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Huhopmauuga pna asmopos

Mpy HanpaBneHUy CTaTbit B pefaKLMI0 «PYCCKOTO XypHana AETCKOiA HEBPONOTUI»
aBTOPaM HEo6X0AMMO PYKOBOACTBOBATBCA CIAYIOLUMMMU NPABUNAMI.
1. 06wme npaBuna
Mpy nepBMYHOM HanpaBieHUN PYKOMUCA B PEAAKLMIO B KOMUW 3NEKTPOHHOrO
MICbMa AOMKHbI BbITb YKa3aHbl BCe aBTOPbI AaHHOI CTaTbut. 0BpaTHYIo (BA3b C pefaKLy-
eif byneT nopAepKuBaTb OTBETCTBEHHDII aBTOP, 0603HAUEHHDIN B CTaTbe (CM. MYHKT 2).
MpezacTaBneHve B pepakLmio paHee onybiKoBaHHbIX CTaTeli He JONYCKaeTCA.
2. 0¢opmneHue faHHbIX 0 CTaTbe N aBTOPaX
MepBas CTpaHuLia BOMKHA COZlepXKaTh:
— Ha3BaHue CTaTby,
— MHULMAnbI 1 GaMUIUN BCEX aBTOPOB,
— yueHble CTeneHH, 3BaHNA, AOMKHOCTH, MeCTo PaboTbl KaX/0ro U3 aBTOPOB,
a Takxe ux ORCID (npu Hanuumm),
— NOMHOE Ha3BaHUe yupexeHus (yupexaeHuii), B KOTOpom (KOTOpbIX) Bbl-
nonHeHa pabota,
— aZipec yupexaeHus (yupexzaeHiuii) C ykasaHueM UHEEK(.
MocnenHAA CTpaHULA JOMKHA cofiepXaTb BefieHUA 06 aBTope, OTBETCTBEHHOM
33 (BA3b C pefakumeit:
— hamunms, MM, 0TYECTBO NONHOCTbHO,
— 33HMMaeMasn OMKHOCTb,
— yueHas CTeneHb, yueHoe 3BaHue,
—NepCcoHanbHblii MexayHapoaHblii upeHtudukatop ORCID (noppobHee:
http://orcid.org/),
—nepcoHanbHblil upextudukatop B PUHLL (nogpobee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIii TeNeQoH,
—apec ANEeKTPOHHOI NOYTbI.
3. 0¢opmneHue Tekcta
(ratbyn npuHuMatoTca B dopmartax doc, docx, rif.
Lpudt — Times New Roman, kernib 14, MexcTpouHblit uHTepBan 1,5. Bee ctpaHu-
Libl AOMKHBI ObITb MPOHYMePOBaHbI. TeKCT CTaTbi HAUMHAETCA CO BTOPOIA CTPaHMLbI.
4. 06bem ctateit (63 yyeTa UNNIOCTPALMIA U CNCKA TUTEPATYPbI)
OpuruHanbHas ctaTba — He 6onee 12 cTpanuL (66nbLumMil 06bem JonyckaeTca
B UHAVBUAYaNbHOM NOPAZKE, N0 PELUEHMH0 pefaKLum).
OnucaHne KNUHUYECKNX CnyYaeB — He bonee 8 cTpaHuL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL.
Kpatkue coo6LyeHus 1 nucbMa B pefaKLmIo — 3 CTpaHLbI.
5. Pesiome
Ko Bcem Bupam ctareii Ha 0TAeNbHOM CTPaHMLE AOMKHO 6bITb NPUNOXKEHO pe3to-
Me Ha PycCKOM 1 aHTINIACKOM (M0 BO3MOXHOCTI) A3blKax. Pe3toMe ROMKHO KpaTko no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCMMO OT ee TEMATUKY.
06bem pestome — He bonee 2500 3HaKOB, BKNIoyas npobenbl. Pestome He JOMKHO
COLePXaTb CCbIIKN HA MCTOUHMKIN IUTEPaTypbl U UANKOCTPATUBHDIA MaTepuan.
Ha 370/ Xe CTpaHuLie NOMELLAIOTCA KNIoyeBble C0BA Ha PYCCKOM 11 aHTMACKOM
(no BO3MOXHOCTH) A3blKax B konuuecTse o 3 A0 10.
6. CTpyKTypa cTareil
OpuruHanbHas CTatbA JOMKHA COAEPXATb CrieaytoLLve pasaenb:
— BBefieHMe,
—Lenb,
— MaTepuanbl 1 MeTozbl,
— pe3ynbTarbl,
—o6cyxpeHue,
— 3aKntoueHue (BbIBOAbI),
— KOHOMNKT MHTePeCoB AA BCeX aBTOPOB (B CMlyyae ero 0TCYTCTBUA Heobxo-
ANMO YKa3aTb: «ABTOPbI 3aABRAKT 06 OTCYTCTBUM KOHQNUKTA UHTepe-
0B»),
— 0pj00peHIe NPOTOK0NA MCCNeA0BAHMA KOMUTETOM 10 61103TUKe (C yKa3aHu-
€M HoMepa 1 JaTbl NPoToKona),
— MHGOPMMPOBAHHOE COrNacke NALMEHTOB (A1A CTaTell C aBTOPCKUMY MCCNe-
LOBAHUAMY 1 ONUCAHUAMI KIMHUYECKNX ClyyaeB),
— NP1 HaNMUMM GUHAHCUPOBAHUA UCCTIEI0BAHUA — YKA3aTb €ro UCTOYHUK
(rpaHTNT.4.),
— bnarofapHoCTI (pasgaen He ABNAETCA 0643aTeNbHbIM).

7. UnniocTpaTnBHBIN MaTepuan

VnntocTpaTuBHbI MaTepuan AomKeH ObiTb NpeACTaBeH B BinAe OTAENbHbIX daii-
NIOB 11 He GurypupoBaTb B TeKcTe CTaTbu. [laHHble TabnuL He JOMKHbI NOBTOPATD AaH-
Hble PUCYHKOB 1 TEKCTa U HAa060poT.

Ootorpadum npeacrasnaiorca B dopmartax TIFF, JPG ¢ paspelueHnem He meHee
300 dpi (Touek Ha gtoitm).

PucyHKu, rpadmku, cxembl, Anarpammbl JOMKHb! ObiTb pefakTUpyembIMI,
BbINonHeHbIMM cpecTBami Microsoft Office Excel unm Office Word.

Bce pucyHKN fomKHbI 6bITb MPOHYMEPOBaHbI U CHabXeHbl NOAPUCYHOUHBIMMU
nopnucamu. OparmeHTbI pUCyHKa 0603HaYakOTCA CTPOUHBIMM ByKBaMU pycckoro anda-
BUTA — «a», «6» 1 T. 4. Bce cokpaleHus, 0603HaueHus B BUAE KpUBbIX, OyKB, LMdp
WT. JI., NCNONb30BAHHbIE Ha PUCYHKE, JOMKHbI ObITb PacludpoBaHbl B NOAPUCYHOUHOI
nognucy. MoZnucn K pucyHKam AAKTCA Ha OTAENbHOM INCTe NOCNe TeKCTa CTaTbi B 0f-
HOM C Heil daiine.

Ta6nuubl J0KHbI ObITb HATNARHBIMY, UMETb Ha3BaHUe U NOPAAKOBbIA HOMep.
3aronoBky rpad oMKHbI COOTBETCTBOBATD UX COAepaHuto. Bce cokpalueHna pacumd-
POBbIBAKTCA B MPUMEYAHUM K Tabnuue.

8. EAVHMLbI N3MepeHuns U COKpaLLeHna

Equnuupl n3mepenus fattca B MexayHapogHoii cucteme eguny (CH).

CokpatLeHua cnoB He onyckatTca, kpome obiienpuHaToIx. Bee abbpesuatypb
B TeKCTe (TaTby OMKHbI ObITb MONHOCTHIO pacLuMdpoBaHbl MU NEPBOM YNOMUHAHUM
(Hanpumep, komnbtoTepHaa Tomorpadua (KT)).

9. CAncoK nuTepatypbl

Ha cnenytoweii nocne Tekcta cTpaHuLe CTaTbi JOMKEH pacnonaraTbca CCoK
LMTUYeMOil IuTepaTypbl.

Bce MCTOUHMKI [OMKHBI ObITb NPOHYMEPOBaHbI, HyMepaLmsa 0CyLLeCTBAAETCA
CTporo B andasuUTHOM nopAAKe. Bce CCbINKM Ha NCTOUHUKY IUTEPATYPbI B TEKCTE CTaTb
0603HavatoTcA apabckumm Ldpamu B KBagpaTHbIX ckobKax HaumHasa ¢ 1 (Hanpumep,
[5]). KonuuecrBo LUTUpYeMbIX paboT: B 0puriHaNbHbIX CTaTbAX — He Gonee 20—25,
B 0630pax uTepaTypbl — He onee 60.

(CCoInKI JOMKHBI JABATbCA HA NEPBOMCTOUHUKY, LUTUPOBAHIE OJHOTO aBTOpa
no pabote Apyroro HeoNYCTUMO.

BknioueHue B CN1COK NUTepaTypbl Te311COB BO3MOMHO MCKIIOUMTENbHO MPH CCbin-
Ke Ha MHOCTPaHHble (aHIN0A3bIYHbIE) UCTOUHUKM.

CcbInKK Ha AnccepTaLmy n aBTopedepatbl, Heony6nnKoBaHHble paboTbl, a Tak-
e Ha faHHble, NoNTyyeHHble U3 HeoQULMANbHBIX MHTEPHET-UCTOUHUKOB, He Aony-
cKatoTca.

[InA KaXporo UCTOUHMKA HEObXOAMMO YKa3aTb: GaMUINM 1 MHULMANbI aBTOPOB
(ecnm aBTopoB Gonee 4, yKa3biBaIoTCA NepBble 3 aBTOPa, 3aTeM CTABUTCA «M Ap.» B pyC-
cKkom unn et al.” B aHrNIACKOM B TeKcTe). ABTOPbI LIMTUPYeMbIX MCTOYHUKOB AOMKHDI
ObITb yKa3aHbl B TOM e NOPAKE, UTO U B NEPBOUCTOUHMKE.

Mpy ccbinKe Ha CTaTbU U3 XKYPHANOB NOC/IE ABTOPOB YKa3bIBAIOT Ha3BaHME (Ta-
Ty, Ha3BaHWe XXypHana, rofl, ToM, Homep Bbinycka, cTpaHuLbl n DOI cTaTby (npu Hanu-
uim). NMpy ccoinke Ha MOHOrPaduK yKa3bIBAIOT TaKxKe NONHOE Ha3BaHUE KHUTU, MECTO
3[1aHUA, Ha3BaHue U3AATENbCTBA, FOZ U3AAHMA, YCNO CTPAHNL.

(T1aTbi, He COOTBETCTBYIOLLYE JAHHBIM TPe6GOBaHUAM, K pacCMOTPEHUI0
He NPUHUMAIOTCA.
061wwme nonoxeHua:
« PaccmoTpeHue cTaTbi Ha npeAmeT nybauKaLuM 3aHUMaeT He MeHee 8 He-
Jeb.
« Bce noctynatowme ctatbu peweH3upyloTca. PelieH3na ABNAETCA aHOHUM-
HOIA.
« Penakuna ocTaBnAeT 3a cob6oii NpaBo Ha pefaKTUPOBaHUe CTaTeil, NpefCTaB-
NEHHbIX K ny6aukauumm.
« Pepakuua He npepocTaBnseT aBTOPCKME dK3eMMAApbl XypHana. Homep
KYPHana MOXHO MONYYuTb Ha 06LMX OCHOBAHMAX (CM. MHGOpMaLMio
Ha caiite).
Marepuanb! gna ny6nukauumn npuHumaloTca no agpecy ricn@epileptologist.ru
€ 0643aTeNbHbIM YKa3aHMeM Ha3BaHMA XypHana.

Monnas Bepcua Tpe6oBaHMII NpeCTaBNEHa Ha cailTe XypHana.
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dnunenmuyeckuil cmamyc fioKanbHbIX NPUCMYNoB
C HapyweHueM 0Co3HaHus

B.E. Kutaesa!, A.C. Kotos?

IPrBEOY BO «Mockosckuii 2ocyoapcmeerbiii Meouko-cnomamonouueckuii yuusepcumem um. A. M. Eedoxumosa»
Munzdpasa Poccuu; Poccus, 127473 Mockea, ya. leaecamckas, 20, cmp. 1;
2I'BY3 MO «Mockogckuii 06AacmHoii HAy4HO-Uccre008amensckuil Kaunuueckuii uncmumym um. M.D. Bradumupckoeo»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2

Konmaxmot: Bapsapa Eecenveena Kumaesa varvara-kitaeva@mail.ru

Beedenue. Snusenmuueckuii cmamyc oxanvhbix npucmynoe ¢ Hapyuweruem ocosnanus (9C @ITHO) — smo cepus ok anvrbix npucmynos
¢ nomepeli Unu U3MeHeHUeM COHAHUS, MelCcdy KOMOPbIMU He NPOUCX00UM NOAHO20 80CCIAHOBACHUS CO3HAHUSL. JlaHHble Snuienmu4eckue
cmamycolL XapaKmepHvl 045 NAYUEHMO8 C 8UCOUHOU (0COOEHHO CO CKAePO30M SUNNOKAMAA) U N00HOU dnusencueli. Baxcho duggepenyupo-
eams OC DITHO co cmamycom abcancos, ¢ nCuxu4ecKumu 3a604e6aHUAMU, ¢ NOCIMUKMAAbHOU cnymanHocmbro. Kak npasuio, snunenmu-
Yeckuil cmamyc npekpaujaemcs cam, 6e3 CHeyuanIbHo20 AeHeHuUs.

Ileaw uccaedosanus — uzyyenue ocobenHocmeii InuUdemMuon02UlU, IMUON0UUL, OUASHOCMUKU, mepanuu U npoeHosa y nayuenmos ¢ 2C DITHO.
Mamepuaast u memoodsi. B uccredosanue 6vi10 éxaouero 1350 nocaedosamenvHovix nayueHmos ¢ OUazHO30M SNUNENCULL.

Pesyavmamot u o6cyrncdenue. 3C DITHO ¢ anammese obin eviener y 20 nauuenmos (14 wcenuwun u 6 Myscuun), oH 803HUKAA 8 803PACIHOM
unmepsane om 5 0o 66 aem. Y 13 (65 %) nayuenmoé Gvina OUaeHOCMUPOBAHA MeOUANbHAS 8UCOMHAs dnuaencusi, Y 5 (25 %) — no6Has
osnunencus, y 2 (10 %) — aamepanvras eucounas snunencus. Toavko y 80 % nayuenmos severue ovi10 adeksamubim 0o pasgumus BC
QDITHO, y 20 % nayuenmog mepanus 0biaa HeadeKeamHol, 4mo u 00yCca08Ul0 6 OdNbHelluem pazeumue INUACNIMUMECcK020 cmamycd.
Y 40 % nayuenmos 6oznuxnogenue 9C OITHO ceszarno ¢ cobcmeennoil Hekomnaaenmuocmoio, y 30 % navuenmos pazeumue 9C DITHO
umeno smpoeentvle npuuutsl. Heapexmuernocms mep no npedomspawjeHuro nUIenMuU4ecKo20 cmamyca 0viaa ommeueHa moasvko y na-
YUeHma ¢ papmakope3ucmeHmHol CUMRIMOMAMUHECKOl SnUlencuell Uy HeKOMNAGEeHIMHbIX NAYUEHMOB.

Boteodvt. 2C PITHO ecmpeuaemcsy 1 % 6oavbix ¢ snuaencueti. Cpedu nayueHmos npeodiadarm nayueHmsl HCeHCK020 HOAA C BUCOHHOLL
uAu A00HOI SnUAencUeil; SNUACRMUMECKUN CAMYC MOJCEm PA36UMbCsL 8 AHO0M 803pacme U Yacmo NPOBOUUPYemcsl USMEHeHUAMU Mepanuu
N0 PeKOMEHOAUUSIM 8pa4eil Ul 8 C653U C HeKOMNAAeHMHOCMbI nayuenma. OObiMHO SNUACRMUMECKUTI CIMamyc Kynupyemcsi camocmosi-
menvbHo, 045 npedomepauieHus e2o peyudusos Heobxoduma adekeamuas anmusnusenmudeckas mepanus. Ilpoenos y nayuenmos ¢ 9C
QDITHO ssasemes 6aazonpusmusim, 00HAKO 00UUL NPOSHO3 OCMAEMCS CEPbE3HBIM 8 CEA3U C MANCECMbI0 MeHeHUs: COOCMBEEHHO HNUAENCUL.

Karoueewie caosa: snusenmuyeckuii cmamyc, ¢0Kd/leble npucmynst ¢ HapyuieHuem 0CO3HAHuA, 6UCOHHAA SnUisencus, N100Has snunencus

Jlasa yumuposanus: Kumaesa B.E., Komoe A.C. Dnusenmuueckuii cmamyc @poKaibHbix npucmynos ¢ HapyuieHuem ocosHanus. Pycckuii
acypran demckoii nesponoeuu 2020;15(3—4):10—86.

DOI: 10.17650/2073-8803-2020-15-3-4-10-18 [®)sy |

STATUS EPILEPTICUS OF FOCAL IMPAIRED-AWARENESS SEIZURES

V.E. Kitaeval, A.S. Kotov?
14.1. Evdokimov Moscow State University of Medicine and Dentistry, Ministry of Health of Russia; 20/1 Delegatskaya St.,
Moscow 127473, Russia;
2M_.F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Background. The status epilepticus of focal impaired-awareness seizures (SE FIAS) is a series of focal seizures with loss or change of con-
sciousness, between which there is no complete recovery of consciousness. This status epilepticus occurs in patients with temporal (especially
with hippocampal sclerosis) and frontal epilepsy. It is important to differentiate SE FIAS with the absence status epilepticus, with psychiatric
disorder, with postictal confusion. As a rule, this status epilepticus is self-terminate, without special treatment.

Objective: to study the features of epidemiology, etiology, diagnosis, therapy and prognosis in patients with SE FIAS.

Materials and methods. The study included 1350 consecutive patients diagnosed with epilepsy.

Results and discussion. A history of SE FIAS was found in 20 patients (14 women and 6 men), it occurred in the age range from 5 to 66 years.
13 patients (65 %) had mesial temporal lobe epilepsy, 5 patients (25 %) had frontal lobe epilepsy, and 2 patients (10 %) had lateral temporal
lobe epilepsy. Only in 80 % of patients treatment was adequate before the development of SE FIAS, in 20 % of patients it was inadequate and
subsequently caused the development of status epilepticus. In 40 % of patients the occurrence of SE FIAS is associated with their own non-
compliance; in 30 % of patients the development of status epilepticus had iatrogenic causes. Measures to prevent the development of status
epilepticus were ineffective only in patients with pharmacoresistant symptomatic epilepsy and in non-compliant patients.
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Conclusions. SE FIAS occurs in 1 % of patients with epilepsy. Among patients, women with temporal or frontal epilepsy dominate; status epi-
lepticus occurs at any age and is often triggered by changes in therapy due to doctors’ recommendations or patient non-compliance. Usually
the status is self-terminating. To prevent its recurrence, adequate antiepileptic therapy is necessary. The prognosis in patients with SE FIAS
is favorable; however, the general prognosis remains serious due to the severity of the course of epilepsy.

Key words: status epilepticus, focal impaired-awareness seizures, temporal lobe epilepsy, frontal lobe epilepsy

For citation: Kitaeva V.E., Kotov A.S. Status epilepticus of focal impaired-awareness seizures. Russkiy zhurnal detskoy nevrologii = Rus-

sian Journal of Child Neurology 2020;15(3—4):10—8. (In Russ.).

Bsepnexue

DOIWISITUYIECKUI CTaTyC (DOKATBHBIX IIPUCTYIIOB C Ha-
pymerauem ocosHanus (DC PITHO), wm status epilepticus
of focal impaired-awareness seizures (SE FIAS) (rmpexnee
Ha3BaHME «3MWISTITHYECKUI CTATYC CJIOKHBIX ITAPIMAIbHBIX
MIPUCTYTIOB» — complex partial status epilepticus, CPSE) — 310
cepusi GOKaIBHBIX IIPUCTYIIOB C TTOTEPEit MIIM NU3MEHEHM -
€M CO3HaHUSI, MEXIY KOTOPHIMU He IIPOUCXOIUT ITOJTHOTO
BOCCTaHOBJICHUST CO3HAHUS.

Kak n3BecTHo, ammrentudeckuii craryc (3C) — ato
COCTOSIHME, BOZHUMKAIOIIIee B pe3yabraTe JIM0o cO0s1 Mexa-
HHU3MOB B FOJIOBHOM MO3T'€, OTBETCTBEHHBIX 32 IIPEeKpaIlie-
HHE TIPUCTYITIOB, MO0 3aITycKa MEXaHN3MOB, KOTOPHIC TIPH-
BOJST K aHOMAJIBHO ITPONOJIKUTEIBHBIM TIpUCTYITaM [9].
BC OITHO Hepenko pa3BUBaeTCs 0€3 BUTUMBIX IIPUIMH,
B IPYTHUX CIIyJasiX UMEETCs TPUITePHBIN (haKTop, HAIIpuMep
W3MEHEHUS B TEPAIIUH.

C nomorsio 3ekTposHedanorpadum (33I°) 6bu10
00HapyXeHO, 9To naHHbIe DC XapaKTepHBI 1T ITAIlEHTOB
C BUCOYHOI1 (0COOEHHO CO CKJIEPO30M TUITIIOKAMIIa) 1 JI00-
HOM 3nuIericueii, mpy 3ToM Bo Bpems DC HabmogaeTcs
IMOCTOSIHHAS M /WY LUKJINYeCKas SIIICITHIeCKas aK-
TUBHOCTb, YTO KIIMHUYECKHN MOXKET IPOSBIISITECS B BUIIE
MPOAOJDKUTEIBHOTO WX PEUUAUBUPYIOIIETO IPUCTYIIA.

Baxwoii 3amaueit ssBnsgerca nuddepeHuaabHast -
arHoctuka OC PITHO co cratycom abcaHcoB [7], ¢ Ticu-
XUYECKUMHM 3a00j1eBaHusIMH [4, 8] (0cobeHHO ¢ ¢yroit),
C ITIOCTUKTAJIbHOM CITyTAaHHOCTBIO.

Kax mmpaBuio, DC npekpaiaeTcs caM, 6e3 crieliaib-
Horo JjieyeHus [5], 6iarogapsi akTUBaUMX MPOTHUBOIIU -
JITITUYECKOI CUCTEMBI B TOJIOBHOM MO3T¢; 3a1adaMy Bpa-
Ya SIBJISTIOTCS ONTUMU3ALINS TePauy 1 IIPEIOTBpaIleHIE
pemyousa DC.

Ilean uccnenoBanusa — U3ydyeHUe 0COOCHHOCTEM DITU -
JIEMHUOJIOTUH, 3TUOJIOTUH,, TUaTHOCTUKHU, TEPAITUH U TIPO-
rao3a y namueHTon ¢ DC OITHO.

Mamepuans! u Memofbl

B uccnenosanue 6nu10 BKItoueHo 1350 mociemoBa-
TEJIbHBIX MALMEHTOB C AMArHO30M anuierncuu. [Ipu oto6o-
pe ObLIU MCKJIIOUEHBI MTALMEHTHI C HEAMUIENTUYECKUMU
npUucTynamMu. ¥ Bcex MalMeHTOB ObUT cOOpaH aHaAMHE3,
MpOBeACHBI OOIIMII U HEBPOJIOTMYECKUIA OCMOTPHI, BbI-
MOJIHEHBI 00U 1 OMOXMMMYECKUI aHaJIM3bl KPOBH,
Oo0IIMIA aHAJIM3 MOYH, a TAaKXKe JOIMOJHUTEIbHbIE UCCTIE-

noBanusi, DIl u/umm Buneo-DD-MOHUTOPUHI, Mar-
HUTHO-pe3oHaHcHass ToMorpadus (MPT) romoBHoro
MO3ra.

JlabopatopHble aHaIM3bl TPOBOAVIN B CEPTUDUIIN-
poBaHHoi1 1adopaTopun 'bY3 MO «MockoBckuii 061acT-
HOM HAayYHO-UCCJIEIOBATEILCKUA KIIMHUYECKUIA MHCTUTYT
M. M. ®@. BranuMupcKoro».

ITpu npoBenennu DO MpUMEHSIIN MOIYIBHYIO CHC-
TeMy JUTsl KOMITIEKCHOM (DYHKIIMOHATBHOW TUarHOCTUKY
Ates Diagnostic ¢ mpuHamiexHocTssMu (Ates Medica
Device S.R.L., Utamus). Pesynbratel D3I cucremaTusu-
POBAJIM COTTIAaCHO MEXIYHAPOIHOM KiIaccuUKaIIA Hapy-
menuit mo naHHeM DT o Luders u Noachtar (2000) [6].

s Bugeo-DO-MOHUTOPUHTA UCITOJIB30BAIM 3JIEK-
TposHuedanorpad-ananuzatop DDIA-21/26-«DHie-
daman-131-03», perucTpallMOHHOE yIOCTOBEpEHUE
Ne29/03030698,/0442-03 ot 20.03.2003, cepruukar coot-
BeTcTBUs Tocctanmapra Poccuun Noe POCC RU.MMO2.
B12493 (HII® «Memnkom MT/», Poccus).

BroisiBIIeHIE CTPYKTYPHBIX TOPAXKEHMIT TOJIOBHOTO MO3-
ra npoBoauau npu nomown MPT ¢ ucnonab3oBaHuem
ToMorpada co CBepXIpOBOAIIINM MarHuToM Achieva ¢ Ha-
MPSTKEHHOCTBIO MarHUTHOTO 11oJ1st 3 T 1 11aroM ckaHnpoBa-
Hust 3—5 mum (Philips Medical System Nederland B.V., Hu-
JIepJIaHabl).

JIist ctaTucTUYeckoit 06paboTKY JaHHBIX UCIIOJIb30-
Basii mporpammy Microsoft Excel 2016.

Pe3ynbmambi u o6cyHaeHue

B uccrnenoBanue 6puM BKIIOYeHBI 1350 manneHTOB
¢ IUarHo3oM snwiencuu (666 MyxduuH, 684 XeHILMHBI)
ot 20 10 95 51eT, y KOTOPBIX AeOI0T SMUJISTICHH ITPOM30IIIeST
B BO3pacTe OT MEPBBIX THEN XKU3HU 10 75 JIET, Cpead HUX
13 % umenu DC B aHaMHe3¢e (CM. PUCYHOK).

Heob6xonMMo OTMETUTb, UTO Y MHOTMX IMallMEHTOB,
BKJIIOYCHHBIX B Hallle MCclienoBaHue, nuarHo3 OC He ycTa-
HaBJIMBAJICSI, a MACKMPOBAJICS 32 TAKUMH (DOPMYJIUPOB-
KaMM, KaK «CEpHUSI IIPUCTYIIOB», <[TOBTOPHBIE IIPUCTYITBI»,
«CYIOPOXKHBIA CUHIPOM», «IHLIEDATONATUSI» U T. 1., I10-
3ToMy auardHo3 DC B TaKUX CITy4dastX ObLT yCTAHOBJICH HAMU
PETPOCTIEKTUBHO.

Kak BuIHO U3 pucyHKa, y OOJIbIIMHCTBA NaLM€HTOB
¢ amwtenicuei anru3onoB DC B aHAMHE3¢ HE OTMEYaJIoCh.
Cpenu mateHToB ¢ DC Yallie Bcero B aHaMHE3¢ BCTPeUaroT-
¢ BC omnarepallbHbIX TOHUKO-KJIOHUYECKUX TTPUCTYITOB

11
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pssiy' IIETCKOM
HEBPOAOT UM

M 3C abcaHcos /
Absance SE

B HeytouHeHHbIN 3C/

Unknown SE 1%

1%

He 6bino 3C/
No SE

B 3COMNHO/
SEFIAS

B 3Conco/
SEFAS

3%

1%

W 3CBTKN/
SE BTCS

87 %

Pacnpedenenue nayuenmos no Haau4uo uau OMCymcmeuro 3nu30008 Snuien-
muueckoeo cmamyca (9C) 6 anamuese, a maxkxce no sudam IC (n = 1350).
IC PITHO — snusenmuueckuti cmamyc QoKaibHbiX NPUCIYNO8 C Hapyule-
Huem ocoznanus; IC PIICO — snunenmuyeckuii cmamyc QOKanbHbIX npU-
cmynog ¢ coxpannbim ocoznanuem; IC B TKII — snusenmuueckuii cmamyc
OunramepanvHvix MOHUKO-KAOHUYECKUX NPUCMYNO8

The distribution of patients according to the presence or absence of status
epilepticus (SE) and to the types of SE (n = 1350). SE FIAS — status
epilepticus of focal impaired-awareness seizures;, SE FAS — status
epilepticus of focal aware seizures; SE BTCS — status epilepticus of bilateral
tonic-clonic seizure

B CBSI3U C TE€M, UTO 3TO camas TsDKesias U JapaMaTHIHas
¢dopma DC u qMarHoCcTUPOBATh ee Jierde, YeM Apyrue hop-
Mbl DC. HeckonbKo pexe cpenu namyeHToB ¢ DC BeTpe-
yamich DC (OKaIbHBIX MPUCTYIIOB ¢ COXPAHHBIM 0CO3-
HanueM. Eme pexe Bctpeuanucsy DC PITHO, BC
abcaHCcOB 1 HeyTOUHeHHbI DC.

B namem nccnegoBanum DC (HOKaIbHBIX IPUCTYIIOB
C COXpaHHBIM OCO3HAaHMEM BcTpevasics yamie, yeM DC
DITHO. OnHako Takue JaHHbIE ObLIM ITOJTYyYeHbI HaMU
IIPY PETPOCIIEKTUBHOM aHAJIM3€¢, KOTIa CIIOKHO YCTaHO-
BUTh CTCIIEHb COXPAaHHOCTH OCO3HAHMS y MAIlUCHTOB
Bo BpeMs DC, MO3TOMY MBI YUUTBIBAJIA (POPMY SITUIETICUA
M JIOKAJIM3AIIIO STTWJICIITOTeHHOTO oyara (Harmpumep, Ha-
JIN9Me HEOOJBIIIOTO KOPTUKAIBHOTO SIMMICIITOTEHHOIO
nedekTa MoXKeT MposaBIAThes B Buae DC (hoKaIbHBIX IPU-
CTYIIOB C COXpaHHBIM OCO3HAaHUEM, a CKJIEPO3a THIIITOKAM-
ma — vamie B Bune 9C PITHO), Bo3pact marmmeHTon (B3C
(OKaTBbHBIX IPUCTYIIOB C COXPAaHHBIM OCO3HAHMEM BCTPE-
YyaeTcs Jalle y IMOXUIBIX JToaeii BBULY 00jee BBICOKOTO
Imopora IpUCTYIOB M3-3a BO3PACTHBIX U3MEHEHMIA), TIPH-
ynHy pa3Butusa DC, a TakKe JaHHbBIE, TIPEACTaBIeHHbBIS
CaMUM ITallMeHTOM M CBUACTEJISIMU IIPUCTYIIOB.

B To BpeMs kak DC ounaTepaibHbIX TOHUKO-KJIOHM -
YeCKMX IIPUCTYIIOB yIEIsSIeTCsI MHOTO BHUMaHus [1-3],
OC OITHO TpaaulIMOHHO MEHbIIIE OCBEIEH B MEIUIIH -
CKOM JIUTEpaType.

34

B namte uccienosanue ot 20 manueHToB ¢ DC
®DITHO, yto cocraBuino 1 % ot od1Iero yncia odcaeso-
BaHHBIX OOJIPHBIX STTUJICTICHCH.

B rpynme mammenToB ¢ DC OITHO 65110 14 XeHIIH
n 6 myxuuH. Janusie o nauuentax ¢ OC OITHO mnpen-
CTaBJIEHBI B TAOJINILIE.

Kak BuaHO u3 Tabaullbl, COOTHOIIEHHUE XEHIIUH
1 MY>KYUH cocTaBuio 7:3. Bo3pacT mauneHToB Ha MOMEHT
uccaenoBanus 6su1 ot 29 no 78 net. [JdeOroT anumiaerncun
3aperuCTpUpPOBaH B BO3PACTe OT HECKOJBKUX MECSIICB
1o 52 net. DC PITHO Bosuukai B 5—66 net. TakuMm obpa-
30M, DC DITHO npu snmiencuy MoXeT pa3BUTHLCS B JIIO-
OOM BoO3pacTe, HO uallle HaOJI0IaeTCs y UL XXEHCKOro
oJja.

Cpemu nauueHToB ¢ DC OITHO B rooBUHE ciiyyaeB
ObLIa IMAarHOCTUPOBaHAa (hOKaJIbHASI ITIICTICHSI HEU3BECT-
HOM 3TUOJIOTUM, B APYIOM ITIOJIOBUHE CIIy4YaeB — CUMIITO-
MaTtudeckas anuierncus. B xome ncciaemoBaHUs MEXIY
MMaIMeHTaMH ¢ 3TUMHM (popMaMU SMIISTICUU He OBLIO BBI-
SIBJICHO OTJINYMIA B TeYeHUHU 31130108 DC 1 X Kypadelib-
HOCTH.

[Mo KIMHWUYECKUM TaHHBIM, STWJICHTUICCKUIN oJar
pacrioyiarajics y naiuyeHTOB B BUCOYHOM WX JIOOHOM 10~
JIe, Yy MHOTHX ITAITUEHTOB JIOKATM3ALIMS TTOPAKEHUSI B 3TOMU
00J1acTH OBLIa TOATBEPKIEHA C TToMOIIbio DBI u/mam Bu-
neo-09T'-mouuTopunra, MPT roioBHoro moasra.

Y 13 (65 %) mauueHTOB ObLIa MATHOCTUPOBAHA Me-
JIaIbHAS BUCOYHAS AIMIIETICHS (Y 8 MalleHTOB JIOKAJIM -
3a1Msl ovyara Obljla MOATBepKIAeHa ¢ momoinbio DT,
npu nipoBeaeHn MPT y 3 malimeHTOB BBISIBJIEH CKIIEPO3
TUIIIOKAMIIa, y 2 — 3IUJICIITOTeHHbIC U3MEHEHMS B BU-
COYHBIX JIOJISIX, Y OCTAJIbHBIX HE ObLIO OOHAPYKEHO Xapak-
TepHBIX HapyLIeHMI). ¥ MallMeHTOB OTMedalach aypa
(cTpax, BOJTHEHME, TAHMKA, ONIYIIEHUE «HATUIbIBa», déja vu,
OIIYIIIEHNEe HAXOXICHMS B 2 peabHOCTSIX, HEIPUSITHOE
OIIIYIIICHNE B AIIUTACTPAIbHOI 00JIaCTH, TOITHOTA, BOCXO-
JISIIIee SMIICTITUYECKOEe YYBCTBO, CTPAHHBIM 3aI1ax), 3aTeM
MOT Pa3BUTHLCS IPUCTYII C HOJTHOM WM YaCTUYHOM ITOTepeit
CO3HaHUs MO0 C U3MEHEHNEM CO3HAHUsI, BO BpeMs KO-
TOPOTO OTMEUYAINCh 3aTOPMOXEHHOCTh ITOBEACHIECKUX
peaxkuuii, aBTOMaTU3Mbl, PEIKO TOHUYECKUE IIPOABIEHU
B BUJIe HaIIpsDKeHUs pyK. MlHorma mMesa Mecto TpaHchop-
Mauus B OujarepaibHblii TOHUKO-KJIOHUYECKUA MPUCTYII.
IMocne mpucrtyna oTMedanach IMOCTUKTAJNbHAS CITyTaH-
HOCTb, KOTOpasi MOIJIa IJIUTHCS BIUIOTHb JO OKOHYAHUS
TEKYILEeTro THS.

Y 5 (25 %) nauyeHTOB IMAarHOCTUPOBAHA JIOOHAS SITU -
nencus (y 2 MauMEeHTOB JIOKaIM3alus odara Obuta Ioj-
TBepXaeHa ¢ rmomounpio DII; npu npoBeaeaun MPT
y 3 manreHTOB OBLIY BBISBJICHBI SIMICTITOTCHHBIE N3ME-
HEHUS B JIOOHBIX IOJISIX, Y OCTAJIBHBIX HE OBLIO HAHMICHO
XapaKTEePHBIX HAPYIIICHWI ). ¥ IMallMeHTOB OTCYTCTBOBAJIA
aypa, BO BpeMsI IIPUCTYIa MOIJIa OTMEUYaThCs IIOTEPSI PeUH,
3aTeM IIPOMCXOANIA TIOTepsl CO3HAHMS, MOSIBJISUIMCH 3a-
TOPMOKEHHOCTD ITOBEACHIECKUX PEAKIINi1, ABTOMATHU3MBI.
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Outcome of status epilepticus
Number of statuses epilepticus
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development
Localization of epileptic focus
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Adequacy of therapy before status epilepticus
development
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Y Go/bLIMHCTBA U3 HUX MOT OCYILECTBIISITbCS TEPEXO/
B OMJ1aTepalibHbIM TOHUKO-KJIoOHUYecKuit mpuctyil. [locue
IIPUCTYIIa OTCYTCTBOBaJIa MOCTUKTAJIbHAS CIIyTAaHHOCTD.
Hu y onHOrO 113 mauMeHToB He ObLIO (DOKATbHBIX TPUCTY-
OB C COXPaHHBIM OCO3HAHUEM.

Y 2 (10 %) nanmueHTOB GbLjIa AMArHOCTUPOBAHA JIaTe-
panbHasi BUCOYHas anmiencus (y 1 mammeHTa JoKaam3a-
s oyara Oblla MOATBep:KIeHa C momollpio DT,
npu nposeaeHud MPT HU B ofHOM U3 cllydaeB He ObLIO
BBISIBJICHO XapaKTEePHBIX HapYIIeHUI). Y IMallieHTOB OT-
MEUaJIVCh ayphbl B BUAE CIIYXOBBIX TAJUTIOIIMHALIMI, ITOCIIE
KOTOPBIX MOT Pa3BUTLCS IIPUCTYII C OTKIIFOUCHUEM CO3HA-
HUS ¥ aBTOMaTU3MaMM, TOHUYECKHE TIPOSBICHUS B BUIIE
IMpuBeAeHUsS PyK. ¥ | malmeHTa MOT OCYIIECTBIISIThCS TIe-
pexoJi B OujiaTepaibHbIiA TOHMKO-KJIOHUYECKUI TPUCTYII.
Jlis mauureHToB OblIa XapaKTepHa IMOCTUKTAIbHAs CITy-
TaHHOCTG. ¥ | malyeHTa MMeInCh TakKe (POKaIbHBIE TPH-
CTYIIBI C COXPAHHBIM OCO3HAHKWEM B BUIIE OTICIBHBIX ayp.

Takum obpazom, yaiiie Bcero y nauyeHTon ¢ DC GITHO
BCTpeYaeTCsI MearaabHasl BUCOYHAS SITMICTICHS.

Jo passutrusg DC PITHO B 1ojioBUHE clTydaeB 31U~
JISTITUYECKYE TIPUCTYIIBI OBLIN €3KeMECTIHBIMM, B Y€TBEP-
TH CJIy4aeB — €XXEeIHEBHBIMH, YTO CBUACTEIbCTBYET O TsI-
KEJIOM TeUCHUHN SIUJICTICUH Y JaHHBIX alleHTOB.

Kak BuaHO 13 Tabnuubl, TOIbKO ¥ 80 % malneHTOB
JiedeHue ObLI0 amekBaTHBIM 10 passutus DC OITHO,
y 20 % naiuyeHTOB OHO ObUIO HealeKBAaTHLIM 1 00YCI0BU-
JIO B ganbHelmeM passutue DC.

DIWISITUYIECKUIA CTaTyC (DOKATBHBIX IIPUCTYIIOB C Ha-
pYILIEHHUEM OCO3HAHUS IIPOSBUJICS B NeOIOTE IMUICTICUI
I10CJIe YePEeITHO-MO3r0BO TpaBMbI WK ponoB Y 3 (15 %) na-
IIMEHTOB, B peLMANBE OOJE3HU IIOCJIC MHOTOJIETHEH
HeMeauKaMeHTo3Hoi pemuccuun — y 2 (10 %), mocie
TpenaHauuu yeperna Ha ¢poHe snuwiencun —y 1 (5 %).
Y 1 (5 %) naunenTa DC pa3Buiics Ha poHe hapmakope-
3UCTEHTHOM SITWJICTICUN, HECMOTPSI Ha TTonTepanuio. On-
Hako y ocTtajibHbIX 13 (65 %) manuentroB DC Bo3HUKAI
IocJie U3MEHEHHUI B IIpUeMe aHTURIMICTITUISCKUX TIpe-
mapaToB (ADII) 1Mo pekoMeHIALIMX Bpada WIX B CBSI3U
C HEKOMITIAaeHTHOCTBIO IMAIIMEHTA, T. €. IIPUYMHBI Pa3BUTHS
OC ObUH CIEAYIOLINMU:

— OTCYTCTBUE JICUSHUS IIPH STMJICTICUN;

— CJIMIIIKOM HU3Kas 103a IPUHUMAEeMOTO0 IIperapara;

— TIOCIICIITHOE CHIDKCHUE O3Bl IIPUMEHSIEMBIX TIpera-
pPaToOB IIPU MEINKAMEHTO3HOM PEMUCCHUN;

— CJIMIIIKOM OBICTpast 3aMeHa OTHOTO U3 IIPUMEHSIEMBIX

IIperaparos;

— 3aMeHa OTHOTO U3 IIPUMEHSIEMBIX IIPEIIapaToB Ha Ipy-
roii ¢ pe3Koii oTMeHoi1 npeaniyiiero ADII;
— HEKOMIUTAeHTHOCTD ITaIllUEHTOB.

Takum obpazoM, y 40 % nalueHTOB BOSHUKHOBEHIE
OC OITHO cBsa3aHOo ¢ COOCTBEHHOI HEKOMITIAGHTHOCTEHIO,
ITO3TOMY HEOOXOIMMO ITPOCBEIATh ITAIIMEHTOB O TOM, 3a-
yeM Heo0XoauMOo co0JTI0IaTh pEKOMEH 1Al Bpada U IIpU-
HuMaTh ADIT npu 3MUIEIICUY MOCTOSTHHO U PETYISIPHO.

Onnako y 30 % nauuenroB paszsutue DC OITHO umeno
SITPOTCHHBIC IPUIMHBI, YTO CBUACTEIBCTBYET O HEOOXO-
JIMMOCTH IIPOCBEIICHUS Bpadyeli O pallMOHAJIbHOU TepaIluu
SIUJICTICUN.

daxkTopnl prcKa, cBs3aHHbIe ¢ mprueMoM ADII, y 60omb-
el YaCcTH MAllMEHTOB MOXHO IIPEeIOTBPaTUTD, €CIIH CO-
OJromaTh caeayolve nmpaBuia:

— 1032 noabupaeMbIX MpenapaToB A0JKHA ObITh adeK-
BaTHOM, COOTBETCTBOBATh Macce TeJjia ITallieHTa U CTe-
TICHM TSLKECTH STIUJICTICUN,

— bapOuTypaThl U 0€H301Ma3EIMMHbI HE TOJKHBI [IPUMe-
HSTBCSI B CTAPTOBOM TepaIiy SIWICTICUM, TeM 0ojiee
YTO UX pe3Kasl WIM JaXe ITOCTeIICHHAS OTMEHA MOXET
ctartb nprurHoii pa3sutust DC, B ToM unciie DC OITHO;

— IIPU YCTaHOBJICHWM MEIWKAMEHTO3HOW peMuccuu
HE cJIeAyeT TOPOIUTLCS ¢ OTMEHOM IIpeIrapaTos;

— IIpY 3aMeHe mpenapaTa Ha Apyroil Heo6XoAUMO CHa-
yaJia TOCTeTICHHO HapallnBaTh 03y HOBOI'O IIpenapa-
Ta, 3aTeM, IO MPOIISCTBUU BPEMEHH, MOCTEIICHHO
CHIKATb M03Y MPEIbIIYIIEero Ipernapara;

— IIPUMEHSTh MEPHI VISl IPEeIOTBPAICHUST HEKOMILIA-
€HTHOCTM MalMEHTA: HEOOXOIUMMO OOBSCHSTh Nallv-
€HTY, ISl YeTO eMy Ha3HAYaroTCs IIperapaThl U II0YeMy
X HEOOXOIMMO MPUHUMATD PETYJIIPHO U IIOCTOSTHHO.
IIpu pasputuum DC DITHO B nebloTe smuiaencun

WINA TIPY PELIMANBE SMUJICIICUY TOCJIe MHOTOJIETHE He-
MEINKaMEHTO3HOM PEMUCCUHN aIeKBAaTHOE JICUCHUE T10JI-
HOCTBIO TIPEIOTBPAIAIo MOBTOpHOE pa3Butue JC.

HesddekTuBHOCTh Mep MO TpenoTBpameHuio DC
ObL1a OTMEYEHa TOJIbKO Y MalMeHTa ¢ (hapMaKope3UCTEHT-
HOI CUMIITOMAaTUYECKOM 3ITiIeTnicueil (HeCMOTps Ha T10-
JmTepanuio). HeodbxoaumMo OoTMETUTD, UTO JAHHBIN MMally-
€HT OBLJT MTHBAJIMIIOM C JIETCTBA, 1 SIMIICTICHSI COYeTaIach
Yy HEeTO C YMCTBEHHOM OTCTAJIOCThIO. Y MallieHTa ¢ pa3BH-
tem DC 1ociie TpenaHaluuy yepena Ha (hOHE SIIISTICUN
KOPPEeKIIYS JIeYCHUS TIpUBeJia K 3HAUYUTEIbHOMY ypexke-
HUI0 3130108 DC, XOTS MOJTHON PEMUCCUN JOOUTHCS
HE yIaJ10Ch.

¥ 1 manuenTa pazsutrie DC MpOBOLMPOBAIIOCH JTUX0-
PaIOYHBIM COCTOSTHUEM, YTO CBHAETEIBCTBYET O IIEJIeCO-
00pa3HOCTU COOTBETCTBYIOLLMX MPOGUIAKTUUECKUX Me-
PONIPUSITHUI B JAHHOM CJTyJae.

Tocnuranu3alns NalMeHTOB B peaHUMAIlMOHHOE OT-
neneHue B cBsa3u ¢ DC TpeboBasiach pelKo.

OnnoxkpatHbiit s3nn3on DC GITHO 3a Bech mepuon
3a00J1eBaHusI 3apeructpupoBaH y 8 (40 %) maiueHTOB,
HECKOJIbKO 311130108 —y 9 (45 %);y 3 (15 %) nanueHTOB
OC BO3HHMKAIM HECKOJBKO pa3 B roll B TCYCHUE MHOTHMX
set. Yucno smuzonoB DC 3aBUCENO OT CTeNeHN (papMaKo-
PE3UCTCHTHOCTH SMWICIICUA U OT KOMIUIAGHTHOCTH I1a-
LIMEHTA.

B 11e;710M, MBI MOXEM CIIEJIaTh BBIBOJ O OJIaTrOIPUSTHOM
ucxoge nedyeHus manueHToB ¢ DC GITHO, nmockoabKy
snu3o04b61 DC KyIMMpoBaJIMCh CAMOCTOSITEJIEHO, a KOPPEK-
LM JIEYEHUSI CIOCOOHA MTPENOTBPATUTD UX NATbHEMUIIIU I
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peunnuB. OMHAKO HE CTOUT HEIOOIIEHUBATD TSKECTD CO-
CTOSIHUSI TaKWX MALMEHTOB, MOCKOJbKY OOJBIIMHCTBO
W3 HUX CTpaJaliu pe3UCTEHTHOM K JIeueHUI0 (DOKATbHOMI
SMUJICIICUEN ¢ BBICOKO YaCTOTOM MPUCTYIOB.

BoiBoabI

DNUNENITUYECKUI CTaTyC (POKATbHBIX ITPUCTYITOB C Ha-
pyLIEeHUEM OCO3HaHMsI BcTpedaeTcst y 1 % GOIbHBIX SITH-
nencueit. B naHHO# Koropre mauuMeHTOB MpeobyanaroT

1. KotoB A.C. [eHepaiin30BaHHBIN Cy10-

34

JKEHIIMHBI C BUCOYHOM MJIN JIOOHOM smtericueii; DC Bo3-
HMKAeT B JII0OOM BO3pAcTe U YacTO IIPOBOLUPYETCS U3MeE-
HEHMSIMU TePAIlMU 110 peKOMEH Al Bpayeil WU B CBSI3H
C HEKOMITJIaeHTHOCTHIO TTarueHTa. OobprdaHOo DC KynmpyeT-
€51 CAMOCTOSITE/IbHO, ISl IIPEAOTBPAILCHMS €r0 PELUANBOB
HeoOXOIMMa aaeKBaTHAs aHTURIMICITUYECKAST TepaIiusl.
ITporno3 y naumenToB ¢ DC PITHO sgsasierca 6aaronpu-
SITHBIM, OJHAKO OOLIMIi IIPOTHO3 OCTACTCSI CEPhEe3HBIM
B CBSI3U C TSDKECTBIO TeUEHMSI COOCTBEHHO SITMJICIICUU.

JIOTUS1, HEUPOTICUXUATPUS, ICUXOCOMAaTHKA 6. Luders H., Noachtar S. Atlas and

N
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2016;(3):16—8. [Kotov A.S., Eliseev Yu.V.,
Semenova E.I. Status epilepticus. Modern
view on the problem. Poliklinika =
Policlinic, 2016;(3):16—8. (In Russ.)].
KoroB A.C., JlutBuneHko M.A., Canny E.A.
u ap. CyrieppedpakTepHbIii SITIETITHIC-
CKUI1 CTAaTyC W UIIIEMUIECKUI1 MHCYIBT:
onucaHue KJIMHUYecKoro ciydast. HeBpo-

ORCID aBtopos / ORCID of authors
B.E. Kuraesa / V.E. Kitaeva: https://orcid.org/0000-0002-9334-8246
A.C. KoroB / A.S. Kotov: https://orcid.org/0000-0003-2988-5706

2017;(cneussimyck 1):69—73. [Kotov A.S.,
Litvinenko M.A., Sandu E.A. et al. Super-
refractory status epilepticus and ischemic
stroke: A clinical case report. Nevrologiya,
Neiropsikhiatriya, Psikhosomatika = Neuro-
logy, Neuropsychiatry, Psychosomatics
2017;(Special Issue 1):69—73. (In Russ.)].

. Baykan B. Nonconvulsive status epilep-

ticus: an intriguing, highly heterogeneous
neuropsychiatric condition with blurring
clinical margins, sharpening EEG criteria
and still unsolved background. Noro
Psikiyatr Ars 2016;53(3):192—3.

DOI: 10.5152/npa.2016.01082016.

. Bjellvi J., Timby N., Flink R. Status

epilepticus in children and adults.
Lakartidningen 2018;115. PII: E4XY.

KonhmkT uHTEpECcOB. ABTOPHI 3asIBJISIOT 00 OTCYTCTBUU KOH(IMKTA UHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

®unancuposanue. ViccnenoBaHue mpoBeieHO 6€3 CIOHCOPCKOM TOIEPKKH.
Financing. The study was performed without external funding.

Co0J110/1€HHE NPAB NANMEHTOB M MPABUJI OMO3THKH

classification of electroencephalography.
Philadelphia: WB Saunders, 2000. 208 p.

. Mysore C.S., Murr N., Zabad R., Bertoni J.

Nonconvulsive status epilepticus
resembling clinical absence with atypical
EEG pattern. Case Rep Neurol Med
2017;2017:6987821.

DOI: 10.1155/2017/6987821.

. Riggio S. Nonconvulsive status epilepticus:

clinical features and diagnostic challenges.
Psychiatr Clin North Am 2005;28(3):653—64.

. Trinka E., Cock H., Hesdorffer D. et al.

A definition and classification of status
epilepticus — Report of the ILAE Task
Force on Classification of Status
Epilepticus. Epilepsia 2015;56(10):1515-23.
DOI: 10.1111/epi.13121.

IIpoTokoa uccnenoBaHusi OA00PEH JOKaIbHBIM 3THYeCKUM KoMUTeTOM ['BY3 MO «MoOCKOBCKMIt 00J1aCTHOM HayYHO-UCC/IEA0BATEIbCKUI KIMHU-
YecKUi MHCTUTYT uM. M.D. BramumMupckoro».
Bce manmeHTs! moanucan NHOOPMUPOBAHHOE COTJIacHe HA YUACTHE B UCCIEJOBAHUM.
Compliance with patient rights and principles of bioethics

The study protocol was approved by the biomedical ethics committee of M.FE. Vladimirsky Moscow Regional Research Clinical Institute.
All patients gave written informed consent to participate in the study.

Crarbsa nocrymuia: 12.04.2020. ITpunsara K myoamkanum: 12.10.2020.
Article received: 12.04.2020. Accepted for publication: 12.10.2020.



HEBPOAGHI 34

PacceaHHblll cKnepo3 u GepemenHocmb. Bnudxue
namoresHemuyeckoll mepanuu pacceaHHoro ckneposa
Ha cocmosaHue 30poBbA HOBOPOKACHHbIX

T.N. SKymuHa

T'BY3 MO «Mockoéckuii 06aacmHoii HayuHo-uccaedosamenvcKuil Kaurnuueckuii uncmumym um. M.D. Braoumupckoeo»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2, kopn. 10

Konmarxmor: Tamovsna Heopeena Hdxywuna yakutanya@mail.ru

Beeoenue. B ces3u c evicokoll pacnpocmpaneHHOcmbio paccesanHoeo ckaeposa (PC) cpedu scenujun penpodykmueHoeo 603pacma 60Npocam
6e0eHUs bepeMeHHOCMU Y IMUX nayueHmoK yoeasemcs ocoboe enumanue. IIpobaema, kacarowascs 300poébs HOBOPOICOEHHbIX, MamepU
Komopuix cmpadaom PC u noayuarom namoeenemuyeckyio mepanuto, ocmaemcsi 00 KOHYa He peuieHHol. TpeGyrom ymouHeHus cpoku
OmMeHbl npenapamos, usmerawux mevenue PC, 603M0NCHOCHb KYyNUPo8anus 000cmpeHuil 60 6pems OepemMeHHOCMU ¢ NPUMEHEHUeM k-
KOKOpMUKOUOHOU mepanuu.

Lleab uccaedosanus — ananus eAuUsHUs NAMOEHEMUHECKOU mepanuil, npoeodumoil y scenuur ¢ PC, Ha cocmosiHue HO80POICOeHHbIX.
Mamepuaavt u memoost. [100 Habaodenuem naxoduaucw 154 6epemennvie scerugunsl ¢ PC, npoxcusarowue 6 Mockosckoii obaacmu u no-
Ayuarowue namozeHemuueckyro mepanuio. OueHU8aIUCs 0coGeHHOCMU MedeHUs: OepeMeHHOCIMU, PO008 U COCMOSHUE HOBOPONCOCHHBIX
Y OGHHOIL K02OpMbl RAUUEHMOK.

Pesyavmamot u 661600b1. Pezynsmameol, nosyuennvie 6 xooe Habal00eHUsi, COOMEEMCME08aAU CPeOHeCMamucmu4eckum OaHHbIM 8 o0ujeil
K02opme GepeMeHHbIX JCEHUSUH U NO360AUNU COENAMb 8bI600 0 MOM, HMO HAAuUUe 3a001e6aHUS U NPeOUeCmEYOWAs UMMYHOMOOYAUPYIOWas
mepanus CyuecmeeHHo He 6AUsIOM Ha Ucxod GepemenHocmu. dacmoma u 8vipaxceHHOCMb HapyuleHull y demeil, pONCOeHHbIX NAYUCHMK A~
mu ¢ PC, docmosepHo He omauuanucy om maxogwix 6 ooweii nonyaayuu. [Iporoneuposanue mepanuu npenapamamu, U3MeHsOWUMY me-
uenue PC, 0o Hacmynienus 6epemeHHOCmuU Hauboaee UeaecooOpasHo, NOCKOAbKY CROCOOCMEYem CIaduAUu3auuu COCMOSHUS JCeHUUH 8 Ne-
DPUHAMANHOM nepuode, He HAHOCS NPU SMOM CYUWECMBEEHHO020 8peda 300p08bio H08opocOeHHbIX. Ha dore mepanuu ummyrocynpeccopamu
noegwiuiaemcs pUuck podicoenus Oemeli ¢ pauMHbIMU HApYUeHUAMU (MHOJICeCMBEeHHble NOPOKU PA38UMUSL, MAAAs MACCA MeAd NPU Podcoe-
Huu, HedornoutenHocmy). Ilpu 6osnuknogeruu obocmperusi PC 60 pems bepemeHHOCMU 603MOJICHO NPOBedeHUe KOPOMKO020 Kypca nyabC-
mepanuu MemuanpeoHU3010HOM.

Karoueswie croea: paccesannbiii ckaepo3, 6epemMeHHOCHb NPU PACCESIHHOM CKAepO3e, UMMYHOMOOYAUPYIOWas mepanus U 6epemMeHHOCHb,
npenapamol, U3MEHAIOUjUEe MeveHue paccesHHo20 cKAepo3a, U bepemMeHHOCnb, 000CmpeHue paccesHH020 CKAepo3a npu 6epemMeHHOCMU, 6AU-
SAHUE NAMo2eHeMu1ecKoll mepanuu paccessHHo20 CKAepo3a Ha COCMOSHUE HOBOPOICOCHHBIX

Jlas yumupoesanus: SAxywuna T. H. Paccesnnviii ckaepos u 6epemenHocms. Bausnue namoeenemuueckoii mepanuu paccesHHozo cKaeposa
Ha cocmosiHue 300p08bsi HOB0POolcOeHHbIX. Pycckuil scypran demckoii Hegpoaoeuu 2020;15(3—4): 19—25.

DOI: 10.17650/2073-8803-2020-15-3-4-19-25 [®)sy |

MULTIPLE SCLEROSIS AND PREGNANCY. IMPACT OF MULTIPLE SCLEROSIS
DISEASE-MODIFYING THERAPY ON THE HEALTH OF NEWBORNS

T.1. Yakushina
M. F. Viadimirsky Moscow Regional Research and Clinical Institute; Build. 10, 61/2 Schepkina St., Moscow 129110, Russia

Background. Due to the high prevalence of multiple sclerosis (MS) among women of reproductive age, special attention is paid to the manage-
ment of pregnancy in them. The problem concerning the health of infants born to mothers with MS receiving disease-modifying therapy has
not yet been addressed. It is necessary to identify the timing of cessation of drugs changing the course of M.S, as well as to find the possibility
of mitigating exacerbations during pregnancy using corticosteroid therapy.

Objective: to analyze the effects of causal therapy for MS on the health of newborns.

Materials and methods. This study included 154 women with MS residing in Moscow region and receiving disease-modifying therapy.
We evaluated the course of pregnancy, delivery, and the condition of infants born to these mothers.

Results and conclusions. Our findings are consistent with the earlier published data in the general cohort of pregnant women and allowed us
to conclude that the presence of MS and history of immunomodulatory therapy do not significantly affect the outcome of pregnancy. The in-
cidence and severity of disorders in infants born to MS mothers did not significantly differ from those in the general population. Prolongation
of therapy with drugs that change the course of M'S up to pregnancy is most appropriate, since it stabilizes the condition of women in the perinatal
period, without causing significant harm to the health of newborns. Immunosuppressive therapy increases the risk of various disorders in infants
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(such as multiple malformations, low birth weight, prematurity). If a woman develops an exacerbation of MS during pregnancy, it is possible

to prescribe a short course of pulse therapy with methylprednisolone.

Key words: multiple sclerosis, pregnancy in multiple sclerosis, immune-modulating therapy and pregnancy, multiple sclerosis disease-mo-
difying drugs and pregnancy, exacerbation multiple sclerosis in pregnancy, impact of multiple sclerosis pathogenetic therapy on newborns

condition

For citation: Yakushina T.I. Multiple sclerosis and pregnancy. Impact of multiple sclerosis disease-modifying therapy on the health of new-
borns. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(3—4):19—25. (In Russ.).

Bsepnexue

B cBs131 ¢ BBICOKOI pacIpOoCTpaHEHHOCTHIO PACCEsIH-
Horo ckiepo3a (PC) cpeay xkKeHIIMH pernmpoayKTUBHOIO
BO3pacTa HEBPOJIOTY YacTO IIPUXOIUTCS BBICTYIIATh B Ka-
YeCcTBE IKCIIEpPTa 110 BOIIPOCaM IIAaHMPOBAHMSI, BEACHMS
OepeMEHHOCT! 1 POJOB Y JaHHOM KOTOPTHI MAIIMEHTOK.
Ellle HeCKOIbKO JIET Ha3aa BOMPOC O BbIHAIIMBAHUU Oe-
pemenHoctu Tipu PC pemnancg KaTeropryHo: OepeMeH-
Hocth IIpu PC He pa3pelieHa, a B crydae ee HaCTYIUICHUS
ee HeoOxoauMo IpepbiBaTh. [1ogoOHas MO3ULIMs OCHOBbBI-
BaJIach Ha JOBOAX, YTO PYCK BOSHUKHOBEHUST 000CTPEHUI
W IIPOTPECCUPOBAHUS 3a00JIeBaHNS 3HAYNUTEILHO YBEIIH-
YHBAETCS B TTOCAEPOIOBOM Itepuoje. 3a rocieaHue 20 et
IIPOM3OIILIO INI00ATbHOE N3MEHEHHE B3IISIIOB Ha 3TY IIPO-
0J1eMy, YTO OOYCJIOBJIEHO PSIAOM MPUYKH: OIpeAeIeHHBIMU
ycIiexaMy B U3y4YeHMH TaToreHe3a 3a00J1eBaHuUs; ITyOJIu-
Kalyei pe3yJIbTaToB MeXXIyHapOIHbIX HAOMIOAEHNIA 3a Te-
yeHneM 6epeMeHHOCTH Y 001bHBIX PC; TTosIBIIcHUEM TIpe-
ImapaToB, U3MEHSIONIINX TEICHUE PACCESTHHOIO CKIepo3a
(ITUTPC), 3HaYNTEIHHO YIYUIIIUBIINX KAYECTBO KU3HU
MMAIMeHTOB M 3aMEUISIONINX IIPOTrpecCpoBaHUe 3a00IIe-
BaHus. OgHako npumeHeHue xxeHmmHamu [TMTPC no Ge-
PEMEHHOCTH OCTaBJISIET OTKPBITHIMU BOIIPOCHI O BIVSTHUH
IMaTOreHETUICCKOM Tepariy Ha COCTOSTHIE HOBOPOXKIEH-
HBIX, 00 ONITUMAJIBHBIX CPOKaX ee TpeKpallieHUs IIpYA Ha-
CTyIUIeHUM OepeMeHHoCcTu. Kpome Toro, malmeHTOK
U MX POICTBEHHUKOB MHTEPECYIOT BOIIPOCHI O BEPOSITHOCTH
HacaenoBanus PC, o 6e30macHOCTH TPUMEHEHUSI TOPMO-
HaJbHOM Tepamuu MpU OOOCTPEHUSIX, BOZHUKAIOIINX
BO BpeMsI 0epeMEeHHOCTH, 1 BJIMSTHIU TOPMOHAJIBHOI Te-
panuu Ha pa3BuTue ioaa [7].

PaccestHHBII CKIIepO3 He SIBIISIETCS TeHETUIECKIM 3a-
0oeBaHMEM, MEPEIAOIIUMCS IO HACICACTBY, OJHAKO
CYIIECTBYET TeHETHUIECKAs IIPEIPACIIONOXEHHOCTh K €TI0
pa3BuTrio. bone3Hps BOZHMKAET BCIICACTBUE HE3aBUCUMO-
TO AeicTBUS MO0 B3auMoaelicTBus mpumepHo 200 reHoB,
Ka/Ibli1 U3 KOTOPBIX BHOCUT CBOM BKJ1a/ B GOPMUPOBAHUE
pucka pa3putust PC. binsHenoBble nccieqoBaHus ITOKa-
3aJI1, 4YTO BepOSITHOCTh BO3HMKHOBeHUs PC y 2-r0 MOHO-
3UTOoTHOTO Os1M3Hera cocrasiseT 30,8 %, Torna Kak y re-
TEPO3UTOTHOIO — Ha MOPSAAOK MeHblle (4,7 %), npuyem
Y MOHO3WUTOTHBIX OJIM3HEII0OB MYKCKOTO I0JIa PHCK pa3-
putus PC Hmxe (5—10 %), yeM y GIM3HEIIOB XKEHCKOTO
nona (no 40 %). Y ponHbIx OpaTheB U CECTEP BEPOSATHOCTh
BO3HMKHOBEHUS 3a00J1eBaHus cocTaBisieT 3,5 %. Takum

00pa30M, TeHETUYECKUI PUCK cocTaBiisieT ipuMmepHo 30 %
[2, 3, 13].

g mpodunaktuku odboctpenuii PC u 3amemneHns
IIpOTpecCUpOBaHUs 3a00JIeBaHUS B HACTOSIIIEE BPeMs
npumMensiorcs [IMTPC. 3aperucrpupoBaHHbIe B HACTO-
siee BpemMs B Pocct ”MMYHOMOIYISITOPBI AEJISTCS Ha
mpenaparsl 1-it TMHUM, K KOTOPBIM OTHOCSITCS MHTEpde-
ponsl (MH®), rmatupamepa atrerat (I'A), numermicpyma-
part, TepudIyHOMMI; IIperiaparhl 2-i TUHUI: (DUHTOJIMMOLT
(®I), naranmmzymab (H3), aneMry3ymab; u mmpermapaThl
3-if TMHUU — IUTOCTAaTUKU (MUTOKCAHTPOH). Bce XeH-
IIMHBI IeTOPOIHOIO Bo3pacTa, cTpamatommue PC u mpu-
Humalomue [TUTPC, nomkHBI OBITh MpeaynpeXaeHbI
0 HEOOXOIMMOCTU KOHTpALCTIIIUY B IEPUOI JICUYCHUS
U IIpeKpalieHnd UMMYHOMOIYIUPYIOIIEH 1 UMMYHOCY-
IIPECCOPHOM TeparMy Ha 3Talle IIaHUPOBaHUS OepeMeH-
Hoctu. Eciu GepeMeHHOCTh Bce K€ HacTyIlaeT, JeuyeHUe
JIOJIXKHO OBITh IIpeKpalleHo 10 poXIeHUsI pedbeHKa U BO3-
OOHOBJIEHO Cpa3y IIOCJIe POAOB WM IIOCTIE 3aBEPIICHUS
IpyaHOro BcKapMiauBanus [12, 17]. B muteparype umeror-
CsI OTIEIbHBIE OIMMCAHMS CITy4aeB IIPOIOJIKECHMS JICUCHUS
NH® 6eta u T'A Bo BpeMst 6epeMEHHOCTH C MOCTIETYIOIIM
POXAECHUEM 300POBBIX NETECI.

B EBporte Habmonanmmich 37 XXeHIIUH, TTPOJOJIKABIINAX
Tepanuio I'A Ha IpOTSKeHUM Beeil bepeMeHHOCTH; 35 U3
HUX POIWIN B CPOK 3IOPOBBIX HeTel, 2 OEpeMEHHOCTH
OBLIM TIPEpBaHbI IIPU OOHAPYXKEHUM Y IUIOAA TPUCOMUU
21-i1 mapsl XpoMOCcOM (He CBSI3aHO C IPUMEHEHHUEM TIpe-
mapara). [TocTperucrpanmonHoe uccienoBanue I'A BbIsS-
BWJIO YBEJIMYCHNE YACTOTHI CAMOIIPOM3BOJIBHEIX A00PTOB
Ha ¢oHe npuema npemnapata (21 % ciydgaes) [10].

PetpocnektuBHOE MccienoBanue 44 cinydyaeB Oepe-
MeHHOCTU Ha ¢oHe Tepanuy MH® GeTa-1a 1j1 moaKox-
HOTO BBeICHMS (CPETHSIST ITPOIOJKATEILHOCTD BO3IEICT-
BMSI Ha TIJIOJI COCTaBIIsiIa 28 qHei) MoKa3aao, YTo UCXOA0M
GoJbLIMHCTBA OepeMeHHocTel (76,2 %) SIBUIOCH POXKIE-
HHUE 3I0pOBHIX AeTeil. CaMOIpON3BOJIBHBIE a00OPTH Ha-
omonanuck B 11,5 % ciiyyaeB, BHeMaTo4yHasl OepeMeH-
HOCTh — B 1,2 %, 4TO COOTBETCTBOBAJIO AaHAJIOTMYHOMY
TOKa3aTeJIo 1l HaceaeHus B 1esioM. Y 0,9 % HOBOpOXKIEH-
HBIX BBISBJIEHBI TOpOKK passutus, 0,9 % OepeMeHHOCTEN
3aKOHYMJIMCH MEPTBOPOKIECHIEM, UTO He IIPEBHIIIAIIO TOTN
aHaJIOTMYHBIX MOKa3aTeseit B obuieil nomyasuuu. [Ipu
5TOM He OBUTO BBISIBJICHO IIPEUMYILECTBEHHOTO IIOPaKEHUST
OIIpeeJICHHOTO OpraHa WM CUCTEMBI, YTO ITO3BOJIMIIO
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cIeslaTh BBIBOIBI O CIyYaiiHOM MOSIBJICHUM HS(PEKTOB,
He cBsa3aHHOM c aeiictBueM MH®. OrcyTcTBHE 3aMEeTHO-
ro orpuuarenpHoro BiausgsHusg MH® bera-1a Ha ncxomsl
0epeMEHHOCTH, MMO-BUAMMOMY, OOYCIOBIECHO OOJIbLIMM
pasMepom monekyiasl MH®, npenarcTByommM ee Ipo-
HUKHOBEHMIO Uyepe3 IJlaleHTapHbli 6apbep [15].

ITo marnbM B.A. Singer (2013), B CIIIA u3 219 ciy-
yaeB OepeMeHHOCTH Ha ¢oHe Tepanuu DI 59 3aBepiin-
JINCh POKIEHNEM 3IOPOBBIX ACTEH, B 8 CIIydasXx OTMEYAINCh
BPOXIECHHBIC aHOMAJINU, 21 6epeMEHHOCTh 3aBEPIIINIaCh
CaMOIMPOU3BOJIBHBIM a00pTOM, 1 39 — MHIYIIMPOBAHHBIM
[16]. B Januu (A. Voldsgaard, S. Sorensen, 2014) 3aperu-
crpupoBaHo 280 ciaydyaeB 6epeMeHHOCTH Ha (poHE Tepanuu
DT V 65 xkeHIINH pOaMINCH 300POBbIE AETH, Y 6 HOBOPO-
XKJIeHHBIX HA0TI0JaIICh TTOPOKHU pa3BuThs. B 27 ciydasx
OTMEYaJINCh CIIOHTaHHbIE A00PTHI, B 49 — MHULIMMPOBAH-
Hble a00opThl. Mcxoabl ocTanbHBIX OEPEMEHHOCTEN K MO-
MEHTY MOJIy9eHUsI TH(MOpMalIMi HEU3BEeCTHHI [18].

Ha ¢one tepanuu H3 B Mupe 3apernctpupoBaHO
974 6epemeHHOCTU. M3 HUX 683 3aKOHYMIUCH POXKIECHM -
€M 3I0POBBIX HIeTeit (595 cpoyHBIX poaoB U 88 mpexie-
BpeMeHHBIX poioB), 201 — CITOHTaHHBIM IIpephIBAaHUEM
OepeMEeHHOCTH, OTMEYEHBI 2 BHEMATOYHbIE OepeMeHHO-
cTH, 88 XXEeHIIWH caeaaad MeIUIMHCKUI abopT. Y 5 Mia-
IeHIIEB HAOIMIOOAINCh TeMaTOJOTNUYEeCKUEe HapYIICHUS
(TpoMOOLIMTOIIEHNSI, AaHEMMSI ), KOTOPHhIE Pa3pellInCh
B TeueHHe 3 Mec. I1o maHHBIM IMPOCIIEKTUBHOIO MCCIIe-
JoBaHus, U3 36 ciyyaeB OepeMEeHHOCTU, BO3HUKILEH
Ha (one Teparmuu H3, 29 XeHIIMH poaiIn 3M0POBBIX
nereit. Y 1 pebeHka 3aperucTpupoBaHa reKcaaaKTUuaus,
5 cilyyaeB 3aBepLIMINCH HEBbIHAIIIMBAaHUEM OepeMeHHO-
CTHM Ha paHHMX CTaausX, U 1 ciiydaii — IUIaHOBBIM abop-
ToM [14].

Jlo HacTosIIIIero BpeMeH! HEeT YeTKOTO OTBEeTa Ha BO-
npoc, Koraa cienyeT rpekpatuth Tepanuio I[TUTPC B cy-
yae IuiaHupoBaHUsI 6epeMeHHOCTU. B HoBocubupcke
MIPOBEIeHO HaOJII0OaTeIbHOE MCCIEIOBaHNE C YIaCTHEM
40 xeHIIMH, 3a0epeMeHeBIMX Ha hoHe Teparmu [IMTPC.
CornacHO TOJYYeHHBIM JTaHHBIM, JUTUTEIbHAS TIpeIIe-
CTBYIOIIAsI TepaIs UMMYHOMOIYIUPYIOIIUMH IIperapa-
TaMHu U IpoaokeHue ee B | TpuMmecTpe GepeMeHHOCTHU
MO3BOJIMINA YMEHBIIUTh PUCK pa3BUTUSA obocTpeHuii PC
B ITOCJIEPOIOBOM IIEPHOE, HE BIMSIS IIPU 3TOM Ha 4acTO-
Ty IpeXIeBpEMEHHBIX POIOB, Ha YBEIMUEHNE CMEPTHOCTHI
WJIY NIATOJIOTUM HOBOPOXAEHHBIX [1]. B Lie10M yOenureb-
HBIX TaHHBIX O BO3MOXHOCTH ucnonb3oBaHust [IMTPC
BO BpeMsI OCEpeMEHHOCTH OO CHX IIOp HE ITOJIYYEHO.
Hu onwH 13 1eKapcTBEeHHBIX IpenapaToB, OTHOCSIIIUXCS
K 9TOM1 Ipy1Iie, He peKOMEHIOBAH ISl TepaIlii BO BpeMsI
OepeMeHHOCTH, II03TOMY BOIIPOC 00 OTMEHE 3TUX Mpemna-
paToB B HACTOSIIEe BpeMs pelraeTcs OTHO3HAYHO:
npu noaTBepxKaeHnr 6epeMeHHocTH TipueM I[TUTPC non-
JKeH OBbITh IpekpailleH. JleueHrue MoxeT ObITh BO30OHOB-
JICHO JIMIITb 10 OKOHYAHUM OEPeMEHHOCTH U /WU TIEPUO-
J1a TpyAHOro BcKapMianBanus [5, 7,9, 12, 17].

CornacnHo pekoMmeHnanusim National Multiple Sclerosis
Society B CIIIA >keHIIMHA TOJKHA TIPEeKPaTUTD JiedeHNe
WNH® u I'A 3a 1 ToTHBII MEHCTPYaJTbHBIIA LIVKJT 10 ITOTTBITKA
3avaTus pedenka. Teparmio @I’ u H3 cieayer mpekpaTuTh
3a 2 Mec JIo TipeAroiaaraeMoii bepeMeHHocT. Heobxomu-
MO YYUTBIBaTh 3PdeKT mocaeaeiicTBUsI IUTOCTATUKOB:
€CJIY TIALIMeHTKA TToJTydajla MUTOKCAHTPOH, LIMKiIogocda-
MU UJIH METOTpeKcaT, 0epeMEeHHOCTh HexXelaTeIbHa
Ha MPOTSDKEHUM MOJIyTo1a ITOCE MX OTMEHBI.

ViIpaBiieHHe 0 CAHUTapHOMY HaJI30py 32 KaueCTBOM
MMUIIEBBIX MpoayKToB 1 MennKameHToB CIIA (U.S. Food
and Drug Administration, FDA) u EBpomneiickoe areHTCT-
BO T10 JieKapcTBeHHBIM cpenctBaM (European Medicines
Agency, EMA) nonpa3nesnsioT Bce JIeKapCTBEHHBIE TTIpe-
mapaTbl Ha pa3IWYHBIE KAaTeTOPUH B 3aBUCHMMOCTH
OT MX Bo3aeicTBus Ha tiox [11] (Tabm. 1).

B HacTosimee BpeMsi B IUTepaType IOSIBIISICTCS BCE
0oJiblle COOOIEHUI 0 HELIeJIeCO00pa3HOCTU paHHE OT-
meHbl Tepanuu [TMTPC. TTo nanaeim P.K. Coyle, nepuog,
«BBIMBIBaHUSI» TIperiaparta J0JDKeH OBITh COKPAIIEH 10 MHU-
Humyma [8]. I1pu tepanuu TA 1 UH® 6eta oH BooOI11IE
He TpeOyeTcsl, U Ipenapar I0KeH ObITh OTMEHEH 110 (hak-
Ty HACTYIUICHUsI OepeMEHHOCTU WJIU, TIpU HEOOXOIMOCTH,
MPUMEHSIThCSI Ha TIPOTSLKEHUU Beell bepeMeHHOCTU. [le-
pUOI «BBIMBIBaHUSI» TePUMIYHOMHUIA COCTABIISICT HE-
CKOJIbKO JHEH, P 3TOM KOHIIEHTPAIIKS Iperiapara B Kpo-
BU IOJDKHA CHU3UTHCS 10 <0,02 MKr/Mi1. CpoKr OTMEHBI
IPYTUX IIpeliapaToB He JOJDKHBI MPEeBBIIIATh 1—2 Mec 10
HaCTyIUIeHUsI 0epeMEeHHOCTH, TaK KaK 0oJjiee paHHSISI OTMEHA
IMOBBILIAET PUCK BOBHUKHOBEHMS 000cTpeHuii [4, 6, 8, 9].

JlnuTtenbHas, IpeallecTBYoLIas 0epeMeHHOCTU Tepa-
1T UMMYHOMOIYTMPYIOIIMMU TIpeIiapaTaMK CIIOCOOCT-
BYeET CTaOMIM3aIMU COCTOSTHUS IManeHToK ¢ PC B TeueHune
BCETO MEPUHATAJIIBHOTO IIEPHOIA 1 CYIIIECTBEHHO CHIDKA-
€T PUCK pPa3BUTUSI 000CTpeHM 3a00J1eBaHUSI KaK BO BpeMsI
0epeMeHHOCTH, TaK U B MocaepoaoBoM mnepuoae. Ilocie
npexpaieHus teparu I[TMTPC Bo Bpemst 6epeMeHHOCTH
YBEJIMYMBAETCS pUCK BOZHMKHOBEHMS K3atepoanuii PC.
KynupoBaHue 060CcTpeHMIA OCYILECTBIISIETCS C TIOMOILBIO
ITyJIbC-TepaIiui KOpTUKoCcTepornaMu. Kakwue mpemapartsl
MPEAIIOYTUTEIbHEe Ha3HAYaTh BO BpeMs O6peMEHHOCTH,
Ha KaKMX CpOKax X Ha3HaYeH1e 0e30IMacHO U KaKOe BIIH-
SIHME OHU OKAaXyT Ha IUIOJ — BCE 3TU BOIIPOCHI TAaKXKe
SIBJITIOTCS TUCKYTa0CIbHBIMH.

Takum 06pa3omM, HaKOIUIEH OOraThlil OIBIT U3YYEHUS
BJIMSTHUST JICKAPCTBEHHBIX IIPEIapaToB Ha TEUYCHUE, KCXOT
OEepeMEHHOCTH M COCTOSIHME HOBOPOXICHHBIX. OTHAKO
HEKOTOPhIE aCHeKThl TPEOYIOT AajibHEIlIel TPOpabOTKU.

Iean uccnenoBannsa — aHAIU3 BIMSTHUS TTATOTCHETH -
YeCKO Tepamnuu, MpoBoauMoil y xxeHmnH ¢ PC, Ha co-
CTOSTHAE HOBOPOXKICHHBIX.

Mamepuans! U Memofbl
B 2013—2017 rr. B uentpe PC MockoBckoii obnactu
HaOmoganvch 154 6epeMeHHbIe XXEHIIMHBI, CTpagalolme
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Taomua 1. Bausnue npenapamos, UsMeHAOUWUX MeveHUe pACCesSsHHO20 CKAEPO3a, Ha NA00

Table 1. Effects of drugs that change the course of multiple sclerosis on the fetus

Risk
category

Drug that changes the course
of multiple sclerosis

[natupamepa anerar
. B
Glatiramer acetate

Results of animal studies

MUHVMAaJTEHBIN PUCK WITH
OTCYTCTBUE BIIWSIHUSI HA IO,

Period needed for drug elimination before
pregnancy

He Hyxen
Not needed

Minimal risk or no effect on the fetus

WHurepdepon Gera C
Interferon beta

TepudnyHomun X

Teriflunomide

OtpuliateabHOE BIUSITHUE Ha IO,
Negative effect on the fetus

JIaHHBIX HET
No data

BepositTHo, He HykeH, 0—1 mec
Probably not needed, 0—1 months

[Ipouenypa sauMuHAIMK (0 YPOBHS
<0,02 Mr/mMia B KpoBH)
Elimination procedure
(to reach the level of <0.02 mg/ml in blood)

Humertmndymapar C OrtpuriateTbHOE BIUSHUE HA TUIOM BepositHo, He HyxXeH, 0—1 Mec
Dimethyl fumarate Negative effect on the fetus Probably not needed, 0—1 months
DuHTOTMMOT C OrtpuriareTbHOE BIUSHUE HA TUION 2 mec

Fingolimod Negative effect on the fetus 2 months
Harannzyma6o C OrtpuriareTbHOE BIUSHUE HA TUION 2 mec

Natalizumab Negative effect on the fetus 2 months
AseMTy3yMad C OrtpuriateTbHOE BIUSHUE HA TUION 4 mec
Alemtuzumab Negative effect on the fetus 4 months

SABHBIN prcK U151 TI0JA.

MUTOKCAHTPOH b . [IpumeHeHue Bo Bpemst 6 Mec
Mitoxantrone IR AT (DCMAT SEIPEEE 6 months

High risk to the fetus.
Use during pregnancy is prohibited

PC. Bospact nanmueHTOoK BapbupoBal oT 20 mo 43 et
(B cpemHeM 29,2 roma). JAnmuTetbHOCTE 3a00JIeBaHUS K MO-
MEHTY HACTYITJICHUSI OepeMEHHOCTH COCTaBJIslJIa OT 2 MeC
1o 15 net. 3a malyieHTKaMM OCYILECTBIISIIICS TMHAMUYECKUIA
HEeBPOJIOrMYeCKHIA KOHTPOJIb C OLIEHKOH 110 1miKaiaM KypTiike
B TeUYEHHE BCell OepeMEHHOCTH U B TIOCTICPOIOBOM IIEPUOIE.
VYUTHIBAIOCH KOJIMYECTBO W BpeMsI BOSHMKHOBEHHST 000-
CTPEHUI, M3yJaICh OCOOEHHOCTH T€YEHMS OEPEeMEHHOCTH,
POIOB M COCTOSTHME HOBOPOXIECHHBIX B 3aBUCHUMOCTH
OT IPEIIIECTBYIOIICH NMMYHOMOLYIUPYIOIIEHU TepAIIK.
CraTtuctiyeckast 00paboTKa JaHHBIX OCYILIECTBIISIACh
C MOMOIIIBIO IMporpaMMbl Statistica 6.0 ¢ mpuMeHeHHEM
ImapaMeTpUIeCKNX 1 HellapaMeTPUIEeCKIX METOIOB.

Pe3ynbmambi

3a BpeMs1 HaOMIoAeHUS ponuiioch 124 pedbeHka, N3 HUX
69 neBoYeK 1 55 MaTbYMKOB. Y 3 JKEHIIMH POIUINCH ABOM-
HU. Y 23 mauneHTOK Ha MOMEHT HaIllMCaHUs CTaThy Oepe-
MEHHOCTB IpojoJrkaercs, y 10 — 3akoHYMIIach UCKYCCT-
BEHHBIM MPEPbIBAHUEM.

C IIOMOILIbIO 3KCTPAKOPIIOPAIbHOIO OIUIOIOTBOPEHMS
OepeMeHHOCTh HACTyMMJIa B 5 ciydyasiX M IpoTeKaia
6e3 ocobeHHocTei. B 3 3 3Tux ciydaeB B pe3ysibraTe Cpou-
HBIX POIOB POAMIIOCH IO 1 310poBoMYy peOeHKY. Y 1 manu-

E€HTKU POIVIINCH 2 3[I0POBBIX Pa3HOIOJIBIX peOeHKa ¢ Mac-
coit Tema 2770 n 2550 r. YV 1 XeHUIMHBI OTMEYAIOCH
JIOCPOYHOE OTXOXKIEHHE BOJ Ha CpoKe 25 Hel: pOJNINCh
2 He3peJIbIX Pa3HOITOJIBIX pebeHKa ¢ Maccoii Teyta 760 m 670 1.
B HacTosi111ee BpeMsi BCe JETH XKUBBI.

Tepanuto [IMTPC 1-it nunuu (TA u UH®) no 6epe-
MeHHocTH noydanu 104 xxeHmnHbl, 3 Hux TA — 60 ma-
nueHTok, MH® — 37 manuenrok. Llutocrarnku g0 Ha-
CTYIUIEHUSI O€peMEHHOCTA NMPUHUMAIMN 4 MalUeHTKU:
2 — ki1agpuOWH (paHee 3TU MALMEHTKM YIaCTBOBAIHU
B KIIMHUYECKOM MCCJICIOBAaHUM TIperapara) U 2 — MUTO-
kcanTpoH. bepemenHocts Ha ¢oHe Tepanuu [TUTPC
2-¥ uHnK Hactynuiaa y 3 xenmuH: I monyyana 1 ma-
muenTka, H3 — 2. [TaTbaecar KeHIIUH He TTOJIyJalii UM~
MYHOMOIYIUPYIOIIYIO TEPAUIO 10 66 peMEHHOCTH.

CpaBuutenbHoe Bnusiaue [TMTPC 1-it nuHuy Ha Te-
YeHHe pOoAOB OTPaXKEHO B Ta0. 2.

V xxeHnmmH, He nonydaBmmx Tepanuio [IMTPC, a Tak-
XKe y XKeHIIMH Ha ¢oHe npueMa ITA u MH® kakux-1m6o
OTKJIOHEHMII OT HOPMAaJIbHOIO TeUYeHUsI OepeMEeHHOCTH
M POJOB HE OTMeYaIoch. Macca Tejia IeTeil BapbUpoBaia
ot 2900 mo 4000 1. B 3 ciygasix ety pomMJINCh KPYITHBI-
MU — ¢ Maccoii Tena ot 4150 mo 4800 1. Bece net ponvmmch
XKUBBIMU. Y 4 HOBOPOXIEHHBIX OTMeYajiach acPUKCUs
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Tabmmua 2. BausHue usMeHsIOuUX meueHue paccesHHo20 CKAepo3a npenapamos 1-ii aunuu Ha meuernue podos, %

Table 2. Effect of first-line drugs that change the course of multiple sclerosis on the course of delivery, %

Parameter

I/ICKYCCTBCHHOC IIPEPLIBAHUC 6epCMCHHOCTH

No therapy (n = 50)

Glatiramer acetate (n = 88)

Interferon beta (n = 46)

0 MEAULIMHCKUM ITOKa3aHUAM 7,7 4,1 7,4 %37 8,3+4,3

Abortion for medical reasons

g"%‘b‘ B CPOK 77,7+ 6,6 62,5+ 8,3 64,7+ 12,4
elivery in time

Ponpi 1o 38 Hen %

Delivery before 38 weeks of gestation 16,6 £6,6 18,7%5,9 35,3+ 12,4

Ponpr mocie 40 Hen o

Delivery after 40 weeks of gestation 57+3,7 18,8£6,7 0

CaMoCTOSITEIbHBIE POJIbI 75.8 + 8.3 56.3+ 6.8 64.7 + 12.4

Vaginal delivery T o T

KecapeBo ceueHue 1Mo akylepcKuM IMoKa3aHUsIM 212465 37.5+6.8 23.5+10.3

Caesarean section due to obstetric reasons e o T

Jlpyrue MeToabl poIOBCIIOMOXEHUS 30427 6.2+4.1 11.8+7.8

Other methods used during delivery

*Cmamucmuuecku 3navumoe pazauyue (p <0,05) medcdy epynnoii npuema unmepghepona bema u epynnoii 6e3 mepanuu, epynnoi
npuema eramupamepa ayemama. **Cmamucmuuecku 3nauumoe paziuyue (p <0,01) mexncdy epynnoii npuema enamupamepa ayemama

u epynnoii be3 mepanuu, epynnoii npuema unmepgepora bema.

*Significant difference (p <0.05) between the group of interferon beta and the group without therapy, the group of glatiramer acetate. **Significant
difference (p <0.01) between the group of glatiramer acetate and the group without therapy, the group of interferon beta.

BO BpeMs pofioB, Y 1 — BpoxaeHHast KpuBolies, 6 aeTeit
POIMIINCH C TIpU3HAKAMU HE3pEJIOCTH, y 2 IeTeil Habo-
Jlajach KUIIeYHAs! HEIPOXOAUMOCTb. ¥ 3 MallMeHTOK pO-
IINCH IETH C TIOPOKAMU Pa3BUTHS, 2 M3 HUX IOyl
1o 6epeMeHHOCTH Tepanuio I'A (y omHOro pedeHKa — I10-
POK cepalia, y Ipyroro — MuKpouedanms), 1 — teparmio
HNH® (y pebeHKa 0OTMedeH KpaHMOCTEHO3). Y maluueHTK b.
pedeHOK Ha 3-1 IeHb yMep OT MOJIy4YeHHOM pOIOBOI TpaBMBbI
(TsKenast acUKCHsI BO BpeMsI POJIOB BCIICICTBUE TaA30BOTO
MpeUIeKaHrs M OOBUTHS IIYIIOBMHOM). ¥ mmarueHTKH 0.
CMepTh pebeHKa B BO3pacTe 6 MeC HACTYIIIIIA BCIICACTBHE
TSDKEJION HACJIeICTBEHHOM ImaTosioruu (6oje3Hb Bepmau-
ra—Todpdmana). [Mpu repanuu MHD y 35,3 % poxeHniy
(p <0,05) HabOMOOATUCH TIPEKIeBPEMEHHBIE POIBI, a IIPU
tepanuu A Heckonbko vame (18,8 %, p <0,01) poast
npoucxoannu Ha 41—42-ii Henele.

V manuentku M., Tiojy4yaBIIei Tepanuio Kiaaapuou-
HOM 3a 5 JIeT 10 HACTOSIIe 0epeMeHHOCTH, 10 JaHHBIM
VIIBTPa3BYKOBOTO HMCCIIEAOBAHMS OBLIO BBISIBICHO OTCTA-
BaHMe pa3BUTUS IUIOJA Ha 6 Hell, a TAKXKe MHOXKECTBEHHbIE
ITOPOKM €ro pa3BUTHS. B CBsI3M ¢ BBISIBICHHBIMU HapyIIle-
HUSIMU, BEICOKMM PHCKOM BHYTPHYTPOOHOI CMEPTH ILJIO-
Jla XEeHIIMHEe Ha cpoke 37 Hen mpoBeleHa CTUMYJISLINS
POIOBOI1 AeATeIbHOCTH. Poauiics MaibumK ¢ Maccoii Tea
1460 r ¢ guarHo30M: 3aJepKKa BHyTPUYTPOOHOTO pa3Bh-
THS, IETCKUM 1IepeOpabHBIN TTapaand (Iape3 JIeBOH py-
KM), MHOXECTBEHHBIC TTIOPOKHU cepaiia. PebeHoK ymep
B MIepHMHATAJIbHOM Ttepuoae. Y 2-ii mauneHTKu, T., Takke

MpUHMUMABIIEH y4acTHe B MCCIEAOBAaHUU KJaapuOUHa,
pPOIbI MIPOM3OLLIM B CPOK, Oe3 oclioxkHeHui. Poauics
370POBBIN MaTb4YMK ¢ Maccoit Tena 3400 1.

JIBe >KeHILMHbI B aHAMHE3€ MOIy4ald TEPAIIMIO MUTO-
KCaHTPOHOM; B 000MX CiIyyasix IiperapaT ObL1 OTMEHEH
Oonee yeM 3a 2 rojga g0 6epeMeHHOCTU. Y nanueHTKy E.
OepeMeHHOCTh MpoTeKanaa 6e3 0COOEHHOCTEH, pOabI
Ha 38-i1 Hexene. Poguiiack neBouka ¢ maccoi tesa 2920 &
YV nanpenTku JI. 6epeMeHHOCTh ITpoTeKaja ¢ yrpo30ii mpe-
XKIeBpeMEHHBIX pOJOB Ha CpoKe 28 Hell, pOIbl IPOU30III-
1 Ha cpoke 34 Hen. Poanics ManbpuuK ¢ Maccoil Telia
2140 . [TaTomornM HOBOPOXKIEHHBIX HE BBISIBJICHO.

V 3 manmeHToOK 6epeMeHHOCTh HacTynuia Ha (oHe
tepanuu [TUTPC 2-it nuHuu, Bo Beex cirydasx HabJoma-
ymch oboctpennst PC Bo BpeMst 6epeMeHHOCTH Ha (poHe
OTMEHBI ITaToreHeTN4eCcKoi Teparnmuu. OdocTpeHus 3a00-
JIEBaHUSI KYIIMPOBAIUCh KOPTUKOCTEPOUIAMU. Y MallMeH-
TkM H., monyyaBiieit Tepanuio H3, B cpok poauiack 3m0-
poBas JeBOYKa ¢ Maccoil Tesa 3560 1, oleHKa 110 IIKajie
Arrap — 8/9 6ajutoB. Y 2-1i MaIlMEHTKH, TAKKE TTOTyJaB-
meit tepanuio H3, Ha MOMEHT HalmMcaHUsI CTaTbU CPOK
OepEeMEHHOCTH COCTaBISI 37 Hell, TI0 JaHHBIM YJIETpa3By-
KOBOT0 UCCIeqoBaHus 1 1104 MYXCKOIO I10J1a, IIOPOKOB
pa3BuTHd He BeIgBIIeHO. [TaunenTka E., monyyaBias je-
yenune OI, pogmna Ha 39-11 Heelle ¢ MOMOIIBIO KecapeBa
ceyeHus1 (OTXOXIEHUE BOM, CJ1a00CTb POIOBOIA AEsITE b~
HOCTH) 3I0POBYIO IeBOUYKY ¢ Maccoii Tena 3430 1, orieHKa
COCTOSIHUST HOBOPOXKICHHOM IT0 LIKaie Arrap — 8/9 6aJu1oB.
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I1nanupyemast 6epeMeHHOCTb C paHHEI OTMEHOM Mpe-
mapara (B CpoKHU OT 3 MecC 10 2 JIET 10 HACTYIUICHUs Oepe-
MEHHOCTH) 3apeructpupoBaHa y 30 XeHIIWH, OTMEHa
mpenapata B I Tpumectpe (1o dakry 6epeMeHHOCTH) —
y 124. Y 6 manmeHTOK Ha0JII0Ja1ach MO3IHSISI OTMEHA Tpe-
napata 1o cyObeKTHBHBIM IPUYMHAM IIPU CPOKe OepeMeH-
HOCTH 2—5 Mec, TIpH 3TOM 2 XeHIIWHBI Torydanu MHO,
4 — TA. Takum oOpa3oM, OOJBLIIMHCTBO MHaIMEHTOK
(82,7 %), nony4asumx tepanuio [IMTPC I nokosieHus
(FTA m UH®), pekpaTuiiu JedeHHEe BO BpeMsI OepeMeH-
HOCTH, U TOJIbKO Y 17,3 % Hab.iomaaach paHHsSISI OTMEHA
mmpenapara. Bce >XeHIMHBI, TOJIyYaBIIne IIUTOCTATUKH,
MpeKpaTHIn JedeHre 3a 6—24 Mec 10 HaCTyIUIEHUS Oepe-
MEHHOCTH. BBISIBUTH B3aMMOCBSI3b MEXKIy KOJIMIECTBOM
OCJIOXKHEHMI BO BpeMsI 0epeMEHHOCTH M POJOB, COCTOSI-
HHEM HOBOPOXKICHHBIX X CPOKAMM ITPEKPAIIeHUS TePaITiu
HE yIajaoch.

V¥V 10 xxeHIINH 6epeMEHHOCTh 3aKOHYMJIACh UCKYCCT-
BEHHBIM IPEePBIBAHUEM I10 MEIMIIMHCKAM TOKAa3aHUSIM.
W3 nux 5 maumenTok I[TMUTPC no 6epeMeHHOCTH He T10-
Jyyanu (B 4 cirydasix 3aperucTprupoBaHa 3aMepiiast oepe-
MEHHOCTB, B | Cllydae 10 pe3yibraTaM YJIbTPa3ByKOBOIO
HCCJIeIOBAaHMS BBISIBIICHBI MHOXECTBEHHBIC ITIOPOKHU Pa3-
BUTHA I104a). Tpu manreHTKH nmoayvyanu [A (B 2 ciaydasix
MMeJia MeCTO 3aMepliiasi 0epeMeHHOCTb, B 1 ciiyyae BbISIB-
JIeHa TpUCOMMUS 21-i1 XxpoMocoMbl). JIBe mallMeHTKU 110~
nyyaau MH® (orMmeueHa 3amepiiast 6epeMeHHOCTB). OT-
MEHa Ipemapara y BceX S5 XEHIIWH ITPOMCXOAMIa
no ¢axkTy HacTyruieHus 6epeMeHHOCTH. TakuM 00pa3oM,
YCTaHOBUTD YETKYIO B3aMOCBSI3b MEXIY ITPEIIIECTBYIO-
weii repanueii [IMTPC, BapraHTamMu Tepanuy 1 CpoKaMu
OTMEHBI He yIAI0Ch. YHMCIIO ¥ IIPUYUHBI CAMOIIPON3BOJIb-
HBIX a00pTOB Yy nanmeHToK ¢ PC He 3aBHCeny OT IIpeiie-
CTBYIOIIEH Tepalii U COOTBETCTBOBAIM TaKOBBIM ITOKa-
3aTeJISIM B OOIIEH ITOMYJISILINH.

3a BpeMs HaOMIOAeHUS Y 25 KeHIIUH HaOII0AaInCh
000cTpeHusI 3a0071eBaHMsI BO BpeMst OepeMEeHHOCTH, 23 13 HUX
TTOJTYyYaJIH ITyJIbC-TEePAITHIO KOPTUKOCTEPpOUIAMU: 7 TIAlIM-
eHTOK — B I TpuMecTpe 6epemeHHocTH, 11 — Bo 11 Tprme-
ctpe, 5 — B III TpuMecTpe. BpoxXneHHbIX TOPOKOB pa3Bu-
THSI Y HOBOPOXICHHBIX HEe HAOMIOMaNoCh. ¥ 4 XEHIINH
ITOCJIe OKOHYAHMS JISYCHUST BOSHUKIIM TIPEXKICBPEMEHHBIC
ponpl. B 2 ciydyasx ety poaunmnch ¢ HU3KOM Maccoli Tea,
B 1 — ¢ mpu3HakaMu He3peaoCcTu, y 1 MiaageHiia oTMeda-
JIOCh paHHEE 3aKPBITHE POTHIYKA.

00cy#aeHue

Hcxons u3 BeimeunsnoxenHoro, PC u negeHue mpe-
napatamu [TMUTPC He gBasSI0TCS MPOTUBONOKA3aHUSIMU
K OepeMeHHOCTH U ponam. JlinTenbHast, IpealecTBYoast
OepeMEHHOCTH Tepaltis UMMYHOMOIYIMPYIOLIIUMU TIpe-
napataMu, CIIOCOOCTBYIOIIasl CTAOMIU3ALUU COCTOSTHUSI
marueHToK ¢ PC, He oKa3pIBaeT CyIIeCTBEHHOTO BIIMSHUS
HU Ha CPOKU BBIHAIIMBAHMS O€pEeMEHHOCTH, HU Ha pa3-

BUTHE IU101a. BeneHue 6epeMeHHOCTU U POAOB Y OOIBHBIX
PC He oTtmyaeTcsd OT TAKOBBIX MOAXOIOB B 00IIIEi TTOMmy-
JISIMU. PUCK pa3BUTHS OCIOXKHEHUM U ATOJIOTUU HOBO-
POXOECHHBIX IIPY IIPEALICCTBYIOMIEH MAaTOTeHETUYECKOM
teparuu [IMTPC 1-it u 2-i TMHUY He TTpeBHIIAET TaHHbIE
rokasaresiv B oOl1Lei MOonyJ/siuU U HE 3aBUCUT OT CPOKOB
OTMEHBI IIpenaparosB.

Ha ¢onHe Tepanum nmMMyHOCYIIpecCOpaMy MOBBIIIIA-
€TCSl PUCK MPEXIECBPEMEHHBIX POAOB U POXICHUS IeTEi
C maToJIoruelt (MHOXECTBEHHBIC TTIOPOKH Pa3BUTHSI, Majast
Macca Tejia IIpu POXKICHUM, HETOHOIIIEHHOCTD).

ITonyyeHHbIEe HAMM JaHHBIE TO3BOJISIIOT CAEIATh Bbl-
BOJI 0 TOM, 4TO npu obocTpeHussx PC Bo BpeMs bepeMeH-
HOCTH BO3MOXHO Ha3HAaYe€HUE KOPOTKUX BHYTPUBEHHBIX
KypcoB KopTukoctepounoB. IlpennoureHue otmaercs
npenapary METWINPEAHU30J0H, TaK KaK OH, B OTJIMYKE
OT JAeKcaMeTa3oHa, MeTabOJIM3UPYETCsI B OpraHu3Me
IO TIPOXOXKIeHMS IUIalieHTapHOro 6apbepa [5]. IlpumeHe-
HUE METUJIIPEAHU30I0Ha Oe3011acHo, HaunHas co 11 Tpu-
MecTpa 6epeMEeHHOCTU, HO B MCKJIIOUMTEIbHBIX CIydasx
(110 XXM3HEHHBIM MOKa3aHUSIM) IIperapaT MOXET OBITh
Ha3HayeH U B I TpumecTpe 6epemeHHocTU. B muteparype
WMEIOTCSI OMMCAHUSI OTAECAbHBIX CIy4yaeB MPUMEHEHUS
TOPMOHAJIPHO TepaIiu ¥ 1iazMadepesa s KyIpoBa-
HUS TSKEJIBIX 000CTPEHUI Ha paHHUX CPOKax OGepeMeH-
HOCTHM C MOCJIEAYIOLIUM POXIAEHUEM 310POBBIX IETEM.
ITonyyeHHble HAMU AaHHBIE TTOATBEPKAAIOT JAHHOE T10-
snoxeHne. OMHAKO B 3TUX CIyYasX MOCJe KYITMPOBAHUS
000CTpeHMs MalUeHTKY HEOOXOAMMO HAIIpaBJIsSITh HA Me-
JNIMKO-TEHETUYECKOE U TMHEKOJIOTUYECKOE 00CIe0BaHE
JIJ151 pe1LeHNs BOITPOCa O BO3MOXKHOCTU ITPOJIOHTMPOBAHUST
0epeMeHHOCTH.

BbiBoAbI

Pesynbrarsl, monyyeHHbIE B X01€ HAOII01€HS 32 Te-
YyeHHeM 6epeMEHHOCTU U COCTOSTHUEM HOBOPOXIEHHBIX
y XeHIIWH, cTpagaommnx PC, COOTBETCTBYIOT CpeIHECTa-
TUCTUYECKUM JAHHBIM 1 TTO3BOJISIIOT CIEaTh BBIBOA, O TOM,
yto Hajnmuue PC u rpeniecTByooIias MMMyHOMOIYIUPY-
[o11asl Tepanusi CyleCTBEHHO He BAUSIOT Ha UCXo/1 Oepe-
MeHHOocTU. YacToTa 1 BapuaHThl HapylLIEHUN y JeTei,
POXIeHHBIX OT MaTepeit ¢ PC, mocToBepHO HEe OTIMYAIOT-
cs1 OT TaKOBBIX MoKa3aTeseit B oo1iei nomynsinyu. [1po-
nonrupoBanue Teparmuu I[TMTPC no HactyniaeHus oepe-
MEHHOCTU HauboJiee 1leaecoo0pa3HO, MOCKOJbKY
CMOCOOCTBYET CTAOWUJIM3ALMU COCTOSIHUS KEHIIUH B Ie-
pUHATaJILHOM MEPUOJIE, HE HAHOCS MTPY 3TOM CYLIECTBEH -
HOT'0 Bpelia 3M0pOBbI0 HOBOpOoXIeHHBIX. Ha dhoHe Teparmm
WMMYHOCYIIPECCOPaMU MOBBILIAETCSI PUCK POXIAECHUS Je-
Tel ¢ matojiorueii (MHOXECTBEHHbBIC ITOPOKU Pa3BUTHS,
MaJiasi Macca Tejia IIPU POXICHUM, HEIOHOIIECHHOCTD).
B ciriygae Bo3HukHOBeHUST 060ocTpeHus PC Bo BpeMs Oe-
PEMEHHOCTU BO3MOXKHO IPOBEIEHUE KOPOTKOIO Kypca
MyJIbC-TEPANTUU METUIPEIHN30IOHOM.
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JdipesmusHocmb KOPPEKUUU mepanuu y Aemeil ¢ NaPOKCU3MaNbHbIMU
paccmpoiicmBamu CO3HaHUA HAa OCHOBaHUU Pe3yNbMamos
BUAE03nexmpo3nyetanorpau4ecKkoro MoOHUMOpUHra

B.W. I'yzeBa, O.B. I'yzeBa, B.B. I'yzeBa, 1.B. Oxpum, IO.A. Epemknna, B.B. Open

Kaghedpa nesponoeuu, netipoxupypeuu u meouyunckoii eenemuxu @PrbOY BO «Cankm-IlemepOypeckuii eocydapcmeeHHblii
neduampuueckuii meouyunckuil ynusepcumem» Mun3zdpasa Poccuu; Poccus, 194100 Canxkm-Ilemep6ype, ya. Jlumosckas, 2

Konmaxmot: Oxcana Barenmunosna Iy3esa viktoryka@mail.ru

Beeoenue. Basicnoim ycaosuem adekeamuoii MeOuKameHmMo3HoIU mepanuu A6151emcs paHHss ouggepeHyuarbHas OuaeHOCMuKa napoKcu3-
MAAbHBIX COCMOSHUL Y Oemell, YCMAHOBAeHUe UAU YIMOUHEHUe UX SNUAeNMUYECK020 UAU HeINUAeNMUYecK020 XapaKkmepa.

Leab uccaedosarus — noxazams HeoOX00UMOCMb, SPeKmusHOCHb U Oe30nACHOCMb KOPPeKUUU mepanuu y demeii ¢ NApOKCUMANbHBIMU PACCIPOLL-
CMBamu CO3HAHUS 8 3A8UCUMOCIIU OM SMUO0A02UU OGHHORO PACCIMPOIICMBA, YCMAHO08AEHHOL npU NpogedeHuU JughgeperyuanbHo20 duasHo3a.
Mamepuaavt u memoowvt. Komnaexcrnoe o6caedosanue ¢ 6KaoveHUeM 8Ude031eKMposHYedharoepaguueckoeo MOHUMOPUHea NPo8edeHo
v 527 nayuenmoe, HanpaeAeHHbIX HeEPON02AMU 045 YMOYHEHUS XAPaKmepa NapoKCcU3MAanbHo20 paccmpoiicmea CO3HAKUS, YMOYHeHUs (op-
Mbl dnuaencuu, ho0bopa adeKe8amHo0 AeHeHusl.

Pesyasvmamut. Ha ocHoge pe3ynsmamoe, noAyHeHHbIX npu NPo8edeHUU KOMNACKCHO20 00CAe008aHUS C BKAUEHUEM BUOe0INeKMPOIHYeda-
10epaguteckoeo0 MOHUMOPUHea, y 6cex 00Cc1e008aHHbIX demell ymouHeHbl OuaezHo3bl. Yemarnosaeno, umo y 210 nayuenmoe npucmynst ume-
AU Hesnunenmuveckull xapakmep. B nodaeasiouem 6oavuiuncmee cayuaes neuerue O6bi10 U3MeHeHo.

Boteoodst. [Ipedcmasgaentvie pe3yromamol AeueHus Oemeli ¢ SNUASNMUHECKUMU U HEINUACNMUHECKUMU NAPOKCUSMAMU NOCAe KOPPeKyUl
mepanuu ceudemenbcmeyom 0 Heo0X00UMOCIU MUAMeNbH020 AHAAU3A 8CeX OAHHbIX (KAUHUKO-AHAMHECMUYecKUx, 31eKmposnyedano-
epaghuueckux, 1a60pamopHbiX) 0451 NPABUABHOI NOCMAHOBKU OUAeHO3A, BblAGACHUS NPUHUH Pe3UCEeHMHOCMU U 000CHOBAHHO020 N00OOpPa
mepanuu y Kaxc0oeo nayuenma.

Karoueevie caosa: snusenmuyeckue u HesnuienmuuecKue nAapoKcu3mbol, 0emu, pe3ucmenmHocmos, mepanus

Jlas yumuposanus: I'yzeea B.U., [y3eéa O.B., [y3esa B.B. u dp. Dgpgpexmusnocmo koppexyuu mepanuu y demeii ¢ napoKCU3MaibHbIMU
PACCmMpoLicmeamu CO3HAHUSL Ha OCHOBAHUU Pe3yNbmMamos udeodiekmposmyearoepaguuecko2o monumopunea. Pycckuii wcypran demckoil
nesponoeuu 2020, 15(3—4):26—34.

DOI: 10.17650/2073-8803-2020-15-3-4-26-34 [®)sy |

THE EFFECTIVENESS OF THERAPY CORRECTION IN CHILDREN WITH PAROXYSMAL DISORDERS
OF CONSCIOUSNESS BASED ON THE RESULTS OF VIDEO ELECTROENCEPHALOGRAPHIC MONITORING

V.I. Guzeva, O.V. Guzeva, V.V. Guzeva, 1.V. Okhrim, Yu.A. Eremkina, V.V. Orel
Department of Neurology, Neurosurgery and Medical Genetics, Saint Petersburg State Pediatric Medical University,
Ministry of Health of Russia; 2 Litovskaya St., Saint Petersburg 194100, Russia

Background. An important condition for adequate drug therapy is the early differential diagnosis of paroxysmal conditions in children,
the establishment or clarification of their epileptic or non-epileptic nature.

Objective: to demonstrate the necessity, effectiveness and safety of the correction therapy in children with paroxysmal disorders of conscious-
ness according to results of complex investigation, including video-electroencephalographic monitoring.

Materials and methods. A comprehensive examination with the inclusion of video-electroencephalographic monitoring was carried out in 527 patients
referred by neurologists to clarify the nature of paroxysmal consciousness disorder, clarify the form of epilepsy, and select an adequate treatment.
Results. Based on the results obtained during the comprehensive examination of children with video-electroencephalographic monitoring,
in all the examined children the diagnosed was corrected. According to the results of the survey, it was found that 210 children had non-epi-
leptic paroxysms. In the overwhelming majority of cases, the treatment was changed.

Conclusions. The presented results of treatment of children with epileptic and non-epileptic paroxysms after correction of treatment indicate
the need for careful analysis of all data (clinical and anamnestic, electroencephalographic, laboratory) for correct diagnosis, identification
of causes of resistance and reasonable selection of therapy in each patient.

Key words: epileptic and non-epileptic paroxysms, children, resistance, therapy
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Pe3ncTeHTHOCTD K aHTUAIWICITHYECKIM IIperiapaTaM
(ADII) cumTaeTcst yCTaHOBJICHHOM, €CJTU IIPUCTYIIBI Y Ma-
LIMEHTA IPOHOJIKAIOTCS Ha (DOHE IPUMEHEHMS Taxke MaK-
CHMAaJIbHO JOITYCTUMOM O3Bl TIpelrapara. YCTaHOBIICHUE
MaKCHUMaJbHO JOITYCTUMOM TO3bI OOYCIOBICHO ITOSIBIIC-
HUeM IMo6o4HbIX 3(pPpexkToB ADII 1 X ycrpaHeHHEM B pe-
3yJIbTaTe CHVKEHMS O3Bl HIXKE JaHHOTrO ypoBHs [6, 10,
11, 13—15]. AnbTepHaTUBHBIM MOAXOJOM MOXET OBIThH
oIpenesIcHre T03bI, IPUBOISIIEH K ITOSBICHUIO TOITyCKa-
eMBIX (IIpueMJIeMbIX) T000YHBIX 3 dekToB [19]. B Han-
bosee OOIIEM IUTaHEe TEPMUH «PE3UCTEHTHOCTD» CIIEAYET
OTHOCUTH K KOHKpeTHOMY ADIT M1 KOHKpEeTHOM cTpare-
ruu JiedeHus1. M B 3ToM acriekTe NOHSITUE «MCTUHHAs (a0-
COJIIOTHAST) PE3UCTEHTHOCTL» HEPEAKO MPUPaBHUBAETCS
K IIOHSITHUSIM «He3(P(HEKTUBHOCTD JICUCHUSI» , <OTHOCHUTETh-
Hasl pe3MCTEHTHOCTD», «yCJIOBHASI PE3UCTEHTHOCTh», 00-
YCJIOBJICHHBIM IPUYMHAMM CYOBEKTUBHOTO Xapakrepa [20].

CymiecTBYIOT (DOPMBI BIMIETICUH, KOTOPbIE MOXKHO
OTHECTU K PE3UCTCHTHBIM: IIPU TSDKEJIOM OpraHu4eCcKoOn
SHIIe(ATONIATUM, AHOMAJIUSIX Pa3BUTHUS MO3Ta, HapyIIe-
HUSIX MeTabonm3Ma, cuHapomax Becra, Jlennokca—IacTo,
Jlanpay—KneddHepa, nporpeccupyioiieii MUOKJIOHYC-
snuenicuu, sHNedanomnarun Pacmyccena u np. [12, 14,
17, 18]. ®apMakope3nCTEHTHOCTh TaK:Ke MOXET ObITh
00ycJIOBJIeHa TEHETUICCKUMHU (PAaKTOpaAMU, BIMSFOITUMU
Ha 6uorpaHchopmaruio ADII [1, 13, 16].

Pa3Ho0Opasue KIMHUKO-3JIeKTPOPU3NOIOTHIECKIX
MpOSIBJICHUI 3MUJIETICUU O0YCJIOBIMBAET HEOOXOAUMOCTh
IMepCOHM(DUKALINY TePaITUH Y KaXKIIOro pedbeHKa ¢ y4eTOM
BCeX 0COOEHHOCTEe! 1 Ha3HAUYEeHMSI, TIpU HEOOXOIUMOCTH,
KoMIutekcHo Teparmiu ADIT 1 mpenaparoB, yIydIIalommx
MeTab0IM3M (AaMUHOKHCIIOT, KADHUTUHOB, MUKPO3JIEMEH-
ToB 1 1p.) [3, 19, 20].

OcHOBHOI1 11e/TbI0 U depeHINANTLHON TMarHOCTUKA
NapOKCU3MAJIbHBIX PACCTPOMCTB CO3HAHUS Y IETEH SIB-
JISIeTCSl YCTAaHOBJICHUE WJIM YTOYHEHHUE 3THUOIIAaTOTeHE3a
U guardHosa. HemonHeili cOop aHamMHe3a, HelpaBUIbHAsI
TPaKTOBKA IBUTATEIbHBIX KOMIIOHEHTOB BO BPEMsI HEAIIH -
JIEITUYIECKOrO MapoKCcH3Ma, HealeKBaTHAasl TPaKTOBKA
IaHHBIX 2JeKTpo3HIedanorpadbun (BBI) gpisioTCS
OCHOBHBIMM NPHYMHAMM OIIMOOYHOIrO AMarHosa W,
Kak cieacTBue, HeadPeKTUBHOCTH Tepanuu [4, 5, 7, 16].

Bce cayyan HeahGEeKTUBHOTO JIeYEHUS SIUISTICUN
HEoOXOIMMO TIIATSIFHO aHATU3UPOBaTh, HAYMHAS C TIe-
pecMoTpa auarHo3a, pe3yJbTaToB 00CIeI0BaHUS U Ipe-
IBIIYIIEH TAKTUKY BeneHus 6oabHoro [7—9, 11].

Ilenn uccaemoBanusa — ITOKa3aTh HEOOXOIUMOCTD, 3(-
(eKTUBHOCTD M O€30ITACHOCTh KOPPEKIIUY TEPAIINH Y JIe-
TEU C MAPOKCU3MAIBHBIMU PACCTPOMCTBAMU CO3HAHMUSI,
nuddepeHIIaabHas JMarHOCTHKA KOTOPBIX ITPOBOIMIIACH
Ha OCHOBE BBISIBIICHUS M aHAJIM3a KOMILIEKCa HamboJee
WH(MOPMATUBHBIX IPU3HAKOB SMJISIITUYCCKIX 1 HEIITH-
JIENTUYECKUX MAapOKCU3MAJbHBIX COCTOSIHUM, a TakxKe
OTIEJbHBIX SIUICTITUYSCKUX CHHIPOMOB Y ACTEIA.

Mamepuanbi u Memopbl

KomrnekcHoe o6cnenoBaHue ¢ BKIIIOYEHUEM BUIEO-
3JIeKTpodHIePaTorpauyecKoro MOHUTOPMHTA (BUIEO-
B3OI'-MOHUTOPHHTA) TIPOBEACHO Y 527 TAaIlMEeHTOB C Ta-
POKCH3MaJIbHBIMU PacCcTpoiicTBaMu co3HaHusl. Cpeay HUX
peobJianany MalyueHThl JETCKOrO BO3pacTa ¢ M3HA4YaIbHO
JUAarHOCTUPOBAHHBIMU CTPYKTYPHBIMU (hOPMaMM SITH-
nerncun (n = 317). U3 Hux y 166 (52,37 %) nauueHTOB
Obl1a M3HAYAJIbHO TMAarHOCTUpOBaHa pokanbHas popMa,
y 36 (11,36 %) — reHepain3oBaHHas SIUIeCHUs. Y 3Ha-
YUTEJILHOTO Yuciia feteit — 94 (29,65 %) — 6bu1a IepBUYHO
JMAarHOCTUPOBAHA SMWIEIICHSI HEYCTAHOBIEHHOM 3THOJIO0-
n, y 4 (1,26 %) nmaumeHroB — cuHapoM Jlanmay—Kiuedbd-
Hepa, U Y OTHOCUTETEHO HeOGOIbIIoM rpyrsl — 17 (5,36 %)
JIeTeil — MMarHOCTUPOBaHA TeHeTUYECKAsl SIUJICTICHUS.

[Mocne yrouyHeHus B KIMHUKE AMATHO3a TI0 Pe3ybTa-
TaM MPOBeAeHHOTO 00cIeqoBaHus Y 210 OOJIBbHBIX TMarHO3
ObLI U3MEHEH Y IUAarHOCTUPOBAHBI HEdMNUICITUYECKUE
napokcu3mMalibHble paccTpoiicTBa. M3 HuX npeobiaaganiu
HapylueHus cHa (mapacomuun) — 79 (37,62 %) ciyyaeB u
HEBPO30I0A00HbIe cocTosHKs — 65 (30,95 %) ciydaes.
Jpyrue HeaNMIeNTUICCKHE TAPOKCU3MBI (OpyKCH3M, Ma-
cTypOalus, Ka4aHue roJIOBOi, BpallleHWe TYJIOBUILEM
U T.1.) ycTaHoBeHbl y 47 (22,38 %) nereii, 0OGMOPOKU —
y 16 (7,62 %) nereii, cuHIPOM HedUIINTA BHUMAHUS U TH-
nepaktuBHOCTH — ¥ 3 (1,43 %) nereii (Tabm. 1).

Craructuueckas o0padoTKa JaHHBIX ITPOBOAMUIIACH
¢ TToMolIbio TouHoro Metoga Puiepa [2].

Pe3ynbmambi u o6cyHaeHue

J10 BBIMOJTHEHNSI KOMILIEKCHOTO 00C/IeI0BAHUS C BKITIO-
YyeHueM Braeo- DD -MOHUTOpHHTA B KJIMHUKE HEPBHBIX
oonesneit ®I'BOY BO «Caunkr-IletepOyprckuii rocymap-
CTBEHHBIU NEANATPUYECKUIN MEAULIUHCKUI YHUBEPCUTET»
Munsapasa Poccuu Tepanus geteit ¢ anuIenTudecKUuMU
IMapOKCU3MaMM IIPOBOIMIACH B COOTBETCTBUU C TAHHBIMH,
MpeaCTaBICHHBIMHU B TaOI. 2.

Jleuenue 3HaunTeIbHOM Yyactu (29,97 %) nereii ¢ aru-
JICNTUICCKUMHM TAapOKCU3MaMHM 10 O0CIeIOBaHUS B KIIH-
HuKe HepBHBIX 00j1e3Hel PI'BOY BO «Cankr-IlerepOypr-
CKWU TOCYIapCTBEHHBIN MEAUATPUYECCKAN MEIULIMHCKUN
yHUBepcuTeT» MuHsapaBa Poccuu nmpoBoauiioch npu
ITOMOIII MOHOTEPAIIMHU BaJILIIPOATOM, pexke — KapbaMa-
3enuHoM (9,15 %), TonamakcoMm (3,78 %) u apyrumu
ADII (4,42 %); nmonurepanusi IPUMEHSIACh TOJbKO
y 10,41 % GonbHbIX. be3 geueHus ¢ HesICHBIM AUAarHO30M
roctyrvu 134 (42,27 %) pebenka.

B 41 (19,52 %) ciy4yae neTM ¢ HESMUICITUYECKUMU
IMapoKCU3MaMHU (IMarHo3 BIEPBbIE YTOYHEH B KIIMHUKE
HepBHBIX 6osie3Heil DT'BOY BO «Cankr-IleTepOypr-
CKWI TOCYIapCTBEHHBIN NEANATPUICCKUIN MEAULIMHCKUIA
yHUBepcuTeT» MuH3snpaBa Poccun) He0oO0CHOBaHHO
npoBoaMIoch NeuyeHue ADII: MoHOTeparnus BaJlbIIPO-
atoM (8,09 %), kapbamaszeruHoM (5,24 %), TolmaMakcoM
(1,43 %), npyrumu ADII (2,86 %), B ToM umcie
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Ta6muna 1. Pacnpedenenue ocnosHbix duacno3o6 y demeii
€ DNUAENMUMECKUMU U HEINUACNMUMECKUMU NPUCYNAMU NOCAE
UX YMOYHEHUs1 N0 Pe3YAbMAMam KOMHAEKCHO20 06¢Ae006aHUs

Table 1. Distribution of the main diagnoses in children with

epileptic and non-epileptic seizures clarified after comprehensive
examination

Diagnosis Number

of patients, n (%)

Patients with epileptic seizures (n = 317)

[eHeTnyeckas sanuaencust

Genetic epilepsy 17.(5,36)
CTpyKTypHasi reHepaJlu30BaHHas

SMUJIETICUST 36 (11,36)
Structural generalized epilepsy

CrpyKTypHas (I)QKaJILHa;[ SMWICTICUS 166 (52,37)
Structural focal epilepsy

HeycranoBneHHast hopma snuIencumn

Epilepsy of unknown ethiology 94 (29,65)
Cunnpom Jlangay—KnedbHepa 4(1,26)

Landau—Kleffner syndrome

Patients with non-epileptic paroxysms (n = 210)

Hapyienusi cHa (mapacoMHuUM) 79 (37,62)

Sleep disorders (parasomnia)

OO6MOpoOKU
Faints P 16 (7’62)
HeBpo3omnono0Hble COCTOSIHUS (TUKH,
HOYHBIE CTpaxu, 0ECIIOKONHbBIN COH,
SHype3 U Ip.)

Pseudoneurotic disorders (tics, night terrors,
restless sleep, enuresis, etc.)

65 (30,95)

Jlpyrve HeanUaenTUIECKIE MapOKCHU3Mbl 47 (22,38)
Other non-epileptic paroxysms ?
CuHIpoM nedUUTa BHUMAHMS

M TUTNIEPAKTUBHOCTU

Attention deficit hyperactivity disorder

3(1,43)

¢ npuMeHeHueM noautepanuu (1,90 %). bes neueHus
noctynuiu 64 (66,67 %) pedbeHka.

Ha ocHoBe pe3y/ibTaToB, HOJYYeHHBIX IIPU IIPOBEIE-
HUU KOMILIEKCHOTO 00C/IeIOBaHUS IETEH ¢ BKIIIOYEHUEM
BUAe0-DD -MOHUTOPUHTA, Y BCeX ITPOLIEAIINX 00CIe10-
BaHUE JeTeil AMarHo3 ObLI YTOYHEH, U B IIOJABJISIOIIEM
OONBIIMHCTBE CTy4aeB JedeHue Obl10 n3MeHeHo. OCHOB-
Hbl€ JaHHbIE 00 UBMEHEHUHU JICYCHUS JeTei C SIS T -
YECKMMU IIapOKCU3MAMHU IIPEICTaBICHBI B Ta0. 2.

Taxum obpa3oM, TTociie YTOYHEHMST JUarHo3a IIpoBe-
JeHa Koppekuus neuenus y 284 (89,59 %) nereit ¢ arm-
JIENTUYECKMMU MPUCTYIaMu: HazHayeHue ADII (42,27 %),
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3ameHa ADII (21,14 %), yBenudeHue O03bl MpernapaTa
(17,04 %), cauxenue no3bl (4,73 %), otmeHa ADIT (1,26 %),
nedenue 6e3 ADII (1,26 %). JleueHue He MEHSUIOCH TOJb-
koy 33 (10,41 %) nanueHTOB.

Tabmuua 2. Koppekyus aeuenus demeii ¢ snunenmudecKumu
NApoKCcUIMamu nocie npoeedeHust KOMHAEKCHO20 00cA1e008aHUs
€ BKAIOUEHUEM BUACOINCKMPOIHYeDar0epaPUuUecKo20 MOHUMO-
punea (n =317)

Table 2. Correction of treatment schemes in children with epileptic
paroxysms after comprehensive examination with video-
electroencephalographic monitoring (n = 317)

Treatment changes Number of patients,
n (%)

Jleuenue 6e3 mpumeHeHuss ADTT 4(1,26)
Treatment without AED >
OtMmena ADII
Discontinuation of AED 4(1,26)
Otmena ADII, nedeHue
6e3 mpuMeHeHus ADI1 2(0,63)
Discontinuation of AED, treatment without >
AED
CHKeHue 1035l Mperapara
Dosage decrease 15(4,73)
3amena ADII
AED replacement 67(21,14)
Hasznauenune ADIT
Initiation of AED 134 (42,27)
3aMeHa MoJuTepanu Ha MOHOTEPAITUIO 4(1,26)
Polytherapy replaced with monotherapy ’
YBenuueHue 1036l IpenapaTa
Dosage increase 54 (17,04)
JleyeHue He MeHsLIOCH 33 (10,41)

No treatment changes

Ilpumenanue. AP — anmusnusenmuueckuii npenapam.
Note. AED — antiepileptic drug.

OcHOBHBIE TaHHBIE 00 U3MEHEHUHN JICUEHUS JeTei
C HESNMIENTUYECKUMU MTAPOKCU3MaMM IIPEICTABIEHEI
B Tabum. 3.

IMociie yrouHeHUS TUArHO3a IIPOBEICHO U3MEHEHME
nedernust y 190 (90,48 %) mereil ¢ HEANMUIETITUYECKUMM
napokcuzMamut: otmeHa ADI (7,14 %), cHibkeHYe J03bI IIpe-
mapara (1,90 %), zamena ADII (1,43 %), HazHauenue ADIT
(0,48 %), 3ameHa roautepanuy Ha MoHoTeparuio (0,48 %).
Jleuenue He MeHstock y 20 (9,52 %) 6onbHBIX. JleueHue
0e3 npuMenenus ADI1 nasnaueno 157 (74,76 %) nersam.
Heob6xoguMo TomuepKHYTh, UTO B 3TOI TpyIIe AeTeil
Ha MOMEHT ITOIBEIEHUS UTOTOB aHTURIIIEIITHIECKYIO
tepanuto nonydan 41 (19,52 %) nauueHr.
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3HaYMMOE Pa3In4Ke B YMCIIE AETEN C SIMICITUISCKI -
MM Y HESMWIENITUYECKUMU IIPUCTYIIAMH, ¥ KOTOPBIX IIPO-
BOJMJIACH KOPPEKIIUA JIEYEHUsI, OTCYTCTBOBAIO (Prpiep =
0,112). JlaHHBIe, MOJIy4eHHBIC ITOCJIE MPOBEACHUS KOP-
PEKLIMM JIEYEHUS AETEi ¢ SIMIWISNTUYSCKUMU U HETIIIEII -
TUYECKUMHU IMapoKCHU3MaMHM (KaTaMHe3 OT 4 Mec 1o 2 JIeT),
MpeacTaBieHbl B Ta0. 4.

IIpu 3TOM YMCIIO AeTeil ¢ HeSMUIENTUIECKUMMU Ma-
POKCU3MaMU, Y KOTOPbIX OTMEYaJICS IMOJOXUTEIbHbII
3(deKT OT JIeueHUs, JOCTOBEPHO MPEBHIIIATIO COOTBETCT-
BYIOIlI€€ YMCJIO JeTell C SMUICHTUIECKUMU IIPUCTYIIAMU
(Prmo = 0,012).

AHaju3 pe3y/lbTaToB CKOPPEKTUPOBAHHOIO JICYSHUS
y IeTeil ¢ SNUIeNTUYECKUMM IIPUCTYIIAMU 10Ka3aJl, 4YTO
peMuccHs TIPUCTYIIOB Habmomanacsk y 109 (34,38 %) Gonb-
HBIX, ypexxeHue npuctynoB —y 123 (38,80 %), yiaydiieHue
KOTHUTHMBHBIX (DYHKIUI U HOPMaJIM3alLus IToKa3aTeieit
D3I 6e3 ypexxeHus mpuctymnos — y 42 (13,25 %), nedenue
okaszanaoch HeahGeKTuBHBIM ¥ 38 (11,99 %) GOIBHBIX,
yxyaueHve mokasareneit 991 ormeueHo y 5 (1,56 %) 6oib-
HbIX. TakuM 00pa3oM, Iocjie yTOYHEHMS JMarHo3a U Kop-
peKLMH JiedeHUsI ero 3¢ (GEeKTUBHOCTH BO3pOC]Ia MO KIIU-
Hu4ecKuM U DD -nmaHHbiM y 274 (86,44 %) neteii.

AHaju3 pe3y/lbTaToB CKOPPEKTUPOBAHHOIO JICYSHUS
JeTeil ¢ He3MWIECNTUYECKMMU MMapOKCU3MaMM BbISIBUIL,
yto y 143 (68,09 %) nauneHTOB OTMEYAIOCh YIy4IlleHUue
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KOTHUTHMBHBIX (DYHKIIMI U HOpMaJIU3alusl IToKa3aTeiei
D0I, pemuccus umena mecto y 17 (8,09 %) GONbHBIX,
ypexeHue npuctymnoB — y 34 (16,20 %), orcyrcTtBre 3¢-
(ekra — y 14 (6,67 %), yxynueHue nokasareneit 391 —
vy 2 (0,95 %) nereii.

Boiee nmoapoOHO pe3ynbTaThl JeUeHMS AETEM C DIIK-
JIENITUYECKUMU U HESMUJICIITUYSCKUMM MapOKCU3MaMu
MpenCcTaBIeHBI B TA0J. 5.

B Ta6. 5 6onee neTaabHO MPeNCTaBICHBI PE3yIbTaThl
10 CpOKaM PEMUCCUU U YPEXEHUIO mpuctyros. M3 109
(51,90 %) GOJBHBIX C JOCTUTHYTOM PEMMUCCHUEH SIUIeI-
TUYECKHUX MPUCTYIIOB IJIUTEIbHOCTb PEMUCCUM COCTABUIIA
ot 6 Mecy 63 (30 %) nereii, no 1 rona—y 7 (3,33 %) nereid,
cBeiie 1 roma —y 18 (8,57 %). CHIzXKeHMe 4aCTOThI STTH-
JISNTUYECKUX IIPUCTYIIOB Haboaanock y 123 (58,57 %) ne-
Teit, u3 Hux y 31 (14,76 %) oTMedanoch ypexxeHue SIrIer-
TUYECKUX TIPUCTYIIOB MeHee yeM Ha 50 %, y 63 (30 %) —
Ha 50-75 %, ny 29 (13,81 %) — Ha 75—100 %.

CHIXEHME YaCTOThI WIK JOCTYXKEHME PEMUCCUM ITPU-
CTYIIOB, a TaKXKe BaKHbIE ITOKA3aTENIM IOJOXKUTEIBHOTO
JIeYeHUsI JeTeil ¢ HeAMWICNTUIECKMMU apOKCU3MaMH,
CBSI3aHHBIE C yJIy4IllleHMeM KOTHUTUBHBIX (DYHKLIMI, CHA
U nokaszateneit DOI, oTMeUeHBI y MOJaBISIONIET0 00Ib-
mMHCTBa aeteit (92,38 %).

Y 10CTOBEPHO GOJIBIIETO YKUC/IA AETEM C AIUIeITIYE-
CKMMHM IIPUCTYIIAMHU, 110 CPABHEHUIO C IETbMU C HEDIIH-

Tabmuua 3. OcrogHble OanHble 00 U3MeHeHUU AedeHUs Oemell ¢ HeINUAeNMUYeCKUMU NAPOKCUSMAMU NOCAe HPOBeOeHUsI KOMNACKCHO20
00c1ed08anus ¢ GKAIOMEHUEM BUOLOINeKmPOIHYeparoepaduueckoeo monumopunea (n = 210)

Table 3. Main information on changes in the treatment of children with non-epileptic paroxysms after comprehensive examination with

video-electroencephalographic monitoring (n = 210)

Treatment changes

Number of patients, n (%)

Jleuenue 6e3 mpumeHeHus ADII
Treatment without AED

Otmena ADI1
Discontinuation of AED

OtMmeHa ADII, neueHue 6e3 mpumeHeHust ADI
Discontinuation of AED, treatment without AED

CHMXeHue n03bI mpernapara
Dosage decrease

3ameHna ADI1
AED replacement

Hasznauenne ADI1
Initiation of AED

3aMeHa MoJuTepanii Ha MOHOTEPATTUIO
Polytherapy replaced with monotherapy

JleyeHre He MEHSIOCH
No treatment changes

Ilpumeuanue. ADIl — anmusnusenmuueckuii npenapam.
Note. AED — antiepileptic drug.

157 (74,76)

15 (7,14)

9 (4,29)

4 (1,90)

3(1,43)

1(0,48)

1(0,48)

20 (9,52)
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Ta6mauna 4. OchosHole pesyabmamsl 1e4eHus demeli ¢ INUACNMUMECKUMU U HeINUACNMUYECKUMU napoKcusmamu nocae Koppekyuu

duaenosa, n (%)

Table 4. Main treatment outcomes in children with epileptic and non-epileptic paroxysms after diagnosis correction, n (%)

Sign Children with epileptic Children with non-epileptic
paroxysms (n = 317) paroxysms (n = 210)

Hapacranue snmienTrudopMHOI aKTUBHOCTH Ha 3JIEKTPO3HIIe(aIorpaMmme 5(1,58) 2(0,95)
Increased epileptiform activity on electroencephalogram ? ?
bes addekra
No cffect 38 (11,99) 14 (6,67)
Pemuccust mo 6 mec
Remission for up to 6 months 63 (19,87) 4(1,9)
Pemuccust ot 6 mec 10 1 romga
Remission for 6 months to 1 year 7221 3(1,43)
Pemmuccust coime 1 roma
Remission for more than 1 year 39 (12,3) 10 (4,76)
VirydieHre 1 HopMaJIn3alys ToKa3aTeIel 3JIeKTposHIIehamorpaduu,
yIIydllleHe KOTHUTUBHBIX (DYHKIIUI U CHA 42 (13,25) 143 (68,09)
Improvement and normalization of electroencephalography parameters; improved > >
cognitive functions and sleep
YpexxeHue nmpucTynoB MeHee yeM Ha 50 %
Less than 50 % reduction in seizure frequency 31(9,78) 1(0,48)
Vpexenue npuctynos Ha 50—75 %
A 50—75 % reduction in seizure frequency 63 (19,87) 1(0,48)
Vpexenue npuctynos Ha 75—100 % 29 (9,15) 32 (15,24)

A 75—100 % reduction in seizure frequency

JIENTUYECKUMHM MApOKCU3MaMU, OTMEYEHO JOCTIKEHUE
peMuCCHHE (Pryg = 2,59 * 1071%), a Hamame nonoxuress-
Horo 3¢ deKTa B BUIE YIyYIIeHUS U/ I HOpMaIu3alliu
nokaszateneit DO, yaydlieHUsT KOTHUTUBHBIX (QYHKIIWI
U CHA, YPEXEHUSI IIPUCTYIIOB TAKXKE C BHICOKOM CTEIIEHbIO
BEPOSITHOCTH BBISIBJIEHO Y TOCTOBEPHO OOJIbIIETO YUCIa
JeTeil ¢ HeAMUIENTUIECKUMU MPUCTYIIaMU, YeM C BIIM-
JENTHYECKUMHE (P = 4,09 x 10715).

BbiBoabl

1. ITocne yTouHeHUs guarHo3a B KJIMHUKE IMPOBeAcHA
Koppekuus tedeHus y 284 (89,59 %) nereii ¢ smuen-
TUYECKUMMU ITapoKcu3MaMu: HazHayeHne ADI1 (42,27 %),
3ameHa ADII (21,14 %), yBeamdeHue 103kl IIpernapara
(17,04 %), cumxenne no3sl (4,73 %), ormeHa ADII
(1,26 %), neuenne 6e3 ADII (1,26 %). JleueHune He Me-
HsUI0CHh TOJIbKO Y 33 (10,41 %) nauueHTOB.

2. ITocne KoppeKUMu JedeHUs SIMICTICUM (KaTaMHe3
oT 4 Mec 110 2 JIET) PeMUCCHS IIPUCTYIIOB HA0II0IaIach
y 109 (34,38 %) ©0NbHBIX, YpeXEHUE MPUCTYIIOB —
y 123 (38,80 %), yny4ilieHre KOTHUTUBHBIX (DYHKIIMIA
¥ HOpMayM3auus nokasateneit DDI 0e3 ypekeHUs
npuctynoB — y 42 (13,25 %), neyeHue oOKa3aaoch
HeabdekTuBHBIM Y 38 (11,99 %) GONMBHBIX, yXyllIe-
Hue mokazareneir DDI ormeueno y 5 (1,56 %) ma-
UEeHTOB. TakM 00pa3oM, Iocjie YTOUHEeHUS auar-

HO3a M KOPPEKLMU JIedeHUsT ero 3(p@PeKTUBHOCTH
Bospocinay 274 (86,44 %) nereii.

3. [Nocne yrouHeHUsT AMAarHO3a MPOBEACHO U3MEHEHME

neyenus y 190 (90,48 %) nereii ¢ HeAMUIENITUIECKUMU
napokcuzmamu: otmeHa ADI1 (7,14 %), cHiKeHue 10-
3pl nipenapara (1,90 %), amena ADII (1,43 %), Ha-
snayeHue ADII (0,48 %), 3ameHa MoJauTepanuu Ha
moHotepanuio (0,48 %). Jleuenune He MeHsU1OCh Y 20
(9,52 %) nauuenToB. Jleuenue 6e3 ADI1 Ha3HAYEHO
157 (74,76 %) netsim.

4. AHaM3 pPe3yNBTaTOB JICYCHUS HeTell C HEelMUJIeI-

TUYECKMMU MMapOKCU3MaMU IIOC/Ie KOPPEKIUHU Jieue-
HUSI IOKA3aJl, YTO YpexXeHUe U PEMUCCHSI IIPUCTYIIOB,
a TaKXe€ BaXHbIA KPUTEPUN UX ITOJOXKUTEIBHOIO
JIeYeHUsI, CBSA3AaHHbBIN C yJIy4llleHUEM KOTHUTHBHBIX
¢yHKLMIA, cHa ¥ moKa3aTeneit DI, oTMeUeHH! y 1o~
JaBJIsIIolIero 6oJbIIMHCTBA Aeteit (92,38 %). Dbdexr
OT JIeYeHNs OTCYTCTBOBaN y 14 (6,67 %) mereit, yxym-
meHue nokasareseit DI umeno mecro y 2 (0,95 %)
neTel.

. [IpencraBneHHbIC Pe3yIBTaThl CBUACTEILCTBYIOT O HE-

00XOAMMOCTH TILATEJIbHOTO aHAIM3a BCEX HAHHBIX
(xMMHMKO-aHaMHecTHIecKux, D3OI, mabopaTopHBIX)
JUISL IPaBUJIbHOM OCTAHOBKHU AMArHO3a, BbISIBJICHMUS
MPUYUH PE3UCTEHTHOCTH X OOOCHOBAHHOIO MoAOopa
Tepamnuu y Kaxaoro rmaiueHra.
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Tabmuua 5. Pe3yavmamui neuenus Oemeli ¢ SNUAEHMUMECKUMU U HeINUACNMUYECKUMU NAPOKCUIMAMU NOCAe KOPPeKUUU OUazHo3a
Table 5. Treatment outcomes in children with epileptic and non-epileptic paroxysms after diagnosis correction

Children with epileptic paroxysms Children with non-epileptic

(n=317) paroxysms (n = 210)

- -

HapaeraHI/It", SH'I/UICHTI/I(_b(')pMHOI/I AKTUBHOCTHU 4 (1,26) 4 1 (0’ 48) 1
Increasing epileptiform activity

Hapacranue snuientrudopMHOM aKTUBHOCTH, YTyqIlIeHEe

KOTHUTUBHBIX PYHKIIMI U CHA 1(0,31) 1 1(0,48) 1
Increasing epileptiform activity; improved cognitive functions and sleep

bes adekra
No effect 38 (11,99) 38 14 (6,66) 14
Pemuccus 1o 6 mec 40 (12,62) 3(143)

Remission for up to 6 months

Pemuccus 1o 6 Mec, yinydllleHIe 1 HOpMaIM3alis ITOKa3aTeIeil
BJIeKTpOosHIIehamorpadum 15 (4,73)
Remission for up to 6 months; improvement and normalization of ?
electroencephalography parameters

Pemuccust mo 6 Mec, yimydiieHrue KOTHUTUBHBIX (DYHKIIUIA U CHA 4(1,26) 63 1(0.48) 4
Remission for up to 6 months; improved cognitive functions and sleep ? ?

Pemuccus a0 6 MEC, YIYUIIEHNUE U HOpMaJIu3alusd ToxKasarteien

3JIEKTpOodHIIEDanorpadpuu, yaydimeHne KOTHUTUBHBIX

(byHK].[I/Iﬁ " CHa . o 4 (1’26) _
Remission for up to 6 months; improvement and normalization

of electroencephalography parameters; improved cognitive

functions and sleep

Pemuccus or 6 mec 1o 1 roma
Remission for 6 months to 1 year 3(0,95) 7 2(0,95) 3

Pemuccust ot 6 Mec o 1 roaa, yaydiieHre ¥ HopMaiu3alust

MoKa3zaTeJieil 3JIeKTpo3HIIehaorpabumn 2(0,63)
Remission for 6 months to 1 year; improvement and normalization >

of electroencephalography parameters

Pemuccust ot 6 Mec 1o 1 rona, yrydireHre 1 HOpMaTA3aLsT

mnokasaTteJieli aJeKTposHIIeatorpaduu, yIydieHue KOTHUTUB-

HBIX QDYHKLMI U CHa 2(0,63) 1(0,48)
Remission for 6 months to 1 year; improvement and normalization of

electroencephalography parameters; improved cognitive functions and sleep

Pemuccus cBoiie 1 roga 14 (4,42) 2(0,95)

Remission for more than 1 year

Pemuccust cBoiiie 1 rona, yaydieHue 1 HOpMaau3alys

ToKazaTeJiel aIeKTposHIIehatorpabhumn 5(1,58) 3(1,43)
Remission for more than 1 year; improvement and normalization of > ’
electroencephalography parameters

Pemuccust cBbiie 1 rona, yaydimeHne KOTHUTUBHBIX

. 39 10
GYHKIIUI 1 CHa 5(1,58) —
Remission for more than 1 year; improved cognitive functions and sleep

Pemuccus cBeiiie 1 roaa, yaydilieHUe 1 HOpMaiu3alus

TokKa3zaTeJieit aJIieKTpoaHIleaniorpadun, yaydnieHue

KOTHUTHBHBIX (YHKIIMIA 1 CHA 15 (4,73) 5(2,38)
Remission for more than 1 year; improvement and normalization of electro-

encephalography parameters; improved cognitive functions and sleep

w
—_
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Oxonuanue mabn. 5
End of the table 5

Children with epileptic paroxysms Children with non-epileptic
(n=317) paroxysms (n = 210)

- -
ViydieHre u HopMaIu3alus moKasaTeneit

3JIEKTpO3HIIehasorpabumn 12 (3,78) 12 16 (7,61) 16
Improvement and normalization of electroencephalography parameters

Viry4iieHrue KOTHUTUBHBIX (YHKIIWM U CHA
S . 7(2,21)
Improved cognitive functions and sleep

~

103 (49,05) 103

VirydieHue 1 HopMalIM3alus oKa3aTeaei

aJieKTposHIedanorpaduu, yiaydiieHue KOTHUTUBHBIX

dbyHk1MI ¥ cHA 23 (7,26) 23 24 (11,42) 24
Improvement and normalization of electroencephalography parameters;

improved cognitive functions and sleep

YpexxeHue MpUCTynoB MeHee 4yeM Ha 50 %

Less than 50 % reduction in seizure frequency 20(6,31) 1(0,48)

VpexeHue NpucTynoB MeHee yeM Ha 50 %, ynydiieHve 31 1
KOTHUTUBHBIX (YHKITUIA 1 CHA 11 (3,47) _

Less than 50 % reduction in seizure frequency;
improved cognitive functions and sleep

VYpexxenue npuctynoB Ha 50—75 % 29 (9,15) _
A 50—75 % reduction in seizure frequency >

VYpexeHnue npuctynoB Ha 50—75 %, yiaydlieHrue U HOpMaTU3alust 63

nokaszateJieil aJieKTposHLedaniorpahun 17 (5,36) _

A 50—75 % reduction in seizure frequency; improvement and normalization
of electroencephalography parameters

VYpexenue npuctynoB Ha 50—75 %, yiaydlieHre KOTHUTHBHBIX

yHK1IMI U cHa 6 (1,89) _ 1
A 50—75 % reduction in seizure frequency; improved cognitive >

functions and sleep

Vpexenue nmpuctynos Ha 50—75 %, yinydileHrue 1 HOpMaIU3aLrst

rnokasaTeJiell aJeKTposHIIedanorpaduu, yIydlieHre

KOTHUTHBHBIX (1)YHK1[I/II7I M1 CHa 11 (3.47 1(0.48
A 50—75 % reduction in seizure frequency; improvement and (et ()
normalization of electroencephalography parameters; improved cognitive

functions and sleep

Vpexenue npuctynos Ha 75—100 % 3(0,95) 1(0,48)

A 75—100 % reduction in seizure frequency

Vpexenue npuctynos Ha 75—100 %, yiaydiieHue

¥ HOpMaJIu3allys moKas3aTeJieil 3J1eKTposHIIehaaorpahun 15 (4,73)
A 75—100 % reduction in seizure frequency; improvement and >
normalization of electroencephalography parameters 29 0
Vpexenue mpuctymnoB Ha 75—100 %, yayuiieHue

¥ HOpMaJiu3alus nmokasartesei ajieKTpoaHledanorpabuu,

YIYy4YII€HNE KOTHUTUBHBIX (I)YHK].[I/Iﬁ " CHa 11 (3.47 31 (14.76

A 75—100 % reduction in seizure frequency; improvement and (@70 (45715)
normalization of electroencephalography parameters; improved cognitive

functions and sleep
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Monxoab! Kk oGyyeHuro Aemei ¢ anunencuei u/unu gemei,
nepeHecwux B NPOWAOM 3nuAenmuyYecKui cmamyc
(B paMKaxX npUHYUNOB UHKNIO3UBHOrO 06yyeHus)

B.M. ®@poaosal, E.D. Koxapckas?

ITBY3 MO «Mockosckuii o6aacmuoii ayuro-uccaedosamensciuti kaurnueckuii uncmumym um. M.D. Bradumupckoeo»;
Poccus, 129110 Mockea, ya. Illlenkuna, 61/2, kopn. I;
2PIBOY BO «Mockosckuii eocyoapcmeennuiii yrusepcumem um. M. B. Jlomornocoea»; Poccus, 119991 Mockea, ICII-1,
Jlenunckue eopet, 1, cmp. 13

Konmarxmuot: Buxmopus Muxaiinoena @ponosa victoriafroloff@yandex.ru

Cmamos ocgeujaem 00uH U3 AacNeKmos coyUualbHol adanmayuu demeil ¢ OUA2HO30M «INUAENCUs» U/Uulu demell, UMEIOUWUX 8 AHAM-
Hese anunenmuueckuii cmamyc, — obyuenue 6 wkose. Agmopsl NpueOOam cmamucmuueckKue 0aHHble 0 pAcnPOCMPAHEHHOCIU INU -
Aencuu cpedu demell pazHoeo 8o3pacma u KOHmpoae OUHAMUKU Namoao2uueckoeo npoyecca. /lannvie coopatnsl 6 xoo0e HabA00eHUs
nayuenmos I'bY3 MO «Muimuwunckas eopodckas demckas noauxkaunuxa Ne4». Ha ocnoeanuu cobcmeennbix Hadao0eHui u onyo-
AUKOBAHHO20 ONbLIMA OpY2UX CMPaH aémopsl cmamou npedaazarom psod peKkomeHoayuii, Komopsie Moeau Obl cdeaams npebviganue
pebenka ¢ anuaencuel u/uiu SnULenMUHecKum Cmamycom 8 aHamuese 6 00pa308amenvHoM yupexcoeHuu 6oiee KoMpopmHuiM U 6e3-
onacnbsiM. B wacmnocmu, npednosicenst pekomenoayuu no co30anuto 04 Kaxcoo2o pebeHKka naaHa dKCMpeHHol NOMOWU 8 cayyae
803HUKHOBeHUs npucmyna. [lran doadxcen bbimb doeden 0o ceedenuss MeOUYUHCKO20 PaOOMHUKA 00pa308aMeENbHO20 YUPENCOeHUS,
a makjce mex nedaz0208, KOMopvie HeCym OmeemcmeeHHOCMb 3a HCU3Hb U 300p08be 0aHHO20 pebeHKa 60 8pems e20 npebbleaHus
6 00pa306amenbHOM yupedcoeHuU.

Karouesvie caosa: anunencus, INUNENMUUECKULL cmamyc, UHKA3U8HOe 06y‘{€HU€, Inunenmu4ecKuil npucmyn, nepeas noOmMouLb npu snu-
JAenmu4ecKom npucmyne, Heeposaocu4ecKue 3a601e6anus

Jlaa wumupoeanus: Oponsosa B. M., Koxwcapckas E.D. I1o0xo0bt k 06yuenuto demeii ¢ anunencueli u/uiu demeil, nepeHecuux 6 NPouLIoM
SnUAenMUYECKULl cmamyc (8 pamMKax NPUHYUNO08 UHKAI3UEH020 00yueHus). Pycckuil acypran demckoit neeponoeuu 2020, 15(3—4):35—40.

DOI: 10.17650/2073-8803-2020-15-3-4-35-40 [®)sy |

APPROACHES TO TEACHING CHILDREN WITH EPILEPSY AND/OR PAST STATUS EPILEPTICUS
(WITHIN THE PRINCIPLES OF INCLUSIVE EDUCATION)

V.M. Frolova’, E.E. Kozharskaya®
!M.F. Viadimirsky Moscow Regional Research and Clinical Institute; 61/2 Schepkina St., Moscow 129110, Russia;
2M.V. Lomonosov Moscow State University; 1/13 Leninskie Gory, Moscow 119991, Russia

This article discusses the problem of school education as one of the aspects of social adaptation of children diagnosed with epilepsy and/or
children with a history of status epilepticus. The authors provide statistical data on the prevalence of epilepsy among children of different ages
and information on disease control. We collected the data of patients followed-up in Mytishchi Children’s Polyclinic No. 4. Using our own
experience and publications of other authors, we have developed a number of recommendations that can potentially make the presence of a child
with a history of epilepsy and/or status epilepticus in an educational institution more comfortable and safe. In particular, we have suggested
creating an emergency plan for each child in case of seizures. This plan should be given to a healthcare professional working in the educa-
tional institution, as well as to teachers who are responsible for the life and health of the child during classes.

Key words: epilepsy, status epilepticus, inclusive education, epileptic seizure, first aid for epileptic seizures, neurological diseases

For citation: Frolova V.M., Kozharskaya E. E. Approaches to teaching children with epilepsy and/or past status epilepticus (within the prin-
ciples of inclusive education). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(3—4):35—40. (In Russ.).

Ha ceromusiimHmii 1eHb SIMIETICHS IIPOIOJIKACT OCTa- PacmipocTpaHeHHOCTD 3MIICTICUHN Y IETeH JOIITKOJbHOTO
BaTbCS aKTYaJIbHON MEAMIIMHCKOI ITPOOJIEMOI, TAK KaK 3a- ¥ IIIKOJIBHOTO BO3pacTa COCTaBIISIeT 2,4 cirydasi Ha 1 ThIC.
00J1eBaeMOCTb BIMIEIICUEN BBICOKA, OCOOEHHO Y JACTeil. JIIETCKOTO HaceJieHus [2] ¢ MAaKCUMyMOM Cpeau JeTeid
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1-ro roga xxu3uu — ot 100 7o 233 ciyyaes Ha 100 ThIc. [14],
5—8 cimygaeB Ha 1 ToIC. cpenu aeteii go 15 net [12, 14].

IMo ganubiM K.KO. Myxuna u coaBt. (2011) [6],
B 29 % cnydaeB snuiericus 1e0l0TUPYET B BO3pacTe A0
3 net, B 70—75 % ciayyaeB MaHM(pECTUPYET B IETCKOM
U TIOAPOCTKOBOM BO3pacTe, UTO JeJIaeT €€ OMHUM M3 OC-
HOBHBIX 3200JIeBaHMI1 B IeAMaTPUIECKOM HEBPOJIOTUU.

Llenbio 06cnenoBaHus ¢ MpoBeaeHUEM JIAOOPAaTOPHBIX
Y1 MHCTPYMEHTAJIbHBIX MCCIICAOBAHUIA Y ITAIIUEHTOB C JITH-
JICTICHEH SIBJITFOTCSI CKPUHUHT CKPBITOM ITaTOJIOTMH, YCTa-
HOBJICHUE ITMarHo3a 3a0ojieBaHMs, OIlEHKA COCTOSTHUS
MmaryeHTa, KOHTPOJIb TMHAMUKM ITaTOJIOTHYECKOTO IIPo-
1ecca, MOHUTOPUHT 3(D(HEKTUBHOCTH JICUECHUST, [TIOOOUYHBIX
3((eKTOB, BOZHUKAIOLINX B X0/€ MPUMEHEHUS JIeKapCT-
BEHHBIX IIPEIIapaToB, a TAKXKE IIPOTHO3 TeUYEHUS 3a00JIe-
BaHus [5].

MHoroJIeTHIE NCCIeIOBAaHMS TOKA3BIBAIOT, YTO Ya-
CTOTa BCTPEYAEMOCTU KOHKPETHOTO THIIA SITICITUICCKIX
MPUCTYIIOB 3aBUCUT OT Bo3pacTta pedbeHka [1—3, 10]. BrI-
COKO€ pacIpoCTpaHEeHNE MaHHOTO 3a00JeBaHMS CPEIu
JIeTel IIKOJBbHOIO BO3pacTa MpeAcTaBiseT co0oil colu-
aJIbHYIO TIPO0JIeMY, TTIOCKOJIBKY JIETH C TMATHO30M «3ITH-
JISTICHSI» HEPEIIKO OKA3bIBAIOTCS MCKIIIOUEHHBIMM 13 00pa-
30BaTEJILHOTO IIpoIlecca, YTO IMPUBOAUT K IpodieMam
C colManm3alnueil U yXyaiaeT KadyeCTBO XXM3HU CaMMX
neTei 1 uX OJIM3KUX.

CeronHs B HaIlleM 00IIIECTBE MHOTO TOBOPUTCS O BBE-
IIEHUU B XW3Hb MHKJIIO3UBHOIO 00pa30BaHMUsA. 3aKOHOM
«00 obpaszosanum B Poccuiickoit @enepanun» ot 2012 1.
OIIpenesIsAeTCSI, 9YTO B CTpaHE CO3MAIOTCSI HEOOXOMMMBIE
YCIIOBUS IS TTOJIyYeHMST Ka4eCTBEHHOTO O0pa30BaHMUS
JIMLIAMU C OTPAaHMYCHHBIMUA BO3MOXHOCTSIMH 300POBbS
JJIsI KOPPEKLMKU HAPYIIEHUA Pa3BUTUS U COLIMAIBHOM
aJanTanuy, OKa3aHWs paHHENW KOPPEKIIMOHHOM ITOMOIIN
Ha OCHOBE CITCLIMAJIbHBIX MeIarOrMYeCKUX ITOAXOA0B 1 Ha-
nooJiee MOIXOMSIINX IJIsl TUX JIUI] SI3BIKOB, METOIOB
U c1rioco00B 001IeHUs. JLOKHBI CO31aBaThCsl YCIOBUS,
B MaKCHMAaJIbHOM CTEIIEH! CITOCOOCTBYIOIINE MOJYISCHHIO
00pa30oBaHMS OIPEACIICHHOTO YPOBHS U OIpeAeIeHHOMN
HaIlpaBJIEHHOCTH, a TAKKE COLIMATbHOMY Pa3BUTHIO 3THX
JIMII, B TOM YHMCJIE TIOCPEICTBOM OPTraHM3alM1 MHKITIO3MB-
HOTO 00pa30BaHMUS Y JIIOIEH ¢ OrpaHNICHHBIMU BO3MOX-
HOCTSIMM 310pOBb [9].

B Hacrosiee BpeMsT IpeANIPUHSATHL OIpeaeIeHHBIC
MMPaKTHUYECKYE IIIark B 3TOM HarpaBiIeHUH. OIHAKO KaxKIIbIit
TaKOM 11IaT — B TOM YMCJIEe U BKJIIOYEHME B 00pa30BaTe/IbHbIN
IIPOLIECC JAETEN C IUArHO30M «IIMJIEIICHUS» — JOJIKEH OBITh
TIIATEJIFHO IIPOAYMaH 1 oAroToBiieH. Hioke ipuBomsTCs
HEKOTOphIE PEKOMEHIAIINKM O TOM, KaK CIejaTh IIPOIIeCcC
ITOCEIIEHUS 00pa30BaTeIbHBIX YIPEXKICHNI TAKUMU IETh-
MM MaKCHMAaJIBHO 0€30TIacHBIM ¥ KOM(OPTHEIM.

IIpexne Bcero, MeapabOTHUK — a JIy4llle BCETO 1 BECh
neJaroruyecKuii 1 aiMUHUCTPATUBHBIN COCTaB 00pa3o-
BaTeJIbHOTO YIPEXKICHMS — TODKEH MMETh HEOOXOIUMBIe
U JOCTaTOYHBIE 3HAHMS O 3a00JI€BaHUH.
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Brunerncus — 3a001eBaHKe, 9aCTO COITPOBOXKIAIOIIE-
€Cs CYIOPOKHBIMU ITPUCTYIIAMU, XapaKTePU3YeTCsI IIOCTO-
SIHHOU TIPEAPacCIIOIOKEHHOCTBIO TOJIOBHOTO MO3Ta K Ie-
Hepaluy aHOMAaJIbHBIX HEMPOHHBIX pa3psiaos [10].

DMIWIENTUICCKUN CTATyC XapaKTepU3yeTCsl IIPOIOI-
KUTEJIbHBIMU I HEOTHOKPATHBIMU 3ITM301aMU 0e3 BO3-
BpaTa K COCTOSIHUIO HOPMBI [T JAaHHOTO nauueHTa. [1pu-
CTYII IOJDKEH IJIUThCcs He MeHee 30 MUH, MO0 B 3TOT
IepPUOI BPEMEHHU TOJKHO OBITh HECKOJIBKO SITM30I0B
0e3 BOCCTaHOBJICHUST (DYHKIIUI MEXITy HUMM B TCUCHHUE
oonee uem 30 muH [10].

Hamre nccnenposanue npoBoauiaochk Ha 6aze I'BY3 MO
«MBITHIIMHCKAS TOPOACKas AeTcKas ITOJTUKIMHUKA No 4»
1 TI0KA3aJI0 BBICOKHI YPOBEHb PACIIPOCTPAHEHHOCTH 3ITH -
JIETICUM CPeNV KOHTUHTEHTAa NeTeil, HabMoaaloImxcs
B IaHHOM nojukimHuKe (puc. 1-3) [11]. B mucnancepHyio
TPYIITY MCCIIEAOBAHMS BXOIMIIO 92 TalIeHTa ¢ HEBPOJIO-
TM4YeCKUMM 3a00JieBaHUSIMHU B Bo3pacTe ot 0 mo 18 jeT.

3a 3 romoBbIX nepuoaa HaobmomeHui, ¢ 01.05.2016
o 01.05.2019, cTpyKTypa OUCIIaHCEPHOM TPYIIILI IIPEI-
cTaBJicHa 0e3 CyIIeCTBEHHON TMHAMUKU.

Ha 1-e mecTo o pacnpocTpaHeHHOCTH 3a00JIeBaHUIA
BBIXOISIT ITOCJIEACTBUSI MEPUHATAIHLHOIO IOpPaXXeHUS
LIEHTPAJILHOM HEPBHOM CUCTEMBI, 2-€ MECTO JEJISAT e TCKUiA
LepeOpaIbHBIN Mapaand U 3IMWICIICHs, 3-€ MeCTO — Je-
PEITHO-MO3r0oBast TpaBMa M TUKO3HBIE TUITCPKUHE3HI.

Ha puc. 4 mpuBeneHa nuHamMuKa 3a00J1eBa€MOCTU
3a 3 roxa.

JlaHHBIE TarpaMMBI ITO3BOJISIIOT CIIEJIATh BHIBOM O TOM,
YTO MMEETCS POCT PacIpOCTPAaHEHHOCTH HEBPOJIOTUIESCKIUX
3a00J1eBaHMi1 3a HccienyeMblii iepuon — ¢ 7,96 % 82017 &
10 9,87 % B 2019 r. Tak, HanpuUMep, YUCIIO CIy4aeB C I10-
CJICICTBUSIMM TTIEPUHATAIBHOTO TTOPAKEHMS LIEHTPaTbHOM
HEPBHOM CUCTEMBI YBeTMYMIIOCh co 143 mo 180 B TeueHne
HabJIIogaeMoro nepuoja.

CiieiyeT OTMETUTh YBEJIMYEHUE HOJIU «CTAOWIbHBIX>
MalMEeHTOB C JIETCKUM liepeOpaibHbIM IapajindoM ¢ 84
10 91 %; 10J1s1 MallMEHTOB C YXYALIEHUEM YMEHbBIINIACH
¢ 8 10 2 % B TeueHue 3 JET.

B [leTcknin uepebpanbHbIn
napanwuy / Cerebral palsy

B YepenHo-mo3roBas TpaBma /
Traumatic brain injury

M [NocnepcTsuaA neprHaTanbHOro
nopaxeHns LeHTpasibHoM
HepBHOWN cncTembl /
Consequences of perinatal
damage to the central nervous
system

B TviKo3Hble rrnepKuHesbl /
Tics
Snunencua / Epilepsy

Puc. 1. Pacnpedenenue no Ho30a0eusm nayueHmos OUCHAHCEPHOU epynnbl
6 nepuod ¢ 01.05.2016 no 01.05.2017 (n = 92)

Fig. 1. Patient distribution by disease nosology between 01.05.2016 and
01.05.2017 (n = 92)



PYCCKUN
KYPHAN
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CHILD
NEUROLOGY

W [leTckuii uepebpanbHbii
napanwuy / Cerebral palsy

B YepenHo-mo3rosas TpaBma /
Traumatic brain injury

M MocnepacTBMA NEpUHATaNbHOIO
nopakeHna LeHTpanbHon
HepBHON cnctembl /
Consequences of perinatal
damage to the central nervous
system

B TuKo3Hble runepknHesbl /
Tics
Snunencusa / Epilepsy

Puc. 2. Pacnpedenenue no H030102UAM NAUUEHMO8 OUCHAHCEPHOIL 2PYRNb
6 nepuod ¢ 01.05.2017 no 01.05.2018 (n = 113)

Fig. 2. Patient distribution by disease nosology between 01.05.2017 and
01.05.2018 (n=113)

B tabnuiie mpuBeneHbl JaHHbIE KaTaMHe3a y JeTell
B paMKax JUCITAHCEPHOTro HAOJIIOAEHMUS B JETCKOM MOJH-
xiuHuke 3a 2016—2019 rr.

Jlunamuka usmeHeHus KAUHU4ECKUX OAHHbIX Y Oemell, 001bHbIX
snunencuell, 6 pamkax oucnancepHoeo Habarodenus 3a 2016—2019 ze.

Changes in clinical parameters of children with epilepsy followed-up
during 2016—2019

JocTxeHue
JUTATEJIBHOMN
pemuccun, n (%)
Long-term remission,

n (%)

1(2,0) 0 0

Viyumenne, n (%)
Improvement, n (%)

10 (26,0) 11 (24,0) 8 (17,0)

be3 nnHamuku,
n (%)
No changes, n (%)

12 (32,0) 30 (76,0) 37 (83,0)

Vxymurenue, n (%) 0 0 0
Deterioration, n (%)

Bceeo, n
Total, n 38 45 45

[IpuBeneHHBIC TaHHBIC TTOKA3BIBAIOT, YTO 3a MEPHUOI
¢ 01.05.2016 mo 01.05.2019 cocrosiHue MallMEHTOB, CTpa-
JAOIIMX SIIIETICHEe, Ha (DOHE JICICHUS OCTACTCS IIPEH-
MYIIECTBEHHO CTA0MIBLHBIM, M JIMIIH 1/3 OT 00111ero yncia
IMAIleHTOB UMEIOT YIYJIIeHUE CAMOYYBCTBUSI.

Kak mipu smmnencuu, Tak Uy IeTei ¢ SIMIeTITHIC-
CKMM CTaTyCOM B aHAMHE3€ MMEETCSI PUCK BOSHUKHOBEHUSI
SIUJICTITUYECKOTO IMPUCTYIIA. DIUICTITUYSCKUMN IIPUCTYIT
BO3HHMKAET B Pe3YJIBTaTe BPEMEHHOTO HAPYIIICHUS SJICKTPH-
YEeCKOU AeATEIbHOCTA MO3ra. DIMMICHTUIECKUIA TPUCTYIT
MOXKET COITPOBOXKIATHCS IMOTepeli CO3HAHMSI, HEKOHTPOJIM-
pyeMoii IBUTATEeIbHOW aKTMBHOCTHIO M M3MEHEHUSIMU
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W [leTcknii uepebpanbHbii
napanwuu / Cerebral palsy

B YepenHo-mo3rosas TpaBma /
Traumatic brain injury

M MocnefcTena NeprHaTanbHOro

A NOopaxeHus LeHTpasibHoM
HepBHON cncTembl /
Consequences of perinatal
damage to the central nervous
system
B TuKo3Hble rnepKnHesbl /
Tics
Snunencusa / Epilepsy

Puc. 3. Pacnpedenenue no H030102UAM NAUUEHNMO8 OUCHAHCEPHOUL 2PYRNbL
6 nepuod ¢ 01.05.2018 no 01.05.2019 (n = 119)

Fig. 3. Patient distribution by disease nosology between 01.05.2018 and
01.05.2019 (n=119)
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e [leTCKNI LepebpanbHbli napanwuy / Cerebral palsy
emmms YepenHo-mo3roBas Tpasma / Traumatic brain injury
es=e [lOCNeCTBMA NEPUHATANIBHOTO NOPaXKeHNA LIeHTPabHOM

HepBHoOW cuctembl / Consequences of perinatal damage
to the central nervous system

emmme TVKO3HbIE rUNepKUHesbl / Tics
Snunencus / Epilepsy

Puc. 4. Jlunamuka nokazameneii 3ab601egaemocmu 3a omuemHbslii nepuoo
¢ 01.05.2016 no 01.05.2019

Fig. 4. Dynamics of incidence between 01.05.2016 and 01.05.2019

B MOBeJieHMH. B OOJBIIMHCTBE ClTydaeB SMUICTITUYCCKIE
MPUCTYIIBI BO3HUKAIOT HEOKMUIAHHO U IJISATCS HETTPOIOJI-
XutenbHoe BpeMsa. OgHAKO OBIBAIOT MHOXECTBEHHBIE
SIUJIENITUYECKHE PUCTYITBI, PACTSTUBAIOIINECS Ha TN~
TEJIbHBIN EPUOJ BPEMEHH.
Hesnunentnyeckuii IpUCTYIT MOXKET ObITH BBI3BAH:
— OpraHUYeCKMMU MPpUINHAMHY ((PU3UOIOTNIeCKHE Ha-
pyLIeHHUs);
— HEOpraHMYECKMMHU ITPUIMHAMH, T. €. SMOLIMOHATBHBI-
MU WM MBICJUTENIBHBIMU TIpolieccamu [13].
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Cyl1iecTByeT ITOHSITHE TPUITEpa (MEXaHU3Ma 3aITycKa,
IIPOBOLIMPYIOIIEro (pakTopa) MPUCTYIIa, TOA KOTOPHIM
IIOIPa3yMEBaIOTCSI 0OCTOSITENICTBA, ITOBHIIIAIOIINE PHUCK
BO3HUKHOBEHUS IIPUCTYIIA. TpUITepbl MHINBUIYAIbHBI
U He BCeTa M3BECTHHI TaxKe YeJIOBEKY, CTpaIaloleMy IpH-
crynamMu. Cpelu caMbIX pacIpOCTPaHEHHBIX TPUITEPOB
MOKHO OTMETHUTB CTPECC, HEIOCTATOK CHA, BBICOKYIO TEM-
IepaTypy OKpyKaroIlei cpeapl, 3a001eBaHIE I ITPOITYCK
MpHieMa JIEKApCTBEHHBIX ITperaparos [16].

3aKkI04YeHME JeJaliero Bpadya — HeBpOJIoTa-3IIeTI-
TOJIoTa — SIBJISIETCSI OCHOBAHUEM ISl OOpallleHUs B ICU-
XOJIOTO-MEIUKO-TIEIarOTMICCKYI0 KOMUCCHIO, KOTOpast
NpUHUMAaET pellleHue O 1eJIeCO00pa3HOCTU OO0yUYEeHMUS
pedeHKa, CTpagaroIIero MICTICUCH 1/ WIN IIePEeHEeCIIero
SMUJIENTAYECKUIA CTAaTyC, Ha IOMY, B 001lIe00pa3oBaTeib-
HOM IIKOJIE II0 OCHOBHOM MJIM BCIIOMOTaTEIbHOM IIpOrpaM-
Me€ B 3aBUICMMOCTH OT €T0 MHTEJJICKTYaJIbHBIX BO3MOXKHO-
CTEeU, MO CHeUUAIN3MPOBAHHON MporpaMmme, Halpumep,
7-T0 W 8-T0 BUIA.

«J1y1s1 nereii ¢ orpaHMYEHHBIMU BO3MOXKHOCTSIMU 3[10-
POBBSI OpraHbI, OCYIIECTBIISIIONINE YIIpaBIeHUE B cdhepe
00pa30BaHUsI, CO3MAIOT CIIeIIMAIbHbIC (KOPPEKIIMOHHBIE)
00pa3oBaTeIbHBIC YUpeXKIeHUs (KJIacChl, TPYIIIIBI), 0dec-
MIeYNBAIOIINE UX JIeYCHNE, BOCITMTAaHUE U O0yJ4eHHUe, CO-
LIMAJIbHYIO aJanTalliio U MHTEeTPALIMIO B OOIIECTBO», —
ykasbiBaeT I1. 10 cT. 50 3akoHa PD «O6 obpazoBaHum» [9].
IlIxonpHOE 0Opa3oBaHME OCYILECTBASETCS B BUAE UHIU-
BUIyaJIbHOTO (HAIOMHOTO) OOyYeHMSI, Ha KOTOPOE MMEIOT
MPaBO JETH C «3MWIETICUEN B CTalMM OOOCTPEHMSI» U C «pa3-
BEPHYTBIMU JHEBHBIMU SMWJIECNITUYECKUMU MpUITIaaKa-
Mu» [9].

OnwiT Benmnkodputanuu, K mpuMepy, AEMOHCTPUPYET
BOBJICYUEHME OOJIBILIMHCTBA ACTEH ¢ MUIENCUE B 00pa-
30BaTeJIbHBIN IIPOLIECC OOBIYHBIX IIIKOJI, M TOJIBKO 1/3 meteit
C SNWICTICHEH TTOCEIAIOT CIIEIIMATbHBIC IIKOJIBI, ITOCKOIb-
Ky UMEIOT HEpBHO-TICUXWYECKIE HAPYIICHHYS, ITTPOOJIEMBI
00y4eHusl, OBEACHUSI.

MHorue yJaimmmecs ¢ IMIeTICUe 1/ WIH TIepeHeCeH-
HBIM 3IUJIECNITUISCKUM CTaTyCOM MMEIOT BO3MOXKHOCTD
IIPUHUMATD TTOJTHOLIEHHOE YYacTHe B IITKOJBHON XU3HH,
ITOCKOJBbKY IPHEM COOTBETCTBYIOIINX JIEKAPCTBEHHBIX
IIPEeIrapaToB MO3BOJISIET UM AePKaTh IIPUCTYIIBI ITOI KOHT-
poneM. OgHaKO maxe B 9TOM cCllydae TaKHWe yJalIuecs
B HEKOTOPBHIX CIIy4asX OTHOCSATCS K TPYIIIIEe PUCKa IO Clie-
IyIOIIUM ITapamMerpam [14]:

— TIpO0JIEMBI C KOHIIEHTpPALIME, BHUMAHUEM U ITaMATHIO;
— HapyIIeHUs TTOBEACHMUS;

— ObICTpasi YTOMJISIEMOCTD;

— IIPOITLYCK 3aHSTUIA,

— TICHXOJIOTUIECKIE Y TICUXUIECKIE TTPOOJIEMEL.

IIpu npoBeaeHMN Halllero UccieaoBaHuUs HaOI0Ia-
JIOCH 8 IeTe IMKOJIBHOTO BO3pacTa, CTPATaIOIINX SITHJICTI-
cueit; 5 neTsaMm ObuUIa JaHAa peKOMEHAALMS K TOCELIEHUIO
0011e00pa30BaTeNIbHOM IIKOJIBI, B 3 CJIydasx MocelleHne
Y4eOHOT0 3aBeIeHUSI HE PEKOMEHIOBAIOCH (OBLIO pEeKO-

MEHIOBAaHO IOMalllHee 00yYeHHe) B CBSI3M C OCOOCHHO-
ctsamu 3a6oneBaHus [11]. HauGonbluM puckoM sl pe-
OeHKa SIBJISICTCSI BOSHMKHOBEHUE IIPHUCTYIa BHE JOMa.
B 1106011 111K0J1€ €CTh MEIULIMHCKUI paOOTHUK, KOTOPBIN
MOXKET 0Ka3aTh peOCHKY IePBYIO IIOMOIIb, MUHUMHU3UPO-
BaB, TAKMM 00pa30M, HETaTUBHEIC ITOCIICACTBUS IPHCTYIIA.
IIepBas momMomb NpH BO3HUKHOBEHUH NMPUCTYIA JTIO00it
atuojorun pernameHTupyercs: Ilpukazom Ne 16951 «O6
VTBEPXKICHUN CTaHOApTa CIELUATU3NPOBAHHON MEIM-
LIMHCKOM TTOMOIIM AETSM IPU STTAISTICUN» OT 29 nekadpst
2012 . [8]. CornacHO eMy IIKOJIbHBIN MeApaOOTHUK TOJKEH:
— COXpPaHSITbh CHOKOMCTBUE;
— yOemUThCS, YTO OCTAJIbHBIC NETU W3 TPYIIIbI/KIacca
HaXOISTCS IO IIPUCMOTPOM;
— OTMETHUTh BpeMsI Hadyayia TIPUCTYIa U CICIUTh 3a €ro
MIPOIOKUTETLHOCTHIO;
— 001IaThCS C yYalMMCS, YTOOBI CAEIUTh 32 U3MEHEHU -
€M CO3HaHMUS,
— OCTaBaThCA C YYAIIMMCS 10 MOMEHTA MOJIHOTO TIpe-
KpallleHUsI IIPUCTYIIA WK IIpre3aa CKOPOil OMOIIIN;
— 00ecIeYnTh y4dalllerocssi HeoOXoaMMOM MeauKaMeH-
TO3HOW WJIM MHOU NOMIEPXKKOM B COOTBETCTBUM C IIA-
HOM 5KCTPEHHOM ITOMOIIU.
[Tpu TOHNKO-KIIOHNYECKOM IIPUCTYIIC, KOTOPHIi CO-
IIPOBOXIACTCS CYIOPOraMy U ITOTepeil CO3HAHUS:
— 3aIlllUTUTH FOJIOBY peOeHKA (ITOIJIOXUTh MOAYIIKY WJIN
CBEPHYTYIO TKaHb);
— yOpatb OCTphIC U TBEPIBIC IIPEAMETHI, KOTOPHIE MOTYT
MOpaHUThb PeOEHKa;
— He IIBITAaThCS OTPAHNYUTD IBVKCHIUS
— He BKJIAIBIBaTh HUYETO B POT;
— TIPY IIEPBOI BOZMOXKHOCTH ITOBEPHYTH YUAILIETOCs Ha OOK.
[Tpu mpucTymax co crmyTaHHBIM CO3HaHWEM (HEKOH-
BYJIBCUBHBIC TIPUCTYITBI C U3MEHEHUSIMU TTIOBEICHUSI, OT-
CYTCTBHMEM aJeKBAaTHOM peaKIIK Ha BHEITHUE Pa3dpakKi-
TEeJIV Y/WIN CIIyTAaHHOCTBIO CO3HAHMSI) CTapaThCsl N30eraTh
MIPUHYAUTEIBHOIO OTpaHWYeHUS IBMKeHMWI. OmHAKO
IIPY 3TOM HYXXHO ITOMHHUTb O BO3MOXHOCTHU yYaIllerocs
HaHEeCTH cebe TPaBMY M CTapaThCs CBECTH TAKyIO BEPOSIT-
HOCTh K MUHUMYMY.
Oxka3zaHue MepBOi ITOMOIIM YIaIIeMyCsl B MHBAIMIHOK
KOJISICKE:
— 3a(bUKCHPOBATh KPECJIO U, €CJIM BO3MOXKHO, IIPUCTET-
HYTh pebeHKa peMHeM 0e30MacCHOCTH;
— BceMHU crocobaMu MpeaoTBpaTUTh NajeHue pedeHKa
U3 KOJISICKU;
— €CJIM y KpecJja HeT IOATOJIOBHMKA, TTIOIIEePXKMUBATh T0-
JIOBY peOeHKa;
— He TIBITaThCS M3BJICUb YYaIIErocsl M3 WHBAJIUITHOIO
Kpecia;
— CJICOUTH 32 TTOJIOKEHUEM TOJIOBBI, YTOOBI OOCCIIEUUTh
IIPOXOIUMOCTD IBIXaTeIbHBIX ITyTEH.
CKopas IToMOIIIb JOJKHA OBITh BI3BaHA HEMEICHHO
B CJICIYIOIINX CAYJasIX:
— MeapabOTHMK He 3HAeT yJallerocs;
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— y MenpabOTHUKA HeT IJIaHa SKCTPEHHOM ITOMOIIIH;

— YYaIIUICs CEPhe3HO TPABMUPOBAH;

— IIPUCTYI MPOU3O0IIET B BOIE.

O1bIT AMEpUKAaHCKOM aKaIleMUY HEBPOJIOTUH T10 MH-
TErpaluu JETeW C AMUICTICUEN Y STWIENTUYECKUM CTa-
TYCOM TIPUBEJ K CO3[JaHMIO TJIaHa 9KCTPEHHOM MOMOLIH,
KOTOPHIN TTO3BOJIICT MEAUIIMHCKOMY PaOOTHHKY IITKOJIBI
IIOHMMATh ITOCEA0BATEeIbHOCTh HEOOXOMUMEBIX IIIaTOB,
a TakxKe rapaHTUpYeT, 4YTo peOeHKY OyIeT oKazaHa UMEHHO
Ta MIOMOIlLb, B KOTOPO# OH HyxaaeTcs [15].

I1naH sKCTpeHHOM MOMOIIHU:

— IIOJDKEeH OBITH ITOAIMCAH JISYAllMM BpadyoM, a 3aTeM
MIPeIOCTaBJICH MKOJIBPHOMY MeIPaOOTHUKY POITUTES -
MM /OIeKyHaMH yJaIerocs,;

— JOJDKEH OBIThb JOCTYIIEH APYIMM JIMLAM, HECYILIMM
OTBETCTBEHHOCTb 3a KU3Hb U 3M0POBhE JAHHOTO yJa-
1LeToCs;

— IIOJDKEH CBOEBPEMEHHO KOPPEKTUPOBATHCS 1 OOHOB-
JISITBCS,

— IIOJDKEH comepXaTh MH(POPMAIIUIO O PETYJISIPHO TIpH-
HUMaeMBbIX IpernapaTax;

— ONHMCHIBATh MEPHl MOMICPXKKN M IOMOIIU B CIIydae
IIPUCTYIIA 1 TTOCJIC HETO;

— comepXaTh IepedeHb IMOTEHIHMAJIbHBIX TPHUITEPOB
(BeleCcTB,/00CTOSTEIBCTB, KOTOPBIE MOTYT CITPOBOIIH -
POBaTh IIPUCTYII);

— €CJIM B CJIydae IIPUCTYyIIa IIPeAIcaH IIpueM MeIuKa-
MEHTO3HBIX CPEICTB SKCTPEHHOM ITOMOINM, ILJIaH
JIOJDKEH colepXaTh MH(pOPMAIIUIO O IEeHCTBYIOIIEM
BeIIleCTBE IIperapaTa/ HamMEHOBaHNH, I03€, CITOCO0e
BBEICHUS M BOBMOXHOM peakiIny Ha IIperapar.

ITo MHeHUIO AMEpMKaHCKOI aKaaeMU1 HEBPOJIOTUHI
[15], B IKOI€ JOKEH HAXOAUThCS MUHAUBUAYaIbHbBIN Ha-
00p 3KCcTpeHHO# MemuumHCcKoi momortu (MHOMIT)
IIJIST KaXKIOTO y4alllerocsi, KOTOpoOMy B ciIydae IpHUCTYITa
TpeOyeTcs TIpueM IIperapaToB 3KCTPEHHON ITOMOIIIN.
MNHDMII nomkeH coaep:KaTh Kak IperapaThl, TaK U Cpei-
CTBa JUTS X BBEACHUS B COOTBETCTBHH C TUTAHOM SKCTPEH-
"o noMorm. MecroHaxoxnenne MHOMIT nomxHO ObITH
M3BECTHO BceM pabOTHUKAM 00pa30BaTEIbHOIO yUpexKae-
HUsI, HECYIIMM OTBETCTBEHHOCTD 3a XN3Hb M 3I0POBbHE
yuauierocs. HIIKoabHON anMUHUCTpaLIMENR TOJIKEH ObITh

1. benoycona E.[l. loOpokauecTBEeHHbIE
SMUJICTITUYECKKE TIPUCTYTIBI B MJIaleHYe-
ctBe. Poccuiickuil BeCTHUK niequaTpumn
u niepuHaTosoruu 2010;55(5):58—63.
[Belousova E.D. Benign epileptic seizures
in infancy. Rossiyskiy vestnik perinatologii
i pediatrii = Russian Bulletin of Perinato-
logy and Pediatrics 2010;5(55):58—63.

(In Russ.)]. (In Russ.)].

2. Ty3eBa B.U. Dnuiernicust © HEAMWIETITU -
YeCcKUe MapOKCU3MAIbHBIE COCTOSTHUSI
y neteit. M.: MenuumHcKoe
nHOOpMaIIMOHHOE areHTCcTBO, 2007.
568 c. [Guzeva V.I. Epilepsy
and non-epileptic paroxysmal disorders
in children. Moscow: Medical
Information Agency, 2007. 568 p.

MpoayMaH IuiaH 1o Tpancnoptuposke MHOMII B Tom
cllyyae, Koraa yJyaluicsl MMOKUAAeT HIKOJy 1JIsl OpraHu-
30BaHHOM MOE3IKU (3KCKYPCUH U T. 11.).

Vyammiics ¢ snuiencueit 1/ wiv epeHeCceHHBIM 2111 -
JIENTUYECKHM CTaTyCOM MOXET MPUHMUMATh Y4acTHe B K13~
HMU LLIKOJIbI U TTOJIy4aTh BCE HEOOXOAMMBbIE 3HAHUS U COLIM -
aym3anuio B nporecce ooydeHus. K.FO. MyxuH yoexrneH,
YTO €CJIM PEOEHOK C 3MUJIENCHEN B COCTOSIHUY TTOCEIaTh
LLIKOJTy, EMY HE CJIeAyeT IIIMPOKO PeKOMEHI0BATh TOMalll -
Hee oOyueHue [7].

Kpowme BrilIeonucaHHbIX MEP, pEKOMEHIyeTCsl oOpa-
TUTb BHUMaHUE Ha CIAEAYIOIIMI MOMEHT: JJIs1 TOTO YTOObI
VUYALIHAICS C AUAaTHO30M <«3ITHJICTICHUST» 1/ TIePEeHECeH-
HbIM SMIUJIENTUYECKUM CTaTyCOM YYBCTBOBaJ Ce€0S1 KOM-
¢opTHO B 00pa3oBaTEILHOM YYpEXISHUU, TpeOyeTcs
OoJIBIIIast COBMECTHAsI paboTa pomuTesieli/OIeKyHOB, IIe-
JTArOTMYECKOTO COCTaBa M aAMWUHMCTPALIUM IIKOJBI. Po-
JIUTEIA/OIeKyHBI TOJDKHBI MOMIePKUBATh ITOCTOSTHHBIN
KOHTAaKT € MPEACTaBUTEISIMUA MEAArorMueckoro cocraBa
U aIMUHUCTPALIUU, YTOOBI OBITh B KypCe COCTOSIHHMS 3[10-
POBbSI YYALIETOCsI BO BPEMSI HAXOXKIEHUS €ro B 00pa3oBa-
TEJIbHOM YUYPEXIEHUU, B KypC€ €ro NMCUXOJOTUYECKUX
npobJjieM, 0coOOeHHOCTel pa3BUTHUS U T. 1. B cBOIO ouepenb,
ponuTeisi/ONMeKyHbl TOKHBI BOBpeMsI MH(POPMUPOBAThH
0o0pa3oBaTe/ibHOE YUpPEXJeHE O BOZHUKAIOLINX U3MEHE-
HUSX B COCTOSTHUM M /WM JICICHUM YYAIIEeTOC.

Bce BbllIEn310XEHHOE MO3BOJISIET CleJaTh BbIBOJ
0 Ype3BhIYAITHON aKTYaIbHOCTH ITPO(MUIIAKTUIECKUX MEPO-
MPUITUIA cpeny HaceJeHUs, HEOOXOAUMOCTH BbISIBJIEHUS
W JIEYEHUS JIULL U3 TPYMI PYCKA IO Pa3BUTHIO, B YaCTHOCTH,
HEBPOJOTMYECKON MaTOJIOTUU, TTOCKOJbKY OOJILIIMHCTBO
HEeBPOJIOTUYECKUX 3a00JIeBaHUI MPUBOIAT K CTOMKOMY
HEBPOJIOTMIECKOMY Ie(DEKTY, 9aCTO MHBATUAU3UPYIOIIIE-
My, JIMILIAIOLIEMY YET0BEKA €r0 COLIMAIbHO-OBITOBOM aar-
Tauuu. Kpome Toro, mpeactasisieTcsl BAXXHbIM IPOAYMaTh
U1 OPraHM30BaTh MHKJIIO3MBHOE OOyUeHUeE 151 AETEH C Au-
arHO30M <«3MUJIENICUS» U TIEPEHECEHHBIM SMUWIENTUYECKUM
cratycoMm. Pa3paboTrka 1jilaHa 3KCTPEeHHON MOMOIIU JJIst
KaXJ0ro y4yalllerocsi U TECHOe COTPYIHUYECTBO Bpayveid,
IIKOJIBHBIX MEIPaOOTHUKOB, YIUTEJICH M POIUTEIICI/oTIe-
KYHOB IO3BOJISIT 3HAYUTEIBLHO 00JIETYUTD aAaNTallMIO Je-
Teil B 00pa30BaTEIbHOM YUPEXKICHUU.

3. Kapnos B.A. Dnunentuyeckas
sHuedantonatus. KypHaia HEBPOJIOTUU
u nicuxuarpuu uMm. C.C. Kopcakosa
2006;106(2):4—12. [Karlov V.A. Epileptic
encephalopathy. Zhurnal nevrologii i
psikhiatrii im. S.S. Korsakova =
S.S. Korsakov Journal of Neurology and
Psychiatry 2006;106(2):4—12.
(In Russ.)].
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4. KotoB A.C., Bonkona E.K., 3rokun A.U. MEJl-undo, 2015. JoctynHo mno: https:// 11. ®ponosa B.M. OTueT 0 npoaeiaHHOM

U Op. DNUAEMUOIOrHYecKUe MoKa3aTean
armuiericuu B Hapo-PoMuHCKOM paiioHe
MockoBckoii obaactu. BecTHUK mpakTu-
yeckoit HeBposioruu 2003;(7):81—4.
[Kotov A.S., Firsov K.V., Frolova V.M.

et al. Epidemiological characteristics

of epilepsy in Naro-Fominsk district

¢ anuiencueit. KnuHuueckast aeKumsi.
Pycckuit MemMIIMHCKWMIA KypHa

med-info.ru/content/view/7769.
[Mukhin K.Yu. Neurology and neurosur-
gery: interview with an expert. MED-info,
2015. Available at: https://med-info.ru/
content/view/7769. (In Russ.)].

. Mpukaz Ne 16951 ot 29.12.2012 «O6 yt-

BEpKIEHUU CTaHIapTa CreLaaIu3upo-

. ®enepanbHblii 3aKkoH Ne 273-D3

o1 29.12.2012 «O6 obpa3oBaHUU

paboTe Bpaya-HeBpoJIora AeTCKOM ropoji-
CKOM MOJTUKIMHUKN N2 4 1. MBITHIIN

3a mepuon ¢ 2016 1. mo 05.2019. 2019 .
[Frolova V.M. Report of a neurologist

of the Children’s City Polyclinic No. 4

in Mytishchi for the period from 2016

10 05.2019, 2019. (In Russ.)].

of Moscow region. Vestnik prakticheskoy BAaHHOU MEAUIIMHCKOW MOMOIIU JE€TIM 12. SIxno H.H. Bose3Hn HepBHOIT CUCTEMBI.
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. Koto A.C., ®upcos K.B., ®ponosa B.M. of specialized medical care for children Meditsina, 2005. 512 p. (In Russ.)].
JlaGopaTopHbie aHaIM3bI Y MAllUEHTOB with epilepsy”. (In Russ.)]. 13. Aicardi J. Epilepsy in children. The inter-

national review of child neurology. New
York: Raven Press, 1994. 555 p.

2019;(4):18—20. [Kotov A.S., Firsov K.V., B Poccuiickoii @eneparin» (pen. 14. Panayijtopoulos C.P. The educational kit
Frolova V.M. Laboratory parameters in pa- ot 13.07.2015). [Federal law No. 273-FZ on epilepsies. The epileptic syndromes.
tients with epilepsy. Clinical lecture. Russ- dated 29.12.2012 “Education in the Rus- Oxford Medicine, 2006. 218 p.

kiy meditsinskiy zhurnal = Russian Medi- sian Federation”(rev. as of 13.07.2015). 15. Riviello J.J.Jr., Ashwal S., Hirtz D. et al.

cal Journal 2019;(4):18—20. (In Russ.)].

. Myxun K. 1O, ITerpyxuH A.C., XonuH A A.

DnuienTrdecKue SHIIehaTIoNaTiy U CXOXUE
cuHapoMbl y aeteit. M.: AprCepsuc JITn,
2011. 680 c. [Mukhin K.Yu., Petrukhin A.S.,
Kholin A.A. Epileptic encephalopathies
and similar syndromes in children. Mos-
cow: ArtServis Ltd, 2011. 680 p. (In Russ.)].

. Myxun K.}O. HeBponorus u Heiipoxu-

PYpPIUsi: UHTEPBBIO C KCIIEPTOM.

(In Russ.)].

. ®ponosa B.M., Koros A.C., ®upcos K.B.

AnuaenTUYecKuil ctatyc y aereit. Kinu-
HMYeckas Jekuusi. Pycckuit MenuumH-
CKUi XXypHai. MeauimHckoe 0003peHune
2019;(5):37—40. [Frolova V.M., Kotov A.S.,
Firsov K.V. Status epilepticus in children.
Clinical lecture. Russkiy meditsinskiy
zhurnal = Russian Medical Journal. Medi-
cal Review 2019;(5):37—40. (In Russ.)].
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flepcnexmusbl NpUMeHeHua npenapama ronanmomup
B IeMCKOU HeBponoruu

O.A. ITs11aeBa

000 «Hucmumym demckoii Heeposoeuu u snurencuu um. Ceamumens Jlyku»; Poccus, 108841 Mockea, Tpouuk, ya. Haeopuas, 5;
000 «Hucmumym demckoii u 83pocaoil Hespoaoauu u snuaencuu um. Ceamumens JIyku»;
Poccus, 119579 Mockea, ya. Akademuka Anoxuna, 9

Konmarxmoi: Onvea Anamonvesna Illvinaesa olgapylaeva @yandex.ru

Tonanmomud® — npenapam 2onanmenosoii Kucaomot (coOepICUM KaAAbUUEEYHO COAb 20NAHMEHOBOL KUCAOMbL), 3APEUCPUPOBAH U NPO-
ussooumcs 6 Poccuu (AO «Ycoave-Cubupckuii Xumehapmsasoo»), uzeomaeaugaemcs uz cOOCMEeHH020 Cbipbs U NPOXOOUM NOAHBLI UUKA
npousso0cmea, 4mo 2apanmupyem KOHmMpoas Kauecmea Ha kaxcoom smane. Omuocumes: K papmakomepanegmu4eckoil epynne Hoompon-
HbIX cpedcme, 00Aadaem HeupomMemadoluuecKumu, HeliponpomeKmopHbIMU U HEUPOMpPoGuUecKUMU CEOLICMEAMU, a MAaKice HPOMUBOCY-
0oposcHbiM delicmeuem. B coomeememeuu ¢ uncmpykuyueii no MeOUyUHCKOMY NPUMEHEHUIO U OGHHbIMU UCCAeO08AHUL MePanegmu4ecKux
aekmoe npenapamos 20NAGHMEHOBOU KUCIOMbL NPENAPam umeem WupoKuil CHeKmp noA0JNCUMENbHbIX Mmepaneemuyeckux sggdexmos,
BKAKUAS NOBBLUEHUE YCIMOUHUBOCIU M0O32a K 2UNOKCUL U 8030€LiCMBUI) MOKCUMECKUX 6eUeCcms, CIUMYAAYUIO AHAOOAUMECKUX NPOLECCO8
6 HeliPOHAX; NOGbIUEHUE YMCIMBEHHOIL U U3U1ECKOU paBOmMOCnOCOOHOCMU; COMEMAaHUe YMePeHH020 ce0amueHo2o 0elicmeus ¢ MASKUM cmu-
MYAUPYIOUWUM IPpDeKmom; yMeHbleHUe MOMOPHOU 8030Y0UMOCTU ¢ 0OHOBPEMEHHBIM YNOPA00HeHUEM NOBEOeHUs; YAYHUleHUe Memadoau3-
Ma 2aMMA-AMUHOMACASHOU KUCAOMbL U HOPMAAUAUUIO ee COOePICAHUSL NPU XPOHUMECKOU AAKO020AbHOU UHMOKCUKAUUU U HOCAE OMMEHbL
SMAHONA; AHKCUOAUMUHYECKUE U MUMOACHMUYEeCKUe CEOLICMEA; MOPMONCEHUE NAMOA0UHECKU NOBbIUEHHO20 NY3bIPHO20 pediekca u mo-
Hyca dempysopa. Imo obycrosausaem sghgpexmusrocms Tonanmomuda npu yeaom cnekmpe 3a001e6aHUN HEPEHOL CUCMEMbL 8 DA3AUUHbIX
6o3pacmHbix epynnax. Couemarue paznuiHsix NOAOHCUMENbHBIX IPPeKmos 6 00HOM npenapame, NO HaAUIEMY MHEHUIO, NO380ASeM 3HAYU-
MeAbHO CHU3UMb AeKAPCMBEHHYI) HA2PY3KY HA nayuenma. Agmop paccmampugaem 00Ka3antsle U NOMEHYUANbHbIe MEXAHUIMbL OeliCMEUs.
Tonanmomuda, nokasanusi K NpUMeHeHUIO ¢ aKyeHmoMm Ha npeumyuecmea Tonanmomuda é demckoil Hegpoao2UU, UCCAe008AHUS 20NaAHMe-
HOB0II KUCA0MbL 8 KAUHUYecKolU npakmuke. OcobeHHOe 6HUMAHUE 6 PAMKAX OAHHOU CIAmbl YOeASemcs 603MONCHOCHAM NPUMEHEHUs Y Oe-
meii, 8 mom Huciae npu AeHeHulU CUHOPOMA 0eUUUMA BHUMAHUSL C 2UNEPAKMUBHOCHIbIO, NPU 3a0epiicKe pa3eumus, 8 KOMOUHUPOBAHHOLL
mepanuu SnUAeNCUY 8 COHeMaHul ¢ AHMUINUACHMUYECKUMU NPENnapamamu.

[Ipenapamol conanmeno60i KUCAOMbL UMEION XOPOULYIO NEPEHOCUMOCHTb, 8 MOM Hucie Yy Oemell U npu OAUmMenbHOU mepanuu.

Karoueewie caosa: conanmenosasn xucaioma, lonanmomud, sgppekmusHocms, nepeHocumocms, 3a004e8aHUs HEPEHOL cUcmeMbl y Oemell,

CLlHapOM 0eqbuuuma GHUMAHUA C e2UnepaKkmueHocmosio, 3adepwc1<a peueesoco pazeumus, SNUiencus

Jlas yumupoeanus: [lviraesa O.A. [lepcnexmueot npumenerus npenapama lonanmomuo é demckoil Hesponoeuu. Pycckuil acypran demckoi
Heeponoeuu 2020;15(3—4):41—54.

DOI: 10.17650,/2073-8803-2020-15-3-4-41-54

HOPANTOMIDE IN PEDIATRIC NEUROLOGICAL PRACTICE: OUTLOOKS

0.A. Pylaeva
Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia;
Svt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akademika Anokhina St., Moscow 119579, Russia

Hopantomide® is a drug containing calcium salt of hopantenic acid. The drug is registered and produced in Russia (Usolye-Siberian Chem-
ical Pharmaceutical Factory) with the use of own raw materials and goes through a full production cycle, which guarantees quality control at
every stage. Hopantomide belongs to nootropics and has neurometabolic, neuroprotective, and neurotrophic properties, as well as anticonvul-
sant action. According to the package insert and results of the studies evaluating the efficacy of hopantenic acid, Hopantomide has a number
of positive therapeutic effects. It increases brain resistance to hypoxia and toxic substances, stimulates anabolic processes in neurons, improves
mental and physical performance, combines moderate sedative action with mild stimulating effect, reduces motor excitability with simultaneous
regulation of behavior, improves the metabolism of gamma-aminobutyric acid and normalizes its level in individuals with chronic alcohol in-
toxication and after alcohol withdrawal, has anxiolytic and thymoleptic properties, inhibits the abnormal bladder reflex and detrusor tone. This
ensures high efficacy of Hopantomide in the treatment of various nervous diseases in different age groups. In our opinion, the combination
of various positive effects of just one drug can significantly reduce the pharmacological burden. In this review, we discuss well-known and poten-
tial mechanisms of action, indications for its use with a focus on Hopantomide benefits in pediatric neurological practice, and studies evaluating
the efficacy of hopantenic acid in clinical practice. Particular attention is paid to the possibilities of its use in children, including those with atten-
tion deficit hyperactivity disorder and developmental delay, as well as the part of combination therapy for epilepsy together with antiepileptic drugs.
Drugs containing hopantenic acid are well tolerated by patients, including children who receive it for a long time.

41



IIETCKOM
HEBPOAOT UM
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delayed speech development, epilepsy
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TomantoMun® — npemnapar ronaHTEHOBOI KUCIOTHI
(hopantenic acid), 6b11 3apeructpupoBa B PO B 2019 .
(AO «Ycompe-Cubupckuii Xumpapmzason», PD; peru-
crpaumoHHbIi Homep JITT-005531 — tabneTku, perucrpa-
mmoHHBI HoMep JIT1-005954 — pacTtBOp 1S TIepopaib-
HOTO mpuMeHeHus1). JleiicTByIoIIee BEIIeCTBO — KaTbIUs
romaHTeHaT (KaJblKeBasl COJIb TOTIAHTCHOBOM KUCIOTHI).

IIpenapar oTHOcUTCS K (papMaKoTepaIeBTUUEeCKOi
rpyine HooTpornHbix cpeacTs (kog ATX: NO6BX (Ipyrue
IICUXOCTAMYJISITOPBI M HOOTPOITHEIE TIPEeTIapaThl)).

[Ipenaparel ronaHTEHOBOM KMUCIOTHI WUIM TOITAHTEeHA -
Ta KaJbIIMS XOPOIIIO N3BECTHHI B3POCIBIM M IETCKUM HE-
BposioraM B Poccuu. TonaHTeHOBast KUCIOTA SIBASIETCS
SIPKAM TIPEACTaBUTE]IEM OCHOBHBIX HEPOMETA00IMISCKIX
CTUMYJISITOPOB U3 TPYIIIBI HOOTPOITHBIX CPEACTB U IITUPO-
Ko npumeHsiercsi B Poccun u apyrux ctpaHax 6osee 40 et
(mpemapathl 3TOM IPYIIIbL CTAIM IPUMEHAThCS ¢ 1949 1)
[32, 33].

loka3saHud K npuMeHeHuo

TonanTomu npeAacTaBsieT coO00M HOOTPOITHOE Cpel-
CTBO U 00J1aaeT LEJIBIM PSIOM MOJIOXUTEIbHBIX 3(PdeK-
TOB U CBOMCTB:

— HelpoMeTaboJINYeCKUM,

— HEWPONPOTEKTOPHBIM,

— HelipoTpoprUIecKnM,

— IIPOTUBOCYIOPOXHBIM,

MSITKMM TICUXOCTUMYJIAPYIOIINM,

— YMEpeHHBIM CeTaTUBHBIM,

— aHTHOKCUIAHTHBIM [32, 33].

TomaHTOMUI MMeEeT LIMPOKUI CIEKTp OEUCTBUS,
BKJTIOUAOIINI MHOXKECTBO TepaIlleBTHUICCKUX 3P (PEKTOB,
KOTOpBIE OIPEIEISIOT TOKa3aHMS K IIPUMEHEHMIO IIperra-
para:

— TIOBBIIIIAET YCTOMYMBOCTD MO3Ta K TMIIOKCHH U BO3-
MEHCTBUIO TOKCUIECKUX BEIIECTB, CTUMYJIMPYET aHa-
OoIMYecKue MPOIIECCHl B HEPOHAX;

— TIOBBIIIIAET YMCTBEHHYIO U (DM3NIECKYIO pabOTOCHO-
COOHOCTD;

— coueTaeT yMepEeHHOE CeNaTUBHOE MEHCTBUE C MSITKUM
CTUMYIHUpPYIOINM 3(pdekToMm;

— obj1amaeT MPOTUBOCYIOPOKHBIM IEHCTBUEM, YMEHbB-
IIaeT MOTOPHYIO BO30YIMMOCTh C OTHOBPEMEHHBIM
yIOpSIHOYCHUEM TIOBEICHNS;

— yJIydiaeT MeTaboIM3M raMMa-aMIHOMACTISTHOM KHC-
Jotel (TAMK) 1 crtoco0cTBYeT HOpMaIU3alIK COIEP-
xanusg TAMK mpu XpoHM4YecKoi aJIKOroJIbHOM MH-
TOKCHUKAIIMH U ITOCJIe OTMEHBI 3TaHOJIA;

— BBI3BIBAET TOPMOXKEHUE ITATOJIOTMYECKH MOBBIIIEHHO-

T0 ITy3bIPpHOTO pediieKca M TOHyca JeTpy30pa.

[lo maHHBIM HCCIIeAOBAaHMI, IIpeIiapaThl TONIAHTEHO-
BOM KMCJIOTBI TAKXKE MOTYT OKa3bIBaTh aHAJIBIE3UPYIOIIee
JIEHCTBUE, UMEIOT aHKCUOJIUTUIECKIE U TUMOJICTITHYCCKIE
cBoricTBa [28, 32, 33].

Takum obpa3zoMm, ronaHTeHOBasl KMCa0oTa oOJiagaeT
LIEJIBIM PSIZIOM BasKHBIX 3 (PEKTOB: CTUMYJIMPYET aHAOOIM-
YeCKME IIPOLIECChl B HEMPOHAX, IOBBIIIAET YCTOMYMBOCTh
MO3ra K TMIIOKCHU, aKTUBUPYET YMCTBEHHYIO HCSTEIIb-
HOCTb 1 pab0TOCIIOCOOHOCTD, YIIOPSIIOYMBAET MOBEASHHE,
coueTaeT MITKUI CTUMYIUPYIOIIUH 3P PeKT ¢ JIETKUM
IIPOTHBOTPEBOXKHBIM, OKa3bIBaeT HOOTPOITHOE W IIPOTH-
BocynopoxHoe aericteue [28]. CToib 0OIIMPHBIIA HAOOP
TepaIreBTUICCKUX CBOMCTB MO3BOJIACT CUMTATh [OMmaHTo-
MM JIEKapCTBEHHBIM CPEICTBOM KOMILIEKCHOTO IEHCTBHSL.
C y4eToM coueTaHMsT HECKOJIbKUX TeparneBTUIEeCKUX (-
¢ekToB mpuMeHeHne [omaHToMMIAa IMO3BOJISIET CHU3UTD
JIEKapCTBEHHYIO Harpy3Ky Ha ManueHTa (YMEHBIIUTD IHC-
JIO IIPUHUMAEMBIX JIEKAPCTB) M ITOBBICUTD IIPUBEPKCH-
HOCTB Tepaltiu (TakK KaK yIoOCTBO Tepalvy IS ITAIlMeHTa,
a CJIeIOBATEIbHO, IIPUBEPKEHHOCTD JICUCHHUIO M KOMILIA-
E€HTHOCTb YMEHBIIIAIOTCS C YBEIMYCHUEM KOJIMIECTBA IIPH-
HUMaeMBbIX IIperapaToB).

IToka3zanus K npuMeHenuio I'onanTomuna y nerei B co-
OTBETCTBUU C MHCTPYKIIEH 110 MEAUIITMHCKOMY IIPUMEHE-
HUIO CIIeQyIoNIne: IIepruHAaTaIbHAas SHIedaNOmaTus, yM-
CTBEHHAsI OTCTAJIOCTb U 3aJepxKKa pa3BUTHUs (3amepxkKa
TICUXMYECKOT0, PEUEBOT0, MOTOPHOTO PA3BUTHSI WJIM UX CO-
yeTaHue), NeTCKUil 1epeOpaabHbIN MMapalind, 3auKaHue
(IpenMyIIeCTBEHHO KJIOHWYECKast (popma), SIMIICTICHS
(B cocTaBe KOMOMHMPOBAHHO TepaIlii B COUCTAHUH C aH-
THANIeNTHIeCKUMU nipermapatamu (A1), paccTpoiicT-
Ba MOUYEHCITYCKaHUSI: SHype3, THEBHOE HeIepKaHe MOYH,
IMOJUTAKMYPHSL, UMITEpATUBHbIE TO3bIBHI (IeTH OT 2 J1eT) [6, 7].

B metoM, rormanTeHOBasI KMCJIOTA YaIlle BCETO IIPUMe-
HSIeTCSI IPU 1IepeOPOBACKY/IIPHOM ITATOJIOTUU, TUTIEPKU-
HETUYECKUX PAacCTPOMCTBAX, TPEMOpE M KaK BCIIOMOTIa-
TeJIbHOE CPEACTBO IIpH JICUSHUM STTUeTicuu |[§].

MapmaKkouHaMuKa (MexaHusm feiicmsus)

TormanToMua M3roTaBJaMBaeTCsI U3 COOCTBEHHOIO
CBHIPhS M TIPOXOAUT MOJHBIN UK npou3BoacTsa B AO
«Ycompe-Cubupckuii XumpapmzaBom», 9TO TapaHTUPYET
KOHTPOJIb Ka4eCcTBa Ha KaxkaoM starne. [1o Hamemy MHe-
HUIO, BaXKHOI 0COOCHHOCTHIO SIBJISIETCS OTCYTCTBME METa-
HOJIa B YMCJIe OCTATOYHBIX OPTaHUUYECKUX PACTBOPUTEIIEH
MPY CUHTE3e CYOCTAHIIMM FOTIAaHTEHOBOM KUCIOTBI: CUHTE3
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MPOUCXOIUT Ha 3aBojie B I. Yconbe-Crbupckoe ¢ najbHeli-
LM M3TOTOBJICHUEM TOTOBOM (DOPMBI JIEKapPCTBEHHOIO
CpencTBa Ha TOM K€ IIPEIIPUSTHH.

CriexTp neiicTBUsI TONAHTEHOBOM KUCIIOTH CBA3aH
¢ Hanm4ueM B cTpyKType npemnapata TAMK. TormanteHoBas
KHCJIOTAa UMEET HEKOTOPhIe OTIIMYMS OT TPaTUIIMOHHBIX
HOOTPOMHEBIX IIpenapatoB. [1o XMMUIECKON CTPYKType
TOITAaHTEHOBASI KVCJIOTA SIBJISIETCSI TOMOJIOTOM ITAHTOTCHOBOM
KUCTOTHI (BuTaMmmuHa BS, otmmyaercs Ha omHy CH2-rpyIr-
Imy) u ectecTBeHHBIM MeTaboimToM TAMK (comepxut
octatok TAMK) [8]. biaromapst aToMy mipemnapar oojiamaeT
MSITKMM TICUXOCTUMYJIMPYIOIIM U YMEPEHHBIM CeIaTUB-
HBIM 3(P(PEKTOM, KOTOPBIi MO3BOJISIET MPUMEHSTH ITpeTa-
paT B TOM YHMCJIe Y ACTEH C IMICTICUEH 1 SIMIISTITH(hOPM-
HOI aKTMBHOCTBIO 110 JTaHHBIM 3/1eKTpo3HIedanorpapumn
(D3TI). B Hacrogiee BpeMsl CYATAETCS, UTO MEXaHU3M
JECTBUS TONAHTEHOBOM KMCJIOThI OOYCJIOBJIEH MpPEXIe
BCETO MPSIMBIM BIIMsiHUEM Ipeniapata Ha TAMK-penentop-
KaHaJIbHBIN KOMITIEKC [24, 26].

HootpormHbie 3(pheKThl ronaHTeHOBOI KUCIOTHI MHO-
TOKOMITOHEHTHBI, CBSI3aHbI CO CTUMYJIUPYIOIINM BIISTHH-
€M Ha IIPOIIeCChl TKAHEBOTO MeTaboIm3Ma B HEHpOHaXx,
BJIMSTHIEM Ha HEMPOMEINATOPHBIE CUCTEMBI U CITOCOOCT-
BYIOT HOpMaiu3auuu (GyHKIMOHUPOBAHUSI TOJIOBHOTO
MO3ra Ha YPOBHE OTIEIbHBIX HEMPOHOB M MX CHHAIITHYEC-
cKux coequHeHuii [15]. HeifipomeTabonuueckoe neiicTeue
TOMMAHTEHOBOM KHUCJIOTHI IIPOSIBISECTCS HOpMaIU3alue
MeTabonu3ma TAMK, sHepreTnuecKux mpolueccoB B LIeH-
TpaJibHOM HEPBHOM CUCTeMe U YaydllleHreM KpOBOCHA0-
XKeHus Mo3ra. Heiiporpodndeckass aKTUBHOCTB SIBJISICTCS
PE3YJIBTATOM YIYUIICHUS YTHIN3AIUN TII0KO3bI, CTUMY-
nsuu cuHTe3a 6enka u PHK B Heliponax. Heliponpotek-
LIMST JOCTUTACTCS 3a CUET ITOBHIIICHUST YCTOMYNBOCTH HEPB-
HBIX KJIETOK K TUTIOKCUHU U uiiemMuu [8, 15].

HecMoTpst Ha 1OCTaTOYHO LIMPOKUI CHEKTP HEHpPO-
TPOMHBIX 3(PPEKTOB, TOUHBIE MEXaHU3MBI IeHCTBUS TO-
TMAHTEHOBOM KHUCJIOTHI U €€ COJIEM HE O KOHILIA U3YYEHBI.
IIpennonaranock, 4To Bce 3 PEeKThl TOIMTaHTEHOBOM KHUC-
JIOTBI OCYIIECTBIISIOTCS UCKITIOUNTEIBLHO 33 CUST B3aMO-
neictBus ¢ peuentopamu TAMK, Ho B HacTosiiee Bpemst
ITOSIBJISTIOTCST HOBBIC JaHHBIE O MEXaHM3Me ICCTBUS TO-
TMAHTEHOBOM KMUCJIOTHI.

O.A. IpomoBa u coasT. (2015) mpoBean MOIPOOHBI
XeMOMH(MOPMAILIMOHHBII aHaJIN3 CBOMCTB TOMaHTEHOBO
KUCJIOTHI C LIEJIbIO BBISIBJICHUS JOTTOJHUTEAbHBIX MEXaHU3-
MOB, 00YCJIOBJIMBAIOIIMX IITMPOKHI CIICKTP TepaIrieBTUIC-
CKOTO OeWCTBUS, U TOJIYIWIN UHTEPECHBIE JaHHBIC. Xe-
MOMH(OPMAITMOHHBIN aHAIN3 TTO3BOJIII IIPEIIIOI0XNTh,
YTO HEMpOTpornHbie 3PPEKTH MOJIEKYJIbI TOAaHTEHOBOM
KHCIIOTHI OOBSICHSIIOTCS HE TOJIBKO CXOJICTBOM CTPYKTYPHI
¢dparmMeHTa MOJIEKYJIbl TONaHTEHOBOI KMCJIOThI C HeHpo-
tpaHcmutTepoM TAMK, HO Tak:Ke MOTYT OCYIIECTBIISTHCS
3a CYET CBSI3BIBAHMS M YACTUIHOM aKTUBALINH O- U K-OIIHO-
WIHBIX PELEIITOPOB, MOAYJISILINU CEKPEIINH alle THIIXOJIH -
Ha 1 B3aMMOIEMCTBUSA ¢ perienTopaMu nodamuaa. Kpome

TOrO, ObUIM BBISIBJIEHBI TOTEHLIMATIBHBIE TPOTUBOBOCHA-
JIUTeNIbHbIE (MOMYJISILIAS METa00IM3Ma MPOCTATJIaHINHOB)
U TIPOTUBOOITYXOJIeBbIe 3 (HEeKThl (MOLYIISIILINS CTEPO/I -
HOro MeTaboj13Ma, MOBbIIIEHIE CTAOMILHOCTY TeHOMHOM
JHK) [8]. IIpoTBOBOCTIAIUTEIFHOE NEMCTBUE TOITAHTE-
HOBOI1 KMCJIOTHI aBTOPBI OOBSICHSIOT CTPYKTYPHBIM CXOJI-
CTBOM MOJIEKYJIbI TOITAHTEHOBOM KHUCIIOTHI M OEJIKOB, BO-
BJICYCHHBIX B META0OIM3M IIPOCTAHOUIOB U PETYIUPOBKY
BOCHAJICHUS (OTMEYEHO CXOICTBO XMMUUECKUX CTPYKTYP
npocrarnananHoB E u romanTeHoBoi kuciaotsl). [Toka-
3aHO, YTO FOTIAHTEHOBAsI KMCJIOTa MOXET MHIMOMPOBATh
peuenitopsl poctarnanauHa E2 (peuenropsr EP2) u ak-
THUBUPOBATh PELENTOPH 3MKO3aHOUIHBIX PEICITOPOB
npocrtarnmanauHoB E (peuenrtopsr EP4, romanTreHoBas
KHCJIOTa UMeeT HanboJiee BBICOKOE CXOICTBO C peLeTITO-
paMM 3TOTO THUIIa) — MPO(UIb, COOTBETCTBYIOIIMI TIPO-
TUBOBOcHaauTeIbHOMY 3ddekTy. [IpocTarmaHIMHOBBIN
penienitop EP4 yuacTByeT B mepemaye CUTHAIOB aKTUBALIMH
T-xiIeToK, MTHULIMAIIMY IMMYHHOTO OTBETa KOXH M PETy-
ympyeT ypoBeHb MPHK 1ykimookcureHassr 2. AKTUBaLus
EP4 taxke oKa3bIBaeT IONIOKUTEIHHOE BIMSHIE IIPU UILIEe-
MMM MHOKapia, CHIXKasl pa3Mep 30HBI MIIEMHUU 3a CYET
aKTHUBAIlMM CUTHAJIBHBIX IMyTelt TAM® 1 MMOMHO3UTOJ-
3aBucuMoii knHa3el PI3K. KapauonporekTuBHoe neiict-
BUE aKTMBMPOBAHHBIX peuentopoB EP4 takxke cBsi3aHO
CO CHIDKEHHMEM BOCTIAIMTEIBHBIX ITPOIIECCOB B 30HE MIIIE-
mui [1]. AHaIM3 MaJIbIX MOJIEKYJT B 6a3e JaHHBIX OEJTKOBBIX
komiuiekcoB PDB noka3zain, uto ronmaHTeHOBas KMCJIOTa
MOXKET CBSI3bIBATHCSI HE TOJIBKO C pellelTOpaMU IIPOCTa-
JIAHAVHOB, HO U C APYTMMU O€JIKaMu, BOBJIEYEHHBIMU
B ITPOCTaTJaHINHOBLINA MeTaboam3M: (pochonumnazoit A2,
LIUKJIOOKCUTeHa30M 2, mpocTtarnaHanuH-H2-cuHTa3oii,
nekoTpueH-A4-ruapona3oin. OTMeYeHO CTPYKTYpHOE
CXOIICTBO MEXKAY FOMAaHTEHOBOM KMCJIOTOM X HECTEPOUIHBIM
IIPOTUBOBOCTIAIUTEIBHBIM CPEICTBOM MHIOMETAIIMHOM.
ABTOpBI OTMEYAIOT, YTO HAINIHME ITPOTUBOBOCITAINTEIIh-
Horo 3@ deKTa y HeliponpoTeKTopa, Ha3Ha4aeMOTO IV -
TeJIbHBIMU KypcaMH, — 0€3YCIOBHOE IIPEUMYIIECTBO
Iperiapara, IMOCKOJIBbKY ITO3BOJISIET M30eTaTh MOIMOJHU-
TEJIbHOTO Ha3HAYCHMSI IIPOTUBOBOCIIAJIUTEIbHBIX IIpera-
patoB B psime ciiydaeB [8]. Bo3neiicTBre rormaHTeHOBOM
KHCJIOTHI HAa OITMOMIHBIC PELIETITOPEI MOXKET paccMaTpr-
BaTbCSl KaK BO3MOXHBIM MEXaHU3M aHAJIbIeTUIECKOTO
neiicTBUSA U 9(P(PEeKTUBHOCTU B JICUYCHUU XUMUUIECKOMN
3aBUCUMOCTH. XeMOMH(MOPMAIIMOHHBIN aHAJIN3 ITOKAa3al,
YTO TONAaHTEHOBAs KUCJIOTa MOXET B3aMOIeICTBOBATD
C - ¥ K-OIMUOTHBIMU PeLieNTOpaMH (SIBIISICTCSI aTOHUCTOM
STHUX PEIENTOPOB) U [1-ONMMOUTHBIMU PeIeIIToOpaMu (Be-
POSITHO, SIBJISIETCSI aHTAarOHMCTOM 3THX PEIENTOPOB).
TormanteHnoBas kuciora B 100 pa3 6ojiee ceJleKTUBHA T10
OTHOIICHUIO K K- U 3-OIMOUIHBIM PELIeTITOPaM IO CpaB-
HEHMIO ¢ U-perentopaMu. Momyisiuus ONMHOUIHBIX
PELIEITOPOB SBISICTCS BaXKHEWIITMM HarlpaBIeHUuEM dap-
MAaKOJIOTUM CPEICTB JUISI CHIKCHHS XMMHUIECKOM 3aBU-
cumocTtH [8].
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(MapMaKoKuHemuxa

TomanToMmI OBICTPO BCACHIBACTCS U3 XKEITyIOUHO-KH -
IIEYHOT'O TPaKTa, IIPOHUKACET Yepe3 reMaTodHIIehamIec-
Kuii 6apbep, He MeTa0O0JIU3UPYETCS U BBIBOIUTCS B HEU3-
MEHHOM Buae B TedyeHue 48 4: 67,5 % oT NpUHATONR
JIO3bI — ¢ MO4OM, 28,5 % — ¢ KanmoMm. OTCyTCTBHE MeTabo-
JIN3MA B IIEYCHU SIBJISICTCS] BaXKHBIM ITPEUMYIIIECTBOM IIpe-
Imapara, Tak Kak [ormaHTOMuI IpakKTUIECKU HE BCTYIAeT
B JIEKapCTBEHHBIE B3aUMOICHCTBHS C APYTUMU TIperapa-
TaMU ¥ HE BIMSIET HA X KOHLIEHTPaLHUIo B KpoBu. [Ipexne
BCEro, 3TO MMEET BaXXHOE 3HAUYCHWE MPU KOMOMHAIINU
Tonantomuna ¢ ADII y maneHTOB ¢ 3MWIETICUEH, TaK KaK
OOJIBLLIMHCTBO 3TUX MPEIapaToB META00IMU3UPYIOTCS B T1e-
YeHHU M OKa3bIBAIOT BIMSHHE Ha (DepMEHTHI IIUTOXPOMA
P450 (manoykumst — kapbaMasernuH, GeHUToOuH, 6apouTy-
paThl U Ap.; THTUOMPOBAaHUE — BaJIbIIPOAT).

TormanTomMua MPoOJIOHTUPYET ASUCTBUE OApOUTYPATOB,
B 1IeJIOM ycuiBaeT 3G (EKThI MPOTUBOCYIOPOKHBIX JIEKap-
CTBEHHBIX CPEICTB, HOOTPOITHBIX IIPEIIapaToB 1 CPEICTB,
CTUMYJIMPYIOLLMX LIEHTPAJIbHYIO HEPBHYIO cicTeMy. JleiicTBre
TOITAaHTEHOBOM KMCJIOTHI YCUIMBACTCS B COYETAaHUU C TIIMII-
HoM [6—8]. ITpu 3TOM niprMeHeHKe [onaHTOMIIA ITO3BOJISI-
€T B 0OJIbLIEN CTENEHU MTPENOTBPATUTD TOOOYHBIE SIBJCHUS
denobapbuTaia, KapbamaseHa, HeMPOJIENTUKOB [6, 7].

[Ipu mpueMe mipenaparta roraHTeHOBOI KMUCIOTHI C aH-
THIEIIPECCaHTaMU TAKXKE OTMEUEHO YMEHbBIIICHHE IT000Y -
HBIX 3 (HEKTOB aHTUIETIPECCAHTOB (pexXe OTMEYaInCh
COHJIMBOCTbD U TOJIOBHAS 00JIb) [5].

TonmanToMu crioco6eH MHrMOUpPOBaTh peaKly alle-
TWJINPOBaHUS, CBSI3aHHBIC C MEXaHM3MaMM WHAKTUBALINI
MECTHBIX aHECTCTUKOB IIpOKaHa (HOBOKAMHa), a TAKXKe
Ccynb(haHNIAMUIOB, B CBS3U C YeM JOCTUTACTCS IIPOJIOH-
rMpoBaHHOE AeicTBUE MocienHuX [7].

Nekapcmaenxan opma u fo3upoBaHue

Tormantomua BeIITycKaeTcsl B TaOIeTKaX, ColepKallnux
250 mim 500 Mr meiicTBYIOIIEro BellecTBa (roImaHTeHaT
KaJpIys), a TaKXKe B BUIE pPacTBOpa Il IpreMa BHYTPb
(Bo ¢dmakonax 1o 50 wim 100 M, B 1 MJI cogepKuTCcs
100 Mr romaHTeHOBOM KMCJIOTH). Hammuue TadiieTox
TonanToMuUIa ¢ 6osiee BRICOKOI 103011 (500 Mr B TabIeT-
Ke), 110 HallleMy MHEHUI0, YTOOHO B JIEYEHUU TTOAPOCTKOB
U B3POCJIBIX, TaK KaK ITO3BOJISIET YMEHBIIIUTD KOJIMYECTBO
npuHUMaeMbIx TabneToK. Hanuuue pacTBopa aJjist repo-
paJbHOTO NIPMMEHEHUS TaKXe, [0 HalleMy MHEHMHIO,
YI0OHO B JICUEHUY MAJICHBKHUX IETEN U B IPYTUX CIydasix,
KOrja UMEIOTCS TPYAHOCTU MpuemMa Iperapara B Tade-
TUPOBAHHON (popMe.

IIpemnapar B TabneTMpOBaHHOM (DOpME 3apeTUCTPUPO-
BaH IS IPUMEHEHMS y ACTei cTapiie 3 JieT U B3POCIIbIX.
B Mnagmem Bo3pacte mpemnapaT IpuUMeHsIeTCsS B (hopme
CcHpoOIIa IS IEPOPaTbHOTO IIpreMa.

B 11e1oM, mpemapatsl TOIMAaHTEHOBOM KUCIOTH MOTYT
TPUMEHSITHCST TSI KOPPEKLIMU TUCHYHKITUYU LIEHTPATTbHOM
HEPBHOM CUCTEMBI B J1I000M Bo3pacTte [31—33].

B cooTBeTCTBMU ¢ MHCTPYKLMEH IO METUIITMHCKOMY
MMpUMeHeHMIo [OIMaHTOMMI peKOMEHIYIOT IIPUMEHSITh 9e-
pe3 15—30 mun mocie ensr [6, 7].

Pazosas no3a 1151 B3pocibix coctasiset 250—1000 mr,
st geteid — 250—500 Mr; cyTouyHast 1o3a JIJ1s B3pOCIbIX —
ot 1500 mo 3000 mr, ms geteit — ot 750 mo 3000 ML

ITo maHHBIM pa3HBIX aBTOPOB, PEKOMEHIIOBAaHHAS CY-
TOYHAas 1032 IIPEHapaToB TOIMAaHTEHOBOM KMCJIOTHI Y I€TEM
cocTaBisieT 25—50 Mr/Kr 1 mogoupaeTcsl THINBUIYAIbHO
B 3aBUCUMOCTH OT TSDKECTU COCTOSTHUSI ¥ BBIPAXKEHHOCTHU
cuMnToMOB [12—18].

B cooTBeTCTBMU ¢ MHCTPYKLMEH IO METUIITMHCKOMY
npuMeHeHuIo [ormaHToMug MOKHO TIpUMEHATh 3—4 pa3a
B 1eHb. C y4eTOM HOOTPOITHOTO ACHCTBUS IIperapara ero
TPUEM MPEATIOYTUTETHHO TIPOBOIUTH B YTPEHHUE U JTHEB-
HbIe yackl (10 17 9) [6, 7].

C y4eToM HaIlleTo OIbITa IPUMEHEHMS TOIIaHTEHOBOM
KHCJIOTH Y MALIMEHTOB C 3IMIICIICUEil MBI CIMTaeM Hau-
bosee 1eaecoobpa3HbIM IPpUMEHEHHe TIpenapaTa 2 pa3a
B JIeHb B 1-i1 monoBuHe AHS (YTPOM M THEM). DTOrO mpa-
BWJIA MBI IIPUAEPXKUBAEMCSI BO BCEX CTyJasiX IPUMEHEHUS
MpernapaToB HOOTPOITHOTO PSla CO CTUMYJIUPYIOLIAM
JIeicTBUeM, 0COOEHHO y NALMeHTOB C SMUICIICUEIH.

HeTsiM ¢ CMHHIPOMOM TMIIEPAaKTUBHOCTH € AeDUIIUTOM
pauManus (CIBI') TomantoMunm Takxke peKOMEHIyeTCs
MIPUMEHSTh YTPOM U THEM, M B 3aBUCHUMOCTU OT MacCCHI
TeJjla IMaleHTa Iperapar Ha3HavyaloT B CPeIHEN TeparieB-
taeckoit mo3e 30 mr/kr/cyr [12—18].

B cooTBeTCTBMU ¢ MHCTPYKILMEH IO METUIIMHCKOMY
MMPYMEHEHUIO TIPY HEBPO30IOIOOHBIX COCTOSTHUSIX Y AeTei
(TVIKM, 3aMKaHKe) KpaTHOCTh ITprueMa [onmaHroMuaa B CyT-
KU MOXET OBITh YBEJIMYCHA, U MpernapaT PeKOMEHIYeTCs
npuHUMATh B 03¢ oT 250 10 500 mr 3—6 pa3 B cyTku [6, 7].

Pexomenayemasi Ipoao/KUTEIbHOCTh Kypca [ormaH-
TOMU/Ia B COOTBETCTBUU C MHCTPYKIIMEH TTO METUIIMHCKO-
My IIPUMEHEHMIO COCTABJISIeT OT 1 1o 4 Mec (B psiae cayda-
€B 10 6 MeC — HalpuUMep, IPU SMWICIICUN B COYECTAHUMN
C KOTHUTUBHBIMU HapYIICHUSIMU, 3aMeVICHUEM MBICITH-
TEJIbHBIX TIpolieccoB, B KoMOuHaumu ¢ ADII). Ilepepris
MEXIYy KypCOBBIMM IIprieMaMM [omaHTOMMIa, KaK W ISt
JIF000TO IPYroro HOOTPOITHOTO CPEACTBA, COCTABIISIET OT 3
110 6 Mec [6, 7]. Y maLmMeHTOB ¢ SNUJIENICUEN MBI pEKOMEH-
JIiyeM He KOMOMHMPOBATh Pa3IMUHbIe HOOTPOITHBIC IIpe-
IMapaThl B paMKax OMHOro Kypca. I1o HalemMy OITBITY, B CO-
YeTaHUM C PETYISIpHBIM MpuMeHeHneM ADIT y 601bHOTO
SMIUJICTICHE BO3MOXHO ITpoBeacHue Kypca [omanromuna
(HEe peKOMEHIOBaHO KOMOMHUPOBATH C IPYTUMU HOOTPOII-
HBIMU TIpeliapaTaMy, OMHAKO IIPU HEOOXOIUMMOCTHU BO3-
MOKHO OTHOBPEMEHHOE IIPUMEHEHHE MperapaTa aMuHO-
denunMacsiHON KUCIOTH (PeHUOYT, TPOU3BOIUTEIb:
AO «Yconbe-Cubupckuit XumbapmsaBon», PD)).

B cooTBeTCcTBMU ¢ MHCTPYKILMEH IO METUIIMHCKOMY
OPUMEHEHUIO Y IETEN C pa3IMYHON ITaTOJIOTUEN HEPBHOM
CHCTEMBI B 3aBUCMOCTH OT Bo3pacTa [omaHTOMMI peKo-
MeHayeTcs B mo3e 1000—3000 mr/cyt. PekomeHmytoTcst
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HapalllMBaHUe NO3bI B TeueHue 7—12 mHeil, mpueM B MaK-
CUMAaJIbHOM 03¢ Ha NpoTskeHnu 15—40 qHeit u, B KOHIIe
Kypca, IOCTeIIeHHOE CHUKEHME JO3BI 10 OTMEHBI TOaH-
TEHOBOM KUCJIOTHI B TeueHune 7—8 nHei [6, 7].

B cooTBeTCcTBMY C HAIIIUM OITBITOM MBI peKOMEHIyeM
HaYMHATh TIpueM ¢ 250 MT yTpOM C JaJbHEHUIINM ITOBHI-
IeHneM 1036l Ha 250 MT Kaxabie 3—5—7 mHel, OTMEHSITh
ImpenapaT MOXHO IIPY HEOOXOTUMOCTH OJHOMOMEHTHO
WA B 2—3 3Tamna ¢ yMeHbIIIeHUEM JT03bI Kaxable 3—7 THeil.

[To HameMy OITBITY, TIEPEePhIB MEXKITY KYPCOBBIMU IIPH-
eMaMU TOTIaHTeHOBOM KMCJIOTHI, KaK U IS JII00OT0 ApY-
TOro HOOTPOITHOTO CPEACTBA, MOXET COCTAaBJISITh OT 1 11O
3—6 mec. Uepes 3—6 Mec BO3MOXKHO ITPOBEIEHME TTOBTOP-
Horo Kypca JieueHust [omantomuaom [7].

[To MHEHIIO HEKOTOPBIX aBTOPOB, IIPX HEOOXOIMMO-
CTU MPOIOJIKUTEIBHOCTD KYPCOBOTO JICUSHHUSI IIPEIIapaToM
TONIAaHTEHOBOI KUCIOTHI MOXeET JocTuraThb 12 mec [32, 33].

3thdhesmuBHocmb FonaHMOMU/a B KNUHUYECKOl NpaKMuKe

[Ipemapatbl TOIMTAHTEHOBOM KUCIOTHI ITMPOKO IPUME-
HSIOTCS B KIIMHUYIECKOI MPAKTUKE TIPU IITIPOKOM CIIEKT-
pe 3aboneBaHU HepBHOI cucTeMbl. Kak 1 00JIbILIMHCTBO
JIPYTHX IIPEIapaToB, IeUCTBYIOIINX Ha HEPBHYIO CUCTEMY,
TOMaHTEHOBAsI KMCJIOTA 1 €€ COJIM BHAYaJIe IIPUMEHSUINCH
Y B3POCJIBIX 1 B TAJIbHEHIIEM, IIPY MOJTyYeHU MHOTOUM -
CJICHHBIX JOKA3aTeJIbCTB 0€30ITacHOCTU U 3P (PEKTUBHOCTH
Y B3POCJIBIX, CTAJIU IIIMPOKO IIPUMEHSITHCS Y ACTE.

D¢ dheKTHBHOCTD TONAHTEHOBOI KHCJIOTHI B KAYeCTBE
CONYTCTBYIONIEiH Tepanuu B JiedeHHH smuiencun. Dddek-
THUBHOCTb M 0€30IMaCHOCTh IPUMEHEHHS TOIMAaHTCHOBOM
KHCJIOTHI B KaYECTBE COITYTCTBYIOIIETO IIpernapara Impu
SMIWIETICKUY ObLTa ITOKa3aHbI B UCCIICIOBAHMSX C yIaCTHEM
B3pOCHbIX 1 neteii [2—4, 10—12, 23]. TomaHToMuUA, yCUIN -
BaeT 3pdexTel ADII, mpomoHrupyer neiictBue 6apouTy-
paToB M yaydIllaeT MEePpeHOCUMOCTh HeKOTOophix ADII.
IIpumenenue Iomanromuaa 1o3BoJisieT B OOJIbIIICH cTere-
HU TIpeAOTBPATUTH ITOOOYHBIC SIBJICHMS (heHObapOuTaa,
KapbaMa3zenuHa, HeipoJIeNTUKOB, YTO CIIOCOOCTBYET YIyd-
IIEHUIO IEPEHOCUMOCTH aHTURIIMJICIITUYECKON Tepariuu
y MalMEeHTOB ¢ snuiercueit [6, 7].

B cooTBeTCTBMU ¢ MHCTPYKIIMEH IO MEIUIIMHCKOMY
mpuMeHeHn1o [omaHToMuUa MOXET IIPUMEHSIThCSI B KOMIT-
JIEKCHO Tepalnuu 3nujelicuu, B coyeTaHuu ¢ ADII,
B cienymouieii no3e: y B3pociabix — ot 500 mo 1000 mr
3 pa3a B cyTkH; y neteii — ot 250 mo 500 mr 3—4 pasa B cyT-
ku. Kypc jedyeHus MoxeT npomoskarbest 10 6 Mec. Bos-
MOXHO IIPOBEACHNE MOBTOPHBIX KypPCOB C IEPEPHIBOM
MexXay Kypcamu B 3—6 mec [7].

B.W. IyzeBa u coabt. (2007) mpuMeHSIIA mperapar
TOMaHTEHOBOM KUCIOTHI B (hopMe cupona y 20 geTeii B BO3-
pacre ot 3 neT 10 4 neT 11 Mec, cTpagalonvx SIujerncuein
B COYETAHUM C KOTHUTUBHBIMM HapyiieHusMu u C/IBT.
Bcem 60bHBIM POBOAUIOCH KOMILIEKCHOE 00CIea0Ba-
HHe, BKJIIOYalollee IPUMEHEHNE CTPYKTYPUPOBAHHOTO
OIPOCHMKA, TeCTHl HA BHUMaHUe («JIUIIHUNA IIPEIMET» ),

Ha MeXaHMYeCcKylo nmamsTh (3armoMuHaHue 3—4 CIIOB),
Ha TMHAMUYECKYIO TTaMSTh (IIOBTOpEeHUE 2 TPYIIII CJIOB),
BeToBOI Tect Jlromepa (¢ 4 ner), a Takcke DI [ocne
Kypca Je4eHHUSI MperapaToM T'OIMaHTEHOBON KMCJIOTHI
B (hopMe cHpoIIa BEISIBJICHO YIIy4IlIeHE TIOKAa3aTe/Ieii BHH-
MaHMs1, MEXaHWMYECKOM M IMHAMAYECKOM AMSITH, CHYDKCHIE
CTEIIeHU TPEBOXHOCTH U ITOBBIIICHUE YPOBHS KOMIICHCA-
LMY 10 JAaHHBLIM TecTa Jliolepa y geTeil ¢ anuiencuein
B couetannu ¢ CIABI. ¥ 6onplInHCTBA MALIMEHTOB YIy4-
IIWJIMCH TToKa3aTenn (poHoBoro putma DI, AHanu3s pe-
3YJIBTaTOB ITO3BOJIWII CIEJIATh BEIBOIBI O TOM, UTO IIperapar
TOTITAHTEHOBO# KUCIOTHI B (popMe cupomna 3pdeKTuBeH
B KOMILJIEKCHOW Tepanuu y 1eTe ¢ SIUIENCUe, coueTa-
foleiica ¢ KOorHUTUBHBIMU HapymeHusmu u CIBIL. AB-
TOPBI OTMETIUIM 0€30IaCHOCTh M XOPOIIYIO TTePEHOCH -
MOCTb Tepamnuu IIperapaToM TOIMaHTeHOBOM KHMCJIOTHI
y neteii ¢ snuencueii [10].

C.B. bankanckas u coast. (2007, 2008) mpoaeMOHCTpH-
POBaJIM 11€7IeCO00Pa3HOCTh IMMPUMEHEHUS TOIMTAaHTEHOBOM
KVICJIOTHI TS YTYYILIEHHS TICUXOCOMATHYECKOTO 3M0POBbSI
M Ka4yeCTBA >KU3HU JIETEU C POJTAHINYECCKOM SITMICIICUEH.
B uccnenoBanum ygactsoBan 21 pebeHok (12 MabunKoB
1 9 aeBOYEeK) B BO3pacTe OT 6 A0 8 JIeT ¢ polaHaANYECKOM
sttenicueid. Ipyrmy cpaBHeHUS cOCTaBWIM 28 TIpaKTU-
YeCKHU 3I0POBHIX ACTEi MJIAAIIEeTo IIIKOJBHOTO BO3pacTa.
HccnepoBaHue nNpoBOAUIOCH HA 0a3e IMICUMXOHEBPOJIOTH -
yeckoro otaeiaeHuss HUU nenuarpun HayuyHoro LieHTpa
3mopoBbs geteit PAMH. YpoBeHb 1 CTpYKTypy KOTHUTHUB-
HBIX paCCTPOMCTB OLICHUBAIM C IPUMEHEHNEM TECTOBBIX
KoMITbIOTepHBIX cucTeM «IIcuxomar», «buHatecT», «MHe-
MOTECT»; BceM AeTsIM IpoBoauiack DOI. Heitporncuxono-
IrMIecKoe 00caeI0BaHNe C IPUMEHEHHEM KOMITBIOTEPHBIX
CHCTEM BBISIBUJIO HAJIMYKE YMEPEHHO BBIPAXKEHHOTO Iap-
LIUAJIBHOTO Ne(UIINTa KOTHUTUBHBIX (DYHKIIUIT Y 00JIb-
HIMHCTBaA 00caemoBaHHbIX. Toabko y 29 % neteit He ObUTO
OTKJIOHEHHIT OT BO3PaCTHOI HOPMEI (TPYIIIia CPAaBHEHMS).
B HauboblIel cTeneHu y MaluyMeHTOB ¢ PoJIaHaNYeCKOMN
snujerncueit crpagany GyHKIINH, XapaKTepU3YIOIIe Ka-
YeCTBO aHAJIMTUKO-CUHTETUIECKHUX IIPOIIECCOB: pacIpe-
JIeJIcHNe BHUMaHMSI, KpaTKOBPeMeHHasl 3pUTeIbHAsI Ma-
MSTh, 00pa3HOE MBIILUICHUE, TEMITBI IICUXOMOTOPHOM
nesTelbHOCTA. [omaHTeHOBass KMCI0Ta MPUMEHSIIach
B mo3e 30 Mr/Kr/cyT (IHEM, B 2 IIpreMa), IIPOAOJIKUTEIb-
HOCTB Kypca coctaBuiia 2 mec. [ToBropHOe o0ciienoBaHne
MMPOBOAMIOCH C MHTepBajoM B 3—4 mec. [IpomemMoHcTpu-
POBAHO MOJIOXUTEJIFHOE BIUSHYE TIperapaTa ToIaHTeHO-
BOM KMCJIOTHI HAa M3yYEHHBIC MOKAa3aTeIM KOTHUTUBHBIX
¢byHKUMIA. YCTaHOBIEHA pa3IMYHAsl CTEIICHb KJIMHUYC-
ckoro 3¢ deKTa HOOTPOIMHON KOPPEKLIMKY B U3MEHEHUN
BEIYIINX Xajxo00: CHIKCHNE MHTEHCUBHOCTH TOJIOBHOM
601 —y 24 % neteii, CHIDKeHUE yToMIIsieMOCTH — y 43 %,
yiydilieHue cHa — Y 5 %, yiydiieHue noseaeHust —y 24 %,
yay4dilieHue BHUMaHus — y 28,5 % nereii. MccnenoBanue
JTUHAMMKY IICUXO(PU3NOIOrndecKux GyHKIINM ITpOoIeMOH-
CTPHPOBAIO MOBBIIICHIE KAYECTBA IPOLIECCOB 3aIIOMUHAHMS
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IIPY UCCIICIOBAaHUM 00beMa KPaTKOBPEMEHHOM 3pUTEIb-
HOI1 TTaMATH (B pexXuMe 0e3 OrpaHMYCHMST SKCIIO3UIINHI
CBETOBOTO 0Opa3a) — 06beM yBeauumics Ha 21,7 %; Tak-
K€ OTMEYEHO YIydllleHrue ypoBHs BHUMaHus (Ha 29 %).
AHaIu3 paclipee/ieHUsI U MepeKII0UYeHNsT BHUMAaHUS,
XapaKTePU3YIOIINX Ka4eCTBO aHATUTUKO-CUHTETUICCKIX
IIPOIIECCOB, ITO ITOKA3aTe/IsIM MEPECTPOMKU CTpaTeTnu
MIPUHSITHS PEIICHUS B YCJIOBUSIX BBIOOPA BBISIBIII YITyYIIIe-
HUe IoKa3arteseil Ha 26 % mociie Kypca prema Ipernapa-
Ta. O4EeBUIHO, YTO HAMOOJIBIIINE 3aTPYTHEHUS IJISI IeTei
C POJIAaHAMYECKOM SIUJICTICHE ITpeIcTaBisia TpaHchop-
MaIus 3pUTEILHOrO 00pa3a B IPOCTPAHCTBE; B IMHAMUKE
IIPOIEMOHCTPUPOBAHO YIYUIICHHWE 3TOTO ITOKa3aTess
J10 BO3PacCTHOU HOpPMBI y OOJIBIIMHCTBA JAeTel Iocie 3a-
BepIIECHUSI Kypca IprueMa rolmaHTeHOBOM KUCIOTHI [2—4].
BaxxHO OTMETUTB, YTO IIpeIapaTt rOIMaHTEHOBOM KIC-
JIOTBI HEe YCWJIMBAET SIMIENITUYECKYIO aKTUBHOCTh Ha D DT,
YTO IMPEeAOIIpeneisieT BO3MOXHOCTh €r0 IMPUMEHCHHUS
KaK B COITYTCTBYIOIICH TepaIltuy IIPHU SIIUJICIICUM, TaK
Wy IETEN C HApyLICHUEM PEUYM U APYTUMHU paCcCTPOMCTBA-
MM, ¥ KOTOPBIX OTCYTCTBYIOT SIMIJICIITUYECKIE TIPUCTYIIHI,
OIDHAKO BBISBIISIETCS SMUICNTA(OPMHAS aKTUBHOCTH
no maHHBIM DI (Tak Ha3bpIBaeMble aCCOLMUPOBAHHBIE
¢ OOPOKAYECTBEHHBIMM AIMICIITU( OPMHBIMU TTaTTepHA-
mu gerctBa (JIDI1M1) cocTostHMSI, KOTHUTUBHAS SIMJIEII-
TUdOpMHAs Ae3UHTErpays v Ap.). Tak, B MCCIeTOBaHUSIX
3((HEKTUBHOCTH U ITEPEHOCUMOCTH TIperapara rornaHTe-
HOBOM KMCJIOTBI Y J€TEW ¢ HAPYLICHUEM PEYU U SIIUJICII-
TU(POPMHOI aKTUBHOCTBIO Mo Ty DI mo maHHbBIM
DOI HU B OJHOM ciTydyae He ObLIO 3a(PUKCUPOBAHO OTPU-
LaTeJbHOI TMHAMMKU 110 pe3ynbratam D3OI [11, 12].
B.H. IyzeBa u coabr. (2015) mpuMeHsiIM mpemapar
TOMaHTEHOBOI KUCIOTHI B 03¢ 20—30 Mr/Kr/CcyT y AeTeit
B Bo3pacTe OT 4 10 7 JIeT ¢ SIUJICTICUEC 1 peYeBBIMU Ha-
pywmieHusimu. MccnegoBanue (pyHKUIMY pedyr IPOBOIWIOCH
IO BBEACHMS TIpeIiapaTa rolaHTeHOBOM KUCJIOTHI U Yepe3
2 Mec TIoclie Havaia ero Ipuema. JleBITHanmaTh aereit
IIPUMHUMAJIH IIpernapar rollaHTeHOBOM KMCIIOTH B (hopMe
cupora, 21 pebeHok — B popme TadaeTok (250 u 500 mr)
Ha ¢oHe Tepanuu ADII. TTo pe3ynbraram 3TOr0 MCCIIen0-
BaHUS pa3InyHas cTerieHb 3()(eKTUBHOCTUA TOITAHTEHOBOM
KUCJIOTHI ObUTa HoKa3aHa y 77,5 % nereii ¢ anuiencuein
YU TaKMMHU HapyIIeHUsSIMUA pe4Yd, KaK HapylIeHUEe TeMIla
peun, 3auKaHue, cTepTas popma TU3apTpUM, o0IIee He-
IOPAa3BUTUE PEUYM JIETKOM U CPEAHEN CTENECHM TSIXKECTH.
BaxxHO oTMETUTD, 9TO IIpUMEHEHHUE TIperapara rornaHTe-
HOBO#1 KMCJIOTHI HE TIPUBOIMIIO K HApacTaHUIO MHACKCA
SOUJIETITU(OPMHOM aKTUBHOCTHU, IIPU 3TOM OTMEUYaJIoCh
VIIy4dIlleHHe XapaKTepUCTUK OCHOBHOTO PUTMA: OTMeYa-
JIOCH yiIydIlieHue rmoka3sareseit DOI B Buje yMeHbIIEHUS
Inddy3HBIX U3BMEHEHUI U 3a0epKKU co3peBaHUsT 6a30-
Boro putMay 7,5 % nereit, y 7,5 % nereil pe3ysasratel DT
CTaJIi COOTBETCTBOBATh BO3pacTHOU HopMe. Takum obpa-
30M, Hapsiay ¢ 3¢ (GEKTUBHOCTHIO TONTAHTEHOBOM KMUCIOTHI
B KOPPEKIIMM PEYEBBIX HAPYILLICHUI Y IETEU C SMUIIETICUEN

OTMEUEHBI XOPOIIIas €€ TIEPEHOCUMOCTD U ITOJIOKUTEIbHAS
IuHaMuKa o gaHHbIM DDI. OcioxXHEeHUI OT ImpuemMa
mperapara U yJalleHUS SIMIUICIITUISCKUX ITPUCTYIIOB
He ObUIO BBISIBIEHO [9].

IIpenMymecTBO rOMAHTEHOBO KHCJIOTHI B JIEYEHHH
HEBPOJIOTHYECKNX HapymeHuil y neteid. [IpeumyiiecTBo
TOIIAHTEHOBOM KHCJIOTH B IICUXOHEBPOJIOTUHU AETCKOTO
BO3pacTa 00YCJIOBJICHO MITKUM CEIaTUBHBIM ACHCTBHEM
B OIpEACIEHHOM (4acTO MHAUBUAYAIbHOM) NUATNIa30HE
JI03 ¥ OTHOCHUTEJIBHOM PEIKOCTBIO TUIIePCTUMYIMPYIOIIE-
ro 3¢ deKTa, MOBLIIIEHNEM OOIIEro aganTallMOHHOIO I10-
TEHIIMAJIa C pacIIMpeHUEM AUara30Ha agalTalliOHHBIX
BO3MOXXHOCTEI ITyTeM OINTHUMU3ALMN COMATOBETETaTUB-
HBIX, KOTHUTUBHBIX ¥ 3MOIIMOHAIBHBIX COCTABIISIIONINX
TICUXWYECKOi mesaTeabHocTH [18].

BaxxHBIM TpEeMMYIIIECTBOM SIBJISIETCS TAKKe HATAYME
o(puIMaNbHBIX TTOKa3aHU# W1t mpuMeHeHus B P@ B ka-
YyecTBe Ipernapara IJjis JeUeHUs] TUIIePKUHETUYSCKOTO
pacCTPOMCTBA, MOJOXUTEIBHO BO3ICHCTBYIONIETO HA U3-
OBITOYHYIO ABUTATEIIPHYIO aKTUBHOCTh, HAPYIIICHUE BHU-
MaHUsI, UMITyJIbCUBHOCTb U KOMOPOUIHBIE COCTOSTHUS
(3Hype3, 3auKaHue, TPEBOXHBIE paccTpoiicTBa) [34—36].

Hanuuue pactBopa mwisl mepopajabHOIO IPUMEHEHUS
TonmanToMu, Mo HallleMy MHEHUIO, TAKXKe SIBJISIETCSI ya00-
HBbIM B JICUECHUU MAJICHBKUX JETEH U B APYTUX CIIy4yasx,
KOrIa UMEIOTCS TPYIHOCTH IIpreMa Iperapara B TadJIeT -
pOBaHHOI (hopMe.

M3HayaabHO OCHOBHBIM MOKAa3aHUEM JISI IIPUMEHE-
HMSI TONAHTEHOBOM KMCJIOTHI Y AETEU SIBJSUIACH PACCTPOM-
ctBa Modenciyckanus (¢ 1980 ), 4To cBA3aHO CO CITIOC00-
HOCTBIO TIpernapaTa MHIYIIMPOBATh ITPOIECCH TOPMOXKEHMS
MMaTOJIOTUYECKHU IMOBBIIICHHOTO ITy3BIPHOTO pediiekca
U TOHYyca nerpysopa. JaHHbIe moKa3aHus (pa3IudHbIe
HEWPOTEHHBIE PACCTPOMCTBA MOYCUCITYCKAHNS, BKJIIOYAs
BHYpe3) COXPAHSIOTCA B MHCTPYKILIMU IO TPUMEHEHUIO
IIpelrapaTa 10 HacTosIero BpeMeHn. OqHAKO BIIOCIIEACT-
BUU CIIEKTP ITaTOJIOTUH [UISI NCTIOJIB30BAaHUSI IIPEIIapaToB
TOTIAHTEHOBOM KMCIOThI 3HAYUTEIBLHO paciumpuiics [33].

C yyeToM orbITa NpeblIyLIIMX UCCAeJOBaHUIA IIpena-
paTOB TOITAHTEHOBOI KUCJIOTHI B HACTOSIIIEE BPeMs OC-
HOBHBIE HAIIpaBJeHUSI HelipomneauaTpuu U OCHOBHEIE
BHIBI ITATOJIOTMM HEPBHOM CUCTEMBI, IIPU KOTOPBIX MOXET
IIpUMEHSThesI [ormanToMuU, ClIeayIoIme:

— IepUHaTaIbHAs HeBPOJIOTHS (IIeprHATaIbHOE ITopa-
JKeHUE HEPBHOM CHUCTEMBI U €r0 MCXOIbI, BKIIOYAS
JIeTCKU HepeOpabHbIi ITapaing);

— KOTHUTHBHAsA HEBPOJOTHS (3amepXKa MOTOPHOIO
pa3BUTHS, 3alIepKKa pEYEBOTO PA3BUTHS);

— BMIWICTTONOTHS (SIUJICIICHS C 3aMeIJICHUEM TICUXU-
YeCKHUX IPOLIECCOB B KOMIIEKCHON TepaIiu C IIpo-
TUBOCYIOPOXHBIMU CPEICTBAMU);

— HelipoypoJiorus (3Hype3, MOJIaKUypHsl, UMIIepaTHB-
HBIC ITO3bIBHI, UMIICPAaTUBHOE HEIEPKAHUE MOUN );

— HelpopeabuiauTauus (IOCaeACTBUS YepPEeTHO-MO3I0-
BBIX TPaBM 1 HeMpOMHGEKIINit);
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— HeliporicuxuaTpusl (HEBPOTUYECKHWE DPACCTPOMCTBA,
HapyweHus noseaenus, CABI) u op. [6, 7, 33].
OmHako B IpaKTUKe HEBPOJIOra OCHOBHBIMU chepamMu

mpuMeHeHUs [omaHToMuIa B HACTOSIIIIEe BPEMSI OCTAIOTCSI
MIPUMEHEHNE B SIMUJICIITOJIOTUH, B JICUCHUN 3aIEePXKKHU
Pa3BUTHUS ¥ KOPPEKIINST KOTHUTUBHBIX HAPYIIICHUI pa3Iad-
HOI 3TOJIOTUM, HEBPOTUUECKMX paccTpoiicTs 1 npu C/IBI.

D¢ (PeKTHBHOCTD rONAHTEHOBOI KHCJIOTHI B JIeYeHNH
CIBI. DbdeKTHBHOCTL TONAaHTEHOBOM KUCJIOTHI B JIeYeHUN
CJIBI" ormeuyeHa MHorumu aBropamu [10, 13, 16—18, 22].

D PeKTUBHOCTH TONMAHTEHOBOM KMCJIOTHI Y TALIEH -
ToB ¢ CJIBI" MOXET 00BSICHATHCS HOOTPOITHBIM IpOodrIeM
JIEUCTBUS, CITOCOOCTBYIOIINM MOBBIIICHUIO TICUXO3MOIIM -
OHAJILHBIX PECYPCOB aIaNTAIINH, a TAKXKE MOLYIMPYIOIINM
BJISTHUEM Ha U30BITOYHYIO IBUTATEJIBHYIO aKTUBHOCTh
W CUMIITOMBI MMITYJIbCUBHOCTH, KOTOPBIC TIPEAITIONIOXKM-
TEJIbHO CITOCOOCTBYIOT IIPU IJIUTEIBLHO COXPAHSIONIUXCS
U CTOMKUX IIPOSIBICHUSX Ie3adanTaluy (hUKCcaluy He-
aganTUBHBIX IATTEPHOB MOBEACHYCCKOTO PearnpOBaHMSI.
TakuMm 00pa3oM, IpenapaT roHaHTeHOBOM KUCIOThI MOXET
6b6ITh 3 dexTuBeH mpu CJ/IBI, B ToM uncie B coyeTaHUMN
C COMYTCTBYIOIIMMHK (KOMOPOMIHBIMM) HaPYIICHUSIMH,
VTSDKESIIOIMMA KITMHUIECKYIO KapTHHY B 11eI0M [22].

H.H. 3aBanenko u coaBt. (2017, 2018) mmpoBean MHO-
TOIICHTPOBOE AIBOMHOE CJIETIOE TLIalle00KOHTPOIUPYEMOE
HCCeI0OBaHNE MPUMEHEHMS IpelapaTa TOIMaHTeHOBOM
KucaoThl B @apmakoreparmiu CJABIy neteit 6—12 ner [17,
18]. IIpemapar romaHTeHOBOI KMCIOTHI Ha3HAYAJICS B Ta-
6netkax mo 250 mr B TepareBTUYecKoi go3e 30 mr/xr
Macchl TeJla peOeHKa, pa3neIeHHOM Ha 2 TIprueMa, Tepartust
mpoBoauiach B TedeHne 4 mMec. [Ipu olieHKe COCTOSTHUS
IMAlIMEHTOB B IMHAMUKE YUYUTHIBAIIMCH CYMMBI 0aJIOB
no mwkane CIBI'-DSM—IV, no mikaie o6111ero KIImHn4e-
ckoro BrieuatiaeHusa (CGI-ADHD-severity), dyHkimo-
HanpHBIX HapyeHuit (WFIRS-P), pe3yisraTsl BbIIONMHE -
HUSI KOPPEKTYPHOI TIPOOKI.

ITonpoOGHbBIi aHaNM3 TPOMEXYTOUHBIX PE3YJIbTaTOB
9TOT0 MCCIICIOBAHMS ¢ yIacTheM 35 mareHToB (18 moy-
YaJIi TOIIaHTEHOBYIO KUCIIOTY (1-51 rpynma) u 17 — miaie6o
(2-s Tpymma)) moxasain, 4yTo 3a 4 Mec Teparuu IperapaTom
TOITAHTEHOBOM KHUCJIOTHI CTATUCTUICCKY 3HAYMMO CHIDKA-
Jach TskecThb nmposgsieHnii CJIBT 1mo mkane o61ero Kim-
Hudeckoro BnevatieHus (CGI-ADHD-S). UcxonHo Ts-
xkectb CJIBI olreHMBaIack B muama3oHe oT 4 (yMepeHHast)
0 5 6ayToB (BhIpaxkeHHAs! CTEMEHb TSKECTH), HO yXKe
Yyepe3 1 Mec JiedeHHs TIperapaToM TOITAHTEHOBOM KHCIOTHI —
B mMara3oHe 2—3 6ajura (2 — MUHAMAaJIbHAs, 3 — JIeTKas),
M OCTaBajlach B TOM Xe JMaria3oHe dyepes 2, 3 u 4 mec Je-
yeHus1. OnHoBpeMeHHO 3(pPEeKTUBHOCTH MperapaTa ro-
IMTAHTEHOBOU KHUCIIOTHI IIPOSBUIACH HEYKIIOHHBIM POCTOM
JTOJIM TTALIMEHTOB C ITOJIOXUTETbHBIM OTBETOM Ha TEPAITUIO
(1 ymeHbleHHeM ob1iero 6asuia mo mkane CJIIBI-DSM—
IV 6onee yem Ha 25 %) ¢ 44,4 % uepe3 1 Mec neyeHUsI
110 66,7 % K OKOHYAaHMIO 2-T0 Mecsilia Teparnuu u 72,2 % —
nocjie 3-ro 1 4-ro MecsieB. 3HaAYMMBIN Perpecc OCHOBHBIX

cumnroMoB CJIBI o mxane CABI'-DSM—IV ormeuancs
yepe3 1 Mec JiedeHUsI U TIPOJOIIKAICS 10 2—4 Mec JIeueHus],
COITPOBOXIASICh YMEHBIICHNEM T10 CPaBHEHMIO C TTOKa3a-
tenssmu o Jedenus (p <0,01) Bcex 3 omeHOK: 00IIEeTO
OaJuia, 6ajioB 1o cuMmiToMaM «HapyieHus: BHUMaHUSI»
U «[unepakTMBHOCTb — UMITYJIbCUBHOCTb». Kpome TorO,
3a 4 Mec JIeUeHUs IIPEeIapaToM T'OIMaHTEHOBOM KMCIOTHI
B CPaBHEHUU C IUIAIe00 CHIDKAIACh BRIPAXKEHHOCTh (DyHK-
LIMOHAJIBHBIX HapylIeHui no mkaiae WFIRS-P, ocobenHo
o paznenaMm «CamoolieHKa peoeHka» u «[loBeneHue, co-
MNpsSKEHHOE ¢ pucKoM». TakuM oO6pa3oM, IOJIy4eHbI J10-
CTOBEpHbIE TaHHBIE O BLICOKOI TepaneBTUUecKoii 3 deK-
TUBHOCTHM IpeTiapaTta roranTeHoBoit kucinotsl mpu CJIBT.
OTMedeHa Xopolasi IepeHOCUMOCTD Tepanuu. JledeHne
IIpenapaToM TOIAaHTEHOBOI KHUCJIOTHI B TedeHHE 4 Mec
B TepamneBTHYECKO# mo3e 30 Mr/Kr xapaKTepH30BaJIOCh
OaronpUATHLIM MpoduIeM 0e30IMaCHOCTH, KOTOPbI 3HA-
YUMO He OTIn4aeTcs oT riauedo [17, 18].

HToroBriii aHaIU3 pe3yJibTaToOB McCcaeaoBaHuUs (B 1ie-
JIOM B McclienoBaHue 0610 BKIoueHo 85 aereit ¢ CJIBT,
HaXOISIIIMXCS IO aMOYJIaTOPHBIM HaOJTIONeHNEM B 4 1IeH-
Tpax, U3 HUX 45 JeTeli TToTydaiu mperapar rormaHTeHOBO
KUCIOTHI (1-51 Tpymma) u 44 — rurane6o (2-51 rpyIma)) mo-
Kasaji, 4To TepaneBThdecKas 3pOeKTUBHOCTD IperapaTa
ronaHTeHoBoI Kucnothl mpu CABI y neteii B cpaBHeHUM
¢ I1ale0o MposiBUIIACh BIPaXKeHHOM TEHIEHIIUEN K YBe-
JIMYEHUTO TOJIM TTALIMEHTOB C TTOJIOXKUTEILHON TMHAMMKON
(ymeHbIIeHHeM ob11iero 6ajuia no mkajie CABI-DSM—IV
Gostee yeM Ha 25 %) K OKOHYAaHUIO 3-TO U 4-TO MECSIIIEB
Tepanuu:. OTBET Ha TePaNuio ObLI ITOCTUTHYT y 66,7
1 68,9 % nalueHTOB COOTBETCTBEHHO, TOTIA KaK B TPYII-
Ie 11ane6o — ToabKo y 52,3 1 61,4 %. Takxke 1pu Jie4eHUU
TperrapaToM TOITAHTEHOBOM KMCIOTHI CTATUCTUYECKY 3HA-
YUMO CHMXKAJIACh TSKECTh 3a00J1€BaHUS T10 LIKaJe 0011e-
IO KJIMHWUYECKOTO BITEYATICHUS IO CPABHEHMIO C IIAIIC00.
Yepes 4 Mec Tepanuu 1o CpaBHEHMIO C TUIaIe0o Ipernapar
TOMAaHTEHOBOM KMCIOTH 3HAYMMO YMEHBIIIAT BhIpaXKeH-
HOCTh (DYHKIIMOHAIBHBIX HAPYILIEHU 110 4 13 6 pa3neioB
mkaiasl WFIRS-P: «Cembst», «Yueba u mkomna», «Camo-
olieHKa pebeHKka» u «IloBemeHue, cONMpsKeHHOE ¢ pUC-
koM». Takke Ha (poHe TIpremMa IpenapaTa romaHTeHOBOM
KHCJIOTBI OTMeuUeHo ynydiieHnue y aereii ¢ CIIBI mokasa-
TeJeW MOANECPXKUBAEMOTO BHUMAaHUS B KOPPEKTYPHOU
mpo6e (KaYeCTBO M CKOPOCTh BHITIOJTHEHNSI) B CPAaBHEHUU
C TU1a1eoo.

ITpu 3TOM TIpenapaT uMeJI 0JIATONIPUSITHBINA TTPOG UL
06€30IMaCHOCTH U HE OTJIMYaJICs OT I1aledo Mo 4yacToTe
HeXenaTeabHBIX aBineHuii [17, 18].

CyIecTBYIOT TOKAa3aTe/IbCTBA YCIICIITHOTO IIPUMEHE-
HUSI TOITAHTEHOBOM KMCIIOTBI B COYETAHMH C aTOMOKCETH-
HoM 1ipu CJIBI'y meteit naxke B Tex clrydasix, KOrjga aTOMOK-
CEeTUH B MOHOTEpAIUU ObLI HETOCTATOYHO 3(P(HEKTUBEH.

T.A. KynpustHoBa 1 coaBT. (2017) nzyvyanu a3heKTuB-
HOCTB IIpenapara rolaHTeHOBOM KMCJIOTHI B IOIIOJHATEIbHOM
tepanuu CIABI (mo MexnyHaponHoit knaccudukanumu
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oonesneit 10-ro mepecmorpa (MKbB-10) pyopuka F90.1)
y IeTell mpu HemZOCTaTOYHOM 3(D(HEKTUBHOCTU TepaIlnu
aTOMOKCETUHOM. ABTODPBI IIPOBEIN OTKPHITOE IIJIOTHOE
HepaHIOMU3UPOBAHHOE MCCIICIOBaHUE C yIacTheM 24 ne-
Teit (16 MaJIbYMKOB U 8 1eBOUYeK) B Bo3pacTe oT 6 1o 11 jiet
(cpemumii Bo3pact — 9,2 + 2,8 roma) ¢ CIBI, 18 u3 xoro-
PBIX HAXOAWIMCH Ha aMOyJIaTOPHOM JIeYeHUU, 6 — B CTa-
mroHape. CpenHsIsI IUINTEIbHOCTD 3a00JICBAaHUS COCTABH -
ma 3,1 £ 1,8 roga. B ncciaenoBanue ObIIM BKIIIOYEHBI IETH
¢ CIBI, y KOTOpBIX OTMEYEH HEAOCTATOIHBIN 3(pPeKT
OT MPEbIAYIIEi Tepaly aTOMOKCETMHOM B aIeKBaTHBIX
Jo3ax B TeueHre He MeHee 3 Mec. OnieHKa a(pdeKTuBHOCTA
IIPOBOAWIACH C MCITOJIb30BAHMEM IIIKAJIbI OOIIIEeTO KIIMHK-
yeckoro BreyaieHus (CGI) 1 amanTrupoBaHHBIX IETCKIX
IIKaJI OLIEHKM collnanbHoro pyHkuuonuposanusgs CGAS
n CHIP-CE. I1pu gonoiHUTEeIbHOM BBEICHUY TTpernapa-
Ta FOIMAHTEHOBOM KHCJIOTHI B COUETAHNN C aTOMOKCETUHOM
OTMEYEHO 3HAYMMOE YMEHBIIICHIE CUMIITOMOB TUTICPaK-
TUBHOCTH Y TIOBHIIIICHUE YPOBHS COIIMAIBHOTO (DYHKIIM-
OHHMpPOBaHUS M KadyecTBa xXu3HU. Eciau nmpu HavaabHO
ouenke CJIBI mo kputepusm MKB-10 BeipaxkeHHOCTb
KIIMHUYECKUX MTPOSIBIIEHUI COCTaBJIsia B cpeqHeM 24,0 +
3,6 Gasuta, To yepe3 1 Mec Tepanuy 3TOT ITOKa3aresb CO-
crasun 18,0 £ 3,1 6amia, a K KoHIy 2-ro Mecsa — 15,0 £
2,9 6awta. YpoBeHb COLIMAIBbHOTO (DYHKIIMOHMUPOBAHUS
no mkane CGAS 1mpy HaYaIbHOM OlIeHKe cocTaBua 41,2 +
3,2 0anna, yepe3 1 mec Tepanuu — 50,5 + 3,1, a K KOHIY
2-ro Mecsua — 54,7 + 2,8 6amna. Ouenka no mkaine CGI
Ha Ha4yaJIbHOM 3Tarie cocTaBuia B cpeaHeM 3,8 £ 1,09 6an-
Ja, YTO CYMTAIM PACCTPOMCTBOM YMEPEHHOM BBIPAXKEH-
HocTtu. Yepes 1 Mec olleHKa B cpeaHeM cocTaBwia 2,5 +
0,17 6ayra, a yepes 2 mec — 1,9 =+ 0,15, ipu 3TOM 3HAYM-
TeJIbHOE YiydllieHue ObLIO oTMedueHo rmoutu y 70 % nerei,
MEeHee BbIpaxKeHHOE yiydlleHue — y 25 %, u3MeHeHUit
He oTMevasnoch y 5 % nmereit. K HMM, Kak MpaBUIO, OTHO-
CWJINCH IeTH OoJiee cTapiiero Bo3pacta, 10—11 iet, Haxo-
ngimecs Ha craimoHapHoM JiedeHun. CIBIT y Hux coue-
TaJICSI C BEIPaKEHHBIMU KOMOPOUIHBIMU PACcCTPOMCTBAMU
(acpdexTrBHBIC, TPEBOXHBIE, TUKM U T.11.). KpoMe ToroO,
HapylIeHUs TTOBEACHMS ¥ 3TUX IeTeil ObLIM O0jiee BBI-
paxkeHHBIMU U PE3UCTEHTHBIMM K Tepanuu. Ilo mikane
CHIP-CE naub6oee cylieCTBEHHBIC TTOJIOXKUTEIbHBIC M3-
MEHEHUsI OTMEUEHBI B IOMEHAX «IOCTVKEHUST» (LLIKOJIbHASI
ycreBaeMocTh) — ot 23,6 £ 4,2 1o 34,7 + 3,8 6anna, «u3-
Geranue pucka» — 26,8 + 2,9 no 37,8 + 5,1 6ayuta. MeHee
BBIpaXKCHHBIC U3MEHEHMSI IIPOM30IIIIN B IOMEHAX «COIPO-
TUBJISIEMOCTh» («BOBJICYCHHOCTh CEMbH») — OT 22,7 £ 5,4
110 26,9 £ 3,6 6amta, «koMpopT» (3MOLIMOHATLHBIN KOM-
dopt) — ot 21,8 = 7,8 mo 27,4 £ 2,7 6anna, «yoIoBIETBO-
PEHHOCTB» — OT 24,5 + 8,3 10 29,8 * 5,2 6ayta. Tem He Me-
Hee MOJIOKUTEIbHbIC U3BMEHEHUS OBUTM OTMEUEHBI U B 3TUX
moMmeHax. KadecTBeHHBIE M3MEHEHMS, Kacalolluecs
HE TOJIbKO TOCTHKEHHUSI KOHTPOJIS Hal CUMITOMAaMH,
HO U TOBBIIICHUS YPOBHS COIMAIBHOTO (PYHKIIMOHUPO-
BaHMS M KaueCcTBa KU3HU JIeTel, MOKa3bIBalOT 3 (HEKTUB-

HOCTb TOITAHTCHOBOM KMCJIOTHI Y JAHHOM KaTErOpuM mna-
LeHToB [22].

D ¢eKTHBHOCTH rONAHTEHOBOI KHUCJIOTHI B JTATEIbHOI
tepamuu CJIBI. Cummrombr CABI TpeOyoT IpomomKm-
TeapHOrO JeueHus. 1o muenmnio H.H. 3aBameHKo 1 coaBT.
(2018), neuenne CJIBI mosmkHO OBITHP KOMIUIEKCHBIM,
BKJIIOYATh KaK MEIMKAMEHTO3HOE JICUCHNE, TaK U Pa3Ind-
HbIE BUOBI IIOBEACHYECKOM, ITeNaroTu4eCKO U HEUPO-
TICUXOJOTMYECKON KOPPEKLIMU, CEMEMHYIO ICUXOTEPAIINIO.
OmnnoBpemenHo yiedeHne CIBI 1o/KHO OBITH TOCTATOY-
HO IIPOIOJDKUTEILHBIM M, B COOTBETCTBUH C COBPEMEHHOI
KOHIICTIIIMEN pacIIMPEHHOTO TeParieBTUICCKOIO MOIX0a,
OPUEHTUPOBAHHBIM HE TOJBKO Ha PEIYKIINIO OCHOBHBIX
cumnitomoB CIIBI, Ho Takske Ha TIpeooieHre HapyleHUi
(YHKLIMOHUPOBAHMS B pa3HbIX cpepax XXKM3HU MalMeHTa,
VIIy4dIlIeHHE eTo aganTallMOHHBIX BO3MOXHOCTEH 1 TTOKa-
3aTeneit KayecTna xu3Hu [18]. Kak mokasano obciaenona-
Hue rpyrmnsl aeteit ¢ C/IBI, Bo BpeMs JUIMTENbHBIX KYpPCOB
JIEYEHUS TOMAHTEHOBOM KMCJIOTOMW IS MPEONOJICHUS
HE TOJIbKO OCHOBHBIX CUMIITOMOB, HO ¥l HAPYIIICHMIA aar-
Tallu{d U COLIMATBLHO-TICUXOJIOTMIECKOTo (YHKIIMOHUPO-
BaHUS (YIYYIICHUSI CAMOOLICHKHU, OOIIEHUSI C OKPYKalo-
IIMMU U COLIMATIbHOM aKTUBHOCTU) HEOOXOIUMBI CPOKU
JleyeHust He meHee 4—6 mec [13]. Takum oOpas3om, Jiekap-
ctBeHHy1o Tepanuio CIBI uenecoobpa3Ho miaHupoBaTh
Ha HECKOJIBKO MECSIIEB BILIOTH IO IPOIOJLKUTEIbHOCTH
Bcero yuyeoHoro roga [18]. DTo cBg3aHO ¢ TeM, 4TO, B OT-
JIM4KEe OT perpecca oCHOBHBIX cumIrroMoB C/IBI, mist mipe-
OIOJICHUST HAapyIIeHNI afalnTallii U COLMATbHO-TICUX0-
JIOTUYECKOT0 (DYHKIIMOHUPOBAHUS HEOOXOIUMEI OoJiee
IMPOIOJDKUTEIBHBIC CPOKHY TEPAITMH. 3HAYNMOE YIydIlIeHIE
CaMOOIICHKHU, OOIIIEHMSI C OKPYKAIOIIMMHU 1 COIIMATBHOMN
aKTUBHOCTU HAOIIOMAIOCH Yyepe3 4 Mec, YIIydllleHue 1o-
KazaTesiel moBeAeHUsl U yueObl B 1IKOJIe, 0a30BbIX X13-
HEHHBIX HaBBIKOB HapSIAy C CYIIECTBEHHBIM perpeccoM
IOBEICHNSI, COIPSKEHHOTO C PUCKOM, — 4epe3 6 Mec Ipu-
MEHEHMSI IpeTiapaTa rolaHTeHOBOM KUCIOTHI [18].

ITo manneiM H.H. 3aBagenko n H.}O. CyBopuHOBa
(2011), rormaHTeHOBAsI KMCJIOTA MOXKET YCIICIITHO ITPUME-
HAThCA B mymmteabHolt Teparuu CJIBI. I1pu aToM moso-
XKUTETbHBII 3(P(PEKT rormaHTeHOBOM KMUCIOTHI HA OCHOB-
Hele cumnrTombl CJBIT mocturancsa yepe3 2 wMec,
U TIOJIOKUTEJbHOE MECHCTBHE MPOIOIKAIO YCUIUBATHCS
yepes 4—6 mec aedyeHus [16].

D¢ ¢eKTUBHOCTH TONAHTEHOBOIT KMCJIOTHI B KOPPEKIUH
KOTHHTHBHBIX HapylieHmii y aereii. B omHOM M3 mepBBIX
HCCIICAOBAHUN B KIIMHUYIECKOM ITPAaKTUKE, TTOCBSIIIICHHBIX
KOPPEKIINY KOTHUTUBHBIX HAPYIICHU pa3TndHOMN 3THO-
JIOTMM Yy NETEM ¢ IMOMOIIBIO IIpeliapaTa rOIIaHTEHOBOM
kuciaotel, O.W. MacnoBa u coaBrt. (2004) uzyuanu a¢dek-
TUBHOCTb IIPUMEHEHUS TOITAHTEHOBO KHUCIIOTH B (hopMe
cHpoIIa B JeueHUN 59 meteit B Bo3pacrte 7—8 JIeT ¢ pa3iand-
HBIMU ITaTOJIOTUYECKUMU COCTOSTHUSIMU, COTIPOBOXKIAI0-
MUMUCS QYHKIIMOHATBHBIMI HapYIICHUSIMA KOTHUTUB-
HbIX ¢yHKIMA [25]. B nccinenmoBanme ObLIM BKIIIOYEHBI
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netu ¢ uedanrueit, CIBI, BeretococyamcToii IMCTOHUEH,
HEBPOTUYCCKUMHU PEAKIIUSIMH, TIPOSIBIICHUSIMU aCTCHUYE-
CKOTO CHHApPOMa Ha (hOHE BBICOKMX HArpy30K B IIIKOJIE.
Cupon ronaHTeHOBOM KHMCJIOTHI ObLT Ha3HAYeH B 103¢
30—50 Mr/Kr/cyT mwist 2-KpaTHOTO OpaJbHOTO IIpHUeMa,
yTpoM U JHeM, nociie ennl. [IpoBoauiocs obclienoBaHue
C UCIIOJIb30BAHUEM TECTOBOM KOMITBIOTEPHOU CUCTEMBI
«[Icuxomaty», IMpoaHATU3UPOBAHBI 0A30BBIC MapaMeTPhI
KOTHUTUBHBIX (DYHKIINI IO 1 TTOCTIE Kypca JICUeHUs Ipe-
ITapaToOM I'OITAHTeHOBOM KUCIOTHL. [IpomeMoHCTprpOBaHO
JIOCTOBEPHO 3HAYMMOE TTOJIOKUTEIbHOE BIUSHHE IIperia-
paTa Ha uM3ydJaeMble MoKazaTeaqu. B ToM umcie y mereit
¢ CIIBI Ha ¢oHe TIpreMa crporia TOMaHTEHOBOM KUCIIOThI
yaydniich: Ha 10—45 % — rokasarteiy IICMXOMOTOPHOM
IEeSITeIBHOCTH U 3pUTEIbHO-MOTOPHOM KOOPIMHAIINY,
Ha 20—40 % — noka3are/iu KpaTKOBPEMEHHOI 3pUTEIbHOM
mamatu; Ha 30 % — mokasarte/u pacipenesieHus 1 mepe-
KJTI0YCHMSI BHUMaHUs — 0a30BOM (PYHKIIMKM aHAJIUTHUKO-
CHUHTETUYECKHX IIpOIleccoB. B IenoMm, mcciaegoBaHme
0O.U. Macnosoii u coast. [2004] TpoaeMOHCTPUPOBAIIO
3(OEKTUBHOCTD TOMAHTEHOBOM KUCIOTHI B KOPPEKIIUU
KOTHUTUBHBIX HapymeHuit y aeteit ¢ CIIBI, c acteHOHEB-
POTUYECKUM CHHAPOMOM M IIepeOpacTCHUICCKUM CHH-
JIPOMOM BCJIEACTBUE YEPEITHO-MO3TOBOI TpaBMHI [25].

B nanbHeiiem ObuT MPOBEAECH LEAbIA Psi UCCIIeN0-
BaHMI, BBIIIOJTHEHHBIX Ha PEIIPe3¢HTATUBHBIX KOHTUH-
TeHTaxX IMallMeHTOB B PAa3IMYHBIX KJIMHUKAX, KOTOPEIE
moaTBe paia 3G (GEKTUBHOCTH IIpeIiapaTa roaHTeHOBOM
KHCJIOTHI B KOPPEKIIUY KOTHUTUBHBIX (DYHKIIMI IIPH pa3-
JIMYHBIX nartoJiorusix y aeteil. JI.M. Ky3eHkoBa 1 COaBT.
(2007, 2008) mpomemoHCTpUpOBaIn 3¢ GEKTUBHOCTD TO-
IMTAHTEHOBOU KHUCIIOTHI B KOPPEKIIMU KOTHUTUBHBIX HApy-
LIeHWI nmanueHToB ¢ 3Hype3oM [21], A.}O. TomuiaoBa
u coaBT. (2007) — mpu amneprudyeckoM punHute [37],
a C.B. bankanckas u coast. (2008) — B KOMIUIEKCHOI
TepaIy polaHANIecKoi smurerncuu [2—4]. [1o MEeHMIO
0.U. Macnosoii (2006), npenapart rornaHTeHOBOM KUCJI0-
ThI BBICOKO 3 (EKTUBEH [JisI KOPPEKIINU PacCTPOICTB
ITO3HABATEILHOM ChEpHl Y AeTei ITPY MOBBIIICHHBIX y4e0-
HBIX Harpy3Kax B Iepuoj yuedbHoro roja [24].

[IpoBomunnuche MUCCAeTOBAHUS, IOATBEPKIAOIINE
VIIy4IlieHrEe BOCCTAHOBJICHMSI ITOC/IE OIIEPAaTUBHOTO JIeUe-
HUS Ha (OHE NMPUMEHEHUS] TONAHTEHOBON KHCIOTHI
y B3pocibix 1 geteit [27, 29]. M.B. I1anTeneeBa 1 COaBT.
(2017) otmevaroT 3(pHeKTUBHOCTH ITperapaTa roaHTeHO-
BOM KMCJIOTBI B KOPPEKIIMU IIOCICOIIEPAlMOHHON KOTHU -
TUBHO qycyHKUMU y AeTeit. [To MHeHMIO aBTOPOB, Ipe-
maparT TONAaHTEHOBON KHCJIOTHI B OTHX CIydJasix
11eJ1Iecoo0pa3Ho BBOAUTH B 103€ 40 Mr/Kr/CyT B TeUeHUE
1 Mec rtocie onepauuu [29].

D GeKTUBHOCTD rONAHTEHOBOI KHCJIOTHI PH 3a/1epIKKe
pedeBoOro W mcuxmdeckoro paspurus y aereit. H.H. 3a-
BaneHko 1 E.B. Kosnosa (2013) npoBean KOMIUIEKCHOE
obcnenoBanue 50 meTeit oT 3 10 S5 JIET ¢ paccTpOCTBOM
pa3putusa 3kcrnpeccuBHoi peun (F80.1 mo MKBbB-10)

1 KapTUHOM OOIIIEro HeAOpa3BUTHS peul 1—2-To ypOBHEIA.
B paMKax OTKPBITOIO KOHTPOJIMPYEMOIO MCCICI0BAHNS
JIeTH ¢ aucdasneit pa3BUTHS ObUIM pacTIpeaeieHbl B 2 TPYII-
ITbI, KOTOPBIE HAXOAWINCH MO HAOMIOIeHIEM B TEUCHIE
2 mec: 1-a rpyrma — 30 gereii (25 MaTbYMKOB, 5 TEBOYCK),
TTOJTy9aBILIHX ITperiapaT rOIMaHTeHOBOM KMCIIOTHI; 2-51 (KOHT-
pospHas) rpyrma — 20 meteit (15 MaaTbInKoOB, S IEBOYCK),
He TTOJIyJaBIINX MeAUKaMeHTO3HOM Tepanun. [Ipemapar
TOMMaHTEHOBOI KUCJIOTHI OBLI Ha3HAYeH B (DopMe cupoma
B cyrouHoit mo3e 500—600 mr (30—35 Mr/kr) B TeueHUe
IBYX MECSIIEB B peXUME MOHOTepaluu B 2 IpueMa —
yTpoM (TIocjie 3aBTpaka) M mHeM (Iocjie THEBHOIO CHa
U TTOJITHUKA). JIJIsT CHUZKEHMST BEPOSITHOCTU BOZHUKHOBE-
HUS MOOOYHBIX 3P (PEKTOB MPOBOAUIN MOCTEIIEHHOE Ha-
paluMBaHue 10361 B repBbie 7—10 nHeit mpuema. [{o Hava-
J1a Kypca jedenust (aedb 0) u B KOHIE Kypca (aeHb 60)
JIeTU ¢ arcda3reil IpoXoaUaId HEBPOJIOTUIECKOE U TICH-
X0JIOTrO-JIororeanyeckoe oocaenosanue. B rpynmne namu-
€HTOB, TTOJIYYUBIIINX KypC JISICHHSI ITpeIrapaToM IOITaHTe-
HOBOI KHMCJIOTBI, TOCTUTHYTO ITOCTOBEPHOE YIyJIIIeHUE
I10 BCEM MCCJICAYEMBIM IIKaJIaM: SKCIIPECCUBHAS, MMIIPEC-
CHBHas pedyb U peuyeBoe BHMMaHue. B oTuyne or KOHT-
POJIBHOM TPYIIIIbI y IE€TEH, ITOJIyJ4aBILIMX IIpenapar roraHTe-
HOBOI KHCJIOTBI, OBUIO OTMEUYEHO TOCTOBEPHOE YIIyUIlICHIE
BCEX aHAJIM3UPOBABIIMXCS ITOKa3aTeseil: HabIoaaIoch
3HAYUTEJIbHOE YBEJIMUYCHHUE JHCIa IIPOU3HOCHMEBIX CIOB
(aKTMBHOTO CJIOBapsI), CPEIHETO M MAKCUMAJIBHOTO YMCa
CJIOTOB B IIPOM3HOCHMBIX CI0BaX, KOJIMYECTBa (hpas B paz-
TOBOPHOI peun, CpeaHEro 1 MaKCUMAaJIbHOIO YKCIIa CJIOB
BO (pazax. B KOHTPOJBHOII TpyIIne ObUIO OTMEYEHO JIUIID
HapacTaHHe 0o0beMa aKTHBHOTO CJIOBapsl U KOJWYECTBA
¢pa3. OgHaKO BO BpeMsI JICUCHUS IIperapaToM rofaHTe-
HOBO# KHCJIOTBI 3TU MOKA3aTe/IM YBEIUIMICH 00JIee YeM
B 3 pa3a, a B KOHTPOJIbHOI TpyIIie — TOJbKO B 1,5 pa3a.
[MomyyeHHBIEC Pe3yIBTaThI, IO MHEHUIO aBTOPOB HCCIIEIO-
BaHUSI, TTO3BOJISIIOT CIEIaTh BBIBOI O 3HAYMTEIBHOM I10-
JIOXXUTEJIEHOM BIMSTHUY HOOTPOITHBIX IPEITapaToB rOMMaH-
TEHOBOI KMCJIOTBI Ha COCTOSTHUE pevH IeTeii ¢ nucdasneit
pPa3BUTHS IIPU O0IIIEM HEIOPAa3BUTUU peur 1—2-ro ypoB-
Helt. Kak rmokasajno aHKeTMpOBaHUe POAUTEIei MalieHTOB,
Ha (hOHE JICYCHUS TIPEIIapaToM I'OIMaHTEHOBOI KMCIOTHI
OTMEYEHO JOCTOBEPHOE YMECHBIIECHHE BBIPAXKECHHOCTHU
1epeOpacTeHNIECKUX CUMIITOMOB (YTOMJISIEMOCTH, 3MO-
LIMOHAJIbHOM HEYCTOMYMBOCTH, IJIAKCUBOCTHU, ILJIOXOTO
armeTuTa, FOJIOBHBIX OOJIEN, TPYIHOCTEN 3achimaHus, bec-
IMOKOMHOTO MOBEPXHOCTHOTO CHA), IICUXOCOMATHYECKIX
HapyIleHu# (0eCIpUIMHHBIX 00JIeii B XMBOTE M IPYTUX
YacTAXx Teja, d9Hype3a, MapacOMHMIA), TBUTATEIbHOI He-
JIOBKOCTH ¥ TPYIHOCTEH MeIKO MoTopuKu. OmHOBpE-
MEHHO YIy4IIaINCh XapaKTepUCTUKY BHUMAaHYSI, HA0JI0-
JIAJICS perpecc TUIEePaKTUBHOCTH, SMOILIMOHAIbHO-BOJIC-
BBIX HapylIeHWU (IIOBEICHUSI, HE COOTBETCTBYIOIIETO
BO3pAaCTy, CTECHUTEIBHOCTH, OOS3HU HE MOHPABUTHCS
OKPY>KaIOILINM, YPE3MEPHOM OOMAYUBOCTH, HEBO3MOXHO-
CTH TIOCTOSTH 3a Ce0sI, ONIYIIEHUS ce0I HeCUaCTHBIM),
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IIpo0JIeM TOBEIEHMSI, arPECCUBHOCTH 1 OIMIO3UIIMOHHOTO
noBeaeHus. HanmpoTtus, B KOHTPOJIbHOM rpymre HabI0-
JIaJIOCh JINIIh HEKOTOPOE YMEHBIICHHUE IICMXOCOMAaTHIE-
CKUX HapyIlIeHUI 1 TpeBOXHOCTU. TakK KaK y AeTeid ¢ 1uc-
dasmeil pa3BUTHUS HEPEOKO BCTPEUYAIOTCS HapyIIeHHE
MEJIKOIf MOTOPMKM, HEYKITIOXKECTh, HEJIOBKOCTD, TIOXAsI
KOOPIWHALIMS IBUKCHUI, aBTOPHI BKIIIOYATIN METOINKHI
HCCIICIOBAHMYS IBUTATEIbHOM Chephl ¢ 0aTbHOM OLIEHKOM
BBITTOTHEHYSI 3aJaHIIA Ha XOIBOY 110 JIMHUN, YISPXKIBAHLC
paBHOBECHS, YPOBEHBb (DOPMUPOBAHMSI MOTOPHBIX HABBHIKOB
(TIppIKKM, UTpa ¢ MssyoM). TTosrydeHHbIe JaHHBIE COBITA-
A C pe3yJibTaTaMy aHKETUPOBAaHUS POIUTEIICH TallM-
€HTOB M YKa3bIBaJIX Ha ITOJIOXUTEIIFHOE BIMSIHUE TIpeITa-
paTa romaHTEHOBOM KMCJIOTHI Ha ABUTATEIBbHYIO cepy
nereit ¢ nucdasneii pa3BUTUS, KOOPAUHAIIAIO TBIKEHUST
1 (hopMUpOBaHNE MOTOPHBIX HABHIKOB.

ABTOpPBI OTMETIJIM HU3KYIO YaCTOTY M HE3HAYUTEIb-
HYIO BBIPaXK€HHOCTh ITOOOYHBIX 3((HEKTOB Mperapara ro-
MaHTEHOBOI KUCJIOTHI [14].

D¢ deKTHBHOCTh TONAHTEHOBO#T KHCJIOTHI B KOPPEKIHN
peyeBbIX HAPYIIEHMIi B COYETAHUH C dnuiaenTugopmMHoii ak-
THBHOCTBIO 110 Mopdosormu DI/ mo nanasmv DIy nereii.
H.H. 3aBagenko u coabT. (2014) paccMaTpuBaIi BO3MOX-
HOCTU TEPANEBTUYECKOM KOPPEKLMHU HAPYILICHUN pedr
B couetannu ¢ JADI1JI mo manueiM DDy neTeii. ABTOpHI
CIeNany aKIIeHT Ha KaTerOPHUIO MALIMEHTOB JETCKOTO BO3-
pacTa, IMEIOIINX CIIen(IIeCKIe pacCTPOICTBA pa3BUTHS
peun win nucdasnio pa3BuTus. [1py TaHHBIX HApYIIEHN-
SIX pedb CTPagacT yKe Ha paHHMX 3TaIlax pa3BUTHSI peOeH-
Ka 0e3 MpeAIIeCTBOBABIIETO IIeproaa HOPMAJIbHOIO pa3-
BUTHUS, M UX PACIIPOCTPAHEHHOCTD B ICTCKOM ITOITYJISIIINHI
npocturaeT 5—10 %. Y nauueHToB ¢ qucdasueii pa3BUTHS
OIMMCAHBI SMIWICTITUMOPMHBIC U3MEHEHMS 110 TaHHBIM
D3I, B ToM ynciie Tak Ha3bpiBaeMbie JDT1, yTo HaXoaUT
00BbsSICHeHNE B KOHLICTIIIH BPOXKIECHHOTO HAPYIIIEHHS CO-
3peBaHUs rOJIOBHOro Mo3ra, paspadboraHHoit H. Doose
1 coaBT. CorjlacHO 3TOI KOHLIENLMHU, Y HEKOTOPbIX Nalu-
€HTOB NUMEETCSI TEHETUIECKH AeTepPMUHIUPOBAHHOE Hapy-
IIEHKE CO3PEeBaHMsI TOJIOBHOTO MO3Ia BO BHYTPUYTPOOHOM
Ieproe, KOTOPOE SIBISICTCSI IPUIMHOM KOMILIEKCa ITaTo-
JIOTUYECKUX COCTOSTHHMI: SIMIICIITUICCKUX ITPHUCTYIIOB,
natrepHoB 1o Tury ADT1/] mo nanusiM OOI u HapyteHuit
Pa3BUTHS, B YACTHOCTHU IMCHa3n U ayTUCTUIECKUX pac-
crpoiicts. [1ossBaeHue mo naHHbM D3I armtenTudopM-
HoI akTuBHOCTH 1o Tuny JADT1 Habmomaercs, Kak 1mpa-
BUJIO, B Bo3pacte oT 3 10 6 jnert. I1pu nposenenun DOI
nnu DB -monuropupoBanusg C. Duvelleroy-Hommet
u coast. (1995) BuisBuu DIy 38 % u3 24 neteii ¢ nuc-
(dazueit pasButusa, A. Picard (1998) — y 50 % u3 52,
L. Neuschlova u coast. (2007) —y 39 % u3 28 malLiueHTOB.
ITo muenuto H.H. 3aBagenko u coast. (2014), mis mpeo-
IIOJIEHUSI peueBbIX HApYIICHUI AeTsIM ¢ nucda3ueii pas-
BUTHS ITOKa3aHa KOMILUIEKCHAs Tepamnusi Hapsiay C JIOTO-
NEeINYECKOU U IICUXOJIOT0-IIE€AarorndeCKom KOPPEKIUEH,
BKJTIOUAIOINAsT IIOBTOPHBIE KYyPCHI IIPEIIapaToB HOOTPOII-

Horo psina. [Ipu couetanuu aucdasuu pa3BuTHs ¢ cyo-
KIIMHUYECKOM SMIenTU(OPMHOM aKTUBHOCTBIO T10 JTaH-
HbeIM DI ciemyeT OTIaBaTh MPEANOYTEHIE HOOTPOITHBIM
IperaparaM, KOTOpPbIe He BRI3BIBAIOT HApaCTaHUS MHACK-
ca snuIenTU(hOPMHOI aKTUBHOCTH. TaKUM JIeKapCTBEH-
HBIM CPEICTBOM SIBJISIETCS TOIIAaHTEHOBASI KMCJIOTA, IT0JI0-
KUTEJIbHOE NEeHCTBUE ITOTO Iperapara IMOATBEePKICHO
HE TOJIPKO pH AucGa3ny pa3BUTHUA y AeTeli, HO U B Tepa-
MUY PEYCBbIX, KOTHUTUBHBIX U ITOBEICHICCKUX HAPYIIIe-
HUI B Ipylle MNallMeHTOB C SMWICIICHUEN B BO3pacTe
3—4 neT, cpeay KOTOPBIX HU B OMHOM CJIydae He OBbLIO 3a-
(GUKCHUPOBAaHO OTPULIATSILHON AMHAMUKM 110 JaHHBIM
B9I'[10, 11, 12, 14].

D¢ PeKTHBHOCTD rONAHTEHOBOI KHCJIOTHI B JIeYeHUH
acTeHMYeCcKoro cuHapoma y aereid. [IpemapaThl romaHTe-
HOBOM KHCJIOTBI MOTYT OBITh 3(DDEKTUBHEI B JICUCHUH
aCTEeHUYECKOIro CMHApOMa Y B3pOoCIbIx 1 aeteit [20, 24, 38].

B onnoii u3 6oee panHux pabot O.M. MacnoBoit
(2006) mpemnapaT romaHTEHOBOI KUCJIOThI ObLI BEICOKO
3¢ GeKTUBEH WUIsT KOPPEKIIUK PACCTPOMCTB MO3HABATEIb-
HOI1 c(pepbl y IeTeii MPU MOBBIIIEHHBIX Y4eOHBIX Harpy3Kax
B epuoj yaueoHoro roaa [24].

[lo maHHBIM HEZABHO IIPOBEACHHOIO MCCJICIOBAHMS
JI.C. Yytko u coaBT. (2018), 3T maHHBIC ITOATBEPXKIAIOT-
cs1. ABTOpHI M3y4ajiu IPUMEHEHNE TOITaHTEeHOBOM KMCIO0-
THI B JIEYEHUU aCTEHUUECKOTo CMHAPOoMa ((DYyHKIIMOHATb-
HOM acCTCeHHWH, IOBHIIICHHONW YTOMJISEMOCTH) y HeTeit
MJIQIIIIETO LIKOJIBHOTO Bo3pacTta. B ucciienoBaHue ObL10
BKJIIoUeHO 50 meTeit B Bo3pacTe oT 7 10 9 J1eT ¢ (hyHKIINO-
HaJllbHOM acteHueil. KOHTpoJIbHYIO TPYIITy COCTaBUIU
30 3mopoBBIX AeTelt B Bo3pacte 7—9 jet. Jletu ucciemyemMoit
TPYIIIBL IPUHUMAJH TIpernapaT ToNaHTeHOBOM KHMCIOTHI
B mo3e 750 mr/cyT B TeueHue 4 Hen. 7151 OLIEHKY TUHAMM-
KA OCHOBHBIX CUMIITOMOB IPUMEHSIIUCH CYObEKTUBHAS
mkaia oreHky acteHnu (MFI-20), Bu3yanbHast aHaIOro-
Bast mikana (10-0ayIbHBIM BapuaHT), ICUXO(PU3UOIOTH-
yeckuii TecT TOVA. Pe3ynbraThl McClieOBaHNS TTOKA3aIN
BBICOKYIO 3(p(PeKTHBHOCTb rOMAaHTEHOBOM KMCIIOTHI (YIIyd-
1IeHKe ObUIO MojiydeHo B 72 % ciy4daeB). I1ociie eyeHust
JIOCTOBEPHO CHIMKAJIach aCTCHWYECKasl CUMIITOMAaTHKa,
OTMEYAJIOChH YIYIIIeHe BHUMAHUS M BPEMEHH PEaKIINH.
HexenaTtenpHbie SIBICHUS (TUTIEPBO30YINMOCTD, TPYIHO-
CTH TIpM 3aChIllaHNM) Ha (pOHE IIpHeMa TOIMMaHTEHOBOM
KUCJIOThI OTMeYaInch B 3 (6 %) ciydasix, HOCUIA yMepEeH-
HBII XapakTep, HE CTAIX IIPUYMHOM OTKa3a OT JaJIbHEeli-
IIei Tepanyy U TMPOILIN ITOCJIe OKOHYAHUS JIe4eOHOTO
Kypca. ABTOPHI CIEJIaJI BEIBOI O TOM, YTO TOITAHTEHOBAS
KHUCJIOTa IBIIsIETCS 3(P(EKTUBHBIM CPEACTBOM IS JICUSHUS
(GYHKIIMOHATLHOM acTeHUN y aeTeii [38].

[To MHEHMIO HCCenOBaTeNeiH, IIperapaT rOaHTeHO-
BOI KMCJIOTHI MOXET IMIPUMEHSTHCS B IMPODMIaKTUIECKOM
MeIWIIMHE, B KaueCcTBe npenapara ajist npoguiakTuku gop-
MupoBaHus HeBpoTHYecKHX paccrpoiicts. H. K. Cyxornna
1 coaBT. (2004) mpoBomIIN UCCICTOBAHMS C YIACTHEM JIe-
Tel, TIPENCTABISIONINX TPYITITY PHCKa IT0 (DOPMHUPOBAHHIO
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pPacCcTPOMCTB HEBPOTUYECKOTO Kpyra. ABTOPHI BBISIBIIIU
CHIDKCHUE YPOBHS CUTYaTUBHOM TPEBOKHOCTHU, OCOOCHHO
IIPOSIBJISIBIICICS. B CUTYallUM OLICHKY WX KOMIIETECHIINH,
OBLIIO MMOKA3aHO YMEHbIIIEHWE 3MOLIMOHAILHOM J1a0UIb-
HOCTH, OOMIYUBOCTH, pa3ApaKUTeIbHOCTHU AeTelt, Ooyee
pOBHBIN (OH HacTpoeHus [34—36].

D¢ (PeKTHBHOCTD rONAHTEHOBOI KHCJIOTHI B JieYeHNH
Heiiponndexumii y nereii. H.B. Ckpurmaenko u coast. (2019)
OTMETUJIM XOPOIINii 3 (HEKT MpUMeHEHUS TONaHTeHOBOM
KHCJIOTHI B KOMILIEKCHOM Tepanuy KJICIIeBOro dHIeda-
JuTa y geteil. B coueTaHUM ¢ 3TUOTPOITHOM Teparueit
MMAIIEeHTHI BCEX TPYII ITOTyJYaIv FOIIaHTEHOBYIO KUCIIOTY
B COCTaBe HelipoMeTaboIMYecKOoil Teparuu, KoTopasl Tak-
Xe BKJTIouasia UTo(JIaB1H, X0JMHA alb(ocliepar, akTo-
BEeTMH, HelipoBuTaMUHBLI [30].

D¢ (PeKTHBHOCTD rONAHTEHOBOI KHCJIOTHI B JIeYeHNH
TaKOB y nmeteii. B.I1. 3pikoB oT™MeuaeT 3¢ (heKTUBHOCTD
TOTIAHTEHOBOM KMCJIOTHI B JICYCHUM TUKOB U CHMHIpPOMA
Typerra. [To MHeHMIO aBTOpa, y AeTeit B Bo3pacte 5—8 JieT
HavaJIbHYIO TepaIuIo 11eJIeco00pa3Ho HAYMHATh C TOTIaH-
TEHOBOI KHMCJIOTHI B 103¢ 50 MT/KT/CYT, ¢ 2-KpaTHBIM IIpH-
€MOM B CYTKM, KypcoM 4—6 Mec; mocie 1 Mec mpuema
HapsIIy C perpecCoOM TUKOB HAaOII0IAeTCs CHIDKEHHE YPOB-
HSI TPEBOXHOCTHU U TsikecTy nposisiaeHuii CIABI [19].

NMepexocumocmb

TomanTOoMUA B 11€JI0M OYEHBb XOPOIIIO IIEPEHOCUTCS 1,
KaK MpaBUJIO, MOOOUYHBIX 3((HEKTOB HE BBHI3LIBAET.

B uHCTpYKIIMM 110 TIPUMEHEHUIO YKa3aHbI BO3MOXKHBIE
o6o4YHbIe 3(PPHEKTHI CO CTOPOHBI HEPBHOM CUCTEMBI, KO-
TOpbIe BecTpedaloTcs odeHb peako (<1/10000, Bkirogast
OTIENIBHBIC CITydan): Ype3MepHOe BO3OYKICHE, TOJIOBHAS
00J1b, TOJIOBOKPYXEHHE, IITYM B TOJIOBE, BSUIOCTD, 3aTOP-
MOEHHOCTb, HApYIIIeHUs CHA, COHIMBOCTh. OMHAKO aHa-
JIN3 MHOTOYMCJICHHBIX MCCICIOBAHUN B KIMHUYECKOM
MpaKTHUKE TT0Ka3aJI, YTO ITOO0UHbBIe 3 PEKThI, TPEOYIOLINE
OTMEHBI IIperapaToB rOMAHTEeHOBOM KUCIOTHI, (DaKTHIe-
CKHM HE BCTPEUYAIOTCS B IIPAKTHKE Bpada MpH IIpHeMe To-
IMTAHTEHOBOU KMCJIOTHI B TEPAIIEBTUICCKUX 103aX.

[To MHEHMIO aBTOPOB, IOCTEIICHHOE HapallliBaHHe
O3Bl TIperapaTa roMaHTeHOBOM KMCJIOTHI B IIepBbIe 7—
10 mHeit JedeHUs MO3BOISICT CHU3UTD PUCK Pa3BUTHS O~
604YHBIX 3((PEKTOB IIpernapaTa ToNaHTeHOBOM KMCIIOTHI [ 14].

Kak moxazan oIbIT KIMHAYECKOI0 IMPUMEHEHMS,
IIpH TIpEeMe TOIMAaHTEHOBOM KMCIOTHI OTCYTCTBYIOT U30bI-
TOYHASI CTUMYJISIIVSI, YTHETeHUEe BHUMAHUSI, MUOpEJIaK-
canus, CHHAPOM OTMEHBI M TIPUBBIKAHWE. DTO MMO3BOJISICT
MIPUMEHSITh TOITAHTEHOBYIO KMCJIOTY JUINTEIbHBIMU Kypca-
MM Yy TIAIIMEHTOB C Pa3IMYHON COIMYTCTBYIOIIEH ITaTOJIOT -
eli, a TaKKe B pa3HbBIX BO3PACTHBIX I'PYIIIaX, BKIOUast KaKk
MaJIeHbKUX JeTe, TaK U MOXUIIBIX manueHTos [20, 28, 31].

BeszonacHocTh M XOpoliasi IepeHOCUMOCTD TOITaHTEe-
HOBOW KUCJIOTHI Y JETEN TTIOATBEPKAAETCI B MHOTOUYUCIIEH-
HBIX MCClIeIOBAaHUIX B KIIMHUYECKOM npakTuke [11—18],
B TOM umcie nipu JymTenbHoi Tepanuu CBIC [17], y neteit

C HapyIICHUEM PEYH 1 SIMICTITU(OPMHOM aKTUBHOCTHIO
no nanHbIM DI [11, 12]. Hanpumep, pe3ynsraThl MHOTO-
LIEHTPOBOTI'O IBOMHOTI'O CJICTIOTO IIAlIe00KOHTPOINPYEMOTO
HCCJICIOBAaHMS IIperapaTa roraHTeHOBOM KHUCIOTHI B (hap-
Makoreparmmu CJIBI B cpenneit nose 30 Mr/xr/cyT mpo-
JOJDKUTENIBHOCTBIO 4 Mec y JeTeit 6—12 JieT mokasaiu,
YTO MperapaT uMeJl 0JIaronpusITHBINA ITpoduIb Oe3omac-
HOCTH U HE OTJIMYAJICS OT ILIale0o0 1Mo 9acToTe HeXera-
TeJbHBIX sABJIeHUH [17].

B uHcTpykumMu no npuMeHeHuwo lormaHnromuaa yka-
3aHbI BOBMOXKHBIC aJJICPTUIECKUE peaKIIU (PUHUT, KOHB-
IOHKTUBHT, KOXHBIE aJUIEPIUIeCKIE PeaKIIiM), KOTOPHIS
BCTpeuaroTcst oueHb peako (<1/10000, BkiItodast OTae/b-
HBIE CITyJan).

B my6nukamnusix, ocHOBaHHBIX Ha TaHHBIX KJIMHUYE-
CKOI MpaKTUKMU, JUIIb B KpaiiHe peIKuX cliydasx coo0-
IIaJI0Ch O BO3MOXHOCTH Pa3BUTHS AJUICPITUIECKUX PeaK-
LM Opu ODpUEeMe IIpelapaTa TONAaHTEHOBOM KMCJIOTHI
B bopme cuporma y aeteit. [Ipu 3ToMm mmepexon Ha IIpueM
TOMAHTEHOBOM KUCJIOTHl B Ta0JIETKAX y 3THUX ITAICHTOB
MIPUBOIMII K IIPEKPaIllCHUIO aJJIEpTAYEeCKON peakIlnu,
W JETA MOTJIY MPOJOJIKUTD IpUeEM npenapara [15].

BaxxHO OTMETHUTD, YTO IIpeIapaTt rOIMaHTEHOBOM KHC-
JIOTBI HE YCWJIMBACT SMMJICTITUYECKYIO aKTUBHOCTB IT0 JaH-
HeIM D3I, 9TO TIpenomnpenesseT BO3MOXHOCTD €ro IpH-
MEHEHUSI KaK B COITyTCTBYIOIIEH TepaITiy TP SIJICTICHH,
TaK M y JE€Teil C HapylIeHUEM pedyu U IPYTUMU PacCTPOii-
CTBaMU, Y KOTOPBIX OTCYTCTBYIOT SIMJICIITUYCCKHE TIPH-
CTYIIbI, OMHAKO BBISIBIISICTCST SMUWJICITU(MOPMHAsT aKTUB-
HocTh Mo nanHbM OO [9, 10]. Tak, B uccienoBaHuu
3((HEKTUBHOCTU U TTEPEHOCUMOCTH TIperiapara rormaHTe-
HOBOM KMCJIOTBI Y JE€TEW ¢ HAPYILICHUEM PEYU U SIIUJICII-
TU(HOPMHOI aKTUBHOCTHIO 110 TNy JADI1/I HU B ogHOM
ciyJyae He ObLIO 3aDMKCHPOBAHO OTPUIIATEILHOM TMHA-
MUKHM 1o JaHHbIM DT [11, 12]. B uccnenoBaHusIx ¢ y4ya-
CTUEM JIETEN C AMWICTICUEN U HApYLLIEHUEM PeYU HE ObLIO
OTMEUECHO CIIy4JaeB yJaIlleHUsI IIPUCTYIIOB WU YXYIIICHUS
DOT, HanpOTUB, aBTOPBI OTMEYAIH YIy4YllIeHUE XapaKTe-
PUCTUK OCHOBHOTO putMa D31 [9].

[Ipu coyeTaHum Ipenapara TOIMaHTEHOBOM KUCIOTHI
C aHTHUIETIPECCAHTAMM TaKxKe OBLJI0O OTMEUEHO 3HAYNTEIb-
HOe YMeHbIIIeHHe TOOOUYHBIX 3¢ GEKTOB aHTUAEIIPECCAH -
TOB (peXe BCTpeYaliCh COHIMBOCTD Y TOJIOBHASI 00JIb) [5].

Takum 06pazoM, B MHOTOUMCIIEHHBIX UCCAEA0BAHUSIX
noka3aHa 3(p¢GeKTHBHOCTh TOIMMAHTEHOBON KHCJIOTHI
MpU LIKPOKOM CIHEKTpe 3a00ieBaHMI HEPBHOI CUCTEMBbI
Y B3pOCJIBIX 1 IE€TEH, a TaKXKe XOpoIlast IIepeHOCUMOCTD
B Pa3IMYHBIX BO3PACTHBIX IPYIIIAX IIPEIIapaToB TOMaHTe-
HOBOM KHCJIOTBI, K KOTOPEIM OTHOCHUTCS [omaHToMun.
TormanToMua MOXHO Ha3BaTh 3(P(PEKTUBHBIM U Oe301ac-
HBIM TIpeIrapaToM IS B3pOCJIbIX U AeTeil (B TOM 4ucie
paHHETo BO3pacTa), TaHHBIH IIperapaT MOXeT IIPUMEHSITh-
Cs1 IpU LLIMPOKOM CHEKTpe 3a00J1eBaHIII HEPBHOM CUCTEMBI,
Kypcamiu ot 1 10 6 Mec; BO3MOXHO IPOBEIEHUE ITIOBTOPHBIX
1 MHOTOKpaTHBIX KypcoB [omaHTOMUIA ¢ IepepbIBaAMHU

1
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ot 3 g0 6 mec. Ilo pesyasraram paHee MPOBEAECHHBIX NC-
CJIedOBAaHUI TOMAaHTEHOBOW KMCJIOTHI OCOOEHHO MHOTO
JIAaHHBIX TTOJTYYEHO B MOJIb3Y MOTEeHIMAIBHOM 3(P(PEeKTHB-
Hoctu TonmaHToMuIa Mpu 3agepKKe peuyeBOro pa3BUTUS
y geteii, mpu CBI. I1penapaThbl rormaHTeHOBOM KUCIOThI

TaKKe MOTYT IIPUMEHSTBHCS Y JE€TEH C 3aIep>KKOMA Pa3BUTUSL
U SIUJIeTICUet MU 3MUJIeNITU(GOPMHON aKTUBHOCTBIO
o JaHHBIM DT TIpu OTCYTCTBUM pUCKa YXYAIIEHUS Te-
YeHMs SMWIENICUM U MOBBIIIEHUSI MHAEKCA SMUIENTU-
(GOPMHOIT AKTUBHOCTH.
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Hcxoabl HelipouHdgieKyul U ux npeaurkmopbl
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Heiipoungerxuyuu, necmomps na ycnexu 8aKyuHONpoQUAGKMUKU U Mepanuu, OCMAalomcsi cepbe3Holl npobaemMoll ecaedcmeaue SnUdemutecKol
Yepo3bl, GbICOKOL NeMANbHOCU U OCIAMOYH020 UHBAAUOUIUPYIOW,e20 U 0e3a0anmupyoue2o HeeposocueckKo2o 0epuyuma npUMepHo y no-
JN108UHbL nepebonesulUX.

Lleab pabomer — uzyuenue cospemerHbIX NYOAUKAYULL, KACAIOWUXCS OUHAMUKY UHDEKYUOHHO020 NPoyecca 8 YeHmpanbHoll HepeHOl cucme-
Me, U onpedeneHue 803MOICHbIX NPeOUKMOPO8 UCX0008 MAK020 UHPEKYUOHHO20 npoyecca y oemeil.

Pezyavmamor noomeepounu s¢pghexk muernocmo npu HetipouHpeKyusx couuanbHolu MoOUDUKaAyUU ¢ NOMOUbIO0 6AKUUHAUUU, ANCOPUMMUZAUUU
U NOBblUeHUsE O0OCMYNHOCMU MeOUYUHCKOU ROMOWU, NPUBOOsUlell K CHUNCEHUIO 1emanbHOCMU U 3a001e6aeMocmu 8aKUUHOKOHMPOAUDY-
emMbiMu HelipouHpekyusmu. Bmecme ¢ mem obwjas 3a601e6aemocms U 00yCA08AHHbIL MANCECIBIO OCAONCHEHUL U CIMPYKMYPHIM OCHpPO-
¢haznvim degpekmom nocmuHpeKyuoHHbLIL Heeposoeuueckuil deghuyum 6 ude SnUNencul, 08UAMENbHBIX, KOCHUMUBHbIX U N08EOeHYECKUX
HapyuwleHuii 0Cmaromcst NPeJNCHUMU.

H3yyenue dunamuxu, ucxo006 u OnMUMAanbHOl Mepanuuy HelupouHpeKyuil Ha 6cex IManax, 6KA4As OMOareHHblil, Heo0X00uMo 0451 8blpa-
60MKU ONMUMANBHORO NPOMOK0AA Mepanuu U peadbuisumayuu demeil, NepeHeculx MeHUHUMbL U IHYeHANUMDBL, C YeAbI0 CHUNICCHUS UHBA-
Audu3ayuu, C8A3aHHOI ¢ 3a001€8AHUAMU HEPBHOL CUCIEMbL, U YAYYUICHUS KAYeCM8a JHCU3HU NAUUEHMOE.

Karoueevie caosa: neiipounpexyuu, omoareHHvie nocaedcmeus, pakmopuvl pUcKa, INUAeNCUs, COYUANbHASA 0e3a0anmayus

Jlas yumuposanusa: Mopososa E.A., Epmaxoea M.JI. Hcxodvt nelipoungexyuii u ux npeduxmopui. Pycckuii scypruan demckoil Heeporoeuu
2020;15(3—4):55—64.
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OUTCOMES OF NEUROINFECTIONS AND THEIR PREDICTORS

E.A. Morozova!, M. L. Ertakhova®
IChair of Children’s Neurology, Kazan State Medical Academy; 11 Mushtary St., Kazan 420012, Republic of Tatarstan;
2Republican Children’s Clinical Hospital, Ministry of Health of the Udmurt Republic; 79 Lenina St., Izhevsk 426009, Udmurt Republic

Despite the success of vaccine prophylaxis and therapy, neuroinfections remain a serious problem due to the epidemic threat, high mortality
and residual disabling and maladaptive neurological deficits in half of the cases.

The aim of the literature review was to study modern publications concerning the dynamics of the infectious process in the central nervous
system, the nature and predictors of its outcome in children.

The results confirmed the effectiveness of social modification with the help of vaccination, guidelines and increased availability of medical
care, leading to a decrease in mortality and morbidity of vaccine-controlled neuroinfections. At the same time, the general morbidity and due
to the severity of complications and structural acute phase defect post-infectious neurological deficit in the form of epilepsy, motor, cognitive
and behavioral disorders remain the same.

The study of the outcomes of neuroinfections, their clinic and treatment at all stages, including the remote one, is necessary to develop an op-
timal protocol for the treatment and rehabilitation of children who have undergone meningitis and encephalitis in order to improve their

quality of life.

Key words: neuroinfection, long-term effects, risk factors, epilepsy, social maladaptation

For citation: Morozova E.A., Ertakhova M. L. Outcomes of neuroinfections and their predictors. Russkiy zhurnal detskoy nevrologii = Rus-
sian Journal of Child Neurology 2020;15(3—4):55—64. (In Russ.).

HeliponHdexuusam NpruHaaIeXuT BaXXHask 3TUOJIOTU- CUCTEMbI, 0COOEHHO B AETCKOM BoapacTte. HeGnarompu-
YyecKasi pojib B pa3BUTUM OOJBIIMHCTBA Oe(PUIIMTAPHBIX  SITHBIC MCXOIbI B BUIC JIETAJILHOCTU Y MHBAJTMIHOCTH Pa3-
1 GYHKLIMOHAIBHBIX IIATOJIOTMYECKMX COCTOSIHUI HepBHOI ~ BuBarotcs B 15—50 % ciydaes [3, 31]. OqHako MexaHU3MBI
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¢dopMUpoBaHUS HEBPOJIOTMIECKOM ITATOJIOTUMN M KOTHU-
TUBHBIX PACCTPOICTB U3YIeHBI HepocTaTouHOo. Mccieno-
BaHUE OJMXKAWIIUX U OTAAJCHHBIX TOCIEACTBUI HEelpo-
WHDEKIININ 1 UX IIPSIUKTOPOB CITOCOOCTBYET ONTUMU3AIIN
TepaIreBTUICCKON TAKTUKM, CHIDKCHUIO PUCKa HebIaro-
MIPUSTHBIX UCXOIOB U YIYYIICHUIO Ka4eCcTBa XXM3HU ITa-
LIMCHTOB.

MenummHCKIe METUIHBIE PECYPCHI €XKEMECSIHO ITy-
onukytot He MeHee 500 paboT, Kacaloluxcsl BOCIIaINTe ] b-
HBIX IIPOLIECCOB B LIEHTpaibHOI HepBHOI cucteMe (LIHC).
Ho HeMHOrOYMCIIeHHBIE METaaHAIN3bI YKAa3bIBalOT HA MHO-
XKECTBO TPYIHOCTel B (hOpMYIMPOBKE BHIBOAOB [12, 13,
22, 33]. OgHa u3 IpUYUH — UICHTUIHOCTD KIIMHUIECKOM
KapTUHBI HEMPOMH(MEKIIMOHHOTO 1 ayTOUMMMYHHOTI'O BOC-
nanenus B LIHC, npuBoasias K cMeIeHnIo KOTopT ma-
LIMEHTOB KaK Ha 3Tare OKa3aHUs SKCTPEHHOM ITOMOIIH,
TaK U B KaTamMHe3e. 3a0071eBaeMOCTh HEHPOUH(pEKITUIMU
3aBHCUT OT YPOBHSI 3KOHOMUYECKOTO Pa3BUTHUS U TeOTpa-
(HIECKOro IMOJIOKEHUS PETMOHA, OXBAaTa BAKIIMHOIIPO(H-
JIAKTUKO HaceJIeHUsI pa3HOTO BO3pacTa M cTaTyca jiedeo-
HOTO yupexaeHus. B crpaHax ¢ BBICOKMM ypOBHEM TOX0Ia
OHAa HILXE, a BRICOKOTEXHOJIOTMIHASI MEIUIIMHA JOCTYITHEE,
B CTpaHaxX ¢ HU3KUM ypOBHEM J0Xxo1a — Haobopot [20, 22].

OpuLMaaTbHOMY CTATUCTUYECKOMY YUYeTy MoJIexaT
TOJIBKO OTHEIbHBIE HO30JIOTMIeCKUE (OPMBI HEHPOMH-
dex1nii B paMKax 00s13aTeIbHOTO SIUASMUOJIOIMTIECKOTO
MOHMTOpPHHTA (MEHMHTOKOKKOBas nHpekimsa (M), kie-
meBoit aHNedanur (KD), sHTepoBUPYCHBIM MEHUHTUT
(®M), ocobo omacHbIe MHMEKIINY C BEPOSITHBIM TTOpaxKe-
HHEM HEPBHOM CUCTEMBI) WK 3a00JIEBaHUS B CTPYKTYpe
IIPUYYH JeTAJIbHBIX UCXOIOB IO pyOprKaM MexXmyHapo-
Hoi1 knaccudukanyy 6onesHeii [8]. I1o nanabimM 3a 2018 T,
3a0oseBaemMocTh (Ha 100 TeICc. HaceneHus) B Poccun Ha-
XOIUTCS B IIpe/ieiaX eCTeCTBEHHBIX KOJIEOAHUI M COCTaB-
JseT: O©M — 2,16 o BceM Bo3pacTHBIM rpymmam u 10,06 —
B Bo3pacte 1o 14 net; MM — 0,7 1 2,51 cOOTBETCTBEHHO;
reHepaan3oBaHHbIe (hOPMbI MEHMHTOKOKKOBOM MH(MEKILINHT
(I'MM) —0,51u1,76; KB — 1,171 0,69 [7].

Camoii BBICOKOI 4aCTOTOM HEeOIaronpUsITHBIX UCXOHI0B
OTJINYAIOTCSI OaKTepUaIbHbIe THOMHBIE MeHMHTUTHI (BI' M)
1 MEHMHTORHIePanuTsl (MD) pa3TUUHON STUONIOTUN.

Hecmotpst Ha mporpecc B IMarHOCTUKE, CTPATETUSIX
aHTUOaKTepUaIbHOM U MHTeHCUBHOM Tepanuu, BI'M ac-
COLIMMPYIOTCS C YPOBHEM cMePTHOCTH 6—17 % B cTpaHax
C BBICOKMM YpOBHeM noxona, Bkitodast CIIIA u eBpormeii-
CKMe cTpaHbl. B pasBuBalommxcsl cTpaHax M permoHax
(HammpuMep, B cTpaHax AGpHUKH K 1ory oT Caxapsl) CMEpT-
HocTb nanyeHToB ¢ BI'M nocruraer 73 %. Cpenay BbLKUB-
LIMX HalueHToB 25—63 % cTpamalor OT JOJITOBPEMEHHBIX
HEBPOJIOTUIECKUX MOCICACTBUIA, CYIIICCTBEHHO BIIMSIOIINX
Ha Ka4eCTBO XKU3HU. BbicOKMe nmokazaTesu 3a001eBaéMOCTH,
npubmkatomnmecs K 50 ciydasgMm Ha 100 TeIC. HaceaeHUs,
B pa3BUBAOIINXCA cTpaHax, rae 1 u3 250 geteii B TeueHne
1-ro roga xu3Hu 3a6oneBaer bI'M [6], mociyxuim mo-
BOJOM UISI TOSIBJIEHHSI KoHcoprmyma MenAfriNet,

OCYIIECTBJIAIONIETO 3MUAEMUOJOTUIYSCKNIA KOHTPOJIb,
BaKIIMHALIVIO ¥ BHEIPEHNE CTAHIAPTOB COBPEMEHHOM T~
arHoctuku u tedeHust bBI'M B 16 crpanax Adppuku.

K ocHoBHBIM Bo30ymuTensiM BI'M otHocsT S. preu-
moniae (10 58 %), N. meningitidis (no 20 %), H. influenzae
(mo 7 %). B Poccuu B . Cankr-Ilerepoypre B 2012 1. 3a-
00J1eBaEMOCTh MEHUHTUTOM TeMO(DMIBHOM 3THOJIOTUHI
cocraBuiaa 0,13 Ha 100 TeIC. HaceaeHMSI, BCe Cydau CpeIn
neteit, 90 % — B Bo3pacte 10 2 JieT; 3a00J1eBa€MOCTb Me-
HUHTUTOM ITHEBMOKOKKOBOI1 atronornu — 0,22 Ha 100 ThIC.
HacesieHus:, 60 % nepe6oseBIINX COCTaBWIN neTu, 40 % —
nanueHTsl ctapire 60 jet [9]. B CILIA nocne BBeaeHUs
B 1988 . B KasleHIaph IeTCKUX IIPUBUBOK BaKIIMHEI IIPOTUB
H. influenzae Tuna B (Hib) yacrora MmenmHrura Hib-31m-
OJIOTUH CPeIy IETei B BO3paACTe 10 5 JIET C TUAUPYIOIINX
MO3UIMI CHU3WIACh Ha Gostee yeM 90 %, a obias 3a00-
neBaeMoctb BI'M — Ha 55 %. OngHako rokasarteb JIeTajlb-
HOCTH ocTajicg crabuiabHbIM: 15,7 % B 1988 1, 14,3 %
B 2007 r. [35].

B BenukoOpuTaHuu 1mocje BBeAeHUS! BaKLMHALIAU
npotuB MU n mHeBMOKOKKOBOI MH(pekuu B 2011 1. oT-
MEUEeHO CHUXEeHME 3a0oeBaeMocTi MU ¢ MMKOBbIX 3HA-
yenuii 1999 . 34,54 no 12,40 Ha 100 TeIC. HeTeit. I[Tokaza-
Tenu 3a00JIeBaeMOCTH ITHEBMOKOKKOBOW MH@eKuumei
coctasunu 2,03 mpotus 4,45 va 100 ThIC. geTeil mpu
meHuHruTe 1 1,12 nportus 2,81 Ha 100 ThIC. meTeil Ipu
cencuce [22]. 3 otueta npoekta MenAfriNet 3a 2015—
2017 rr. 1o 5 cTpaHaM, OXBa4eHHBIM MOJIMBAJICHTHOM BaK-
LIMHAIMEN, CPeTHETOIOBRIC ITOKA3aTe N 3a00JIeBAacMOCTH
N. meningitidis, S. pneumoniae n H. influenzae coctaBu-
m7,5;2,5u0,3 coorBeTcTBEHHO [26]. BakumHarms ysem-
4yuJia cpeqHuil Bo3pact nauueHta ¢ bI'M ¢ 15 mec B 1986 .
1o 35 nmer B Hacrosiee Bpems [13]. B 34—74 % ciyyaes
UISHTUDULIMPOBATh BO30YIUTEIIS He ymaercs [23].

K ne6naronpustHeiM ucxogaM BI'M oTHocsTCSI cMepThb
1 MHBAJUIN3UPYIOIINE COCTOSIHUS. BBICOKMIT ypoBEeHD
cMmeptHocTH oT BI'M, mpumepno 20 % 110 BceM 3THOI0-
rusiM 1 110 30 % 1ipu MTHEBMOKOKKOBOM MeHMHTHTE ([TM),
YBEJIMYMBAETCS C BO3pacToM. ToJbKO B 1 peTpOoCHeKTUB-
HOM 00CEepBallMOHHOM MCCJICAOBAHUM IIPU CPABHEHUU
ucxonoB 55 ciyuyaeB octporo IIM B LleHTpanbHo-EBpo-
nerickom rocrmtaie B rmepuon ¢ 2003 o 2015 . ¢ paHee
OITyOJINKOBAHHBIM aHAJIM30M 87 clTydaeB B 3TOM ke 00JIb-
Hutle B mepuon ¢ 1984 mo 2002 r. HabII0IaI0Ch CHIDKEHIE
cMepTHOCTH ¢ 24,1 10 5,5 %. I1pu 3TOM H0JIST BHYTpUYE-
PeIHbIX OCI0XHEHWM ocTaBanach pexHeil — OHU HaOII0-
JAJIUCh Y MIOJIOBUHBI MALIMEHTOB; 55 % BBIKMBILIUX ITOKK-
HYJIU KJIMHUKY ¢ HeBpoJjiormdeckuM aedunmrom [10].

PeTpocnexktuBHble ucciengoBaHus ucxonoB bI'M
1 ¥IX IIPEIUKTOPOB M3 Pa3HBIX CTPAH OY€Hb HEOTHOPOIHEI
METOHOJIOTMYECKH, TIO3TOMY HEIIPUTOIHBI IS MeTaaHa-
JIM30B, HO COAEPXKAT COTIOCTAaBUMYIO MH(MDOPMAITUIO: 33 Bpe-
MEHHON MEepUOA OKOJIO 5 JIET yaaeTcs npoHabJiogarb
1o 150 ciygaeB BI'M y geteit ¢ kKaTaMHE30M B CpeIHEM
12—24 mec [17, 33, 37]. Hanpumep, 1o nanHbiM C. Wang
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U COABT., OCTPHIE BHYTPHUUYEPEITHBIE OCIOXHEHUS IHar-
HoctupoBasuck y 70 (53 %) nereit ¢ [IM. OtnaneHHBIE
ITOCJICACTBYS OBUTH MpPeaCTaBIeHbl KOTHUTUBHBIM U T10-
BeAeHYecKuM aeduriutom (13,6 %), peueBbIMU HapyIle-
nusimu (12,9 %), Hapymenusmu ciryxa (9,1 %), MOTOpHBIM
npecuritom (9,8 %). HezaBUCUMBIMU IIPOTHOCTUYECKUMU
¢dakTOpaMM OCJIOXKHEHHUI OBLIM IIPU3HAHBI BO3PACT
<28 Mec 1 6oj1ee HU3KUIT YPOBEHD JIEKOLIMTOB B KPOBU.
K HeratMBHBIM IIpeaUKTOpPaM JIETAJILHOCTH aBTOPHI OTHE-
¢l Bo3pacT <28 Mec, (pakT pa3BUTHS KOMBI JIIO0OM 1K -
TEeJIBHOCTH U HealeKBaTHYIO CTCPOMIHYIO Tepamuio. Ha
pa3BUTHE HEBPOJIOTUICCKUX OCIOXHEHNI BIUSUIM KOMa,
CEeTITUYECKUM IIOK MPU MOCTYIUICHUU U 0oJiee HU3KUIA
YPOBEHbB ITTIIOKO3bI B LIepeOPOCTTMHATBLHOM KUAKOCTH [37].

B. Hoen 1 coaBT. Moka3anu, 4To pUCK CMEPTU OBbLIT
B 10 pa3 BeIIe y nauueHToB ¢ [TM ¢ olieHKO1 T10 1mKane
koMbl IT1a3ro <7 6asioB, B 7 pa3 BhIIIIE Y TTALIMEHTOB CTap-
1re 45 JIeT WK ¢ YPOBHEM TJTIOKO3bI B LIepeOpOCIMHAIBHOMN
xuakoctu <0,6 MMOJIb/J1 1 B 4 pa3a Bbllle Y MAllMEHTOB
C COIYTCTBYIOIIEH ITHeBMOHMe [17].

Meraanann3 868 ciaydyaes 'MW BbIsIBMI ypOBEHbB
cMeptHOCTH 8,4 %, ypOBEeHb OCIOXHEHUI 1 4aCTOTY OCTa-
TOYHBIX siBlIeHMI 18 %. Hanbostee 4acThIMU OCTI0XKHEHUSIMU
obu TIoTeps ciyxa (5,4 %), pyoueBanue koxu (5,4 %),
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HapylieHue GpyHkiuu novek (2,6 %) u cymoporu (2,5 %).
IIpuyem B Bo3pacTte 10 1 roga cymoporu BCTpedairch Jya-
11e Bcero — B 29 % ciyvaes, B Ipyiiie oT 1 10 4 1eT — yxe
Tosibko B 10 % ciydaeB, y meTeil cTapiie 5 JieT CyaI0pOru
He oTMevanch. CMEepTHOCTh HE3aBUCUMO aCCOIIMUPOBa-
JIach C IIIOKOM, BO3PacTOM, TOCITUTAIM3AIICH B OTICIICHIE
WHTEHCUBHOH Tepamuu. JJoCTOBepHBIMU IIPEANKTOPAMU
HETaTUBHOTO MCXOAa SBIJINCH (DaKT HAIWMYUS CYIOpPOT
B OCTpeilillieM nepuoje 3adoJjieBaHUs, 110K, TPOMOOLIUTO-
IICHMS, CIMBHASI TeMOopparndeckas Chillb, aHOMaJIbHOE
KOJIMYECTBO JICMKOLIMTOB U MPEAIIECTBYIOIINIA IPUEM aH-
TMOMOTHKOB [33].

3aBUCHUMOCTD XapaKTepa HEOTIOXHBIX COCTOSTHUM,
a B JaJibHeleM — ucxonoB ot atojoruu bI'M noarsep-
xnaercst naHHbIMU DI'BY «JleTckmit HaydHO-KITMHUYECKUIA
LHeHTp MH(peKIMOoHHbIX 0one3Heit ®MBA Poccum». [1pu
MEHMHTOKOKKOBOM MeHMHTUTE (MM) 9acToTa HEOTI0KHBIX
cocrosiHmii coctaBuia 21 %, rpu reMoUIbLHOM MEHUH-
rure ('M) — 37 %, ipu [IM — 52 % ciyuaeB. JloMUHUPO-
BaHue 1pu [1M ypreHTHbIX BHyTpUUYEPEITHBIX OCJIOXKHEHUIA,
anpu MM — centuyeckux [5] orpaxeHo Ha puc. 1.

Kpome BaKiIMHONPOGMIAKTIKY, BRXKHEHIITYIO POJIb B Te-
YeHMU 3a00J1€BaHUS U UCXOMAX, TIPEXIE BCETO, HEBPOJIOTU-
YECKMX, UTPAIOT CPOKM TOCITATAIM3AINA 1 YCTAaHOBICHMS
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Puc. 1. Yacmoma neomaodicHblx cocmosHuii npu 6AKmMepuanbHbiX cHOUHbIX MEHUH2UMAax y oemeil,

Fig. 1. Incidence of emergency conditions in children with bacterial purulent meningitis, %
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IMarHo3a, a TAKKe BpeMsI Hadajia afeKBaTHOI SMITUpUYE-
CKOIi aHTUMUKPOOHOI Tepanuu. B cooTBeTCTBUM C 3apy-
OeXHBIMM PEKOMEHIALIMSIMU Ha JTOTOCIIUTAIBHBINA 3Tam
OTBOAUTCS 1 U, HA MEpUO OT TOCIIUTAIM3ALUM 10 00s13a-
TEJIbHOU JtoMOanpbHON myHKUUU — 1 4. Ecinu npu nono-
3peHuur Ha BI'M rocrimranuzanuyst oTKIaabIBaeTCs OOJIbIIIE,
yeM Ha 1 4, aHTMOaKTepualbHbIe IperapaThl BBOASTCS
Ha IOTOCITUTAILHOM 3Talle, Yallle ¢ TIIOKOKOPTUKOMIAMH,
YTO SIBJISICTCS TTPODIIAKTUKON Pa3BUTHST YPTECHTHBIX OCIIOXK-
HeHwmii [23]. [Toka3zaHwus njis MpoBeneHNs HEMPOBU3YaI-
3allMy [0 JIOMOabHOM IMyHKLMU: O4aroBblii HEBPOJIO-
TUICCKUI Te(UIINT, HEKOHTPOJIUPYEMBIE CYIOPOTH, IIIOK
IV crenenu, 3acToiiHble SIBJCHUS HA TJIa3HOM JTHE (OTHO-
CHUTEJIPHOE), YPOBEHb CO3HAHMS 110 IIKajie KOMBI [i1a3ro
<12 6aymnos [37]. B 2009 1. mBeacKue pyKOBOACTBA IO JIe-
YEeHUI0 MEHMHTUTA UCKIIOUYWIN U3MEHEHHBI YPOBEHD
CO3HAHUS U3 II0KA3aHUM K HEMPOBU3yaIU3aLUU 10 JTIOM-
6anpHOI nmyHkunu. CpaBHeHue BeneHus 400 mauneHToB
1o 1 300 rmarlMeHToB I10CJIe BHECEHUS U3MEHEHUI BBIIBUIIO
KOppEeJISILIMIO Hadajla aHTUMMKPOOHO# Tepanuu Ha 1,2 9
paHbILIE CO CHIDKEHEM cMepTHOCTH (6,9 % mpotus 11,7 %)
1 prcka ocrnoxuenwii (38 % mporus 49 %) [16].

Heckonbko KokpaHoBCKMX 0030p0OB aHAIM3UPOBAIU
3((HEKTUBHOCTD OTAEILHBIX (PAKTOPOB HEOTIOXKHOM Te-
parmuu ipu BI'M. D heKTUBHOCTD TNIIOKOKOPTUKOUIOB
B OYepeIHOi pa3 olieHMBajach 1o 4121 HaGIIOIEeHUIO
B 25 nccaenoBaHusX, mpoBeaeHHBIX 10 2015 1. B cTpaHax
C BBICOKMM YPOBHEM J10XO0/a IJTIOKOKOPTUKOMIBI CHIDKAIN
KPaTKOBPEMEHHBIE HEBPOJIOTMYECKKE MocieacTBus (¢ 21,6
no 17,9 %), 3nauutenbHyio (¢ 9,3 mo 6,0 %) u n0oyi0
(c 19,0 oo 13,8 %) moTtepio ciyxa, mocjieaHee 0COOEHHO
JIOCTOBEPHO ITPOAEMOHCTPUPOBAHO B IETCKOM KOTOpTe
¢ I'M. ¥poBeHb CMEPTHOCTH T10/ BAMSIHAEM TJIIOKOKOPTH-
KOMIOB 3Ha4YnMO He nsmeHsuics (17,8 % nporus 19,9 %).
He 6bu10 TION10XKUTENIBHOTO 3P (DEeKTa OT TEpaITUU IIIIOKO-
KOPTUKOMIAMM B CTpaHaX ¢ HU3KUM YPOBHEM JI0XOIa,
YTO aBTOPBI 00BICHSIOT 6oJiee yacToii BUY-no3utuBHO-
CTBIO, TIO3THUM OOpAIlIEHHEM 32 MEAUIIMHCKO ITOMOIIIBIO,
HeaaeKBaTHOM aHTUOAKTepUalbHOM Tepanueii, B TOM Y-
cJie OECKOHTPOJIbHOM TPEMOPOUIHOM, CKPHITOM aHEMUEN,
HemoenanueM [12]. Bce npumensgBimecs npu MU antu-
OMOTUKU MPOAECMOHCTPUPOBaAIN 3(PGHEKTUBHOCTD, MO-
SIBJICHUE PE3UCTEHTHOCTH OTMEYAIOCh IO OTHOIICHUIO
K pudammuuuny [38]. [Ipu ananu3ze 1500 HaGmIOOEHMIT
IMoKa3aHo, 4TO, 10 CPaBHEHMIO C IJIane0o, TIIMIEepUH,
BEpPOSATHO, OKa3bIBAaeT HE3HAYMTEILHOE BIMSIHUE WJIN BO-
00l1Ie He BIUSIET Ha CMePTHOCTb Ipu BI'M, MoxeT ymeHb-
IIATHh HETPYIOCIIOCOOHOCTD, CBSI3aHHYIO C HEBPOJIOTHYE-
CKUM Je(PUIIMTOM, 0Ka3bIBaTh HE3HAUYMTEIPHOE BIIMSTHUE
WJIX BOOOIIE HE BIMSATH Ha CYIOPOTH U MOXET CHU3UTH
PUCK rocaenyrolei ryxotsl [36]. Koppekuus neduimra
xuagkocteil y gereit ¢ BI'M ymMmeHbllIana pucK pa3BUTHUS
CIIACTUYECKUX OCIIOKHEHUM U cymopor [21].

B TpymHBIX caydasx ISl ONTHMMU3AIUK TuddepeH-
LIMaJabHOM AuarHocTuku bI'M ¢ BUpycHBIM 3HIIE(ATUTOM

(BD), smmnencueit unm GheOPMIBHBIMU CyIOpPOTaMH
(p <0,001), a Takke m1s1 oLIeHKH 3D (PEKTUBHOCTH TepaITiK
M HETaTUBHOTO IIPOTHO3a PEKOMEHIYIOT MCIIOJIh30BaTh
MIPOKAJBIIUTOHNH, YpoBeHb C-peakKTUBHOTO OeJiKa, I0-
BBILLIEHUE KOHLIEHTpALIMi B LiIepeOpOCIMHATIBbHOM KUIKO-
CTU UHTepJIelKrHa 6 1 10, KOppeIUpyoIlue ¢ TIXKECThIO
teueHnst BI'M y meteii [5, 19].

B psine nccenoBaHmii moKa3aHo, YTO N3MEHEHMS KOH-
HEeHTpauuu TUTOKMHOB 1 O6enka S100 HecnelmpUIHEI,
BBISIBIISIIOTCS ITPY TIOBPEXKICHNY TeMaTOSHIIS(PaTITIECKOro
Gapbepa 1100011 3THOI0rUHU (TpaBMa, HapylIeHue KPOBO-
obpameHus, uHGekuun). OnpeneneHe aHTUTEN K KOH-
KPETHBIM CTPYKTYpPHBIM U (pepMeHTHBIM Oenkam LTHC
B OTHAJICHHOM IIEpUOAE KOPPEIUPYET ¢ KOHKPETHBIMU
IeUIIUTaPHBIMA HEBPOJIOTUYSCKUMU U TICUXHATPUIE-
CKHMMU CUHIPOMAaMU, a He C 3TUOJIOTUISCKUMHU (hpaKTopa-
MU, K HUM NpUBOIIIINMH [5, 14].

DHIeDAINT IBISCTCS PEIKUM, HO TSDKEJIBIM 3a00J1¢-
BaHMEM C HEBPOJIOIMYECKOU nuchyHKIUEH BCIenCTBUE
BOCHIAJICHUSI B IApEHXMME MO3Ta. 3aperucTpupoBaHHAs
B MHpe 3a00J1eBaeMOCTh HIIE(DATUTOM Pa3IMIHON ITHO-
soruu kKosaeosercst ot 0,7 1o 12,6 Ha 100 ThIC. B3pOCIBIX
u ot 10,5 mo 13,8 na 100 TeIC. neTeii. 3a dpoii CHUKEHUS
3a00JIeBaeMOCTH SHIIE(DATUTOM IIOC/IC BBEICHUS BaKIIMH
TPOTHUB MOJIMOBUPYCA ¥ BUpyca KOpH 3a rociaenuue 10 rer
yucio ciydaeB 3aboneBanus y aeteit B CIIIA u AHriumn
YBEJIMIMBAETCS B CBSI3U C PACIIPOCTPAaHEHUEM B ITOITYJISI-
Y MH(PEKIIMOHHON U TepareBTUYECKO UMMYHOCYITpeC-
CHH, a TAaKXKe ¢ YIyJIIeHNEeM KadecTBa HEMpOBU3yaIn3a-
UK W, COOTBETCTBEHHO, MMarHoCTUKU. Iloka3aHo, 4TO
CMEPTHOCTb cocTaBisieT 0Kojio 12 % [19]. OcHOBHBIMU
TMOBPEXKIAIOIMNMA MEXaHU3MAaMU SIBJISTIOTCS IIPSIMOE BO3-
JIEWCTBUE HA IMMApeHXUMY MO3Tra MH(MEKIIMOHHOTO BO30Y-
IUATEJIS, Jallle Ha Cepoe BEIIECTBO, 1 UMMYHOOIIOCPEI0-
BaHHAasI peaKiys, IPEUMYIIIECTBEHHO, OSJIOro BEIIeCTBA.
[IpsiMmoe mu ormocpenoBaHHOE BOCIAJICHUE B PE3YJIBTaTe
BO3IEMCTBUS BO30YAMTENSI HA SHAOTEIMI MPUBOAUT K Lie-
peOpaIbHON NIIEMUM U COOTBETCTBYIOIIEMY CIIEKTPY He-
BPOJIOTHMYECKMX pacCTpOCTB. Yallle BecTpeyaeTcss CMeIIaH-
HbliA UM IoBpexaeHust. 1o 60 % sHiiedaniuToB ocTaroTCs
STUOJIOTUYECKU He paciindpoBaHHBIMU [24].

Bupyc npoctoro repneca (BIII') 1-ro Tuna — Hauboee
yacras IIpUYMHA CIIOpaaTdecKUX 3a001eBaHui SHIIeda-
JINTOM. B IpOMBITIIIIEHHO pa3BUTHIX CTPaHaX HA HETO TIPH-
xonutcst 10—15 % city4aeB ¢ exxeromHoi 3a00J1€BaeMOCTbIO
1 cayyaii Ha 250—500 TBIC. YeJIOBEK 1 OUMOIAIBHBIM BO3-
PACTHBIM paclpelesieHUEM CpeI HOBOPOXKAECHHBIX U MO-
KUJIBIX JTIoJei. DrmaeMudeckre 3HIedalnuThl CBSI3aHbI
C TPAHCMUCCUBHBIMU TPUPOJHO-0YAroBbIMU MHPEKLIKS-
mu [13].

OnpeneneHHBIE CIIOXHOCTU M HEOTHO3HAYHYIO TPaK-
TOBKY BBI3BIBAIOT OaKTepHaIbHbBIC SHIIC(DATUTHL. TpyaHO
MpeaCcTaBUTh N30JIMPOBAaHHOE, TeM 00Jiee THOMHOE, BOC-
najieHre 000JI0UYEK MO3Ta ¢ HapyIIeHHEeM IIPOHUIIAEMOCTH
reMaTo3HIIe(haTMIeCKOTo bapbepa 0e3 MopakeHMS TKAaH!
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Mmoara. [1oaTomy B OTCYTCTBHE GMOIICUM WA APYTOrO MOP-
¢osornyeckoro NoaTBepKAeHUS (MAarHUTHO-PE30HAHCHAS
tomorpadusa (MPT)) noBpexneHns HeHPOHOB SHIIS( AT
JMAarHOCTUPYETCSI O MOSIBJIEHUIO OCTPOr0 KIIMHUYECKOTO
HEBPOJIOTMYECKOro Ae(bULIMTA B COYETAHUU C INXOPAI0Y -
HO-MHTOKCHMKALIMOHHBIM cuHApoMoM [20, 29].

OtnaneHHbIe TTOCIENCTBUS MH(PEKIIMOHHOTO 3HIIeda-
JINTA CUCTEMATU3UPOBAHbI B MHTEPHALIMOHAIBHOM MeTa-
a”Hanuse 16 mccnemoBaHuil, mpoBeaeHHBIX 10 2016 1.,
BKmovaBiieM 1018 BeKUBIIMX B Bo3pacTe oT 1 1o 17 jet
(cpemHMIA BO3pacT — 5 JIET), CPeTHUI TTepHO HAOTIONCHUS
cocrtaBui 4 rona 1,2 mec (mmanazoH — 1—12 jer) (cMm. Tab-
auiy).

YacToTa HEMOJIHOTO BOCCTAHOBJIEHUS TpU SHIE(A-
ymTe Bhilre, yeM npu BI'M, Tak Kak HeBpOJIOTHYECKUIA,
B TOM YMCJI€ IBUTaTe/IbHbIM, Ae(ULIUT OOYCIOBIEH IIep-
BUYHBIM (HEHPOTPOITHOCTh BO3OYIUTEISI) M BTOPUUYHBIM
(BHYTpHYEpPEITHBIE OCJIOXKHEHMSI) CTPYKTYPHBIM ITOBPEX-
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JIeHeM HepPOHOB. Xy/IIIe UCXOIbI XapaKTepHBbI 1151 AeTEH,
TepEeHECIINX TepIeTHIECKU SHIIEDAIUT C OTCPOYCHHBIM
IpPUMEHEHNEM allMKJIOBHPA, C OLICHKOM IT0 IITKajie KOMBI
Inasro <7 6ay10B 1 CTPYKTYPHBIMUA U3MEHEHUSIMU 110 JaH-
HeIM MPT [20].

J171s1 OLIeHKM IBUTATEIIBHBIX HAPYIICHUI aBTOPHI Yallle
NpUMEeHAINn MoAU(PUIMPOBAHHYIO IIKany PaHkuHa
M OIIPOCHUK aKTUBHOCTHU ITOBCeAHEBHOM Xu3HU (ADL).
3HaynuTenbHOe (PYHKIIMOHAIBHOE CHIDKEHUE OIpeelis -
JIOCh Pa3HUIIEH JO TOCTIMTAIM3AIIAN 1 ITIPU BHITIIMCKE O0JIee
yeM B 2 0amna [4, 29]. [locnenHue mecsITUICTUS OOJIbIIIe
BHUMAaHMUS yINSAETCS OAJUTbHOM OLIEHKE CAMOCTOSITEIbHOM
KM3HEIEATeIbHOCTH 1 €€ U3MEHEHUIO B XOJIe peabuInTa-
nuu. [IpropuTeT KIMHUYECKOTO ONMMCAHMS HEBPOJIOTH-
YecKoro AeduinTa MpuHaIIeskKUT UccienoBaTe siM XX B.
B XXI B. yueHble TyOJUKYIOT KIMHAYECKHUE CIy9au, OT-
JIMYAIONIMEecs OT OOIIENPU3HAHHBIX. B e IMHMYHEBIX paboTax,
TOCBSIIIIEHHBIX SKOHOMUYECKOM BHITOAC peadIMTalnuy

Memaanaauz omdanennvix nocaedcmeuil uHeKyUoHHo20 dHYeharuma y demeii

Meta-analysis of the long-term effects of infectious encephalitis in children

Number Total of followed

Long-term effect

Number of patients with Percentage of patients with

of studies

developed complications

tient:
L sequelae, % (95 %

confidence interval)

JleTasibHbIE UCXOMBI TTOCIIE BHIMUCKM U3 CTALIMO-
Hapa 8
Deaths after discharge from the hospital

HOCJ'[CJICTBI/I}I, COITPOBOXIAKIIUECCA

BbIPpa>XCHHBIM OrpaHNU4Y€HUEM aKTUBHOCTU

n BSaHMOHCﬁCTBHH C yTpaToﬁ HE3aBUCUMOCTHU 6
Consequences accompanied by a pronounced limitation

of activity and participation with a loss of independence

HemonHoe BoccTaHOBIIEHWE 15
Incomplete recovery
JBurarenpHbIN NeUITUT
M . . 14
otor impairment
Cynoporu
/ 10
Seizure
3anepkKa pa3BUTHUS 5

Developmental delay

OTKJIOHEHHUSI B TIOBEACHUN
. 7
Abnormal behaviour

Wuremnexkryansubiil gedunur (1Q <85) 5
Intellectual deficit (IQ <85)

WuremnexryansHbiil gedunur (1Q <70) 6
Intellectual deficit (IQ <70)

Ilpumeunanue. 1Q — xosgpdpuyuenm unmennexma.
Note. IQ — intelligence quotient.

18 584 2,7(1,7-1,4)
33 520 6,7 (4,5-8.8)
312 890 42 (31,6-53,1)
86 705 17 (10,0-26,0)
52 566 10 (6,0—14,0)
50 227 35 (10,0—65,0)
61 329 18 (8,0-31,0)
41 285 17,5 (4,3-37,1)
33 302 12,5 (4,6-23,4)
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IIpY HeiipoMHGEKIIMSIX, IOAICPKUBACTCS YIyUIICHUE CO-
LMajJbHOrO cratyca 'y 57,8 % pomuresneii epeboIeBIINX
C MCXOJ0OM B MHBJIMIHOCTD AETEM. Y YacTu AeTeit Habo-
maeTcd yaydiieHue Ha 1—3 6ayra mo mkane PankuHa
6e3 u3MEeHEeHMs COLMaIbHOTO cTaTyca [4].

Ho 50—60 % nauueHTOB C OCTPHIM 3HIIedanuToM
CTPamamT OT CYIOPOTL, YaCTO MEPEXOMSIINX B ITOCTHH-
dexunonnyto anunerncuio (I19). B 3amanHom Kurae u3
506 cayuaeB BD y gereit B mepuon ¢ 2010 mo 2014 r.
B 1,5-neTHnit nepuox Hadmonenus 1D paspunach y 58
(11,46 %) nauuenToB. PakTOpaMU PUCKA B OCTPHIIA Ie-
puo/I ObUIMA OBTOPSIIOIIKMECS CYAOPOTH, BbISIBJICHUE S -
JIENITUYECKUX IPUCTYIIOB U MKTAJTEHOM SMTMIIETTU(OPMHOIM
aKTUBHOCTH TIpU BHUIEO3JIEKTpOdHIIeDanorpadndecKom
MoHuTopuHre (BOM), snuienTudyecKuii cratyc u IcH-
XUYECKHeE pacCTPOMCTBa,/paccTpoiicTBa moBeneHus. Y 40
(68,96 %) maLeHTOB U3 58 HACTYIIM/IA PEMUCCHS, U3 HUX
37 (92,5 %) neteit npuMeHsUIM He GoJiee 2 aHTUIUIICTI-
TUYECKUX IpenaparoB. Y 24 (41,38 %) maiueHTOB ObLI
BBISIBJICH MHBAJIUAN3UPYIOIINI HEBPOJIOTUICCKUI Tehr-
uut, B ToM umcie 20 (83,33 %) ciayyaeB yMCTBEHHOrO
U IICUXOMOTOPHOTO oTcTaBaHus, 3 (12,50 %) ciyuas pe-
YeBBIX PacCTPOIiCTB, 1 (4,17 %) anu301 HapyLIEHUS CIyXa,
3 (12,50 %) cnydas remumnapesa, 3 (12,50 %) neranbHbBIX
MCXOJIa TI0CJIe BBIITMCKY M3 CTAallMOHAPa. DIIICIITHICCKII
CTaTyc B OCTPOi1 (paze CONMPOBOXIAICS XyALUIUM IIPOTHO-
3oM [18].

BaxxabiMu rpemuKTOpaMu HeOIaromprsITHBIX MICXOIOB
OBIJIM 0YAroBbIil HEBPOJIOTMYECKUI Ae(PUIINT, CyTOPOTHr
WJIN SIIWICIITAYECKUM CTaTyC IPU HOCTYIICHUM, JICUKO-
IICHUSI, PETUOHAIIBHOE 3aMelJICHUE WUIM HellpephIBHEIE
TeHEepaM30BaHHBIC e/ IBTa-BOJIHBI Ha 3JICKTPO3HIIe(hAIo-
rpamme (DDI') 1 oyaroBas TMIIEPUHTEHCUBHOCTD TTapeH-
xuMbl Kophbl ipu MPT (p <0,05). ¥V neteit ¢ pokaabHBIMU
paspsmaMy WM HEIIPEePBIBHBIMUA TeHEpaIn30BaHHBIMU
neabra-BojHaMu Ha DT Takske oTMeueHa 001ee BBICOKAs
yacToTa HapyueHui mo nanaeiM MPT [18, 20].

B pamkax [1D BbIgensioT paHHNe IPUCTYITbI, BO3HU-
katoiue B 40—50 % ciaydyaeB BO BpeMsl OCTPOil CTaauu
BB, npuuem y npeteit yame (61 %), yueM y B3pOCIBIX
(37 %), 1 mo3nHUE SNUICIITUYECKHE IIPUCTYIIbI, BO3HM-
KamIIyue B IIepUOabl PEKOHBAJICCIICHIIMU U OCTaTOUYHBIX
spieHuit. [Ipn paHHUX MPUCTyHax PUCK Pa3BUTUS TO-
CIIEAYIONIETO HECIIPOBOIIMPOBAHHOTO SIMMICIITUIECKOTO
MpUCTYyMa Bolie B 22 pa3a, mpu BO 6e3 paHHUX IPUCTY-
OB 3TOT PUCK BHIIIEe B 10 pa3 Mo cpaBHEHUIO C TTOMYJISI-
ueid. BolpIIMHCTBO IIPHUCTYIOB pa3BUBAIOTCS B TCUCHUE
MEePBBIX 5 JIET MOCJIe SHIIe(ATUTHOTO 3ITM30a, XOTS PUCK
HECIPOBOIIMPOBAHHBIX MapPOKCU3MOB OCTAETCSI MOBBI-
IIEHHBIM B T€UCHUE IIUTEIBHOIO nepruona — mo 20 JeT.
Bricokas yactoTa cymopor o0ycioBieHa MOopaxkKeHUeM
BBICOKO3MUWJIENTOreHHOM JIOOHO-BUCOYHOM KOPHI, TakK,
CYIIOpOTY OTMEYATUCh Y 54 % neTeii ¢ mopakeHeM KOphbI
o gaHHbIM MPT u tonbko y 15 % neteii 6e3 CTpyKTyp-
HBIX HapyIeHui [29].

TouHas yacTtoTa paHHUX IPUCTYNOB npu BD Hemo-
OLICHEHA M3-32a CJIA0BIX KIMHNYCCKHUX IIPOSIBICHUI CyI0-
POT ¥ HeAMAarHOCTUPOBAHHBIX OECCYIOPOXKHBIX IIPHCTYIIOB,
B TOM UYHCJIE CO CTAaTYCHBIM TEUYCHHEM, OOHAPYKMBACMBbIX
TOJIBKO MpU HenpepbiBHOM BOM. bnarogapss BOM yna-
JIOCh TTOATBEPINUTD IIPEUMYIIIECTBEHHO (DOKATBHBIN, XOTS
OBl IIepBOHAYAIBHO, XapaKTep MapoKCcu3MoB [2, 18, 29].
B anaymmTrYecKMX MyOIMKAIUSIX ITOCTICIHIX AeCITUICTHI
HE yIelsieTCs HOCTaTOYHOrO BHUMAaHUSI KWHEMAaTHKE
1 3BOMIOLMY NpUCTyIoB npu 1D 3a uckiodeHneM epi-
lepsia partalis continua (EPC) — BapuanTa mpoctoro ¢o-
KaJbHOTO MUJICIITUYECKOT0, YaIlle MOTOPHOTO, SIHJIEII-
THYECKOTO CTaTyca, BIIEPBbIE OIMMCAaHHOTO K0oXXeBHUKOBBIM
B 1894 . EPC nponoirkaeT perucTpupoBaThCs B €TMHNY -
HBIX cydasx KD, mpuyeM He ToJIbKO BOCTOUHOIO, HO U 3a-
MMaJHOTO ero BapruaHTa. ABTOPHI Yallle 0TMeUaroT 3(pdek-
TUBHOCTb COBPEMEHHBIX TEPANIEBTUUECKNX TAKTHUK [29, 34].

B nenom, 33T aBnstercss nHGOPMAaTUBHEIM B TUIAHE
MOHMTOPHHTA, HO HeCIeUM(PUUIHBIM MeTogoM npu BD.
Brrgsnenue nipu D3I B ocTpyio a3y CTORKMX HO30JIOTH -
YeCKM HecIeUMGUIHBIX IMaTOIOTMIYCCKUX OYarOBBIX
1/WIIA TeHEPATM30BaHHBIX AMICITH(OPMHBIX ITATTEPHOB
SIBJISICTCSI TIPOTHOCTUYECKIIM MapKepoM HeOJIaronpusTHBIX
HEBPOJIOTUIECKUX MCXOI0B, B TOM YHMCJIC B OTHOIICHUH
sounernicuu. BIIT-3HIIEhaIUT CBA3aH ¢ XapaKTepPHBIMH,
HO HecnenpuIecKuMu 11U Gy3HBIMU MEUICHHBIMU BOJI-
HaMHM BBICOKOU aMILUIMTYIbI, TAPOKCU3MAIbHON aKTUBHO-
CTBIO B BUCOYHOM 00JIaCTH U TIEPUOINICCKIMU JIATEPAITH-
30BaHHBIMU 3ITIeNTHGOPMHBIMU paspsaamu. Hanbonee
HETaTUBHBIM BIMSIHHEM Ha pa3BUTHE PE3UCTEHTHOCTH
npu [1D obmagaeT SMUASITUYECKUI CTaTyC B OCTPYIO (pa-
3y BD [18]. KokpaHoBckuii 0030p, TTOCBSIIEHHBIN 3 heK-
THUBHOCTH aHTHAIMWICTITUYSCKUX IIPEIIapaToB B MPOhu-
JIaKTUKe U jJedyeHuW [1D m oxBaTMBIIMI MyOIMKALIUKA
3a nepuozn ¢ 1946 o 2016 ., moka3say OTCYTCTBME AOCTa-
TOYHBIX TAHHBIX, TIOATBEPXKIAIOIINX W OIIPOBEPralOIX
11eJIECO00Pa3HOCTD PYTUHHOTO IIPMMEHEHMS aHTUATIICTI-
TUYECKUX MPENnapaToB IS NEPBUYHOM WM BTOPUYHOMN
NpoUIAKTUKHI TIPUCTYIIOB Iipu BD [27].

B momonHeHMEe K HefipOHAIBLHBIM CTPYKTYPHBIM I10-
BPEXICHUSM M aTpo(UU BEIIeCTBa MO3Ta C TeUYCHUEM
BPEMEHHU TALIMEHTHI IMIOABEPKEHBI (PU3UMUESCKUM ITOCTIeI-
CTBUSIM CYIOPOT, HEOJAarOMPUSTHBIM IICUXOCOIINATbHBIM
ITOCJIeICTBUSIM (TIOBBIIICHHBIN PUCK IETIPECCUN/ TPEBOTH,
mpodeCccCuoHaIbHBIE OTPpaHUYECHUSI, HECIIOCOOHOCTH
VIIPaBJISITh aBTOMOOMJIEM ), TIOBBIIIEHHOMY PHCKY CMEpT-
HOCTU U IJTUTEILHBIM HeOIaronpusITHBIM JIEKAPCTBEHHBIM
appexTam [27].

MarHuTHO-pe30HaHCHAsI TOMOIrpadus SIBISICTCS Ha-
nboJiee YyBCTBUTEIbHBIM METOIOM OLIEHKU COCTOSIHUSI
nauneHToB ¢ sH1edanutoM. [Tposeaenne MPT saBnsiercs
00s13aTeTbHBIM JIJIST BCEX MAIIMEHTOB C TION03PESHMEM Ha SH-
uedanut. [Ipu BIIT-s3H1IeDanuTe m3MeHeHUS 10 JTaHHBIM
KOMITBIOTEPHOI TOMOTpaduu BBISIBISIOTCS ¥ 25 % mauu-
€HTOB, a 1o AaHHbIM MPT — y 90 % mauueHTOB; 4J151 TAKUX
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CIyJaeB XapaKTepPHBI OTCYHBIC U3MEHEHUSI B 00JIACTH Op-
OMTaAJIbHBIX TOBEPXHOCTEN JJOOHBIX JOJIEH U MeaUaIbHOMN
Kopbl BucouHoi gonu [3]. Auddys3Hble yyacTku rumnep-
WHTEHCUBHOCTH B KOpPE WJIM B 00JIACTH TaJJaMyCOB MOTYT
BBI3BIBATh ITogo3peHne Ha KO [28].

o 78 % nalueHToB, IePeHeCHINX SHLEeMATUT, UMEIOT
HEWPOIICUXOJIOTMYECKME HAPYLIEHUS TOM WX MHOM CTe-
reHu. YacroTa HapyIieHMsS BHUMaHWS, IOBEICHUSI X MO~
LI Y BBDKUBIIHX OCTACTCSI BHICOKOU B TEUEHUE BILIOTH
1o 3 jet mociie ocTpoii (pa3pl. [ToaTOMY OUEeHb BaXKHBI
JIOCTYITHOCTb HEMPOTICUXOJIOTUUYECKOI ITOMOIIN M MH(MOP-
MUPOBAaHHOCTh MAIllMEHTOB M HX POJCTBEHHUKOB.
JI7151 O1IeHKY KOTHUTUBHBIX (DYHKIINI B OCHOBHOM HCITOJTb-
3yeTcsl I3MEHEHHOe TeJle(hOHHOE MHTEPBBIO ST KOTHU-
tuBHOTO cTatyca TICS-M, nipu MaJtlourCIeHHBIX OIACaTe b~
HBIX CCJIEIOBAHMSIX IIPUMeHsteTcs TecT Bekcrnepa [14, 29].

Ceposnbie MeHUHTUTH (CM) B COBpEMEHHBIX YCIIO-
BUSIX PEIKO IIPUBOIST K HEOJIATOMPHUSITHBIM MCXOIaM, TaK
KaK B OOJIBIITMHCTBE CIIy4aeB SIBJISTIOTCS CaMOOTPaHUYM-
BAIOIIMMUCS COCTOSTHUSIMU, HO OHU JIUAWPYIOT I10 YaCTO-
Te B CTPYKType MH(peKIMOHHBIX 3a0oneBanuii IIHC, mo-
CTUTHYB 3a mociaeaHue 5 jeT 32 % (a 1o HEKOTOPBIM
nmaHHbIM, 0osee 50 %). ExeronHo 3a6oneBaemocth CM
B Mupe coctaBiser 11—15 cirydaeB Ha 100 ThIc. HaceJleHUS
B Iof, ¢ armuaeMudeckumu nogbemamu [20]. Cpenu 3a060-
JieBIIMX AeTH 10 17 net cocrassior 60—70 %, ¢ mpeoda-
JTAaHUEM BO3PacTHOM rpymmbl oT 5—12 ner — 1o 44 %. Puc. 2
JIEMOHCTPHUPYET 3TUOJOTMUECKOE TOMUHUPOBAHNIE HTE-
poBUPYCOB; He MeHee 16 % 3anumaror CM mpu IpUPOIHO-
0YaroBbIX MH(eKIuIX [5].
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SHTeposuMpychl / Enteroviruses

M lepnecsupycsbl / Herpesviruses

B Bupyc knewesoro 3Huedanumta /
Tick-borne encephalitis virus

B Bboppenwun / Borrelia

B Wepcunum / Yersinia

B MukobakTtepun
Tybepkynesa / Mycobacterium
tuberculosis

B MNpouwe / Other

Puc. 2. Dmuonoeuneckas cmpykmypa cepo3HbiX MeHUHUMO8 N0 OaHHbBIM
DIBY «llemckuili HAyMHO-KAUHUMECKUL YeHMp UHDEKUUOHHbIX Oone3Heil
DMPBA Poccuu», %

Fig. 2. Etiological structure of serous meningitis (data of the Research and
Clinical Center for Infectious Diseases under the Federal Medical Biological
Agency of Russia), %
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CoracHO OpUTaHCKHMM U €BPOIEHCKUM PeKOMEHIA-
LIWSIM B HACTOSIIIIEE BpEeMSI HE CYIIIECTBYET METOMIOB JIeue-
HUS, JOKAa3aBIINX CBOIO 3(P(PEKTUBHOCTb B OTHOIIEHUM
OOJIBIIIMHCTBA BO30YAUTEIEH BUPDYCHBIX MEHUHTUTOB. [10-
Ka3aHO, YTO HEKOTOpPbIE IIPOTUBOBUPYCHBIC IIPEIIapaThl
MOTYT OBITh IOJIE3HBIMH, HO CYIIIECTBYIOT IIOTCHIIMAIbHBIC
PUCKU TTOOOYHBIX 3(PDEKTOB IeKapCTB U U3TUIIHE I -
TeJIbHOW rocnuTtaiu3auuu. Eciu 6buia HauaTa aHTUOMO-
TUKOTEPAMHUs, e¢ CIeayeT IIPEKPATUTD ITOCIIE YCTAHOBICHUS
BUpYCHOI atronoru CM u yaeauTb IPUOPUTETHOS BHU-
MaHHe YCKOPEHUIO BLITTUCKY MalleHTa U3 O0JIbHULIBI [23].

B niepnone pexonsanecuenuuu CM B 40—85 % ciy-
yaeB y AeTeil oTMeuaeTcs 1epedpacTeHust, Kotopas B 20—
40 % ciy4aeB coxpaHsaercd B TedeHue 6 mec, B 24 % ciy-
yaeB HaOII0JAeTCs CHIKEHNE «OIEPaTUBHOU MaMITH».
HecmoTps Ha KIMHMYECKOE BBI3TOpPOBJIeHUE, Ha 15—
20-e cytku y geteii ¢ CM BBISBISIIOTCSI BBIPaxKeHHBIN
MHTpaTeKaJIbHbIM LIMTOKMHOBLIN AUcOalaHC B BUJIE I10O-
BBIIIIEHUSI YPOBHEH MHTEepeliKnHa §, nHTepdepoHa raM-
Ma u B 70 % ciny4yaeB — nuddy3Hble U3MEHEHUsI B BUIE
CHIXKEHMS (PYHKLIMOHAIBLHOM aKTUBHOCTH MOTOHEMPOHOB
1 HEMPOHOB KOPKOBBIX IIPOCKIIMOHHBIX 30H COMAaTOCEH-
COpHOi1 adpdepeHTalIMM TOJTOBHOTO MO3ra MO JaHHBIM
TPaHCKPAaHUAIbHOM MAarHUTHOMU CTUMYJISILIUKA U COMAaTO-
CEHCOPHBIX BBI3BAaHHBIX MOTeHIIMAI0B. CTelleHb M IIPO-
JIOJKUTEJIbHOCTh U3MEHEHUI KOPPEIUPYIOT ¢ YaCTOTOM
Pa3BUTHSI KOTHUTHUBHBIX U TIOBEACHYCCKUX TUCGHYHKIII
B mepuoje Mo3aHel peKoHBalecleHLIuH [5].

Cepo3HbIe MECHUHTUTHI BXOIST B KIIMHUIECKYIO Kap-
TUHY IIPUPOIHO-0YaTOBBIX 3a00JIeBaHUI, IIEPEHOCH-
MBIX MKCOAOBBIMU KilemaMu: KO u kiemeBoro 6oppe-
nuno3a. [locienHuii cocrasiasger 82 % OT KIIELIEBBIX
nHEKIU y AeTeil, B ocTpoii ¢ha3e mpeacTasBiacH nedar-
rueil y 42 % nauueHToB, B 37 % cilydaeB — IOpakeHUEM
JmieBoro HepBa 1 CM, B TOM 4YHCIIe COYCTAaHHBIM (CHUH-
npoM bannaBapra). KO y mereii BoisiBisiercs: B JlaabHe-
BOCTOYHOM (penepaabHoM okpyre — 10 10,4 % cay4daes.
Yucao o9aroBbIX M XPOHUYECKMX (POPM OCTAETCS ITOYTH
MOCTOSIHHBIM — OT 10 10 25 % ot uKcia 3a60seBUIuX [5].
VY 2/3 n3 55 amMmepuKaHCKUX AeTeil ¢ HEBPOJIOTUICCKUMM
mocaencrBusiMu K9, mepenecenHoro B 2004—2008 rr.,
yepe3 2—5 JIeT BBISIBIICHBI OCTAaTOYHBIC SIBJICHUSI B BUIE
KOTHUTHBHOTO Ne(HIINTa, TOJIOBHOM 00U, YCTAaIOCTH
" pazapaxureabHocTH. boiee 1/3 neTeit, mo coobmeHusIM
poIuTesIe WM YYUTEIEH, NCIBIThIBAJIM CJIOKHOCTH C I10-
BelleHHeM, MOTUBaLel 1 padoyeit mamsthoio [15]. Pe3ynb-
TaThl AYOJIUPYIOTCA B MCCICHOBAHUSIX, ITPOBEIEHHBIX
Ha tepputopuu LlIBenun, Kuras, Poccuu.

®deHoTUT cMHIpOMa AeUinTa BHUMAHUS C TUIIepP-
aKTUBHOCTBHIO B KaU€CTBE PAaHHUX WJIM OTHAJICHHBIX I1O-
caenctuii KO, nmo manueM O. Michaeli 1 coaBr., BEISIBIIEH
y 50 % meteii, 4TO MPEBBILLIAET ITOMY/ISLIMOHHBIN YPOBEHD
B 5—7 pa3. Bo usbexaHue rurepauarHoCTUKU CUHIPOM
nedulMTa BHUMAHHS C TUIIEPaKTUBHOCTHIO HEOOXOIM -
Mo nuddepeHIIpoBaTh OT LepedpacTeHUH, CTPECCOBOM
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CUTYalLIMOHHOI peakliu1, 0COOEHHOCTE! XapaKTepa 1 BOC-
muTaHusi. CTpYKTYpHbIE U3MEHEHMS TOJIOBHOTO MO3Ta,
MepHoJ PeKOHBAJICCIICHIINN, KOTHUTUBHBINA 1 HEBPOJIO-
TMYECKUI Te(PUIIAT UCKITIOYAIOT CUHAPOM Ae(UILINTA BHU-
MaHHUSI ¢ TUTIEPAKTUBHOCTHIO KaK CaMOCTOSITEIbHBINA -
armos [1, 15, 25].

KaramHecTrueckue ucciienoBaHus HeponH@MEKIMii
o npoiecTBuu 6ojiee 10 et mocae ocTporo mepuoaa
eIMHUYHBI. B 00IIeHaIIMOHATFHOM MOMYJISIIIUOHHOM
KOTOPTHOM MCCJIEIOBAHUM C MCIIOJIb30BaHMEM HAIO-
HaJIbHBIX JaTCKMUX peecTpoB B mepuona 1980—2008 rr.
U3ydJaJiCsa YpOBEHb 00pa30BaHMS U 9KOHOMUUYECKOI ca-
MOCTOSITEJIBHOCTH Y B3POCIIBIX, IIEPEHECIINX HEHPOMH-
dexuuu B nerckom Bospacte. [IM, I'M u BIII'-3H1e-
¢anuT, nepeHeceHHbIE B IETCTBE, ObUIM CBSI3aHEI ¢ Oosiee
HU3KUM YPOBHEM 00pa30BaHUS M 3KOHOMUYECKOM ca-
MOCTOSITeJIBHOCTH, 3HAUUTEILHBIM COKpAIIICHUEM CO-
LIaJbHOM 3aHSITOCTH U ITOBBIIICHHEM ITOTPEOHOCTH
B MEHCHUHU II0 MHBAJUIHOCTU BO B3POCJIOI XH3HWU,
s epeHecminx MM u CM 6GoJiee HU3KUIT YPOBEHb
00pa3oBaHus ObLI CBSI3aH C COLIMATbHO-3KOHOMMUYE-
CKUM IOJIOXeHueM ceMbH [32].

Kanaackue ydyeHble TIpeINpUHSIIM TIOIBITKY 0030pa
peadMIMTALIMOHHBIX MEPOIIPUSTUI MTOCIE HePOMHPpEK-
muii. I3 12737 oToOpaHHBIX UCTOYHUKOB B 0030p OBLIO
BKJIIoUeHO 20 MCCiIemoBaHUA, BCE C pa3MEPOM BBIOOPKH
<25 nmaumeHToB. 111 cMSATYEHMST TTOCTIEACTBUN MH(MEKII-
OHHOTO 3HIle(aTnTa TPUMEHSUINCH pa3IMIHbIC BMeIIa-
TEJIbCTBA, B TOM YHMCJIE C UCIIOJIb30BaHNEM KOTHUTUBHOM
Tepanuu (9 ucciieqoBaHMIi), MTOBEIEHYECKON Tepanuu
(5 uccrnenoBanuii), puznorepanuu (2 UCCIeAOBaHUS ) WA
2 v 0oJiee MeTOIOB JieueHUs (4 uccinenopanust). M3-3a
UX KIMHUYECKOU U METOJ0JIOTMYECKOM HEOTHOPOTHOCTU
MeTaaHalIu3 He rpoBoauics [11].

CoOCTBeHHO OIIeHKA KayecTBa XXM3HU ITallMCHTOB
C VICTTIOJIP30BAaHMEM BaJIMANPOBAHHBIX METOIUK CTAHOBUT-
CsI IOMYJISIPHO# B IIOCJIEIHIE TONBI, HO JaHHBIC B ITeaMAa-
TPpUYECKOM MPaKTUKE orpaHuYeHbl. B OputaHcKoM uccie-
JIOBAaHWM KavecTBa XKU3HM B3POCJBIX U ACTeil He MEHee
yeM 4epe3 6 Mec 1ociie dHledalnTa BhISIBIEHO OTPULIA-
TEJIbHOE BIMSHHUE Ha KAYeCTBO XXM3HU HU3KUX ITOKA3aTe-
JieH 1o 1iKajie ucxonoB [1a3ro u HEyCTaHOBJIEHHOM ATU-
0JI0OTUHU 3HIIe(daTuTa B CpaBHEHUN C ayTOMMMYHHBIM,
0COOEHHO B AeTcKoii Koropte [30].

Takrm 06pa3om, MOKHO CIENATh CJIEAYIOLINE BbIBOIbI:

1. MccnemoBaHus, IOCBSIIICHHBIC HEBPOJIOTMUYECKIM HC-

Xo/aM HeponHMEKIINii y JeTeli, B HACTOSIIIEe BPeMs

HEMHOTOYMCJICHHBI U Pa3sHOPOOHBI, W IIPOBEIACHMUE

TaKUX UCCJICAOBAHUN YPE3BIYAHO aKTyaJIbHO IS pa3-

PabOTKM €MMHOTO MYJBTUANCIUILUIMHAPHOTO CTaHAap-

Ta ¥ TPODIIAKTUKN NTHBATUITHOCTH.

2. 3aboneBaeMOCTh HeMpOMHGpEKIUIMU JUHAMUYHA
BCJICICTBHE BJIVSIHMSI aHTPOIIOTEHHBIX (COLIMATBHO-
SKOHOMHMYECKHII YpOBEHb Pa3BUTHS, BaKIIMHAIIMSI,
CaHUTAPHO-TUTHUEHNYECKasi TPAMOTHOCTb, COCTOSTHIE
MMMYHOPEaKTUBHOCTH) Y IIPUPOIHBIX (KJIMMAT U FeHe-
THYecKas '3MEHIMBOCTD BO30yauTeeit) hakTopoB. He
CYIIIECTBYET €IMHBIX CTAaHAAPTOB 1 3aKOHOMEPHOCTEI
B OTHOILLIEHWMHY TTALIMEHTOB C 00CY>K1aeMOIi TTATOJIOTHEN.

3. HeOnaronpusITHBIH (JIeTaIbHBIIN) MCXOM HeiiponH(DEeK-
11 00yCIOBIIEH OBICTPHIM Pa3BUTUEM KU3HEYTPOXKa-
FOIIUX OCJIOXKHEHUM 00IIeMH(MEKIIMOHHOTO XapaKTe-
pa (MH(PEKIIMOHHO-TOKCUYECKU IIIOK, AbIXaTeJIbHas
HEIIOCTaTOYHOCTD) U LIepeOPaAIbHBIX (OTEK TOJIOBHOTO
MO3Ta C IUCIOKAaLMeH, BHyTpUIEpeITHasI TUTIEPTEH3HS,
SIUJICTITUYECKUI cTaTyc). PaHHSAS 3THONIOrHYecKast
MUATHOCTHKA U YETKUU aJITOPUTM HEOTIOXHBIX JIe-
YeOHBIX MEPOIIPUSITUMN B YCIIOBUSIX TOCTYITHOCTH Me-
TUIIAHCKOM ITOMOIIY YIyYIIIaloT IIPOTHO3.

4. Boicokasg yactota IID 00ycioBlieHa MOpakeHUEM
BBICOKO3MUJIECNTOTeHHON J1OOHO-BUCOUYHOI KOPHI,
CYIOPOrM OTMEYaloTCs 6ojiee YeM y moaoBUHbI (54 %)
JIETei ¢ IIopaskeHNEeM KOPHI, BBISIBIISIEMBIM I10 JAHHBIM
MPT. do 60 % nereii ¢ ocTpbIM 3HLIE(ATUTOM U OT 5
10 29 % ¢ THOMHBIMY MEHMHIUTAMM, C MAKCUMAJIbHOI
YaCTOTOM B BO3pacTe A0 1 roma, cTpamaloT OT CyIopor,
nepexondmmx B I1D Goaee yeM B 60 % ciydaes.
IIpu BD puck 1D B 10 pa3 BuIllle HOIMYJISLIMOHHOTO
JIaxe B OTCYTCTBME PAaHHUX IPUCTYIIOB, IIPU paHHMX
MpUCTYIIax pUCK pa3BuTus 1D Boimie B 22 pas3a, M OH
OCTaeTCs ITOBBIIICHHBIM 10 20 JIeT.

5. PasBuTHe oTIageHHBIX MOCIEICTBUI HEMPOMH(PEKIINIA,
B TOM YHCJI€ HEBPOJIOTUIECKOTO MeUIInTa, SITHICII-
CHM, COLIMATBLHON Ie3amanTalliy, OIPeaeIIsieTCs HO-
30/710TUYECKOI (DOPMOIA, OCITOKHEHHBIM TECYECHUEM,
BBISIBJIIEMBIMU B paHHEM IIEPUOJIE CYIOPOTaMU 1 U3-
MeHeHUusIMU 1o faHHEIM MPT 1 D3OI B Buae cToMKux
HO30JIOTUYECKA HEeCHeIU(MUIHBIX ITaTOJIOTMUECKIX
0YaroBbIX U/WIY TeHEPaIN30BaHHBIX IMICITHDOPM-
HBIX ITATTEPHOB, aJIeKBAaTHOCTBHIO BOCCTAHOBUTEIHLHO-
ro jiedeHus. Puck pasButus (peHOTHUIA CHMHIpOMA
nedumTa BHUMaHUS C TUTICPAKTUBHOCTBIO B UICXOIE
HelponHMEKLIMIA BBILIE MOMYISIIAOHHOTO; CUMIITO-
MOKOMITIEKC MOXET KaK ObITh CAMOCTOSITETbHOI HO-
30JI0rMYECKOM eAUHMLIeH, TaK U COIyTCTBOBATh OoJiee
TSDKEJTBIM TTOCIICACTBUSIM TTOPAKEHUS CTPYKTYPHI MO3-
ra, Tpedyss MHIUBUIYyaJIbHOU TaKTUKM JiedueHus. [1o-
3TOMY U3y9eHUE PAaHHUX ¥ OTHAJICHHBIX KIIMHUIECKIX
U COLMAJIbHBIX MCXOJOB CIIOCOOCTBYET BBIpaOOTKE
ONTHUMAJIbHOI TepaneBTUYECKON U peadUIMTalMOH-
HOM CTpaTeruu, yay4lIaloneii Ka4yeCTBO XKU3HU IETel,
nepeHecInX HeiponH(EKIINH.
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BpomxaeHHble uepedbpanbHbie napanuyu: reHemuyeckas npupona
U HO30/0ru4eckan yenocmHocimb

I1.J1. Cokonos!, H.B. Yebanenko?, B.I1. 3bikos2, 11.B. Kanusen? 3,
A.T. Iputsiko!, I1.A. Pomanos!

1TBY3 «Hayuno-npakmuueckuii yeHmp cneyuaiu3upo8antoii meOuyurckoii nomousy demam um. H. B. Boiino-Sceneykozo
Jlenapmamenma 30pasooxparerus e. Mockewr»>; Poccus, 119620 Mockea, ya. Asuamopos, 38;
2QrBOY JI10 «Poccuiickas MeOuyuHCcKas akademus HenpepbleHo20 NpogheccuonanbHozo obpasosanus» Munzopasa Poccuu;
Poccus, 125993 Mockea, ya. bappukaduas, 2/1, cmp. 1;
3000 «Ienomed»; Poccus, 115093 Mockea, Tlodoasckoe wocce, §

Konmaxmoi: Hamanes Bradumuposna Yebanenxo natagwe @yandex.ru

B 0630pe npedcmaesaen ananuz 73 noanomexcmosuvix cmameli, UCMOYHUKOM KOmopwix Oviau 6azvt Medline, OMIM, NCBI, Pubmed,
Scopus, eLibrary.ru. PaccmompeHnvl u npoaHasu3upogansl OAHHble UCCAe008AHUL OCHOBHbIX NAMOLEHEMUYECKUX MeXAHU3MO08
gopmuposanus penomuna yepebparvhvix naparuveti (L11): nec6arancupo8anHvix XpoMOCOMHBIX AHOMAAUL, OOHOHYKACOMUOHBIX
CMPYKMYPHbIX 8APUAHMOE 8 A0ePHOM U MUMOXOHOPUANLHOM 2eHOMe NOAUMOPPU3IMO8, ACCOYUUPOBAHHBIX C pa3sumuem geHomuna
LI1. Ilodpobro paccmompenvl snuceHemutecKue GAUAHUS HA 2eHOM, A MAKJCe GAUSHUS 2eHOMA HA MEXAHU3Mbl INULEHOMHO020
peeyauposanus. Ilpusedensvr danHble 0 eeHemuueckol OdemepMUHUPOBAHHOCMU CONYMCMEYIOUell namosoeuu U peaxmueHOCMU
Ha nevebHble MAKMUKU.

JlemanvHoe uzyueHue ucnonb306aHHbIX MAMEPUAN08 NO3GOAUNO ABMOPAM NPUUMU K CACOVIOUUM 3AKNIOUEHUSAM:

1) 6 namoecenes genomuna L[l éxnioueno b6oavuioe KoauUecmeo 2enos, 0emepMUHUPYIOUWUX HAPYULEHUS KAeMOYHO20 Memaboiusma,
HelipooHmocenesa, YCmoi1u8oCcms Mo3ed K 2UNOKCUU U op.;

2) osaeuenuto 6 namoeene3 LI nodeepicervl 6 mom uucie eeHvl, AHOMAAUU KOMOPLIX GOPMUPYIOM ONUCAHHYIO CUHOPOMANbHYIO
namoaoeuro;

3) pazHOHANPaGAeHHOCMYb U WUPOMA B030eliCIEUsi NYAQ 2eHO8 ¢ UCX000M 8 CUHOPOMONOSUYECKU OMHeMAUBYI0 KOHKPEMHYI0 KAPMUHY
LT nozeoasitom npednoncums KOHUENYUIO HEUPOMPONHO2O 2eHOMA,

4) mexanu3mMbl 808AeHEHUS. U3BECMH020 HA HACMOAWUL MomMeHm accoyuuposannoeo ¢ LI nyra eenoeé moeym Ovimv pasiuyHuiMu —
0M HeCOaNaHCUPOBAHHBIX XPOMOCOMHBIX AHOMANUI 00 HAPYUEHUsl peeYASIUUU 2eHOMHO-INUSCHOMHBIX 83aumodelicmeuil;

5) paznuunvie epynnwt 2eH08 Mo2ym Ouhphepenyuposanto 6AUAMy HA POPMUPOBAHUE OMOCAbHBIX CUHOPOMOB 6 00ulell KapmuHe eHomu-
na I[11;

6) umeromces OanHble, YKA3bl8AIOUUe HA 2eHeMUYEeCKYI0 0emepMUHUPOBAHHOCMb CKAOHHOCMU K KOHMPAKmMYypooopazoeanur, papmaxo-
DeaKmu@HOCMU HA NPenapambol, CHUNCAIOUjUe MblUeUHbIl MOHYC, PeaKMUGHOCMU HA AOUAUMALUOHHOe 8o30eiicmaue;

7) eeHOMHO-3NU2EeHOMHbBIE 83AUMOBAUSIHUS, 8 HOPMe 00ecneuusaroujiie MaKCcuUManbHyo 3ghgdexmugHocms adanmayuy 0peaHu3mMa K yCao08UsIm
OKpYydcaroueli cpedvl, Npu NAMOAOUU YBEAUMUBAIOM 8EPOSMHOCTYb 603HUKHOBEHUsL Pe2YAsiMOPHbIX HONOMOK, KOMOpble, 3ampasugas
KoMnemeHmHble 2eHbl, npueodsam K ghopmuposanuro penomuna LI1T;

8) pazdenenue penomunos LI no npunyuny eenemu4eckoil demepmMuHUPOBAHHOCMU U UCKAO4eHUe U3 duaenoza L[I1 eenemuuecku
JemepMUHUPOBAHHBIX CAYHAEE PA3GUMUS (PeHOMUNA HEKOPPEeKMHO.

B kauecmee npuuunsi yeeauuenus uacmomot ecmpeuaemocmu L[I1 gvidensiromes 2 epynnvt GHMPOnOeHHbIX GAUSHUN HA POCM YUCAA MYMAUUT
U UHBIX 2eHHbIX AHOMAAULL, 8blsieasiemMblx de nNovo 6 npoyecce uccaedosanuii: 1) anmponocennoe go3deiicmgue Ha OKPYICAIOUYIO cpedy,
yeeauuugarouee KoAU4ecmeo aHomMaruii eeHoma de novo; 2) aHmponoceHHoe (6 mom 4ucie ssmpozeHHoe) 8030elicmeue nocpedcmeom
MexHoA02ULl, HANPABACHHBIX HA COXPAHEHUE HCU3HU, HCUBHECHOCOOHOCMU U PenpOOyKMUBHOL CNOCOOHOCIMU HOCUmenel AHOMAAUI 2eHOMA,
npueoosaujee K ukcayuy Imux aHomaiuii @ eeHome NONYAAYUU.

Cehopmyauposan napadokc, co02AacHo KOMopomy npu HAAUHUYU MEXHOA02UH, CHOCOOHBIX COXPAHSIMb HCU3Hb HOCUMENSM AHOMANbHORO 2eHOMA,
MEeXHOA02UU KOPPEKUUU 2eHOMA [N VIVO MOAbKO HaYUHAIOM 6800umbcs 8 npakmuky. Ha ocnosanuu s3moeo deaaemcsi 661600 o Heobxodumocmu
AKMUBU3aUUU NOUCKO08 8030€liCBUsl Ha 2eHOM U INUSEHOM KAK eOUHCIMBEHHO B03MOICHBIX 8APUAHINOE CHUJICeHUs: vacmomul paseumusi LITT
3a cuem aKkmugHo20 npedynpexcoelus Ha NPeHamalbHOM mane U 3pexmusHoll KoppeKyuu gopmupyroweeocs peHomuna.

Karouesvie caosa: yepebpanvhuiii napaiuy demckuii, 2eHemuKka yepebpanbHoix napaiuyell, SnueeHemuKa yepedpanbHix napaiuyeii, namo-
2eHe3 yepeOpanbHuix napasuueil

Jlasa ywumupoeanus: Coxonos I1.J1., Yebanenxo H.B., 3vikoeé B.1I1. u dp. BpoycoenHoie yepedpanvHbie naparuqu: eeHemu4eckas npupooa
U Ho30102u4ecKas yerocmuocmo. Pycciuii acypran demckoii negponoeuu 2020;15(3—4):65—77.
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CONGENITAL CEREBRAL PALSY: GENETIC CAUSE AND NOSOLOGICAL INTEGRITY

P.L. Sokolov!, N.V. Chebanenko?, V. P. Zykov?, I.V. Kanivets® 3, A.G. Prityko!
V. F. Voyno- Yasenetskiy Research and Practical Center of Specialized Care for Children, Moscow Healthcare Department;
38 Aviatorov St., Moscow 119620, Russia;
2Russian Medical Academy of Postgraduate Education, Ministry of Health of Russia; Build. 1, 2/1 Barrikadnaya St., Moscow 125993, Russia;
3Genomed LLC; 8 Podolskoe shosse, Moscow 115093, Russia

The review provides an analysis of 73 full-text articles, the source of which was the Medline, OMIM, NCBI, Pubmed, Scopus, eLibrary.ru
databases. The data of studies of the main pathogenetic mechanisms of the formation of the cerebral palsy (CP) phenotype, such as chromo-
somal aberrations, copy number variations, single nucleotide polymorphisms, associated with the development of the CP phenotype, are reviewed
and analyzed. Epigenetic effects on the genome, as well as the effects of the genome on the mechanisms of epigenomic regulation, are examined
in detail. The data on the genetic determinism of concomitant pathology and reactivity to therapeutic tactics are presented.
Based on the study of data from numerous studies, the authors draw the following conclusions:
1) the pathogenesis of the phenotype of CP includes a large number of genes that determine violations of cellular metabolism, neuroonto-
genesis, brain resistance to hypoxia, etc;
2) genes whose abnormalities form a syndromic pathology are involved in the pathogenesis of CP;
3) the multidirectionality and breadth of the effects of the gene pool with the outcome in a syndrome-specific distinctive picture of the CP
allows us to propose the concept of a neurotropic genome;
4) the mechanisms of gene involvement can vary from aberrations to epigenetic imbalances;
5) different groups of genes can differentially influence the formation of individual syndromes in the phenotype of CP;
6) there are data indicating a genetic determinism of the tendency to contracture, pharmacoreactivity to drugs that reduce muscle tone,
reactivity to habilitation effects;
7) genomic-epigenomic interactions normally ensure the body’s adaptation to environmental conditions, and with pathology, they increase
the likelihood of regulatory breakdowns that lead to the formation of a CP phenotype;
8) the exclusion from the diagnosis of CP of genetically determined cases of phenotype development is incorrect.
The authors present two anthropogenic reasons for the increase in the frequency of occurrence of de novo identified gene abnormalities:
1) anthropogenic impact on the environment, increasing the number of anomalies of the genome de novo; 2) iatrogenic effects of technologies
for preserving life, vitality and reproductive ability of carriers of genomic anomalies. This effect leads to the fixation of anomalies in the genome
of the population.
A paradox is formulated, according to which, in the presence of technologies capable of preserving the life of carriers of genomic anomalies,
in vivo technologies for genome correction are only just beginning to be put into practice. Based on this, it is concluded that it is necessary to

intensify the development of methods for prenatal diagnosis and gene therapy of CP.

Key words: cerebral palsy, genetics of cerebral palsy, epigenetics of cerebral palsy, the pathogenesis of cerebral palsy

For citation: Sokolov P.L., Chebanenko N.V., Zykov V.P. et al. Congenital cerebral palsy: genetic cause and nosological integrity. Russkiy
zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(3—4):65—77. (In Russ.).

Bsepnexue

IIpoGnaeMaTrka BpOXKIEHHBIX LiepeOpabHbIX Hapaiu-
yeit (IIIT) B TeueHEe MHOTHX JIET HE TepsIeT aKTYaJIbHOCTH.
C pocTOM HaIIMX ITO3HAHUM HE TOJIBKO B KIIMHUYECKUX,
HO U B 0a3MCHBIX IUCHMIUIMHAX 3HAYMMOCTbH €€ BO3pacTa-
eT. OmnpenensieTcs 3T0 OYPHBIM IIPOTPECCOM B U3YICHUH
IMAaTOreHETUYECKUX MEXaHM3MOB, a TAKXKe TTePCIIEKTUBHO-
CThIO pa3pabOTOK I10 FreHHOM Tepanuu y nauueHTos ¢ LII1.

B 60 % ciny4aes pasButue LII1 onpenensercs Takumu
BIIOJIHE IIOHATHBIMU (DAKTOpPaMHM, KaK HEIOHOIIICHHOCTb,
TUIIOKCUYECKU-UIIEeMUYECKOe TOpaXkKeHNue Mo3ra, BHY-
TpUYTpOOHasI MHGEKIINS, IICPUHATAIBHBIN NHCYJIBT.

B kauectBe Hauboj€€e 3HAUMMOTO 3TUOJOTMYECKOTO
¢dakTopa paccMaTpuBaeTcs ITy0OKasi HEIOHOIIEHHOCTD
(22—25 Hen recTallMOHHOTO BO3pacTa).

B maHHOM CITy4ae BOIIPOCHI IPEIYIIPEXICHNS Pa3BH-
THS TIATOJIOTHH JIEXKAT B KIIMHUUYECKO# cdepe [6]. OnHako
B 30—40 % cay4aeB BBISIBUTb 3THUOJIOIMYECKUI DakTop
pazutus LT He mpeacTaBiisieTcss BO3MOXHBIM, UTO OIpe-
JIeJIsIeT MHOTOJICTHUM MHTEpeC K UCCIICIOBAHUIO TEHETH -
YeCKMX acIleKTOB I'eHe3a JaHHOM rmaTonoruu [15].

Bonee Toro, mo muenuio A.H. MacLennan u coasrT.,
«3TOT o0t MUD (MU(D O HETEHETUICCKOM MPUPOJIE)
COepKMBAECT MCCIeAOBaHNE IIPUINHHO-CICACTBEHHOMN
CBSI3U B Pa3BUTUHM BPOXIEHHBIX LIEpEOPaTbHBIX Mapayiu-
yeid» [37]. Jlo HenaBHEro BpeMeHu JIniib 1—2 % BPOXIECHHBIX
LIIT (B 0CHOBHOM CEMEIHBIX) CBSI3BIBAJIMCH C MyTaLIMSIMH.
Ceituac xe 0ypHoe pa3Burue MetonoB JIHK-gnaraoctu-
KV TIO3BOJIWJIO BBISIBUTh TeHETUIECKYIO IETEPMUHMPOBAaH-
HOCTb B 00Jiee IIMpPOKOM nauanasone [37].

B Hacrosiee BpeMst Bce OoJibliiee YMCIIO MCCIIeNO-
BaHMI BBISBIISICT BO3MOXHBIC BapMAaHTHI TeHETUUSCKIX
HapyleHuil B ceMbsix ¢ L1, a Takzke B OTIeJIbHBIX CIIOpa-
IdecKux cirydasx. CeKBeHMpOBaHUE CJICAYIOIIETO ITOKO-
JICHMSI TTOMOTaeT KIIMHUIIMCTAaM B IIOCTAHOBKE KOHKPETHBIX
MOJICKYJISIDHBIX TMArHO30B, MPEIOCTABIISIS B OydylIeM
BO3MOXHOCTH JUISI THAWBUAYAJIBHOTO JICYCHMS 1 TIPUHSI-
TSI 0OOCHOBAHHBIX PENPOAYKTUBHBIX perreHuii [61].

IMocnenHue nocTrxxeHUs1 B 00J1aCTU CEKBEHUPOBAHUST
PHK no3Boauiau onuchiBaTh U aHAJIU3UPOBATh TPaHC-
KkpuIitel. KpyrmHble KoHcoOpumyMbl, Takue Kak [Tpoexkt 1000
renoMoB U [Ipoekr ENCODE (ENCyclopedia Of DNA
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Elements), coznator Bce 6oiree u 6oiee OOITMPHBIE KApThI
reHoma. MiHTerpaiysi JaHHBIX O TCHETUIECKUX BapHALIHSIX
¥ OOIIMpPHAsT aHHOTAUs (DYHKIIMOHAIBHBIX TeHOMHBIX
3JIEMEHTOB, a TAKXKe CIIOCOOHOCTh U3MEPSITh INI00ATbHYIO
TPaHCKPUIILIMIO MTO3BOJISIOT IIPOaHAIN3UPOBATh BIMSIHIE
TeHEeTUYECKHX BapHaHTOB Ha 3KCIpeccuio TeHoB. MHTe-
rpalys JaHHBIX O BAPUATUBHOCTU TEHOMA 1 MAYIIEee -
POKUM (PpPOHTOM omnucaHue ero (pyHKIMOHAJIBHBIX 3Jie-
MEHTOB, a TAKKEe TOSIBUBIINAECS] BO3MOXHOCTH IO OIICHKE
[JIOOAIPHO TPAHCKPUITIIAY TTO3BOJISIIOT IIOHSITH BIMSTHUC
TeHEeTUYECKOI BapMaTUBHOCTH Ha SKCITpeccHio reHoB [19].

HecomHeHnHocTb yuyactus B nmatoreHese LII1 reHeTu-
YeCKUX MEXaHN3MOB ITOATBEPKIACTCS IMMPOKUMU ITOITY-
JIIIMOHHBIMU KOTOPTHBIMHU MCCJIEIOBAaHMAMHU. Tak,
npu a”Hanm3e naHHbIX 2036 741 HopBexia, 3649 13 KoTO-
pbix uMeau guaraos LI, BEIABICHO, YTO PUCK Pa3BUTHUS
LII1 B 6113HE1I0BOM Mape Mpyu HATMIKK 3a00JIeBaHUsI Y O/l -
HOIO M3 GJIM3HELIOB COCTaBIsI 15,6. B ceMbsix ¢ 601bHBIM
pebeHKOoM pUcK poxaeHus pedeHka ¢ LI ysennuuBancs
B 9,2 paza. [1pu usyuenuu Il mmHUM poncTBa moxkasaTemn
purcKa OBLIM He CTOJIb 3HAYMMBIMU (B 1,5 pa3a). Exe 0oee
yOeauTe IbHBIMY MOJTyYeHHBIE JaHHBIC CTAHOBUJIMCH IIPU
HUCKIIOYEHUHW U3 KOTOPTHI CIy4aeB IIPeXIEeBPEMEHHBIX
pomos [58].

A. Moreno-De-Luca u coasr. emie B 2012 . mpuBoau-
JIN «HECKOJIPKO JTOKA3aTeJIbCTB YIaCTHUSI TeHETUUECKUX
(axkTOpOB B ITaToreHe3e LepeOpaIbHbIX Mapaanyeii» [47]:

1) HanMYMe IMMOATBEPXKIESHHBIX CIyJYacB CBSI3M TE€HHBIX
MyTaluii ¢ passuteM dpenoruna LIT;

2) ©oJee BEICOKAsI YaCTOTA BCTPEYAEMOCTH BPOXKIECHHBIX
anomanuit y i ¢ HIT (11-32 %) mo cpaBHEHMIO
CO CpeIHUMU MOoKa3aTesIMU B ronysisiuuu (2—3 %) —
64,65;

3) 6osee BRICOKMIA prcK pa3BuTus ¢eHotrma LII1 B Mmo-
HO3WUTOTHBIX Mapax OJIM3HEIOB;

4) 0oee BBICOKHIA (IIPUMEPHO B 2,5 pasa) pyuCK pa3BUTHS
LIIT nopu poxneHuu getreit B KpPOBHOPOACTBEHHBIX
6pakax — 69,70;

5) cuHIpOMaJTbHAs MIEHTUYHOCTD CeMeMHBIX cydaeB LIIT;

6) onucaHue B HeKOTOpbIx ciaydasix LI acpdekra oTLIOB-
CKOTro BO3pacTa, Ipearojaraiuero 6oi1ee BHICOKYIO
BEPOSATHOCTD Pa3BUTHSI TCHOMHBIX HAPYIIICHMUIA.

K HanucaHuio 1aHHOTO 0030pa HAC MOOYANIIO 00JIb-
1II0€ KOJIMYECTBO HAKOTUICHHBIX 3a ITOCICIHUE TOIBI JaH-
HBIX O BapHaHTaX ¥ MeXaHW3MaXx BIMSHUS TeHETHIECKIX
¢daxTopoB Ha popmupoBaHue BpoxaeHHbIx LI, a Takke
He IIPEKPaIAoIINecs B HAyYHOM COOOIIECTBE TUCKYCCHI
0 BO3MOXHOCTH Kjlaccudukauuu Kak gerckuit LIT coy-
YaeB C IBHOM Fr€HETUYECKOUN NETePMUHUPOBAHHOCTEHIO.

Iexp HacTOSIIICI pAOOTBI — YIIOPSIIOYCHUE Y KITACCH -
¢uKalms HAKOIUICHHBIX 3a IOCJACOHUE 5 JIeT TaHHBIX
10 aHAJIM3Y YIACTHUSI TEHETUYECKMX MEXaHM3MOB B IIaTO-
reHese BpoxjaeHHbIX LII1 u BhisiBieHUEe HauboJiee mep-
CIIEKTUBHBIX C HAyYHOM M MPAKTUYECKON TOYEK 3PECHUS
BEKTOPOB JaJTbHEHUIIMX UCCIIETOBAHUIA.

OcHoBHbIe HaNpaBNeHud NoUCKa U NpaBoOMOYHOCMb
BRNIOYEHUA B HO30/IOTUYECKYI0 rpynny uepedpanbHbixX
napanuyeil reHemuYyecKu gemepMuHUpoBaHHbIX CNy4yaeB

B HacTos1Iee BpeMsT MOMCK TeHeTUYECKIX MEXaHU3-
MOB B IaToreHese BpoxxaeHHbIX LII1 BegeTcs 1o HecKoJb-
KMM HaIIpaBJIeHUSIM: BBISBJIICHHE HecOaIacMpOBaHHBIX
XPOMOCOMHBIX aHOMAJIMI, B TOM YHCJIe BapUalUid 91CIa
xormit JIHK (copy number variations, CNV), ITOMCK CTpyK-
TYpPHBIX OMHOHYKJICOTUIHBIX BApHaHTOB (single nucleotide
variants, SNV), accolmrpoBaHHBIX C pa3BUTHEM (DEHOTH-
na I1. Takxe Bce OoJplliee BHUMaHUE HCCIIenOBaTeIein
B ITOCJICTHE TOIBI IIPUBIICKAIOT SIUTCHETUIECKIIEe MeXa-
HU3MBI (IIpeXIe BCETO METUIMPOBAHUE) U MX y4acTHe
B (popMUPOBAHUN KIMHUIECCKOI KAPTUHBI.

BypHBbIii poCcT TaHHBIX O TEHETUYECKOU MPUPO/IEe BPO-
xneHHbIX LII1 BbI3BasM 1 1o ceil 1eHb He TIpeKpallaloly-
10CSI AUCKYCCHIO O TIPaBOMOYHOCTH IIPUMEHEHMS TepMUHA
«IETCKU 1IepeOpaibHbliA mapaany» pu (GopMyJIMpPOBaHUN
JIHMarHO3a B TEHETUYECKH IeTCPMUHUPOBAHHBIX 1 OIIPE-
JIEISIEMbIX METa0OJIMUYECKMMU PAaCCTPOMCTBAMU CITydasix
3aboneBanus [47].

«CBs13b pa3BUTHS LIepeOPaAbHBIX ITApaIMJeii ¢ HaCe I -
CTBEHHBIMHU (PaKTOpaMU BEISIBIISIET pacTyIlee KOJIMYECTBO
reHeTHYeCcKnX ucciaenoBanmii. [locienHue mOCTIKEHUS
B CEKBCHHPOBAHUM CJICAYIONIETO TTOKOJIEHHS TIO3BOJISIOT
IMOJIYYUTD YIIOPSIIOYCHHBIC 3HAHUS O YEJIOBEUECKOM Te-
HOME JOCTaTOYHO OBICTPO M HE CTOJIb 3aTpaTHO, KaK paHee.
BrosiHe BeposiTHO, 4TO OyIyT BBISIBJICHBI HOBBIE T'€HBHI,
acCOLIMUPOBAaHHBIC C Pa3BUTHEM IIepeOPaTbHBIX ITapaii-
yeil, MOCKOJIbKY Bce 0OoJibllle UcceaoBaTeieil U KIMHU-
LIMCTOB MCIOJB3YIOT 3TOT MOIXOI K M3YICHUIO CIyJacB
3a00J1eBaHMSI C HESIBHBIMU TpUIrHaMu. C pOCTOM HAIIIMX
3HAHMI 00 OCHOBHBIX ITATO(U3NOIOTUIICCKIX MEXaHN3MaX
pa3BUTHUS 1iepeOpaIbHBIX MTapalndeii pacTeT U BEPOSIT-
HOCTh pa3pabOTKN T€HOMHO-YIIPaBJISIeMbIX METOIOB JIe-
YeHUS TaHHOM maToysorumn» [47].

[o3u1st aBTOPOB PUBEACHHBIX UCCIICIOBAHMIA BITOJI-
He noHsTHA: LII1 cocTaBisioT onpeaeieHHY HO300I 1~
YeCKYIO TPYIIITY, NCCIeIOBaHNE ITATOreHe3a KOTOPOI IIPo-
JTOJKAeTCsI, B TOM YHCIIe, B TCHETUYSCKOM HaIIPaBJICHUH.
HMHpIME clToBaMU, TeHETUYECKAs JETEPMUHIPOBAHHOCTD
He IpearnoJjaraeT uckioueHus nuarHosa LII1.

EcTb, 01HaKo, 1 Apyrue B3MIsiAbI HA JAHHYIO ITpo0Jie-
Mmy. Y. Takezawa 1 coaBT. B padote “Genomic analysis iden-
tifies masqueraders of full-term cerebral palsy” BBOmST
TePMHUH «MaCKUPYIOIIeecs Mo IepeOpaIbHBIA mapaind
3a00JIeBaHNE» , IOIpa3yMeBasl IO 3TUM TeHETUIECKH JIe-
TepMUHHMPOBaHHBIE CIy4YaW IMOPaKeHUS LIEHTPAIbHOM
HEepBHOI cucTeMbl. B KauecTBe mapaMeTpOB MCKITIOUCHUS
OHH TIPEUTOXKIIIA TOHOIIIEHHOCTh M OTCYTCTBUE CITCLIM(DH-
YECKMX U3MEHEHUI MO JAHHBIM MAarHUTHO-PE30HAHCHOMN
toMorpaduu. [TpoBenst GUIBTpaIMIo IO STUM ITPU3HAKAM,
OHM IIOJTYYMJIY TTaTOTeHHEIE /BEPOSITHBIE ITATOTEHHBIC Ba-
puaHThI-KaHIuaaThl B9 (52,9 %) u3 17 ciydaeB B 8 reHax:
CTNNBI, CYP2UI, SPAST, GNAOI, CACNAIA, AMPD2,
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STXBPIu SCN2A. T19Th U3 3TUX BApUAHTOB OB UJICH-
TU(PUIIUPOBAHBI paHee, OCTalbHbIe — de novo. B BeIBOIE
aBTOPBI YKa3bIBAIOT HA HEIIPABOMOYHOCTH ITOCTAHOBKH
nuarHo3sa L IT mpu ycioBUM ero reHeTU4eCKO AeTepMu-
HUPOBAaHHOCTH [56].

YacTo ucciemoBaTeasaMy IPUMEHSIETCS] TaKOl METO-
IMYECKUI IIpreM, KaK NCKITIOYeHME 13 KOTOPTHI MallueH-
TOB, MMEIOINX B aHAMHE3€ BO3IECTBE HECOMHEHHBIX
IMaTOTeHETUYECKNX (haKTOPOB, IIPEXKIIE BCETO B MEpUHA-
TaJlbHOM Tiepuone. V. Zouvelou ¥ COaBT. MPOBEJIN PETPO-
CIIEKTMBHBINA aHAIN3 KIIMHUYECKUX, HEMPOPaIUOJIOTHYE-
CKHUX, OMOXMMHUYECKMX U MOJECKYJSIPHBIX HAaHHBIX
COCTaBJIECHHOM TaKUM 00pa30M BbIOOPKU U3 47 MallieHTOB
(aBTOPBI TAKKE OMPEISTIIN UX KaK «ITIallIMEHTOB, MaCKM-
pytommx gerckuii I[I1»). ITo pe3yabraram MOIeKyIIpHO
IMAarHOCTUKU, KOTOPO# OBIIM OXBayeHHI 23 maiueHTa,
0611 BBISBIIEHBI S TeHOB — ATL 1, SPAST, KIF5A, RTN2,
REEP] — cniacTu4ecKoOM Tmaparuieruy y IaiueHTOB C Be-
IYIIAM CHIacTUYeCKUM cuHapoMoM, reHbl HPRT1, TH,
ODPR, DDC 1ipn [MCTOHNYECKOM (TUIIePKUHETUICCKOI)
dopme, ADCY5 u NIKX2-1 — ipy HAIMIUK XOpEendeCKNX
ruriepkuHe30B, CANAIA nipu aTaKTUIECKOM (aTOHMYEC-
KM-acTaTuueckoit), a takxke SPG, PDHAI, NIKX2-1, AT,
SLC2A1wn SPR npu kapTuHe cMelIaHHOM (DopMBbI 3a00J1e-
BaHMSI. ABTOPHI TaK3Ke YKa3bIBaIOT Ha TO, 4TO B 14 cirydyasix
YCTaHOBJICHHE 3TUOJOTMYCCKOr0 MMArHo3a I03BOJIMIIO
MPOBECTHU STUOTPOITHOE ieyeHue [73].

AHanornyHo# no3uuuu npuaepxubamTcs R.W. Lee
W COAaBT., IPUBOIAIINE IIPUMEPHI CIyJaeB y IETEH C I1C-
KUHETUIECKUMHU, CITACTUYECKUMU 1 aTAKCMIECKMMU (De-
HOTHIIAMH, CPeIN KOTOPHIX OBLIM MAlIMEHTHI C HapyIle-
HUsIMU reHoma [29].

JlericTBUTEIbHO, 00BEM JaHHBIX O TeHETUYECKON Mpr-
pone LIII crpeMuTenbHO yBeIMYMBAETCS B MOCIEIHUE
roxapl. [ BHECEHUSI SICHOCTH B BOITIPOC O HO30JIOTMIECKOI
¢dopme HeOOXOOTUMO UMETh YSTKHE IIPEICTAaBICHUS, B TOM
4HCIe, O e IIPUPOE — T.€. STHOJIOTUH 1 raToreHese. Cremyst
no3unuu Y. Takezawa 1 COaBT., ¢ LIEJIbIO AMArHOCTUYECKOI
YUCTOTHI CHeAyeT BBIACIUTb Bce (DOPMBI C TOKa3aHHOM
TCHETUYECKOU IIPUPOAOM B OTAECIbHBIE HO30JOTUYECKUE
rpymbl. OQHAKO I ONMCAaHMsI HO30JI0TUUECKOM (hOpMBI
HEOOXOMMMO COOTBETCTBHE IO TAKMM KPUTEPUSIM, KakK
OIMMCaHME TOCTATOYHOTO YMCJa CIIydaeB, TOKAa3aHHOCTHb
M TIOCTOSTHCTBO T€HOTHIIA, JOCTATOYHOE TIOCTOSTHCTBO (be-
HOTUIUYECCKUX ITPOSIBIICHUH 1 T. 1. MBI 3kKe Ha HaCTOSIIINI
MOMEHT MMeEM ITOCTOSTHHO HapacTaIoIIMii 00beM TaHHBIX
MHOTOYMCJICHHBIX UCCIeI0BaHM, HAPaBICHHBIX, TIPEKIIEe
BCEro, Ha MOMCK KOPPEJSILIMA WX aCCOLMALIMI — ompe-
IIeJICHHOTO (hbeHOTHIIA C OTIpeIeICHHBIM reHOTHIIOM. B Ka-
YECTBE PE3YJILTAaTOB UCCIIENOBATENN MPUBOISIT OOJIbIIIOE
YUCIIO MyTalluii de novo, ONMMCAaHHBIX B €MIMHUYHBIX CIIy-
Yasx, aCCOIMMPOBAHHBIX ¢ (peHOTHIIOM LITT mommmopdpn3-
MOB, Bapualuii uuciaa Konuii. [locTossHHO pacTeT 00beM
JTAaHHBIX 00 MUTeHETUICCKUX BIUSHUIX Ha DOopMUpOBa-
Hue ¢penoruna LIT.

bosee cooTBETCTBYET TAKMM OOCTOSATENLCTBAM TOUKA
3peHust A.H. MaclLennan 1 coaBT., cOIJIaCHO KOTOPOii «BCce
HE TIPOTPECCUPYIOIINE ITOCTOSHHBIC HAPYIIICHUS JBIKE-
HHS ¥ OCAaHKHM, CBSI3aHHBIC C HAPYIIICHUSIMU, BOZHUKAIO-
ILIMMH B pa3BUBAIOLLIEMCS] MO3Te TJI0/1a M MJIaJIEHIIa, MOTYT
OBITH OMMCaHbI KaK HepeOpaNbHbIi Mapaand. DTo omnpe-
JejieHre LiepeOpajbHOro napajinya He JOJDKHO ObITb U3-
MEHEHO He3aBUCHUMO OT IIPUYMHEL. [IprMuIrHbI BKIIIOYAIOT
CTaOUJIBHOCTD, TOJE3HOCTh M TOYHOCTh PETUCTPOB IIe-
pedpanpHOTO IMapajxrya, IMPSIMOM ITOCTYII K yCayraM,
(GHUHAHCOBYIO U COLIMAJBHYIO MOIACPXKKY, CIICIINATBHO
MpeaaraeMylo CEMbIM C LiepeOpaJibHBIM MapaainuoM,
¥ TIOHMMAaHHE COO0IIEeCTBOM KIMHUIECKOTO TMarHo3a.
Jpyrue HapyleHUsT pa3BUTHUs HEPBHOI CHCTEMBI, Ha-
IIpUMeED, SIMUJICTICHUS, He U3MEHUJIN JUAaTHO3 IIPpU 00Ha-
PYXEHMU TeHOMHBIX NTpuuYnH. KImHUYecKuit 1uarHos
LepedpaJbHOro napajinya J0JKeH COXPAHUTBCS, €CIIU
9TO MOTPEOYET COOTBETCTBYIOIINX TeHETUYECKMX MCCIIe-
MOBAaHUI, U MOXET OBITh BIIOCIEACTBUM KJIACCUDUIIM-
pOBaH 10 3TroJorun» [36].

leHemuyecKada nemepMuHupoBaHHocmb heHomuna

uepe6panbHOro napanuya u JopMupyOWUX ero CUHAPOMOB

AccounupoBaHHbie ¢ peHotunom LIT myraumm mo-
TYT HaXOOUTHCS KaK B T€HAX, M3BECTHBIX CBOCH CBSI3BIO
¢ hopmupoBaHueM (peHOTHUTIa 3a001eBaHNs, TaK U B TeHaX
C HEU3BECTHOIM KJIMHUYECKOU 3HAYMMOCThIO. Bbicokas
3D HEeKTUBHOCTh MOKCKA OIPENeIsIETCSI TEXHOJIOTUIMU
CeKBEHMPOBAHUA U OMOMHMOPMATUUECKOTO aHAaIM3a.
C MeToan4yecKoil TOUYKM 3peHUSI UCCIIe0BaTEeIbCKU T10-
HCK TIPOMCXOIUT IO CXeMe M3YICHUSI TCHOMHBIX HaXOIOK
y TAIEeHTOB cO c(POPMUPOBABIIMMCS (DEHOTUIIOM JIET-
ckoro LIIT.

G. McMichael u coaBr. emie B 2014 1. ipeacTaBUIN
1o pesynsrataM aHanu3a CNV HeCKOJIBKO MOTeHIIMATBHO
MAaTOr€HHBIX MyTaLlUA:

— 8 MyTanuuii, HacjeayeMbIX OT KJIMHUYECKU 3J0POBOi1
Matepu: geneuus 751 Ko, Bkimouas FSCB, nyrimka-
s 1,5 M6 7q21.13, nynnukamus 534 K6 15q11.2,
nyrmkanus 446 Ko, smodas CTNNDZ2, nyrummkanyst
219 K6, Bxmouas MCPHI, nynnukauus 169 Ko
22q13.33, pyrmmukanuss MC2R pasmepom 64 K6 u ae-
neunsa B 135 n. H. SLCO6AI,

— 3 MyTallMu, HacJieAyeMble OT KIIMHUIECKU 3[I0POBOTO
orua: aexeuus 12p12.2-p12.1 pasmepom 386 K6, ay-
mkanys 234 Ko 10g26.13 u neneunst 4 K6 COPS3,;

— 3 MyTaluM, MeXaHW3M HacJeIOBaHMS UL KOTOPBIX
OIIPEIeNIUTD He yaanock: aeierus 157 . u. ACOX1, ny-
minkauust 693 K6 17q25.3 u nymiukanus 265 K6
DAAM 1 [44].

ITpu TOTHORK30MHOM CeKBeHUpoBaHUM 183 ciayyaeB
LIT nccnenoBarenn uaeHTuduIpoBain 61 Myramuo
de novo B 43 u3 98 tpmo. [decaTb MyTaiuii de novo ObLIN
3apUKCUPOBaHbI B 3 paHee MACHTU(PUIIUPOBAHHBIX KaK
accoumupoBaHHble ¢ LIIT renax (TUBAIA (n = 2), SCN8A
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(n=1)u KDM5C (n = 1)) 1 B 6 HOBBIX reHaX-KaHIuAaTax
(AGAPI, JHDM 1D, MAST1, NAA35, RFX2 n WIPI2) —
IocJieAHNE ObUIM OIIpeeIeHbI KaK MOTeHIIMAIBHO aTO-
reHHble. Kpome Toro, naeHTHGULIMPOBAHHI 4 TIOTEHIIM-
aJIbHO TTaTOTeHHBIX BapuaHTa B 2 reHax LICAM n PAK3
U B 2 HOBBIX KaHIUOATHBIX reHax CD99L.2u TENM . B nie-
JIOM, TIOTeHLIMaJIbHO accouuunpoBaHHble ¢ LII1 rensr onpe-
JeseHbl B 14 % citydaeB, pyUYeM IIOJIOBUHA U3 HUX BbISIB-
JeHbl de novo. W3 BeIsiBIeHHBIX TeHOB 8 (TUBAIA,
ABLIM?2, SCNSA, MAST1, UPF3B, LICAM, EPHAI, PAK3)
MMPUHUMAIOT yJaCTHe B HABUTALIMU aKCOHOB IIPY CIIPYTHUH-
re, 3 (SIPAIL1, SLITRK2, ILIRAPL ) y9acTByIOT B OeII-
KOBBIX BHYTPHUCUHANTUICCKUX B3aMUMOACUCTBUSIX W 2
(MAOB, ADCY?3) y4acTBYIOT HEIIOCPEACTBEHHO B CTHATII-
TUYecKoi nepemaye [43].

[Ipu uccnenoBaHMSIX, BHIIIOJIHEHHBIX IO TAKOMY K€
IN3aifHY, BBISIBJICHBI CJICAYIOLINE aHOMAJIMH, aCCOIIUUPO-
BaHHBIE ¢ popmupoBaHuem peHoturia LIT:

— Mytauuu 6 reHoB ¢ BapuaumsiMu GAD 1, KANK 1, APAM 1,
AP4E1, AP4B1 n AP4S1 (accounmpoBaHbl ¢ MEHE-
JICBCKUMM (hopMaMu HacaenoBaHust) [47];

— YHacjiemoBaHHAsl OT MaTepy MHMKPOMYIUIMKAIIWS
7q21.13, 3axBaTteiBatoiast reHsl ZNFS04B, MGC26647,
STEAPI, v muxkponyrukanus 14q23.1, 3axBatbiBaio-
masi reH DAAM1 ¢ HeompeneleHHON KIMHNYECKOMN
3HAYMMOCTHIO [44];

— accounmpoBaHHocTb reHa AP4B1 ¢ LII1 [67];

— myTtauuu B APAM1 [63];

— mytauuu reHa GAD I (accounnpoBaHHbIE C PA3BUTUEM
cmemraHHBIX opm LIIT) [34];

— roMo3urortHas Myranus p. G367D B rene ADD3, Bin-
SIIOIIEeM Ha TaMMa-aamayKIInIo;

— MyTaums redHa BTD, acconuupoBaHHast ¢ GOpMUPO-
BaHMEM aTaKTH4YeCcKoro cuHapoma [21, 24];

— IeTEepO3UTOTHOCTD 1O 2 HE3aBUCUMBIM MYTallUsSIM
B rexe 6eska C (PROC) ¢ neduniuroM nporerHa C [16];

— JIeNIeLIMU B JIOKYyce 6q25, CBSI3bIBa€MbIE C TUIIOTOHMENH,
3aIepPXKKOU pa3BUTHSI, [TA3HOM NATOJIOTMEel, KpaHUO-
daumaabHBIMA AaHOMAJIMSIMU U CTPYKTYPHBIMU Hapy-
1IeHusIMU B Mo3are [51];

— myrtaunu B AP451/SPG52 ¢ nermToM aganTopHOTO
oenka 4 (AP-4) [57];

— neneuy BANKRD15 [30];

— peKyppeHTHBIe nenerun 2p25.3 m 22q11.2 [9];

— MHUCceHc-MyTanus de novo B GAD67 [35].

B uenom psge caydyaeB Mbl MOXEM HaOII0JaTh HEO/ -
HO3HAYHOCTH ITOJIy4aeMbIX Pa3HBIMU IPYIIIAMH UCCIICI0-
Batesieii pe3ynpTaToB. [lokazaTeeH aHaIM3 UMEIOIITUXCS
JIaHHBIX TT0 aCCOLMMPOBAHHOCTH ¢ (popMUpoBaHUEM (e-
Hotura LI rena KANKI. BonbIIMHCTBO MCcenoBaTeeit
[23, 27, 28, 62] yka3pIBalOT Ha BHICOKYIO CTEITEHB aCCOLIM -
MPOBAaHHOCTH Pa3IMYHBIX MYTAIIi 3TOrO IeHa C pa3BU-
teM ¢penoruna L1, omnako nccnemoBanus M.J. Wallis
¥ COABT. HE TTO3BOJIMJIA YCTAHOBUTD aCCOLIMMPOBAHHOCTD
HEBPOJIOTUYECKOM ITaTOJIOTUM C HEOOIBIIUMH ITUCTAIb-

HBIMH UHTEPCTULIMAIGHBIMUA ISJICIISIMI XPOMOCOMBI 9p24.3,
IJIaBHBIM 00pa3oM ¢ BosiieueHeM KANK] [65]. Hakorie-
HHe TaHHBIX UAYIIUX ITUPOKUM (PPOHTOM HCCIIeIOBAaHMI
renoMa nipu LIIT mo3BonaseT pukcupoBaTh TaKoit (peHo-
MEH, KaK HeCIeInMUIHOCTh BAUSHUS Ha (PeHOTHUIT Ha-
pYIIEHWA TeHOMa, ONMMCAHHBIX KaK CIIeU(pUIECKHe
IIPY MIPU3HAHHBIX TCHETUYECKUX CUHIPOMAX, IIPU SIUH-
CTBEHHOM MexaHn3Me (OpMHUPOBAHUSI TEHOMHOTO pac-
cTpoiicTBa. B kauecTBe mprMepa MOXKHO ITPUBECTH TaHHBIC
no mukpoxeneuun 15q11.2 BP1-BP2 (mokyc bepHcaii-
na—barnepa), accoMrpoBaHHON C HEBPOJIOTUUECKUMU,
KOTHUTUBHBIMM 1 TIOBEICHICCKUMM PACCTPOMCTBAMMU.

Heneuus 3axsateiBaeT reHsl TUBGCPS5, CFYIPI,
NIPAIwn NIPA2, nokanu3oBaHHbIe Ha xpoMocoMme 15. [le-
JIELIMM XPOMOCOMBI 15 B 3aBUCUMOCTU OT UX IMPOUCXOXK-
JIEHUSI MOTYT OBbITh ITpUuKrHOI cuHapomoB [1pagepa—Bui-
M U AHTeJIbMaHa, U3BECTHHIX KaK IEpPBbIe IPUMEPHI
UMIIpUHTUHTA. Kak mpaBuio, OHM BBI3BAHBI AciIelueit
15q11-q13 v mpoKcUMAabHO PacTONIOXEHHBIMUA TOYKAMU
paspbiBa BP1 unu BP2 gpyroro ponutenbckoro npouc-
xoxneHus. Turmmanag neneums 15q11-ql3 Bkmoyaet BP1
u BP3 u tummmunyio genenmto tTuna I 8 BP2 1 BP3. Becs-
Ma npuMedaTesieH TOT GakT, YTO y JIUILL ¢ OOJIbIIeH aese-
uueii I tuna, o6HapyxeHHo# npu cunapomax I[lpanepa—
Bunnu n AHrenbMmaHa, HaOJIOgAOTCs Oojiee TsKeJble
CHMIITOMBI HapyIIEHUST HEUPOOHTOTeHEe3a 110 CPaBHEHUIO
c Temu, y koro neneuus 11 Tumna mensiue [5].

MexaHN3MBI BIUSTHHSI TeHOMA Ha pa3BUTHE (heHOTHUIIA
LIIT MoTyT OBITH ABOSIKUMU — PACCMOTPEHHBIN BHILLIE Ma-
Tepuraj ObLI IIOCBAIICH «IICPBUIHOMY» PA3BUTHIO KITMHM-
YeCcKOM KapTUHbBI 3a00J1eBaHUS, OMHAKO PsSII UCCIeIOBaHUI
YKa3bIBaIOT Ha BO3MOXKHOCTb «BTOPMYHOIO» BO3AENCTBUS
ITOCPEACTBOM I'€HETUIECKOM IeTePMUHUPOBAHHOCTH TIPE-
ITOCBIIOK K (DOPMHUPOBAHMIO TSIKEJIBIX TTOCSACTBUM ITe-
PUHATAIEHOTO TMIOKCUYECKI-UIIEMIUIECKOTO IIOPAKEHMST
MO3TOBOM TKaHU BIMSHHEM Ha aCIeKThl KJIETOYHOIO 00-
MeHa 1 mpoliecc aronro3sa [1].

Takoe Bo3meiicTBUE MOXKET OCYIIECTBIISITBCS depes
MYTAaIIH B TeHAX, KOHTPOJIMPYIOLINX CHHTE3:

— UHTepJeKnHa 6 [4];

— ryraMara (y4actTue OSHOHYKJIEOTUAHBIX MOJUMOP-
¢uzmoB (single nucleotide polymorphisms, SNP) B 1ipo-
MOTOPE BO30YKIAOIIIETO ITEPEHOCYNKA AaMIHOKHCIIOT 2
(EAAT2)) [53];

— (pepMeHTOB aHTUOKCUIAHTHOTO psina [14];

— MHIYLMPYEMOM CUHTETA3bl OKCHIa a3oTa [59, 69];

— anoymnonpotenHa E [32, 50, 70];

— MPOU3BOAHBIX (POJIMEBOI KUCIOTHI [§].

B psine ciyyaeB reHOMHbIE aHOMAJIMU B OHOM 00J1aCT
MOTI'YT MMETh IBOSIKOE BIIMSTHUE Ha (DEHOTHII, C OTHOM CTO-
POHBI, CO3MaBast MPEAIIOCHUIKY K HAPYIIICHUIO €CTECTBEH-
HOTO XOJ1a HEIPOOHTOTEHEe3a, C APYroi — MOBbILIAs, MO~
CPEICTBOM BIIMSTHUS Ha IIPOIIECCHI aTllONTO3a, BEPOSITHOCTD
pa3BUTHS 00JIee TSKEINBIX ITOCISACTBUN TUITOKCUYECKU-
MUILIEeMHUYECKOTO MopaxkeHus moara [17].

69
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Takoe ke IBOSIKOE BIMsSIHUE Ha (popMupoBaHue e-
Hotuna LIIT MoxeT ocylecTBISITbCS MOCPENCTBOM PETY-
JIMpOBaHUS MeXxaHu3Ma 3Kcnpeccuu reHoB. H. Li 1 coaBT.
HCCJIeAOBAJIM CBSI3b MEXIY BapHallMsIMUA HYKJICOTHIOB
B obsactu, Kogupyronieit miRNA, ¢ mpeapacnonoxkeHHO-
cThio K pazButuio LII. [To npeacraBieHHBIM JaHHBIM,
MOBBILIIEHNE BKCITpeccu miR-124 mpusesio K MeHee 3¢-
(eKTUBHOMY MHTMOMpPOBaHUIO reHOoB-MulieHel [TGBI,
LAMCI1 n BECN1, BO3MOXHO, UTPAIOIINX BaXXHYIO pOJIb
B IIpolieccax HelipooHToreHe3a. CHIKEHUE XK€ IKCIIpec-
cun miR-124 Takke OBIIO CBSI3aHO C TTOBBIIIIEHHOM sIIep-
HOI TpaHcaoKauuei (pakTopa, HAYLMPYIOIIETO aroITo3
(AIF), uTo co3maBaio IpearnoChUIKY YBEIUYEeHMS aIltoITo3a
B YCIOBUSIX OKMCIIUTEIIBHOTO cTpecca Mpu TUIokKcuu [31].

Bonee toro, Ha popmupoBanue ¢peHoruma LIIT moryr
OKa3bIBaTh BIMSHUE HE TOJBKO T€HOMHBIC, HO M TPaHC-
KpUNTOMHbIE aHOMaIUU [7].

®enorun LIT mHOTOOOpa3eH, M CTONb K& MHOTO-
0o0pa3HbI BIUSIHUS TeHOMa Ha ero (hopMupoBaHue. MHO-
roo0pasue BO3MOXKHBIX TeHHBIX BJIMSHHUI Ha COCTABIISIIO-
e CUMHAPOMOB, opmupylomux kaptuny LT, spko
noka3aHo A.M. Matthews u coaBT. [41]. ITo JaHHBIM TTOJI-
HOK30MHOTO CEKBEHUPOBAHMSI OBLIN BbIIEICHBI TPYIIIIHI
TeHOB, HanboJIee BEIPaXXKeHHO aCCOIIMUPOBAHHbIC:

— C MEHTaJbHOI HemocTtaTouHOCThIO (AKT3, ASXLI,
ATPIA3, ATP8A2, CHRNAI, CSTB, DGKZ, EHMT1,
EPHA4, GCDH, GNAOI, ITPA, KANKI, KCNJ6,
KIDINS220, KMT2C, MECP2 ACPS, NAA10, NBAS,
PAK3, PALM, PLPI, PLXNA2, RANBP2, SCN3A, SPAST,
TBCK, TCF4, TMEMG67, TUBB4A, WDR45, ACP7, ACP24),

— C MaTOJIOTUYECKMMU U3MEHEHHUSIMU B HEBPOJIOTMYEC-
CKOM CTaTyce, B TOM YHCJIE C MBbIILIEYHOU TUIIEPTOHUEA
u atakcueit (AKT3, ASXL1, ATPIA3, ATPSA2, CSTB,
DGKZ, EHMTI1, EPHA4, GCDH, GNAOI, ITPA, KANK],
KCNJ6, KIDINS220, MECP2 ACPS8, NAA10, NBAS,
PAK3, PALM, PLPI, PLXNA2, RANBP2, SCN3A, SPAST);

— C aHOMAaJIUSIMM B OMOXMMHUYIECKOM WUIM HeMpOTpaHC-
mutTepHOM npopmsix (AKT3, ATPIA3, CHRNAI, CSTB,
DGKZ, EHMTI, GCDH, GNAOI, ITPA, KANKI,
KCNJ6, KIDINS220, KMT2C, MECP2 ACPS§u1 ACP14,
NAAIO, NBAS, PAK3, PALM, PLXNA2, SCN3A, TBCK,
TUBB4A, WDR45 ACP7, ACP24).

leHemuyeckaa AemepMUHUPOBAHHOCMb

MynbMUOPraHHoil NRamonoruu ¢ BRAKYeHueM heHomuna

uepebpanbHoro napanuya

ITpu moctaTouHOI MMpPOTE «(PYHKIIMOHATIA» 3aTPOHY-
TBIX U3MEHEHUSIMH T€HOB PE3yJIBTHPYIOIINI (heHOTUIT
MOXEeT UMeTb pa3HOOOpa3Hbie pe3yabraThl. [IpumMepom
MOXKET OBITh CIy4yail TSKeNIOi TeHeTUUEeCKU AeTepMUHU -
POBaHHOM MYJIBTUOPTaHHOW OOMEHHOI MAaTOJIOTUU IIpU
Mytauuu B reHe SLC5A6, KomupyloleM HaTpUii-3aBUCUMBII
MYJIETUBUTaMUHHBIN TpaHcoptep denoBeka (hSMVT),
obecrieyrBalolInil ycBoeHHEe OMOTHHA, TAHTOTEHOBOM
KUCJIOTHI M JIMTIOATOB B Pa3JIMYHBIX KJIETOUHBIX CUCTEMAX.

V.S. Subramanian 1 coaBT. 0OHapYKWUJIM MyTallMX B TeHAX
R94Xwn R123L y pedenka 15 mec ¢ LII1, mukponedanmeit
U CTPYKTYPHBIMU M3MEHEHUSIMU TOJIOBHOTO MO3Ta 110 TaH-
HBIM MarHUTHO-PE30HAHCHOI ToMorpadun, ¢ UMMYHO-
JepUILITOM, TSDKEJTBIM TacTpo330(hareaibHbIM PedIIIOKCOM,
TPEOYIOIINM TaCTPOCTOMUHU, OCTEOIIOPO30M M MATOJIOTH -
YyeCcKUMMU TiepeoMaMu KocTteii [55].

Myramus B reHe PAXS accommrpoBaHa ¢ pa3BUTHEM
¢eHOTHUIIA CHHIPOMA MO3T — JIETKOE — IIMUTOBUIHAS XKe-
JIe3a C TSDKEIOM IbIXaTeIbHOM HETOCTaTOYHOCTBIO, DIIN-
JIETICUEl U OTCTaBaHMeM B pa3Butuu [20].

leHemuyeckad aemepMuHuUpoBaHHOCMb

ompaenbHbIX CUHAPOMOB B KapmuHe heHomuna

uepebpanbHoro napanuya

Ocoboe MeCTO TTpU U3YYEHNH MATOJIOTMYECKUX (DeHO-
TUTIOB OTBOIUTCSI aTOHMYECKN-ACTATUICCKOMY CUHIPOMY.
OH, KaK MoJiaralot, HacjeayeTcsl Kak ayTOCOMHO-pellec-
CUBHBIN npu3HaK. B HacToslee BpeMs1 yactoTta ooHapy-
XKEeHUsI MyTalluii de novo TIipu JaHHOM PacCTPOICTBE Cy-
LIECTBEHHO Bo3pocia, U y 40 % malLueHTOB BhISIBICHbI
MYTAaIlMH B TeHaX, aCCOLIMMPOBAHHBIX C CHUHIPOMAaMH Ce-
MeitHoit atakcuu [2]. R.P. Schnekenberg u coaBT. mpu 06-
CJIeIOBAaHUHU IMALIMEHTOB C aTAKTUYECKUM CHHIPOMOM
BBISIBUJIA MyTallUu de novo, CBsI3aHHbIE C 2P (HEKTOM OT-
LIOBCKOro Bo3pacta, B reHax KCNC3, ITPRI n SPTBN2
[54]. G. McMichael u coaBT. y Bcex 00CIe10BaHHbBIX T1a-
LIMEHTOB C J100pOoKaYeCTBEeHHOM HACJIeICTBEHHOU Xopeeit
BBISIBUJIA MyTalluu B reHe NKX2-1 1, KpoMe TOro, yKasa-
JIM HAa BO3MOXXHOCTh HAJIMIMST TAKO MYTallMU B TTOITYJIsI-
LMK OOJBHBIX aTAKTMYECKOM M TUCKUHETUYECKOM op-
mamu LIIT [45].

HacnencreeHHast neTepMUHUPOBAHHOCTh CUMMETPHY-
HbIX ¢popMm LITT BocipuHUMaeTCcs BITOJIHE «OMOJIOTUYHOY.
HacnencrBeHHBIM MeXaHN3M (DOPMHPOBAHMST BPOXKICH-
HOTO I'eMUIIape3a BbI3bIBACT BIIOIHE OOBSICHUMBIE COMHEHMS,
ITOCKOJIBKY (hOPMUPOBAHUE €TI0 IIPUBBIYHEE CBI3BIBACTCS
C MO3TOBBIMM KaTacTpodaMy B TIO3THEM IIPEHATAIbHOM,
HaTaJIbHOM Y paHHEM MOCTHATaJAbHOM Ilepuoaax. M. Zarrei
1 COABT. IIPY 00CJIeIOBAaHMH TTAIIMEHTOB C BPOXKICHHBIMU
remutiape3amu ooHapyxw CNV de novo viam HapyleHUs
B FeHOME ITOJIOBBIX XPOMOCOM, BIIUSIOIINE HA YIACTBYIO-
IIMe B HEMPOOHTOreHe3e TeHbl, Takue Kak GRIK2, LAMAI,
DMD, PTPRM, DIP2C [72].

HMmeroTcst aHHBIEC, YKA3BbIBAIOIINE HA TEHETUICCKYIO
JIETepPMIHUPOBAHHOCTb CKJIOHHOCTH K KOHTPaKTypooOpa-
30BaHUIO, (hapMaKOPEaKTUBHOCTH Ha IIperiaparThl, CHIKA-
IOIIIKME MBIIIICYHBIN TOHYC, PEaKTUBHOCTh Ha aOMJIMTAII-
OHHOE BO3JEUCTBHE.

CrnacTUYHOCTB SIBJISIETCS HE TOJIBKO OMHOM 13 Hanbo-
JIee SIPKUX COCTABJITIONINX KIMHUYECKOM KapTUHBI BPO-
xneHHoro LIII. B psae ciyyaeB co3maeTcsl BrieyatjieHUe
0 HECOOTBETCTBUM €€ BEIPAXXEHHOCTH IIIyOMHE MOTOPHO-
ro medummra. To ke MOXHO cKa3aThb U O KOHTPAKTypax,
OBICTPO Pa3BUBAIOLIMXCS U COMPOBOXIAIOLINX OOJILHOTO
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B TeueHue Bceit ero xxu3Hu. Jlanaeie E von Walden 1 coaBT.
ITOKA3aJIA TTOBBIIICHNE CONSPKaHMST ITPOBOCTIAIUTEILHBIX
LIMTOKWMHOB 1 3KCIIPECCHIO TEHOB, YYaCTBYIOIINX B CUH-
Te3e BHEKJIeTouHOro Matpukca (ECM), ymeHbIeHre KO-
JIMYECTBA CAaTeJUTMTHBIX KJIETOK, CBSI3aHHBIEC CO CHIKEHHBIM
ypoBHeM dakTopoB TpaHcKpumuy PHK-nomumMepassl 1,
npe-pPHK 45s n 28S pPHK y 60JbHBIX CITACTUYECKUMU
dopmamu LIIT [64].

J. Pingel u coaBT. mpu McciiefoBaHUM BO3MOXHOI Te-
HETUYECKOM NeTePMUHUPOBAHHOCTH CIICIM(PUICCKUX
0COO0EHHOCTe 0OMeHa MBIIIEYHOI TKaHU, CIIOCOOCTBY-
oIIIeit BEIPaXKeHHOMY KOHTPaKTypOoOOpa30oBaHUIO, BEIIE-
JIAIM Y 00JbHBIX cnacTudyeckumu dpopmamu LI Tumnbt
KoJUTareHa, B OOJIbIIIeH CTETICHN 3aMHTePECOBAHHBIC B KOH-
TpakTypoobpa3oBaHuu (4, 5, 6 1 9-i1 TUIIBI), U KOAUPY-
JoIe UX TeHbI-KaHauaaThI [52].

M.J. McLaughlin 1 coaBT. TaKXe Yy IMallUeHTOB CO CIla-
ctuyeckumu Gopmamu LIT BBIIBUIM MyTaluio TeHa
ABCCY9, Bnusiiolyo Ha KJIMPEHC OpajbHOTO O0akiodeHa,
OIIPENEISIONINI peaKTUBHOCTD CIIACTUYECKOI0 CHHAPOMA
Ha Tepanuio [42].

VY neteit ¢ remunaperudeckoit opmoii LI BeisiBIeHA
CTAaTHCTUYECKM 3HAYMMAasl CBSI3b MEXKITy BApUAHTAMU T¢HOB
nodaMuHa 1 pesyJbTaTaMu JiedeHus. ety ¢ moxmmMop-
¢usmamu 5 renoB (COMT, DAT, DRDI, DRD2, DRD3),
oTpaXaloIIMMK 00Jiee BBICOKYIO SHIOTeHHYIO JodaMu-
HEPTUYECKYI0 HeMPOTPAaHCMUCCUIO, UMEIH JIYUIINE pe-
3yJIBTaThl A0MJINTAIIMOHHOTO BO3aericTBuA [11].

LlepebpanbHble Mapannyu UMeIoT GeHOTUITNYECKOE
CXOJICTBO C ILIEJIBIM PSIIOM M3YYEHHBIX HACIEACTBEHHO JIe-
TepMUHHUPOBAHHBIX BapMAaHTOB MATOJOTHUU TOJOBHOTIO
Mo3ra. OTHUM M3 TaKUX COCTOSIHUI SBJISIETCS] HACEACT-
BeHHasI criactideckas naparvierys (hereditary spastic para-
plegia, HSP).

HWHTepecHbI eHOMEH OBLT BHISIBICH ITPU U3YYEHUU
0OJIBHBIX HACIEACTBEHHOI CMAacTUYECKOM maparuieruei.
OnuvH U3 IOATHUIIOB 3a00JIeBaHMsI, CITaCTUYECKasl Iapa-
wrerus tuna 47 (SPG47, unu HSP-AP4B1), o6ycioBien
OMaJUICIbHBIMUA MYTallUSIMU IOTepU (PYHKIIMHM B TCHE
AP4B]I. BTOT reH npeacTaBIIsieT co00i CyObeAMHUILY KOM-
iekca 4 6enka-aganrtepa (AP-4), perynupyiolero TpaHc-
MopT MeMOpaHHBbIX OeJKOB. MyTaliuM, 3aTparvBalponiue
Bce 4 cyobenuHULIBI AP4 (AP4M 1, AP4E1, AP4S1, AP4BI),
BBI3BIBAIOT CXOIHBIN (DEHOTHIT, COCTOSIINIA U3 TeTparwie-
ruyeckoro LIIT u ymcTtBeHHo# orcranoctu. B. Tiiysiiz u co-
aBT. yIAJI0Ch UACHTU(DUIIPOBATH 2 HOBbIE TOMO3UTOTHBIC
myTauuu B AP4M 1 1 ToMO3UTOTHYIO neneunio B AP4B1 B 3
napax OpaTheB U cecTep. AHOMAJIUS MPOSIBIISIACh (heHO-
TUITMYECKM CIIaCTUYECKOI TeTparuierneit, Mukpouedaii-
€M, TSLKEJIOM YMCTBEHHOM OTCTaJIOCThIO, pACCTPOMCTBAMU
peun. Bce marmeHThI MMENT CXOMHBIC aHOMAJINY CTPOSHMUS
JmueBoro Yyeperna. [TatmenTsl ¢ mytauyssmu AP4M 1, AP4B1
u AP4FE1 nmenn oO1iMe aHOMaJIUUA TOJJOBHOTO MO3ra —
aCMMMETPUYHYIO BEeHTPUKYJIOMETAINIO, ICTOHYEHNE MO-
30JIMCTOrO TeJia ¥ YMEHbIIIEHHbIA 00beM Oe10T0 BelleCTBa.

INaieHTsI TakKe MMeNIU II000UIHOE 00pa30BaHMeE B TUI-
rmokamire ¥ ToHkui rurmokamir [60]. D. Ebrahimi-Fakhari
U COABT. CYMTAIOT, 4TO Aeuut AP-4 MmoxeT OBITh Oosiee
pacIpocTpaHeHHBIM, YeM IIPEAIIoNaraioch paHee, B TOM
yuciae B rpynmax 0oabHbIx ¢ LT [12].

[IpuBeneHHBIC JaHHBIC YKAa3bIBAIOT Ha BO3MOXKHYIO
BOBJICYEHHOCTh B (hopmupoBaHue ¢peHoruna LIT reHos,
OTBETCTBEHHBIX 3a (DOPMHUPOBAHNE OIMCAHHON CMHIPO-
MaJIbHOU TTaTOJIOTUH.

[Ipu u3noxXeHNM MaTeprajoB IIPOBEICHHBIX UCCIIC-
JIIOBaHUI BcCe CJIOXHEe MPUASPXKUBATHCS KaKO-1100
13 BEIOpAHHBIX CUCTEM, OYIb TO IPYIIIMPOBKA 10 METO-
IVKaM HMCCIIeIOBAHMS, II0 MEXaHU3MaM HacJIeIOBaHUS
OO T10 TUIY HapyIIeHU reHoMa. O4eBUIHO, MBI TIPH-
XOIUM K OCO3HAHUIO TOTO, YTO TOJIBKO MEXaHUCTUICCKUIA
MOMCK KJIMHUKO-TeHOMHBIX KOppeJisiToB oT (peHoTura LIT1
He TT03BOJISIET cede IMPeACTaBUTD IOJIHYIO KapTUHY reHe3a
JIaHHOro (heHoTUMA. B HacTOsIIIeE BpeMsT OUeBUIHA METO-
JI9ecKast HeMOCTaTOYHOCTD TaKOI'o ITomxoaa. BeisiBiieHHBIC
TeHOMHBIC aHOMAJIMM He CYIIECTBYIOT caMH II0 cebe,
He Bcerma OBIBAlOT YCTOMYMBBIMM U IIOBTOPSIEMBIMU,
KaK TeHOMHBIC MyTaLIU ITPYU CHHIPOMATLHOI ITaTOJIOTHH,
SIPKM TIPUMEPOM YE€TO MOTYT SIBIISIThCSI XPOMOCOMHBIE
ITOJIICOMMUHU.

JnureHemuyeckue BAuAHuA Ha hopMupoBaHue

thenomuna uepebpanbHoro napanuya

Bce Gonbliie TaHHBIX HAKAILJIMBAETCS MO SMUTEHETU -
YeCKMM BIMSHUSIM Ha TeHOM ¢ pa3ButueM dpeHorumna LII1.
OnHy 13 paHHHUX pabOT IT0 JAHHOMY BOIIPOCY IIpEACTaBH-
m B 2013 . P. Khankhanian u coaBt. ITo maHHBIM ceKBe-
HUpoBaHUs TeHa /L6 u ero mpoMoTopHoii obyactu y 250
nereii ¢ LIIT 6601 onpeneneH rarutotun u3 7 SNP, KoTophblii
Bkimodaet 1s1800795. B pelieccuBHOI MOIe M HacIeA0Ba-
HUSI BapMaHTHBINA TaIlJIOTUII OaBaj OOJBIIUN PUCK,
yeM ONMHOYHEBIN BapuaHT B 1s1800795. B xauecTBe Bepo-
SITHOTO MEXaHM3Ma pean3allui prcKa pa3BUTHUS (HEeHO-
tuna LT aBTophbl IpenioKuig SnMreHeTUIeCKMii MeXaHu3M
METWIMPOBAHMSI, TEM CaMbIM (haKTHUECKH IIPEICTABUB MHO-
TOYPOBHEBYIO MOJIE/Ib PETYJIUPOBAHUS I CAMOPETYINPO-
BaHUS TeHOMa, B TOM YHCJIe U B (POPMUPOBAHUM ITATOTECH-
HBIX eT0 MoauuKaLumii [25].

DIUreHeTUYeCKNe MOTUGUKALINA U3MEHSIOT 2KC-
MIPECCUIo TeHOB 0e3 M3MEHEHMI B ITOCIEIOBATCIBHOCTHU
JHK, 1 yacto ato neiictBue obpatumo. Haubonee yacto
Hay4YHBIC MCCJICIOBAHMS 3aTParuBaroT 0COOCHHOCTH IIPO-
1ecca MeTuIMpoBaHus1. CyIITHOCTb IIpoliecca 3aKIovacT-
csl B TIPUCOCIMHEHNH K [IUTO3MHY METUJIBHON TPYIIIIHL.
OTBETCTBEHHBIM 3a 3TO JIeiCTBUE SIBISIETCS (DEPMEHT Me-
Tuja3a, obecrieurBalolas 100aBIeHe METUILHOM TpyIi-
ITbI K IIUTO3WHY, CMEXXHOMY C TYaHUHOM, 0003HAYeHHBIM
CpG. IpymmmupoBku CpG-IUHYKIEOTUIOB 0003HAYAIOTCS
Kak CpG-0CTpOBKH, JIOKATU3YIOIIMECS TPEUMYIIEeCTBEH-
HO B IIPOMOTOPHOI1 30He TeHa. MeTmibHasT MOTU(DUKAIIHS
IIMTO3MHA TaKXe MPOUCXOIUT B €r0 IMHYKJICOTUIHBIX
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KOMOMHAILUSIX C aA€HUHOM, LIMTO3UHOM WJIM TUMUHOM
(“non-CpG” metunupoBaHue). ¥ MICKOIMUTAIOINX Ha-
OrogaeTcs B SMOPHUOHAIbHBIX CTBOJIOBBIX KJIETKAX, FEMO-
MO3TUYECKUX KJIETKaxX-MpeAlleCTBEHHMKAaX, HeHpoHax
(GpOHTAJIBHOM KOPHI B Ipoliecce HelipooHToreHe3a. B 1e-
oM, metunupoBaHue JJHK siBiaseTcss o6parumoit Mmoau-
dukauueit, CBsI3aHHON C peryisiueil reHoB, 0COOEHHO
Korna eMy nonsepraiorcst CpG-J10Kychl, CBSI3aHHbIE C I'e-
HaMM peryasiTOpHbIX obnacteil. MetunupoBanue JJHK
MOXET UBMEHUTb AKCIIPECCUIO TEHOB MYTEM U3MEHEHMUS
YIUIOTHEHMSI XpOMaTUHA U TIPU 3TOM U3MEHUTDb JTOCTYII-
HOCTb TPAaHCKPUILIMOHHBIX (hakTopoB. biaaromaps cra-
OMJIBHOCTH Y IIPOCTOTE M3MEPEHUSI OLICHKA METIJIMPOBA-
HUS LLIMPOKO MCCIEAYETCS 151 TOHMMaHUs MEXaHU3MOB
naToreHe3a U MpPOrHO3UPOBAHUSI UCXOMIOB 1I€JIOTO psiaa
MAaTOJOTUYECKUX COCTOSTHUN.

[1aBHBII Bompoc, BOZHMKAIOLIWI y UccieAoBaTeNnei, —
3TO COBMECTUMMOCTb PE3YJbTaTOB Y MPABOMOYHOCTb MC-
noJjib3oBaHusl aHanuza metunupoBaHust JJHK knetok
nepucepUIeCKO KPOBY Il U3yIeHUSI ITAaTOreHe3a 1epe-
OpasibHOM MaTOJIOrMHU, TaK KaK KPOBb COIEPKUT HECKOJIb-
KO TUIMOB KJIETOK (BKJIIOYash MOHOIIMTHI, TUMMPOIIUTHI
W TPaHYJIOLNTH) B UHANBUIYAIHHO IIEPEMEHINBEIX COOT-
HoueHusiXx. Kpome Toro, Ha HaCTOSIIIIMIA MOMEHT HESICHO,
SIBJISIFOTCSI JIM 3TW TUIIbI KJIETOK OMHAKOBO «3MUTE€HETH-
YyecKd MH(GOPMATUBHBEIMK», TeM 00Jjiee B COOTHOIIICHUH
C TKAHEBBIM I'€HOMOM LIEHTPAJIbHOU HEPBHOMU CUCTEMBEL.
B uccienoBaHusIx anMreHoMa yejaoBeka OblUIO BBISICHEHO,
YTO OCOOEHHOCTH METWJIMPOBAHMSI TeHOMA KJIETOK MepU-
¢epuyeckoit KpOBM HE BCETrIa M HE BO BCEM COBIAHAIOT
C TAKOBBIMM JIJISI KJIETOK LIEHTPAJIbHON HEPBHOM CUCTEMBIL.

ITo nanusiM E. Hannon u coaBT., mis1 G0JbLIMHCTBA
caiitoB MeTwirpoBanus JHK mexxuHauBuayaabHble Ba-
pUaLMy B LEJbHOW KPOBU HE SIBJISIIOTCS CUJIBHBIM ITpe-
JNUKTOPOM MEXWHAVMBUAYATbHBIX BApUALIUI B MO3T€, XOTS
CB$I3b C KOPTUKAJIbHBIMU 00J1aCTSIMU CUJIbHEE, YEM C MO3-
Xeukom [18].

ITo pannbeiM E. Walton u coaBt. [66], GOIBLIMHCTBO
MapkepoB MeTimpoBanust JJHK B nepudepraeckoii kpo-
BU HE MO3BOJISIIOT JOCTOBEPHO ITpeCKa3aTh CTATyC METUJIM -
poBanus [JIHK mosra. TeM He MeHee psii aBTOPOB yKa3biBa-
JOT Ha JOITYCTUMOCTb ITPOBEICHMS TAKUX Koppesiuii [18].

HamnpaBnenuem, NpuKOBBIBAIOIIUM 0CO00€ BHHUMA-
HHUE WCCea0BaTeNeH, SIBASIETCS SMMUTEHETUYECKU TIepe-
laBa€MO€E BJIMSIHME BO3ACUCTBYIOLIMX Ha IUIOM NpeHa-
TaJIbHBIX (DAKTOPOB HA MOBEAEHUYECKHUE OCOOEHHOCTU
pebenka [33, 68].

B nuteparype uMmeroTcs U faHHbIE 00 SIUTeHETHYE-
CKMX MEXaHM3Max peajiu3alliu MOCIEACTBUI CTpecca Ma-
TepU B IIEpro OEPEMEHHOCTU Ha MTOCJIEAYIOIIEe pa3BUTHE
wroma [10, 38—40, 48, 49].

MHorue aBTOpbl YKa3blBalOT Ha TUIIEPMETUIMPOBAHUE
KakK Ha HauboJiee 4yacTo BeTpedaroluuiics y 60abHbIX LT
snureHeTnyeckuii peHomeH [3, 22]. N. Mohandas u coaBT.
onpeneJ I NPU3HaAKU SITUT€HETUYECKOTO BO3IEUCTBUS

HAa UMMYHHBIE ITPOLIECCHl U HEMPOOHTOTEHE3 Y NETEH,
chopmupoBaBIIMxX heHOoTUITNYECKY0 KapTuHy LITT [46].
Y. Yuan B 2017 1., orupasich Ha CBOM MCCIICAOBAHUS, Cleal
BBIBOJI O TOM, YTO «pa3BUTHUE IIePeOPaTBLHOTO IMapajinda
CBSI3aHO C TUIIEPMETIIMPOBAHUEM IIPOMOTOPA, KOTOPBIi
WHTUOUPYET IKCIPECCUI0 TE€HOB TUIIEPMETUIMPOBA-
Hus» [71].

Takum obpazom, uMeroluiicss 00beM MHPOPMaLUKU
MO3BOJISIET IyMaTh O BIUSHUU Ha pa3Butre peHoTura LITT
MHOTOYPOBHEBOM CHCTEMBI TEHOMHO-3ITUTEHOMHBIX BJIM-
STHUI, B HOpMe 00eCITeYMBAIOIINX aIeKBaTHYIO adalTaIIIO
OpraHM3Ma K YCJIOBHUSIM Cpebl OOUTAHMS, B TIATOJIOTHH XK€
MIPUBOISIIEH K pa3BUTHIO ITATOJIOTUIECKUX (PEHOTUTIOB.

JaKknoyeHue

AHaJIN3 UCIIOJIb30BaHHBIX HAMM MH(MOPMAIIMOHHBIX
HWCTOYHUKOB ITO3BOJISIET BBIIEINUTh HECKOIBKO TPYIII Te-
HOB, B TOM WJIM MHOM CTEIEHU aCCOLIMUPOBAHHLIX C pa3-
ButueM peHorumna LIT:

— PEeTyJISIIMS pa3IMYHBIX ACIIEKTOB OOIIEro KJIETOYHOTO
oOMeHa (yJacTue B IIpoIieccax, IPUBOISIINX K ¢hop-
MMPOBAHMIO 00JIe3HEH HAKOIICHUSI, PETyJIMPOBAHNE
byHKIIMIT MUTOXOHApHANIBHOTO ammapara): HPRTI,
TH, ODPR, PDHAI, SPR, ITPA, PRKG2, JHDM1D
(KDM7A), NAA35 N, ADCY5, NAA10, GCDH,

— PeTyJsIus IIPOLIECCOB TMOBPEXICHUS KIETOK IIPHU
BHEITHNX BO3ICHCTBUAX (B TOM YMCIIC IPU THITOK-
cumn — vimemun): IL1B, IL-6, CSTB, DGKZ, GRIK?2,
EPHA4, GADI,

— peTyJsIIus IIPOoLecCOB 00pa30oBaHUA U (DYHKIIMOHU-
poBanus nutockenera: TUBAIA, AGAPI, PAK3, p21
(RAC1), MASTI, SPTBN2, DMD, KANKI,

— peryJsIus IpOoLeCCOB HEMPOOHTOTeHe3a (HepOHAaIb-
HOI MUTpaIliy, CIIPYTUHTA, CHHAIITOTeHe3a, MU -
HU3aLMU, oTyacTy amonto3a): KIDINS220, CDH4,
PLXNA2, ITGBI, LICAM L1, ASTN1, PTPRM, PLPI,

— PeTyJISIus MPOIECCOB BHYTPUKIETOYHOM CEKPELINU
¥ BHYTPUKJIETOYHOIO TpaHCIopTa ((OyHKIIMOHUPOBAHIS
koMmrutekca Tonbmxn): AP4M1, AP4E1, AP4B1, AP4S1,
KALRN, BECN1, AP4S1 (cunonum SPG52), NBAS;

— peryJisiius TpaHcMeMOpaHHoro TpaHcropra: TBC1D24,
SLC2A41, ATP8A2, ABCC9, RANBP2, SLC19A43;

— peryisiiysi Bo30yIuMOCTU HEMPOHAIbHOM MeMOpPaHbI:
CD99L2, TENM1, ATPIA3, GNAOI, PALM, KCNJ6,
SCN3A4, KCNC3, SCNSA,

— peryJsaiys npoleccoB cuHTe3a 6enka: RFX2, KDM5C,
ASXL1, EHMTI1, HNRNPD, COPS4, NKX2-1, DIP2C,
HNRNPL, WIPI2, WD,

— peryJsaius oOMeHa HeipoMeIaToOpoB M (DYHKIIMOHM-
poBanus cuHaricoB: DDC, COMT, DRD1, DRD2, DRD3,;

— perynasauus MMMYHUTEeTa M OHKoreHe3a: RASSFS5,
AKT3, CD3D;

— PeTYJISILuS IPOLIeCCOB AeJICHUS KICTKH (YIIpaBIeHUE
MoIu(pUKAIUSIMA XpOMaTHHA, IpolieccaMy TpaHC-
KPUITINY, PeTUIMKAIINYA W T. 11.).
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B coBepiieHHO 0cOOyI0 TpyIlIly MOXHO BBIAEIUTH
(aKTOpHI «HAATeHHOTO BIUSTHUS» Ha (popMupoBaHue ¢e-
Hotuna LIT: MukpoPHK miR-124, ygacTByloliyio B 1o-
CTTPAHCKPUIIIIMOHHON 3KCIPEeCCUM T'e€HOB, U 2 TeHa,
WMEIOIINE OTHOIIEHHUE K PETY/ISIIIUU IIPOIIECCOB METHIIH -
poBanus reHoma: FHMTIwn MECP269[31]. MexaHU3MBbI
U3MEHEHMST (PYHKLIIMOHUPOBAHUS 3TUX TEHOB MOTYT ObITh
pazmmuHbIMU. OIMUCHIBAIOTCS XPOMOCOMHBIE aHOMAJINH,
Bkmovass CNV, OoqTHOHYKJIEOTUIHBIE BApUAHTBI, MEXKTEH-
HBbIE B3aMMOJIEIICTBUS, aHOMAJIMK TPAHCKPUIITOMA, SITH-
TeHETUYECKUE BIVSHUS Ha TCHOM.

boiee Toro, B HacTosiiee Bpems Y. Yuan U COaBT. I10-
Ka3zaHa BO3MOXHOCTb TMIIEPMETUINPOBAHNS MHTUOUTOpa
runepMetuirpoBaHus [71]. M 310 BoBce He sIBsIeTCsI TaB-
TOJIOTHEI. DTO IOJIOKEHNE WLIIOCTPUPYET OTPOMHEIE
BO3MOXHOCTH OpraHM3Ma KaK >KWBOTO IIeJIOTO PEeTYIUpPO-
BaTh CBOM (DYHKIIMM HA BCEX BO3MOXHBIX YPOBHSIX —
IIPY TIOMOIIN IIPOCTEHIINX aKCOH-PehICKCOB, KOMIUIEK-
ca BEreTaTUBHBIX (aBTOHOMHBIX) HEHPOCOMATHUIECKUX
peakinii, MeXaHN3MOB TOPMOHAJIBHOTO PETYIMPOBaHUS
Ha OCHOBE CHCTeM OOpaTHOM CBSI3M, TPOITHBIX TOPMOHOB
IepeaHeit ooy ruro¢u3a U TUMoTaJaMUIeCKUX PUIH-
3UHT-()aKTOPOB, BBIICIISTIOIINXCS B OTBET Ha ITIOCTYIICHUE
TpurrepHoii mHdopMmauu. I1o IpuBeneHHBIM JaHHBIM,
CHCTEMa BIUTCHETUYECKOIO PEryJIMPOBAaHMSI 00CCIIeUn-
BaeT IJIACTUYHOCTH TeHOMA U €0 aJallTUBHBIE BO3MOX-
HOCTH, TTO3BOJISIIOIINE, C OMHON CTOPOHBI, HACTpauBaTh
amaIlITUBHBIE CUCTEMBI aIeKBaTHO TPEOOBAHUSIM CpEIbI,
C Ipyroi — IMPUBOIUTH K (POPMUPOBAHMIO ITATOJIOTUICCKIX
(eHOTUTIOB TIpM OIIMOKAaxX peryavupoBaHus. boiee Toro,
9Ta TUINOTE3a CYLIECTBEHHO PAaCIIMpsIeT Hallle TOHMMAaHue
[IIyOOKUX IIPUHITUIIOB TEHOMHOTO ¥ HAJITCHOMHOTO pery-
JIMPOBAHMS 3a CYET MPEIIoaracMoii BO3MOXKHOCTH Te-
HOMHOTO PETYJIMPOBAHMS SIMUTCHETUIECKOM aKTUBHOCTHU
U1 HaoOopot. [logbopka MpuBeAESHHBIX JaHHBIX YKa3bIBaeT
Ha BBICOKYIO BapHa0eIbHOCTh M3MEHEHUI TeHOB, aCCOLIMM-
POBaHHBIX C (POPMUPOBAHMEM TTATOJIOTMUECKUX (DEHOTHUIIOB.
PazmraHoro poma M3aMeHeHUS B TeHE IO, pa3HbIMU BO3ICH-
CTBUSIMU MOTYT IIPUBOIUTD K (DOPMHUPOBAHUIO KaK OTYET-
JIMBOM Y COOTBETCTBYIOLIECH BCEM MPUHSTHIM KPUTECPUIM
CUHAPOMAILHOM TTaTOJIOTNH, Tak 1 peHotumnoB LI, ormm-
YaIOIIMXCS IT0 PSITy IIPU3HAKOB OT OIMMCAHHOTO YCTOMYMBO-
IO TEHETUYECKH ISTEPMIHIPOBAHHOTIO CUHAPOMA C U3BECT-
HBIMM MeXaHM3MaMHU HacjemnoBaHUs. VIMEHHO IO3TOMY
B IOJITOM Yepe/ie aCCOLMUPOBAHHBIX C Pa3BUTHEM (heHOTHUTIA
LII'T reHOB-KaHAMIATOB IIPUCYTCTBYIOT TAKOBBIE, HAPYILIEHUE
(DYHKIIMOHAIBPHOTO COCTOSIHYSI KOTOPBIX IIPUBOIUT K (DOp-
MUPOBAaHUIO CHHIPOMAJIbHOM ITATOJIOTH, KaK BUIHO U3 ITPH-
BEICHHBIX IIPMMEPOB 1 IIOKA3aHO Ha PUCYHKE.

Bce BrIIIEIIEpEeUNICIEHHOE TTO3BOJISIET CHOPMYIUPO-
BaTb KOHUEMNLMWIO HEUPOTPOIMTHOTO T€HOMAa KaK COBOKYII-
HOCTH T'€HOB, U3MEHEHIE aKTMBHOCTU KOTOPBIX IO BJIM-
SIHAEM DPa3JIMIHBIX BHEITHUX U BHYTPEHHUX (PaKTOPOB
IIPUBOIUT K Pa3BUTHUIO TTATOJIOTUM LIEHTPAIbHOI HEPBHOM
CHCTEMBI, B TaHHOM CJIyJae BBIPAXKAIOIICHCS B CHHIPO-

MasbHoM KaptuHe LITT. B pamkax ripeaioxkeHHOM KOHLIETILIMU
MOXKHO BBIIICJIATH 3 HAITpaBJICHUS BISTHUSI HEUPOTPOITHOTO
reHoma Ha (popmupoBanue (peHoTHma LIIT: Ha iporiecch! Heli-
POOHTOICHE3a, Ha CHIDKEHHUE TOJIEPAHTHOCTY K TUTTOKCUUT —
HIeMnu, Ha (popMupoBaHue hepMeHTHOTO AedeKTa, Bemy-
1IeT0 K (hopMUPOBAHIIO OOJIe3HEN HAKOTIICHHSL.

Paznuunoe Bo3neiictBue Ha reH wiu Jokyc JIHK, mpu-
BOJSIIIEe K M3MEHEHUIO UX COCTOSIHUS, CIIOCOOHO Kak
copMUPOBATH CUHAPOMAIbHBIN (DEHOTUIT B IIOJTHOM 00b-
eMe, TaK 1 CIT0OCOOCTBOBATh (DOPMUPOBAHUIO KAKOTO-TTMO0
U3 ero (hparMeHTOB, TaK WIM MHAYE YKJIAIbIBAIOIINXCS
B KJIMHU4YecKy1o KapTunHy LIIT.

OrpoMHoOe 3Ha4eHNE B IIOHUMAHUM 3THUX IIPOIIECCOB
WUTpaeT YIIOMUHABIINICS YK€ MHOTYMM HCCIIeIOBATEIIIMU
pocT uucia MyTanuii de novo [13]. I1prauHBI TOMY, KaK BH-
IUTCS, TBOSIKU: C OMHOI CTOPOHEBI, 3TO POCT HAIIIMX TeX-
HOJIOTMYECKUX BO3MOXHOCTEH B IMATHOCTUYECKOU U UC-
cJIeq0oBaTeIbCKOM paboTe ¢ TEeHOMOM, OIpeaeIsiolIni
0XBaT UCCICAOBAaHUSIMU BCe OOJIBIINX MaCCUBOB, C JApY-
TOM — peAIbHBIN POCT YMCJIa MyTalliid B MOMYJISILHA, CBSI-
3aHHBIA C BO3IECMCTBHEM 2 aHTPOIIOIEHHBIX (PAaKTOPOB.
IlepBrIit hakTOp — BIMSHUE ASSTEIBHOCTH YEJIOBEKa Ha
cpeny, MOBHIIIAOIIEe BEPOSITHOCTh Pa3BUTHUS B TaHHOM
CJIy4yae aHTPOIIOT€HHBIX MyTalluii, BTOPOU — aKTUBHAas
¢uKcays BCEro 3TOr0 MyTallMOHHOTO I'py3a B IOITYJIS-
IOHHOM reHoMe. C TOYKY 3peHUsI COXPAaHHOCTHU 3I0PO-
BOrO T€HOTUIIA YeJIOBeYeCKask LIUBWIN3ALMS HAXOIUTCS
B OYEHb CIOXHOI cutyaunu. [Iporpecc B MeIUIIMHCKIX
TEXHOJIOTHSIX TTO3BOJISIET 00ECIIEYUTh BOBMOXHOCTD IETO-
POXIEHMS ITapaM, He UMEBIINM TaKUX IEPCIIEKTUB €I
HECKOJIBKO JIET Ha3al, U coxpaHuTh 1on. [1pu Hammuaum
ITaTOJIOTHH, B TOM YUCJIe BPOXKICHHOM, MBI 00eCIICUBacM
BbKMBAHUE JI€Tel, pyKOBOJACTBYSICb TYMaHUCTUYECKUMU
COO0OpaxkeHUSIMU, 3aKPEIUICHHBIMUA B MEXIYHAPOIHBIX
aKTax M IIpakTuKax. Bce 3To BemeT K HAKOIUICHUIO B IO-
ITYJISILY MyTallMOHHOTO TeHETUIECKOTO Tpy3a. DTH 2 IIPo-
1iecca — HapacTaHWe YaCcTOThI MyTaLuii de novo u (pakTrye-
CKO€ aKTMBHOE COXpaHEHHUE WX B MOMYJISIIIAA — JOJIKHBI
HMMETh IIPOTUBOBEC B BUIE TEXHOJIOTUI KOPPEKIIMH TeHOMa,
KOTOpBIE, XOTSI U CYLLIECTBYIOT [26], IOKa el1ie HE MMEIOT 1K~
POKOTO PaCIIPOCTpaHEHHs 1 TOJDKHOM TOCTYITHOCTH. TeM He
MeHee MPUBEICHHBIN, JINIIb Y3KUi, (DparMeHT Hallei aes-
TEJIbHOCTH B 3TOM HAITPABJICHUM TI03BOJISIET HANESATRCS Ha TO,
YTO YeJI0BEYECTBO OyIeT UITU B Oy/ylliee C TeHOTUIIOM, BCE
Oosee 1 00J1ee 0OCBOOOXKAAIOIIUMCS OT ITATOTEHHOTO Irpy3a.

Takum 06pa3zoM, MOXXHO ClieaTh CIEAYIOIINE BbIBOAbI:

1) B maroreHne3 ¢denoruma L1 BKIoYeHO OOIBIIOE
KOJIMYECTBO T€HOB, NETEPMUHUPYIOIINX HAPYIIICHUS
KJIETOYHOI0 MeTaboin3Ma, HeiipOOHTOIreHe3a, YyCTOM -
YUBOCTH MO3Ta K TUIIOKCUH U 1.

2) BoBieuyeHUIO B matoreHes LII1 momBep:keHbI, B TOM
YHCJie, TeHbI, aHOMAJIMU KOTOPHIX (POPMUPYIOT OIIH-
CaHHYIO CUHIPOMAIBHYIO MaTOJIOTHIO;

3) MexaHU3MBI BOBJICYCHMS U3BECTHOTO HA HACTOSIIINIA
MOMeHT accouunpoBaHHoro ¢ LI myna reHoB Moryt
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M3meHeHwnsa de novo / De novo changes

FEHOM / GENOME

«DuKcmpoBaHHble» / “Fixed”
«CuHgpomanbHble» / “Syndromal”

effects (methylation, etc.)

Anthropogenic
mutagenic effects

Anthropogenic fixation

SnureHeTNYeCcKoe BO3aencTene

n ap.) / Epigenetic

\ of changes in the population
| A6eppauwnn / Aberrations |
DepMeHTBI «rJTyTamMmaTHOTO B3pbiBay,
«MLIeMMYECKOro Kackaga» / “Glutamate | CNV |
explosion” and “ischemic cascade” enzymes
- SNV e OoBaHue
Anontos / Apoptosis | / | | W UL RELELT
| SNP |
MarouuTtapHas akTUBHOCTb MUKpOruu /
Phagocytic activity of microglia WN3meHeHuns skcnpeccnm /
Changes in expression
AKTVIBHOCTb ONIMroAeHapornum /
Activity of oligodendroglia

| JIntnyeckne bepmenTsl / Lytic enzymes

i | CuHTeTasbl / Synthetases

Mwurpaums (HaBurauus) /
Migration (navigation)

CnpyTuHr (HaBuraums) /
Sprouting (navigation)

[NepuHaTanbHaa natonorna (rnokcma-nwemms,

VHbEKLMY, TPAHCMNaLleHTapHble MHTOKCUKaLIWY) / CuHantoreHes / Synaptogenesis

Perinatal pathology (hypoxia — ischemia,
infections, transplacental intoxication)

Me>x6enKkoBble B3aumoaencTesns
B cuHance / Protein-protein interactions
in the synapse

Decreased tolerance

CuHanTnyeckaa nepepava /
Synaptic transmission

MepwnaTopHbI 06MeH /
Mediator metabolism

O6MeH B HEMPOHE, HENPOHAJIbHBbIA
TpaHcnopt / Metabolism in the neuron,
neuronal transport

®eHoTvn LUepebpanbHoro napanuya / Phenotype of cerebral palsy

DYHKUUOHANbHASL CXeMA 2eHeMU1ecKoil OemepMUHUPOBAHHOCMU namozeHe3a yepebparsro2o napaauia. CNV — eapuayuu uucaa konuii ITHK, SNV — 00-

HOHyKAeomuoHble eapuarmot, SN P — 00HOHYKACOMUOHbLI NOAUMOPPUIM

Functional scheme demonstrating genetic determinism in the pathogenesis of cerebral palsy. CNV — copy number variations, SNV — single nucleotide variants,

SNP — single nucleotide polymorphisms

OBITh PA3JIMYHBIMU — OT XPOMOCOMHBIX aHOMAJIU 10
HapyIICHUS PEryJISSIIUY TeHOMHO-3ITUTEHOMHBIX B3a-
UMOIECHCTBUIA;

4) pa3JIMYHbIC TPYIIIEI TEHOB MOTYT TUdhepeHIIMPOBaH-
HO BJIMSITh Ha (POPMUPOBAHUE OTAEIbHBIX CHHIPOMOB
B obeit kapTuHe peHorumna LIT;

5) uMeIoTCs JaHHBIE, YKa3bIBaIOLINe Ha TeHETUYCCKYIO
JIETePMUHUPOBAHHOCTH CKIIOHHOCTHU K KOHTPaKTypO-
00pa3oBaHMIO, (papMaKOpeaKTUBHOCTHY Ha IIperapaThl,
CHIDKAIOIIME MBIIIEYHBIM TOHYC, PEaKTUBHOCTH Ha
a0MIMTALIMOHHOE BO3IEUCTBHE;
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6) FTeHOMHO-3IUI€HOMHbIE B3aMMOBJIUSHUSI, B HOpMeE
obecrnevymnBalone MakKCUMaJIbHYI0 3(DOEKTUBHOCTD
aJanTaluyd OpraHM3Ma K YCJIOBMSIM OKpYXKaloLlei
Cpelbl, IpY IMATOJOIMU YBEJMYMBAIOT BEPOSITHOCTD
BO3HUKHOBEHUSI PETYJISITOPHBIX ITOJIOMOK, KOTOPbIE,
3aTparvuBasi KOMIIETEHTHbIE Te€HbI, IPUBOIAT K (op-

mupoBanuio ¢perorumna LIT;

7) paznmenenue deHorumnos LI mo mpuHIIAITY TeHeTHYe-
CKOI IeTepMUHUPOBAHHOCTU M MCKIIOYCHUE U3 M-
arHo3a LII1 reHeTn4YecKu 1eTepMUHUPOBAHHbBIX CIIy-
YyaeB pa3BUTUS (DEHOTHUIIA HEKOPPEKTHO.
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Cnyvaii uHBepcuu XpoMocoMmbl 4 u HecGanancupoBaHHoil mpaHcnoKauuu
Me Yy KOPOMKUM NNeyoM XpOMOCOMbI 4
U ANUHHLIM NAEYOM XPOMOCOMBI 18 Y AeBOYKU:
3BONIOUUA KNUHUYECKUX U 3Nekmpo3nuetanorpaduueckux npossneHu

M.IO. Boobuiosal: 2, M.O. A6pamosZ, A.B. Kopanbckas?, A.A. Aiuxanos® 3, K.JO. Myxun!> 2

1000 «Hncmumym demckoii nesporoeuu u snunencuu um. Cesmumens Jyku»; Poccus, 108840 Mockea, Tpouyk, ya. Haeopnas, 5;
2000 «Hncmumym demckoii u 63pocaoii Hegponoeuu u snunencuu um. Ceamumens JIykus;
Poccus, 119579 Mockea, ya. Akao. Anoxuna, 9;
3 Poccuiickas demckas kaunuueckas 6oavnuya DIEOY BO «Poccuiickuii HAUUOHANbHbLIL UCCA008AMeNbCKULI MEOUUUHCKUI
yHusepcumem um. H. U. ITupoeosa» Munzdpasa Poccuu; Poccus, 119571 Mockea, Jlenunckuii npocnekm, 117

Konmaxmor: Mapus FOpvesna bo6viiosa mariya_bobylova@mail.ru

IIpedcmagaena ucmopus 6one3nu 0e6oUKU ¢ panee He ONUCAHHOU 8 MUPOBOIL Aumepamype XpoMOCOMHOU namoao2ueli: uHeepcueli Xxpomo-
combl 4 ¢ HecOaNaHCUPOBAHHOU MPAHCAOKAUUEL MeXNCOY KOPOMKUM NAEHOM XPOMOCOMbL 4 U OAUHHbIM naeuom Xpomocombl 18. Knunuueckas
Kapmuna cuHOpoMa nposigAsiemcst blpajiceHHOU 3a0epucKoli pocma u Habopa Maccyl meaa, 2UNONAA3Uel 3pUMenbHbIX HEPBOB, BbIPANCEHHBIM
OMCMABAHUEM 8 NCUXUMECKOM U 08ULAMENbHOM PA3GUMUL, SRUAENCUCH ¢ POKANbHbIMU eMUKAOHUMECKUMU NPUCIYNAMU NepeMeHHOU A0~
Kaausayuu c ebpunvHoli nposoxayueil. Ommeuaromes MHOJMCeCMeeH ble CIueMbl OU3IMOpUO2eHe3a, HO AHOMAAUI PA38UMUSL BHYMPEHHUX
opearos He Habnodaemcs. ComamuuecKuii cmamyc 0CA0JCHEH XPOHUUECKOU achupayueil ¥CUoKocmu, cCuHOpOMOM antos 6o cHe. 1o danHbim
MACHUMHO-PE30HAHCHOU MOMOoepaduu OUaeHOCMUPOBAHA azeHe3ust Mo30aucmozo meaa. O600ueHbl 0aHHble KAUHUYECK020 HaOa0eHus
nayueHmKU U OGHHble I1eKmposHyedatoepaguu 6 meverue HeCcKOAbKUX Aem. Xapakmep snuAencuu y nayueHmKu He coomeemcmeyem
cunopomy Boavgha—Xupuixopuna, umo doasxcro credosams uz Kkapuomuna, a cxooeH ¢ Inusencueli npu abeppayusx OAUHHO20 NAe4a Xpomo-
comol 18.

Karoueevte caosa: snunencus, necoanancuposannas uneepcus xpomocomut 4, xpomocoma 18, cunopom Borvgha—Xupuwixopra, snusenmu-
ueckas auyegharonamusi, 6udeodneKkmpos’xyepanroepagduueckKuii MOHUMOPUHE

Jla yumupoeanus: bobvirosa M. IO., Abpamos M.O., Kosanvckasn A.B. u dp. Cayuait ungepcuu xpomocomul 4 u HecoarancuposanHoi
MPaHcAOKAUUU MeXHcOy KOPOMKUM NAEUOM XPOMOCOMbL 4 U ONUHHBIM NAEHOM XPOMOCOMYL 18y degouku: 360A10UUSL KAUHUMECKUX U I1eKmPO-
HYepanoepagpuueckux nposenrenuil. Pycckuil acypran demckoii Heséponoeuu 2020;15(3—4):78—91.

DOI: 10.17650/2073-8803-2020-15-3-4-78-91 [®)sy |

A CASE OF INVERSION OF CHROMOSOME 4 AND AN UNBALANCED TRANSLOCATION
BETWEEN THE SHORT ARM OF CHROMOSOME 4 AND LONG ARM OF CHROMOSOME 18 IN A GIRL:
EVOLUTION OF CLINICAL AND ELECTROENCEPHALOGRAPHIC MANIFESTATIONS

M. Yu. Bobylova®> 2, M.O. Abramov?, A.V. Kovalskaya?, A.A. Alikhanov? 3, K. Yu. Mukhin?’> 2
1Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia;
28vt. Luka’s Institute of Pediatric and Adult Neurology and Epilepsy; 9 Akad. Anokhina St., Moscow 119571, Russia;
3Russian Pediatric Clinical Hospital, N.1. Pirogov Russian National Research Medical University, Ministry of Health of Russia;
117 Leninskiy prospekt, Moscow 119571, Russia

We report a case of a girl with a chromosomal disorder that has never been described in the literature: inversion of chromosome 4 with an
unbalanced translocation between the short arm of chromosome 4 and long arm of chromosome 18. Clinical manifestations of this syndrome
included severe growth retardation, very slow weight gain, optic nerve hypoplasia, pronounced delay in mental and motor development, and
epilepsy with focal hemiclonic fever-related seizures of varying location. The patient has multiple stigmas of dysembryogenesis, but no abnor-
malities in the development of internal organs. The somatic status is complicated by chronic liquid aspiration and sleep apnea. Magnetic
resonance imaging has demonstrated agenesis of the corpus callosum. In this article, we have summarized the results of clinical observation
and electroencephalography findings obtained during several years. The type of epilepsy in this girl does not match Wolf— Hirschhorn syndrome
(which is determined by her karyotype), but is similar to epilepsy in patients with aberrations of the long arm of chromosome 18.

Key words: epilepsy, unbalanced inversion of chromosome 4, chromosome 18, Wolf— Hirschhorn syndrome, epileptic encephalopathy, video
electroencephalographic monitoring



PYCCKUN

sy TETCKOM
HEBPOAOI'MM

34

For citation: Bobylova M.Yu., Abramov M.O., Kovalskaya A.V. et al. A case of inversion of chromosome 4 and an unbalanced transloca-
tion between the short arm of chromosome 4 and long arm of chromosome 18 in a girl: evolution of clinical and electroencephalographic
manifestations. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(3—4):78—91. (In Russ.).

IIpencraBnsiem McTOpuio 0OJIE3HU AEBOYKU C paHee
HE ONKMCAHHOW B MUPOBOM JIUTEPATYPE XPOMOCOMHOM Ma-
TOJIOTHE: MTHBEpCUEI XPOMOCOMEI 4 ¢ HecOaaHCUPOBaH-
HOM TpaHCJIOKALUEN MEXIY KOPOTKUM ILIEYOM XPOMOCO-
MBI 4 ¥ IJTUMHHBIM TIJIEYOM XpOMOCOMBI 18.

Knunuyeckuii cnyyaii

Hayuenmxa E., 04.07.2015 e. p. luaenos: xpomocomuas
Namonocus: UHeepcuUst Xpomocomol 4, HecOANAHCUPOBAHHAS
MPAHCAOKAUUSA MeNCOY KOPOMKUM NACHOM XPOMOCOMbL 4
U OAUHHBIM nae4om xpomocomsl 18. MuoxcecmeenHble aro-
Mmanuu pazeumust. 3adeprucka GuauHecKo2o u NCUXOMOMop-
H020 paseumusi. AMoHUHeCKU-acmamu4eckuii CuHOpom.
Tenemuueckas snusencus ¢ (hoxkarbHbIMU MOMOPHBIMU, OU-
AAMePAAbHBIMU MOHUKO-KAOHUMECKUMU NPUCHYNamu, ¢pe-
OpUABHO-NPOBOUUPYEMBIMU NPUCIIYRAMIL.

Bnepevie podumenu obpamunuce 8 Hncmumym demckoii
Hegpoaoeuu u snusencuu um. Cesmumens JIyku, koeda de-
souke 0b110 10 mec, co caedyrowumu ncarobamu: 1) 3adepicka
pazeumus (20408y He depicum, He nepegopaxusaemcs,
U3 IMOYUOHANBHBIX PEAKUUT CHOPMUPOBAHBL MOABKO CAedHce-
HUe 3a nepedsulCeHUeM 83D0CA020 U KOMNACKC 0NCUBACHUS
npu Y3HABAHUU MAMbL); 2) pebeHOK He pacmem U na0Xo npu-
basasem 6 macce (6 10 mec eecum 3700 2, npubagnasiem
Ha 10—100 e 3a 1 mec); 3) npucmynsl 6 6ude nodepeusanus,
NOCUHEHUS U 00bIUKU C OCMAHOBKOU ObIXAHUSL.

Anamnes ycusnu: pederok om 4-ii 6epemenrocmu (1-1 —
MAAbHUK, 300p08; 2-1 — MANb4UK, 300p0o8; 3-1 — MeduKkameH-
mo3HbLil abopm), npomekana Ha goxe mokcuxkosa 6 1 mpu-
Mecmpe, Yepo3vl NPepbléanus 0epemMeHHOCmU, 3a0epPuCKU
BHYMPUYMPOOHO20 PA38UMUs NA00A HA 6CeM NPOMAICCHUU
oepemennocmu. Pooet 3-u, na 36—37-ii nedene bepemennocmu,
aKcmpernHoe Kecapeso ceuenue. [Ipu poxcdenuu macca mena
1400 e, pocm 40 cm, okpysxcrHocms 20108bl 27 cm, OKpydsc-
Hocmb epydu 24 cm. Ouernka no wikane Aneap — 3/6/6 6ain08.
IIpu poxcdenuu duaeHocmuposarvl MHOJCeCMEeHHble CIue-
Mbl OuzImbpuoeeresa (08ycmopoHHuil 6negpapodumos, Koao-
boma padyxcku, auyegvle oucmopuu, azeHesust Mo30AUCMO-
20 mena no 0aHuwiM HelipocoHoepaguu). Ilpednosaeanacs
B0BMONCHOCTD XPOMOCOMHO20 cuHOpoma. Pezyabmam kapuo-
munupogarus: 46XX, inv 4 (p16 q27) — uneepcus yuacmka
xpomocomot 4 (puc. 1). B césasu c napyuenuem dvixanus nocie
Ppodicoerus desouka 15 cym naxoduaacs Ha UCKYCCMEeHHOI
BeHMUAAUUU NeeKuX, 3amem 1 Mec 6 omdeneHuu peanumayuu
U UHMeHCUsHol mepanuu u 0o 3 mec JHcu3nu Ha 2-m smane
svixaxcusanusi. C 1-20 mecsaya JHcu3HU OmMMeHanuch nPUCmynb!
yuano3za — ouggeperyuanvHobLil OUaA2HO3 NPOBOOUNC MeHCOY
Hespono2UMecKUMU U KapOUanbHbIMU HapyueHusmu. B 2—3 mec
JACUBHU OMMEUAAUCH FNU300bl ANHOI, CONPOBONCOABUIUECS
ougpghysnvim yuanozom, do 5 paz é cymku. B cmauyuonape

npunumana gerobapbuman, dueokcut do 2,5 mec. uaeno-
CIMUPOBAH 8DPONCOCHHDLIL NOPOK cepoua (OMKPbImMoe 08aAbHOE
OKHO, OMKPbIMbILL AOPMANbHYIL NPOMOK) — K KOHUY [-20 200a
JCUBHU NOPOK KOMReHcUuposancs. Jlomoii evinucana é 3 mec
¢ maccoii meaa 2600 e. AumusnusenmuuecKue npenapamoi
He npurumana. Ommeuanucy 3a0epucka Qu3uuecKoeo, Mo-
MOpHO20 U ncuxu4eckoeo pazeumus (maoa. 1, 2), uacmote
uHmepkyppeumuuie ungexyuu. Ipucmyn antnos c ouggys-
HbIM Yuanosom noemopuics 6 9,5 mec. B amom yce éo3pacme
00HOKpamHuo HabA00anucs KAOHUYecKUue No0epeuBaHus Molull

Puc. 1. Ilayuenmxka E., penomun nocae poxcoerus

Fig. 1. Patient E., phenotype after birth

Taomana 1. Qusuueckoe pazsumue nayuenmxu E. (macca meaa
U pocm) 6 3a8UCUMOCIU OM 603pacma

Table 1. Physical development of patient E. (body weight and
height) at different age

Age Body weight, g

ITpu poxneHuun

At birth 1400 40

e 3700 51
year

2 4150 60
years

e 5200 69
years

plioad 5375 77
years

S zet 6400 85
years
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Tabmuua 2. Hesponoeuueckuii cmamyc nayuenmiu E. 6 dunamure
Table 2. Neurological status of patient E. in dynamics

Value

Parameter

At 10 months At 3 years 7 months

Macca Tena u poct (pu pox-

nmeann — 1400 1, 40 cm) 3800T, 57 cm 5200 T, 74 c™m
Body weight and height 3800 g, 57 cm 5200 g, 74 cm
(at birth: 1400 g, 40 cm)

OKpYyXHOCTb FOJIOBBI

(TIpy pokKIeHUU — 27 ¢M) 38 cm 38 cm
Head circumference (at birth: 38 cm 38 cm

27 cm)

3a npeaMeTaMu HE CICOUT, €CT U3 6yTBIJ'[0‘{KI/I,
OyJIb0apHBIX HAPYIIEHUI HET, MIPUBBIYHBIN HAKJIOH
TOJIOBBI K JIEBOMY TIIEUy
The girl does not follow objects visually, eats from a bottle;
there are no bulbar disorders, there is a usual tilt of the
head to the left shoulder

Bynb6apHBIX HapyIIEeHUI HET
No bulbar disorders

YepenHble HEPBBI
Cranial nerves

Juddy3Has MblliedHasi TAITOTOHYS, HA 3TOM (OoHe
TOHYC MOBBIIIAETCS MO TUITY AUMCTOHUYECKOM aTaKn
C TTIOBOPOTOM BJIeBO. CyXOXXUJIbHbIE pedeKChl
cuMmMeTpuaHbl. COXpaHEHBI OTAeIbHbBIE PethIeKCh
HOBOPOXIEHHBIX — CJ1a00 BbIpakeH aCUMMETPUY-
HBII TOHUYecKuii pediekc, pedeke badbkuHa.
[IpuBBIYHAs 032 B BUIE TOPCUM BIEBO
Diffuse muscular hypotonia; the tone increases according
to the type of dystonic attack with a left turn. Tendon
reflexes are symmetrical. Some primitive reflexes are still
present (weak asymmetric tonic reflex and Babkin reflex).
Usual position: torsion to the left

JuddysHas MbllieqHass TUITOTOHUSI.
CyXOXWIbHBIE PethIeKChl CUMMETPUIHBI.
IMpumuTrBHBIE pedIieKCh yracau
Diffuse muscular hypotonia. Tendon reflexes are
symmetrical. Primitive reflexes disappeared

JIBurarenpHas cepa
Motor activity

Kudockonnos. PeTpakiins KoaeHHBIX
CYCTaBOB
Kyphoscoliosis. Knee joint retraction

He orpanuyen
Not limited

OO0BeM IBIKEHUI B CycTaBax
Joint movement

ViepXuBaeT roJioBy.

He nepeBopaunBaercs. XBaT He chopMu-
poBaH. CchopMHupoBaHBI OOpaIicHHAS
YJIBIOKA, CITyXOBOE COCPEIOTOYCHUE.
OOpallleHHYIO peUb He [TOHUMAaET.
Bokanmmuzamuu (TyJaeHus 1 JeTeTa HeT)
The girl can hold her head up, but doesn’t roll
over and doesn’t grip objects.

Smile and auditory concentration are formed.
She doesn’t understand spoken language.
Vocalization (no cooing or babbling)

TonoBy He ynep:XuBaeT, B MOJOKEHUU Ha XKUBOTE
XOPOLIO ITOOHUMAET U YAEPKUBAET FOJIOBY,
He MepeBOPauYNBACTCS, UTPYIIKA HE OepeT.

Ha ocMoTp pearupyeT sSMOLIMOHAIBHO, peuyeBast
AKTUBHOCTH — BOKAJIM3ALISIMU

The girl doesn’t hold up her head; however, being placed
on her stomach, she can rise her head and hold it;

she doesn’t roll over and doesn’t take toys. The girl reacts
to the examination emotionally; speech activity:

vocalizations

Habiku
Skills

HabOnwpeHnus

memmmss KNUuHUYEeCKUE®
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KOHeuHocmell 0aumensHocmuro 0k040 10 muH, Kkomopuie Ky-
nuposanucy npu eeedeHuy maeHesuu. Jlasee 6 nAaaHo8oM no-
PpAOKe HasHa4veH KoHueyaekc 150 me/cym (npu macce mena
3800 &) — npucmynsl Kynupoeaucs.

Heepoaoeuneckuii cmamyc npedcmaesnen ¢ mabn. 2,
nposedeHo cpasHeHuUe noKkasameneil, NOAYYeHHbIX 8 603pacme
nepgoeo obpawenus (10 mec) u 6 ozpacme 4 eoda 7 mec.
s koppexuuu 3adepyucku paszgumus pebeHOK Hanpaeien
Ha peabusumayuro 8 eozpacme 1-20 eoda xcusHu (Ha3Ha4eHbl
maccadic, 1eeOHas Qu3KyIbmypa, 60UmMa-mepanust, 3aHImus

¢ n0eonedom). Kaxcoas nonsimxa Hawame peadbuisumauyuio
3a6epulanacsy ycuaeHuem acnupayioHHo20 CUHOpomMa U 6 pe-
3yabmame ACHUPAUUOHHOU OPOHXONHEBMOHUEH, NPU SMOM
HU 00uH Kypc peabusumauuu He oObi1 okoH4er. Ilosmomy 6 603-
pacme 2 1em co8MeCcmHO ¢ poOUMeasmy NPUHSIMO peuleHue
0Cmagumb AUULb WAOSULYIO PeadUAUMALUI0 8 OOMAUWHUX YCA0-
susix (mpoghuueckuii maccaic, cycmagHas SUMHACMUKA, ca-
Hayus 6epXHUX ObIXAMeAbHbIX nymeil), Komopoii o6yueHa
mama nayuenmru. C 2 nem gedeHue nayuenmku Kaovaem
Haba0eHUe Heepoaoea, KOHMPOAb ANEKMPOIHUEPAN0PAMMbL
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(D3I), koppexyuro npomusocyodopolcHO20 aeUeHUst, 00Non-
HUMENbHbIIL KUCA0POO NPU CHUMICEHUU Camypayul, npUMeHeHue
opmoneouHecKux npUcnocobaenuil 0ns NPoPUAAKMUKU KOCH-
HO-cycmasHbix ocrodicrenuil. Pexcum wadsuweil peabusumayuu
Ha domy oka3zancs 6onee YCHeUWHbIM: 0e604KA CMana peoice
bonems, ayquie npubagAIms 8 Macce, He8POAOUMECK UL cma-
myc cmabuausupogancs. JJunamuka pazeumus npu 3mMom om-
cymemeyem (puc. 2). Obcaedosana I3HOOKPUHON020M: NO pe-
3yAbmamam aHaau308 Kpogu (UHCyAUHON0O00OHbLI pOCMOBOI
gakmop, mupeomponHslii 20pMOH, CEA3AHHbIL MUPOKCUH)
OaHHbIX, YKA3bIBAOWUX HA HAPYUeHUe QYHKUUU WUMOBUOHOLL
Jcenesnl, deghuuum 2opmMora pocma, He nOAYYEHO.
Koncyavmauua nyavmononoza (¢ eospacme 3 sem):
onpedeasomces 3acmoil MOKpOmbl, HeB03MONICHOCHb OMKAU -
ASIMBCA, YACMble NONEPXUBAHUS, PeOeHOK YaCMO U OAumens-
HO boneem. Inuz00b1 0CMAHOBKU ObIXAHUS O MUNY 0OCMPYK -
mMueHo20 U yeHmpanvHoeo antod. Tunompogus. Huszkuil
annemum, HU3KUI Kauinesoll peghaexc. Jvixarue ¢ yacmomoii
18 600x06 6 munymy. KoxcHoie nokpossl yucmote. Ampoghus
muluy. XKueom npu nasvnayuu msekuil, 6e3001e3HeHHbliL.

¥

il

Puc. 2. llayuenmka E., penomun 6 éo3pacme 4 nem

Fig. 2. Patient E., phenotype at the age of 4 years
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Ileuenv u ceaesenxa e yseauuenvi. ToHwl cepoya sicHvle,
pummuuHble, 6e3 namoaoeu4eckKux wymos. Jvixanue ge3uxy-
AAPHOE, NPOBOOUMCs 80 6ce omoensl. Xpunoe Hem. luaenos:
oponxoneeounas oucnaasus, Y84.8. Acnupauyus scudkocmu,
R09.3. Cundpom 3acmos mokpomst, G47.3. Anroa 6o cre. Pe-
KOMEHO08AHO: acnupamop, nyabCoKcumemp, KUCA0poOHAs
noddepucka CPAP (annapam uckyccmeeHHOU 6eHmuAsyuy
AE2KUX 8 NOCTNOSHHOM NOAONCUMENbHOM 0A8ACHULL).
Maenummno-pe3onancnaa momozpagpusa 204061020
Mo032a: MOMANbHAS A2eHe3Usi MO30AUCIO20 MmeAd, CONpsi-
JCEHHASL CO Cneyuu4ecKoli 3a0Hepo206oil 6eHMpPUKyI0Me2a-
auell u ducnaasueli 6epxXHUX uepebestspHbiX Hocek (puc. 3).
Tenemuueckue uccaedosanus. Kapuomun: 46XX, inv 4
(p16 q27). Memodom gpayopecyenmmoii eubpuduzayuu in situ
6 pecuoHe uHeepcuu OUAeHOCMUPOBAHA HeCOANAHCUPOBAH -
Hast MPAHCAOKAYUS MeXHCOY KOPOMKUM NASHOM XPOMOCOMbL 4
U OAUHHBIM naeHoM xpomocomei 18. Koncyrsmayus eenemu-
Ka: HecOaAaHCUPOBAHHAS MPAHCAOKAUUS MeNHCOY KOPOMKUM
nAeHOM XPOMOCOMbBL 4 U ONUHHBIM NAeYOM Xpomocombl 18.
B aumepamype dannas mymayus He OnUcaHa.
Ocobennocmu meuenus snuiencuu (maba. 3) u ou-
HaMuKa 3aexmpos3uuedarozpaguueckux ucciedosanuii
(maba. 4). 3anuce écex DII nposodusacs Ha cucmemax
¢ 13 anexmpodamu (okpyxcHocmo 20066t <40 cm). 3apeeu-
CIMPUPOBAHO MYALMUPELUOHANbHOE 3aMe0AeHUe 8 COHemaHUU
¢ MYAbMUPELUOHANBHOU SNUACNMUDOPMHOU AKMUBHOCHBIO
C AKYeHMOM 6 UeHMPAAbHbIX U, Yauye, MeMeHHO-3amblLI04HO-
sucoynvix omodesax. Ommeuaemes CMeHa AAMEPANUZAUUU
U N0KAAU3AUUY OOMUHUDYIOUWE20 (hOKYyca om Uccaedo8anus
K uccaedosanuio, a makice Gopmupoganue Kopomiux npo-
6ez06 (00 5—7 ¢) pecuonanbHoil anurenmugopmHoil aKkmue-
HoCcmU ¢ ROCAeOYIOUWUMU ONUMENbHBIMU SNOXAMU, CB0000HbIMU
om snunenmugopmroi akmuernocmu. Huoekc npedcmasnen-
HOCMU SNUNCNMUPOPMHOU aKMUBHOCMU 6 HOOPCMBEO8AHUL
sapvupyem om HU3K020 00 cpedHez0, 60 CHe C yeeaudeHuem
603pacma omme4aemcs NOCMeneHHoe Hapacmanue UHoeKca.
B uenom, yuumuieas eapuabeasvhocms Gokycos u unoexca
anunenmugopmuoi axkmuerHocmu 8 dunamuie, III bonee xa-
PAKMeEPHa 0151 2eHemuteckux QokanvHbix snunencuii (puc. 4—9).

Puc. 3. llayuenmka E., macHumHO-pe30HAHCHAS. MOMO2PApUsL, NOSCHEHUS 8 MmeKcme

Fig. 3. Patient E., magnetic resonance imaging (explanations are provided in the text)
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Ta6muna 3. Ocobennocmu meuenus snusencuu y nayuenmxu E.

Table 3. Characteristics of epilepsy in patient E.

Age

Type of seizures

Therapy

9,5 mec Knonunueckue monepriuBaHusi KOHEYHOCTEM Konsynekc 150 mr/cyt (39,5 mMr/kr/cyT)
9.5 months Clonic twitching of limbs Convulex 150 mg/day (39.5 mg/kg/day)
Kousynekc 160 mr/cyt (38 mr/kr/cyt). Kenmpa
2 mi 2 pa3a B ieHb (95 Mr/Kr/cyT, KOHLIEHTpaLUst
IIpaBoCcTOpOHHMIT TEMUKIIOHUYECKUI IPUCTYIT HA OHE JIEBETUPALIETAMA JI0 IIPUEMA TIpenapaTa —
1 ron OCTPOI1 pecTIMpaTOPHOI BUPYCHOUN MHGMEKIUH, TUXOPATKHA 44 Mkr /Mt ipu HopMe 12—37 MKT /M)
1 year Right-sided hemiclonic seizure caused by acute respiratory viral Convulex 160 mg/day (38 mg/kg/day). Keppra 2 ml two
infection and fever times a day (95 mg/kg/day; concentration of levetiracetam
drug administration was 44 pg/ml with a reference range of
12—37 pg/ml)
TIpaBOCTOPOHHMIT TeMUKJIOHWYECKUI TTPUCTYIT Ha (hOHE ermyerss L0 war e (h war /e,
1 rom 4 mec " " " ITocreneHHass oTMeHa Kenmpbl. Tpuiaenrtan
e OCTPO¥1 pecIMpaTOPHOIN BUPYCHOU MHGMEKIINY, TUXOPATKHA 120 mr/cyr (28,5 Mr/xr/cyT)

and 4 months

Right-sided hemiclonic seizure caused by acute respiratory viral
infection and fever

Convulex 160 mg/day (38 mg/kg/day). Gradual cessation
of keppra. Trileptal 120 mg/day (28.5 mg/kg/day)

Konsynekc 210 mr/cyt. KoHtieHTpanms Baabmnpoe-

JleBoCTOpOHHMIT TEMUKIIOHMYECKUI TIPUCTYTI C TIEPEXOIOM
B OWJIaTepalibHblli TOHUKO-KJIOHMYECKUIA, Ha (DOHE OCTPOil  BOM KMCIIOTHI 10 TIpUeMa mpernapara — 86 MKT/MJIL.
pecnupaTopHoil BUpycHoit nHdekmu, muxopaaku. [Ipuctyn  Kenmnpa 400 mr/cyt (B CBSI3U C IPUCTYIIOM Mama

Iron 10 Mmec  mponomxancs 1 u 20 muH. [To cKopoii 3-KpaTHOE BBEIEHNE BEPHYJIA UCXOIHYIO 103y KETIIPhI).

1 year
and 10 months

1rom 11 mec
1 yearand 11
months

2 roma 6 mec
2 years and
6 months

2 roma 7 Mec
2 years
and 7 months

2 roma 8 mec
2 years
and 8 months

2 roma 9 mec
2 years
and 9 months

3 roma 4 mec
3 years
and 4 months

3 roma 7 Mmec
3 years
and 4 months

penaHuyMa Io 5 MI, cyMMapHas 1o03a 15 mr
Left-sided hemiclonic seizure turned into bilateral tonic-clonic

seizure due to acute respiratory viral infection and fever. The seizure

lased for 1 hour and 20 minutes. The patient received three 5-mg
doses of Relanium (15 mg in total)

TTpaBOCTOPOHHUI TeMUKJIIOHUYECKUI TIPUCTYIT, KyITUPOBAH

1o cKkopoii peaanuymom 10 mr, mpogokancs 30 MUH
Right-sided hemiclonic seizure lasting for 30 min;
was stopped by Relanium (10 mg)

TIpaBOCTOPpOHHMIT TEMUKIOHWYECKUIA TIPUCTYIT HAa (DOHE
OCTPOI pecrnupaTOpHOI BUPYCHOM MH(pEKLIUN
Right-sided hemiclonic seizure caused by acute respiratory
viral infection

JIBa MpaBOCTOPOHHUX FEMUKJIOHUYECKUX MPUCTYMA Ha hoHe
OCTPOI1 pecTIMpaTOpHOI BUPYCHOM MHGMEKIINY, OPOHXUTA,

cy0hedpuIuTeTa C MHTEPBAJIOM B 18 mHei

Two right-sided hemiclonic seizures with an interval of 18 days caused

by acute respiratory viral infection, bronchitis, and subfebrile
temperature

[emMukIOHMYECKUI cIipaBa MPUCTYI, KyIIMPOBaH
penaHnymMoMm B 103e 10 m
Right-sided hemiclonic seizure; stopped by Relanium (10 mg)

TeMUKIOHMYECKUI MPUCTYII CIIpaBa, KyMMpoOBaH
penaHuymoM B 1o3e 10 Mr
Right-sided hemiclonic seizure; stopped by Relanium (10 mg)

DapuHroopaibHbIl — OUIaTepaTbHbIA
TOHMKO-KJIOHMYECKUIA MPUCTYTI (?), KyIMPOBaH MocJie
2-KpaTHOTO BBEICHUS PeJlaHMyMa
Pharyngoral bilateral tonic-clonic seizure (?),
stopped after 2 doses of Relanium

[eMuKIOHMYECKMIT TIPUCTYII CIIpaBa, KypOBaH
penanuymoM B fo3e 10 mr
Right-sided hemiclonic seizure; stopped by Relanium (10 mg)

Tpunentan 120 mr/cyt
Convulex 210 mg/day. Concentration of valproic acid
before drug administration was 86 pg/ml. Keppra
400 mg/day (the mother decided to use the initial dose
of keppra due to the seizure). Trileptal 120 mg/day

Kermmpa 200 mr/cyt, tpwienTan 120 mr/cyT,
OTMEHa KOHBYJIEKCa
Keppra 200 mg/day; trileptal 120 mg/day; convulex was
ceased

Kernmpa 200 mr/cyt, tpwienTan 120 mr/cyT
Keppra 200 mg/day; trileptal 120 mg/day

Kenmpa 200 mr/cyt, tpuienTan 120 mr/cyT
Keppra 200 mg/day; trileptal 120 mg/day

Kemnmpa 200 mr/cyt, Tpuaentan 120 mr/cyt
Keppra 200 mg/day; trileptal 120 mg/day

Kemnmpa 200 mr/cyt, Tpunentan 120 mr/cyt
Keppra 200 mg/day; trileptal 120 mg/day

Kenmpa 200 mr/cyrt, Tpunentan 120 mMr/cyt
Keppra 200 mg/day; trileptal 120 mg/day

Kemnmpa 200 mr/cyt, TpunenTan 120 mr/cyt
Keppra 200 mg/day; trileptal 120 mg/day
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Puc. 4. llayuenmia E., 9 mec. Daexkmposnyepanroepagdus, con: pecuoHanrbHas SNUIenmMupopmMHas aKmugHoCmy 8 CMpYKnype pecuoHaNbH020 3aMe0NeHuUs.
6 16011 UCOHHOU (OOMUHUPYem) U NPABOI MEMEHHO-3aMbLIOYHOL 001ACMAX, HU3K020 UHOCKCA

Fig. 4. Patient E., 9 months. Electroencephalogram during sleep: regional epileptiform activity within regional slowing in the left temporal (prevails) and right

parietooccipital areas; low index
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Puc. 5. layuenmka E., 11 mec. Daexmposnyegparoepaghus, con: pummuuHoe pecuoHanbHoe 3ameotenue ¢ 6KAHeHUeM INUACHMUPOPMHOU AKMUBHOCHU

¢ aKYeHmoM 6 NPaesoll MeMeHHO-UeHmMpaibHOl obaacmu

Fig. 5. Patient E., 11 months. Electroencephalogram during sleep: rhythmic regional slowing and epileptiform activity with its focus located in the right pari-

etocentral area

Ilo cemeiinbim o6cmosmenscmeam (poxcoerue miadute-
20 pebeHKa 8 ceMbe) podumenu He 00pPauaIUcy K dSnuienmo-
102y 6 8ospacme desouku ¢ 2,6 0o 4 nem, 6 meuenue 3mMoeo
nepuooa npouzouino 7 ebpunbHo npogoOUUPYeMbIX NPUCHY -
108, Komopbsie ObiCIMpPo KYRUPOBAAUCH peaanuymom. Tepanus

He meHsnacy. Takum o6paszom, ececo ommeuanroce 13 npu-
cmynos. C 3 1em 7 Mec snunenmuyeckue npucmynst He no-
emopsiomcs. Pebenok npodoajcaem npunumamos Kennpy
200 me/cym, mpunenman 120 me/cym (macca meaa peber-
ka — 5300 ¢). Ha koucyarsmamuenom npueme 6 gozpacme

[oe]
(9]
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Puc. 6. llayuenmxa E., 1200 7 mec. Dnexmposnyeparocpagus, 600pcmeosanue: pecuoHaibhoe 3ameoieHue 8 npagbix 3amuli04HO-6UCOHUHOU U UECHMPANLHO-
memeHHOU 001acmsX ¢ KAIOUeHUEM SNUACNMUPOPMHOU AKMUBHOCIU CPeOHe20 UHOKCA ¢ AKUEHMOM 6 NPABbIX 3aMbIAOHHO, 3aMbLAOUHO-BUCOHHOU 00AACMAX

Fig. 6. Patient E., 1 year and 7 months. Electroencephalogram during wakefulness: regional slowing in the right occipitotemporal and centroparietal areas and
intermediate-index epileptiform activity with its focus located in the right occipital and occipitotemporal areas
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Puc. 7. Ilayuenmxa E., 1200 10 mec. Dnexmpoanuepanoepagus, 600pcmeosanue: pecuoHanbHoe 3amedneHue 8 Ae60li BUCOUHO-3aMbLAOYHOL 00AaCmU ¢ BKAI0-

ueHuem 3nuﬂenmu¢opMnoﬁ AKMUBHOCMU HU3K020 UHOeKCa

Fig. 7. Patient E., 1 year and 10 months. Electroencephalogram during wakefulness: regional slowing in the left temporooccipital area with low-index epilep-

tiform activity

4 nem npuHaMO peuleHue 0CMagumMb NPENCHION MePanuo
(Kennpa, mpuasenman) u NPogecmu 8UAC0INeKMPOIHUepa-
noepaguueckuil MoHumopure 8 5 nrem. Takce pexomenoosa-
Ha MsAeKas peaburumayus (mpoguyeckuil maccasic, 1e4ebHas
Quskyasvmypa) c yeavio npoguraxkmuxu Koumpaxmyp. Ilpu-
MeHeHUe KUcaopooa npu CHUNCEHUU Camypayull.

B nmutepaType He ornrcaHa MyTallys, BEISIBJICHHAS Y T1a-
uneHTku E.

MHBepcun XpoMOCOM Y YeJIOBeKa U X KIMHUIECKas
3HAYMMOCTh MaJIO M3y4eHBI. YacToTa BCTPEUaeMOCTH B Ue-
JIOBEYECKOU MONYJISIIMY UHBEPCUIL XPOMOCOM COCTaBJISI-
eT okosio 1 %. KinuHuueckas KapTMHa MHBEPCUM UMEHHO
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Puc. 8. ITayuenmxa E., 3 20da. Dnexmposnuyegpanoepagpus, 600pcmeosanue: npobecu pummutHo20 peeuoHaIbHO20 3aMe0NeHUsl 8 N€6bIX MEMEHHO-BUCOHHO-
3amMbLAOUHBIX OMOeAAX ¢ GKAIOYEHUEM INUAENMUPOPMHOL AKMUBHOCU C AKUEHMOM 8 MEMEHHOU U GUCOYHOU 001ACMAX

Fig. 8. Patient E., 3 years old. Electroencephalogram during wakefulness: segments of rhythmic regional slowing in the left parieto-temporo-occipital areas and

epileptiform activity with its focus located in the parietal and temporal areas

Puc. 9. llayuenmka E., 4 200a. Inexkmposnyepanrocpagus, 600pcmeosarue: npobeeu pecuoHaNbHORO 3aMe0NeHUs C KAIOUeHUeM SNUNenMUPOPMHOU aK-

mueHocmu 6 euco4Hvix omoeaax, D >S

Fig. 9. Patient E., 4 years old. Electroencephalogram during wakefulness: segments of regional slowing with epileptiform activity in the temporal areas; D >S

XPOMOCOMEI 4 TIpeIcTaB/IeHa e IMHNYHBIMU OITMCAHUSIMH,
YTO OOBSICHSIETCSI KpaliHei peIKOCThIO JaHHOI MyTallluu.
TsxecTh KIIMHUYECKUX MIPOSIBJICHUI 3aBUCUT OT TOTO,
MMeeT MECTO cOalaHCHpOBaHHAs MyTaIIMs (B 3TOM CiIydae
YeJIOBEK MOXET OBITh KITMHUIECKH 3I0POBBIM HOCUTEIIEM,
OMMUCaAHBI JaxXe ceMelHble ciaydyau cOajaHCUpOBAHHOM

MHBEPCUM XPOMOCOMBI 4) MM HecOajaHCHMpOBaHHAs.
B ciiygyae HecbamaHcMpOBaHHON MyTalMy KJIMHUYECKast
KapTUHA 3aBUCUT OT pa3Mepa MHBEPCUU, PACIIONIOXEHUS
TOYEK Pa3pbiBa, pa3Mepa YJaCTKOB AyTUIMKALIAK U AeJIELnn [6].

Kimmnanyeckuii mpuMep ceMeitHol coataHCUPOBaHHOM
uHBepcuMn xpoMocoMbl 4 ommcan F. Stipoliev (2002).
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Puc. 10. Jugpgepenyuansuoiii duaenos: npumep s1eKmposHueharoepamm nayueHmos ¢ cuHopomom Borvpa—Xupuixopra: a — snexkmposnyeganoepagus,
600pcmeosanue: pecuoHarbHoe 3amednerue 6 nepednux omoenax + FIRDA, snusenmugopmuas axkmuenocms 6 npasoil A00Hoi o6aacmu, 6UGPOHMANLHO
u JughghysHo ¢ akyenmom 8 nepedHux u 3a0Hux omoenax, uHoekc evlcokuli. Bo cne unoekc evicokuil; 6 — anekmposnyeanoepagus, 600pcmeosanue: pecu-
OHanbHoe 3amednerue 6 3a0Hux omdeaax + OIRDA, snusenmughopmHas akmueHoCcms 8 nPasoil U A€ol 3ambvlLA0YHbIX 004ACMAX, A MAKice OUOKYUNUMANb-
HO 8b1COK020 uHdekca. Bo che undexc snusenmugopmuoii akmugHoCmu 6biCOKULL

Fig. 10. Differential diagnosis: example of electroencephalograms of patients with Wolf— Hirschhorn syndrome: a — electroencephalogram during wakefulness:
regional slowing in the anterior areas + FIRDA;, epileptiform activity in the right frontal region, bifrontally, and diffusely with a focus in the anterior and pos-
terior areas, high index. During sleep, the index is also high; 6 — electroencephalogram during wakefulness: regional slowing in the posterior areas + OIRDA;
epileptiform activity in the right and left occipital areas, as well as high-index bioccipital epileptiform activity. During sleep, the index of activity is high
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Puc. 11. JJupppepernyuanvhniii duaenos: npumep 21eKmpodHyepaIoepammvL nayueHma ¢ oeaeyueti OMuHHoeo naeua xpomocomst 18. Hecaedosanue nposodu-
a0ce Ha 19-21exmpoonoii cucmeme. Ha snexmposnyedanocpamme pecucmpupyemcesi Myasmupe2uoHanbHas SNUAenmu@PopmMHas aKmugHOCHb 8 CMpYKmype
DECUOHANbHORO0 3aMe0AeHUSL C AKUEHMOM 8 3aMbLA0YHO-BUCOYHO-MEMEHHbIX 0moenax, 6e3 yemxo domunupyloujeeo gokyca. B 600pcmeosanuu unoexc npeo-
CMABAeHHOCMU SNUACHMUPOPMHOI AKMUSHOCMU HU3KUIl. Bo cHe ¢ yseauuenuem 8o3pacma ommeuaemcs nOCmenenHoe Hapacmanue unoekca 00 cpeoHux
u @vlue cpedre2o 3uavenuii: a — nayuenmia E., 4 200a, D3I, anexmposnyegpanoepaghus: pecuonanvhas snurenmu@opmHas aKmueHoCmy 6 1e60i U NPasol
3AMBINOMHBIX 00AACMAX HU3K020 UHOEKCA 8 CMPYKMYpe pecuoHanbHoeo 3amedaenus. Hnoexc npedcmaenennocmu Huskuil; 6 — nayuenmxa E., 5 1em, snex-
mposHyepanoepapus, con: MyabmupecUOHANbHAs SNUACRMUPOPMHAS AKMUBHOCHb 8 CIMPYKMYPe PeUOHANbHO20 3aMe0NeHUsl 6 180T 3amblA0HHOU (00MU-
Hupyem), 1€601i UeHMPAAbHOI, NPAGOI 3AMbIAOHHO-BUCOUHOU U UEHMPAALHOU 8ePMEKCHOU 001acmsx, UHOEKCOM Bblule CpeOHe2o

Fig. 11. Differential diagnosis: example of electroencephalogram of patients with deletion of the long arm of chromosome 18. The examination was performed
using a 19-electrode system. The electroencephalogram demonstrates multi-regional epileptiform activity within regional slowing registered primarily in the
occipito-temporo-parietal areas without a clearly dominant focus. During wakefulness, epileptiform activity index is low. During sleep, there was a gradual
increase in the index with age (up to moderate and high): a — patient E., 4 years old, electroencephalogram: regional low-index epileptiform activity in the left
and right occipital areas within regional slowing. The index is low; 6 — patient E., 5 years old, electroencephalogram during sleep: multi-regional high-index
epileptiform activity within regional slowing registered in the left occipital (prevails), left central, right occipitotemporal, and central vertex areas
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[Tpu nmpoBeaeHNM aMHUOIICHTE3a Y 300POBOI XKEHIIMHBI
37 ner Ha 16-i1 Heaene OepeMEHHOCTH LIMTOI€HETUYECKUIA
aHaJM3 BBISBWI KapuoTull moga 46XX inv(4)(pl6.ql12).
Myrauus c6anaHcupoBaHHas. Ta xe MyTaius BbisiBJIeHa
y OTLIa U CTaplliero pedbeHka B CEMbE. YIbTPa3ByYKOBOE
HCCIeA0BaHUE TIJI01a ITIOPOKOB Pa3BUTHSI HE BBISIBUJIO.
PeGenok ponuncs Ha 38-ii Hezene MyTeM Kecapesa cede-
HUS 10 TTIOKa3aHUSIM MaTepu, ¢ Maccoii Tesia 3730 1 poctom
51 cM. Ouenka 1o mkaie Arrap — 9/10 6amios. [lepuHa-
TaJIbHBIA nepuo npoTeKan 0e3 OCIOXHEeHUI, nanee Je-
BOYKa pa3BMBajach I10 Bo3pacry [7].

[To maHHBIM TUTEPATYPHI, KIMHNYECKAsi KApTUHA He-
cbaaHCUPOBAaHHON MHBEPCUU XPOMOCOMEI 4, COTIPOBO-
XIarolencs nyninKauusiMu, 1eJesIMu U Jaxe TpaHC-
JIOKAIMSIMY TEHETUIECKOTO MaTepuJia C IPYTUX XpPOMOCOM,
B 1IEJIOM COOTBETCTBYET KIMHMKe cuHIpoMa Boabga—
XupurxopHa [1—4].

G.A. Paskulin u coast. (2009) onmcany 1eBOYKY B BO3-
pacrte 4 JIeT, KITMHUIESCKH ITOX0XYIO Ha HaIITy TTAIIUeHTKY.
Kmangeckast KapTrHa BKITIoYaaa MUKpOIedainio, MHO-
KEeCTBeHHBIC MaJIble aHOMAJINH JINIIa, KOHEYHOCTEM, BPO-
XKIEHHBIM MTOPOK CEepAIla, MBIIICYHYIO TUIIOTOHHUIO, 3a-
IEePXKY pa3BUTHs, srmiericuo. Kapuotun pomureneit
B HopMe. CeKBEeHMPOBaHME 3K30Ma ITOKA3aJI0 TYTUINKAITIIO
yuyacTtka 4p13 — 4p16.3 [5].

HcTounukom HecOalaHCUPOBAHHOM MyTalldU MOXKET
SIBJISITCSI OMMH U3 POIUTENICH, HOCUTENh COaTaHCPOBaH-
Hoit mytaumu. A. Villa 1 coaBt. B 1995 1. onmcanu ciemy-
IOLIMK ciiyyail. B ceMbe MpoBeAeHO LIUTOIEHETUYECKOE
HCCIICAOBAHNE B CBSI3U C POXICHIEM MaJIburKa C MHOXE-
CTBEHHBIMU MOPOKAMU Pa3BUTHS W IyIUTMKaLmen (4q),
YTO OBLIO paclieHeHO KaK CUHIpoM Boba—XupiixopHa.
VY ero beHOTHIIMYECKHM 300POBOI MaTePH BhISIBJIEHA cOa-
JIAaHCHpOBaHHAas TIePULICHTPUIECKAsI HHBEPCHSI XPOMOCO-
Mol 4 [4, 9].

Knunnyeckue niposiineHust cuHapoma Bonbgda—Xup-
IIIXOPHA 3aBUCSAT OT IIPOTSKEHHOCTH JEJICLIN KOPOTKOTO
IUIe4a XpOMOCOMBI 4: TUIIEBOM AUCMOpP(dU3M, 3amepKKa
pocTa, yMCTBEHHas1 oTcTanocTh 1 anuierncud [10]. Knu-
HHUYecKas KapThHA MauueHTK E. cooTBeTCTBYET TsKeoi
dopme cuHapomMa Boawpa—XupnixopHa mmo Kiaccuduka-
u Zollino: Tsokenas yMCTBEHHAST OTCTaJIOCTh, BRIPAXKEeH-
Has 3agepxXKa (U3NYECKOro pa3BUTHS, MUKpoledains,
OTCYTCTBHE CAaMOCTOSITEJIBHOM XOIBOBI, CKOJIMO3, JIULIEBHIE
aHoOMaIuM (THUIIePTEIOPU3M, HU3KO IMOCAXKEHHBIE YIIIH,
MHMKPOTHATHS), SMUJIEIICUS, CKIOHHOCTh K MH(MEKIIUIM
BEPXHUX JIBIXaTeIbHBIX MYyTEei, OTCYTCTBUE BBIPAKEHHBIX
aHOMAaJIM pa3BUTHSI BHYTPEHHUX OpraHOB. MarHUTHO-
pe3oHaHCHass TOMOTpadusl TOJIOBHOTO MO3Ta BBISIBIISICT
TUIIOILIA3UI0 MO3OJIMCTOTO Tela, TUIIOTUIA3HIO /aIlIa3vio

3aMHEH JOJIU MO3XeuKa, (hOKaIbHbIC KOPTUKAIBHBIC TH-
CIUTa3uM. DTuiencus rmpu cuHapoMe Bonbpa—Xupixop-
Ha BcTpedaercs B 80—90 % ciyyaeB, UMeeT HEKOTOpPBIE
crienrIecKre 0COOCHHOCTH M XapaKTepu3yeTcs dap-
MaKOpEe3UCTEHTHBIM TeueHrneM. CpeaHuii BO3pacT 1e0ro-
Ta IpUCTYIIOB — 9 Mec (oT 5 Mec o 2 ser). XapaKTepHO
HECKOJIbKO THUIIOB MPUCTYIIOB: TeMUKJIOHUYECKHE, (he-
OpPMIIBHO-TIPOBOLIIPYeMBIe, MH(MAHTWIBHBIE CITa3Mbl, SITH-
JenTudeckuii ctatyc. C BO3pacToOM 4acToTa IPUCTYIIOB
camxaertcs [10].

IlepBoHaYaIbHBINM TMArHO3, OCHOBAHHBIN Ha KApUOTH -
I1e, KaK Oy/ITo ITOATBEep KA Y HaIlleH MAIMeHTKA CHHAPOM
Bonpda—XupmxopHa (peKoMOMHAaHTHAsI XpoMocoma 4,
cocTosiiasi U3 HecOATaHCUPOBAHHOM MEPULIEHTPUUECKOMN
nHBepcun). OgHako DD -kaptuHa nauueHTK E. He co-
IIPOBOXIACTCS XapaKTepHBIMU JIsI cuHApoMa Bonbha—
XupuixopHa marrepHaMu. Y MalUMeHTOB C CUHIPOMOM
Bonbda—Xupmixopra Ha DDI' peructpupyercs: peruo-
HaJlbHasl, OmnarepaibHast 1 auddy3Has snmnenTudopMHast
AaKTMBHOCTbH BBICOKOT'O MHIEKCA B CTPYKTYPE PErMOHATIBHO-
ro 3amemieHus, cnenrdudeckue marrepasl FIRDA (fron-
tal intermittent rhythmic delta activity, mepuogudeckas
pUTMHMYHAs JJ0OHasT Aenpra-akTuBHOCTH) 1 OIRDA (oc-
cipital intermittent rhythmic delta activity, mepnoguueckast
PUTMUYHAS 3aThIJIOYHASI I€IBTa-aKTUBHOCTh), C aKIIEHTOM
B IIEPEeIHNUX 1, PeXe, 3aHUX OTIeIax, IpHIeM MHICKC Ipe-
CTaBJICHHOCTH 3HA4YMTeJIbHO BhImIe (puc. 10). YaurteiBast
HaJIMYMe B 30HE MHBEPCUU XPOMOCOMBI 4 YaCTH JUIMHHOTO
J1e4a XpoMOCOMBI 18, MbI cpaBHMIM DD Halleii malueHT-
k1 1 ODI maneHToB ¢ MyTalmel XxpoMocoMel 18 (puc. 11).
WccnenoBanus mpoBoawiuch B MHCTUTYTE 1eTCKOIA HEBpO-
Jioruu u amwtericnu uM. Cearurest JIyku. beiio BbIsiBie-
HO CXOJICTBO MEXIY 3TUMM cliydassMu. Y nauueHTKu E.
PETUCTPUPYIOTCS PETHOHAIBHOE 3aMeIJICHE U PETMOHATIb-
Has SMWIenTUdOpMHasl aKTUBHOCTh B 3aIHUX OTHeIaX
¢ 2 cTOopoH, 0e3 YETKOrO JIaTepaM3allMOHHOIO aKIIeHTa.
DBI-kapTrHA y MALIMEHTOB ¢ MyTalllieil IIMHHOTO TIjieda
XpOMOCOMBI 18 bostee «ierkasi», THIEKC MpeACTaBICHHOCTH
SOMICHTUMOPMHONM aKTUBHOCTHU HITKE.

ITo manHBIM 0030pa A. Verrotti u coast. (2015), TpaHc-
JIOKALIMS YOI Aesteninst 18q xapakTepusyeTcs SIuIenicuei
¢ nebiotoMm a0 1-ro roma, ¢ pOKaIbLHBIMU MOTOPHBIMU
MIPUCTYIIAMHU B COYETAHMU C alTHO® M MYJIBTU(MOKAIBbHOMI
SIUICNTU(GOPMHOM AKTUBHOCTHIO (IIEHTpaIbHasI, BUCOY-
Hasl, TeMEHHas1, 3aThLJIOUYHAsI 00JIaCTH), a TAKXKE OTHOCHU-
TeJIbHO T0OpOKaYeCTBEHHBIM TeUeHUEM [8].

Takum 06pazom, geTalbHbIA aHAIN3 KIMHUKO-3JIEK-
TposHuedanorpaduecKoil KapTUHbI SITUJICIICUN, CBSI-
3aHHOM C XpOMOCOMHBIMM HApYIIIEHUSIMUA, MOXET IIOMOYb
oIpeacanTh (GeHOTHUIT 3a00JICBaHMSI.
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Namamu Jlapucel Bacunbeshbl KanuHuHoi

Napuca BacunbeBHa KanuHuHa poaunach
7 anBapa 1927 r. 8 r. Cyxymu [py3utckoit CCP
B CeMbe BOeHHOCyxaLuero. B 1944 . B cBA3u
€0 C1yebHbIM NepeBoAoM 0TLA CeMbA Me-
peexana B r. BunbHtoc Jutosckoii CCP, rae
B 1945 1. Jlapuca BacunbeBHa okoHuuna cpes-
Hol0 LwKony. B Tom e rogy oHa noctynuna
Ha MeANLMHCKMIA dakynbTeT BunbHiocckoro
rOCYAAPCTBEHHOTO YHUBEPCUTETA, KOTOPbI
ycnewwHo okoHyuna B 1950r.

MMocne 0KOHYaHWA YHIBEPCUTETA B TEUeHe
3 net, ¢ 1950 no 1953 r., paboTana Bpauom-
neanaTpoM [eTCKoi ropoAckon 00bHMLbI
BunbHioca. 3atem cembA nepeexana B MockBy,
rae Napuca BacunbeHa npogomkina pabotatb
neavaTpom B nonuKNuHuKe. B 19561958 rr.
06yyanacb B KNMHIYECKOI OPANHATYPE MO He-
Bponoriu Ha 6ase Jletckoil ropoackoii 6onb-
Huubl N2 1 (HbiHe — Mopo30BcKaa feTckas
ropofckan KnuHuyeckan bonbHuua Jenapra-
MeHTa 3apaBooxpaHenua r. Mocksbl). locne
OKOHYaHWA OpANHATYPbI HECKONbKO MecALeB
paboTtana CTaplwmm OpANHATOPOM, HO YyXe
B 1958 1. OblNa Ha3HaueHa Ha [A0MKHOCTb 3a-
BeZyIoLLe HeBPONOTMYECKUM OTAeNeHNeM
Jletckoil ropopckoii 60abHIMLbI N2 1, 1 B 3T0iA
JOMKHOCTI npopaboTana o 1964 r. OgHoBpe-
MeHHO B 1959—1964 rr. Hayana 3aHumaTbCA
npenofaBaTeNbckoii AeATeNbHOCTbIO M MPOBO-
AWUNa B CBOEM OTAENIEHNN 3aHATIA 1O HEBPO-
NOTUM ANA CTYAEHTOB MeAMLIMHCKOTO YunnmiLa
Mocrop3apasa.

B 1964 r. npodeccop JleBon OraHecoBuy
baganax opraHn3oBan kaenpy HepBHbIX 60-
Ne3Heil neauaTpuueckoro dakysnbreta B 2-M
MOJITMW um. H.W. Tuporosa n npurnacun
Ha JOMKHOCTL accuctenTa J1.B. Kanuuuny.
(1964 no 1967 . 0Ha — accMCTEHT Kadeapbl,

(1927-2020)

7 ceHTA6pA 2020 1. B BO3pacTe
93 ner ywuna u3 XusHu
npodeccop Jlapuca BacunbesHa
KanunuHa, Bbigatowmiica
POCCUIACKINIA YUeHbIi B 06nacTy
AETCKOil HeBPONOrnm
W HelPOHayK, BPay C OrPOMHbBIM
onbITOM paboTbl, bnecrawmit
negaror n nexktop, fo6pbIii
1 MyApbI YenoBex.

€ 1967 no 1974 r. — poueHr, ¢ 1974 r. pabotana
npodeccopom Kadeapbl (HbiHe — Kadenpa
HEeBPONOrUI, HEPOXMPYPTUN 1 MeZULIMHCKOI
reHeTIKu neguarpuueckoro dpakynsrera Orboy
BO PHUMY um. H.1. Muporoea Mun3gpasa
Poccun). Heobxoanmo ckasarb, 4To B T0 Bpems
JETCKaA HEBPOJIOTA TONIbKO HauMHana pa3But-
BaTbCA KaK pa3zen obLLieil HeBPONOTH, U Ka-
defpa cpasy 3aHana nuaUpyloLLMe No3uLmum
B MUPE KaK N0 13y4eHuHo HelAPOMHPEKLINIA, Tak
1 MO MCCNe0BaHMAM HACNEACTBEHHBIX 3360~
NeBaHWil HEPBHOI 1 HEPBHO-MbILLIEYHBIX CUC-
Tem y fieTeil.

B 1967 r. Jlapuca BacunbeBHa 3awutuna
ANCCEPTALIAD HA COMCKAHWE YUEeHOI CTeneHN
KaHAuAaTa MegULIMHCKUX HayK no Teme «ba-
3aNbHble apaxHoMAWTbI y fieTeli», a B 1973 I.
ei Obina NpUCyXaeHa yueHasa cTeneHb JOKTo-
pa MeULMHCKUX HayK. Tema ee JOKTOPCKOIA
AnccepTaunm — «BpoxaeHHble aHOManML Co-
Cy[OB rONI0BHOrO Mo3ra y AeTeit». B 310/ 06na-
T 6bIAKN CAenaHbl nepefoBble B TO Bpems
HayuHble OTKpbITAA N0 Npobnemam HacneacT-
BEHHOr0 MMyHoAedULNTa, Ha Mogenn bones-
Hu Jlyn—bap (atakcun—TeneaHraKTasum), uto
CN0oco6CTBOBANIO MHTEHCMBHOMY Pa3BUTHIO
APYroii HayKn — UMMYyHOMOT W,

OpHoBpemeHHO ¢ paboToil Ha Kadeape
B 1970-e roapl J1.B. Kanututa pa6otana ctap-
LUIMM HaYYHbIM COTPYAHIKOM aKafeMUyecKoli
rpynnsi 0. M. Jlonyxuxa B HUW cepaeuto-co-
cypuctoii xupypruu AMH CCCP. 3ol rpynnoii
BNepBble B MUpe Bbina caenaHa TpaHcnnanTa-
LA BUIOYKOBOIA ene3bl NPy HaceCTBEHHOI
aTaKCM—TeNneaHrnaKTasmun y aeTeil.

(1982 r. B TeueHne MHOTUX NET OHa Bbina
yueHbIM CeKpeTapem cneunann3npoBaH-
Horo YueHoro coseta N3 Bo 2-m MOJITMU
M. H.N. NnporoBa, a Takxe uneHom HecKkosb-
KX npo6nemHbIX KOMUCCUn YHUBEpCUTETA,
MuHucTepcTBa 3apaBooxpaHequa PCOCP, Mu-
HucTepcTBa 3apaBooxpaHeHua CCCP. Ee Bceraa
oTnnyana rnybokas NPUHLMMNANLHOCTD NpY
oTHope AnccepTaLMOHHbIX PaboT ANA 3aLLKTbI,
11 O/HUM 113 FNIABHbIX BONPOCOB NpY 3TOM 6b1n
Bonpoc: «410 HoBoro B Bawueii pabote?»

(1987 no 2010r. (23 ropa!) Nlapuca Bacunp-
€BHa paboTana rmaBHbIM BHELUTATHbIM CreLy-
annCcToM AETCKIM Heponorom Mocrop3zipasa,
3atem — [lenapTameHTa 3paBoOXpaHeHuA
r. Mocksbl. [lpesnpuHuMana MHoro ycunnii
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10 yCOBEPLLEHCTBOBAHMNIO OKa3aHIA MEANLINH-
CKOIl NOMOLLY AETAM C 3a60N1€BAHUAMM HEPB-
HOV CUCTEMbI M OPraHI30Bana NepByio B CTpa-
He Cneyuanu3upoBaHHYK TOPOACKYH
HayYHO-KOHCYNLTaTUBHYI0 NOANKIMHMKY.

J1.B. KanuHuHa BHeCna 3HaunTeNbHblii BKNaj
B pa3paboTky aKTyanbHbIX Npobnem AeTcKoit
HeBPOJIOriM — B U3yueHue HeliponHdeKLni,
HaCNeACTBEHHDIX M BPOXKAEHHbIX 3a60/1eBaHMil
HepBHOI CUCTEMbI; MeeT paboTbl N0 OCTPbIM
HapyLUeHUAM MO3r0BOro KpoBoobpaleHus
y [eTeil, N0 3NUAencun n ApYrum napoKcu3-
MaNbHbIM COCTOAHUAM; pa3pabaTbiBana BO-
Npocbl HeiipopeabunuTaLmm.

limes orpomHbIit oMbIT paboTbl B NpaKTye-
cKoii meauunne, J1.B. KanunnHa nokasana ceos
bnecTAWMM AMArHoCTOM: 06nafas TOHKOIA
WHTYWLIMEIA, OHA MOITA YCTAHOBUTb CIOXKHEIA-
Lne AMarHo3bl U pa3obpaTbcA B COMHbIX
XUTPOCNNETEHUAX CUMNTOMOB M 0COOEHHOCTAX
TeyeHna 6one3Heli HePBHOI CUCTEMbI Y AeTelA.

11.B. KanunuHa — aBTop oKono 200 Hay4HbIX
pabor. Cpean HMX pyKOBOACTBA 1 MOHOTPaduy,
BK/TlouaA «PyKoBOACTBO N0 METOAMKE McCIe-
J10BaHWA HepBHOIA cuctembl» (Mockga, 1968;
coastopbi J1.0. bapanau n ap.), <HacnepcTen-
Hble 6one3Hn y peteii» (TawwkeHT, 1980; coas-
Topbi J1.0. baganan u ap.), «<HacneacteeHHble

6bonesHu obmeHa 1 pakomatosbl» (Mocksa,
1981; coastop E.WN. TyceB), «[napouedanua
n Tumomeranua» (baky, 1992; coasTopbl
T.K. KagbipoBa u ap.).

NMapnca BacunbesHa KanuHiuHa bbina ueno-
BEKOM BbICOKMX HPABCTBEHHbIX U AYLIEBHbIX
kauectB. OHa MHOTO BHUMaHWA yaenana 06y-
YEHMI0 M BOCTIUTAaHMIO MONOABIX CIeLIMANCTOB.
Bcerna 6bina KoppekTHa, L06poxenaTenbHa
11 B T0 e BPeMA NPUHLMNNAIbHA B OTHOLLEHUN
cobniofieHna BpauebHoil STUKN, NpeabABNAA
BbICOKME TPeOOBAHNA K BbIMONHEHMI0 HOPM
1 npaBun BpauebHoil pabotbl. OHa Bceraa bbl-
Na 0nopoii 1 NoaaepXKoil B paboTe 3aBefyto-
wemy kadeapoii akagemuky J1.0. bananany
I HaxoAnnacb PAROM C HUM BYKBanbHO 0 No-
CNedHUX MUHYT ero Xu3xu. Jlonroe Bpems
Napuca BacunbesHa pabotana BTopbIM Npo-
deccopom Ha Kadeppe, KOTOpoii 3aBeJ0Bas
npodeccop A.C. lMeTpyxuH, ABNANacb Kyparo-
oM HeBponornyeckoro otaeneHua Mopo3os-
CKoil 60NbHULbI.

06nagas nopauTenbHoI BblAEPKKOI U TaK-
TOM, OHa BCETfia AMNNOMATUYHO peLuana MHO-
rne BpayebHble CnopHble BOMPOCHI, 1 MOTOMY
e 0XOTHO MpurnaLlani ana y4yactus Bo Bpa-
yebHbIX KOHCUAymax. lonrue rogpl, ABNAACH
KOHCYNbTaHTOM B To BpemA 4-ro [naBHOro

ynpaenexna Munzppasa (CCP, Jlapuca Bacunb-
€BHa yYacTBOBANA B KOHCUMYMAX M0 JIEUEHUH
JieTeli 1 BHYKOB BbICLLIETO PYKOBOACTBA CTPaHbI,
32 370 ee BbICOKO OLLeHMN HauaNbHUK Ynpashne-
Hus akapemuk E.W. Yazos.

Napuca BacunbeBHa KanunuHa nmeert bna-
rofapHoCTM 0T MMHMCTEPCTBA 3ApaB0O0OXpaHe-
Hua PCOCP, B 2003 r. Harpa«aeHa Mefanbto
«3a 3acnyrin neped OteuectBom» Il creneHu.

Napuca BacunbeBHa KanuuuHa ywna u3
Xu3HU 7 ceHTA6pA 2020 r. OHa 6bina yenose-
KOM BbICOKIX IPOGECCMOHAbHBIX U AYLLEBHbIX
KauecTB, YesI0BEKOM 00/bLLIOr0 XKM3HEHHOTO
0MbiTa U MYAPOCTY 1 0CTaBMNa 6naroaapHOCTb
1 Tensble BOCMOMMHAHMA B CepALaXx CBOUX
NaweHTOB, KONNer U yYeHKoB. [InA Hac oHa
OJIMLIETBOPAET LIENYI0 310Xy Pa3BUTIA JETCKON
HeBpOnOoriK, Hawero NpodeccMoHanbHoro
CTaHOBNEHWA, OT NepBbIX AHei Ha Kadepe
HepBHbIxX 60ne3Heit. Jlapuca BacunbesHa Beer-
Aa 6bina pAgom ¢ Hamu, 1 Mbl ¢ 6narogapHo-
CTbl0 MOMHMM €€ MyApble COBETbI B N06ObIX
NpoeccMoHanbHbIX BOMPOCAX 1 CAMbIX CII0X-
HbIX JKWU3HEHHbIX CUTYaLMAX.

C bnazodapHocmeto,
COMPYOHUKU, Kojueau, y4eHUKU.
A.C. lTlempyxun, K.10. Myxun, 0.A. leinaesa
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