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Bpoacdennbiii depuyum sumamuna B,y demeii — Hepedxoe napyuienue memaboausma, uzeecmioe  neduampuueckoil npaxmuxe. Kiu-
HUYecKue CUMRMOMbL IM020 3A004e6aHUS MHO2000PA3HbL U BKAKUAIOM PA3IUYHbIE NPOGACHUS KAK CO CMOPOHbI COMAMUYECKOU, MaK
u nepeHoii cucmemvl. OcroeHoil npusnax B ,-decpuyuma — pezpecc ncuxomomopHo2o pazeumusl ¢ 6bipadCceHHbIMU MPOPUHECKUMU Hapy-
WEHUSMU U USMEHEHUSMU CO CIMOPOHbL BHYMPEHHUX opearos. TIpu omcymemeuu c80eepementoll 3aMecmumenbHol mepanuu UMamMuHoM
B,, y demeii 6bicmpo nacmynaiom neoGpamumble HAPYUWEHUs, KOMOPble MO2YM NPUEECMU K AMAAbHOMY UCX00Y, HO C60e6PEMEHHOe Na-
penmepanbHoe 66edenue sumamuna B, moscem soccmanogums ucxo0Hblii ypoeens pazeumus. Aemopui npedcmaeasiom Habaodenue na-
uuenma 6 6ospacme 1 200 4 mec, y komopoeo ¢ 6o3pacme § mec Obiru duaeHocmuposarvl B ,-0epuyumnas anemus u B ,-Oecpuyumnoe
cocmosnue u Hasnavena mepanus eumamunom B, Ha smom gone y pebenia pazeuaucs pazau4ivie napoKcusmbl, Komopsie 0biau pacye-
HeHbl KaK Snuienmu1ecKue, u Ha QhoHe eveHUss AHMUINULCHMUMECKUMU NPenapamamu 0biaa 00CMuUeHyma KAUHUMECKast peMUCCUSL C HOP-
MAAbHBIM NCUXOMOMOPHBIM pa3gumuem pebeHKa.
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PAROXYSMAL DISORDERS IN CHILDREN RECEIVING SUBSTITUTION THERAPY WITH VITAMIN B,
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Congenital deficiency of vitamin B, in children is a frequent metabolic disorder in pediatric practice. The disease has multiple symptoms,
including various somatic and nervous manifestations. The main symptom of vitamin B , deficiency is the regression of psychomotor develop-
ment with significant trophic impairments and changes in the internal organs. Without substitution therapy with vitamin B ,, these children
quickly develop irreversible disorders that can lead to death, whereas timely parenteral administration of vitamin B, can ensure the restora-
tion of the initial development level. We describe a patient aged 1y. 0. 4 months, who was diagnosed with vitamin B, deficiency anemia and
general vitamin B, deficiency at the age of 8§ months, as a result, the child developed various paroxysms that were considered to be epileptic.
The patients started to receive vitamin B, and anfiepileptic drugs, which helped to achieve clinical remission with normal psychomotor de-
velopment.

Key words: vitamin B, deficiency, substitution therapy with vitamin B ,, seizures in response to vitamin B, injections

B MeamnmuHCKOM JIUTepaType HOCTATOYHO MOJI-  IIOJy4YaeT ero TOJbKO aIMMEHTApHBIM IMyTeM. ButamMmH
HO OMUCaHbl clydyau neduuura BuTamMmuHa B, y netei, B,, comepxurca B Takux NpOAyKTax, Kak MACO, pbiba,
NPUBOSIINE K TEMATOJOTMYECKUM U HEBPOJIOTMYECKMM  sIiilla 1 MOJIOKO. Bo Bpems GepeMeHHOCTH BUTaMKH B,
HapylieHuaM. Buramun B, — He3aMeHUMBbIA 1 HEOOXO-  XOPOLIO IPOHMKAET Yepe3 MJIALEeHTY M HaKarIMBaeTCs

JUMBI KOMIIOHEHT MeTa0oJM3Ma, 1 B HOPME YeJIOBEeK B Ile4eHu ruroaa. Ero 3amacoB y HOBOPOXIEHHOIO MOXKET
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XBaTUTh Ha HECKOJIBKO CaMOCTOSITEIbHBIX MECSIIEB K13~
HU, HO IIPU CTEYCHHMHU OIIPEIEICHHBIX 00CTOSTEILCTB
(meTu, poxXIeHHBIe OT MaTepeil ¢ aHeMHel, MaTepu
Ha CTPOTOM BETETApUAHCKOW AUETE, C TEHETUYECCKUMU
HapyIIeHUSIMU, TUGUIIO00TPHO30M) MOXET Pa3BUTHCS
KJIMHUYECKUI aeduuut ButamMuna B, [5, 6, 24].

Kimanyeckue nposiBieHUST HapyIIeHUI pa3HbBIX 3Ta-
MOB MeTabom3Ma BUTaMiuHa B, 04eHb CXOXM M BKIIIO-
YaT MEraJIo0JIaCTHYIO aHEMHIO, HAPYIICHUS ITUTAHUS
1 KOPMJICHUSI, 3aIePXKKY IICUXOMOTOPHOIO Pa3BUTUS
WIN €T0 perpecc, BO30yIMMOCTbh, C1a00CTh, TUMGDOY3HYIO
TUIIOTOHMIO, aTaKCHIO, allaTUIO, TPEMOP, TUIIEPKUHE3HI,
cyaoporu, Mukpoluedamio u arpopuio moara [1, 11]. Tak-
K€ OIMMCAHBI Cydar STIUJICTICUH, IIPOTEKABIICH 110 TUITY
cunapoma Becta ¢ perucrpaumeit MonuuLIMPOBaHHON
TUTICAPUTMUH U PETPECCOM pa3BUTHUSA B 9 Mec Iociie Ma-
HudecTay HHPaHTWIBHBIX SIMICITHICCKIX CIIa3MOB,
0e3 MaKpOLIMTAPHOI aHEMUU U C TIOJIHBIM PErpeccoM Beeit
IMAaTOJIOTUYECKON CHUMIITOMATHKHU IOCJIe 00HApYKEHUS
B,,-nedunura u ero koppekuuu [8]. 3anepxka ¢ mocra-
HOBKOI1 TMarHo3a 1 I03IHee Hadyalo JIeueHUs aeduimra
BUTaMUHa B, MOTYT IIpMBECTH K HEOOPATUMOMY TTCHXO-
MOTOPHOMY perpeccy U HeBpOJIOTUYSCKIM HapyIICHUSIM.
Tak, HEKOTOpHIE UCCIeAOBAaHMS ITOKA3BIBAIOT, YTO B CIIy-
yae HavyaJia Teparuy mo3mHee, 9eM Jyepe3 12 Mec 1mocie Ma-
HudecTaly 3a00JIeBaHNST, HEBPOJIOTUYECKIE U3MEHEHMS
HeoOpaTUMBbI, HECMOTPS Ha IIPOBOIUMYIO TTOCIECIYIOIIYIO
Koppexmuio [14, 19].

B cBoeit mpaKkTHKe MBI CTOJIKHYJIUCH C PEIKUM CITyda-
€M MOSIBJICHUS SIMIICTITUICCKUX ITPUCTYIIOB B OTBET Ha 3a-
MECTUTEJIbHYIO TEPANUIO BUTAMUHOM B, ¢ 11€/1b10 KOp-
PEKLIMU YCTAaHOBJIEHHOTO B,,-neduinra y 8-mecayHoro
pebeHka ¢ MerajobaactHoi aHemueid. [1o tTaHHBIM MUPO-
BOI1 INTEepaTyphl, JAHHOE COCTOSIHIME BCTPEYaeTCsl OUCHb
PEeNKo, M ero MUISMHOJIOTUS He yCTaHOBIIeHa. B craTbe
G. Benbir u coaBt. (2005) onmrcansl 3 cirydasi OSIBICHUS
SIWICITUICCKUX IIPUCTYIIOB Y A€TEl ITOCIIE 3aMECTUTEIb-
HOTro BBeleHUA BUTaMuHa B, [4]. B aTux KinHMYECKHX
HaOJIIOMEHUSX TIOMUMO 3aIepKK1 Pa3BUTHS Pa3HOI CTe-
TIEHU TSDKECTH Y IETEH B IIEPUOJ Tepartn BATAaMUHOM B |,
PETUCTPUPOBAIUCH SIUJICTITUYSCKIE IIPUCTYITBI ITO TUITY
MHOKJIOHMYECKUX Y KJIIOHMIECKHUX, COITPOBOXKIABIINECS
HaJIMYMEM UKTAJTbHBIX M1 MTHTePUKTAIBHBIX PETUOHATBHBIX
WIN MYJIBTAPETHOHATBHBIX STICIITU(OOPMHBIX U3MEHE-
HUI Ha 351eKTposHIedanorpamme (B3) BIJIOTH 10 31K~
JICITUYECKOTO cTaTyca. ¥ OIMMCAHHBIX JeTeH IIPUCTYIIBI
MaHMdecTrpoBain Ha 4—11-e CyTKM BBeIleHMSI BUTAMUHA
B,,. Tepanus kioHaszenamMoM okasanach 3(GGEKTUBHOI
B OTHOLIIEHUHU MPUCTYIOB y BCeX JIeTel yKe Ha 2-1 He-
IeJie IpMMEHEHMs IIperiapaTta, OMHAKO MHTepUKTaJIbHBIC
n3MeHeHus Ha DD Mo coxpaHsThes B TedeHue 1 roga
ITOCJIe TIEPBUYHOM TUATHOCTUKM SIIICHTUISCKUX TIPH-
CTYIOB.

[laTtorenes amwierncuu npu aeUINTE BUTAMUHA
B,, M3yyeH Hem0CTaTOuHO, a MPUYMHBI BOSHUKHOBEHUS

SIWIENTU(OOPMHON aKTUBHOCTH IIPU 3aMECTUTEILHOM
BBEJICHUM BUTAMUHA B, HEM3BECTHBI, CYLIECTBYET JIMIIb
HECKOJIbKO Teopuii. OOIIMM JjI BCEX TCOPUI ABISIETCS
00BSICHEHNE BO3HMKHOBEHMSI SIMIICTITUICCKUX TIPUCTY-
ITOB M3MEHEHHMEM IIa3MEHHOM KOHIICHTPAIIMU aMUHO-
KMCJIOT U U30BITOYHOM aKTUBalLMel ImyTeid MeTabou3-
Ma BuTamuHa B,,, panee HeakTuBHbIX [12]. HekoTopbie
W3 UCCIIEIOBAaHMI, IIPOBEACHHBIX HAa MBIIIAX, YKa3bIBa-
0T, 9YTO TOMOIIMCTEMH (CepocoaepKalas aMIHOKICIIOTA)
MOXET BBI3BIBATh SMUJIENTUYECKHE TTpUCTYNHI [16—18].
Takxke B onbITax ObUIO MOKA3aHO AHTURTIUJIENITUYECKOE
JECTBME aHTarOHKUCTOB IJyTaMaTa Ha IPOKOHBYJIbCHB-
Hoe BiaussHHe romornuctenHa [9, 10]. Takke cymiecTByeT
MIPEAIIOIOXEeHNE, YTO pacIiag MUeINHA (BCICACTBHE JIe-
(burura BuTaMuHa B,) MOXeT BbI3bIBATH OOJIBILYIO BOC-
MIPUMMYNBOCTh HEPBHOM KJIETKH K [JTyTaMaTy, 4TO, B CBOIO
odepenb, MOXKET 3aITyCKaTh SMWICHTUISCKUM Kackan [2].

C apyroii CTOpPOHBI, CYIIIECTBYET MHEHUE, YTO BO3-
HUKHOBEHME MUOKJIOHYCA ¥ TpeMopa y AeTeil B OTBET
Ha Tepanuio BATAaMUHOM B, TIpu ero peduimre He nMe-
€T OTHOIICHMS K SIWICTICUM U TOJDKHO PaCCMaTPUBAThCS
KaK TPaH3UTOPHAsI CUTyallMsI, He HYXIAIoIIascs B IIPO-
TUBOCYIOPOXHOM Teparnuu [7, 13]. B cTaThe Typenkmx
uccnenonareneii A. Tosun u coast. (2011) onuceiBatoTcs
2 KIMHWYECKUX CIydyasl MOsSBICHUS MUOKIIOHYCA JINIIA,
PYK, SI3bIKa, HOT Y MJIa[IcHIIeB Ha 5-i1 IeHb 3aMeCTUTEIIb-
HO¥i Tepanuu ButaMuHoM B,,. Ha B3I snunentudopm-
HBIX U3MEHEHUI BBISIBJICHO He OBLIIO, HA OCHOBAaHUH YETO
HCCIIEIOBATENIN OIPOBEPINIM SIUJICIITUICCKYIO TIPUPOIY
MHMOKJIOHYCa M Ha3HAYWJIM MallMeHTaM IupaleTraMm, Ko-
TOPBII B TeYEHUE HEIEIN MPeKpaTHJT TapoKCu3MbI [23].
Heob6xonuMo 3aMeTUTh, YTO OTCYTCTBHE SIUJICIITU(MOPM-
HBIX U3MEHEHMI Ha pyTUHHOM DD He onpoBepraer auar-
HO3 3MIWICTICUH, 2 Ha3HAYCHKE ITpalieTaMa MOXET ObITh
3G GEKTUBHBIM IIPU SMUJICIICUSIX ¢ MUOKJIOHNYECKUMU
SMWIeNTUYEeCKMMU npuctynamu [15]. Huxke MBI onuchl-
BaeM COOCTBEHHOE KJIMHUYECKOe HabJrogeHue pedeHKa
C IIPUCTYIIaMHM B OTBET Ha 3aMECTUTEIHbHYIO TEPAITNIO BU-
TaMUHOM B ,.

Ilayuenm K. E., 1 200 4 mec. B 6o3pacme 8 mec no-
cmynua 6 omoeneHue namoaouu demeil paHHe2o 03pacma
KI'BY3 «Kpacrosapckuii Kkpaeoli KAUHUYECKUL YeHmp 0X-
DaHbl MAMeEPUHCMEa U 0emcmea» ¢ Hcaio6amu Ha evipa-
JICEHHYI0 8510CMb, OMCYMCMEUe UHMepeca K OKPYICAoUUM
AUUAM U npedMemam, omcymcmeue aKmueHsX 08UNCeHUll
8 PyKax u Ho2ax, ympamy npuoopemeHHbIX MOMOPHbIX HA-
BbIK08, NONEPXUBAHUS NPU KOPMACHUU, 3A0ePIHCKY CMY-
aa (0o 1 paza é nedearo), pgomy poumarom 1 pasz é derv
6 meyeHue NOCAeOHUX 2 MecC, BbIpANCeHHOe YMeHbUleHUe
Mmaccel meaa. BoimeykazanHoie dcano0bl pa3euaucs no-
cmenenHHo 6 meverue nocaednux 2 mec. M3 anamuesa: pe-
benox om 3-ii bepemenrHocmu, 3-x podos. bepemernnocmo
npomekana Ha gone ymeperHoi npesxsamncuu 11 noso-
eunbvl. Cmapuwue demu (6o3pacm 13 sem u 2,5 eoda) 300-
poesbl. Poobl cpounvie, uepesz ecmecmeennsie nymu. Macca
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Puc. 1. Ilayuenm K.E., 8 mec. Juaenos: B -accoyuuposantvie cyoopoeu Ha @one samecmumenshol mepanuu deuyuma eumamuna B, Pesyaomamor
MYAbMUCRUPANBHOL KOMABIOMEPHOU MOMOoepaghuu 20108H020 M0O32a: CYO- U CYynpameHmopuanbHvie CMpyKmypbl He cMeujetbl; HePABHOMEPHO PACULUPEeHbl
cybapaxnoudanbHbie NPOCMPAHCMBA NO NOBEPXHOCMU BUCOYHBIX, NOOHBIX U MeMeHHbIX doaell; wceaydouku mo3zea (111, IV u 6okoevie) He pacuiupensl; yuacm-
K08 namoAnoeu4ecKol nAOMHOCMU 8 8el4eCmee M032a He 8bis6AeH0; 0eCMPYKMUGHble U MPagMamu4ecKue U3MeHeHus 8 KOCHsX c600a U OCHOBAHUS Yepena

He onpe()eﬂﬂiomc;z

Fig. 1. Patient K.E., 8§ months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. A multislice computed
tomography scan of the brain: sub- and supratentorial brain structures are not displaced; subarachnoid spaces are unevenly dilated on the surface of the tem-
poral, frontal and parietal lobes; brain ventricles (I11, IV and lateral) are not dilated; no areas of pathological thickening were detected in the brain tissue; no
destructive or traumatic changes in the calvarial and basal skull bones were observed

mena npu poxcoenuu — 3950 e. Ouenka no wikanre Aneap —
9/9 6annos. Ilepuod nHogoposcdennocmu npomekan 6e3 oco-
oennocmeil. lonosy depucum ¢ 1-20 mecaua, nepegopayu-
saemcs ¢ 4 mec. C poycdenus Ha epyOHOM 8CKAPMAUBAHUU.
Ipukopmyl He 86edenbl 6 C53U ¢ pa3gumMUEM HACMOAULE20 3A-
obonesanus. Iloayuaem npogurakmuxy paxuma (eumamur D
8 doze 1000 ME) ¢ 1-mecsiunoeo eozpacma. Ilepenec ocmpotii
eHotiHbi omum 6 1,5 mec.

Ilpu nocmynaenuu cocmosHue pebenka pacuyeneHo
Kak ouenb msicesoe. Annemum cHudiceH. B comamuueckom
cmamyce: KOJCHble NOKPOBbL O4eHb OnedHble ¢ 80CKOBUO-
HbIM OMMEHKOM, 2UnepRueMenmauyus Koxcu MOUOHKY, cO-
cK08, nodmviuteurvix obaacmeti. IIo0koxicHO-xcUpo8oil caoil
YyMmeHbvueH, mypeop mkaneil chuxce. Causzucmas 060104Ka
nosaocmu pma, A3vlKa MAAUHO8020 ysema. AQpmo3nulii cmo-
mamum. 2Kugom acummempu4ro ygeauueH 6 o0seme 8 HUdic-
Hell mpemu 3a cuem KOHMYPUPYIOUWUX nemenb KUeyHuKa
(kanoewiil 3a6an). Kpaii neyenu nasonamopHo Ha 4 cm Huice
pebepnoii dyeu. Cmya ¢ uacmomoii 1 pas e Hedenro, 3eneH020
ygema, 3amMasko006pasnoil koncucmenyuu. Moueucnyckanue
pedkoe. B Heaponoeuueckom cmamyce: pebeHOK 6 CO3HAHUU,
oueHb HeeamueeH, OecnoKoeH, pazopajicumener, Habao-
daromcs seaenus eunepecmesuu Koxcu. Ilonepxusaemcs
npu Kopmaenuu. Inomounuiii pegpnerc scueoi. Moiweurolil
mouyc 6 koHeunocmsax Huskui. Cyxodxcunshole pegaexcol
cHudcenbl. bprownvie pegaekcel cummempuunsl, 0caabaeHbl.
Yoepaucusaem 20108y, pedko nepegopauueaemcs 6 obe cmo-
DOHbL, He cuOUm, He cadumcs CamoCmOosImenbHo, He 8Crmaem.
Daxmuuecku dsueamenbHas akmMUgHOCMb npedcmasiena
MOAbKO 08UIICEHUEM 20408bL 8 CMOPOHbL. Jlenem ocaabaeH.

Hcxoods uz xcanrob, anamuesa, 0aHHbIX QU3UKANbHOCO
ocmompa npu ROCMynAeHuu Obli o4epyeH cAe0yIouull kpye
JughgpepenyuanrbHo20 NOUCKA: NOPOK PA3BUMUSL JHCENYO0HU -
HO-KUWEYH020 MPAKMA, 8PONCOeHHAs. OUCHYHKUUA KOPbl

Haonoye4Huko8, OeceHepamusHoe 3a001e8anue HepeHoll Cu-
cmemsi. Hauamo napakaunuueckoe o6caedoganue coenacho
3an0003peHHbIM 30001€8aAHUAM.

Myabmucnupansnas kKomnviomepHas momozpagus
(MCKT) eono6H020 m032a npu nocmynieHuu: s8ieHus
ampoghuu 100H0-8UCOUHO-MeMeHHbIX donell. Yuacmkoe na-
MoA0_UYECKOll NAOMHOCIU 8 8eujecée M032d He Bblsi6AeHO.
Jlecmpykmuensle u mpasmamuuecKue U3MeHeHUs. 8 KOCMAX
c600a u ocHoéanus yepena He onpedeasiomces (puc. 1). Bu-
deo-DIBI-monumopune (BOM) cna npu nocmynaenuu: snu-
Aenmughopmuas aKkmugHocme He pecucmpupyemcs. Kiunu-
YecKUll AHAAU3 KPOBU: aHeMUsl 1e2KOll CreneHu msjcecmu
(makpoyumapras eunepxpomuas): eemozaobun 101 2/x,
spumpouumst 2,5 x 1012/a, cemamoxpum 27 %, cpeonuii
ob6sem apumpoyumos 111,5 ¢pa (nopma 80—100), cpednee
codepoicanue eemoenobuna ¢ 1 spumpoyume 40,3 ne (Hopma
22,0—-32,7), hpubauzumenvHas KOHUEHMPAYUs eemo2noou-
Ha 6 kposu 36,1 e/a (Hopma 32—36), wupuna pacnpedene-
Hust apumpouumos no 06semy 28,9 % (nopma 11,5—12,0),
netikoyumot 5,3 x 10°, neiimpogpuavt 27,3 %, aumgouyu-
mot 61,8 %, monoyumot 5,1 %, s03unoguavt 5 %, 6aszo-
uavt 0,8 %, mpomboyumor 307 x 10°/a, pemurynroyumot
11 %. Konuenmpayus eumamuna B, 6 coieopomke kposu
<150 me/mn (nopma 193—982 me/ma). Yposenv gporamos
Ha MOMEeHM 20CRUMAAU3AYUU He UCCAeD08aH.

Ha ocnosanuu kaunuveckux 0aHHbiX U OGHHBIX 1A00-
PAMOPHBIX UCCAe008aHULL Yy pebeHKa YCMaHoeaeH 0UuazHo3
«ABUMAMUHO3 UMamuna B, c majcenvimu neeponoeuuecKu-
MU HapYWeHUSMU, BKAI0YAs BecemamugHble paccmpolicmea,
u paszgumuem mezanrobaacmuoil anemuu». Ilocae noemopHo-
20 0emanbHo2o paccnpoca podumeneil y0aioce ymovyHUmMs
aHamHe3: mamo pebeHka 00 2-ii bepemeHHOCMU cmpadania
aHemuell (yposeHs eemoenobuna 90 e/n), He 06caedosana.
Y cubca (2-20 pebenka 6 cemve) 6 o3pacme 5 mec Ovira
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Puc. 2. llayuenm K.E., 8 mec. Juaenos: B, ,-accoyuuposantvie cydopoeu na gone samecmumensioii mepanuu deuyuma sumamuna B, Pesyaomamot
8Ude0-31eKMPo3HUehanroepaguuecKoeo MOHUMOPUPOBAHUS CHA: HAO NA0OHBIMU Omdeaamu, 60buUle CAe8a, 3apecucmpUpo8aHsl pecUoOHaNbHbIe Pa3PAdbl OCIPLIX
604H, cnaiikog amnaumyooi do 100— 150 mx B ¢ nepagrnomepHbiM UHOCKCOM INUAERMUPOPMHOL AKMUBHOCHIU

Fig. 2. Patient K.E., § months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. The results of video-
electroencephalography monitoring during sleep: regional sharp waves and spikes with an amplitude of up to 100— 150 uV with a varying spike-wave index were

registered over the frontal lobes (mostly in the left area)

8bI5181€HA Me2aN00AACTMHAS AHEMUSL C NOAONCUMENbHBIM -
gexmom Ha aeuenuu. boir onpedenen yposens eemoerobuna
y mamepu — 115 2/, yposens konyenmpayuu eumamuna B,
6 mamepurckoil kpogu <150 me/ma.

ITlayuenmy nayama mepanusi YUAHOKOOAAAMUHOM (8U-
mamutom B ,) 6 00se 5 mke/Ke/cym eHympueerno cmpyiro
eJice0HeBHO.

Ha 4-e cymiku 3amecmumenvHoli mepanuu — pe3xoe
YXyouieHue 6 COCOSHUU 6 8Ude 0CMPO20 PA36UMUSL MANCEe-
1020 XOPEOMUOKAOHUHECK020 CUHOPOMA, NPeOCmA8AeHHO20
MeAKOPAZMAUUCHbIM MPEeMOPOM Kucmeil, npeoniequi, oe-
dep, MUOKAOHYCOM Mblly, 104, 6¢K, ujex, nodoopodka, A3bika.
Yuacmue 6 cokpawenuu moiuy, 2y6, A3blka NPenImcmeosano
cocaHuro epyou mamepu. XopeonodobHbie 08UNCEHUS U MUOK -
JIOHYC NOAHOCMbIO Ucte3anu 60 cHe. B mepanuio 6bin dobaenen

dexcamema3son 6 doze 0,5 me 1 paz é cymku 6Hympumblie4Ho
6 meuenue 3 cym u negemupauvemam 6 0oze 20 me/ke/cym
6 2 npuema. Ilpu nosmoprom BOM cua (3 4 3anucu) na gore
MUOKAOHYCA U SUNEPKUHE308 PeUCPUPYemcsi PecUOHANbHAS
anusenmugpopmuas aKkmugHOCMs Hao N0OHbIMU OMEeOeHUs -
MU ¢ akyeHmom caeea (puc. 2). B mepanuu nposedena cmena
Aeeemupayemama Ha KaoHazenam 6 dose 0,05 me/ke/cym
(0,125 me 6 3 npuema).

Ha 5-e cymku excedneenozo esedenus eumamuna B,
¥ pebeHKa 3a@uKcuposana cCmouKas noA0JNCUMenbHas OUHa-
MUKa N0 OCHOBHOMY 3a001€8aHUI0: 01e0HOCMYb KOMCU MeHee
BbIPAJICEHA, KYNUPOBAHA 2UNEPNUSMEHMAYUS KONCU, UCHe3-
G MAAUHOBAS OKPACKA A3bIKA. SHAYUMO 803DOC annemum,
u Obia 66eden npuxopm. Pebenokx cman akmueno nepesopa-
uygamocs, cudems 6e3 N000ePICKU, 3aX6AMbIBAMb USPDYUIKU,
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Puc. 3. Iayuenm K.E., 9 mec. Juaenos: B, ,-accoyuuposantvie cydopoeu na gone samecmumensroli mepanuu depuyuma sumamuna B, Pesyaomamot
8Ude0-31eKmposHyedanoepapuueckKo20 MOHUMOPUPOBAHUS CHA: HAO N€60il NOBHOI 00AACMbIO PeUCPUPYIOMCS PeUOHANbHbIE PA3PAObI KOMNAECKCO8 0CMpPas—
MeOaeHHas 80AHA amnaumyooi 0o 150— 175 mk B ¢ Hu3kum undexcom InUAenmugopmMHoi aKmueHoCmu

Fig. 3. Patient K.E., 9 months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. The results of video-
electroencephalography monitoring during sleep: regional sharp-and-slow wave complexes with an amplitude of up to 150— 175 uV with a low spike-wave index

were registered over the left frontal area
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Puc. 4. lTlayuenm K.E., 1200 4 mec. [uaenos: B ,-accoyuuposaniboie cyoopoeu na ore samecmumensroli mepanuu deguyuma eumamuna B, Pesyaoma-
Mbl MYABMUCRUPAALHOU KOMNIOMEPHOU MOMOZPAPUU 20108H020 MO324: CYO- U CYyNPAMEHMOPUALbHbIE CIPYKMYPbL He CMeujeHbl; Cy0apaxHouoanbHsle npo-
CMpaHcmea HepagHoMepHble N0 NOBEPXHOCMU BUCOYHBIX U N0OHBIX Doeil; Hepe3Ko pacuiupeHrsl 6okosbie xceayoouku, 111 u IV xucenydouxu He pacuiupensl;
CMPYKMYPHbIX U3MEHEHUL BeUleCmea 20108H020 MO32A He GblsI8ACHO; 0eCMPYKMUBHbIE U MPAGMAMUYECKUe USMEHEHUs 8 KOCMSX 6004 U OCHOBAHUS Hepena

He onpec)e/zmomc;l

Fig. 4. Patient K.E., 1 year and 4 months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. A multislice

computed tomography scan of the brain: sub- and supratentorial brain structures are not displaced; subarachnoid spaces are unevenly dilated on the surface of

the temporal and frontal lobes; lateral brain ventricles are slightly dilated, 111 and 1V ventricles are not dilated; no structural changes in the brain tissue were
detected; no destructive or traumatic changes in the calvarial and basal skull bones were observed

cmessmocsi. Peoma noanocmoto kynupoeana. Cmya cman pe-
2YNAAPHBIM, eHCeOHEGHBIM.

Ha 6-e cymku newenus eumamunom B, 6 pexcume
edce0He8HbIX UHBEKUUL 3aPUKCUPOBAHO pa3eumue pemiu -
KyaoyumapHoeo Kkpusa (pemuxysoyumst 26 %), nocie ueeo
nayuenm 0bin nepegedeH Ha GHYMpUMblUeUHble 886e0eHUs U~
mamuna B, 1 pas ¢ 2 cym do momenma CHuxicenus: ypoeHs
PemuKyaouumos, oaree — Ha 6éedenue eumamuna B, 1 pas
6 Hedento no ycmanogaeHHoli cxeme. Ilocae samoeo nayuenm
0Obl1 8bINUCAH DOMOI.

Ambyramoproe Habaodenue: nocmeneHHoe CHUMNCEHUE
BbIPAINCCHHOCMU MUOKAOHUYECKUX U XOPeUHecKUX NapoKcu3-
MO8 ¢ nOAHbIM Kynuposanuem 6 meyerue | mec. BOM cua
(3 4 3anucu) uepes 1 mec: pecucmpupyemcs pecuoHaIbHas
INUNENMUPOPMHASL AKMUBHOCIb HU3K020 UHOeKCa HAD 1e80li
A00HOI 0baacmoto (puc. 3). Ilauuenm npodoaxcun noayuameo
KkaoHazenam 6 doze 0,05 me/ke/cym 6 meuenue 1,5 mec ¢ no-
CMeneHHbIM CHUJICEHUeM U OMMEHOL npenapama @ meuerue
4 mec, nabarodancs y eemamonoea. Beedenue sumamuna B,
npoo0AINCANOCH 8 YCIMAHOBACHHOM pedcuMe.

Kamamnecmuueckoe nabarodenue 6 eozpacme 1 200
4 mec: cocmosiHue pebeHKa ¢ 8blPANCEHHOL NOAONCUMENbHOLL
OUHAMUKOIL 8 COMAMUMECKOM U HeBpOoA02UHeCKOM cmamyce.
Cadumcs camocmoamensto ¢ 10 mec, noazaem c 10,5 mec,
ecmaem c 12 mec, xooum c 1 2oda 2 mec. Ilamonoeuueckux
OMKAOHEHUIl 8 COMAMUUYECKOM U NCUXOHEeBPOA02UUECKOM
cmamyce Hem. Knunuueckuii anaaus kposu — Hopma. MCKT
201061020 M032a 6 1 200 4 mec: éapuanm 803pacmHoll HOpMbl
(puc. 4). BOM cua (3 4 3anucu): 3nauumenvHas noa0xucu-
menbHas OUHAMUKA 8 8UOe BbIPANCEHHO20 COKPAUjeHUsl UH-
dekca snunenmugopmHol akmugHocmu (puc. 5).

Takum 06pa3oM, JaHHBIA KIMHUYECKUM ciydyail ae-
MOHCTPUPYET, YTO HAYMHAIOIIASICST 3aJIepKKa PA3BUTHUS

pedeHka 1-ro roga XM3HU B COUETAHUM C HAPYLIEHUEM
IMUTAaHUS, HEBPOJIOTUYCCKUMM IIPOSIBICHUSIMUA M, OCO-
OEHHO, aHeMUel 3acTaBJIsIeT IIPOBECTU AUArHOCTUYECKIM
MOMUCK B 00J1aCTU HapylleHUI MeTaboar3Ma BUTAMUHA
B,,. BerenctBre HEM3BECTHBIX MPUYMH ITPU 3aMECTHU-
TEJIbHOM Teparnuu BUTAaMUHOM B, MoryT manuecTupo-
BaTh (POKAIBHBIC SMIICTITUUCCKHIE TIPUCTYIIBI, KOTOPHIE
HYXHAIOTCSI B 00S13aTEJIbHOM 3JIEKTPO(GU3NOTIOTNIECKOMN
1 HEMpOpaanoJIoru4ecKoi AuarHocTuke. PaHHsIs1 nuarHo-
CTHMKa ¥ JiedeHUe B ,-1eUIMTHOrO COCTOSHUSA YPE3BbI-
YalfHO BaXKHBI IJIsI OJIarONPUSITHOTO MCX0Ia 3200 IeBaHMS
U TIPeIOTBPAIICHUS HEOOpAaTUMBIX HApYIIICHUI pa3BUTHS.
V Hamero nanuenTa o gaHiHbiIM MCKT Obutu 1uartHo-
CTHUPOBAHHBI BBIpaXXeHHBIE aTpOGUIECKUEC M3MEHECHUS
BeIlleCTBa TOJIOBHOTO MO3Ta B JIOOHO-TEMEHHBIX OTIEIaxX
1 00J1aCTH OOKOBBIX XKEIYI0YKOB, KOTOPhIE HE OIpPeIeisi-
jmch Ha ioBropHOoit MCKT yxke yepe3 8 Mec mociie Havyaia
3aMECTUTEJIbHOI Tepanuu BUTaMmuHoM B 12+ Hamm nanusie
N0 TMarHOCTUKe aTpoduu Mo3ra npu B,,-nebuunTHbIX
COCTOSIHUSIX Y AeTel He IMPOTHBOPEYAT OOIIEMUPOBBIM
KJIMHUYECKUM HabmoneHusm [3, 5, 12, 20—23], ogHako
OITMCAaHMI1 CTydaeB BOCCTAaHOBJICHMS aTpOGUICCKIX U3Me-
HEHUIA MO3Tra MOCJIE 3aMECTUTEIbHOU TepaTui BUTAMUHOM
B, MbI He OOHapyXuIK. BO3HHKHOBEHUE SITUIIETITHYE -
CKMX IIPUCTYIIOB IIPU TePAuu BUTaMUHOM B, y nereit
BO3MOXKHO, HO HE TpeOYyeT OTMEHBI 3aMEeCTUTECIbHOU Te-
parmmuu. HazHayeHne aHTUAMIIIICITUISCKUX TIpernapaToB
MOXeT O0Ka3aTbes 3(POEKTUBHBIM B OTHOIIICHUM KOHTPOJISI
HaJl IPUCTyIIaMH (B OITMCAHHOM HaMU CJIy4dae IPUMEHSII-
csI KJIOHa3eIaM OrpaHMICHHBIM KypcoM). MBI He MOXeM
YTBEPXXAATh, YTO ITPY OTCYTCTBUY T€PAITMHI aHTUSITIICTITH -
YECKMMU TIperapaTaMy Y AeTeH C SIMICIITHYSCKIUMU TIPH-
CTyImaMu Ha (hOHEe 3aMEeCTUTEIHPHON Teparud BUTAMUHOM
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Puc. 5. llayuenm K.E., 1200 4 mec. [uaenos: B;,-accoyuuposantbvie cyoopoeu na gone samecmumensioii mepanuu deguyuma sumamuna B ,. Pesyabma-
Mol 8U0e0-31eKMPOIHUEDAN0PaPUHecK0e0 MOHUMOPUPOBAHUA CHA: NPUSHAKU SNUAENMUPOPMHBIX UHMEPUKMANbHBIX U3MEeHeHUll 8 100HbIX omdeaax noay-
wapuii 8 sude 2 INU300UHECKUX PeUOHANbHBIX PA3PA006 KOMHACKCO8 CRAUK—B80AHA aMnaumydol do 250—275 mx B

Fig. 5. Patient K.E., 1 year and 4 months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. The results
of video-electroencephalography monitoring during sleep: signs of interictal epileptiform activity in the frontal lobes presented by 2 occasional regional spike-
and-wave complexes with an amplitude of up to 250—275 uV

B,, BO3MOX€eH HEOMIArONMPUSATHBINA IPOTHO3 10 (POPMUPO-  POXHO¥ TEPATIMU MOXKET MOBIMATH HA OTAAJIEHHbIH TPO-
BaHUWIO SIWJICTICUM B TaJbHEMIIEM, TaK e KaK He MOXeM  THO3. JIJIs 3Toro Heo0XoIUMBI JaJIbHEHIINE NCCIIeIOBaHMS
YTBEPXKIaTh, YTO CBOCBPEMEHHOE HAYAJIO IIPOTUBOCYIO- U IJIMTEIIbHOE KaTaMHECTHUECKOE HaOTI0ICHHIE.
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