnmyre Obino cTa-
TUCTUYECKN He3HaUUMbIM. OTMeYeHa TeHAEHLNA K BbisiBNe-
HMIO CTaTUCTUYECKN 3HAUMMOTO Pas3inuma Mexay rpynnamm
cpaBHeHuA 1 1 2 (U-kputepui; p = 0,02), 0gHaKO, yunTbiBas
nonpaBky boHdpeppoHu (p < 0,017), 3To oTnyKe ObIIO CTa-
TUCTUYECKN HE3HAUNMBIM.

Mo nponudepaTUBHOM aKTUBHOCTU TMMPOLNTOB U CO-
[JepXaHnem TKaHeBOro aHTWreHa rpynnbl UCCNefoBaHUA
CTAaTUCTMYECKN 3HAYMMO He OTNIMYANNCh (COOTBETCTBEHHO
H=49 p=008nH=3,5 p=0,2), Toraa Kak no ypos-
Hi0O UMK BbiABNEHO CTaTUCTUYECKU 3HAuMMOe OTauyue
(H=178, p = 0,0001). 3apnKCUpOBaHO CTaTUCTUUYECKM
3HayMMoe yBefIYeHne 3TOro MokasaTend y naumeHToB
OCHOBHOVW FpynMbl MO CPAaBHEHWUIO CO 3A0POBbLIMU AETbMU
COOTBETCTBYIOLWEro Bo3pacTa (cooTBeTcTBEHHO 92 [87;
1031 n 198 [175; 220]%; U-kputepuin; p = 0,00007). Mexay
ApYruMuy rpynnaMmy CTaTUCTUYECKM 3HAYMMOro pasnnuma
He BblABNIEHO.

lpynnbl cTaTUCTMYECKM 3HAaUYMMO oTnnvanuce (H=16,8, p
=0,0002) no ypoBHto aytoaHtTuten Kk ObM. 3ToT nokasartenb
6bIN CTaTUCTUYECKU 3HAYUMO 6OJbLLMM B OCHOBHOW rpyn-
e no CpaBHEHMIO CO 3[0POBbIMM AeTbMU (COOTBETCTBEHHO
17,55 [16,76; 20,59] n 34,2 [32,5; 35,2] ycn. eq.; U-kputepum;
p = 0,0001). CTaTUCTNYECKM 3HAUMMOTO Pasnuuna Mexapy
APYrMMW rpyrnnamMmm He BbisIBJIEHO.

BbiaBneHo ctaTucTnyeckn sHaummoe otnmume (H = 15,1,
p = 0,0005) mexay rpynnamu no cofgepaHuio ayToaHTUTen
K 6enky S-100. 3TOT noka3aTesib 6bl1 CTaTUCTUYECKU 3HAUU-
MO 60/IbLIMM B OCHOBHOW rpyrmne no cCpaBHEHNIO CO 340P0-
BbIMU eTbmu (CooTBEeTCTBEHHO 4,41 [4,09; 4,56] n 14,1 [12,1;
14,9]; U-kputepuin; p = 0,0004). CTaTCTMYECKM 3HAYMMOTO
pasnnuna Mexkay ApyrMMm rpyrnnamu He obHapy»unu. Y pe-
Ten ¢ UM no cpaBHEHUIO C MayveHTaMn C HemponaTuye-
ckoi dopmo Habnoaany TEHAEHLUMIO K BbISIBIEHUIO 3HAUYU-
moro pasnuuna (U-kputepui; p = 0,04), ogHaKo, yuntbiBas
nonpasky boHpeppoHu (p < 0,017), 3To oTAMYKe 6bIIO CTa-
TUCTUYECKN HE3HAUNMBIM.

Mpynnbl CTaTUCTMYECKU 3HaYMMO oTanyanucb (H = 13,7,
p = 0,001) no ypoBHio aytoaHTuTen K NSE (cm. pucyHok.)
DTOT nokKasaTefib Obl1 CTaTUCTUYECKM 3HAUMMO OONbLIVM
B OCHOBHOW rpynne no CpaBHEHWIO CO 340POBbIMU AETbMMU
(cootBetcTBeHHO 10,19 [8,78; 13,54] 1 30,1 (26,2; 31,0) ycn.
en.; U-kputepuin; p = 0,002) n getomun ¢ ALUIM (11,4 [9,86; 16,6]
n 30,1 [26,2; 31,0] ycn. eq.; U-kputepuid; p = 0,012). Mexxgy
3[0POBbIMU AeTbMM N BONIbHBIMU AETCKUM LiepebparnbHbIM
Mapannyom 3HauYMMbIX Pa3NMuUiAi MO 3TOMY MOKa3saTento
He BbIABNEHO.
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JIXH xapakTepusyeTca MHTpann3ocomasnbHbIM Hakone-
HMeM pasfinyHbIX COeANHEHUN, NPOAYKTOB UX Henpasusib-
HOW pJerpafjauum n CerpernpoBaHHbIX LMTOnIasmatmye-
CKUX KOMMOHEHTOB B Pa3HbIX KNeTKax 1 TMnax TKaHemn. 3tn
3aboneBaHVA ABNATCA CIEACTBMEM MOHMKEHHOW aKTUB-
HOCTW JIM30COMHbIX (EPMEHTOB, BbI3BaHHOW MyTaLUAMM
B KOAVPYIOLLEM FreHe COOTBETCTBYIOLEro pepmMeHTa, 3aLLuUT-
Horo 6enka, 6enka-aktuBaTopa MM GepmeHTa SHAOMNNA3-
MaTM4eCcKoro petnkynyma lonry, a Takxe cuctembl, KOTopas
OTBEYAET 3a NOC/IeTPAHCIALNOHHYI0 MogudrKalmio 6enka.
HakonneHune natonornyeckoro cy6ctpata B pasHblX KneT-
Kax Npou3BOANT K MYSIbTUCUCTEMHOIO NOpa)KeHua onpege-
NEHHbIX OPraHOB 1 TKaHen, B YaCTHOCTW HEPBHOW CUCTEMBI
(HeBponaTMyeckre ¢popmbl).

PaHbLe npaktnueckmn Bce JIXH cumtanu HekypabenbHbl-
mu. Celvac ycnelwHo nevat 6onesHb lowe, mykononvcaxa-
pvgosbl 1, 2,4, 6-ro Tuna. BaxHoe 3HayeHue B neYeHnn sTnx
3aboneBaHNl UMeeT JOCTYMHa PaHHAA U TOYHaA AMarHo-
cTuKa.

CyliecTByeT MHOroO MEeTOLOB AMAarHOCTUKMW MOBpeXe-
HWIA TKaHe MO3ra, OfHaKOo BCe 6osblle BHUMaHNA YAensaoT
nabopaTopHOI ANarHOCTMKe, KOTopas NpeaycMaTprBaeTca
onpepeneHne cogepxaHma HCb — 6ronornyeckn akTMBHbIX
MONEKY/, KOTopble cneumduyHbl K HEPBHbIM TKaHAM Y Bbl-
nonHaoT cneunduryeckre ana HuX GyHKUMW. MisyuyeHo okono
60 HCB mo3ra, KoTopble Mo fIoKanmsauum n CTpyKType Knac-
CUPUUMPYIOT Ha HeMpOHanbHble, FManbHble, LUTOMNIa3ma-
TUYeCKue, MeMbpPaHOACOLMNPOBAHHbIE U TOMY MOAOGHOE.
Onpepenerne yposHa HCB cnocobcTByeT paHHen guarHo-
CTVIKe NOPaKeHUN HEPBHOWN CUCTEMbI, NO3BONAET NPOrHO3U-
poBaTb TeueHune 3abosieBaHNI 1 3GGEKTUBHOCTb NeYeHMS.

Hanbonee nHdopmMaTMBHbBIMK ANA KINHULWCTOB ABAS-
toTca 6enkun S-100, OBM n NSE.

S-100 — KMCNbIA NPOTENH, KOTOPbIN CBA3bIBAET KabLUN.
CrHTe3UpYyeTCA NPenMyLLECTBEHHO acTPOrIMen 1 ABNAETCA
Mapkepom ocTtporo nospexgeHna LUHC. Ero yposeHb BO3-

pacTaeT nocne NHCYfbTa, YepenHO-MO3roBOWN TPaBMbl, MPW
OnyxonAxX rofoBHOro mMo3ra [2, c. 592].

OO6HapyXeHHbIi HaMW BbICOKWI TUTP ayTOAHTUTEN MO-
KeT CBUAETEeNbCTBOBATb O MPOTEKTUBHOM BAUAHWUMW aHTUTEN
K 6enKy S-100, HanpaBneHHbIN Ha yaaneHve 13 BHyTpuKIe-
TOYHOrO MPOCTPAHCTBA W3ObITOYHOrO KonM4yecTBa 3TOro
6enka, KoTopbin ctumynmpyet cmHTe3 NO 1 akTMBaLMiO MU-
Kpornuu [4, c. 56].

BTopbiM MexaHW3MOM MPOTEKTMBHOIO AEWCTBUS ayTo-
aHTVTeN B OTHOWeHUN 6enka S-100 MOXeT ObiTb BIVAHME
(cHWXeHMe) Ha obpa3oBaHMe aKTUBHbIX GOPM Kucnopoaa
B TEUEHNe, KOTOPble pa3pyLLatoT HeNpPOHbI [2, ¢. 591]. AyTo-
aHTWTena, perynupys ypoeHb 6enka S-100, BnuaeT Ha CUH-
Te3 acTpouutamn daktopa pocta ¢pnMbpobnacTos, TpaHC-
¢dopmmpoBaHHoro ¢pakTopa pocta E [5, c. 78].

Tutp aBTOaHTUTEN K OBM 3HaunTeNnbHO yBennuyMBaeTca
npu gemvenuvHusmpyowmx nopaxeHnax LIHC. 3a tutpom
3TUX aHTUTEN OMNPEAENAT CTEMNEHb BblPaXXeHHOCTU AemMu-
envHM3aumm. Ha paHHuUX CcTaguax AeMUenvHU3MPYIoLMX
3aboneBaHnii NPUUNHOWN AECTPYKUMM MUENMHa ABAAIOTCA
MeTabonunueckme HapylleHUs, KOTopble CONPOBOXKAATCA
aKkTuBaumen cneundryeckux NpoTeonuTmyecknx bepmeH-
TOB MUWeNNHA N MPOLIECCOB MEPEKUCHOrO OKWUCIEHUA Nn-
nugos. AytoaHTuTena K ObM yganatoT npogykTbl pacnaga
MUenunHa, No3xe y4yacTByloT B MpoLecce aeMmennHu3aunm
(MumpnKkpwua). 3aboneBaHne NpPUYOOPETAET ayTOMMMYHHbIV
XapakTep, Habnogaembli Npu sHUedanommenuTax u pacce-
AHHOM cKnepo3se [1, c. 23; 3, ¢. 228].

OpHUM 13 BaXHbIX MapKepoB nopaxeHua LUHC asnset-
cA NSE-depmeHT, yyacTByoOWMIA B peakuumax rnmkonmsa. Co-
JepXKnTca B uutonnasme 1 geHaputax HeMpoOHOB N HENpo-
SHAOKPUHHbIX KNeToK [5, . 85]. MNpwu pa3pyLlueHnn HenpoHoB
dbepmeT nonagaeT B IMKBOP, CKBO3b HapyLleHHbI Db npo-
HUKaeT B KpoBb. OnpefgeneHne yposHa NSE nnum aytoaHtu-
Ten K NSE MOXeT 6bITb KpuTepuem CTENEHN NOBPEXAEHNA
MO3ra unuv TeyeHnsa sabonesaHua [1, c. 26].
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