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HacaencrBeHHble 3KCTpanupaMHu/IHbIe 32001¢BAHUS OTHOCATCS K HMHBATUANZHPYIOIIMM H MAJOKYypadelbHbIM
00J1e3HsIM, TH0EJIb HEPBHOM TKAHH NPOMCXOIUT MyTeM ANONTO3a BCJIEACTBHE FeHeTHYEeCKHX MYTAIUii, BeAyIIHM
NPH 3TOM SIBJISIETCS NMPOrpecCHPYOLIMii HelipoJereHepaTUBHBIN NMponecc. AKTHBHOCThL HeiipojereHepauuu B
nocjejHee BpeMsi BCe 4alle CBA3BIBAIOT ¢ BBIPAXKCHHOCTHIO HelpoBocnmasneHns. OnTruyeckasi KOrepeHTHast
ToMoOrpagus y O0JNbHBIX HACICACTBEHHBIMH JKCTPANlMPAMHIHBIMH 3a00/ICBAHUAMH BbISIBHJIA H3MCHCHUS B
ceTYaTKe TIJIAa3HOro s10/10Ka, KOTOpble KOPpeaupyloT ¢ BbicOkoi KoHueHTpauueii THT® u ®HO-0 u
JJIMTEJIbHOCTHIO 3a00s1eBaHusl. IIpoBeaennoe KOMILJIEKCHOE KJIMHMKO-71200paTOpHOe "
HelipoodTanbmoiornyeckoe  00cjef0BaHME MANMEHTOB € HACHCACTBEHHBIMH  JKCTPANHMPAMHIHBIMH
3a001eBaHMAMHU: 00J1e3HBI0 I'eHTHMHITOHA, 3CCEHUHATBHBIM TPEMOPOM, TOPCHOHHON JHCTOHMeHl U 00/1e3HBIO
IlapkuHcoHa — BBIIBWIO HAJW4YMe HeHpPOBOCHAJICHMS, KOTOpOe XapaKTepu30Bajl0Ch BbICOKHUMH
KOHIEHTPAIMAMHU IJIHAJLHOTO HeiipoTpoduueckoro (akropa, akTopa HeKpo3a ONyXoJaH-0. ¥ IUTOKUHOB
(uHTepJIeiiknH-1, MHTepJelKMH-6). MeTod KOrepeHTHOH ONTHYecKoil ToMorpaguM BBISIBHJ BbIpaskeHHbIE
HU3MEHEHHUSI CO CTOPOHBI TOJIIMHBI CETYATKH, TOJINMHBI HEPBHBIX BOJIOKOH CETYATKHM M €105l TAHTIHOHAPHBIX
KJIETOK B CTOPOHY CHM:KEHMs MoOKa3aTeeil cpeau nanueHToB crapue 60 jeT, KoTOpble HMeJIN JMATHO3 «00/1e3Hb
[Mapkuncona». Pe3yabTarbl J1a00paTOPHOrO M HeHPOOPTAIBMOJIOTMYECKOT0 MCCIeJI0BAHUS YTOYHAIOT
NMaTOJIOTHYEeCKHEe KaCKaJbl, Y4YACTBYHOIIHE¢ B HeipoAercHepaTHBHOM IIpolecce, OTKPBIBAIOT HOBbIC
NMOTCHIMAIbHbIC MUIICHH /15l JICYUCHHS JAHHBIX 3200JIeBAaHUI H MOTYT OBITh HCIIOJIB30BAHBI /ISl JHHAMHYECKOI0
Ha0JII0JCHUS MAIMECHTOB C HACICACTBCHHBIMH JKCTPANMPAMHIHBIMH 3200/1¢BAHHSIMH.

KiroueBble  clioBa:  HAcJEACTBEHHBIC  OKCTpAalHMpaMHIHBIE  3a00NieBaHMs, HEWPOBOCHAJICHHE,  IJIHAIbHBIHA
Helporpoduueckuii Gpaktop, GakTop HEKPO3a OMyXOJH-0, HHTEPICHKHH-1, HHTePICHKHH-6, KOTepEHTHAsI ONTHYECKast
TOMOTrpadus.
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Hereditary diseases of the extrapyramidal system belong to disabling and poorly curable diseases, the death of
neural tissue occurs by apoptosis, due to genetic mutations, with the leading progressive neurodegenerative
process. The activity of neurodegeneration has recently been increasingly associated with the severity of
neuroinflammation. A comprehensive clinical, laboratory and instrumental examination of patients with
hereditary diseases of the extrapyramidal system: Huntington's chorea, essential tremor, torsion dystonia and
Parkinson's disease revealed the presence of neuroinflammation, which was characterized by high concentrations
of glial neurotrophic factor, tumor necrosis factor-o and cytokines (interleukin-1, interleukin-6). Optical
coherence tomography revealed pronounced changes in retinal thickness, retinal nerve fiber thickness and
ganglion cell layer with a decreasing trend among the patients over 60 years of age who were diagnosed with
Parkinson's disease. Optical coherence tomography in patients with hereditary extrapyramidal diseases revealed
changes in the retina of the eyeball, which correlate with a high concentration of GNTP and TNF-a and the
duration of the disease. The results of laboratory and neuro-ophthalmological studies clarify the pathological



cascades involved in the neurodegenerative process, open up new potential targets for the treatment of these
diseases and can be used for dynamic observation of patients with hereditary extrapyramidal diseases.

Keywords: hereditary diseases of the extrapyramidal system, neuroinflammation, glial neurotrophic factor, tumor necrosis
factor-a, interleukin-1, interleukin-6, optical coherent tomography.

[TpoGieMbl, BO3HUKAIOIIUE TP H3yYSHUH HACIICACTBCHHBIX O0JIC3HEH IICHTPAIbHON HEPBHON
CUCTEMBI, SBJIIIOTCA  BECbMa  CJIOKHBIMH. DONBIIMHCTBO M3 HUX  XapaKTEpPU3YHOTCS
MIPEUMYILIECTBEHHBIM MOPAXKEHUEM SKCTPAMPAMUIHON, MO3KEUKOBON WIM MUPAMUIHON CUCTEM
[1]. AxTyanbHbIM HampaBJICHHEM OCTAeTCS H3ydeHHE (HAKTOPOB, CHOCOOCTBYIOIIMX T'HOCITH
HEMPOHOB LIEHTPAJIBHOM HEPBHOM CHUCTEMbI BCJEICTBUE CO3JAOUIMXCA BHYTPUOPTAHHBIX
MATOJIOTMYECKUX YCIOBUH, CpeAM KOTOPBIX OJHHUM U3 TJIABEHCTBYIOIIMX (DaKTOPOB SIBISETCS
BocnasieHue. HeipoBocmaneHue MOXKHO OIpeneiuTh Kak IMpoIecc, MpU KOTOPOM cOOCTBEHHas
MMMYHHAs CHICTeMa MO3ra aKTUBHPYETCS B Pe3yJbTaTe UIIEMUU, TPABMbl, HH(EKIHNH, BO3ICHCTBUS
TOKCHUHOB, HEHPOJEreHEPATUBHOIO MPOLIECCA, CTPECCA UIIU CTapEHUsI. Y CTAHOBJIEHA POJIb (PaKTOPOB,
IIPOBOLMPYIOLINX BOCHAJIEHUE U CIIOCOOCTBYIOIIMX PA3BUTHIO HEMPOAereHepaTUBHBIX 3a00JI€eBaHUI
HEepBHOM crcTeMbl [2]. OTMedeHa poJib IKCAUTOKCHYHOCTH | TIOBBIIIIEHHOH aKTUBAIMHU [TyTaMaTHBIX
NMDA-peuentopoB mnpu ©Oone3nn I'entunrrona [3]. BeisBiaen agucbanaHc IEHTPaIbHBIX
HEHPOTPAHCMUTTEPOB MPHU TOPCHOHHOM aucToHuu [4]. YcraHOBICHO, YTO HEHPOAETreHepaTUBHBIN
npouecc B IHHC mnpuBoauT K aKTUBAlUM HMMMYHOJIOTMYECKH PEJIEBAHTHBIX TI'E€HOB, KOTOpPbIE
OOBEAMHAIOT MMMYHHYIO M HEpPBHYIO cHcTeMbl [5]. B HepBHOW TKaHH Jake HEBBIPAKCHHBIC
MPOBOCTIAJIUTENIbHBIE  CUTHAJBl CTUMYJIUPYIOT CHHTE€3 BOCHAJIUTEIBHBIX MEAUATOPOB H
BBICBOOOXIEHHE XeMOKHHOB [6]. B T0 ke Bpemst Oosie3Hb ['eHTHHITOHA MOKHO pacCMaTpUBATh Kak
MOJIE€Tb JJIi W3Y4YEHMs] HeWpoJereHepaTHUBHBIX 3a0osieBaHuil [7]. BbIgBI€HHBIE CTPYKTYpHO-
(GyHKIIMOHATBHBIE H3MEHEHUS TOJIOBHOTO MO3Ta Ha paHHel cTaauu 6one3Hu [lapkuHcOHa MOMOTaI0T
OIICHHUTH CTETIEHb MOPaKeHUs HEPBHOM TKaHu [8]. YTouHeHHe posiu HEHPOBOCTIATICHUS U YIaCTHs B
€ro pa3BUTUM TaKUX MAaTOTEHETHMUYECKHUX (PAKTOPOB, KaK CHHTE3 HEHPOTPO(UHOB M IUTOKHHOB,
MOKET OBITh MCHOJIb30BAHO B TEPANEBTHUECKUX LIENAX M, BOZMOXKHO, MO3BOJUT CHU3UTH TEMIIbI
IIPOrPECCUPOBAHUS JTaHHBIX 3a00JIeBaHUH.

Llenp uccaenoBaHus: MPOBECTH KOMILIEKCHOE KIIMHUKO-1a00paTOpHOE M HHCTPYMEHTAIbHOE
oOcieoBaHNEe NAIlMEHTOB C HACJEACTBEHHBIMH  SKCTpAUPAMUIHBIMU 3a00J€BaHUSIMH IS
YTOYHEHHSI pOJIM HEMPOBOCIIATIEHUS B HEWPOIETEHEPATUBHOM IIPOLIECCE.

Martepuanbl M MeTOAbI MCCJIEJOBAHMA: Oobutn  oOcnemoBaHbl 39 OONBHBIX C
HACJIEJICTBEHHBIMU JKCTpanupaMuaabiMu 3abosieBanusimu (HO3): Gonesns ['entunrrona (n=12),
6one3np Ilapkuncona (n=10), scceHuumanbHbIi TpemMop (n=9), TopcuOHHas IUCTOHUA (n=S).
Cpennuii Bo3pact OonbpHBIX 49,6 roma. Myxuunbl coctaBisin 74%, xeHmHbl — 26%. bpuin

MMPOBEACHBI KIIMHUKO-HCBPOJIIOTNYCCKOC, MOJICKYJIIPHO-TCHCTUYCCKOC, HCI\/'IPOO(I)T&HLMOJ'IOFI/I‘ICCKOC



oOcnenoBanue u JabopaTopHoe UcciieoBaHue. /[BurarenpHas akTHBHOCTh OLICHUBAJIACh 10 UHAEKCY
MobunpHOCTH PuBepMuara (RMI). ¥V Bcex manueHTOB AUarHo3 ObUT MOATBEPKIACH MOJIEKYISIPHO-
TCHETHYECKUM ucciieoBanueM. [Ipu 6osie3nn ['eHTUHITOHA IPOBOIMIIOCH HCCIIEIOBAHUE METOJIOM
nonumepasHoit nenHoi peaknuu (ITL[P), cexenuposanus B rene IT15 (HTT) u dparmenTHOrO
ananmu3a 1 sx30Ha rena HTT. Besasinocs konmmuectBo LAl -moBTOpoB (B HOpME He Oombie 36).
TopcuoHHass AMCTOHUS OIpeAessIach METoIOM InpsMoro cekBeHupoBanus reHa GCHI, rena
THAP1, renma SPR. MonekynsspHO-T€eHETUUECKOE MCCIEN0BAaHUE 3CCEHLUUAIBHOIO TpeMopa
npoBoauiiock IIP-uccnenoannem va xpomocome 3q13. I1pu 6ose3nu [TapkrnHCOHA HCCIIEIOBANCH
reasl: PARKS8 (LRRK2), PARK2, PARK7 (DJ1) IIIIP-uccnenoBanuem. MeToa0M ONTHYECKOM
korepeHTHoi Tomorpaduu (OKT) 6110 MpoBeaEHO AeTalIbHOE UCCIIeI0BaHUE 3PUTEIBLHOTO HEPBa U
CeTUaTKHU I1a3HbIX 510710K y 30 mauuenToB. HelipoBusyannsanus cCeTYaTKU U 3aJHETO OTpE3Ka riasa
MIPOBOAMIIACH C MCIIOJIB30BAHHEM HU3KOKOTEPEHTHBIX JIydel MH(paKpacHOro cBeTa (IIMHA BOJHBI
830 uMm). OueHUBaNKCH CIENYIOIINE MOKA3aTeNIH: TOJIIMHA CJIO0S TaHTJIMO3HBIX KIIETOK CETYaTKU
(TCI'KC); TonmmuHa HepBHBIX BOJIOKOH cetdyatku (THB); TonmmHa ceTyatku B MakyJIsipHOM 30HE
(TCM3). Kontponpsnyto rpynmy coctaBisuid 30 370pOBBIX J100pOBOJIBIEB. Y BCEX MAIIMEHTOB
uccienyeMbix rpynn (n=69) ObLIM OmpeneieHbl YpOBHU OelkoB BocmalieHus: ((pakTop HEKposa
onyxomu-o.  (®HO-a)), wunrepneiikun-1 (MJI-1), wuntepneiikun-6 (MJI-6)) U TJIUAIBHOTO
Herporpopuueckoro dakropa (THTD) mMmyHOPEpPMEHTHBIM METOJIOM B 00paslax CHIBOPOTKHU
kpoBu. IlponsBoaunu 3a00p BEHO3HON KpOBM HATOIlaK B YTPEHHHE 4Yackl B oObeme 10 mul.
Hcnonb3oBanu Habops! pupmsl RayBiotech, Inc B cooTBeTCTBUM ¢ HHCTPYKIMSAMU TPOU3BOIUTEIIS.

[Toporossie Benuunnbl onpeaenenus: ®HO-o — 8,1 nr/mm; NJI-1 —4,9 nr/mn; UJI-6 — 7 nr/mu;
I'HT® - 5 nr/mn. Craructuyeckas oOpaOoTka NpPOM3BOAMIIACH C HCIOJNb30BAaHHEM I1aKeTa
STATISTICA 9.0 (USA).

PesynbTaTsl HecIef0BAaHUA U UX 00CyKAeHHE

Knunuko-HeBponornueckas KapThHa Oblla  MpeIcTaBiIeHa TUIEPKUHETUYECKUM -
TUIIOTOHUYECKUM (74%) ¥ THITOKMHETUYECKUM-THITEPTOHUYECKUM (26%) cHHApOMaMHu.

Knunuko-HeBposornueckas XapakTEepUCTUKA MAallMeHTOB: y 12 manueHToB ¢ 0OJIE3HBIO
I'enTuHrTOHA CpeHMiA Bo3pacT coctaBisin 33,7+4,93 rona, qurenbHOCTh 3aboneBanus — 4,6+£1,55
roaa, y 6 6ombHbIX (50%) Xopendeckuil TUMEpKUHE3 ObUT YMEPEHHO BBIPAXKEHHBIN, 6 MallEeHTOB
(50%) umenu BBIpa)KEHHYIO CTENEHb JBUraTeNIbHBIX HApPYLIEHUH, y 2 MalMeHTOB ObUIa OTMEYeHa
purugHas gopma. MoTopHast akTUBHOCTb 110 UHJeKCy PuBepmuara cocrasisiia Manexke Pusepmuar
10+4. Cpenu marnuentoB ¢ 6onesnbto [lapkuncona (n=10) OblIM BBIZENICHBI CIEAYIOUIHE (POPMBI:
aKMHETUKO-pUTHIHO-IpoxaTenbHas (opma (84,7%), akuHeTuko-puruaHas (opma 3aboseBaHus
(12,3%), npoxarenbHas ¢opma (3,0%). Bo3pact manuentos ¢ 6one3nbto [lapkuHcoHa cocTaBiisi

71+7 ner ¢ nebrorom 3aboneBanus B 61,1+£8,57 roma. JlmuTenmbHOCTH OOJIE3HHM OT MOMEHTA



YCTaHOBJICHUS AuarHo3a coctapisiia 11,4+4,35 roga. V 3 manueHToB ObUTH BBISIBIICHBI OCIIOKHEHUS
B BUJE (IIIOKTyauuid u auckuHe3un. O0mas onenka cuMmntomMoB Oone3nu [lapkuncona — 55,5+7,4
6amta. MoTopHasi akTUBHOCTh 10 HMHJAEKCY PuBepmuara cocrasnsuia 1043, Cpeny manueHTOB ¢
ACCEHIIMAIBLHBIM TPEMOPOM BO3pacT marueHToB coctaBiasn 40,6+7,64 roma, Bo3pact jaebroTa
3a0oneBanug Obpu1 28,6£10,3 roma, AIUTENBHOCTH OoJie3HH 5,0+3,77 roma. Y 6 mnamueHTOB
oTMedYanach JIOKanbHas ¢opma, y 2 — reHepanu3oBaHHas (opma runepkuneza. CreneHb
BBIPQ)KEHHOCTH JIBUTATEIbHBIX HAPYIIECHUH ObliIa B BUIE JIETKUX Y 60% MalueHToB U YMEPEHHBIX Y
40% manuenToB. MoTopHasi akTUBHOCTh 10 HMHIEKcY PuBepmuara coctaBmsia 12+2. Cpengnuii
BO3pACT IMAIMEHTOB C TOPCHOHHON JUCTOHHMEW cocTaBisul 26,5+4,5 roma, nokampHas (opma
Habmromanack y 5 uenoBek, reHepannzoBaHHas ¢opma — B 3 ciuydasx. [Ipu nokanbHOl (opme
OTMEYAJINCh TUCTOHWYECKAs 1103, THUIIEPKUHE3bl B PYKAaX W MBIIIIAX Iien. B pykax oTMedainch
HEMPOU3BOJIbHBIC JBIKEHUS, UMEIOIINE aTeTOMIHBIA XapakTep. B mpokcHManbHBIX OTAENIaxX pyK
TUMEPKUHE3bl TPOSBISUIMCH CHIIbHEE, 4YeM B JUCTalbHbIX. [Ipu renepamm3zoBaHHON (opme
OTMEYAJIMCh TUTICPKUHE3BI MBIIII] TYJIOBHIIA, THTICPKIUHE3bI MBIIII] PYK U HOT, IIICH, CIIa3MbI JINIIEBON
MYCKYyJIaTyphl, HApyIIEHUS peYH, HApPYyIICHHE IOXOJKH, TOCTypaIbHBIH Tpemop. MoTtopHas
aKTUBHOCTH MO0 MHJEKcy PuBepmuara coctaBisa 9+1. MonekynsipHO-TeHETUYECKHM METO0M ObLIT
MOATBEP>K/ICH HACIIEJICTBEHHBIN XapakTep 3a00yeBaHuii y 00cie0BaHHbIX OOJIbHBIX.

Jannupie UMMYHO(EPMEHTHOTO aHalIn3a CBUICTEIBCTBYIOT O TOM, 4YTO KOHIIEHTpaIus
IMAJIBHOTO HepoTpoduueckoro ¢akropa B CHIBOPOTKE KPOBU Yy OOJBHBIX HACJIEICTBEHHBIMU
AKCTpANUPaMHIHBIMK 3a00I€BaHUSIMU ObLTa CTaTHCTHYECKH 3HaUYuMO (p<0,001) Bbime (423,2+73,2),
4eM B KOHTpoubHO# rpymme (220,4+15). ®HO-a B chiBopoTKe KpoBH marueHToB (74,30 [46,42;
94,88] ur/mn) craructuyecku 3Ha4nMo (p<0,001) BbImie, yem B koHTposbHOU Tpymme (11,20 [10,17;
20,55] ur/mi). Konnentpanuu 0e1KoB, y9acTBYOIINX B mporiecce Heiposocnanerus (MJI1-1, NJI-6),
y TAlMEeHTOB OCHOBHOM TPYMIBI MUMEIOT JIOCTOBEpPHBIC Pa3jvyuus B CPABHEHHH C KOHTPOIBHOM

rpynmoi (p<0,001) (puc. 1).



CopepraHue T’HTP, PHO, U/1-1, U1-6 B
CbIBOPOTKe KpoBMW nauyueHTos H33 u
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Puc. 1. Konyenmpayuu 'HTD, ®HO-o0, UJI-1 u UJI-6 6 cvisopomie Kpo8u y nayueHmos ¢
HACIe0CMEEeHHbIMU IKCMPANUPAMUOHBIMU 3a00Ne8AHUAMU U 8 KOHMPOIbHOU epynne, * —

CMAamucmuyecKkas 3Ha4UMOCms pasiuduil 3nadenutl ¢ konmpoashot epynnot (p<0,001), ANOVA

OTMEYeHO, YTO TMIOKAa3aTelH, IIOJIyYCHHBIE C IIOMOIIBIKD ONTHYECKOW KOTEPEHTHOM
tomorpaduu (00Ias TOJIIMHA CIO0S TaHTTIMOHAPHBIX KJICTOK, TOJIIMHA CJIOS HEPBHBIX BOJIOKOH
CeTYaTKH MW TOJIIUHA CJIOS MAKYJIIPHOH 30HBI), y TAIMEHTOB C HACJIEACTBEHHBIMU
AKCTPATUPAMHUIHBIMU 3a00JIEBAHHSIMA HE UMEIOT JIOCTOBEPHBIX Pa3IMUHii B CPABHEHUHU C TPYIIION
KOHTpOJIs (Tadm. 1).

Tabmuna 1

[TapameTpsl ONITHYECKOI KOTEPEHTHOI ToMOTrpaduu y O0JIbHBIX HACIEICTBEHHBIMU

OKCTpannrupaMuIHbIMU 3a00JIEBaHUSIMHU

[Toxazarens (HM) OcHoBHas rpynna | KonTponbHas rpynmna p
TOMIMHA ~ CCTHATKIL B | 595 55 4 17 43 287,57+ 12,33 | p=0,575891
MaKyJISIPHOHW 30HE
odmas TOMIMHA CIOR | g3 44 4 15 54 9541+ 11,70 | p=0,895152
raHFJ'II/IOHapHBIX KIJIICTOK
TOJIIHHA HEPBHRIX | 102 15 + 14,34 103,60 + 11,52 | p=0,937435
BOJIOKOH CCTUHATKHU




[lpn mpoBeneHHM CpPAaBHHUTEIBFHOTO AaHAIN3a IIOJMYYCHHBIX JaHHBIX BBIABICHO, YTO Y
nanuenToB ¢ HO3 crapme 60 neT B cpaBHEHUHU € MOKAa3aTENIIMU KOHTPOJIBHOW IPYIIBI OTMEYEHO
JIOCTOBEPHOE CHMKEHHE OOIIEH TOJIIMHBI CJIOS TaHTIMOHAPHBIX KIETOK, TOJIIUHBI HEPBHBIX

BOJIOKOH CETYAaTKU M TOJIIIMHBI CETYaTKU B MakyJsipHoit 30ue (p<0,01) (puc. 2).
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Puc. 2. Pezynomameol onmuueckotl koeepenmuou momoepaguu nayuenma K. (78 nem). Juaenos:

bonesznwv Ilapkuncona, oposxcamenvuo-pueuonas gpopma, Il cmaous no Xen u Ap

BriABiieHa cuiibHAs KOpPpEALMOHHAs CBA3b MexAy ypoBHeM KoHueHTpauuu [HTD u
ypoBHeM nutokuHoB (UJI-1, NJI-6) u ®HO-«; uem BoIie koHIeHTpanus HepoTpopuna THDT, tem
BBIIIIE YpOoBeHBb MUTOKUHOB (1=0,33, p<0,001).

bbutn monydeHbl M NPOAHATM3UPOBAHBI PE3YJIbTaThl KIMHUYECKOIO, Ja0OpaTOPHOrO M
HENPoO(pTAIIEMOIOTHYECKOT0 UCCIIEI0BAaHHM MAIIMEHTOB C HACIEACTBEHHBIMH YKCTPATUPAMUIHBIMU

3a00JIeBaHUSIMHU. BhIsSBIEHHBIE J'Ia60paT0pHBIM )41 HeﬁpOO(pTaHBMOJIOF HYCCKUM HCCIICIOBAHUCM Y



nanueHToB ¢ Oose3Hplo [lapkuHCOHA NpU3HAKK HEMPOBOCIHAJIECHHS JOMOJHSIOT COBPEMEHHBIE
NPE/ICTABICHUST O POJIM HEHPOBOCHAJICHUS MPU HelipojereHepaTuBHbIX 3a0oneBanusx [9]. Tak, y
HNanueHToB ¢ Oone3Hpto [lapkuHCOHa B CHMHHOMO3TOBOM JKHJIKOCTH ObUTM  OOHApY>KEHBI
BocnanutenbHbie dhakTopsl (PHO-a, NJI-6, MJI-10), koTOphIEe, IO MHEHUIO YYCHBIX, YKa3bIBAJIA Ha
obIcTpOE nporpeccupoBanue 6ose3un [lapkuncona [10-12]. V mauueHToB ¢ 605¢3Hb10 ['€HTHHITOHA
OBLITO BBISIBIICHO, YTO YPOBEHB Psifia MPOBOCHAIUTEIBHBIX IIMTOKUHOB, B yacTHOCTH WJI-6 u 1JI-8,
MOBBIIICH B KPOBH YK€ Ha MPEKIMHUYECKO# cTanuu 0ose3nu [5]. B To ke Bpems y MamnueHTOB
3CCEHUHUAJIBbHBIM TPEMOPOM M TOPCUOHHOW JIUCTOHUEH 3TU JAHHBIE BBISBIICHBI BIIEpBbIE. Takum
o0Opa3oM, OOHapykeHO, 4TO y mnamueHToB ¢ HO3 He3aBUCMMO OT MaroreHes3a 3amycKaroTcs
MEXaHU3MBbl, AKTHUBU3HUPYIOLIUE IIPOLECC HEHPOBOCHAIECHUS B CTPYKTypax TIOJOBHOIO MO3ra,
KOTOpO€ IpOsABIIAETCS MOBbIMIEHHBIM cuHTe30M ['HT®, B TO ke BpeMs yCHJIMBAaeTCs BbIpaOOTKa
®HO-a, WJI-1, WJI-6, KoTOpBhIE OTHOCATCS K MPOBOCHAIUTEIBHBIM ITUTOKWHAM KJIETOYHOTO
AHTUTEeHCHEIM(PUIECKOTO U PEryJsToOpaM T'yMOPAJIbHOIO aHTUTE€HCHEIU(PUIECKOr0 MMMYHHOTO
orBeta. HeoOX0auMo OTMETUTH, UYTO BBIABJICHHBICE H3MEHEHHUS CO CTOPOHBI KOHIICHTPALUU
ueriporpopuna 'HTD® npu Takux 3a0oiieBaHUAX, KaK 00Je3Hb [ CHTHHITOHA, JCCCHIIMATBHBIN
TpeMop, TOpcuoHHas AUcToHUs U bII, MOXKHO paccmaTpHuBaTh KakK 3alllUTHBIA MEXaHU3M CO CTOPOHBI
opranm3ma [13]. OgHako OH HE MOXET ObITh peaaM30BaH B IOJHOW Mepe H3-3a OTCYTCTBHS
AKHU3HECIOCOOHBIX PELENTOPOB-MULIEHEH, T.€. COXPAaHHBIX HEMPOHOB I'OJOBHOI'O MO3ra, KOTOpHIE
YTPa4MBaIOTCS 110 MEPE MPOrPEeCCUPOBaHUs HEMPOIereHepallMOHHOT0 npoliecca. Takue peHOMEHBI
C THUIIEPCUHTE30M HEUPOTPOPUHOB HAOIIOJAIOTCS W IMPH HACIEIACTBEHHBIX HEPBHO-MBIIIEYHBIX
3aboneBanusax [14]. M3yuyenue odTanbMoNOrHueckux MapkepoB mpu Oone3Hu I[lapkuHcoHa u
00s1e3Hu ['eHTUHITOHA Ha (JOHE HEHPOJEreHepaTUBHOIO MPpoLiecca SBISETCS aKTyalbHbIM Hay4YHbIM
HanpaBienueMm [15, 16]. OnTuyeckass korepeHTHas ToMorpadus y OOJIbHBIX HACJICICTBEHHBIMH
SKCTpaNMUpPaMUIHBIMU 3200JIEBaHUSMHU BBISBHIIA U3MEHEHHsSI B CETYATKE TJIA3HOTO sI0J0Ka, KOTOPbhIE
KoppenupyroT ¢ Bbicokoi koHueHTpaueid [HT® u ®HO-o u nnutensHOCTHIO 3a000eBanus. OqHaKO
Hau0oJiee BhIpa)KeHHbIE N3MEHEHU s Ha0II0AaUCh y MAllMeHTOB ¢ OoJie3Hbto [apkuHCOHa B Bo3pacTte
crapire 60 jeT. DTo MOXET OBITh CBSI3aHO C TeM (DaKTOM, YTO CEeTUaTKa TJIa3HOro s0J0Ka MUMEET
JOCTaTOYHO ABTOHOMHYIO HEHPOTPO(PUUECKYIO PEryislui0 M y MalMeHTOB MOJIOAOr0 BO3pacra
CYIIECTBYIOT KOMIIEHCATOPHBIE MEXAHU3MBI, MPEMSITCTBYIONINE THOETN HEHPOHOB CETYATKH, B TO
BpeMs KakK y MOXWIbIX MallMEHTOB 3TH (U3NOJIOTUYECKHE MEXAaHU3MBbI C BO3PACTOM yracaroT, U
MIaTOJIOTUYECKNE M3MEHEHUS B CTPYKTYypaxX TOJIOBHOIO MO3ra HAayMHAKOT BO3JECHCTBOBAaTH M HA
HEWPOHBI CETYATKU. YUEHbIE OTMEUAIOT B3aUMOCBSI3b MEKy U3MEHEHUSIMU Ha CETYaTKE, a HUMEHHO
CHUKEHUEM €€ TOJIIINHBI, U '3MEHEHHUEM TOJIIIUHBI ONIPEACIICHHBIX Y4aCTKOB KOPbI TOJIOBHOT'O MO3Ta
y manueHTtoB ¢ BIT [17]. Tak, oTMedeHa KOppEISIMOHHAS B3aUMOCBSI3b HW3MEHEHHUS TOJIIUHBI

BHCOYHOI'O CCKTOpa HUKHETO KBAJ[paHTa CCTYATKHU C TOHHIHHOfI BerHeﬁ TEMEHHOM HU3BUJIMHBI, a



TaKKe psijia ApyTux nokaszaTeneit (TONILKHBI BepXHEH nonycdepsl nepudonea, BEpXHET0 KBaIpaHTa
nepugoBea ¢ TONIUHON BEPXHEH 3aThJIOYHON U3BIWIIMHBL, PJIa YIaCTKOB MeprudoBea co CpeaHen u
BEepXHEW JOOHBIMH W3BWJIMHAMH, 30HOW OOOHSTEIHHOW OOpO3/bI) y IMAIMEHTOB C OOJIE3HBIO
[lapkuHCOHAa C KOTHUTHMBHBIMH HapyIICHUSMH U 3pPUTEIbHBIMU PaccTpOMCTBaMU (WIUTIO3USIMH,
rauronuHausyu) [18].

3akiaro4eHue

[IpoBeneHHOE KOMIUIEKCHOE KIMHHUKO-Ta00paTopHOe H  HEWPOO(PTaIbMOIOTUYECKOE
oOcienoBaHNEe TMAIlMEHTOB C  HACIEACTBEHHBIMH  HOKCTpAaNHMpPaMUAHBIMU  3a00JIEBaHUSAMU,
MIpe/ICTaBJICHHBIMU 00JI€3HBI0 [ eHTUHITOHA, 3CCEHIIMATIBHBIM TPEMOPOM, TOPCUOHHON JUCTOHUEH U
Oone3npto IlapkuHCOHA, BBIABMIIO HAJMYUE HEHPOBOCHAJICHHS, KOTOPOE XapaKTEepPH30BaIOCh
BBICOKMMH KOHIIEHTPAIMSIMU TJIHAIBHOTO HehpoTpoduyueckoro dakropa, ¢akropa HEKpo3a
OIyXOJIM-0. U LUTOKUHOB (MHTEpJIeHKHUH-1, HHTepleHKnH-6). MeTol KOrepeHTHOM ONTHYEeCKOn
ToMOrpauy BBISBUII BBIPAKEHHBIE U3MEHEHHSI CO CTOPOHBI TOJIIMHBI CETYATKH, TOJNIIUHBI CIIOS
HEPBHBIX BOJIOKOH CETYAaTKHU U CJIOSl TaHTJIMOHAPHBIX KJIETOK B CTOPOHY CHMIKEHUS IOKa3aTelsel
cpeau manueHToB ctapuie 60 jeT, KoTopble UMeNIN auarHo3 «oonesHs Ilapkuncona». PesynbpraTsl
1abopaTopHOrO0 W HEWpPoO(DTaTbMOJIOTHYECKOTO HCCICJOBAHMS YTOUYHSIOT MATOJOTHYECKHE
KacKaJibl, y4aCTBYIOIINE B HEWPOJIEreHepaTUBHOM IPOIECCE, OTKPHIBAIOT HOBBIE MOTEHIHAIBHBIC
MUIIEHHU JUISL JICUYSHHs JaHHBIX 3a00JIeBaHUI W MOTYT OBITH MCIIOJNB30BaHBI JJISI THHAMHYECKOTO

Ha6J'IIOJIeHI/I$I MMalqMCHTOB C HACJICACTBCHHBIMU SKCTpAlTMpaMUIHbIMUA 3a00JICBaAHUSIMHU.
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