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Nonketotic hyperglycinemia: case report

Pesiome

HeketotHyeckas runepruumutemua (HKI) - penkas dopMa ayTOCOMHO-DEUECCHBHOM MeTabonuyeckod auedanonartuu,
BbI3BAHHAA AEEKTOM FMUUWH-PACILENNAIOWEH (DEPMEHTHOR CHCTEMB!, NPUBOAAWMM K HAKONNEHHIO FNMUMHA BO BCEX TK-
HSX OPraHuama. Mbl NPHBOAMM KNMHUYECKOE HAGMI0ACHHE MNAAIEHL], KOTOPLIA HA TPETbH CYTKH XH3HH Pa3BAN MbILEYHYIO
FYNOTOHKIO, ANHO3 W KOMY. [INS NOATBEPXKAEHUA AUArHO3a Mbl HCNONb30BANH CENEKTUBHBIA GHOXHMUYECKUIA CKPHHUHT, & TaK
Xe [aHHble HeAPOBU3YANH3aUUK U INexTpo3HUedanorpadun. B cTatbe 06CYX3ETCA BAXHOCTb PaHHEH AHATHOCTHKK ANA
onpeneneHHs NPOrHosa 3a60neBaHMA, a TaKk Xe ANA NONYMEHUS BOIMOXHOCTH NPEHATANbHOA AHArHOCTHKW NOCNEAyWHX
(GepeMeHHOCTEN B CEMbe.

Knioyesble CN0B; HEKETOTHYECKAA FUNEPTIMUMHEMHS, PAHHAA MUOKNOHHYECKAA JHUEAN0NATHA, CENEKTUBHBIA GHOXHMK-
YeCKUA CKPUHUHT

Summary

Nonketotic hyperglycinemia is a rare autosomal recessive metabolic encephalopathy usually presenting in the neonatal period.
It is an inborn error of glycine metabolism caused by deficiency in the glycine cleavage system and characterized by the
accumulation of glycine in all body tissues. We introduced a newborn presented on the third day of life with hypotonia, poor
feeding, apnea and coma. We performed extensive investigations before reaching the diagnosis including metabolic screen,
electroencephalography, and magnetic resonance imaging. We discuss the importance of early recognition of symptoms, using
selective metabolic screen to have a clear prognosis. It also helps in genetic counseling and prenatal diagnosis can be offered

at the subsequent pregnancy.

Key words: nonketotic hyperglycinemia, early myoclonic encephalopathy, selective metabolic screen

Bsenenue

Mera6onuueckue dHUEHaNONaTHH B HEOHATAILHOM
nepHoae MOTyT GBITb CBA3aHKI C HAacNEACTBEHHLIMH H 3K30-
PeHHBIMH NOBpeXNalolHMH (akTopaMH. OHH Hepeaxo npea-
CTaRIAIOT cO60H Cepbe3HyI0 HATHOCTHYECKYIO 3434y BBH-
Iy HecneuHGHYHOCTH KITHHHYECKO# KapTHHB!. YKa3kiBaTh Ha
3abonepanne o6MeHa BELIECTB C CHHAPOMOM HEOHATANLHOMN
3HLEDAIONATHH MOTYT HEOOBACHHMOE YTHETEHHE CO3HAHMA,
CYNOPOTH, H3MEHCHHE MALILICYHOMO TOHYCA H CYXOXKHIILHBIX
pedniexcos, HapylieHHe IMOTaHHS H odransMoruterna [1].
B JrOit cTaTtbe MBI MpPEACTaBIAEM COBPEMEHHbIE B3MJIAMLI
Ha ITHOJIONHIO, MEXAaHH3MhI PA3BHTHA H KJIMHHKO-HHCTDY-
MEHTA/IbHEIE XapaKTEPHCTHKH OQHOH H3 dopMm meTabonHue-
CKHX 3HUE(ANONaTHH — HEKETOTHYECKOA MHIEPriHUMHEMHH.
Kpome 1010, Mbl IpHBOAHM KIIHHHYeCKOe HabmoaeHHe NOA-
TBepXKAeHHOro cydas HKIT ¢ tHnHyHmM pa3suTHem 3abo-
JIeBaHHS.
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B Hacrosulee Bpems u3BectHo, 4To HKT - 3t10 pen-
KOE reHETHYECKH AETEPMHHHPOBaHHOE 3abonepaHHe ¢ ay-
TOCOMHO-pELleCCHBHLIM THIIOM HacnenobaHus. OHo BcTpe-
4yaercs ¢ BhICOKOH wvacToTod B Duunanauu (1:55000),
HEKOTOPHIE BHAB MYTalM# HMEIOT BHICOKYIO PacnpocTpa-
HEHHOCTb B HHOpeaHBIX apabckux nocenenuax Mapawns
[2].

JTHOJOrHA H NATOreHe3

[MHuMH — 3ameHHMas aMHHOKHCIIOTA, MpEeaCTaBRaser
coboil HeHpOMeaHaTOp, MPOMYCKAIOIHA HOHBI XJIOpa Yepe3
HOHOTPONHbLIE PELENTOPHI, co3AaBas HHrUGHpylomHKe noct-
CHHAITTHYECKHE MOTeHUHANH. TopMO3HOE AeHCTBHE MIMUH-
Ha B OCHOBHOM PE€AJH3yeTCA B CTBOJIE FOJIOBHOTO MO3ra H B
cnuHHOM Moare. [TapannensHo ¢ 3THM IMHUMH MPEACTaBIA-
€TCA arOHMCTOM [NIOTaMara B KOpe MOJIOBHOIO MO3ra, Cro-
cobcTBYs BO36YXA2IOLIEH AKTHBHOCTH peuentopa N-metvn-
D-acnaprara (NMDA) [3].
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PasBHTHE MIHUMHEMHH CBA33HO C HELOCTATOYHOCTBIO
MMTOXOHAPHANBHOH [MHUMH-paclUeIAomed (epMenTHOH
CHCTEMBI. JTa8 CHCTEMa BKJIIO4aeT yeThipe depmenTa. Han-
6onee qacto (70%-75% caydaes) 3aboneBaHHe pasBHBAETCA
npH nedekre P-Genka (rnuunHaexapOOKCHNa3hl), KOAHPY-
emoro reHoM GLDC, pacnonoxenHom Ha 9q13. HoHceHc-
MYTaLHH H JIe/IEUHH B ITOM reHe NPHBOAAT K HAapYIUECHHMIO
NepBOro 3Tana Aerpanaust rmuurHa. Ho 20% cnydaes 3abo-
JIEBAHHS aCCOLIWMPOBAHO C MyTalHeR B reHe AMT (kapTHpo-
paH Ha 3p21.2), konupylowem T-6ea0k (aMHHOMETHNTpPaHC-
¢$epaly), KOTOPRIA Ha BTOPOM Tane pacuICIUICHHA [THLMHA
MEPEHOCHT METHIbHYIO IPYINTy Ha TeTparnapodonar. Pexe
[FIMIHHOBAA JHLCANONATHA MOXET PalBHBATLCA B CRA3H
¢ HepoctarodHocTslo H-6enka (res GCSH, kaptupoBan Ha
16q24), nepeHOCAILErO METHIAMHHOBYIO rpynny ¢ P-Genka
Ha T-6enok. Hanbonbas axcnpeccus 3tix reHos Habmona-
€TCS B NEYEHH, MOYKAxX H roloBHOM Mo3lre [4, 5, 6].

HH3xasa akTHBHOCTH YKa3aHHBIX epMEHTOB NPHBOAMT
K HaKOILUTCHHIO MIHUMHA B GHONOTHYECKHX XHIAKOCTAX, pea-
JIM3y8 €0 TOKCHYECKHE CBOWCTBA. Tak, TOpMO3HMIit dpdexT
[MIMUMHA HA CTBOJ MO3ra H CIMHHOH MO3r MpOABJIAETCA B
BHOE MRIIEYHOH MMNOTOHHH, anHo3, HkoThl. C Apyro# cTo-
POHBI ITYTAMAaTHAR HEHPOIKCAHTOTOKCHYHOCTL, ONOCpeENo-
BaHHaa yepe3 NMDA-peuenTop, 1eMOKCTPHpYETCS CYAOpO-
ramH,

Ipencrannennule Nato$H3HONOrHYECKHE MEXAHH3IMBI
HEYKJIOHHO NPHBOAAT K OTEKY H BAKYONH3aUHH YXe MHEIH-
HH3HPOBAHHEIX BOJIOKOH BOCXOALIMX NYTEH CTBONA, 3Ja0HHX
HOXEK BHYTPEHHHX KaICy/l, MOBKEYKOBLIX HOXKEK, 3PHTENb-
HBIX MIEpexpecToB H TpakToB. O61acTH, No3AHEE MHETHHH3H-
PYIOILIHECS, CTPARRIOT B MEHBLUEH CTENEHH HAH HHTAKTHAI.
HexoTophie aBTOpE OTMEYAIOT 33J1€PXKKY MHETHHH3AUHH 110
OTHOLIEHHIO K Bo3pacTy. Ha no3gnux craauax 3abonepanus
JIOMHHHPYIOT MIPH3HAKH I1HO38, aTpOHH KOPbI H MOBKeEUKa,
a TaK Xe areHe3Hd MO30JHCTOro Tena [7).

KnnHHYeckas kapTHHa

Jns HKI' xapakTepHo CyweCTBOBaHHE BO3IPacTHOMO
KOHTHHYYMa, TO ecTh AeioT 3a6oneBaHns NMPHXOAHTCA Ha
pa3THYHEIE BO3PACTHLIC NEPHOARL, 9TO NO3BOJINET BLHACIHTL
HEOHATAIBHYIO, HHOAHTHIBHYIO H NO3AHIO dopMmy Gones-
HH. Taxoe painenense obycnonneHo GOpMHPOBaHHEM METa-
6omHIecKHX GUIOKOB Ha Pa3HBEIX CTAAHAX AETPaNALMH [THLH-
Ha. Tak, caMy1o 9acTyI0 HEOHATAIbHYIO HOPMY CBA3LIBAIOT C
MyTanHeit B reHe P-Geska, a 6onee pelixHe aTHNHIHEIE dOp-
MH (HH)AaHTHIbHAS H NOAHAS) BO3HHKAIOT MPH HEAOCTATOY-
HoctH T- 1 H-Genxop cootBeTcTBERHO [8].

JHe6roT knaccHIeCcKoi HeOHaTaabHOH GOPMBI BO3HHKA-
€T 0CTpO, 6€3 OTIETIIHBOrO «CBETI0rO» NpoMexcyTka. Hepen-
KO eme BHYTPHYTPOOHO OTMEYAIOTCA MATOJOrHYECKHE PHT-
MHYECKHE JBHXKEHHA I10Ma, Ha3KBaeMble NEPCHCTHPYIOIIEH
«axoToi». Ilocne poxacHHA MNaeHIL THINOTOHHIHEL, BANO
cocyr. [Iporpeccupyer yrierenne co3HaRHA A0 koMH. Bos-
HHXAIOT DOTHMOpGHEIE CYROPOTH, Hallle MHOKIOHHIECKOro
H TOHHYECKOTO XapakTepa. BupakeHb AnIxaTenbHBIE Hapy-
WICHHA OT KOPOTKHX H 9YacTHIX alHO3 [0 BRIPaXXCHHOH MkI-
XSTENBHOH HEAOCTATOYHOCTH, HEBO3MOXKHOCTH CIIOHTaHHOTO
ORXAHHA, 9T0 TpeOyeT NpOUIEHHON HCKYCCTBEHHOH BEHTH-
nauMH nerkux [1].
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B nopaensioweM GONBIUHHCTBE ClayyaeB GONbHbIE
knaccuueckor mxkenoi HKI norubaror B TedeHHe nepso-
IO MECAUA KH3HH OT anHOJ. BhLKHBIIME MaUMEHTH! MOryT
CTMOHTAHHO BEPHYTHCA K CAMOCTOATENLHOMY OniXaHHw. B
NaNbHEHLIEM THKECTb HX COCTOSEHA OOYC/IOBIHBAlOT Ya-
CThle HHKypalenbHRIE CYOpPOrH, CIACTHYECKHH TeTpanapes
H ncesaobynb6apHuIit cHHAPOM, rpybas 3amepxxa HEpBHO-
MCHXHYECKOTO Pa3BHUTHA. [1poNOMKHTETEHOCTE XKH3HH TAKHX
MalLHEHTOB He NpeBbillaet roaa [9].

HekeToTHueCKas MHNEPrIHLHHEMHSA — OIHA X CaMBIX
YaCTRIX NPHYHMH Pa3BHTHA PaHHEH MHOKIOHHYECKOM 3HIE-
tanonaruy, XapaKTepH3YIOWIEHCS MApUHANbHLIM XAOTHY-
HBIM MHOKTOHYCOM H $)E€HOMEHOM «BCMLILIKA-TIOAABIECHHE
Ha a1ekTpo3lHucdanorpamme (I30). [Moanuee npucoennu-
HAIOTCA FCHEPATHIOBAHHBIE MHOKIOHHYECKHE CYROPOFH M
TOHHYecKHe cna3Mul. TeueHue smunencuu GRICTPO craHo-
BHTCA YCTOHYHBBLIM K NPOTHBOCYAOPOXKHOH TepanuH, Tpeby-
€T xOMOHHaLUHH TIpenaparos, ORHAKO MOJHOH KIHHHYECKOH
PEMHCCHH n06HTbCA He yaaetca. [loxazaHa HeraTHBHas poibL
BANBIIPOATOB B JICYCHHH IMHICNTHYECKOH IHLE(ATONATHH
npu HKI, koTophle noOBIIAOT YpOBEHD IMHLUKHA B [UTa3Me.
[MoaToMy npenaparamH BuGOpa ABIAIOTCA G€H3OMHAIETHHBI,
nesetHpalleTaM, hpeHobapbuTan B KOMOHHALMH ¢ HEMENHKa-
MEHTO3HbLIMH METOJIaMH JIEYEHHA, TAKHMH KaK KETOr€HHas
auera [10, 11].

JAuarsoctuka u neyenne HKIC

U3 nONONHHTENBbHRIX METONOB QHAHOCTHKH BEXylUCE
3HaYeHHe MpHOAeTCA HeHpoBH3yanniaudu. JawHwe MPT
TOJIOBHOTO MO3ra [106a/IbHO OTPaXKaloT OCHOBHbIE NTATOMOp-
tdonornueckre xapaxtepuctHku HKI. Ha T2-B3BelueHHhIX
H306paxeHHusx, a Tak ke Ha AHGdY3IHOHHO-BIBEWIEHHKX
H306pOKEHHAX ONPENENAIOT YHACTKH CHMMETPHYHOTO MOBRI-
IUEHHs CHTHAJIa H OrpaHH4YcHHA NH(dy3HH B 30HaX paHHEH
MHEIHHH3ALUHH — 3aaHEH HOXKE BHYTpEHHEH Kancy/n, Mo3-
Ke4KoBbIX HOXKax. [loke ¢ TedeHHEM BpeMEHH ITOT rHne-
PHHTEHCHBHBIH CHIHAJ HCYE3AET, OTPAXKaA CAHAHHE MHKPO-
KHCT B MHEJIHHOBBIX 060/I09Kax H NMpOLECCh AereHepalHH
HepBHoro BonokHa. Hepemxo Tokeno#t ¢popme HKI™ comyr-
CTBYET BRIABICHHE BPOXKAEHHRIX aHOMAJIHH NOIOBHOTO MO3ra
— THMOMTa3HH MO30IHCTOIO TeNa, NAXHTHPHH, KHCT 3aTHeH
4epenHoi AMKH H rHapouedanuu [7,12).

YT1ouHsomuMH MetogamH aHarHocTHkH HKI sang-
0TcA GHOXHMHYecKas M reHoaHarHocthka. HaumGonee pac-
MPOCTPaHEHHKIM TNOAXOROM OHOXHMHYECKOH JHArHOCTHKH
ABIAETCA ONpeeNeHHE NMOBRILEHHONO COACPXXAHHA [MTHIHHA
B HKBOpE (Gonee 32 MKMOMB/M)H TUTasMe KpoBH (Gonee 515
MKMOJIB/1T), a TaK e H3MEpPEHHe HX COOTHOmeHHA (He Gonee
0,04). B HekoTOpRIX CiTy4asx NPHGEraloT K HIy4eHHIO AKTHB-
HOCTH ()epMEHTOB IMHLHH-PACIICTUIAIOLICH CHCTEMBI B KIIET-
Kax nedeHH [8). -

Jns HKI cyimecTsyloT BapHaHTH MAaTOMeHETHYCCKOH
TepanHH, OCHOBAHHLIE HA MEXaHH3Max ero HeHpOTPaHCMHUT-
TEpHOro AeHCTBHA. DTHMHHALHH NOBLIIIEHHOIO YPOBHSA IMH~-
uMHa cnocobcTByer GeH30aT HaTpHA, NpEBpAIIAloNIHit ero B
FHNMYpaT, KOTOpHIi BHIBOAHTCA ¢ Movoii. [Ipenapar sBoguTes
per 0sNo ATeBALHOHHON cXeMe, HayHHad ¢ 250 Mr/kr/cyT no
ZOCTHXKEHHA [1a3MEHHOMO YPOBHS ITHUHHA Hike 300-400
MKMons/1. Bropoe HanpasneHHe CBA3aHO ¢ GNOKHPOBaHHEM

41



B036Y>aaroLLero agekra ravumHa Ha NMDA-peuenTop, €
MOMOLLbI0 MHTMBUTOPA 3TOrO peLenTopa - AeKTpomeTopda-
Ha. Yalle BCero npuMeHseTcs KOMOGWHaUMsA 3TUX npenapa-
TOB. Y NaLMEHTOB C «MsArkoii» dopmoii HKI™ 1 octaTouHol
aKTUBHOCTbIO (DEPMEHTOB B C/lyyae MPUMEHEHUS KOMOUHM-
pOBaHHOI Tepanuu BO3MOXHO A06MTbLCA KOHTPONS Hag Cyfo-
poramu, CHUXeHUsi BO3GYAMMOCTM, PaCLUMPEHNS MOTOPHbIX
1 peyeBbIX HaBbIKOB. K/toUeBbIM (haKTOPOM SIB/ISIETCS paHHee
Hayano Tepanuu M NPOAO/KUTENLHOCTL ee He MeHee 2 neT
[13].

MprBOAMM COBCTBEHHOE KIMHUYECKOE HabntodeHve
cnyyas HeKeTOTUYECKOI rMnepranyuHeMun.

Manbunk M. poaunncs B Taf)KUKCKOW CeMbe C BbICOKOM
YacTOTOW KPOBHOPOACTBEHHbIX OpakoB. AHTE- M WMHTpaHa-
TaNbHbI/ Mepuofbl NpoTekann 6e3 ocobeHHocTeid. OueHka
no wkane Anrap 8/9 6annos. C 3 cyToK y pebeHka Hayana
pasBMBaTbCs KMMHUKA Liepe6panbHO Hej0CTaTOYHOCTY - OH
CTan BANbIM, UMEN CHIDKEHHbIA MbILEYHbIA TOHYC, cnato
cocan, MporpeccypoBanyt MPU3HAKW YTHETEHWS, BO3HUKIO
6pagnnHo3, 4To NOTPe6oBaNo NepeBoda B peaHMMaLVOHHOe
OTAeNeHne M Hayana MCKYCCTBEHHON BEHTUMALMM NEerkux.
Mpn HEBPONOrMYECKOM OCMOTpe B BO3pacTe 8 CyTOK 6biiu
BbISIBMIEHbI CrlefytoLLVe JaHHble. YPOBeHb CO3HaHUs COOT-
BETCTBOBa/ KOME, Ha MaHUMy AU pe6eHoK JeMOHCTPUPO-
Ba/l CUMMTOMbI YKOPOYEHWS KOHEYHOCTeld, reHepann3oBaH-
Hble B3fparnBaHus. OTMeYanoch 3axX0XaeHne KOCTeid cBoja
yepena. Co CTOPOHbI YepenHbiX HEPBOB OblNM BbISABIEHbI
HapyLLEeHWs rN0TaHNs, OTCYTCTBUE PedIeKCOB OpaibHOrO aB-
TOMaTu3Ma, cocaHus. Onpegensnach AuddysHas MbilleyHas
rMNOTOHMSA B COYETAHUM C 3K3a/IbTUPOBAHHBIMU CyXOXUb-
HbIMU pedhrieKcamu, pacLUMpeHneM KX pecieKCoreHHbIX 30H,
Maccoii aTUMUYHBIX CTOMHbIX 3HAKOB.

Mpy NpoBeAeHNN yNbTPacoOHOrpadum CTPYKTYp ronos-
HOro MO3ra NaTonorny He 6bI10 BbISBNEHO. LinTonornyeckuii
aHasM3 IMKBOPa COOTBETCTBOBAN BO3PAcTHOM Hopme. Ha 33
aNUNeNTUHOPMHOI aKTUBHOCTU He onpefensnoch. C yyeTom

Puc. 1. T2-B3BeLLEHHOE N306paXKeHNe AeMOHCTPUPYET Mo-
BbILLEHWE CUTHaNa OT 6es10ro BeLecTBa IOGHbIX A0Nel 1
3aJHNX HOXKEK BHYTPEHHMX Kancy.

HeanddepeHLMpOBaHHOR KIMHWKN OCTPOro LiepebpanbHOro
YIHETEHUs C [bIXaTeNlbHOW HeA0CTaTOYHOCThIO, Ge3 ybeau-
TeNbHbIX MPU3HAKOB WH(MEKLMOHHOro, TPaBMaTUYeCKOro,
TMNOKCUYECKM-MNLLEMUYECKOTO FeHe3a YKasaHHbIX Hapylue-
HUIA, 6bINI0 MPUHATO PeLLeHNe O NPOBEAEHUN CeNeKTUBHOIO
CKPWHWHIa Ha HacneACTBeHHbIe 60/1e3HN 0OMeHa BeLLecTs €
MOMOLLbH0 METOfa TaHAEMHOIN Macc-CreKTPoOMeTpum ¢ onpe-
[leNleHVeM YPOBHS TMLMHA B NATHaX CyXoil KpoBU U3 06pas-
La ANs HeoHaTanbHOro CKPUHMHIA (Ha 3 CYTKW XW3HW) 1 Ha
8 CyTKM Xu3HN. B 060mx 06pasuax 6bin BbISBNEH BbICOKMI
YPOBEHb FMLMHA, HapacTaloLuii B MHaMUKe, YTo Tpe6oBa-
N0 MPOBEAEHNS YTOUHAOLLEN BUOXMMUYECKON ANArHOCTUKM
- OnpefieneHne COAepXaHns FMLyHa B NNKBOPEN Miasme
OLieHKa MX COOTHOLeHUA. Ha 11 cyTKu Xu3Hu B naboparo-
puM HeoHaTanbHOrO CKpuHuHra NbY3 CO KAL, «O3MP»
EkaTepuHbypra 6bi710 BbIABNEHO YBENNYEHWE KOHLIEHTpaLum
rMuMHa B nnasme Kposu (652 mMkmonb/n) u nuksope (73,7
MKMOSIb/T), @ TaK XKe MOBbILLIEHNE OTHOLLEHWUS FANLMHA NNK-
Bopa K ravuuHy nnasmel (0,11), 4TO COOTBETCTBOBANO Aua-
rHO3Yy «HEKeToTMYecKas runepranLuHemMms».

[ManbHelwee TeyeHne 3ab60neBaHWe MMeNo Knaccuye-
cKoe nporpeccupytouiee passutne. C 10 CyTOK NOsSIBUAUCH
napumnanbHble MWOK/IOHWK, 3axXBaTblBaloLie NPOKCUMasb-
Hble OTAeNbl BEPXHWX KOHeyHocTeid. K 15 cyTkam pe6eHOoK
CMOHTAHHO MepeBefleH Ha CaMOCTOATeNbHOe [blXaHue, a K
18 cyTkam BOCCTaHOBW/1 YPOBEHb CO3HaHWA 40 AicHoro. Mpu
3TOM OTMeyYasnacb OTpuUUaTesbHas [AWHaMWKa Mo Konuye-
CTBY M PUCYHKY 3NUNENTUYECKUX NPUCTYNOB. MMNOKNOHYCbI
CTa/IM Xa0TUYHBIMW, MUTPUPOBAIN MO MYCKy/aType nuua c
3aXBaTOM [/1a304BUraTeNbHbIX MbILUL, BEPXHUX U HWKHUX
KOHeYHocTeil. OTMeyanocb MNOABNEHWE TOHWYECKUX nNpu-
CTynoB. B CyTKM HacuuTblBaNuNCh AECATKM Npunagkos. Ha
33l perucTpupoBanucb AMQAdY3Hble M3MeHeHUs B1oanek-
TPUYECKOI aKTUBHOCTM FOMIOBHOrO MO3ra B BUAe MaTTepHa
«BCMbILLKa-NOAABAEHNE», & TaK Xe MynbTU(OKanbHas anu-
nenTUQOPMHas akTUBHOCTb.

Puc. 2. Tunonnasns mMo301McToro Tena
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Mpu nposenennn MPT ronopHoro Mo3ra Ha annapa-
1¢ MAGNET ACHIEVA HanpsxexHoctsto nons 1,5 T k
17 cyTkaM XH3IHH OLUIH BBIABICHR! NPH3HAKH THIIOMHENH-
HH3aUHH 6e10ro BemecTsa JOGHBIX H TEMEHHBIX JOJeEHR Ha
(boHE HE3ABEPIICHHOA MHEIHHH3ALIMH, & TAK )€ YKOpOYeHHE
B CArHTTAILHOM pa3Mcpe H HCTOHYCHHE MO3ONHCTOrO Tena
(Puc.1, 2).

C nporuBoCYnOopokHOR LeabIo pebeHKy GbLna HazHaue-
Ha koM6HHaLHA npenapaToB deHoGapbuTan M seseTHpaue-
TaM 8 BO3PACTHRIX A03WpoBKax. [TaroreHeTHueckan Tepanus
p Poccutickodl Oenepausi He MpeACTaBicHa.

Mausent Gun BENHcaH nox HaGnioeHHe y4acTKOBOM
cyx6ul ¢ npH3HaKaMH (apMakOPE3IHCTEHTHON paHHER MHO-
KIOHHYECKOH 3HLe(aonaTHH, B HEBPOJIOTHYECKOM CTaTyce
NEPCHCTHPOBARH CHMITTOMBI MBILIEYHOH THIIOTOHHH, Hapy-
IIEHHE ITIOTAHHA, OTCYTCTBHE GHKCALHH B30pa H THHAMHKH
MOTOPHOTO Pa3BHTHA.

3axniouenue

CHHOpOM OCTPOH HEOHaTalbHOH 3HLe(DANTONATHH He-
PeAKO BCTPEYAETCA B IPAaKTHKE HEOHATOIOra H HEBPOJIOTa, H
BHGOpP AHArHOCTHYCCKOH TAKTHKH 389aCTYIO0 OrpaHHIHBACT-
CS CAMBIMH 9aCTRIMH NPHIHHAMH BO3HHKHOBCHHA 3TOTO CHH-
npoma. JlaHHBIH IIIHHHYECKHA CTydai JEMOHCTPHPYET OOHH

M3 €r0 peadaiIiMX ITHONOrHYECKHX BapHaHTOoB. OH MOKa-
3bIBAET JOCTYNHOCTh METOAOB YTOUHAIOWEH AHArHOCTHKH H
BO3MOXHOCTb HX NPHMEHEHHA B CJIOXHON AHArHOCTHIECKOH
CHTYauHH. 310 0coOCHHO BaXHO Ans 3aboneBanui ¢ paspa-
60TaHHEIMH METONAMH MNATOreHeTHYECKOH TepamuM, Koraa
BOBpEMs TIOCTABNEHHHH HAarHO3 ONMpeAe/deT paHHee Hada-
1o 3¢deKTHBHOrO NeYeHHR. B npeacrasneHHoM xe cydae
POIHMTENAM AaHa BO3MOXHOCTb HACHTHPHKAUHK MyTauui B
reHax MHUHH-pacileriiomes GepMEeHTHOH CHCTEMR, 9TO B
nanbHeHeM 6yaeT OCHOBOH JUIA MPOBENCHHA IPEHATATBHOH
RHAarHOCTHKH NOCICIYIOIHX GepeMEHHOCTEH B 3TOH ceMbe. B
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