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Pesiome

Cunapom OTaxapa ABASETCA CAMOM PAHHEH M3 BO3PACT3IABMCHMbIX SMMAENTH-
YeCKMX SHL,ePAAONATHUHI, XAPAKTEPH3YEeTCA PAHHUM HOYAAOM B BO3pACTE AO 3
Mmecsues (Yawe Bcero nepsble 10 AHEH XH3HH), NATTEPHOM (BCMbILLKA — MO-
AaBaeHuen Ha D3I Kak B 6OAPCTBOBAHMM, TAK M BO CHE, Pe3UCTEHTHOCTbIO
K CTAHAQPTHOM Tepan1n NPOTHMBOCYAOPOXHbIMU NPENAPATAMM, BbICOKUM
PHCKOM HEeBAAronpuATHOrO HCXOAQ B BUAE TAXKEAOH 30AEPXKKH MCUXOMOTOPHOTO
PA3BUTUA M AETAALHOTO MCXOAQ B MAGAEHYECKOM BO3pacTe.

KAto4eBblE CAOBQ: HEOHATAABHBIE CYAOPOrH, MAQAEHYECKAS SMUAENCUS, CHHAPOM
OTaxapd, AHTUIMMAENTHYECKAS Tepanus, SIAeKTPO3HLLecarorpachus.

BBenenne

Heonaransasie cynoporu (HC) —
KJIMHUKO-3JICKTpOsHIepagorpadude-
CKHI CUMOTOMOKOMILICKC I[epedpab-
HOW NUCQYHKIHU HEOHATAIBLHOTO
Iepro/Ia, BOSHUKAIONIUN BCIICICTBUE
CTPYKTYPHBIX, META0OJTMICCKHX, TC-
HETUYCCKUX U WHPCKIIUOHHBIX MPHU-
YHH IMOpPaKeHUs roJIoBHOTO Mo3sra (IM).
[To maHHBIM MUPOBBIX HCCIICIOBAHHIA,
yactora BcTpedaemocTu HC, BKiTroua-
FOIIUX CUMIITOMATHYCCKHUE CYIOPOTH
W MIJIQJICHYCCKYIO STHJICTICUIO, CO-
cTaBisieT oT 2,6 1o 8,6 Ha 1 TeicsAuy
HOBOPOXICHHEIX, TIPHA 3TOM Hanbomee
gacTto (1o 80 % ciaydaeB) cynmoporu
MPOSIBISIOTCS B paHHEM HEOHATaJlb-
HoMm nepuoge [1-3]. Cynoporu HOBO-
POXKICHHBIX OTIIMYAOTCS KITMHUYICCKUM
MoaUMOp(PU3IMOM ¢ mpeodaTaHueM

Summary

ATUIIUYHBIX, HEOTJIMYUMBIX OT HOPMaJlb-
HOM aKTHBHOCTH peOCHKA, IPUCTYIIOB
Y HEJIOHOUIEHHBIX JeTei BCclienCTBUE
OTCYTCTBUSI BTOPUYHOHN reHepalin3aluu
nponecca. Ocobennoctpio HC sBisi-
I0TCSl CKpPBIThIE, DI -MO3UTUBHBIE CY-
Joporu 0e3 KIMHUYECKUX MPOSBICHUIH
[4—7]. B 10 xe BpeMsl yCTOMUHUBOCTh
I'M k noBpexaaroiiemy JeHCTBUIO Cy-
JIOpOT MaKCUMallbHa JIMIIb B paHHEM
HEOHATaJIbHOM IEpUOJIE.
3aboneBaeMOCTh MIIQJICHYECKOM
snuiaencueit cocrapasger 1,0—1,5
Ha | ThICSIYy HOBOPOXAECHHBIX, MO TaH-
HBIM POCCHUICKUX HccienoBaTeneit
[1, 2]. [To3muss BepupUKanus mia-
JICHYECKUX DMUJICTICUM, B TOM YHUCIIE
STMICNITHYCCKUX dHICPAaTOmaTHH
HEOHATAJLHOTO Mepruoia (CHHIPOMBI

Ohtahara syndrome is the earliest of age-dependent epileptic
encephalopathies, characterized by an early onset at the
age of 3 months (most often the first 10 days of life), ‘suppres-
sion-burst’ pattern on EEG both in wakefulness and in sleep,
resistance to standard AED therapy, a high probability of poor
prognosis in the form of severe psychomotor retardation and
death in infancy.

Key words: neonatal seizures, pediatric epilepsy, Ohtahara
syndrome, anti-epileptic therapy, electroencephalography.

Oraxapa, Alikapan), o0ycioBieHa Ha-
NPaBJICHHOCTBIO THarHOCTHYECKOTO T10-
MCKa Ha CUMIITTOMAaTHYECKHUE CYJOPOTH,
Y JIUIIB IPH (PapMaKope3UCTEHTHOCTH
CYOPO’KHOTO CHHJPOMa — Ha JIMarHo-
CTHKY MJIaICHYE€CKON DITMIICTICUH, JJIst
KOTOPOM XapaKTEepHBI IPOTPECCUPYIO-
K HEBPOJIOTUYECKUH Ae(DULINT U BBI-
COKasl JICTAJIbHOCTh B MJIaJICHYECKOM
BO3pacTe.

Cunzapom Oraxapa (CO), wnu pan-
HsI MITaJIeHYecKas SNUJICNTHYECKast
SHIIe(asIonaTysi, OTHOCUTCS K I'pyIIIe
BO3pACT3aBUCHMBIX SIIHIICIICHIA C He-
YCTAHOBJICHHOM UCTUHHOH 4acTOTOH
BcTpeuaemoctu. Cunapom OTtaxapa
SIBIISIETCS! TTOJTMATHOIOTUYHON (opMoid
(hapMakope3UCTEHTHOH SIHIIENICHH,
nebroTupyomei B mepsele 3 Mecsna
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JKU3HHU, C IPOTrPaUEHTHBIM TEUEHUEM
U TOCJenyIed Tpanchopmanuen
B JIpyrue GopMbl MialeHYeCKON IMH-
nericud (B 70—80 % ciydaes nocie 3—6
MECSLEB XKU3HU — CUHJpOM BecrTa,
B ganpHelimem — JleHHokca-I"acTo;
B psijie CiIydaeB pa3BUBAIOTCS (OKAIb-
HBIE WX O (OKAIbHBIE SITUIICTICHH).
B 90-95 % ciryuaeB nipu gaHHO# hopme
SHUWIENICUU TUATHOCTUPYIOT CTPYKTYp-
Hble aHoManuu crpoenus I'M va MPT.
I'eneruka cunapoma OTaxapa npea-
craBieHa MyTanueil rena STXBP1, xo-
JMPYIOIIETo (DYHKIHIO BEICBOOOXKICHHS
U TPAHCIIOPTUPOBKU HEHPOTPAHCMUT-
TepoB [8].

JuddepennunanbHas AMarHOCTHKA
HC nesnunentuyeckoil mpuposl u Je-
0roTa SnMIIeNTHYECKUX dHIEedanonaTnit
IIpeJICTaBIsAeT 3HAUUTENbHBIE TPYAHOCTH.

Heas nccireqoBaHus: NPEICTaBUThH
anroput™ auddepeHnnaIbHol 1ua-
rHoctuku dtuonoruu HC Ha knunHnye-
CKOM IIpHMEpe MalyeHTa ¢ CHHAPOMOM
Oraxapa.

Marepuajbl M MeTOAbI

IIpencraBieH KIMHUYECKUN CITY-
4yaii BeICHUs ITyOOKOHEJOHOIIICHHOTO
peOeHKa ¢ paHHEeH MITaJICHYCCKOW JH-
nedanomnarueii ¢ CynpeccHBHO-B3PBIB-
HBIMU U3MeHeHusIMU Ha DI (curapom
Otaxapa): TaKTHKa TUArHOCTHYCCKOTO
moucka, M hepeHITANBEHOTO JUarHo3a
1 ITOI00pa CXEMBI aHTUAIIIICTITHICCKOM
teparmu (ADT).

PesynbTarnl

bepemennas H. moctynuna B dKc-
TPEHHOM HOPSAKE B CHEHHAIUINPO-
BaHHBIN nepuHaranbHblil nenTp (CIIL)
®I'BY «HMMUIL] um. B. A. AnmazoBay
B CBSI3M C pAaHHUM Ha4aJiOM POIOBOI
JIeSITEIbHOCTH Ha ()OHE aHT'HJIPaMHHO-
Ha ¥ yrpo3bl BHYTPUYTPOOHOH rudenn
mnona. Mansuuk H. poauics 18.08.17
ITyTeM IKCTPEHHOIO KecapeBa CeUueHUs
B TSDKEJIOM COCTOSIHHH.

N3 anamHe3a Xxu3HU peOeHKa.
Martepu Ha MOMEHT ponoB 35 ner,
n3 3aboseBanuii: oxxupenue I creme-
HU, BApUKO3HAs! O0JIE3Hb BEH HIDKHHUX
KOHEUHOCTEH, HapyKHBII TeMOPpPOH,
BHe obocTpeHus. PebeHok oT TpeTbeit
OGepeMeHHOCTH, IpOTeKaBIIel Ha GoHe
XpOHHYECKOH (peTorianeHTapHOi He-
JIOCTaTOYHOCTH, CAMMETPHYHOH (OPMBI

C3PII 2-3 cTenenu, XOpuOAMHUOHUTA,
aHTHJpaMHUOHA. Ponbl: TpeTbH mpesx-
JeBpeMeHHEIC Ha cpoke 30 5/7 Henenb
ITyTeM 3KCTPEHHOT'0 KecapeBa CEeUCHUS
B HIDKHEM CErMeHTe MaTKu. JlaHHbIE
AHTPOIIOMETPHH IIPU POXKACHHUH: BEC
930 r, gauHa Tena 35 cm. Ilo mkane
Armrap: 7/8 6anios.

C poXxneHus cocTosHUE peOeHKa Ts-
JKeyoe, 00yCIIOBICHO BPOXKICHHBIMU
nopokamu passurus (BIIP) (denoru-
TMYECKUM HapyIIeHHEeM (OPMUPOBAHUS
nona ¢ kapuotunoM 46XY, nucriaszuei
II0YEK, BPOXKIEHHBIM T'HIIOTHPEO30M),
BBIpayKeHHOH MOP]OPyHKINOHATILHOM
HE3PEJIOCThI0 ¢ popMUpOBaHMEM Xapak-
TEPHBIX JUIsI CPOKA TeCTallii CHHIPOMOB
U 3a00JI€BaHNM, MTAHITUTOIICHUEH, BOJI-
HOOOpPa3HBIM Te4eHNEM HH(PEKIIMOHHOTO
Tporecca ¢ NpeMMyIIeCTBEHHBIM HOpa-
YKEHHEM JIETKUX, TOTPeOOBaBIINM aHTH-
OakTepHaNbHOM, aHTUMHKOTHYECKOH,
MMMYHHOKOPPHI'HPYIOIIEH TepaIuH.

W3 anamue3a 3aboneBanus. C pox-
JIeHHs1 IOMUHUPOBAJIa COMaTHyIecKast a-
TOJIOTHSL: PECIIMPATOPHBIE, SHIIOKPHHHBIE
n MH(EKINOoHHbIE HapyuieHus. Pecriu-
paropHasi IOIAEPXKKa B IIEPBBIE 3 CYTOK
JKU3HU — HEWHBa3UBHAasI BEHTUIISLINS
(HUBJI), na 4-e cyTkH >xnu3HH Ha (oHE
HapacTaHWs JbIXaTeJIbHOW HE0CTaTOu-
Hoct ([JH) nHTYyOMpOBaH C IepeBoioM
Ha UCKYCCTBEHHYIO BEHTUJISIUIO JIET-
kux (MBJI). C 1-X CyTOK )KN3HHU B CBS3H
C XOPHOAaMHUOHHMTOM M pealin3annen
ITHEBMOHUH TIPOBOMIINCH TTI0A00p aHTH-
OakrepwibHON (AB-Tepanus) u anTUMH-
KOTHYECKOH Teparuy 10 4yBCTBUTEIb-
HOCTH, KYypPCHI 3aMECTUTEIIEHOW UMMY-
HoroOynuHoTepanuy. HeomHokpaTHO
MIPOBOMIIACH 3aMECTUTENbHAs TEPaITns
TIAHIUTOIIEHNH (TpaHCc(y3UH SpUTPOLIH-
TapHOI B3BeCH, TPOMOOKOHIICHTPATA),
B CBSI3M C IIOBBIIICHHOH KPOBOTOYHBO-
CTBIO MOJIyYaJ TeMOCTaTHYECKYIO Te-
pamnuro. DHTepanbHoe KopMiteHue (O11)
¢ 1-X cyTOK H3HH, 00bEM TPOYUUECKHIL.

C 4-x cyTOK XH3HHM OTMEYaIoch
TIOSIBJIGHHE 3TIU30/]0B BBIPAKEHHOI'O
TICUXOMOTOPHOTO BO30Y>KICHUS, B CBS-
3M ¢ 4eM Hauara nHoy3us Penannyma
C 11eJIbI0 CHHXPOHU3AIINH C allapaToM
WBIJI. Ha 5-e cyTku u3HH 1e0IOT TO-
HUKO-KJIOHHYECKHX CYOPOI, COIIPOBO-
KJIAIOIIUXCS IecaTypanuen.

B npouecce 1uarHocTUYECKOTO
TTOHUCKa 3THOJIOTHH CYAOPOT MCKIIO-
YeHbl MeTaboINYeCcKHUe HapyIeHUs

(HOpPMOTJIMKEMHUSI, HOPMOJIAKTaTEMHUS,
AJEKTPOJIUTHI B IIpesiesiax pedepeHc-
HBIX 3HaueHW). [1lo maHHBIM HeEil-
poconorpammsl (HCI') BeIsiBIICH cH-
Hyc-TpoMm003. HC TpakToBamuch Kak
cumnroMaruueckue. IIposoaunace
komOuHupoBanHass ADT: Penanuywm,
THONIEHTAJI HATPHUSI — TUTPOBAHME J103,
(enobapOuTan B HArpy304HOH 03¢ O3
JIOKHOTO 3P (dEeKTa OT IPOBOIUMOH
Tepanuu. B cBA3M co cToiikoil TpoMO0-
LIUTOIIEHUEH Tperaparsl BaJbIIPOEBOH
KHUCIIOTBI HE IPUMEHSINCh. B KoHLIE
2-11 HeJleu )KU3HH BBEJICH OKCKapOa-
3€NHUH B MOHOTEPAIHUU B JO3ZUPOBKE
1o 20 Mr/Kr B cyTKH, Ha (poHE yero
CyZIlOpOTrY KyNUpPOBaHEI HA 2-U N€Hb
IpreMa JIaHHOTO Tpenapara.

B Bo3pacre 26 cyTOK KU3HH, Yepes
CYTKH TIOCJIE IKCTyOaIu, yXyIIeHHe
COCTOSIHUSI B BHJIC YaCThIX alHOd U Ha-
pacranus [JH, 4to norpeboBaso nosrop-
HOM nHTyOanuu u nepesoxa Ha NBJI,
HayaJla MaTOreHeTUYECKOTO JIEUECHHUSI.

Janunsie D3I B Bo3pacte mecsia
Ha ¢pone ADT okckapOa3enIMHOM CBH-
JICTEIbCTBYIOT O HAJIMUYUH YMEPEHHBIX
nudPy3HBIX U3MEHEHHH QYHKINO-
HaJbHOI'O COCTOSIHUSI HEHPOHOB KOPBI
U MOAKOPKOBBIX CTPYKTYP FOJIOBHOTO
Mosra. DnunentiudopMHast akTHBHOCTb
HE 3aperuCcTPUPOBAHA, MEXITOTyIIap-
HOW acCHUMMETpHH HeT, pOHOBast aKTUB-
HOCTh CHIDKCHA. B 1-H MecsI )KU3HNI
MTOBTOPHO 3KCTyOMPOBAH C MEPEBOIOM
Ha HMBJI Ha ¢doHe paspemeHus mHeB-
moHuH. [Tpogomkanace ADT okckapba-
3enuHOM. B HeBponoruueckom craryce
MEePUOINYECKH OTMEUYATIUCH MU30/bI
BBIpa)KeHHOTO OecrnokoiicTpa (0e3 jpaH-
HBIX 3a 00JIEBOIT CHHIPOM), COXPaHSIINCh
3MHU30/bI IITyOOKOTO armHo3, KOTOphIe
HE paccMaTpUBAJIUCh KaK CyLOpPOTH.
ITo nanubiM koHTpONBHOM HCT — paz-
perieHne TpoM003a BEHO3HOTO CHHYCA.
Ha 93I or 02.10.17 nerxkue muddy3Hbie
n3MEeHEeHHs PYHKIMOHAIBHOTO COCTO-
STHUSI HEHPOHOB KOPBI U MOJKOPKOBBIX
ctpykryp I'M 0e3 sanmentudopMHOI
AKTHBHOCTH M MEXIIOJIyIIapHOH acuM-
METPHH, B CBS3H C UM TPAKTOBKA JHa-
rHo3a npexHsis, 02.10.17 Tpunenran
OTMEHEH.

Vxynmenne cocrostaust 07.10.17 —
SMM30/] TOHWYECKHX CyIopor Ha (oHe
TUIEePTEPMUU Ha 5-¢ CyTKH OTMeHBI ADT.
C 1enbro KynupoOBaHUs CY0POT HayaTa
Tepamnus THOIIEHTAJIOM HaTpHsi, BO300-
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HoeieHa MBIJI. K tepanuu nobaBieH
JenakuH (Y4uTHIBasE KOPPEKIIHIO TPOM-
oormronennn). [Tpu korTpore 09.10.17
O0TI'-kapTHHA NPEXKHSAS.

s nckimoueHus HeWponHpEeKIHH,
y4uuThIBast HeOPUIBHYIO JIUXOPAJIKY,
BBIIIOJIHEHA CIIMHAJbHAsI MyHKIUS,
ToKa3aTesu KJIMHUYECKOTo aHaln3a
JUKBOpa B mpenenax Hopwmsl, TP
Ha Bo30yaurTenu rpynnsl TORCH, no-
ceB oTpuuarenbHbld. MHeKnnoHHbINH
TeHe3 He NoATBepxkeH. ['eHes cynopor
TPaKTOBAJICS KaK PELUIUB CYIOPOXK-
HOHM aKTUBHOCTH Ha (oHe oTMeHbl ADT.
C y4eToM KJIMHUKO-3JIEKTpo3HIIedao-
rpaguyeckoi pemuccun Ha pone ADT
THOIIEHTAJIOM HaTpusi B KOMOMHALIUN
¢ Jlenakunom 17.10.17 BeImosiHEHA
cmeHa ADT Ha okckapOasenuH B 103¢
1o 20 mr/kr B cyTku. Ha atom done
CYZIOPOT U CyAOPOXKHBIX SKBHBAJICHTOB
KJIMHMYECKH HE OTMEYaloCh.

Takum 0Opa3om, Ha dTare JeYeHUs
B CIILI cocrosiHMe ocTaBajoCh HECTa-
OWJILHBIM, TSKEIJIBIM, 00YCIIOBIEHHBIM
BIIP, rny0okoii cTerneHbi0 Mopdo-
(yHKIIMOHATBHON He3penocTH (Te-
CTAIMOHHBIN Bo3pacT 30 5/7 Henens),
JBIXaTeJIbHBIMH PacCTpOHCTBaMHU, Cy-
JIOPO>XKHBIM CHHJIPOMOM, TPOMOO30M
CUTMOBHJIHOTO CHHYca (00paTHOE pa3-
BUTHUE), IEPCUCTUPYIOLIEH MaHLIUTO-
neHnel Ha (hoHe PEeUHUINBHUPYIOIIETO
TeyeHus MHeBMOHuU. [Ipu KoHTpOIIE
33T 0CHOBHOM pUTM HE CHOPMHUPOBaH.
3anuch npeacTasiieHa NOIUMOpQHOI
AKTUBHOCTBIO YMEPEHHOMH aMIUIUTY/IbI
6e3 smmenTUhOPMHON aKTHBHOCTH
(puc. 1).

C nenpo JajgbHEHIero JedeHus
n nooOcnenosanus nepeseneH B OAP
nns nereu JJIPK 24.10.2017, rae
30.10.17 B Bo3pacte 2 mecsieB 12 qHei
3aperuCTPUPOBAH SMH30]] JUTUTEIHEHOTO
aIHOd, TOHUYECKHUX CyIopor Ha (oHe
(eOpUIbHOM TNXOpaAKH B paMKax
TedeHHs] THeBMOHUH. Bo3oOHOBIEHA
nogaepxkka NCPAP, nposenena xop-
pexuus Ab-Tepanuu, yBennueHa j1o3a
OKCKapOa3enuHa 10 25 MI/KT B CYyTKH.
Ha D3I ot 31.10.17 peructpupyercs
MOJIMMOpP(HAs aKTUBHOCTH JIeJIbTa-Te-
Ta-Juarna3oHa yMepeHHOH aMILTUTY/bI,
MaTTEPH «BCIBIIIKA — MOJABICHHUEY.
YBennueHa 103MpoBKa OKcKkapOasennHa
10 35 mr/kr B cyTku. [I0BTOpHBIX 3111~
30/10B aIHO), (eOPHUIIBHON INXOpaIKN
HE OTMEYaJoCh.
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PucyHok 1. PparmeHT 3AeKTPO3HLEDAAOrPAMMbI pebeHka H. ot 31.10.2017. DAekTpuieckas
QKTMBHOCTb FOAOBHOTO MO3rCl B MPEAEACX BO3PACTHOM HOPMBI.
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PUCYHOK 2. PPArMEHT IAEKTPOIHLLEDAAOrPAMMbI pebeHka H. o1 01.12.2017. MNMaTTepH «BCMbILL-

KA — NMNOAQBAEHMEN.

Ha xontponsnoit 93T or 10.11.17
YMEpEHHbIE U3MEHEHHSI C BOBJICUECHHU-
€M B IIpOIecC CTBOJOBKIX 00pa3oBa-
HUI TOJIOBHOTO MO3Ta, SIU30ANYECKH
PErUCTPUPYIOTCSI KPAaTKOBPEMEHHBIE
OusaTepasbHbIe BCIBIIIKH T€Ta-BOJH.
IlepeBenen Ha noauTepanuio: 106as-
JeH (peHobapOHTaN NepopaIbHO B MOA-
JICP>KUBAIOLIEH 103€ 5 MI/KT B CYTKH.
B Bo3pacTe 3 mecsieB pa3penieHue
ITHEBMOHHUH 110 KIIMHUKO-1a00paTopHBIM
JNaHHbIM, cHAT ¢ nogaepx ku NCPAP,
KHCJIOPO/I03aBUCHMOCTH COXPaHsIach
(reuenue BJIJT). [emonunamuka ocrasa-
nach ctabunbHOM. D11 B oIHOM 00bEME,
KOpMJICHHE 30H]I0BOE.

AuddepenunanbHblil 1THarHos
MIPOBOJMICS C METabOoINYEeCKUMHU
snunencusimu. Ilo pesynbraram taH-
nemMHoi Macc-ciekrpomerpun (TMC)
oT 16.11.17 BBISIBIIEHO MOBBIIICHUE
ypoBHs mryTapui-kapautuaa (C5DC),
YTO MO3BOJIMJIO IIPEJIoaraTb pas-
BHUTHE IIIyTapoBOi anuaemuu | Tuna

(C5DC 0,58 aMoutb/n). YunThiBas He-
BO3MOXXHOCTb UCKIIIOUEHUS] BPOXKIEH-
HOT'0 HapymeHus oOMeHa BEIleCTB
(BHOB) y HenoHomeHHOro pedeHka
¢ BIIP, x Tepanuu 1o6aBieH JeBOKap-
HUTUH NepopanbHo. B moBTopHOM HC-
cnegosanuu TMC BHOB wuckitodeHsl.

Vxynmenue cocrostaus 19.11.17 —
TOHHYECKHE cygoporu ¢ anHod. Cy-
JIOPOXKHBIA CUHAPOM KYyHNUPOBAICS
CIIOHTaHHO, JbIXaHUE BOCCTAHOBICHO
Ha BEHTWISIHM MenikoM AMOy, pe-
cnupatopHas noanepxka NCPAP npo-
nomwkanack 4 nust. KomGuaupoBanHas
ADT npoaomkeHa 1o NpexHeN cxeme:
okckapbazenuH B 103e 30 MI/KT B CyT-
KH 1 peHobapOuTan 5 MI/Kr B CyTKH.
Cynopor, CynopOXHBIX 3KBUBAJIEHTOB
HE 0TMEYaJIOCh.

30.11.17 B Bo3pacte 3 mecsina 12
JHEH BHOBb yXYAIIEHUE COCTOSHUS
Ha nposoaumoit ADT — ToHnueckue
CYIOPOTH C allHOd, perypruTanu-
el U acnupanueil MOJIOYHOM CMECH.

e-mail: medalfavit@mail.ru
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PucyHok 3. PparmeHT MPT roaoBHOro mo3sra pebetrka H. ot 08.02.2018.

C nenbro KyMpOBaHUS CyJOPOKHOIO
cuHApoMa BBeJleH /{nasenam peOeHOK
HHTYOHpOBaH ¢ nepesoaoM Ha UBJI,
nHUIMMpoBana Ab-tepamnus, yBenuue-
Ha no3a ¢peHobapOurtana 1o 10 mr/xr
B cytku. Ha 33T ot 01.12.17 (puc. 2)
3aperucTpupoBaHa MoJuMopdHas
aKTHUBHOCTB JEeJIbTa-TeTa-Inara3o-
Ha YMEPEHHOH aMIUIMTY/bI, TaTTEPH
«BCITBIIIIKA — TIOZAaBJICHUE». B He-
BPOJIOTUYECKOM CTaTyCce OTMEYaeTcs
3a/iepKKa ICUXOMOTOPHOTO Pa3BUTHS
(3TIMP): nucddysHas MplniedHas ru-
TTOTOHMS, THIOPE(IIEKCHSI, KpaTKOBpE-
MeHHas (PUKcalysl B3IVISIA, TOSBICHHUE
YIBIOKH.

C yueroMm Hanu4us CTOMKOTO MaT-
TepHAa «BCIIBIIIKA — IIOJABICHUE)»
Ha O0I, npUCTynOB B BUJI€ F€HEpa-
JIN30BaHHBIX TOHUKO-KIOHUYECKUX
cynopor u 3[IMP nuarnHoctupoBana
SNMIENTHYECKas HIePaIoNaTHs Mila-
JIEHYECKOT0 BO3pPAcCTa C CyIPECCUBHO-
B3PBIBHBIMU U3MEHEHUSIMU Ha DT
(CO). IIpoeenena koppekuus ADT —
BBeJieH JleBeTupaneramM B HadyalbHOM
n03e 20 MI/KT B CyTKH C yBEJTMYEHHEM
JIO3UPOBKH 110 28 MI/KT B CyTKH 4e-
pe3 7 nueit. 04.12.17 axcTyOupoBaH,
NIEPEBEICH BHOBb HAa CAMOCTOSTEIBHOE
neixanue ¢ notanued YBIIL O, yepes
HEIUIOTHYIO JIulleByto mMacky, IH B qu-
HaMmuKe O0e3 Hapactanus. B mocneny-
IOILEM CYIOPOKHOM aKTUBHOCTH C all-
HO?3 Ha (poHe TpexkommoHeTHOH ADT
He oTMedanock. [lepeBeneH B nanary
COBMECTHOTO NpeOBIBAHUS MaTepHu
U peOeHKa, TI€ COCTOSTHUE NallUeHTa
0CTaBaJIOCh CTAa0MIBHBIM, HO COXpa-
Hanacek 3[IMP.

ITo nanaeiM MPT rosoBHOrO Mo3ra
ot 08.02.18 (puc. 3), maTOIOrHYECKIX
00pa3oBaHMil, y4aCTKOB U3MEHEHHUS
HHTEeHCUBHOCTU MP-curnana ot Be-
mecTtBa I'M He BeIsiBIeHO. ba3anbHble
LHcTepHHI He nedopmupoBansl. MP-
KapTHHA YMEPEHHO BBIPA)KEHHOW BEH-
TPUKYJIOIWIATAMN (MHJIEKC TIEPEIHNX
poroB — 0,35, III u IV xenynouku
0e3 ocoOeHHOCTEeH), pacIupeHUs
cy0apaxHOHIaJIbHOTO IPOCTPAHCTBA
110 KOHBEKCUTAIBHON MNOBEPXHOCTHU
JIOOHBIX J0JIEH, pacIIMpPEeHNns peTpoLe-
pebennsiproro npocrpanctsa (S>D)
C TOMOTE€HHBIM JIMKBOPHBIM COAEP-
JKUMBIM pazMepaMu 41 X 19 x 12 Mm.

Karamues. Ha konTponbHoi 90T
B 5 Mecs1eB )XU3HU TpaHcHopMarus
B MATTEPH «Iperuncaput™us». 22.02.18
B Bo3pacte 6 MecsLeB peOCHOK BBIIMCaH
JIOMOH B OTHOCHTEJIbHOH cTabmim3a-
LMY TI0 SIS THYECKUM IIPUCTYIIaM
Ha Teparuu: JeBeTupamneram 15 Mr/kr,
(henobapbuTan 7,5 Mr/kr, okckapbase-
nuH 30 mMr/kr B cyTku. CoxpaHsiiachk
3TIMP: nuddy3Has MbleqHas rUIoTo-
HHS, TOIIOBY CAMOCTOSITENIBHO HE AEPIXKUT,
HE CHJUT.

Oobcy:xnenue

AxtyansHocTh Bonpocos HC
00ycCII0BJIEHA MX ITOJINATHOIOTHYHO-
CTBIO M TPYAHOCTSIMU U DepeHIIN-
aJIbHON JUArHOCTUKH. DIUIIENICUU
¢ n1e00TOM B paHHEM JICTCKOM BO3-
pacrte OTHOCSITCSI K IPOIrHOCTHYECKH
TsDKEIBIM hopmam 3abosieBanus [2, 8].
JlnarHocTH4eCcKuil IOUCK 3THOJIOTUH
CyJOPOXXHOH aKTUBHOCTH IaIlMeHTa
TIPOIIEI JUTUTENIbHBIN yTh HCKIIF0Ye-

HUSL CUMIITOMAaTU4ECKUX CYIOpOT, Y4H-
THIBasI COITYTCTBYIOIIYIO M ()OHOBYIO
MIaTOJIOTHIO (TPOMOO3 BEHO3HOTO CHHY-
Ca, IOCTOSIHHBIE PELIUIYBBI THEBMOHUUI
¢ mapkepamu CCBO, cBunerenbcTBy-
IOII€ O BEICOKOM PHUCKE peanu3aluu
HeliponHp ek, U3MEHEHHs B 00-
MEHE BEUIECTB 0 IE€PBOHAYAIBHOMY
ananu3y TMC). JleOror Ha 5-€ cyTKH
JKU3HU, BapHaOeIbHOCTh KIMHUYEC-
KUX MpOSIBJICHUM B 1-i Mecsl] KU3HU
(mcuxoMoTOpHOE BO30YXKJICHNE, AITHO?,
TOHHUKO-KJIIOHUYECKHE CYJJOPOTH), HE-
noctostHHasg OOI'-kapTuHa, pe3UCTeHT-
HOCTbh K IPOTUBOANHUIECNTHYECKON
MOHOTEpAIN OTHOCSITCSI K 0COOeH-
HOCTSIM IaHHOTO KJIMHUYECKOTO CITyJasl.
IToBropstomuecs SnU304b1 yXyALECHUS
COCTOSIHUS C PELIUIUBOM CYIOPONKHO-
ro CHHJIpOMa, TaHHbIE JJaOOpaTOpPHO-
WHCTPYMEHTAJIBHOTO 00CIeI0OBaHUS
(B Tom ynciie MPT rosoHoro mos-
ra, TMC) nomoriu JuarHocTUpoBaTh
SMUIIENTUYECKYIO IPUPOLY CYAOPOXK-
HOHM akTHMBHOCTH pebOenka. Hamuune
CTOMKOIO MaTrTepHa «BCIBIIIKA — MO-
nasneHue» Ha OOT [7-9], npeBanupo-
BaHME TOHHUYECKUX cyfgopor u 3IIMP
TIO3BOJIMIIM BEPUPHLIUPOBATH CHHAPOM
Oraxapa [8]. OTcyTCcTBHE TUIIUYHO-
ro narrepHa O3OI" B mepBbIe MeCALbI
)KU3HU MOXET OBITH 00YCIOBICHO
KJIIMHUYECKUMH 0COOCHHOCTSIMU 31U -
JICTITUYECKOTO CUHIPOMa Yy TITyOOKO-
HEIOHOIIeHHOTo pebeHka. B nnarnoc-
THUYECKOM acCIeKTe IUNIaHUPYEeTCs Mpo-
BEJICHNE T€HETHUECKOr0 00CIIeJOBaHNS
peOeHKa Ha HaJIM4Yhe MyTaluu reHa
STXBP1 vnu niorcka MyTaluu de novo
¢ yuetom conytcTBytomux BIIP.

MeAMUMHCKMM aAdoaBUT Ne24 /2019, Tom Ne3 HEBPOAOTUS M MCUXMATPMS

e-mail: medalfavit@mail.ru



JleueOHast TaKTUKA BHIOHUpaIach
C YYETOM COCTOSIHUS MAI[UEHTAa, ero
KJIMHHUKO-71a00paTOPHBIX 0COOCHHO-
creid. [Ipu mapokcusmax resepanu-
30BaHHBIX CYAOPOT C HapyIICHUEM
BUTAJIbHBIX PYHKIUH aHTHKOHBYJIb-
CaHTaMH BBIOOpA SBJISUIMCH THOIICH-
TaJl HAaTpHUs, AUa3enam, a Takxke de-
HOoOapOuTan. [Ipu oreHKe THOIOTHH
CYIOPOT KaK CTPYKTYPHOM 3MUIICTICUU
TpernaparoM BeIOOpa OBl OKcKapba-
3enuH. [Ipy yCTaHOBIGHUH THATHO3a
SMUIEHITUYCCKOH HIIe(aTonaTuu mno-
ClleIyoLIas cXeMa Tepanui H3MEeHeHa
Ha KOMOHMHALIMIO «JIeBeTHpaLeTam +
okckapbazenuH + peHobapouram» [10].
TopMoHOTEpanus He MPUMEHIACH
M3-3a BBICOKHUX PHCKOB IeHepain3a-
¥ THOEKIUOHHOTO Tmporecca. Mul
CYHTaEM, YTO BHIOpAHHAs TaKTHKa
BeJICHHS PeOCHKA C UCTIONIb30BaHUEM
TpexkoMnoHeHTHOU ADT oxaszanach
B JaHHOM KJIMHUYE€CKOM HaOIIOICHUH
YCHEUIHOH.

3aki04eHue

Cunnpom OTaxapa OTHOCUTCS K TH-
JKENBIM (popMaM SMUIETITUYECKUX IH-
nedaionaruii MitaJJleHYECKOro Bo3pacTa.
Knuanueckas kapTuHa 3a00JIeBaHM
MOJKET BHJIOM3MEHSTHCS Y TITyOOKOHE-
JIOHOIIEHHBIX aeTei. Kaxknpiit pebeHoK
C HEOHATAJILHOW 3MmIIernicueii Tpedy-
€T UHAUBHUAYaJIbHOTO B3BEIIEHHOTO
pelieHus OTHOCUTENbHO cxeMbl ADT
¢ yueToM 1moOouHbIX 3(h(HEeKToB, HHAN-
BHUyaJbHOHN EPEHOCUMOCTH, BO3MOXK-
HOCTEH U OIbITa MEJULUHCKOIO LIEHTPA.
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