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AHHOTaLINA

B 0630pHOI cTaTbe NpeacTaBrieHbl COBPEMEHHbIE NUTEPATYPHbIE faHHbIE O PEOKOM reHe-
TMYeckom 3aboneBaHUN — nerkoaHLedanonaTum ¢ NopaxeHnem CTBosia rofloBHOro Mo3ra
1 CAVHHOIO MO3ra U NoBbILLEHHBIM coaepxaHueM naktata. OnucaHa ucTopmsa nsyyeHus 3a-
boneBaHus. N3noxeHbl aNMAEMUONOITMYECKNE AaHHbIE O pacnpocTpaHeHHOCTU 3abonesa-
HUS B NONynaumMn. YaeneHo BHAMaHue 3TMoNorum nenkosHuedanonatmm n onncaHbl xapak-
TEepHble reHeTu4Yeckne u naToMoponormyeckne 3MeHeHus1, CBA3aHHble C MyTaLluen B reHe
DARS2 n xapaktepusylowmecs HeLOCTaTOYHOCTbIO MUTOXOHApuansHow acnaptun T-PHK
CcuHTeTasbl. B 0630pe gaHo onucaHme cneunguyeckomn KINMHNYECKOM KapTUHbI, 0OCOOEHHOCTH
KITMHUYECKNX NPOSIBIIEHMI B Pa3iMYHbIX BO3PACTHbIX NepuoAax U ykasaH psg 3abonesaHui,
NMEILLNX CXOAHbIE KITMHUYECKNE CUMNTOMbI M NaTtoMmopdornornyeckne N3MeHeHus n Tpedy-
IoLWKnX audbdepeHLmanbHOro AnarHo3a. B ctatbe nokasaHbl COBpEMEHHbIE ANAarHOCTUYECKME
NoaXoA4bl K BbisiBIieHUI0 3aboneBaHusi, C UICNONb30BaHWEM NpeXxae BCEro NpUeMoB HENPO-
Buzyanusayumn. OCHOBHbIM METO4OM HENPOBU3yanuaaLum nenkoaHuedanonatum asnseTcs
MarHMTHO-pe3oHaHCHas Tomorpadus, KoTopas Mo3BOMsSeT 00HapyXuTb crneumduyeckue
naTTepHbl UBMEHEHUN, XapaKTepHble AN NerkoaHLedanonaTtMn ¢ nopaxeHmem cTeona ro-
NOBHOrO MO3ra U CMHHOIO MO3ra, a MarHUTHO-pPe30HaHCHas CNekTPOMEeTPUsS UCMonb3yeT-
cs ONs YTOYHEHUs codepKaHusi nakTaTta B nopaxxeHHoM 6enom BeLecTBe rofloBHOrO Mo3-
ra, KOTopoe yalle Bcero nosbilwaetcs. OkoH4YaTenbHasa Bepudmkauusa gmarHo3a oCHoBaHa
Ha BbISIBMIEHWUM Y MAUUEHTOB C XapaKTepPHOW KIIMHUYECKOW KapTUHOW U U3MEHEHUSMU Npu
MarHUTHO-pe30HaHCHON ToMOorpadumn ronoBHOIO U CMMHHOrO Mo3ra MmyTauumu B reHe DARS2.
B 0630pe npeacTtaBneHa MHgopmauus o COBPEMEHHbLIX MeTodax feyeHns 3abonesaHus,
OCHOBaHHbIX Ha NaTOreHeTUYeCcKOM BO3AENCTBUU, MOTEHUMANbHO OrpaHnYMBaloLLEM Mpo-
rpeccupoBaHue nNaTonorum, OAHaKo B CBA3W C HaNU4Ynem reHeTUYeCKom MyTaLmm OCHOBHbIM
noaxo4O0M K le4eHUo OCTaeTcsd cuMnToMaTudeckast Tepanus.

KnioueBble cnoBa: nenkoaHuedanonatus, nakrart, MarHUTHO-pe3oHaHCcHasi Tomorpadus
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Abstract

The review considers modern evidence on a rare genetic disease, leukoencephalopathy of
brainstem and spinal cord associated with elevated lactate content. The research history of the
disease is described. The epidemiology of the disease prevalence in a population is described.
Emphasis is placed on aetiology of leukoencephalopathy and peculiar genetic and pathomo-
rphological changes associated with a DARS2 gene mutation leading to mitochondrial aspar-
tyl-tRNA synthetase deficiency. The review details the clinical picture, manifestations specific in
various age groups and identifies diseases with similar clinical symptoms and morbid changes
that require differential diagnosis. Modern relevant diagnostic approaches are outlined based
primarily on neuroimaging techniques. The major neuroimaging approach to leukoencephalop-
athy is magnetic resonance imaging that allows detection of disease-specific lesion patterns
in the brainstem and spinal cord. Magnetic resonance spectrometry is used in turn to detect a
usually higher lactate content in the affected white matter of the brain. Definitive diagnosis is
based on detection of the marker DARS2 mutation in patients with characteristic clinical picture
and MRI signatures in the brain and spinal cord. The review describes contemporary treatment
strategies utilising pathogenetic effects to potentially contain the disease. However, its genetic
determination renders symptomatic therapy yet a common treatment.
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BBepeHune

BnepBble 0 KNMMHUYECKUX Cry4Yasix M30rMpOBaHHO-
ro nopaxeHusi 6enoro BeLlecTBa rofioBHONO Mo3ra
cTano n3BecTHO Ha pybexe XIX—XX BekoB 13 pabot
ly6Hepa, Menuuuyca, LWunbaoepa, Mepubaxepa,
LWonbua, Kpabbe, bunbliosckoro u 'eHHepbepra,
KOTopble MpeacTaBUM B CBOMX Hay4dHbIX Nybnuka-
UMSIX pasnuyHble KITMHUYECKMEe onucaHus psaa na-
TOJTOMMYECKMUX COCTOSAHUIA, OCHOBHbLIM NPOSIBIIEHNEM
KOTOpbIX ObIIO pacnpocTpaHeHHoe nopaxeHue Ge-
110ro BeLLeCcTBa rofloBHOrO Mo3ra — fenkoaHueda-
nonatusi. B 6onbLlumMHCTBE 0ny6nmnkoBaHHbIX cTaTen
OblNM NpencTaBneHbl KNUHUYeCKkue HabnoaeHus
3aboneBaHuii B J€TCKOM BO3pacTe, a Takke ceMel-
Hble criyyau, U MoSTOMY BCKOpPE BO3HWKMA rMnoTe-
3a 0 HacneacTBEHHOM MPOUCXOXKAEHUM HEKOTOPbIX
BMOOB NenkoaHuedanonatuin, HO TOMbKO CMyCTs
Oornee 4Yem noneeka NOSIBUNUCL NepBble NoaTBep-

XOEHWsI TeHETMYECKOW NpMpoabl 3TUX 3aboneBaHnn
N ObiNn onpepneneHbl OMOXMMUYECKME MapKepbl,
nexauime B OCHOBe nopaxkeHusi 6ernoro BellecTBa
Mo3ra.

JlenkoaHuedanonaTns ¢ nopaxeHnem cTeona ro-
NOBHOIO MO3ra M CMMHHOIO MO3ra M MOBbIWEHHbIM
coepXaHMeM naktata Mo MarHUTHO-PE30HaHC-
Hon Tomorpadcum (MPT) n cnektpomeTtpun (LBSL)
npeacTaenseTr cobor ogHy u3 OpM MMUTOXOHA-
puanbHbIX ayTOCOMHO-PELECCMBHO HacregyeMbix
3aboneBaHuii C nopaxeHueM O6enoro BeLlecTBa
Mo3ra, KOTOpoe NPOoSIBMSETCSA NpU3HaKaMm Nporpec-
cupyroLen ANchyHKLUUY nnpaMmmnaansHOn, MO3xeu-
KOBOW M CrMHHOMO3roBol cuctem. LBSL — oueHb
pedkoe 3aboneBaHuMe, TO4YHas pPacnpPOCTPaHeH-
HOCTb KOTOPOro B MonynsiuMn He m3BecTHa. Bnep-
Bble O 3aboneBaHun ctano masectHo 2002 ropgy,
korga M.S. Van Der Knaap et al. u3 yHusepcuteta
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r. AMcTepaama npencraBmnv nogpobHoe KrMHuYe-
CKOE onncaHune paHee He BCTpevaroLLlernca 6onesHm
y 8 NauMeHTOB C HanNM4YMeM LereHepaTuBHbIX N3Me-
HeHun 6enoro BellecTBa rofoBHOMO Mo3ra no AaH-
HbiM MPT 1 noBbIlWEHMEM YPOBHSA fnakTata no aH-
HbIM MP-CNeKTpoCKOnMM B MOPaXKEHHbIX y4YacTKax
mo3sra [1]. B nepBbIX KNUHWYECKUX HabNAEHUsIX
3aboneBaHusa Obina npegcTaBnieHa OTHOCUTENBHO
nerkas cumnTomaTtvka ¢ 4eGrTOM B LETCKOM BO3-
pacte 1 MeaSIeHHbIM NPOrpeccnpoBaHneEM, O4HaKo,
Mo Mepe HaKoMNMEeHWs AaHHbIX, MOSABUIOCH NOHMMA-
Hue Toro, 4To LBSL MOXEeT MMeTb peMUTTUPYIOLLIEE,
pPeLMAMBUPYIOLLEE UM NPOrPECCHpYIOLLIEE TEYEHNE
N Ha4yMHaTbCS B pasnmyHbIX BO3PACTHbIX Nepuogax.
B 2014 rogy L. Van Berge et al. onybnuvkosanu ogunH
13 Hambonee 3HaA4YNTENbHbIX HAaY4YHbIX 0630pOB, Mo-
cBslLLEeHHbIX LBSL, Ha ocHOBaHMM ANUTENbHOIO KNn-
HU4eckoro HabnwoaeHus 3a 66 nauneHTamu C pas-
HbIM TUNOM TeYeHus 6one3Hn B MONO40M 1 3pernomM
Bo3pacTe [2].

B HacToswee Bpemsi 3aboneBaHue BXoauT B Mne-
peyeHb opdaHHbIX MNaTONOMNN, YCTaHOBMEHHbIX
MwHucTepcTBOM 3gpaBooxpaHeHuss  Poccuickom
depepauun. 3HaHME OCODEHHOCTEW AMarHocTu-
KW, KNMMHWUYECKON KapTUHbI U BO3MOXHbIX METOO0B
KOppeKUMM 3TOW pepKow naTonorum Heobxoammo
0511 KOMMMEKCHOro, MynbsTUAMCUUITMHAPHOIO MoAa-
X0O[a K pelueHuto npobnem, cBsi3aHHbIX ¢ 3abone-
BaHUEM.

dTtnonorus
MwutoxoHApUM ABMASKOTCA BHYTPUKNETOYHOW Op-
raHernnon, OCYLIEeCTBASIOWEN  SHepreTudeckui

MeTabonmam KNneTkn. YHUKarbHOM OCOBEHHOCTbIO
MUTOXOHOPWIA SIBNSIETCS HAnNn4ne cobCTBEHHOTO re-
HOMa, ofHako 66nbLlIas YacTb MUTOXOHAPUATBbHbIX
BenkoB koampyeTcsa agepHbIM reHoMoM. MuUTOXOH-
ApvianbHble 3a00neBaHns XapakTepuaylTcs MyIb-
TUCMCTEMHOCTbLIO MOPaXKeHWs, HO Hanbornee 4acTo
nopaatTcs TKaHW U OpraHbl, UMetoLme Hanbornb-
Lee aHepreTnyeckoe 3HaveHune. K HMM oTHocATCS
TakMe TKaHW, Kak MbllleYvHasi, LeHTpanbHasa 1 ne-
pudepunyeckasi HepBHasi cCUCTEMA, 3IHOOKPUHHbIE
opraHbl, ceTyaTka, opraH Criyxa, ferkme, KAWeYHuK,
KPOBb, KOXHbI NokpoB. OQHUM 13 OpraHoB-MULLIE-
Hel Npy MUTOXOHApPMANbHbIX 3aboneBaHNsIX ABMS-
€TCHA HepBHasa cuUCTeMa, U OTMeYaeTcs npenmylie-
CTBEHHOE MopaxeHne 6enoro BeLecTBa rofioBHOIO
moa3ra [3].

B 2007 rogy G.C. Sheper et al. yctaHoBunu,
4yTO nNpuymHa passuTusa LBSL BbidBaHa MyTaumsmm
B reHe DARS2, koTopbIl KOAMPYET MUTOXOHOPU-
anbHyto acnaptun T-PHKcuHTeTasy [4-8]. JaHHbIn
depMeHT KaTanuaupyet npucoeguHeHne acnapa-
FTMHOBOW KWUCIOTbl K COOTBETCTBYHOLLEN el Mone-
Kyne muToxoHapuanbHon T-PHK B MUTOXOHOpwu-
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Aax. B pesynbrate aToro npowecca CTpykTypa BCex
OenkoB, kogupyembix MuToxoHapuanbHon T-AHK,
nameHsietca. Hapywaetca paboTta AbixaTenbHow
uenn MMTOXoHApWU. [lokasaHa TPOMHOCTb MyTauumn
reHa K MopakeHuo KNeToK HEPBHOW TKaHW C npe-
MMYLLECTBEHHbIM y4yacTMeM B Terax HEenpoHOB
N WX aKCOHOB, @ He MMENWHOBOM 0BOMOYKKM, Onu-
rogeHapouuTos, actpountoB [9]. CornacHo uccrne-
O0BaTeNbCKUM [aHHbIM, 6OMbLUIMHCTBO NauMEHTOB
ABMAKOTCS rEeTepPO3MroTHbIMKM ANA OBYX MyTauun
DARS2, 1 ogHa 13 MyTauuin 04eHb YacTo SBMSETCS
MyTauuen canTa CnnamcuHra B UHTPOHe 2, Bbllle
3k30Ha 3 [10]. B pesynbraTte Takon MyTauum 3K30H 3
He Bkntovaetca B matpuudHyio PHK, 4yto npusoaut
K COBUIY PaMKu CYMTbIBAHUS, NPEXOEBPEMEHHOW
OCTaHOBKE M OTCYTCTBUIO (DYHKLIMOHANbHOro bernka.
OpHako 3T MyTaumm canTa ChnfaiCuHra aBnsitoTCa
KHErepMeTUYHbIMUY . ITO O3HAYaET, YTO ANS YacTu
MYTUPOBAaHHbIX TpaHCnopTHbIXx PHK BkmoyeH ak-
30H 3, M3 KoToporo obpasyeTcs HopMaribHbIN Nor-
Hopa3mepHbIl 6enok [11]. Kak npaBuno, 6ombHble
SABMNATCA KOMMNayHA-retepo3urotamn. 3HaunTenb-
HO peXke BCTpeYalTcs fnuua ¢ roMo3UroTHoOM MyTa-
umen B reHe DARS2, KoTOpble MMEKT aTUMUYHYHO
KIMHUYECKYIO KapTuHY 3aboneBaHusi, XxapakTepuay-
FOLLLYIOCS HanmMynem npoBoLMpyeMbIX (PU3NYECKNMU
Harpys3kamu CMMMNTOMOB MapoKCM3ManbHOW aTakcum
1 apednekcum, a Takke umeloT donee obLWNpHbIE
30HbI NopaxeHust 6enoro Belwectsa mo3ra Ha MPT
n3obpaxerusx [12, 13]. e DARS2 nokanusoBaH
Ha ONMHHOM nnede xpomocoMbl 1 (1925.1), cocTo-
UT n3 17 3k30HOB [14]. Y BGonbHbIX K HacTOALEMY
BPEMEHN BbISBNeHO Gonee 60 pasnuyHbIX MyTa-
umn reHa DARS2 (B 4acTHOCTM, MUCCEHC-MYTaLUK,
HOHCEHC-MyTauun, CNManCMHIOBbIE MyTauuu, WH-
cepuun, geneunn), a B 2019 rogy onmcaHa HoBas
myTaums ¢.1192—-2A>G. leHOoEHOTUNMYECKNE KOP-
pensuun yctaHoBneHbl He 6binm [15]. Npy natomop-
donornyeckoMm unccrnegoBaHnM 0ObIMHO  BbISIBMS-
0T AMCTPOdMYECKME MPOLIECCHI, MPOSBMSAIOLLINECH
BaKyomnsipHbIMW M3MEHeHUsMK B Genom BellecTBe
rONMOBHOIO MO3ra Y CMMHHOMO MO3ra C NMOpPaXXeHNeM
Tern HEeMPOHOB U aKCOHOB M OTCYTCTBMEM NPOLIECCOB
aeMmenuHmnsauum, paspyLueHmst Hempornum [16].

OnarHocTuka 3aboneBaHus

WpoeHTudmkaumss  criydaeB, koTopble  Tpeby-
0T [danbHenLero reHeTUYeckoro TEeCTUPOBaHUSA
ONs NOATBEPXAeHUs AuarHo3a, MOXeT OblTb Ccy-
LLIeCTBEHHO ObGneryeHa C MOMOLLBIO AaHHbIX, MOMy-
YeHHbIX npu MPT-uccnegosaHum ¢ onpegeneHnem
aHomanui curHana B MO3TOBOM U MO3XKEYKOBOM
Genom BellecTBe, a Takke B OTAEMbHbIX yYacTKax
CTBOIa rofloBHOro Mo3ra 1 cnuHHoro moasra [17]. Cy-
LecTByeT pag xapaktepHblx MPT-kputepues aunar-
HOCTUKM 3aboneBaHus, NpeacTaBneHHbIX B paboTe
M.E. Steenweg et al. B 2012 roay [18]. [NaBHbIM
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N3 HeNpoBM3yann3aLUMOHHbIX MapKepOB SABISIETCS
naveHeHne MPT-curHana (CHUXeHWe UHTEHCUBHO-
CTW curHana Ha T1- 1 NoBbILEHNE UHTEHCUBHOCTU
CUrHana — Ha T2-B3BELUEHHbIX M300pakeHusX):
oT 6enoro BeLLecTBa rofioBHOrO MO3ra npu OTCyTCT-
BMMW UIN HE3HAYUTENbHOM nopaxeHun U-obpasHbix
BOJTOKOH; OT 3aJHNX KaHATUKOB (MPOBOAHMKN rny6o-
KOV YyBCTBUTENBbHOCTN) U 3agHEro otaerna 60KoBbIX
KaHaTUKOB (KOPTUKOCMWHAmMbHbBIA MyTb) CMAUHHOMO
MO3ra; OoT nMpamug npoaonroBaTtoro Mosra u/unm
MeamanbHOW NeTNM Ha YpoBHE CTBOMa MO3ra; OT Ta-
namyca um ny4mcToro BeHua Bblille Tanamyca [19].

K oononHUTenbHbIM KpUTEPUSIM OTHOCAT U3MEHE-
Hue MPT-curHana: oT BanMka MO30MUCTOro Tena;
3aHEN HOXKW BHYTPEHHEW Kamncyribl; BEPXHUX HO-
XKEK MO3KEeUKA; HMXKHUX HOXEK MO3xKeuKka (cpegHue
HOXKM 3a0eNCTBYIOTCS TONbKO Ha MO3OHWUX CTaau-
sX); 94ep U NyTen TPOMHUYHOIO HEpBaA; NepeaHero
CMMHOMO3XEYKOBOIO NMyTK B MPOJOSITOBAaTOM MO3re;
Oenoro BellecTBa Mo3xe4dka. s NocTaHOBKU OuU-
arHosa no gaHHbIM MPT HeobxoaMmo Hann4dmne Bcex
OCHOBHbIX W HE MeHee OAHOro AOMOMHUTENBLHOIo
kputepues [20].

Opyrne metogbl MCCNEOOBaHUSA WCMONb3YHTCS
AN YTOYHEHUS PacnpOCTPAHEHHOCTU MOpaXKeHUs
HepBHOWN cucTeMbl 1 xoae avddepeHLmansHon an-
arHocTukn. Tak, y 60nblUIMHCTBA NaLMEHTOB BbISAB-
NSAETCH CHUXKEHME CKOPOCTU NPOBeAEeHNS NMMyrbca
BO3OyXAeHus1 Mpu nccrnegoBaHMM COMaTOCEHCOp-
HbIX BbI3BaHHbIX MOTEHLMANoOB, @ U3MEHEHUN CKO-
pOCTM MpOBEAEHMST UMMyfbca MO  3pUTENbHbLIM
N CryXOBbIM BbI3BaHHLIM MOTEHUMANaM He OTMe-
YyaeTcs. Y HEeKOTOpbIX MauueHToB Npu NpoBeaeHUn
3aneKkTpoHenpomuorpamm BbISIBNAOTCS NPU3HAKU
cnabo BblpaXXeHHOW nonuHenponaTmm.

[ononHutensHbiM (HeoBsA3aTENbHLIM) KpUTEPUEM
ONarHoCTUKN MOXET ObITb MOBLILLIEHNE COAepXKaHUs
nakTara, CHWKeHne KoHueHTpauun N-auetunacnap-
TaTta u MMOMHO3UTONA, a Takke HebonbLloe NageHne
YPOBHSA XONMuHa B MopakeHHoM 6enom BellecTBe
npu npoBedeHnn MP-CNeKTpOCKONMM  FOIOBHOMO
mosra [21]. OgHako y HEKOTOpbIX MaUMEHTOB C re-
HeTM4eckn noateepxaeHHbiM LBSL onpepenstorca
HOpMarbHble YpOBHM nakTtata npu MP-cnekTtpocko-
nMn, YTO MOXET ObITb CBA3AHO C MO3OHUM Havyarom
3aboneBaHns U Ha NocnegHux CTagusax aereHepa-
TMBHOrO npouecca [22, 23]. [Npu 3TOM HY NOBbILLEHMS
YPOBHSA NnakTaTta B CbIBOPOTKE KPOBW, HU M3MEHEHWN
€ro B NMKBoOpe B BOMbLUMHCTBE Cy4YaeB He OTMeYa-
ercs [24, 25]. NMpu npoBegeHnn Anddy3MoHHO-B3BE-
weHHor MPT BbISBRSIOT pasHOPOAHbIE U3MEHEHNS
B BMAe y4acTKOB orpaHuyeHus anddysunm (BeposiT-
HO, 3a CYET LMUTOTOKCUYECKOrO OTeKa) Ha hoHe 30H
HOpMarnbHOW NGO HE3HAYUTENBHO MOBLILLEHHON
ancdysnm B MOpaKeHHbIX 00nacTsax, MMEKLWmUX
BbICOKUA CUrHan B pexume T2 (Ba3oreHHbl OTek
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B KOMOWHaUMK ¢ achdekToM «T2-CBEYEHUSsI» Ha pe-
Xume anddy3nMoHHO-B3BELLEHHOTO U300paxeHust).
Mpn Mcnonb3oBaHWM BHYTPUBEHHOMO KOHTPACTUPO-
BaHWS MaToNIOrM4YecKoe HaKOMMEHNEe KOHTPaCTHOro
BellecTBa He oTMeyaeTcs. [laHHble, MOnyyeHHble
npu nposegeHun MPT, kak npaBuno, He Koppenu-
PYIOT MOMHOCTBLIO C KIMHUYECKOW KapTUHOW N He OT-
paxaroT CTeneHb MPOrpeccnpoBaHns 3aboneBaHus.
Y naumMeHTOB C BbISIBMIEHHOW FOMO3WUIOTHOW MyTa-
unen B reHe DARS2, B oTnnume OT reTepo3nroTHbIX
dopm, npu npoeaeHun MPT obHapyxusatoT bonee
OBLIMpHbIE M3MeHeHMs Oernoro BellecTBa MO3ra,
a Takke OCODEHHOCTLIO ABNSETCS BoBreveHve ba-
3anbHbIX 94€ep, B YAaCTHOCTU MeamanbHoro trnegHo-
ro wapa. Npun npoBegeHun xe gnHammdeckmx MPT
nuccnenoBaHWii  OOHapyXMBaeTCs  BaKyonusauusi
MUWENUHOBLIX 000MOYEK, YTO HaLUMO B AaNbHENLLEM
NOATBEPXAEHNE MPWU MATOrMCTONOMMYECKUX Uccrie-
noBaHusix. B nutepatype ecTb onucaHusa npakTu-
yeckn GeccumnToMHOro TedeHus LBSL ¢ Hannumnem
BbIP@XXEHHbIX 3MeHeHun Ha MPT.

OwarHo3s LBSL wumeer cnoxHbin aunddepeH-
umanbHbI pag ¢ ApyruMmu 3aboneBaHusmu, co-
NpPoBOX4aoLLMMNCS NoXoXen KNMUHNYECKON
KapTUHOM 1 Andpy3HbIM nopaxeHnem Genoro Be-
LLleCTBa rOfIOBHOMO M CMIMHHOIO MO3ra, BbIsiBIIEHHbLIM
npu npoesegeHnn MPT uccnegoBanus. QudgepeH-
uunanbeHbIi AMarHo3 NpoBOAMTCA ¢ 3aboneBaHusaMu,
XapaKTepusyLWwuMncs  pa3BuTUEM  MPOSABIEHUN
nemnkosHuedanonatun N pasBUTUEM NUPaMULHOMN,
MO3)XEYKOBOW ANCAYHKLMK, Npexae BCEro 310 pac-
CESAHHbIN CKNepo3, pacCesHHbIN 3HUedanoMUEnuT,
Aeduvumnt BuTamuHa B, n ButammHa E, BpoxaeH-
HbIA TMNOTMPEO3, raHrmMo3nao3, 6onesHb ®abpw,
bonesHb Tea — Cakca, 6onesHb LUnHanepa, my-
Kononucaxapmaos, MeTaxpoMartudeckasi nemkogu-
cTpodus, rnobonaHO-KNeTovHas nenkogmcTpodus,
X-CLuenneHHasa agpeHonenkoancTpodusi, 6onesHb
Menuueyca — Mepubaxep, 6onesHb Pedpcyma,
oonesHb Kpabbe, 6onesHb KaHaBaHa, meranaHue-
danu4yeckas nenkosHuedanonatusa (6onesHb BaH
aep Knaan), 6onesHb Huvmarna — lNuka, Nenkoax-
uecbanonatusa ¢ ucdesarowum 6enbiv BeLLECTBOM
(CACH-cnHopom), opraHuyeckne amuHoauumzona-
TuKn, 6onesHb Lapko — Mapu — TyTTa, 6onesHb
®puapenixa. B cBA3n co cnoxHeiM auddepeHum-
anbHbIM AMarHO3oM B psige cnyyaeB Heobxoammo
OOMNOMHUTENbHOE MpOBeAeHMEe AeTanbHoro 06-
CcrnefoBaHUst C OLEHKOM OMOXMMMYEecKoro aHanuaa
KpOBM, oOnpedeneHVeM akTMBHOCTU KpeaTuHAOoC-
OKMHa3bl, NnakTatgerngporeHasbl, OnpegeneHu-
€M aMWHOKMCIIOT N OPraHWYecKnx KUCIOT B MoYe,
YPOBHSA (PUTAHOBOW U NPUCTAHOBOW KUCIIOT, YPOBHS
nmusocomarnbHbIX (PEPMEHTOB (apwuicynbdarassbl
A 1 ranaktouepebpos3naasbl), YPOBHA BUTaMuHa
B.,, ButamnHa E, donmneBon KkucnoTbl, nakrarta,

12?
nnpyBearta, AOJNMHHOLUENOYEeYHbIX XUPHbIX KUCIOT.

Ky6aHckun Hay4Hbii MeauumnHckmii BecTHuk / Kuban Scientific Medical Bulletin



A. 10. Ps6uenko, A. E. I'yGuHa.

COBpeMeHHbIe IIPpEACTAaBACHHUA O AeﬁKoaHHe(i)aAOHaTHH C ITIOpa’*X€HHWEeM CTBOAA TOAOBHOI'O MO3ra U CIIMHHOI'O MO3ra...

[ocTaToyHO 4acTo Mpu PeMUTTUPYIOLLEM Teye-
Hun LBSL BO3HMKaOT crnoxHOCTM B auddepeHum-
anbHOW [MarHOCTUKE C pacCesiHHbIM CKNepo30M.
CnepoBaTtenbHO, BO BCEX Chydasx C aTUMU4YHBIM
HayaroM AEeMWUENMHU3NPYHLLUX BOCMANUTENbHbIX
3aboneBaHuii HEPBHOW CUCTEMbI HEOBXOAMMO TLLa-
TenbHoe conocTtaBneHne gaHHbix MPT-uccnenosa-
HUN C COBPEMEHHbLIMW HENPOBU3Yanu3auMOHHbIMN
kKputepuamu LBSL, a Takke HanpasneHve nauu-
E€HTOB Ha reHeTM4ecKoe MWCCrnefoBaHue MyTauumn
B reHe DARS2 ans nogTBepXXaeHus guarHosa.

KnuHuyeckasn KapTuHa 3aboneBaHus

[aHHoe 3aboneBaHve npeacTaBnsieT cobon
CMNOXHYI MeAWUMHCKYI npobrnemy pans Bpadewn
HEBPOIOroB 1 ApYrvX CNeLumanucToB, Tak Kak BCTpe-
YyaeTcs KkpalHe peako n TpebyeT oBLUMPHBIX Teope-
TUYECKUX M KITMHUYECKMX 3HaHUA. Hanbonee sipkue
KNMHWUYECKME NPOSsIBNIEHNS 3aTparneatoT ABuratenb-
HYIO CUCTEMY, U Npexae BCEro BO3HUKAET BTOPUY-
HOe nopaxeHne MbILLILL HUKHUX KOHevHocTen [26].
MoryT Takke BO3HMKATb OpPYrUe KIMHUYECKMEe Mnpo-
SIBNEHNS], TakMe Kak: 3aMeffieHHble TeMMbl NCUXM-
YeCKOro MMM MOTOPHOrO pasBUTUA y AeTewn, Kor-
HUTMBHbIE PACCTPONCTBA, pEYEBbIE HapPYLUEHUS,
ANUnenTUyeckMe MNapoKCM3Mbl, atakcusi, nepude-
puyeckasi HeBponaTtusl, rnasofBuratenbHble Hapy-
LWeHNss B BMAE Aunnonuu, pegko Tpemop. B psage
nyonukauuin OnucbiBaKLWMX KIMHUYECKNE Habnto-
OeHnNs NauMeHToB € NenkoaHuedanonatuen, otme-
Yarnocbk Hanm4ymMe 4acTbIX U XPOHUYECKUX TOSIOBHbIX
fonewn, vHoOrga UMEKLWMX MUrpeHenodobHbIN xa-
pakTep, a Takke ONUCbIBanuCb ncmxonaTonornye-
CKWe MNpOSIBMEHUs, MaBHbIM 00pa3oM, B Buae Ae-
NPEeCcCUBHbIX CUHAPOMOB [27].

Kak n3BecTHO, nMpyv MUTOXOHOPWAanbHbLIX 3a60-
rneBaHMsAX MopaXkakTcsa OpraHbl U TKaHW, KOTopble
UMEKT BbICOKYK) SHEPreTUYECKYH aKTMBHOCTb,
N XapakTepHO MHOXECTBEHHOE MOpaXeHue pasnuy-
HbIX cucTeMm, Ho npu LBSL nopaxeHusi co CTOPOHbI
OPYrUX CUCTEM, KPOME HEPBHOW, He Oblino 3admken-
pOBaHo, a BOBMNEYEHMe MblLLLL, YacTo Habnogaemoe
y GOmMbHbIX, MMENO BTOPWYHLIA XapakTep 3a cyeT
JereHepaumm MOTOHENPOHOB M MPOBOAALLMNX MYTEN.
B ogHoM 13 nccnegoBaHui, NOCBALLEHHbIX onnca-
HUIO KMMHUYECKUX Cry4aeB, ObINo TOMNbKO OAHO Ha-
bntogeHne 12-neTHero naumMeHTa MYXCKOro nona,
y koToporo LBSL coyeTtanock ¢ AByCTOPOHHEN BPO-
XOEHHOW KaTapaKTon.

deHOTUNMYECKNIA CNEKTP AaHHOoro 3aboneBaHus
BapbupyeTCsi B 3aBUCMMOCTU OT BO3pacTa Hadana
nepBbIX KIMHUYECKUX MPOSABNEHMI. Y MNauUeHTOB
B MIlageHYeCcKOM WM paHHeM Bo3pacTe b6bino oT-
MeyeHo, Kak npaBuro, BbICTpoe nporpeccmpoBa-
HWe C pasBUTMEM paHHEeW MHBanuausauumu. Jlerkoe
N MeLNEeHHO nporpeccupyollee TedyeHne 6onesHu,
BCTpeyaeTcs B OOMbLUMHCTBE CryvyaeB y NauueH-
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TOB B cTapLlen Bo3pacTtHon rpynne [28]. B nutepa-
TYPHbIX UCTOYHMKAX OMWCaHbl Kak CeMeWnHble, Tak
1 cnopagu4deckume cnydam LBSL.

CpegHuii BO3pacT, Mpu KOTOPOM Yy MNaUMEHTOB
BrepBble MPOSIBNATCS HEBPOSIOrMYECKMe CUMMTO-
Mbl, cocTaBnsietT 6-8 netr. Camoe paHee Hayano
3aboneBaHus Habntoganocb B HeoHaTarlbHOM nMe-
puode y naumeHTa B 3-MecsidHOM BO3pacTe, Kor-
Aa OuarHo3 Obin ycTaHoBMEH npu obcnegoBaHmm
no NOBOAY aHOMAaITbHOIO MbILLEYHOro TOHyca. Hava-
1o B NOAPOCTKOBOM BO3pacTe BCTpPeYaeTcsl B Cpea-
Hem B 25% cnyyaeB. Bo B3pocnom BospacTe gas-
Hoe 3aboneBaHMe ONarHOCTUPYETCH KpaniHe pepnko
n coctasnset 12% cny4yaes [29].

KnnHnyeckne nposiBNEHUs, HavMHaloLLEerocs
3aboneBaHMs B paHHeM [OeTCKOM Bo3pacTe 3a-
KMo4alTCca npexae BCero B CHMXEHUUM TEMMNOB
MOTOPHOIO W MCUXMYECKOro pa3sutuda. Y pebeH-
Ka OTMEeYaeTcsl HeOoCTaTOYHOe yaepaHue ro-
noBbl B BEPTUKANbHOM MOMOXEHUN, MbilleYHas
TMMOTOHUS, CHUKEHUE CYXOXWUITbHbIX PedIIEKCOB,
OTCYTCTBME WITM OrpaHUYEHne 3PUTENBbHOrO0 KOH-
TakTa, 3Ha4YUTENbHOE CHWXEeHMUe [OBuraTerbHomn
aKTMBHOCTM, COMPOBOXAAKLEEC HEBO3MOXHO-
CTbl0 CaMOCTOATENbHO CUAOETb, CTOSATb U XOAUTb.
Mpn pganbHenwem nporpeccuposaHun 3abonesa-
HUSI CHMXKAKOTCS MMM yTpayMBaeTCs cocaTefbHbIN
N TNOTOYHbIN pedhnekcbl, pebeHoK nepecTtaeT ca-
MOCTOSITENTbHO NOTaTh, pa3BuBawLlaacsa gucda-
rms TpebyeT nepeBoda Ha 3HTepanbHOe NuUTaHue
nyTemM HasoracTpasibHOro 30HOUPOBAHUA. Y HEKO-
TOpPbIX NALUWEHTOB B AETCKOM BO3pacTe OoTMeYatoT-
C4 anunenTuyeckue NPUCTynbl, YTO HE XapaKTepHO
ANs KNUHWYECKOW KapTUHbI B3POCHbIX MNaLWeHTOB.
Y OonblUMHCTBA MAUMEHTOB K Hayany 2-ro roga
XXU3HU BO3HMKAIOT MPOrpeccupyroLine HapyLlieHus
B AblXaTeNnbHOM CUCTEME, KOTopble TpebykT Ha-
3Ha4YeHNs pecnupaTopHON NoaaEPXKKM.

Ctout oTmMeTuTb, 4YTo LBSL BO3HMKaET B cTapLuen
BO3PACTHOW rpynne, Yalle y J1L XXEHCKOro nona.
Kak npaBuno, knuHundeckoe TteveHme LBSL gocta-
TOYHO MSArKOoe, HO B XO4e MpOBeOEeHWst KPYMHOro
PETPOCMNEKTUBHOIO MUCCNeaoBaHUs B MeOULIMHCKOM
yHuBepcuTeTe . AMcTepaam Obinv BbISIBNEHbI AETU
C TSDKENbIMU MNPOSIBNEHUSAMU NenkoaHuedanona-
TWUX, BO3HUKLLMMUW B HEOHATanNbHOM nepuoge, a Tak-
Xe 6bina 3apermctpupoBaHa CMepTb, acCoLMMUpO-
BaHHas ¢ 3aboneBaHneMm, B Bo3pacTe 20 mecsaueB
[30]. HanbGonee pacnpocTpaHeHHbIM HEBPOSOrnye-
CKMUM CMMNTOMOM, MO NOBOAY KoToporo obpatyatoTcs
3a MOMOLLIbIO NEePBLIN pas, SIBMNSeTCS MO3Xe4yKoBast
aTakcus, nauneHTbl OTMeYatoT NosiBNeHne HeyCcTon-
YMBOCTM W MoLlaTbiBaHUS Npu xoabbe n B npobe
Pombepra, koTopble MOryT yCcunmMBaTbCs Npu yTpa-
T€ 3PUTENBHONO KOHTPONS, Y HEKOTOPbIX NMALUEHTOB
HabrnoaaTca BHe3anHble nageHus.
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Mpy onpoce MauMeHTOB MOXHO BbISIBUTb aHaM-
HECTUYEeCKY0 MHMOPMaLMI0 O HanNMynM yTomnse-
MOCTM 1 crabocTu B MblLLLLAX, BO3HMKLLIEN 38 MHOIO
neT A0 OCHOBHbIX KIMHUYECKUX NPOSIBNEHUA U On-
arHoctukm 3abonesanus [31]. B knuHuyeckon kap-
TuHe LBSL oTmevaeTtca npeobnagaHme cMMNTOMOB
MopakeHWs1 TofOBHOrO MO3ra B BuAe nMpamMugHoun
CMMMTOMATUKKN, SKCTpanMpaMuUaHbIX HapyLleHUn,
KOTHUTUBHOIO CHWxXeHus. ObssaTtenbHbIM SBMASET-
CS NopaXXeHUsi CMMHHOrO MOo3ra, KOTOpbI noaBep-
raeTcs fereHepaTMBHOMY NPOLECCY Ha Pasnu4HbIX
YPOBHSIX, U KIUHMYECKNE CUMMTOMbI BbIpaxaroTcs
B pa3BMTUM CNAcTUYECKMX Mapanapesos, MPoBOA-
HMKOBbIX CEHCOPHbIX PacCTPONCTB, Mpexae Bcero
B BMAE CHWKEHWS BUMOPaALMOHHON M MbILLEYHO-CY-
CTaBHOW YYBCTBUTESIbHOCTW, HapyLlleHun QyHK-
LUMA TasoBbIX OPraHoB, MOBbILEHUS aMnaAuTyapl
N paclmpeHns pedrieKCoreHHbIX 30H CYXOXWUIlb-
HbIX M MepuocTarnbHbIX PedrieKCoB W MOSBNEHUS
natonoruveckoro pedrnekca babuHckoro ¢ ogHom
NN C OBYX CTOPOH, KITOHYCOB CTOM, HAaAKOMNEHHNKA,
pexe kuctu [32, 33]. MNMopaxeHrne MO3xeyka NposiB-
naeTcs pasBUTMEM CTAaTUKO-NMOKOMOTOPHOM aTtakcum
B BMAE PacCTPOMCTB PaBHOBECUSA W MOXOAKW, AM-
HaMM4eCcKON aTaKkCMM C HapyLUeHWEM BbINONHEHUS
KOOPAMHATOPHBIX MpPo6, NosiBNeHWeM AUCMETpuu,
ANCONaa0XOKMHE3a, UHTEHLMOHHOIO TpeMopa 1 Ha-
pyLUEHUs apTUKYNSALUN peYr No TUMy CKaHAMPOBaH-
HOCTW.

KnuHuyeckme onucaHus nauueHToB C MO34HU-
MW NPOsIBNEHUsSIMU 3aboneBaHus BKIOYanu Takke
nopaxeHus1 TPOMHUYHOTO HEPBa, Kak NpaBuIIo, 3TO
ObINMM NPU3HAKM HEBPanrMM TPOWHWYHOMO HepBa
C TUNUYHBIMW NapoKCcU3ManbHbIMU BonsMu ¢ npe-
MMYLLECTBEHHBIM MOpaXeHWeM BTOPOW U TPeTbei
BETBU HepBa.

Kak npaBwno, gaHHoe 3aboneBaHune nporpeccu-
pyeT MeasieHHO, HO SBMNSETCH UHBaNUAN3NPYOLLIMM
B 100% cny4yaeB 3a cYeT pa3BUTUSI HUXKHErO napa-
napesa. KOrHUTMBHbIE CMOCOGHOCTM CHUXaKTCS
y 20% peten. Y B3pOCHbIX KOTHUTUBHbIE (DYHKLUK,
Kak npaBuno, He CTpagalT WM He3HaYUTENbHO
nameHsoTcss. CMEpPTHOCTb B JETCKOM BO3pacTe Co-
ctaenseT 1,5%, a 85% peten ¢ gaHHOM naTonoru-
en gOoXMBatoT 4o Bo3dpacTa ctapiie 35 net. CmepTb
OT neKrkosHuedanonartum, nNosBMBLLENCS B cTap-
e BO3pacTHOW rpynne noka He 3aduKcMpoBaHa
[34, 35].

LBSL saBnsietca HeBPONOrM4ecknm paccTpou-
CTBOM, KOTOPOE€, Kak MpaBwno, MpPOrpeccupyer,
HO peaKko SIBMNSIETCS HEMOCPEACTBEHHOW MPUYNHOMN
cmeptn. Oxnagaemas NpOLOSPKUTENBHOCTb KU3HU
MOXeT OblTb HOpManbHOM Ans 6onblMHCTBa na-
uneHToB. MaumeHTbl, cTpagarwme LBSL, nwvetort
B LIESTIOM IyYLUMIA NPOrHO3, Yem npu GOonbLUMHCTBE
OpYrMx HacrneAcCTBEHHbIX JerKo3Huedanonatum
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n nenkogmnctpodui. Kak getckme, Tak n B3pochble
HEBPOIOrM MOryT BCTpPeYaTbCsi C TaKMMKU NaumneHTa-
MU U OOMKHbI UMETb NpeacTaBneHne 06 atom 3abo-
neBaHuu.

CornacHo gaHHbIM, NOMYyYE€HHbIM NPU UCcneaoBa-
HUM Ha Ga3e MeguumHCKoro UueHTpa YHuBepcuteTa
r. AMcTepaama, npakTnyecku Bce naumeHTbl ¢ LBSL
WUMEIOT CITOXKHbIE reTepo3nroTHble MyTaumm DARS2.
FomosuroTHele myTauum B reHe DARS2 BcTpeuatoT-
Csl OMeHb pefKo, OTNINYAKTCA aTUMMYHON KIMHUYe-
CKOW KapTMHOM N O0BPOKaYeCTBEHHbIM TEYEHUEM.
Tak, y 60nbLUMHCTBA NALUEHTOB BMECTE C TUMNYHON
cMMnTOMaTuKon 3aboneBaHus B Buae MopakeHus
NMpamMMaHOWM CUCTEMbI C pa3BMTUEM Nape3oB U Ma-
panuyen BO3MOXHO HabnogaTb NapokcuamanbHOK
dopmy atakcum 1 apednekcum.

MwuToxoHapvansHaga acnaptun T-PHK cuHTeta-
3a saBnsieTca (PepMeHTOM, KOTOpbIN Heobxoamm
OIS KU3HW, N Y NaLMEeHTOB HUKOr4a He ObiBaeT AByX
HyneBbIX MyTauui. OTu HabngeHVs NOoKa3kbIBatoT,
4YTO AManas3oH paspellallmx myTauui, npyMBoas-
LWMX K aKTMBHOCTM MUTOXOHAPWUAnNbHOM acnapTun
T-PHK cuHTeTasbl, Npy KOTOPOM MOSABAATCA Knn-
HWYECKMEe CMMNTOMbI, HO HET pUCKa CMepTH, SABMS-
ercs yskum [36].

JleueHue

Hecmotpsa Ha 1o 4to atmonorma LBSL xopoiuo
n3yyeHa, Nog BOMPOCOM OCTaeTCs naTtoreHes 3abo-
neBaHusi. Ha gaHHOM 3Tane pa3BuTUS MeguLMHbI Na-
TOreHeTU4Yeckuii cnocob rneyeHnss paccMmaTpuBaemon
nerikosHuedhanonatum He HaungeH. [NpumeHseTcs
B OCHOBHOM CUMMTOMAaTMyeckas Tepanusi, Kotopas
obrneryaeT COCTOsHME nauMeHTa 1 yrydlaeT B Ka-
KOW-TO CTEMeHW KayecTBO Xu3Hu. OnpegeneHHoe
3Ha4YeHNe UMEET paHHee WCMOoSfb30BaHNE METOOOB
dusnyeckorn peabunutauun gns  NpPouUIaKTUKn
pPasBUTUS OCINOXHEHWUIA, CBA3AHHBIX C HapyLUeHWeM
MbILLEYHOTO TOHYCa W BO3MOXHOCTU MepeaBuke-
HWS, PasBUTUEM KOHTPAKTYpP U CKONMMOTUYECKMX W3-
MEHEHUN MO3BOHOYHMKA. [lpn pasBuTMM peyeBbIX
HapyLLeHnr n gucdarmm Heobxoanmo NOAKMNIYEeHne
noroneguyecknx 3aHATMA M annapaTHOM Tepanuu
ONs ynyyweHns QyHKUUK rmoTanus. MNpu BeipaXeH-
HbIX KOHTPaKTypax MOXeT BO3HMKaTb BOMPOC O Mpo-
BEEHNN KOHCEpBATMBHOW OpPTOMEONYECKON KOp-
pekunM, Bonpoc 00 opToneanyecknx ornepaTuBHbIX
BMeLLaTeNnbCTBax AOIMKEH peLlaTbCs KonmnernanbHo.

MmetoTcs HekoTopble AaHHble 00 3ddeKTMBHO-
CTW ONUTENbHbLIX KYpCOB WHrMbutopa kapboaHru-
apasbl aueTtosonamuaa, 0ocobeHHO B rpynne naum-
€HTOB C romMo3uroTHor mytauuen B reHe DARS2,
UMEILLMX MapokcMaMarnbHylo opmy arakcuu,
HO 3TO TpebyeT AanbHENLIEro N3y4YeHus.

Mcnonb3oBaHne  KypcoB  HeripomeTtabonuye-
CKMX M HENpOMpPOTEKTUBHBLIX MpenapaToB OMMCaHo
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npu nedyeHun LBSL B OTAENbHbLIX KIMMHUYECKUX Ha-
OntogeHusx, Ho He UMeEeT NaToreHeTUYEeCKOro 3Have-
HWS U CYLLIECTBEHHO HE BIUSIET HA TEYEHUE U TEMIbI
nporpeccupoBaHunsi 3abonesaHus. Y naluneHToB C SB-
NEHVAMU TUNOMUENUHU3ALUN U PEMUTTUPYIOLLUM
TeyeHneM 3aboneBaHUs OTMevarcsl MONoXUTerb-
HbI 3hPEKT NPY NPUMEHEHUN Tepanun FOKOKOP-
TUKOCTEPOUOAMW, HO OH HE MUMEN MONOXMUTENbHOIO
MPOrHOCTUYECKOrO 3HayeHuWst Ans  3aboneBaHus,
a BBUAOY BO3MOXHbIX OCITOXXHEHWUI Tepanumn UCrorsb-
30BaHNE KOPTMKOCTEPOUOOB He LienecoobpasHo.

[MepcnekTuBHLIM SIBMNSIETCA HanpaBneHue TapreT-
Hown Tepanun. Tak, B HacTosLLEee BpeMsi MPOBOASATCA
nccneaoBaHUsa NPUMEHEHUST aHTUCMbICITOBbIX ONK-
FOHYKNeoAMAOoB, KOTOpble CMOCOOHbI BroknpoBaTb
CUHTe3 Bernka ¢ cooTBeTCTBYHOLEN MaTpuyHon PHK
nytem obpasoBaHUs OYMMEKCHbIX Y4acTKOB, U Ta-
Knm obpasoM NoAaBnsAlT CUHTE3 MaToONOrM4ecKmx
0enkoB B MWUTOXOHAPUSX, NpegoTBpalas nospe-
XOEeHWe CTPYKTYp HEPBHOW CUCTEMBI.

3aknr4veHue

Taknm 06pa30M, B HacTosdLlee BpeMA HAKOMNMUITNCb
onpepgerneHHble TeopeTn4yeckne wu KImMHun4eckmne
OaHHble 06 3Tnonoruu, natoreHese, KMUHUYECKUX

CIIUCOK AUTepaTyphl

nposiBneHnn n auvarHoctukn LBSL. CoBpemMeHHble
MeToObl  MONEKYNAPHO-TEHETUYECKOW [AMAarHOCTU-
KM U HepoBM3yanuaaummn, no3BonsT YyCTaHOBUTb
TOYHbIN AnarHo3 LBSL.

[OoCTVXXEHUS B M3yYeHMU reHeTudeckux 3abone-
BaHWI, COMPOBOXAAOLLIMXCS NOpaXxeHneM HEpPBHOM
CUCTEMbBI U 3HEPreTnYeckoro obmeHa B HempoHax,
no3BonmMnnM JobUTbCSA Nyyllero MOHWUMaHUS 3TUO-
naTtoreHesa MUTOXOHApPUarbHbIX GonesHen, ogHako
OCTaeTCs MHOXECTBO HEpELLUEHHbIX BONPOCOB, IMaB-
HbIM 0Opa3oMm 3aTparuBaroLmnx natoreHes LBSL.

BaxkHbIM HanpaBneHvem AanbHEenLnX HayvHbIX
nccneaoBaHUn ABMSETCH BbIIBNIEHNE reHOEHOTU-
NMUYECKMX KOpPPENAUnn, onpeneneHne MexaHn3moB
pasBUTUS U NPOrpPeccupoBaHUsA NaTonornm, Mouck
pPaHHMX OMAarHOCTUYECKMX MapKepoB M paspaboTka
MeTo[0B natoreHeTn4yeckoro nevyeHns LBSL.

UcTouHuk puHaHCcMpoBaHuA

ABTOpbI 3asABMAOT 06 OTCYTCTBMM CMOHCOPCKOM
NOAAEPXKKM NPW MPOBEAEHMN UCCIe0BaHNS.
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