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B nocJieHue rozpl y ieTeii AIMeeT MECTO POCT 3200J1eBaHMil, CBA3aHHBIX ¢ 04aroBbiM nopaxkennem LITHC. Tpyanocts qudppepenim-
aJIbHOI TMarHOCTUKY AemMuemHu3upyiomero nopaxenust LIHC y nereit nonTBepxaaer npeacTaBlieHHbIi CIydail pa3BUTHs Iporpe-
JIMEHTHOTrO 3a00JieBaHus Y 00JIbHOTO 4 JIeT, y KOTOPOro ObLI MOATBEPK/IEH AUATHO3 X-CleIJIEHHO# apeHoIeiKoaucTpodun. ABTOpbI
CYMTAIOT 11e1eCO00PA3HBIM MPU UMEIOIIei MeCTO MPOrpeIMeHTHOCTH TeueHus 3a00JIeBaHus C YTPATOii HABLIKOB M YMEHHI, porpec-
CHPOBAHHEM CYAOPOXKHOTO CHHAPOMA HA (DOHE TPUITEPHOI cOMATHIECKOH WM MH(EKIMOHHOI NATOIOTUH, HAJTHYHEM IPOrpeccHpy-
tomeii 1 y3Hoi AeMueTHHU3AIMH FOJIOBHOTO MO3ra U HAPACTAHHEM aTPO(UIYECKHX NMPOLEcCcoB 0e3 BOCIAIMTEIbHbIX H3MeHeHHi
B JIMKBOpeE NMpoBeieHne AudepeHnnanibHoro AMarno3a ¢ reHeTHyeckKu 00ycJI0BIeHHbIM HAC/IEICTBEHHbIM HapyIlleHneM 00MeHa Be-
mecTB. B cTarbe moguepkuBaercs, YTo B NEPHOJ AMATHOCTHYECKOrO MOMCKA B PAMKAX Pa0oyero JUArHO3a, KOTOPbIM MOXKeT ObITh
aHuedaIUT WK BpoKaenHas nndekuus ¢ nopaxernuem LITHC, neodxoaumo nposesenne Tepaniu: 3THOTPONHOI (IPOTUBOBUPYCHAS
WIM AaHTHOAKTEPHAJIbHASA), IPOTHBOBOCTIANMTEIbHOIM, AHTHOKCHIAHTHOM, META00IMYECKOM, PeCITMPATOPHOI MOIIEPKKH, YTO MO-
3BOJIsIeT CTAOMIN3UPOBATH COCTOSHUE MAIEHTOB.

Karouesvie caosa: demu, demuenunuzupyoujie 3a0601e6aHUS HEPEHOL cucmembl, SHUeparumeot, X-cuenieHnas aopeHonetKooucmpopus.
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Last years in children we observe high frequency of diseases, associated with focal central nervous system damage by infectious, autoim-
mune and congenital process. Very often the process occurs in children of early age as a result of recurrent and congenital (chronical)
infections. Differential diagnosis of demyelinative central nervous system disease can be difficult, so we report about the case of progredient
X-associated adrenoleucodystrophy in 4-year-old child, case was verified genetically. We suppose differential diagnostics with genetically-
associated exchange disorders (and myelinization disorders) in all cases of progredient disease with lose of skills and abilities, convulsive
syndrome progression on the background trigger somatic or infectious pathology, progressive diffuse brain demyelination and increasing
of atrophic processes without inflammatory signs in cerebrospinal fluid, differential diagnosis with genetically determined disorders of me-
tabolism in children of all age groups. We also insist on a therapy while making differential diagnosis. We suggest the diagnosis for the therapy
start is encephalitis or congenital central nervous system infection. In such cases we can start causal therapy (antiviral or antibacterial),
antiinflamatory, antioxidant therapy, metabolical therapy, respiratory support to make the situation stable.
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MoCJIeAHUE TONbl Yy JeTeil HaOJogaeTcs pocT 3a-

OoJieBaHMI, CBSI3AHHBIX C OYAroBbIM TTOpaXXeHUEM
HHC kak nHGEKIMOHHOTO, TaK U ayTOUMMYHHOTO Te-
He3a, a TaKXKe He MCKITI0YaeTCsl HacJeACTBEHHbIN XapaK-
tep nopaxkeHwus [1]. I[lpuunHoii pazBuTust 3TUX 3a00J1€-
BaHUI HEpPEAKO CIyKaT pPeKyppeHTHbIe M BPOXKIEHHbIC
WHQEKINU; OTMeUYaeTcsl TeHACHIIMS X MaHudecTaluu
y neTteit paHHero Bospacta [2]. OOuienpu3HaHO, YTO
NeMUeTMHU3UpYIole 3a00JeBaHNs HEPBHOW CUCTEMBbI
11eJIeCO00pa3HO OTHOCUTb K ayTOMMMYHHBIM COCTOSIHU-
M. Ho MHoOXecTBO (haKTHUECKMX JaHHBIX YKa3bIBaeT
Ha TO, YTO B MX Pa3BUTUM YYaCTBYIOT (DaKTOpPbI OKpY-
JKeHUsI, B YaCTHOCTH, pa3HOoOpa3Hble MH(EKIIMOHHBIE
areHTbl, criocodHbie TpoHuKaTh B LIHC, BbI3bIBast Xpo-
Huveckoe BocrayneHue [3]. Psnm BupycoB MoxeT Tipsi-
MO WMHIYLIMPOBATh MPOLECC ASMUEIUMHU3ALUMU, HA YeM
OCHOBAHO CO3[aHue BUPYCUHIAYLIMPOBAHHBIX 3KCIIEpU-
MEHTaJIbHBIX MOJIeJIEN pacCesSTHHOTO CKJIepo3a U OCTPOTO
JNIUCCEMUHUPOBAHHOTO 3HIIe(ATOMUENUTA, B YACTHOCTH
Ha MbIIIax, MHPUIIMPOBAHHBIX BUPYCOM MBIIIIMHOTO SH-
nedanomuenura (Theiler's virus) [4].

PesynbraThl HEKOTOPBIX 9KCIIEPUMEHTATBHBIX U KJTH-
HUYECKUX MCCIIeNOBaHUI TIpearosaraloT Haluumue BO3-
MOXHOM B3aMMOCBSI3U MEXIy MH(EKIMeil 1 pa3BUTUEM
U/WIN O0OCTPEHUSIMU PACCEeSTHHOTO CKJepo3a, Kacao-
LIEICsT MEXaHU3MOB MOJIEKY/ISIPHON MUMUKPUM, PaCIlIM-
peHUsI AITUTOTIOB WJIM TTOOOYHON aKTUBALIMU KJIETOK UM-
MYHHO# cucTeMbl Mo3ra [5]. Cpenu Bcex repriecBUpycOB
yeJoBeKa HauboJblee 4YKUCIo (DaKTOB OTHOCHUTEJbHO
CBSI3W C pacCessHHbIM CKJIEpO30M HaKOIUIEHO B OTHO-
meHun Bupyca DminrteiiHa—bapp (BOB) u Bupyca rep-
rmeca 6-ro TUIA. AHAIU3UPYd (PaKTOPbI pYCKa PaHHETo
pa3BUTHS paccessHHOro ckieposa, E. Waubant u coasT.
(2013) [5] comocTaBuIM 4acTOTY CEPOJOTMYECKOTO BbI-
sapneHuss BOB, nuromeranoBupyca (LIMB) u Bupyca
npoctoro reprneca 1-ro tuna (BIIT-1), a Takxe reHoTua
HLA-DRBI1*1501/1503 y 189 neteit (no 18 net) c ycra-
HOBJICHHBIM IMAaTHO30M PacCesTHHOTO CKJIepo3a Mo CpaB-
HEHUIO CO 3J0POBBIMM JIeTbMU (n=66). BuiscHuIM,
YTO HaJIM4yue aHTUTe]l K siiepHoMy aHTureHy-1 BOb
(EBNA-1) accouunpoBaHO C TIOBBIIIEHHBIM, a XPOHU-
yeckass nHpekuusi [IMB, HanpoTuB, ¢ MOHMXEHHBIM
PUCKOM pa3BUTUSI pPAHHETO pacCesIHHOTO CKJeposa.
XOoTs1 TIpy aHajM3e TPYIIN JeTeil B LeJIOM XpOHUYecKast
nHpekumst BIIT-1 okaszamach HeCBSI3aHHOW C pa3BUTU-
€M pacCesiTHHOTro ckiepo3a. B aTom acrnekre oOHapyxe-
HO YeTKOe B3aMMOJIEHCTBUE MEXAYy HaludyueM BUpyca
n HLA-DRBI renoturnom. ¥ nereii 6e3 amtenss DRB1*15
B HLA-renHorune undexius BIIT-1 coueranach ¢ yBe-
JIMYEHHBIM PUCKOM PacCEesTHHOTO CKJIepo3a, B TO BpeMsi
Kak y mo3utuBHbIX Mo DRB1*15 neteit apdext Ob11 006-
patHbeiM. CrenoBaTesibHO, 110 faHHBIM E. Waubant u co-
aBT., WUH(UIMPOBaHUE OOBIYHBIMM, IIIMPOKO PaCIpo-
CTpaHEHHBIMU BUpPYCAMU B paHHEM JETCTBE MOXET KakK
MOBBIIIATh, TAK M CHUXKATh PUCK Pa3BUTUSI paHHETO pac-
CeSTHHOTO CKJIepo3a, WHOTJA B CBSI3U C OMpeneJeHHbIM
HLA-renoturiom.

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

Kak npaBuio, oOHapykeHHe B KpOBU 1/WIJIU TUKBOPE
Pa3IMIHBIX MHPEKIMOHHBIX BO30YIUTEIeil B COYeTAHUT
C HaJIMYMEM OYarOBBIX CUMITTOMOB SIBJISIETCSI OCHOBaHU-
eM JUISl TUArHOCTUKM dHIehamnuToB. OQHAKO aBTOpaMU
paHee ObUIO YCTAHOBJIEHO, YTO IO PaclpOCTPaHEHHO-
CTU TIOpPaX€HMST TOJIOBHOTO MO3Ta Cpeiu SHIe(aTnTOB
y neteit 4—6 u 13—17 net mo 95% cocTaBiSIOT JEiKO-
9HI1Ie(AIUTBI, TOTAA KaK TMOJMOo3HLEehaTUuTsl — Y2 Ciy-
yaeB sHIedanuToB y nereit 1o 1 roga u 30% cpenu na-
ueHToB 7—12 net, a maHsHUedaauThl B 86,4 % ciydyaes
UMEIT MECTO y JeTeil Mojioxe 3 jieT. B kKinmnHu4yeckoi
KapTHHE JIeWKOOHIIe(hATUTOB JOMUHHUPYIOT PacCcTpoOii-
CTBa YYBCTBUTEJIBLHOCTHU, TTUpaAMUIHAS W MO3KEUKOBasI
CHUMITTOMATHKa, UMetoIast B 87% ciydaeB OJarompusiT-
HBI MCXOJ B BBI3IOPOBIIEHNE 0e3 JeUlInTa WIN C MU-
HUMaJIbHBIMU cuMIiToMaMu. [lpn TonrosHIedamuTax
XapaKTepHBIMHU SBIISIIOTCST HAPYIIIEHUSI CO3HAHUST U CYJIO-
POKHBIN CMHAPOM, a TIpY MaHdHIedalIuTax — Mporpec-
CHUpYIOIIIME ABUTATEeIbHbIE M KOTHUTUBHBIE HApyIIEHUSI,
KOTOpbIe UMEIOT TEHJEHIINIO K CTAOMIM3aIIU TIPU afeK-
BaTHOI STMOTPOITHON Teparnuu, 4ero He HabOJsromaercs,
K MpUMeEpY, TIPY HaCJIeICTBEHHBIX HapyIIeHUSIX OOMeHa,
nporekawtux ¢ nopaxenuem LIHC, mis Koropeix xa-
pakTepHa MPOrpeAUeHTHOCTh TeueHus [1, 6].

He uckiouaercsi, 4To XpoHUYECKasi TePCUCTUPYIO-
mass THQEKIUsS MOXET TTPUBOANTh K HapyIIeHUIO0 HOP-
MaJIbHOTO OOMEeHa BEIIECTB, a TAKXKe BO3MOXKHA JTUTETb-
Hasl MepCUCTEHINS WH(MEKIMOHHBIX areHTOB B KJIETKaX
JUMGOUTHOTO psifia, TN, SHIAOTEIUN COCYI0B, YTO CO3-
JTaeT TMPEIMOCHITKN Pa3BUTHS XPOHUIECKOTO TTOPaKEHMS
oenoro BemectBa LIHC um ompenensier He0OXOOIUMOCTh
STUOTPOITHOM Teparuy BHE 3aBUCUMOCTHU OT TTPOIOJIKM -
TeJbHOCTU 3abosieBaHust [6—8]. TToMmumo 3TOrO, B pas-
BUTUU JIeMUCTMHU3UPYIOIINX 3a00JIeBaHUII HEPBHOM
CHCTEMBI 00CYXKIAIOTCS BOMPOCHI MPUOOPETEHHBIX, BO3-
MOXKHO, PEIKUX MyTalluii BCJEACTBUE WHTETpauy psiia
BO30y/auUTENeil, B YaCTHOCTU BUPYCOB Teprieca, B TEHOM
YyesioBeKa, 3T0 00yCIOBIMBAET AMCHYHKIINIO MUETUHOO-
Opa3oBaHMs C TTONOCTPHIM Pa3BUTHEM JEMUETUHU3AINN
U IeTeHepaliu, 4To TpedyeT najibHelIIero nzydeHus [9].
W3BecTHBI peakue MyTallMu: HaCJleACTBEHHBIN IedeKT
peuenrropa UNC93B1, mpenpacnonaraiomuii K pa3Bu-
Thi0 3HIedannTa, BeizBaHHOTO BIIIL. Tlpu ycioBuum or-
cyrctBust KoHTakTa ¢ BIIIT HocuTenu myraumit Moryt
JIUTUTEIbHOE BpeMsl WJIM JaXe BCIO KM3Hb OCTaBaThCS
3nopoBbiMHU [10].

MMeHHO M3ydeHre TeHEeTUKU JeMUETUHU3UPYIOIINX
U XpPOHMYECKUX WHGEKIIMOHHBIX 3a00JIeBaHUI TT03BO-
JIUT TTOHSITh IPUYMHBI «aHOMAaJIbHOTO» TeUeHUs OOJIE3HU
Y HEKOTOPBIX MALIMEHTOB, OMPEISIUTh IyTH COBEPIIEH-
CTBOBAaHUST TAKTUKU BEICHUS <«TSKEJIbIX» U «HETOHSIT-
HBIX» OOJIbHBIX, YTO SIBJISIETCSI UYPE3BBIYAHO 3HAUMMBIM
TS TIPAKTUYECKOTO 3apaBooxpaHeHus [11].

CrnemyeT OTMETUTh, UTO Y JETE ovarn JeMUeTMHU3a-
v B LIHC moryr umeTh MecTo M Tpu HaCIeICTBEHHBIX
3a00JIeBaHMSX, TIPOTEKAMIIMX C MOPaXXKEHUEM MUEJMHA:
anpeHoJleKomucTpodust, MeTaxpoMaThudecKkas JIeHKO-
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Cxpunuenio E.1O. u coaem. JucddepeHnanbHast TMarHOCTHKA TEMUSTMHU3UPYIONINX 3a001eBaHIIT HEPBHOU CUCTEMBI y JIETENA. ..

nuctpodust, 6onesnu [enuiieyca—Mepubdaxepa, cCMHIpOME
Kokeitna, 6one3nn Cana, Anekcanaepa, Kpaooe, Kanasa-
Ha—BaHn-borapra, L-2-ruapokcuriyrapoBoit amumypuu,
MerajoaH1edaTnIeckoil JieitoaHuedanonatu ¢ cyokop-
TUKaJTbHBIMUA LIUCTaMU, JIeWKO3HIIeMaTonaTu ¢ ncyesa-
fOIIMM OeJIBIM BeIIeCTBOM M TIp. [2]. XpoHMdYeckue mep-
CUCTHpYIOIINE MHMEKIINN B 3TUX CITyJasXx MOTYT OBITh KaK
TPUTTEPOM TIOSIBJICHUSI TIEPBBIX TPU3HAKOB TaTOJIOTHH,
Tak 1 (haKTOpOM, OOYCITOBIUBAIOIINM TSIKECTh U CKOPOCTh
MaTOJIOTMYECKOTOo Tipoliecca. B moaTBepkaeHne BhIlIeCKa-
3aHHOTO MTPUBOAMM KJIMHUYECKOE HAOTIOIeHNE.

Bonbhoit @., 4 roma. IMoctyrmun 30.05.2016 T. B oT-
nefeHue HepOMHMEKIN U OpraHUYeCKOM MaToJIOTu
HepBHOU cuctembl ®I'BY JHKIIMB ®MBA Poccun
C OIWarHO30M: MOJOCTphIi HIIedanuT? CuMnToMaTnde-
cKasl snwuiencus. JIByCTOPOHHSSI CEHCOHEBpalIbHasT Ty-
royxocTb. [pybast 3amepkka TICUXOMOTOPHOTO Pa3BUTHUSI.
MortopHas ananusi.

W3 anamMHe3a JXM3HU U3BECTHO, YTO peOEHOK OT BTO-
poit 6epemMeHHOCTH (TIepBasi OEPEeMEHHOCTh — 3aMep-
11asi Ha CpOKe recTallMu 8 Hem), MpoTekaBiileil Ha (oHe
LIMB-undexkuuu. Ha 28-ii Hemene BHYTpUYTpOOHOTO
Pa3BUTHS MO HAHHBIM YJIBTPa3BYKOBOTO WCCIEIOBAHMS
(Y3W) nuarHocTrpoBaHa renatocIiiyieHOMEraausi, Majao-
Bomme. Oo6cnenoBanne Ha TORCH wmHbexunm He mpo-
Boawiock. Ponbl Ha 38—39-i1 Hemene recralvu MyTeM
SKCTPEHHOTO KecapeBa CedeHHUs. MalbuuK pOIUIICS
B COCTOSTHUW BHYTPUYTPOOHOI TMITOTpOodUM, Macca Mmpu
poxaenun 2570 r, jHa Tena 50 cM, olleHKa o IIKaje
Arrap 8 6annoB. Ilpu poxaeHUu oTMevanach >KeaTyI-
HOCTb KOXHBIX ITOKPOBOB, CKJIEp, MOBBIIIEHNE B KPOBU
YPOBHSI OMJIMpyOMHA, TpaHCAMUHA3.

VY pebeHKa Tpu poXIeHWN AUATHOCTUPOBAaHA TeHe-
panuzoBaHHas BpoxneHHas [IMB-unbexius (meTonom
nojsumepasHoit uernHoi peakuuu — [P — B kpoBu 06-
HapyxeHa JIHK LIMB). [Monyunn 5 undysuit cnetmdu-
YyecKoro MMMyHorsiooyiamHa. B Bo3pacte 1 mec pazBuiics
XOJIECTATUYECKUI TETTaTUT, B CBSI3U C YeM ObLTa TpoBe/ie-
Ha XOJICIUCTIKTOMUS M OMOTICUS TleueHU. [1cTomornye-
CKU YCTAHOBJIEH XPOHUYECKHIT TeTaTUT TSIKEIOU CTeTe-
HU, puOpo3 neyeHu TsKeaoi creneHu. HeBposiorom npu
POXIEHUN IUArHOCTMPOBAHO TUITOKCUYECKU-TeMOoppa-
ruyeckoe nopaxeHue LIHC, a B Bo3pacte 4 mec — nBy-
CTOPOHHSISI CEHCOHEBpaJIbHAsI TYrOYXOCTh, IO TTOBOIY
yero Habmomaetcst y cypnojora u JIOP-Bpaua. B 8 mec
SKM3HM HavyaJl TlepeBOpavnBaThes, B 1 TOI 2 MeC caMOCTO-
saTenbHO ce. B Bospacte 1 rom 10 Mec mocTtaBieH nua-
THO3: JETCKUI IiepeOpaybHBI Tapajnd, aTOHWYecKast
dopma, 3amepKKa IICMXOMOTOpPHOTo pa3Butus. B 2 roma
2 Mec Havaj XonuTh. B 2,5 roga GbLI0 MPOU3BEIEHO CITy-
XOIPOTE3NPOBAHKE CITpaBa.

B 2 rona 7 mec (oxtsi6pb 2015 1) Ha oHe mMresnesa,
racCTPOIHTEPOKOIUTHOM  (POPMBI  TSKEJIOTO  TEYEHUS
C BBICOKOW THIEpTEepMUEil BIIEpBbIe OTMeUaycs TpHU-
CTYI CyIOpOT (TOHWYECKWI MPHUCTYIT B MPaBbIX KOHEY-
HOCTSIX C OCTaHOBKOW B30pa), KOTOPBIH ObLI paclieHeH
KaK cUMIITOMaTh4ecKas anuiencus. [1pu obcienoBaHun

B JIMKBOpPE ompenessiics 0eyoK a0 1 1/, IuTo3 B HopMe.
B Hos16pe 2015 . mepeHec BeTpsiHYIO OCITy, B JeKaOpe
2015 . — peuuaAuBUPYIOIINN OOCTPYKTUBHBII OpOH-
xuT. C 11 guBaps 2016 . oTMeyasach BSUIOCTb, PBOTa,
rosoBHast 60jb. Jleunncsa B JAI'b . KpacHosipcka ¢ nu-
arHO30M: TIOCTeACTBUSI TepeHeceHHoil [IMB-uHdek-
1IMY, TeHepaau3oBaHHOU dopmbl ¢ nopaxenuem LHHC:
KUCTO3HO-TJINO3HbIE M3MEHEHMSI TOJIOBHOTO MO3ra,
BHYTPEHHSS TUaporedains, MpaBOCTOPOHHUIM TreMuIia-
pes. B ntukBope 6enok no 1,5 r/a, nuto3 B HopMme. [lomy-
YWJI BHYTPMBEHHO KareJabHO 30BUpakc B po3e 30 Mr/kr
B cytku Ne7. Ilocne maHHOrO 3MmM30ma OTMEYayics BBI-
pPaXeHHBII perpecc NMCUXOMOTOPHOTO Pa3BUTHSI: Tepe-
cTaj XOAWTh, TOJBKO Moji3al. AMOYJIaTOPHO HavaT Kypc
HelpoMunMHA, MUJ0KaIMa, KOTOpbiii 3¢ dekTa He mail.
Yepes Heneno OT Hayvajia JIEYEHUST TIOC/Ie BaHHBI OTMe-
yajach pBOTa, TOJIOBHas 0OJb, yayllibe, LIMAHO3, pa3-
BUWJICSI CYIOPOXHO-KOMAaTO3HBII CTaTyC, C 4eM pebeHOK
osu1 rocrmtanusupoBad B OPUT AI'b . KpacHosipcka
C IVMarHO30M: MOTOCTPHIN JEeHKOIHIeMaTNUT,; KMCTO3HO-
aTpouyeckre M3MEHEHUs TOJOBHOTO MO3Ta; CHMIITO-
MaTudecKas SMUJIETICUsI, CTaTycHoe TeueHue. Heckosbko
CYTOK HaXOAWJICS Ha WCKYCCTBEHHOM BEHTWIISIIIUU JIeT-
KuX. B JMKBOpe BHOBBL BBISIBIEHa OCIIKOBO-KJIETOYHAS
nucconmanus (6enok 1o 1,5 r/n, muTo3 4 KieTku B 1 MKII,
peakuus [lanau +++, miokosa 3,5 MMmosb/i). B kpoBu
neiikounTo3. C deppansg 2016 . HAXOAUTCI Ha MPOTUBO-
SMUJIETITUYECKON Teparnuu, ToJyJaeT TormupamMaTt 12 mr
2 pa3a B CyTKH.

Hyist  yrounenmst nmuarHo3a moctynmwt B DI'BY
JHKINB ®MBA Poccuu. CocTtostHre O OCHOBHOMY
3a0os1eBaHUI0 cpeaHei TskecTd. CaMOYyBCTBUE OTHO-
CHUTEJTLHO YIOBJIETBOPUTENbHOE. MabuK aKTUBEH, J10-
OpoxkeNaTesieH, TTOHUMAaeT XeCTOBYIO pedb B Y3KOM ObI-
TOBOM IiaHe. OTMeYaeTcsl MOTOpHas ajaiusi. ANTMETUT
cHmkeH. K mumie oTHocutcst m3bumparebHO. 3€B YMC-
Toiid. [lepudepuyeckre aumMboy3ibl MEHHON TPYIbI
MeJIKe MHOXeCTBeHHBIe. TOHBI cepala OTYETIUBbBIE,
puTMUYHbIe. YacToTa cepieuHbIX CoOKpalleHuit 92 B Mu-
Hyty. Yactora npixanust 21 B MuHyTy. [lepkyropHo Ham
JIETKUMU SICHBIN 3BYK. JIbIXaHWe Be3UKynsipHOe. JKUBOT
MSITKUI, 6e3001e3HeHHbIN. [TeueHb maabnaTopHo +5 cM
u3-11071 pedbepHoii nyru (1o naHHbIM Y3 U He yBenuueHa).
CTyn cO CKJIOHHOCTBIO K 3aropam, 0(hOpMJICHHBI.

YepernmHO-MO3TOBbIE HEPBBI — TJIadHble 1ieau D=S,
3pauku D=S. ®oropeakuuu XWBbIe, HHUCTarMa HET.
SI3bIK MO cpenHel JWHWUM, TJIIOTOYHBINA pedrekc co-
xpaHeH. CaMOCTOSITEIbHO CaauTCs, TepeMelaeTcsl o
KpoBaTh. XOAUT C TOAAEPKKOM, MOXOAKA MapeTUIHas
crpaBa. MEbIIIeUyHast CHJIa CHUKEHA B MPaBBIX KOHEYHO-
CTsX. MBIIIEUHBIM TOHYC TTOBBIIIEH B MPaBbIX KOHEYHO-
cTax. CyxXoXWIbHBIE pedIEKChI ¢ BEICOKUM PacIIMpeH -
eM pedIeKCOTeHHBIX 30H, KOJICHHbIe — CITpaBa BHIIIIE.
Cumnrom babmHCKOTO ¢ IBYX CTOPOH.

Kmunnueckuit  anamus  kposu  (30.05.2016): HB.
117 v/n, ap. 4,6 10'2/n, 1. 9,5 10°/1, c. 47%, 5. 2%, mumdd.
41%, moH. 10%, COD 2 MM/4. BruoxuMnueckuii aHaau3
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(31.05.16.): GuaupyowH oOmuit 7,7 MKMOJb/J, OWIA-
pyouH mipsmoii 3,1 MKMOJIb/J, OUAUPYOUH HEMpsIMOii
4,6 MKMOJTb/J, menouHas docdatasa 161 EI/n, moue-
BWHA 3,6 MMOJIb/J, KpeaTUHUH 45,4 MKMOJIb/JI, TJII0OK03a
3,78 mMMoJb/n, acrapraramMuHTpaHcamMuHasza 25 EJl/m,
aJaHMHaMuUHOTpaHcamuHaza 23 EJI/n, makratmeruapo-
reHasa 243 EJI/n, C-peakTuBHBII OeoK 6,1 Mr/m, Kpe-
aruHkuHaza 48 Ell/n, kpearmnkuHaza-MB 24,7 EJl/n.
Komporpamma (01.06.2016) 6e3 matonoruu. [Tpu mocese
Kajla Ha JU3TPYMIy IMaTOreHHble MUKPOOPTaHU3MBI He
obHapyxeHbl. O0mumit anamm3 moun (31.05.2016): yneanb-
Hast tuiotHocTh 1,010, pH 7,0, snurenuii mockuii 1—2
B Tosie 3peHus, Jerkouutsl 0—1 B mose 3peHus. Oocne-
noBaH Metogamu TP u uMmMmyHodepMeHTHOTO aHanu3a
(MDA) Ha Goppenvu, BUpPYC KJEIIEBOTo 3SHIehannTa,
sHTepoBUpYchl, mapBoBupyc B19, BIIT-1, Bupycs rep-
reca 4,5,6-T0 TUTIOB — pe3yJIBTaThl OTpULIATeIbHbIE. Me-
tomoM MDA BHISIBIEHBI aHTUTeNA Kinacca IgG K BUpYCY
OniureitHa—bapp u Bupycy BeTpsiHOI ocmibl. B nukBope
(03.03.2016) umro3 4+ 10°/1, 6enok 0,580 1/, anpOyMuH
46 mr/mt.

ITo manHBIM 351eKTpoHepoMuorpacdum (01.06.2016),
MPU3HAKOB MOPaXXeHUsT MOTOPHBIX U CEHCOPHBIX BOJIO-
KOH TiepudepruecKux HEepPBOB HIKHUX KOHEYHOCTEN
IO TOJTUHEBPOIAaTUIECKOMY THUITY He BBISBIeHO. OTMe-
YaeTcsl CHUXKEHUE BO30YIMMOCTH MOTOHEWPOHOB TTOJY-
IIapuii TOJIOBHOTO MO3Ta C OTCYTCTBMEM perucTpalvu
JIOCTOBEPHBIX BBI3BAHHBIX MOTOPHBIX OTBETOB MBIIIII]
cror (c m. abductor hallucis ¢ 1Byx cTOpoH) Mpu TpaHC-
KpaHUaJIbHOM MAarHUTHOW CTUMYJISILIH.

93T (03.06.2016): B (poHOBOI 3ammMCU TOMUHUPYET
TeTa-puT™M. YMepeHHble auddy3Hble HapylieHus Ouo-
3JIEKTPUYECKON aKTUBHOCTM TOJOBHOTO Mosra. Uppwu-
Talusi KOpbl TOJIOBHOTO Mo3ra Juddy3HOro Xxapakrtepa
JIETKOM CTeTieHU. AKIIEHT UPPUTAIIUU B IOOHBIX U TIEpe/i-
HEBHUCOYHBIX OTaejax 0e3 yarepanuzauuu. Ovaros, mna-
POKCU3MOB, TUITUYHBIX SITMKOMIUIEKCOB HET.

IMpu Y3U opranos 6promrHoit mooctu (03.06.2016)
BBISIBJIEHBI TU(MGY3HBIE U3BMEHEHHST CTPYKTYPHI TTEYEHH.
Ddubpos meyeHu.

Ha wmaruutHo-pe3oHaHcHoit Tomorpamme (MPT)
rojoBHoro wmosra (29.05.2016) xaptuHa IUG@Y3HBIX
CJIMBHBIX 30H JAEMUEIVMHU3AINA B COYETAHUU C OTEKOM
BapoJiieBa MO3ra, ¢ rmopaxeHueM Oejioro BellecTBa ro-
JIOBHOTO MO3Ta 1 06a3aJbHBIX SIIepP, TPOMHUIHBIX HEPBOB
(KOPTUKaJIbHBIN ciioi MHTaKTeH). OmnyxoseBast UHQUIb-
Tpalusi MeHee BeposiTHA. BBISBIIEHBI MPU3HAKU, XapaK-
TepHbIE JUIS TIOCTUIIEMHMUYECKUX u3MeHeHuit. Kucta
MPO3pavHOil TIepeTopoaKu. BHYTpeHHsS Thapoiedanus.
Ilo cpaBHeHuto ¢ mpeapiaymiuM MP-uccienoBanuem
orpuniatesbHag nuHamuka. Ilo manaeiM MPT mreiitHoro
U TPYAHOTO OTJAEJIOB CIIMHHOTO MO3Ta B OOKOBBIX OTJIE-
Jlax CTUHHOTO MO3Ta BBISIBJICHBI CHMMETPUYHbBIE YUaCTKU
noBeiieHHOTo curHaja Ha T2, T2-STIR u uzorunoux-
TeHcuBHOro curHajga Ha T1-BU ¢ siBreHusiMu ymepeH-
HO BBIpaXXeHHOTO TiepudoKkaabHoro oreka. ITo maHHBIM
MPT, Hanbosiee BEpOATHBIM SIBIISIETCSI BOCTIAIUTETbHBIT

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

MPOLECC ¢ BO3MOXHBIM ayTOMMMYHHBIM KOMITOHEHTOM
C aKTUBHOM MeTabosnyeckoil peakieit. [To maHHBIM
MO3UTPOHHO-3MUCCUOHHON TOMOTpahuK/KOMITbIOTEP-
Hoii Tomorpaduu (ITDT/KT) rosoBHoro mosra ¢ me-
toHrHOM (30.05.2016): oyaru MOBHINIEHHOTO 3axBaTa
panuodapmrperapara (MHIeKC HakoruieHus 1,82) B jie-
BOI1 TOOHOT 10J1€, KOJIEHE MO30JIMCTOTO TeJia, TTOAKOPKO-
BBIX SIIpax ClieBa, 3pUTEJILHOM Oyrpe, TOMOJIaTepabHOM
HOXKEe MO3Ta, COBMANaIIe C 30HaMU TTaTOJIOTUYECKO-
ro curHasia Ha MPT, ouar moBBIIIIEHHOTO 3aXBaTa pajau-
oapmmpenapaTa B BeIlIeCTBE BapoJIMeBa MOCTa U B KOPE
MPaBOTO MOJYIIAPUS MO3KeUKa 6€3 YeTKOTO COBIAJICHUS
¢ nanHeiMu MPT (cM. pucyHok). T1DT-kaptuHa B co-
BOKYITHOCTM ¢ pesyiabratamu MPT He yknambiBaeTcst
B MpeacTaBjieHne 00 OIyXoJIeBO Mpupojie MopaxkKeHUsI
cy6- ¥ cynpaTeHTOPUATBHBIX CTPYKTYP TOJIOBHOTO MO3Ta.

Ha ocHoBaHMM 0OCOOEHHOCTEH KIMHUYECKUX IIPO-
SIBJICHUIA: OTCYTCTBUE OOIEMH(MEKIMOHHBIX U MEHUH-
reaJlbHbIX CHUMIITOMOB, BOCIAJUTEIBHBIX W3MEHEHUIA
B JIUKBOpPE, CTOMKO COXpaHSIIOIIAsCcsl TPOTEMHpaXUs,
OTCYTCTBHE BBISBICHUS 3TUOJOTUYECKUA 3HAYMMBIX MH-
(EeKIIMOHHBIX areHTOB, OTCYTCTBUE HapacTaHUST OdYa-
TOBBIX CUMIITOMOB M YIOBJETBOPUTEIBLHOE COCTOSIHUE,
HECMOTpSI Ha 3HauUMUTeJIbHbIe U3MeHeHus1 Ha MPT, nua-
rHO3 3HIedanuTa ObLT UcKIoUYeH. [locTaBieH nMarHos:
pesuayanbHas 3HIehAaTonaTusI; MPAaBOCTOPOHHUN Te-
MHTIApe3; CUMIITOMaTu4eckas (oKajabHasl SIWIETICUS
¢ KOMITJIEKCHBIMUY TapIyaTbHBIMU MPUTAIKAMU; IBYCTO-
POHHSIST CEHCOHEBpabHAsI TYTOYXOCTh; 3aJepKKa ICHU-
XOMOTOPHOTO Ppa3BUTHsSI; BHYTPEHHSIST TUApPOLEhaTNsT;
COITYTCTBYIOLINI: XpOHWYECKass BPOXKIEHHAs COYETaH-
Hag nHdexuus (LLMB+B3Ob) ¢ nopaxkeHrem rojoBHOTO
MoO3ra 1 reyeHu BHe 00ocTpeHus (B aHaMmHe3se). [Tomyyan
AHTMKOHBYJIbCAHTBI, HOOTPOITHBIE TIperaparhl (MaHTO-
ram), aJbKap, ceMakc MHTpaHa3aibHO. PekoMeHmoBaHa
KOHCYJIbTAlIMs TEHETUKA JIJIST UCKITIOYeHUsT HaClTeICTBeH-
HOTO HapyllIeHusi OOMeHa BEIIECTB.

C 14.06.2016 1o 29.06.2016 GonbHoM . HaxomMII-
ca Ha jnedyeHun B PHXWM umenm A.JI. IlomeHona, rme
21.06.2016 ObL1a BBITIONIHEHA OIEepalus — SHIOCKOIH-
YecKoe pacceueHre KHCTHI MPO3pavyHOl Teperopoaku,
KHUCTOBEHTpUKYIocToMUsI. Yepe3 3 THS TTOCiIe BBITTUCKU
nosiBuiIach cyodeopuabHas TMXopaaka, COXpaHsIBIIasICsI
HeckosbKo aHei. [Moctyrmun B JITKB Ne 5 . Cankr-Ile-
Tepoypra 09.07.2016 ¢ xxamobaMu Ha BSIIIOCTb, PBOTY, Te-
HepaJM30BaHHBI TOHWYECKUI CYIOPOXHBINA TPUCTYIT
(HavyaJilo ¢ TOHMYECKUX CYIOPOT B HOTaX, 3aTeM BCKPUK-
HyJ1, 3aMep, MMEJI0 MeCTO OTKJIOHEHHWEe TJa3 BIpaBo,
reHepaau3alys TOHWYECKUX CYIOpOT ¢ HapylleHUeM
nbIxaHus, uaHo3om). [lpuctyn miuiacs okono 5 MuH,
CaMOCTOSITETLHO KYIMPOBAJICS, TIOC/Ie Hero pebeHoK 3a-
cHysn. CocTosTHME paclieHEHO KaK TPUCTYI CUMIITOMa-
TUYECKOU SMUIIETICUU Y pebeHKa ¢ OpraHMYeCKUM Topa-
xeHuem LIHC. TTpoBeneHo cumrnroMaruyeckoe JeueHue
1 KOPPEKLMST aHTUKOHBYJIbCAHTOB. [1pU BBIMUCKE PEKO-
MEHIOBaHa KOHCY/IbTAllUs TeHETHKA.

05.09.2016 . pe6beHOK M MaThb ObUIM O0OCJIEIOBAHBI
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Cxpunuenio E.1O. u coaem. JucddepeHnanbHast TMarHOCTHKA TEMUSTMHU3UPYIONINX 3a001eBaHIIT HEPBHOU CUCTEMBI y JIETENA. ..

Pucynok. N3o6paxenus IIDT/KT rososHoro mMosra ¢ MeTuo-
HuHoM. ITanuent @., 4 roga. inarno3: X-cuenieHHas aJapeHo-
JeiikoaucTpodus.

a — TMPOsBJIEHNs BHYTpPeHHel runpouedainu B 001acTH nepes-
HHMX POTOB OOKOBBIX KeJy04KoB. OQyar MoBbIIIEHHOTO 3aXBaTa
pamnodapmMnpenapara B Kope JieBoii JOOHOI W BUCOUYHO¥ T0I€i;
0 — ouaru 3axBara paauogapmnpenapara B JeBoii JOOHO¥ 10J1e;
B — 0Yary NOBbILIEHHOTO 3aXBara paauodapmipenapara B Jje-
BOii JIOOHO¥ 10Jie, KOJIeHe MO30JIICTOrO TeJa, MOJKOPKOBBIX
spax cleBa, 3PUTEILHOM Oyrpe, roMOJIATePAbHONH HOXKKE
MO03ra, B BEIECTBE BAPOJIMEBA MOCTA.

Figure. Brain PET\KT with methionin images of patient F.,
4 years old. Diagnosis: X-associated adrenoleucodystrophy.

a — signs of inside hydrocephaly in front lateral ventricles.
The focus of increased capture of radiopharmaceutical
in the cortex of the left frontal and temporal lobes;

b — the focus of increased capture of radiopharmaceutical
in the cortex of the left frontal lobe;

¢ — the focus of increased capture of radiopharmaceutical in left
frontal lobe, corpus callosum, left subcortical nuclei, talamus,
in homolateral brain pedicule, Varoliev pons.

B ®PI'BHY «Menuko-TeHETUUECKUI HayIHBI LIEHTP»
B JTabopaToOpuM HACleNCTBEHHBIX OoJie3Heil oOMeHa Be-
ecTB. MeTomoM TIPSIMOTO aBTOMATMYECKOTO CeKBe-
HUPOBAHUS TIPOBEJEH YacTMUYHbI aHanmu3 reHa ABCDI
(X-cuemnneHHast anpeHoseiikoguctpodust). B 3-m sk30He
reHa ABCDI mipoGaHna BbISIBJIEHO W3MEHEHHE HYKJIEO-
tuaHoi nocnenoBatenbHocT NM _000033.3: ¢. 1202G<A
(p.Arg401Gln) B reTepo3UroTHOM COCTOSIHUU. JlaHHasI 3a-
MeHa OIMcaHa B MeXIyHapomaHoil 0a3e gaHHbIXx HGMD.
DTO TMO3BOJWIO YCTAHOBUTH OKOHYATENBLHBINA TUATHO3:
X-cueruieHHas1 aapeHoseiikonuctpodusi. ComyTCTBYIO-
WA OUATHO3: CUMIITOMATUUYeCKasl SITMJIETICUST; ITBYCTO-
POHHSISI CEHCOHEBpaJIbHasl TYTOYXOCTh; IpyOasi 3aaepkKa
TICUXOMOTOPHOTO Pa3BUTHUS; MOTOpHas ajanus; huobpo3
MeYeH!.

Takum o0pazoM, y nereil moja Mackoil sHuedanrTa
W JeMUCTUHU3NPYIOINX 3a00JIeBAHUI, COMPOBOXIAIO-
IIUXCS TopaxXkeHWeM OeJloro BellecTBa IEHTPabHOM
HEPBHOW CUCTEMBI, MOXET TpPOTeKaThb X-CIeTUIEeHHAas
anpeHoselikoguctpodus [12]. X-cuerieHHas agpeHO-
JIEWKOIUCTPOGUST OTHOCUTCST K HACIEACTBEHHBIM ITPO-
TPeCCUPYIOINM 3a00IeBaHUSIM, BO3HUKAIONIUM B pe-
3y/lbTaTe HapylleHWs (QYHKIUA eIWHUYHBIX OeTKOB
MePOKCUCOM, KOTOPBIE TIPEICTABIISIOT COO0I HEOOIbIINE
OBaJIbHBIE WY KPYTJIbIe OpTraHesUTbl, OKPY>KeHHBIE OTHOM
MeMOpaHoii. BobIIMHCTBO (PePMEHTOB MEPOKCUCOM SIB-
JITIOTCSl OKCUIA3aMU, TIO3TOMY OHOM M3 TIaBHBIX (DYHK-
LU TIEPOKCUCOM CIIY>KMT 3alllMTa KJIETKU OT arpecCuB-
HBIX (hOpM KuCIopoaa, oOpa3ylolnxcsl B e MaTpUKce.
TTepokcrcoMBbI MPUCYTCTBYIOT BO BCEX OPraHax U UTPaioT
OCHOBHYIO POJIb B OKUCJICHUM XHUPHBIX KUCIIOT, TUKap-
OOHOBEIX KHCJIOT, B cMHTe3e (POocGhOIUINIOB, CTEPOIOB
1 MeTaboIM3Me aMUHOKHCITOT.

Ha ocHoBaHUM KJIMHWYECKUX TPOSBICHUI, BO3pac-
Ta Je0r0Ta, CKOPOCTM HapacTaHUs HEBPOJIOTUYECKUX
CUMIITOMOB X-CILIETUIEHHYIO aApeHOJeHKOaAUCTPODUIO
pasnensioT Ha 7 (opM, TakMe KakK IeTcKasi Lepedpaib-
Hasl, I0BEeHWIbHas ILepebpaibHasi, aapeHOMUEIOHEBPO-
maTusi, B3pocias 1epedpanbHast, TTO3IHSIA, U30JTUPOBaH-
Hasl HaAIMOYeYHNKOBAask HEAOCTaATOUHOCTh, aCMMITTOMHAS
1 3ab0JieBaHNEe, MPOSBIISIIONIEECS Y TETEPO3UTOTHBIX HO-
cutebHUI,. Tumn HacienoBaHUS — X-CLEIJICHHBIN pe-
LIeCCUBHBIN. [eHeTHYecKui geeKT BeneT K HapylIeHUIO
paboTel MeMOpaHHO-CBSI3aHHOTO Oelka TIEPOKCHUCOM
ALDP, ocHOBHOI1 3amayeii KOTOPOTO SIBJISIETCSI TpaHC-
MOPT XUPHBIX KUCTOT. [Ipu 3ab0ieBaHUM TIPOUCXOAUT
HaKOTIJIEHWE XKUPHBIX KUCIOT ¢ OYeHb IJTMHHON 1IEThIO
B Pa3IMYHBIX TKAHSIX OpraHU3Ma: HaAmoYeYHUKaX, HEPB-
HoOIi cucteMe, stmukax. OOWH U3 OCHOBHBIX MEXaHU3MOB
MOBPEXIECHUST HEPBHOM CUCTEMBbI — BCTpaMBaHME KUP-
HBIX KHACJIOT ¢ OYEHb JUIMHHOM 1IeTIblI0 B MEMOpaHy MUeE-
JIMHA, YTO TIPUBOIUT K U3MEHEHUSIM ero (DM3NKO-XUMU-
YeCKUX CBOMCTB U TIPEXIEBPEMEHHOMY pa3pylIeHUIO.

ITen X-crermieHHON ampeHoJIeKomucTpodUM JToKa-
JIM30BaH Ha xpomocoMme X, B permoHe Xq28. YacroTa 3a-
6oseBanust 1:20000 XXUBBIX HOBOPOXIEHHBIX MY>KCKOTO
noja. [nsg merckoil M IOBEHWJIbHOW (hopM XapaKTepeH
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Bo3pacT ae6rora 7,2+1,7 roma. B GompmmHcTBe (86%)
CJTlyyaeB HEBPOJIOTUYECKHE W TICUXUYECKHE PacCTPOCTBa
MPENIECTBYIOT KITMHUYECKUM U JJabOpaTOPHBIM TTPU3HA-
KaM HaIImOYeYHUKOBOIM HemoctaTouHoCcTH. Kitaccuye-
cKas eTckas (hopMa XapaKTepu3yeTcst TOBeIeHUECKUMU,
WHTEJUTEKTYaTbHBIMU W JIBUTATEIBHBIMU HaPYIIEHUSIMH.
HaunGonee yacto OCHOBHBIMM CUMMTOMaMU B 3TOM BO3-
pacTe SIBIIIeTCsI TUTIEpaKTUBHOE WJIA, HA000POT, ayTUCTH -
YecKoe TOBeNeHMe, STU30Ibl arpeCCUBHOCTH, TpoOIIe-
MBI OOYYeHMsI, CHIDKEHHE TTaMsITH, 1eUIUT BHUMAaHUSI,
Mporpeccupylomas IeMeHIUS W HapylleHUue TOXOIKH.
MeHee 9acTble CUMIITOMBI — HapyIIeHUsT 3peHusT (TOMO-
HUMHas TeMUAHOIICHsI, 3pUTeJIbHAst aTHO3MSI, OCTpast Mo~
Teps 3peHus, aTpodusi 3pUTETbHBIX HEPBOB), CHIDKEHHE
ciyxa, TIpU3HAKM HAIIMOYeYHUKOBON HEIOCTATOYHOCTU
(TUMepUTMEHTAIMS KOXHBIX TTOKPOBOB, OOIIast clia-
60CTb, MEPUOANYECKI BOZHUKAIOIIIME PBOTA M TOLIHOTA).
HMHorma mepBbIMM CUMITTOMAMU  SIBJISTIOTCST (DOKaJTbHBIE
U MyJbTHGhOKaTbHBIE cymoporu. ITo mepe mporpeccu-
poBaHUs 3a00JieBaHMS Pa3BUBAIOTCS CITACTUYECKUIA Te-
Tpamapes, CJIeroTa, TIIyXoTa, CYIOpOTrH, He OTBeJaroline
Ha aHTUBIWIETITUIECKYI0 Tepanuio. JleTalbHBIM HMCXOJ
HacTynaeT yepe3 1—15 jet ot nedtora 3a001eBaHUSI.

Ha MPT, xak mnpaBwio, oTMedaeTcsl yBeJIWYeHUE
WHTEHCUBHOCTH T2-CUTHaja Ha paHHUX CTaausax 3a-
GoJjieBaHUsSI, OOBIYHO HAYMHAIOIIEeCsT B BaJMKe MO30-
JINCTOTO TeJla M PACHpOCTpaHsoNIeecss B 3aThIIOYHOE
Oenmoe BemiecTBO [2, 13—15]. YBenmueHue WHTEHCUB-
HocTu curHaia Ha T2-BW Ttakxke yacrto HaOmomaeTcs
B KOPTUKO-CITUHAJBHBIX M KOPTUKO-MOCTOBBIX TpaKTax.
VBennueHne MHTEHCUBHOCTH T2-cuTHaja MOXET OBITh
CBSI3aHO C paspylleHWeM MHeMHA W/WIK ¢ HalndueM
BoCIajieHusl. BocmanuTeTbHbIIi KOMITOHEHT TPUBOANT
K JIOKaJM30BaHHOMY OTEKY M HEKOTOPOMY JIOKAJTEHOMY
Macc-adexrty. [Tpn BBeIeHUM KOHTPACTHOTO BEIIeCTBa
KpPOMKa YCWJICHUS BUIHA B MeCTe BOCTIAJIEHUST, HA CThI-
K€ HOPMaJIbHOW TKaHW MO3ra M OOJACTU YBEJIMYCHUS
WHTEHCUBHOCTU curHasa Ha T2-BU. B oGnactu Boc-
MaJiecHUs HEMHOTO YMEHBIIEH ToKa3aTelb Audhy3un,
M3MEHEeHUs Tlepeladyd HaMarHUYeHHOCTU OTCYTCTBYIOT.
ITo mepe pasBuTust 3a00JieBaHUSI U MPOTPECCUPOBAHUS
JIeMUeTMHNU3aI Macc-3(PGeKT ncue3aeT U CMEHsIETCS
Jlokanu3oBaHHoOU atpodueit. Kpome Toro, yBennumpa-
ercst KoahuuneHT 1uddy3un, CHUXKATCS oKa3aTeau
AHU30TPOITMH U TIepeaadn HaMarHuIeHHOCTH. [Tepcrek-
TUBHBIM B TUArHOCTHKE SIBIISICTCSI TIPUMEHEHUE COBpe-
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