Y
N

L@I'Y «Poccutickas
demckas
KIUHUMECKAs
6onvHuya», Mockea

2 Meouxo-
2eHemu4ecKutl
HAYYHbLIL YeHmpP
PAMH, Mocksa

3 O6nacmuas
demckas
KAUHU1eCKAast
6onbHUYA UMEHU
Kpacnoeo kpecma,
Kypean
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H.JL TIEHATHMKOBA', x.m.H. A.A. BOJIOT'OB!

onesub Humanna — Inka i C
(HIIC) - wHacmemcTBeHHOE

ayTOCOMHO-peIleCCUBHOE 3a-
6o7neBaHe U3 IPYIIIBL TM30COMHBIX
6onesneit Hakorvterns (JIBH), xapax-
TepusyIolieecs: BbIPAKEHHBIM KIIN-
HUYECKMM MOMUMOpdu3MoM 1 mpo-
IpeccUpYIOIMY HEBPOTOIMYECKMMU
HapyLleHusAMI. B oTmdne ot gpyrux
JIBH, KoTOpble B OCHOBHOM CBsI3aHbI C
HapYIIIeHeM aKTUBHOCTY (epPMEeHTa,
npu HIIC napymrena ¢yHKuys 6en-
KOB, KOTOpbI€ YJaCTBYIOT B pacIpefe-
JIEHMY MOJTIEKYTI XOJIeCTEPMHA BHYTPU
krerku [1]. HIIC - mymbTucucremMHoe
3abojIeBaHIe, MOPaXKAKOIIlee HEPBHYIO
CHCTEMY, TIe4eHb, CETIE3EHKY U JIETKME.
B Hacrosmee BpeMs y>Xe CO3/IaHbI
MTOAXO/IBI K JIEYEHMIO STOTO 3a00s1eBa-
HIISL U pa3pabaTbIBalOTCsI HOBbIE METO-
IBI Tepamuy, OCHOBaHHBIE HA COBpe-
MEHHBIX TaHHbIX 0 ImaToreHese HIIC.

JTHONOruUA N KNNHNYeCKne
nposBneHus

HIIC - penkoe HacencTBEHHOE 3260-
nepanye. [1o pasHbIM JaHHBIM, 9acTOTa

HIICcocrapnser1:120000-1:150000
JKUBBIX HOBOPOXJIEHHBIX. B 95% cry-
yaep HIIC cBsizaHa ¢ MyTanusamu reHa
NPC1 (noxyc 18q11-q12). Okomo 5%
cy4aeB OOyCTIOB/IEHBI MYTalMAMU
rera NPC2 (roxyc 14q24) [2].

B 3aBucuMocTH OT BO3pacTa MosBJIe-
HUSA TIePBBIX KIVMHNYECKMX CHUMIITO-
MmoB HIIC ycnoBHO nofpasensoTr Ha
HECKO/IbKO (opM: HeoHaTasIbHast (O
3 MecsneB), paHHAA MH(AHTWIbHASA
(mmapre 2 y1eT), MO3MHASA MIajeHYe-
ckasi (¢ 2 1o 6 11eT), IoHOLIecKas popma
(c6mo 15 ntet), B3pocmas popma (ctap-
e 15 ner). KnuHuyeckne cMITOMBI
BKJIIOYAIOT pas3/INYHble IPOrpeccu-
pyIollie HEBPOJIOTMYECKIe Hapyllle-
HUS Y TeNATONMVEeHA/IbHbIN CYHIPOM.
OO6BIYHO HaYa/lbHBIMM HEBPOJIOTH-
YeCKMMM CUMITOMAaMU ABIAITCA
HEYKJIIOXKeCTb U IIPOrpeccupyomye
MO3>KeYKOBbIe HapyIleHNA (aTakcus,
IUCMETpUs), B IOCTEAYIOLeM Mpu-
COeIVHAIOTCA BEPTUKAJIbHBIN HAlb-
sITepHBIT o TasbMONapes, MpaMui-
Hble HapyIIeHMs, SIMIeNTIYecKIe
IIPUCTYTIbI, KaTaIJIeKCH, JUCTOHNA

U TIporpeccupyolyie KOTHUT/BHBIE
paccrpoiictsa [3-6].

ITpu nospHelt MIafieHYecKoit popme
HEePBBIMM KIMHUYECKUMI CUMIITOMA-
MU sIBJISIIOTCS IIPOTPECCUPYIOLIVIe MO3-
>KEYKOBBIE PAacCTPOVICTBA, KOTHUTYB-
Hble HapylleHy:A. BaXHbII cuMrToM
60/1e3HN — PasBUTIE BEPTUKATILHOTO
CYIIpaHyK/IeapHOro o(ranbpMoIapesa,
KOTOPBIIT 9aCTO OCTAeTCsl He3aMedeH-
HBIM Ha paHHUX CTagysIX OOJIe3HI.
VI3Haua/ibHO BO3HMKAET 3aMeljIeHIie
IBIDKEHVS I7Ia3HBIX SIO7IOK 110 BEpTH-
KaJIit, IIOCTeNIeHHO TIPOrpeccupyroLiee
IO TTO/THOTO OTPaHIYEeHYIs BEPTHKA/Ib-
HOTO, a MHOTTa U TOPU3OHTA/bHOTO
B30pa. YacTo B ZJaHHOM BO3PaCTHOM
Hepuofe pasBUBAIOTCA SIMJIENTH-
YecKiie MPUCTYIIbI U SIU3O0MBI Trefa-
cTuyeckoil Karamnekcun. Hepenko
BBISIB/ISIIOT IUCTOHUIO, TUCHAruo u
mysaprpuio (2, 7, 8]. TlepeuncrenHsie
CUMIITOMBI HaO/MIOFAIOTCS [IPY MaHMU-
¢decrauyn 3a60nmeBaHMsI KaK B IOHO-
IIECKOM, TaK ¥ BO B3POC/IOM BO3pac-
te. OfHaKO B OOMBIIMHCTBE CTy4aeB
HEepBBIMU U [OITOe BpeMs BefyIiu-
MJ CHMIITOMaMJ V TaKMX IaIJieHTOB
ABJIAIOTCA NICUXMATPUYECKUe Hapy-
menusi (PacCTpoiiCTBA MOBENEHNS,
mn30ppPeHONOZOOHBIT CUHAPOM,
MaHJaKaJIbHO-IelpecCUBHBbIE IICU-
XO3BI, 3pUTe/IbHbIE TA/TIOLHALIIN,
ayTUCTUYECKIe PacCTPOIICTBA U APY-
riie), yXy/lIeH)e IKO/bHOI ycreBae-
MOCTH, a TaKoKe IPOorpeccupyouas
nemenuus [9, 10].

Na6oparopHas anarHocTuka

OCHOBHBIM MeTOIOM 1a60PaTOPHOIL
muarHoctuku HIIC saBnsercs Ha-
TPY30YHBII TeCT ¢ (GpUINIMHOM: IpU

CnevuBbinyck «bonesHi HepBHOI CUCTeMbI»



OKpAIVBaHMY KY/IbTYpPbI KIeTOK (-
6p0o6/1acTOB HAOMTIONAOTCS MHTEHCHB-
Hble (rmoopecuupyomue o6macTu,
CKOHILIEHTPMPOBAaHHbIE BOKPYT AApa
KJIeTKH, KOTOpPbIe COOTBETCTBYIOT Ha-
KOIUICHMIO HeaTepuULVPOBAaHHOTO
XorrecTepuHa. ITO MCC/IefOBaHNe IPO-
BOJIAT TO/IBKO B HEOOJIBIIOM YHCTIE 32-
PYOEXHBIX TabopaTopuii.
JIOnOHUTENPHBIMY GMOXMMUYECKI-
MU MapKepaMy MOTYT OBbITb: CHIKe-
HJIe aKTUBHOCTY C(PUHIOMMeNMHA3bI
B neiikountax Kposu (20-30% ot
HOPMBI), IOBBIIIEHNE AKTUBHOCTH
MapKepHOro ¢gepMeHTa IM30COM —
XMTOTPMO3UAA3Bl B ITIa3Me KPOBIL.
IOHK-gnarHocTrka sBsSeTCA HaM-
6oee MPEAOYTUTEIBHBIM METOLIOM
Bepudukanuy guartosa. OmmcaHo
HECKO/IBKO OTHOCHUTE/IBHO PacCIpo-
CTpaHeHHbIX MyTanuii B rene NPCl,
KOTOpbI€ IOKanu3oBaHbl B 20-22 3K-
3oHax rea NPC1, Ho B 60/mbLIMHCTBe
CTy4aeB TpebyeTcs: HOTTHOE CeKBEHN-
posanue reroB NPC1 n NPC2 mna
BbLABNIeHMA MyTauuii [11]. Vindopma-
TMBHOCTb TaKOT'O TeCTUPOBAHUA CO-
cTaB/IAeT OKOJIO 94%.
ITepcrieKTHBHBIM METOLOM OMOXVMI-
YeCKOII IMAaTHOCTUKIY SBJIACTCA OIpe-
JieTieH1e TIPOU3BOITHBIX XOIeCTepIHa.
B psne pabot 6bU10 [TOKa3aHO, YTO B
KJIeTKaxX M IUIa3Me KpOBU IaIlVieH-
toB ¢ HIIC nponcxonnut HakoIleHne
XO71ecTaH-3,5,6-Tpuosna u 7-KeTocTe-
pona [12]. ITpu 3TOM y HalMEeHTOB C
APYTMMIU HelpofiereHepaTVBHBIMU
3aboneBanusiMu 1 JIBH ypoBeHb aTmx
COeIVHEeHMII B KPOBY He IOBBILICH
[13]. laHHBIT IOKa3aTe/Ib KOPPEIUpY-
eT ¢ BO3PacTOM Hayaza 3a00/IeBaHuA
U TAKECTHIO KIVHUYECKNX IPOsIBIIe-
Huit. Taxoke Ha SKMBOTHBIX MOJEJIAX
HIIC 6b110 MOKa3aHO, YTO KOHIIEH-
TpaLys 9TUX COENMHEHNI CHIDKAeTCA
Ha QoHe neveHus. KoHneHTpammo
XojecraH-3,5,6-Tpuona u 7-KeTocTe-
POJIa MO>KHO OIIPee/UTD C IOMOIIBI0
MeTOa ra3oBOI XpoMmarorpaduu
Mmacc-cnekrpomerpyn (IX-MC) wm
BBICOKO3( PEKTUBHOI XKIJKOCTHOI
xpomarorpaduy TaHIEMHOI Macc-
criektpomerpun (BOXKX-MC/MC).
IMocneguuit Metop siBsieTcs: Hosee
IPeAIIOYTUTEIBHBIM, TOCKOIBKY HO-
3BOJIAET OIIPEME/IATD ITU COSNMHEHI
B He6GOJIBIIOM KOIMYECTBe 6MOTIO-
TMYeCKOr0 MaTepuasa, IJIMTelbHas
npobomnogroroska, kak npu [X-MC,
He Tpebyercsa. Bo3moxHo, 4TO yiKe

30. Meauatpua. Jlekabpb. 2011

B O/ypKariiiee BpeMst JAHHBII METOTIN-
YeCKMIl MTOAXON OYIeT IpUMeHATbCS
Ha IIepPBOM 3Talle IMAarHOCTUKI 3TOrO
penKoro 3aboeBaHmsl.

MatoreHe3 GonesHu

MornexynapHble MEXaHU3MbI Pa3BU-
g HIIC moka elle MOMHOCTHIO He
pacumpoBassl. B orinune ot gpy-
rux JIBH, npu HIIC HakannmBaroTcs
MeTaboMNThl JTUIINLOB Pa3TNIHBIX
KJIaCCOB — XO/IeCTepUH, cUHroMue-
JIMH, TIMKOCHUHTOMUIUBI, CPUHTO-
3uH. [Ipyroii OTIMYnTeNbHON 9ePTO
HIIC saBnseTca HapylIeHne SHAOLN-
TO3a VI BHYTPWIN30COMHOTO MeTabo-
mmsMa Ca?t [14, 15].

3a nocneguue 20 €T 6bUIO IpeIoKe-
HO HECKOJIbKO TEOPUIT, OO BSICHSIOIINX
[aTOTeHE3 ATOTr0 3a00/IEBAHM, B KaXK-
IO U3 KOTOPBIX KITI0YeBast PONIb OT-
BeJleHa OIIpeeNIeHHOMY MeTabO/UTy —
HeaCTepUUIMPOBAHHOMY XOJIeCTe-
puHY, chuHrOMueNHy, ChUHIO3UHY.

Xonecrepuu

XonecTepuH AB/IAETCA OTHNM U3 BaXK-
HeJIINX KOMIIOHEHTOB KJIE€TOYHOI
MeMbpaHbl MIekonuramomux. Ero
YHMKa/IbHbIe (PU3UKO-XMMMIYECKIe
CBOJICTBA IO3BONIAIOT CTAOMIM3MPO-
BaTb MeMOpaHy KJIeTKM, IIpKaBas
el OIpefie/IeHHYI0 «KeCTKOCTb». X0-
JIECTEPUH TAKXKe ABJIAETCA Ipefle-
CTBEHHIKOM CTEPOVIHBIX TOPMOHOB,
OKCHCTEepOJIOB, BuTaMuHa D u y4ya-
CTBYeT B PeTyIMPOBAHUN MHOTOUYNC-
JIEHHBIX IIPOlL[eccoB B KiIeTke. OKomo
80% xonecrepuHa CUHTE3UPYETCS B
K/eTKax, 20% mocTymaeT ¢ IuILen.
XonectepuH B KpoBu obpasyer
KOMIIJIEKCBI ¢ 0COObIMM GenmKamu-
TpaHCIOpTepaMM — aIMOJUIIONPO-
TeMHaMI. DTV KOMIUIEKCHI Ha3bIBAIOT
JIMTIONIPOTENAAMHI U B 3aBUCUMOCTI
OT pa3MepoB 1 PUSUKO-XUMUIECKUX
CBOIJICTB UX Pa3fIeNAT Ha HECKOIbKO
TPYIIIL

B meHTpanbHOM HEPBHONM CUCTEME
eIVHCTBEHHDIM VICTOYHMKOM XOJIecTe-
PpVHA AB/IAETCSA €T0 CUHTE3, TIOCKONbKY
JUTIONPOTEN Bl HU3KOM MIOTHOCTU
He MOTYT IIPOHMKATDb Yepe3 reMaTo9H-
nedamraecknit 6apbep. CBOOOIHBIN
XOJIeCTEpUH CUHTE3UPYeTCA B KIeT-
Kax ITIMU U, COENVHAACDH C alloIUIIO-
1npoTeHoM E, IpOHMKaeT B HEMIPOHBI
[16]. Tersr NPC1 n NPC2 xopupyror
OerIKI1, OTBEYAIOLIVIe 32 TPAHCIIOPT XO-
JIeCTepVHA VI JINIINIOB BHY TPU KJIETKIL.

KnuHnueckue Habnioae

NPC1 oTHOCHTCA K CEMETICTBY T€HOB,
KOJIVIPYIOLIVIX MeMOPaHHO-CBSI3aHHbIE
CTepOMTYYBCTBUTEIbHbIE 6eKn. bemok
NPC2 - BHYTpUIN30COMHBII Tepe-
HOCYMK/TPaHCIOPTEp XOJIeCTepuHa.
B nepudepuyeckux TKaHAX HOCIe
0CBOOOXIEHMS NUIONPOTEUsia B
HO3[JHUX 3HJO0COMAaX/IM30COMaxX
9¢Upbl XOMeCTepPUHA TUAPOIU3YIOT-
C TIPU Y9aCTUM IM30COMHO KICTION
JMIasbl. 3aTeM CBOOOJHBII XOIecTe-
puH nepeHocutcs Ha 6enok NPC2 u
nanee Ha 6enok NPC1. ITocte sToro
CBOOOHBII XO/IeCTEPUH OTILETIAETCS
ot 6enka NPC1, mepeHocuTCs Ha MeM-
6paHy MO37HeTT SHIO0COMbI//IN30COMBI
Y MOYKET CTIOHTaHHO IIPOHUKATD B IT1-
TO30JIb KJIETKM, TIOCJIe Yero TPaHCIIop-
TUPYeTCA B pa3lMIHble YaCTH KJIeTKN
CIielaTbHBIMM M TOI/IA3MaTIYeCKM -
MU TIlepeHoCYMKami (puc.).

[MUKOCOUHIrONMNNADI

B kxneTkax HEpPBHONM CHCTEMBI IIpK
HIIC ocHOBHBIM HaKaIl/IMBaeMbIM
MaTepuajaoM SIBISETCS He TOTBKO
XOJIeCTepyH, HO U pa3HOOOpas3Hble
IIMKOCHVHTONIUITU/BL: TTIOKO3WIILe-
paMup, CPUHTO3MH, TAKTOLEPAMILT,
u raurmmosugbl GM2 u GM3 [17].
[TpepmonaraeTcsi, YTO K UX HAKOIL/Ie-
HYIO [IPUBOJAT HAPYIICHNS BE3UKY-
JISIPHOTO TPAHCIIOPTA WM BTOPUIHBIE
HapyILIEeHA [IPOL[eCCOB PacIleIVIeHIA
rnkochuHromununos. Tak, B psje
pabot ObUIO MOKa3aHO, YTO HAKO-
IUIeHye CPUHTOMMENVHA CBSI3aHO CO
CHIDKEHVEM aKTUBHOCTH CUHTOMIIe-
JIMHA3bl B pe3y/IbTaTe HapyLIeHNA ee
MOCTTPAHCIIALMOHHBIX MopnduKa-
LIV1ii, KOTOPbIE BBI3BAHbI HAKOIUIEH/EM
XO/leCTepyuHa.

Moaxoabl K neyexmio

ITepBoHaYaNIbHO Ka3aao0Ch, YTO IOJ-
xop k nedenuto HIIC ovens mpocr:
CHU3UTb yYPOBEHb XOJIeCTepyHA U
TaKV1M 00Pa3oM OCTAaHOBUTD IIPOrpec-
crpoBaHne 3abomeBaHusI. JTa yBe-
PEHHOCTD IIOAKpEIUIANIach TeM, YTO
cyliecTByeT OObIIOE PasHOOOpasye
BBICOKO3((EeKTUBHBIX JIEKaPCTBEH-
HBIX [IPeIIapaToB, CHIDKAIONINX XOJIe-
creput. B 1993 1. 65110 TTOKa32HO, YTO
IIpUMeHeHNe TOKOOHBIX MperapaToB
IPYBOIUT K CHYDKEHUIO YPOBHA XOJle-
CTepyHa B IIeYeHM M CBIBOPOTKe KPOBY
manyenToB ¢ HIIC, Ho, K cokajeHuio,
He OKasbIBaeT HUKAKOIO BJIVIAHVA Ha
HEeBPOTOTUYECKYI0 CUMIITOMAaTUKY

Ny
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cH, cH,
CH,CH-CH, CH,-CH,-CH
CH,

Xonectepu

OH

H, CH:
CH,CH-CH,-CHy CH, CH
CH,

Xonectepu

Kucnas nunasa

CH, cH,
CH,CH-CH, CH, CH,-CH
CH,

XonecTepu

JITTHIT - nunonpoTen/ibl HU3KOJ IMIOTHOCTY;

6enok
NPC2

cH cHy
CH,CH-CH,-CH, CH, CH
CH,

Xonectepu

LIIX - quTO30/1bHbII IEPEHOCUNK XO/IECTEPUHA.

Puc. Modenv neperoca xonecmepuna 6 no3omeii 3H00come/Iu3ocome

[20]. B manpHeMmuX UCCIeNOBaHUAX
ObUIV IIPeNIPUHATDI MOIBITKY CHIU-
3UThb YPOBEHb [JPYIMX TOKCUYIHBIX
MeTabONMNTOB, TAKUX KaK CPUHTO-
MUeNNH, COUHTO3UH, C MOMOIBIO
cybCcTpar-penypyIOLeit TepaIn, I
9TOT IIOAXOZ OKasajcs 6onee apdek-
TUBHBIM.

(ybcTpaT-peayumpytoLLas Tepanys
Murnycrat (N-6yTun-meokcuHo-
sxupumniys; NB-DNJ; OGT-918) -
HeOO/IbIIIasi MOJIEKY/Ia aMIHOCAXapH-
fia, KOTopast 0OpaTMMO MHIMOUpyeT
CUHTE3 TTIOKOLEPAMUICUHTA3bl —
1epBOro (hepMeHTa, y4acTBYIOLIETO B
crHTe3e ImKochuHrommunos [18].
Ha sxusotnbix Mogensax ¢ HIIC 6b110
y6ennTeNbHO IPOEMOHCTPYPOBAHO,
9TO Ha OHE JIEIEHNUS CHIDKAETCS Ha-
KOIIIEHVIE TaHI/IO3M/IOB, OCTaHAB/IN-
BaeTCs HelpOHaIbHAS AUCHYHKINS
U 3HAUUTENBHO (25%) yBeMIIMBaeTCs
IIPOJIO/DKUTEIBHOCTD JKI3HI Y JIeIeH-
HBIX )KUBOTHBIX [19].

Cr1ocoOHOCTb MUITyCTaTa HPOHU-
KaTb Yepe3 reMaTosHIedanndecKmit
6apbep 00yCIOB/IMBAET BOSMOXKHOCTD
npuMeHeHusA npenapara npu JIBH ¢
[PeVIMYIeCTBEHHBIM BOB/IEYEHIIEM
B IIATOJIOTMYECKII TIPOLIeCC HEPBHOIA
crctembl. Ha ocHOBaHNM pesynbraToB
MIPOBEIEHHBIX PAHJOMU3MPOBAHHBIX
I/Ia1[e0 OKOHTPOTIMPYEMBIX K/IMHIYe-
CKUX MCIIBITAHUI U IMHAMUYECKOTO

Habmonenns nmanyentos ¢ HIIC B an-
Bape 2009 r. murycTaT 6bU1 Of0OpeH
Kak Ipernapar fijis edeHns Iporpec-
CHPYIOLUIMX HEBPOJIOTMYECKMX Hapy-
mennii npn HIIC kak y B3pocbIx,
TaK 1 y meteit. [IpymeHeHne jaHHOTO
Ipenapara sIB/IAETCs efUHCTBEHHDIM
supgoM tepanuu HIIC, xotopas mo-
3BOJISIET 3aMENINTh IIPOrPecCcUpoBa-
HYIe OOJIe3HU U He VIMeeT BBIPaKEHHBIX
n0604HbIX 3¢ dexToB [20, 21]. [Tpema-
par HasHayaiT nepopanbHo. OH pas-
pelleH K NPUMEHEHNIO C 4-JIeTHETro
BOo3pacTa. Pekomenpiyemas fosa i
B3POC/IBIX U JieTell crapuie 12 et co-
crapaeT 200 Mr 3 pasa B fieHb. [leTam
oT 4 710 11 neT 1032 pacCYUTHIBAETCA
UCXOZA M3 IUIOLIA[IM TIOBEPXHOCTH
tena. IlockonmpKy npy mpreMe Ipera-
paTa 4acTo Hab/IofaeTcs auapesi, CBA-
3aHHas ¢ O7I0KMpoBaHKeM pepMeHTa,
pacllenIA©Iero Ay- ¥ OIUrocaxa-
PUIBI, PEKOMEHIOBAHO COOIOfieH e
IVeTBI C TIOHVDKEHHBIM COTepyKaHVeM
3TUX YIJIEBOIOB B IIepBbIe TPYU Heflenm
TepaIuy C IOCTENEHHBIM BK/IIOYEHM-
€M UX B PaIliOH B Ja/IbHeIIeM.

LinknopekcTpuHbl

LuKmOxeKCTpUHB — YTIE€BOJbI,
B COCTaBe KOTOPBIX OCTaTku D-(+)-
[JIIOKOITMPAHO3BI 00BEMHEHDbI B Ma-
KpOLUMK/bI a-D-1,4-IM1MKO3MAHBIMUI
ceasamu. HecmoTpa Ha TO UTO
UUKIOLEKCTPUHBI HE CIOCOOHBI

CBOOOJHO TPOHMKATH Yepe3 MeM-
OpaHy K/IETKM, OHI MOTYT IIepPeHO-
CUTbCs BHYTPb IyTeM MMHOLNUTO3A.
[nppoKcHIponI--1MKIOReKCTPUH
(HPBCD) cocrout us cemu [-1,4-
DJTIOKONIMPAHO3HBIX eNVHNUIL. B psme
paboT 6BUTO MOKA3aHO, YTO BBEMIEHNME
3TOrO COENVHEHMs BHY TPUOPIOLINH-
HO VIV MHTPAaTeKaIbHO «KHOKAy THBIM»
mpimam (NPC -|-) mpuBogut K 3a-
MeJIJIEHNI0 TIPOTPECCUPOBAHNS He-
BPOJIOTMYECKUX HAPYIIEHNIT U YBeJI-
YEeHUIO MIPOJO/DKUTEIbHOCTH XKU3HA
y >kuBOTHBIX [22]. Cumraercs, 4TO
LIMK/IOAEKCTPMHBI MOTYT BBIIIO/HSITD
(YHKLUIO M3MEHEHHBIX B Pe3y/IbTa-
te MyTtauuit 6enxos NPC1 u NPC2 B
SHJ[OCOMAX M JIM30COMaX. BO3MOXKHO,
YTO CO37aHMe JIEKApCTBEHHBIX HopM
Ha OCHOBE IIMK/IOLEKCTPUHOB CTaHET
opHMM 13 MeTopio Teparuyu HIIC.

Xummyeckme LanepoHbl

Pap myranumit B reHax IpuBOJUT
K HapylIleHuAM (oJuHra (CBopadn-
BaHMs) GeKa U BBI3BIBAET OO €ro
HaKoIlIeHe, 1160 OBICTpOe paciie-
wienye. Kak mpasuo, 910 MycceHc-
MyTauuy 1 HeGoblive femeryn Oes
CABUIa PaMKM CYMTBIBAHUS, KOTO-
pble He 3aTparnBaoT (PYHKIMOHAIb-
HO 3HA4YVMbIe JOMeHbI OeKa (Taxie
KaK aKTVMBHbIE LIEHTPBI, PELeNTOop-
CBsA3BIBAIOLIE CaliThl). Takue GemKu
COXPAHAKIT CBOK (QYHKIMOHATBHYIO
AKTUBHOCTb, €C/IM JOCTUTAIOT MeCTa
CBOETO Ha3HaYeHMsI.

VI3BeCcTHO, YTO HEKOTOpBIE COENU-
HEHMsI MOTYT CIY>XUTb CTaOWIn-
3aTopaMy OenKOB, MOMOTAIT UM
00pa3oBbIBaTh 60JIiee YCTOMYUBYIO
KoH(popMaruo. DTu BeljecTBa Io-
JIy4UIM Ha3BaHME XMMUYECKUX IIfa-
MIEPOHOB IO aHAIOIMM C OenrKaMu-
IIarnepoHamMy, KOTOpble IPUHIMAIOT
y4acTye B HOAEePXKaHUM TPETUIHON
CTPYKTYPBI ¥ JOCTaBKe CHHTE3UPO-
BaHHBIX B K/IeTKe 6enkoB. MyTarus
Ile1061Thr B rene NPC1 orHOocuTCS
K 49MCTYy MYTaluil, IPUBOMSIIINX K
Hapyuenuo ¢onpuura 6enka [23].
OTu [aHHBIE MTO3BOJSIOT HafesATh-
Cs1, UTO BBICOKOCTIEnUdpIHbIe dap-
MAaKOJIOTMYeCKIe IMIATIEPOHbI MOTYT
OBITH CHHTE3MPOBAHBL I JLS JIEIEHVISI
3TOro 3ab0/IeBaHMs HAPSLY C APYTHU-
mu JIBH.

MbI puBOAUM COOCTBEHHBIE KIIVHM-
YecKyie JaHHbIE 1 IEPBBIIT OIIBIT JIede-
Husa HIIC B Poccun.

Cnevusbinyck «bonesHi HepBHOI CUCTeMbI»



Knunnyeckuit npumep 1

Havyuenmxa I'I1., 2002 r.p., BiepBble
nocrynmaa B crauyoHap B 2004 1.
¢ XanmobaMy Ha yTpaTry paHee IIpu-
0OpeTEHHBIX IICMXOPEYEBbIX U IBUTA-
Te/IbHbIX HaBBIKOB, HEIIPOM3BOJ/IbHbIE
HaCWIbCTBEHHBIE IBVDKEHVS B MYIMU-
YecKOll MYCKynaType U A3bIKe, Orpa-
HUYEHME OBVKEHMS TIA3HBIX S0/I0K
BO BCeX HaNpPaBJIEHUAX, HEYCTONYN-
BOCTb TIpU XOfb0€, SMM30/bl BHE3AII-
HbBIX Ha/ICHUIA.

AHamme3 xusHu: peOeHOK OT bepeMeH-
HOCTH, IIpOTeKaBIlell Ha GoHe yMe-
PEHHOrO TOKCMKO32, BTOPbIX CPOYHBIX
ponoB, Macca nipu poxpennu 2990 1,
poct 50 cMm. Pannee pasButue: ronosy
Iep>XXUT C 1 MecAIa, CUJUT CaMOCTOsI-
TENbHO ¢ 6 MecsIeB, cTout ¢ 10 mecs-
11eB, XxomauT ¢ 1 ropa.

AHamHe3 607ne3HU: CO CIOB MaMBbl,
IepBble CYMIITOMBI 3a007IeBaHys 110-
ABUINCD B Bo3pacTe 1 rofa 2 Mecs1ieB
yepe3 2 Hefle/IM MOC/Ie BaKIVHALNN
AKJIC n monumoMuenuTa — CHavasa
BO3HMUKJIO «IIOJBOpadMBaHMe» IIpa-
BOJI CTOIIBI TIPK XOZb0E, 3aTeM IIPIUCO-
e[IVIHMIOCD «TIOfIBOpavMBaHue» JIeBOIt
CTOIIBL, U pe6EHOK CTAJT YaCTO CIIOTHI-
KaTbcs, magarb. C 1,5 1eT mosBUInCh
MIONepXUBaHNA TIpU efe, ¢ 1,6 ropa —
IepecTasia CaMOCTOATENbHO XOAUTD,
¢ 1,8 roja — HaCM/IbCTBEHHBIE JIBVKE-
HUA B MBIIIIAX A3bIKa, TULIEBON MY-
cKymarypbl. OTMe4anach BhIpaKeHHAs
aTaKCus, MHTEHIIOHHBIN TpeMop (He
Mor7Ia co6paTh MMPaMUAKY, He MOITIA
€CTb U3 JIOKKM KMKYIO NI — TIpO-
mBaa). [Tpu KT n MPT ronosHoro
Mosra B Bospacre 1,8 roga maronmoru-
YeCKUX M3MEHEHUI 'OIOBHOTO MO3Ta,
KOCTelf CBOJIa ¥ OCHOBaHNA yeperia He
BBISIBJIEHO.

C 2,2 roma pe6eHOK HEOHOKPATHO
IPOXOAM/I 0OCTIENIOBaHE 1 JiedeHne B
oT/ieneHy TIcuxoHeBpomnoruu Ne 2 Poc-
CUIICKOI1 IETCKOI KJIMHNYECKOI 6O/Ib-
Hypl (PIKDB). Briepsble noctynma B
CTALMIOHAP C HAIIPAB/LAIOLM JJarHO-
30M «OCTPbINl AMICCEMVHMPOBAHHBIN
suuedanromuenononuueBput». [Ipn
OCMOTpe B HEBPOJIOTMUECKOM CTaTyce
OTMeYasIach jIerkas aCuMMeTpus IIa3-
HbIX wernert, OD > OS, onymenne yria
PpTacIipaBa, pacxofslieecs KOCOIIasue,
TIepUOAIMYeCK IONepX1BaHMe ITPY efie,
OKMBJIEHNE [TIOTOYHBIX PedIeKcoB, 110-
JIOKUTE/IbHbIE CUMIITOMBI OpPa/IbHOTO
aBTOMATH3Ma, ITOXOJIKA aTaKTU4ecKas,
cTaTmyeckas U [MHaMU4ecKas aTak-
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cus; puddysHad MplledHas TUIIOTO-
HYISA, aHM30peIeKCUA CyXOXKIIbHBIX
pedriekcoB ¢ pyk, pedreKchl ¢ HOT —
TOPIMHBIE, IEPUOANIECKY OTMeva-
JIMCh TMIEPKVHE3bl B MBIIIIAX JIMIA
(B Buze rpMacHM4anbst). B cs1su ¢ ro-
TO3peHeM Ha OCTPBIN AMCCEMUHMPO-
BaHHDIIT SHIIe(aTOMMETOIONNHEBPUT
HaryeHTKe OblIa TIPOBeeHa Teparist
IIPETHM30/IOHOM B I03€ 2 MI/KI/CyT B
TeyeHMe 1 MecsAIla ¢ He3HAYMTETbHOM
TIOJIOKUTETBbHON AMHAMUKON B BUIE
YMEHBIIIEHVISI aTaKCUM B Havasie Kypca
TepaImL.

Co c/10B MaMBl, TIOC/IE BBIINCKY yBe-
PEHHO XOfWJIa, YMEHBIIVIINCH TUAIIep-
KuHe3bl. I1py CHYDKeHUY O3Bl IIpef-
HM30JI0HA 110 1 MI/KI/CYT IOABUIICH
TUIIEPKVHE3bl B MMMMYECKON My-
CKyJIaType, HECKOIBbKO Xy>Ke CTaja
XopnTh. B mocnemyromem Kypcamu
IojIy4ana HeiipoTpodudeckyo Te-
pamuio 6e3 sIBHOTO ITOTOXXNUTETHHOTO
addexra.

K 2 ropam 9 mecsA1iaM nosiBUIOCh yme-
peHHOe OrpaHMYeHNe IBVDKEHIIT I/1a3-
HBIX 507I0K, B IOCTIeAYIOLIeM CTana
YXY[IIATbCS IOXONKA, MOSBUINCD 1
YCUIVINCh TUIEPKMHEe3bl KOHEYHO-
CTel U JILIEBOI MYCKYNaTyphl, YXYTi-
LIN/IACh PeYb.

B Bo3pacte 9 71eT B HEBPOTIOIMYECKOM
craryce: 00I[eMO3TOBBIX U MEHIH-
reajbHbIX CMMIITOMOB HeT. lonoBa
OKpYI/ION (POpPMBL. YMEPEHHO BBIpa-
JKeHa BeHO3Hasg ceTb. OKPY>KHOCTb
ronoBbl 52 cM, OD > OS, pacxopsiee-
€51 KOCOIVIa3ue, HEIIOCTOSIHHOE ajIbTep-
uupytomee. O¢ranpmonapes — orpa-
HUYEHNE JBVDKEHNS TIa3HbIX S0TOK
BO Bcex HampaieHusax. Ocmabnena
KoHBepreHuys. [lepuopyraeckn — muo-
kmoHvn Bek. [Ipu dukcanum B3opa -
CIIOHTAHHBIl HUCTArM C POTaTOPHBIM
KoMIToHeHTOM. CTyX OpMeHTUPOBOY-
HO He CHIDKeH. SI3bIK 06eCIIOKOHBDIN,
MUOK/IOHUY SI3bIKa, TMIIEPKMHE3BI
SI3bIKA, IEPUOANYECKN — JeBUALs
si3pIKa BIIpaBo. [lepunopmdeckn orme-
YAIOTCsI TUITEPKIHE3bI B MbIIIIIAX TUIIA
(B Bupie rpMMacHIYaHbs), XOpende-
cKie runepkuHessl. lomoc ¢ aucdo-
HUYHBIM OTTeHKOM. VIHornma mormep-
XMBaeTCs MpU II0TaHuu. [JI0TOUHbIE
pedieKchbI BBI3BIBAIOTCS IIOCTIE TATEHT-
HOJI 1ay3bl. MOXeT CaMOCTOSTe/IbHO
IPOMTI HECKOIbKO IIaroB, IOXOJKa
aTaKTUKO-IIOJIMHEBPOIATNYeCKasl.
PexypBalusa KOJIEHHBIX CYCTaBOB.
Crarmyeckast M IMHAMUYECKasl aTaK-

KnuHnueckue Habnioae

cyA. Mbiteunsiii Tonyc: guddysHas
MbllIeYHast TUIIOTOHVS. CyXOXKNM/Ib-
Hble pedeKChl Ha PyKaX CHVDKEHB,
D > S, Ha HOrax — He BBI3BIBAIOTCSL.
YMepeHHast TUIOTPOQIIS AUCTATBHBIX
oTaenoB KoHeyHocTe. Cua MBIIIIL
CHIDKeHa 1o 4,5 6amta. KoopanHarop-
Hble TIPOOBI — ¢ TPy0OOIt MHTEHIVell I
IVICMeTpUeN € IByX CTOpoH. YyBcTBu-
TebHOCTb (00JIeBast, TaKTUIbHAs,
TeMIlepaTypHas) OPUEHTUPOBOYHO
coxpaHeHa. [umeprunpos magoHei,
cron. QyHKUMM Ta30BBIX OPraHOB
KOHTPOJIPYET.

Pedp akTHBHAS OTCYTCTBYET; 3aflepiK-
Ka IICYIXOpeYeBOoro pa3ButTys. JJeBouka
BBINOZIHSAET MHCTPYKIMM ¥ KOMaHTbI
II0 TIOfpaKaHuIo, 006CIy>KuBaeT cebs,
[aMSTh U VHTE/UIEKT CHVDKEHDI, KOH-
TaKTHA, OKPY>KalOLIM MHTePeCyeTcs,
OfieBaeTCs M KyIlIaeT CAMOCTOSITE/IBHO.
TaxyM 06pasoM, IIpy COMOCTABIEHNN
KIVMHUYECKUX, HellpOopasiomornde-
CKUX JaHHBIX U TedeHus 3aboseBa-
H1s1 OBUIO 3aIIO{03PEHO 3ab0/eBaHme
n3 rpynnsl JIBH - HIIC, xotopoe
OBbITIO OTBEPXKIEHO MOJIEKY/LIPHO-
FeHEeTMYIeCKVIMY MeTOaMH (BBLIBIIEHA
3ameHa IVS4+2G-A B rere NPC2 B re-
TEPO3UTOTHOM COCTOSTHUN).
PemenneM KoHcunuyma pebOeHKY
ObI/IO Ha3HAYEHO MATOreHeTHYeCKoe
JledeHre mpenapaToM 3aBecka (Mu-
rmycrar) (Actelion Pharmaceuticals
Ltd, IBeitijapust) B ose 200 mr 2 pasa
B JieHb (YTpo, Beyep) J/IUTENIbHO, I10-
CTOSIHHO U IIPEJJIOKeHa [jyieTa C HOo-
HYDKEHHBIM COZIEp)KaHVeM [~ 1 OJIN-
rOCaxapuyioB.

UYepes 5 MecsAleB 10C/Ie Ha3HAYEHMS
crienguyecKoro yedyeHns OTMeda-
eTCsI HeKOTOpast MOJIOKUTEIbHASL M-
HaMIKa B BUJIE Y/TYUIIeHVsI IOXOLKIL,
YMEHBIIIEHIS BBIPaXKEHHOCTI TUIIEp-
KVHeTIYECKIUX paccTpoCTB. [JeBouka
CTajla CIOKOJiHee, OO/blie MHTEpe-
CYeTCsl OKPY’KAIOIMM, CTaia IPOous-
HOCUTDH TpU C/10Ba («MaMa», «T1arma»,
«6aba»), IPUCTYIIOB KaTaIJIeKCUY He
6p110. I10 JaHHBIM JTUTEpaTypBL, ObIIO
[I0Ka3aHO, YTO 4eM paHbllle MaHMU-
dectupyer 3aboneBanme, TeM Xy)Ke
BOCCTaHAB/IMBAKOTCS KOTHUTUBHBIE
(YHKIVNM, OfHAKO B HAIIIeM C/Tydae Ha-
6ITrIOIaIOCh VX yiTydlleHne [24].

B Hamem cnydae He HasHadamuch
TPULMKINYECKIe aHTUENpeccaH-
TBI, MHIMOUTOPBI CEIEKTUBHOTO 3a-
XBaTa CEPOTOHMHA JUI KYIMPOBaHNA
Katarekcun [25, 29], ogHako depes
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2 Mecsilia Iocjie Ha3HaveH s Iperapa-
Ta 3aBecKa y HaleHTKY Hab/IIofianoch
3HAYMTE/IBHOE YMEHbIIIEHE JaCTOTDI
SMM300B KaTaIIeKCuL U depes 4 Me-
cAlla MX HOJIHOE OTCYTCTBME, YTO CO-
BIIAJIaeT C JAHHBIMM JIUTEPaTypHI [4].

KnuHnueckuit npumep 2

IHavyuenm B.I., 9 nert, mocTynmI B cTa-
L[MOHAp C >Kajob6aMy Ha HIATKOCTh
IIOXOJIKM, YacThle MaJeHus], Ipuxpa-
MbIBaHMe TpU XO[b0Oe, HaBsI34NBbIe
IBIDKEHIA B KOHEYHOCTSIX, HapyllleHue
e, SIM307ibI FOIOBOKPY>KEeHMIA, CHI-
JKeHe TAMATY M YTOMJIIEMOCTD [2].
Anamme3s xu3Hu: pebEHOK OT BTOPOIT
¢duBMoIorNYecKy poTeKasLeil bepe-
MeHHOCTH (0T [1epBOIt 6epeMEeHHOCTI —
3OPOBBIIl Ma/IBYMK), BTOPBIX POLOB
B CPOK ITyTeM Kecapesa cedeHns. Pu-
31YecKoe pa3BUTHE B PaHHEM BO3-
pacTe COOTBETCTBOBANIO CPESHUM
3HAYCHVIAM.

AHamne3 6one3Hu: B BO3pacTe 5 et Ha
(oHe IIOITHOTO 3I0POBbS Y MaJIb4M-
Ka IOSBYJIVCD JKa/IOOBI Ha IIPMCTYIIBI
TOJIOBOKPY KEHMWIT, B CBSA3M C YeM Ha-
O/II0fa7ICsT Y HEeBPOJIOTa [0 MEeCTY KI-
TEIbCTBA C IATHO30M «CUH/POM Bere-
TATUBHOJ IVICTOHNUM, BeTUOY/IOIATY».
B 7 et cTasia 3aMeTHa HEYCTOITYMBOCTD
IIpy XOfb0e, MOSBMINCD XKATTOOBI Ha
BBIPOKEHHYIO YCTAJIOCTh K Bedepy, a
TAKKe TPYJHOCTY B YCBOSHWI LIKOJIb-
HOro Marepuana (CHVYDKeHUe MaMsTH,
BHMMaHIsI) 11 3aMKaHue. B cBsi3u ¢ mpo-
IPeCCUPYIOLIVIMYU HEBPOIOTMYECKIMI
paccTpoiicTBamyt pebeHOK MOCT YN
Ha 00C/IeNOBaHIe U JIeYeHre B OT/e-
nenye ncuxonespororvy Ne 1 PIIKD ¢
HAaIpaB/IAOLIVM [IaTHO30M «JleTeHe-
paTuBHOE 3ab0/IeBaHMe HEPBHOM CH-
CTeMBl, TTOIOCTPBIN CKJIEPO3UPYIOLINIA
TIaHSHIIEPATIAT.

ITpu mocTymneHMM B CTallMOHAp:
00I1[eMO3rOBBIX U MEHVHIeaTbHBIX
CUMIITOMOB HeT. UepeIHble HEpBBI:
00OHsIHIIE COXPAaHEHO, B3I/, UKCH-
PYeT ¥ CTIeT, ITTa3HbIe LIV C JIETKON
acummetpueit, OD > OS, napymennsa
IBVDKEHMsI IIa3HBIX 567I0K B BUIE
OTpaHMYEHNUsA IO BEPTUKAIN, IO
CUMMeTPUYHOE, CTIyX He CHIDKEH, To-
PY30HTA/IbHbI METKOAMIIIUTYIHbBII
HUCTarM B KpaliHeM JIeBOM OTBeJle-
HIM, IJIOTOYHbIE 11 HeOHbIe pedIeKChl
BBICOKMeE, CalMBalMs JJOCTATOYHAs,
MO3KeukoBasi pmsaprtpus. Jucdo-
HuM, fucdarny HeT. SI3bIK B MOIOCTH
PTa ¥ IIpy BBICOBBIBAHUM TIO CPEJHEI

maun. Tloxopka ¢ ameMeHTaMu -
HaMM4YecKOi aTakcuy. MpllleqHbI
TOHYC M3MEHEH IO ITACTUYECKOMY
Tuny Ha goxe a1ddysHoIt Mpiey-
Hoit runorounn. CyxoxXnibHble ped-
JIEKCBI BBICOKIIE, 6€3 YeTKON PasHUIIBI
cTopoH. Cula MBI CHIDKEHA JI0
4 6amnos. Perexc Babunckoro mo-
JIOXKUTETIbHBII C ABYX CTOPOH, 607Ib-
mre ceBa. [IMCTOHMYeCKasA YCTaHOBKA
KucTell pyk. Pefxue xopendeckue ru-
HePKIHe3bl ULEBOM MYCKY/IaTypBL.
B mose Pombepra neycroruus. [uc-
MeTpusA ¥ MHTEHIVIOHHBI TpeMop
IIpU BBIIIOJTHEHUU KOOPAMHATOPHBIX
1po6. TazoBble GYHKIMY KOHTPOIN-
pyeT. Bricine KopkoBble (YHKIUI:
HAIJeHT B CO3HAHMY, OPMEHTUPOBAH,
HEeCKOJIbKO HeraTUBEeH K OCMOTPY,
IUTAaKCUB, MHCTPYKIMM BBIIOJNHAET,
IIPaBMIbHO OTBeYaeT Ha BOIPOCHI,
MHTEJ/IEKT CHVDKEH.
HuddepennanbHpiil A1arLo3 mpo-
BOZMICS C TPOMOO30M IIOIIEPEIHOTO
CMHYCa, MUTOXOH/IPMA/IbHBIMU 3260-
JIeBaHMAMI, aTaKCUell ¢ OKY/IOMOTOP-
HOII ampakcueit, cungpomom Jlyu —
bap. IlaumeHT momydyana HOOTPOI-
HYI0, HEIPOMeTabOIIMIecKy0 Tepa-
nuio 6e3 ABHOTO IIOJIOXKUTEILHOIO
addekra. C TeueHMEM BpeMeHM OT-
MeJasIoch HapacTaHyue MO3)KeYKOBBIX
PacCTPOIICTB, CHIDKEHNE MHTE/IeKTa
U IIPOTPeCcCUpPOBaHNe BePTUKAIbHOTO
o¢ranbMomapesa.

C y4eToM KIMHUYECKUX JaHHBIX, pe-
synbratoB MPT romoBHoro mosra,
IPOrPeCcCUPYIOLIEro TedeHus 3abore-
BaHs y pebeHKa OblIa 3armofo3peHa
HIIC. [Inaruo3 6bU1 MOATBEpPX/ieH
MOJIEKY/IAPHO-TeHeTUYECKUM MeTO-
IoM: OOHApPY>KeHBI MYTAaIlMM B TeHe
NPC1, xoTopble AB/IAIOTCA IaTOreH-
HBIMIL, — c3614del C / Ser954Leu.
PemenueM koHcunmyma pebGeHKY
Obl/Ta Ha3HaYeHa Tepallys MperapaToM
3aBecka (muraycrar) B gosze 200 mr
2 pasa B fieHb (YTpO, Beuep) IInTeNb-
HO, TIOCTOSTHHO, & TaKXXe Obl/la peKo-
MeHJIOBaHa [JJeTa C HOHVDKeHHBIM
cofiepKaHMeM JIYi- U OJIUTOCAXapuyIOB.
Yepes 8 MecAIeB IOC/Ie HA3HAYEHYIA T1a-
TOTEHETIYECKOTO JICYCHIIA OTMEYAeTCs
MIOJIO>KUTEIbHAA AVMHAMMKA: IAIieHT
CTaJl YCTOVYVIBBIM, MEHee BbIPaKEeHbI
TUIepPKMHEeTNYecKIe pacCTPOIICTBa,
OJIHAKO COXPAHAJICA MHTEJ/IEKTYalb-
HBIIT lepULINT, OTMEeYaINCh Aucarus,
IV3apTpUs, IIPEXHAA CTEIIeHb BePTH-
KaJIbHOTO o(Ta/IbMoIIapesa.

ITo maHHBIM JUTEPATypPbl, OTMEYCHO
3HAYNMTE/NIbHOE Y/Ty4lleHVe HEBPOJIO-
TMYECKOro CTaTyca y maumeHTa 9 jer
[I0CTIe Ha3HAYeHVsI CIEelU(UIecKoro
JIeYeHNA MUITTYyCTaTOM B BUJE YIyd-
IIEHNST [TOXOJKY, aTaKCUM, JU3apTPUI
n odranpMornapesa [26]. Y npyrux ma-
1yenToB (9 u 14 y1eT) nmocie Ha3Haye-
HIISL CIeMQUIeCKOro IedeHst yepes
6 MecsilleB HAOTIONAIOCh YIydIle e
YHKIVIM DIOTaHMA U [BIDKeHUA [27].
Yepes 4 Mecsla y Halllero IamyeHra
II0CTIe Ha3HaYeHMsI Tepanuy Habmoya-
JIOCh CHIDKEHME Beca, PYIMX Ho60d-
HBIX 3P PeKTOB He 0TMEYaIoCh. bbita
CKOPPEeKTMPOBaHa JiueTa, U peOeHoK
HavajI IpubaB/IATh B Bece.

Ilo mannbIM UTEpaTypsl, B 80% ciy-
yaeB Ha (OHE Tepaluy IOSBIIIIOTCS
SMM30[BI AMapey, OTPUIATeIbHAA Be-
CoBas KpyBas, OCOOCHHO Ha IIepBOM
rofy IpyMeHeHNs npenapara, B 30% —
TpPeMOp, peke — HapyIIeHs CHa, Iape-
cTe3uu 1 HojHeBpormarus [20, 26, 27].

3aKnoueHune

B Hacrosmiee BpeMs €IVHCTBEHHO
BO3MO>XHBIM BapMAHTOM ITaTOT€HETH-
YeCKOTO JIeIeHNsI TSDKEIOrO Iporpec-
CHPYIOLIETO HEBPOIOTMYECKOro 3a60-
nesanusA — HIIC - aBnseTca nmpenapar
3aBecka (murmycrar). Hebombuioe
ypcno naryenToB ¢ HIIC, naxomsmmx-
Cs1 HA JIEYEeHUN, U KOPOTKUIT TIePUOf,
HaO/IIOfieHNsA He ABJIAIOTCA JOCTaTOd-
HBIM OCHOBAHIEM JUIsl OKOHYATe/lb-
HOTO CyXfeHus 06 addeKTuBHOCTH
IaHHOrO Bypa Teparmi. OFHAKO C yBe-
PEHHOCTBIO MO>KHO CKa3aTh, 4TO M-
DJIyCTaT HO3BOJLAET CTaOWIM3UPOBATh
COCTOsIHME TAIMEHTOB V/W/IV TIPYBO-
IUT K YIy4IIeHNI0 HEBPOIOTMYeCKIX
PaccTpoiicTB, a 3pHeKTUBHOCTD Tepa-
MY 3aBYCUT OT BPEMEHN yCTAHOBIIE-
HIIsL TOYHOTO amarHosa. Heo6xonumo
HPOJO/DKEHNE UCCIIETOBAHMNI C IIeMbIO
M3y4eHNs [IATOTeHe3a 9TOTO TsDKENIOro
VHBIMAUSUPYIOLEro 3a00/IeBaHMs
IS CO3JjaHNsT HOBBIX BBICOKO9(ddek-
TUBHBIX IIPETIAPATOB. 3%

Asmopot 6nazodapsm PezuoranvHoiii
00u4ecmBeHHblil 071a20ME0PUMeNbHbLIL
PoHO nomougu msixeno6onvbHbIM U
00€30071eHHVIM 0eAM, 0PeAHU3AUUIO
Aiutateci a Salvare i Bambini Onlus
u nuuro J1.3. Canmuikosy u IHHUO
Bopoamo 3a nomousp, xomopas 6vina
0KA3aHA HAWUM NAUUeHMam npu oo-
C71e00B8AHUU U TIEHEHULU.
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