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[1aHTOTEeHaTKMH3a33-3CCOUMMPOBaHHAS HepoAereHepaumns (Boae3Hb [aanepsBopaeHa-LLNaTua (BMU)) —
peAKoe ayTOCOMHO-peleccrBHoe 3aboAeBaHVe, KOTOPOe NOpaykaeT nperMyLLecTBeHHO Oa3anbHble
F3HMAWV U CBSI38HO C HaKOMAeHeM B MOAOBHOM MO3re »eAe3a. Hamn OnrcaHbl NaumveHTsl C ABYMSI
KAVHAHECKMU (DOPMEMI; C KABCCUHECKOW paHHeln 1 aTunn4HOW no3aHen. Hanbonee xapakTepHbIM
NPpY3HaKamM 3300AEBaHNST SIBASIKOTCSI CUHAPOM NapPKUHCOHW3MAE, Pa3AUHHbIE BWALI MNEPKMHE30B8,
MPBMUAHBIE  3HBKW, CHUKEHUE KOMHUTUBHBIX (OYHKUUA, MUrMEeHTHasl PeTUHONaTVs U aTpoduns
3pUTeAbHLIX HepBOB. Ha MIPT y NaumeHTOB BblSIBAEHbLI XapakTepHbIe N3MeHeHWs1 B 0OAaCT MeAVaAbLHOrO
cerMeHTa BAeAHOro wapa (CUMNTOM «MA33 TUrpa»). PaccMOTpeHbl OCOBEHHOCTU KAUHUHYECKINX
nposiBAeHn Bl L, BONpOChI AUBIHOCTUKIA U AeHEHWS.

IKAlo4eBble cAOBa: NaHTOTEeHaTKVHE338-3CCOUMMPOBAHHAs HelipoAereHepaumnsl, 60Ae3Hb

[annepBopaAeHa-LINaTua, NapKHCOHM3M, AUCTOHS], TPEMOP, KOMHTVBHBLIE HaPYLLEeHNS.

Pantotenetkinasa-associated neurodegeneration (Hallervorden-Spatz disease (HSD)) — a rare autoso-
mal recessive disease that affects mainly the basal ganglia and is associated with accumulation of iron in
the brain. Presented in two clinical variants: classical early and atypical later. The most characteristic symp-
toms of the disease are parkinsonism syndrome, various types of hyperkinesis, pyramidal signs, cognitive
decline, and sometimes pigmentary retinopathy and optic atrophy. MR revealed characteristic changes in
the medial segment of the globus pallidus (a symptom of «Eye-of-the-tiger»). The features of the clinical

naHTOTeHaTKI/IHaBB-aCCOLI,I/II/IpOBaHHaﬂ HenpopereHepa-
umsa (6onesHb FannepsopgeHa-LUnatua (BrLl)) — 1o
pefKoe HadleACTBEHHOE flereHepaTnBHOe NporpeccrpytoLlee
3ab0reBaHVe HEPBHOW CUCTEMbI, CBSI3@HHOE C HAKOTIEHNEM
ene3a B 0azasbHbIX FaHMNsAX, KOTOPOE MPOSIBIISETCS 3KCTPa-
NMPaMUOHbIMU, MUPAMULHBIMU U KOTHUTUBHbBIMUW HapyLLEeHN -
AMU, a TakxKe B HEKOTOPbIX CJTyHadX SMUNEnTU4eCKUMA Mpn-
nagkaMy 1 NUFMEHTHOW [ereHepaLen cet4atku. Brnepsble
3Ta bonesHb Obina onncaHa B 1922 rody HEMELKMMW HEMpO-
Mopdosoramu KO. FannepsopaeHom v . LLiInaTtuem. ctrHHas
PaCNpPOCTPaHEHHOCTb 3TOV NaTOSIOMMM OCTAETCH HEV3BECTHOM.
YCTaHOBNEHO, YTO HaclefoBaHVe 3TOW NaToNorMM MPOMCXO-
OUT MO ayTOCOMHO-PELLECCMBHOMY TUMY, BCTPEHAETCA KaK B
cnopagmyeckmx, Tak 1 ceMenHbIxX cnydasx. [laTtonornyeckimm
FeH JIoKanu3yeTcs Ha KOPOTKOM mnede 20-h XPOMOCOMBI.
XapakTepHa AnddepeHLmMaLma reHeTm4eckoro gegexkra npu
BI'L ¢ paHHXM Ha4anom 1 NO34HUM HadanoMm. Tak, npu bl
C PaHHWM Ha4anoMm reHetnyeckun edekt B nokyce PKAN-2
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manifestations HSD, issues of diagnosis and treatment.
Key words: Pantotenatkinasa-associated neurodegeneration, Hallervorden-Spatz

disease, parkinsonism, dystonia, tremor, cognitive impairment.

BbisBnseTcA B 100% aiyyaes, a npu BILL ¢ mo3gHMM Haqanom —
TONbKO B 35% cny4yaes [1, 2].

3HaYNTENbHBIM NPOPbIB CYLLECTBYIOLIMX 3HAHU O MEXaHW3-
Max pa3BuTUs 3Ton GonesHn npowsolen B 2001 rogy, koraa
OblIN BbIABMEH 3TOT MaTONIOMMYECKM FeH, OTBETCTBEHHbIN 33 CUH-
Te3 hepMeHTa NaHTOTEHATKMHa3bI, HTO NMPUBOAMT K M30bITOHYHO-
MY HaKOMMEeHMIO UMCTeMHa B 0a3anbHbIX raHrnuvsx. LncremH
CBSI3bIBAET MOHbI XXene3a, ABNsoLmMecs KohakTopom peakumii
NepeKNCHOro OKMCIEHNs C 0bpa3oBaHNeM CBOOOAHbIX padyvKa-
noB. Hago OTMETUTb, YTO MpY 3TOM ODLIMIN OOMEH Xenesa He
cTpagaet. Mopdonornyeckm Ha MecTe pa3pyLUeHHbIX HEMPOHOB
opMUpyeTCs rM03, KOTOPbIN NPUAAET NOPaXKEHHbIM TKAHAM
rybyatbin Bua. lNatomopdonornieckme Mapkepbl Mo3BONAIOT
oTHecTu BI'LL K rpynne GonesHei, Ha3BaHHbIX CUHYKIENHONATA-
MU, K KOTOPbIM Takke OTHOCATCS 6one3Hb MapknMHCoHa, iIeMeH-
UM C Teflblamm J1eBm, MynbTUCUCTEMHAA aTPOdUA.

Tak Kak xapaktep MyTaLmuv MOXET ObiTb Pa3fnyHbIM, TO U
3aboreBaHMe MPOTEKAeT B PasHbIX KIIMHUYECKMX BapuaHTax.
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BbloensioT cnefylowime KnmHudeckme dopmbl BILL: paHHAs
(knaccndeckas), c aebtotom B 4—10 n1eT, 1oBeHWUbHasA C Ha4annom
B8 10—18 neT 1 No3aHss B3pocnas (atmnmyHast), C Ha4anom nocse
18 ner [2].

PaHHss dopma Bl nposBnserca 3aTpynHeHem XoabObl
BCIEACTBME HapacTaloLLLen ANCTOHMM, PUTMAHOCTU, CNAaCTUHHO-
CTW 1 NOCTypasibHbIX HAPYLLIEHWI, MPUBOAALLMX K HaCTbIM Nafe-
HVAM. CNacTUYHOCTb 1 PUMMOHOCTL MbILLL, PACIPOCTPAHAETCA 1
Ha OynbbapHble MbILLLBI, H4TO HapyLUAET apTVKYNALMIO U rnoTa-
Hve. Mcrxmyecke paccTPOMCTBA OTMEYAIOTCA YXKe Ha PaHHKX
CTagvisx 3aboneBaHNs B BUAE yXyOLIEHWs MaMsTH, arpeccyBHO-
CTW, acoumanbHoro noeedeHns. MoryT HabniogaTbcs Tpemop,
XOpendopMHble TMNePKMHESbI, MWUOKIOHWUM, 3NUMenTUYeckme
npvnagkn. B 30% cny4aeB pa3BMBaeTcs CUHAPOM MAPKMHCO-
HVY3Ma B BWUAE MUMOKMHE3NW, PUrMOHOCTM, WHOrAa Tpemopa
nokos. 3Ta hopMa OTIMYAETCH Hambosnee ObICTPbIM TEMMOM
NPOrpeccrpoBaHNs 1 faxe yTpaTon CnocoBHOCTL K CaMoCTos -
TenbHOMY nepeaBrxeHnio B TedeHre 1015 ner.

tOBeHMIbHas topMa xapakTepusyeTtcs aebloToM B BUae
oKanbHoM (KOHEYHOCTHOM, OPOMaHOMOYNSAPHOM) AUCTOHWUM.
[1nst ©OMNbHbIX 3TOM KAaTEropUM TUMMUYHbBI NCUXNYECKUE, NOBEAEH-
Yeckme 1 KOrHUTMBHbIe PacCTPOMCTBA. Temn MporpeccnpoBaHms
CYMMTOMOB 3TOW (hOpMbI Oonee MeasieHHbIN.

[Npwv No3aHeM Havane (BcTpevaeTcs pexxe, He bonee 15% Bcex
cnyyaeB 6onesHu) B npoTekaeT Gonee 1oOpoKa4ecTBEHHO.
MNepBbIMM MpU3HaKaMK ABAAIOTCS HapyLleHWs peds B BuAE
nanunanuu, Taxunanuu v OM3apTpuK, KOTOpble BO3HMKAalOT
BCNeACTBYE Pa3BUTUSA MMNOKMHE3NK, OUCTOHUM NePUOpabHbIX
MbILLLL 1 NceBaobynsbapHoro cvHapoMa. B danbHenwem pas-
BM1BAETCA CUHAPOM NAPKMHCOHM3MA B COYETAHUN C AUCTOHMEN W
CNacTMYHOCTBIO. MCUXMYECKMe PaCcCTPONCTBA NPOSBASIOTCS pe3-
KMMMW KonebaHUSMW HAaCTPOEHMIS, HapacTaHeM B AasibHenwem
KOTHWTMBHbIX PACCTPOWCTB BNOTb A0 AeMEHLMM.

15
U 201

PUC.
TunuyHsili MPT-nammepH «ana3 muzpa» npu 6o1e3Hu
lannepsopdena-llinamya.

MHorue rogpl BI'LL BbIgBRSNM TONbKO NocMepTHO. OfHaKo B
CBA3N C LUMPOKVM BHELPEHVEM B MOBCEAHEBHYIO MPAKTUKY
METOAA MarH1THO-pe3oHaHcHom Tomorpadum (MPT) nossu-
Nacb BO3MOXHOCTb MPWXKN3HEHHOW AMArHOCTUKIA 3TOM NaTono-
rn. XapaktepHbiM B 100% cnyyqaeB MPT-natrepHom npw BILL
CHUTAIOT CUMMETPUYHYIO OBallbHYIO MMNEPUHTEHCMBHYIO 30HY B
obnactv GnegHoro Lwapa BHyTpY bonee 0BLIMPHOM MMOUHTEH-
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CMBHOW 30Hbl. DTOT TUNWYHBIN cmiToM BILL Ha3biBaloT «rna-
30M TUrPa», 1 ero GOPMMPOBaHVE CBA3AHO C BHEKIETOYHbIM
HaKoreHneM xenesa B 6asanbHbix raHmmsx [1, 2, 3].

Kputepmamn, mncknodatowmmm BrLL, aBagiotcs npusHaky
3aboneBaHuI, KOTopble CNOCOBHbI OOBACHNTL JaHHYIO KIMHA-
Yyeckylo KapTuHy: 6onesHb BunbcoHa-KoHoBanoBa, ©onesHb
[eHTVHITOHa, 6one3Hb Papa.

K HactosLleMy BpemeHn 3dpdekTnBHOro nedeHns bILL He
CyLlecTByeT. Jle4eHme HOCUT CUMATOMAaTUYeCKUI xapakTep. Mpu
CMHAPOME NaPKMHCOHM3MA Ha3Ha4aloTCa arOHMUCTbl LOaMUHO-
BbIX peLenTopoB (Mupanekc, MPOHOpPaH) WUAW aMaHTafuHbI
(MnpaHTaH, NMK-Mepu). B cnyyae rvnepk1He30B pekoMeH[0Ba-
Hbl aTMnUyHble GeHsoamasenuvHbl (KIoHa3enam), Banbnpoatbl
NN NHBEKUMM AMCNIOPTa B 3aMHTEpeCcOBaHHble Mblllubl. [Mpn
CMNACTNYHOCT MPUMEHSIIOT MUOPenakcaHTh (baknodeH, cvpaa-
nyn). C uenblo KOPPEKLMM KOTHUTUBHBIX HapyLLIEHWIA MPUMeHs -
IOT CpeaCTBa, yNy4llaloLie HepoMeamMaTopHbIA 0bMeH (Hel-
POMUAMH, FMATUANH). [epcnekTVBHbIM METOAOM NedeHust
BI'LLI fBnsieTcs UCMOMb30BaHMe NaHTOTEHOBOW KUCNOThI (BUTa-
MUH B5) 1 MeToa, rnybokon MarHUTHOW cTumynsumn [1, 4].

Mbl NPVBOAMM ONVICaHME ABYX KITMHWNHYECKMX BAPVAHTOB 3TOM
PEAKOV NaTONOMMN.

BonbHoM b., 34 rona, noctynun Bo |l HeBponoryeckoe oTae-
neHne Hwxeropoackor obnacTHOM KAMHUYeCkor GonbHULbI
M. H.A. Cemaluko B Mae 2011 rofa ¢ xanobamm Ha cnabocTb n
©onu B Horax, 4yBCTBO CBEAEHWS HOT, ronoBHbIe GONM B NeBOM
TeMeHHOW 061acTi, CMa3aHHOCTb U THYCaBOCTb PeYM, MoLuaThl-
BaHsl, HEYCTOMYMBOCTb MW X0Abbe, ApoXKaHme pyk.

13 aHamMHe3a M3BEeCTHO, YTO cyuTaeT cebs GonbHbIM ¢ 1989
rofla, C CEeMUETHero Bo3pacra, Koraa cranm 6ecnokounTts Hapy-
LIEeHVs peyn, laboCTb B MpaBbix KOHEYHOCTSIX, FONTOBHbIE 60K,
B Te4eHve NocsieHVX IeT OTMeYaeT NosBNeHVe HEeMPOV3BOSb-
HbIX ABMXXEHWIA B OPOMaHAMBYNApHOM MycKynaType, ApoxaHve
PYK, HapacTaHue CnabocTi B HOrax, HapylueHve noxonku. U3
nepeHeceHHbIX 3aboneBaHu oTMedaeT B 1977 rofly KOKnoLL, B
1984 rogy NHeBMOHWMIO C apEKTUBHO-PeCnPaTOPHLIMM CyA0-
poramMmu K B 3TOM e rody AuseHTepuio. CemelrHo-
HaCNeACTBEHHbIV aHaMHE3 [OCTOBEPHO He OTArOLLEH.

Ob6BbekTNBHO: 0bLLege cocTosiHMe OOMbHOro YAOBETBOPUTENb-
Hoe, KOHCTUTYLMS acTeHndeckasn. AL 130/90 mm pr. cT., nynbc 86
yA./MVH., PUTMUYHBIN. COMATUHECKNX PACCTPOMCTB HE BbISBNEHO.

B HeBponornyeckom cratyce: B CO3HaHWM, OPUEHTUPOBaH B MecCTe
1 BPEMEHM, 3MOPUYEH, KPUTUKA CHIKEHA. Pedb AM3apTpuyHa, C
ABMIEHNAMM Ha30Manun, rMNOMUMUA, nepuogmyeckn aucdarvs,
opoMaHaNOYNApHbIe ANCKMHE3NW. MbIleYHas Cuna B KOHEYHOCTSX
[0CTaTo4Has, NOCTYPanbHbI TPEMOP PYK, MbILLEYHbI TOHYC 13Me-
HeH B KOHEYHOCTAX MO 3KCTPaMMpPaMUAHOMY TUMY, CyXOXWSbHble
pednekcbl ¢ pyk D=S, oxuBneHbl, ¢ Hor D>S, pe3ko OXMBMeHbI,
pednexc babrHCKoro ¢ 2 CTOPOH, Natonoruyeckie pedrekch ¢ pyk
(TpemHepa, fkobcoHa-Tlacka € 2 CTOpoH), NOAOLLIBEHHbIE pedhekcs
OTCYTCTBYIOT, pediekchbl OpanbHOro aBToMaTiama (HOCo-ry6HoNM,
X0DOTKOBbIV, NAAOHHO-MOA00POAOHHBINA) NOMOXUTENbHBIE, HYB-
CTBUTENBHOCTb He HapyLUeHa. KoopaMHaLMOHHbIe NPo0bl BbINOMHS-
€T C HeYBEPEHHOCTbIO, B No3e Pombepra nokadveaHue. OTMedaeTcs
MoCTypanbHas HeyCTOMHMBOCTb. BereTatnBHble TeCTbl (opToCTaThYe-
CKUI, Ma3ocepaeYHbiit) oTpuuaTenbHbl. OYHKLIMM Ta30BbIX OPraHoOB
KOHTponmpyeT. lNoxofka 3aMefieHHas.

Mpy 0bcnenoBaHMK: 0OLLME aHaNM3bl KPOBK 1 MOYM, OUOXM-
MUYecKVe aHanm3bl, 3a UCKIIIOYEHUEM rUnepOnnmpyorHeMmnm
33 CHeT HenpsaMoro brnmnpybrHa, Ge3 natonornu.
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Cofiep>aHwe LepynonnasmMmnHa 1 Mefiy B CbIBOPOTKE KPOBM B
HopMe.

MNpY HEMPOMCKXONOTMHECKOM TECTUPOBaHUM O0LLas oLeHKa
KOTHWUTUBHBIX (DYHKLMW MO AaHHbIM KPATKOW LUKamnbl OLEeHKM
ncvxmdeckoro cratyca (MMSE) He HapyLueHa — 29 6annos.

KoHcynbTaums HerpoodTanbMOorora: 0cTpoTa 3peHust He CHU-
KeHa, rnasHoe fAHo 6e3 natonorun, konbla Karsepa-dnenepa
He BblfB/IEHO.

Ha MPT ronosHoro mo3ra: MP-kapTHa CMeLlaHHOW 3ame-
cTUTeNnbHOW  rmapouedanin, CUMMETPUYHOTO MOPaXKeHMs
Oa3arnbHbIx saep 0boux nonyluapuii — B GrieaHbIX Liapax orpe-
OensaTcit CUMMETPUYHbIE 30HbI TUMOVMHTEHCMBHOIO CUrHana C
TMNEPUHTEHCMBHBIM YHACTKOM B LIEHTPE B BUE KapTUHbI «r1a3a
TMrpa», B NPOeKUMN LUMLLKOBUAHOW >Xene3bl KUCTOBUAHOe
obpa3zoBaHue pa3mepoM 0,8 Ha 0,5 cm.

Mo SHMT: npr13Hakm 3KCTpanMpaMmaHbIX BINAHWUI Ha ncce-
OOBaHHbIE MbILLLbI.

Mo 23T ymepeHHble onddy3Hble M3MEHEHWS 33 CHET ycurne-
HVS akKTUBALWMM PETUKYNSPHOW (OPMALM CTBOMOBbIX CTRYKTYP
©e3 04aroBbIX 1 NAPOKCM3MarbHbIX MPOSBIEHNI.

Monyyan npoHopaH 50 mMr 3 pa3a B AeHb, K-Mepu, 100 mr
3 pasa B AeHb. PaHee MO MeCTy XUTeNbCTBa NPUMEHANVCH Npe-
napaTbl NEBOAONbI, CYLLIECTBEHHOMO 3(hdekTa He oTMeYanoch.

Takum 0bpa3oMm, B MpeacTaBineHHOM HabMoAeHN paHHUN
(knaccudeckinin) fedioT B ceMuUneTHeM Bo3pacTe, nporpeccmpy-
IOLLMI XapaKTep 3a00NeBaHNs 1 CO4ETaHNE CNeAYIOLLIX HEBPO-
NOMNYECKVX MPOSIBAEHWIN:

1) CMHOPOM MAaPKMHCOHM3MA B BUAE CUMMETPUYHOM Nerkom
TMNOKMHE3WW, 3KCTPaNMPaMUEHOW PUTMAHOCTA, NOCTYPanbHON
HeYyCTONYMBOCTU;

2) NMpaMmnaHast HeAOCTaTOHHOCTb;

3) opoMaHambynspHas AUCTOHWUS N AUCTOHUIS PYK;

4) pmzaptpus.

B npencraBneHHOM HamMu HabMIOAEHMN CUHOPOM MapKMHCO-
HW3Ma C IBNEHUAMM NOCTYPaNbHOW HEYCTOMYMBOCTM 1 TUNEPKU-
He3aMV JOMUHUPOBANV B KITMHNYECKOW KapTVHE, MpUYeM rinep-
K1He3bl (OpoMaHaMOYNspHas ANCTOHNS, NCTOHNS PYK, TPEMOP)
ObINK BbIpaXeHbl Ha BCEM MPOTAXeHWM GonesHn. BaxHon oco-
BEHHOCTbIO 3KCTPANMPAMUAHOTO CUHAPOMA SBASIUCE €ro CUM-
METPUYHOCTb 1 Pe3VCTEHTHOCTb K MpenapaTam IeBOAOMbI.

MpamMmnaHble CUMMTOMbI, OMMCaHHble B Hallem Habnoge-
HUU, ABNAIOTCA AOBOMBbHO TUMUYHBIM Mpr3Hakom BILL, Ho
BbIPaXKeHHOCTb MX HeBeNMKa. He y Bcex naLmeHToB 0bHapyXu-
BalOTCA KOTHUTVBHbIE PAaCCTPOMCTBA, YTO MMENO MEeCTO Y Hallero
naupeHTa. OQHaKo HeCMOTPA Ha TO, HTO, MO NIUTEPATYPHbLIM AaH-
HbIM, BbIpaXKeHa CKOPOCTb MPOrpeccupoBaHVs 3aboneBaHums
NpyY paHHeM Hayane, 4aCTo BO3HVIKAET yTpaTa He3aBKCMMOro
nepeABukeHnsa B TedeHvie 10—15 feT, B HalleM cJiy4ae naumeHT
[LOCTAaTO4HO HEMOXO NepefBUraeTcsi, COXpaHseT CnocoBHOCTb K
CaMo0o0CyXMBaHMIO.

BTopas naupeHtka — O., 21 rog, obpatnnacs B NOAUKIIMHMKY
Huxeropoacko 0b6nacTHOM KIIMHMUYECKON OOMbHWLbI WM.
H.A. Cemaluko B Mae 2011 rofa ¢ >anobamm Ha YacTble NageHus,
HEeYCTOM4MBOCTb MPY XOLb0e, HEMpPOM3BOSbHbIE COKPALLEHMS
MbILLLL MUA, TYO, HEYETKOCTb PeYM.

13 aHaMHe3a M3BECTHO, YTO CcHMTaeT cebs BomnbHoM ¢ 18-neT-
Hero BoO3pacTa, KOrfa CTainm GecrnoKouTb HapylleHWs peyu,
HapyLLeHWs MOXOAKM, HEMPOM3BOJIbHbIE ABVXEHNSA MbILLL, VLA
1 ry6. CeMenHo-HacneaCTBeHHbIM aHaMHe3 [0CTOBEPHO He OTs-
FOLLIEH.

ANBMAHAX

OOBEKTVBHO MPW NOCTYMEHWN ObLLIee COCTOSIHME NaUMEHTKM
YOOBNETBOPUTENBHOE,  KOHCTUTYLMS  HOPMOCTEHMYecKas.
A 120/70  mMm pT. cT., nynbc 80 ya./MUH., PUTMUHHBIN.
CoMaTn4eCcK1X PacCTPOMCTB He BbISBIEHO.

B HeBpoOnorM4eckoM CraTyce: B CO3HaHMM, OPUEHTMPOBaHA B
MecTe 1 BpemeHu, 3MMOopUYHa, HaCTO BO3HMKAIOLLMIA HACUITb-
CTBEHHbIN CMeX, KPUTMKA CHIKEHa. Peyb AV3apTpryHa C ABNEHM-
MW Ha3onanuu, oTMe4aeTcsi MNOMUMUS, OPOMaHAMOYNSPHble
LNCKUHE3NN. [INCTOHVA B AMCTaNbHBIX OTAENaX NEBbIX KOHEYHO-
cTen. MblleyHas c1na B KOHEYHOCTAX LOCTaTO4HAs, MbllLeYHbIN
TOHYC B KOHEYHOCTSIX MOBBbILLIEH MO 3KCTPanMpaMuUaHoOMy TUMy,
CyXOXUnbHble pednekcsl ¢ pyk D=S, oxueneHbl, ¢ Hor D>S,
PE3KO OXMBMEHbI, MATONOMMYECKMX 3HAKOB C HOI HET, NMaTonoru-
yeckme pednekcbl ¢ pyk (TpemHepa, AkobcoHa-Jlacka ¢ 2 cTo-
POH), NMOAOLLBEHHbIE pedeKchbl OTCYTCTBYIOT, peciekcsl opasb-
HOro aBToMaTaMa (HOCO-TyOHOM, XODOTKOBBIM, NafOHHO-
NofGOPOAOHHBIN) MONOXMTENbHbIE. HYBCTBUTENBHOCT He Hapy-
weHa. KoopAWHaLMOHHbIE NMPOObI BLINMOMHSET C HeyBEpPEeHHO-
CTblo, B NMo3e Pombepra nokaduvBaHme B CTOPOHbI. OTMevaeTcs
NOCTyparibHas HeyCTOMYMBOCTb. BereTaTBHble TeCTbl (opToCTaT-
4eckui, rmasocepaeyHbi) oTpuuatenbHble. OYHKUMM Ta3oBbIX
OpraHoOB KOHTPONMpPYET. MoXOAKa fINLLIEHa NNaBHOCTH, C ABMIEHN-
MV AMCTOHUM B ANCTaNbHbIX OTAENAX NEeBbIX KOHEYHOCTEN.

Ha MPT ronoBHoro Mo3ra: B 6asanbHbIx CTPyKTypax, B Mpoek-
LM NaTepanbHbiX ONeaHbIX WapoB onpefensioTcs CUMMETPIY-
Hble 30Hbl MATONOMMYeCKOro MMNOVHTEHCVMBHOIO MO T2 cUrHana ¢
y4aCTKaMW TUNEPUHTEHCMBHOMO CUIHaNa B LEHTPE 3TWX 30H —
CYMMTOM «TJ1a3a TUrpa», DOKOBbIE XeNyAoHKN Mo3ra 00bI4HbIX
Pa3MepOB W1 KOHMUIypaLmm, yMepeHHO acMMETpUYHble D>S.

Takunm obpa3oM, B AaHHOM HabnoaeHM AebtoT Havana bones-
HW C 18-neTHero Bo3pacta, YTo MOXHO PacLEeHUTb KaK l0BEHNb-
Hyto hopMy. BeayLLpyMum B KNMHNYECKOW KapTiHe Obliv INCTOHM -
Yeckne MPosiBNeHUs B BUAE OPOMaHAMOYNAPHOW AMNCKUHE3WN,
LNCTOHWM B OMCTaNbHbIX OTAeNax NeBblX KOHeYHOCTen, Am3ap-
TpUS, CUHOPOM MAPKMHCOHM3MA C BbIPaXKeHHOW MOCTyparnbHOM
HEYCTOMYMBOCTBIO, HEeMPOMCUXONOrMYeckmne, MOBEAEeHYeCKMe
HapYyLUEHWA, YTO COOTBETCTBYET OMUCAHWIO IOBEHWbHON POPMBbI
3TOV MATOMOMMM, XOTH TeMM NPOrpPeccpPoBaHMA CUMMATOMOB MO
CpaBHEHMIO C paHHen JeTCKon hopMot boree MeaeHHbIN.

MonMopdr3mM HeBPONOMHECKOW CUMMNTOMATVKM ONpeaens-
€T nouck bosnee YHUDULIMPOBAHHBIX KPUTEPUER AMArHOCTUKM
BrLL. K ocHOBHbIM Npur3Hakam 3aboneBaHus OTHOCAT Hayaro B
nepBble ABa AECATUNETIA XN3HW, MPOrpeccrpyloLLee TedeHve,
Hanuyme 3KCTPanMpPaMUAHbIX CUMMATOMOB, CHVIKEHWME WHTEeH-
CMBHOCTW curHana Ha MPT oT Ba3anbHbIX raHrves (0cobeHHo
GnegHoro Wwapa M YepHow cyOcTaHumMun). [JononHWUTENbHbIMM
CUMMTOMaMK 3a00MeBaHWS SBNSIOTCA MMPaMUOHbIE 3HAKM, MPO-
rpeccupyioLlee CHUXeHVe VHTENNeKTa, MUIMEHTHbIV PETUHNT,
aTpodusA 3pUTENbHbLIX HEPBOB, 3MNUMENTUHECKME NPUNAZKK,
NONOXMUTENbHbBIN CeMEMHbIA aHaMHe3, MpW KOTOPbIX BbIABIEH
aYTOCOMHO-AOMVHAHTHbI TUN HACeA0BaHMS.
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