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IIpuBeneH cayuyaii TePATOreHHOTO BIUSHUSA BAaJbIIPOATOB HA ILJION Y sKE€HIIUHBI, CTPAJAIOIIEH IIIMJIelI-
cueil (BaJbIIPoaT-CHHAPOM Y HOBOPOKIeHHOr0). /laeTcs onmpeaesieHne 3TO MATOJIOTUM, OMMUCHIBAIOTCSI

o 1

naToreHe3 U KJIUHU4YecKue (hopmsl 3Toro 3adoseBanus. IIpuBoasarcsa nanHbie HA0IIOMEHUA 32 HOBO-
POKRIEHHBIM PEeOEeHKOM, POAUBIIMMCSH C 9THM CHHAPOMOM: KIMHWYECKHE OCOOEHHOCTH, Pe3yIbTaThI

/

00cJIieIOBAHMS U JI€USHUA.
EKnwuesvie cnosa: snunencus, HOB0POIOeHHbLI peGeHOK, saabnpoambt, Jlenakuhn, sanvnpoam-
curOpoMm.

The article describes the case of teratogenic effect of valproate on the fetus in a woman with
epilepsy (valproate syndrome in a newborn). It provides definition of this pathology, describes the
pathogenesis and clinical forms of the disease, gives observation data of the child born with this

duuierncus u3BecTHa usnasHa. B apesHeit 'pertun u
Pume suuiiencuioo o0bACHIIN JefCTBUEM BOJIIIIeOCTBA U
Maruu, Ha3bIBasd ee «CBAIIEeHHOHN 60Jie3HbI0» . CunTaioch,
uTO GOr'M HACBLIAJIU 9Ty 00JIE3Hb HA YeJIOBEKAa, BeAyIIero
HeIpaBeJHYIO KU3Hb.

duuencueil cTpagajay MHOTHe W3BECTHBIE JIIOIU
— Ilesapsw, aspmrepror Kapa, mama IIumit IX, ®aobep,
HocroeBckuii. Benmkuili ToOJAJTaHICKUN XYIOKHUK
Buncentr Ban I'or («CcomHeUYHBIH UymaK») TaKsKe CTpa-
nay GOKAJbHOUN dIUJIeICcHeil ¢ MPOCTHIMU U CJIOKHBIMU
(GOKaTbHLIMU IpuUCTynamMu. IlpruMedaTesbHO, UTO YXYI-
IeHue TeuyeHuns 3aboaeBanusda Bau I'ora coBmaJio ¢ caMbIM
NPOAYKTHUBHBLIM II€PHUOJOM €ro TBOPUYECKON IKU3HU.
.M. ocToeBCKUII — M3BECTHEHINUI CPEIU «3HAMEHU-
TBIX SMUJIENTHKOB» Poccuu. MHOTOYMCIIEHHBIE IIEPCO-
HaKM PACCKas30oB ¥ POMAHOB PYCCKOT'O IKCATEJS IO ero
BoJie crpajayu suuiencrueii. CaMbIM H3BECTHBIM TIepo-
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syndrome: clinical features, results of examination and treatment.
Keywords: epilepsy, newborn child, valproate, Depakine, valproate syndrome.

eM, OTpasuBIIUM 00Je3Hb JJOCTOEBCKOTO, OBLI KHA3b
Mperrkus B ero pomase «auor».

B Hamu gHU sUuIencus M3BEeCTHA KaK XPOHUYE-
CKOe HeBPOJIOTMUecKOoe 3abojieBaHMEe C XapaKTePHBIMU
MePUONYECKUMH CIIOHTAHHBIMHU CYAOPOKHBIMU MIPUCTY-
nmamu. OHa ABJsSeTCS ONHUM M3 Hambojee pacmpocTpa-
HEeHHBIX 3a00JIeBaHUIl HEPBHOM CUCTEMBbI, KOTOPHIM CTpa-
maetr mopsaka 40 MJIH uesi0oBeK o Bcemy Mupy. Cpemgusas
PacmpoCTPaHEHHOCTh SMUJIEIICUM B Pa3BUTHIX CTPaHAX
cocrasiser 5,8 na 1000, B passuBaromuxcsa — 1o 10,3 Ha
1000 nacenenus [1,2].

dnuiencus — OJHO M3 HamboJee PACIPOCTPAHEH-
HBIX XPOHUUECKUX 3a00JeBaHUT, C KOTOPBIM IPUXOJUTCA
BCTpeUaThcA aKkyIepaMm, Tak Kak 25—40% 60JbHBIX — 9TO
JKeHIITUHBI JeToponHoro BoadpacTta. Okomo 1% GepemeH-
HBIX JKEHIIWH CTPajaloT smuierncueii, mpuuem y 13%
3aboJsieBaHMe BIEPBBIE MPOSABJIAETCA BO BpeMs GepeMeH-
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HOCTH, a y 14% nupunagky HaGJIOIAIOTCA UCKIIOUNTEb-
HO BO BpeMs OepeMeHHOCTH (TaK HasbIBaeMasi recTallu-
oHHasA suwmiencus). Hxxeromuao okoso 0,3-0,4% mereit
POKIaloTCs OT MaTepeil, CTpajaloIux smnuaencuei [3,
4]. IIpu 5TOM DPHUCK BHYTPUYTPOOHOI M HEOHATAIHHOM
CMEPTH B 9TUX cAydYasax B 2—3 pasa BbIIlle, YeM B CPEeTHEM
B momysianuu [5].

IIpumeHeHVE TPOTHUBOCYJOPOKHBIX IIPEIapaToB ¥y
JKEeHIIUH, CTPAJAIONINX dSIUJIeNCcHell, MPUBOAAT K PasBU-
TUIO BPOKJEHHBIX aHOMAJAUH ¥ 1104, BposKaeHHbIe aHo-
MaJInU PasHOll CTeImeH! TAMKeCTH BcTpeuatoTcs y 4—10%
IeTeil, MaTepu KOTOPBHIX CTPAJAIOT SIUJIEICUEeH U IOJIY-
Yal0T MPOTUBOAMUIEIITUUECKYIO Tepamuio. Kpome TorO,
y 9THUX JeTel yacTo HabaomgaoTca JeGUIIUT Macchl Tea,
3aMe/iJIeHIe POCTA U HAPYIIIeHUA KOTHUTUBHBIX (DYHKITUH
[6].

Bce BhINIenepevncaeHHBIE CUMIITOMBI OBLIN 00BHe-
IUHEHBl B TOHATHE «(eTAJTbHBIN BaJbIIPOAT-CUHIPOM»
(®BC), xoTophiii BIepBble ObLT Tpeaso:keH B 1984 r.
J.H. DiLiberti. ABrop omucaa ocobeHHOCTH (PpeHOTHUIIa U
TICUXOHEBPOJOTUUECKOTO PAa3BUTUS 7 JeTell, POTUBIINX-
cs OT MaTepeii, MOJYYaBIINX JieUeHNe STINJIeTIICUY Ha IIPO-
TAKEHUU Bcell 6epeMeHHOCTH BaJbIIpoaToM HaTpus [7].

TepaTtorenusbiii 3¢ dGeKT BaJbIPOATOB 06YCIOBIEH
BBICOKOM cTemeHbI0 AuPOYHIUPOBAHNS dTUX IPEIIapaToB
yepes3 ILIameHTy. KoHIleHTpanus uX B KPOBM ILJIOJA B
HECKOJILKO pa3 IPeBHIIIaeT TAKOBYIO B KDOBU MaTepPU, UTO
MPUBOAUT K TIPAMOMY BIAUSHUIO BaJbIIPOATOB HA MUTO-
XOHAPUU, BHIPAKAIOIIEMYCS B HAPYIIEHUU KJIETOYHOTO
merabosamusma [8].

C mpyroii CTOPOHBI, CYIIECTBYIOT JaHHBIE O BIUAHUHT
BaJBIIPOATOB Ha sKcipeccuio renoB NANOG, OCT4 n
PAX6. BanbupoaThl IPUBOSAT K HAPYIIEHUIO METHUJIH-
poBanusa jusvHa 4 u 27 B H3 rucroHe, 4To MPUBOAUT
K HApYIIeHUIO 3aKPBLITHUA HEPBHONM TPyOKH Ha 22-23-i
IeHb recTanuu U (GOPMUPOBAHUIO BPOIKAEHHBIX IOPOKOB
ITHC [9].

Bpo:xkaeHHBIE aHOMAJINU y JeTeil OT MaTepei ¢ amu-
Jericueil IPUHATO Pas3AessaTh Ha IBe TPYIINBI: 0OJbIINe
u Majble. K GOJBIIUM aHOMAJMAM OTHOCSATCA HTOPOKU
Pa3BUTUA OPTAHOB U cUCTEM, HOPMUPYIOIIECs BO BpeMs
opraHoreHesa W IPUBOAAIINE K CEPbe3HBIM HAPYIITEHUAM
GyHKIUU opraHoB mau cMmeptu. Cpeau HUX paclmeanHa
Mo3BOoHOUHUKA (spina bifida), BposxgenHblie 3a00/1eBAHNA
cepAiia, porosuieBbie qeGeKThl («3adubsa ryba» U «BOJ-
Ybs TACTh»), aTPesusa KUIIEeYHUKA W yPOTeHUTAJIbHBIE
medeKTsl (THUIOCHAANA, PeKe THUAPOHeDPO3, THUIOILIA-
3Us MOYEeK, yABOEHWE UYaIlleUHO-JIOXaHOUHON CHUCTEMBI).
K manbiM aHOMaIUAM OTHOCATCA OTKJIOHEHUSA OT HOPMBI,
He IIPUBOAAINNE K CEPhe3HBIM MEeIUIIMHCKUM UJIN KOCMe-
TUYECKUM TIOCJIEeACTBUAM, TaKUe KaK HapyIIeHus Mopdo-
noruu guiia (V-o6pasubie 6pOBU, HUBKO PACIIOJIOKEHHBIE
yIIU, IMTUPOKUH POT) U TUIONIASUA JUCTAIbHBIX (hajaHr
u Horreit [10—-12].

ITox mammum HaGIIOAeHEM HaX0JUIach JeBoUKa (I.p.
08.09.2014), posxaeHHass oT MaTepu 32 JieT, CTpaJaoIei
anuierncueit B reuerue 11 set (¢ 2003 r.) u moayuaromiei
HeNpPepPhIBHO MTPOTHUBOCYAOPOKHYIO TepaIUio mpemnapara-
MU BaJIBIIPOEBOii KucaoTHI ([Jenakut) 1 KapbamMasennHOM
(Puniencun) B cranmapTHoii go3mpoBke. Bo II Tpume-
cTpe 6ePeMEeHHOCTH OTMeUaJiCA SMUIENITUUECKUI cTaTyc.
TIopok pasBuTusA MI0Aa BbIABJIEH B 13 Heqe b TecTaluu.
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Pogasr I, cpounbie, omepaTuBHBIE, B TA30BOM IIpeaJsesKa-
Huu. Macca tena npu poxxaenun 3780 r, poct 57 cwm,
OKPYKHOCTB I'OJIOBBI 35 ¢M, rpyau — 36 cm. Omenka mo
mkase Anrap — 7/5 6asnnos. IIpu poskaeHUN TPOUBOIIIET
paspbIB 000JI0UYeK CIMHHO-MO3TOBOH I'DBIKU, JIMKBODEd,
yeM 1 00yCJIOBJIEHO 3HAUUTEIHHOE YXYAIIIeHNEe COCTOTHUSA
pebGeHKa co CHMKeHHUEeM OIleHKU II0 IIKajae Amnrap.

O0BbeKTUBHO obOpalraer Ha cebsa BHUMaHUe (DEHOTHUII
IeBOUYKM, BKJIIOUAIOIUI KaK O0oJbINue (CIUMHHO-MO3TO-
Bad TPBHI)KA), TaK ¥ MaJible aHOMAJUU, XapaKTepHbIe
IJIs BaJbIpoaT-cuHApPOMa (JIyHOOOpasHoe JIUI0, IPeod-
JajaHue JINIEBOTO OTAejia uepelna, IIUPOKas IIepeHo-
cuIila, HABUCAIOIIUI 3aTBLIOK, HUB3KO PAaCIOJIOKEHHbIe
TUIIONJIA3MPOBaHHBIE YIIIHBIE PAKOBUHBI, BBICOKOE HEDO,
momepevHas JaJoHHASA CKJIaKa, CTOIIa «KavaaKa»). [Ipu
YJIBTPa3BYKOBOM WCCJIEIOBAHUU Ta300€qPEHHBIX CyCTa-
BOB BBIABJI€HA ABYCTOPOHHAS AHWCIIA3usd. B HeBpOJIO-
THUYeCKOM cTraTyce — pedJieKChl HOBOPOKAEHHBIX (IIOUC-
KOBBIN, JAaJOHHO-POTOBOIi, XBATaTeJIbHBIN, 3aITUTHBIN)
YIOBJIETBOPUTENbHEIE; TIOJI3aHUS, OIOPHI He BHI3BIBAIOTCS
B CBSI3U C PA3BUTHEM HUKHETO IIapamapesa.

IeBouKa B TS/KEJIOM COCTOSHUU B 1-e CYTKH KU3HU
MOCTyNuJa B OTHAeJeHNe DPeaHMMallud U WHTEHCUBHOM
Tepanuy HOBOPOXKAEHHBIX MOPO30BCKOI HETCKON KJIU-
HUYECKOM OoabHUILI. Ilocje CpPOUYHOM KOHCYJILTAI[UN
HelpoxXuUpypra JAeBOUYKa ObljIa IepeBefieHa B OTAeeHUe
HepPOXUPYypPruu, rae eil Oblia MpousBefeHa dKCTPEHHAS
olepausa UCCeUYeHNA MEHNHTOMUEIOPAAUNKYJIOIesIe oMd-
HUYHO-KPECTI[OBOTO OT/[ejia ITO3BOHOUHUKA C ILJIACTUKOH
TBEPIO MO3TOBOM O0OJIOUKY ¥ allOHEBPO3a MCKYCCTBEH-
HOII MeMOpaHoii. B Teuenue 3 gHell pebGeHOK HAXOMUJICS
B OT/leJIEHUY PeaHMMAaIlNy HOBOPOJKIEHHBIX, 3aTeM ObLIa
mnepeBe/ieHa B OTIEJI€HHE HEOHATOJIOTMHU, HEBPOJOTUU U
MUKPOXUPYPIUM IJIA JeTell IPyAHOr0 BO3pacTa.

B cBf3U C BBICOKMM PHCKOM OaKTepUAILHOU He-
POMH(MEKIUY B IIOCJIEOIEPAI[MOHHOM II€PHoJe, JIEHKO-
nutypuei (10-20 B moJsie 3peHUsA, MeCTaMU CKOILJIEHUS)
IeBOUKe Obljla HasHAueHa aHTUOAKTepUAJIbHAS Tepamus
(Mepouem 140 Mr x 2 pasa BHyTPUBEHHO 1 3UBOKC 35 MT
X 3 pasa BHYTPUBEHHO B TeUEeHUE IEPBBIX CYTOK IIOCJIe
omepaIuu ¢ IocjeaAyIuM HasHaueHueM Lledrpuakcona
180 Mr x 2 pasa BHyTpuBeHHO B Teuenue 10 gHeit).

NudysuonHas Tepanusi BKJOUaa IJIIOK030-COJe-
BbIe DAcTBOPHI B (usmosiormueckoM ob6wseme. OmHAKO
HEeCMOTDPsA Ha 9TO Ha 2-ii JeHb IMocJie oepanuu y pedeHKa
crayja Hapacrath asoremus (MouyeBuHa 6,6 MMOJIB/JI,
KpeatTuHuH 134 MMOJIB/J), pasBUJach IpepeHaIbHAT
ocTpas IMOYeYHasd HEeAOCTATOYHOCTH C MaKCHUMAaJbHBIM
yBeJUUYEHNEM KOHIEHTPAIUM B KPOBM MOYEBUHBI 0
17 mMonb/n u KpeaTmHmHA n0 360 MKMoab/1 K 10-mMy
JTHIO IIOCJIEOIIEPAI[OHOI0 ITePUOoIa.

B 0uMoXmMHUYECKMX aHAJIM3aX KPOBU BBISBJIEHA
ONHOKPATHO TUIEPKAJIbIMEeMUA 0 3,59 MMOJb/JI HpU
CYIIECTBEHHOM CHUJKEHUU 9KCKPEI[MU C MOYON HATPUS
(1,4 mvonb/n nipu Hopme 40—-220 Mmmous/ 1), xjaopa (1,2
MMoJis/ 1 ipu HopMe 110—250 mmoib /i), Kaabius (0,45
MMoJis/ 1 ipu HopMe 0,5—2,5 MoJib/JT), TTOBBINIEHUN JKC-
Kpeniuu ¢ Mouoi ¢ocdopa (2,1 MMOIL/JT MPU HOpME
0-0,64 MMoJB/ 1), TIIFOKO3EI 10 1,5 MMOJIB/JI (JOTIYCTHMO
o 0,8 mmoab /i) u mporennypuu (0,8—1 r B cyTKn).

VKasaHHbIe HAPYIIEHWs SJIEKTPOJIUTHOrO OalaHca
OBLIM paCIleHEeHBbl KaK BO3MOYKHOE IOpaKeHNre KaHallb-
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1IeBOTO amnapara y pebeHKa, JINTeJIbHO HaXOAUBIIIETOCA
[OJ BJIWAHNEM BaJbIpoaToB. Ciaeayer OTMETUTb, YTO B
JIUTEPATYPE BCTPEUAIOTCSA CBEJEHUA O PA3BUTUU CUHIPO-
ma DaHKOHU TIOJ Bo3feticTBueM [Jenmakuua [13].

Benymumy nOpusHAKaMW MOPAKEHUs KaHAJIbIEB
TOYEK SABJAIOTCA TJIIOKO3YPUs, MUKPOIPOTEMHYPU,
docharypus, 4To 1 OBLIO 00HAPYKEHO Yy HAOJI0IaeMOro
pebenka. CoryiacHO HaHHBIM JINTEPATYDPHI, TyOyJIOTATUA
nMeeT OOpATHUMBIA XapakTep M IIOCTEIEeHHO KCYe3aeT
IIocJIe OTMEeHBI BaIbIpoaTos [14].

IdeBouka HaxXOAMWJIACh HAa €CTECTBEHHOM BCKApPMJIN-
BaHWMU, IIPU STOM MaTh IPOLOJIIKAJIA MOJYyUYaTh IPOTUBO-
cymopo:xkHyIo Tepanuio enakuunom u @uninencuaom. Ha
doHe TeUeHNA Y MaTePHU ABAKIbI CIYUAINCH SIINCTATYCHI.

VuursiBasg IpU3HAKY IOPAKEHNA KaHAIbIEB IIOUEK,
CBs3aHHBIE, C HAIIIEH TOUYKU 3PEHNUA, C IPOJOJIIKAIOIIIMCS
a(hpdeKTOM BaJIbIPOATOB, IIOCTYIIAIOIINX B COCTaBe I'PY.-
HOTO MOJIOKA, OBLJIO PEIlleHO IIepeBecTy pebeHKa Ha NCKYC-
CTBEHHOE BCKapMJIMBaHUE aJalTUPOBAHHOM CMECHIO.

B xommiexkc aHTH6aKTepHasbHON U MHGY3UOHHOMN
Tepanuu OBLJI BKJIOUEH IpenapaT KOPPeKIuu MeTaboIn-
yecKux Hapyienui (9abpkap 30% 0,5 M x 2 pasa B IeHb,
per os, B reuenue 10 gueit).

B pesyabraTe IpPOBENEHHOTO JIEUEHUSA COCTOSHUE
IEeBOUKM 3HAUUTEJHbHO YJIYYIIWJIOCH. B HeBpojoruue-
CKOM CTaTyCe OTMEUYaJMCh COOTBETCTBYIOIIIEE BO3PACTY
3PUTEJILHOE U CJIYXOBOE COCPENOTOUYEHUE, YJIyUIIeHUe
JBUTATEJIbHON AaKTUBHOCTU BEePXHUX KOHEUHOCTEH.
CyIiecTBeHHO YMeHbBIHUJIach azoremMus (MoueBWHA 5,4
MMOJIB/JI, KpeaTuHUH 134 MMOJIb/JI).

OnHaKO COXPaHAJNNCH MIPU3HAKU KAHAJIBIIEBBIX Pac-
CTPOMCTB B BUJE COXPAHAIOIIENCA ITOBBIIIEHHON (oc-
darypuu (1,95 mmoab/n) Ha (oHe riaroxo3dypuu (1,159
MMOJIb/J), Mukpouporeunypuu (0,3 r/a1), CHUIKEHUA
KoHIeHTpanuu Hatpua (19 mmosab/n), xjgopa (2,24
MMOJb /1), Kanbius (0,45 MMoJIb/JT).

K cosxamenuio, HecMOTpA Ha XUPYPrUYECKoe Jede-
HUe, B HIJKHUX KOHEUHOCTEH DasBUJICA IIapamapes3 co
CHUIKEHUEM CYXOXKUJIbHBIX DedJIEKCOB, COXPaHAIOCH
HapyIeHre GYHKIUU TAa30BBIX OPTaHOB KaK CJIEJCTBUE
TAMKEJIO0N BposkaeHHo# anomannu [THC.

PebeHOK BBINIMICAH IO MECTY SKUTEJIbCTBA IO HAOJIIO-
IeHUe TenuaTpa, HedpoJiora, HEBPOIATOJIOTA C AUATHO-
30M: BPOXKIEHHBIN mOpoK pasButusa [THC (MeHuHTOMMETO-
PagUKyJIoIeNe MOSCHUYHO-KPECTIIOBOTO OTHesa), BaJb-
IPoaT-CUHAPOM, MH(MEKIUA MOUEBOH CUCTEMBI, OCTPasd
mouevyHas HEJOCTATOYHOCTL (CTaZus BOCCTAHOBJIEHUSA
GYHKIUU TOYEK), TPAHSUTOPHAA TYyOyJIOmaTHUs, ABYCTO-
POHHAA AUCILIa3UusA Ta300€JPEeHHBIX CYCTABOB.

B zakaioueHue cienyeT OTMETUTH, UTO HAHHBIN KJIU-
HUYECKHUil caydaill CBUAETEIbCTBYET O TEPaTOT€HHOM
BIUAHUY IIPOU3BOAHBIX BaJbIPOEBOM KUCJIOTHI Ha ILJIOJ.
B cBA3M ¢ aTHM IIpuU JieueHUU OepeMeHHBIX JKEHIIIWH,
CTpaZaloIuX SHujerncueii, ciexyer auddepeHIInPoBaH-
HO IOAXOIUTh K MOAOOPY IMIPOTUBOCYIOPOKHON Tepamuu.
Heru, posxIeHHBIe OT MaTepeli, CTPaJaIoNIUX dIuJIeIcuei,
B IIOCJIEIYIOIIEM HYKJAIOTCSA B KATAMHECTUYECKOM Ha0JIIO-
IEeHUN 1A OIeHKU QYHKIIMOHATBLHOTO COCTOSIHUSA OPTaHOB
MOYEBOI CHUCTEMBI (II0UeK U MOUEBBIBONAIIUX IIyTeH) B
CBA3U C PUCKOM Pa3BUTHUSA TYOYJIAPHBIX HAPYIIIEHUH.
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