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WNHOOPMALUMA ONA ABTOPOB

[Tpu HanpaBneHUw CTaTbi B pefakumio «Pycckoro XypHana AeTckoli HeBponorm»
aBTOPam Heo6X0AMUMO PyKOBOACTBOBATLCA CNleYHLLVMM NpaBUNAMU.
1. 06wue npaBuna
llpn nepBMYHOM HanpaBReHUM PYKOMUCM B PeSaKLMIo B KOMUW MEKTPOHHOrO
M1cbMa JOMKHbI ObITb YKa3aHbl Bce aBTOPbI AaHHOI CTaTbi. 06paTHYI0 CBA3b C peaakLm-
eli byneT nopaepuBaTb OTBETCTBEHHDIIN aBTOP, 0003HAUEHHBIN B CTaTbe (CM. MYHKT 2).
[lpencTaBneHue B peaakLmio paHee ony6NMKOBaHHbIX CTaTeil He JOMyCKaeTcA.
2. 0dopmneHune faHHbIX 0 CTaTbe U aBTOpax
MepBasd cTpaHuLa JONMKHA CofepKaTb:
— Ha3BaHMe CTaTby,
— VMHULManb! 1 Gamunmun Bcex aBTopoB,
— yueHble CTeneHu, 3BaHNA, LOKHOCTI, MeCTo paboTbl Kaxzoro 13 aBTopoB,
a 1akxe ux ORCID (npu Hanuuum),
— NONHOE Ha3BaHMe yupeXxaeHua (yupexaeHuii), B KOTOpom (KOTOpbiX) Bbl-
nonHeHa pabota,
— afipec yupexaeHna (yupexxaeHuit) C ykasaHuem WHAeK(a.
[ocnepHAA CTpaHML fOMKHA COfePXaTb CBeAleHUs 06 aBTope, 0TBETCTBEHHOM
3a (BA3b C pefaKLmeit:
— Gamunua, MMa, OTYECTBO NOJTHOCTH,
— 3aHUMaeMas IOMKHOCTb,
— yueHas CTeneHb, yueHoe 3BaHue,
— NepcoHanbHblil MexayHapoaHblii uaeHtudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblit upetudukatop B PUHLL (noapobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TeneyoH,
— QfIPeC 3NeKTPOHHOI NOUTI.
3. 0popmneHue TeKcTa
(ratbu npuHumatotca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernb 14, MeXcTpouHblil uHTepBan 1,5. Bee cTpanu-
Libl 0MKHbI ObITb NPOHYMEPOBaHBI. TEKCT CTaTbI HAUMHAETCA CO BTOPOIA CTPaHMLbl.
4, 06bem cTareit (6e3 yueta UNNIOCTPALMIA 1 CUCKA AUTEPaTYpb)
OpurnHanbHas ctatba — He 6onee 12 cTpanuy (66abLumil 06bem JonyckaeTca
B UHAMBYUAYaNbHOM NOPAJKE, M0 PELUEHNIO pedakLmy).
OnucaHue KNNHNYECKNX CyyaeB — He Gonee 8 CTpaHuL.
00630p nutepatypbl — He 6onee 20 cTpaHmL,.
KpaTkue coo6iieHna u nucbma B pefiakLyio — 3 CTpaHuLbl.
5. Pesiome
Ko Bcem Buam cTateil Ha 0TAENbHOI CTPaHULE AOMKHO ObITb NPUNOXKeHO peto-
Me Ha PYCCKOM U aHIINIACKOM (110 BO3MOXHOCTH) A3blKkax. Pe3toMe JOMKHO KpaTKo no-
BTOPATD CTPYKTYPY CTaTby, HE3aBMCUMO OT ee TeMaTUKM.
06bem pestome — He Honee 2500 3HaKoB, BKNoUaA npobenbl. Pestome He A0MKHO
C0ZiepXaTb CCbUTKM HA MCTOYHIKM IUTEPATYpbl U UANIOCTPATUBHBIA MaTepuan.
Ha 3701 Xe cTpaHuLe NOMeLLAoTCA KNtoueBble CNOBA Ha PYCCKOM W aHTNIACKOM
(no BO3MOXXHOCTH) A3bIKaX B KonnuecTtse ot 3 o 10.
6. CTpyKTypa cTarei
OpuruHanbHas cTaTba JOMKHA COJEPKaTh CleaytoLne pasaenbi:
— BBe/IeHue,
—Lenb,
— Marepuanbl 1 METOAbI,
— pe3ynbrarbl,
— 00cyxzaeHue,
—3aKntoueHue (BbIBOAbI),
— KOHQMUKT MHTEpecoB 1A BCeX aBTOPOB (B Cyyae ero 0TCYTCTBYUA HeobXo-
AIMO YKa3aTb: «<ABTOPbI 3aABAAIOT 00 OTCYTCTBUM KOHPANKTA UHTEPECOBY),
— 000peHMe NPOTOKONA MCCNEA0BAHMA KOMUTETOM M0 61103TUKe (C yKa3aHu-
€M Homepa 1 JiaTbl NpoToKona),
— MHOPMMPOBAHHOE COTNIace NALMEHTOB AN X NPeACTaBuUTENeil Ha yyac-
Tie B UCCNELOBAHUN 11 NY6AMKaLMI JaHHbIX (ANA CTaTeil ¢ aBTOPCKIMM
UCCNIEN0BAHUAMU U ONMCAHUAMU KIMHUYECKUX CYYaeB),
—NpI HaNMuMM GUHAHCMPOBAHUA UCCNEAOBAHUA — YKa3aTb €ro UCTOYHUK
(rpaHTnT. A1),
— 6narogapHocTy (pasgaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTnBHBIN MaTepuan

UnniocTpaTuBHbII MaTepuan fomxeH 6biITb NpeCTaBneH B BUAe OTAENbHbIX dail-
NOB 1 He GUrypuUpoBaTb B TeKCTe CTaTb. [laHHble TabNUL He JOMKHbI NOBTOPATb AaH-
Hble PUCYHKOB U TEKCTa 11 Ha060pOT.

Oororpadum npeactanatorca B popmartax TIFF, JPG ¢ paspeLueHnem He MeHee
300 dpi (Touek Ha aioitm).

PucyHKkm, rpadmku, cxembl, Auarpammbl JOMxHb! ObiTb pefakTupyembiMm,
BbInonHeHbIMy cpeactBamm Microsoft Office Excel unu Office Word.

Bce pucyHKM [OMKHDI BbITb NPOHYMEPOBaHbI U CHAabXKEHbI MOAPUCYHOUHBIMMU
nognucamu. OparmeHTbl pucyHKa 0603HauaoTCA CTPOUHbIMU ByKBaMK pycckoro anda-
BUTa — «a», «6» U T. . Bce cokpalueHns, 0603HaueHus B Buge KpuBblX, bykB, undp
WT. fi., UCNONb30BAHHbIE Ha PUCYHKe, IOMKHbI 6bITb pacLumdpoBaHbl B NOAPUCYHOUHOI
nognucy. Moanucu K pucyHKam AAKTCA Ha OTAENbHOM NNCTe NOCNe TeKCTa CTaTby B 04-
HOM C Heil daiine.

Ta6nuubl JomKHbI ObITb HAMNALHLIMY, UMETb Ha3BaHMe 1 NOPAZKOBbII HoMep.
3aronoBky rpad OMKHbI COOTBETCTBOBATD UX COAEPMaHI0. Bce cokpaLueHna pacmd-
POBbIBAKTCA B NpUMeYaHy K Tabnuue.

8. EAnHMLbI N3MepeHna 1 COKpaLLeHna

Eaunmubl usmepenus gatotca B MexayHapogHoil cucteme egunmy (CH).

CoKpaLLieHna CNoB He J0NYCKaloTcA, Kpome 06LLenpuHATbIX. Bce abbpeBuatypbl
B TeKCTe CTaTb AOMKHbI BbITb MOAHOCTbIO pacLuMdpoBaHbl NPU NEPBOM YNOMUHAHIM
(Hanpumep, komnblotepHas Tomorpaua (KT)).

9. CnucoK nuTepatypbl

Ha cnepyloweii nocne TekcTa CTpaHuLe CTaTbil JOMKEH pacnonaratbca CMNCOK
LMTUPYeMOil UTepaTypbI.

Bce MCTOYHMKN JOMKHBI GbITb MPOHYMEPOBaHDI, HyMepaLma 0CyLLeCTBAAETCA
CTporo B andaBuTHOM NopAAKe. Bce CCbINKM Ha UCTOUHUKI NUTEPATYPbI B TEKCTe CTaTby
0603HaualoTcA apabckimm Ldpamu B KBaApaTHbIX CKoBKax HaunHas ¢ 1 (Hanpumep,
[5]). KonuuecTBO LUTUPYeMbIX PaboT: B 0pUriHANbHDIX CTaTbAX — He Gonee 20-25,
B 0630pax uTepatypbl — He bonee 60.

(Ccbinkn ROMKHBI AABATHCA HA NEPBOUCTOYHMKY, LMTUPOBAHWE OBHOTO aBTopa
no pa6oTe Apyroro He4oONYCTUMO.

BKnioyeHwe B CNucoK nnTepaTypbl Te31COB BOIMOXHO UCKNIOUMTENbHO NPU CCbin-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHBIE) UCTOUHUKM.

Ccblnku Ha pnccepTaumnm u agTopedepatbl, Heony6anKoBaHHbIe paboTbl, a Tak-
e Ha AlaHHble, NoNyyeHHble U3 HeOQULIMANbHBIX MHTEPHET-UCTOYHUKOB, He Aony-
cKarTca.

[ina Kaxgoro MCTOYHMKA HeobX0A4IMO YKa3aTb: GaMAMN U MHULMAnbI aBTOPOB
(ecnm aBTopoB Gonee 4, yka3blBakTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B pyC-
CKOM 1 "et al” B aHIMNIACKOM B TeKCTe). ABTOpbI LIMTMPYEMbIX UCTOUHUKOB JOMKHDI
ObITb yKa3aHbl B TOM e NOPAAKE, UTO U B NEPBOMCTOYHMKE.

Mpy ccbinKe Ha CTaTbM U3 XKYPHANOB NMOC/E aBTOPOB yKa3blBAOT Ha3BaHMe (Ta-
Tbi, Ha3BaHWe XypHana, rof, ToM, Homep Bbinycka, CTpaHuubl 1 DOI cTatbi (Npu Hanu-
yun). Mpy ccbinke Ha MOHOrpad M YKa3biBAKT TaKXKe NONHOE Ha3BaHWe KHUTU, MeCTo
U3[aHNA, Ha3BaHWe N3/aTeNbCTBA, MO U3AAHNA, YNCIO CTPAHML.

(1aTby, He COOTBETCTBYIOLME AaHHBIM TPE6OBAHNAM, K PACCMOTPEHMIO
He NPUHUMAIOTCA.
06wye nonoxeHuns:
« PaccmotpeHue cTatbin Ha npeameT Ny6nMKaLuM 3aHMMaeT He MeHee 8 He-
Aenb.
+ Bce noctynatowme cTatbh peueH3npyiotca. PeueHsns ABNAETCA aHOHUM-
HOIA.
« Pepakuua octanaer 3a coboil NpaBo Ha pesjakTPOBaHue CTaTel, NpeaCTas-
NeHHbIX K My6nukaumu.
« Pegakuma He npepocTaBnAeT aBTOpCKUE dK3eMIAApbI XKypHana. Homep
KYpHaNa MOXHO MONYYMTb Ha 06LMX OCHOBAHMAX (CM. UHdOpMaLMK
Ha caiiTe).
Marepuanbi gnsa ny6nnkauun npuHMMaloTca no agpecy ricn@epileptologist.ru
 0693aTeNbHbIM yKa3aHeM Ha3BaHIA XypHana.

MonHas Bepcus Tpe6oBaHUii NpeACTaBeHa Ha caiiTe XKypHana.
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BBeepeHue. [laHHble MOBCEAHEBHOM KANHUYECKOW NPAKTUKM MOMOraloT nofayyuth 6onble nHbopmauum o6 sddektax
u nepeHocumocTu Tepanuu. OaHaKo AaHHble 0 NPUMEHeHUM NepamnaHenay feteit B Poccum ocTaloTcs orpaHUYeHHbIMU.
Llenb — npoBecT# peTpoCneKTUBHbIA aHanu3 3MdEKTUBHOCTA U NEPEHOCMMOCTU NepamnaHena y feteil 1 NogpoCTKOB
C anunencueit B yCoBUAX NOBCEAHEBHOM KNMHUYECKON NPAKTUKM.

Marepuansi u MmeToabl. B 18 ueHTpax Habnoganuck 106 feteit 4—18 net, noayyaBlWKUX NepamnaHen B COCTaBe KOMOUHU-
poBaHHoI Tepanum anuanencuu. AHanU3MpoBaNUCh YactTota NpucTynos B 1-3-i mecal, yepes 6 n 12 mec neyenus, Hanuyme
W TUN HexenatensHolx agneHunit (HA). OCHOBHLIMM OLeHWBaeMbIMU NapaMeTpaMn 3EKTUBHOCTU BbINU KynupoBaHue
NpUCTYNOB U 3HaYMMoe (=50 %) CHUKEHME YACTOTbI MPUCTYNOB, BCE OCTaNbHble cyvan (<50 % CHUKEHUE UAW OTCYTCTBUE
M3MEHEHMWI YacTOTbl NPUCTYNOB, YYalleHne NPUCTYNOB) CYUTANNUCh OTCYTCTBUEM 3tdekTa. OLeHMBaEMbIMU NapaMeTpamMm
6e30nacHOCTW GbINW A0S NALMEHTOB C HANMYMEM UK OTCyTCTBMEM HA, yacToTa oTMeHbl Nnepamnanena us-3a HA.
Pesynbratbl. [1n5 cpaBHeHWs ObIN0 BbIAeNEHO 3 BO3pacTHbIE rpynnbl: AeTu 4—6, 7—-11 n 12-17 net. IhdeKTMBHOCTb Npu-
MeHeHMA nepamnaHena coctasuna 69 % (23,6 % — kynupoBaHue NpUCTynoB, 45,3 % — CHWXeHMe 4acTOTbl NPUCTYNOB
Ha =50 %). Mpu 3TOM CpeaHsas NpofoMKUTENbHOCTL HabnoaeHNs 3ddekTa cocTaBuna 7,3 + 4,1 mec. He BrisiBneHo gocTo-
BEPHOII pa3HuLpl B 3hEKTUBHOCTM MEXAY BO3PACTHbIMK rpynnamu. OfHaKo HeCKoNbKo 60nblas 3dheKTMBHOCTb Nepam-
naHena oTMeyanach B rpynmne noApPOCTKOB: OTCYTCTBME 3 deKTa B BUAE KYNMPOBAHUSA UAN 3HAYMMOTO CHUXKEHMA YACTOTbI
NPUCTYNOB OTMEYEHO TONbKO Y 25,5 % npu 40 % y peteii 4—11 net. Cpeau nauneHToB ¢ He3hHEKTUBHOCTLIO arrpaBauus
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npuctynos otMeyvanacb y 3,8 %. HA otmeyanuch Tonbko y 23 % nauueHToB, NPM 3TOM peXxe BCEro — B rpynmne nojpocTKOB
(11,8 %), v vawe Bcero — y feTeii B Bo3pacte 7-11 net (40 %). Haubonee yactbim HA Gbina 3aTOPMOKEHHOCTb U/ UNU COH-
nusocTb. 0TMeHa nepamnaHena us-3a HA notpe6osanace B 7,6 % cnyyaes.

BbiBoAbl. [lepamnaHen B noBCefHEBHOW KANHWUYECKON NPAKTUKE NPOAEMOHCTPUPOBAN BbICOKYIO 3 (HEKTUBHOCTL U XOPO-
WYl NepeHOCUMOCTb Y fieTel C 4 NeT U NOAPOCTKOB C NapumanbHbiMu (hoKanbHbIMM) U BTOPUYHO-TEHEePaan30BaHHbIMU
npuctynamu. BosHukatowmne Hl He aBnanuch cepbe3HbIMU 1 KpaliHe peAKo NPUBOAMAN K OTMeHe npenapata. Pesynbrarsl
CONOCTaBUMbI C pe3ynbratamu uccneposauit I1T dassl v npeablaywnMmMm HabnogEHUAMK B YCIOBUSAX NOBCEAHEBHOI Npa-
KTUKU. LlenecoobpasHo AONOSHUTENbHO U3Y4YUTb NMPUMEHEHME NepaMnaHena y AeTeil C NepPBUYHO-TEHePaNN30BaHHbLIMM
npucTynamu.

KnioueBble cnoBa: anunencus, HOBbI aHTU3NUAENTUYECKUI NPenapat, nepamnaHen, 3HeKTUBHOCTb U NEPEHOCUMOCTb
y A€Tei 1 NOAPOCTKOB, NOBCEAHEBHAA KNNHUYECKAN NPaKTUKa

Insa uutnpoBaHua: PaxmanuHa 0.A., Bonkos W.B., Bonkosa 0.K. u ap. MepBsblit 06beAMHEHHBIA POCCUIICKWIA ONBIT NpU-
MeHeHMA nepamnaHenay aeTen u NOLPOCTKOB C ANUIENCUEN B MOBCEJHEBHOI KNIMHUYECKON NpaKTuKe. Pycckuin xypHan
AeTcKkoin Hesponoruu 2022;17(2):8-20. DOI: 10.17650/2073-8803-2022-17-1-8-20
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Background. Real world data help to provide more information on the effects and tolerability of therapy. However, data
on the use of perampanel in Russian population of children remain limited.

Aim. To conduct a retrospective analysis of perampanel efficacy and tolerability in children and adolescents with epi-
lepsy in real clinical practice.

Materials and methods. A total of 106 children aged 4-18 years receiving perampanel as part of combination therapy
for epilepsy were observed at 18 centers. Seizure frequency at 1-3, after 6 and 12 months of treatment, presence and
type of adverse events (AEs) were analyzed. The main assessed efficacy parameters were seizure control, significant
(=50 %) decrease in seizure frequency. All other outcomes (<50 % decrease, no change or increased seizure frequency)
were considered to be no effect. The assessed safety parameters were the percentage of patients with or without AEs
and the percentage of perampanel withdrawals due to AEs.

Results. We defined 3 age groups for comparison: children 4-6, 7-11 and 12-17 years old. Perampanel efficacy was
69 % (seizure control — 23.6 %, =50 % decrease in seizure frequency — 45.3 %). The mean duration of the effect was
7.3 + 4.1 months. No significant difference in efficacy between age groups was found. However, some greater efficacy
of perampanel was noted in adolescents: absence of effect in the form of remission or significant decrease in seizures
frequency was noted only in 25.5 %, with 40 % in children 4-11 years old. Among those with inefficacy, 3.8 % reported
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seizure aggravation. AEs occurred in only 23 % of patients, with the least frequent occurrence in adolescents (11.8 %)
and the most frequent in children aged 7-11 years (40 %). The most frequent AEs was sluggishness and/or drowsiness.
Discontinuation of perampanel due to AEs was required in 7.6 %.

Conclusion. Perampanel has demonstrated high efficacy and good tolerability in real clinical practice among children
from 4 years of age and adolescents with partial (focal) and secondary generalized seizures. The AEs that developed
were not serious and very rarely led to withdrawal of the therapy. The results are comparable to those of phase III stud-
ies and previous real-world data. The usage of perampanel in children with primary generalized seizures should be fur-
ther investigated.

Keywords: epilepsy, new antiepileptic drug, perampanel, efficacy and tolerability, among children and adolescents, real
world data

For citation: Rakhmanina 0.A., Volkov I.V., Volkova 0.K. et al. The first combined Russian experience of using peram-
panelin children and adolescents with epilepsy in everyday clinical practice. Russkiy zhurnal detskoy nevrologii = Rus-

sian Journal of Child Neurology 2022;17(2):8-20. (In Russ.). DOI: 10.17650/2073-8803-2022-17-1-8-20

BBepeHue

DueIcus IBJISIeTCs pacIpoCTpaHEHHBIM 3a0071eBa-
HHUEM B IIETCKOM M IIOIPOCTKOBOM BO3pacTe: 3a00jieBa-
eMOCTh drmIericueii cocrasisgeT ot 41 mo 187 ciyyaen
Ha 100 TBIC. JeTei, pacIpoCcTpaHeHHOCTh — OT 3,2 10 5,5
Ha 1000 B pa3BuThix cTpaHax [12, 14]. HecMoTps Ha 11po-
rpecc B BEICHUH MALMEHTOB C SITWICTICUEH B TTOCICIHIE
TOIbI, Y 3HAUMMOI YaCTH MALlIEHTOB OTMEYaeTCsl Hemo-
CTaTOYHBII KOHTPOJIb TPUCTYNHOB [12].

OmHMM M3 HOBBIX aHTUAIMUICITUICCKIUX IIPEIIapaToB
(ADII) sBmsteTcs IepaMItaHe]l — HEKOHKYPEHTHBIN ce-
JICKTUBHBIN aHTaTOHUCT 0.-aMUHO-3-TUAPOKCH-5-METHI-
4-u3oxcazosrponroHat (AMPA) peliennTopoB ¢ yHUKaIb-
HBIM MEXaHU3MOM neiicTBus. [lepamiiaHen cBSI3bIBaeTCS
¢ AMPA-r1yTaMaTHBIMM pelienTopaMy Ha TTIOCTCUHATITH -
YyecKux HelipoHax. ITomaBiisisa riayTaMaTe pruaecKyo rmepe-
a9y UMITYJIbCOB Ha ITIOCTCHAIITUYECKOM YPOBHE, TIepaM-
IMaHes]I YMEHBIIAeT YaCTOTY SMUICIITUISCKUX TIPHUCTYIIOB
U IIPETISITCTBYET UX pa3Buthio [3, 8, 19, 20].

[lepamMrraHen rmoxasaH ISl TOITOJIHUTEIBHOTO JICICHUST
MMapIaJbHBIX TIPUCTYIIOB ¢ BTOPUYIHO-TEHEPAIM30BaH-
HeiMu TipucTynamu (BI'TT) wim 6e3 Hux y pereit B Bo3pacte
oT 4 1o 11 neT ¢ snuencueit, y B3pocabiX U MOAPOCTKOB
B Bo3pacTe OT 12 JIeT ¢ aIujIeTricueii; IUIst JOIOIHUTETbHO-
IO JICUCHUSI IEPBUYHO-TeHEPATM30BAHHBIX TOHUKO-KJIO-
HUYECKHMX MPUCTYIIOB y AeTeil B Bo3pacte oT 7 mo 11 jer
C MIMOTIATHIEeCKOM TeHepan30BaHHoOM armiericueit (UT'D),
Y B3pOCJIBIX 1 TTIOAPOCTKOB B Bo3pacte oT 12 jet ¢ UI'D.
J11s1 TabeTHpOBaHHOM JIEKAPCTBEHHOM (DOPMBI CYILIECTBY-
€T OrpaHMYCHUE IT0 Macce TeJa: IIepaMIIaHe]l MOXeT Ha3Ha-
yathbed JeTsM oT 4 1o 11 et ¢ Maccoit tena >30 xr [3, 4].

B Poccum ogobpenre MuHucTepcTBa 3ApaBOOXpaHe-
HHS Ha pacIIMpeHNe MOKa3aHU K IPUMEHEHMIO TTIepaM-
IMaHesa y IeTei ¢ 4 JIeT Ipu MapuuaibHBIX ((POKATBHBIX)
MIPUCTYTIAX 1 ¢ 7 JIET y JeTei ¢ IEPBUIHO-TeHEPAIM30BaH-
HBIMH TOHMKO-KJIOHUYECKUMU mpuctyrnamu npu UI'D
661710 TI0JTYy4eHO B mekaope 2020 1. [5, 7]. OcHoBaHueM
IIJIST PACIIMPEHMST TTOKa3aHU OBUIO MHOTOIICHTPOBOE OT-
kpbiToe uccaenosanue I11 ¢aswr 311, B KoTOpoM Tiepam-
MaHeN MPOJIEMOHCTPUPOBAJ CBOIO 3(PDEKTUBHOCTD Y AeTei

1 MIOJIPOCTKOB B Bo3pacTe oT 4 10 12 neT npu (poKaabHBIX
1 TeHepaJIn30BaHHbBIX IpucTtynax [15, 25]. B atom nccie-
JIOBaHUM TI0CJIe CKpUHUHTA B Te€UeHHUE 4 Hell OeTsIM OT 4
10 11 JieT BKIIOUUTENbHO C (POKATBbHBIMU IPUCTYIIAMU,
OunarepaJbHbIMU U T€HEPATM30BaHHBIMU TOHUKO-KIIO-
Hngeckumu nipuctynamu (I'TKIT) gomoaHuTeIBHO HAa3HA-
Yyajy IiepaMIiaHes ¥ HaOJIoJaau B TeueHue 23 Hell, BKITIO-
yas rnepuoj TUTpoBaHuUs B nepBble 11 Hen. IlauueHTH
ObLIY pa3eieHbl Ha 2 TPYIIIIbI II0 BO3PACTY U COIYTCTBY-
oleMy TpUMEeHEHUI0 (pepMeHT-UHayuupyommux ADIT
(o1 >4 mo <7 ner u ot >7 mo <12 ner). OLieHnBaM O6e30I1ac-
HOCTb, IIEPEHOCUMOCTD, 3((GEeKTUBHOCTD, a TaKXKe (ap-
MaKOKMHETHKY U (DapMaKOIMHAMMKY IepamiiaHesia B (popme
CyCIeH3UM Npy Ha3HadyeHnu 1 pa3 B cytku. M3 180 Bkimi0-
YEHHBIX MMALIMEHTOB 3aBepIMIN uccieaoBanue 146 (81 %).
Y 14 (8 %) GONbHBIX TPUUMHON OTMEHBI Tepaluu ObLTN
HexenateabHble sBieHus (HA). Haunbomee vacteivu HA
ObUIM COHIMBOCTD (26 %) u HazodapuHrut (19 %). Bmecte
C TeM Y MMALIMEHTOB HEe OTMEYAIOCh 3HAYMMBIX HAPYILIEHUIA
B KOTHUTMBHOM c(epe, 1Tab0paTOPHBIX ITOKA3ATENISAX, 31K~
tpokapauorpamme (DKI') 1 ocHOBHBIX (DYHKIIMOHATBHBIX
nokasareyisix. CHIDKeHNEe MeIuaHbl YaCTOThI MPUCTYIIOB
3a 28 mHel y JeTeii ¢ OKaJTbHBIMU IMMPUCTYIIAMU COCTABH -
10 40 %, y mauueHToB ¢ (DOKAJIbHBIMU MPUCTYIAMU
¢ TpaHcopMalireii B OuiaTepaibHble TOHUKO-KJIOHUYEC-
ke — 59 %, y mauuentos ¢ [TKIT — 69 %. o pecrioH-
JIEPOB C YMEHbILIEHNEM YaCTOThI IPUCTYIIOB Ha 50 % u 60-
Jiee cpelyu NAalueHTOB ¢ (OKaJbHBIMU IIPUCTYIAMU
cocraBuia 47 %, nosi CBOOOAHBIX OT MIPUCTYIIOB — 12 %;
cpenu OONIBHBIX ¢ (POKATEHBIMU IIPUCTYIIAMU C TpaHChOP-
Maliueii B OuiaTepaibHble TOHMKO-KJIOHUYECKUE IIPUCTY-
el — 651 19 %, cpeau marmenToB ¢ ['TKIT — 64 n 55 %
COOTBETCTBEHHO. TepaleBTUYECKUII OTBET HE 3aBMCEN
OT Bo3pacTa pebeHKa U mpuMeHeHUs epMeHT-UHAYLI-
pytomux ADI1. Takum o6pa3oM, pe3yabTaThl JAHHOTO MC-
cnenoBanus 111 a3el yoeguterbHO TPOAEMOHCTPUPOBA-
JIM, 4YTO JOIMOJHUTEIbHAsl Tepalusl IepaMilaHeloM
XapaKTepU3yeTCsl XOPOLIUM IpoduieM 0e30IMacHOCTH,
MepeHOCUMOCTU 1 3 GEKTUBHOCTH y ieTeit oT 4 1o <12 et
¢ (pokanpabiMu wau I'TKIT [15].
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OpnHako B IpocneKTUBHBIX MccnenoBanusx 111 daswr
UMEIOTCS OOYCIIOBIICHHBIC TM3aiTHOM OTpaHUYCHMS B OT-
0ope MalMeHTOB B TPYMIIBI M1 METOIAX MCCICIOBAHUIA,
YTO OCJIOXKHSICT SKCTPATIOJISILINIO UX PE3yIbTaTOB Ha IIIH-
POKYIO ITOIYJISIIINIO MTAIMeHTOB. YTOOBI JOTIOJTHUTH ITOJTY-
YyeHHbIe B Xozae uccienoBanuii 111 ¢as3br pe3ynbrarel, He-
00X0IMMO MOJyYyaTh 1 0000111aTh JaHHbIE [TIOBCEAHEBHOM
KJIMHUYECKOM MPaKTUKHU, UTO ITIOMOTAeT IIOJYIUTh OoJiee
LIMPOKOE MpecTaBieHne 00 3 deKTax U IepeHOCUMOCTI
TepaIruy TeM WIM MHBIM IIperapaToM, U ¢opMUpOBaTh
JI0Ka3aTeJIbHYy10 0a3y, HEOOXOAUMYIO J1JIS1 BKIIIOUEHMS TIpe-
Imapara B KIMHUIYECKIE PEKOMEHIAINHY 1 IIEPEIHU JIeKap-
CTBEHHBIX cpeacTB [1, 2, 6, 9, 10, 16].

B mMupe HakaruimBaeTcsl Bce 00Jibllle JaHHBIX TTOBCE-
JTHEBHOM KJIIMHUYECKON MPaKTUKU, YOeAUTEIbHO JEMOH-
CTPUPYIOIINX IIPEUMYILIECTBA IiepaMIIaHesIa TP IIpUMe-
HEHMH B AeTcKoil momyisiuu [13, 17, 22—24]. OgHako
B Poccun Takoro pona qaHHBIE OCTAOTCS OTpaHUYCHHBIMMU.
B 2021 . 66111 0ITy0IMKOBaHBI KATAMHECTUYECKIE JaHHbIC
136 maureHTOB 4—18 J1eT, MoJTy4aBIINX JOMOJHUTEIBHYIO
Teparuio TepaMIlaHeJIOM: CO CTPYKTYpPHO# (hOKaIbHOI
snuierncueit (60 malreHToB), TeHETUIeCKOM SMUIETICUEei
(61 mamueHT ¢ cunapomamu Ipase, AHreabpMaHa, 6oJes-
Helo Jladopa, myrammsamu B reHax PCDH19, PHACTRI,
CDKL5, ARX, PING, SCN2A, KIAA2022, XpOMOCOMHBIMU
MUKPOIEICIIUSIMM U T.11.), (DOKAJTBbHON SMUIISIICuEN He-
YCTaHOBJIEHHOM 3THOJIOrNH (12 ManMeHTOB) ¥ UANOIATH -
yeckoit smwiencueit (3 manuenTa) [8]. Pemuccust unu
YMEHbIICHNUE YaCTOTHI IPUCTYIIOB He MeHee yeM Ha 50 %
oTMeueHbl y 79,4 % nalKMeHTOB, B TOM YMCJIE PEMUCCHUSI
y 27,9 % 6onbHbX. HS otMevamuch y 30,1 % nanumeHToB,
11 % 13 HUX NpEeKPaTUIU IIPUEM B CBSI3U C IpoOIieMaMK
MMEPEHOCUMOCTH, TIPEUMYIIECTBEHHO B CBS3M C IICUXU-
atpudeckuMu HA (5,9 % ot ob1iero yncia naiyeHTOB).
OTU JaHHBIE 0000LIAI0OT HAOMIOAEHME 3a MAallMEHTAMU
B OOHOM IHeHTpe — MHCTUTYyTe HETCKOl HEBPOJOTUH
u snunencuy uM. CBT. JIyku. C ygeToM 3TOro rmokas3aTelib-
HBIM OBLIO ObI 000011IeHIE JTaHHBIX HECKOJIBKUX LIEHTPOB,
PacIIOJIOXEHHBIX B pa3HBIX roponax Poccuu. 9o u ompe-
TIEJIVJIO 1IeJIh HAIIETO HAOIIONCHYS.

Iles» — IpoBeCcTU pEeTPOCIIEKTUBHEIN aHaMM3 3 heK-
TUBHOCTH U TIEPEHOCUMOCTH IIepaMIlaHesIa y IeTei 1 oI -
POCTKOB C 3IIWJICIICUEN B YCIIOBUSIX MOBCETHEBHOM KIIM-
HMYECKOM MPAKTUKMU.

Matepuanbl u meToabl

HabGmomaemyro rpyrmy cocraBunu 106 mereit ¢ map-
LIUATBHBIMY SMIICHTUICCKUMM IPUCTYIIAMU, TIOJIy4aB-
IIMX B KOMOMHUPOBAHHOM TepaIiiy SITMICIICUH MperapaT
IepaMIlaHell.

Kputepun BKIIIOUEeHMs MAaIlMEHTOB: BO3pacT oT 4
o 18 et He3aBUCHMO OT I10J1a; MOATBEPKICHHBIN KIIH-
HUYECKHU U JOTIOJIHUTEIbHBIMA METOIaMU O0CIICIOBAHUS
(anmexTpoaHILIedanorpadus, HeHPOBU3YaAIN3alIMs) IUATHO3
SMWIENICUU; HANYMe MapLUAIbHBIX SMAJIENITUYECKUAX

MNPUCTYIIOB C BTOPUYHOI reHepanusalueil u 0e3 Hee;
HaJIm4yue B TeKyllel Tepanuu Kak MuHUMYM 1 ADII Kk Mo-
MEHTY Ha3HaueHMS IiepaMIlaHesia; Ha3HaYeHUe U ITOJTyJe-
HHEe KOMOMHUPOBAHHOU TepaIuy IIepaMIIaHeIOM B TeUe-
HUEe 12-MecsSIHOro Imepuoma HaOJMIOACHMS, K MOMEHTY
PETPOCIIEKTUBHOM OLICHK! 3(P(HEKTUBHOCTHU U TIEPEHOCH -
MOCTH TepaITiy IIepaMITaHeIOM; HATMIUE B METUITMHCKOM
JMIOKYMEHTALIMHU BCEX OTBETOB Ha IIOCTABJICHHBIC B aHKETaX
BOIIPOCHI.

Kpurepun ncKiIro9eHUs: 18T MJIaaIie 4 JeT 1 B3pO-
cible ¢ 18 et u cTapile; HATM4Yre IICeBIOSIICTITHIECKIX
MPUCTYIIOB; OTCYTCTBUE Tepanuu ADIT K MOMEHTY Ha3Ha-
YeHHs IepaMIlaHeNa; HaINIne Ipo0eIoB B JaHHBIX Me-
JTUIMHCKON TOKYMEHTAILINU C HEBO3MOXHOCTBIO OTBETUTH
Ha BOIIPOCHI aHKETHI.

JlaHHBIe TTOJTyYeHbI U3 pa3IUYHBIX peTMoHOB PO 11y-
TeM aHKEeTUPOBAHUS IMPAKTUKYIOIINX Bpadeil HEBPOJIOTOB-
SIIIETITOJIOTOB U3 18 3aHMMAIONINXCS JICUSHUEM SITIIICTI-
cun ueHTpoB B 2016—2017 rr. CBegeHus1 B aHKeTax
BKJTIOUAJIY T10JI, BO3PACT MALIMEHTOB, (hOpPMY SIMIIICTICUH,
THII, YACTOTY IPUCTYIIOB U JUTUTEIHBHOCTD 3a00JIeBaHUS
Ha MOMEHT Ha3HauYeHUS NepaMItaHena, Kouudectso ADIT
B aHAMHe3¢e U TeKylryio Tepanuio. Ha dhoHe Tepammu 1e-
paMIIaHeJIOM aHaJW3MpOBaach 4YacTOTa IIPUCTYIIOB
B 1—3-i1 Mecsa1l 1edenus, yepes 6 1 12 Mec, HaTM4Iue 1 TUIT
HS1. AHKeThI TakzKe BKJIIOUAIM OOLLYIO OLIEHKY COCTOSTHUS
3M0POBBS IMALIMEHTA JICUAIIIIM BpauoM B IIPOLIECCE TePAT
nepamnaHenoM. [lpuMeHsiiacy 5-0aibHast oLieHOYHAasI
IIIKaJIa Co ClIeAyIoNieii rpaganueii: — 1—2 — onpeaeneHHO
WJIM BO3MOXHO XyXe¢ C MOMEHTa Hayaja jedeHus; 0 —
TaK Xe, KaK U 10 JieyeHus; +1—2 — BO3MOXHO WIH OIIpe-
JIeJICHHO JIy4Ille ¢ MOMEHTa Hadania jedeHusl. C yaeToM
cbopa MaHHBIX A0 BCTYIUICHUS B CHUJTy HOBOIT KitacCupu-
KallMU SMIICTICUN Y IMIICHTUIeCKUX IpucTyIioB 2017 1.
IIpU OTIpeeeHUHI (hOPMBI SIMMICTICUM Y TUIIA SITJICIITH-
YeCKUX MPHUCTYIIOB B aHKETE IPUMEHSUTMCH MexXXayHapoI-
Hasl KiaccuUKaIus SIMWISTICHI U STTJICTITUISCKIX CUH-
apomoB 1989 1. m MexmyHapomHas KiacCU(MUKAIIMSI
sttentuueckux mpucrtynos ILAE 1981 1.

OCHOBHBIMHM OIICHMBAaeMBIMU I1apaMeTpaMu OBLIU:
1) abbeKTUBHOCTH TEpanuy 10 3 TpamgavsIM: KyIiupoBa-
HME TIPUCTYIIOB, 3HaUUMOoe (>50 %) CHUXKEHMe YaCTOThI
MPUCTYIIOB, BCe OCTabHbIE ciiydau (<50 % cHIKeHue Wik
OTCYTCTBHME MU3MEHEHMI YaCTOTHI IIPUCTYIIOB, yYallleHUE
MIPUCTYIIOB) CUMTAINCEH OTCYTCTBHEM 3 deKTa; 2) mepe-
HOCHMOCTB TE€PAIINK: TOJISI MAIEHTOB C HAJIMYHUEM VTN OT-
cyrctBueMm HSl, yacTtota ormeHbl nepammaHena uz-3a HAL.
JIOIIOTHUTE TbHBIMY TTapaMeTpaMy OBLUIM OIICHKA JWHA-
MUKM 4acTOThI apuuanbHbIX U BI'TI mo MmeauaHe npucty-
OB J0 JieyeHus, B 1, 6 1 12-i1 Mecs1Ibl JIeYeHUsT, ITPOLIEHT-
Hoe cooTHoleHue TuoB HA 1 ob1iast olieHKa cocTosIHUS
3II0POBbsI MAIIMEHTA JICYAIIIIM BPauyOM.

DTHYeCKHE acCHeKThl. AHATINU3 JaHHBIX IIPOBOIMIICS
B COOTBETCTBUM C 3TUICCKUMHM IPUHIIUIIAMU XEIbCUHK-
ckoil gexnapauuu BMA 1o co0oaeH1I0 3STUYECKUX HOPM
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IIpH TIPOBEICHUN MEAUIIMHCKUX UCCIEIOBAHUH C yIaCTH-
eM Jioaeil B KauecTBe cyobekToB. I[loanucanue mauueH-
TaMu WH(POPMUPOBAHHOIO COIIACHUS HE IIPEIyCMOTPEHO
B CBSI3U C PETPOCIIEKTUBHBIM XapaKTepoM PaOOTHI.

CraTncTideckas 00padoTKa TaHHBIX ITIPOBOIIIIACE B Ta-
omiax Excel ¢ abCOMIOTHRIMM 1 OTHOCHUTEJIBHBIMU 3HA-
YEHUSIMU, CPABHUTEIBHBIN aHATIN3 BBITTOTHSIICS C MCIIOJb-
30BaHUEM KPUTEPUS ¥ 1l KAUeCTBEHHBIX MPU3HAKOB,
t-xputepusi CThIOIEHTA IUT HECBSI3aHHBIX COBOKYITHOCTE
u U-kputepust MaHHa— YUTHU U151 KOJIMYECTBEHHBIX ITPU-
3HAKOB, PA3INIMSI CYUTAIA TOCTOBEPHBIMU IIPY 3HAYCHNH
p <0,05.

Pe3ynbrarthbl

CpenHuii Bo3pacT JeTeii, BKIIOYEHHBIX B aHAJIN3, CO-
craBui 10,8 + 4,2 rona, 3 HUuX 53 Manbunka 1 53 1eBOYKM.
s cpaBHeHMSI OBLIO BBIIEICHO 3 BO3PACTHBIC TPYIIIIHL:
JIETU JOLIKOJILHOIO Bo3pacTa — 4—6 JIeT; MIIAMIIIIA IIIKOJIb-
HBIM Bo3pacT — 7—11 seT; crapiiuii KOJbHBIA BO3pacT
(mogpoctku) — 12—17 net. OCHOBHbBIE KIMHUYECKUE Xa-
PaKTEPUCTUKHU TPYIII OO JICUCHUSI IIepaMIIaHEeIOM IIpeI-
craBJieHbI B TaOJ1. 1. Kak BUAHO 13 TaGIULIBI, TOCTOBEPHEIE
nmemorpaduueckre pasjaddus B IpyIIiax, 0e3yCI0BHO,
KacaJMCh CPeTHETO BO3pacTa, OMHAKO OHU OBUIM COIIOCTA-
BUMBI 11O MoJ1y. B oTHOLIeHUY 3a001€BaHUs OOJIBILTMHCT-
BO (>85 %) malumeHTOB BO BCEX IPYIIAX UMEJI CUMIITO-
MaTu4eckue ¢oKalbHbIe WM MYJIbTHU(GOKAIbHBIE
smwienicud. OTMETUM, 9YTO MHOTME MAIleHTH UMEIN
HECKOJIbKO TUIIOB IIPUCTYIIOB, HO IIPH 3TOM I'PYIIIIEI OBLIN
COITOCTaBUMBEI I10 MX THIIaM. Bo Bcex rpyIimax Jaiie BcTpe-
YyaJuCh CJIOXHbIE MaplyaibHble TpucTymbl (44—60 %)
u BI'TI (36—55 %). YacTh maliMeHTOB UMEU COYeTaHUe
MMapIyaJbHBIX ¥ TeHEPAIN30BaHHBIX IIPUCTYIIOB, TAKXKE
Bpayu B aHKeTaX OTMEYalu IPyrue MPUCTYIIbl C HEU3-
BECTHBIM HAYaJIOM, a B IPMMEUaHUSIX K aHKETe 3TO, KakK
MIPaBUJIO, OBLIM SMUICTITUYSCKUE CITa3Mbl. DTU ITaHHBIC
YKa3bIBaIOT Ha TO, UTO OIpeIeIeHHAS YaCTh IeTeH, BKITIO-
YEHHBIX B aHAJIN3, CTPpaaalia SIMICITUICCKUMU SHIIeha-
JIONATHSIMM, YTO TAKXKE KOCBEHHO ITOATBEPKIACTCST (haKTOM,
YTO CHMMIITOMATHYECKHNE MYIBTU(OKATIBHBIC ITUICIICUI
MperuMyliecTBeHHO (48 %) BcTpedanuch B JOLIKOJBHOM
BO3pacTHOI rpymme 4—6 et (cMm. Ttabu. 1). HecMmorps
Ha TO, YTO MeIMaHa YacTOThl HMaplHUaIbHBIX IIPHUCTYIIOB
B MecsII OblJIa HECKOJIBKO BBIIIIE B TPYIINE TOIIKOJIHHOTO
BO3pAcTa, B LIEJIOM CTATUCTUYECKHU JOCTOBEPHOI pa3HULIBI
T10 YaCTOTe ITPUCTYITOB He BHISIBIICHO. EAMHCTBEHHBIM TTOKa-
3aTejieM B OTHOILEHUM 3a00JIeBaHMsI, KOTOPBIA JOCTOBEPHO
pa3mJajcs B BO3PACTHBIX IPyIIax, ObUIa JTMTEIBHOCTD 3a-
0oJIeBaHMSI K MOMEHTY HazHaYeHMs IepaMmaHesna. JJormaHo,
YTO OOJIBILIMHCTBO AETEil B IpyIiie 4—6 JIeT UMEN IIUTE/b-
HOCTb 3a00eBanus <5 et (64 %), B TO BpeMsl Kak B IPyIIIax
7—11u 12—17 net AyaTeIbHOCTD 3a00JIeBaHNUsI, KaK ITPaBUIIO,
coctapisiia >5 et (77 u 88 % COOTBETCTBEHHO).

B oTHOIIeHNM TepaneBTUYECKOTO aHaMHe3a (Tab1. 2)
OOJIBIIMHCTBO MAIIMEHTOB BO BCEX BO3PACTHBIX TPYIIIIAX

BO3MOKXHO OTHECTH K (hapMaKOpE3UCTEHTHBIM, TaK KakK
K MOMEHTY Ha3HAYCeHUsI IIepaMIIaHesIa K HUM YXe TIpuMe-
HSIOCh 3—4 cXeMbl aHTURTTIIETITUYECKON Teparnuu 1 00-
Jee. Kak mpaBuiio, manmeHTH HAXOMWIMCh Ha TyoTepariiu
ADII (53—63 %), T.e. mepaMIlaHe]l Ha3HAYAJICSA 3-M IIpe-
napatoM B komonHanyy. Hanbosnee yacteimu ADIT B koM-
OuHanMu ObLIM BaJbIlpO€Basl KMCIIOTa, JeBeTUpaleTaM
U TOIIpaMar.

3HauMMBle pa3Inuus OOHAPYKEHBI B JO3MPOBAHUU
IepaMItaHesa B 3aBUCUMOCTU OT BO3PAaCTHOM TI'PYIIIIBI
(cMm. Ta651. 2). Tak, JOCTOBEpHBIE PA3INUKS B CPEITHECYTOTHOMN
J103€ MepaMIIaHea OTMEeYaICh MEXKIY TpyIamMu 4—6 jieT —
3,7wmr/cyrm 12—17 net — 8,8 mr/cyt (p = 0,049). ITpu a3ToM
HamOoJee 9acTo (puc. 1) y meTeit B JOIIKOJIBFHOM BO3PacTe
MIPpUMEHSIAch 103a 4 MT'/CyT, B MJIa[IIEeM IIKOJIbHOM —
6 u 4 Mr/cyr, a B nogpoctkoBoM — 8 mr/cyt (p <0,01).
OTMETHM TaKXe, 9YTO Ha IMPAKTUKE IIPH TUTPALIAN TTIepaM-
IMaHeN a y AeTei 10 4 MTI/CyT SIUJISTITOIOraMU IPUMEHSII-
cs mar B 1 Mr, mpu g03¢ >4 Mr/CyT — CTaHOAPTHBIN IIIar
B 2 MI. Takoii Imoaxon K J03MPOBAHUIO OTpaXKaeT IIpUMe-
HEHME IMpenapara B HOBCEAHEBHON KIIMHUYECKOM IPAKTH-
K€ B YCJIOBUSIX IPHOOPETEHMUS IIEPBOTO OIBITa HA3HAYCHUS
npenapara y nNalMeHTOB JaHHOW BO3PACTHOM KAaTETOPUHU.
BaxxHo 0oTMETUTB, UTO, COIJIACHO YTBepKAeHHOU B Poccuu
WHCTPYKIIMY 110 TIPUMEHEHMIO, TIepaMIIaHe]l Ha3HadaeTCsl
HauMHas ¢ J03bI 2 MI/cyT. J103a MOXeT OBITh YBeJIMUYCHA
B 3aBHCHUMOCTH OT KJIMHUYECKOT'O OTBETA U IIEPEHOCHUMO-
ctu ¢ marom B 2 Mr (1 pa3 B Hemelro oo 1 pa3 B 2 Hen
C y4eTOM Ileproja IOJYBBIBEICHUS IIpernapara) 10 IoI-
JIEP>KUBAOIIEH T03bI 4—8 MT/CyT (ITpH MapIIaIbHbIX IIPH-
cTymax) u 8 Mr/cyrt (IIpy IIepBUYHO-TeHEPaIN30BaHHBIX
TOHHUKO-KJIOHMYECKUX TIPUCTYTax). B 3aBUCHMOCTH OT MH-
TUBUAYAIFHOTO KJIMHUYIECKOTO OTBETA U IIEPEHOCUMOCTHU
Ipemnapara B 103¢ 8§ MI/CyT BO3MOXHO JaJbHEHIIee mo-
BBIIIIEHME 10361 10 12 Mr/cyT ¢ mmarom B 2 Mr. He momycka-
eTCs OeNTh TabJIETKy Ha YacTH, TaK KaK B 3TOM ClIydae
HEBO3MOXHO TOYHO OIPEACINTh ITOIydaeMylo 103y Mpe-
mapara (Ha TabJieTKe HeT pucku) [3].

B uenom acbpekTMBHOCTL MpUMEHEHMS TIepaMITaHe a
B KOMOMHHMPOBAHHOM Tepaluu y AeTeil U MOJPOCTKOB
cocraBuna 69 % (23,6 % — KynupoBaHUE IPUCTYIOB,
45,3 % — 3HauMMOE€ CHUXXEHUE YaCTOThI IIPUCTYIIOB)
(ta6u. 3). [Ipu 3TOM CpemHss MPOMOIKUTEILHOCTh Ha-
omoneHus a¢pdekra coctabuna 7,3 + 4,1 mec. He BbIsIB-
JIEHO JOCTOBEPHO# pasHUIBI B 3(P(PEeKTUBHOCTH MEXIY
BO3pacTHBIMU IpymnimamMu. OIHAKO HECKOJIbKO OOJIbIIast
3¢ GEKTUBHOCTD TTepaMIiaHelIa OTMeYaiach B TPYIIIIE MO -
POCTKOB: OTCyTCTBHE 3(h(heKTa B BUIE KYITUPOBAHUS WU
3HAYMMOTO CHMXXEHUS IPUCTYIIOB OTMEUYEHO TOJBKO
y 25,5 % nauueHToB, u'y 40 % nereii B 6oj1ee MiIaaileM
Bo3pacte (4—11 ner). Cpenn maueHToOB ¢ HedhMEKTUB-
HOCTBIO arrpaBalysl IIPUCTYIIOB oTMedanach y 3,8 %.
ITpu aTOoM B TeueHue 12 Mec HabIIOAEHNS SITUJICITOIOTH
OTMEHWJIU TIpeTapar u3-3a yJIaleHUs IIPUCTYIIOB WIN He-
addekruBHocTH Beero 12 (11,3 %) natmentam. OTMETUM,
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Tabmuua 1. OcrosHble KaunuMecKue XapaKmepucmuky nayueHmos 00 AeueHus nepamnanesom
Table 1. Main clinical characteristics of patients before treatment with perampanel

Parameter
4—6 years old, n =25 | 7—11 years old, n =30 | 12—17 years old, n = 51

CpenHuii BO3pacrT, JeT

A 5,1£0,9 9,5+ 1,5 14,4+ 2,0 <0,05
verage age, years
CoOoTHOIIIEeHHE TIO TTOJTY, MY>KCKOM /5KeHCKUIA
Gender ratio, male/female 13/12 13/17 27/24 0,688
JmuTeIbHOCTD 3a00ieBaHus, JIeT, 1 (%):
Disease duration, years, n (%):
<5 16 (64,0) 7 (23,3) 6 (11,8) <0,001
5—-10 9 (36,0) 21 (70,0) 30 (59,0)
>10 0 2(6,7) 15 (29,4)
®opma stmnencuu, # (%):
Form of epilepsy, n (%):
CDD 11 (44,0) 13 (43,3) 33 (64,7)
él;’IEq):”) 12 (48,0) 13 (43,3) 11 (21,5) 0,146
SME ’ > El
K5
e 2 (8,0) 4 (13,4) 7 (13,7)
Tunbl npuctynos**, n (%):
Seizure types**, n (%):
TIITIT 6e3 BI' 4 (16,0) 6 (20,0) 17 (33,3)
SPS without SG
CIIIT Ges BI 11 (44,0 18 (60,0 27 (53,0
CPS without SG ( ) ( ) ( ) >0,05
153(%1 9 (36,0) 11 (36,7) 28 (55,0)
coueranue IIT u I'TT, c HH
combination of PS and GS, with UO 9(36,0) 8(26,7) 59,8
MenvaHa 4acTOTHI IPUCTYIIOB, B MECSIII:
Median seizure frequency, per month:
T1I1I1/CIIII 6e3 BI 52,5 25 30
SPS/CPS without SG
>0,05
BITI 3 4 4,5
SGS
couetanue [1IT u I'TI 30 30 25

combination of PS and GS

*Cmamucmuyeckas 00cmosepHOCMb pazauMuii: Kpumepuii y° mexcoy 3 go3pacmubimu 2pynnamu. **BoasuuHcmeo nayueHmos umeau
HeCKO0NbKO MUno8 npucmynos.

Ilpumenanue. COD — cumnmomamuueckas goxanvhas snusencuss; CmDPD — cumnmomamuueckas MyabmupoKatbHas SNULENCUsl;
KD3I — kpunmoeennas goxanrvhas snusencus; IIIT — npocmote napyuanshvie npucmynst; CIII — crodxcuvie napyuanshvie npucmy-
not; BI'— emopuunas eenepanuzayus; BI'TI — emopuuno-eenepanuzosannsie npucmynst; I111 — napyuanvrsie npucmynsi; I'll — eene-
paauzosartvie npucmynsi; HH — neuzeecmuoe nauano.

*Statistical significance of differences: y? test between 3 age groups. ** Most patients had several types of seizures.

Note. SFE — symptomatic focal epilepsy; SME — symptomatic multifocal epilepsy; CFE — cryptogenic focal epilepsy; SPS — simple partial seizures;

CPS — complex partial seizures; SG — secondary generalization; SGS — secondary generalized seizures; PS — partial seizures; GS — generalized seizures;
UO — unknown onset.

YTO TaHHBIE MMOKa3aTeu 3(PPEKTUBHOCTH SIBISTIOTCS OYEHb
BBICOKMMMU, YYUTBIBAS, YTO OOJIBIIMHCTBO MALMEHTOB 110
¢dapmakoaHaMHe3y TTOAITaalIN IO KpUTEPHii (hapMaKo-
PE3UCTETHOCTH, KaK ITOKAa3aHO BhILIIE, a YaCTh IETeil UMe-
JIM TSEKeJble (DOPMBI SMUJIETITUYECKON dHIIedanonaTiu.
WnTepecer TOT (PaxkT, 4TO Y MOAPOCTKOB Ha BHLICOKYIO

3¢ (HEKTUBHOCTD MepaMITaHe Ia He TTOBIMSIIIM OTHOCUTETbHO
0osiee BBICOKAs JIMTEILHOCTD 3a00j1eBaHust (>5 jeT; 88 %)
u 6onee yactas (55 %) Bcrpeyaemoctb BITI (cm. Ta6m. 1).
BeposgTHo, 13 aHanu3upyeMbIx ¢pakTopoB Ha 3(PpPeKTUB-
HOCTb ITOB/IMSUIA Pa3HULIA B CPEAHECYTOYHOM J03€ IIepaM-
naHea Mexny aeTbMu (4—6 u 7—11 j1eT) 1 MoAPOCTKAMK

I
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Tabmuua 2. OcHogHble XapakmepucmuKy aHmMUdnUAenMU4ecKoi mepanuu NAYUeHmos
Table 2. Main characteristics of antiepileptic therapy of patients

Parameter

4—6 years old, n = 25

7—11 years old, n = 30 12—17 years old, n = 51

ADII B aHaMHe3e, YnCiIo cxeM, # (%):
History of AED, number of regimens, »n (%):
1-2
3—4
>5

1(4,0)
11 (44,0)
13 (52,0)

1(3,3)
8(26,7)
21 (70,0)

2(4,0)
13 (25,5)
36 (70,5)

0,546
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Tepamust Ha MOMEHT HavaJla MpreMa
nepammnanena, n (%):
Therapy at the start of perampanel use, n (%):
MOHOTEpAIus
monotherapy
IyOTepaIust
duotherapy
TpUTEpATIUS
tritherapy

Hawub6osee yacteie ADI1 B KoMOMHAIIAM C TIepaM-
manesom, n (%):
The most common AED in combination with
perampanel, n (%):

BIIK

VPA

JIEB

LEV

TIIM

TPM

4-if o yacTote

4t in frequency

CpenHecyTouHasl 1032 TiepaMITaHesia, Mr/CyT
Average daily dose of perampanel, mg/day

4 (16,0)
14 (56,0)

7 (28,0)

15 (60,0)

12 (48,0)

7(28,0)
3HC/ZNS 4 (16,0)

3,713

6 (20,0) 15(29,4)

0,116

16 (53,3) 32(62,8)

8 (26,7) 4(7.8)

13 (43,0) 33 (65,0)

0,319

13 (43,0 12 (24,0)

8 (27,0) 11 (22,0)

OKC/OXC5 (17,00 OKC/OXC 10 (20,0)

50£2,5 8,822 <0,05

*Cmamucmu4eckas 3Ha4UMocmb pazauduil: kpumepuil y° mescdy 3 603pacmubimu epynnamu.
Ilpumenanue. Al — aumusnusenmuueckuii npenapam; BIIK — eanvnpoesas kucaoma; JIEB — aesemupayemam; TIIM — monupa-

mam; 3HC — 3onucamud; OKC — oxckapbazenun.
*Statistical significance of differences: y? test between 3 age groups.

Note. AED — antiepileptic drug; VPA — valproic acid; LEV — levetiracetam; TPM — topiramate; ZNS — zonisamide; OXC — oxcarbazepine.
|

(12—17 neT). DTH pe3ynbraThl COMIACYIOTCS C TaHHBIMU
O CTaHIAPTHOM HMXXHEUW IpaHUIIE TePaleBTUUECKOM T0-
36l — 4 mMr/CyT [3].

IIpu orieHKe AMHAMUKA 9aCTOTHI IIPUCTYIIOB (PHUC. 2)
oOpaiifaer Ha ceOsl BHUMaHKE OBICTPOE U 3HAYUTEIBHOE CHU-
JKEHHE YaCTOTHI BCEX THIIOB IIPUCTYITOB — IIPOCTBIX/CIIOXKHBIX
MapLUAaIbHBIX 0e3 BTopyuuHOI reHepanu3aumu 1 BI'TI — yxke
B 1-i1 Mecs11 iedeHust. OmHaKO B OTHOIIEHUM TTapIAAIbHbBIX
MPUCTYIIOB K 6 MeC JIeueHUsI OTMEYeHa CTa0MIM3aLMs Ya-
CTOTHI M MIX COXpaHEHME Ha OMpeIeIeHHOM YpOBHe 10 12 Mec
seqeHust. B orHomreHnm xxe BI'TI otMedanock cToitkoe CHU-
JKEHME YaCTOTHI IIPUCTYIIOB B MECSII Ha BCEM ITPOTSLKEHUN
HaOJIIOIEHNS C ITOJIHBIM ITPEeKpaIlieHeM JAHHOT'O THTIA TIPH-
CTYTIOB y OOJTBIIMHCTBA MaleHToB. Tak, mpekpaimienrie BITI
otMedeHo y 25 (52 %) u3 48 manmenToB ¢ HamureM BITI
IO HaJajia JIeUYCHUS TIepaMITaHeIOM.

B nporecce Hab0AeHMs OTMEUYEHA XOpOIliasl Iepe-
HOCMMOCTD nepamitaHena — HS oTrmedanuch TOIBKO
y 23 % nauueHToB (Tabi. 4). [1pu 3TOM B OTJIMYKE OT 3~
(beKTUBHOCTH IEPEHOCUMOCTh MMeJIa TOCTOBEPHLIE pPa3-
MY MeXAy Bo3pacTHeIMU rpyrmamu. HS pexe Bcero
OTMEYaJIUCh B rpyiie noapoctkoB (11,8 %) u yaie Bce-
ro — y gereii B Bozpacte 7—11 net (40 %). BepositHO, 31O
CBSI3aHO C T€M, YTO JETHU JOILLKOJBHOIO BO3pacTa He BCer-
Jla MOTYT OOBEKTUBHO OTPa3UTh CBOU KAJIOObI, U YaCTh
N000YHBIX 3(P(HEKTOB Ha MpemnapaThl B pe3yIbTraTe mpoITy-
cKaloTcsl, B TO BpeMs Kak netu 7—11 jeT 6onee yeTKo
UICHTUGULIKMPYIOT U TPAHCIUPYIOT CBOM OILYILICHMUS.
B rpynne monpocTkoB MeHbIee KoamdecTBo HA, BoaMok-
HO, OOBSICHSIETCS PeaIbHO JIy4llieii [IepeHOCHUMOCThIO B CH-
JIy BO3pacTa, a Takxke 0oJjiee JJIUTEIbHBIM OIBITOM U TOY-
HbIM [TO00POM 103 ITepaMIlaHe/Ia AIMJIEIITOJI0raMHU B 3TOM
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60
53,0
50 Wimr/1mg
m2mr/2mg
40 40,0 3mr/3mg
4wmr/4mg
30 - We6mr/6mg
240 / 25,5 m8mr/8mg
20 20,0 W10mr/10mg
16,0 Wi12mr/12mg
12,0 I O He yka3aHo /
10 1 No data
0

4-6 net / 4-6 years old

i .|  | .y

7-11net/ 7-11 years old

12-17 net/ 1217 years old

Puc. 1. Pacnpedenenue nayuenmos é 603pacmubix pyRAax 6 3a8UcUMOCIU Om 003bl nepamnanena 6 cymxu, %

Fig. 1. Distribution of patients in age groups depending on the dose of perampanel per day, %

—&— [N/ SPS

== [N/ CPS

d

\\ == BIT1/SGS
0
s \\
2
8 \\
4
0
[lo neueHna / 1 mec/ 6 mec/ 12 mec/
Before treatment 1 month 6 months 12 months

Puc. 2. Jlunamura wacmomo: npucmynoe é 3agucumocmu om muna npucmy-
noe Ha ghore mepanuu nepamnanenom. Me — meduana uacmoms: NPUCMYNO8
6 mecay, IITITI — npocmeie napyuanvhvie npucmynst; CIIIT — caodxuchvle
napyuanvhsie npucmynsi; BI'TI — emopuuno-eenepanu3ogannvie npucmynsi
Fig. 2. Dynamics of the frequency of seizures depending on the type of seizures
during therapy with perampanel. Me — the median frequency of seizures per
month; SPS — simple partial seizures; CPS — complex partial seizures; SGS —
secondary generalized seizures

Bo3pacTHoii rpyrire. Han6onee yacteim HA nipu npume-
HEHUH TIperapara Oblia 3aTOPMOKEHHOCTD 1/ W COHJIM-
BocTh. OTMeHa TepammnaHena u3-3a Hf morpeboBanach
B 7,6 % cny4daeB. I1pu 3TOM B 4 clly4yasix IpUYMHOM OTME-
HBI SIBIJIACH BBIPaXKeHHAsI COHJIMBOCTD, a B 3 — arpeccust
1/ WIA BO30YXIEHHE.

IlIxana oueHKMU OOILIEro COCTOSIHUS 3I0POBbs Mally-
€HTa MoKa3ajia ITOJ0XUTeIbHbIC 0aJIIbl Y OOJBITNHCTBA
nanueHToB (puc. 3). OLUEHKU «OIpeaeIeHHO» WIM «BO3-
MOKHO, JTyJIlle C MOMEHTA JIeYeHUsI» OBLIN JaHbI BpadyaMu
st 73 % nmanuenTtoB. [1pyu 3TOM CpaBHUTEILHO JIy4IIne

IOKAa3aTeJIM 10 3TOM 1IKaJie OTMEUYEHBI B TPYIIIIE MALIUeH -
TOB IIOAPOCTKOBOIO BO3pacTa, a HauXydllue — y AeTeit
B Bo3pacTe 7—11 set (mojoxurenbHas oleHka 86 u 57 %
COOTBETCTBEHHO). TakuM oOpa3oM, pe3yJabTaThl OOIIei
OLICHKU COCTOSIHMSI 300POBbSI IALIMEHTOB B OOJIbLIEH CTe-
IEHX KOPPEIUPOBAIM C IEPEHOCHMOCThIO ITepaMIlaHea,
YyeM ¢ ero 3(pPpeKTUBHOCTHIO.

06cyxxaeHune

ITomy4eHHBIE pe3yJIBTATHI B LIEJIOM COTIOCTABUMEI C pe-
3yJIBTaTaMu, IIPOJEMOHCTPUPOBAHHBIMU B UCCIICIOBAHUI
I1I passr A. Fogarasi u coaBr. (2020) [15] u ¢ ombITOM I10-
BCceIHeBHOM KimmHn4ueckoi mpaktuku K. 10, MyxuHa 1 co-
aBT. (2021) [8]. ITo reHnepHOMY COCTaBY MALIMEHTHI OBUTH
COITOCTaBUMEI BO Bcex 3 MCClieNoBaHMSIX. B mcciaemoBaHnm
311 maumMeHTHI OBIIY pa3fesieHbl Ha 2 TpyHITbL: oT >4 1o <7
u ot >7 no <12 ner. B HaleM HaOJIIOIEHUU BBLIEIEHO
3 BospactHble rpynibl: 4—6, 7—11 u 12—17 aer. K.1O. My-
XUH M COaBT. pa3aevIM NMallMeHToB Ha 2 rpynmbl: 4—11
n 12—18 net. Takum 00pa3oM, B HallleM HaOIIOIEHUH 2 BO3-
PaCTHBIX TMAIla30Ha ITOJTHOCTHIO COBITAIAIOT C TAKOBBIMU
B uccinenoBanuu 311 u Takke coOpaHbI JaHHBIE 1O IO -
poctkaM. B ananu3e K. }O. MyxuHa 1 coaBT. 00beTMHEHBI
JIAHHBIE TPYIIIT IETCKOTO BO3pacTa 1 B IPYIIIY IIOAPOCTKOB
BOIIUIM TTAIIMEHTHI 18 JIeT, B TO BpeMsI KaK BO3pacT BKITIO-
YyeHUs B Hallleil paboTe U B uccieqoBaHuu 311 ObLI orpa-
HU4YeH 17 rogaMy BKIIIOYUTEBHO.

Tunel npuctynoB. Kpurepusimu BKIIOUEHUS B UCCIIEe-
nmosanue 111 da3er 311 66UTM 3 TUIIA TPUCTYITOB: (DOKATb-
HbIe, (poKanabHBIE ¢ TpaHC(opMaIeit B OunaTepaabHbIe
ToHuKo-ki1oHn4eckue u I'TKII. Kpurepusimu BKI0OUeHUS
B aHanm3 naHHbIX K. FO. MyxuHa u coaBT. ABISIUCH Go-
KaJIbHBIC ¥ OMJIaTepaIbHbIC BTOPUYHO-TeHEepaIN30BaHHbBIC
CYIOPOXKHBIE MPUCTYIIB, a TakxKe naureHTh ¢ UI'D B Bo3-
pacte 7 JIeT U cTapiiie ¢ IIepBUIHO-TeHepaJTn30BaHHBIMU
npuctynamu. B Hallle HabmogeHue BOULIA OOJBbHBIE
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Ta6muna 3. Cosokynnas sgpghekmugnocms mepanuu nepamnanesom
Table 3. Cumulative efficacy of perampanel therapy

Efficiency

KynupoBaHue MpUCTYIIOB

Remission of seizures 25(23,6)
CHMXeHUe YacTOThI MpUCTYIoB >50 % 48 (45.3)
Reduction in seizure frequency >50 % >
Het abdekra

No effect 33*(3L,1)

* U3 nux acepasayus y 4 (3,8 %) nayuenmos.

Overall efficiency, n = 106

4—6 years old, 7—11 years old,

12—17 years old,

n=25 n=30 n=51
5(20,0) 8(26,7) 12 (23,5)
12 (48,0) 10 (33,3) 26 (51,0) 0,394%*
8 (40,0) 12 (40,0) 13 (25,5)

**Cmamucmuueckas 00CmMoepHOCHIb pazAuMuii: Kpumepuii y° mexcdy 3 603pacmubimMy epynnami no Yucay pecnonoepos (Kynuposanue
+ 3Hauumoe cHudICeHUe Yacmombl NPUCMYNO08) U NAKUEHMO8 ¢ Omcymemauem sgexma om aevenus.

*Of these, aggravation — in 4 (3.8 %) patients.

**Statistical significance of differences: y? test between 3 age groups on the number of responders (remission of seizures + significant reduction

in the frequency of seizures) and patients with no effect of treatment.

100

90 20 %

%

4-6 net/
4-6 years old

Ob6uwan rpynna /
General group

27 %

+2
B+
oo
H-1
H -2

7-11 net/
7-11years old

12-17 net/
12-17 years old

Puc. 3. Oyerka o6ueeco cocmosHus nayueHma Ae4auum epaom 6 npoyecce Haba0eHus 3a mepanueli Nepamnanesom. —2 — onpedeneHHo Xyice ¢ MOMeHma
Hayana newenus; — I — 603MOJNCHO, XydHce ¢ MOMeHma Havana aewenus; 0 — mak jce, Kak u 00 aAevenus; +1 — 603MONCHO, AyHuLe ¢ MOMEHMA HAYAAA NeHeHUsL;

+2— onpede/teHHo Ayquie ¢ MOMeHma Havaia neverus

Fig. 3. Evaluation of the general condition of the patient by the attending physician in the process of monitoring therapy with perampanel. —2 — definitely worse
since treatment started; — I — possibly worse since treatment started; 0 — the same as before treatment; +1 — probably better since the start of treatment; +2 —

definitely better since treatment started

¢ HammIueM (OKaJbHBIX AMUICITUISCKUX TPUCTYIIOB
C BTOPUYHOI TeHepan3alueii 1 6e3 Hee. Takum oopa3oM,
HMMEIOTCS HEOOJIBIIME Pa3IMyKs 110 TUIIAM IIPUCTYIIOB (Tak,
B Halll peTPOCIIEKTUBHBIN aHaIn3 3(pPeKTUBHOCTU HE BO-
IIJTA TTALIMEHTHI ¢ TIEPBUYHO-TEHEePaIN30BaHHBIMU TIPH-
CTyIIaMu).

Drronorus smwencun. B nccienosanum 111 ¢azer 311,
pa6ote K. }O. MyxuHa 1 coaBT. ¥ B HallleM HaOIIOgeHU N
He OBUIO OTPpAaHMYECHUI II0 ATUOJOTHUU SIWICIICHU,
T.€. B YMCJI0 YIACTHUKOB MOTJI BOMTH OOJIBHBIC C AITHJICTI-
cueii TI000i 3TUOJIOTUH, €CITA Y HUX UMETN MECTO BhIIIe-
IepeYrCIIeHHbBIE TUITBI IPUCTYIIOB. B pe3ynsraTe B aHAMM-
3¢ K.JO. MyxuHa 1 cOaBT. y MallMeHTOB MMejia MeCTO

cTpyKTYypHasi hokanbHas smuercus (60 (44 %) nmauueH-
TOB), TeHETUYeCKasl U IIPEAIIOJIOXUTEIbHO reHeTHYeCKast
srmunencust (61 (45 %) nauveHT), uauonarudeckast ¢o-
KaJIbHasl SIWIIEIICHS C IICEBIOreHepal30BaHHbIMMU IIPH-
crynamu (3 (2 %) manueHTa), SMUIeTICHsl HEYyCTaHOBJICH-
Hoii atuonoruu (12 (9 %) nauuenro). B Hameit padote
y 57 (54 %) nauueHTOB UMeja MECTO CTPYKTypHas o-
KasibHas anuiencus, y 36 (34 %) — cuMnromMarndeckast
MyJabTiGoKanbHasg amwierncus uy 13 (12 %) — kpunro-
reHHas oxkaibHas snuierncus. Takum o6pa3oM, B aHa-
mm3e K. JO. MyxuHa 1 coaBT. Obl1a HECKOJILKO BBILIIE TOJIS
OOJIBHBIX CO CTPYKTYPHOI (DOKATBHOM STMICTICUEN, a TaK-
JKe He ObUIM BbLIC/ICHbI MIALIMEHThI C CUMIITOMATUYECKOMI
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Table 4. Adverse events during therapy with perampanel

Parameter

Overall tolerance, n = 106

Hanuune HexenaTeabHbIX sIBIeHUIA, 1 (%):
Presence of adverse events, n (%):

HeT 82 (77,4)
no

na 24 (22,6)
yes

OTMEHa 8 (7,6)

cancel

Bun HexenaTeabHBIX siBIeHUM, 7 (%):
Type of adverse events, n (%):
3aTOPMOXEHHOCTD/COHJIMBOCTh
drowsiness
BO30YIMMOCTb/arpeccus
aggression
CHIDKEHUE armeTuTa
loss of appetite
aTakcus
ataxia

12 (11,3)
11 (10,4)
2(1,9)
1(1,0)

4—6 years old,
n=25

7—11 years old,
n=30

12—17 years old,
n=>51

19 (76,0) 18 (60,0) 45(88,2) 0,014

6 (24,0) 12 (40,0) 6(11,8)
2(8,0) 5(16,7) 1(2,0) 0,054
2(8,0) 8 (26,7) 2(3,9) 0,007
3(12,0) 5(16,7) 3(5,9) 0,294
1(4,0) 1(3,3) - 0,383
_ - 1(2,0) 0,581

*Cmamucmu4eckas 3Ha4UMOCMb paznu4uii: Kpumepuii y2 mexcoy 3 603pacmubimi 2pynnamu.

*Statistical significance of differences: y? test between 3 age groups.

MYJIBTU(DOKATIBLHOM SMUJIETICUE I KPUIITOTeHHO (hOKallb-
HOM 3MUJIENCHUeii, a B HallleM HaOIIogeHU, Hao00poT,
He BKJIIOYEHbI 00JIbHbIE C TEHETUYECKOM U IIPEAITOIOXKM -
TEJIbHO T€HETUYECKOW SIMUIIETICUEH.

Cxembl ADII. B uccienosanuu 311 Haubosiee yacTo
Ha MCXOIHOM YpOBHE ObLIM Ha3HA4YeHBI JieBETUpaLleTaM
(32 %) u Banbnpoesas xuciora (30 %); Haubosee pac-
MPOCTpaHEHHBIMU (epMeHT-UHAYHupylomumMu ADIT
opun kap6amazernuH (14 %) m okckap6azervd (11 %).
IMockonbky depmeHT-nHAYHMpylomne ADII, Takue Kak
¢eHnUTONH, KapbamMa3eIH 1 OKCKapOa3emnH (MHIYKTOPHI
CYP3A4), moryT cHUXaTh YPOBEHB IIepaMITaHesIa B TIa3-
M€, TEM CaMbIM MOTEHIIMAILHO CHIXKAsS ero 3(p@eKTuB-
HOCTb, Moay4yalomuM depMeHT-uHayuupyiomue ADIT
nmauyeHTaM ObLIO pa3pelieHO Ha3HayaTh 0oJiee BHICOKYIO
MaKCHMaJIbHYIO 103y IepammaHena (<16 Mr/cyr), 1o3To-
My B JaHHOM UCCJIEAOBAaHUM CPEIHSISI CYyTOYHAs 1034 Iie-
pamiiaHesia ObUIa BbIIIE B KOTOPTE MAlMEHTOB, ITOJIyYa-
omnx pepMeHT-uHAYHMpylomue ADII, o cpaBHEHUIO
C KOrOpTO# MalMeHTOB, UX He HojyJamoiumx (8,7 u 6,4 mr
COOTBETCTBEHHO).

B pa6ote K.}O. MyxuHa 1 coaBT. CIIEKTp MPUMEHS -
€MBIX COBMECTHO C IlepaMIIaHeJIoM B m1o03¢ 4—12 mr/cyT
rpenapaToB ObLI CYIIECTBEHHO ILIKMPE, IIOCKOJIbKY 3TO
NAaHHBIE MOBCEIHEBHOW KIMHMYECCKON NPAKTUKH,
pu 3ToM 60IbIIMHCTBO (63,8 % B rpyrne aereii 4—11 et
u 55 % B rpyiine noapocTkoB 12—18 jeT) maluueHToB I10-
Jydganu KomonHauwmio u3 3 ADIL. V nereii 4—11 ner Han-
0oJiee 4acTO IIPUMEHSUIACH BaJIbIIPOEBast KMCIIOTa, Jajee

*[1pemapar He 3aperucTpupoBaH B PD.

10 9acTOTe NMPUMEHEHUsI: JIeBeTHpalleTaM, TOIIMPaMaT,
OKCcKapba3enmmH, KapbaMa3enuH, 30HUCAMU, 3TOCYKCH-
mug. Pexxe mpuMeHsuMCh BUrabaTpuH™®, KinobasaM, peHo-
OGapOuTal 1 Ipyrue 6apoUTypaThl, CyabThaM, derdoamat*.
Haubonee acpdpeKTMBHBIMI KOMOMHALIMSIMU, TIPU TIpUME-
HEHMU KOTOPBIX ObLJIA TOCTUTHYTA PEMUCCHS TN 3HAUM -
TEJIbHOE YMEHBIICHNE JaCTOTHI M TSLKECTH IIPHUCTYIIOB,
OBbLIM cOYeTaHUE MepaMIlaHesia C BaJbIIPOEBOM KMCIOTOM,
C OKCKap0a3enHOM, TPOMHbIe KOMOMHAIIMY TiepaMIIaHe +
BaJIbIIpOEBasi KUCJIOTa + 3TOCYKCUMUI MU CYJIbTHaM™,
BUTA0ATpUH, Kiio0Oa3aM, JieBeTUpaleTaM, oKcKapbase-
n1H/KapbaMa3enuH. Y IMoApOCTKOB 12—18 jreT mpumeHsI-
JINCH BaJIbIIPOEBast KUCI0Ta, OKCKapOa3eH, TOIMPaMaT,
JIeBeTUpaIeTaM, py(puHaMuI, 30HUCaMUI, KapOaMa3eITH,
JIAMOTPUIKUH, 3TOCYKCUMMUI. Pexe IIpUMeHSITICH CYTb-
TMaM U BurabarpuH. Haunbonee a(ppekTMBHEIMU KOMOM-
HaIlMSIMM B 3TOM IpymIle ObUIM cCOYeTaHUE TIepaMITaHesa
C BaJIBIIPOATOM M TPOMHBIE KOMOMHAILIMK TIepaMIlaHe +
BaJIbIIpOeBasi KMCJIOTa + KapbaMa3elmuH, TOIMpaMaT
WK JieBeTupaleram. [1o HaImmM TaHHBIM, TAKKe B 00JIb-
IIMHCTBE CJTy9aeB IiepaMIlaHe] Ha3HAJaICs 3-M IperapaToM
B KoMOuHanuu (56 % nauueHToB 4—6 net, 53,3 % na-
uureHtoB 7—11 et u 62,8 % maumentos 12—17 ner). Ha-
noojee yacteiMu ADI1 B KoMOMHALIMY C TIepaMITIaHEIOM
y IeTeil BceX IPyMIl ObLIN BaJIbIIPpOEeBast KUCIOTA, JICBETH -
paleraM M Tonupamart. TakuMm oOpa3oM, HaIlld JaHHBIE
conoctaBuMbl ¢ JaHHbIMU K. FO. MyxuHa 1 coaBT. 1 OT-
JINYAIOTCST OT pe3ybTaToOB UcciaeaoBanus 311, yto oby-
CIIOBJICHO IIpMMEHEHMEM IIepaMIlaHella B YCIOBUSIX
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MOBCEIHEBHOM KJIMHWYECKOU MPAaKTUKU Y JeTeil, 00Jb-
IIMHCTBO M3 KOTOPBHIX MMeEIU (PapMaKOpe3UCTCHTHYIO
SIUJICTICUIO.

YTo Kacaercs MO3MPOBKM IepaMIIaHesa, K coxKaje-
HHIO, HET BO3MOXXHOCTH COIIOCTaBUTD 3T JaHHBIE C JaH-
HeiMu K. }O. MyxnHa 1 c0aBT., TTOCKOJIBKY B MX paboTe
HE yKa3zaHbl cpeaHue 3HadeHus. CpeaHecyTouHas 103a
IepaMITaHesia, 1o HaIllMM JaHHBIM, COCTaBHIIA 3,7 MT'y Je-
Teii 4—6 ner, 5,0 Mry nereit 7—11 ner u 8,8 Mr y moapoct-
KoB 12—17 net, B TO BpeMs Kak B uccienoBanuu 311 cpen-
HecyTouHas mo3a cocTtasBiasia 7,0 Mr Kak y nOereit
B Bo3pacTte oT 4 1o <7 JIeT, TaK U y JeTeil B Bo3pacTte oT 7
10 <12 71eT. DTO MOXET OOBSICHITHCS TEM, YTO Ha MOMEHT
Habopa IMalueHTOB B 3TOIl BO3pacTHO IpymIie JaHHBIS
10 6€30IaCHOCTH SIBJISUTMCH OTpaHMYEHHBIME, TIOCKOJIBKY
ellle He ObUIM OIMyOJIMKOBAaHBI PE3YJIBTaThl MCCICAOBAHMUS
311. I[TosTOMY B MOBCEAHEBHOM KJIIMHUYECKOU MTPaKTHUKE
Bpa4yu HAYMHAJIA C MEHBILIEH T03bl U UCIIOIb30BAIU MEHb-
ILWMA I1ar TATPaLuu.

DddexTuBHoCcTh. B niccienoBannu 311 cHIDKeHNE Ya-
CTOTHI (DOKAIBLHBIX IIPUCTYIIOB 3a 28 AHE# 10 CpaBHEHUIO
¢ MCXOOHBIM ypoBHeM Ha 50 % u GoJjiece ObLIO OTMEYEHO
y 47 % naLKMeHTOB, CHIKEHUE YaCTOThI (hOKaIbHbIX ITPU-
CTYIIOB ¢ BTOPMYHOII reHepanu3anueii —y 65 %. I1o gaH-
HeiM K. JO. MyxuHa 1 coaBT., CHUKEHUE YacTOTHI BCeX
TUIMOB NpucTyroB Ha 50 % u Gonee ormMeuyeHo y 33,3 %
nereii 4—11 ner u 32,3 % noapoctkoB 12—18 net. B Hatem
HaOJIIOMEHNY JaHHBIN ITTOKa3aTe/Ib OKA3aJICs HECKOJBKO
HIXe, 4eM B ucciieqoBaHuu 311, HO Bbllle, 4eM B paboTe
K.1O. MyxuHa u coaBr., ¥ coctaBui 45,3 % (48 %y nereit
4—6 nert, 33,3 % y nereit 7—11 ner u 51 % y nereir 12—
17 net). B uccnemoBanuu 311 B cuiy KpaTKOBpEeMEHHOTO
reproaa HaOIIOAeHUSI He TIPUBOISTCS TaHHBIE TT0 PEMIC-
CHSIM, HO TAHHBIE HAIIIETO HAOMOACHYSI OJIM3KM K JaHHBIM
K.}O. MyxuHa u coaBT.: y geTeii 4—11 1eT 1 MoapoCcTKOB
12—18 et pemuccus Oblia focTUrHyTa B 27,6 1 29 % ciy-
yaeB COOTBETCTBEHHO, a B Haleil padore — B 20, 26,7
u 23,5 % ciaydaeB y geteit 4—6, 7—11 u 12—17 et coor-
BETCTBCHHO.

Besonacnocts. CBsi3aHHbIE ¢ Tepanueit HS B uccie-
noaHuu 311 ormevanuch y 89 % naiveHToB (B TOM YHMC/Ie
y 67 % cBsi3aHHble ¢ nepaMnaHenoM). Komruectso HS
B pabote K.}FO. MyxuHa 1 coaBT. ObIO CYyIIIeCTBEHHO
menbuie: HA passumuch y 30,5 % 60abHbIX 4—11 jeT
1 29 % nauvenrtoB 12—18 net. B Haiem ananuze H nme-
1 MecTo y 24 % nmereit 4—6 ner, 40 % nereit 7—11 et
u 11,8 % nmonpoctkoB 12—17 net. Takum 06pa3oM, YKCIIO
nauueHToB ¢ HY B HallleM uccieaoBaHUM ObLIO MEHbIIIE,
yeM B pabote K.FO. MyxuHa 1 coaBT., XOTSI BUIHA TEHACH-
118 K MEHbLIENW pacnpocTpaHeHHOocTH HA y mauueHTOB
0oJee cTapIlero BO3pacra.

OOpaiaroT BHUMaHUE CYIICCTBEHHBIE Pa3INIus
B cnekTpe 3apeructpupoBaHHbix HA. Ecnu B uccineno-
BaHuu 311 Hambosee pacnpoctpaHeHHBIMU HS Obln
coHuBocTh (26 %), Hazodapunrut (19 %), romnoso-

KpYXeHue, pa3IpaxkuTeIbHOCTh, Juxopanka (rmo 13 %)
u pBota (11 %), To B ananu3e K.}O. MyxuHa 1 coaBT. y e-
Teit 4—11 JeT OTMEYaIuCh COHIMBOCTD (25 %), MblllIeUHast
runotonust (22 %), HapyllleHre alIeTUTa, 0TKAa3 OT bl
(15 %), obrast BsUTOCTD, c1abocth (7,5 %), atakcus (5,7 %),
IICMXOMOTOPHOE BO30yXneHue u arpeccus (ro 4,7 %),
a 'y MOAPOCTKOB — COHMMBOCTE (19 %), arakcust (13 %),
arpeccus (9,7 %), HapyllleHUe alIleTUTa, 0TKa3 OT eIbl
(6,5 %), mbimeunas ruriotonus (6,5 %). B Hamem uccie-
JIOBAaHUH Y MALIMEHTOB OTMEYaIUCh 3aTOPMOXKEHHOCTD/
corymmBocThb (11,3 %), Bo30yaumoctb/arpeccus (10,4 %),
cHmxenue anmnetuta (1,9 %) u arakcus (1 %, ToiapKo
y moapocTKoB). OOpallaroT BHUMaHUE OTCYTCTBUE HA30-
dapunruta B uucie HA B moBcenHeBHOM KIMHUYECKOM
MPAKTUKE U CYILIECTBEHHbIEC PA3IMYUS B PACIIPOCTPAHEH -
Hoctu apyrux HA, 3a uckinoueHuem connuBoctu. Pas-
an4us B yactore U criekrpe HS mMoryT ObITh CBsI3aHbI
C OCOOCHHOCTSIMU MX PETUCTPALlMU B MCCIICTOBAHMAIX
¢aszwr 111 1 B moBcemHEBHOM KIMHUUYECKOI MPaKTUKE.
BwMmecte ¢ TeM oTrMeHa nepammnanesia u3-3a Hf norpebo-
Bajlach HEOOJIBIIOMY 1 COITOCTABUMOMY YMCITy IALUEHTOB
BO Bcex UcclienoBaHusix: 9 % B uccienosanuu 311, 11 %
B HaOmonenuu K. }0. Myxuna u coast. 1 7,6 % nauneH-
TOB B Hallleii rpymIe. DTo, HECOMHEHHO, SIBJISIETCSI 00b-
€KTUBHBIM II0Ka3aTeJeM XOpOIleil MepEeHOCUMOCTH.
ViepxaHue Ha Tepanuu IlepaMIlaHEIOM B TeYCHUE
>12 mec B padore K.}O. MyxuHa 1 coaBT. OBLIO ITpoje-
MOHCTpHUPOBaHO y 78,7 % GOJBHBIX.

Taxoke ciieayeT OTMETUTh OTCYTCTBUE JaHHBIX JITEpa-
Typbl O HETAaTUBHOM BJIMSIHMU TepaluU IepaMIaHeIoM
Ha KOTHUTUBHBIE (PYHKILIMMY ¥ KAY€CTBO CHA y MALIMEHTOB
¢ snunencueii [3, 11, 18].

BbiBOADI

Taxum ob6pa3om, BrepBbie B Poccuu B paMKax MHO-
TOLIEHTPOBOIO PETPOCIIEKTUBHOIO aHajJu3a B MOBCEM-
HEBHOM KJIMHUYECKOU IMTPAKTUKE IIPOAEMOHCTPUPOBAHBI
BBICOKAs 3((EeKTUBHOCTD 1 XOPOIIasl IEPEHOCUMOCTD
IepamMIlaHesa y IeTei ¢ 4 JIeT U IMMOAPOCTKOB C MapIu-
anbHbIMU ((okanbabiMu) 1 BI'TI. BaxxHo otMeTnTs, 4TO,
Kak u B pabore K.FKO. Myxuna u coasT. [8], BeIcOKHE
mokasartesii 9POEeKTUBHOCTH MOIYYSHHI Y ITAallMEHTOB,
paHee pe3UCTEHTHBIX K MPOBOAMUMOI Tepanuu. BosHu-
Karoimue HS He aBasiuch cepbe3HbIMU U KpaliHe peaKo
MPUBOAWIU K OTMeHE npernapata. HecoMHEHHBIMU Mpe-
WMYILECTBAMU [IJISI HA3HAUYEHUS TepaMinaHena y aeTei
U TIOJIPOCTKOB SIBJISIIOTCSI YAOOHBIN pexxum npuema 1 pa3
B CYTKH, IIIMPOKUI CIIEKTP aKTUBHOCTH P (DOKAJIBHBIX
U TeHEepaJIn30BaHHBIX MUICITUYECCKUX MPUCTyITax [3],
YHUKAJIBbHBIA MEXaHU3M OCHCTBHUS, MO3BOJISIOIINMN CO-
yeTaTh IlepaMinane ¢ pa3nuHbiMu ADI ¢ gocTkeHrneM
COIMOCTaBMMOI1 TTIepeHocuMocTH [3, 21].

IlepcnekTBHO Ha3HaYeHUWE MepaMIiaHesna B paHHEN
Tepanuu, YTO IMOATBEPXKAAETCS 3apyOeXHBbIM ONBITOM
U TpedyeT NOMOJHUTEIbHOTO HAOJIOAeHUSI B OyIyLIMX
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POCCUICKMX UCCACAOBAHUSIX TOBCEAHEBHOM KIIMHUYECKOMN
npakTUKU. B HUX TakKe 1eecoodpa3HO JOIOJIHUTEIbHO

M3YYUTh IPUMEHEHUE IepaMIlaHesa Y AeTel ¢ IepBUYHO-
reHepaJIn30BaHHBIMU IIPUCTYIIAMM.
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The authors of the article substantiate the high significance and prognostic value of transient neurological symptoms
in newborns. The study showed a greater variety and a lower rate of symptoms regression in the part of neurological
disorders during physiological childbirth in the second position of the fetus. There are data on a higher frequency
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position was also significantly more often found. The findings are important for the prevention of neurological disor-
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BBepeHue

B xnaccuyeckoii HeBpOJOrMY MPUOPUTETHOM 3a1aueit
SIBJISIETCSI OIIPEIEICHNE TOIMIECKOTO TMarHo3a, KOTOPHI
OCHOBBIBAeTCS Ha ICTAIbBHOM aHAaJIM3¢ HEBPOJIOTUIECKOTO
craryca. [1py 3ToM IpakTU4YeCKUit Bpau UCTIBIThIBAET OOJIb-
LK€ CIOXHOCTH IIPU OLICHKE CUMIITOMATHKH Y HOBOPO-
XKIECHHBIX, ITIOCKOJIBKY OHA HEPEIKO ObIBACT ITPEXOISIICHA,
Jaxke MMesT 04aroBhIil xapakTep. YacTh CHMIITOMOB MOTYT
perpeccupoBaTh B TeUCHHE IIEPBBIX THEHW XU3HU. DTOT
¢akT 10 cux Iop SABISETCS MPEAMETOM JTUCKYCCHI KakK
B OT€YECTBEHHOM, TaK U B 3apyOeXHON MeIUILIMHCKOMN
nuteparype. HekoTopbie crieliManucThl yOexKaeHbl, YTO
TPaH3UTOPHBIE HEBPOJIOTMUSCKIE CUMITOMEI (transient
neurologic signs) MOTyT OBITh (PU3NOJIOTMYHBIMHU, SIBJISISICH
MpU3HAKAMM aJanTalyy IUI04a K BHEYTPOOHOM XU3HU [6,
8, 10]. Ho GoBIIMHCTBO IETCKUX HEBPOJIOTOB ITPUIEPXKM -
BarOTCS IMPOTUBOITOJIOXKHOTrO MHeHMS [4, 9, 11, 12]. K HIM
OTHOCUTCSI U3BECTHBII OTeUeCTBEHHBIN yUeHBIH, Tpodec-
cop A.1O. Patnep. OH cumTai, 4To JIOKaIbHas HEBPOJIO-
ru4yeckasi CAMIITOMATUKa Y HOBOPOXKICHHBIX B HE MECHb-
IIIEH CTETIEHH, YeM Y B3pOCIIBIX CBUIETEIBCTBYET 00 oJare
IMOpaXXeHMS B TOJIOBHOM MJIY CITMHHOM MO3T€, a ITUTEIb-
HOCTb perpecca oTpaxaeT CTeIIeHb TSIKECTH ITpollecca
W MHIWBHUAYaJIbHBIE KOMIICHCATOPHBIE BO3MOXHOCTH.
IIpodeccop A.IO. PatHep B TOM unciae NpyUBOIWA apry-
MEHTAIIUIO TOrO, YTO TPAH3UTOPHASI HEBPOJOTMUYECKas
CHMIITOMAaTHKa HEOHATAIIBHOTO IePHOIa MMEET BEICOKYIO
BEPOSITHOCTD IIPOSIBUTHCS B JaJibHEHIIIe KU3HU pebeHKa
Pa3HOOOpPa3HBIMU, ITOPOI HEOXKMIAHHBIMHU, HEBPOJIOTH-
YyeCKMMMU paccTpoiicTBaMu. Pa3BuBarolIniicss MO3T Upes3-
BBIYAITHO YSI3BUM, B TOM UKCJIC K THITIOKCHH, HO TIPY 3TOM
€My CBOMCTBEHHA BBICOKASI HEMPOILIACTUYHOCTD. [1oaTO-
MY YeTKasl afeKBaTHasl 1 CBOEBPEMEHHAs OLIEHKa HEBPO-
JIOTUYECKUX CHUMIITOMOB M UX 3THUOINATOreHEeTHYeCKas
KOPPEKIMS 00/1a1al0T HECOMHEHHBIM ITIPO(PIIAKTIIECKIM
apdexTom [10, 12].

MHorue HaydyHBIE HMCCIEIOBAaHMS IT0KA3bIBAIOT,
YTO He KaXk1asit HOpMaJIbHO TIpOTeKarolas 0epeMeHHOCTh
3aKaHYMBaeTCs OJaronoJydHbIMU pogamu [5, 8, 14].
Ha ucxon ponoB BIusioT MHOTHE (PAaKTOPHI, B TOM YHUCTIE
cunTapImecs (pu3noIorndecKuMu. Tak, OMHUM U3 HUX
SIBJISIETCSI TIOJIOKEHME IUIOAA B pomax. BapmaHT, Korma
CMMHKa 1u1oja odpailleHa K MpaBoi 60KOBOI CTEHKE MaT-
K4, Ha3biBaloT I mo3uiimeit 3aTb1OYHOrO MpeaieXaHust
rrona. Ponel Bo 11 mosuimn Berpevarorest B 15—20 % ciy-
yaeB. BaxkHbiM gBisieTcs ToT (pakT, uyro 11 mosunus Hepe-
JIKO COYETAeTCs C 3aAHUM BUJIOM II0J1a, YACTOTa KOTOPO-
ro cocrapusiet 1-10 % [1-3, 6, 15—17, 21, 25]. Poasr
B 3agHeM Buae Il mo3uiluMu 3aTblIOYHOrO TpeaiexXaHus
IUIOJA UMEIOT CBOM OCOOCHHOCTH, B TOM YHUCJIe BpeMs
POIOBOIO aKTa MOXKET OBITh IIUTENbHBIM [15, 16]. B aTOoM
ciIyJae BeCHHUE POIOB TPEOYET OIIpeAeICHHOM CTpaTeruu
U, IIPEKJIe BCETO, BBKUAATETbHON TAKTUKHU IIPU OTCYTCT-
BUU CUMIITOMOB TUIIOKCHH, KOTOPBIC B HACTOSIIICE BpeMsI
JIETKO OMpeneisieMbl KaK KIMHUYECKU, TaK U C TIOMOILIbIO

MHCTPYMEHTAJIbHBIX METOOB. PrCK moBpexaeHus tuiona
B IIpOIIeCCe POIOB 3HAYMTEJIBHO ITOBBIIIAETCS TP He-
aJeKBaTHOU aKylIepCKO aKTUBHOCTH, @ UMEHHO HEe000-
CHOBAaHHON MHIYKIHMU W CTUMYJISILIMA POJOBOTO aKTa,
SNUAYpaTbHON aHECTE3UU, IPUMEHEHUN MEIUKAMEHTO3-
HOT'O CHa, MEXaHUYECKOM BblnaBnuBanuu [4, 13, 25]. B pe-
3yJBTAaTe MPOUCXOIUT HapylIeHHe (PH3UOJIOTHMYeCKUX
MEXaHM3MOB PETYJISILIUU POJOBOIO aKTa U MOCe10BaTe I b-
HOCTH CHIHTE3a OMOJIOTUYECKN aKTUBHBIX BEIIIECTB, PETy-
JIMPYIOLINX MPOLIECC MHTPaHATaIbHOI ITMOepHAIIAN TUIONA,
YTO IIPUBOIMT K AMCTpeccy mioaa [4, 8, 13, 15, 16, 18].

Jlo HacTosIIIero BpeMeHU COXpaHseTCs 3a0IyKIeHe
MPaKTUYECKNX Bpadeil, IT0 OCHOBHBIM KJIMHUYECKIM KPH-
TEPUEM COCTOSIHUSI 310POBbSI HOBOPOXKICHHOTO SIBIISICTCS
OLICHKA IO ITKaje Amnrap, KOTopasl oTpaXaeT MCKITIOUH-
TETBHO KapaIrOPeCIIUPATOPHYIO COCTABIISIONIYIO B OIICHKE
cTaTyca HOBOPOXKICHHOTO B ITIepBbIe MUHYTHI xKU3HU. [1pa-
KTHKa ITOKa3bhIBaeT, YTO JaxXe IPH BBHICOKOM OIICHKE
IO IIIKaJie ATIrap HEPEIKO B ITOCICIYIOIINE YAChl WA THU
Y HOBOPOXKIEHHOTI'O MOTYT BO3HUKHYTb KMU3HEYTPOKAIO-
1€ COCTOSIHUSI, K KOTOPBIM OTHOCSITCS, TIPEXKIIE BCETO,
HapyLIEeHNS IbIXaHUS U ITApOKCU3MAaJIbHBIE PACCTPOICTBA,
yalle BCEro — HeoHaTajbHbIe cynoporu [7, 9]. Ecim mpu-
HSITh TOYKY 3pE€HHUSI IIPOTUBHUKOB y4eTa 3HAYMMOCTH TPaH-
3UTOPHBIX HeBposornyeckux cumnromos (THC) y neteit
B IIEPBBIC THU XKMU3HU, TO B CIy9ae CaMOCTOSITEIbHO KYITH-
POBaBIIMXCS HEOHATAIBHBIX CYIOPOT IMOCIETHNE CACIyeT
otHectr K THC. TeM He MeHee U3BECTHO, UTO HEOHATAJIb-
Hble cymoporu B 90 % ciydyaeB SIBISIIOTCS CJIEACTBHEM
TSDKEJIOTO ITOBPEXKICHMS MO3Ta U IIPUBOISIT K MHBAIMIM -
3UPYIOLINM ITocaeacTBUSIM [7, 9, 28]. B HacTosiiee BpeMst
Mpo0JIeMa HEOHATAJIBHBIX CYIOPOT OYE€Hb aKTyaJIbHA U Ha-
XOIUTCSI HA CTaIuU U3ydeHUs. B BeIIIMCKax U3 poaMIbHO-
ro 10Ma B ITOAABJISIONIEM OOJIBIIIMHCTBE CIIyJ4aeB YKa3bI-
BaeTCs JIMIIb CYTOPOXHBINA CMHIPOM, 0€3 JeTaau3allnu
THIIA IIPUCTYIIOB, YTO YPE3BBIYATHO BaXKHO UISI OIIpEee-
JICHMSI TAKTUKH Bpaya B OCTPOM MEePUOJIE U B JaJIbHEHUIIIEM,
a TakKe I ompeneeHusT mporHo3a. [1o maHHBIM JInTe-
patyphl, y 4—20 % neteii ¢ HEOHATAJILHBIMM CYJOPOraMU
B aHaMHe3e popmupyercs snuiercus, y 9—-31 % — ner-
CKUi1 iepeOpabHbIi mapaumd [9, 12].

Elie ogHa HeomHO3HAYHO TpaKTyeMasl IpobsieMa rep-
BBIX YaCOB 1 THEU >KM3HU — paCCTPOMCTBA AbIXaTeJIbHOM
(YHKIIMM Yy HOBOPOXIECHHBIX, HEPEIKO TPEOYIOIINE pea-
HUMAaIIMOHHBIX MeponpusTuii. McciemoBaTeny qucKyTH-
PYIOT, CTOUT JIM OTHOCUTh JaHHyl0 maroyoruio K THC
WM pacCMaTPUBATh €€ KaK CICICTBUE Cepbe3HOI IMaToIo-
M, IMEIOIIEH IIPOTHOCTUIECKYIO IIeHHOCTh. Cpeau Impu-
YYH AbIXaTEJIbHBIX HAPYIIICHWI BBIICIISIOT JISTOYHBIE (ITa-
TOJIOTUS IbIXaTeJIbHBIX IyTE, ajIbBEOJ 1,/ HMapeHXUMBI
JIETKHX, JIETOYHBIX COCYIIOB; TIOPOKU Pa3BUTHS JIETKUX, TTPH-
CTYIIBI aITHO3) 1 BHEJICTOUHBIE (BPOXKIECHHBIC TTIOPOKM CEPLIa,
ITOpakeHIE TOJIOBHOTO 1 CITMHHOI'O MO3Ta, META00IMUECKIIE
HapyIIeHUsI, aHOMAJIUKM Pa3BUTHS TPYIHON KICTKUA U M-
adparMbl, TUITOBOJIEMUYECKUI WIIM CETITUYECKUI 0K,
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Muonatum). JIpIxaTeabHble HApYIIEeHUSI MOTYT UMETh M3-
BECTHBIC 3HAUMMBIC MOCIICACTBUS: OPOHXOJIETOIHYIO M-
CIUTa3UI0, THEBMOHMIO, KPOBOMBJIMSIHUS B JICTKHE, OTEK
JIETKUX, TOYEYHYI0 HeA0oCTaTOYHOCTh, JABC-cunapom,
CepIeYHO-COCYIUCThIE OCJIIOXKHEeHUs u aAp. [latomorus
HEepPBHOI CHCTEMBI, BOZHHUKIIAS B UHTPAHATAILHOM IIepH-
0JI¢, C BBICOKOM YaCTOTOM IIPUBOIUT K HAPYLICHUSIM IbI-
XaHWS, B TOM YKCJIe K CHHIPOMY BHE3aITHON CMEPTU. DTO
OOBSICHSIETCSI OCOOEHHOCTBIO PACIIOJIOXEHUSI BeAYILEro
JIBIXaTeJIbHOTO IICHTPa Y HOBOPOXKICHHBIX B IIEPETHUX PO-
rax C4-cerMeHTa CIIMHHOIO MO3Ta — B siapax auadpar-
MajbHoro Hepsa. [Ipu n11000i1, 1ake MUHUMAJIBHOM Hec-
TaOWJIbHOCTY IIEAHBIX [T03BOHKOB, BOZHUKAIOLLIEH B poAax,
pa3BUBAETCS CIIa3M ITO3BOHOYHBIX apTEPUIA, TP KOTOPOM
UIIEMUS, PACIIPOCTPaHSIIONIAsCcs B 00JIaCTU CTBOJIA MO3ra,
K 30HE snep aradparMaibHOIO HepBa U CETMEHTOB IEi-
HOTO YTOJIICHMS, IIPUBOAUT K Pa3BUTUIO KIMHNUIECCKOI
KapTUHBI TaK Ha3bIBAEMOTO CHHAPOMA JIbIXaTeIbHBIX pac-
CTPOMCTB U MPUCOECAUHEHUIO TSKEJIbIX OPOHXOJIETOYHBIX
3a0o0yieBaHUi B nanbHeieMm [12].

IIpuBeneHHble JAaHHbIE — JIMILbL HEOOJIbIIASI YaCTh
HayYHBIX UCCIICIOBAHUI ITOCICIHUX NeCITUICTUI, KOTO-
pble TOATBEPKAAIOT YPE3BHIYANTHYIO BaXKHOCTh HEBPOJIO-
ruyeckoro Habmogenus nereit ¢ THC. M3BecTHO, 4TO
HoBopoxaeHHble ¢ THC oTHOCSTCS K TpyIiNe prucKa Io-
CJICIYIOIIETO Pa3BUTUSI HEBPOJIOTUICCKUX OCIIOKHEHUIA,
Cpeay KOTOPbIX «KPUIITOTEHHbIE» UHCYJIbThI, IBUTATEb-
HBIE paCCTPOIMCTBA, IIeaIThH, SIIICTICHS, OpOHXOJIETOU-
Hasl MaToJIOTHSI, HOYHOM sHype3 u ap. [9, 11, 12, 27].

Iemb nccnenoBanns — aHAIN3 YACTOTHI M KITMHIMYECKIX
BapraHToB THC y HOBOPOKIEHHBIX B paHHEM HEOHATAJIb-
HOM IIepHOJIe 1 OLICHKA (haKTOPOB, IIPUBOISIINX K pa3HOI
CTEeIIeH! perpecca HEBPOJIOTNISCKUX CUMIITOMOB B 3aBU-
CHMOCTH OT ITO3ULINH IJI0Ja B pofax.

Matepuanbl u meToabl

OCHOBY JTaHHOW PaOOTHI COCTABWIM PE3YIbTAaThl Ha-
OIOIEHMS 32 PErpeccoM HEBPOJIOTUISCKOM CHMIITOMA-
KU y 133 ManeH1eB B paHHEM HEOHATATLHOM TIEPUOJIE.
B uccnepoBaHue ObLIM BKJIKOYEHBI J€TU, POAMBIIMECS
Ha cpoke recrauuu 38—41 Hem eCTECTBEHHBIM MYyTEM,
W3 OTHOIIOMHOM OEpeMEHHOCTH, B 3aTBIJIOYHOM IIpeIe-
xanuu, B I u Il mo3unusx.

HoBopoxneHHbIe OBUIM pa3aefieHbl Ha 2 TPYMIIBL:
1-10 rpymiIy cocTaBUIM IeTU, poauBiiuecs B I mo3uuumn
Ioja (CIMHKa IUoAa oOpallieHa K JI€BOW CTOPOHE MaTKH)
(71 HOBOPOXIEHHBII ), 2-10 TPYIITYy — ACTH, POAUBIINECS
Bo Il akyiiepckoit mo3uuuu (CIMHKA Ij104a obpalleHa
K IIpaBoii cropoHe MaTku) (62 peberka). OCMOTp HOBO-
POXIEHHBIX IIPOBOIWICS C COOJIIONIEHUEM BCeX CTaHOap-
TU3MPOBAHHBIX YCJIOBUI: B TEIUIOM, XOPOIIIO OCBEIIICHHOM
ITOMEIIIEHUH Ha TIOJTY>KECTKOM IIeJICHAIbHOM CTOJIe, He pa-
Hee 4yeM 4depe3 30—60 muH 1ocie kopmiaeHus. OueHka
HEBPOJIOTUYECKOTO CTaTyca IIPOBOAIACH B TOBEICHYEC-
CKOM COCTOSTHUM HOBOPOXIEHHOTO 4 (IJ1a3a OTKPHITHI,

ITOCTOSTHHBIE 3aMETHBIC IBIDKEHUS, KpUKa HeT) 1 5 (11a3a
OTKPBIThI WJIM 3aKPbIThI, KPUK WK BO30YKIEHHOE COCTO-
suue) no H.ER. Prechtl (1977). lnsg uccnenoBanusi He-
BPOJIOTMYECKOTO CTaTyca MJIaJeHIIEB ObliIa UCIIOJIb30BaHA
CKPUHUHI-CXeMa OLIEHKW COCTOSIHMSI HEPBHOM CHUCTEMBbI
HoBopoxaeHHoro 1Mo A.b. [Mampuuky (2002), B Hamem
KUCCIEA0BAaHUM HE pacCMaTpUBAIMCh OKA3aTean OMOXU-
MUUYECKON U (pU3MOJIOTMUECKON IIKajl, apTepuabHOe
JaBlieHUe (BereTaTMBHAS IIIKaa).

KinunHuueckoe ucciaeaoBaHUe BKIOYANIO0 OLIEHKY 00-
IIIETO COCTOSTHUS HOBOPOXXICHHBIX T10 IITKaJIe ATIrap 1 He-
BPOJIOTUYECKUIA OCMOTP HOBOPOXXAEHHOTO B TIEPBBIE YaChI
XW3HU C MOCICOYIOLIE TMHAMUYECKOM OLIEHKON K MO-
MEHTY BBIIMMCKU U3 POAMIBHOIO OTAEIEHMS Ha 5—6-ii IeHb
KU3HU.

JIJTs1 CTaTUCTUYECKOTO aHaIM3a JaHHbBIX B paMKax Ha-
CTOSILLIETO UCCJIEAOBAHNSI TIPUMEHSLIN CJEAYIOLIME METOIbI.
Kaxmyio 13 cpaBHMBaeMbIX COBOKYITHOCTEU OLIEHUBAINA
Ha NpeAMET COOTBETCTBUS 3aKOHY HOPMaJILHOTO pacipe-
JieJeHUs ¢ ToMoIIbio kputepus: Komvoroposa—CMupHO-
Ba. B ciyyae nmoaTBepKaeHUsI HOPMaJIbHOTO pacrpeese-
HUSI COBOKYITHOCTEM IOJyYEHHbIE TaHHbIE OObEIUHSIIU
B BapUallMOHHBbIE Psibl, aHATKU3 KOTOPBIX BBIMOJHSLIU
C MOMOIIbIO METOIOB MapaMeTPUUECKON CTATUCTUKHU.
[Ipu cpaBHeHNY 2 KOIMYECTBEHHBIX ITOKA3aTeNICH ITprUMe-
Hsu t-kputepuit CteroneHTa. 711 cpaBHeHUS ITOKa3aTe-
JIel, IpeACTaBJIEHHBIX B HOMUHAJIBHOM IIKAJIE, MEXIY
HUCCAENYEMbIMU TI'PYININaMU MCIIOJb30BaIU KPUTEPUM
¥2 Tlupcona. B Tex ciyyasx, KOraa 4MUCIO OXUIAEMBIX
HaOJII0IeHUI B JII000 13 sTueeK YeThIPEeXI10JIbHOM! TabIun-
116l OBLIIO MEHEE 5, JIS1 OLEHKU YPOBHS 3HAYUMOCTHU pa3-
JIMYUIA TIOKa3aTeJied, TPEeACTABICHHBIX B HOMUHAJIBHOM
IIKaJie, TPUMEHSIIN TOYHBIN KpuTtepuii @umepa. Cpas-
HEHME YaCTOTbl HEBPOJIOTMYECKMX HAPYILIEHWI B IMHAMMU -
Ke BBLIMOJHSIN ¢ MOMOIIbI0 KpuTepus y2 Mak-Hemapa.
Paznuuus nokaszarenei cuuTaiu CTaTUCTUYECKU 3HAUM -
MBIMH TIpY ypoBHE 3HaunMocTH p <0,05. CratucTidecKuit
aHaJIn3 MIPOBOAMIIM C UCIIOJIb30BaHUEM IporpaMMbl IBM
SPSS Statistics 20.

Pe3ynbrathbl

Ha I atane nccienoBaHus IpoOBOAUIACH CPABHUTE]Ib-
Hasl OIIeHKa OOIIEero COCTOSIHUSI HOBOPOKICHHBIX I10 IITKa-
Jie Anrap Ha 1-i 1 5-f1 MUHYTaX MOCJIe POXKISHUST MEXIY
2 rpymmamu. B 1-11 rpynme HOBOpOXIEHHBIX (POXKISHHBIX
B | mo3u1mm) cpeaHsIst OLleHKA COCTOSIHUSI TT0 IITKajie ATrap
Ha 1-i1 MuHyTe cocraBwia 7,34 = 0,09 6aia, Ha 5-i MUHY-
Te oHa yBenmumiaach 1o 8,11 + 0,08 6amna. Bo 2-it rpynme
HCCIIeIyeMbIX MJIafeHIIeB (poxaeHHBIX Bo 11 mo3miiim)
CpeIHSSI OIICHKA COCTOSIHMS T10 IKajie Arrap Ha 1-i Mu-
HyTe coctaBmia 7,26 £ 0,18 Oayna, Ha 5-i1 MUHYTE OHa
Bo3pocia 1o 8,16 = 0,12 6amia. CpaBHEHHME ABYX TPYIIIT
HOBOPOXIEHHEBIX IT0 OLIEHKE IT0 IIKaJie ATrap He IoKa3auxo
CTATUCTUYECKU 3HAYMMBIX Pa3IMdMii mokaszaresei (p = 0,685
n 0,723 mipu cpaBHEHUM OLEHOK Ha 1-i1 M 5-i1 MuHyTaXx
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A

Puc. 1. llpusnaku ducyupkysssmopHo-eeMoppasuecko2o cuHopoma y Hogo-
PONCOCHHO20

Fig. 1. Signs of discirculatory-hemorrhagic syndrome in a newborn

cooTBeTCTBeHHO). OlleHKa HEBPOJIOTUYECKOTO cTaTyca
HOBOPOXKIEHHBIX B 00eUX IPyIax IIPOBOAUIACH C [IOMO-
LIbIO CKPMHUHT-CXEMbI OLIEHKM COCTOSIHMSI HEPBHOM CH-
cteMbl HoBopoxaeHHoro A.b. INanpurka (1995). CortacHo
LIKaJie 0011Ieil aKTUBHOCTH, CHIDKEHUE NBUTATEIbHOM aK-
TuBHOCTU Habmonanock y 1 (0,7 %) miianeHiia Bo 2-i IpyIi-
Tie, IBVDKEHMS T1a3 ObLUIM B TTIOJTHOM 00ObeMe y JeTeil 0be-
ux Tpynil. B 1-if neHb XX13HU BBIpaXKeHHbBIN pyOpaTbHbIN
Tpemop 3aduxkcupoBaH y 4 (3 %) HOBOPOXIEHHBIX
(B 1-1 rpymme — 1 ciyvait, Bo 2-it — 3 ciry4asi), a IIpH BBI-
MUCKe U3 poauibHoro goma — y 2 (1,5 %) mianeHueB
(BO 2-i1 rpymIie).

[Ipu manpnauyy rojoBbl OTMEYAIUCh CAy4au 3aXO0-
JKJIEeHMSI KOCTeli ueperia 1o caruTrajabHomy By — 12 (9 %)
ciay4daeB, u3 Hux 4 (5,6 %) ciyyas cpeau geTeii, poXaeH-
HbIX B | mosunmu, u 8 (12,9 %) — cpeau neTeid, poxkaeHHbIX
Bo Il mosuuumu. JIaHHBIM CUMIITOM YKa3bIiBaeT Ha TO,
YTO KOCTH Yepela IUI0Aa UCIBIThIBAIN OO0JIbIIOE COIIPO-
THUBJIEHUE BO BpeMsl IIPOXOXACHUS [0 POAOBBIM ITyTSIM.
Hepenko 3axoxaeHue KOCTei yepera Co4eTaeTcs C pyru-
MU IPU3HAKAMU HATaJIbHOTO IOBPEXICHMUSI HEPBHOM CHC-
TE€Mbl HOBOPOXIEHHOI'O M HAa3bIBAETCS IMATOJOIMYECKOM
koHpurypaumeit yepena (I1.C. baokun, 2004; B.B. Bia-
ciok, 2009). Kedanoremaromsl Habmonamuck y 7 (5,3 %)
HOBOPOXKIEHHBIX, U3 HUX B 1-ii rpymme 1 (1,4 %) ciyyai,
BO 2-ii rpymme 6 (9,6 %) ciy4aeB. [lonyyeHHbIE TaHHBIE
IOKa3bIBAIOT OOJIBIIIYIO YACTOTY BCTPEUaeMOCTH Kedalio-
rematoMm npu Il mo3unuu muoma. Kedamoremaroma —
He 0e300MIHBII TPAaH3UTOPHbII HEBPOJOTMUECKUIA CUM-
IITOM, a [10KAa3aTe/ib TPaBMATU3aLU B IIPOLIECCE POKACHMUS
TOJIOBKY 1U10Aa. Y 25 % HOBOPOXIEHHBIX OHA COYETAETCS
C JUHEUHBIM IIEPEIOMOM TEMEHHOM KOCTH M Pa3HbIMU
BapUaHTaMU IIOBPEKIECHMS KOCTE yeperia U KpOBOU3/I -
SIHUU B ITOJIEXXAIINX 30Hax [9, 25].

JuctmpkynsitopHo-TeMopparmdeckuii cuHapoM (JI1'C)
6bu1 BoIsiBIIEH ¥ 28 (21 %) mnaneHues. [II'C-cuMntoMo-
KOMILIEKC, OIIMCAHHBII BIIEPBbIE N3BECTHBIM IIEPUHATOIO-
rom I1.C. babkunsim (2004), sIBISIETCSI TOCTOBEPHBIM IO~
KazaTeJieM HapylleHusI LiepeOpabHOro KpOBOOOPALLEHMS

Puc. 2. Cumnmom neiipocentoii kpugoweu y pebenka ¢ HamanbHol Mmpasmou

Fig. 2. Symptom of neurogenic torticollis in a child with natal injury

B IIEPUOJIE OCIIOXKHEHHOI0 M3rHaHusl Iioga. OH XapakTe-
pU3YeTCsI IMAHO30M, OLYTJI0BATOCTHIO JIMLIA, MEJIKOTOUEY -
HBIMUY TeMOPPArusiMu B 00J1aCTU KOHBIOHKTUBBI U KOXK
JIM1a, OBUTraTeIbHBIM YrHeteHueMm [4]. ITo maHHBIM
E.A. Mopo3soBoii (2012), AI'C Bctpevaetcsiy 42,9 % mia-
JICHLIEB C HEOHATAJIbHBIMU CYIOPOTaMU U SIBISIETCS KJIM-
HUYECKUM apryMEHTOM, ITOATBEPXKIAIOIINM OCIOXHEHHOE
TeueHUe pomgoBoro akrta [5]. [To HammM HaGIIOAEHUSIM,
MPU3HAKKM JAHHOTO CUMIITOMOKOMILIEKCA COXPaHSUIUCh
poronay 16 (57,1 %) nereii, U3 HUX GOJIBILIMHCTBO COCTAB-
JIsUIK geTu, poxaeHHble Bo 11 mo3uuuu, — 10 (62,5 %)
(puc. 1).

KpuBoiiiess — cMMIITOM, KOTOPBIA B OOJIBIIMHCTBE
CJIydaeB YKa3bIBaeT Ha POJAOBOE MOBPEXACHUE IIECHHOTO
oT/ej1a IO3BOHOYHMKA ¥ CIIMHHOTO Mo3ra. [1pu aToM Kpu-
BOLLIES B psilie Cy4aeB SIBJISIETCS CIeICTBUEM HeCTaOWIIb-
HOCTH LI€HBIX [IO3BOHKOB, HO TAKXKE MOXKET ObITh CJIe/I-
CTBUEM TPAaBMAaTU3aLIMM KMBATEIbHOM MBILILIBI (YTO JIETKO
JUATHOCTUPYETCS IIPU OCMOTPE HOBOPOXIEHHOIO)
WJIM YCTAHOBOYHOM (IIPX aCUMMETPUIHOM TUITePIKCTCH-
31U FOJIOBKU U Ie(haHCe CYOOKLIUITUTAIBHBIX MBI C IIpe-
o0amaHueM ¢ OIHOI CTOpOHHI). [1o HAIIUM TaHHBIM,
4aCcTOTa BCTPEYAEMOCTU HEMPOTCHHOM KPHUBOIIEHU Y HOBO-
POXIEHHBIX, poauBLIvxcs B I mosuimn, cocrasuna 1,4 %,
Yy HOBOPOXIEHHBIX, poausiivxcs Bo 11 mosuumm, — 11,3 %
(puc. 2).

CHUMIITOM «KOPOTKOIA 11eW» ObLI JUaTHOCTUPOBAH
y 8 (6 %) mnaneH1eB. JJaHHBIM CUMIITOM XapaKTepU3yeTcst
TITyOOKUMU TOTIEPEYHBIMM CKJIAAKaMM Ha 111ee ¢ 3 dexrom
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ITATETLHOTO MOKHYTHSI BHYTPY HUX, BOSHUKIITMU B Pe-
3yJIbTaTe IepepacTsKeHUs e B IPOLIecCe POIOB C MO-
CIIeIYIOMNM PehJICKTOPHBIM COKPAILIEHUEM I10 TUITY «(e-
HOMEHA TapMOIIIKW».

IIpencrapmsieTcss BaxXKHBIM M OXHIAEMBIM TOT (baKT,
yro Hanmuue JI'C y HOBOpOXKIEHHBIX TOCTOBEPHO KOppe-
JIAPYET C HEUPOT€HHOM KPUBOLIECE U CUMIITOMOM «KO-
poTKoii 1en» [5—7]. JlaHHast KoppeJsiLys oLieHeHa HaMU KakK
JIOCTOBEPHO 3HAUMMas, ¢ IIpeodIagaHeM Y MIIAICHIICB,
poxxneHHbIx Bo 11 mosutuu (5 (8 %) aereit). B 1-ii rpymme
JaHHOe couyeTaHue BcTpevanoch y 1 (1,4 %) HOBOpOX-
JIEHHOTO.

Heitpoconorpadus (HCI') 6s11a mpoBeeHa BceM HO-
BOPOKIEHHBIM Yyepe3 00JIbIION POAJHUYOK MO OOLIepu-
HaToit Metoguke. HCI'-cumMnToMBl IepuHATaJIbHOIO
HeO0JIaromoayymsi BCTpEYaIMCh MTOCTOBEPHO dYalle BO
2-i1 Tpymrie ucciaegoBaHus. Tak, TepUBEHTPUKYISIPHBINA
oTeK oTMmevaics B 1-it rpynmne B 22 (31,5 %) ciyuasx,
Bo 2-ii — B44 (72,2 %) (p = 0,040); npr3HaKy BHYTPIKE-
JIymoukoBoro KpopousnusiHus I—I1 ctenenu B 1-ii rpymiie
ObL1Y BhIsIBIEHBL Y 19 (26,8 %) HOBOPOXKIEHHBIX, BO 2-ii
rpymne —y 39 (63,2 %) (p = 0,035); qunarauus Xenymaod-
KOBOI1 cHCTeMBI B 1-ii rpymine otmeueHa y 17 (24,6 %)
HOBOPOXIIEHHBIX, BO 2-1 rpyrirte — y 41 (67,6 %) (p = 0,013).
Kedanoremaroma muarHoctTupoBaHa y 1 pedbeHka 1-ii rpyr-
TIbI YICCTIEIOBAHUSI, TOTIA KaK BO 2-i TpyIIe JaHHBIIA CUM-
nToM ObLT OOHapyXeH y 6 maneHes. KedanoremaroMbl
COYETAINCH C TIEpU- U MHTPABEHTPUKYJISIPHBIM KPOBOM3-
JIMSTHUSIMH, JIOKQJTM3aLIMsI KOTOPBIX COOTBETCTBOBAJIA pac-
MOJIOXKEHUIO Ke(aToreMaToM.

Jlanee mpoBOAMIOCH CPAaBHEHUE YACTOTHI HEBPOJIOT -
YeCKOM CUMIITOMATUKU B 1-11 IEHb XXM3HM 1 IIPY BHITIICKE
W3 POAWIBHOTO noMa (Ha 5-1i IeHb) ISl BCeil COBOKYITHO-
CTH, HE3aBUCUMO OT ITO3ULIMH IUIOAA IIpU poxneHuun. Uc-
MTOJIb30BajIaCh CKPMHUHT-CXeMa OILICHKI COCTOSTHHST HEPB-
HOI crucTeMbl HOBOpoxXIeHHOTO 110 A. b. ITampunky (2002)
(puc. 3-5).

bnaromapst moaydeHHBIM TaHHBIM MOXKHO CHEJIaTh
BBIBO/I O CYIIIECTBEHHOM YMEHBIIEHUU K MOMEHTY BBITTH-
CKHU U3 POAWIHLHOTO IOMA YacTOThI AU(PDY3HOM MBIIIEUHO
rurtotoHud (p <0,001), cHIKeHUs 6€3YCIOBHBIX pedIeK-
coB (p <0,004), cHIXeHUS TIEPUOCTAIBHBIX pedIeKcoB
(p <0,001).

OOpatwmi Ha cebs BHMMaHUe TOT (haKT, UTO y JeTeil
¢ nuddy3Hoit MbleyHoi runotonnei u JII'C yame Ha-
OJIFOIATMCh TPAH3UTOPHBIC CUMITTOMBI IBIXaTEIPHBIX Pac-
CTPOMCTB, He TPeOOBABIINE PEAHUMALIMOHHBIX MEPOIIPH -
aruit, — 12 (9 %) cayyaeB, u3 Hux 3 (25 %) nerei,
ponuBiuuxcs B I mosunuu, u 9 (75 %) nereit, poAUBIINX-
cs Bo I mo3uumu.

Jwunamuka perpecca coueranus II'C ¢ cumnromamu
«KOPOTKOM IIeN» ¥ HEMPOT€HHOU KPUBOIILIEX CYILIECTBEHHO
OTJINYAJIACh B MCCIIEAYeMbIX TpyIax. B 1-ii rpymire (meTu,
poxneHHBIe B | To3uIMn) codeTaHne JaHHBIX IIPU3HAKOB
B 1-ii neHb xu3Hu Habmonanoch y 1 (1,4 %) HOBOPOXKIEH-

B Tvnopednekena / Hyporeflexia
B Tuneppednekcun / Hyperreflexia
B Hopmopednekcus / Normoreflexia
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B 1-1 peHb XusHu /
On the first day of life

Ha MOMEHT BbIMNCKM 13 pOAUSIBHOTO
noma (Ha 5-1 fieHb xun3Hu) / Upon
discharge from the maternity hospital
(on the fifth day of life)

Puc. 3. IToxaszamenu nepuocmanbHuix pegaexcoé H080POIUCOEHHbIX 8 OUHA-
Mmuke: 6 1-ii denv dcusnu u Ha 5-ii deHob

Fig. 3. Indicators of periosteal reflexes of newborns in dynamics: on the first
day of life and on the fifth day

H Pednekc cHUxeH nnu uctoweH / Reduced or depleted reflex
HopmanbHbii / Norma
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B 1-n peHb Xun3Hn /
On the first day of life

Ha MOMEHT BbINMNCKMN 113 POANSIBHOTO
noma (Ha 5-1 geHb xu3Hu) / Upon
discharge from the maternity hospital
(on the fifth day of life)

Puc. 4. Ilokazamenu 6e3ycno6Hbix peghaekcoe HOBOPOICOEHHBIX 8 OUHAMUKE:
6 1-ii denw ocu3nu u Ha 5-ii OeHb

Fig. 4. Indicators of unconditioned reflexes of newborns in dynamics: on the

first day of life and on the fifth day

HOTO, U K MOMEHTY BBIITUCKU BBIPA)KEHHOCTb CUMIITOMA
«kopoTkoit men» u JAI'C 3HaYMTENIbHO YMEHBIINUIIACH,
a KpHMBOILLIes TTOJTHOCTBIO perpeccupoBaia, B TO BpeMsl Kak
y 4 (6,4 %) mnageHueB, poxaeHHbIX Bo 11 mo3uimu, K Mo-
MEHTY BBIITMCKU perpecca He HabJII01a10Ch HU 110 OJHOMY
CUMIITOMY.

B 1ieioM CHUXXEHME 4aCcTOThbl HEBPOJIOTUYECKMX Ha-
pylIeHU B CCIeAYeMOI COBOKYITHOCTU ObLIO CTaTUCTU-
YeCKU 3HAYMMBIM U cocTaBuiio ¢ 82,0 1o 58,6 % (p <0,001).

Ha I sTane uzydyeHust noydeHHBIX PE3yJIBTaTOB COMO-
CTaB/IsU1ach IMHAMKUKa HEBPOJIOTMYECKUX HAPYILIEHUI Y HO-
BOPOXIEHHBIX B 3aBUCHMOCTHU OT IMO3ULIMHU T1JI0/1a TIPY PO-
xneHun. C 3Toi LIeJIbIo ObLI MPOBEAEH CPAaBHUTEIIbHBIN
aHaJIM3 U3MEHEHMIi YaCTOThl HanboJiee pacpoOCTpaHEHHbIX

25

CTATDbL A

OPUTUHANDBHAA



ORIGINAL REPORT

CTATDbL A

s O PUTWUHANDDBHAA

26

PYCCKUN

i’ TIETCKOM
HEBPOAOTI' MM

CHILD
NEUROLOGY

OunddysHaa mblweyHan runotonus / Diffuse muscular hypotonia
B OusmonorunyHbivi ToHyc / Physiological tone
B MNupamugxbin runeptonyc / Pyramidal muscle tone hypertonia
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B 1-11 geHb Xn3Hum /
On the first day of life

Ha MOMEHT BbINMUCKM U3 POAWNIBHOTO
noma (Ha 5-7 feHb »u3Hu) / Upon
discharge from the maternity hospital
(on the fifth day of life)

Puc. 5. Ilokazamenau mvluieyHoeo0 MoHyca HOBOPONCOCHHBIX 6 OUHAMUKE:
6 1-ii Oenb rcusHu u Ha 5-it OeHdb

Fig. 5. Indicators of muscle tone of newborns in dynamics: on the first day
of life and on the fifth day

HEBPOJIOTUYECKUX PACCTPOMCTB B UCCIIEAYEMBIX TPYIIIax.
INonydyeHHbIe TaHHbBIE TIPEACTABIACHBI B TA0JIMIIE.
Pe3ynbraThl MpOBEACHHOTO aHajlKM3a IlO0Ka3aju,
YTO JUHAMMKA YaCTOThl CHMXKEHUS IIPOIPUOLIENITUBHBIX
1 6e3yCIIOBHBIX Pe(PIeKCOB B MCCIEAYeMBIX TPYIIIIaxX UMe-
na pazmmaust. Ecim B 1-i rpynme (I mo3uiiyst 1ioma) oT-
MeYaJIoCh CTATUCTUYECKU 3HAYMMOE CHMKEHUE YaCTOThI
o6oux nmokasareyeit (p <0,001 u p = 0,008 cooTBEeTCTBEH-
HO), TO BO 2-1i rpymire (11 mo3uimst mioma) yactora CHUA-
JKEHUS TIPOIPUOLIEITUBHBIX 1 0€3YCI0BHBIX pedeKcoB
K BBIIKMCKE OCTaBajach IMPaKTUYECKU HA TOM XK€ YPOBHE
(p = 1,0 B 000ux caydasix). B 1ie;1oM yacToTa HEBpOJIOTHU-
YECKMX CUMIITOMOB Cpeiy AeTeid, poauBIIuXcs B I mo3u-

2

LMY, K MOMEHTY BBIITMCKU U3 POAWIBHOIO ToMa (OTaee-
HMS) CTaTHCTUYECKM 3HAYMMO cHMXajnachk (¢ 77,5
10 38,0 %, p <0,001), a B rpyIire HOBOPOXIEHHBIX, PO-
nuBmmxcs Bo 11 mosunmm, cylecTBeHHO He U3MEHSIach
(c 87,1 10 79,0 %, p = 0,125). luHaMuKa B IpyIIIIax KUC-
cJeq0BaHUS MPEACTaBlieHa Ha pUC. 6.

06cyxpeHue

OnHoM M3 BaXKHBIX 3a1a4 HACTOSILIETO UCCIIEI0BAHUS
SIBJISIETCSl TIpUBJIEYeHUE BHUMAHUS Bpauyeli-aKyllepoB,
HEOHATOJIOTOB M IETCKMX HEBPOJIOTOB K TOMY (haKTy, UTO
¢du3nonornyeckre poabl MOTYT OBITh TPaBMaTUUHBI JIJIsT
TUI0JA ¥ BaXKHO BBISIBUTh UMEHHO Te (DaKTOPHI B Ipoliecce
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Fig. 6. Comparison of the dynamics of the frequency of neurological disorders
depending on the position of the fetus at birth

Cpasnenue ounamuku Hauboaee pacnpoCmpaHeHHbIX He8POA0SUMECKUX HAPYUIeHUTT 8 UccaedyeMbiX epynnax

Comparison of the dynamics of the most common neurological disorders in the groups studied

Position I

Variant of neurological disorders

Position 1T

15t day 5th_gth day 15t day 5th_gth day

of life, n (%) of life, n (%) of life, n (%) of life, n (%)
JuddysHas MplliedHass TUITOTOHMS
Diffuse muscle hypotonia 43 (60,6) 18 (25,4) <0,001* 42 (67,7) 26 (41,9) <0,001*
CHMXeHUe MPOIPUOLIENITUBHBIX pedieK-
coB (rumnopedaeKCcus) 15 (21,1) 3(4,2) <0,001* 7(11,3) 6(9,7) 1,0
Reduced proprioceptive reflexes (hyporeflexia)
CHXeHe 0e3yCTOBHBIX pe(IeKCOB
Reduced unconditioned reflexes 10 (14,1) 2(23) 0,008* 7(L3) 60.7) 1,0
Bceeo o
Total 55(77,5) 27(38,0) <0,001 54(87,1) 49(79,0) 0,125

* Pazauuus nokazameneii cmamucmuuecku 3uaqyumst (p <0,05).
*Differences are significant (p <0.05).
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(GU3MOTOTUYECKOTO POJOBOTO aKTa, NPy COYETAHUU KO-
TOPBIX CTOUT XOATh OCJIOXHEHMMU, IJISI BO3MOXHOTO
ux npenynpexaeHus. [1pu pomax Bo Il mo3uuum miopn
WJIM COBepIIaeT IMOBOPOT Ha 45° M poxkmaeTcs B 3agHEM
BUJIE, UTO CIIOCOOCTBYET ABYKpaTHOMY Ilepepa3rudOaHuio
TOJIOBKH B IIPOIIECCE POXICHMS, YUIM MEIJICHHO U JUTH-
TEJIbHO, YBEJIMYMBAsI BpEMsI POIOBOTO aKTa, IIOBOPAYMBA-
ercsd Ha 135° [26, 27]. IlpeamoaararmoT, 4TO OCHOBHBIMU
MMPUYMHAMU UIMTEIbHOTO BHYTPEHHETO ITIOBOPOTA SIB-
JISIIOTCSI HU3KUI POCT MaTepu, NEPBBIE POIIbI, Y3KUN WU
IUTOCKUIA Ta3, TIPeAIIeCTBYIONIee KecapeBO CeYeHME, Ma-
Kpocomusi. TakKe aBTOPHI YKa3bIBAIOT Ha BO3MOXKHOE CO-
YeTaHMe JaHHBIX (pakTopoB. He MeHee 3HaUMMBI, TT0 MHEHIIO
HCCIIenoBaTe e, MHIYKIIMS POIOBOIO aKTa OKCUTOLIMHOM
U SnUaypalibHas aHecte3us [8, 28].

B pesynbrare npoBeaeHHOTo UCCaeA0BaHMS ObLIO BbI-
SIBJICHO TIpeo0jIamaHue BO 2-i TPYIIIe HOBOPOXKICHHBIX
(metn, poxaeHHbIe BO 11 mo3uiiym) mpu3HAKOB IOpaXKeHNST
HEPBHOM CHCTEMBI, Perpecc KOTOPBIX ObUI 3HAYMUTEIHLHO
HIDXE B CpaBHEHUM C 1-i Tpynmoil (meTu, poKIeHHBIS
B I mo3umm). B ciyyae HaxoxneHus miona Bo 11 mosuiym,
B TOM YKCJIC TIPU HETIPABWJIBHOM OIIPeaeICHUH TTO3UIINHI
IUTOMA, C IIEIbI0 COKPAIICHUS Meproaa N3THAHUS TUIoNa
aKyIlIepKa YacTO BBIIIOJIHSICT HACUJIbCTBEHHBIM ITOBOPOT
TOJIOBKH TUTONA MpaKTUIecKn Ha 180° BOKpyT cOOCTBEHHOI
0OCH, YTO HEMUHYEMO MPUBEIET K CEPbE3HOM TpaBMe LIEH-
HOTO OT/IeJia TO3BOHOYHUKA HOBOPOXIeHHOTO (A.A. Xa-
caHoB, 1992). [ToMuMoO 3TOM MaHUIYJISIIIAKA OO CHUX IIOP
IIPUMEHSIETCS METOII «BBIIABIMBAHMS» ILIOAA, HECMOTPSI
Ha TO, 4TO OH 3ampemieH Mun3apaBom Poccun (maHHBIE
AHOHVMHOTO OITPOCa POAVBIINX XKCHIITWH). DTU U APYTUC
HeoOOCHOBaHHbBIC aKyIIEPCKUE MAHUIIYJISILINHI, B TOM UK~
cJIe KCTPEHHOE KecapeBO CeUeHNE Oe3 IMPU3HAKOB TMITOK-
CHUU IO, CBSI3aHKI C TeM, 4TO poasl Bo 11 mo3uiuu mpo-
HUCXOIAT mojipiie, yeM B I mo3uimu. JlaHHBIe BBHIBOIBI
MoATBepXIaioTcs padoroii akymepoB A.C. ITomykeeBoit
n A.A. Xacanona (2011): aBTopsI HaOIOIAIN YBEIMYCHUE
IIATETLHOCTHA POJAOBOTO aKTa M BEICOKYIO YaCTOTY TPaB-
MaTU3alUU POXEHULIBI U IU10a Ipu poaax Bo 11 mo3uiu
IJ10[a 1o cpaBHeHMIO ¢ I mo3uumeii [16].

Hzyyenne THC y HOBOpOXIEHHBIX B MEPBbIE YaChl
W THY XXW3HU UMEET MPUHIUITNAIBHOE 3HAYCHNE U UTPa-
€T IPOTHOCTUYECKYIO POJIb B OIIPeACICHUN TaTbHEHIIIETO
JIBUTATEILHOTO M KOTHUTUBHOTO pa3BuTus. [IpuMeHeHMe
HauOoJIee BaJIMIHBIX 1 TOCTYITHBIX B IIOBCETHEBHOM Mpa-
KTHUKE Bpaya LIKaJ IJ1s1 OLIEHKU COCTOSIHUSI HOBOPOX/IEH -
HOTO B COBOKYMHOCTHU C TPAAULIMOHHBIM HEBPOJOTrUYE-
CKHMM OCMOTPOM JIaeT Bpady BO3MOXKHOCTb HCIIOJIb30BaTh
HENPOIIACTUYHOCTh Pa3BUBAIOILETOCS MO3Tra MpU afeK-
BaTHOWM paHHel IaToreHeTUYecKou Tepanuu. B HacTosee
BpeMsI B JIMTEpaType HET PabOT, MOCBSAIIECHHBIX N3YICHUIO
IJTATEIBHOCTH perpecca HeBPOJIOTUUECKUX CUMIITOMOB
y IIeTeii, POKIEHHBIX B Pa3HBIX ITO3UIINSIX TUIONA, YTO JeJIa-
€T TaHHYIO TeMY aKTyaJIbHOM I1sl n3ydeHust. Ha ocHoBaHnm
yXe MOJy4eHHbIX JaHHBIX MOXHO paccMmarpuBarth 11 mo-

3ULIMIO B POJAX KAaK YTPOXKAIOLIYIO [0 HATAIbHOM TpaBMa-
TU3aILMH TJI0A.

KnuHuueckuit cnyyai

Iesouxa om I-ii pusuonoeuuro npomexasuieil bepemer-
Hocmu poduaacs 6o 11 nosuyuu naoda na cpoke 40,5 Heo.
IIpodoaxcumenvrHocms podoe cocmasuna 124 15 mun. Oyen-
Ka no wikane Aneap — 8/8 6anrnoe. Ouenka Heepoaoeu4ecKo-
20 crmamyca H080poicOeHHOU nposodunacs Ha 1-ii u 5-il dend
JUCU3HU C COOAIO0eHUEM BCeX CIAHOapMU3UPOBAHHBIX YCAOBUIL:
6 MenA0M, XOPOULO OCBEUeHHOM NOMEWeHUL Ha NOAYICEC -
KOM neaeHanbHoOM cmosae, He panee uem yepe3 30—60 mun
nocne KOpMAeHUsl, 8 N08EAeHUECKOM COCIOSIHUL HOBOPOXNCOeH-
HO020 4 (21a3a 0MKPbIMbL, NOCMOSHHbIE 3AMEMHbIe OBUNCEHUSL,
kpuxa Hem) no H.F.R. Prechtl (1977). CoenacHo ckpuruHe-
cxeme OUeHKU COCMOSHUSL HEPBHOI CUCMeMbl HOBOPOICOCH -
Hoeo A.B. Ilanvuuka (1995) 6bina 3apuxcuposana obujasn
AKMUBHOCMb: 08UAMENbHASL AKMUBHOCMb (PUBUOA0UMECKASL;
dsudicerue 2na3 8 NOAHOM 00seme; KPUK ePOMKUIL, IMOUUO-
HanbHbLIL; peakyus 0XcUeAeHUss CMaduabHAas; cyoopoe He Om-
Meuanocsb;, mpemop nodbopodka é noxoe.

IIpu nasvnayuu 20106861 OMmeuanoce 3axoxcoeHue me-
MeHHbIX Kocmell no cazummansHomy wey Ha 0,3 cm, kegha-
A0eemMamoma 8 1e8oil memerHoil oonacmu ouamempom 4 cm;
danHas aokaauzayus xapakmepua oasn 11 nozuyuu. Smu
CUMRMOMbI YKA3bI6AIOM HA OCAO0NCHEHHOe meyeHue buome-
XAHUKU P0006020 AKMA C AKCUAAbHbIM cOasaeHuem Kocmeil
yepena.

Bu3zyanshuiii ocmomp 2040861 00ymao8amocms AUYa,
MeaAKomoueuHvle 2emMoppazui 8 001acmu KOHsIOHKMUBE 000UX
21a3, 6ex, 8 100HOI U 3ambLI04HOl 00aacmax. JlanHble cum-
nmombst coomeemcmeayrom JIC, komopulil seisemcs caeo-
cmeuemM HapyuieHus yepebparbHoll eeMOOUHAMUKY NA00a
60 8pemsi po0os.

Taxoce ommeuanucy CUMNIMOMbL <KOPOMKOU ulew» U Hell-
DPO2EHHOI Kpugouleu cieea, Ymo ceudemenscmayem o upe3-
MepHOI Haepy3Ke Ha ulelinbLil 0moen N0360HOYHUKA 80 8peMsl
podosozo akma. [lpu oyenke uepenHo-mo3208bix Hepeoa bvl-
AU OOHAPYdICeHbl NPUBHAKU NOPANCEHUs1 08ULAMENbHOIL NOPUUL

V uepennoeo nepsa caega — acummempus cmosHUs Anb8eo0-
ASAPHBIX OMPOCMEKO08, YMO XaPAKMEPHO 045 UeMul cmeond
Mo3ea 6 30He adep V nepea. [lpu onpoce podunsruya omme-
Yana, 4mo HOBOPOICOeHHAs. NA0X0 Oepem epyob («ObiCMPo
ycmaem» ).

IIpu uccaedosanuu 6e3ycao6nvix peghrexcos Hopme co-
omeemcmaeoganu credyoujue peghaexcol: NOUCKO0BbLI, A8Mo-
mamuyeckoi noxooxu, Taranma, bayspa. CocamenvHblil
pecpaekc Ovin Heepybo cHUdICEH, Hauboaee 8epOSIMHO, 34 CHem
nopascenus deueamenvroil nopyuu V nepsa. Jladonuo-po-
moeoii peqpnexc babkuna u xeamamensHoiii peghaexc cHudiCe-
Hbl, YMO C Y4emom UX MONUYECK020 NPOUCXONCOeHUS ABUNOCH
euye 0OHUM 008000M 8 NOAb3Y He2pYOOll HAMANbHOU MPABMbl
weiiHo20 omoena no360HOMHUKA HOBOPOXICOeHH020. Pegaerc
Mopo bbicmpo ucmowancsa. Pegaexc onopsr 6bin cHudICeH
3a cuem Jug@y3noii moiuweuroil eunomonuu. Ilpucymemeosan
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pegaexc babunckoeo c 2 cmopon, umo é couemanuu co cna-
CMUYHbIMU pegpaeKcami ¢ pYK U Hoe A8UAOCH Cledcmauem
HamanvHoIl uwemMuu 8 30He CMeoaa 201061020 Mo3ea. K mo-
MeHMY 8bINUCKU U3 POOUALHO2O 0OMA HEKOMOpble CUMIIOMbL
no0epeaucs HacmuuHOMYy HeNOAHOMY pespeccy.

Ananu3z 0anHbiX AHAMHE3A U OUEHKA He8POoa02UHeCcK020
cmamyca nokasslearom, 4¥mo y pebenka ¢ mevenue I-i He-
deau JcU3HU UMeNach Heepybas HeepoaocU4ecKas CUMNMO-
MAmuKa, cocmosaudas u3 cAe0yIouUx CUMRIMOMO8 U CUHOPO-
moe: JTC, namonoeus dsueamensHoil nopyuu V Hepea cresa,
HellpocenHas Kpueouies: cieéa, NUPAMUOHas HedoCmamou-
Hocmb 6 pykax u Hoeax. Hccaedosanue 6e3yciosHbix pegpaek -
€08, KOMOpbie UMeM UCKAIUUMENbHO MONUYEeCKoe NPOUC-
X0dicOeHUe, 8 COHeMAaHUl ¢ NepericAeHHOU CUMNMOMAMUKOIL,
nooeepeuteiics HacmuyHomy peepeccy @ meuerue I-il Hedeau
JHCU3HU pebeHKA, N0360AUA0 NPEONOA0ICUMb HAAUYUE 30Hbl
uwemuy 8 06aacmu Cmeoaa 20108H020 M032d U Ce2MeHMO08
WeliH020 YMOoAueHUsl, NOAYHAIOUUX KPOBOCHAbICeHUe U3 bac-
cellHa no3eoHouHbIX apmepuil. Peepecc cumnmomos munuven
04151 UeMU4ecKux npoyecco8 y H08OPOJNCOeHHbIX, XapaKme-
PUBVIOULUXCSL BbICOKOU HEliPONAACMUYHOCIBIO U 803MONCHO-
CMAMU <«BKAIOYEHUs» Pe3ep8HO20 KPOBOMOKA U3 CUCMeMbl
suU3Uesa Kpyea.

B Odanvreiimem memnol MOMOPHO20 pazeumus pebeHKa
demoHcmpuposaru Heepyboe 3anazoviéarue: y onopsl 0eeou-
Kka Hayanra écmasams 8 11 mec, a nouina 6e3z noddepicku
8 14,5 mec. Ilpu ocmompe 6 200 ommeuansuce Heepybas ugh-
@y3Hasn moluieunas 2UNOMOHUS, HOpMOpehaeK CUsl, COXPaHsI-
aucy nposienenus J[IC, 6bia 8bi61€H acUMMeMPUUHbLIL, Npe-
UMYUecmeeHHo 1e80CMOPOHHULL, 0eqharc WieliHO-3ambLI0YHbIX
motuy. Ilo dannoim HCI 6 podunvrom dome Ha 3-ii deHd
HCU3HU ObLAU OOHAPYICEHbl NOBbIUIEHUE 2UOPOPDUALHOCHIU
mKaHeil, NPUBHAKU CHUMNCEHUsI KDOBOMOKA 6 nepedHeil Mo3-
206011 apmepuu.

JlaHHBIN KIMHUYECKUIA IPUMEDP IeMOHCTPUPYET 3Ha-
YUMOCTb TOMUYECKOW TUAarHOCTUKU B TIEPUOJE HOBOPO-
XIEHHOCTU U HEOOXOAMMOCTh yX0Ja OT 0000IIaIoIIuX
OOIIETPUHSITHIX U yOOOHBIX AMATHO30B, TAKWUX KaK, Ha-
mpuMep, «IepuHaTajabHas 3HIedazonaTus». OCHOBHAs
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BbiBOADI
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MEHU TSKECTH, KIMHUYECKUM BapyMaHTaM U IJIUTEb-
HOCTH PErPECCUM PACCTPOMCTBAMMU.
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BbIPAXXEHHOCTU M3HAYAJIbHO M 3HAYUTEIBHO perpec-
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[nccasus pa3Butua — HapyleHWe peyn Npu HOPManbHOM CyXe U UHTeNNeKTe, hopMupylolleecs Ha hoHe OpraHYyecko-
ro nopaxeHus Mo3ra B nepuog A0 3 net xu3Hu. Kpome HapyweHns peyn npu aucdasuax MOryT 0TMEYaTbCA MOTOPHble
¥ KOOPAWHATOPHbIE, CEHCOPHble (HApYLWeHUA YYBCTBUTENHOCTU U BOCMPUATUA) U NCUXONATONOTMYECKUE NPOABNEHUS.
[lMarHocTuka peyeBblX HapylWeHU 0YeHb TPYAHA, TPEOYET UCKMIOUYEHUSA TYTOYXOCTU U MCUxuyeckux bonesHei. Mocne
yCnewHon AMarHoCTUKN HeoOXOAUMbI NIOTONEAMYecKan KoppeKLms, NoBefeHYecKas Tepanus 1 passuBaloline 3aHATUSA
C ncuxosorom. B page cnyyaes HazHayaloTCA HelipoTpoduyeckmue npenapatsl. B 4aHHON cTaTbe NpoaHanu3upoBaHsl co6-
CTBEHHble flaHHble NpumMeHeHus npenapara «Korutym» y 140 fieTeil B CpaBHEHUM C KOHTPOABHOM rpynnoii (n = 40), y Ko-
TOPbIX NPOBOAMIINCE Te e 3aHATUSA, YTO U B OCHOBHOII rpynne, Ho 6e3 npumeHeHns Korutyma. MokaszaHo ynydweHue
B 1-1 rpynne.

KnioueBble cnoBa: ,D,MCCba3VIﬂ, ananua, pe4yesoe pasputue y JeTen, noronea, NCUXonor, KOI’VITyM
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Therapy with Cogitum in children with speech disorders
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Developmental dysphasia is a speech disorder with normal hearing and intelligence, which develops against the back-
ground of organic brain damage in the period up to 3 years of life. In addition to speech disorders in dysphasia, motor
and coordinator, sensory (disturbances in sensitivity and perception), and psychopathological manifestations can be noted.
Diagnosis of speech disorders is very difficult, requires the exclusion of hearing loss and mental illness. After a success-
ful diagnosis, speech therapy correction, behavioral therapy and developmental sessions with a psychologist are neces-
sary. In some cases, neurotrophic drugs are prescribed. This article analyzes our own data on the use of the drug “Cogitum”
in 140 children in comparison with the control group (n = 40), who had the same classes as in the main group, but
without the use of Cogitum. Improvement in group 1 was shown.

Keywords: dysphasia, alalia, speech development in children, speech therapist, psychologist, Cogitum

For citation: Bobylova M.Yu. Therapy with Cogitum in children with speech disorders. Russkiy zhurnal detskoy nevrologii
= Russian Journal of Child Neurology 2022;17(2):30-6. (In Russ.). DOI: 10.17650/2073-8803-2022-17-1-30-36

BeepeHune Pa3BUTOM MHTEIIEKTE (DOPMUPYET OCOOEHHOCTH CTAHOB-
Hapymenust pedeBoro pa3sBuUTHsS XapaKTepU3YIOTCS  JICHUS JIMIHOCTU peOeHKa. Bo-IepBhIX, 3a7epKKa pedn
HeIopa3BUTHEM BepOaIbHOTO MHTEJUICKTA 10 CPAaBHEHMIO  OTpakaeTcs B OoJiee IO3IHEM BO3pacTe HapylleHueM (op-
C APYTUMU KOTHUTUBHBIMM (DYHKIMSIMA U BCTPEUYAIOTCS  MHPOBaHUSI YUeOHBIX HABBIKOB (IHcrpadueil, mucaeKcuei,
y 2—3 % neteii. 3amepxKKa pa3BUTUSI pe4M IIPYM HOPMAJIbHO  OUCKaJbKyjauei). Bo-BTOpbix, pedyeBble HapyLIEHMUSI
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y IeTeil HaKJIampIBalOT OTIIEYaTOK HAa dMOLIMOHAIBHYIO
cdepy Bo B3pOCIOM Bo3pacTe (HEYCIIeIIHOCTh, TPEBOX-
HOCTh, SMOLIMOHAIbHAS JIAOUIBHOCTh U T. 4.) [11].

ITo o6pa3zHomy BoipaxkeHuto T.I. Busenb, peub mpo-
HU3BIBACT BCIO IICUXUKY Y€JI0BEKa, SIBJISISICh HEOOXOIUMBIM
YCJIOBMEM KOTHUTUBHOM AesITeIbHOCTH [3].

Ha 3anepxky pa3BuTusi peur oOpallialoT BHUMaHUE
¢ 2 1o 3 neT XU3HU pedeHKa, HO yKe C TIepBhIX MeCSIIEB
XKWU3HU MOTYT BO3HMKATh CHUMIITOMBI, YKa3bIBAIOIIUE
Ha (popMUpOBaHME OTKIOHEHUI B pa3BUTHUHU, KOTOPHIE
B OyIyIIIeM TPO3SIT CEpbe3HBIMH PEUSBBIMU HAPYIIICHUSIMIU.
B HOpME YemoBeK yxKe poXmaeTcss ¢ OYeBUIHBIMU TIPEI-
MOChUIKAMU K peueBoMY o01IeHMI0. ba3oii 1iist pa3Butust
peun SBISIIOTCSI BPOXKICHHBIN CIIyX W (DOpMUpPYIOIIasicst
CIIOCOOHOCTh (PUKCUPOBATh B3IJISII HA JIMIIE B3POCIIOTO,
a Mo3Xe — CIIOCOOHOCTh MoapaXkaTb MUMUKE, KecTaM
U 3ByKaM. HoBopoxkieHHbII peOeHOK yMeeT BbIpaxkaTh CBOE
SMOIMOHAIEHOE COCTOSTHYE JIMIIOM, TEJIOM M TOJIOCOM. YKa-
3aTEIbHBIN XKECT IOSIBIISICTCS B Bo3pacTe OKoyio 1 roma
U COXpaHsIeTCsI B KOMMYHUKATUBHOM ITOBEICHUH Y€I0BEeKa
Ha BCIO OCTaBIIYIOCS XXU3Hb. BpoxkneHHBIE pethIeKTOpHBIE
peaxkiMy, HarpuMep YIbIOKa, IPH MIPaBUJIBHOM TeUYSHUH
OHTOTeHEe3a IOCTEIICHHO CTAHOBSITCS MHCTPYMEHTOM 00-
IIECHMSI.

C TOYKM 3peHUs TUATHOCTUKHU U OLICHKH MEPCIICKTH -
BBI Pa3BUTHUS peOCHKA HAC MOJDKHBI MHTEPECOBATh CIICIY-
IoIIMe KPUTEPHH:

* pa3BUTHE CEHCOMOTOPHBIX HABBHIKOB;

* YPOBEHBb COLIMAIBbHOM BKJIIIOYEHHOCTH Y COLIMAJIBHOM
aKTMBHOCTU peOEHKa;

* c(hOpMHMPOBAHHOCTD BBICIIIMX IICUXUYECKUX (DYHKIIMIA,
HEOOXOMMMBIX IJIsI (DOPMHUPOBAHMST 3HAKOBOU ITOMI-
JIeP>KKHM MBICTTUTENIbHBIX ortepaumii [12].

A.H. JIeoHTBeB BBIACISICT 4 3Talla B CTAHOBIICHUH Pe-
gy nereii [8]. IlepBrIil aTan, MOATOTOBUTEIBHEIN (C MO-
MEHTa POXIECHMS pedeHKa 10 1 roga), BKIIIOYaeT pa3BUTHC
TOJIOCOBBIX PEaKIIMI, APTUKYISILIUOHHBIX IBVXKEHUN, Ty-
sneHus (¢ 2 mo 5 Mec), nerera (¢ 5 mec o 1 roma).

Btopoii, npeagolKoJbHbINA 3Tall NepBOHAYAJIbHOTO
OBJIAACHUS I3BIKOM — 110 3 j1eT. B mepuon ot 9 mo 18 mec
(«11epro JIeTIETHBIX TICEBIOCIOB, 10 OIpeAeIeHI0 Bu-
HapCKOM) IIPOMCXOIUT MHTEHCUBHOE (DOPMHUPOBAHUE ap-
TUKYJISIIUOHHONK MOTOPUKU M TOHKUX AUddepeHIInpo-
BaHHBIX IBVKEHU pyK. B aToM Bo3pacTe pebeHOK MHOTO
¥ OXOTHO ITOBTOPSIET CJI0OBA, IIPY 3TOM JIOITYCTUMBI TIepe-
CcTaBJIeHHe, UCKaxXeHue U nmponycku 3BykKoB. C 18 mec
CJIOBO mpuobpeTaeT 00001IeHHBIN xapakTep. [TosBisieTcst
BO3MOXHOCTB ITOHMMAHMSI CJIOBECHOTO OOBSICHEHUST B3pOC-
JIOTO, YCBOCHMSI 3HAHMI, HAKOILICHHUST HOBBIX ¢JI0B. Ha 11po-
TSDKCHUH 2-TO 1 3-TO rofia XXM3HU y peOeHKa IIPOMCXOIUT
3HAYUTEJIbHOE HaKoIUIeHUe ciioBapsi. CIoBapHBIA 3amac
B 1 rog 6 mec cocrasisteT 10—15 ciioB, K KOHILy 2-T0 roga —
300 cioB (3a 6 mec okoso 300 coB!), K 3 rogaM — OKOJIO
1000 cioB (T. €. 3a Tom okosto 700 cios!). K Havary 3-ro roma
XKM3HU y peOeHKa HaUMHAaeT (pOpMUPOBATHCS TpaMMaTH -

yeckuii cTpoit peun. CHavama peObeHOK BhIpaXkaeT CBOU
XKeJIaHUS, IPOCHOBI OMHUM CJIOBOM, ITIOTOM — IIPUMUTHB-
HbIMU (ppasamu 0e3 coriacoBaHusd. Jlajiee mocTeneHHO
TTOSIBJISTIOTCST 3JIEMEHTHI COTVIACOBAHMS M COITOMIMHEHUS
cJ10B B ipemioxeHur. Ha maHHOM 3Talte BaXKHBIM SIBJISI-
€TCsI HAaKOILJICHHE IJIATOJIBHOTO CJIOBAps I COTJIAaCOBaHUS
B paMKax IJIarOJIbHOTO YIIpaBICHUS: «f xouy (4TO menaTh?)
ryasath. S xouy (uro?) MammmHKy». K 2 rogam metu oBja-
JIeBAIOT HABBIKAMMU YIIOTPeOeHUS (hOPM eIMHCTBEHHOTO
¥ MHOXXECTBEHHOTI'O YMCJIa UMEH CYIIeCTBUTEIBHBIX, BPe-
MEHU M JINIIA TJIar0JI0B, UCITOIb3YIOT HEKOTOPHIE TaaeX-
Hble OKOHYaHUs. B 3T0 BpeMs1 00beM NOHMMAaeMOil peun
3HAYUTEJIBHO MPEBOCXOINUT KOJIUIECTBO YIIOTPEOIISIEMbIX
cJioB. BaxkHO, 4TOOBI peOGeHOK IMOHMMAJ CJI0XHbIE BBICKA-
3bIBAHUS.

TpeTuii 3Tanm — DOIMKOABHLIN (OT 3 10 7 J1eT). Y 001b-
IIMHCTBA IEeTeil MOXHO OOHAPYXUTh He(DEKTHI IIPOM3-
HOIIICHUS CBUCTSIINX, ITUTISIIINX, COHOPHBIX 3BYKOB («p»
U «J1»), pexe — neheKTbl CMATYCHMS, 03BOHUYCHUS U 0~
Tanuu. Pa3BuBaeTcss KOHTPOJIb IPOU3HOIICHMS, YMEHUE
HCIIPaBJIAATh eTo ((popmupyercs poHeMaTUIeCKOe BOCIIPH-
artue). [Ipogomrkaercs ObBICTPOE YBEIMUCHUE CIIOBAPHOTO
3amaca, K 6 romam oH gocturaetr 3—4 Teic. cJioB. JeTu
4-r0 Toma XXKM3HM MOJIb3YIOTCS B PEYM IIPOCTBIMU M CJIOXK-
HBIMU TIpeToXeHnsIMU. Ha 5-M romy XXu3Hu OeTH OTHO-
CHUTEJIBHO CBOOOIHO TOJIB3YIOTCS CTPYKTYPOI CII0KHOCO-
YUHEHHBIX M CJIOXHONOTYMHEHHBIX ITPEIIOXCHUM.
Viyainaercs (poHeMaTHIeCKOe BOCIIPHUSTHE: CHadalla pe-
OeHOK HauMHaeT nuddepeHIIpoBaTh TJIaCHEIE U coTiac-
HBIC 3BYKW, Jajiee — MSATKHE W TBEPIBIC COTJIACHEIE W,
HaKOHEIl, COHOPHBIE, IIUIISIINEC W CBUCTSIINE 3BYKH.
dopmupyercs repeckas.

YeTtBepThlit 3Tan — MKOIBHEIA (0T 7 1o 17 ner). Ipo-
IoJiKaeTcs M3yYeHUe POMHOTrO S3biKa. Bemyinas posb
MPY 3TOM IPUHAIJIEXKUT HOBOMY BUAY PeYU — IMUChbMEH-
HOM pe4n.

Kaxkaplili aTan miaBHO MEpexXoquT B MOCHEAYIOLINI
U MOXET BapbHpPOBaTh B paMKax MHANBUIYAJIbHOTO CTIEKTpa
pazButusl. O4eHb BaKHA OKpYKaloIIasl S3bIKOBasl cpena
B IIPOIIECCe Pa3BUTHUS peyr U MbIUIeHUs. Ciemnyer ImoM-
HUTB: YeM paHbIIle ¢ peOCHKOM HAUYMHAIOT pa3roBapuBaTh
U NOOYXIaTh €ro K pa3roBopy, TeM ObICTpee U Jydllie OH
OBJIAZICET PEUBIO M TEM OBICTPEE Pa30BBETCS MEIIIUICHUE.

CyliecTByeT HECKOJBKO KilacCUUKALIMKA 3aJepKKA
PEYEeBOTO Pa3BUTHS.

B cootBercTBUM ¢ knaccudukaimeii JI.O. baganaHa
(1986) [2] BbLOCISIOT CAEAYIOLINE HAPYILIEHUSI:

1) peueBBIe pacCTPOMCTBA, CBSI3aHHBIC C OPTaHUYECKIM

IopaxkeHreM LIeHTpaIbHOoIt HepBHOI cucteMsl (LTHC).

B 3aBHCHMMOCTH OT ypOBHS ITOPaXXeHUSI OHU JEJISITCS

Ha cienylomue (POpMBI:

* adasus — pacmnal Bcex KOMIIOHEHTOB PeUl B Pe3yJIb-

TaTe IMOpaXXeHUs peUeBBIX KOPKOBBIX 30H;
* aylajus — CUCTEMHOE HeOpa3BUTHE PEUY B PE3YJib-
TaTe IMOPAXKEHNS PEUEBBIX KOPKOBBIX 30H B IOPEUCBOM
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nepuoe. Aains MOXeT OBITb MOTOPHOM, CEHCOP-
HO# ¥ CEHCOMOTOPHOI (CMEIIIaHHOI);

* IU3apTpus — HapyLIeHHEe 3BYKOIPOM3HOIICHUS
B pe3yJbTaTe HapylIeHWs WHHEPBALIMKM PeYeBOM
MYCKYJaTyphl. B 3aBUCHMOCTH OT JIOKaIU3allNU
MOPaKeHMS BBIACISIIOT HECKOJIBKO BApUAHTOB TH3-
apTpuu;

2) pedeBbIe HApYIIICHMS, CBSI3aHHBIE ¢ (PYHKIIMOHAIBHBI-
vy u3meHeHussMu LTHC (3amkaHme, MyTusm, cypao-
MYTH3M);

3) pedeBbIe HApYILICHUS, CBSI3aHHBIC C Te(heKTaMU CTPO-
€HUs apTUKYJISIIMOHHOTO amrapara (MexaHUYeCcKHe
IHCIIAJIAN, PUHOJIAINA);

4) 3amepKKK peYeBOrO pa3BUTHS PA3TMIHOTO IIPOHCXOXK-
nIeHus (IIpY HeTOHOIIEHHOCTH, TSKEJBIX 3a00J1eBa-
HUSX BHYTPEHHUX OPraHOB, IEIAaroTMYECKOM 3aImy-
IIEHHOCTU 1 T. 1I.).

CoBpeMeHHbII MEXTYHAPOIHBII TEPMUH, 0003HAYA-
IOLLMI HapyLIeHUd pevyu, — «aucdasus». Pasimnyaior Mo-
TOPHYIO Y CEHCOPHYIO IMC(a3nio aHAJIOTUYHO ada3usm
B3pOCIIBIX [6].

Boigensior 3 BapuanTa nucgasum:

* 9KCIIPECCUBHAS (C HATMYKMEM pedeIBUTaTeIbHBIX Ha-
pYILIEHUN WK 03 HUX);

* 9KCIIPECCUBHO-UMIIPECCUBHAS (CMEIIaHHAas);

* UMIIpecCUBHAaA (C IJIOXUM IIOHUMaHUEM pedn);

Io cytu, «aucdas3usi» ABIIETCS MOJIHBIM CUHOHUMOM
«aJ1ajanm».

CylecTByeT ICUXO0JIOTO-TieAarornueckast Kinaccudu-
Kanus [3]:

* (poHeTHUEeCcKOe U poHEMATHUECKOE HEIOPa3BUTHE
peun;

* (boHeTHKO-(POHEMATUUECKOE U JIEKCUKO-TpaMMAaTH-
YyecKoe Helmopas3BUTHE peun (oOlmee Hemopa3BUTHE
peun 4 ypoBHEH, Te 1-1 ypoBEeHb — CaMBbIii TSKEJTbIi).
Bce 3Ti BapuaHTHI HAIIUTK CBOE OTPaxKEHUE B MEIM-

IIMHCKOM Kiaccudukauum — MexXaTyHapoaHOM KIacCH-
¢uxkamuu 6ose3Heit 10-ro mepecmotpa [9]:

* F80. Cneunduueckue paccTpoiicTBa pa3BUTHS peuynd
U SI3BIKA;

* F80.0. Cnenuuueckuie paccTpoiicTBa apTUKYJISILINN;

* F80.1. PaccTpoiicTBO 3KCIIpeCCUBHOM peun;

* F80.2. PaccTpoiicTBO pelIecITUBHOM peyu;

+ F80.3. IIpnobdpereHHas aas3us ¢ SIMIECTICUEI;

+ F80.8. [Ipyrue paccTpoiicTBa peuu U SI3bIKa;

* F80.9. HeyrouHeHHBIE pacCTPOMCTBA Pa3BUTHUS PEIN
U SI3BIKA;

* F81. Crnenudpuyeckue paccTpoiicTBa yd4eOHBIX Ha-
BBIKOB;

* F81.0. Cneunduueckoe pacCTpoiicTBO UTEHUS

* F81.1. Crrenuduyeckoe pacCTpPOMCTBO CIIEJIJIMHTO-
BaHUS;

+ F81.2. Cnienudunueckoe paccTpoiicTBO aprdMeTniec-
KHX HaBBIKOB;

+ F81.3. CmemaHHOe pacCcTpOiCTBO yUeOHBIX HABBIKOB;

* F81.8. dpyrue paccTpoiicTBa yueOHBIX HABBIKOB;
« F81.9. HeyrouHeHHBIE paccTpoiicTBa yUeOHBIX Ha-

BBIKOB;

* F82. Cneunduyeckue pacCcTpoicTBa MOTOPHBIX (DYHK-

LW, BKJTIOYasi qucrpaduio;

* F83. CmemanHble creuu@uuecKue paccTpoiicTBa

IICUXUYECKOTO Pa3BUTHSI.

st pebeHka 1o 3 jiet, a ocodbeHHo 10 1 roga, BaXkKHO
CIIBIIIIATh UMEHHO XMBYIO pedb, a HE MEXaHUUYCCKYIO.
Ceifgac cyIiecTByeT 00JIbIIOE KOJINYESCTBO KOMITBIOTEP-
HBIX UTP ¥ Pa3HOOOPA3HBIX UTPYIIEK C UMUTAIIUEH PEUH.
OnHako Hay4YuTh peOEHKA paco3HaBaTh TOHKOE 3MO-
IIMOHAJBPHOE OKpallMBaHME PeYN B BUAE CMEHBI MHTO-
Hauuii, TeMOopa, TPOMKOCTH MOXKET TOJIbKO XUBOU 4e-
noBeK. HeyauButenbHO, 4TO 0o0Jiee 3MOLMOHAIbHO
OKpallleHHas 1 OoraTast pedb OTMEJAeTCs Y AeTel, B UbMX
CEMbSIX €CTh APYTUE JETU PA3HOTO BO3pACTa, a Takxke 0a-
OYLIKU U ASOYIIKU.

Oco060i1 TeMoii, puobpeTalolieii Bce Oobllee 3Ha-
YeHHWE B MOCJCOHUE NECATUIICTHS, SIBISICTCS BIMSHUE
Ha OHTOTC¢HE3 W SBOJIIOIINIO PEYX U MBIIIUICHUS] KOMITBIO-
TEePHBIX TEXHOJIOTHI. 3aMeIIeHUEe YeJIOBEYECKOTO CII0OCO-
0a KOMMYHHMKAIIUM B CEMbE TaKeTaMM IIPEICTaBIISIET
CYIIECTBEHHYIO OITACHOCTD, TaK KaK HapyIIacTCs HOpMajlb-
HBII XOII ¥ aJITOPUTM IICUXIYECKOTO, COLIMAIBHOTO, KYJIh-
TYpPHOTO M AYXOBHOTO Pa3BUTHS ICTECH.

BepinHoil coulMaabHOTO OIbITa peOeHKa SIBASIETCS
poJieBasi UTpa, VISl OCYIIECTBICHUSI KOTOPOi HeoOxonmma
pa3BUTas CUCTEMA PEUCBOl KOMMYHUKAIIHH.

HaGnioaeHue 3a pazputreM pedGeHKa MPOBOIUT Bpay-
reauarp Wid HeBpoior. [1pu momo3peHn Ha CUCTEMHOE
HapyIlIeHNe PeYr BaxKHa CBOEBpEMEHHAsI KOHCY/IbTAIINS
JIETCKOTO TICUXKMATPa, KOTOpas ITO3BOJISIET BBISIBUTH I1ATO-
XapaKTepoJornyeckrue ocooeHHOCTU y pedbeHka. BaxkHo
CBOEBPEMEHHO HAIpaBJISATh IETE Ha PEUYeBYIO TUATHO-
CTHKY ¥ KOPPEKIIMOHHbBIC 3aHSTHSI C JIOTOIIEIOM M IICHX0-
soroM. KpuTnyeckum mjisd OBIAACHUSI PEUYBIO SIBJISICTCS
Bo3pact 5 et [1, 10]. Ecin oT710XUTh KOPPEKIMIO peYeBhIX
HapymeHui 1o 10 jet, B 74 % ciydaeB HapyllIeHUs COXpa-
HSTIOTCST 0e3 n3MeHeHuii 10 18 et [16].

IIpencrapnsiem coOCTBeHHbIE HAOIIOACHUSI.

IennIo mpoBeAeHHOTO aHAJIM3a ObLIa OlieHKa 3 deK-
TUBHOCTHU Npenapata «Korutym» y neteit ¢ HapyleHUsIMuU
peyn.

Matepuanbl u meToAbl

B 2021 . 8 U”IHB/WUIBHO um. Cearurens Jlyku oz
HaOmoaeHneM Haxoauiaochk 140 mereit ¢ OCHOBHOIM XKajio-
0oli ponuTesieil Ha 3aIepKKy pedeBoro pa3Butusl. B ananus
BKJIOUeHO 108 MaJpuMKOB (3HAYMTEIBHO MpeodIagain
B ob61Ieii rpyrmme) u 32 neBouku. Bo3pacr nereit coctaBun
oT 4 10 8 JIeT BKIIIOYUTEIbHO (Tabu. 1). 98 mereit GbuIM
HaIpaBJICHBI IIeIaroTaMy AETCKUX yUPEeXKICHUH (JIOroIme-
JIaMM WJIU TICUXOJIOTaMH ), B OCTAIbHBIX CITy4assX POIUTEIIN
0o0paTuauch N0 COOCTBEHHOI MHUIIMATHUBE.
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Taomuna 1. Bozpacm demeli 0CHOBHOT epynnbL

Table 1. Age of children from the experimental group

Number of children, n (%)

Age, years

4(2,9)

28 (20,0)
26 (18,7)
24 (17,1)
36 (25,7)

22 (15,6)
1

coO N N B B W

Pe3synbTarthi

IIpoBeneHHBII aHAIN3 TTO3BOJIMII BBISIBUT HECKOJIBKO
3HAYMMBIX (haKTOPOB, KOTOPHIE MOTYT BHOCHUTH BKJIAI
B (hopMUpoOBaHUE HAPYIICHU PEIEBOTO Pa3BUTHSI:

* OTSITOIICHHBIN MepUHATAIbLHBIN aHaMHe3 (0CIIOX-
HEHHOE TeUyeHHe OepeMEeHHOCTH, POIOB, HEIOHO-
LIEeHHOCTh). Y 50 % neteii mpu MpOBEACHUHN HEMPO-
coHorpacduy OBbLTA BBISIBICHBI ITOCTTUITOKCUYECKIE
U3MeHEeHUs (TIEPUBEHTPUKYIISIPHBIC KUCTHI, PACIIIM-
peHME TUKBOPHBIX IIPOCTPAHCTB, HApyIIeHNE KPOBO-
TOKa);

* yKa3zaHWE Ha 3aIepKKYy PeUYM B CEMEHHHOM aHaMHe3e.
OtMmedanoch y 50 % nereit;

* HCCIeI0BaHNE HEBPOJOTMUYECKOTO CTaTyca He BBISIBU-
JIO BbIpaXX€HHBIX Oo4YaroBblx cumnToMoB. Hawuboliee
XapaKTepHBIMHM OKa3aJiMCh TaKHWe HapyIIeHUS,
KaK CJIOKHOCTH BEITTOJIHEHSI KOOPIUMHATOPHBIX ITPO0,
0COOEHHO yIepXKaHUSI CTATUIESCKO ITO3bI, M BBITION -
HEHMSI MYJIBTMMONAJIBHBIX 3adaHuil (IIpU KOTOPBIX
3a/IeICTBOBAaHO HECKOJIBKO YacTeil Tea);

* IIpY aHAJIN3e TIOBEIeHNUS peOeHKA BO BPEeMsI OCMOTpa
OTMEYaJINCh OCOOEHHOCTH KOHTaKTa (pebeHOK He cpa-
3y BCTYIMAET B KOHTAKT, TPEOYET afanTallMyi B TeUEHUE
6onee 10 MUH, a TIpU OTBETAX Ha BOIIPOCHI — HETIpe-
PBIBHOTO ITOOIIPEHUS U TTOA0aIpUBAHNUS);

* II0 MEpe OCMOTpPa OTMEUAINCh YTOMIISIEMOCTb, MCTO-
IIAEMOCTD C OTBJIEKAEMOCTBIO OT JIESITCIBHOCTH 1 B He-
KOTOPBIX CITyJasX Jaxke ¢ Pa3BUTHEM BEreTaTMBHBIX
U3MEHEHUM KOXH (0JIeTHOCTh U aKpoIaHo3). boib-
IIMHCTBO IeTel HEYCHIUMBHI, JETKOOTBJICKAEMBI.
B peun oTrMeuannch mu3apTpuiecKUe HapyIIeHUs,
HapyLIeHUs JEKCUKO-TpaMMaTUIeCKOTO CTPOsI, He-
c(OopMHUPOBAHHOCTH MepecKas3a. Y MIKOJIbHNUKOB OT-
MeYaJIMCh HapyIeHNs (hOPMHUPOBAHMST aKaIEMUICCKIX
HaBBIKOB (IKUCTpadus, TUCACKCHS, TUCKATIbKYJIN);

* OTMEUYCH BBICOKHMI YPOBEHBb TPEBOXHOCTH, COLIMANIb-
HOI1 nenpuBauny (paHHUI BEIXOA MaTepu Ha paboTy,
paHHee BKIIIOUCHUE PEeOCHKY ITPOCMOTpPA TaIKEeTOB
(C mepBBIX MECSILICB XXKU3HN), a TAKKE HATMIne QyHK-
LIMOHAJIBHBIX PACCTPOMCTB KEIYTOYHO-KUIIIEYHOTO

2

TpaKTa: HeIIepEHOCUMOCTb JIaKTa3bl, HEOOXOIMMOCTh
CIIELIMAJIbHOM NUETHI X MO3AHETO BBEICHUS TBEPIOH
MWL) B TPYIIIE JETei ¢ 3a0ePKKOIA.

B enom moryueHHBIE U3MEHEHMST MOKHO paccMaTpu-
BaTh KaK HapyIICHUS IBUTATEIIbHOTO M SMOIIMOHAIBHOTO
KOHTPOJIS.

B ocHOBHOI1 rpyrmiIie BCTpedaanuch TaKue pedeBhie Ha-
PYIIeHUS, KaK 3aepKKa peur, HapylieHue (poHeTUIeCKO
U JEKCHKO-TPaMMaTU4YECKON CTOPOHBI, HEIOPA3BUTHE
aKTHUBHOTIO CJIOBapSI.

Ha ocHOBaHMM ITPOBEACHHBIX MCCICI0BAHUI (TaHHBIC
HEBPOJIOTMYECKOI0 CTaTyca, 3JeKTposHIIedantorpahuun
(B3I') 1 Bumeo-D3'-MOHUTOPMHTA C BKIIIOUCHUEM CHA,
VIIBTPa3BYKOBOM HOMIUIEPOTpaur COCYIOB TOJIOBHOTO
MO3ra U1 I1Ier) ObLIM IMAarHOCTUPOBAHBI CICAYIOIINE CO-
CTOSTHUSL:

1) 3amepxka peyeBoro pa3putusi — 45 (32,1 %) nerei;

2) 3amepKKa PeYeBOro pPa3BUTHS, TUIIEPAKTUBHOCTH
¢ neduuyrom BHUuMaHus — 21 (15,0 %) pebeHOoK;

3) 3amepXKa peuyeBOTO Pa3BUTUS C OCOOCHHOCTSIMU
¢dopMHUpOBaHUS SMOLIMOHAILHO-BOJIEBOI chephl —
48 (34,3 %) nereit;

4) 3amepxKa rcuxopeueBoro passutus — 22 (15,6 %) pe-
OeHka;

5) snunentudopMHast aKTUBHOCTD Ha 3JICKTPO3HIIe(Da-
JIorpaMMe, 10 MOp(OJIOTUH COOTBETCTBYIOIIAS JOOPO-
Ka4eCTBEHHBIM SIMICTITU(MOPMHBIM ITATTEPHAM JIET-
cTBa, ObL1a BhIsiBIIeHa BO cHe y 30 (21,4 %) nereii.
Hetu ¢ smurenicueil, TeHETUICCKUMM CUHIPOMaMH,

JIETCKUM lLiepeOpajbHbIM MTapaJIMYOM U TYroyxocThio 11—
IV creneHu He ObUIM BKJIIOYEHBI B aHAIU3.

Oc00EHHOCTH HEBPOJIOTUYECKOTO CTaTyca IPEICTaB-
JIEHBI B TA01. 2.

B ocHoBHoI1 rpymme geteit (n = 140) mocie obcneno-
BaHMS U MCKITIOYCHMS IIPOTUBOITOKA3aHUI OBLIM PEKO-
MEHIOBAHBI 3aHATHS C JIOTOTIEAOM, 1e(PEKTOJIOTOM, TICH-
xosiorom u ipueM Koruryma (100 %).

B xauecTBe rpymnmnbl cpaBHeHUS Obljla B3sTa rpymrna
13 40 geTeit Toro ke Bo3pacTa, KOTOPHIM IO TeM WJIA MHBIM
MMpUYMHAM He Ha3HaJYajIach MeIUKaMEHTO3HAsI KOPPEKIIMS,
HO JIETH MOCEIIAIN 3aHITHS C JIOTOIICIOM.

Yepes 6 Mmec ObUIO IIPOBEIEHO ITOBTOPHOE 00C/IE0BA-
HHe (HeBPOJIOTUIECKUIA cTaTyC, BUIeo-D B -MOHUTOPUHT
C BKJIIOUCHHEM CHa, YIbTPa3BYKOBasl JOMILIeporpadus
COCY/IOB TOJIOBHOTO MO3Tra U IIeH). BEIsSIBIIeHHBIE U3MEHe-
HUS IIPeICTaBIeHBI B Ta0I. 3.

OTMeHa mperapara paHblilec OKOHUYAHMS TUTAHNPYEMO-
ro Kypca norpedoBanack y 9 gereit (3 — ameprudeckas
ChIIlb, 6 — BhIpaXXEHHOE IBUraTeIbHOE BO30YXIeHUE).

W3 140 perteit 9 BHIOBLIN U3 UCCIENOBAHUS B CBSI3U
¢ otMeHoit Korntyma. M3 ocraBmuxcs 131 pebeHka, 1mo-
JIYYUBILIMX MOJHBIA Kypc Korutyma, y 7 neteit He oTMe-
YEHO YJIyYILECHUMA.

VY ocrtanbHbix 124 nereit, KOTOpbie MPOIUIM TTOTHBIN
kypc Korntyma, orMedeHa IOJOXUTEIbHAS TUHAMMUKA
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BO BCEX CJIydasix, 4To cocTaBuio 88 %. B rpymire cpaBHe-
HUSI MI0KA3aTe/In JOCTUTHYTHIX YIYYIIEHUI B IPOLIEHTAaX
ObUIM HIKE, 9eM B OCHOBHOI rpymiie (cM. Tadi. 3).

Ta6muma 2. Ocobernocmu HeeponoeuHecko2o cmamyca u pevu oemei

Table 2. Neurological status and speech characteristics of children

Neurological status

Speech characteristics

OTI[CJILHBIC CJIOBa
(n=57 (40,7 %))
Individual words (n = 57

(40,7 %))

Tunepronyc s3bika (n = 49

(35 %))
Hypertonic tongue (n =49 (35 %))

Kopotkue dpassl (n = 38
(27,1 %))
Short phrases (n = 38 (27,1 %))

Tunepcanusaums (n = 24
(17,1 %))
Hypersalivation (n = 24 (17,1 %))

ITaronorust 3peHus (n = 8
(5,7 %))
Vision disorders (n = 8 (5,7 %))

Ipennoxenus (n = 63
(45 %))
Sentences (n = 63 (45 %))

Cuawmxenue ciyxa (I-11 crere-
Hn) (n=5 (3,6 %))

Hearing loss (grade I-II) (n =5
(3,6 %))

Hapyienue npousHoliie-
st (n = 85 (60,7 %))
Problems with pronunciation
(n =285 (60,7 %))

MotopHas HeJIOBKOCTh

nipu xoueoe (n =72 (51,4 %))
Motor awkwardness during walking
(n=72(51,4 %))

ArpaMMaTU3MBbI
(n=88(62,9 %))
Agrammatism (n = 88 (62,9 %))

HapyiiieHue MeJIKOi MOTOPUKHI
(n=112 (80 %))

Impaired fine motor skills (n = 112

(80 %))

HecdopmupoBaHHOCTD

HaBBIKOB OTIPATHOCTH (1 = 38

(27,1 %)) -
No neatness habits (n = 38

(27,1 %))

Bnype3 (n =29 (20,7 %))
Enuresis (n = 29 (20,7 %))

JleiicTByOLIMM BelllecTBOM Iipenaparta «Korutym»
SIBJISIETCS alleTHJIAMUHOSIHTApHASI KUCJIOTa — OMOJIOTH -
YyecKHM aKTMBHOE coeamHeHue, comepxaiieecs B IITHC.
IIpenapaT cnocobCTBYeT HOpMaIM3aLMU IMPOLIECCOB HEPB-
HOM peryisiluu, obJamaeT CTUMYIUPYIOIUM 3G ¢GEKTOM.
IMammenTam mo 10 geT HazHavaeTcs 1 amirya B cyTku (B I mo-
JIOBUHE IHS), ¢ 10 mo 18 et — 2 aMIyibl B CyTKH.

Konnenrpammsa N-auermiacnaprara (NAA) B M030-
JINCTOM TeJIe TIOJI0KUTEIFHO KOPPEIMPOBajia C MHTEIUICK-
TOM y J€TEU U MMOAPOCTKOB IIPY OLICHKE ITOKa3aTeei NH-
teutekta (1Q) mo mkane Bekciepa mwist nereit («PeueBoit
TECT M IIPOU3BOAUTENILHOCT» ), p = 0,001, n = 30, cpenHumit
Bo3pact — 15 net [13].

NAA gBisieTcst IpsIMBIM TIpeaiiecTBeHHUKOM N-alie-
TUJIACTIAPTIIITIyTaMaTa — HanboJiee KOHIIEHTPUPOBAHHO-
T0 HEMPOMENTHIA B YEJIOBEICCKOM MO3TE.

2

NAA TpaHCIIOpTHpPYeTCSl 13 HEMPOHOB B OJIUTONCH-
npouuthsl, rae pepmeHT ASPA pacuieruisier aueraTHYIO
YacTh IJISI UCITOJIb30BAHMSI B CMHTE3€ XXUPHBIX KUCIIOT
u creponnoB. [1oyaeHHbIC XKUPHBIE KMCJIOTH X CTEPOUIIBI
B TaJIbHEHMIIIEM UCIIOIB3YIOTCS B KAUE€CTBE CTPOUTEIHHBIX
0JIOKOB JIUIsSI CMHTE3a JIUIIUI0B MUCIHA.

Hpyrue nipeamnonaraemeie poian NAA BKIIIOYAIOT HEli-
POHAJIBHYIO OCMOPETYJISILINIO ¥ aKCOH-TIMAIBHYIO TIepe-
Jlady CUTHAJIOB, TTOAICPXKAaHIE a30TUCTOTO OaylaHca MO3-
ra[15].

ITpuem NAA momoraeT pacIiupuTh aKTUBHBIN CJ10O-
Bapb, YIAy4IIacT BHUMAHKWE U BKIIOYCHHE B IIpoIIecC 00y-
yeHUs Ipu 3aaepxkke pa3sutud. [To nanueiM M. Gimenez
1 coaBT. (2004), oTMeueHO yIydIlieHre pe3yIbTaTOB ayaruo-
TtectoB (RAVLT) u3 15 cinoB (HeMenjeHHOE BOCITPOM3BEIe-
Hue 1 yepe3 20 MuH (pa3HBIX CJIOB); 1 = 21, BO3pacT neTeit —
10—18 neT). I1pn TecTMpoBaHMU Ha 3alIOMUHAHME JIMIIA-
HWMEHH aBTOPHI ortpenesui cootHoteHss NAA/Cr B 30He
TUIIIIOKAMIIa Ha MAarHUTHO-PE30HaHCHOM cKaHepe [14].

OcobeHHO BaxKHO OTMETUTh 0€30ITaCHOCTh ITperiapara:
Mo JaHHbBIM DD He OTMEUEeHO MPOBOKAIIUM SITUJICIITH -
(GOpPMHOIT AKTUBHOCTH.

B uccnenoBanuu A.B. ToproHoBoii u coaBT. (2019)
IIpY IIpHUeMe Tperapara IokKa3aHo yIydllieHe BepOaIbHOI
namstu (10 ciioB) Ha 22 %, yiy4ilieHe 00beMa BHUMAHUS
Ha 43 %, yMeHbllIeHue Yucia omnbok Ha 34 % [4].

[pu cpaBHEHNY € APYTUMH HEHPOTPODUIECCKIMU TIpe-
rmaparamu (TOITaHTEHOBAsI KUCJIOTa, aTOMOKceTrH) Kornrym
oKa3aJl caMblid BBICOKMI IIPOLICHT YJIYYIIECHUS IPU CO-
CTaBJICHNU paccKa3a (110 KapTUHKAM WIX 110 3agaHuio) [7].

BbiBOAbI

B 3axiiioueHue HeoOX0AMMO OTMETUTD, YTO TIOMUMO
3aHSITUIA U MEIMKAMEHTO3HOM IMOIIEpKKA HEOOXOAUMO
IIPOCBEIIATh POIUTENICH U PEKOMEHIOBATh OPTaHU3AIINIO
CEMEITHOTO BOCIIMTAHUS U Pa3BUBAIOIIYIO CPEY.

YreHue BCIyX AETAM ¢ 6-MeCsSYHOro Bo3pacTa CIo-
cobcTByeT pa3BuTulo peun. [IpyuMeHeHre raakeToB y pe-
OcHKa 110 2-JICTHETO BO3pacTa MPUBOIUT K Pa3BUTHUIO ITO-
BBIIICHHOU UMITYJIbCUBHOCTH, HU3KOMY CAMOKOHTPOJTIO,
4acTbIM MCTEpUKAM, HETOCTATOYHOM /11 BO3pacTa JBUIa-
TEJbHOI aKTUBHOCTH, YTO, B CBOIO OUepedb, IIPUBOIUT
K 3alIep>KKaM pa3BUTHSI U HETAaTUBHO CKa3bIBAETCS HA 00Y-
YeHUU.

B nipouiecce 00yueHus YTEHUIO AETU JOJKHBI YUTATh
BCJIYX POIUTEIISIM KHHUTH JUISI COOTBETCTBYIOIIETO BO3pacTa
(c XpymHBIM HIpU(TOM U JIeTKHe I ToHnMaHus ). [1pa-
KTHMKa YTeHUSsI JOKHA IPOBOJUTHCS B CIIOKOHOI 00CcTa-
HOBKE, C BOBMOXKHOCTBIO yIacTHsI peOCHKA B IPYIUX BUIAX
JIESITEIBHOCTY (HaIlpuMep, B UTPe, IIPOryJKax 1 T.a.) [ 16].

JleTsaMm ¢ 3aepKKOoi peur BaxKHO COOJIIOAEHUE PeXKu-
Ma gHs. [IpueM muinm, Urpsl, TPOTYIKU, OTXOA KO CHY
JIOJDKHBI COBEPIIATHCS B OMHO M TO Xe Bpems. CiemyeT
00€eCIIeYnTh JOCTATOYHBIH JIJIST OTIBIXa COH (IJIST TOIITKOIb-
HuKa 310 9—11 u/cyt). [Iporyiaku Ha cBexXeM BO3IyXe,
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Ta6auna 3. Hsmenenus, évisaeaentvie npu nogmopHom oocaedosarnuu, n (%)
Table 3. Changes identified at follow-up examination, n (%)

Change

Control group (40 children receiving
no pharmacotherapy)

Experimental group
(140 children receiving Cogitum)

YBenuueHvie CJIOBApHOTO 3arraca

Increased vocabulary 103 (73,57) 15(37.5)
Viyaimenue apdexra pa3BUBaIOIINX 3aHATUIA 95 (67,85) .
Higher effectiveness of lessons ’

ViydiieHre 3ByKOPOU3HOILIEHUS

Improved pronounciation 50 (35,71) 13.(32,5)
BpemeHHast akTMBU3a11s peuyeBOil aKTUBHOCTU

BO BpeMs Kypca JIEYEHUSI C 3aTUXaHUEM JIeTieTa

TOCJIe OKOHYaHMS 15 (10,71) =
Temporary speech activation during treatment followed

by a cessation of babbling after treatment completion

Viry4ieHue muchMa 1 YTeHUS

Improved writing and reading 17.(12,14) 6(15,0)
Bozoyxnenne Ha dhone mpuema Koruryma 12 8,57) _
Agitation during treatment with Cogitum ’

BrIpaxkeHHOI TMHAMWKY HE BBISBICHO 7(5,0) 5(12,5)

No significant changes

MOJBVKHBIE UTPHI HEOOXOAVMBI JIJI TApMOHUYHOIO pa3-
BUTHSI peOEHKa.

CnenmyeT n36eratb MeCT OOJIBIIOrO CKOTIIEHMS JIIONECHA.
[IpeGriBaHME B TOPrOBBIX LIEHTPAX OKa3bIBaeT Ha peOeHKA
ype3MepHO BO30yXKaalolee JeiCTBHE.

B oTHOIIEHMSIX ¢ peOEHKOM pOAUTENN JOJKHBI Yalle
XBaJIUTh €r0, Yallle TOBOPUTh «Ida». BaxkHO ompenensiTh

paMKH TIOBEICHUS: UTO MOXHO M YTO HEJIb3sl, M BCErIa
IPUACPKUBATHCS IIPABUIL.

HyxHo mopy4yarts pebeHKY JoMallHie 00s3aHHOCTH,
KOTOpBIE HEOOXOIMMO BHITIOTHATH eXeqHeBHO. [1pu aToM
BaXKHO M30€raTh 3aBBIIICHHBIX TPEOOBAHUIA: HY>KHO CTa-
BUTb IOCUJIbHBIC 3a[1a4i, COOTBETCTBYIOIINE CIIOCOOHO-
CTSIM pebeHKa.
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InunenTtuyecKasa 3Huedanonarusa, Bbi3BaHHaA
MUKpogaeneumnen 1p36: 0630p nuteparypbl
U OnNUcaHue 3 KNUHUYEeCKUX cnyyaes
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CvHapom peneuun 1p36 (OMIM: 607872) — ayToCOMHO-AOMUHAHTHOE 3a001EBaHME, BbI3BAHHOE TEPMUHANBHOW feneLueit
KOPOTKOrO njie4ya XpoMOCOMbl 1 1 XxapakTepu3aytoweecs cneunduyecknm YepenHo-amueBbiM UcMoph3MOM, 3aLepXKKOoi
NCUXOPEYEBOro pa3BUTUSA U ANUAENTUYECKUMI NpUCTynamMu. CTeneHb TAXKECTU INMAENCUM CBA3AHA C BEIMYMHON MyTaLMUU.
Llenb paboTbl — U3y4nTb KIMHUKO-3NEKTPO3HLEedhanorpaduyeckyo KapTuHy 3abonesaHus.

MpoaHanu3nposaHbl 3 cOOCTBEHHbIX HabMofeHUs (NALMEHTBI MYXCKOr0 nona B BO3pacTe oT 2 [0 6 IeT), BKAOYaLMe
aHaMHe3 XU3Hu 1 3aboneBaHus, faHHble reHeTUYECKOro aHanm3a u aNeKTposHuedanorpadum B guHammke.

Bcex 3 nauueHToB 06beANHAET COYETaHME INUNENCUM, 3AAEPHKKM NCUXMYECKOTO PA3BUTUA U ABUTATENbHbIX HAPYLIEHHU
no TNy AeTckoro LepebpanbHoro napanuya. TaxecTb NPOSBAEHWIA 3NMAENCUM BapbUPYeT OT TAXKENOi cTeneHmn ¢ abco-
JI0THO hapMaKOPEe3UCTEHTHBIMW 3MUAENTUYECKUMU cna3mamm (ciydam 1 1 2) 4o Nerkoro TeYeHUs, KOraa NpuCTynbl pas-
BMBAIOTCA TONbKO Ha (hOHE IMXOPAAKW NPY OCTPOIA pecnMpaTopHON BUPYCHOM MHbEKLMN (He NpK KAXKA0M Clyyae BO3HUK-
Wero y nauueHTa nMxopafoyHoro 3a6onesaHus). BepoaTHO, 3TO CBA3aHO C HANUYMEM MEHbLIEN N0 MPOTAKEHHOCTH
MyTauuu y nauueHTa 3. B 2 cnyyasx Ha doHe 3nunenTU4Yeckon sHuedanonatu, pesucTeHTHOW K NEYEHUIO INUAENCUM
¥ NPOAOMKAIOWMXCSA 3NUNeNnTUHOPMHBIX Pa3paaoB Ha 3neKTposHLedanorpamme oTMeyaeTcs rpy6as 3agepika ncuxope-
YeBOro pPa3BuUTUsA. ITW NALMUEHTLI HE TOBOPAT, HE NOHMMAIOT 06pALLEHHYIO peyb, He BbIMOHAIOT MHCTPYKUMK. Y 1 nauneHTa
CaMoobCNyKMBaHME U UTPOBAA AEATENbHOCTb PA3BMTHI N0 BO3PACTY, NOHUMaHME peyn chopMUPOBAHO B NONHOM 0ObEME,
HO 0TMEYaeTCs NOAHOE OTCYTCTBME IKCMPECCMBHOMN peyn.

CuHapom feneunmn 1p36 oTHOCUTCA K rpynne 3HuedanonaTum passuTms U ANUAENTUYECKON.

KnioueBble cnoBa: MUKpOJeNeLMOHHbI CUHAPOM KOPOTKOTO Nnieya 1 xpoMmocoMbl 1p36, anunentuyeckas aHuedanonarus,
anunencus, aHuedanonatus pa3BuTUs, anekTpoaHuedanorpadus, Buaeo3nekTpoaHuedanorpaguyeckuit MOHUTOPUHT

Ins yntupoBanusa: boboinosa M.H0., Konyputa 0.B., Boposukosa H.A., Yagaes B.A. Inunentuyeckas sHuedanonarus,
BbI3BaHHas MUKpopeneuueir 1p36: 0630p AuTepaTypbl U ONUCaHKUe 3 KNMHUYECKUX ClyyaeB. Pycckuii xypHan aeTckoi
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Epileptic encephalopathy caused by 1p36 deletion: literature review and case series

M. Yu. Bobylova® 2, O.V. Konurina’, N.A. Borovikova?, V.A. Chadaev?
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1p36 deletion syndrome (OMIM: 607872) is an autosomal dominant disease caused by a terminal deletion of the short
arm of chromosome 1, characterized by specific craniofacial dysmorphism, delayed speech development and epilepsy.
The severity of epilepsy is related to the size of the mutation.

Objective: to study the clinical and electroencephalographic picture of the disease.

We have analyzed 3 cases (male patients from 2 to 6 years old), including anamnesis of life and disease, electroen-
cephalography data in dynamics and genetic analysis data.
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All three patients are united by a combination of epilepsy, mental retardation and cerebral palsy-like movement disor-
ders. The epilepsy manifestations varied from severe with absolutely pharmacoresistant epileptic spasms (cases 1 and 2)
to mild course with febrile seizures only (case 3). This is probably due to the presence of a shorter mutation in patient 3.
Cases 1 and 2 had epileptic encephalopathy, epilepsy with continuing epileptiform discharges on the EEG and a gross
delay in speech and mental development. These patients could not speak and not understand the speech addressed, do
not follow instructions. Patient 3" self-care and play activities are developed by age, speech understanding is fully

formed, but there is a complete absence of expressive speech.
1p36 deletion syndrome is a developmental and epileptic encephalopathy.

Keywords: chromosome 1p36 deletion syndrome, epileptic encephalopathy, epilepsy, developmental delay, electroen-
cephalography, video-electroencephalography monitoring

For citation: Bobylova M.Yu., Konurina 0.V., Borovikova N.A., Chadaev V.A. Epileptic encephalopathy caused by 1p36 de-
letion: literature review and case series. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology
2022;17(2):37-46. (In Russ.). DOI: 10.17650/2073-8803-2022-17-2-37-46

Cunnapom aeneuuu 1p36 (OMIM: 607872) — ayrocom-
HO-IOMUHAHTHOE 3a00JIeBaHE, BRI3BAHHOE TePMUHAb-
HOW Jenelyreil KOpoTKOro Iuieya XpoMocoMbl 1 1 xapak-
TepU3YIOIIeecs] YepPEeITHO-JIUIEBBIM TUCMOP(PU3IMOM,
3aIePKKOM IICMXOPEUEBOTO PA3BUTHS M SITICITHYECKIMU
npuctynamu. Bnepseie MoHocoMust 1p36 Gbuta ornmcaHa
E. Yunis u coaBr. B 1981 . [7]. YacToTa BcTpewaemMocTH 3a-
6oneBanus coctannseT 1:5000—1:10000 HOBOpPOKIEHHBIX
[2, 3,8, 11].

S. Shimada u coaBT. onucaiu 86 NalUEeHTOB C MOHO-
comueit 1p36. Boutn BeISIBJIEHBI TEPMUHAIBHBIE IEIELIAN
(76 %), Bxio4alolye 3 caydast MO3aulM3Ma; HecOalaH-
cHpoBaHHbIe TpaHcaoKaluu (14 %) U uHTepCTULIMAIbHbIE
nenewu (10 %). leneuun de novo 3HAYMTELHO Yalle
BO3HHUKAIOT B MAaTEPMHCKMX TaMeTaX, HEXKEJIM B OTIIOBCKIX
[10]. TepMuHANBHBIN PETMOH XPOMOCOMBI 1 HeceT 00JIb-
1II0€ KOJIMYECTBO TeHOB, KAK MUHIUMYM 2 U3 KOTOPBIX KO-
IUPYIOT OeJIKM MOHHBIX KaHaIOB HelipoHOoB: reH KCNAB2
(TeH 6eTa-cyObeAMHULIBI KaeBoro kaHana) u GABRD (reH
JIeTBTa-CyObe IMHUIIBI PELICIITOPa TaMMa-aMUHOMACIISTHOM
KUCIIOTHI) [7, 14, 15].

[eHeTMUecKMe TIPUMYMHBI SMIICTICUU TIPOI0IKAIOT
aKTUBHO u3y4yaThcsl. U3BeCTHO, UTO OoJjiee TsKeloe Teue-
HUE 3MUIeNICuM HabJrogaeTcsl y 00JIbHBIX ¢ Oosiee TIPoTsi-
JKEHHOI MyTalueii, 1 Ha00OpOT.

MdeHoTUN 3aBUCUT OT MPOTSKEHHOCTHU Aejelu |3,
10]. XapakrepeH crienupUUecKnili 4epermHO-JINIEeBOI
nucMopdu3M: MUKpoledans, BEITYKIIbIi 100, TIpsIMbIe
OpoBM, MaJIeHbKIE, ITIyOOKO mocaxkeHHble r1a3a (50 %),
IUIOCKKME HOC U IiepeHoculia (65 %), TMIoIia3us CpeaHeit
YaCTH JIMLIA, HU3KO ITOCaXXeHHbIe MajieHbKue yiiu (59 %),
aCHMMETPHUSI YILHbBIX pakKoBUH (57 %), yTOJILIEHUE 3aBUT-
Ka YIIHOM paKOBUHBI, pacilieJIMHa BepXHeii ryObl U TBep-
J0T0 HEOA, MaJIEHbKUI POT C OMYILIEHHBIMU YTOJKaMMU,
3a0CTPeHHBIA nonbopoaok (80 %), rorudyeckoe HEOO,
aCMMMETPUS JTU1IA 1 OOJIBIINIA, TIO3MHO 3aKPHIBAIOIITUIACS
ponuun4ok (100 %), KaMITONAKTUIMSI, KIMHOIAKTUINS
¥ KOPOTKME MU3UHIIBI KUCTEM pyK (64 %) [1, 3—6, 8, 12].
Ha6monaiorcs Huzkopociaocth (85 %), kudockoanos,
IHUCIUTa3UsI Ta300eIPEHHBIX CYCTABOB, BO3MOXHA TEMUTH -

neprpodus Tema. OnmrcaHbl HapyIIeHUS 3peHus (KaTa-
pakTa, aTpousI 3pUTEITLHOTO HEPBA, KOJIOOOMBI PATy>KKH )
U ciayxa (HeipoceHCOpHast TYroyxocTh) — B 75 u 56 %
CJlydaeB COOTBETCTBEHHO. BBISBIISAIOTCS pa3in4Hble aHO-
MaJIMU CEPAECYHO-COCYAUCTOM CUCTEMBI: IIOPOKU PAa3BUTHSI
cepria (medeKTh MeXCKETYI0YKOBOI 1 MEXIIPpeaCepIHOMN
neperopoaku, rerpaga Pajo, OTKPLITHINA apTepuaIbHbIIN
IIPOTOK, MHGOYHINOYJISIPHBINM CTEHO3 IPABOTO XeTyI0JKa,
CTEHO3 JICBOI1 JISTOYHOI apTepuu, aHOMaJIUsI DOIITeHA),
B OTAEJIbHBIX CIIy4asiX OCJAOXHSIOLIMECS MPOSIBICHUSIMK
CEepACYHON HEAOCTATOUYHOCTH C JIETOYHOM TMITEPTEH3UEN,
a Takke KapauOMMOIIaTHs. Y IMallMeHTOB BCTPEYAIOTCS
OXMpeHue (CBSI3aHHOE ¢ HapylLeHUEeM IUILEeBOro MmoBe-
JIeHUs1), TUIIOTUPEO3, IMIOPOKHU Pa3BUTUS MOYEIIOJIOBOIL
CHCTEMBI (IMyIaTalldsl MOYEBBIBOASILMX MYTEW, KPMII-
TOPXU3M, TMIIOILIA3MS MOJOBBIX OPraHoOB, IajeBUIHAS
MOIIIOHKA), HapyIIeHHE ITOJI0OBOTO CO3peBaHus (OT 3a1ep-
2KKH ITOJIOBOTO Pa3BUTHSI IO PAHHETO ITOJIOBOIO CO3peBa-
uus) [1, 3,5,6,8,9, 11].

B eqMHUYHBIX CIIydasix OMMCAaHbl YIaCTKU TUIIEPTPU-
X03a Ha KOXe, IOJMAAKTUIMS, HapylleH!e AeJICHMS JIer-
KUX Ha J0JIM, BPOXIEHHBIM CTEHO3 ITO3BOHOYHOIO KaHaJa,
aTpe3us aHyca ¢ PeKTOBarMHaJIbHbIM CBUILOM, CUHIPOM
ITypre—Bebepa, yyacTKM TeJleaHTMAKTa3UU U TUTIePIIUT -
MEeHTalNsI Makysl [3].

HeBponornyeckuii craryc xapakrepusyercs 1uddys-
HOW MbIILIeYHO# runoroHueii (92 %), nucdarueit, 3agep-
KKOM Icuxudeckoro pa3Butusi (92 %) ot ymepeHHOI
(y 13 % mauueHTOB) A0 TSKEJI0i WK IIyOOKOI CTeleHn
(y87 %).Y 75 % nauueHTOB OTCYTCTBYET SKCIIPECCHUBHAS
pedb. OTMEYAIOTCsI HAPYLIEHUS ITOBEACHUS: pa3apaXKu-
TENILHOCTD, arpeccust u ayroarpeccus (56 %), ayrucrude-
ckue nposienenns [1, 4—6, 11, 12].

DOuienTUYeCKUe MIPUCTYIIbI OTMEYAIOTCH, 110 JAHHBIM
pasHbIX aBTOPOB, Y 58—72 % naimenToB [1, 4]. OnucaHbl
CJIeayIolYe TUIIbI IIPUCTYIIOB: UH(MAHTWIbHBIE CIIA3Mbl,
reHepajlr30BaHHbIE TOHUKO-KIIOHUYECKHE, TOHUYECKUE,
¢okanbHbIe, MYJIBTU(OKATbHBIE, AaTOHUYECKNEe U MHO-
KJIOHWYECKKE TTPUCTYIIBI, aTUITMYHbIE abcaHCHI [3, 4, 6, 12,
13]. IIpucTynsl 7eOIOTUPYIOT B IIEPHO/IE HOBOPOXICHHOCTH
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M TIPEKpaIaroTCcs B JOIIKOJIBHOM BO3pacTe, HO MOTYT IIep-
CHCTHPOBATh B TCUCHNE MHOTHUX JIET U TPEOYIOT JUTUTEIb-
HOM aHTURTIWIIENITUYECKOM Teparuu [3].

N. Bahi-Buisson 1 coaBT. onmcanm TedeHre SIICTI-
cun npu Mukpopeiaenuu 1p36. ABTopsl 00CIeq0BaIN
91 nanuenTa (64 — MyKCKOrO I10J1a, 27 — XXeHCKOrO I10J1a)
B Bo3pacTe ot 1 roma 1o 25 et (cpemHuii Bo3pact — 7,8 ro-
na). Y 80 (87,9 %) nauyeHTOB UMeJACh TOJIbKO AeICLIHs
1p36, y octanbhbix 11 (12,1 %) BBISIBIEHBI O0JIEe CIIOXHBIE
TeHEeTUYECKHE TIepeCTpoiiKy [4]. Dnumierncus Oblia quar-
HocTupoBaHa B 53 (58,2 %) ciyyasx. B42 (79,2 %) u3 Hux
MPUCTYIIBI 1e0I0TUPOBAJIU B IIEPBbie 6 MeC XXU3HU, CPell-
HUI Bo3pacT nebiora coctaBmi 2,75 mec. HeoHaranbHbIe
MPUCTYIBI OBUTM ONMCcaHbl Y 3 U3 53 maluueHTOB U TIpe/-
CTaBJICHBI TeHEPATM30BAHHBIMU TOHMYECKIMU U (DOKaATh-
HBIMU TIpUCTyITaMu. Y 7 13 53 mMauneHTOB IIPUCTYITHI Ha-
YaJIMch B CpeTHEM B Bo3pacTe 2 jieT 8 Mec, UMby 1 13 53
MMAllMEHTOB aTUIIWYHbIE a0CAHCHI HAaYaJIMCh B BO3pacTe
15 net. Y 19 (35,9 %) GonbHBIX pa3Buiach pedpakrepHast
snuericus, y 2 (3,8 %) naludeHTOB NPUCTYIIBI He TIOJIHO-
CTBIO KOHTPOJIUPOBAJIUCH IIPU IIPUEME aHTUAIIICTITHIC-
ckux nperapaToB (ADIT) — yacTora cocTapisia B CpeTHEM
2 mpucrtymna B Mecal, n y 32 (60,4 %) manueHToB ObLI
JMOCTUTHYT XOPOIIHIT KOHTPOJIb IIPUCTYTIOB IIPY AaHTUITH -
nenTuyeckoit repanuu. He momyuanu ADIT 7 mamyeHTOB.
Brum ormcaHbI cienyoolme IPUCTYITBL B 1e0I0TE: TeHe-
palM30BaHHbIE — B 25 ciy4asx (cpeay HUX TOHUYECKME
MPUCTYIIbI Y 8 TALIMEHTOB, TOHUKO-KIOHUYeCKUeE — Y 6 00JIb-
HBIX, M Y OCTAJIBHBIX — KJIOHUYECKNE,/ MUOKIOHNIECKIE
MIPUCTYIIBI), (hoKaIbHBIE — Y 20 60JIbHBIX, MH(AHTWIBHBIC
Cra3Mbl B 7 Cayvasix U aTUIIMYHbBIe a0caHChl y 1 mameHTa
¢ ne6rotoM B 15 sreT. DHIedamonaTus pa3BUTUS U SIIWICTI-
THYecKas ¢ H(PaHTUIBHBIMU CIIa3MaMU TUArHOCTHUPOBA-
Hay 20 (21,9 %) nmalueHTOB, CO CPEIHUM BO3PACTOM JIe-
61ota 5 Mec (murarma3oH oT 2 10 10 Mec). ABTOPHI OTMEYAIOT,
yTOo 00JIee paHHUI Ae0I0T MHDAHTWILHBIX CIIa3MOB acCo-
LIMAPOBAJICS C MEHEe OJIArOIPUSTHBIM IIPOTHO30M IIO Te-
YEHUIO SMWIETICUHN Y TALIMEHTOB IpHU cuHApoMe 1p36 [4].
Cny4ait hapMaKope3UCTEeHTHOM SIUJICTICMU Y MallMEHTKA
¢ neneumeit 1p36 ommmcan S. Saito u coasr. [5].

G. Kanabar u coaBt. onrcanu 4 malMeHToB ¢ AeIelei
1p36 1 smwtencueii. Y Bcex B aHaMHE3e OTMEYAIINCh SITH-
30IbI SMUICIITUYECKOTO cTaTyca, a y 3 IMallMeHTOB —
CKJIOHHOCTB K KJIACTEpPHOMY TCUCHUIO OOBIYHBIX 1T HUX
TUIIOB MPUCTYNOB U 3MU304bI alTHO3. ¥ 1 pebeHKa 3mu-
JICTITUYECKasl MPHpOIda amHO® ObLIa MOATBEpXKIECHA
NP TPOBEJSHNN BUACO3IEKTPOsHIIe(haorpadpuuecKoro
MoHuTopuHra (BOM), y oCcTaNBHBIX 3 IMaIleHTOB 31130~
DBl aITHO® KYIMMPOBAJINCH MOCJIe Ha3HAYCHUS] aHTHAIIH -
JIenThYecKoi Teparmu [12].

Bo3spact ycTaHOBIeHIS TEHETUYECKOTO IUarHo3a Ba-
PBUPYET OT Ieproaa HOBOPOXKIeHHOCTH 10 47 et [3, 11].
B psime ciygaeB BO BpeMsl IIPeHATAILHOTO CKPUHUHTA

*[Ipenapar He 3apeructpupoBaH B PO.

MaTtepeli TallueHTOB BBISBIISICTCS IMOBBIIIICHHBIN YPOBEHD
anbda-derornporerHa B Kposu [3]. V 8,8 % mauneHTOB
OTMeJaeTcs 3aIepKKa BHyTPUYTPOOHOTO Pa3BUTHS TUIOAA
[4]. YauTbIBast xapakTep XpOMOCOMHBIX HApYIICHUH (Ie-
JIeTusI), METOIOM BBIOOpA SIBISIETCSI XPOMOCOMHBIN MM-
KPOMAaTPUYHbIMA aHAJIU3.

ITo manubiM N. Bahi-Buisson 1 coaBT., U3MeHEHUS
0 JAHHBIM MEXIIPUCTYITHON 3JIeKTpo3HIedamorpadumn
(O8TI') npu snunencuu npu cuHapome 1p36 oTMeueHbI
B 87,8 % ciy4aeB [4]. OGenHeHre (DU3NOIOTNMYECKUX I1aT-
TepHOB (POHOBOI AKTUBHOCTH COYETAETCS C aHOMAaIbHOI
MEUICHHOBOJTHOBOM aKTUBHOCTBIO TE€Ta-e/IbTa TUara3o-
Ha, TJIaBHBIM 00pa30M, B 3aJHEBUCOYHO-TEMEHHO-3aThI-
JIOUHOI 001aCTH Y O0JIbIIIMHCTBA NalueHToB. [1o jaHHbBIM
UHTEepUKTaIbHOU DD peructprupoBaiuch GoKalbHbIE
LIEHTPAJIbHO-BUCOYHBIE CIIAKU y 6 MTalIMeHTOB, 3aHEBU -
COYHO-BUCOYHO-3aTHUIOYHBIE CIaiiku — y 18 OOJIbHBIX,
MePCUCTUPYIOLIE MYIBTU(OKaIbHBIE, TU(MGY3HBIE U Te-
HepaJIn30BaHHBIC BBICOKOAMIUIMTYIHBIC CITAMKH, TTOJIH-
CHailku M KOMILJIEKCHI CITaik—BoJiIHa — B 14 ciydasx.
VY manneHToB ¢ MHGAHTUIBHBIMU CITA3MaMU OTMEJaeTCs
TUIICAPUTMUS 10 JaHHBIM D3I (TUrmmaHas 1160 MOIU-
¢ummpoBaHHas ¢ 0YeHb MEIJICHHBIMM IBYCTOPOHHUMU
BBICOKOAMIUIMTYIHBIMUA BOJHAMHU JIeJIbTa-IdaIa3oHa
U cIlaiikaMu U IoJMcIaiikaMu B JTOOHBIX, LIEHTpalbHbIX
WIM 3aTbUIOYHBIX 00JIACTSIX, C OMIaTepaabHON CUHXPOHU-
3auueit) [4, 6].

G. Kanabar 1 coaBT. OTMEYAIOT JIOKAIM3AIIUIO SITH-
JenTuOpMHON aKTUBHOCTH B JIOOHO-IICHTPAIbHO-BH-
COUHO 0bjlacT y 4 00Caeq0BaHHBIX UMU ITallMEHTOB
¢ MoHocomueit 1p36 [12].

ITpu npoBeneHNM MarHUTHO-PE30HAHCHOM TOMOTpa-
¢um (MPT) B mooBuHe ciydaeB BBISIBISIETCS aTpodust
KOPBI TOJIOBHOTO MO3Ta ¢ PacIIupeHUEM OOKOBBIX XKeJy-
nmoukoB. [nnmomuenuuusanys Boisipisiercs B 40 % ciay4daes,
TUITOIUIAa3Ms MO3oJucToro Tena — B 10 %, HopMaibHbIE
pesyiabsratel MPT — B 10 % city4aes [4].

S. Saito 1 coaBT. onMcany OUIaTepaIbHYIO IEPUCUITD-
BUAPHYIO IMOJMMUKPOTUPHUIO, IIEPUBEHTPUKYIISIPHYIO HO-
JYJISIPHYIO FETEPOTOIMIO Y IALMEHTOB ¢ MOHOCOMMUEi 1p36
[5, 13].

JleyeHne cumMnToMaTU4YecKoe. YUUTHIBAs LLIMPOKU
CIIEKTp NpobieM, HEOOXOAUMO COBMECTHOE HAOII0IeHE
IMAIIMeHTOB Pa3INYHBIMU CIIEIINATNCTaMU (HEBPOJIOIOM,
MeaUaTPOM, KaparoJI0oToM, oTaIbMOJIOTOM, OTOPHHOIA-
PUHTOJIOTOM, YEJIIOCTHO-JIUIIEBBIM XUPYPTOM, OPTOTICIOM,
IICHXOJIOTOM, TICMXHAATPOM, 1e(EKTOJIOTOM).

DMIWIeNTUICCKUE TIPUCTYITHI HEPEAKO OKa3hIBAIOTCS
pe3UCTEHTHLIMMU K Teparnuu [4, 5]. N. Bahi-Buisson u co-
aBT. OIMMCHIBAIOT YCIICIITHOE Ha3HAYEHME OPAJIbHBIX CTEPO-
WIHBIX TOPMOHOB B BBICOKHX 103aX Y ITAIIMEHTOB C MH(baH-
TWILHBIMU criasMaMu [4]. Cpenu ADIT manyeHTsI ToTyJaii
(beHobap6buTan (5 ciayyaes), Burabatpu (3 ciyuas),
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Basbripoar (1 ciaydait), OeH30aMa3enHE (2 Cirydasi); ¥ BO
BCEX TUX CJIydasix JiedeHre ObUIO HeTOCTaTOUHO 3(Ppdek-
TUBHBIM, OTMEUEHO pa3BUTHE paHHEH TSXKeaol pedpak-
TepHOI anuiencuu. Y 1 namyeHTa mojiyueHa BpeMeHHast
peMuccus Ha ¢oHe TIpreMa BUradbarprHa, HO depe3 rof
BO3HUK PEIUANB MOJIMMOPGHBIX pedpaKTepHBIX ITPUCTY-
nos [4].

S. Nabatame 1 coaBT. oIMcalii arrpaBaluio MH@aH-
TWJIBHBIX CITA3MOB U TUIICAPUTMMM 10 JaHHBIM DI 11ocie
Ha3zHauyeHUs KapOamaszenuHa. ABTOpPbI CBSI3bIBAIOT 3TY
peakumio ¢ myrtauueit rena GABA-A perenrropa [6].

P. Wexler u coaBT. coo01Iar0T 06 1 citydae IIpoBeaeHUST
reMrchep3KTOMAM Y TAallMeHTa ¢ MOHOcoMuen 1p36 mis
KOHTpOJISI Ham npuctynamMu. [1ocKombKy B IMTEpaType
MIPEICTABIICHO JINIIIH 1 oTMcaHue, pe3yIBTaThl XUPyprudec-
KOTO JIeYeHUs He SABJISIOTCS OOHanekuBamoImumu [14].

IIpencraBnseM coOCTBeHHOE HAOMIOAEHNE 3 CIyyaeB
SMMJIETITUYECKOI SHIIe(aonaTiu, 00yCIOBIEHHOM Je-
JleLieil KOpoTKoro Iieya xpomocoMsl 1 (1p36). Bee na-
LIMEHTBI MY>KCKOTO I10J1a, BO3pacT — 7, 6 u 2 roja (CpeIHMii
BO3pacT — 5 JIeT); HaOII0OAIOTCS € XKajIo0aMy Ha SITJISII-
TAYECKHE TIPUCTYITBI pa3HOM CTEIICHM TSKECTH M 3aIEPXKKY
IICUXOPEYEBOTO M MOTOPHOTO Pa3BUTHSI.

KnuHunuyeckui cnyyaim 1

Ilauuenm 1, 2 200a. XKano6wt Ha snurenmuyeckue npu-
Ccmynvl, 3a0epiuCKy MOMOPHO20 U NCUXOPEHe8020 Pa36UmMus.

Anamnes ncusnu: peberiok om 1-ii bepemenrocmu, 1-x cpou-
HbIX CAMONPOU36804bHbIX P00086. TIpu poscdenuu macca meaa
2920 e, ouenka no wxane Aneap — 7/8 6annos. Ha epydrom
eckapmauearuu 0o 4 mec. Ilpusum no unousudyarvHomy
Kanendapro npogurakmuueckux npusueox. B 3 mec ycusnu
O0CMOMPEH He8poa02OM, YCMAHOBAeH OUA2HO3: nocaedcmaue
NepUHAManbHO20 NOPANCEHUS YEHMPAAbHOU HEPEHOT cucme-
Mbl, 3a0epiucKa NCUXoMomopHo2o paseumus. B éospacme
4 mec noseuaucy 61e0HOCMb KONCHBIX NOKPOBO8 U UKMEPUHY -
Hocmb ckaep. Peberok 0bia cocnumanru3uposa 6 neduampu-
yeckoe omadenerue, 8 xo0e 00C1e008AHUSL Bbls8AEHA 2eMONU-
muyeckas anemust (CHUdCeHuUe YPosHs eemozrobuna do 602/,
8 dunamuxe — 0o 48 e/a, npoba Kymoca 4+), umerowas
MeHOeHYUK K HAPACMAHUK, 4mMo nompedoano nepesood
pebenKa 6 omdeneHue peaHUMAayUY U UHIMEHCUBHOL mepanui.
IIpu 06cnedosanuu 6bis181€HO: YUMOME2AN0BUPYCHAS UHGDeK -
yus 6 ocmpoii gase, 3po3usHbLi eacmpum, CUHOPOM buauap-
HOU QuCyHKYUU, KPUNMOPXU3M CHPABA, OMKPbIMOE 08AAb-
Hoe OKHO 2—3 MM, HapyuieHue M03208020 KPOBOOOPAaUjeHUs.
0—1 cmenenu, duaeonarvHas mpabexyia 6 NOAOCMU 16020
Jcenyoouxa, aneuonamus cemuamxu oooux eaas. Hoayuun
nepeausanue SpUmpoyUmapHoll Maccol, Kypc Heoyumomex -
ma, npeoOHU3010H GHympugeHHo 6 doze 30 me/ke ¢ nocaedy-
FOuUM nepesooomM Ha NEPOPANbHOe 88e0eHUE CO CHUNICEHUEM
003bl, AHMUOAKMEPUANBHYIO, UHPDYZUOHHYIO, CUMRIMOMAMU-
Yeckyr mepanuio (oauesas KUCioma, Kpeow, ypcoganvi,
gocanrrocens, momuauym, HeKcuym, ICAyMU3aH, ougu-
@opm) — ¢ noaoxcumensvroi ounamuxoii. [lo 9-mecsaunozo

603pacma no nogooy aymouMMmyHHOU eeMOAUMUYECKOl aHe-
MUU NPUHUMAA RPEOHU30A0H NEPOPAAbHO, 8 KOHMPOAbHBIX
AHAAU3AX KPOBU YPOBEHb 2eMO2A00UHA Yeeauuuacs 0o 133 e/a,
¢ danvHeluell menoeHyuell Kk cHuxcenuro 0o 81 e/a. Hanee
NOAYHAA BHYMPUBEHHDLL UMMYHOA00YAUH, YO CONPOBONCOA-
A0Cb HA 3-U CYMKU Mepanuu nosvluleHueM memnepamypol
00 ebpunbHbIX 3HAYEHUI, ¢ NOCACOYIOUUM pa3eumuem cy-
dopoe, Komopble Kynupoeaiucy 66edeHuem peianuymad.

Anamues 60ae3nu (ucmopus pazeumust SnNUAEHCUlL).
Ilebrom npucmynoe 6 eozpacme 1 eoda nocae gedpunbHoil
NPOBOKAYUU,; OMMeHeHbl (POKANbHBIE HEMOTNOPHbIE NPUCTTYNbL
¢ uacmomoii 3—4 npucmyna 6 dervs. BOM (6 6ozpacme 1 eo-
0a): 6 600pCcME0BAHU U 80 CHE PecUCMPUPYemCs PecUOHANb-
Has u duggysnas snusenmugpopmHas AKMUEHOCMb CPeOHUM
U 8bICOKUM UHOCKCOM, 8 UEeHMPAAbHO-8UCOUHOU 00aacmu
cnesa (C3—T3), peace — 6 npagvix 100HO-UESHMPANLHBIX OM -
sedernusx (F4—C4). Bo cue — npobeeu ougghysroii pummuy-
Holl bema-axmuenocmu. OOHOKPamMHO 80 CHe 3apecucmpu-
posan nammepH POKAALHO20 NPUCMYNA, UCX005Ue20
U3 Npagoil 8UCOYHOU obaacmu (PUMMUYHAS AKMUBHOCHb
mema-oduanaszona wacmomoii 5 Iy, amnaumyooii do 150 mk B,
daumenvrocmoto 25 ¢). Tloayuan resemupayemam, gpenobap-
ouman. B eospacme 1 e00a I mec npucoedunuaucsy cepuiiHvie
snusenmu4ecKue cnasmul ¢ yacmomoil 2—4 cepuu 6 cymxu
nocae Kaxcooeo cHa, boaee 10 npucmynog e cepuu, 8 sude
1€2K020 OMKUOBbIBAHUS 20408bl HA3A0, GbiMALUBAHUS 2Y0,
6cKuodbieanus pyk u Hoe. Ilpu nposedenuu BOM 3apecucmpu-
DpoBana MOOUGUUUPOBAHHAS SUNCAPUMMUS C PeOYUUPOBAH-
HbIM NAMMEPHOM «pa3psao—yeHemeHue» (puc. 1).

B eospacme 1 200a 2 mec ommeuanucs cepuiinblie MoHU-
yeckue ghaexcopHbie npucmynet, do 20 é cepuro, 6 psde cay-
Yaeeg cepuu 3aKaAHYUBAIOMCS NPUCIYNAMU OAUMEAbHOCHBIO
do 30—60 ¢ c 3amupaHuem, YUAHO30M AUUA, OCIAHOBKOU
83opa. Yacmoma — 2—3 cepuu 6 cymku nocae Kaxcooeo
npobyxucoenus. Tlonyuan gpernobapbuman. Ilpu dobasnrenuu
pygunamuda — 6e3 agpgpekma, pyunamuod ommenen. Aanee
noay4an gpeHobapbuman 6 KOMOUHAYUU C 8UAOAMPUHOM.

B eospacme 1 200a 4 mec pecucmpupoganuce snusenmu-
Yeckue Cnazmvl pazHoll UHMEHCUBHOCTU: 3aMUPAHUe C 3a6e-
denuem enas eeepx, 2 cepuu 6 cymku, om 9 do 35 cnazmos
6 1 cepuu. Mexcdy cnazmamu — opoasumenmapHvie aemo-
mamusmol. Tpu nposedenuu BOM (e 6o3pacme 1 20da 4 mec)
Decucmpupo8anacs CUHXPOHU3UPOBAHHASA 2UNCAPUMMUS.
Tloayuan eueabampun; 66ederue monupamama, OmmeHa na-
entogpepana. B danvreituem npu nposedenuu BOM pecucmpu-
pyemcss MOOUPUUUPOBAHHASL SUNCAPUMMUSL C AKYEHMOM
N0 BUCOUHBIM OMBEOeHUAM 16020 NOAYULAPUS, OUHAMUKA
noaoxcumenvras. B nacmosuwee epems coxpauaromes snu-
JAenmuyecKue Cnasmbvl, nPoooaNcaemes no0oop mepanuu.

B nespoaozuneckom cmamyce (1 200 2 mec): oxpync-
HOCMb 20106861 — 45 cM, OKpYICHOCMb epyou — 48 cm, boabuioil
poonuuox 2,0 x 2,0 cm. Yepenrole Hepewvl: 3pauKu pagHo-
MepHble, 3a npedmemom caedum ppaemenmapro. Hucmaema
Hem. Jluyo cummempuuno. H3vix no cpeduei aunuu. B dsu-
2amenvHoU cgepe: MoHyc Mol OUCmMoHU4eH, 6e3 1681l
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Puc. 1. Daexmposnyepanoepamma nayuenma 1: a — 600pcmeosanue: MyabmupecUOHANbHAs SNUNERMUPOPMHAS AKMUBHOCMY; 6 — COH: CYNPeCCUBHO-83DblE-
Holl hammepH — pa3psdsl Oud@y3Hoi SnUIenmugopmMHOil AKMUBHOCMU CMEHAIOMCS Nepuodamu ynaouerus 61U031eKmpuveckoll akmugHoCmu npoooadicu-
menbHocmuio 00 3 ¢

Fig. 1. Electroencephalogram of patient 1: a — wakefulness: multi-regional epileptiform activity; 6 — burst-suppression pattern — discharges of diffuse epilep-
tiform activity alternate with periods of flattened bioelectric activity lasting up to 3 seconds

HABNIWAEHE

KONMWHWUYECKOE



42

IIETCKOM
HEBPOAOT UM

acummempuu. CyxoxucunbHble peghaexcol JHcusble, PagHOMepHble
¢ 2 cmopon. Tonosy He depaucum. Onopa Ha Ho2u CHUJICEHA.
MPT 20406n020 Mo32a 6 6o3pacme 6 mec: nepuger-
MPUKYAAPHAS NeUKOMANAYUS, 2UNO2eHe3Us MO30AUCTNO20
mena, cMewanHasn eudpoyedaius Ha QoHe KOpMuUKaIbHO-
CYOKOPMUKAAbHBIX AMPOPUHECKUX USMEHEHU.
Tenemuuecroe obcaedosanue: uckniowerv 6oae3HuU
obmena, 6 mom uucae bonesnu Kpaboe, [lomne, Pabpu, lowe,
Humana—Iluka, mykonoaucaxapudos I-eo u 2-eo muna.
Ilpu nposedenuu cexeenuposanus JTHK «Bonrvuas ne-
sponoeuyecKkas naneav» 6 aabopamopuu «lenomeo» vissne-
Ha deneyus xpomocomut 1. Tlockoavky cexeeHuposanue He 56-
ASIeMCsl CMAHOAPMHbBIM MEemMO0OM OUEeHKU 8apuayuil Konui
2eH08, 6 danvHeliulem Obia NPOGeOeH XPOMOCOMHbIL MUKDO-
mampuuHblii aHaau3, mapeemusli. Boisesena mukpodeseyus
yuacmka Kopomkoeo naeua (p) xpomocomwt 1 ¢ nosuyuu
849466 0o nosuyuu 8574972, 3axeamoeiearouyas pecuoHbl
1p36.33—p36.23 (OMIM: 607872). Pazmep deaeyuu —
7725506 n. 1. B danvheilwem epauom-zeHemuKom 0via noo-
meepicoeH OUazHO3: CUHOPOM deaeyli KOpoOmKo20 nie4a Xpo-
mocomot 1 — Ip36, 06ycaoenennbiii cnopaduueckoii mymauyuetl,
€ HUBKUM 2eHEMUYecKUM PUCKOM 015 HOMOMCMea podumeneil.

KnuHuueckuit cnyyai 2

Ilauyuenm 2, 4 200a. 2Kanobut na snusenmuveckue npu-
cmynbl (excedHe8Hble INUAenMUYecKie CRa3mbl, Yauje nocae
npobyxucdenus, do 10 npucmynog 6 detv), 3a0epiucKy Momop-
HO20 U NCUX0pe*e8020 pa3eumus.

Anamues wcusnu: pebeHok om noemopHoil bepemeHHo-
cmu (cmapuiuii noaycube 300pos), 2-x camonpous8onbHbIX
po0os. Ilpu poxcoenuu macca meaa 2650 e, dauna mena
48 cm, okpyacrHocms 201086t 33 cm, oueHka no wikane Aneap —
7/8 6annoe; obeumue nynogunoii. Ilocae poxcoenus cocmo-
sIHUe cpeOHell maxicecmu, KpuK caabbiil, MbluieuHas 2UNOMOHUSL,
peqprercol HOBOPOICOEHHO20 YMEPEHHO CHUMICEHbL. B meuenue
14 cym naxoouacs 6 omoenenuu namono2uu HO8OPOICOEHHHIX
¢ duaenozom: yepebparvras uwemus I—II cmenenu, 3adep-
Jcka eHympuympobroeo pasgumus niooa I cmenenu. Paz-
susaemcs ¢ 3a0eprucKoil: 20108y depxcum ¢ 3—4 mec, Havan
nepegopavueamscs 6 6o3pacme 0KoaA0 2 aem, cadumcs
¢ 2,5 e00a, 6 Hacmosiuee epems He xo0um, He 2oeopum. Ha-
cne0cm@eH bl AHAMHe3 He OMs20UEeH.

Anammues 6oae3nu (ucmopus pazeumus MUAENCUL).
Jlebrom npucmynog 6 gospacme 2 mec: 3KCmMeH30pHble MOHU-
yeckue cnazmol npu npobyxcdenuu. Ilpu nposedenuu 95T
(6 803pacme 2 mec) pecucmpupyromcsi pecuoHanbHoe 3ameo-
JeHue 8 1e60ll YeHmpaibHol obaacmu, snuienmugopmuas
aKmueHocmb 6 gude eOUHUYHBIX OCIPbIX BOAH C MEHOeHYell
K dugbghyznomy pacnpocmpanenuio (puc. 2a). Iloayuan eéans-
npoam (KOHBYAEKC) — NPUCIYNbL KYNUPOBAAUCH, PEMUCCUSL
coxpansnace ¢ 2 do 7 mec. B nepuod pemuccuu yayuuiunoce
passumue — Hay4uacs nepegopavueamocs, Opamo UepyuKu.
B 603pacme 6—7 mec ommeuena ocmaHo8Ka u pezpecc paz-
eumus. B eozpacme 7 mec 603nuk peyudus snusenmuuecKux
CRAa3mo8; NPUCMYNblL B03HUKAAU € YACMOMOIL 00 HECKOAbKUX

decsamko06 6 cymku, nocae npobyycoeHus. Ycmarnoeaen duae-
H03 cuHdpoma Becma ¢ mpancgopmayueii 6 cumnmomamu-
YeCKYH0 MYAbMUPOKANBHYIO SNUACNCUI Y PeOeHKA ¢ 0emCKUM
yepebpanvuoim napasuuom (L) (amonuvecku-acmamu-
yeckas gopma) u XpomocomHou namonoeuei Ip36.

IIpu nposedenuu BOM 6 éozpacme 1 eoda pecucmpupo-
641ACh MYALMUPELUOHANbHAS INUACHMUPOPMHAS AKMUB-
HOCMb 8 UECHMPANLHO-MEMEHHO-8UCOUHOIL, N0OHO-UeHMPanb-
HO-BUCOYHOU, 3AMbLIOYHO-BUCOHHOU 00aaCmU Ccnpasa
U creea c anuzodamu «paspsao—yeHemerue» (puc. 26). 99T
6 6ospacme 1 eoda 2 mec: 6 ponoeoil 3anucu npeobaradaem
Me0AeHHOB0IH08AS1 AKMUBHOCMb, HAUOOAee GbIPANCCHHAS
6 MeMeHHO-YEeHMPAAbHOU 00AacCmU, GbICOKOAMNAUMYOHAS
mema-akmuseHocms. Pecucmpupyemcs snusenmugpopmmas
AKMUBHOCMb 8 UOE eOUHUYHBIX OCIPBIX 801H, KOMIACKCO8
ocmpas — Me0AeHHAsl B0AHA 8 N0OHO-BUCOUHOU U 3AMbLAOY -
Holl-memenHoll obaacmsx, buramepanvro. [llammepu moou-
@uyuposarnuoii euncapummuu (puc. 28, 2). Ilpu nposedenuu
B3M 6 6o3pacme 3 nem coxpansemcs nammepH Moouguuu-
DOBAHHOLL UNCAPUMMULL.

Dapmaroaoeuneckuii anamues. Barvnpoam (Oenaxun) —
obe3 3¢hgpexma,; nobouHbie 3ghghexmoi 8 8ude 8A0CMU U COHAU-
eéocmu. Tonupamam (monamakc) — 6e3 agpgpexma. Bueabam-
DUH — aeepasayus NPUCMynos; 6030yicdenue, 6echoKoicmeo,
Hapyuwenue cha. Om danvHeliueeo neveHus (0biaU peKomeH-
dogarbl eudpokopmusoH, genobapbuman, nepamnanen, Ke-
moeeHHas duema) pooumenu OMKA3AAUCL, MAK KaK Heea-
TUBHO OMHOCAMCA K MEOUKAMEHMO3HOU mepanuu, He 8U0sm
agghekma 6 OMHOULEHUU NPUCIIYRO8 U CHUMAIOM, MO NPO-
MuUBOCYOOPOICHDIE NPENAPAMbl <MOPMO3SAMY» PA3GUMUE pe-
benka. O6cyncoanace 603MONCHOCMb NPEXUPYPUHECKO20
00cAed06anus, 0OHAKO ¢ yHemOoM MUKPOOCACUUOHHOO CUH-
O0poma u MyabmupeeuoHanbHOU SNUACNMUDOPMHOU aKMUE-
Hocmu no daunbim DT xupypeuueckoe nevenue snuiencuu
He 0bl10 PeKOMEHO0BAHO.

Heepoaoeuneckuii cmamyc (8 éo3pacme 3 200a 6 mec):
macca meaa — 14 ke, pocm — 96 cm (50—75 yen), okpyuc-
Hocmb 201086l — 46 cm (<3 uen), mukpouegpaaus, eycmole
Oposu, cuHOGpU3, 2UNONAA3US BePXHel] HeAtOCMU, KOPOMKULL
Hoc, eunonaasus moutonku. Konmaxm c pebenkom oepanuyen,
UHCMPYKUUU He BbINOAHSEM, NPOU3BOAbHOO CACHCEHUS HEM.
Yepennvie HepebL: AUYO CUMMEMPUYHO, 2A0MAHUe He Hapy-
werno. B dsueamenvHoil cghepe: mbiuieuHblii MOHYC CHUNICEH,
ooavuue 6 Hoeax. CyxoucunvHvle pepiexcol CUMMEMPUHHbL.
Acmasus-abazus. B noaodcenuu Ha scueome yoepiicueaem
20108y, ONUPAEMCS HA PYKU, Nepeeopaueaemcs Ha 00K, peoxo —
Ha scugom. Qenomun nayuenma npedcmaenet Ha puc. 3.

MPT 204061020 M032a: He3a6epuIeHHAS MUCAUHUZALUS
benoeo gewecmea.

Tenemuueckoe uccaedoeanue: c nomoupo memooa
MaHOeMHOU MAcc-CReKmpoMempuU UCKAHEHbl HACAeCH -
6eHHble AMUHOAUUOONAmMUU U OpeaHu4ecKue ayudypuu;
UCKAHOHEHA CNUHANbHAS MbIUEYHAS ampogus.

Ilpu nposedenuu cpasHumenvHoll 2eHOMHOU eubpuou3a-
yuu (HUHU eenemuxu e. Tomcka) evisasirena muxkpodeneyus
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Puc. 2. Dnexkmposnyegpanoepamma nayuenma 2: a — pecuoHaibHoe 3ameo-
JleHUe 6 NeB0ll YeHMPAaAbHOU obaacmu, SNUAeNMUPOPMHAS AKMUBHOCTb
6 8uU0e eOUHUMHBIX OCMPBIX B0AH ¢ MeHOeHyuell K dughghysHomy pacnpocmpa-
HeHUI; 6 — MYAbIMUPELUOHANbHAS INUACNMUPOPMHAS AKMUBHOCMb 6 UeH~-
MPanbHO-MEMEHHO-BUCOYHOU, N0OHO-UEHMPANbHO-BUCOHHOU, 3AMbIIOHHO-
BUCOYHOL 0baacmu cnpasa u cAeéa ¢ 3NU300aMu «paspsio—yzHemeHue»;
6 — 6 603pacme 2 mec: SNUAENMUPOPMHAS AKMUBHOCY 8 8UOe eOUHUHHBIX
0CMpbIX 80H ¢ MeHOeHyuell K OUGQY3HOMY pacnpocmpaHeHuio; e —  603-
pacme 1 200: myabmupe2uoHanbHas INUNENMUPOPMHASL AKMUGHOCMb 8 UeH~-
MPanbHO-MEMEHHO-BUCOYHOU, N0OHO-UEHMPANbHO-BUCOHHOU, 3AMbIIOHHO-
BUCOYHOLL 001ACMSX CNPABA U CAeéa

Fig. 2. Electroencephalogram of patient 2: a — regional slowing in the left
central region; epileptiform activity represented by single sharp waves with
a tendency to diffuse propagation; 6 — multiregional epileptiform activity
in the centroparietotemporal, centrofrontotemporal, and occipitotemporal
areas in the right and left hemispheres with burst-suppression episodes; 6 —
at the age of 2 months: epileptiform activity represented by single sharp waves
with a tendency to diffuse propagation; e — at the age of 12 months: multi-
regional epileptiform activity in the centroparietotemporal, centrofrontotem-
poral, and occipitotemporal areas in the right and left hemispheres
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Puc. 3. @enomun nayuenma 6 6ozpacme 3 nem
Fig. 3. Patient’s phenotype at the age of 3 years

1p36.33—p36.32 (cundpom muxpodeseyuu Ip36). Y podumeneii
O0aHHas MUKDPOOeaeyUs: He 0OHAPYICeHa.

Knunuyeckunn cnyyaii 3

Ilauuenm 3, 6 nem. 2Kanobwt Ha pebpunvrsie cydopoeu,
3a0epruCKY pazeumus.

Anamues xcusnu: pebeHok om 1-x gusuonoeuueckux cpou-
HbIX OblcmpbIX p0008, Macca meaa npu poxcdenuu 2470 e,
oyenka no wkane Aneap — 8/9 6annos. Ilocae posxcoenus
ommeuanacy evipaxcenHas esnocmo. Ilpu nposedenuu Heii-
POCOHO2PADUU OUAZHOCMUPOBAHO BHYMPUNCENYOOUKOE0E
kposouznusnue 11 cmenenu. Kopmaenue uepes 3010 6 meuerue
2 Hed. [luaenocmuposarna pacuenuna msaekoeo Héoa. o 1,5 mec
Haxoouacs 6 omoeneHuU NamoNo2UU HOBOPOICOCHHBIX C Ou-
aeno3om uepebpanvhoil uuwemuu Il cmenenu. Ommeuanuco
cpbvleuganust, naoxo npubaensin é macce. /o eozpacma 2,5 2o-
0a en moavbKo npomepmyio nUULy, 8 OdabHeluleM nocie Kypea
Ko2umyma, Ha (hoHe peyasapHbixX 3aHAMULL ¢ 1020ne00M, HA-
yan aceeamsv. Momoproe pazgumue: 20108y HA4AA 0ePHCAMb
¢ 7—8 mec, 6cmasan Ha vemeepenvku 6 10 mec, ¢ 10 0o 15 mec
Haxoduncs 6 wiune Bunenckoeo, camocmosmenvHo cadumces
c eo3pacma 1,5 2o0a, ecmaem ¢ kposamke c 1,5 eoda, camo-
cmosimenvHas xodvba — ¢ 4 sem. B nacmoswee epems om-
Meuaromces Heycmoiuueocms npu xoobvoe, Yacmole NA0eHUs;
COXPAHACMCS HEA0BKOCHb MEAKOU MOMOPUKU, 00HAKO CAMO-
CMOAMENbHO ecm A0JCKOIL, uepaem uepyuikamu. Peuesoe
paszeumue: 2080pUM HECKOAbKO CA0208bIX CA08 («MamMa»,
«nana»). Peub nonumaem na 661mogom yposHe, @binoaHaem

npocwvbbl, obuaemes wcecmamu. Pazeumo noopaxcanue. Ilo-
ceujaem demckuil cao (8 conpogoycoeHuu Mamol), K 3aHAmMu-
am npuesexaemcs. Obwaemes xcecmamu. 3Haem ysema,
gopmbL, pazmepsl, koauuecmao. Con 6ecnoKoiiHblil, ommeua-
emcs axkmayus. Hasviku onpamuocmu 6 cmaouu ghopmupo-
eanus (¢ 5 aem). Yuumcs odeeamoca. Ilpueum no unousu-
dyaavHomy Kaaendapr. CucmemamuvecKku noayyaem
paszeusaroujue 3auamus (102oned, deghekmonoe, ncuxonoe),
deueamenvryr peabusumayuio (nevedHas Quskyrbmypa,
3anamus Ha mpenaxcepax «Kopeum», «Momomed», unno-
mpenaxcepe).

Anusenmuueckue npucmynst. B éospacme 14 oueii
Ha gore auxopadku (8upycHasi UH@eKuus) 03HUK pedpunb-
HO-npogoyUpyemblil npucmyn (2eHepaiu308aHHbIH MOHUKO-
KaoHu4eckuil). B danvHeiiuiem nosmopunoce 3 gheOpusbHuIX
npucmyna Ha ¢oHe gupycHbix ungexyuii ¢ eospacme 1,5;
2u 3 eoda. ADII ne noayyaem.

Heepoaoeuueckuii cmamyc (6 6o3pacme 6 aem): mac-
ca meaa — 16 ke, pocm — 105 cm, okpyscHOCMb 20410661 —
47,5 cm. Yepennole nepebi: auuo cummempuyro. Iunoenamus.
Tunomonusa mviuy peuedsucamenvHo2o annapama. 3k
N0 cpeOHeil AUHUU, HANPSIJICEH, POM YACHOo OMKPbIM. 3ampyo-
HeHo dvixaHue uepe3 Hoc. Canusayus ycusena. B osueamens-
HolUl cghepe: MbluleUHbII MOHYC NOBbIUEH 8 OUCMANbHBIX
omadenax HUMCHUX KoHeyHocmeil 8 addykmopax bedep. Cyxo-
JHcUNbHbLE peghaeKChbl CHUNICeHbL, 6e3 pas3Huybl cmopoH. Xodum
CamocmossmensHo, Ha WUPOKO paccmasieHHbiX Ho2axX, ceaa-
JceH NOACHUHHBLI A0p003, ONOPA HA 8ANb2YCHblE CHONbL.
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He moxcem npvieams. Ilpu ocmompe KoHmakmeH, 3nemMeHmbl
CcmMepeomunHo2o noeoeHusl.

BIM oneenoeo cua: ocrosrnas axmusrnocms — 8,0—8,5 1y,
B cocmosnuu 60dpcmeosanus snusenmugopmHoll aKmueHo-
cmu He 8bisieneHo. Bo cue pecucmpupyromes mednreHH080AHO-
8ble AKyeHmMyauuu 6 npaeoil u Aeoil 100HO-UeHMPaIbHOU
obnacmu; eOuHU4Hble NUKU amnaumyadoii do 90 mk B — 6 aegoil
3amblA04HOU obaacmu.

MPT 204061020 Mo32a: pacuuperie cyoapaxHouoans-
HbIX NPOCMPAHCME 8 BUCOYHBIX omOdenax. Jlelikonamus.

Tenemuueckoe uccaedosanue: npu nposeoenuu xpomo-
COMHO020 MUKPOMAMPUHHOR0 AHAAU3A BbIAGACHA MUKPOOene-
yus Kkopomioeo naeua Ip36.

Bce 3 onncaHHBIX KIMHUYECKUX CIIydast OObeAUHSIET
CcoYeTaHME SIMICIITUYECKUX IIPUCTYTIOB 1 3aIePXKKH TICH-
XIYECKOTO M MOTOPHOTO pa3BUTHsL. [1posiBIeHIS SITIeTicCun
BapbUPYIOT OT TSLKEJI0M (hOpMBI C a0COTIOTHO PE3UCTEHTHBI-
MM K Teparuy SIMWICTITUISCKUMU cria3MaMu (ciydan 1 u 2)
IO JIETKOTO TEUCHMS, C PA3BUTHEM IIPHCTYIIOB TOJIBKO Ha (po-
He JIMXOPaIKK TIPH BUPYCHBIX MH(MEKIMSIX. BeposiTHO, pa3-
JIAYMSI TI0 TSDKECTY TEYSHHS SIJICTICUI MOTYT OBITH CBSI3aHBI
C Pa3IMIHON IIPOTSKEHHOCTHIO MYTaLIHM.

VY Bcex meTeit oTMedaeTcs 3aiepiKKa IICHMXOPEeUeBOro
pa3BuTus. B oTHOmEeHN manyeHToB 1 1 2 MOXHO TIpe/-
ImoJIaraTh, 4YTo Ha (poHE SMISIITUYECKON SHIIe(haIoIaTh
3alepKKa pa3BUTUS YCYTYOJISICTCSI PE3UCTEHTHBIM Tede-
HHUEM SIMWICTITUYSCKUX IIPUCTYIIOB U IMIPOAOJIKAIOIIINMU-
cs AIWIeNTU(MOPMHBIMU pa3psaaMy M0 TaHHBIM D3I,
IManmenTs! 1 1 2 He TOBOPAT, HE TTOHMMAIOT OOpaIleHHYIO
pedb, He BBIMOJHSIOT JaXe IIPOCThIe MHCTPYKIIUM, Y HUX
He cOopMHUPOBAHO CaMOOOCTY:KMBaHKUe. Y MallMeHTa 3,
HaIIpOTUB, CAMOOOCTYXKMBaHIE 1 UTPOBAS NESITCIIHHOCTD
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Pa3BUTHI IO BO3pacTy, IOHUMaHUE pedr cHOPMHUPOBAHO
B IIOJTHOM 00BEME, OMHAKO OTMEYASTCS ITOTHOE OTCYTCTBHUE
9KcIpeccuBHOM peun. Pe3ynbrarsl Tecta Bekciepa noka-
3BIBAIOT HU3KYI0 BO3PACTHYIO HOPMY C IIpeodiIamaHueM
HeBepOAJIbHOTO MHTEJUIEKTa, MO3TOMY MBI HE MOXEM
JMMATHOCTHPOBATh Y HETO YMCTBEHHYIO OTCTAJIOCTh, a pac-
LICHUBaeM HapyIlleHHe pedr KaK MOTOpHYIO anaiuio. [1o-
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damonaTun pa3putusa. OQHAKO MBI ITOJIaraeM, 4ToO Ha TS-
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KoHTaKTHhI:

AneHa MuxaitnosHa LLetTuHuHa anela1993@mail.ru

B nocnepHee Bpems nosBnseTca BCe 60NbLIee KONUYECTBO NYGAUKALIMIA 06 OCNOKHEHHOM TEYEHUN HOBOM KOPOHABUPYCHOM
uHbeKUUM y AeTeir. B nutepatype onucaHsl AnWb eguHUYHbIE Clyyan OCTPbIX HAPYLEHUIA MO3TOBOrO KpOBOOOPALLEHMS.
B ctatbe npepcTaBneHo onucaHue KIMHUYECKOrO CAy4as TeYeHUs HOBOW KOPOHABUPYCHON MH(MEKLNUM, OCNOXHEHHOTo
MWEMUYECKUM UHCYNBTOM Y Manbunka 11 net. Nwemuyeckunit MHCynbT cpepHeii ctenenm Taxectu (pedNIHSS 14 6annos)
BO3HMWK Ha 7-e cyTku nocne nHebumumposarua supycom SARS-CoV-2, Ha dOHe MynbTUCMCTEMHOrO BOCNANUTENbHOTO CUH-
APOMa, NPOABAANCA NEBOCTOPOHHEN reMunieruei u remurunectesneii, LeHTpanbHbIM Nape3oM MUMUYECKO MyCKynaTypel
CpefHei CTeneHU TAXKECTH, @ TaKKe NceBRobyNbOapHbIM CMHAPOMOM. MeToabl HelipoBU3yanu3aLumumu NOATBEPAUAN HanUuKe
MLLEMMUYECKOTO 0Yara B MpaBoM NOJyLWapuu roloBHOTO MO3ra C OKK/IH031ei NpaBoi CpeAHelt Mo3roBoii aptepuu. Ha goHe
JIeYeHUS 0TMEYasCs Perpecc HeBPOOrMYECKON CUMNTOMATUKW: NOABUANCE MUHUMANbHbIE IBUXKEHUSA B NIEBOI PYKE U HOTE,
MUMUYECKOI MyCKynaType N1La, TakKe yay4dWManch moTaHue u pedb. Cnycra 1,5 Mec nocne WHcynbTa npu 06cnefoBaHum
He 6blN0 BbIABNEHO MApKEPOB, NpeApacnonaralowux K NpoTpoMOOTUYECKUM COCTOSHUAM, @ TAKXKE NMPU3HAKOB CUCTEMHbIX
3abonesanuit. Mo gaHHbIM HEPOBM3yanu3aL UK NPOU3OLWIA NOJTHAA PeKaHaNU3aLUuUs CpefHeil MO3roBO apTepuu, Coxpa-
HANNCb U3MEHEHMA B NOCTULIEMUYECKOM oyare. [laHHbI cnyyaii NoKa3biBaeT BO3MOXHOCTb Pa3BUTUA OCTPOrO HapylleHUs
MO3roBOr0 KpOBOOOpalLeHUs Ha pOHe KOPOHaBUPYCHON UHDEKLUN Y COMATUYECKM 3[0POBLIX eTell U 3aCTaBsAeT Bpaya
ObITb 60NIee HaCTOPOXEHHBIM NPU IEYEHUN KOPOHABUPYCHOI MHBEKLNH.

KnioueBble cnoBa: nwemnyeckmnii UHCYNbT, KNMHUYeckmit cnydai, COVID-19, SARS-CoV-2

Ina uutuposanusa: LletuHuHa A.M., MsaHos B.I., Kum A.B. 1 gp. Nwemnyecknin MHCyNbT B JETCKOM BO3pacTe: OCNOX-
HeHue TeyeHns COVID-19 (onucaHue KNIMHUYECKOTO Cyyas U 0630p NnUTepaTypbl). Pycckuii )KypHan AeTCKOi HeBpPONOTrUM
2022;17(2):47-54. DOI: 10.17650/2073-8803-2022-17-2-47-54

Ischemic stroke in a pediatric patient: complication of the course of COVID-19
(clinical case and literature review)

A. M. Shchetininal, V.P. vanov!, A.V. Kim!, G.G. Ivanova?, V.A. Malko!, T. M. Alekseeva!

V. A. Almazov National Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., Saint Petersburg 197341, Russia;
2[..G. Sokolov Northwestern Research and Clinical Center, Federal Medical and Biological Agency; 4 Prospekt Kultury, Saint Petersburg

194291, Russia

Contacts: Alena Mikhaylovna Shchetinina anela1993@mail.ru

Recently, there is a growing number of publications about the complicated course of the COVID-19 in children. The lite-
rature describes only a few cases of acute cerebrovascular diseases. In the case described in this paper, an 11-year-old
boy presented with COVID-19 complicated by an ischemic stroke. Moderate ischemic stroke (pedNIHSS 14 points) oc-
curred on the 7th day after infection with the SARS-CoV-2 and the background of the multisystem inflammatory syndrome.
It has started with the left hemiplegia, hemianesthesia, central-type facial moderate palsy, and pseudobulbar palsy. Focal
brain ischemia in the right hemisphere brain and occlusion of the right middle cerebral artery was confirmed by neuro-
imaging data. The treatment observed regression of neurological symptoms: there were minimal movements in his left
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arm and leg, facial muscles, also improved gulping and speech. After 1.5 months, the stroke was provided clinical exa-
mination: no markers predisposing to hypercoagulability or a prothrombotic state, as well as markers of systemic dise-
ases. According to neuroimaging data, was occurred recanalization of occluded middle cerebral artery, was post-
ischemic changes. This case shows the possibility of stroke against the background of COVID-19 in children without
somatic problems and makes the doctor more vigilant during the treatment of COVID-19.

Keywords: case report, ischemic stroke, COVID-19, SARS-CoV-2

For citation: Shchetinina A.M., Ivanov V.P., Kim A.V. et al. Ischemic stroke in a pediatric patient: complication of the co-
urse of COVID-19 (clinical case and literature review). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child
Neurology 2022;17(2):47-54. (In Russ.). DOI: 10.17650/2073-8803-2022-17-2-47-54

HecMmoTtpst Ha pa3BUTHE MEIMIIMHCKUAX TEXHOJIOTHI,
MaHIeMUsI HOBOIM KOopoHaBupycHoii nHdekimu (COVID-19)
BCTaeT Ha OJWH YPOBEHb IO 3HAYMMOCTH C SIUASMUSIMHI
YyMBI, XOJICPBI U TPUIITIA, a B PSIE CJIydaeB U IIPEBHIIIACT
HX 10 YUCITY XXEePTB 1 3a00JICBIITHX.

Panee kopoHaBUPYCHI CYUTAIMCH BO3OYIUTEISIMU pe-
CIIMPATOPHBIX U KUIIIEYHBIX 340016 BaHU I, IIPOTEKABIIINX
B JIeTKO# (hopme. OmHAKO JTOKaIbHBIE AMUICMUN, BEI3BaH-
Hble KopoHaBupycaMmu B 2003 . B Kurtae (SARS) m 2012 .
Ha bmxanem Boctoke (MERS), nposiBastiich BEICOKOM
BEPOSITHOCTBIO TSKEJIOTO TEUYCHMST OOJE3HU M CMEpPTH
(10 1 35 % cooTBETCTBEHHO, 110 JaHHBIM BeceMupHOii op-
raHU3aIuy 3apaBooxpaHeHus) [57].

OmHolt U3 BaxKHEUIIIMX 0COOEHHOCTEN HOBOI KOpOHA-
BUPYCHOM MH(EKIINH SIBJISIETCS €€ BBICOKAsi KOHTarMO3HOCTD,
crocoOCTBOBaBIasl KpaitHe OBICTPOI TpaHC(OpMaLn
JIOKUTbHOW BCTBIIIKA B 3MUACMUIO, a B JAJbHEUIIIEM —
U B IAHIEMMIO, HECMOTPS Ha IPUHSTHIC IIPOTHBOSITHIC-
Mudeckre Mephl. [Ip1 ypoBHE CMEPTHOCTU MEHBIIIEM,
yeMm rmpu SARS u, Tem 6onee, MERS, HoBoe 3a60ieBaHme
YHECJIO 3HAUMTEIbLHO OOIbIIee YMCIIO XXU3Hel [34, 57].

Cpenu 1eTCKOro HaceJIeHUsI 3a00IeBaHIe TIPOTeKaeT
IIPENMYIIECTBEHHO OJIATOIIPUATHO, B MAJIOCUMITTOMHOM
i 6eccuMnToMHOM opme. OmHAKO TTOSIBISIETCS BCe
0osibliee YUCIIO MyOaMKalrii 06 OCTOXXKHEHHOM T€YEHUU
HOBOI KOpOHaBUpYycHOM nmH(pekuu. Yaiie Bcero guar-
HocTupyloT KaBacaku-nomoOHbIi cuHapoM. B To xxe Bpe-
MsI HAKaTUIMBAaeTCSl MaTepraj O HEBPOJIOTUIECKIX OCIIOXK-
HEHUSIX, OCOOCHHO IIPW CPETHETSIKEIOM M TSKEJIOM
TeueHuu 3aboneBanus [ 14, 20, 28, 29, 41, 48, 51].

Cpenu HEBPOJIOTUIECKIX CUMIITOMOB BBIIEJISTIOT TO-
JIOBHBIE 0OJIN, TPAH3UTOPHYIO SHIIE(DATONATHIO, CYyTI0POXK-
HbI cuHApoM. OTcaHbl eAIMHUYHBIC CIIydan SHIedarn-
TOB, MaHU(ECTALINHN AEMUCITMHU3NPYIOIINX 3a00JIeBaHUH,
cuHapoma IniteHa—bappe, ocTpbIx HapyllIEeHUI MO3TOBO-
ro kpoBoobpamenus (OHMK). IIpuBogum onucaHme
KIIMHUYECKOTO CIydasi TEYCHUS HOBOM KOPOHABUPYCHOM
WHGEKIINH, OCTOXHEHHOTO UIIEMUYECKUM HMHCYIBTOM
y IMaIeHTa JeTCKOTO BO3pacTa.

KnuHuueckui cnyyau

Manvuur 11.1em nocmynun 6 OI'bY «<HMHUI] um. B.A. An-
Maz06a» 6 omoeneHue Helpoxupypeuu 0emcKoeo 603pacma
¢ oHcanobamu Ha crabocms U CHUNCEHUE HY8CMBUMEAbHOCIU

6 /1601l pyKe U Hoee, HeUemKYyH pedb U ACUMMEempPUIo Auyd.
Kaunuuecku duaenocmuposatsi 1€60CMOPOHHULL CRACMU-
Yeckull eemunapes, eemueunecmesus c1eéa, YeHmpanibHulil
napes MuMuU4ecKoil MycKyaamypul cieéa, nceedo0y1b0apHolil
CUHOPOM.

U3 anamnesa: pebenox comamuuecku 30opoe. Panee
He umen mpom00308, NOGblUEHHOI KPOBOMOUUBOCMUL, HA OU-
ChaHcepHoM yueme He cocmosn. B nauane dexabps 2020 e.
0Cmpo paszguaocs UHpeKyUoHHOoe 3a001esanue ¢ cyopedpunb-
HOUl AUXOPAOKU ¢ npoepeOUeHMHbIM HAPACMAaHUeM 8 meveHue
2 cym do nupemuueckoi. Ommeuanrocs aumuueckoe cHuxice-
Hue memnepamypusl meaa 00 cyOpeOpUAbHOI U HOPMAABbHOI
Ha ¢ghoHe npuema HecmepoUOHbIX NPOMUBOBOCHANUMENbHBIX
npenapamos (ubynpoger, napayemamon).

Ha 3-u cymku om nauana 3a601e8anus Ha Kodice NPAso-
20 6edpa nosGUALUCH IpUMeMamo3nble NAMHA, Ucue3aujue
npu HA0A8AUBAHUU, KOMOPble 8 OUHAMUKE CAUAUCH U NPUO-
openu 6a2po8o-CUHIOUWHDBLIL OMMEHOK. AmOYramopHo Habaro-
dancs neduampom, noayan CUMIMOMAMu4ecKoe neveHue.

Ha 6-e cymku eocnumanu3uposan  20po0cKyo 0emcKyo
ooavnuyy. Ilpu nocmynienuu ommeuanucy cyopedpunrvHas
AUXOPAOKA, 8bIULEONUCAHHASL KOJICHASL CbINb Oe3 603HUKHOGe-
HUs1 HOBbIX 1€MEHMO08, ApKUe cyxue 2y0bl, UHBeKUUU cOCY008
ckaep. Ilo pezyabmamam napakaunuueckoeo 06c1e008aHUS:
YMepeHHblil AellKoyumo3, Helimpoghuies, yseauuenue cKopo-
cmu ocedanus Apumpouyumos 0o 53 mm/4, yposeuv C-peak-
mueHoeo beaka — 309 me/n, yposers eppumuna — 658 He/mn,
3HauumenvHoe nosvlieHue yposus D-dumepa. [Iposedero
obcaedosanue Ha pechupamopHble UH@eKyuu memodom no-
aumepasHoil yenHoil peakyuu npu nocmynaenuu: PHK SARS-
CoV-2, supyca epunna u pechupamopHo-CUHUUMUANbHO2O
supyca ne obrapyaicero. Ilo dannsim penmeernoepaghuu opea-
HO06 2pYOHOIL KAemKU NAMOA02UL He 8blsBAeHO. DAeKmpoKap-
duoepamma, 3xoKapouozpapus: cuHycoeas maxuxkapous,
OQHHbIX, YKA3bIBAIOWUX HA NOpAJICeHUEe KOPOHAPHBIX COCYA08,
Haauuue mpomoo8, He NOAYHEHO.

B cé53u c 8bicokoil 6epossmHocmbl0 meueHUs: HOB0IL KO-
POHABUPYCHOU UHpEeKYUU HA4aAach NPOMUBOBUPYCHASL, AH-
mubakmepuanvhas, AHMUKOA2YAAHMHAS (2eNaput), cCumn-
momamuyeckas mepanus.

Ha 7-e cymku npousowino peskoe yxyouieHie COCMOSHUA:
YeHemeHue CO3HAHUS, N1e60CHOPOHHS 2eMUNAeeUsl, YeHm -
PAAbHbLI Nape3 MUMUYECKOU MYCKYAAmypsl cAeed, ncegdo-
OyAb0apHbLil CUHOPOM, eunepecme3usl KOJCHbIX NOKPOBO8,
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BbIPANCEHHBLI CUHOPOM UHMOKCUKAYULU, NPUSHAKU IKCUKO-
3a — eybbi cyxue, NOKpbimbl KOpouKamu. Buinoanena xom-
notomepras momoepaghust (KT) 201061020 Mo3ea ¢ 6HympugeHHbIM
Konmpacmupoganuem — KT-xapmuna meppumopuansnozo
UUeMU4ecKoe0 UHCYAbMA 6 Npagoil eemucgepe 20406H020
Mo3ea (baccelin npaeoii cpedueil mozeosoil apmepuu (CMA)).
Beposmubiii mpombo3 npasoit CMA 6 obaacmu bugypkavuu
u ceemenma M1 CMA cnpasa. He3nauumenvHas ouciokayus
CPEOUHHbIX CIMPYKMYD 20108H020 Mo32d. JleocmopoHHull
eatimopum (puc. 1).

Boinoaneno dynaexcrnoe uccaedoganue apmepuil U GeH
weu, HUNCHUX KOHe4HOCmell — cocyObl npOX00UMbL, KOMHAEKC
UHMUMA — Medua He YMoaujeH, Namoaocu4ecKux gHympu-
npoceemHsix 00pazoeanuil He 8visigaeHo. Ocmomper ogpmans-
MO04020M: (POHOBAs AHeUONAMUS CeMYamKU, Helponamus
3pUMENbHO20 HEP8a, OCMPbLIl KepamoKOHBsIOHKMUGUM 000UX
2nas.

Pesyrvmam nosmopHo2o 0b6caed08anus Ma3Ka U3 HOCO-
enomku Ha SARS-CoV-2 na 7-e cymku memodom noaumepas-
HOU UenHoi peakyuu NOA0NCUMENbHBLI, OUAZHOCMUPOBAHA
H08as1 KOPOHABUPYCHAS UHEKUlUs, OCAONCHEHHAS Uulemuye-
cKuM uncyaomom 6 dacceiire npasoii CMA.

Peberok nepeseden 6 omdenenue UHMeHCUBHOL mepanuu
0ns cmabuauzayuy cocmosnus U 0anbHeliue2o Habao0eHus
¢ kauHuueckum duaernozom: OHMK no uwemuueckomy muny
8 6acceiine npasoit CMA, COVID-accoyuuposanHblii namo-
2eHemuyecKuil nNOOMun,; 1e60CMOPOHHSIS 2eMUNAC2US U 2eMU-
2unecmesust, 1€60CHMOPOHHULL MANCENbII He2AeKm, N0 MelCcOy-
HapodHoii wkane Pediatric NIH Stroke Scale (pedNIHSS)
14 b6annoe (cpednemscenniii uncyaom), 5 6ann06 no wikane
Psuxuna.

C yuemom pazgumusi MyAbmucucmemHo20 60CHAAUMENb-
H020 cUHOpoMa (OAUMenbHAs 8bICOKASA AUXOPAOKA, NPUSHAKU
sackysonamuu, OHMK, pe3yrsmamel napakaunuueckozo
00cnedoganuss — AelKoyumo3, MHOLOKPAMHOe NO8bluleHUe
ypogneii C-peakmusHoeo beaka, gheppumuna, npoKasbyumo-
HuHa, D-dumepa) nposedena koppekyus mepanuu: nogoluie-
Ha doza anmukoazyraumos (eenapun 250 Ed/ke/cym), do-
baenensl anmuaepeeanmol (AyeMUACAAUYUN08AS KUCIOMA
100 me/ke), 6b1cOK0003HbLI BHYMPUBEHHBLI UMMYHOA00YAUH
(newmaezno6uH), HOOMPONHble NPenapamol (AUYUH, uepebpo-
AU3UH), NpoGedeHa cMeHa aHMUOAKmepualbHoil mepanuu
Ha 3aujuujeHHble NeHUYUAAUHBL (aMoKcuyuaiun + Kaaeyia-
HO8as KUCAOMA), UHQY3UOHHAS mepanus U3 pacdema
80 me/ke/cym. Hauanace pannss peaburumayus nayuenma:
NO3UYUOHUPOBAHUE KOHEUHOCMell, CeHCOPHASL CIMUMYAAUUS
cnesa (38yK08asi, 3pumenvhas, MaKmuibHas), 1evebHas gu-
3uueckas Kyasmypa.

Ilpu KoHmpone macHUMHO-Pe30HAHCHOU momozpaguu
(MPT) 201081020 MO32a U cOCYO08 20408HO20 MO32a Yepe3
12 Oneit — 30Ha uwiemuu ¢ NPUHAKAMU 2eMOppPaAUHecKoll
mpaucopmayuu 8 A00HO-8UCOUHO-MEMEHHOU 006aacmu
u 6 obaacmu 6a3anbHbIX s10ep NPAsoil eemucgepsl 20108H020
Mo3ea, npasoii Hoxcku mozea. MP-cuenan om npasoti CMA
He onpedensiemcs (puc. 2).

IIposedena meduyurckas peaburumauus (31eKmpocmu-
Myasyus, maccaxic, newebHas Qu3Kyabmypa), 8binoaHeHa 3a-
MeHa NPAMbIX AHMUKOA2YASIHMO8 HA Henpsamoll (eapgapun).
Ommeuanocs yayuuieHue QyHKYuULl 210Manus u peuu 00 1e2Koll
cmeneny msajcecmu, NOSIBUAUCH MUHUMANbHbIE OBUNCEHUs]
8 ne6oll Hoee, pyKe (8 ducmanvHbix omodesax — (0 641108,
8 NPOKCUMANbHBIX omodenax — 00 2 6aa108) U MUMUYECKOU

Puc. 1. Komnvromepnas momoepaguueckasn aneuoepagus om 05.12.2020: a — cmpeaxoii ommeuen yuacmox mpom6oza M 1-ceemenma npaeoii cpednei
M0320600 apmepuu; 6 — ommeuaomcs OUCAOKAYUs cpeoHell AUHUU, KOMAPUMUPOBAHUE NPAB020 GOK08020 Jceay0ouKa, CHUdNCeHUe NAOMHOCIU M03208011

mKanu 6 bacceiine npagoli cpedneil Mo32080l apmepuu

Fig. 1. Computed tomography angiography from 05.12.2020: a — the arrow marks the site of thrombosis within M1 segment of the right middle cerebral ar-
tery; 6 — there is a dislocation by midline, lateral ventricle compression, a low density of brain tissue in the basin of the right middle cerebral artery
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Puc. 2. Maenumro-pesonancnas momoepagus 201061020 mozea om 17.11.2020: a — T2-636euierHble u300pancerus: 30Ha UMEMUl ¢ Y4ACMKAMU 2eMoppa-
euueckol mpancgopmayuu 6 bacceline npaegoii cpedneil Mo32080il apmepuu; 6 — MP-aneuoepaghus: npusnaku mpomboza M 1-ceemenma npagoii cpeoreil

M03208011 apmepuu

Fig. 2. Magnetic resonance imaging of the brain from 17.11.2020: a — T2-weighted images: ischemic zone with areas of hemorrhagic transformation in the basin
of the right middle cerebral artery; 6 — magnetic resonance angiography: signs of thrombosis within M1 segment of the right middle cerebral artery

myckyaamype. Obwas oyenka no wkanre ped NIHSS na mo-
Menm evinucku cocmasuaa 10 6a1108.

Cnycms 1,5 mec nocae manugecmayuu HegpoaoeUHecKo-
20 cobbimus nayuerm eocnumanusupogan 6 PI'bY «HMHUI]
um. B.A. Anmazoea», npu obcredosanuu 6biA6AeHbl UeHM -
PanbHbLL NApe3 MUMUYECKO MYCKYAamypbl c1e8a 1e2KOli
cmeneHu, UeHMpAAbHbLi CRACMUYECK UL 1e60CMOPOHHUIL 2e-
munapes (8 NPOKCUMANbHBIX omdeaax pyKu u Hoeu — do 3 6an-
108, 8 Kucmu u cmone — 1 6ann), 1e60cMopoHHAs cemueu-
necmesusi, nces000yAbOapHbIL CUHOPOM (Oucghaeus, duzapmpus
U OucghoHus neekoil cmeneru); ouenka no wikane ped NIHSS —
96ann0s6. Juaznos 6bi1 00n0AHeH OUeHKOU o Kaaccu@ukauuu
CASCEDE [1, 7]: ocmpelii apmepuanvhbiil umieMu1ecKuil
UHCYAbM 8CAedcmEue YHUAAMePAabHOU hoKarbHOll yepe-
opanvHoll apmepuonamuu demcmea (mun 2).

1lo dannvim MPT 20n06n020 mo3ea om 28.01.2021 om-
Meuaromces 00UWUpHble KUCMO3HO-2AU03Hble U3MeHeHUs 8 bac-
cetine npasoii CMA. Ilpu evinoanenuu konmpacmuoii MP-
nepgy3uu @uisi81eHbl COOMEEMCMBYOUUE UUEMUHECKOMY
ouazy UsMeHeHus cpedHe20 8peMeHU NPOXONCOeHUs KOH-
mpacmuoeo geuwecmea (mean transit time, MTT), epemenu
00 docmudiceHUss MAKCUMAAbHOU (NUK0B0IL) KOHUermpauuu
Koumpacmuoeo eewecmea (time to peak, TTP) u obsema
yepebpanvHoeo kposomoka (cerebral blood volume, CBV)
(puc. 3).

1lo dannvim KT-aneuoepaguu om 29.01.2021 ommeua-
emcsi yMeHblueHue Kaiubpa npasuix nepedreil, cpeoHeil u 3a0-
Hell M032068bix apmepuil. Mamenenuil nepgysuu mo32080ii
mxanu ene ynacmka OHMK ne evisieaeno. C yuemom noay-

YEHHBIX OAHHBIX HEUPOBUIYANUZAYUUU U BDEMEHU C MOMEHMA
603HUKHOBeHUA uHCyabma (boaee 1 mec), coeracHo kaaccu-
gurxauuu CASCEDE, moxcro eosopums 06 obpamumoii ap-
mepuonamuu.

s ouenku npedpacnosaearoux Kk mpomoozam pakmo-
D08 OMMeHeHbl AUEeMUACANUUUA0BAs KUCAOMA U 8aPHAPUH.
Ilocae asmoeo Ha 7-e cymku nposedeHo eemamonocuueckoe
obcaedosanue. JlanHbiX, YKA3bl8AOWUX HA OUCPYHKUUIO
mpomboyumos (AAD, pucmomuyun-, KornazeH-, A0peHANUH-
UHOyuuposaruas), mpomoboyumonamuu (gpaxmop Buninebpan-
da), mpomboguauto, He noayuero. Ilokazameau xoaeyno-
2PaMMbl, AKMUBUPOBAHHOE HACMUYHOE MPOMOONAACMUHO80E
epemMs, UOPUHO2EH, 20MOYUCMEUH, B0AYAHOYHbII AHMUKO-
azyasHm — 6 npedenax pegeperchuix 3Hauenull. Bviseneno
noeviuerue yposus npomeuna C 6 kposu do 124 % (nopma
59—112 %) npu codeprucanuu npomeura S Ha HUNCHel epa-
Huye Hopmut (76 %) (nopma 76—127 %). Pezysvmamot 00-
C1e008aHUsL 00CYICOeHDL C 2eMAMON020M, NPUHAMO PelieHue
0 Heyenecoo0pasHocmu danvHeiue2o nPoooANCeHUS AHMU-
aepe2aHmHOU U anmukoaeyssHmuou mepanuu. Ilayuenm
8bINUCAH HA AMOYAAMOPHOe NedeHue Nod Ha0N0eHUe Hegpo-
102a U neduampa ¢ peKkomeHoayusmu coono0eHus aoexeam-
H020 NUMBEBO2O PeHCUMA HA (POHe UHPEKUUOHHBIX 3a001e6a-
HULl, NOBbIULEHHOI (DU3UHeCKOT HaePY3KU.

IMangemuss COVID-19 nmocraBuiia nepem MeIUIIMHC-
KUM COOOIIECTBOM MHOXKECTBO BOITPOCOB, YaCTh U3 KOTO-
PBIX TPEOYIOT JaJIbHENIIETO UcclienoBaHus. bolbmHCT-
BO 3a00JieBaHMII HOBOII KOPOHABUPYCHOI MHMEKIINEH
(okoso 80 %) mporekalT B Buae MHOEKIUKM BEPXHUX
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Puc. 3. Maenumuo-pesonancnas momoepaghus 201061020 mozea om 28.01.2021: a — o6uiupHsie KUCMO3HO-2AUO3HbIE USMEHEHUS NPAB020 NOAYUAPUSL 20106~
HO20 M032a, coomeemcmayiouue bacceliny npaeoii cpedneii M032060i apmepuu; 6 — cHudxceHue nokasameneii CBV 6 30ne ocmpozo Hapyuienus M03208020

Kpogoobpaujerus no 0aHHsIM Konmpacmuoii M P-nepghysuu

Fig. 3. Magnetic resonance imaging of the brain from 28.01.2021: a — extensive cystic-gliosis changes in the right hemisphere of the brain, corresponding to
the basin of the right middle cerebral artery; 6 — reduced CBV index in ischemic zone, according to contrast magnetic resonance perfusion

IpIxaTteabHbIX myTeil. [IpumepHo y 15 % nHbnnmpoBaH-
HbIX Ha0II0JaeTCsl TSKEI0e TeueHre 3ab60/1eBaHus ¢ T10-
paxkeHHEeM JISTKMX U IbIXaTeJIbHON HEeIOCTaTOYHOCTHIO,
KOTOpOe paspelaercs onaronpusitHo. [IpumepHo B 5 % ciy-
YyaeB 3a00JIeBaHME IIPOTEKAET KpaitHe TSKeJo, C Pa3BUTH -
€M MOJIMOPTraHHOM HEeIOCTaTOUHOCTH [58].

YacTora HEBPOJOTUYECKUX CUMIITOMOB Yy OOJIbHBIX
¢ SARS-COV-2 konebaercs ot 30 go 85 % [30, 35, 40],
¥ OHM 3aHUMAIOT 2-€ MECTO B CTPYKTYPE MYIBTUCUCTEMHO-
ro nopaxeHus npu COVID-19. CrieKTp HeBpOJIOTMUECKIX
nposiieHuii mpu COVID-19 oyeHp IMPOK W BKIIOYAET
aHOCMMIO M areB3uio [35], nieMudeckre u reMopparuye-
CKM€ UHCYJBTBI, TPOMOO3bI BEH TOJI0BHOTO Mo3ra [44], 3H-
nedamuTel [43], mopaxkeHNe YepeITHbIX 1 IepudepuIecKux
HepBOB, B TOM unciie cuaapoM IuiteHa—bappe [52], a Tak-
e «MO3roBoii TyMaH» [50], ToJIOBHBIE M MBILIIEYHbBIE OO
[18, 38], cuHAPOM XpPOHMYECKOM YCTAJIOCTU, HAPYLICHUS
CHa, TaHWJIECKIE aTaKK, TPEBOXKHBIE U JCTIPECCUBHBIC pac-
crpovictsa [15, 42, 53, 54], cynoporu u ap. [2, 4, 5, 46, 47].

Psim aBTOpOB OTHOCST IIPOSIBIICHUE HEBPOJIOTMUECKOM
MaToJIOTUM Ha (pOHE HOBOI KOPOHABUPYCHOM MHMEKIINN
K HOBOMY TepMUHY «HeiipokoBuay [12, 19, 37]. CtpykTypa
€ro BKJII0YaeT neprudepndecKylo HeliponaTuio, HeiipoBa-
CKYJIUT, HEHPOMUOMATHIO, SHIIe(ATIONATHIO, MapKUH-
COHM3M, TICUX03bI, MHCYJIBT, MUCJIUT, SHIIE(aInT, AeMue-
NUHU3Upyuue 3aboneBaHus. HeBpomoruuyeckue
HapymeHus ripu COVID-19 mMoryT OBITH 00YCIOBICHBI
TUMOKCEMUEN, HapyIIeHUSIMI TOMEOCTa3a U PEOJIOTUH
KPOBHY, HEMPOTPOMHOCTHIO U HEUPOBUPYJIECHTHOCTHIO
SARS-CoV-2, uMMyHOBOCHAJUTETbHBIMU PEaKLIUSIMMU,
a TaKkKe CMEIIaHHBIM BO3ICHCTBUEM TIEPEUMCIICHHBIX (haK-
TopoB [6, 11, 16, 25, 26, 43, 45].

ITo manHBIM MTEpaTyphl, yactora OHMK mno wnie-
MHMYECKOMY TUITY CPEIU IETCKOTO HACEICHMS COCTABISICT
ot 1,3 mo 1,72 1a 100 teIc. [10]. Cpeay maliMeHTOB C HOBOM
KOPOHABUPYCHOM MH(EKIIMEI 4YacToTa MOJTOOHBIX OCIOXK-
HEHMi1 BapbUpyeT B Iipeaeax 2—6 %, ¢ TeHIeHL e K 110~
BBIIIIEHUIO 3TOTO MokKaszaTens y aeteii [22]. TTo gaHHBIM
L.A. Beslow 1 coaBT., HOBast KOpOHaBUpPYCHas! MH(PEKIINS
BbIsIB/IsUIach y 4,7 % mauueHToB aeTckoro Bospactac OHMK
10 MIIEMUIECKOMY THUITY. TakKe, COINIACHO UX MCCIeH0-
BaHulI0, He 6osee 50 % nauuenroB ¢c OHMK 1o uiiemu-
YyeCKOMY TUITY MPOXoadT TecTupoBaHue Ha SARS-CoV-2
[8]. CTouT OTMETUTH BO3MOXHOCTh Pa3BUTHS MILIEMUYEC-
CKMX HapylIeHUi crrycts 3—4 Hen oT Havaja 3a0oJieBa-
Hug [3].

PaccmoTpum natoreHe3 TpoMOO30B U HEMOCPEACT-
BEHHO MINEMUYECKMX MHCYIBTOB IIPY KOPOHABUPYCHO
nHpexkunu. Mapexkuusa SARS-CoV-2 xapakrepusyeTcs
He TOJIbKO MOpaXkeHNEM SITUTEIHS PECITMPATOPHOTO M KM~
1LIEYHOT0 TPAKTOB, HO U HEMPOTPOMHOCTHLIO. Z. Varga u co-
aBT. IPOJEMOHCTPHPOBAJIM CYIIIECTBOBAaHNE SHIOTSIMUTA
KaK JIETOYHOM, TaK M BHEJIECTOYHON JIOKAJIM3AlUU, IIPU-
CyTCTBHE JTUMGOIMTOB U BUPYCOB B BOCHAIUTECIHLHOM
cyocTpate npu JaHHOM 3a0oi1eBaHuu [55]. H. Li u coaBrt.
BBIIBUHYJIM TUIIOTE3y O BUPYCHOM cercuce. B manpHeli-
1IIeM BUPYCHOE ITOPaKEeHME SHIOTEIMS OBLIO ITONTBEPXKIC-
HO TIPH BBISIBJICHUU CIICIIU(UIESCKIX MOPDOTOTMIeCKIX
MPU3HaKOB [36].

Hwuromarnyeckoe aeiictBue SARS-CoV-2 Ha sHzIoTe-
JIMOLIMTHI OOYCIOBJIMBAaeT MACCUBHBIN BBIXOI B KPOBb
n3 tenell Baitoens—ITamnane ¢pakropoB cBepthiBanus VIII
n VWF (Butebpanaa), oKa3pIBaloOIIMX MOIITHOE TTPOKO-
aryiassHTHoe neiictue [23, 24, 27].
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Kpowme Toro, nmerorcst jaHHble 00 MHPUIIMPOBaAaHUN
SARS-CoV-2 TpoMOOIIUTOB HEMOCPEICTBEHHO Yepe3 pe-
LENTOPHl (AaHTMOTEH3MHIIpeBpaIIaoIuii ¢GepMeHT 2)
WY aJIETepHATUBHBIM ITyTeM [39], BCIeACTBUE Yero Hapy-
mraetcst pyHKIMOHAJIbHAS U MOpdoJIornyecKast CTpyKTy-
pa TpombouuToB. [1aBHBIM 00pa3oM 3TO MPOSIBISIETCS
B YBEJIMYEHUU CeKpeluu TpoMbokcaHa A2, ¢aKTOpoB
anre3un (P-cemekTrH), 4TO IPUBOIUT K ITpOarperaHTHOMY
COCTOSTHUIO 32 CUET MOBBIIIICHHO TOTOBHOCTHU K a[re3UH
U arperaiuyu ¢ ITOCIeAYIOIIMM IepexoaoM Ha GUOpUHOTeH
U KoJuareH. Kak ciencrBue, Habi0naeTCsl MOBbILLIEHUE
KOJIMYECTBA LIMPKYITUPYIOIINX TPOMOOIIUTAPHO-JICHKOLIM -
TapHBIX aTPEraToB U B MTOCJIEAYIOLIEM Pa3BUTUE TPOMOO-
uTOoNaTUH ImotpedieHus [27, 39, 59].

Hosas xkopoHaBupycHast HTH(PEKIIAS MOXKET COITPOBO-
XKIATbCSI KOXHBIMU MPOSIBICHUSIMU: PUTEMAaTO3HO-TIa-
ITyJIE3HO-BE3UKY/IIPHBIMU BBHICHITAHUSIMY, KOKHOM ITyp-
Iypoli, JIMBEIO, aKpaJbHBIMU CHHIOIIHBIMHU IISITHAMU
Ha pa3IMYHBIX yyacTKax Koxu [41]. [cTonornuyecku BbI-
SIBJICHO, YTO CYOCTpaTOM SIBJISIFOTCSI TPOMOOTUYECKUI Ba-
CKYJIUT M 3HHoTenuuT [14, 41, 48].

OcobenHoctu TeueHnst COVID-19 B aeTckoit morysisi-
1 B BenmkoOpuTaHuM oXapaKTepu30Baii KaK «IleauaTpy-
YEeCKUI CUHIPOM MYJIETUCUCTEMHOTIO BOCIIAJICHUS Y IETEH,
o BpemeHu cosmnanatonmii ¢ SARS-CoV-2» (PIMS-TS),
a B CIIIA — «My/IbTUCUCTEMHBIN BOCHATUTEIbHBIN CUH-
npom y neteit» (MIS-C). B Poccuu 6onee pacipocrpaHeH
TepMuH «KaBacaku-nomoOHbIA CUHAPOM», UJIM «HOBbIHI
MYJIETUBOCTIAIUTEIBHBI CHHAPOM B paMKaxX HOBOI KO-
POHABUPYCHOI MHMEKIIMU, TTPOTEKAIOIINI KaK CUCTEM-
HBIM BAaCKYJIUT C IOPAXEHUEM apTEPUIA MEJIKOTO U Cpell-
HETOo KaJanuopa ¢ mMopaxkeHeM MHOTHX OPTaHOB 1 CUCTEM»
[20, 28, 29, 51].

BripaxkeHHast Bupycemusi, TouHee PHKemus, iposiB-
JICHUSI IUTOKMHOBOTO IITOPMa, MHOXKECTBEHHOCTh Opra-
HOB U TKaHei-MUIlIeHe! CIIOCOOCTBYIOT Pa3BUTUIO CUC-
TeMHOTO BOocIajiuTeabHOro oTeera [13, 14, 21, 31, 33, 48,
56]. BupycHBIii cerncuc Takke CriocoOCTBYET YHUBEPCAIb-
HOMY ITaTOJIOTUIECKOMY IPOIIECCY B OpraHU3Me — pa3BU-
THIO IMCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOTO CBEPTHI-
BaHUS CO CMEHOW IIPOIECCOB THUIIEPKOATYJISIINHU
TUITOKOATYJISILIMEH TOTPeOIeHUS. DTUM 00YCIIOBINBACTCS
pa3BUTHE TeMOPParnIecKoil TpaHchOopMaLINy UITEMUIe-
CKMX MHCYJBTOB, a TaKXe reMOpPparndeckKoro CMHIpoma
[9, 32, 49].

o cux 1mop HeIOCTaTOYHO JAHHBIX O IMOTEHIINATIBHOM
TPUTTEPHOM BIMSTHUM HOBOM KOPOHABUPYCHOM MH(MEKIINHT
Ha Bo3MoxkHoe pa3zButue OHMK mo niemMmyeckomy T-
my. UMerommecss naHHBIe JTUTEPATYPhl IIPEIOCTABIISIOT
CKYIHYI0 MH(pOpMALIMIO O JJabOPAaTOPHBIX ITOKA3ATEIISIX
¥ TeMaTOJIOTMIECKOM CTaTyce ImaleHTa. Takke HEeT J0-
CTaTOYHOTO KOJMYECTBA MCCICHOBAHMI IO COMOCTaBIIE-

HUIO U3MEHEHUs 4ucia MalUeHTOB JETCKOro BO3pacTa
¢ OHMK mno nimemMuyecKoMy TUITY B CpPaBHEHUH C TIEPHO-
JIOM JI0 IaHAEMUMU.

B npeacraBieHHOM KJIMHUYECKOM ClTydae UMEET MECTO
pasBuTHe TpoMOo3a rpaBoii CMA Ha ¢oHe TedeHUs] HOBO
KOpOHaBUpPYCHOM MH(peKUMHY y nauueHTa 11 jet. YcraHoB-
JICHHO€ HE3HAYMTEIbHOE HAPYIIEHUE CUCTEMbBI TEMOCTa3a
(muc6ananc nporenHoB C u S) 0ObIYHO HE UMEET KITMHU-
YeCKOI 3HAYMMOCTH M HE CYUTACTCSI IIPEMOPOMITHBIM (hO-
HOM JJ1s1 TpoM0030B [17].

ITposiBeHUs BaCKyaMTa B BUE TUIIEPEMUPOBAHHbBIX
IISITeH, B JaJIbHEUIIIEM TpaHC(HOPMUPOBABIIUXCS B CTa3
COCYZIOB U MUKPOTPOMOO3, TTO3BOJWIM 3a0103PUTh Te-
YyeHMe HOBOI KOpoHaBUpYCcHOM MH(eKmu. Beicokas -
Xopajaka, cyxue ryobl ¢ KOpouKaMu, OIMCaHHbIE XaJI00bl
poauTesei Ha HexXelaHue peOeHKa MUTh U €CTb CBUJE-
TEJIBCTBYIOT O CHHAPOME MHTOKCUKAIIUY, IeDUITATE XU -
KOCTU, CHUXKEHUU 00beMa LIUPKYJIUPYIOLIEN KPOBU U €€
CTYILIEHUU.

Hacnoenue nmeroiuxcst MpoKoaryJIsiiMOHHbIX U MPO-
arperaHTHbIX COCTOSIHUI B CTPYKTYpE TEUEHUSI HOBOM KO-
POHABUPYCHOM MH(MEKIINU, BACKYJINTA, CUCTEMHOTO BOC-
MaJMTEIbHOIO OTBETA HA 9KCHMKO3 CaMO IO cede co3aeT
BO3MOXHOCTb JJIs1 pa3BUTUSI TPOMOOTUYECKUX OCIOXKHE-
Huii. Hannune ocobeHHOCTEN CUCTEMBI TeMoCcTa3a, He
MPOSIBJISIIOLIUXCS B OOBIYHOM XXM3HU, MOXET CTaTh «I10-
clIemHe Kallieli» B BOSHUKHOBEHUU TPOMOO30B.

Ha Haw B3misia, pyTMHHOE yriiyoJieHHOE 00CcienoBa-
HUe€ y alMeHTOB AETCKOI0 BO3pacTa C HOBO KOpOHABU-
pycHol nH(peKnei Helerecoodbpa3Ho. OaHaKo IIpU He-
TUIUYHOM TEYEHUH, & UMEHHO TNPU BO3HUKHOBEHUU
reMopparuyeckoi Cbilu, JajbHelllee 00CaeqoBaHue
SIBJISIETCSI HEOOXOMMMBIM /151 IPENOTBPALLEHNST BO3MOX-
HOCTU TPOMOO30B KPYIHBIX U CPEAHUX COCYIOB, B TOM
YMCJie TOJTOBHOTO MO3ra, C MOCJIEAYIOIIUM pa3BUTUEM
OHMK no nieMn4ecKoMy THITY.

IIpencraBneHHOE KIMHUYECKOE HAOMIOAEHNE TEUEHUS
HOBOM KOPOHABUPYCHON MH(MEKIIUN CBUALTEIHLCTBYET
0 BO3MOXKHOCTH Pa3BUTHS UILIEMUYECKOTO MHCYJIBTA Y CO-
MaTUYECKU 300POBbIX AETEN.

3a HeOOJIBIION MEPUOI UCCICIOBAHUS BO3ICICTBUS
SARS-CoV-2 Ha opranu3M 4ejioBeKa ObUIM MOJTyYeHBI
OTBEThl HA MHOTHE BOIIPOCHI, B TOM YMCJI€ Ha psi BOIIPO-
COB O ITaTOreHe3e BO3HUKHOBEHUSI TPOMOOTHYECKHUX
ocinoxHeHull. [lpeacTaBaeHHbBI KIMHUYECKUNA ClTydait
JIEMOHCTPUPYET HEPA3PBIBHYIO CBSI3b MPOArperaHTHOIO
U IPOKOATyJIsIIMoHHOro AelicTBus Bupyca SARS-CoV-2,
Pa3BUTUSI CUCTEMHOTO BOCHAJIMTEILHOTO OTBETA, 9KCUKO-
32 U MUHUMAQJIbHBIX T€MATOJOTMYECKUX OCOOEHHOCTEM
opranuama (mucoanasc rmporenHoB C u S) 1St pean3amn
TpOoMOO030B y MalIMeHTOB AETCKOTO Bo3pacTa 0e3 COMyTCT-
BYIOIIEH AaTOJIOTUM.



IETCKOM

HEBPOAOI'MI

. Abootalebi S., Aertker B., Sobhan Andalibi M. et al. Call to action:

SARS-CoV-2 and CerebrovAscular DisordErs (CASCADE).
J Stroke Cerebrovasc Dis 2020;29(9):104938.
DOI: 10.1016/j.jstrokecerebrovasdis.2020.104938

. Ahmad I., Rathore EA. Neurological manifestations and com-

plications of COVID-19: A literature review. J Clin Neurosci
2020;77:8—12. DOI: 10.1016/j.jocn.2020.05.017

. Appavu B., Deng D., Dowling M.M. et al. Arteritis and large vessel

occlusive strokes in children after COVID-19 infection. Pediatrics
2021;147(3):€2020023440. DOI: 10.1542/peds.2020-023440

. Asadi-Pooya A.A., Simani L. Central nervous system manifestations

of COVID-19: A systematic review. J Neurol Sci 2020;413:116832.
DOI: 10.1016/.jns.2020.116832

. Asadi-Pooya A.A. Seizures associated with coronavirus infections.

Seizure 2020;79:49—52. DOI: 10.1016/j.seizure.2020.05.005

. Belopasov V.V,, Yashu Y., Samoilova E.M., Baklaushev V.P. Damage

to the nervous system in COVID-19. Clinical Practice 2020;2.
Available at: https://cyberleninka.ru/article/n/porazhenie-nervnoy-
sistemy-pri-sovid-19.

. Bernard T.J., Manco-Johnson M.J., Lo W. et al. Towards a consen-

sus-based classification of childhood arterial ischemic stroke. Stroke
2012;43(2):371-7. DOI: 10.1161/STROKEAHA.111.624585

. Beslow L.A., Linds A.B., Fox C.K. et al. International Pediatric

Stroke Study Group. Pediatric Ischemic Stroke: An Infrequent
Complication of SARS-CoV-2. Ann Neurol 2021;89(4):657—65.
DOI: 10.1002/ana.25991

. Bhaskar S., Sinha A., Banach M. et al. Cytokine storm

in COVID-19-immunopathological mechanisms, clinical
considerations, and therapeutic approaches: The REPROGRAM
Consortium Position Paper. Front Immunol 2020;11:16438.

DOI: 10.3389/fimmu.2020.01648

. Bohmer M., Niederstadt T., Heindel W. et al. Impact of childhood

arterial ischemic stroke standardized classification and diagnostic
evaluation classification on further course of arteriopathy and
recurrence of childhood stroke. Stroke 2019;50(1):83—7.

DOI: 10.1161/STROKEAHA.118.023060

. Brann D.H., Tsukahara T., Weinreb C. et al. Non-neuronal

expression of SARS-CoV-2 entry genes in the olfactory system
suggests mechanisms underlying COVID-19-associated anosmia.
Sci Adv 2020;6(31):eabc5801. DOI: 10.1126/sciadv.abc5801

. Burks J.S., DeVald B.L., Jankovsky L.D., Gerdes J.C. Two

coronaviruses isolated from central nervous system tissue of two
multiple sclerosis patients. Science 1980;209(4459):933—4.
DOI: 10.1126/science.7403860

. Chen W,, Lan Y., Yuan X. et al. Detectable 2019-nCoV viral RNA

in blood is a strong indicator for the further clinical severity. Emerg
Microbes Infect 2020;9(1):469—73. DOI: 10.1080/22221751.2020.1
732837

. Colmenero I., Santonja C., Alonso-Riaiio M. et al. SARS-CoV-2

endothelial infection causes COVID-19 chilblains: histopatho-
logical, immunohistochemical and ultrastructural study of seven
paediatric cases. Br J Dermatol 2020;183(4):729—37.

DOI: 10.1111/bjd.19327

. Cullen W,, Gulati G., Kelly B.D. Mental health in the COVID-19

pandemic. QJM 2020;113(5):311, 312. DOI: 10.1093/qjmed/
hcaall0

. Deffner E, Scharr M., Klingenstein S. et al. Histological evidence

for the enteric nervous system and the choroid plexus as alternative
routes of neuroinvasion by SARS-CoV-2. Front Neuroanat
2020;14:596439. DOI: 10.3389/fnana.2020.596439

. De Veber G., Monagle P., Chan A. et al. Prothrombotic disorders

in infants and children with cerebral thromboembolism. Arch
Neurol 1998;55(12):1539—43. DOI:10.1001/archneur.55.12.1539

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

. Dieselhorst V. Myalgien als Symptom der COVID-19-Erkrankung

[Myalgia as symptom of COVID-19 illness]. Anaesthesist
2020;69(9):683. DOI: 10.1007/s00101-020-00826-2

. Ding Y., Li He, Zhang Q. et al. Organ distribution of severe acute

respiratory syndrome (SARS) associated coronavirus (SARS-CoV)
in SARS patients: implications for pathogenesis and virus
transmission pathways. J Pathol 2004;203,2:622—30.

DOI: 10.1002/path.1560

Duarte-Salles T. Baseline characteristics, management, and
outcomes of 55,270 children and adolescents diagnosed with
COVID-19 and 1,952,693 with influenza in France, Germany,
Spain, South Korea and the United States: an international network
cohort study. medRxiv 2020.10.29.20222083. DOI: 10.1101/2020.
10.29.20222083

Eberhardt K.A., Meyer-Schwickerath C., Heger E. et al. RNAemia
corresponds to disease severity and antibody response in hospitalized
COVID-19 Patients. Viruses 2020;12(9):1045. DOI: 10.3390/v12091045
Ellul M., Benjamin L., Singh B. et al. Neurological associations

of COVID-19. Lancet Neurology 2020;19(9):767—83.

DOI: 10.1016/S1474-4422(20)30221-0

Escher R., Breakey N., Limmle B. ADAMTSI3 activity, von
Willebrand factor, factor VIII and D-dimers in COVID-19
inpatients. Thromb Res 2020;192:174, 175. DOI: 10.1016/j.
thromres.2020.05.032

Escher R., Breakey N., Limmle B. Severe COVID-19 infection
associated with endothelial activation. Thromb Res 2020;190:62.
DOI: 10.1016/j.thromres.2020.04.014

Espindola O.M., Brandao C.O., Gomes Y.C.P. et al. Cerebrospinal
fluid findings in neurological diseases associated with COVID-19
and insights into mechanisms of disease development. Int J Infect
Dis 2021;102:155—62. DOI: 10.1016/j.ijid.2020.10.044

Fenrich M., Mrdenovic S., Balog M. et al. SARS-CoV-2
dissemination through peripheral nerves explains multiple organ
injury. Front Cell Neurosci 2020;14:229. DOI: 10.3389/fncel.
2020.00229

Goshua G., Pine A.B., Meizlish M.L. et al. Endotheliopathy

in COVID-19-associated coagulopathy: evidence from a single-
centre, cross-sectional study. Lancet Haematol 2020;7(8):
e575—e582. DOI: 10.1016/S2352-3026(20)30216-7

Gotzinger F, Santiago-Garcia B., Noguera-Julian A. et al.
COVID-19 in children and adolescents in Europe: a multinational,
multicentre cohort study. Lancet Child Adolesc Health
2020;4(9):653—61. DOI: 10.1016/S2352-4642(20)30177-2
Hedrich C.M., Schnabel A., Hospach T. Kawasaki disease. Front
Pediatr 2018;6:198. DOI: 10.3389/fped.2018.00198

Helms J., Kremer S., Merdji H. et al. Neurologic Features in Severe
SARS-CoV-2 Infection. N Engl J Med 2020;382(23):2268—70.
DOI: 10.1056/NEJMc2008597

Hogan C.A., Stevens B.A., Sahoo M.K. et al. High frequency

of SARS-CoV-2 RNAemia and association with severe disease.
Clin Infect Dis 2020:ciaal054. DOI: 10.1093/cid/ciaal054

Hojyo S., Uchida M., Tanaka K. How COVID-19 induces cytokine
storm with high mortality 2021. DOI: 10.1186/s41232-020-00146-3
Huang C., Wang Y., Li X. et al. Clinical features of patients infected
with 2019 novel coronavirus in Wuhan, China. Lancet
2020;395(10223):497—506. DOI: 10.1016/S0140-6736(20)30183-5
Johns Hopkins University Medicine. Coronavirus Resource Centre.
Available at: https://coronavirus.jhu.edu/map.html.

Lechien J.R., Chiesa-Estomba C.M., De Siati D.R. et al. Olfactory
and gustatory dysfunctions as a clinical presentation of mild-to-
moderate forms of the coronavirus disease (COVID-19):

a multicenter European study. Eur Arch Otorhinolaryngol
2020;277(8):2251—61. DOI: 10.1007/s00405-020-05965-1

53



HABNKWQPAEHE

KONMWHWUYECKOE

54

pssiy' IIETCKOM
HEBPOAOT UM

2

36. Li H., Liu L., Zhang D., Xu J. et al. SARS-CoV-2 and viral sepsis: spike protein in blood vessel endothelium and sweat gland
observations and hypotheses. Lancet 2020;395(10235):1517—20. epithelium in a polymerase chain reaction-negative patient.
DOI: 10.1016/S0140-6736(20)30920-X Br J Dermatol 2020;183:778—80. DOI: 10.1111/bjd.19338
37. Li Z. The evidence of porcine hemagglutinating encephalomyelitis 49. Soy M., Atagiindiiz P., Atagiindiiz I. et al. Hemophagocytic
virus induced nonsuppurative encephalitis as the cause of death lymphohistiocytosis: A review inspired by the COVID-19
in piglets. Peer J 2016;4:¢2443. DOI: 10.7717 /peerj.2443 pandemic. Rheumatol Int 2021;41:7—18. DOI: 10.1007/s00296-
38. LiuJ.W,, de Luca R.D., Mello Neto H.O., Barcellos I. Post- 020-04636-y
COVID-19 Syndrome? New daily persistent headache in the 50. Stefano G.B. Historical insight into infections and disorders
aftermath of COVID-19. Arq Neuropsiquiatr 2020;78(11):753, 754. associated with neurological and psychiatric sequelae similar to long
DOI: 10.1590/0004-282X20200187 COVID. Med Sci Monit 2021;27:¢931447. DOI: 10.12659/
39. Manne B.K., Denorme E, Middleton E.A. et al. Platelet gene MSM.931447
expression and function in patients with COVID-19. Blood 51. Swann O.V., Holden K.A., Turtle L. et al. Clinical characteristics
2020;136(11):1317—29. DOI: 10.1182/blood.2020007214 of children and young people admitted to hospital with covid-19
40. Mao L., Jin H., Wang M. et al. Neurologic Manifestations in United Kingdom: prospective multicentre observational cohort
of Hospitalized Patients With Coronavirus Disease 2019 in Wuhan, study. BMJ 2020;370:m3249. DOI: 10.1136/bmj.m3249
China. JAMA Neurol 2020;77(6):683—90. DOI: 10.1001/ 52. Toscano G., Palmerini F, Ravaglia S. et al. Guillain—Barré
jamaneurol.2020.1127 syndrome associated with SARS-CoV-2. N Engl J] Med
41. Marzano A.V., Cassano N., Genovese G. et al. Cutaneous 2020;382(26):2574—76. DOI: 10.1056/NEJMc2009191
manifestations in patients with COVID-19: a preliminary review 53. Varatharaj A., Pollak T.A., Nicholson T.R. et al. Characterising
of an emerging issue. BrJ Dermatol 2020;183(3):431—42. neuropsychiatric disorders in patients with COVID-19 — Authors’
DOI: 10.1111/bjd.19264 reply. Lancet Psychiatry 2020;7(11):934, 935. DOI: 10.1016/S2215-
42. Mazza M.G., De Lorenzo R., Conte C. et al. Anxiety 0366(20)30420-X
and depression in COVID-19 survivors: Role of inflammatory 54. Varatharaj A., Thomas N., Ellul M.A. et al. Neurological and neuro-
and clinical predictors. Brain Behav Immun 2020;89:594—600. psychiatric complications of COVID-19 in 153 patients: a UK-wide
DOI: 10.1016/j.bbi.2020.07.037 surveillance study. Lancet Psychiatry 2020;7(10):875—82.
43. Moriguchi T., Harii N., Goto J. et al. A first case of meningitis/ DOI: 10.1016/S2215-0366(20)30287-X
encephalitis associated with SARS-Coronavirus-2. Int J Infect Dis 55. Varga Z., Flammer A.J., Steiger P. et al. Endothelial cell infection
2020;94:55—8. DOI: 10.1016/j.ijid.2020.03.062 and endotheliitis in COVID-19. Lancet 2020;395(10234):1417,
44. Oxley T.J., Mocco J., Majidi S. et al. Large-vessel stroke 1418. DOI: 10.1016/S0140-6736(20)30937-5
as a presenting feature of COVID-19 in the young. N Engl J Med 56. Veyer D., Kernéis S., Poulet G. et al. Highly sensitive
2020;382(20):¢60. DOI: 10.1056/NEJMc2009787 quantification of plasma SARS-CoV-2 RNA shelds light on its
45. Pellegrini L., Albecka A., Mallery D.L. et al. SARS-CoV-2 infects potential clinical value. Clin Infect Dis 2020:1196. DOI: 10.1093/
the brain choroid plexus and disrupts the blood-CSF barrier cid/ciaal 196
in human brain organoids. Cell Stem Cell 2020;27:951—961.e955. 57. World Health Organization. Summary of probable SARS cases with
DOI: 10.1016/j.stem.2020.10.001 onset of illness from 1 November 2002 to 31 July 2003. Available at:
46. Rogers J.P., Chesney E., Oliver D. et al. Psychiatric and https://www.who.int/publications/m/item/summary-of-probable-
neuropsychiatric presentations associated with severe coronavirus sars-cases-with-onset-of-illness-from-1-november-2002-to-31-
infections: a systematic review and meta-analysis with comparison july-2003.
to the COVID-19 pandemic. Lancet Psychiatry 2020;7(7):611-27. 58. Wu Z., McGoogan J.M. Characteristics of and important lessons
DOI: 10.1016/S2215-0366(20)30203-0 from the coronavirus disease 2019 (COVID-19) outbreak
47. Rogers J.P., Chesney E., Oliver D. et al. Psychiatric and neuropsy- in China: Summary of a report of 72 314 cases from the chinese
chiatric syndromes and COVID-19 — Authors’ reply. Lancet Psy- center for disease control and prevention. JAMA 2020;
chiatry 2020;7(8):664, 665. DOI: 10.1016/S2215- 323(13):1239—42. DOI: 10.1001/jama.2020.2648
0366(20)30304-7 59. Zhang S., Liu Y., Wang X. et al. SARS-CoV-2 binds platelet ACE2
48. Santonja C., Heras E, Nufiez L., Requena L. COVID-19 chilblain- to enhance thrombosis in COVID-19. J] Hematol Oncol

like lesion: immunohistochemical demonstration of SARS-CoV-2

2020;13(1):120. DOI: 10.1186/s13045-020-00954-7

KonhamkT unTEpecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTA UHTEPECOB.
Conlflict of interest. The authors declare no conflict of interest.

®unancupoBanue. PaGoTa BbIoTHEHa 63 CIIOHCOPCKO# TOAAEPKKH.
Funding. The work was performed without external funding.

Co0umoaenne npas nauueHToB. Poquteny malMeHTKY MOAMcaI MHGOPMUPOBAHHOE COTIacke Ha MyOIMKALIUIO ee TaHHBIX.
Compliance with patient rights. The parents of the patient signed an informed consent to the publication of her data.

Cratbs noctynuia: 14.04.2021. Ipunsara K myoaukamun: 05.06.2022.
Article submitted: 14.04.2021. Accepted for publication: 05.06.2022.



IETCKOM
HEBPOAOT UM

DOI: 10.17650/2073-8803-2022-17-2-55-60 F(CC BY 4.0

Cunpgpom Ako6ceHa: 0630p nuTepaTypbl
U KNIMHUYECKoe HabnloaeHue

A.B. Coipkunal, H.B. Ye6anenko?, B.I1. 3sikos %, H.C. Muxaiiiopa3

IDIBY « Hayuonansublii MeOUYUHCKUTL UCCAE008AMEALCKULL UeHMP MPAHCHAGHMAUUY U UCKYCCIEEHHbIX 0P2aAHOE

um. akad. B.U. lllymaxoea» Munzopasa Poccuu; Poccus, 123182 Mockea, ya. lllykunckas, 1;

Ziaghedpa neeponoeuu demckoeo 6o3pacma PIBOY JI10 «Poccuiickas meduyuHckas aKademus HenpepbleHo0 NPpogeccuoHaNbHOR0
obpazosanus» Munzdpasa Poccuu; Poccus, 125993 Mockea, ya. bappuxaduas, 2/1, cmp. 1;

3I'BY3 «/lemckas eopodckas noaukaunuxa Ne 94 guauan Ne 3»; Poccus, 123308 Mockea, ya. Jemvana Bednoeo, 18, kopn. 1, cmp. 1

KoHTaKThl:

Anna BnapucnasosHa Ceipkuna AllaSyrk@gmail.com

B cTaTbe npeacrasneH 0630p UTepaTypbl, NOCBALWEHHON PEAKOMY XPOMOCOMHOMY A€NEeLMOHHOMY CUHAPOMY — TePMUHASb-
HOII fieneyum SJANHHOTO naeya XpoMocomsl 11, unu cuHapomy fikobceHa, NpoABASIOLEMYCS aHOMANIUAMU PA3BUTUA CKe-
JIeTa, BPOXAEHHbLIMI MOPOKAMM CEPALA, 3aAEPIKKOI Pa3BUTUS, ayTU3MOM. bonesHb npeacTaBnseT KNIMHUYECKUiT MHTepeC
B CBSI31 CO Cneunduyeckum GeHOTUNOM U XKU3HEYrPOXKAIOLWMMHU, HO NOTEHLUANbHO KyPabenbHbIMU COCTOSIHUAMM: KPOBO-
TeYeHUAMU U UMMyHOAeDULUTOM. [TpoBefeH aHann3 MHHOPMALMOHHO 3HAYMMbIX TEHOB YYacTKa feeln XpoMoCoMbl 11,
MpeAcTaBAEHO KiUHUYECKoe HabalogeHne AeBOYKM C cUHAPOMOM fkobceHa ¢ KatamHesom go 6 net. B HaGniogaemom
C/lyyae OnuUcaHbl paHee He YNOMUHABLIMECS B IUTEPATYPE CUMMTOMbI: aTaKCUA U PeTponynbCUu. Takxe paccMaTpuealoTcs
A depeHumansHas AMarHoCTMKa U KpUTepUU CUHAPOMA FUNOMUENUHIU3aLMU. [laHbl peKOMEeHAALMM N0 BEAEHUIO KU3He-
YrPOXAIOWNX COCTOSAHUI NPY 3TOM 33601eBaHUM B COOTBETCTBMMU C aMEPUKAHCKMMU NPOTOKONAMU.

KnioueBble cnoBa: cuHapom SlKobceHa, feneuns AnMHHOIO nieva XpomMocomsl 11, aeneumns 11923, runoMmenHn3aLms,
remunapes, cuiapom Mapuc—Tpycco, ayTu3m, 3agepKa NCUXOMOTOPHOTO Pa3BUTUA, UMMYHOAEDULNT
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The article presents a literature review of chromosomal deletion syndrome — terminal deletion of the long arm of chro-
mosome 11, Jacobsen syndrome, manifested by skeletal abnormalities, congenital heart defects, developmental delay,
autism. The disease is of clinical interest in connection with a specific phenotype and life-threatening, but potentially
curable conditions: bleeding and immunodeficiency. The analysis of informationally significant genes of the chromo-
some 11 deletion site is presented. A case report of a girl with Jacobsen syndrome with a follow-up history of up to 6 years
is presented. In the observed case, previously unremarked symptoms were described: ataxia and retropulsion. The dif-
ferential diagnosis and criteria for hypomyelination syndrome are also analyzed. Recommendations are given for the ma-
nagement of life-threatening conditions in patients in accordance with American protocols.

Keywords: Jacobsen syndrome, deletion of the long arm of chromosome 11, deletion 11q23, hypomyelination, hemipa-
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Cunnpom fxko6cena (CA) (OMIM: 147791) — xpomo-
COMHBIN IeAELIMOHHBIN CUHAPOM, O0YCJIOBIEHHbIA KOH-
LIEBOM Jejenueit JJIMHHOTO 1jeda XpoMocomsbl 11. Kiu-
HUYECKHE TIPOSIBJICHNS BKIIIOUAIOT CKEJIETHBIE aHOMAJTIH,
TPOMOOIIUTOIICHUIO, UMMYHOIS(MUITUT, BPOKACHHBIE IT0-
POKU cepilia, YMCTBEHHYIO OTCTAJIOCTh, ayTu3M [8, 19].

3abojieBaHNE OTHOCHUTCS K PEAKUM T'€HETHYCCKUM
paccTpoiictBaM. 3apeructpupoBaHo oosee 200 ciyyaeB
B Mupe, pacipoctpaHeHHOCTb — 1:100000 ¢ 2-KpaTHBIM
mpeodagaHueM XeHIIuH [19].

CuHnpoM BIiepBbIe onrcaH B 1973 . JaTCKUM TeHe-
tKoM Petrea Jacobsen, HabGII00aBIIMM CEMBIO, B 3 IIOKO-
JIEHHMSIX KOTOPOI OBbIIN BBISIBJICHBI TTAIIMEHTHI C TPAHCIOKA-
nueii 11g23, yHacaenoBaHHOM OT OTIA, UMEIOIIE TTOPOKH
Pa3BUTHS M YMCTBEHHYIO OTCTAJIOCTh. Y OHOTO U3 YICHOB
CeMbH BBISIBJIEHA TPUCOMUSI XpoMOCOMBI 11, 4yTo Koppe-
JIMPOBAJIO C MEHbIIIEH BHIPAXKEHHOCTHIO CUMITTOMOB [13].
IMosnHee ommcaHa KoHmeBas aeneums 11q23, q24, q25
de novo [23].

ITpokcumanbHbIie nenenyu 10 11g23.3 cBa3aHkbI ¢ pas-
BUTHEM TOJIONPO33HLIeATTNU, IIUKIIONUY U apuHAHIIeda-
JIMU U HECOBMECTUMEI ¢ X13HbI0 [23]. Touka pa3pniBa
JHK B nokyce 11q23.3 coBnamaet ¢ 30HOI MOBBIIIEHHOM
JioMKocCTH (fragile) XpoMOCOMBI, UyBCTBUTEJIBHOM K (poJia-
Ty — FRA11B, mostomy C$ oTHOCAT TakKe K oyar3a-
BUCUMBIM CHHIPOMAaM JIOMKUX ((pparuabHbBIX) XpPOMOCOM,
KOTOpbIE BKJIIOYAIOT TaKKe cuHIpoM Mapruna—besn [14,
17, 23].

Cpenn mHGOOPMAIIMOHHO 3HAYUMBIX <«ITOTEPSHHBIX»
YYaCTKOB JUIMHHOTIO I1JIe4a XpOMOCOMBI 11 BBIAEISIIOT FeHbI
BSX, NRGN, ETS-1, FLI-1, RICS (ARHGAP32). IlatueH-
THI ¢ 60JIee METKUMH ACJICIIUSIMU UMEIOT YaCTUIHBIN (be-
Hotun C [8].

Ien ETS-1, pacionoxeHHbIi B oonactu 11q24.3, aB-
JisieTcst (paKTOpOM TPaHCKPUIILINK, aCCOLIMMPOBAH C Ie-
dekTaMH MEXCKeTyIOYKOBOI MEePeropoaKd U MHoKapaa
JieBoro kenynouka [25]. Kpome Toro, ren ETS- 1 akcmipec-
CHpYyeTCs B KJIIETKaX MMMYHHOM CUCTEMBI U BIMSIET Ha IIPO-
ecchl muddepeHpoBKy T- n B-knetok. Jenemnus 3Toro
reHa accolmrpoBaHa ¢ T-uMMyHOIEe(bUIINTOM, TIOBBIIIICHH -
eMm konmmuecTBa IgG, IgE, Bkimouast ayroanTurena [25].

Ien FLI-1 noxanu3oBaH B 11q24.3, orBevaeT 3a nud-
(bepeHLIMPOBKY MerakapuoLUUTOB B KOCTHOM Moa3re. [la-
LIMEHTBI, MOHOaTeabHble 10 FLI-1, B 88,5 % ciydaeB
POXIAIOTCS ¢ TPOMOOLIMTONIEHUEN Y TPOMOOLIMTOIIATUEN,
peanusys cunapom Paris—Trousseau (ITapuc—Tpycco)
(OMIM: 188025). C TeueHMeM BpeMeHU KOJMYECCTBO
TPOMOOILIUTOB IIPUXOAUT B HOPMY, TOrIA KaK AUCHYHKIIVS
COXPAHSIETCS, YTO MOKET COIPOBOXKIATHCS XKU3HEYTPOXKa-
IOIIMMU KPOBOTEUEeHUSIMU [8].

Ien BSX (11q24.1) skcmpeccupyeTcsl B HelipoHax
runoTanzamyca, anudusa. Jenxenns 3Toro reHa accoiu-
MpOBaHA C II00ATbHBIM KOTHUTUBHBIM HapyIICHHUEM,
OCOOEHHO ¢ HapyllleHUEM CIYXOBOIo BHUMaHUs [5], u3-
MEHEHUSIMU ITUIIEBOTO MOBEACHMSI, HU3KMMU aHTPOIIO-

METPUYECKUMU ITOKa3aTeISIMU, HapyllIeHuneM KOHTPOJISI
JokoMouuu [24].

NRGN (HeiipornHINH) KapTUPOBaH B JJoKyce 11q24.2.
DTOT IreH KOIUPYeT CyOCTpaT IMOCTCUHATITUIECKOM IIpoTe-
WHKWHA3bI, KOTOPHI CBSI3bIBACT KAJIBMOIYJINH B OTCYTCT-
Bue Kanblus. [Ipennonaraercs, yto NRGN sBasieTcs nps-
MOUW MMUILEHBIO JJII TOPMOHOB IIUTOBUIHOU XEJE3bl
B Mo3re 4esioBeka. Ero moreps cBsizaHa ¢ ICUXUISCKUMU
HapylIeHUsIMU Ipu Turtotupeo3e u npu CA [18].

Ien RICS (ARHGAP32) xkaptupoBaH B JloKyce 11q24.3
M OTBEYAET 3a POCT ACHAPUTOB U aKCOHOB, CHHAIITOTCHE3
[1, 22]. Henenust RICS mposiBisieTcsI KIMHUKOMW pac-
CTpPOMCTB ayTucTHYecKoro criekrpa [1, 8, 21]. RICS-ne-
GULIMTHBIE HEHPOHBI IEMOHCTPUPYIOT CHIDKEHHE TTOBEPX-
HOCTHOW 3KCIIPECCUU PELENTOpa y-aMUHOMACIIHON
kuciaorel Tuna A (GABA,R) u ocnabnennyro GABA ,R-
OITOCPEIOBaHHYIO CMHANTUYECKYIOo ITepenauy. T. Nakamura
1 COABT. B OKCIIEpUMEHTE Ha XUBOTHOM Momean RICS—/—
ITOKa3aJIM YIy4IIeHUE COLIMATbHBIX HABBIKOB U TIOBEICHUS
Ha (poHe BBefeHUs KJIoHa3ermama [21].

KonnaecTBo «OTEPSTHHOrO» FeHETUYECKOTO MaTepH -
ajia KOppeampyeT CO CTeIICHBIO TSKeCTH IposiBieHuir CH.
Tak, noTepss HEOOJBIIOTO TUCTATBHOTO Y4acTKa MOXET
MIPOSIBIISITBCS] TOJIBKO JIMIIEBBIM TUCMOPGU3IMOM, TOTHA
Kak IToTepsI 6oJiee MPOTSKEHHOTO yY4acTKa COMPOBOXKIA-
eTCcsl TOPOKaMU pa3BUTHUs BHYTPEHHHUX OPTaHOB, BBIpa-
KEHHBIM MHTEJIJIEKTYaJIbHBIM AeduiuTom [8, 23].

Poxnenue 60 % neteit ¢ CA mpoucXoauT B CPOK, €C-
TECTBEHHBIM ITyTeM, CO CPSIHMMU ITOKA3aTSISIMH JUTMHBI
1 Macchl Tena. [Tocae poxXaeHusT JeTH 9acTO HyKIAloTCs
B JUIMTEJIFHOM IIPEeOBIBAHMHU B CTAIIOHAPE B CBSA3U C IO~
poKaMu cepana, KPOBOTEUYEHUSMU, TPYAHOCTIMU ITPU KOP-
miaenun. o 20 % nereit ¢ C4 moru6aior a0 2 JIeT OT BPOX-
JEHHBIX IOPOKOB cepAlia U KpoBoTeueHui [19].

JIuneBoii nucMopdU3M U aHOMAJIMU CKeJIeTa BhIpa-
JKEHBI y BCEX IMAIleHTOB C POXKICHMS; OITMCAHBI CIICIYIO-
e HapylIeHUs: TpUTOHOIeMaTus, TUTIEPTEIOPU3M,
KocomIasue, ITo3, IMIMpOoKas IMepeHOCUIIa, MaJeHbKUI
B3JIEPHYTHIA HOC, TOHKAsI BEpXHsIsl ryba, aHOMalIuu 3y0-
HOTO psina, HU3KO MOCAXKEHHBIC YITHBIE PAKOBUHBI, KO-
pPOTKasl IUPOKas 1IesA, CMHAAKTWINA, KIUHOAAKTUINS,
BpOXIeHHas Kocojarocts [11, 15, 19].

BonpiHcTBO ManueHToB (89 %) B McclenoBaHUU
M. Haghi 1 coaBT. UMeI HU3KHE aHTPOIIOMETPUIECKIE
I0oKa3aresiv, HO TOJIbKO Y 50 % BBISIBIISUICS Ae(ULIUT UHCY-
JMHOoTNoA00HOor0 hakTopa pocta [12].

Camag 6onbinag rpynma u3 110 mauuenroB ¢ CA onm-
cana P.D. Grossfeld u coasr. B 2004 1. [Toutn y Bcex nmaiu-
eHToB ¢ CA (94 %) ObLIM BbIpaXKeHbI MPOSIBJICHUS] CUH-
npoma Paris—Trousseau, 1ipy KOTOpOM TPOMOOLUTOIICHUST
Y HOBOPOXIEHHBIX MOXET JOCTUTATh KPUTUICCKUX 3HA-
yeHUii. Y 56 % nauyeHTOB ObLIY BbISIBIEHBI IIOPOKM CEP-
JIIIa Pa3IMIHON CTeTICHU TSLKECTH, BKITIOYAsl TUITOILIA3UIO
JIEBBIX OTHEJIOB CEPALA, TPEOYIOIINE PAHHETO XUPYPryuye-
CKOTO BMEIIIATEJIbCTBA BILIOTH 10 TPAHCIUIAHTAIIMI CEPILIA.
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OmucaHbl aHOMAJIUM Pa3BUTHUS KEJTYIOUYHO-KUIIIEYHOTO
TpakTa, OTHAKO TPYTHOCTHA KOPMJICHHST OOYCJIOBICHBI TaK-
e 1 opoaJlMMEeHTapHOI Aucipakcueii. B mojoBuHe ciy-
YyaeB OBLIM AMArHOCTUPOBAHBI ITOPOKM Pa3BUTHUS MTOYECK
(YnBoeHUe, TMIIOIUIA31sT) M MOYETIOIOBOM chephl (KpUII-
TOPXU3M, aHOMAJIMY CTPOSHMS BiIaraimina). boipimHeT-
BO MAIIMEHTOB IEMOHCTPUPOBAIN PA3IMIHBIC HAPYIICHUS
KPYITHOI 1 MEJIKOI MOTOPUKHM, MBIIIICUHYIO TUTIOTOHMIO.
HexoTophbie maiieHThI Hy:>KIaJI1Ch B CJTYXOBBIX ariaparax.
KoruutuBHOE pa3BuTHE BapbUPOBAJIO OT HOPMAJIbHOTO
koaddunuenta unremiekra (1Q) y 15 % mauneHTOB
IO YMEPEHHOI yMCTBEHHO# orcTanoct y 38 %. Cyno-
POXXHBIE IPUCTYITHl HOCWIA CUMITTOMAaTUYECKUI XapaKTep
1 BcTpevyanch MeHee yeMm B 1 % ciydaes [11].

IMpu CH onucaHbl M3MEHEHUSI B aHAIM3aX KPOBU:
rUroraMMarjao0yJIMHeMusl, CHIDKeHUe KojinuecTBa T-Kiie-
TOK, KOMOMHUpPOBaHHbI T- 1 B-KJ1eTOUHBII UMMYyHO 1€~
¢uumT, TmMmbonenus [2, 3, 7].

Heitposusyanuzanusa npu C4 B 65 % ciiydaeB BbIsB-
JIIeT CMHAPOM AU GYy3HONM TMIIOMUETMHU3AIUM, TAKXKe
BO3MOXKHBI CIIOHTAaHHBIC BHYTPUUYEPEITHBIC KPOBOM3IIHSI-
Hus [9].

IIpeacrapisieM onucaHue HAOJIIOAAEMOTO HAMU KJIU -
HUYECKOTO CITydas.

KnuHuueckui cnyyau

Bnepesobie cembs o6pamuaace 6 KAUHUKY, Koeda pebeHKy
06110 9 Mec, 05 npoxodicdenus Kypca 60CCMaHO8UMENbHO20
neyenus. OCHOBHOU X4cano00il Obiaa 3a0epiucKa pa3eumusi:
desouka He Moena cudems, NOA3AMb, OMCYMCME084AA Ne-
nemmas peue.

U3 anamuesa ncu3nu uzeecmno, 4mo 0e6ouka pojcoeHa
Mamepbio, cmpadaroueil paccesHHbIM ckaepo3om. Pebenok
om 4-ii bepemerrHocmu, npomexasuieli ¢ yepo30ii NPepbleaHusl
6 1 u Il mpumecmpax, eecmo3zom, om 2-x podoé nymem Ke-
capesa ceuenus Ha 33-ii Hedene eecmayuu (8vis61eHbl AOCO-
JAIOMHO KOPOMKAsi NYN0GUHA, UCOHYeHue naayenmst). Mac-
ca mena npu poxcdenuu — 1569 e, druna mena — 42 cm,
OKPYAHCHOCMb 2010861 — 31 cm, OKpycHOCMb 2pydu — 28 cm,
oyenka no wkane Aneap — 6/7 6anrnos. B cea3u c Hapacma-
Huem JbixamenbHol He0OCMAamoYHOCMU, 6AeHUAMU YMepeH-
Holl acpukcuu degouka bvlaa nepesedeHa 6 omoeneHue UH-
meHCUBHOIl mepanuu, ede HAxX00UAACb HA UCKYCCMBEHHOL
eenmuaayuu neekux ¢ meverue 3 cym. C 11-x cymok scusnu
6HOBb NPOCPECccUPOBAnU ObiXAmenbHble PACCMPOIiCMEa, 6bis16-
JIeHbl BHYMPUYMPOOHAs UHGDeK U HeYMOUHEeHHOU SMUoAoULL,
nHeeMOoHUs1, HeKkpomusupyrouuil sumepokoaum 11 cmaduu,
eéHympuicenydoukosoe kposousauanue I cmenenu. Hckyc-
CMBEHHAs BeHMUAAYUA Ae2KUX npoeodunace 6 meuerue I cym.
C yuemom ocobennocmeil gheHomuna nayueHmxu Ov.10 npose-
dero eenemuueckoe oocredosanue, evlasusuiee deaeyuro ONuH-
Hoeo naeua xpomocomol 11 (cundpom Hrxobcena). B danvheii-
uwem 0e6ouKa pazeusandcs ¢ 3a0epicKOll: YEepenHo 0epicand
207108y 6 NOAOICEHULU HA JCUGOME C ONOPOLL HA Npedniedbs
¢ 6—7 mec, Hauana nepesopavuBamsCs Ha Hcugom & 8 mec.

IlIpu ocmompe 6 6o3pacme 9 mec (ckoppueupo8aHHbulii
eo3pacm — 6,5—7,0 mec) ¢usuueckoe pazeumue pebenka
06110 HU3KUM, Macca meaa — 6700 e, OKpYIHCHOCMb 2010661 —
43 cm, 60avwoil poonuyok 1 x 1 cm. Boipascervt muoxscecm-
BEHHble cmueMbl OU3IMOPUO2EeHe3a: MPUeOHOYeanus, eunep-
menopusm, 6aeapodumos, SNUKAHM, KOPOMKUE 2AA3Hbie
weau, WUpoKas nepeHoCuya, KOpomxuil Hoc, 830epHymolii
KOHYUK HOCA, Y3Kas 6epXHss eyba, anomanuu 3y61oeo psoa,
ducnaacmuuHvie U HU3KO NOCANCEHHble YUIHbIE PAKOGUHDL
¢ deqhopmupo8aHHbIM 3a8UMKOM, WUPOKOE OCHOBAHUE UulelU,
OUCHPONOPYUOHANBHOCMb, YKOPOUeHUe KOHeHHOCMell, Naab-
yes, nonepeunas AA00HHAs CKAAOKA cAe6d, KAUHOOaKmuAus
V naavyes pyk, wiupokoe nynouroe Koavyo, 60pOHK00OpasHas
deghopmayus epyOHoll KaemKu.

Tpu oyerike HesponoeUecK020 CMamyca ommesanuch cxo-
Osueecst COOpYICeCmeeHHoe KOCo2aasue, AeeKull npasocmopoH-
HUl 2eMunapes, 3a0epiucka NCUXOMOMOPHO20 Pa3eUmusi: 0e6o4-
Ka nepeeopauueanach Ha JCUgOm CamoCmosmensto, opaia
NPEONONCEHHYIO USDYUIKY, YAbIOaAacs, eyauaa, IMOUUOHANBHO
peazuposana Ha mams. Omme4anucy cmepeomunuy 6 pyKax.

Jabopamopuvie uccaedosanus. B ananuzax Kposu evi-
sa61eHa mpau3umopras mpomooyumonenus 178— 118 meic.
E0/mKa ¢ nocaedyrouum cnoHmMauHuiM 60CCMAHOBACHUEM
0o 265 meic. Ed/mKa, aeiikoyumypusi 00 37 8 noae 3peHus,
pacuiupenue 4aueuHo-10XaHOYHOU CUCMeMbl npagoll NOYKU
10 pe3yabmamam yavmpas’eyk08020 Uccae008aHus.

Memodbt neiiposuzyaauzauuu. Komnviomepras momo-
epaghust 20106H020 M0O32A BbIABUAA CUMMEMPUYHOE CHUNCEHUE
naomHocmu benoeo geujecmea obeux eemucgep, ymeHvuueHue
Dpasmepos nepeduell yepenHou AMKU, paculuperue Melcnony-
wapHoil weau 0o 9 Mm 6 nepednux omoenax, acuMmempu4Hoe
pacuiuperue aamepanvHolx wieaet (puc. 1). Maenumno-pe-
30HAHCHASL MOMO2PaApUs 20108H020 MO32a 6 9 Mec OeMOH-
cmpuposasa cummempuuHoe nosviueHue MP-cuenana
OM UEHMPANbHBIX U Nepugheputeckux omoenos 6e10eo eeuje-
cmea 201061020 mo3ea 6 pexcumax T2 u FLAIR. Cmpykmypa
NOOKOPKOBbIX 0MOeN08, CMBOA0BBIX CPYKIYD U MO3HCEUKA
He usmenena (puc. 2).

Junamuxa pazeumus. B danrvheiimem coxpansanrace
3a0epicKa 08UeamenbHo20 pa3gumus, Xoms u Omme4andch
noaoNcumenvHas OUHAMUKA: 0e80UKa CAMOCMOSAMENbHO
cadumces nocae 1,5 eoda, ecmana y onopul 6 2 eoda, Havanra
Xo0ums ¢ 0nopoii ¢ sozpacma 3 eoda 2 mec; Ha4ara xo0umo
camocmosmenvto ¢ 4.1em. Ilpu eepmuxanuzayuu cmana A6HOU
crmamu4eckas U OUHAMUMECKAas AMAaKCUs ¢ PemponyabCusimMu,
He npusoouswumMu K nadenusm. Juuamuka ncuxopeuegozo
paseumus He HAOAIOOANAC: COXPAHAAUCH OMOCAbHbIE 36VKU,
38YKONOOPadCanue, upeoxa noIeAsSAUCh CA02U.

B 6o3pacme 1 coda 6 cea3u ¢ HapyuleHuem 2A10Manus
3an0003peHa AapuUHeOMAaNsIyus, 00HaKo 00c1ed08aHUe He NPo-
eodunocs. B smo Jce epems 06bL10 pekomeH008aHo 06caedo-
sanue y cyp0onoea 8 céa3u ¢ epPOAMHOL HelipoceHCOpHOl
myeoyxocmoio, 06credosanue makice He 0bl10 NPOBEOEHO.
Dusuueckoe pazeumue 0CmMasaioch Hux3ce cpeoHeeo: pocm
3— 10 nepyenmuns, macca mena 10—25 nepyenmuns.
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Puc. 1. Komnvromepnas momoepagus 201081020 M032a, AKCUANbHYIIL CPE3.
Tpueornoyeganus. Cummempuuroe CHudICEHUe NAOMHOCMU bea020 eeujeci-
64 20106H020 M032a

Fig. 1. Computed tomography scan, axial section. Trigonocephaly. Symmet-
ric hypointense of brain white matter

Puc. 2. Maenumno-peszonancuas momoepagpus, T2-pexcum, axcuanbHolii
cpes. Cummempu4Hblil 2UNePUHMEHCUBHBLIL CUSHAN 0€1020 8elyecmea 20106~
H020 MO32a

Fig. 2. T2-weighted magnetic resonance image, axial section. Symmetric
hyperintense of brain white matter

2

Peeynspro npoeodunuce Kypcol 60cCMaHO8UMENbHOZO0 J1e-
ueHUsl, HelipONPOMeKmMUBHoL mepanuu (NOAY4aAQ AKMOBe2UH,
KopmeKcuH, naHmoaam) — 6e3 3Ha4UM0o20 KAUHUHECK020 3¢)-
gexma. Taxwce noaywanra Kypcol annapamuoil U OKKA3U-
OHHOU mepanuu y oppmanvmonoea 8 ces3u ¢ nopaxiceHuem
NOCMeeHUKYAAPHBIX 3DUMENbHbIX NYMell, eunepmemponuet
8bICOKOU CMeneHl ¢ ACIUsMAamu3mMoM, MOHOAAMEPANbHbIM,
PACXOOAUWUMCS HACMUHHO NAPEMUHECKUM KOCO2AA3UEM.

Ilcuxonoeo-nedacoeuueckas Koppexkyus He NPoBOOUAACD.
Ilapokcuzmanvuvix cocmosiHuii He ommeuanocs. Habarodanacs
2eMamon02om 8 ces3u ¢ nepuodu4ecKoll AeiKonenueil, noay-
yuna 2 Kypea 4enoeeqeckKoe0 UMMYH02A00YAUHA 6HYMPUBCH-
Ho. Habarodanacs Heghponoeom é ces3u ¢ 8podicOeHHbIM NOPO-
KoM pazeumus NOYKU: yOeoeHuem 4aule4HO-10XAHOUYHOU
cucmembl nPasoll NOUKU, XPOHUHECKUM NUeNOHepPUMOM;
nepenecaa myoy10uHmepCmuyUaibHulil Heghppum 6 eo3pacme
4 nem. Habawdaemces kapouonroeom ¢ Marimu GHOMAAUSIMU
pazeumus cepoya. B 2 eoda 11 mec 603nuKkA0 HOCOB0E KPO-
eomeueHue, nompebogasuiee 20CHUMANU3AUUL, He CONPOBO-
acoaroujeecss mpomboyumonenueil.

Heiiposuzyaauzauua 6 dunamuxe ¢ sospacme 1 200
10 mec svis6una Hogole ouaeu noswviuenus MP-cuenana 6 06-
AAcmu Mocma u npoooa208amozo mMosea, 00HaKo npu nocaeo-
Hem uccaedosanuu 6 gospacme 4 nem danHble ouaeu He 8U3Y-
aausuposanuce. Oba MP-ucciredosanus demoHcmpupyom
cmabunvHoe nosviuenuss MP-cuenana é obeux eemucgepax,
0e3 OuHamuku.

Koncyabmuposana eenemukom noemopHo 6 eo3pacme
3 eoda 5 mec. Ilpu uccaedosanuu Kapuomuna evisi6AeHa Xpo-
MOCOMHASI AHOMANUS: Deaelyusi ONUHHO20 NAe4d XPOMOCOMbL
11: 46 XX (11q-); y podumeneii danHnas deaeyuss omcymcm-
eyem. Ycemanoenen ouaenos CAH. Pexomendosarnvl Habawoe-
Hue Hegponoea, Heghponoea, opmoneoa, eeHemuKa, NCUXoN0-
20-nedaezozu4ecKas Koppekuus.

Ha momenm nanucanus cmamou 803pacm NAayueHmKu
cocmasasem 6 nem. B kaunuueckoil kapmuHe Ha nepeoHuil
NAQH 8bICMYNAOM HAPYUIEHUs NOGedeHUs: omcymcemeue ye-
NeHanpasaeHHbix Oelicmeuil, pasoeseHus CeOUX U YYICUX,
POAEBOIL Uepbl, peyUl, UMEIOM MeCmo PACMOPMONCEHHOCMb,
dsueamensvHble cmepeomunuu, 6okaiuzauuu. B nesponoeuue-
CKOM cmamyce COXPaHsiemcs cxoosueecs: Kocoanasue ¢ 08yx
CMOPOH; 2eMunapes peepeccuposan; CamocmosmenbHas Xo0b-
ba 6 npedenax KOMHAMbL, OMMeHaAOMCs OUHAMUYECKAs
amakcus u pemponynscuu npu xo0voe. IpouzeonvHoiili KoHmM-
poab Hao QyHKYUell ma308biX 0peano8 He cghopmuposar. Ecm
NIOPUPOBAHHYIO NUULY, NONEPXUBACICS NPU NPOAANbIBAHUU
KPYHHbIX KYCK08, YO S6A5eMCsl OMPatceHuem OUCHPaKCUL.

IIpencraBneHHbBIN KIMHUYECKUI CITydyaii B LIEJIOM COOT-
BeTcTBYeT nosiHoMYy CS, BeI3BaHHOMY de novo aenenyei
11923, ogHako uMeeT 0OCOOEHHOCTH 110 CPaBHEHMIO C JaH-
HBIMU JIUTEePaTyphl. ONIMCaHUS PETPOITYIECHH M MO3XKEIKO-
BOM aTaKCUM HE BCTPEYAIOTCS B JIATEPATYPE, ITOCBIILICHHONK
CZ1. TTo gaHHBIM HEHPOBU3YaTU3alN Y HALLIeH TAallMeHTKA
OTHOKPATHO BBISIBIISUTUCH O4Yary rnosbieHus: MP-curnana
B T2-pexxuMe B 001aCTH MOCTa M TIPOIOJITOBATOTO MO3ra.
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Bo3moxHO, 3TN N3MEHEHUST MUCIMHU3ALIMY HAIILTA CBOE
OTpakeHNe B KIIMHUYECKOM KapTrHe. C Ipyroii CTOPOHHI,
KOPKOBasI acTa3usi-ada3usi MOXET MMUTHPOBATh MO3KeT-
KOBYIO aTaKCHIO, a CUMIITOM X¢HHEpa HalIOMUHAET pe-
TPOMYJILCUH, YTO TaKXKe HeoOoxoanuMo auddepeHInpo-
BaTh.

Benyiuit HeiipopaguoJorniyecKuii CMHAPOM — TUIIO-
MMEIMHM3AINS, BBISIBJICHHBIN IIPY MATHUTHO-PE30HAHC-
HoIt ToMorpaduy y Hallleit MallMeHTKH, TpeOyeT IpoBe/e-
Husa guddepeHInaIbHOIO IUAarHo3a, Ipexae BCero,
¢ Tpymroii neiikoguctpoduii. B Halllem cirydyae oTCyTCT-
BOBJIM TaKHe CUMIITOMBI, KaK Perpecc pa3BUTHS, CYIO-
POXHBIE TIPUCTYIBI M IMCKUHE3NHU, a TAKXKE OTMEJaJICs
BBICOKMI MHIEKC CTUTM OIU33MOpHUOreHe3a, 9To He COOT-
BETCTBOBAJIO KIIMHUYECKOI KapTUHE NeMHUCTUHU3ALINM.
A.T. OcbopH peKOMeHIyeT NIeHTU(PUILINPOBATH TUTIOMUETTI -
HU3ALMIO TOJBKO MPU MOJYYEHUN UACHTUUHOTO M P-130-
OpaxkeHus 6eJI0To BellleCTBA B 2 AMHAMWYECKUX UCCIIET0-
BaHMUSX, a TAKXKE COMOCTABJISATh CTCIICHb MUCIMHU3ALINHI
¢ Bo3pacToM pebeHka. B Haiem ciryyae moBropHbie MP-uc-
crnegoBaHus B Bo3pacte 9 mec, 1 roga 10 mec u 4 roga
JIEMOHCTPUPOBAJIM CXOIHYIO KAPTUHY ITOBbILIeHUs1 M P-cur-
Haja oT 0eJioro BeliecTBa B T2-pexxrMe U He COOTBETCT-
BOBaJIX Bo3pacTy pebeHka. JuddepeHumanbHbI pa
TUTIOMMEIMHU3ALMY TAKKe BKITIOYAET HETOHOIIEHHOCTD,
9K30T€HHBIE TOKCUYECKHUE BO3ICHCTBUS B IIEPHOIE HOBO-
POXIEHHOCT! U IePBUYHBIE CUHIPOMBI THITOMUEIMHU-
3alluu, Takue Kak Oosie3Hb Ilenuneyca—Mepubaxepa.
VYauteiBas panHee BblsiBiieHHEe CS, B CTpYKType KOTOPOTO
OIMMCaHBI SIBJICHUS T7100aIbHOM TudDYy3HOI THITOMUETH -
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MepuHaTanbHble MHCYNbLTBI, M B YACTHOCTU BHYTPUYEPENHbIE KPOBOU3NUAHUS Y NIOAA, ABASAIOTCS aKTyanbHOW npobaemoit
COBPEMEHHOI NepuUHaTanbHOM MEAULUHbI U HEOHATaNbHON HEBPONOTUN BBUAY CNOKHOCTU AMATHOCTUKM U HEONpeaeneH-
HOCTW NPOrHo3a. TAXecTb UCXOAO0B BHYTPUYEPENHbIX KPOBOU3AMSHUIA Y NI0AA BAPbUPYET B 3aBUCUMOCTH OT TOKANN3aLMM
1 obbema nopaxenus. Npepcrasnsem co6CTBEHHOE HAGNIOAEHNE NALMEHTA C AHTEHATANIbHbIM BHYTPUYEPENHbIM KDPOBOU3-
nusHueM. MUHUManbHbIe KNIMHUYECKME NPOSIBEHUA B HEOHATAJbHOM NEPUOJE CONPOBOXKAAITCA 3HAYMMBIMU U3MEHEHNU-
AIMU, BbISBJEHHBIMW NPU NPUMEHEHUN METOLOB HepOBU3yanu3auMu u 3neKTpoaHuedanorpaduu, YTo genaer NporHos
npyu JaHHoi natonorun Gonee Cepbe3HbIM U OnpefenseT HeobxoaUMOCTb GoNbleil HACTOPOKEHHOCTH Y HEOHATOOrOB
¥ HEBPOJIOTOB B OTHOWEHUU NOJOBHBIX CyYaes.

KntoueBble cnosa: BHyTpMUYepenHoe KPOBONU3NMAHWUE, reMOpParnyeckunii MHCYNbT y N10/Aa, HOBOPOXKAEHHBIIA, NepuHaTanb-
HbI MHCYNBT
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Perinatal stroke (a case report)
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Perinatal stroke and, in particular, intracranial hemorrhage in fetus refer to topical issues of modern perinatology and
perinatal neurology because of diagnostic challenges and uncertain prognosis. The severity of outcome in intracranial
hemorrhage in fetus depends on its localization and affected area. We report a case of fetal stroke in a newborn. In the pa-
tient, initial minimal clinical signs were accompanied by pathological changes detected by visual diagnostic methods
and electroencephalography. This makes prognosis more challenging and requires the vigilance of neonatologists and pe-
diatric neurologists.

Keywords: intracranial hemorrhage, fetal stroke, newborn, perinatal stroke
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[lepuHaTanbHbIC MHCYIBTH IIPUBOAST K HEBPOJIOTH -
YECKMM HAPYIICHUSIM PA3HOM CTEIICHU TSKECTU Y AETEH.
Cpenu XXrBOPOXKIESHHBIX IeTEH TaHHAs ITaTOJIOTHS BCTpe-
yaercs ¢ yacroroit 1:1600—1:3000 [4, 9, 10]. Iemopparu-
YeCKWI MHCYJIBT Y TIJI0Ia OTHOCUTCS K PEIKHUM OCTIOXHE-
HUSIM OepeMeHHOCTU. BBUIY TpyaHOCTU aHTeHaTaJIbHOMU
IMATHOCTHKY BHYTpHUepeIrHoro KpopouanusHus (BUK)
WCTUHHAS 9YaCTOTa KPOBOMBIMSIHUM BO BHYTPUYTPOOHOM
IIepHOe OCTACTCS HESICHOM, 1, BEPOSITHO, OHA BHIIIE 3a-

siBjeHHoI [11]. [eMopparuueckuii MHCYJIBT IJI04a BCTPe-
yaeTcst ¢ yacToroi ot 1 Ha 65000 oHOIIEHHBIX OepeMeH-
Hocteit [6] mo 0,9—1,0 Ha 1000 ciayyaeB GepeMeHHOCTU
106010 cpoka HaunHas ¢ 20 Hen, 1o JaHHBIM pedepeHc-
HbIX IeHTpoB [8, 14]. J. Teixeira u coast. (2017) [13] BbIsI-
BWIM | CIIydail mpeariogaraéMoro reMopparnaeckoro nH-
cyabra cpear 17056 HOBOPOXIEHHBIX C TeCTALIMOHHBIM
Bo3pacToM 34 Hex u 6o1ee. [1pu ayroncuy MepTBOPOXICH-
Hbix BUK BrisiBieHo y 6 % miomos [12].
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Cpeny BO3MOXHBIX (paKTOPOB pHCKa JaHHOM MaToJIO-
TMM BBIOCISIOT MH(MEKIINY, aJUIOMMMYHHYIO TPOMOO-
LIUTOTNICHUIO, HAPYIIEHUs KOAryJIsIiluy, HApKOTUIECKYIO
3aBHUCHUMOCTb MaTepH, CHHIPOM (heTo-(peTanbHOI TpaHC-
¢y3um, TpaBMy MaTepu [5]. IIpu OTCYyTCTBUM OUEBUIHOTO
¢dakTOpa prcKa ciaeayeT UCKIIOUNTh TeHETHYECKYIO TTaTO-
soruio [3]. [IporHos mpu BUK y mioma 3aBUCUT OT 3THO-
norun BUK, cpoka 6epeMeHHOCTU MaTepu Ha MOMEHT €ro
BO3HMKHOBEHUSI, a TAKXKE JIOKAIU3ALNN 1 OOIIMPHOCTH
nopaxeHus. B cepuu HaGmoneHui [7] BhIKMBAaEMOCTb
K Bo3pacty 1 Mec coctaBuia 59 %, a K rojpoBajioMy Bo3pa-
¢ty y 52 % ocTaBLIMXCS 1101 HAOJII0AeHUEM IeTeil He Obl-
JIO BBHISIBJICHO HEBPOJOTMYECCKMX HapylIeHWi. XymIiime
HMCXOJBI OBLTM OTMEYCHBI MPU TSKEJIBIX BHYTPIKEITYI09-
KOBBIX KpoBOM3USHMSX. B TO ke Bpemst B. Adiego 1 coaBT.
(2017) [1] yka3bIBaloT Ha JIETKME ¥ yMEPEHHBIC TBUTATEIIb-
Hble HapyiueHus y 71,4 % nereil ¢ BHyTPUXKEIYI0YKOBbI-
mu kpoBouznusiHusiMU 111 u IV crenenu.

IIpencraBnsiem coOCTBeHHOE HaOI0AeHIE KJIMHAYE-
CKOTO CJIydas.

KnuHuueckui cnyyau

Iesouxa om 4-ii 6epemenHocmu, npomexkasuieil Ha poHe
OCNI0MCHEHHO20 AKYWepCcKo20 anamuesa (MeduyuncKui abopm
U 3amepuias bepeMeHHOCY), PeyUoUBUPYIOUWe20 acUHUMA
(canuposana), uepsuyuma (6 noceee — Enterococcus faeca-
lis 10°, canuposana), anemuu neekoii cmenenu (mepanus
npenapamamu xncenesa). Obcredoganue na cuguauc, eena-
mum B, eupyc ummyHoOeuyuma uenogexka, cmpenmokoKkK
epynnvl B — ompuyamenvhoiii pezyssmam. Ilpu demanvhom
BbISICHEHUU AHAMHEe3a Mamb 0e80UKU OMMemuaa SnU300ute-
ckoe 006pazoganue IKXUMO308 Nocae CAYYAUHOU MPagmbl.
Menses oounsnble. Takoce ommeuanuce exceOHegHble HOCOBbLE
KposomeueHus 60 apems bepemennocmu. Bo epems bepemen-
HOCMU KOHCYAbMUPOBAHA 2eMAMO0A020M,; OUACHOCMUPOBAHA
«YMeEPeHHAs MpoMOOUUMONEHUs», He Mpebyiouasn AeHeHus..
Yasmpazeykoeoe uccaedoganue nioda Ha cpoke bepemerHo-
cmu 19 Hed eecmavyuu — b6e3 namonoeuu.

Poobi 2-e, cpounvie, na 41-ii nedene, I nepuod podoe — 64,
11 nepuod podoe — 11 mun, 6e3600HbLl npomencymox — 3 u
41 mun. Oxononnoouvie 600vt ceéemavie, 1500 ma. Macca mena
npu poxcdenuu — 31402 (P27.2), onuna mena — 50 cm (P56,5),
OKpYacHocmb 2040661 — 32 cm (P2.6). Oyenka no wikane An-
eap — 8/8 6aanos. Cocmosnue npu podicoeHuu y0061emeop-
menvHoe. /legouka Haxoduaacs é naiame cOBMeCHHO20 npe-
Obl8aHUsL, NOAYYHANA 2DYOHOE MONOKO, OMMEUANUCh HeUacmble
HeobuabHble cpvleusanus. Ha 3-u cymku ycusnu ommeyer
INU300 KAOHUKO-MOHUYECKUX cydopoe: cicamue 8 KyaaK
u gpawamenvhsle 0suxcenus kucmeil. [lamoaoeuu co cmo-
POHbL 060bULI020 pOOHUUKA He omMmeteHo. Tlocae 6o3HuKHOGe-
Hus npucmyna degouka 6blia nepegedena 6 naAamy UHmMeH-
CUBHO20 HAOAI00eHUS U 3ameM, 8 MOM dice JeHb, 8 omdeneHue
namonoeuu Ho8opoxcoeHHbIX. B dunamuke cydopoeu ne no-
emopsauce. JlgueamenvHas aKmueHOCMb COOMBEMCME08AAA
HopMe, peghreKcbl HOBOPOICOEHHO20 XOPOULO BbIPAIICEHDL.

C 13-x cymok xwcusnu 60300H061eHO epyOHOe KOopMAaeHUe
no mpebosanuro. llpuznakoe enympuuepenHoii eunepmeH3uu
U namoao2U4ecKoll 2Aa3Hol cumnmomamuru He oviao. Ilpu-
POCH OKPYICHOCIU 20408bL C podicOeHus 3a 3 Hed cocmagui
3,5 cm.

B I-e cymku cusnu 6 obujem ananuze AeiKoyumbol
37,87 x 10°/a, spumpoyumer 4,97 x 1012/a, eemoenobun
156,1 2/n, mpomboyumor 196 x 10°/a, aumgpoyumeor 10 %,
nanouxosdepuoie Hetimpoguavt 1 %, ceemenmosdepHbie Heil-
mpoguavt 72 %. [lpu nocaedyrowem konmpone obujeeo ana-
AU3A KPOBU OMMEYEHO CHUNCEHUE YPOBHs 2emM02100UHa
0o 121,5 e/n k 22-m cymKam JHCU3HU npu OMCymcmeuu om-
KAoHeHus dpyeux napamempog. Koazynoepamma, yposeHs
VIII, IX ¢hakmopoe ceepmoieanus Kposu, azpeeayus mpom-
boyumoe Ha 8-e cymku JcusHu — 6 npedenax pegepeHcHbix
3Hauenuil. buoxumuueckuii anaauz Kposu c uccaedoganuem
YDOBHSL 2110K03bl, INEKMPOIUM0o8 — 6e3 NamosocuueckKux
usmeneHuil. Yposeeno C-peaxmugHnoco 6eaka — 2,7 me/n.
Ha 5-e cymku xcusnu obcredosana Ha 6HYmpuympoOHole
UHeKUUU MemOo0oM NOAUMEPA3HOL UenHoll peakyuu (8 Kpo-
eu JIHK yumomeeanosupyca, supyca npocmoeo eepneca 1-eo
u 2-e0 munos, supyca nwmeiina—bapp u mokconaasmol
He 8blsi6AeHbL) U UMMYHOpepmeHmHbiM anaruzom (IgM om-
puLyamenvHsl 6 OMHOUEHUU 8CeX UCCAe008AHHBIX NAMOEHO8).

Hetipoconoepagpus 6 eo3pacme 3 cym jucusHu: 6 napeH-
XUuMme A00HOIL, HaCMUYHO MeMeHHOU 06aacmu cnpasa eu3ya-
auzupyemces obpasosanue pasmepamu 50 x 37 x 31 mm, no-
BbIULEHHOU 2X02eHHOCMU, HEOOHOPOOHOU CMPYKMYDbl
(60nbULe OAHHBIX 8 NONB3Y 2eMAMOMbL, B03MONCHO, C8A3AHHOLL
¢ nepedHUM poeom npasozo boK08o2o JceaydouKa), 3a cuem
daHHo20 00pa308anus onpedensemcs cmeujeHue cpeduHHbIX
CIMpYKmMYp 61e60 Ha yposHe 100H0-memeHHoll oonacmu. Heii-
pocoHoepagus 6 gospacme 19 cym: yaompaseykogwle npu-
3HAKU NAPEHXUMAMO3HO20 KPOBOU3NUAHUS N0OHO-MeMeHHOU
obaracmu cnpasa é cmaduu pe3opoyuu, cyooypanrbHas eema-
moma cnpasa 6 cmaduu pe3opoyuu. Cmeujenue cpeduHHbIX
cmpykmyp éne6o. Komnviomepnas momozpagus 20108H020
Mo3ea 6 6o3pacme 3 cym: npagocmopoHHsIs NOAYUAPHAS AU~
cmosudunas cyboypanrsras eemamoma. lemamoma npasoii
AN00HOI doau ¢ nonepeuroil ducaokayueii (puc. 1). Maenum-
HO-Pe30HaHcHas momozpagust (¢ KOHMPACMHbIM YCUNEHUEM)
6 eo3zpacme 4 cym: 6HymMpuUMO03208as 2eMaAmMoMa 8 npasoil
A00H01 done. CyooypanbHas noAyuWapHas eemamoma cnpasa
(puc. 2). MaenHumno-pe3onancuas momoepagus apmepuii
20/108H020 M032a 8 gospacme 12 cym: anespusm, apmepuo-
BEHO3HbIX MaNbhopMauuil He 8bisieaeHo (puc. 3).

Dnexmposnyegpanoepagus na 13-e cymiu scusnu: 3ape-
2UCMPUPOBAH eOUHUYHBLI 2eHEPANUZ08AHHbLIL NAPOKCUBMANb-
Hblll pasps0 dnUsenmugopmMHoOil aKMUBHOCMU ¢ AKUEeHMOM
6 npasom noayuiapuu. B dunamuxe uepes 5 cym é cocmosiHuu
0600pcmeoganus SnUsenmugOpMHOU AKMUBHOCMU He bls6-
AEHO.

Ocmompena cneyuaiucmamu: HeOOHOKPAMHO He8poao-
2om, duaeno3 Ha 19-e cymiu scusnu: «Ilepunamanvholii un-
cyabm. BHympuuepentoe KpogousausHue: napeHxXumamosHoe



EKYVCPCHKAMHVI HETC KOM
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Kposouzausnue 8 100Ho-memeHHoll obnacmu cnpasa. Cy60y-
panvHas eemamoma. Cy0opodcHblil CUHOPOM 68 AHAMHe3e»;
opmanvmonoeom, duaenos: «llpepemunanvroe Kpogousus-
Hue NPagoeo enaza»; 2emamono2om, 3axKaiouenue nocie 0000-
cnedosanus Ha 14-e cymru ycusHu: «B nacmoswuii momenm
O0aHHbIX, YKA3bIBAIOUUX HA KOA2YAONAMUIO, HE BbiABAEHO»;
Helipoxupypeom, duaeHos nocie doobcredosanus Ha 13-e cym-
Ku ocuzHu: «Ocmpoe 6HYMpUMO032080€ KPOGOUNUSHUE 8 NPABYI0
A00HYI0 00410 € NPOPBIBOM 8 CYOAPAXHOUAANbHOE NPOCMPAH-
cmeo ¢ (hopmuposanuem 6HympuM0o32080ii u cyoboypatbHoll
2emamom. OnepamugHoe aeverue He HOKA3AHO 68UDY OMCYM-
CMBUSL KAUHUMEeCKOLL KapMUHbL 6HYMPUYEPEeNHOL 2UNepmeH3uL».
Tepanus: gpenobapbouman é Haepyzoutoii doze 20 me/xe/cym
¢ nocaedyrnowum nepexooom Ha noooepiucusarouyio 003y
5 me/ke/cym co cuuxuceHuem ¢ 11-x cymok xcusHu 0o
4 me/Ke/cym; eemocmamuueckas mepanusi (MeHa0UoOHA HA-
mpus bucyrvum, smam3uiam); MecmHoe AeyeHue — egede-
HUe Y8AaXiCHAIOue20 0ghmanbMon02u4ecKoeo pacmeopa 6 npa-
blil enaz 6 meuerue 10 cym.

Jlesouka gvinucana 6 éo3pacme 22 cym. Jluaenos kaunu-
yeckuil: «OCHOBHOIL: NepUHAMANbHbLIL UHCYAbM. Buympuue-

Puc. 1. Komnsromeprnas momoepamma 201061020 M032a: NPAGOCMOPOHHSAS
noAywapHas aucmoguonas cyooypanvhas eemamoma. lemamoma npaeoii
N106HOIL 004U ¢ honepeuHoil ducrokayuel

Fig. 1. Computed tomography of the brain: a right-sided hemisphere subdural
hematoma, a right frontal lobe hematoma with dislocation

Puc. 3. Maenumno-pe3onancras momoepagus apmepuii 201086H020 M032a

Fig. 3. Magnetic resonance tomography of brain arteries

PpenHoe KpoeousausHue: NAPeHXUMAmosHOe KPOGOU3NUIHUE
6 100H0-memenHoll obaacmu cnpasa. CyooypasvHas eema-
moma. Conymcmeyoujuii: npepemuHaIbHoe KpoeousausHue
npasoeo enaza».

IIpu oanvHeliuem Habarodenuu 6 sospacme 2 mec: OKpyic-
Hocmb 201086l — 36,5 cm (+4,5 cm ¢ poxcdenus), Heeponoeu-
ueckuil cmamyc 6e3 ocobenHocmell; 6 6ospacme 3 mec OKpyic-
Hocmb 20066l — 38 cm (+1,5 cm 3a mecau), ymeperHas
2UNOMOHUSL 8 NACYe8OM NOsiCe, PA3GUMUE COOMEEMCMEYem
so3pacmy. Heiipoconoepaghus ¢ éo3pacme 3 mec evisiguna
CROPMUPOBAHHYIO HA MECIE 2eMAMOMbL KUCTY. DneKkmpoIniye-
ganoepagpus ambysamopHo 6 eospacme 1,5 mec: gpomonapok-
CUBMANBHAS PEAKUUSL 8 BUOE 2eHEPANU308AHHOU SNUNCNIMUGOPM-
HOUl aKkmugHocmu; 8 gozpacme 2,5 mec: 3apecucmpuposana
2EHEPANU308AHHAA SnULenmUugopmHas akmusHocms. C yye-
mom OaHHBIX 21eKmposHyeparoepapuu 0oONnOAHUMENbHO
K gherobapoumany (3 me/Ke/cym) Ha3Ha4eH neemupayemam
6 doze 14 me/Ke/cym.

I1pencraBneHHbI KIMHUYECKUI ClTydail IeMOHCTPU-
PYET CIIOXKHOCTh BBISIBJIEHHS] 3TUOJIOTUYECKOTO (haKTopa
BUYK mmoma (Bo3MOKHBIE (haKTOPBI: TPOMOOIIUTOIICHUS
y Matepu, MHGEKIIUS TU101a 32 HECKOJIBKO HelleNb 10 PO-
OB 6e3 TPU3HAKOB aKTUBHOCTHU TPOIIECCa K MOMEHTY
POXIEHUSI, COCYIHCThIE MATb(OpMAIIU TOJIOBHOTO MO3-
ra) ¥ JMCCOHAHC MEXIy MUHUMATbHBIMU KIMHUYECKUMU

Puc. 2. Maenumno-pe3zonancras momozpapus 20108H020 M032a (¢ KOHMPACMHbBIM YCUACHUEM): BHYMPUMO3208a5 2eMamoma 6 npagoii 106Hoii done. Cyo60y-

panvHas noaywapHas eemamoma cnpasa

Fig. 2. Magnetic resonance tomography with contrast: a right frontal lobe hematoma, a right-sided hemisphere subdural hematoma
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IPOABICHUAMU ITPU TMHAMHNYCCKOM HaGJHOI[CHI/II/I 3a pe- ITMHUPOBATHCA C HAPYIICHUEM ITOCICAYIOINICIO pa3BUTUSA
OEHKOM U OTpULIATeJIbHOI TMHAMUKOI 110 TaHHBIM 3JIeK- pebeHKa [2] u omnpenenseT HeoOXOIUMOCTh JaTbHEHIIEero
TposHLedanorpacdun. I[MocnexHuit pakTop MOXET acco- HaOIIOAEHUSI IETCKUM HEBPOJIOTOM.
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