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KJIMHUYECKHWH OB30P (COBCTBEHHOE HABJIFOJIEHME) FOJIE3Hb
I'AJUIEPBOPJIEHA-IIITATIIA

Mapus JImutpuesna Opnosal, Mapuna Banentunosna Hecreposal?

'Kadenpa HepBHBIX GONIE3HEN, HEUPOXUPYPIUU U MEAUIMHCKON T€HETHKH

OI'bOY BO «VYpanbCkuil TroCyAapCTBEHHbIM MEIUIMHCKUN YHUBEPCUTET»
Munucrepcrsa 3apaBooxpanenus: PO

?OBYH «ExaTepuHOYprcKMii MeIMIMHCKUNA-HAYYHBIA HEHTP NPOPUIAKTHKA H
OXpaHsbl 310pOBbs pabouMX MpoMnpeanpusTuit» PocnorpeOuanzopa

ExarepunOypr, Poccus
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AHHOTAUMSA

BBenenue. IlaHTOTEHaTKHHA3a-aCCOLIMMPOBaHHAsA HeWpoaereHepanus (0ose3Hb
[NannepBopaena-1lnarua — peakoe ayTOCOMHO-PELIECCUBHOE 3a00J1€BaHUE, KOTOPOE
MOPAYKAET MPEUMYIIECTBEHHO Oa3ajibHbIE TAHIJIMM M CBSI3aHO C HAKOIUIEHHUEM B
TOJIOBHOM Mo3re kene3a. Hamu omucana maruentka ¢ atunuaHoit ¢popmoit BI'TI.
Haubonee xapakTepHbIMU NMPU3HAKAMH JAHHOTO 3a00JIEBaHUS SIBJSIOTCS CHUHIPOM
MapKUHCOHU3MA, PA3JIMYHbIE BHUJIbI TUIEPKUHE30B, MMPAMUIHbIE 3HAKU, CHHKEHUE
KOTHUTUBHBIX (DYHKIUH, MUTMEHTHASI PETUHONATHUS U aTpO(Ust 3pUTEIbHBIX HEPBOB.
Ha MPT y nanuieHTKH BbISIBJICHBI XapaKTEPHbIE U3MEHEHUS B 001aCTH MEAUAIBHOTO
CerMeHTa OJeIHOro mapa (CUMOTOM «IJa3 TUTpay»). PaccMOTpeHbl OCOOEHHOCTH
KJIMHUYECKUX IposBiieHnid bI'T, Bonpockl AMarHOCTUKH U COBPEMEHHOTIO JICYEHUS.
Leap wmcciaegoBaHMss — pPaccMOTPETb OCOOEHHOCTHU KIMHUYECKUX IPOSBICHUMN
BI'III, BOmpOCH NMAarHOCTUKHA U COBPEMEHHOIO JieueHUsA. Marepuaj U MeTOABbI.
[IpoBenen nuteparypHbiii 0030p maroMopdoyioruy, MmaroreHesa, Kiaccupukaluu,
i depeHunanbHOl  AUATHOCTUKH, MOJMMOp(H3Ma KIMHHUYECKUX MPOSBICHUH,
JUArHOCTUYECKUX M JieueOHbIx mnoaxonoB BI'H. IlpoBeneH HeBpoiorudeckuit
OCMOTp IMAILMEHTKH, TaKKe onncana MPT-kapTuHa TaHHOW MAalMEHTKU U IPOBEAECHA
mupdepeHuranpHas  JUArHOCTMKa  JaHHOrO  3aborneBaHud.  Pe3yabrarTsl.
O6napyxena arunuyHas ¢opma BI'I. IlpoBenen muTepaTypHbli 0030p
naroMop¢osoruu, MaTOreHE3A, KJ1accuuKaIuu, nuddepeHnaIbHOMI
JIUArHOCTUKH, NoJuMop(du3Ma KIMHUYECKUX NPOSBICHUM, AMArHOCTUYECKUX U
Jed4eOHBIX NOJAXOJO0B JaHHOM maronoruu. BeiBoabl. [locTaBneH guarHos u
HA3HAYEHO ONTHUMAJIBHOE JICUCHHE.

KiroueBble ci10Ba: IaHTOTEHAaTKWHA3a-aCCOLIMMPOBAHHAs HEWpoaereHepanus,
6onesnp  ['amnepBopaena-lllnatma,  mapKUHCOHW3M,  TUCTOHHS,  TPEMOP,
KOIHUTHBHBIE HAPYILICHHUS.

CLINICAL REVIEW (OWN OBSERVATION) GALLERVORDEN-SPATZ
DISEASE

Maria D. Orloval, Marina V. Nesteroval?

!Department of Nervous Diseases, Neurosurgery and Medical Genetics

Ural state medical university

2Y ekaterinburg Medical Research Center for Prophylaxis and Health Protection in
Industrial Workers

Yekaterinburg, Russia

Abstract

Introduction. Pantothenate kinase-associated neurodegeneration (Gallervorden-
Spatz disease is a rare autosomal recessive disease that mainly affects the basal
ganglia and is associated with the accumulation of iron in the brain. We have
described a patient with an atypical form of BGS. The most characteristic signs of
this disease are Parkinsonism syndrome, various types of hyperkinesis, pyramidal
signs, cognitive decline, retinopathy pigmentosa and optic nerve atrophy. The
patient's MRI revealed characteristic changes in the medial segment of the pale globe
(the "tiger's eye" symptom). The features of clinical manifestations of BGS, issues of
diagnosis and modern treatment are considered. The purpose of the study is to
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consider the features of clinical manifestations of BGS, issues of diagnosis and
modern treatment. Material and methods. We have conducted a literary review of
pathomorphology, pathogenesis, classification, differential diagnosis, polymorphism
of clinical manifestations, diagnostic and therapeutic approaches of this pathology.
Results. The diagnosis was made and optimal treatment was prescribed.
Conclusions. The diagnosis was made and the optimal treatment was prescribed.
Keywords: pantothenate kinase-associated neurodegeneration, Gallervorden-Spatz
disease, parkinsonism, dystonia, tremor, cognitive impairment.

BBEJEHUE

[TanTOTEHaTKMHA3a-aCCOLMUPOBAHHAS HelpoaereHepamnus (Oone3Hp
lNannepBopaena-Ilnarna (BI'LI)) — 3To penkoe HacieACTBEHHOE JereHEPaTHBHOE
nporpeccupylouiee 3a00jJeBaHUE HEPBHOM CHCTEMBI, CBSI3aHHOE C HAKOIICHUEM
xKejeza B 0Oa3alibHBIX TaHIJIUSAX, KOTOPOE MPOSIBIAECTCS OSKCTpanupaMUIHBIMU,
MUPAMUIHBIMU M KOTHUTUBHBIMU HAPYUICHUSMH, a TAKK€ B HEKOTOPBIX CIydasix
SMIICTITHYCCKUMHU MPUTIAJKaMHU M MIMTMEHTHOM JiereHeparueit ceruatku [1].

BnepBeie »Ta Oone3np Obuta omucada B 1922 romy HEMEIKHMHU
Heipomopdonoramu 0. I'amnepBopaenom u I'. Ilmatnem. PacnpocTpaHEHHOCTH
sToi maronoruu kpaiiHe penaka: 1:1 000 000. My»X4YuHBI U KEHIIHUHBI OOJCIOT C
OJIMHAaKOBOW 4YacToToil. B HacTosiee Bpemss HIeHTU(PHUIMPOBAHO 12 TeHOB, IpH
MyTallMd KOTOpPBIX MOryT IpuBectd K passuturo bIII.  Ycranosneno, 4uro
HACJIEIOBAHUE ATOM IATOJIOTUHU IMPOUCXOAUT IO ayTOCOMHO-PELIECCUBHOMY THILY,
BCTPEUAETCS KaK B CHOPAJWYECKUX, TAK U CEeMEWHbIX ciydasx. Camol yacToi
dopmoii BI'IIl sBasieTcst HelpoereHepaiusi, acCCOMUPOBAHHAs C MyTallueld reHa
naHTtoTeHaTkruHa3bl-2 (pantothenate kinase 2, PANK?2), koTopslii JIokanu3yeTcst Ha
KOpOTKOM 1uiede 20-i1 XpOMOCOMBI U SKCIPECCUPYETCS B Oa3ajibHBIX TAaHTIUSAX U B
cetyaTke. XapaktepHa auddepeniumanus reserudeckoro aedexra npu BI'TI ¢
PaHHMM HadajJioM M NO3IHMM HadainoM. Tak, mpu bBIII ¢ pannuM Hayanom
reHeTnueckuil nedekrt B okyce PKAN-2 BoisiBisiercss B 100% ciyuaes, a mpu bI'T
C MO3IHUM Ha4ajoM — TOJIbKO B 35% ciyuaes [ 1, 2].

Panee 3a0oisieBaHKMe AMArHOCTUPOBAIOCH JIMIIb MOCMEPTHO MO JaHHBIM
aytornicuu. [locne BHenpeHus: B NpakTU4ecKyro HeBpoJsioruto MPT crama Bo3moxHa
MIPYKU3HEHHAS IOCTAHOBKA INAarHO3a.

[IpopeiB B m3ydeHHH HTHONOrMKM Obul caeman B 2001 r., xorma ObLIO
YCTAaHOBJICHO, 4YTO B OCHOBE 3a00JICBaHUSl JIGKUT TEHETUYECKUH JedeKT,
oOyClaBIMBAIONIMN HApPYIICHUS B CHUHTE3¢ (PepMEHTa NMAaHTOTCHATKWHA3BI, UYTO
MPUBOJAUT K U30BITOUHOMY HAKOTUICHHIO ITUCTEMHA B 0a3albHBIX TaHTJIHSX.
[luctenH CBA3BIBACT HMOHBI JKeJe3a, SBISAIOMMECS KO(PakTopoM  peaknui
MEPEKUCHOTO OKUCIIEHUS ¢ 00pa30BaHUEM CBOOOIHBIX PATUKAIIOB, BAXKHO OTMETHUTH,
YTO TMpHU ITOM OOIIMI OOMEH »efe3a He cTpagaeT. Mopdojorudecku Ha MecTe
pa3pylIeHHbIX HEUPOHOB (OPMUPYETCS TIM03, KOTOPHIA MPHUAACT MOPAXKEHHBIM
TKaHsIM TyOuarbiii Bujl. [latomopdonorudeckue Mmapkepsl no3BosisitoT oTHecTy bl
K rpynmne 0oJie3Hel, Ha3BaHHBIX CUHYKJICMHOTIATUSIMU, K KOTOPBIM TaK)K€ OTHOCSTCS
6one3np IlapkuHcOHa, JeMeHUUs C TenabluaMu JIeBH, MyJbTHCHUCTEMHas aTpodus

[2].

2122



N3-3a TOro, 4To XapakTep MyTallMH MOXKET ObITh Pa3HbIM, TO U 3200JIEBAHNE
MPOTEKAECT B PA3JIMYHBIX KIMHUYECKHX BapUaHTax. BpIIEISAIOT cleayromme
knmuandeckne (opmer BIII: pawuss (kmaccuyeckas), ¢ aebrorom B 4—10 er,
IOBEHWIbHAs ¢ HauanoM B 1018 neT u nmo3aHss B3pocinas (aTunuyHas), ¢ Ha4aJlioM
nocine 18 ner [2].

[TaTorene3 maHHOTO 3a00JIeBaHMS CeWYac aKTUBHO M3yYaeTcs, YK€ B Psjec
cTaTel J0Ka3aHo, YTO Mpe/iecTBeHHuKamu cuHTe3a KoA siBnsaioTca Butamud BS u
nanToreHaT. B mpoBemennom skcrmepumente (Alvarez-Cordoba et al. 2019)
HEJOCTATOYHOE KOJIMYECTBO IMAHTOTEHOBOW KUCIOTHI B PAlMOHE MBILIEH MTPUBOIUI
K JIBUTATEIbHBIM PACCTPOUCTBAM, HO HAKOILJICHUS B 0a3aJIbHBIX TAHTIIMSIX Keje3a He
IPOUCXOIUIIO.

OcHoBoMoNararoMM METOJOM JIMarHoCTUKU Oone3nu ['amnepBopaeHa-
[InaTtna BeictymaeT MPT. Bo Bcex TUIMYHBIX BapuaHTaxX MaTOJIOTUU B pexxume T2
Ha MPT rosioBHOro mo3ra OmpeAesieTcsi paclojoKeHHass B 00JiacTH OJIETHOTO
1miapa TUIEPUHTCHCUBHAs 30HA OBaJbHOM (OPMBI, OKPY)KEHHas eile OoJiblien
TUIIOMHTEHCUBHOM 30HOM. [logooHas MPT-kapTruHa SIBISE€TCS MaTOTHOMOHUYHON U
MOJy4Ynsia Ha3BaHUE «IJia3 TUTpa». [ MIOMHTEHCHUBHAs 30HA MPEACTAaBISET COOOM
«TJ1a3», a TUTIEPUHTEHCUBHASI — €0 «3PavyoK».

K o0s3arensubiM kputepusm BI'II otHOCAT: ne0roT 3a00aeBaHus B IIEpPBHIC
JBa JECATWICTUS XKU3HU, MPOTrPECCHUPOBAHUE CUMIITOMOB: IMOTEPS ABUTATEIBHOU
aktuBHoctu B mnepBeie 10-15 ner (wiaccuueckas ¢dopma) uiu 1540 ner
(atunmunast gopma) mocie Hadajna 3a0o0JieBaHMS, a TaKXKe SKCTpAUPaAMUIHYIO
TUCHYHKIMIO (JIUCTOHUS, PUTUHOCTH, XOPEOATETO3).

K JIOTIOJIHUTEIIbHBIM KPUTEPHUSIM OTHOCSITCSA: BOBJICYEHHUE
KOPTUKOCITMHAIBHOTO TpakKTa, pOrpeccUpylonias KOTHUTUBHAS JUCHYHKIHS,
NUTMEHTHasl JIeTE€Heparusi CeT4YaTKu W/Wid aTpodust 3pUTETBHOTO HEpBa,
ANUIENTUYECKUE TMPUCTYNbl, CEMEWHBIM aHaMHE3 (ayTOCOMHO-PELECCUBHBIN THUII
HaclieoBaHus1), XxapaktepHas MPT-kaptuHa: «riaza TUrpa», aHOMaJIbHbIC
IIUTOCOMBI B IUPKYJIUPYIOMUX JTUM(POLUTAX, AKAHTOLIUTO3 SIPUTPOLIUTOB.

HMuddepenunanbias AUArHOCTUKA MPOBOJIUTCA C Xopeel ['eHTHHrToHa,
6osie3npl0  Bunbcona-KoHoBanoBa, XOpeOakaHTOIMTO30M, Oo0Jie3HbIO Mauano-

Jlxo3eda.
Leas wucciaenoBaHMst — PACCMOTPETh OCOOEHHOCTH  KIMHUYECKUX
nposiieHud bI'L, BompoCkl AIMarHOCTUKU U COBPEMEHHOTO JICYEHHS.
MATEPUAJ U METOJbI

[IpoBenen  nurepaTypHblii  0030p  maromMopdojoruu,  MaTOTeHe3a,
knaccudukanuu, auddepeHImaIbHON TMarHOCTUKH, MOTUMOp(U3Ma KIMHUYECKUX
MPOSIBIICHUM, JHWAarHOCTHYeCKMX © JieueOHbIXx moaxomoB bBITH. Ilposenen
HEBPOJIOTUYECKUM OCMOTP NAUMEHTKH, Takxke onucaHa MPT-kaptuHa nanHOMN
NAlUEHTKU U NpoBesieHa nuddepeHianbHas JMarHocTuKa JaHHOTO 3a00JIeBaHMS.

PE3YJIBTATDBI

Ornucanue KJIMHWYECKOTO BapuaHTa ATOM peaKol marosjoruu: OonbHas A.,
20 ger, oOpatunace Ha mnpueM Kk HeBpojory OBYH EMHI[ I1O3PIIII
Pocnorpebnanzopa r. ExaTtepunOypr c¢ xano0amMu Ha MEPUOJAMYECKYIO JPOXKb B
pyKax, HapylIeHHWE peyd, «IOATITUBaHWE» NpaBoll Horu mnona ceds. Jledror
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3aboneBanuss B 2018 romy: apokaHue TOJIOBBI, TpeMOp pyK, 3aumkanue. MPT-
KapTHHa T[OKa3aja TUMNOWHTEHCHUBHBIE 00JacTH B 0a3albHBIX TaHMIMAX («Tia3a
turpa»). M3 cemMeilHO-HACIEACTBEHHOTO AaHAaMHE3a W3BECTHO, YTO POAUTENH
HaXOIATCS B OJU3KOPOJICTBEHHOM OpaKxe.

B HeBponormyeckom  craryce: MEJIKO-Pa3MallUCThId  HUCTarM B
TOPU30HTAIFHOM HAMpaBlI€HUH C OO0CHX CTOPOH, MOJIOKHUTEIBHBIM TECT CakKKal
cIpaBa B BEPTHKAJIbHOW IJIOCKOCTH IPHU BBHINOJHEHUM TECTa ABYX KapaHJaulei,
nape3 HeOHOW 3aHABECKM CIIpaBa, TMIIEPTOHYC HUKHEH KOHEYHOCTH crpaBa (Io
JUCTOHMYECKOMY  THITY), [OCTYpajJbHO-KMUHETUYECKUA  TPEMOp, CHHIPOM
OECIOKOMHBIX PYK W HOT, TPEMOp BEK, TPEMOpP TOJIOBHI ( IO THUIYy «HET-HET»),
OTMEYaeTcs JIErKOe MPOMaxHBaHUE MPU BHIIIOJHEHUH MaliblIeHOCOBOM MmpoObl. Co
CTOPOHBI BEr€TaTUBHOM C(ephl BBISABICHO: HapylleHHe (PYHKIMI Ta30BbIX OPraHOB
(nenepxanue wmoum). I[lanMeHTKOM OTMEYarOTCs HapylleHHe CcHa. PedeBbie
HapyIlICHHUs: pedb cTajla 0oJjiee TUXas W yTepsHa IUIABHOCTH (CO CIIOB POJMUTENCH),
JICTKME KOTHUTUBHBIC HapyineHus B Tecte Mini-Cog (manuenTka He BCroMHMIa 1
CJIOBO), B TECTE Ha CYET — 4 MPaBUIIBHBIX OTBETA U3 5, OTPULATEIBHBIA pE3yIbTaT
TECT PUCOBAHMSI YaCOB.

OBCYXKIEHUE

B Hacrosimiee BpeMs Tepamnusi HAlpaBlieHa HAa KOHKPETHBIE MPOSBICHUA
3aboneBanusi [amnepBopaena-lllmatia. B To ke BpeMs  HCCleIOBaHUs
cocpeloToueHbl Ha 0o0Jieeé TOYHOM IIOHMMAHHWU OCHOBHOM IPUYMHBI 3TOTO
paccTpoiicTBa, 4TO, B UTOTE, MOKET IIOMOYb HAaWTH 0oJiee KOMILJIEKCHOE JICUEHUE
JAHHOTO cuHApoMa. Tak, HanmpuMep, J0Ka3aHo, YTO TPEMOP JYyUIle BCETO PEarupyer
Ha podamMuHepruyeckue areHThl [1]. B cBsa3um ¢ 3tum mamumentam ¢ BI'TI
Ha3HAYAIOTCs aroHUCTHl J0(GaMUHOBBIX PEIENTOPOB WM aMaHTaIuHBl [2].
ATOHUCTBI JOMAMUHOBBIX PELENTOPOB MPOHUKAIOT B KPOBOTOK T'OJIOBHOI'O MO3Ta,
I7I€ CBS3BIBAIOTCS C JA0(PaMUHEPTHYECKUMH PELENTOPAMH, TPOSBISAS BBICOKOE
CPOJICTBO U CEJICKTUBHOCThH MO OTHOIICHUIO K Tuily D u D3, yMeHbInas nepuuut
JBUTATEIbHOW AaKTUBHOCTU 3a CYET CTUMYJIHUPOBAaHUSA 3THUX pPELENTOPOB B
nosiocatom Tese. Kpome Toro, npenapaThl JaHHOUM TPyMIIbI MPOSIBISIIOT aKTUBHOCTh
AHTaroHMCTa JIBYX OCHOBHBIX O-aapeHepruueckux peuentopoB [IHC (tuma a2A wu
a2C) [3]. C uenbto KOPPEKIMH KOTHUTUBHBIX HapyUIEHUN MPUMEHSIOT CPEACTBA,
yIydllae HeMpoMeIuaTopHbld OOMEH [2]: XOJIMHOMUMETUKH U HUHTHOUTOPHI
xoJimHACcTepa3bl. Tak kak kinaccuueckass PKAN Bo3HUKaeT B pe3ynbTaTe MOJHOIO
OTCYTCTBUS (DEpMEHTa MAHTOTCHATKUHA3HI, a aTUMTUYHAS- B PE3YyJIbTaTe CEPhE3HOTO
neduiuTa aKTUBHOCTH (DEPMEHTa, TO aKTyalbHBIM CUYUTACTCS JOMOJHUTEIHHBIN
npueM mnaHToTeHaTa [4]. DTa TakTUKa JI€YEeHUs OCHOBaHa Ha WHJAEE, YTO
GyHKIIMOHATBHO CIa0bIii (hepMEeHT MOXeT paboTaTh Jydile mpu 00Jiee BBICOKUX
KOHIEHTpauusix ero cyoctparoB. CnocoOHOCTh BBICOKMX J103 IaHTOTEHATa
NPEONOJIEBAaTh YACTUYHO HapyweHHbM rerepoaumep PANK mnoxarsepxkmaercs
UCCIeOBaHUSIMHU 1n Vitro. OXKugaercs, 4To perucTpanusi UCIIBITAHUMN 3aBEpIIUTCS B
sHBape 2024 rona.

B 2019 rogmy Obumum oOmyOJMKOBaHBI PE3yabTaThl PaHIAOMU3UPOBAHHOIO
JIBOMHOTO CJIETIOTO IIale00-KOHTPOJIUPYEMOTro UccaeAoBaHus 0 3(PPEeKTUBHOCTH,
0€e30MacCHOCTH M MEPEHOCUMOCTH (POCMETIIAHTOTEHATa, 3aMECTUTEIBHOU Tepanuu

2124



dbochonaHTOTEeHATOM, y MAIMEHTOB C HEHpoOJereHepaluei, acCOUMUPOBAHHON C
nantoreHarkuHazoil (PKAN) [5]. B xome »Toro nedenust Obul pazpaboTaH
®ocmernantoreHat (Can-Iuero, Kanudopuus) B KadecTBe 3aMeCTUTEIHHOMN
Tepanui. Ho B pe3ynbrare McCiIeI0OBaHMs CTAlO0 W3BECTHO, YTO JAHHBIA MIpenapar
MMEET IUIOXYI0 MPOHHUIIAEMOCTh KIETOYHOH MEMOpaHbl U €r0 CUCTEMHOE BBE/ICHUE
HE BOCCTaHaBJIMBaJIO YpoBHM KOA B KJIETOYHOM M MBIIIMHOM MOJEIAX C
renernueckoit nenenuerd PANK. IlostroMy wuccienoBaHue HE JOCTHUIVIO CBOEH
nepBuyHOM KoHeuHOHM ToukH 10 PKAN-ADL 1 HEe TpoAEMOHCTPUPOBATIO 3HAYMMBIX
paznuuuii Mexay rpynnamMu (GocMeTHaHTOTeHaTa W Iulanebo Mo KakuM-TTMOo
BTOPUYHBIM NOKA3aTessiM [6].

Taxke ObIJIO pa3pabOTaHO COEIMHEHUE, POJICTBEHHOE 4-Poc(onaHTeTenny,
S-acetyl-40-bocdomnanterenn (P-PantSAc, TM-1803) [1]. HccrnenoBanus Ha
KJIETOUHBIX JIMHUAX U )KUBOTHBIX MOJIETISIX MIOKA3aji, YTO OH CTa0MJICH B CBIBOPOTKE
KpOBHU, O0JaJaeT HU3KOM TOKCHYHOCTBIO JUIsl KJIETOK 4YeJIOBEKa M JIPO30(HUIIbI,
MPEAOTBPALIAET JETATBHOCTD JIMYMHOK IPO30(UIbI U TIOJHOCTHIO BOCCTAHABIMBAET
ypoBH COA ¥ BO3BpallaeT aHoMalibHble (eHoTunsl B HOpMy. llpennmaraemsie
Oyaymme WCCIEeIOBaHUS BKIIOYAIOT BOMPOC O ToM, MoxkeT Ju P-PantSAc
MIPEoJI0JIeBaTh TeMaTosHIepanmnyeckuil 0apbep U MOXKET JIM OH CHACTH NAlUEHTOB C
BI'TII [6].

Kpome Toro, B kauecTBe noTeHUHaTIbHON cTpaTteruu jJedeHus: PKAN ObLi0
npeaioxkeHo BeeaeHue sk3oreHHoro KoA [1]. Jlo6anenue KoA in vitro mpuBoauio
K BOCCTAaHOBJICHHIO (YHKIMOHATBHOCTH HEWPOHOB, WHTHOMPOBAHUIO THOEIH
KJIETOK, TPENOTBpallleHHI0 O0Opa3oBaHUsl AaKTUBHBIX (OpM KHCIOpoJda U
BOCCTAHOBJIEHUIO OMOCHHTE3A reMa U AbIXaTelIbHOM akTuBHOCTH. B Momenn PKAN
y peiOOK manno BBeneHne KoA mpotuoaeiictBoBaio pa3sutuio PKAN-nomo6HOTO
anomasnbHOro (penoruna. KoA Taxxe mpemorBpamian Bbi3BaHHY0 HoPan
JETANbHOCTh JTUYMHOK Y JPO30(HIIBI.

[pyrasi cepusi HU3KOMOJICKYJSIPHBIX COe€AUHEHWN s siedeHus bI'T,
MaHTa3UHbI, pa3padaThIBaeTCs C UEIbI0 yBennueHus: ypoBHs KOA myTeM akTUBauuu
aNbTEPHATUBHBIX U30(OpM ceMelcTBa (DepMEHTOB MaHTOTeHAaTKUHA3. CyIIeCTBYIOT
Tpu U30(OPMbI TMMAHTOTEHATKUHA3bl, KOTOPBIE MIUPOKO HKCIPECCUPYIOTCS B
OpraHu3Me, BKJIK0Yasi TOJOBHOM MO3T, U BCE 3TU U30(OPMBI MOAABISIOTCS ALIETHII-
KoA. ITaHTa3uHbI SBISIOTCS QJUIOCTEPUUYECKUMU aKTUBATOPAMHU BCEX TpeX u30hopMm
naHToTeHaTKuHa3bl. OHHM  CBS3bIBAIOTCS ¢ (GepMEHTaMH, TMpeAoTBpalas uX
uHrnoupoBanue anetmwi-KoA, u tem cambiM akTuBUpYIOT cuHTe3 KOA. Hampuwmep,
PZ-2891 3aHMMaeT NMaHTOTEHATHBIM KapMaH, B3aUMOJEHWCTBYET C MOBEPXHOCTBHIO
auMepa u 00pa3yeT KomIuieke ¢pepmeHTa manToreHatkuHasbl ¢ ATD, Mg2+ u PZ-
2891. OOpa3zoBaBIIMIiCS KOMIUICKC, B KOTOpPOM CBsi3biBaHue PZ-2891 ¢ omgHuMm
MIPOTOMEPOM OJIOKHUPYET MPOTHBOTMOIOKHBIN TPOTOMEP B KOHCTUTYTUBHO aKTUBHOM
KOH(OpMaIu, SBISETCS HEBOCIPUUMYUBBIM K HWHIHOMpoBaHUIO aneTui-KoA.
[Tantasunel ObuM  pa3paboTaHbl TakuM 00pa3oM, UTOOBI MPEOJI0IEeBATh
reMaTo3HIePainueckiuii O0apbep W TOYHO COOTBETCTBOBATh XapaKTEPUCTUKAM
HauOosiee ycnemHbix npenapatoB mis jedenus [[HC. PZ-2891 u poacTBeHHbIe
NaHTa3UHbl MOBBINAIOT YpoBHM KOA B meyeHM W MoO3re MbIed mocie
IIEpOPAJIbHOrO BBEJACHHUSA. B HOKaAyTHOM MBIIIMHOW MOJAEIN HEUPOHAIBHOIO

2125



nedurura KoA y wmbimedt, momyuyaBmmx PZ-2891, nabmrogainch MOBBIIICHHBIC
ypoBHu KoA B mo3re, mpubaBka B Bece, yJIYUIIEHHUE MOJBHXHOCTH U yBEIUYCHUE
MPOJIOJKATENBHOCTH KU3HU. ONTHUMHU3UPOBAHHBINA MaHTa3uH, BBP-671, momyumn
cratyc opdannoro mpemnapata or FDA B 2020 romy, a ucmeitanue ¢as3pl 1 Ha
3I0POBBIX TOOPOBOJIBIIAX 3aruianupoBano Ha 2021 rox [1].
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