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MAUWSA ONSA ABT

[Tpy HanpaBneHun CTaTbi B pefakLmio «Pycckoro XypHana AeTCKoii HeBponorm»
aBTOPam HeobX0ANUMO PYKOBOACTBOBATLCA ClleYHLLMMM NPaBUNAMU.
1. 06wue npaBuna
[Tpn nepBUYHOM HanpaBAeHUM PyKOMUCM B PeAAKLMIO B KOMUW 3MEKTPOHHOrO
M1cbMa JOMKHbI ObITb YKa3aHbl Bce aBTOPbI AaHHON (TaTbin. 06paTHyH (BA3b € pefaKLm-
eil byfeT NoAAepXXMBaTb 0TBETCTBEHHDIA aBTOP, 0603HAUeHHbIN B CTaTbe (CM. MYHKT 2).
[pencTaBnenue B peakumo paHee ony6iMKoBaHHbIX CTaTeil He JoNyCKaeTcA.
2. 0dopmneHme faHHbIX 0 CTaTbe U aBTOpax
[lepBaa cTpaHuLa AONMKHA COpepXaTb:
— Ha3BaHMUe (TaTbl,
— MHULManbl 1 GamMunuN BCeX aBTOPOB,
— yueHble CTeneHu, 3BaHNA, LOMKHOCTI, MECTO paboTbl KaxOro U3 aBTOPOB,
a 1akxe ux ORCID (npm Hanuuum),
—NOJIHOe Ha3BaHWe yupexaeHna (yupexxaeHnii), B KOTopom (KoTopbix) Bbl-
nosHeHa pabota,
— afipec yupexzeHna (yupexxaeHui) C ykasaHuem nHaeKca.
MocneaHAA cTpaHILLa JOMKHA COAEPXaTb (BeAeHUA 06 aBTope, OTBETCTBEHHOM
3a (BA3b C pefaKLmei:
— damunna, UMa, 0TYECTBO NOAHOCTbIO,
— 3aHUMaeMas JOMKHOCTb,
—y4eHaA cTeneHb, yueHoe 3BaHue,
—NepcoHanbHblil MexayHapoaHblii uaenTudukatop ORCID (nogpobHee:
http://orcid.org/),
—nepcoHanbHblil upentudukatop B PUHLL (nogpobee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TenedoH,
— afpec 3NeKTPOHHON NouTbl.
3. 0popmneHue TeKcTa
(ratbu npuHumMatoTca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernb 14, MexcTpouHblit uHTepBan 1,5. Bee cTpaHu-
Libl AOMKHbI ObITb NPOHYMePOBaHbI. TeKCT CTaTbIn HAYMHAETCA CO BTOPOI CTPAHNLbI.
4, 06bem cTareii (6e3 yyeta UnKCTPaLWIA M CIUCKA NUTEPATYpbI)
OpurnHanbHas ctaTba — He 6onee 12 cTpanuy (66nbLumit 06bem donyckaeTca
B UHANBYUAYaNbHOM NOPALKE, N0 PELUEHNI0 pefakLmnm).
OnucaHue KNNHNUYECKNX CyyaeB — He bonee 8 cTpaHuLL.
0630p nuTepatypbl — He bonee 20 cTpaHuL.
Kpatkue coo6LieHns u nucbma B pefaKLmio — 3 CTpaHuLbl.
5. Pe3iome
Ko Bcem Bugam ctateit Ha 0TA€NbHON CTPaHULIE AOMKHO ObITb NPU0XEHO pesto-
Me Ha PYCCKOM U aHTTINIACKOM (0 BO3MOXHOCTH) A3blKax. Pe3tome LOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTbU, HE3aBUCUMO OT ee TeMaTuKu.
06bem pesiome — He bonee 2500 3HaKoB, BK/touaA npobenbl. Pestome He oMKHO
COZePXaTb CCIKN HA MCTOYHMKIN IUTePaTYpbl U MANKOCTPATUBHbII MaTepuan.
Ha 370/ Xe CTpaHuLe NoMeLLaoTCA KNloyeBble CNOBA HA PYCCKOM W aHFNIACKOM
(no BO3MOXHOCTM) A3bIKax B KonmuecTse oT 3 Ao 10.
6. CTpykTypa cTareii
OpuruHanbHas cTaTbA JOMKHA COfEpKaTh CleaytoLme pasgenbl:
— BBefeHue,
—Lienb,
— MaTepuansbl 1 MeTozbl,
— pe3ynbrarbl,
— 0bcyxzeHue,
—3aKntoyeHue (BbIBOAbI),
— KOHQANKT MHTePeCcoB AA BCeX aBTOPOB (B CNlyyae ero 0TCYTCTBUA HeobXo-
AUMO YKa3aTb: «ABTOPbI 3aABNAIOT 06 OTCYTCTBUM KOHPNMKTA UHTEPECOBY),
— 0fj00peHme NPOTOK0AA MCCNeA0BAHMA KOMUTETOM 10 61103TUKe (C yKa3aHu-
€M HoMepa 1 JaTbl NPoToKona),
— MHGOPMMPOBAHHOE COTNacie NALVEHTOB AW UX NPeACTaBUTENeN Ha yyac-
Tie B UCCNeROBAHUM W NY6AMKALMIO AaHHbIX (ANA CTaTedl ¢ aBTOPCKUMMN
UCCNIefoBaHUAMI U ONUCAHUAMY KIIMHUYECKIX C1yYaeB),
—Np¥ HaMuuM GUHAHCMPOBAHMA UCCNIEAOBAHUA — YKa3aTb ero UCTOYHNK
(fpaHTuUT.4.),
— bnarogapHocTy (paszaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTnBHBIN MaTepuan

VinniocTpatiBHbIA MaTepuan AoMmKeH ObiTb NPeACTaBeH B BUAE OTAENbHbIX dail-
0B 11 He GurypupoBaTb B TeKcTe CTaTbu. [laHHble TabnuL He JOMKHBI NOBTOPATD AaH-
Hble PUCYHKOB 1 TeKCTa 1 Hao60poT.

Oororpadum npeacrasnatorca B popmartax TIFF, JPG ¢ paspelueHnem He MeHee
300 dpi (Touek Ha atoitm).

PucyHKu, rpadmku, cxembl, AUarpammbl JOMKHbI ObiTb pefakTUpyemMbIMU,
BbInonHeHbIMy cpeacTBamin Microsoft Office Excel unu Office Word.

Bce pucyHKN fomxHbl 6biTb NPOHYMEPOBaHbI 1 CHabXeHbl NOAPUCYHOUHBIMMU
noanucamu. OparmeHTbl pUcyHKa 0603HauaoTCA CTPOUHBIMU ByKBaMK pycckoro anda-
BUTa — «a», «6» 1 T. . Bee coKpalyeHus, 0603HaueHns B BUAe KpuBbIX, 6yKB, uMdp
W T. fi., UCIONb30BAHHbIE Ha PUCYHKE, fOMKHbI ObITb paciumdpoBaHbl B NOAPUCYHOUHOI
nognucy. Moanuan K pucyHKam JAKTCA Ha OTAENbHOM NNCTe NOCNe TeKCTa CTaTby B 0f-
HOM C Heil daiine.

Ta6nuubl ZomKHbI 6bITb HAMNALHBIMM, UMETb Ha3BaHMe U NOPAZKOBbIN HoMep.
3aron0BKy rpad OMKHBI COOTBETCTBOBATD X COAEPAaHMI0. Bce cokpaLeHna paclumd-
POBbIBAKTCA B NpUMeYaHIy K Tabnuue.

8. EAuHULbI M3MepeHna 1 coKpalLeHns

Envnmnubl n3mepenna gatotca B MexayHapogHoii cucteme egunny (CH).

CoKpaLLeHna CnoB He JONYCKaIoTCA, Kpome 06LLienpuHATbIX. Bce abbpeBuatypbl
B TeKCTe CTaTby JOMKHbI 6bITb MONHOCTbIO pacLuMdpoBaHbl MU NEPBOM YNOMUHAHUM
(Hanpumep, KomnbtoTepHas Tomorpadua (KT)).

9. Cnncok nuTeparypbi

Ha cnegytoLueli nocne TekcTa CTpaHuLe CTaTbit BOMKEH pacnonaratbea CINCOK
LMTUPYeMOil IUTepaTypbl.

Bce nCTOUHMKI BOMKHDI ObITb NPOHYMEPOBaHbI, HyMepaLmsa 0CyLLeCTBAAETCA
CTpOro B andaBUTHOM NopAZKe. Bce cCbINKM Ha MCTOUHUKM IUTEPATYPbI B TEKCTE CTATbM
0603HavatoTca apabckumm Luudpamu B KBaApaTHbIX CKoOKax HauuHas ¢ 1 (Hanpumep,
[5]). KonuuecTBo UUTMPYeMbIX PaboT: B OpUriHANbHBIX CTaTbAX — He bonee 20-25,
B 0630pax nuTepatypbl — He Gonee 60.

CCoInKki BOMKHBI ABATHCA HA NEPBOMCTOYHMKM, UUTUPOBAHIE OJHOTO aBTOpa
no paboTe Apyroro HeZONYCTUMO.

BKntoueHne B Cnucok nuTepaTypbl Te31COB BOIMOMKHO UCKNHOUUTENLHO NPH CCbI-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHbIE) NCTOUHUKI.

Ccbinku Ha anccepTaumnm v agTopedepatbl, HeonybnnKoBaHHble paboTbl, a Tak-
e Ha faHHble, NofyyeHHble U3 HeOQULMANbHBIX NHTEPHET-UCTOYHUKOB, He Aony-
CKalTCA.

[InA Kaxporo UCTOYHMKA HE06X0AMMO YKa3aTb: GaMUINM 1 MHULMANbI aBTOPOB
(ecnu aBTOpOB bonee 4, yKa3biBalTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B PyC-
CKOM uni et al.” B aHINIACKOM B TeKCTe). ABTOpbI LIUTUPYEMbIX UCTOUHUKOB JOMKHDI
ObITb yKa3aHbl B TOM e NOPAAKE, UTO U B NEPBONCTOUHNKE.

[pu CcbinKe Ha CTaTby U3 XKYPHANOB NOCNE aBTOPOB YKa3blBAIOT Ha3BaHMe (Ta-
Tby, Ha3BaHUe XypHana, rof, TOM, Homep Bbinycka, cTpaHuubl 1 DOI cTaTbi (Npu Hanu-
yum). Mpu ccbinke Ha MOHOFPadMM YKa3bIBaKOT TaKXKe NONHOE Ha3BaHMe KHUTW, MeCTo
U3[aHNA, Ha3BaHWe N3ATeNbCTBA, FOZ U3LAHNA, YNCIO CTPAHNL.

(TaTby, He COOTBETCTBYHLLME AAHHBIM TPe6OBAHNAM, K PACCMOTPEHMIO
He NPUHNUMAIoTCA.
061wme nonoxenua:
« PaccmoTpeHue Tatbin Ha npeameT Ny6MKaLuM 3aHUMaeT He MeHee 8 He-
Aenb.
- Bce noctynatowme cTatby peueH3npylTca. PeleH3ua ABNAETCA aHOHUM-
HOW.
« Pepakuua octaBnAet 3a coboii NpaBo Ha pefakTvpoBaHKe CTaTell, NpeaCTaB-
NeHHbIX K nybnukaumm.
« Peakuma He npegocTaBnAeT aBTOpCKMe JK3eMnnApbl XypHana. Homep
KYpHaNa MOXHO MONYYMTb Ha 06LMX OCHOBAHMAX (CM. MHdOpMaLMt
Ha caiite).
Matepuanbl gna ny6nukaLyumn npuHMMaloTcA no agpecy ricn@epileptologist.ru
€ 06:3aTeNbHbIM yKa3aHMeM Ha3BaHMA XypHana.

MNonnas Bepcua Tpe6oBaHMII NpeACTaBNEHa Ha cailTe XypHana.
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KoHTaKThI:

KoHctanTuH KOpbeBuy Myxut center@epileptologist.ru

BeepeHue. CuHgpom JleHHokca—Tacto (CJIT) — knaccuyeckas sHuedanonatus pa3BuTuA W 3NunenTuYeckas ¢ feboTom
B IETCKOM BO3PacTe, XapaKTepU3yIoLwascsa pe3nCTEHTHOCTLIO K TEpanuy, TAXKENbIM TEHEHNEM U HEBNArONPUATHBIM NPOTHO-
30M. B cBA3M ¢ cywecTByOWUMYU cnoxHocTAMK B neveHun CJIT Hapex bl BO3NaralTcs Ha CO3JaHne HOBbIX aHTU3NKUNen-
TUYECKMX NpenapaTtoB C NPUHLMNNANBHO UHBIMW MEXaHWU3MaMW [eNCTBUSA, HAaLeNeHHbIX CNeLManbHO Ha NeYeHne AaHHOM
TAXENON HopMbl nNuUAEncUu.

PycduHamua (MHOBENOH®) — HOBbIN aHTU3INUNENTUYECKUIA Npenapar, 3aperncTpupoBaHHbiil B PO ans npumeHeHus B fo-
nonHutensHoi Tepanumn CNIM y naunenTos crapwe 1 roga. OCHOBHOI MexaHW3M AelCTBUA pydUHAMUAA — OrpaHUYeHne
pa3psA0B HENPOHOB, CBA3AHHOE C BNOKMPYIOWNM 1E/ICTBMEM HA HATPUEBbIE KaHaNb! (perynupoBaHue akTUBHOCTH HATpu-
€BblX KaHaN0B 33 CYET YBENMYEHUSA AAUTENbHOCTU UX HEAKTUBHOTO COCTOAHUA), U CTabunmusaums memMbpaH HelipoHOB.
Mpenapart uMeeT psa NpemMyLLecTs no hapMakoKMHETUYECKUM napameTpam 1 3 deKTUBHOCTY (BKIIIOYAS WUPOKMIA CNEKTP
AHTU3INUNENTUYECKOI aKTUBHOCTH, XOpoLIyL abcopbLumio Npyu NepopanbHOM NpUeEME, OTCYTCTBUE aKTUBHbIX META60ANTOB,
BbIBEJEHWE C MOYOW, HU3KYI0 aPUHHOCTD K Genkam nnasmel, GuoTpaHcdopmaLmio 6e3 yyacTus n3othepMeHToB LUTOXPO-
Ma P450, HU3KWi1 pUCK NeKapCTBEHHbIX B3aUMOLENCTBUIA) U [OCTaTOYHO XOPOLUYto nepeHocuMocTb. CyTouHas fo3a pydu-
Hamupa Bapbupyet oT 600 Mr (Npu OAHOBPEMEHHOM NpueMe Banbnpoara) Ao 1000 Mr (eciu NauMeHT He NoayyaeT Basb-
npoart) y feTel cTaplue 4 net ¢ maccou Tena meHee 30 Kr u o 2200-3200 Mr y fieTeid cTaplue 4 neT ¢ Maccou Tena bonee
30 Kr vy B3pOCAbIX; Y fieTel B BO3PACTe A0 4 feT MaKCMManbHasa CyTOYHaA A03a B COYETaHWK C BaNbNpoaToM cocTaBaset
30 Mr/Kr, a 6e3 BanbnNpoeBoit KUCNOTb — 45 Mr/Kr.

Llenbto Haweit paboTbl Gbin aHanu3 3hdHEKTUBHOCTU U NEPEHOCUMOCTH PyUHAMUAA B TIEYEHUM INUAENCUM HA OCHOBAHMUM
ANUTENbHOTO OMbITa NPUMeHeHNs npenapata B 06beanHEHUN MEAULIMHCKUX YYpeXaeHuit um. CeaTutens Jlyku.
Marepuansi u meTopbl. Mof HawMM HabNAEHUEM HaxoaUNOCh 64 nalueHTa B Bo3pacTe oT 1,5 1o 26 neT (44 MyX4UHBI,
20 xeHwwuH), nonyyatowmux pybuHamug (MHosenon®). Cpean Hux CIT cTpYKTYpHOI 3TMONOTUM GbIN AMATHOCTUMPOBAH
y 36 nauueHToB, CJII reHeTUYECKON 1 NPEANONOXUTENbHO FeHeTUYeCKON 3Thonoruu —y 28. Bo Bcex ciyyanx pyduHammug,
NPUMEHANCA B COOTBETCTBUU C YTBEPKAEHHBIMU NOKA3aHUAMMW B Ka4yecTBe AONOJAHUTENLHOMO aHTU3NUAENTUYECKOrO npe-
napara, Yalle B KOMOMHALMM C BaNbNpoaToM, TONMPaMaToMm, NeBeTMpaLeTaMoM Uiu NaMOTPUAKMHOM. TUTpauus npenapa-
Ta OCYLWeCTBAANACHL COMACHO PEKOMeHAAUUAM B MHCTPYKLMKU NO NPUMEHEHUIO [O TepaneBTUYECKON A03bl, KOTOpas Co-
ctaBnsna ot 200 go 1600 mr/cyT (B 6onbwunHCTBE cnyyaes oT 400 po 1200 mr/cyT) B 3aBMCMMOCTM OT BO3pacTa
1 COMyTCTBYIOWEN Tepanuu.

PesynbraTtbl U BbIBOAbI. PeMuccus BCcex TMMOB NPUCTYNOB 3apernctpuposaHa y 17 (26,6 %) nauMeHTOB, YMEHblIEHWE
yacToTbl npucTynos 6onee yem Ha 50 % —y 28 (43,8 %). W3 HUX y 13 naumMeHTOB YacToTa NPUCTYNOB CHU3MNAch bonee
yeM Ha 75-90 % u oTMe4anacb peMMCCUA OLHOTO U3 HECKONbKUX TUMOB NPUCTYNOB. B Lenom TepaneBTnyeckuin s dext
(pepyKuMs 4acToTbl NPUCTYNOB He MeHee YyeM Ha 50 %) Obin fOCTUrHYT Y 45 (70,3 %) nauneHToB u3 64.

YMeHblUeHMe YacToThl NPUCTYNOB MeHee YeM Ha 50 % oTmeyeHo y 8 (12,5 %) nauuenTos; y 10 (15,6 %) nayueHToB Tepanus
pyduHamuaom 6bina HeacbdekTusHa; B 1 (1,56 %) cnydyae npu BBefeHUM pycHUHAMUA OTMEYEHA arrpaBaLus bunatepans-
HbIX CYAOPOXHbIX MPUCTYNOB.

B 6onbluMHCTBe Cly4aeB OTMEYEHA XOPOLLAs NEPEHOCUMOCTb pyHaMUAa. Y HalWwnx naLuneHToB Habnofanuck No6oYHble
3dekTb B 10 (15,6 %) cnyyasx. Tonbko B 2 (3,1 %) cnyyasnx pypuHamMuz 6bi1 OTMEHEH HEMOCPEACTBEHHO M3-3a NOBOYHbIX
3ddekToB (NPUYMHOI OTMEHBI B ITUX Cy4aAX CTanu anfepruyeckas peakuus 1 ncuxos).
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MNokasarensb yaepxaHua Ha Tepanum gauTensHocTbio 1 rog u 6onee coctasnset 65,6 % (42 U3 64 nayneHToB).

TakuM 00pa3oM, laHHble HALEero aHanu3a NPoAEMOHCTPUPOBaNY 3MHEKTUBHOCTL U XOPOLUYIO NEPEHOCMMOCTb pyPUHAMM-
[ B IEYEHWUM INUNENTUYECKUX NPUCTYNOB, accouumpoBanHbix ¢ CJIT, noATBEpAAIOLWME MHOTOYUCIEHHbIE AAHHbIE UTE-
patypbl. OfHaKo B HaweMm aHanu3se nojyyeH 6onee BbICOKMIA MOKa3aTelb PEMUCCUU NPUCTYNOB, XOTA Mbl BKNIOYANM
B aHaNU3 NPEMMYLECTBEHHO NALUEHTOB C PE3UCTEHTHLIMU (POPMAaMU 3NUTENCUM.

KnioueBble cnoBa: snunencus, cuHppom JleHHokca—lacTo, HOBbIN aHTU3INUNENTUYeCKNit npenapaT, pyduHamug, apdek-
TUBHOCTb U MEPEHOCUMOCTb, Y ieTeil U NOJPOCTKOB, Y B3POC/bIX

Ins yntupoBanmua: Myxuu K.10., Meinaesa 0.A., bo6binosa M.H0. u ap. IdhthekTMBHOCTL M NepeHOoCUMOCTb pyhuHammuaa
B JleyeHun cuHapoma JleHHokca—lacto (onbiT 06beanHEHUS MeAULIMHCKUX yupexaeHuit um. Ceatutens Jlyku). Pycckuii
XypHan fetckoi Hesponoruun 2023;18(4):8-25. DOI: https://doi.org/10.17650/2073-8803-2023-18-4-8-25

Efficacy and tolerability of rufinamide in the treatment of Lennox-Gastaut syndrome (experience
of the Svt. Luka’s Association of Medical Institutions)

K. Yu. Mukhin®. 2, 0.A. Pylaeva® 2, M. Yu. Bobylova®’ 2, L.Yu. Glukhova', N.V. Freydkova®

ISvt. Luka’s Institute of Child Neurology and Epilepsy; 5, 8 Nagornaya St., Troitsk, Moscow 108842, Russia;
28vt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akademika Anokhina St., Moscow 119579, Russia

Contacts:

Konstantin Yuryevich Mukhin center@epileptologist.ru

Background. Lennox—Gastaut syndrome (LGS) is a classic developmental and epileptic encephalopathy with a debut
in childhood, characterized by resistance to therapy, a severe course, and an unfavorable prognosis. Due to the existing
difficulties in treatment of LGS, hopes are pinned on development of new antiepileptic drugs with fundamentally differ-
ent mechanisms of action, aimed specifically at the treatment of this severe form of epilepsy.

Rufinamide (Inovelon®) is a new antiepileptic drug registered in the Russian Federation for use in the adjunctive therapy
of LGS in patients older than 1 year. The main mechanism of action of rufinamide is the restriction of neuronal dischar-
ges associated with the blocking effect on sodium channels (regulation of sodium channels activity by increasing dura-
tion of their inactive state), and stabilization of neuronal membranes. The drug has a number of advantages concernung
pharmacokinetic parameters and efficacy (including a wide spectrum of antiepileptic activity, good oral absorption,
absence of active metabolites, urinary excretion, low affinity for plasma proteins, biotransformation without cytochrome
P450 isoenzymes, low risk of drug interactions) and fairly good tolerability. The daily dose of rufinamide varies from 600 mg
(with simultaneous administration of valproate) to 1000 mg (if the patient does not take valproate) in children over 4 years
of age with a body weight of less than 30 kg and up to 2200-3200 mg in children over 4 years of age with a body weight
of more than 30 kg and in adults; in children under 4 years of age, the maximum daily dose in combination with valproate
is 30 mg/kg, and without valproic acid — 45 mg/kg.

Aim. To analyze the efficacy and tolerability of rufinamide in the treatment of epilepsy based on the long-term experience
of using the drug in the Svt. Luka’s Association of Medical Institutions.

Materials and methods. We observed 64 patients aged from 1.5 to 26 years (44 men, 20 women) treated with rufinamide
(Inovelon®). Among them, the structural etiology LGS was diagnosed in 36 patients, the genetic and presumably genetic
etiology LGS —in 28. In all cases, rufinamide was used in accordance with approved indications as an additional antie-
pileptic drug, more often in combination with valproate, topiramate, levetiracetam or lamotrigine. Titration of the drug
was carried out according to the recommendations in the instructions for use, up to a therapeutic dose that ranged
from 200 to 1600 mg/day (in most cases from 400 to 1200 mg/day), depending on age and concomitant therapy.
Results and conclusion. Remission of all types of seizures was registered in 17 (26.6 %) patients, and a decrease
in the incidence of seizures by more than 50 % was recorded in 28 (43.8 %) patients. Of them, 13 patients demonstrated
reduction in seizures frequency by more than 75-90 % and remission of one of several types of seizures. In general,
the therapeutic effect (reduction of seizures frequency by at least 50 %) was achieved in 45 (70.3 %) of 64 patients.

A decrease in seizures frequency of by at least 50 % was observed in 8 (12.5 %) patients; in 10 (15.6 %) patients, rufi-
namide therapy was not effective; in 1 (1.56 %) case an aggravation of bilateral convulsive seizures was noted when
rufinamide was administered.

In most cases, rufinamide is well tolerated. Our patients had side effects in 10 (15.6 %) cases. Only in 2 (3.1 %) cases,
rufinamide was withdrawn directly due to side effects (the reason for withdrawal in these cases was an allergic reaction
and psychosis).

The retention rate for therapy lasting 1 year or more is 65.6 % (42 of 64 patients).

Thus, our data have demonstrated efficacy and good tolerability of rufinamide in treating epileptic seizures associated
with LGS, confirming numerous literature data. However, in our analysis, a higher rate of seizure remission was obtained,
although we have included patients with mainly resistant forms of epilepsy in the analysis.
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BeepeHune

Cunpgpom Jlennokca—Iacro (CJII') — kitaccuueckas
SHIIe(AIONAaTHsI Pa3BUTHS U STWICTITUYECKAsI C A1e0I0TOM
B IETCKOM BO3pacTe, XapaKTePU3YIoIIasics pe3uCTEHTHO-
CTBIO K TepaInu, TSOKEIBIM TeYeHUEM 1 HeOJIarOIpUsITHBIM
MPOTHO30M. B CBSI3M ¢ CYIIECTBYIOIIMMU CIOXKHOCTSIMM
B jeyeHuu CJIT" HamexXnpl Bo3JjlaraloTcs Ha Co3AaHKue HO-
BBIX aHTURMWIENTUYECKUX TIpernapatoB (ADIT) ¢ npuHIu-
MUAJIBHO MHBIMU MEXaHU3MaMU JICCTBUS, HalleJeHHBIX
CIIeLIMaJIbHO Ha JICYeHME TaHHOM TsKeJIoi hOpMBbI SIH-
nencuu [1-5,9, 11, 12, 32].

Pydunamun (MHoBenor®) — HoBblit ADI, 3aperucTpu-
poBaHHbIi 115 teyeHust CJIT, mponsBomHoe KapOoKcaMua,
M0 XMMHUYECKOMY CTPOSHUIO He Moxoxee Ha apyrue ADIIL.
OCHOBHOI1 MEXaHM3M JICHCTBUS py(hHAMUIIA — OTPaHUYCHME
pa3psIIOB HEMPOHOB, CBSI3aHHOE C OJIOKUPYIOIINM ICHCTBU-
€M Ha HaTpUeBbIe KaHaJIbl (PeryIMpoBaHMe aKTUBHOCTY Ha-
TPUEBBIX KAHAJIOB 3a CUET YBEIMUYCHUS JIUTCIbHOCTU MX
HEaKTUBHOTO COCTOSIHUSI), M CTaOMIIM3als MeMOpaH Heli-
poHOB [45]. PyduHamMua uMeeT LiebIiA psii ITPEUMYILIECTB 110
(hapmakoOKMHETUYECKUM IapaMeTpaM, 3(G(OeKTUBHOCTH
U TIEpEeHOCUMOCTU. BaxkHble npenmyliiecTBa pyhruHaMuaa
BKJTIOYAIOT IIIMPOKUI CITEKTP aHTURIMWIEITUIESCKON aKTHB-
HOCTH, XOPOIIIyl0 abCOPOIIMIO MPU MEPOPaTbHOM IpUEME,
HM3KUI PYCK JIEKAPCTBEHHBIX B3aUMOIEHCTBII 1 TOCTATOU-
HO XOPOIIIYIO MePeHOCUMOCTD [13].

B opranusme py¢puHamMun MeTaboau3nupyeTcs, HO He
JlaeT aKTUBHBIX MeTaboauTOB, 1 06bIIag 9acThb (91 %)
MeTabOoJIMTOB BHIBOISTCSI ¢ MOYoi. buorpancdopmarys
TperapaTa MPOYCXOMUT O3 y9acThst M30(hepPMEHTOB LIMTOX-
poma P450. T, /» COCTaBJIsIeT 6—10 9, BpeMsI 10 JOCTHKEHUST
MaKCHMaJTbHOW KOHIIEHTpaLMHK B Tu1a3Me — 4—6 4 [45]. Cs-
3bIBaHME pychrHaMKIa C 6eIKaMu ChIBOPOTKU KPOBHU in Vitro
cocrabisteT 34 %, ipu 3ToM okoo 80 % pyduHaMua cBsi-
3BIBACTCS AILOYMUHOM. DTO YKa3blBaeT Ha MUHUMAJTbHBIM
PUCK JICKapCTBEHHBIX B3aUMOICUCTBUIA ITyTeM BHITECHEHMSI
13 CBSI3U ¢ OeJIKaMU TIpY IIPUMEHEHUHM ¢ APYTUMU TTperiapa-
Tamu [6].

PybuHamun He BIusIeT Ha IIa3MEHHYIO KOHIIEHTpa-
uuto npyrux ADII, onHako deHuTOMH, DeHobapOuTa,
BaJILIIPOAT M IPUMUIOH MOTYT M3MEHSITh KIIMPEHC pydu-
HaMK[a, TPUYEM BaJIbIIPOAT 3aMeUISICT, a OCTaJIbHBIC TIpe-
napaThl YCKOPSIIOT IIEPUO/, eTo Tojypacnaaa [45].

Pypunamun ocodeHHO 3¢ (HEeKTUBEH TPU JICUSHUU
MPUCTYIIOB MaJeHUH (TOHNYECKUX/aTOHMIECKUX TTPUCTY-

noB) [15]; Takxke mokazaHa ero 3(dOeKTUBHOCTD MPU Ie-
HepaJIM30BaHHBIX IIPUCTYIAaX (TOHUYECKUX, aTOHUMISCKUX
U ToHuKo-kjnoHnyeckux) npu CJII. Crnenyet yuuThIBaTh,
YTO TIPUCTYIIHI MAJCHUIA CBSI3aHbI C TPABMAaTU3MOM U T10-
TOMY 3HAYUTEJIBHO CHIDKAIOT KaYeCTBO XM3HM; T10 3TOI
MPUYMHE UMEHHO 3TOT TUII IIPUCTYIOB SIBJISIETCSI OCHOB-
HBIM 00BbeKkTOM ucciaenoBanuii npu CJII, u cHukeHUe
YaCTOTHI 3TMX TUIIOB MPUCTYIIOB 3HAYUTEJIBHO YIydlllaeT
Ka4eCTBO XMU3HHU IallMCHTOB.

B Poccuu pydunamuz (MHoBenoH®) 3apeructpupo-
BaH ¢ 2015 r. [Ipenapar nmokasaH Jj1s1 Je4eHUsT SIUICITH -
YeCKHUX MPUCTYIIOB, accouuunpoBaHHbIX ¢ CJIT, y manueH-
TOB cTapiie 1 roga B JOMOJTHUTEIbHON Teparuu.

[IpenapaT moctyreH B TabyeTkax, coaepxammx 200
wiu 400 Mr geiictByroniero Beiiectsa. CyroyHasl no3a
pyduHamuna Bapeupyet ot 600 Mr (Ipy OTHOBPEMEHHOM
npueMe Basibnpoata) 10 1000 Mr (eciv MauueHT He TToJy-
yaeT BaJblIpoaT) Yy IeTeil crapiie 4 JeT ¢ Maccoi Teia
meHee 30 kxr u g0 2200—3200 mr y geteit crapiie 4 JeT
¢ Maccoii Tena 6osiee 30 KT U 'y B3pOCJIbIX; Y A€Tei B BO3-
pacte 10 4 JleT MaKCUMaJIbHasl CyTOYHas 1033 B COYCTAHUM
¢ BaJibIIpoaTtoM coctaBiisieT 30 Mr/Kr, a 6e3 BaJIbIIpOeBOM
KUCJIOTHI — 45 MI/KT.

CraproBas 103a ¥ TUTpaLys pyhrHaMyAa y MalyeHTOB,
He NIPMHUMAIOIIMX BajJblIpoar: y Aeteid oT 1 go 4 ner —
10 Mr/kr/cyT, nanee turpauus no +10 mr/kr/cyt 1 pa3
B 3 mHS (MakcuMajbHO 45 Mr/Kr/cyT). Y nmereii crapiie
4 et c Maccoli Tesa MmeHee 30 KT ctapToBas 103a COCTaB-
qsiet 200 Mr/cyT, a TUTpauus npooautcsd mo + 200 mr
Kaxnaplid 3-i neHb (MakcuMasibHo 1000 mr/cyT). V neteit
crapiie 4 JIeT, IOAPOCTKOB M B3POCJIBbIX C Maccoi Teya
ooutee 30 Kr ctaproBast fo3a coctanisieT 400 Mr, a TUTpaLus
nmpoBoautca mo + 400 Mr yepe3 geHb (MaKCHUMAaJIbHO
B 3aBUCMMOCTU OT Macchl Tena oT 1800 mo 3200 mr).

CraproBas 1032 ¥ TUTpalys y alMeHTOB, TPUHUMAI0-
11X BaJIbIPOAT; y ieTel oT 1 1o 4 JieT crapToBasi 103a COCTaB-
JisgeT 10 Mr/Kr/cyT, TUTpaLus mpooauTcs mo +10 Mr/kr/cyT
1 pa3 B 3 nHg (MakcuMaibHO 30 Mr/Kr/cyT). Y neteii crapiie
4 net ¢ Maccoii Tesia MeHee 30 KT cTapToBast 103a COCTaBIISIET
200 mr/cyt, TUTparus rposoauTcs o +200 Mr He paHee yeM
yepe3 2 aHg (MakcuManbHo 600 Mr/cyT). ¥V meTeii crapiie
4 5eT, MOAPOCTKOB M B3pOCJbIX C Maccoit Tena 6onee 30 Kr
cTapToBas 103a cocTanisieT 400 Mr/cyT; TUTpaLMsI IPOBOAWT-
cs o +400 Mr yepe3 AeHb (MAaKCUMAJIbHO B 3aBUCUMOCTU
ot Macchl Tea 1200—2200 mr/cyT).
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Pybunamuag pekoMeHAOBaHO MpMHUMAThL 2 pasa
B CYTKU ¢ 12-4yacoBbIM uHTepBajioM. [Ipenapar ciemyer npu-
HUMaTh BO BpeMs enbl. Eciy manueHTy TpymaHo IJI0TaTh,
TaOJIETKN MOKHO U3MEJIBYUTh U TIPUHSTH, TOOABUB U3MEIh-
YEHHYIO TaOJIETKY B TTOJIOBMHY CTaKaHa BOIEHI [6, 18].

Tak Kak pyrHaMUI 3apeTUCTPUPOBAH IS JICUCHUS
MPUCTYIIOB, accolmupoBaHHbIX ¢ CJII, BaxkHO paccMo-
TPETh BOIIPOC, KaKKME TUITHI IIPUCTYIIOB ITOIpa3yMeBalOT
JIaHHOE OIpeNeIeHrne CUHApOoMa (TIpY 3TOM OIpeesicHue
HE MpeaycMaTpUBaeT, YTO B CJIyJae BBISIBICHUS KaKUX-
MO0 TUITOB MPUCTYIIOB, BCTPEYAIOIIMXCS Y MallMeHTa
¢ CJIT, HazHauyeHue pypuHaMuga He mokazaHo). Takum
00pa3oM, UCXOIs U3 3aperuCTPUPOBAHHBIX TTOKa3aHMIA,
pydbrHAMUI MOXET Ha3HAYaThCsl MalMeHTaM C JTI0OBIMK
TUIaMU IIPUCTYIIOB B paMKaX KIIMHUKO-3JIeKTpo3HIIeda-
Jnorpagudeckoro cumnromokomruiekca CJIT.

DddekTuBHoCcTh pypuHamuia B aedenun CJIT. B ma-
1IE00KOHTPOJIIMPYEMOM PaHIOMU3UPOBAHHOM KJIMHMYE-
ckom uccnenoBanuu 111 ¢paswr npu CJIT (12-HeaenbHbII
nepuof JeueHus) [17] npuHumanu ydactue 138 namueH-
toB ¢ CJIT" B Bo3pacte oT 4 10 30 et (3TO MccieIoBaHue
BKJIIOYAJIO HE TOJBKO MOAPOCTKOB U B3POCIBIX, HO M Jie-
Teit). CpeaHuil mokasaTeslb peAyKIUU OOl YacTOThI
MPUCTYITOB OBUI CTATUCTUYESCKM 3HAYMMO BHIIIIE B TPYIIIE
pybuHamuna — 32,7 % npotus 11,7 % B rpyrine 1uiaie6o,
p = 0,0015. Bbuiu nmoaydeHbl JOCTOBEPHbIE pa3INUYUsS
10 YaCTOTE MPUCTYIIOB MaAecHUI (TOHUYECKMX,/aTOHUYE-
ckux mpuctymnoB) (p <0,0001) B rpynne pybuHamu-
na (cpemaHsst peayKiyst 4acToThl — 42,5 %) 1o cpaBHEHUIO
¢ Tpymnmoi miane6o (yBeandeHune yacToTel Ha 1,4 %).
B rpynmne pyduHaMuga oTMe4eHbl 3HAUUTETbHOE YMEHb-
IIEHWE TSDKECTU MPUCTYIOB (110 OLIEHKE POAMTEICH Nalu-
€HTOB I10 IIKaJle TJ100aIbHOT0 KJIMHUYECKOIo BIieyaTie-
Hus) — 53,4 % o cpasHeHuio ¢ 30,6 % B rpyIne miane6o
(»p=0,0041), 6osee BbICOKas 1011 pECIIOHAEPOB (MalIMEeH-
TOB C KIMHUYECKUM YIYUIICHUEM, T.€. C YMEHBIIEHUEM
YacTOTHI MPUCTYITOB Oosiee yeM Ha 50 %) B OTHOIICHUU
KaK 4acToThl Bcex mpuctynoB (31,1 % mo cpaBHEHUIO
¢ 10,9 % B rpymme mate6o; p = 0,0045), Tak 1 IPUCTYIIOB
mageHuii (42,5 % no cpaBHeHUIo ¢ 16,7 % B rpyIime mia-
1e60; p=0,002). B oTHOLIEHM IPYTUX TUIIOB TPUCTYTIOB
B rpymnie pypuHaMuaa rmojydyeHa CTaTUCTUISCKH JTOCTO-
BepHO OO/bIIAs peayKlus abCaHCOB, B TOM YHCJIe aTu-
MMYHBIX a0caHcoB (50,6 % 1o cpaBHeHUIO ¢ 29,8 % B rpyI-
ne maue6o; p=0,0222), a Takxke aTOHUYECKUX ITPUCTYTIOB
(44,8 % 1o cpaBHeHuIo ¢ 21 % B rpynme tane6o; p=0,0125).
Pemuccust ipucTyIoB naneHuii focturayra 'y 4,1 % natmeH-
TOB, IPMHUMABIIUX Py(hUHAMMII, TTO CpaBHEHMIO ¢ 3,3 % mpu
npuemMe 11anedo (CTaTUCTUYeCKU He3HaUuMo) [17].

124 mauueHTa (B Bo3pacte oT 4 10 37 j1eT), paHee yJa-
crBoBaBiIMe B uccaenoBanuu T. Glauser u coanrt. (2008)
1 3aBepIIUBIINE 12-HeneabHylo (a3y TBOMHOTO CICIOTo
WCCJIEIOBaHUS, B NaJbHEUIIIEM MPUHSIIA y9acTHE B OT-
KPBITOM UCCJIENOBAaHUM IJIUTEIbHOU Tepanuu (n=124);
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CpenHss MPOAOIKUTEIbHOCTh IMpuemMa pydbuHamMuaa
B 5TOM UCCJIEIOBAaHNY COCTaBIMIIa 432 THS, TIpeTiapaT prumMe-
Hslics B 103e 25—60 Mr/Kr/cyT, B KoMOMHaImu ¢ 1—3 npyru-
mu ADII [23]. biaaronpustHble TapamMeTphbl 3(pHeKTUBHOCTU
U TIEPEHOCUMOCTH COXPAHSUIMCh IIPU JUIMTEIbHOM Tepa-
Uy, B nociieaqure 12 mec muccnenosanusa y 41 u 47,9 %
MalMEeHTOB OTMEYEHO YMEHBIIIEHUE He MeHee yeM Ha 50 %
YaCTOTHI BCEX MPUCTYNOB U TOHUYECKUX/ATOHUYECKHUX
MPUCTYIIOB COOTBETCTBEHHO. B 11€JT0M CHIKEHUE YaCTOThI
SMUICNTUICCKUX TIPUCTYIIOB Gosiee yeM Ha 50 % ObLIO
3aperucTpupoBaHo y 45,1 % manueHToOB, MOJy4YaBIINX
pybuHamun. Hanbosee pacnpocTpaHeHHBIM MTOOOYHBIM
sddexrom (I1D) 6uina TorrHoTa (30,6 %) [23, 24].

R. McMurray u P. Striano (2016) npencraBwim pe-
3yJIBTaTHI post-hoc-aHann3a MOATrPYIITbI B3POCIbIX MMaI-
eHtoB ¢ CJII" (n = 31), yuacTBOBaBILLIUX B UCCEAOBAaHUUN
11T ¢paswr T. Glauser u coanT. (2008). I[TosrydeHHBIE pe3yJib-
TaThl IIPOAEMOHCTPUPOBAIN 3 (HEKTUBHOCTD M XOPOIIIYIO
MePEeHOCUMOCTh py(prMHAMUIA Y B3POCIIBIX: CpEIHEe U3Me-
HEHUE YaCTOThI ITPUCTYIIOB 110 CPABHEHUIO C UCXOTHOM
coctaBuio —31,5 % mns pybuHamMuaa no cpaBHEHUIO
¢ +22,1 % nna nnane6o (p = 0,008) B OTHOIICHUM TTPH-
CTYNOB BcexX TUNOB U —54,9 % mo cpaBHeHUIo ¢ +21,7 %
(p = 0,002) ny1s mpuCTYIOB MaaeHui. 1oss pecrioHaepoB
cocraBwia 33,3 % nns pybuHamuaa mmo cpaBHeHuio ¢ 0 %
Jutst ate6o (p = 0,066) B OTHOIIIEHWM TIPUCTYIIOB BCEX
tumnoB u 57,1 % o cpaBHenuio ¢ 10 % (p = 0,020) B oTHO-
IIEHWU TIPUCTYIIOB MafeHuit. Takke oTMeYeHa XopoIast
IePEHOCUMOCTh py(PHUHAMMIA Y B3POCIIBIX: OOJIBIIIMHCTBO
I1D ObLIM JIETKO WM YMEPEHHO BhIpaxkeHsbI [27].

B panmbHeiiem 3(p¢heKTUBHOCTD M XOpolllasi epeHOCH-
MOCTb py(brHaMu/Ia Oblia IPOIEMOHCTPUPOBaHA B MHOTOYH -
CJICHHBIX OTKPBITBIX CCIICIOBAHMSIX, CUCTEMATUYECKIX 0030-
pax u MetaaHammzax [12—15, 19, 21, 25, 34, 35, 38, 40, 45].

B paHmoMr3upoBaHHOM KIIMHMYECKOM UCCIIETIOBAHII
Y. Ohtsuka u coasT. (2014), BKiItouaBiIeM 59 maleHTOB
¢ CJIT ot 4 no 30 ner (M3 Hux 29 nosyyanu pybuHaAMULI
u 30 — 1aue60), cpeaHsIsl peayKLMs YaCTOThI TPUCTYIIOB
BceX TUIOB cocTaBmwia —32,9 u —3,1 % npu npueme pyhu-
Hamuaa u miauebo coorBeTctBeHHO (p <0,001). A B omy-
omkoBaHHOM Y. Ohtsuka u coabT. (2016) McciaemoBaHUN
JUTUTEJIPHOM MOMOJHUTEILHON Tepanuu pyhUHAMUIOM
B ANoHMM B paMKaX OTKPBITOIO MPOIOIKEHHOI'O UCCIeI0-
BaHMsI C IPEALIECTBYIONIUM 12-HeaeIbHbIM MHOTOIICHTPO-
BBIM I1alleOOKOHTPOJUPYEMBIM PaHIOMU3UPOBAHHBIM
HCCIIeOBAaHUEM CPEIHSISI TOJIST UBMEHEHHSI YaCTOThI TOHU -
YEeCKMX Y aTOHUYECKUX ITPUCTYIIOB [0 CPABHEHUIO C UCXOJI-
HBIM YPOBHEM (IIepe]] HayaJIoM JBOMHOTO CJIETIOrO UCCIIe-
JIOBaHUsI) B TaHHOM IpyIine namueHToB (n = 41) cocra-
Buia —39,3 % (12uen), —40,6 % (24Hen), —46,8 % (32Hen),
—47,6 % (40nen) u — 36,1 % (52 Hen Tepanun) |34, 35].

HUccnenoBanue H.A. Wier u coaBr. (2011) Bkitovaso
138 neteii ¢ CJIT. CpenHuii mokasaTeslb yMEHbIIEHUS 00-
el YaCTOTBI IPUCTYIIOB cocTaBwi 32,7 % B rpyIie pydu-
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Hamuaa v 11,7 % B rpynne 1utane6o (p = 0,0015) 1 coxpa-
HSLJICS B IPOJOIXKEHHOI (ha3e uccienoBaHus [45].

ITo pannbiM G. Coppola u coasnt. (2014), Ha MOMEHT
HamnucaHus1 cTaTby 3(P(EeKTUBHOCTH U 0€30MacHOCTb py(du-
HaMUa y JeTeil oleHrBagach puMepHo y 600 mareHToB
B MeAMaTpUIeCKOi mpakTrke. CpeaHuid moKa3aTesb Tepa-
neBrryeckoro 3 pekra pyprHamuaa npu CJII ¢ pe3ucTeHT-
HBIMU IIPUCTYIIAMU Y ieTeit coctaBuil 38 % (B MCCiIeIOBaHM -
sIX, BKJIIOUEHHBIX B 0030p), IIpU 3TOM peMucCcHUs Obliia
JocturHyta y 2,4 % naluydeHTOB. ABTOPHI OTMEYaloT HU3KUI
PUCK B OTHOLIEHMU arrpaBalyy MpUcTymos [15].

M. Nikanorova u coast. (2017) uzyvyanu 3¢pdpekTun-
HOCTb U TIEPEHOCHMOCTD JUIMTEIbHOM Tepanuu pydrHa-
MMIIOM B Ka4eCTBE JIOITOJIHUTEJILHOTO MperiapaTa y Imaru-
eHtoB ¢ CJII' B knuHu4Yeckoi mnpaktuke. B 1V ¢aze
HEMHTEPBEHIIMOHHOTO MHOTOILICHTPOBOTO PETUCTPALIOH-
HOTO MCCJIeIOBaHMS IPUHSLIN yyacTre 111 manueHToB u3
64 11eHTpOB 8 eBporeicknx cTpadH. Cpeayt HUX OblJIa BbI-
JleJieHa TpyIna MalMeHTOB, MOJyYaBIINX PyOUHAMMUI
(n = 64), n rpymma «apyrue ADII», KOTOpyIo cOCTaBUI
21 mauueHT, HUKOIJa He MoJTyyaBiuuii py¢puHamua. Cpen-
HUIi Bo3pacT — 16,1 roma (rpymma pybnHamuna) u 15 met
(rpynmna «apyrue ADI1»). CpenHsis NpoaoKUTeIbHOCTD
HabJoAeHus Oblia 6ojee 2 JieT (mepuoid HaOIaeHUS
ot 1,3 mo 46,4 mec). CBga3annbie ¢ Jeuennem ADII 1D
peructpupoBaiuch y 40,6 % (rpynma pybuHamMumga)
ny 33,3 % (rpynmna «apyrue ADI1») malMeHTOB U IpUBe-
JIK K oTMeHe Tepanuu y 7,8 u 4,8 % maiimeHTOB COOTBET-
ctBeHHo. Haunbonee yacteimu [19, cBA3aHHBIMU C TIpU-
eMoM pydhuHaMuna (>5 % nanueHToB), ObUIM COHJIMBOCTh
(7,8 %) n cumxenue annerura (6,3 %). Yepes 12 mec je-
YeHMS JOJIST MMAllMEHTOB C YMEHbBIIIEHUEM YacTOThI BCEX
TUIIOB IIPUCTYITOB (3HAYMMOE YJIydlleHUe WM OYeHb 3Ha-
yuMoe yaydlieHue) coctaBuia 28,6 % (12/42) B rpyme
pybunamuna u 14,3 % (2/14) B rpyIie nalxeHTOB, IIPHY-
HuMarowux apyrue ASIT [33].

B 2021 r. 6bu11 onyOJIMKOBaHKI pe3yJIbTaThl CUCTEMa-
TUYecKoro ob3opa u MetaaHanuza 10 ucciaenoBaHUi
¢ yuactueMm 557 maumentoB ¢ CJIT [40]; cpeay HUX ObLIO
5 IIane60KOHTPOIMPYEMBIX MCCIICIOBaHMIA, BKITIOYABIIIHX
265 manueHToB B TpymIe pydhuHamuaa u 203 mannueHToB
B rpymmne 1ane6o. CHMXXKEHHUE CpeIHEei 4acTOThl BCeX
MPUCTYTIOB B TeUeHUe 28 THEl BO BpeMsl IBOMHOM CIIETION
¢asbl Ipu JIeYeHUN pyPUHAMUAOM cocTaBuio 29,32 %
(B rpynme mnane6o — 8,3 %) (p <0,00001). Pybunamuz
ObUI TAKXXe CTATUCTUYECKHU 3HAUMMO Oosiee 3hpeKTUBEH,
YyeM I11a1e60, ¥ B OTHOILLIGHUU CHIDKEHMS YaCTOTHI OTIE/Tb-
HBIX BUJIOB IPUCTYIIOB (TOHUKO-KJIOHUYESCKMX, aTUITHY -
HBIX a0CaHCOB, aTOHUYECKUX, (DOKATBHBIX U MUOKJIOHU -
yeckux) (p <0,00001). ITokazaTesb CHUXEHUS 4aCTOTHI
BCEX TUIIOB MPUCTYIOB U OTACIBHO IPUCTYIIOB IMaaeHUIA
OBLI BHIIIIE B IpyMnie py®ruHaMKIa 10 CPaBHEHUIO C ILIa-
e6o (31,5 % nporus 22,1 %, p = 0,002 u 54,9 % nipotuB
21,7 %, p = 0,066 cooTBeTCTBEHHO). [l0JIsI MallMEHTOB
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C YMEHBbIIICHUEM YacTOThI MPUCTYIIOB HE MEHEee YeM Ha
50 % nuta BceX TUIIOB MPUCTYIIOB U OTAEIBHO IS TIPUCTY-
TIOB MMafeHUI Tak:Ke ObUIa 3HAYMMO BBIIIIE B IpyIIITe pydu-
HaMuJa 1o cpaBHeHMIO ¢ Tanedo (33,3 % npotus 0 %,
p=0,066; 57,1 % nipotus 10,0 %, p = 0,02 COOTBETCTBEH-
HO). Y 2 mauMeHTOB B IpyMiie py¢puHamMuga JOCTUTHYTa
TOJTHAST PEMUCCHS TIPUCTYITOB TaICHUIA.

ITo6ounble 2P PekTl oTMedaTHCh Yy 60,2 % 00TBHBIX
B I'pyIIie pydbuHaMuIa, Ipy 3TOM OTMEHa Teparuuy moTpe-
GoBajiach TOJILKO B 9,6 % ciydaeB. bonbimHcTBO 1D HO-
CUJIY JICTKUIA XapaKTep, HauboJjiee pacpoCTpaHEHHBIMU
13 HUX OBUIM PBOTA U COHJIMBOCTD. [10JIs ITOBEACHUYECKUX
u ricuxuatpuueckux I1D B rpynmne py¢uHamMuga He mpe-
BBIIIIAJIa 3TOT MOKa3areib B Tpymiie miaiebo (p = 0,68).
He 051710 BBISIBIEHO KIMHUYECKU 3HAYMMBIX B3aUMOJICHi -
cTBUii ¢ npyrumu ADII.

Takum obGpa3oM, pe3yiIsTaThl MeTaaHaIU3a M CHUCTe-
MaTU4YECKOro 0030pa 00 EKTUBHO MOATBEPAVIIN TaHHbIC
00 3 (HEeKTUBHOCTU U XOPOIlIeit MEPeHOCUMOCTH pyprHa-
muaa B JeueHur CJIT, mosydeHHbIE B MHOTOUMCIEHHBIX
HCCIIEIOBAHUSIX HA TIPOTSDKEHUU MHOTOJIETHETO Meproaa
npuMeHeHus npenapara [40].

ITocnegHuii 0OHOBJIEHHbBIN KOKPAaHOBCKMIA 0030p MO
neuenuto CJIT 611 onyosikoBaH B 2021 1. [12]. OH BKITIO-
yan 11 uccaegoBanuii (1277 nauueHTOB, B TOM YUCJIe Ie-
Teid, TOAPOCTKOB M B3pOCbIx). IToydeHbl JaHHBIE O CTa-
TUCTUYECKU 3HAYMMOM CHIDKEHUU YaCTOThI MPUCTYIIOB
MpY 100aBJICHUU K Tepanuu pypruHaMuma 1 JaMOTPUI -
>KMHA U HU3KOM BepOSITHOCTU OTMeHBI 3TuX ADII B cBsI3n
¢ I1D o cpaBHeHMIO ¢ TPUEMOM IL1a1e60 WK JIeYEHUEM
npyrum ABDII B nonoaHutenbHol Tepanuu. dpyrue ADII
MOKa3ajIu B LIEJIOM HM3KYIO WJIM OYeHb HU3KYIO BEpOSIT-
HOCTb YMEHBIIICHUS IIPUCTYITOB IIPH Pa3IUYHON (OT HU3-
KOl 10 BBICOKO#) BepOoITHOCTU OoTMeHbI ADII B cBsI3u
¢ no6oyHbIMU 3 dekTamu [12].

TakuM 006pa3oM, MHOTOYMCJICHHBIC UCCIIeIOBaHUS
MPOJIEMOHCTPUPOBAIN 3(P(HEKTUBHOCTD M XOPOIIYIO Tie-
PEHOCHUMOCTh pyhHMHAMUAA B JICYSHUM SITHJICTITUICCKIX
MpUCTYNoB, accouuupoBaHHbIX ¢ CJIT.

Ieanto Hateir padoThl OB aHAN3 3(D(HEKTUBHOCTU
U riepeHocuMocTH pyduHamuaa B aedeHuun CJIT Ha ocHoO-
BaHWMW IJIUTEJHLHOTO OITbITa NPUMEHEHMs Ipernapara
B HallleM IICHTpE.

Martepuanbl u meToabl

[IpoaHan3upoBaHbI JaHHBIE 10 IPUMEHEHUIO PyDU-
HaMuaa y OOJbHBIX 3nujerncueit crapiie 1 roma, HadIIO-
JaBIMxcs B OObeAMHEHUN MEAUIIMHCKUX YIPEXKICHUI
I10 IMarHOCTUKE, JICYEHHIO U peabyIMTaliy 3a00JIeBaHUIA
HEpPBHOM cHUCTeMbl U anujericun uM. Ceatutenst Jlyku
(O0BenMHEeHUEe METULIMHCKUX yupexkaeHuil uM. CBT. JIyku,
Brirovatouee MUAHD u MJABHD um. CsT. JIyku) B iepu-
onc 1 ¢pespans 2015 . mo 1 okts6pst 2023 . ¥ MoOJyYaBILIMX
pybuHaMK B KaUeCTBE JOMOJIHUTEIBHOTO IIpernapara (B Io-
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Jatepanuu). Bece mauyeHThl ObUIM KOHCYJIBTMPOBAHbI 31U~
JICTITOJIOTOM HAIlIMX IICHTPOB He MeHee 2 pa3 3a IIeproj Ha-
OJIIOACHUST; B 1IJIOM OCMOTPHI MAIlMEHTOB MPOBOIWINCH
Kaxaple 3—6—12 Mec. [Tepron KaTaMHECTHYECKOTO Ha0II0-
JICHUSI 3 MallMeHTaMK COCTAaBWII OT 4 Mec 0 8 JIeT.

Kpurepuu Bkmouenus. B aHaiu3 ObLIM BKIIIOYEHBI T1a-
LIMEHTHI B Bo3pacTe oT 1 rona ¢ Bepu@uIMpoBaHHbBIM U~
arHo3oM CJIT' reHeTn4ecKoOl, CTPYKTYpHOI U HEYCTAHOB-
JICHHOM 3THMOJIOTUM, PEryIsipHO MOCEIlaBIINe Bpaya
C TIPOBeNICHUEM 00C/IeI0BaHI, PETYJISIPHO IPUHUMAIOIIIE
ADII (B TOM uncie pypuHaMUI) U BBITTOJHSIOLINE PEKO-
MEHIalIMU Bpaya.

Kputepun ucKiII04eHns: HEIOCTaTOK JAHHBIX IS yCTa-
HOBJICHUS IMarHo3a 3MWIETICUH; Apyrue (GopMbl SMUIET-
cuu (kpome CJIT); Bo3pacT mmaniie 1 roga; mauueHTHI,
He ToJryJarolye pyhuHaMUI; HEPETYISIPHOE MOCEIIEHHUE
HEBPOJIOTa C OTCYTCTBUEM TOCTOBEPHBIX JAHHBIX O KaTaM-
He3e; HepeTyJisipHbIil ipuem ADII.

IMon HaGMIOMEeHMEM HAaXOMUIOCh 64 allMeHTa, IOy~
varowmx pyprHamuz (Muosenon®). M3 Hux 44 mauueHTa
MY3KCKOTO TToJ1a, 20 IMalMeHToB XeHCKOoTo Ioj1a. Bo3pact
MalMeHTOB HAa MOMEHT Ha3HaYeHUs pyOUHAMKIA COCTa-
BUJa oT 1,5 mo 26 jet (cpemHuii Bo3pacT — 7,78 roma).
W3 Hux 44 pebeHka B Bo3pacte oT 4 jiet 1o 11 et 11 mec,
16 ogpocTKOB B Bo3pacte oT 12 yet go 17 met 11 mec
1 4 B3pocibix (ctapiie 18 er). Eme B 3 ciydasx pyduHamMug
ObLT Ha3HAYeH B JETCKOM WJIM IOAPOCTKOBOM BO3pacTe,
OITHAKO B CBSI3U ¢ 3()(eKTUBHOCTBIO JIeUEHMS 1 OOJIBIION
JUTMTEJIbHOCTBIO ITpPHeMa B paMKaX KaTaMHECTUIECKOTO Ha-
OJTIoIeHMSI 3TU MALIMEHTHI MEPEILTN B KATETOPUIO B3POCIIbIX,
KOTOpast B UTOTe COCTaBMJIa 7 MAIlUEHTOB.

Bcem manueHTaMm ObLIO TIPOBENEHO 00CIEeIOBaHUE,
KOTOPOE BKJIIOYAJIO MOAPOOHBIN COOp aHAMHECTUIECKUX
JIaHHBIX, OLIEHKY HEBPOJOTMYECKOTO cTaTyca, KpaTKoe
HEMPOIICHXOJIOTMYECKOE TECTUPOBaHKE (OLICHKA TTaMsITH,
BHUMAaHUSI, YPOBHS Pa3BUTHUSI KOTHUTUBHBIX (DYHKIIUIA),
MPOAOJKEHHBII BUIEO3JIEKTpOIHIIeamorpapuiecKuii
MOHUTOPUHT (BOM) (sHuedanorpad-peructparop
«DHuedanan-93I'P-19/26» («<Menukom MT/», Poccust)
ocHoBHas1 Morudukaims) B UIIHD/MABHS um. Cart. JIyku
(MockBa). BOM Bkitouan uccienoBaHue B COCTOSTHUU
AKTUBHOTO U NMaCCUBHOTO OOJPCTBOBAHUSI C TPUMEHEHU -
€M TECTOB Ha OIpe/eIcHEe YPOBHSI CO3HAHUS, (PYHKIIMO-
HaJIbHBIX TIPO0: TUIEPBEHTUIISILIMM, PUTMHUYECKOI (hoTO-
CTUMYJISILIUM B guanaszoHe 4yactoT 3—40 Ii, mpoGb
OTKPBIBAHUSI—3aKPBIBAHUS TJ1a3, ¢ BKIIOYCHUEM HOYHOTO
1/WJIM THEBHOTO CHA.

MeToapl HelipOBU3yaIM3alliy BKJIIOYAIN IIPOBEICHIE
MarHUTHO-pe3oHaHcHo# ToMorpadpuu (MPT) (He MmeHee
1,5 T) Bo Bcex ciayyasix U BbicoKopaspeuwatomein MPT
(BP-MPT 3 T no anuienToiaoruyeckoii mporpaMmme) o
ITOKa3aHMSIM (3aKPBIThIN CBEPXBBICOKOIOIBHBII TOMOrpad
3 T General Electric Discovery 750 W).
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C 111610 BISIBJIEHUS] TeHETUYECKO 3TUOJIOTHU 3a001e-
BaHMS y 32 ALMEHTOB MPOBENECHbI TEHETUUECKIE aHATTU3bI,
BKJTIOYAsT TAHAEMHYIO MacC-CIIEKTPOMETPHIO, /ISl UCKITIOUe-
HMSI HACJICACTBEHHBIX HApYIICHMIT MeTaboIM3Ma, paciin-
PEHHBIII XPOMOCOMHBI MUKPOMATPUYHBIN aHaIU3 (IUIst
0OHapyXEeHUST XpPOMOCOMHBIX aHOMAJIMi1), TTaHe/Ib T€HOB
«HacneacTBeHHBIE SITUIIETICUM» WIIH TIOJTHOE CEKBEHUPOBa-
HMe 3K30Ma (VI BBISIBJICHUsI MyTallvii B TeHaX), WIA Hau-
0oJiee MOJHOE MCCIEA0BaHUE — TTOJIHOE CEKBEHUPOBAaHME
reHoMa (aHaJIM3bl IIPOBOAMIMCH B TEHETUUECKMX JJAOOpaTo-
pusix «IeHomeny, «[eHeTnKo», «[eHoaHATUTHUKA» ).

Hns uckmouenus 1D Tepanuu Ha poHe JieueHUs TTPo-
BOIWIM KJIMHUYECKUI aHaIM3 KPOBU (C OIpenecHueM
YPOBHS TPOMOOLMTOB U (DOPMYJIbI KPOBU) U OMOXUMUYE-
CKUIi aHaJIM3 KPoBH (Yepe3 3 Mec Mocjie Havaja JeYeHUs
U Jajiee B CPEIHEM Kaxknple 6 Mec), YIBTPa3ByKOBOE UC-
CJIeOBaHUE OPTraHOB OPIOIITHOM MOJIOCTH, KOHCY/IBTAIIUIO
reauaTpa; Mo MmokKa3aHWsIM Ha3Havyalach KOHCYJIbTAIIMs
ncuxuarpa. [Ipu npumeHeHun pypuHaMuaa B KOMOMHM -
POBAaHHOI1 Tepanuy B COYETaHUU C BAJIIIPOATOM WU TIpe-
nmapaTaMu KapOaMasenurHa IMPOBOIMUJIOCH ONpeaeieHue
KOHIIEHTPAIlMM BaJIbIIPOCBOI KMUCIOTHI WM Kapbamase-
IMMHA METOIOM Ta30-XUIKOCTHOW XpomaTorpaduu.
[To mokazaHusIM ompeAesIsSIi KOHIIEHTPAIUIO JIAMOTPH -
JKMHa, JIeBeTHpalleTaMa 1 TollipaMaTa y MalueHTOB, 10~
JIy4aBIIMX 3TU Mperapathl. Tak Kak pyruHAMKI UMEeT
JIMHEHHYI0 KUHETHKY, KOHILEHTpAIUI0 €ro B KPOBU
HE OTIPEICIISIIN.

DTrosiornsa snuiencud. Harmm manyeHTsl mpeacTaB-
JISUTA Pa3HOPOIHYIO TPYIIIIY MO 3THOJIOTMU SIUIETICUA —
B OCHOBE 3a00JIeBaHUSI JICKAIU Pa3IMYHbIC STUOJIOTHYE-
cKue (PaKkTophI.

CTpyKTypHas U CTPYKTYPHO-T€HETUYeCKasl 3TUOJI0-
rus — 36 MalKMeHTOB, U3 HUX:

— MOCJIEACTBYS MepUHATAIEHON 3HIIedanonatuu (B pe-
3yJIBTaTe TUIIOKCUYECKU-UIIIEMMYECKOTO ¥ CMEIIIaHHO-
'O MOpaXXeHUsI LIEHTPaJIbHOI HEPBHOI CUCTEMBI B T1e-
pUHaTaJbHOM Tiepuoae) — 13 maluueHToB; U3 HUX 1 —
B COYETAaHMM C BepU(MUIIMPOBAHHON TeHETHMYECKOM
sTuosiorueit (Myrauus B reHe PING B KoMIlayHA-TeTe-
DO3UTOTHOM COCTOSTHWM: CUHIPOM MHOXECTBEHHBIX
BPOXICHHBIX aHOMAJIMI—TUITOTOHUU—CYIOPOT);

— MOCJICACTBUSI OCTPOrO HapyIIEHHSI MO3TOBOT'O KPOBO-
obOpalleHrsI B IETCKOM Bo3pacTe (3a MCKIIIOYeHUEM
MepUHATAJILHOIO TepHroaa) — 3 TMalMeHTa, B TOM
YUCJe MOCICACTBUS IMOBTOPHBIX 3IMM30I0B OCTPOTO
HapylLIeHWs] MO3rOBOI0 KPOBOOOpallleHWsI Ha (hoHe
TUIEepPTepPMUN — | HMalMeHT (3TUOJIOTHSI HEU3BECTHA,
MPEANOJIOXUTEIHHO TeHETUYEeCKast, OMHAKO IIpUMe-
HEHUE CYILIECTBYIOIIUX B HACTOSIIEe BPeMsI TeHETU -
YECKUX TaHeel, CBI3aHHBIX C SMUJICIICUE U MUTO-
XOHIPUAJIbHOM MMAaTOJIOrUei, He TTO3BOJINIIO BEISIBUTH
MPUYNHY OOJIE3HNU);

— MOCTTpaBMaTUYeCKast SIMWICIICUS — 2 TalleHTa;
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— TOCJICACTBYE TePIIETUYECKOrO MEHMHTO3HIIehaITa —
5 NalueHTOB;

— TOPOKM Pa3BUTHSI TOJIOBHOTO M0O3ra — 13 MarueHToB,
B TOM 4ucJie TUuccaHuedanusg — 1 mauueHT, ¢pokaab-
Hble KOPTUKAJIbHbIE AUCIUIa3uu 1-ro Tma — 3, mojm-
MUKPOTMpHS — 2, CyOaIIeHAMMAaJTbHAsI TeTePOTOIMST —
2, cunapoM Mwunepa—/lukepa — 1, CHHAPOM «IBO¥i-
HOM KOpbl» — 2, MaXUTUPUS—TIOIMMMKPOTUPUS —
2 mauuveHTa (B TOM yuciie y 1 malueHTa mpejroJara-
eTcsl poJib MyTaliuu B reHe GRIN2D).

Takum 06pa3oM, K MOATPYIINe CTPYKTYPHO-TEHETHYE-
CKUX (DOPM 3MUJICTICUM OTHECEHBI 2 MallueHTa C IOCIe I -
CTBUSIMU TIepMHATAIIBHOM 3HIIE(hAIONaTUN B COUETAaHUM
¢ myrainueit B reHe PING B KoMNayHI-reTepO3UTOTHOM
COCTOSTHUY (CHHIPOM MHOXECTBEHHBIX BPOXKICHHBIX aHO-
MaJIMi—TUITOTOHUM—CYI0POT) U CUHAPOMOM ITaXUTprur—
MOJMMUKPOTUPUHM C TIPEAIoaraeMoil pojblo MyTalluu
BreHe GRIN2D.

IeHeTryecKre M TIPEAIIONIOXKUTEIBHO TeHETUIECKIE
¢opmel armmienicuu (CJIT reHeTMUecKoi U TipeArnoaraeMoit
TeHETUYECKOU 3THOSIOruK) — 28 MaleHTOB, U3 HUX:

* C YCTAHOBJICHHOM reHeTUYeCcKol aThojorueit — 9 ma-
LIMEHTOB:

* XpOMOCOMOIIaTUs — 3 malueHTa, B TOM yucie 1 ma-
LIMEHT C YACTUYHOM TPUCOMUEN XPOMOCOMBI 15 (CHH-
npoM Knaiindensrepa (XXY)) u 1 manyeHT ¢ CUHIPO-
moM JlayHa;

* Mmytauus B reHe TBC1D24 (accounpoBaHHas C paH-
Hell snuIenTUYecKoi sHIedanonaTueit 16-ro Tumna,
TUII HacJeOOBaHUsS — ayTOCOMHO-PELIECCUBHBINI,
OMIM: 615338) — 1 mauueHT;

» mytauus B rene CHDZ2 (accourupoBaHHas ¢ SIWIETI-
TUYECKOM 2HILIedaronaTueii AeTCKOTo Bo3pacTta, THUIT
HacJIeAoBaHUs — ayTOCOMHO-IOMMHaHTHBIN, OMIM:
615369) — 2 manueHTa;

» mytauus B reHe NSD1, cunapom Coroca — 1 MaLveHT;
MOHTOLIepeOesUIsIpHast TUTIOIIa3us 2A (TOMO3UTOTHAs
myTauus reHa TSEN54) — 1 maiyeHT;

« mytaums reHa KCNJ11, DEND-cunapom (3agepxka

pa3BUTHS, SMWIETICUS, TMa0eT HOBOPOXICHHBIX) —

1 manueHT;

* TpeiroJiaraeMasi TeHeTH4YecKask SIuiercus 6e3 Mo-
JIEKYJISIPHO-TEHETUYECKOTO  IMOATBEPXKACHUS —
19 naumenTtoB (CJII' HeyTOUHEHHOI 3TUOJIOTUH).
®opma smmiencuu ¥ THI npuctynoB. {uartos CJIT 6611

ycTaHoBiIeH y 64 manueHToB. Cpeau mamyenToB ¢ CJIT
3aperucTpUpoBaHoO 16 ciaydaeB TpaHC(hOpMaIIMKU U3 CHH-
JpoMa SMUIEITUISCKUX MH(MaHTUIBLHBIX crla3MoB (25 %
B 0011e# rpymie). OgHaKo SMMIETITUYSCKHE CITa3Mbl Kak
TUI IPUCTYNOB (OAMHOYHbBIC /WU CEPUITHBIC) OTMeYa-
JIUCh B KIIMHUYECKOM KapTUHE 3a00JieBaHMSI Ha KaKOM-
Jbo 3Tare y 6onbiHeTBa nanueHToB (51 (79,7 %)). Tem
He MeHee Y 16 (25 %) malureHTOB SIMWISITUYECKIUE CITa3-
MBI OBUIM TTIEPBBIM TUIIOM IPHUCTYIIOB M OTBEYAIN KPUTE-
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pYSIM CUHApPOMA SMUJICITUIECKUX MH(GAHTUIBHBIX CIa3-
MoB. Hauano 3aboneBaHust ¢ ¢peOpUIbHBIX MPUCTYIIOB
oTMeueHO B 4 (6,25 %) ciayvasx.

JOMUHUPYIOIIMMY TUTIAMU TIPUCTYIIOB, B CBS3U C KO-
TOPHIMU Ha3Havaycs pyGUHaMUA, ObUIM TOHUYECKUE,
B TOM YMCJIe TOHMYECKHE aKCHUATbHBIE IIPUCTYITbI, KOTOPHIE
SBJISIIOTCS 00s13aTeIbHBIM KpuTepuem CJIT (oTMeuanuch
y Bcex nanueHToB (100 %)) 1 snuiienTUIeCKUe Cria3Mbl
(79,9 %). Cpeny MpUCTYIIOB APYroro TUIA y HAIIMX Maly-
€HTOB HanboJIee YacTO BCTPEYAIMCh aTUITMYHBIC a0CaHChI
(n=14 (21,9 %)), bunarepajibHble CyTOPOXKHBIC TTPUCTY-
bl (n = 38 (59,3 %)), hoKaabHbIE MOTOPHBIE U HEMOTOP-
Heie (n = 20 (31,2 %)), MUOKJIOHMYECKHUE MPUCTYIIbI
(n =10 (15,6 %)), muotonunueckue (n = 14 (21,9 %)).
IMpuctynsl mageHnit 3aperucTpupoBaHbl y 45 (70,3 %)
MaleHTOB, B TOM ynciie Tonndeckue (n = 35 (54,7 %)),
MmuoToHm4yeckue (n = 14 (21,9 %)).

B 11e710M y BCeX MarMeHTOB B KJIIMHUYECKON KapTUHE
3a00JIeBaHUs COYETATUCh IPUCTYIbI HECKOJIBKHX TUITOB,
U TeYeHUe 3a00JIeBaHMSI XapaKTepU30BaJIOCh IMTOTUMOPd-
HBIMM TTPUCTYITAMH.

Ha momenT HasHaueHus pypuHamuna y 31 (48,4 %)
MaLEHTOB OTMEYAJIOCh 2 TUTIA IIPUCTYTIOB, ¥ 28 (43,8 %) —
3 Tuna npuctynos, y 5 (7,8 %) — 4 Tuna npucTyIioB.

Jlannbie 3aekTposHnedanorpammol (BDI). Beem ma-
MeHTaM nposoawicsad BOM c BkimoueHunem cHa. [laTtoso-
ruyecKkue HapyuieHus1 Ha D31 ObLIM BBISIBIEHBI BO BCEX
ciydasix. 3aMelJIeHre OCHOBHOM aKTMBHOCTU ¢oHa —
y 25 (39 %) naumeHTOB, perMOHAbHbIC AU TU(HOPM-
Hble atTepHbl — B 21 (32,8 %) ciayvasx, nuddysHas 3nu-
JenTudOpMHask aKTUBHOCTb OCTpasi—MeIJIcHHAsl BOJTHA
¢ vacrotroit 1,5—2,0 Iit — y 48 (75 %) nalmeHTOB, MMaTTepH
<«BCIIbIIIKa—YyrHeTeHue» — B 9 (14 %) ciydasx, epCucTupo-
BaHue rurncaput™Muu — B 8 (12,5 %) (Bo Bcex 3THX CITyvasx
— IIpY IMarHOCTHPOBAHHON TpaHCc(opMalli¥ CUHIPOMA
SNUAENTUYECKUX MH(GAHTUIBHBIX criazMoB B CJIIN), MyJib-
TUpernoHabHas 1 1 dy3Has srmtenTrdhopMHast aKTUB-
HocTb — Y 51 (79,7 %) nanveHTa; pa3psiibl TeHepaJIU30BaH-
HOI TTapOKCU3MaJIbHOI OBICTPOBOJHOBOI aKTUBHOCTU —
y 11 (17,2 %); naTTepHbl 3MUICNTUYCCKUX CIIa3MOB —
y 21 (32,8 %). B 6onbimHcTBe ciydaes (45 (70,3 %)) otMe-
YEeHO HapacTaHMe MHJIEK A SMUISTH(OPMHOI aKTUBHOCTH
BO CHE 110 BHICOKOTO ((heHOMEH CIailk-BOJIHOBOI aKTHBa-
LIMU BO CHE) — MPOSIBIICHMS STMICITUYECKOM HIIe(aIo-
matuu. Bo Bcex ciydasix y mallMeHTOB COYeTaIuCh Hapy-
IIEHUSI HECKOJIbKUX TUTIOB.

Jlannble HeiipoBusyamzanum. [1pyu npuMeHeHUN Me-
TonoB HelpoBusyanuzauuu (MPT npoBoauiaack Bo Bcex
CJIy4asix) HOPOKU Pa3BUTHSI TOJJOBHOTO MO3Ta TUAarHOCTH -
poBaHbl y 13 (20,3 %) naueHTOB, B TOM YUCJIE JIMCCIH-
nedanusg — y 1 mauueHTa, okaabHble KOPTUKAIbHbIE
JIACIUIa3uu 1-1o THIA — Yy 3 MaIllMeHTOB, MOJIMMUKPOTUPHUS
—y 2, cyOsneHauMalibHask TeTepoTONUsST — Y 2, CUHIPOM
Munnepa—/Iukepa — y 1, CHHIPOM «IBOMHOI KOPBI» —
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y 2, IaXUrUpUsI—IOJIMMUKPOTUPHS — Y 2 TalueHToB. Po-
KaJIbHbIE KOPTUKAJbHbBIE AUCILIA3UM 1-TO TUIIA BBISBIISI-
JINCh B 3 ciyYasX UCKIIOYMTEIBLHO MPU IPOBEICHUU
BP-MPT no snunentosorndyeckoit nmporpamme. Takke
BCTPEYAJIMCh PACIPOCTPAaHEHHBIE KMCTO3HO-TJIMO3HBIC
usMeHeHust — B 9 (14 %) ciry4asix, IepuBEHTPUKYISIPHAS
nevikoMansauusa — B 13 (18,8 %). IlociencTBust ocTporo
HapyIICHUS MO3rOBOTO KPOBOOOPAIIICHUS B AETCKOM BO3-
pacte (acMMMeTpHMYHAasi BEHTPUKYJIOMETajisl, BEIpaskKeH-
HbIE OJHOCTOPOHHUE aTpohUYECKUEe U3MEHEHMS) OTME-
YaJKuCch y 3 MallMEeHTOB, B TOM YUCJIC ITOCJIEACTBUSI
IMOBTOPHBIX 3IMU30[0B OCTPOIrO HAPYIICHUSI MO3TOBOTO
KpOBOOOpaIleH!sT Ha (poHe runepTepMun — y 1 malyeHTa.
BbunatepanbHble pyo1I0BO-aTpopuIecKue NU3MEHEHUST UMe-
i MecTo y 5 (7,8 %) maliMeHTOB, MyJIBTUKMCTO3HAs! TPAHC-
dbopmatust —y 5 (7,8 %).

B 28 ciiyyasix cTpyKTYypHBIX SMUJIENTOTEHHBIX U3Me-
HeHwuii ipu ripoBeaeHUU MPT BoisiBiieHO He ObL10. OmHAa-
KO B 00JIbIIMHCTBE ciiydaeB y nmauueHToB ¢ CJII' reHeTu-
YeCcKON WJIM HEYCTAaHOBJICHHOM (IIPEAIOI0XUTEIbHO
TeHETHYECKOIi) 3TUOJIOTMY OTMEYAICh HecTieruueckue
nuddy3Hble aTpoduyeckue u3MeHeHus1 (yMepeHHOoe pac-
IIMpPEeHKEe Cy0apaxHOMAATLHBIX IIPOCTPAHCTB KOHBEKCUTAIb-
HOI1 TTOBEPXHOCTH TOJIOBHOT'O MO3ra, yMepeHHasi BTOpUYHAsT
BEHTPUKYJIOMETa/INs ), ICTOHUYEHUE WJTM TUTIOTPOGUS MO30-
JINCTOTO Tejla, pacIlIMpeHue MepUBACKYISIPHBIX ITPO-
CTPaHCTB.

TepaneBTHYeCKas 1032, PEKUM TUTPAIUM, COIMYTCTBY-
omasa TepanuA. [lanyeHTH NpUHUMAIU pyOUHAMUL
B auamnasoHe 103 oT 200 1o 1600 mr/cyT (B OONBIIMHCTBE
ciayyaeB oT 400 1o 1200 Mr/cyT) B 3aBUCMMOCTHU OT BO3pacTa
U COITyTCTBYIOIIE Tepanyu. HavambHast mo3a B OOJIBIINH-
cTBe ciryvyaeB coctaBuiia 200 Mr/cyT; y 5 malMeHTOB ¢ Maccoit
Tesa meHee 30 Kr HavasibHas1 mo3a coctaBuia 200 Mr/cyrt.
MuHumanbHas npuMensiemas 1o3a — 200—400 Mr/cyT; Mak-
cuMatbHast no3a — 1600 Mr/cyT.

V nereii ¢ maccoii Tena meHee 30 KT, HE TTOTyYalolnux
COIYTCTBYIOIIIYIO TepaIuio BajblIpoaToM, py(hrHAMMI Ha-
3Hayayicd B TeparneBTuyeckoit no3e ot 200 mo 800 Mr/cyT.
V neteit ¢ Maccoii Teia MeHee 30 KT, MOJTyJarolIx COmyT-
CTBYIOIIYIO TEPANUIO BaJbIIPOATOM, Py(GUHAMUI TUTPO-
BaJICs 10 TepaneBTuYeckoi 1036l oT 200 mo 600 Mr/cyT.
'V naupeHToB ¢ Maccoii Tenna 6osiee 30 KT, BKJIro4ast ImareH-
TOB cTapiue 18 jieT, HauaabHast qo3a coctanisiia 400 Mr/cyT,
TepaneBTUYECKas 1032 y HalllMX MAllMeHTOB He MpeBbIIaia
1600 mMr/cyT.

Bce nmaneHThI nostyyany pyhbUHAMKI B IOJIUTEpauu
B coueTaHuu c apyrumu ADII, U3 HUX B COYETAHUU
¢ 1 ADIT — 26 (40,6 %) narieHTOB, B codeTaHuu ¢ 2 ADIT —
32 (50 %), B coueranuu ¢ 3 ADIT — 8 (12,5 %) nauyeHTOB.

Hawnbonee yacto conmyTCTBYIOIIMMHU MperapaTamMmu Obl-
JIM TperapaThl BaJbIIPOEBON KUCJIOTH (MX TOIyYain
B couyeTaHuU ¢ pyduHamMugoMm 37 MalMeHTOB), pexe —
Tonupamar (15 malueHToB, U3 HUX 5 TTOJyJYaln ero TaKKe

4

B KOMOMHALIMM C BaJIbIIpOaToOM), jeBeTupatetam (12 ma-
LIMEHTOB), JaMOTpUIKKUH (10 MmanureHToB), OKCKapba3enuH
(8 manmeHTOB), KJIo6azaM (6 MallMeHTOB), BUTabaTpUH
(6 TalIMEHTOB, Y KOTOPBIX B KIIMHUYECKOM KapTUHE Tep-
CHCTHUPOBAIM CEPUITHBIE SMMICIITUYECKUE CIIa3Mbl), Tie-
pamImaHen — 4 nauueHTa (M3 HUX 2 MOJIyJalu ero Takxke
B KOMOWHALIMU C BaJIbIIPOATOM), CYJIETHAM — 4 MallMeHTA,
3TOCYKCUMU — 2 TIalIMeHTA.

CrenyeT yIuThIBaTh, YTO B HAIll aHAJI3 OBUTY BKITIOYE-
HBI TOJIKO MAIIMEHTHI ¢ PE3UCTEHTHBIMU (hopMaMU 31T -
JIETICUY, paHee MPUHMMAaBIINE MHOXECTBO HOCTYITHBIX
B HacTosiee BpeMst ADIT (Kak B MOHOTepanuu, Tak U B KOM-
OuHaimu). Y Beex MalMeHTOB B ITPOIIIIOM 3aperucTpupoBaHa
Hea(hGEeKTUBHOCTL He MeHee 2—3 pazmnuHbix ADIT B MOHO-
Tepaltiy WM B KOMOMHAIWN, U B 15 (23,4 %) ciydasix paHee
MalueHThl nojydyanu 6osee 7—8 ADII B pa3TMUHbBIX KOM-
OMHALUSIX.

Pe3synbrartbl u 06CykAeHuUE

BDddekTuBHOCTD. B KauecTBe KpuTepus 3(hHeKTUBHO-
CTHU MBI OLICHUBAJIM YMEHBIIIEHNE YaCTOThI IIPUCTYIIOB HE
MeHee yeM Ha 50 % 110 cpaBHEHUIO C UCXOIHBIM YPOBHEM
(10 Havana mpuema pybpuHamuaa). Takke Mbl paCCUUTHI-
BaJIu 10J110 (%) NallMeHTOB C ITOJIyYeHHBIM TepaIrleBTHIC-
CKUM 3((DEKTOM, Y KOTOPHIX YaCTOTa IIPUCTYIIOB YMEHb-
majach 6osiee ueM Ha 75 % v 6onee yem Ha 90 %, a Takke
OTMEYaJIi MallMeHTOB, Y KOTOPHIX Obljla JOCTUTHYTA pe-
MUCCHSI, B TOM YUCJIe peMUCCUs | WM HECKOJIBKUX TUIIOB
MPYCTYITOB MPU ITPOAO/DKEHUY IPUCTYIIOB IPYTOTo TUIIA,
TMaleHTOB, OTMETUBIIIMX YMEHBIIIEHUE TSDKECTH U TTPOIOJI-
JKUTEJIBHOCTH TIPUCTYIOB. PaboTa HOCMIIa KaTaMHECTUYE-
ckuit xapaktep. OueHka 3¢ ¢GeKTUBHOCTU IMPOBOAMIACH HE
MeHee 4eM uepe3 1—3 Mec rmociie BBeneHus1 pyhuHaMuIa B
MmoJiHOM mo3e. B manbHelieM oueHka 3(ppeKTUBHOCTU
MPOBOIMJIACE B cpeaHeM Kaxabie 3—6—12 mec. [Ipencras-
JIEH UTOTOBBIM aHanu3 3¢ (MEKTUBHOCTU 3a BECh MEPUOL
KaTaMHECTUYECKOT0 Ha0II0IeHUST, KOTOPBII BapbUPOBaJ
oT 4 Mec 10 8 jieT (cM. TabauLy).

Pemuccust Bcex TUTIOB IPUCTYITOB 3aperMCTpUpOBaHa
y 17 (26,6 %) narmenToB. M3 Hux pemuccus 6osee 1 rona,
HO MeHee 3 JieT (K HAaCTOSIILEMY BPeMEHU) COXpaHsIach
y 7 mallMeHTOB; peMuccus dosiee 3 ieT — y 7 MallMeHTOB.
B 3 ciydasx JUIMTEIbHOCTh JOCTUTHYTOM IIPU BBEACHUU
pybHrHaMKUIa pEMUCCUN COCTaBWIa MeHee 1 roaa: 1 manu-
eHT — pyrHaMUI OTMEHEH Yepe3 3 MeC B CBSI3U C BO3-
HUKHOBEHHMEM aJUIEPrUYeCKOi peakiuu; | maluueHT —
IIPUCTYITBl BO30OHOBMIIMCH Yepe3 4 Mec Iocjie Pe3Kou
oTMeHbI aTocykeumuaa; 1 mauuent (I, 10 net, ¢pokanb-
Hasi KOpTUKaJIbHas MUCITIa3us 1-To TUIIA IIpaBoii JIOOHOM
00J1aCT1) — IIPUCTYITBI OTCYTCTBOBAIM 0oJjiee 6 Mec Iociie
BBelIeHUs pypuHaMuIa B COYETAHUU C BUTAOATPUHOM,
HO pydrHaAMU ObLT OTMEHEH B CBSI3U C Pa3BUTHUEM IICH-
X03a (CMHIpOMa HaCWJIbCTBEHHOI HopManu3aiuu JlaH-
JIOJIbTA).

15

CTATbMH

OPUTUHANDBHEDBIE



CTATb MU

OPUTUHAINDbHIBIE

16

wssis' IETCKOM
HEBPOAOI'MM

CHILD
NEUROLOGY

Dpexmuerocms 0onoaHUmMeAbHOI mepanuuy pyGQuUHaAMUOOM y HAbAOaeMbiX HaMu nayuenmoe (n = 64)

Efficacy of adjunctive therapy with rufinamide in the study cohort (n = 64)

Parameter

Pemuccust mpuctymnos
Remission seizures

‘YMeHbIIIeHUE YacTOThI IIPUCTYIIOB GoJjiee ueM Ha 50 %
More than 50 % reduction of seizure frequency

‘YMeHbIIIeHUE YaCTOThI IIPUCTYIIOB MeHee yeM Ha 50 %
Less than 50 % reduction of seizure frequency

bes adbhdekra
No effect

VxynieHue (arrpaBaiiysi)
Worsening (aggravation)

Number of patients, n (%)

17 (26,6)

28 (43,8)

8 (12,5)

10 (15,6)

1(1,56)

‘YMeHbIIIeHEe YacTOTHI IIPUCTYIIOB OoJtee yeM Ha 50 %
3aperucTpupoBaHo y 28 (43,8 %) malmeHTOB, U3 HUX
y 13 malmeHToB YacToTa MPUCTYIIOB CHU3WJIACH O0JIee YeM
Ha 75—90 % v oTMeuasiach peMUCCHST OHOTO U3 HECKOJIb-
KUX TUIOB ITPUCTYNOB. [TallMeHTOB ¢ JOCTUTHYTHIM Tepa-
neBTUYeCKUM 3¢ dheKToM (PeayKLs MPUCTYIIOB 0oJiee YeM
Ha 50 %, n = 28) MOXHO pa3aeIuTh Ha HECKOJIBKO KaTe-
TOPUIA ITO BEIPAXKEHHOCTU JOCTUTHYTOTO TEPAIeBTUIECKO-
ro addekra: penykuusa 6onee 50 %, Ho MeHee 75 % —
20 maneHTOoB; peayKIINSs TPUCTYIIOB boiee 75 %, HO Me-
Hee 90 % — 5 MalMEeHTOB; PeMyKIIMS BCEX TUIIOB ITPUCTY-
noB 6ojee 90 % — 3 manueHTa. Pemuccust mpuctymnon
OIHOTO TUIIA TPY 3HAYMTEILHOM YPEKEHHMU PHUCTYIIOB
JIPYIMX TUIOB (IIpY COYETAaHMM Y MallMeHTa MPUCTYIIOB
HECKOJIbKMX TUIIOB) HaOmioganach y 4 nmaiydeHToB (Mpu
5TOM B 000MX CJTydasiXx OTMEYEHO 3HAUUTEIEHOE YPEKeHUE
MPUCTYIIOB Apyroro tumna). OTMevyasach peMUCCUST Hau-
0oJiee TSDKENBIX MPUCTYIIOB, BHI3BIBAIOIIMX MMaAcHUE T1a-
LIMEHTA, MPY COXPAHCHUM MEHEE TSIKEJIbIX IPUCTYIIOB,
B MEHbIIICH CTETIEHN CHIDKAIOIIMX KauyeCTBO XXKU3HU. B 1 ciry-
Yyae OTMeYeHa PEMHCCHSI OMIaTepaIbHBIX CYTOPOKHBIX TP -
CTYIIOB IPU COXpaHEHUU (hOKATbHBIX MOTOPHBIX IIPUCTY-
moB. B 1 ciiygae otMeyeHa peMUCCUs TeMUKIOHUIECKUX
M aCUMMETPUYHBIX TOHUYECKHX MPUCTYIIOB ITPU COXpaHe-
HUU (DOKAJBHBIX MPUCTYIIOB C OCTAHOBKON aKTHUBHOCTH
M aBTOMaTU3MaMu (He IPUBOIASIIMMU K IMaAeHUIO Ialu-
eHrta). Eme y 1 manueHTa OTMEYeHO KYIMMpPOBaHUE TU-
MEPMOTOPHBIX MPUCTYIIOB Ha (poHe nmpuema 1036l 300 Mmr,
TeMUKJIOHMYECKIE MPUCTYIBI COKpaTUINUCh 10 1 pasa
B Henmento (6osiee yeM Ha 90 %). B 1 ciyyae oTMedeHO
KYIMMPOBAaHUE TOHUYECKMX aKCUATbHBIX IIPUCTYIIOB MPH
COXpaHEHMU, HO BBIPAKEHHOM ypexkeHUU (OKaJTbHBIX
MOTOPHBIX ITPUCTYIOB. JJOMUHUPYIOIIMM TUIIOM IPUCTY-
TIOB, B CBSI3M C KOTOPBIMU Ha3Havacsl pyhruHaMUI, ObUTHA
TOHUYECKUE SMUICTITUICCKIE TTPUCTYIIHI.

B 5 ciyyasx apdpexT Ob11 BpeMeHHBIM (0T 3 Mec 10 2 J1eT),
U B JajibHeiIIeM pybHuHaMuI ObLI OTMEHEH B CBSI3HM
C yTpaToii BpeMeHHOT0 3¢ deKTa.

B 1 cayyae moaydeHbl JaHHbIE 00 3((HEKTUBHOCTU
B Te4eHHUe 6 Mec, HO HeT JaHHBIX O IIpueMe Iperapara
B HaCTOSIIIIEe BpeMsl.

B uieniom TepaneBTruecKmii 3(phekT (pemyKiys YacTOThI
MPUCTYIOB He MeHee YyeM Ha 50 %) nocturnyty 45 (70,3 %)
MalyeHTOB U3 64.

'YMeHBIIIeHIE YaCTOThI IPUCTYIIOB MeHee yeM Ha 50 %
otMmeueHo y 8 (12,5 %) mauMeHTOB, U3 HUX B 2 CIIydasix
MPUCTYIIBI CTAJI KOPOYE M JIerde 06e3 CyIeCTBEHHOTO ype-
JKEHUST MX YaCTOTHI; B 2 CJIydasix IOJyYeHbI JaHHBIE O He-
3HAYUTEIbHOM 3(P(HEKTUBHOCTU B T€UEHUE 6 MeC, HO HET
JIAaHHBIX O TIpYEMe TIperiapata B HACTOSIILEe BPEeMsI.

Y 10 (15,6 %) maneHTOB Tepanus pybUHAMHIOM
obL1a HeabdekTrBHA. B 1 (1,56 %) ciayuae ripu BBeIeHUU
pydbrHaMKIa OTMEUeHa arrpaBaius (ITOBbIIICHUE YacTO-
ThI OMJIaTepabHBIX CYIOPOXHBIX IPUCTYIIOB).

Takum 00pa30B, B Lie10M 3¢ GEKT OT JIeueHUs pypu-
HAMUJIOM Pa3HOI CTeNCHU BBIPaKeHHOCTH ObLT IMOJIyYeH
y 53 (82,8 %) nanueHTOB U3 64.

BaxHO OTMETHUTB, 4YTO pyPUHAMUI TPUMEHSICS
y 9 HaIlIMX NAlMEeHTOB ¢ TEHETUYECKUMHU (hopMaMU 31T~
Jericur (¢ JA0Ka3aHHON Te€HETUYECKOM 3TUOJOTrvei
B 7 cnyvasix). I3 Hux pypuHamua 6611 3¢ GeKTUBEH (BbI-
3bIBaJl YMEHBIICHUE YaCTOTHI U TSDKECTU TPUCTYIIOB
He MeHee yeM Ha 50 %) B 5 ciryyasix.

[MpuBoaUM KIMHUYECKUI TIPUMED TallMeHTa C TeHEe-
tueckoi atnosorueit CJIT 1 BeicokuM 3¢ dekToM pydu-
HaMuaa.

Knuunyeckuin cnyyai 1
Ilayuenm E., § niem (2014 2.p.), nabarodaemcs ¢ UJTHD
um Cem. Jlyxku ¢ duaenozom CJIT eenemuueckoii amuonoeuu,
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o6ycnoenennoeo mymauvueil 6 eene CHDZ2 de novo (snuyega-
AONAMUS PA36UMUS U INUAENMUMECKAs IHYedaronamus,
mun 94) (G40.4).

ITlpucmynoi: 6uramepanvhvie MmonuuecKue, AMUNUYHbIE
abCancyl, MUOKAOHUHECKUE, B03MONCHO MUOMOHU1ecKue. Jle-
orom npucmynos 6 4,5 eoda.

Hacnedcmeennwiii anamues: y mporopooHoii badbyuxu no
MAMePUHCKOU AUHUU 8 Jemcmee OmMmeualIucs NPUCMynbl
¢ nadenuem u nomepeil CO3HAHU.

Tlepunamanvhbiii anamues: peberok om 1-ii bepemeHHocmu,
8 NOCAeOHEM MPUMECHIPe OMMEHAN0CH CHUNCCHUE NAAUECHIMAPHO-
20 KpOBOMOKa, poobl 8 CPOK, IKCMPEHHOe Kecapeso cexenue (caa-
bocmb podoesoii desmenvHocmu), macca meaa 2700 e, ouenka no
wkane Aneap — 7/8 6anno8, cpazy nocie pooog obini hepeedet 6
PeAHUMALUIO (ACRUPAUUOHHASL NHEBMOHUSL, 2UNOKCUSL), HA UCKYC-
CMBEHHOU BeHmUAUUU He Obli, ebinucat uepes 1 mec.

Pannee pazeumue no eo3pacmy. Hauano camocmosmens-
Holl x00v0bL 6 1 200 2 mec. Ilepsvie cnosa npousnec 6 1 200.
Jlasee ommeuanoce nioxoe noHumanue peuu (8 eospacme
1,5—2,0 e0da), 0o 3 nrem eo6opun edunuunwvie croea. Ilocae
3 nem — ppaszosas peuv, yayuuienue pazeumust.

Ileped debromom npucmynoe pazeumue opueHmuposoH -
HO COOMBemcme08an0 03pacmy.

Jlebrom npucmynog 6 4,5 eooa, 6 demckom cady o epems
OHeBHO20 CHA, NPU 3ACLINAHUU: KPUK — NO0BEM U HANPANCEHUE
DPYK, danee 8110CMb U COHAUBOCHb.

Yepes 9 mec nosiguaucy npucmynvl 6 8Ude «KUBK08»
8 YmpeHHue 4acvl: 00UHOuHble, 3amem cepulinbie. B danvHeil-
wem NpUCcoeOUHUAUCH NPUCIYNbL 8 8UOE OCIAHOBKU AKMUG-
Hocmu (amunu4Hble aOCAHCbI) HA HECKOAbKO CEeKYHO, npu-
cmynsl 8 8ude Kopomkoeo nodeubanus Hoe (uHo2oa
¢ hadeHuem) u MoOHU4YecKUe NPUCMynbl 60 CHe (OUIamepanbHble
unu ¢ npeobnadanuem 00HOU CHOPOHBL, C YepedosaHuem npe-
obnadaroueii cmoporbt). Ommeuanucs exceoOHesHble MHO20Kpam-
Hole npucmynvl. [locae nosieneniist BPUCMYno8 pebeHoK ympamun
MHO2UE PaHee NPUOOpemeHHble HABbIKU, ¢ OaIbHEUUUM YaACHUY -
HbIM 80CCIMAHOBACHUEM U 3A0ePICKOLL pA3GUMUSL.

Hesponoeuueckuii cmamyc: ymepeHHas MblUEMHAsL 2UNO-
moHust. CyxoxcunbHble peghiexcol Jcusble, 6e3 4emkol pasHu-
ybtL cmopoH. Koopounayusi uemkas, Xyxice UCHONb3Yem NPagyio
DPYKY. Dnuzoduuecku cmepeomunuu. Peub — kopomkue gpasoi.
Buvinoansem npocmote uHCMpyKyuu, KOHMAaKmer, 6HUMAHUE
paccesnto. B ueaom Koenumuehvle HapyuieHus.

Ananuz dannvix BOM: ocnosnas axmusnocms ona co-
XpauHa. B 600pcmeosanuu — snusenmugopmuan aKkmue-
HOCMb  0cmpasi—MmeONeHHAs. 60AHA, NPEeUMYUeCmEeHHO
nO NPAGbIM 3A0HEBUCOUHO-3AMbLAOYHBIM OMEEOCHUSIM, HEGbl-
coKuM undekcom. Bo cne undexc snusenmugopmHoii akmue-
Hocmu Hapacmaem. Ommeuaemcest peeepcust (paszvl nO €K -
mpody P4, makace neszasucumo no srekmpody P3. Bo che
— yacmole Kopomkue OupQy3Hole NOAUNUK-B0AHOBbIE PA3PSIObL
C omyemau8biM OUGPOHMANbHBIM npeodaadanuem, yepedyro-
wuecs ¢ npooecamu LAFA (makace dugpghysuvimu). Hnoexc
SNUNENIMUPOPMHOL AKMUBHOCMU 80 CHE 8bICOKULL.

Ilo dannvim nocaednezo BOM (oxkmsabps 2021 e.) peeu-
cmpupyromes wacmoie paspsaobl Oughghy3Hoil napoKcu3MaIbHo
ovicmposoanosoil akmusnocmu (GPFA).

3apecucmpuposan KOpOMKUU MOHUMECKUL NPUCMYN
¢ NpeUMyu,eCmeeHHbIM 808ACHEHUEM Ne6bIX KOHEeUHOCMell
C B03MOJICHbIM HAYANOM C NPABLIX 3A0HUX Omeedenuil (mapm
2021 e.).

Cmandapmuas BP-MPT (Poccuiickas demckas kaunu-
yeckas boavHuya, Hos0ps 2020 2.): dugghy3roe pacuiuperue
cy6apaxHoudanrbHbix NPOCMPAHCME KOHBEKCUMANAbHOU NO-
BEPXHOCMU KOPbL 20108H020 Mo32a. Jleekas eenmpukyiome-
eanus. Tunonnasus uepes mozxceuxa. CmpyKmypHbiX dnU-
ANEeNMO2EHHbIX HAPYUIeHUIL He 8blA6ACHO.

lTenemuueckue uccaedosanus: noaHoe ceK8eHUposarue
aK3oma («lenemuro») 8bi6UN0 2eMePO3ULOMHYIO MYMAUUIO
6 eene CHD2 (OMIM: 615369), accouuuposanuyto ¢ 3Hye-
ganronamueil pazeumusi u SNUAENMUHECKOU SHUeparonamu-
eit 94-c0 muna. Ilpu uccaedosanuu no Coneepy mymayus
y 0boux podumeneil omcymcmayem — mymauus de novo.

Hauano nevenus c easvnpoama ¢ monomepanuu — 6e3
aghgexma, sarvnpoam + monupamam — HebOAbUIOE YMEHD-
WeHue MmadNcecmu npucmynog, + smocykcumud — npekpa-
UWeHue NPUCMYNo6 «3aMupanus» u «kuekoe». llpu eeedenuu
pygunamuoa é doze 8§00 me/cym (400 me 2 paza é dens)
6 KOMOUHUPOBAHHOU mepanuu (8 COHemanuu ¢ 8aAbNPOAMoM
6 doze 750 me/cym u amocykcumudom 6 dose 750 me/cym)
OMMeUeH BblPaNCEHHbLI NOAOICUMENbHDLU Ihhekm 6 meueHue
6 mec 6 sude NpaKmMu4ecKu NOAH020 NPEKPAUeHUst 6CeX MU~
noe npucmynog. B danvreiiuiem npucmynst 60300H08UAUCH,
00HAKO UX yacmoma cHu3uaacy 6onee yem Ha 50 % no cpas-
HEeHUI0 ¢ UCXOOHOLL.

B nacmosuee epems npucmynoi 8 OHegHOe 8pemMsi OMCym-
cmeyiom. CoOXpaHsromces MOHUMecKue nPUCynbl 80 CHe: Ouna-
mepanbHble MOHUUECKUe, UH020A CO 38YK08bIM KOMHOHEHIMOM
(byavkarowue 38yKiL), ¢ Hacmomoil HeCKOAbKO pa3 8 Heoenio.
Tepanuto nepenocum xopouio, I19 ne ommeuaromes.

Hamu naHHbIe corjacyioTcst ¢ JaHHBIMU 110 3¢ dek-
TUBHOCTU pyHMHaMKIA, paHee ITOyYeHHBIMU B 3apy0OexK-
HBIX UCCJICTOBAHMSX, OMHAKO OTJIMYAIOTCS O0JIee BBICOKMM
IoKa3areJIeM PeMUCCHUU TTPUCTYIIOB.

B Hamem aHanu3e TepaneBTUYECKU 3 GEKT (peayK-
LIMsI 9aCTOTHI TIPUCTYIOB He MeHee yeM Ha 50 %) ObLT
nocTurHyT y 45 (70,3 %) naumeHToB U3 64, IIpU 3TOM pe-
Muccusl (KpaTKOBPEMEHHAST WJTU ITUTENIbHAST ) 3apETUCTPU-
poBaHa y 17 (26,6 %) mauyeHTOB, a CHUXKCHUE YaCTOTHI
MpUCTyIoB 6osee ueM Ha 50 %, BKITouast ciyyau peMUCCUn
HEKOTOPBIX TUIIOB ITPUCTYITOB MPU COXPAHEHUU APYTUX, —
y 28 (43,8 %).

bauzkue nanHbie Mo 3¢p(GHEKTUBHOCTH ObLIN TOJIY-
YeHBI ¥ B TAJIbHEMIITNUX OTKPHITHIX M PETPOCTIEKTUBHBIX
HCClIeOBaHUAX pybrHAMUIA, a TAKXKe 10 JaHHBIM 00-
30pOB JIMTEPATyPhl 1 METaaHAJIM30B COBPEMEHHBIX MC-
CJIEIOBAHUMN.
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B ToM uuciie B OTKPHITOM MPOIOJLKEHHOM UCCIESI0-
BaHUU JJIATEIbHON Tepanuu pyhuHaMuaoM (n=124) [23]
(cpenHsist MPOAOJKUTEILHOCTh MpUeMa pybuHaMuIa
B 3TOT MCCJIeAOBAaHMM cocTaBmia 432 IHS) CHUXKEHUE Ya-
CTOTHI MpUCTYNOB Ha 50 % u GoJjiee OBLIO OTMEUYEHO
y 45,1 % nanmenToB. B uccienoanuu G. Coppola 1 coaBt.
(2010, Utanus) ¢ yaactueM 43 nauneHToB 4—34 jiet (20 na-
1MeHToB ¢ kpurrroreHHbIM CJIT, 23 — ¢ cumnroMatuyeckum
CJIT') cHMIKeHMe YacTOTHI IPUCTYITIOB 00Jiee yeM Ha 50 %
ObLT0 mOCTUTHYTO Y 60 % manueHToB; 3¢ (HEeKTUBHOCTh
negenus npu CJIT B cpemnem coctaBuia 38 % [16].
B perpocniektuBHoM uccinenoBanuu E.H. Lee u coaBt.
(2013, Kopes) ¢ yuactueMm 23 mauueHTton ¢ CJIT (B Bo3pa-
cte 4—22 ner) y 43,5 % NMalMeHTOB JOCTUTHYTO CHIKCHUE
yacToThl NpuUcTynoB Ha 50 % u Goiee [26]. DddexkTun-
HOCTbh py¢uHamuga, no gaHHbeIM o63opa G. Coppola
U coasT. (2014, MTanus), BKIOYaBIIETro JaHHbIE JIUTEpa-
Typbl 0 600 malmMeHTax IETCKOIro Bo3pacTa, COCTaBUIa
B cpenHeM 38 % [15]. B uccnenoBaHuy IMTEIBHOM Tepa-
Uy pyGUHAMUIOM 01 HallMeHTOB C YMEHbIIEHUEM Ya-
CTOTHI BCEX TUIIOB ITPUCTYNOB (3HAYMMOE WY OYCHB 3HA-
YyuMoe yaydiieHne) coctaBmia 28,6 % (12/42) B rpymie
pyduHamuga [33]. A mo JaHHBIM CUCTEMAaTUYeCKOTro 0030-
pa u MetaaHanu3a 10 uccienoBaHuii ¢ yaactvem 557 mauu-
€HTOB, JI0JIs1 0OJIbHBIX C YMEHBIIICHUEM YaCTOThI ITPUCTYITOB
He MeHee yeM Ha 50 % N1t BceX TUIIOB MPUCTYIIOB M OT-
JIEJIbHO ISl TIPUCTYIIOB MaJeHUI TakKe ObUIa 3HAYMMO
BBIIIIE B TPYyIIIIe pydUHaAMKIA 110 CPaBHEHUIO C IUIALe00
u coctasistia 33,3 % npotus 0 %, p = 0,066; 57,1 % nipo-
tuB 10,0 %, p = 0,02 coorBeTcTBeHHO [40].

IIpumeHenue pyuHAMHAAQ Y B3POCJBIX NANMEHTOB
¢ CJIT. B Hamrem aHanu3e pyduHaMua ObL BIEpBbIe Ha-
3HAaY€H BO B3POCJIOM BO3pacTe y 4 MalMEeHTOB, M €Ile
B 3 cllyyasix mpernapar ObLI Ha3HaueH B IOIPOCTKOBOM
BO3pacTe, OAHAKO B CBA3M ¢ 3(D(HEKTUBHOCTHIO JICYCHUS
1 OOJIBIION JIUTEIBHOCTHIO IpUEeMa B paMKax KaTaMHe-
CTUYECKOTo HAOJIIONEHUS 3TY MalMEeHTHI ITepelIn B Ka-
TErOPHIO B3pOCbIX. I3 HUX peMUCCUs TIPUCTYIIOB ObLia
JIOCTUTHYTA B 2 CiIydasix (IIPOIOJIKUTEIBHOCTD JICUYSHUS
COCTaBJIIET K HacTosIlIeMy BpeMeHu 0osiee 3 u 4 JeT co-
OTBETCTBEHHO); CHIDKEHME YaCTOTHI IIPUCTYIIOB 00JIee YeM
Ha 50 % OBLIO JOCTUTHYTO B 3 citydasx (B OJHOM U3 HUX
YacToTa IMPUCTYIIOB CHU3MJIACh OoJiee yeM Ha 75 %). Dt
MalMEHTHI B HACTOSIIIIEEe BPeMsI ITPOJOJIKAIOT IPUHUMATh
pybuHamun 6onee 1, 3 u 8 net cooTBeTcTBEHHO. B 2 city-
yasgx 3¢ ¢eKTa Ha JeYeHUU pypUuHaAMUIOM He OTMEUEeHO
U TIpenapaT ObLI OTMEHEH; JTUTEIbHOCTD JICYSHUST COCTa-
Buia MeHee 6 mec. TakuM oOpa3oM, B 5 cirydasix u3 7 py-
¢uHamu 0611 BeicoKoa(ddekTnBeH (71,4 %). Hu B omHOM
W3 3TUX CIy4aeB y B3POCIIBbIX MAIIMEHTOB He ObLIIO OTMEYe-
Ho 1D pybunamuna. B HacTosee BpeMsi 5 13 7 B3pOCIIbIX
MalMEeHTOB MPOIOJIKAIOT MPUHUMATh pyduHamun. [Toka-
3aTesib yaepXaHUs Ha Tepanuu pybuHaAMUAOM Oosee
1 rona cocrapnsieT S (71,4 %) u3 7; mpu 3ToM 3 mareHTa

MpUHUMaIOT pyduHamug 6oJiee 3 et u 1 malueHT — dosee
6 ster.

[IpencrapisieM UCTOPUIO OOJIE3HU B3POCIOTO TALlM-
eHTa ¢ XopolluM 3dpdekToM pyhruHaMUaA.

Knunnyeckuin cnyyai 2

Iauyuenmxa K., 19 asem (2004 e.p.), nabarwdaemcs
6 HIITHD um Cem. Jlyku ¢ duaenozom CJI cmpykmypHoii
amuonoeuu (CUHOpom «08oiiHol Kopbl») (G40.2). Dmuono-
2usl: NOPOK pa3eumusi 20106H020 M032a — CUHOPOM «080UHOU
Kopbi».

Ilpucmynol: snunenmuueckue cnasmoi; MOHUYECKUe aK-
CUanbHble, MOHUKO-8UOPAMOpHbLe, OUAamepanbHble MOHUKO-
KAOHUYecKue, amunu4Hsle aOCAHCHI.

Hacnaedcmeennwiii anamues ne omseouwien. Ilepunamanvhoiii
aHamue3: pebeHok om 2-il bepemernrocmu: (1-s bepemerHocms —
desouka, 1997 e.p., 300posa); 60 épems bOepemeHHOCMU
N0 OaHHBIM YAbMPA38YK08020 UCCAC008AHUS OUACHOCUPOBANU
yeenuuerue Jceny0ouKoe mMo3ea Ha cpoke 6 mec eecmauuiu. Poovt
2-e, cpounble, usuonoeUHecKUe, 8 AUUEBOM NPeONeCanuu, Mac-
ca meaa 40002, oyenka no wikane Aneap — 8 6annos; cocmosiHue
nocne poooe HopManvHoe.

Pannee pazeumue: ¢ 3adepickoii, komopas cmana 3a-
MEMHOIL C NEPBbIX MECAUEB ICU3HU,; HAUAN0 CAMOCMOAMENb-
Holl X00b0bL 6 2,5 e00a; nepavle c108a NOABUAUCH NOCAe 200a
JCU3HU, KopomKue gpasvl — ¢ 1,5 eooa.

Arnamnes 3a6onesanus: 6 so3pacme 6 mec 6 cé:3u ¢ 3a0ep-
JICKOI pazeumus npogedeH Kypc uHsekyuil akmogeeuna. Ilocae
8-20 ykoaa ommeuer 0ebom SNUNCHMUHECKUX NPUCMYNO08 —
cepuliHble InusenmuyecKue cnasmol: OHem 6 600pcmeosanHuu —
KUB0OK, ceubanue u npueedeHue pyK U Hoe, cepusi 6 meueHue
1—2 mun, 3 cepuu 6 cymku; nocae npucmyna — CoH.

B meuenue Heckonbkux OHell npucmynsl 0biau Kynuposa-
Hbl 6 cmayuoHape. Hasnauen eanvhpoam, oonako podumenu
omkas3zaauce om neuyenus. Co cr08 podumeaneil, npucmynbvl
omcymcmeosanu 0o 4,5 eooa 6e3 neuenus.

B 4,5 200a 6 demckom cady 60 apems OHe8HO20 CHA 603~
HUK 31U300 ¢ 6He3aNHOIl pBOMOI U CHUNCEHUEM YPOBHS CO-
3HAHUS; Yepe3 Hedear NOBMOPUACS AHAN0LUYHDBLI NPUCMYH,
makaice 80 8pemMs OHeBHO20 CHA.

Ha 23T evia6nena snunsenmuueckas aKkmueHocmy,; Ha-
3HAYeH 8aabnpoam; 6 meuexue 5 mec suouMbvle NPUCMYNbL
OMCYmMcme08anu Ha Qoxe npuema 8aibnpoama.

B 5 nem 603HuUK npucmyn ympom nocae npooyscoeHus:
HA4an0 8 CO3HAHUU, «XOMeAa 6CMamy, HO He CM02Aa», Ha-
npsdceHue pyK U myaoguuia, 2060pums He mMozad, KUGok,
HanpsceHue pyK, Mopeauue 21as, oaiee 6bimsaeueanue pyK
U Hoe, Kpuk, CO3HaHue HapyuieHo. aumenbHOCMb 0K0A0
10 mun. Ipucmyn 6vin Kynuposan duazenamom. B 6oavruye
Ha caedyrouiee Ympo 603HUKAA Cepusi INUACNMUYECKUX CNa3-
M08 (KU8oK, npunooOHuUManue u ceubarue pyk).

C amoeo épemeHu npucmynvl 803HUKANU eIHCeOHEGHO npU
npobyucdenuu (nocie OHe8HO20 U HOYHO20 CHA), Hauje ce-
PULIHO.
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Tloayuana sanenpoam 6 couemanuil ¢ AAMOMPUOINCUHOM —
C BDeMeHHbIM YayulieHueM (6 meueHue 3 mec), dasee omme-
YeHO 80300H0BACHUE eHCeOHEBHBIX NPUCIYNOE.

B so3pacme 6 nem noayuanra KA0HA3enam 6 CO4eManul
C 8AABNPOAMOM U NEEEMUPAUENAMOM — OMMEHANUCH NOOOY -
Hble Aghghembl (8bIPAICEHHAS COHAUBOCID, 3AMOPMONCEH -
HOCMb), COXPAHUNUCH eXCeOHeBHble CePULIHble SNUNENMUYecKUe
cnasmol (KUBKU — cepuiiHble uau 00UHOYHbIe; KUBKU + ceede-
Hue uau pazeederie pyk). Taxce npucoeOUHUAUCS NPUCYNbL
nadeuus, Kaxk om yoapa noo KoaeHu, a makice Ouramepanb-
Hble Cy0opodcHble (MOHUKO-KAOHUYECKUE NPUCIYNbL).

Pa3zsusanacs c 3adepiickoii, meoreHHO npuobpemana Ho-
8ble HABLIKU, YIMPAMbl HABbIKOG HE OMMEHANOCD.

Bnepebvie koncysomuposana ¢ HIHD 6 uione 2012 e.
6 6o3pacme 7 aem 10 mec.

B Heeponoeuueckom cmamyce: 8bipaxdceHHAs 3a0epucKa
nCUXopeues020 pazeumiist; 2060pum KOpOMKUMU Gpazamu.

Tlo dannvim BOM: nocmosinHas npoodoniceHHas aKkmueHOCHb
8 6lUle MeONeHHbIX KOMNACKCO8 OCMpas—MeONeHHAs GOAHA
¢ bughpormanvHbiM npeobaadanuem u HapacmaHuem 60 cHe.

Iloayuana easvnpoam xporo é doze 900 me/cym (kKoH-
uenmpauus eanvnpoesoll Kuciomol — 105 mxe/ma 0o npu-
ema), nesemupayemam 750 me/cym.

Pexomendosanvt ommena nesemupavyemama u 00H08pe-
MeHHoe 86edeHlue sueabampuna é 003e 750 me 2 pasza é cym-
Kku (1500 me/cym). Ilo mecmy scumenvcmea npu eeedeHuu
sueabampuna Ovl1 OMMeHeH 8arbnpoam (8 cOHemanull ¢ 1e-
8eMUPAUECMAMOM), YMO NPUBENO K YHAWEHUIO NPUCIYNO8
u nposeaenusm aepeccuu. B 2013 e. nocae koncysvmauuu
8 U3paune 6vin 6seden cyrvmuam 6 doze 300 me/cym 6 coue-
MaKUU ¢ 8U2a6AMPUHOM — NOSGUAUCH CIPAXU U HAPYUleHUe
cHa. Jloza cyrbmuama Obina cHUMCeHa.

Butrone 2014 2. 6 6o3pacme 9 aem 10 mec nposeder KoH-
cuauym ¢ yuacmuem dokmopa meouyunst X. Xonomxayszena
(lepmanus).

Ilo dannvim MPT (Oexabpw 2011 e., JIALI-MHUBC, Cankm-
Ilemepoype; koHcysvmayus chumkos dokmopom Xoavmxay-
3eHOM) 0UA2HOCMUPOBAH CUHOPOM «08OUHOU KOPbL».

Ilo dannoim BOM (uronv 2014 2.) 6 600pcmeosanuu —
paspsaosl pecuoHaNbHOU U Ju@py3Hol snusenmu@opmHo
aKmugHocmu ¢ npeobaadanuem no AegbiM nepeoHuM omee-
denusam ¢ pacnpocmpaneruem obugponmanvio. Bo cne — no-
CMOAHHAS NPOO0AdNCeHHAs Ou@y3Has Inuirenmugopmuas
aKmMu8HOCMb ¢ NPeobAAOaHUEM 8 1e6bIX 3AMbLIOHHO-BUCOY -
HbIX 0MeedeHuUsIX.

Iloayuana eueabampun 1000 me/cym 6 couemanuu
¢ cyabmuamom 50 me Ha HOUb.

Percomendosans: ommena cyrbmuama u 8sedeHue 3mMocyK-
cumuoa 8 KOMOUHAYUU ¢ 8ueabampuHom 6 0ose 250 me ympom u
250 me eeuepom (500 me/cym). Tpu Hedocmamouroii sghgpexmus-
HOCMU paccmMompems 0NpPocC 0 88e0eHUU PYPUHAMUOA.

B anpene 2017 2. 6 603pacme 12 nem npogeden nogmop-
HbLI KOHCUAUYM ¢ yuacmuem dokmopa meduyunsl X. Xorom-
xaysena (lepmanus).

Coxpansnuce npaKkmu4ecku exceOHesHble Snulenmute-
CKUe npucmynol; npeobaadanu Gusamepanvhvle MOHUYECKUE
npUCMynol, acCOUUUPOBAHHbBIE CO CHOM.

Ilo dannvim BOM (anpeav 2017 e.) 6 bodpcmeosanuu
OCHOBHASI AKMUBHOCMb YoHa coxpanna. Bo cne — nocmosin-
Has npodoadceHHas oug@ysnas snusenmu@dopmMHas aKmug-
Hocmb ¢ npeobaadanuem 8 npaswix A00HO-BUCOUHBIX U A0OHO-
UEHMPANbHBIX OMBEEOCHUSIX.

Iloayuana eueabampun 1000 me/cym u smocykcumuo
500 me/cym.

Pexomendosano esedenue pydunamuda (HMnosenron®),
cmapmogas do3a — 200 me 2 paza 6 denv; 6 danvHeliuiem
npoeoousacy mumpayus 003bl ¢ ee y8eauHeHuem Kancoble
2—3 0ns 0o 600 me 2 pasza 6 denw (1200 me/cym).

Ha gone seedenus pygunamuda ommeueHo 3Havumenb-
HOe yMeHblleHUe Hacmombl U msjicecmu npucmynos 6onee
yem na 75 %. Ilpucmynor He excednesHbie, COXPAHAOMCS
00UHOUHbIE U KOPOMKUE Cepull SNUACNMUHECKUX CRA3MO8,
a makice nPUCMynbl 8 8uoe «3aMUpaHus> (603MONCHO, AMu-
nuyHbsle abcarcol). OmmeueHo yayuuieHue cHa U N0GeOeHUsl.
Imocykcumud bvia nocmenenHo ommener ¢ gespans 2019 e.,
8ULAOAMPUH 3aMEHEeH HA 8aNbNPOam XpoHo & doze 600 me/cym.
Tlpunumaem pypunamud c mas 2017 e. no Hacmosiuee epems
(6onee 6 nem). Tepanuro nepenocum xopouio.

B gpespane 2021 e. nposedero eenemuueckoe uccaedosa-
HUe — NOAHOe CeKGEHUPOBAHUE IK30MA (HA pedKue eeHemu-
yeckue 3a001€6aHUSL, MAMeEPUaL — COCKOO CAUZUCMOIL 000~
A0uKU weku). Boisearena eemepozucomuas mymauus
6 eene CHD2, accouyuuposannas ¢ snusenmu4eckoil sHyeqha-
saonamueti demckoeo eozpacma (OMIM: 618929), mun nacae-
dosanusi — aymocomHo-domunarnmubtii. Cyosi no KAUHU4ECKOll
KapmuHe, OQHHAS MyMAauUsi MoOdcem Obimb NPUHUHOU 3a001e-
eaHus nayuenmiu. Pexomendosana eanuduzayus 8vis161eHHOI
mymayuu no Cauneepy (uccaedosanue Kposu NAuUeHMKU
U 0boux pooumeneli Ha BbIABACHHYIO MYyMAUI0).

TakuMm 00pa3oMm, MpeacTaBAeHHBIN CIyvail 1eMOH-
CTPHPYET XOPOIIYIO ITEPEHOCUMOCTb, JITUTEIbHBINA M CTOM-
Kuii a3 dekT pydbrHamMyaa y maueHTK!, TOCTUTIIEH B3po-
cjIoro Bo3pacTa. B ocHOBe anuiencun — peakuii mopoxK
pa3BUTKST (CHHIPOM «TBOMHOI KOPBI» ), BEPOSITHO, 00YCJIOB-
JIEHHBI reHeTn4ecku (MyTtanus B rene CHD2). Jlo BBene-
HUs pybuHaMuaa naiyeHTKa 0e3 3ddexkra moayyaia
6 pazmmuHbx ADIT B pasHbix KoMOMHamgX. [1pu nmpueme
pydbrHaMKIA OTMEYEHO CHIDKEHME YaCTOThI IPUCTYIIOB
6osiee yeM Ha 75 %, BKITIOYAst TSDKEJIble TOHUYECKME TTPH -
CTYIIBI ITaJICHUSI, BBI3bIBAIOIIME TPAaBMaTHU3AIIUIO.

JaHHBIEe 0 pe3yJibTaTax NMpMMeHeHUsT pyduHamMuaa
y B3pOCJIBIX HEMHOTOUYMCJICHHBI, TaK KaK B OOJIBIIMHCTBE
HCCJIEIOBAHMIA IPYIITa B3POCIBIX HE BBIICISIETCST OTAE/Ib-
Ho [27, 29, 31, 37, 39].

Kaxk yxe roBopuiocs Boile, R. McMurray u P. Striano
(2016) mpencTaBMIM pe3yabTaThl post-hoc-aHann3a nom-
IPYMITbl B3pocibiX (B Bo3pacte 18—37 jeT) maluueHTOB
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¢ CJIT (n = 31), yuacTBoBaBIux B ucciaegoBanuu 11 ¢a-
36l T. Glauser u coaBrt. (2008). ITauueHTHI TTOJAyYaIu py-
¢uHamun (n = 21) unu miauedo (n = 10), MenuaHa 1035l
coctaBuiia 2400 mr/cyt, no3a BapbupoBasia B Ipeaeaax
200—3200 mr/cyt. CpenHee U3MEHEHUE YaCTOThI ITPUCTYIIOB
I10 CpaBHEHUIO C UCXOMHOM cocTaBuiio 31,5 % mis pydbuHa-
Muzaa 1o cpaBHeHuto ¢ +22,1 % st tuiane6o (p = 0,008)
B OTHOIIICHWY IMPUCTYITOB BCeX TUTIOB U —54,9 % 110 cpaBHe-
Huto ¢ +21,7 % (p = 0,002) st mpUCTyIIoB NaneHuid. Jloms
pecrioHaepoB coctaBuia 33,3 % mis pyhuHaMuaa mo cpas-
Henuto ¢ 0 % mis miaue6o (p = 0,066) B OTHOILIEHUM ITPUCTY-
1oB Beex TUIIoB U 57,1 % no cpaBHeHuto ¢ 10 % (p = 0,020)
B OTHOILIEHUY TIPUCTYITOB MaicH!ii. Hy ovH 13 maueHToB
HE IOCTUT PEMUCCHHU BCEX THMIIOB IIPHCTYIIOB, OJHAKO
2 (9,5 %) nanyeHTa, MoJayJaBIIye pyGUHAMUI, TOCTUIIN
PEMUCCHU TIPUCTYIIOB TafeHuid. I1D B 11eJJoM OTMEYeHBI
y 71,4 % nmanueHTOB, Moay4aBIIuX pybuHamud, uy 60 %
MMalMeHTOB, MOJIyYaBIIMX IUIalebo; Hanboyee pacipo-
crpaHeHHBIMHA [1D 66111 cormmBocTb (33,3 % 1o cpaBHe-
Huto ¢ 20 %) u pBota (19 % no cpaBHeHuio ¢ 0 %). bosb-
mHCTBO [1D ObLIM JIeTKO WJIM yMEPEeHHO BhIpaXkeHbI [27].
Tonbko y 3 nauueHToB 1D ObLIM paclieHeHBI KaK BbIpa-
>KE€HHbIE (COHJIMBOCTD; COHJIMBOCTh M arpeccus; 3arop);
cepbe3HbIx 1D He 0OTMEUYEeHO HU B OTHOM M3 CITyJaeB; Tepa-
ust pyMHAMUIOM He aCCOLIMUPOBAIACH C KIMHUYECKU 3Ha-
YUMBIMU U3MEHEHUSIMU XKM3HEHHO BasKHBIX (DYHKIIMIA, TaH-
HBIX (GPM3HUKAJTbHOTO MCCIIENOBAaHMs, 3JIEKTpOKaparorpadum
1 JJabOpaTOpHBIX TecTOB. TakuM 00pa3oM, UCCICIOBaHME
MPOAEMOHCTPUPOBAJIO 3(PGHEKTUBHOCTD U XOPOIIYIO TIepe-
HOCHMOCTb pyMHaMuaa y B3pocibix nauueHtoB ¢ CJIT
[27]. T1o MHEeHMIO aBTOPOB, py(UHAMMI MOXKET OBITh Mpe-
nmapaToM BbIOOpa B gomnojaHuTenbHoi Tepanuu CJIIT npu
MpeodJialaHiK B KIIMHMYECKOM KapTUHE ITPUCTYITOB T1ajie-
HMI1, B TOM YMCJIE U 'y B3POCIIBIX IMALIEHTOB.

I1pu eyeHUN B3pOCTBIX KaK MoKa3aTean 3pheKTrB-
HOCTH, TaK 1 IPOOJIeMbl 0€3011aCHOCTY MOTYT UMETh OTJIM-
Yy 110 CPaBHEHUIO C IOy siLueit nereit. IHTepecHo, 4yTo
takue 19, kak ykopoueHue nnreppaia QT Ha anekTpokap-
JIorpaMMme 0e3 pa3BUTHSI apUTMKM Y 3HAYMMOE CHIDKCHUE
Macchl Teja, CTaBlllee NMPUYMHON OTMEHBI Iperaparta,
K HACTOSIIIIEMY BPEMEHU 3aperuCTPUPOBaHbI TOJIBKO B MIC-
cJIeMoBaHMSIX B3pOCIIbIX MalyeHTos [27, 31, 39].

B onHOLIEHTPOBOM HCCIEAOBAHUM, MPOBEACHHOM
B [epMaHuu U BKIOYaBIIeM 19 B3poCibIX MALIMEHTOB (13
Hux 12 MyXXuuH; cpenHuii Bo3pacT — 41 *+ 12 1eT), mony-
YaBIIMX JOOMOJHUTEIBHYIO Tepanuio pyGuHaMUIOM
(v 9 u3 Hux nuarHoctupoBaH CJII'), Bo Bcex ciayvasix oT-
MEUEHO 3HauYuTeIbHOe yKopouyeHue mHTepBana QT Ha
seKTpoKapauorpamMmme. OIHaKO Ha MPOTSKCHUN TIEPHO-
Jla KaTaMHecTu4eckoro Habmonenus (3,04 = 1,09 rona)
Yy 9TUX MallMeHTOB HE BO3HUKIJIO CUMIITOMOB apUTMUU
U ApyTux accouurpoBaHHbIx 19 [39].

B apyrom ucciaenoBaHUM B3pOC/IbIX MALEHTOB, BKIIIO-
yaBmieM 31 namueHTa ¢ CJII, He oTMeuyeHO U3MEHEHUI
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uHTepBaia QT WK Apyrux mapaMeTpoB 3MEKTPOKAPINO-
rpaMmuel [27].

ITepeHocumocTb Tepamuu. [I1s1 OLIEHKM ITepeHOCUMOCTHI
Tepanuy Mbl M3yJalld YacToTy BCTpedaeMocTty 19D y Hammx
MalMeHTOB, MX TSKECTh, a Takke A0m0 (%) TMalueHTOB,
y KOTOPBIX MpernapaT ObUT OTMEHEH B ¢BsI3u ¢ [1D Teparmu.

B GoJbIIMHCTBE ClTy4aeB OTMeYeHa XOPOoIast IIepeHO-
cumocTth pypuHamuaa. Bcero 1D 3apeructpupoBaHbI
B 10 (15,6 %) ciny4dasx. Toawko B 2 (3,1 %) caydaax pydu-
HaMuj ObLT OTMEHEH HerocpeacTBeHHO u3-3a [19 (mpu-
YUHOM OTMEHBI B 3TUX CJIydasiX CTaJM ajuleprudeckas
peaxkuus v ricuxo3d). Eine B 3 ciyvasx mMpuInHOM OTMEHBI
npenapara crajo coyetanue I1D u HeapGeKTUBHOCTU
B OTHOIIIEHMU IIPUCTYIIOB. B 1 cilydae oTMeueHa arrpaBa-
LIS OMJIaTepaIbHBIX CYIOPOKHBIX IIPUCTYIIOB, M pydrHa-
MUz 661 oTMeHeH. B 1 (1,56 %) ciaydae Gblia oTMedeHa
KOXHasl ChIITb (MperapaT OTMEHEH B CBA3U C Pa3BUTHEM
aJJIepruvecKoil peakiinuy ), HeCMOTPSI Ha OTCYTCTBUE IIPY-
ctymnioB. B 3 (4,7 %) cnyvasx y neTeil oTMedagach pBoTa
(13 HUX B 1 ciyvae mpenapaT ObLJT OTMEHEH B CBSI3U C OT-
cyTcTBUEM 3(pdeKkTa U coXxpaHeHUEM PBOThI).

B 3 (4,7 %) cny4asix Ha (hoHE peMUCCHUM BCeX WU HE-
CKOJIbKMX TUIIOB MPUCTYITOB POJUTENN OTMEYaIu BO30y-
XAeHHe peOeHKa, MOBBIIICHHYIO pa3apaXXUTeJIbHOCTD,
IJIAKCHBOCTh M HAapyIlleHWe CHa. B olHOM 13 3TUX cityyaeB
COCTOSIHME peOeHKa YIyYIIUIOCh IIPU CHMKEHUU JT03bI
¢ 800 mo 600 Mr/cyt. Bo Bcex aTux cirydasix malMeHThI
MPOIOJIKAIOT IMOJTy4aTh pyOrMHAMUI JO HACTOSIIIIETO Bpe-
MeHu. Y 1 (1,56 %) manueHTa oTMevanach COHJIMBOCTh
(B mayibHEMIIIEM IIperapaT OTMEHEH B CBSI3U C OTCYTCTBH-
eM addekra). Y 1 (1,56 %) narmeHTa 1pu BBEACHUU PY-
¢uHaMKIa ponyTed OTMETUIM TPAaH3UTOPHOE HapYIIIEHUE
MOXOIKU. B CBSA3M C BHICOKMM TepareBTHYECKUM 3 heK-
TOM (pedyKLMsI MPUCTYIIOB 6ojiee yeM Ha 90 %) mpuem
pybuHaMuIa ObLT MTPOAOCIIKEH, M X0Ah0a HOPMaIM30Balach
Ha (poHEe MTPOIOJIKEHUSI TePaTTUU.

Mpi 3apeructpupoBaiu 1 (1,56 %) cirydait pa3BUTHS
BBIPaKEHHBIX IICMXUYECKUX HAPYIICHWI B paMKaX CHH-
JIpoMa HaCUJIbCTBEHHOW HOPMAaJM3allliu, YTO IPUBEIO
K OTMEHE Ipernapara, HECMOTPsI Ha BBICOKHIA TeparieBTHIec-
Kuii 3¢ HeKT U coxpaHeHUE PEMUCCUU TTPUCTYIIOB.

IMonyyeHHBIE HAMU TaHHBIE COTJIACYIOTCSI C PE3yJIbTa-
TaMU paHee TPOBEICHHBIX UCCASIOBAHUI, JEMOHCTPUPY-
JOILMX XOPOLLYIO MepeHOCUMOCTb pydrHamua. K Hanbosee
yacTo Bcrpevatomumcs I1D pyduHaMmmuaa oTHOCAT ycTa-
JIOCTh, CHIDKEHME alllleTUTa, IIOBEACHUECKIE HapyIICHUSI
[22, 23]; COHAMBOCTD, YCTAJIOCTh, FOJIOBOKPYKEHUE, A1~
mionuio, TomrHoTY U atakcuto (D.T. Hsieh u E.A. Thiele,
2012); COHMMBOCTD, pa3apaxKUTeIbHOCTh, PBOTY U MOTEPIO
anmeruTa [30].

B nepBoM 1m1a11e60KOHTPOIMPYEMOM PaHIOMU3UPO-
BaHHOM KJIMHU4YeckoM ucciaenoBanuu 11 ¢assl pyduna-
muaa y 138 manuentos ¢ CJIT ot 4 1o 30 net (12-Heaenb-
HbIN epuoA gedeHus) [17] I1D 6butu 3aperucTpupoBaHbI


http://www.ncbi.nlm.nih.gov/pubmed/?term=Hsieh DT%5BAuthor%5D&cauthor=true&cauthor_uid=23634191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Thiele EA%5BAuthor%5D&cauthor=true&cauthor_uid=23634191
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y 10 % naumeHTOB, MojyJaBiux pybuHamun. Hanbomnee
yactble [1D BKIIoYai roJIOBOKpPYKEHHE, YCTaIOCTh, TOII -
HOTY, PBOTY, AMIUIONMIO U COHIMBOCTh. Hanbosee yacto
Ha0JIIoIaIMCh COHIUBOCTS (24,3 % B rpyniie pybuHaMuaa
u 12,5 % B rpymmne miaie6o) u ppota (21,6 n 6,3 % coor-
BeTcTBeHHO). CO CTOPOHBI MOBEACHYECKOM chephl Kak
yacTeiii [1D ObLIa 3aperucTprpoBaHa TOJBKO TPEeBOIa
(=1/10). IMpuHIMNIUAIBLHO BaxXHO, 4To 1D co cTOpOHBI
KOTHUTMBHOM c(hepbl OTMEUEHO HE OBLIO.

B uccinenoBaHusIX, MTOCBSIIIEHHBIX OLIEHKE IMTEPEHOCH -
MOCTH py(pruHaMMIA Y NeTei, MOJyYeHBI OJIarONpUsITHHIC
roKasaTejIv IepeHocuMocTH. Harpumep, 1o pe3y/isratam
MeTaaHaJIM3a JaHHbBIX 7 KIMHUYECKUX UCCIICIOBAaHMI, 110~
CBSIIIEHHBIX 0€30ITaCHOCTU U MEPEHOCUMOCTU pyhHHa-
Muaa y aereit ¢ anuiencueit [44], Haubosee yactoie [1D
BKJTIOYa coHMBOCTh (17,0 % nnst pybunamuna u 8 %
JUTsI TUTate6o), pBoty (16,51 7,1 % coorBeTcTBeHHO). [1cu-
xuatpudeckux [1D, yacTora KOTOPHIX MpeBbIIajga Obl
10 %, He 3aperucTpupoBaHo. [0JIOBOKPYKEHUE Yallle BbI-
SIBIISLIOCH Y TOAPOCTKOB (12 % MOIpOCTKOB 10 CPAaBHEHUIO
¢ 4,2 % nereii muaziie 12 neT). 3aperucTPUPOBAHO S CITy-
YyaeB CMHAPOMA TUIIePYYBCTBUTEIBHOCTH, BCE OHU TOCTIE
OTMEHBI Mperapara ImpeTepIieii oopatHoe pazsutue. 19,
MpUBEIIMe K OTMEHe pyhrUHAMKUAA, 3apeTUCTPUPOBAHbI
y 7,1 % naueHTOB B ABOMHBIX CJICIIBIX UCCACTOBAHMUIX 1
y 12,55 % malmMeHTOB B IBOMHBIX CJICTIBIX UCCICIOBAHUSIX
C TocJienytolleit OTKpbITOM (a3oii [43, 44].

B Hamem ananmuse B 1 (1,56 %) ciyyae oTMedeHa KOX-
Hasl ChIIlb, ¥ TIperapaT ObUI OTMEHEH B CBS3U C Pa3BUTUEM
aJUTePTUYECKOM peakiiuy, HECMOTPsI Ha OTCYTCTBUE TTPH -
CTyNoB. B npyrux vicciaeaoBaHUsIX TaKKe OTMEUEHBI PEIKUE
cIy4au TOSIBJICHUST aJUIEPIrU4YeCKOi KOXHOM ChIIU IpU
npueme pybuHamuga [20, 42]. B ucciegoBaHuu, BKIIO-
yaBleM 53 gereil, moayvyaBiiux pypuHaMui, B 1 ciaydae
npernapar ObUI OTMEHEH B CBSI3U C pa3BUTUEM aJUIepruye-
CKOI1 ChITM (ITOSBUJIACH Yepe3 2 MeC ITOCIIe BBEACHUS Py-
¢uHamMuIa, ucuesna uyepes 5 AHelt rmociie oTMeHbl) [23].
B uccnenoBanuu G. Kluger u coast. (2010) otmMeueHa 60-
Jiee BBICOKAsI, II0 CPABHEHMIO C TUIalie00, 4acTOTa pa3BUTHS
KOXXHOM ChIK TIpu TiprieMe pybuHamuna — 2,7 %. Ciydan
Pa3BUTHSI CHIITY OBUIM OTMEYEHBI TAKKE U B IPYTUX UCCIIe-
noBaHusx [34].

Biusxue pypuHaMuna Ha KOTHUTUBHbIE (DYHKIMH AeTei
¢ CJIT u apyrumMu BUIAMH SHIIe(haIoNATHI PA3BUTHS U SITIAIET-
THYecKoi. [1py ieueHnM aeTeit ciemyeT OTnaBaTh MPearodTe-
HMe TIpernapaTaM, o0JIagaoIlM HaMMEHBIICH CUCTEMHOM
TOKCUYHOCTBIO ¥ HE BIMSIFOIIUM HETAaTUBHO Ha KOTHUTUBHYIO
cdhepy 1 noBeneHre, ¢ y4eToM (haKTOPOB PUCKA Y KaXKIOro
KOHKPETHOT'O peOeHKa. PUCK TICMXNYECKMX 1 TIOBSIEHIECKIX
13 BhIIIe IPM yKa3aHMK Ha CYILIECTBOBaHME JaHHBIX HApY-
1LIeHUIi B aHaMHe3e TalueHTa [41].

Ilo naHHBIM OTYeTa paboueli rpymnIbl MexXayHapoaHOM
npotuBosnuaenTuueckoit auru (International League
Against Epilepsy, ILAE) o neiictBuu ADI1 Ha KOTHUTUBHbBIE
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¢yHKLUMU U TToBeaeHue aeteit [10], oTcyTCTBYEeT JOKa3aH-
Hast “HGOpPMaLKMs 0 BO3MOXHOM BIMSHUM pybHUHaAMUAA
Ha KOTHUTUBHBIC (DYHKIIMU U TTOBEACHUE ICTECA.

Bmnsiane ADII Ha KorHMTHBHBIE (DYHKIIMH U TTOBEI€-

Hue y nereii [10]:

— HeraTHBHbIE KOTHUTHUBHBIE 3P EKTh y neTeit
¢ anuencueit: heHodbapouTa, peHUTOUH, TOIU-
paMar, 30HUCaMMUII;

— HeraTuBHBbIE 2(PEKThI HA MMOBeAcHUE AeTei: (e~
HoOapOuTa, BaJbIIpoaT, rabaneHTUH, TOMMpaMmar,
JIeBeTHpaleTaM ¥ 30HUCAMU/T;

— NaHHbIE B OTHOLIEHUHU BIMsIHUS ADIT Ha KOrHU-
THUBHBIC (DYHKIIMHU U TIOBEACHNE IIPOTUBOPEYMBHI,
He I0Ka3aHbl: 3TOCYKCUMMI, KJI06a3aM, BUrabar-
pUH, TiperabaiuH, pyQuHaMu, JaKOCaMu/;

— HeUTpadbHbII 3(PdEKT B OTHOIIEHUU KOTHUTUB-
HBIX (PYHKUMI: BaJbIIpoaT, KapbaMa3emnuH, rada-
MEeHTUH M oKckapbazenuH. [1o maHHBIM COBpe-
MEHHOI'0 cucTeMaTndeckoro odzopa Y.-A. Witt
u Ch. Helmstaedter (2022), nepaMnaHea Takxke
MMeeT HeHTpajdbHOE BIUSHUE Ha KOTHUTHBHBIC
GbyHKUIMM;

— HeWTpalbHBIN 3¢ (heKT Ha MoBeAeHUe: Kapdama-
3CTI1H,;

— TIOJIOKUTETbHBIC KOTHUTUBHBIE 3G (MEKTHI: TaMO-
TPUKUH U JICBETHPALIETaM;

— TIOJIOXMTEIbHBIA 3(DheKT Ha MOBeAeHUE: JTaMO-
TPUIKVH.

B 0630pe auTepatyphl, BKIOYaBILIeM MyOJIMKaLUU
3a mepuon ¢ 2002 mo 2016 . 1 OLIEHWBAIOLIEM BIIMSTHUE
10 HoBBIX ADII Ha KOTHUTHUBHbBIE PYHKLUMU Y AeTel, py-
rHaAMMI TOJYYMJI OY€Hb BBICOKYIO OLIEHKY IO ITapaMe-
TpaM MepeHOCHMOCTU 1 HapaBHE C JIJAMOTPUIKMHOM OTHE-
CeH K IperaparamM C HaWIyylleil MepeHOCUMOCTbHIO
B OTHOILIEHWM KOTHUTUBHBIX U MOBEAEHYECKUX (DYHKIIMIA
[28]. A. Strzelczyk u S. Schubert-Bast (2022) npencraBuin
0030p uTeparyphbl Mo BAusHUIO ADIT Ha KOTHUTUBHBIE
¢yHKIIMH, TTIOBEICHUE U COH Y MALIMEHTOB C 3HI1Iedaiona-
TUEN pa3BUTUS U SMUIEHTUYECKON dHIedaTonaTuei.
ITo naHHBIM aBTOPOB, JieBeTUpaLIETaM, TiepaMIiaHes U Opu-
BapalieTaM (B MEHbIIEH CTENIEHW ) MOTYT BbI3bIBaTh IICUXM-
YecKue U MOBeICHYECKre HapyIlIeHUs Y MallMeHTOB 3TOM
KaTeropvu, BKJIIOYast arpeCCUBHOCTD U pa3ipakKUTeIbHOCTb.
Tonupamat u 3oHUcamMu (B MEHbILIEH CTEIIEHU) CBSI3aHbI
C peYeBbIMU HapYIICHUSIMU, KOTHUTUBHOU 3aTOPMOXKEH-
HOCTbIO, TTpobIeMaMy MaMsITU U HETaTUBHBIM BIMSTHUEM
Ha psJl aClIEKTOB KOTHUTUBHBIX GYHKLIMIA. JIaMOTpHIKMH,
a TakoKe JieBeTupalieTaM 1 OprBapalieTaM MOTyT OKa3bIBaTh
MOJIOXUTEIbHbIN 3(h()eKT Ha KOTHUTUBHBIE DyHKIMU. On-
HaKO JJaMOTPUKMH MOXET BbI3bIBaTh HApYILIEHUS CHA,
a repamIiaHes, HalpoOTUB, MOXET yJIydillaTh COH. Puck
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MICUXUYECKUX U TIOBeIeHYeCKMX 1D BhIIIIE ITPU CYIIIECTBO-
BaHUU TaHHBIX HapYIICHUI B aHaMHe3e TalreHTa. B or-
Jim4ue oT 6onbIMHCTBA Ipyrux ADI, BKIIIOYEHHBIX B 00-
30p, HeraTuBHOro 3dexTa pyhrmHaMuIa Ha KOTHUTUBHBIE
¢byHKIIMU, TOBEEHUE U COH OTMEUEHO He ObLIo [41].

ITo muenuto G. Coppola u coaBr. (2014), pybpuHamu,
MO-BUIMMOMY, UMeeT Oosiee OJIaronpusTHBIA Npoduiib
KorHUTUBHEIX [1D 1o cpaBHeHwMIO ¢ Apyrumu ADIT [15].

Berpeuarompecd yaiue npyrux [19 (CoHIMBOCTD, TOLI-
HOTa ¥ pBOTa) OOBIYHO JIETKO BBIPaKEHBI M IIPOXOIST Ca-
MOCTOSITeJIEHO; OHM Yallle HaOJIodaIiCh B IIPOLIECCEe TH -
Tpaluu, 4eM IpHY JUIUTEIbHOM Tepanuu. [103ToMy MOXKHO
Mpearoiaratb, 4YTo MeIJeHHasl TUTpaLMs CHUXAEeT PUCK
U BbIpaxkeHHOCTh [1D [15]. DToro MHeHMsT MpUAEPKBa-
I0TCsI ¥ Ipyrue aBTopsl [31].

T. Resnick u coaBT. (2011) moguepKuBaloT, YTO B KJIU-
HUYECKOH MPAKTUKE MPU CYIIECTBYIOLIECH BOZMOXKHOCTA
MPUMEHEHST MTHIVBUAYaIbHOTO ITOIX0a K JICUSHUIO Me-
€TCSI TeHACHIIUS K IPUMEHEHUIO CTpAaTeTH MEeIJICHHOM
TATPALMM (B OTIMYKME OT KIMHUYECKUX MCCIICIOBAHUIA,
XapaKTepU3YIOIIMXCS 00J1e€ ObICTPHIM ITOBBIILIEHUEM 103bI).
Takas TakTMKa He CHIKaeT 3(p(eKTUBHOCTL py(hMHAMUIA,
HO MOXET YJIyYIIINTh IEPEHOCUMOCTh Teparuu [36].

B HameM aHanu3e npuMeHeHHe pybrHaAMUIA He ac-
COLIMMPOBAJIOCH C HEOJIArONPUSITHBIM BIMSIHUEM Ha KOT-
HuTHBHBIE yHKIMU. B 3 (4,7 %) ciydasix Ha (hoHe peMuc-
CHUM BCEX WJIM HECKOJIbKUX TUIIOB IPUCTYIIOB POAUTEIIN
OoTMeYalu BO30yXIeHue pebeHKa M HapylleHHe CHa.
B onHOM 13 3THX CJTydaeB COCTOSTHUE PeOEHKa YIIyIIIIOCh
npu cHukeHuu 10361 ¢ 800 1o 600 Mr/cyT. Bo Bcex aTux
caydasiX MaldeHThl TTPOI0JIKAIOT MOJyYaTh pyhHUHAMUIL
JIO HACTOSIILIETO BPEMEHU.

Mp1 3aperucTpypoBaiiu 1 ciydaii pa3BUTHSI BEIpAXKEH-
HBIX TICUXMYECKMX HApYIIICHMIA B pAMKaX CUHIPOMA HAaCHUJTb-
CTBEHHOM HOpMaJIM3alliM, YTO TIPUBEJIO K OTMEHE Tperia-
paTa, HECMOTpSI Ha COXpaHEHUE PEMUCCUY IIPHCTYIIOB.

Knunuyeckuin cnyyai 3

Ilayuenm I, c duaernozom CJII' cmpykmypHoii smuonoeuu
(G40.2). Dmuonoeus: cmpykmypras — pacnpocmpaHeHHAas
KopmukanvHas oucnaasus, npeonosoxcumensro la muna,
npaeoii eemucgepsl, Npeumyu,ecmeeHHo 10010 001u.

Tlpucmynor: monuveckue axcuanvHole, acuMmempu4Hble
MOHUMeCKUe, AMUNUYHbIE AOCAHCbL, Pe3UCMEHMHbLE K AeHEHUIO.
TIpucmynwvt omcymemeosanu 6onee 6 mec nocie 6sederus pygu-
Hamuoa 6 doze 800 me/cym (¢ 00HOBPEMEHHOT OMMEHO 8ANbNPO-
ama) 6 couemanuu ¢ eueadbampurom 8 0oze 3000 me/cym.

Panee nayuenm oaumenvro noayuan 8ueabampum 6 co-
Yemanuu ¢ 6aibNPOAMOM 8 0aHHOl 003¢ ¢ COXPAHEHUeM
€JHCeOHeBHbIX MOHUYECKUX AKCUAAbHBIX NPUCMYNOE C CepUii-
HbIM meveHueM, PUBOOSUUM K NAOeHUI U MPABMAMU3AUUU.
O0dHako npekpaujeHue npucmynos nocie 86edeHus pyQuHa-
MUOQ CONPOBONCOANOC pa3sUumuem NCUxXo3a, ¢ Hauleil MoKy
3peHus, Kak nposieaeHus (peHOMeHa HacCUAbCMBEHHOU HOPMA-

Auzayuy (NOCMOSHHbLL KPUK, 0MKa3 om 00WjeHus, NCUXOMO-
mopHoe 6030yxcoerue). B amom nepuood nayuenm 6bin eochu-
maauzuposar 6 Kaunuky lepmanuu 0as naanoeoeo obcne-
008aHUS U NPOBEOeHUsl XUPYPSUUECK 020 AeUeHUs INUACNCUL
(thoxanvras kopmukansvhas pezexyus). B cea3u ¢ npekpa-
WeHueM NPUCMYNO08 U PA3eUumuem ncuxosa 6 onepayuil Ovi-
A0 omkaszano. Panee y damnoeo 604bH020 OMMeEUANOCH
abcoaOMHO pe3UcCmeHmHoe meeHue INUAeNCULU C COXPaHe-
HUeM edceOHe8HbIX NPUCMYNO08 HA (PoHe npuema pa3AuiHbIX
xombunayuii AJI1.

Cunopom HacuabemeeHnHoll Hopmaruzayuu Jlandosema
6cee0a s615emMcsi NOKA3amenem 8blCoKoil 3ghpexmusHocmu
NeueHuUs U Moycem G03HUKAmMv npu npueme ai0boeo AIII,
ecau npenapam 8ol3vleaen pe3Koe YAyHuleHue meveHus niu-
aencuu (00bIMHO paHee umesuiell mscesoe meverue ¢ a-
cmuimu npucmynamu). Xoms cunopom Jlandosvma uawe
sovizvisarom ADII, obaadarousue nponcuxomuueckum oeicm-
suem (KOmopvie MOCYym 6bl3bl6aAMb NPOSAGACHUS NCUXO03A
6 kauecmee I13), makue kak smocykcumud, monupamam,
6 Aumepamype OnUCAHbL CAYMAU PA3BUMUS CUHOPOMA HA-
CUAbCMBEHHOU HOPMAAUZAUUU C NPOABACHUAMU NCUX03A
daxce Ha ¢one npuema ADII ¢ baazonpusmuvim eausHuem
Ha ncuxu4eckyr cghepy u nosederue (makux Kaxk kapoama-
3enut, earvnpoam, aamompudxcur) [7, 8J. Ilpu pazsumuu
CUHOPOMA HACUAbCMBEHHOU HOPMAAU3AUUU NAYUEHM UAU
€20 pooumenu 00ANCHbL PEULUMb BANCHBLI IMUUECKULL BONPOC
— umo 601ee HeNepPeHOCUMO: HACHIble MANCeNble INUACNNU-
yecKue NPUCMYNbl UAU Ncuxu4eckue HapyuieHus. B onucot-
eaemom cayuyae npu ob6pamHol 3ameHe pypuHamuoa
Ha 8AALAPOAM NCUXUHECKOe COCMOsHUE NAUUEHMA HOPMA-
AU308AA0CH, 0OHAKO NPUCMYNbL B0300HOBUAUCH U 00 HACMO-
Aue20 8pemeHu NPoCoANCAIOMCS eHCeOHEBHO.

IIpruuHBI OTMEHBI 1 MOKA3aTE b YIePKAHUS HA Tepaniu
pydbunamunom. Toibko B 2 (3,1 %) ciyyasx pybuHamMug
ObUT OTMEHEH HeMoCpeACTBEHHO u3-3a 1D (mpuyuHoi
OTMEHBI B 3THUX CJIydYasiX CTaju aJuleprudeckast peakiius
U TICUX03). B ocTalbHBIX Cllydasx IpUYMHAMU OTMEHBI
obutK: B 3 ciyvasax — couetaHue 1D u HeapekTuBHOCTU
B OTHOIIIEHUM TTPUCTYIIOB; B 1 Cilydae — arrpaBarius Ipu-
cTynoB (OmiaTepaabHbIX CYAIOPOXHBIX); B 10 ciaydasx —
MepBOHavYaJbHOE OTCYTCTBUE 3(hdeKkTa; B2 — yTpaTa Inep-
BOHayaJbHOro Xxopouero a¢gdgekra; B 3 — yTpara
IepBOHAYAIBHOTO cpeaHero 3¢ deKkTa B COUeTaHUH C IKO-
HOMUYECKUMU IIPUYMHAMU; B 1 ClTyyae — SKOHOMUYECKUE
MIPUYMHBI TIPU XOPOIIIEM TeparleBTUIeCKOM 3 deKTe.

B Hacrogee BpeMst 42 nmauureHTa IpUHUMAIOT pypu-
Hamup oosiee 1 roga. I1pu 3ToM 9 MalMeHTOB IOIyJaloT
pyduHamun ot 2 1o 3 yet, 10 mauueHToB — OT 3 10 5 JIeT,
5 mauueHToB — OT 5 710 8 JieT ¥ |1 mauueHT — OoJiee § JieT.

[IponoxuTebHOCTh Tepanuu pyhbUHAMUAOM Y Ha-
11X MTALIMEHTOB COCTaBJISIET: MeHee 6 Mec — 6 MallMeHTOB,
6onee 6 Mec — 54 manueHTta (M3 HUX Oosee 12 Mec —
42 mauueHTa).
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V 4 mauyeHTOB OTCYTCTBYIOT AaHHBIE O MpUeMe pypu-
HaMuIa B HAacTosIIee BpeMsl (OMHAKO €CTh JaHHBIE O XO-
poiiieM B 1 citydae Wi cpeaHeM B 3 cirydasix lepBOHAYa b~
HoM 3¢ deKTe Mmpernapara).

[Tokazarenb yaepxaHus Ha Teparvu JTUTEIbHOCThIO
bonee 1 roma cocrapisier 65,6 % (42 mauueHTa u3s 64).

BbiBoabI

Takum 06pa3oM, JaHHBIE HAILIETO aHAJIN3a MPOJIEMOH-
CcTpUpoBaIn 3(GHEKTUBHOCTD U XOPOIIYIO IIEPEHOCUMOCTh
pybuHaMuUIa B JICYEHUN SIWICTITHIECKUX TTPHUCTYIIOB,
accouunpoBaHHbix ¢ CJII, 1 moaTBepXaal0T MHOTOYM-
CJICHHBIC TaHHBIE TUTepaTyphl. OMHAKO B HAIIIEM aHAJIN3E
MoJTy4YeH 00Jiee BEICOKMI TTOKa3aTellb PEMUCCUU TIPUCTY-
OB, XOTSI MBI BKJIIOUAJIM B aHAJIW3 MPEUMYIIECTBEHHO
MaIMEHTOB C PE3UCTEHTHBIM TEUCHUEM SITHIICTICUM, paHee
MPUHUMABIINX MHOXECTBO JOCTYITHBIX B HACTOSIIIIEE Bpe-
M ADII (kak B MOHOTeparuu, TaKk U B KOMOMHALIUU).
Mo:KHO npeAnoaraTh, YTo IpUMeHEeHNE pyhUHAMKIA Ha
0oJiee paHHUX 3Tanax JICUCHUsI, IO YCTaHOBJICHHOM (dap-
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MaKOpE3UCTEHTHOCTH, Jajio Obl ellle 060jiee BHICOKUE pe-
3YJIBTATHI.

Pemuccust Bcex TUIOB IPUCTYITOB 3aperMCTpUpOBaHa
y 17 (26,6 %) naimeHTOB, yMEHBIIIEHUE YaCTOThI IIPUCTY-
roB 6os1ee yeMm Ha 50 % —y 28 (43,8 %). U3 Hux y 13 na-
IIMEHTOB 4YacTOTa IPUCTYIOB CHU3WJIACh Oojiee yeM
Ha 75—90 % m oTMeUaTach PEMUCCHS OTHOTO M3 HECKOJb-
KX TUITIOB MPUCTYNOB. B 11e;10M TepaneBTryeckuit 3¢ dexr
(pemyKiust 4acTOThl IPUCTYIIOB He MeHee yeM Ha 50 %)
ObL1 mocTUurHyT y 45 (70,3 %) mauuveHToB u3 64. B Tom
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MopenupoBaHue HenpoPU3noaOrnyecKux
U NCUXOMOTOPHbLIX pesieBaHTHbIX KpUTepues
y AeTeu C ABUrateNibHOu AUCPYHKLMeN
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KoHTaKTHhI:

YanHa NleoHnposHa Manaxosa me-to-youl @yandex.ru

BeepeHue. [leTckuit LepebpanbHbI Napanuy sensetca Haubosee 4acToi NPUYMHON [ETCKON MHBANMAN3ALUUN Cpeau
3aboneBaHUit HEPBHOM CUCTEMbI, PACMPOCTPAHEHHOCTb €r0 COCTABAET B CPeAHeM 2,5 cydas Ha 1 TbiC. AeTeil.

Llenb uccnepoBaHuA — BbisiBNieHME PEIEBAHTHBIX NOKa3aTeNei B OTHOWEHUM NPOrHO3a 3aA€PXKKM TEMMNOB HEPBHO-NCH-
XMYECKOTro pa3BuTUA aeTeit U GopMUpoBaHUsA AeTCKOro LiepebpanbHOro napanuyay fetei 5—8 nNeT ¢ NoMOLLblo MaTeMaTy-
YeCKOro MofieNupoBaHus.

Marepuans! n metoabl. B nccnegosatue 6bin BrAoueHbl 100 naumeHToB B Bo3pacTe 5-8 neT: 79 nayueHToB C HEBPO-
JIOTUYECKUMU HAPYLWEHWUSAMU U OTKIIOHEHWUAMU B NCUXOPEYEBOM Pa3BuTuK, 21 — rpynna cpasHeHus. 06cnefoBanme aeteit
o6eux rpynn BKNOYAN0 cHOp M aHaNU3 AaHHbIX aHAMHE3a KU3HN pebeHKa, NCUXOMOTOPHOTO Pa3BUTUA Ha 1-M rofy KU3HMU,
3a60/1€BaeMOCTH Ha 1-M rofly JU3HU, OLEHKY NCUXOMOTOPHOTO Pa3BUTUS HA MOMEHT UCCNIEA0BAHMSA, NPOBEAEHNE 3NIEKTPO-
HeilpomMuorpadum C UCNONb30BAHMEM METOAMUK CTUMYNSLMOHHON U MOBEPXHOCTHOI 3MeKTpoHeipoMuorpaduu, a Takxe
VNbTPa3BYKOBOE MCCNEA0BAHUE MbILWL, TONIEHN C OLEHKON (BYHKLMOHANBLHOMO COCTOSHWA U NAOTHOCTU MbILWL NPU NOMOLM
tubpockaHa.

[insi ctatucTMyeckon 06paboTKM NOyUYEHHbIX JAaHHbIX BbiNa BLINOAHEHA OnucaTeNbHas cTaTucTuka. Onpeaenexue cratu-
CTUYECKON 3HaYMMOCTU NoKa3aTeseil NPOBOAMNOCH C UCMOb30BaHMeM TecTa Konmoroposa—CMUpPHOBA — ANs HeNpepbIBHO
pacnpefeneHHbIX BEAUYUH U TOYHOro Tecta Ouwepa — Ans AMCKPETHLIX BEAUYUH. LA npeacTaBAeHNs KaTeropuanbHbiX
NPU3HAKOB MCMONb30BaNoCh one-hot-KkoauposaHue. AHanMU3 NosyYeHHbIX JAHHbIX NPOBOAMICA C NOMOLLbIO NPOTrPAMMbI
Ha a3bike Python c ucnons3osaHuem 6ubanotek pandas, numpy, scikit-learn, boruta.

Pe3synbTathbl ¥ BbIBOABI. [1151 ieTel C OTKAOHEHUAMM B HEPBHO-NCUXMYECKOM Pa3BUTUN 3HAYUMbIMU PAHHUMU ANArHOCTH-
YeCcKMMU MapKepaMmu ABAAIOTCA NOKa3aTeNn NCUXOMOTOPHOTO CTAaHOBIEHUSA W HEBPONOTMYECKOro cTaTyca (Bo3pacT, Koraa
pebeHOK Hayan fiepxaTtb roNoBy, CHUKEHUE CUAbl crubateneit ctonsl U Gefpa, ypoBeHb XOAbObI) U UHCTPYMEHTANbHOMO
nccnefoBaHus (YAbTpa3ByKoOBOro MccnefoBaHuUA Mblwy 6eapa, 3neKTpoHeipomuorpacdun) — u3MeHeHUe NAOTHOCTH
1 NapamMeTpoB 3NeKTPOBO36YAMMOCTYU MbILILL, YTO MOXET CYKUTb PAHHUM QUArHOCTUYECKUM NPU3HAKOM Pa3BUTUA ABUra-
TeNbHOM ANCHYHKUMM U MHAMKATOPOM AN (DOPMUPOBAHMA TPAEKTOPMN BOCCTAHOBUTENLHON TEpAnuu.

KnioueBble cnoBa: fpuratenbHble HapyLeHNs, AETCKUiI LlepebpanbHblii napanny, NCUXOMOTOPHOE Pa3BUTHE, INEKTPOHEIi-
pomuorpacus

Ona untupoBanua: Manaxosa X.J1., TeiHTeposa A.M., Koperes C.B. u gp. MogenupoBaHue HeENPOU3MONOTUYECKMX
1 NCUXOMOTOPHbIX PENEBAHTHbIX KpUTEPUEB Y AeTel C ABUraTeNbHON AuchyYHKUMelt. Pycckuii )ypHan AeTcKoil HeBponoruu
2023;18(4):26-35. (In Russ.). DOI: https://doi.org/10.17650/2073-8803-2023-18-4-26-35
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Background. Cerebral palsy is the most common cause of childhood disability among diseases of the nervous system,
the prevalence of which averages 2.5 cases per 1,000 children.

Aim. To identify relevant indicators in relation to the prediction of delayed rates of neuropsychic development in children
and the formation of cerebral palsy in children 5-8 years old using mathematical modeling.

Materials and methods. The study included 100 patients aged 5-8 years: 79 patients with neurological disorders
and deviations in psycho-speech development, 21 patients — comparison group. The examination of children in both
groups included: analysis of the child’s life history, analysis of psychomotor development in the first year of life, analysis
of morbidity in the first year of life, assessment of psychomotor development at the time of the study, electroneuromy-
ography using stimulation and superficial electroneuromyography, as well as ultrasound examination of the lower leg
muscles with assessment of the functional state and muscle density using fibroscan.

For statistical processing of the obtained data, descriptive statistics were performed. Determination of the statistical
significance of indicators was carried out using the Kolmogorov-Smirnov test for continuously distributed values
and Fisher's exact test for discrete values. One-hot coding was used to represent categorical features. The analysis
of the obtained data was carried out using a Python program using the pandas, numpy, scikit-learn, and boruta libraries.
Results and conclusion. For children with deviations in neuropsychic development, significant early diagnostic markers
are parameters of psychomotor development and neurological status (age when the child began to hold his head, de-
creased strength of the flexors of the foot and hip, level of walking) and instrumental examination (ultrasound of mus-
cles thighs, electroneuromyography) - changes in the density and parameters of electrical excitability of muscles, which
can serve as an early diagnostic sign of the development of motor dysfunction and an indicator for the formation
of a trajectory of rehabilitation therapy.

Keywords: movement disorders, cerebral palsy, psychomotor development, electroneuromyography

For citation: Malakhova Zh.L., Tynterova A.M., Korenev S.V. et al. Modeling neurophysiological and psychomotor relevant
criteria in children with motor dysfunction. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology
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BeepeHue

ITo maHHBIM rocygapcTBEeHHON MHMOPMALIOHHOM crC-
TeMbl «DenepanbHbII peecTp MHBAIMIOB», YMCIIO IeTei-MH-
BaJIMIOB B Bo3pacte A0 18 et HeykimoHHo pacteT: B 20151 —
604 850, B 2021 . — 703 675 [6]. deTcKuii 1iepeOpaibHBII
napanny (JALIT) saBasercs HanboJiee yacToil MpUUIUHOI
JIETCKOM MHBaJIUAU3ALMU Cpeay 3ab0IeBaHU HEpBHOMI
cuctembl. PacipoctpanenHocts J LI cocTaBnseT B cpen-
HeM 2,5 cayvast Ha 1 TeIc. AeTeit (cpeau HeIOHOIIEHHBIX
JIETeli 3TOT ITOKAa3aTe/Ib B HECKOJILKO pa3 BBIIIE).

CortacHO COBPEMEHHBIM MPEICTABICHUSIM, TUATHO3
1IepeOpaIbHOTO Mapajrya OCHOBBIBAETCS Ha HAPYIIIEHUSIX
JIBUTATEIbHOU (DyHKIIMU U OCAHKHW, BO3ZHUKAIOLIUX B PaH-
HEM JETCTBE M COXPaHSIOIIMXCS IO KOHIIA XU3HU;, OHU
HE TIPOrPECCUPYIOT, HO U3MEHSIOTCS ¢ BO3pacToM. JIBura-
TeJbHBIC HApYIICHUs YaCTO COMPOBOXIAIOTCS APYTUMU
JIEeBUAIIMSIMU, TAKUMU KaK CEHCOpPHbBIE, MEePLIENTUBHBIE,
KOTHUTHBHBIC, KOMMYHUKATUBHBIC 1 ITOBEICHYCCKHE Pac-
CTpOIACTBA, AIUJICTICHS] M BTOPUYHBIC HAPYIIIEHHS OTIOPHO-
JIBUraTeJbHOro anmnapara [2, 10].

Hwuarnoctuka JILIT — HenpocTas 3agavya, BKJIIOYal0-
asi aHaJIu3 OOIIMPHOI MHMOPMALIMKU O XO[e Pa3BUTHUS
pebeHKa, MEHSIIOIIETOCsT TI0 MePe B3POCIICHUST OObEKTUB-
HOTO CTaTyca, U pe3yJbTaToOB AOMOIHUTEIbHBIX METOIOB
00ciIe0BaHUs 32 OTHOCHUTEIIBHO JIMTEIbHBINA epPUo
KJIMHAYECKOTo HabmoneHus. OCIOXHSET 3TOT IPOLece
1 HaJTMYMeE LIEJIOT0 psifa 3a00JieBaHU, COIPOBOXKIAIOIIMX-
Cs1 HapyIICHUSIMA HEPBHOT'O Pa3BUTHSI B pAHHEM BO3pacTe,
KOTOpBIE IT0 KpaitHeil Mepe B TIEpBbIi TTepro/ 3200 1eBaHUs

MOTYT UMETh CXOIHYIO KIIMHUYECKYIO KapTUHY C LiepeOpaib-
HBIM MapayndoM. HecBoeBpeMeHHast TMarHOCTUKA MOXET
TIPMBECTY K 3aI€P3KKe B IIPOBEICHUM HAIJIEXKAIIIETO JICUSHYST
1, KaK CJISICTBUE, K 3HAYMTEIIbBHOMY CHVDKEHMIO KauecTBa
KU3HU peOeHKa U ero ceMbu B OyayieM. B To ke Bpemsi
MJIaICHUYECKUI1 BO3PACT SBJISIETCS] YHUKAIBHBIM ITIEPUOIOM
pa3BUTUSI, B TEYCHUE KOTOPOT'O ITPY CBOCBPEMEHHOI THar-
HOCTHKE U aIEKBATHOM JICYEHUM MOXKHO JTOOMTHCS PE3YITb-
TaToOB IO ONTUMU3ALIMY ABUTATEIbHBIX 1 KOTHUTUBHBIX
(yHKIIMI 32 CYET IIACTUYHOCTH MO3ra, MPeA0TBPallIeHUS
BTOPUYHBIX ITOPAXKEHUI 1 YITy4IIIEHUST KAUeCTBA XKU3HU KaK
pebeHkKa, Tak u ero ponureneit [1, 12].

Ienb HACTOSIIIIETO MCCJIEIOBAHNUS — BBISIBIICHKE PeJic-
BaHTHBIX ITOKa3aTeJieil B OTHOIIEHUM ITPOrHO3a 3aeP3KKU
TEMIIOB HEPBHO-TICUXUYECKOTO pa3BUTHUS AeTeid u Gop-
mupoBaHus QLI y nereit 5—8 neT ¢ moMolpo MaTeMa-
TUYECKOTO MOJIETUPOBAHUSI.

Marepuanbl u meToabl

B uccnenosanue obutn BKitoueHb! 100 geteit B Bo3pacte
5—8 net: 79 malMeHTOB C OTKJIOHEHUSIMU B HEBPOJIOTMYEC-
KOM pas3Butuu, 21 — rpynna cpaBHeHus. MccnenoBaHue
IPOBOIMIIOCH B YCJIOBUSIX KIMHMKO-TMATHOCTUYECKOTO
neHTpa ®TAOY BO «bantuiicknii penepabHbIN YHUBEP-
cutet uM. Ummanyuna KaHra».

Bce marmeHTh ObLIN CTaHIAPTU3UPOBAHBI 11O CIICAY-
IOIIM ITOKA3aTeJIsIM: BO3PacT, I10JI, TeUeHUE 3a00JICBaHUS,
aHaMHECTUYeCKHUe TaHHbIE, CTETIEHb BEIPAXKEHHOCTH B -
raTeJbHbIX HapyleHuii. O0ciemoBaHue BKIIIOUAIO cOOp
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JIaHHBIX aHaMHe3a XU3HU pebeHKa (BO3pacT poauTeseit
Ha MOMEHT 3a4aTHsl peOeHKa, HaJIu4Yue Y HUX BPEIHBIX
MPUBBIYEK U XPOHUYECKUX 3a00JIeBaHUI, YUCIIO OepeMEH-
HOCTEIi ¥ POIOB, HAJIMYKEe MHOTOIUIOTHOM OEpEMEHHOCTH,
TeYeHUE JaHHOU O0epeMEHHOCTU U POJOB, (pu3mIecKue
TOoKa3aTeJIv IIPY POXACHUN, CTAHOBJICHUE peun, (DOpMU-
pOBaHUeE ABUTATEIEHBIX HABBIKOB 1 aHAIU3 3a00J1eBacMO-
cTU Ha 1-M ropy *ku3Hu pedeHka). OLeHKa MOTOPHOTO
pa3BuTHUs pebeHKa Ha MOMEHT OOCJ/IeIOBaHMs BKIIOUaIa
HEBPOJIOTUYECKUIA CTATyC, KAYECTBEHHYIO OLICHKY XOIbObI
(Ha ITITKaX, Ha LIBITOYKaX, IIepoHeabHasl, <yTHHAasI», CIla-
CcTUYecKasi, X0Ib0a ¢ IIOMOIIIbIO OITOPhI), UCITOIb30BaHKE
npuemoB [oBepca npu npoBeneHny Mpod Ha BCTaBaHUE U3
IOJIOKEHMSI Ha KOopTouKax, Tecta CuibBepliieabaa (s
aHaJIM3a aMIUIMTYIbI TACCUBHBIX ABVKEHUM CTOIIBI U TO-
JIECHOCTOITHOT'O CyCTaBa). AHaJIM3 Pa3BUTHS OOJIBIIIX MO-
TOPHBIX (PYHKIINIA MPOBOAMIICS B COOTBETCTBUH C (DYHKIIMO-
HasbHOM Kiaccupukanueit AT (Gross Motor Function
Classification System, GMFCS). C 1enbio oLieHKY KOTHU-
TUBHOI COCTaBJISIIOIIEH BBIMOJHSIOCH HEHPOIICUXOIO0TH -
YeCcKOe TECTUPOBAHME C UCIIOJIb30BaHUEM IICUXOMETPHUYE-
CKUX TECTOB M IIKaJ Ul oIpeneyieHruss (hOHETHYECKOTO,
JIEKCUYECKOT0, CMHTAaKCHMYECKOTO M CUMBOJIMYECKOTO IT0-
KazaTteneil peuu [15], KuHeTMdecKoro (mpobda «Kyiaak—pe-
OpO—J1aIoHb» ), KHHECTETUYECKOTO (ITEPEHOC 103 10 KMHE-
CTETUYECKOMY 00pa3ily) U UICOMOTOPHOTIO Ipakcuca (TecT
Ha BBITIOJTHEHUE «CUMBOJIMYECKUX» OBIKEHMIT). Beem me-
TSIM OBLTU ITPOBEICHBI 3/1eKTpoHelipomuorpadus (OHMTI)
Ha 3-KaHaJIbHOM 3JieKTpoHeiipoMuorpade Dantec Keypoint
(Alpine Biomed, JlaHust) ¢ MCrob30BaHUEM METOIUK CTHU-
MyssiuoHHoit DHMIT (onpenesieHre CKopocTy paciipocTpa-
HeHUsI BO30YKIEHHUSI IO MOTOPHBIM BOJIOKHAM O0JIbILIe0ep-
LIOBBIX M MaJIOOEPLIOBBIX HEPBOB C OLIEHKOM IapaMeTpoB
JIMCTaTbHOM JIATSHTHOCTH, aMILTUTYIbI M-OTBETOB, ITapame-
TpoB F-BoTHBI (MAHMMAJTbHAsS JTATEHTHOCTD), % pean3yeMbIX
BOJIH, CpETHEI aMILIUTYIbI BOJIH, a TAKXKe olieHKoi H-ped-
Jiekca (J1areHTHocTh, H/M-K03dhduiieHT)) 1 MoBepXHOCT-
Hoiit DHMI myTeM peructpalvivi CyMMapHO 3JIeKTPUYECKOM
AKTUBHOCTH BCEX 3aJC1iCTBOBAHHBIX (AKTUBUPYEMbBIX) JIBUTA-
TEJIbHBIX €IUHUIL TIPY COBEPILICHUN ITPOU3BOJIBLHOTO B -
SKEHMSI ¢ MAaKCUMAaJIbHBIM HaIpsDKeHUeM MBI, OTBene-
HME OCYILIECTBIISIOCH C TIEPEIHE TPYITITBl MBIIIIL TOJIEHN
(TIpenMYyILEeCTBEHHO ¢ MepeaHelt 00JbleOepLIOBOil MbIIII-
11bl) TOBEPXHOCTHBIMU 3JIEKTPOJaMU, C ITPOBEIACHUEM TypP-
HO-aMIUTUTYIHOTO aHaiu3a 1o BunimcoHy nHTepdepeH-
IIMOHHOW KPUBON TMPOU3BOJHLHOTO MBIIIEYHOTO
HarnpspkeHust. Takoke TPOBOIMIIOCH YJIBTPa3ByKOBOE UCCIe-
noBaHue (Y3W) MBIIILL TOJIEHU AJ151 OLIEHKU (DYHKIIMOHATb-
HOTO COCTOSIHUSI MBIIIIBI M TUIOTHOCTU MBIIIIBI TIPY 0~
Moliu pudpocKaHa.

Jlns ctatucTruyeckoit 00padbOTKU MOTyYeHHBIX JaHHBIX
ObLa BBIITOJIHEHA OIMCATe/IbHASI CTATUCTUKA, OTpaXkalo-
111ast Habop MPU3HAKOB, 00bEAMHEHHBIX B IPYMIIbI: «AHAM-
He3», «[IcuxoMoTopHOe pa3BuTHe», «Pa3BuTue pedeHKa,
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«OHMI'», «Y3W». C uenbio onpeneneHus: CraTUCTUIeCKOn
3HAYMMOCTH OBUIM MCIIOJIb30BaHbI TecT KojiMoroposa—
CMUpHOBA — JIJIs1 HETIPEPBIBHO PACIIPEACICHHBIX BETMINH
Y TOYHBII TecT Puiepa — 151 TUCKPETHBIX BETUYMH.

1t ipeicTaBiieHYsI KaTeropraibHbIX TTIPU3HAKOB HC-
IOJIb30BajIoCh one-hot-koaupoBaHue. JaHHBIN METO.
KOJIMPOBaHUSI MOApa3yMeBaeT CO31aH1e HOBBIX ITPU3HAKOB
I10 YMCJTy KaTerOpHid, KaXKIbIii 3 KOTOPBIX COACPKUT OY-
JIeBbIe MaHHbIe. Takke ObUIM BBeeHbI KOMOMHUPOBAaHHbBIE
npusHaku. [locje MpaBKy THIIOB MOJHOE KOJIMYECTBO
MPU3HAKOB cocTaBujo 121.

Jlnst aHanu3a JaHHBIX OblJ1a pa3paboTaHa mporpaMMa
Ha s13b1Ke Python ¢ ucnonbs3oBaHuem 6ubIMOTEK pandas,
numpy, scikit-learn, boruta.

B 11e7151X coBepIlIeHCTBOBaHMS OTOOPA IIPU3HAKOB HC-
IOJIb30BAJIOCh HECKOJIBKO CTaTUCTUYECKUX METOIOB:

1. KoppelsiuMoHHBIM aHaIU3: UCITOIb30BaJICs KO3(h-
(buumeHT paHTOBOI Koppemsiuuu Tay (1) KeHnamna mexmy
BCEMM BO3MOXHBIMU ITapaMu IpU3HAKOB. Takoii BEIOOD
00YCJIOBJIEH TeM, YTO 3HAYMTe/IbHAasl 4acTh IPU3HAKOB
U3MepeHa B TUXOTOMUYECKUX WJIU TTOPSIIKOBBIX IIKaIaX.
Koaddunument Tay Kennanna npeacrasiseT codoit Mepy
HEJMHEHHOM MOHOTOHHOI 3aBUCUMOCTU MeXIy 2 CIIy-
YallHBIMU BEJIMYMHAMM, TIPY 3TOM 3HaYeHUE +1 COOTBET-
CTBYET MOJIOKUTETbHOU KOPPEISILNK, a —1 — oTpULiaTesb-
Hoil. B maHHO# paboTe MCITOJIb30BaJUChH CIICIYIOLINE
3Ha4YeHus: 1pH |t] = 0,35 — BbICOKas KOPpEJSLHNs; IPU
[t| = 0,21 — cpenusisa koppensiuyst; ipH [t| = 0,07 — cnabas
Koppesiiys. st neTalbHOro aHaIn3a HaJIMYusl CBSI3ei
MEXIy OTIeIbHBIMU ITPU3HAKAMU MCIIOIb30BaIUCh KOP-
PEJISIIMOHHBIC MATPHIIBI.

2. OgHOMEpHBIIT OTOOp MPU3HAKOB. JlaHHBII METO,
MpeaTHa3HaueH TSI BBISIBIICHUSI CBSI3U MEXIY OTACIbHBIMK
MpU3HAKaMU U LIEJIeBOI IIEPEeMEHHOM ITyTeM IIPOBEACHUS
CTaTUCTUYECKUX TECTOB. B KauecTBe TecTa NCIOIb30BaIOCh
p-3HaueHMe, BBIYMCIIEHHOE Ha OCHOBE CTATUCTUKMU 2 JIs1
YPOBHSI JIOXKHOITOJIOXKMTEIBHBIX pe3y/IbTaToB (MeTo1 beH-
IxxaMuHU—Xox0epra). [Toporosoe p-3HaueHue Ajs OT-
KJIOHEHUs TTpu3HaKa BeiopaHo paBHbIM 0,05. CieuuaibHO
JUTSL 3TOTO TeCTa IPOM3BOAMIIACH JUCKPETU3AIUS HEIIPe-
PBIBHO M3MEpSIEMbIX MEPEMEHHBIX C MCIIOJb30BaHUEM
OITHOMEpHOTro MeTona k-ommkaiimx coceneit ¢ pa3oueHu-
€M Ha 5 KJ1acTepOB (METPUYECKHIA aJITOPUTM JJIsT aBTOMATH -
YeCKOM KitacCuduKauyu oObeKTOB MU PETPECCUN ).

3. OT60p NMPU3HAKOB METOAOM «CJIYYaiiHOTO Jiecar:
BCTPOCHHBIE METO/ABI BBIIIOJHSIOT OTOOpP MPHU3HAKOB
BO BpeMsl 00y4eHUST MOJIEIM, ONITUMU3UPYS UX HAOOP A1
JIOCTYDKEHMUS JTy4IIeil TOUHOCTU. AJITOPUTM «CIIy4aifHOTO
Jleca» OTHOCHUTCSI K ajJirOpMUTMaM aHCcaMOJIEBOrO THIIA
1 COCTOUT M3 MHOXECTBA pPeLIaloNuX AepeBbeB. «Corydaii-
HBII1 JIec» 00yJyaeTcs Ha ITOJIHOI COBOKYITHOCTH IPU3HAKOB
JUTSI peLlieHYs] 3a1a91 KJIacCU(MDUKAILIUK 1IeJIEBOI TTepeMeH-
HOM, 3aTeM U3 00y4EeHHOT 0 K1acCM(UKaTOpa U3BJICKAIOT-
s TaHHbBIE O 3HAYMMOCTH BCeX MTPU3HAKOB. [1JIs TTOBBIIIIE-
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HUST 3¢ (HEKTUBHOCTY TaHHOTO TOIXO0/1a AOIIOTHUTEIBHO
MPUMEHSIaCh ONTUMM3AIIMS TUTIepHapaMeTPOB KIacCh-
(bukaTopa METOJIOM CIIy4yaifHOTO TIOMCKA Ha CETKE TUIIep-
IMapaMeTPoOB ¢ TPEXKpaTHOI Kpocc-Banunanueit. Ilocie
20 ThIC. IATOB HAWJTYYIIIMMU OKa3aJIUCh CJSIYIOIIME rTapa-
METPHI: pa3Mep aHcaMOJIsT — 25 nepeBbeB, MaKCUMaJIbHasK
mIyorHa — 25, MUHMMAaIbHOE YHCI0 OOBEKTOB ISl pacilie-
IUICHUS — 2, MUHUMAJIbHOE YKCIIO OOBEKTOB B JINCTHAX — 6,
YUCJI0 IPU3HAKOB JUIsI BBIOOpa paciierieHus: — Bee. Tou-
HOCTb Kitaccudukaropa Ha 20 % OTIIOXKEHHBIX BTl -
OHHBIX JaHHBIX cocTaBmaa 0,95.

4. Anroput™ otbopa npusHakoB bopyta [13] mo3Bo-
JISIeT YTOYHUTD PE3YJIBTaThl, ITIOJy4EHHBIC METOIOM «CITy-
YalfHOTO Jieca», OTCEMBast HepeIeBaHTHbIE TTPU3HAKU. 111
3TOTO K MCXOIHBIM JaHHBIM ITOAMEIINBAIOTCS (DUKTUBHBIC
MPU3HAKU, MOJYYCHHBIC TIepeMeIIMBaHUEM JaHHBIX YXKe
MMEIOIIUXCST IIPU3HAKOB, 3aTeM Ha 3TUX JaHHBIX 00yYa-
eTcs kinaccudukarop. CpaBHUBasI pe3yJIBTAThI U KUCXOI -
HOro Habopa TaHHBIX U HOBOTO (IJ15T OLIEHKU 3HAYUMOCTH
MPU3HAKOB UCIIONb3YyeTCs Kputepuid JXKMHI), aJITOpUTM
onpezessieT paHT 3HAYMMOCTY MpU3HaKoB. PaboTa ayro-
putMa bopyra 6b171a orpannueHa 500 amoxamu.

Pe3synbrartbl u 06CykAeHUE

AHanuzupyemyto Koropty coctaBuiu 100 neteit B Bo3-
pacte oT 5 1o 8 jeT (cpeaHuii Bo3pact — 7,4 = 1,7 roga).
M3 Hux 79 maneHToB MMeJIU OTKJIOHEHUS B ICUXOMOTOP-
HoM pa3BuTuK (Maabuuku — 47 (59,5 %), neBoUYKM —
32 (40,5 %)), 21 — 3mopoBBIe OeTH (MaJlbYUKH —
10 (47,6 %), neBouku — 11 (52,4 %)), OHM COCTABUJIM TPYIT-
1y cpaBHeHus1. [Tociie neTaabHOro KIMHUKO-HEBPOJIOTYe-
CKOT'0 OCMOTpa 110 CTaHAAPTHOI METOIUKE, BKITIOUAIOIIETO
MPULETbHYIO OLIEHKY COCTOSIHUS ABUTATeJIbHO-pedieK-
TOPHOI1 cepbl, Bce AeTH ObLIM pa3neeHbl Ha 5 Ipyril.
B 1-10 rpynity BolLIM MalEeHTHl CO CTOMKMUMU TBUTATE b~
HBIMU PacCTPOMCTBAMU, COITPOBOXKIAOIIIMMMUCS TTOBBIIIIEC-
HHEeM MBILIEYHOTo ToHyca (7 = 35), Bo 2-10 rpyIiy — mna-
LIMEHTHl CO CTOMKUMM TBUTATCIBHBIMU HApPYIIECHUSIMU,
COITPOBOXIAIOIIMMUCS CHIKEHMEM MBIIIIEYHOTO TOHYCa
(n=15), B 3-10 Tpymnmny — IeTU C ABUTaTeIbHBIMU HapylIlle-
HMSIMU Ha (DOHE CHYDKEHUST U301 PaTe/IbHOIO KOHTPOJIST HaJl
MOTOPMKOM, aTakcuel u neduuuTom npakcuca (n = 12),
B 4-10 Tpynmy — OETU C APYTMMU JBUTATEIBHBIMUA pac-
CTpoiicTBaMM (paccTpoiicTBa Ha (DOHE BPOKIECHHBIX aHO-
MaJIiii KOCTHO-CYCTaBHOIM CUCTEMBbI; IBUraTeJbHbIC Ha-
PYIICHMSI, COIPOBOXIAIOIINECS TUIEPKUHETUICCKUM
CHHAPOMOM; TIPEXOASIINE IBUTaTeIbHbIC HAPYIICHMS)
(n=17), B 5-10 Tpyniy — 3n0poBbie aetu (n = 21). Cne-
JyeT oOpaTUTh BHUMaHUE U Ha TOT (PakT, uTo y 24 meTeit
B 1-ii rpymme ObuU1 ycTaHoBIeH auarHo3 JI LT, koropslit Hau-
OoJtee YacTo SIBISIETCST TPUYMHOM MHBAIMIHOCTHY Y ICTEH.

AHanu3 aHaMHeCTUUECKMX JaHHBIX (Ta0. 1) mokaszai,
YTO HamboJiee CTATUCTUICCKU 3HAYMMBIMU (haKTOpaMM
pucka (p <0,05) pa3BUTHS B JaTbHEHIIEM 3aAePKKU TEM-
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ITOB HEPBHO-TICUXMUYECKOTO Pa3BUTHs AeTeil 1 DOpMUpOBa-
Hust LT siBsiroTcs BpemHble MPYMBBIYKYA HA MOMEHT 3a4a-
TUST y OTLIA, OCOOEHHOCTH TeYeHHsT OePEMEHHOCTH y MaTepy
(OTATOILEHHBIN aKylIepCcKUii aHaMHe3), BO3pacT, Koraa
peGEHOK Haval yIep>KUBaTh TOJIOBY, 3a1epKKa (hopMUpOBa-
HMSI peYeBBIX HaBBIKOB U YacThle maaeHus. OToOpaHHbIC
MPU3HAKU UMEIOT CPEIHIOIO CTETIEHb KOPPEJISILIUN.

JlaHHbIe HEBPOJIOTMYECKOTO 00C/ICIOBAHMS TTAIIUCHTOB
MpencTaBJieHbI B Ta01. 2. TecTMpoBaHUE MBIIICUHOM CHITBI
OCYLIECTBJISIIOCH TT0 5-0anmnbHoil mkane MRC (mukana
MeauImmHCKOro HaydHO-MCCIIeIoBaTeIbCKOro coBeTa Be-
Jukobputanun). MccienoBaHue mpakcuca BKJIIOYaIo
MPOOBI «KYTaK—PeOPO—JIaJOHb», «CUMBOJIUYECKUE JTBH-
JKEHMSI», «TIEPEHOC IBIDKCHUSI» , «pUCOBaHME ToMax [4, 14];
MaKcUMaJjibHasl OlLleHKa MO0 JaHHOMY TeCTUPOBAHUIO CO-
craBuiIa 4 6asuta. OueHKa peuyeBoil (PyHKIIMU 3aKJTi04Yanach
B aHAJIM3¢ CJIOBAPHOTO 3armaca, TpaBUJIbHOCTH ITIOBTOPSHUS
MPEIJIOKEHMS, BBITIOJIHEHUSI ITpaMMaTUIECKON 3a1a4n;
MakcHUMaJjibHas olieHKa — 12 6asioB [5]. OLeHKa Xoab60b1
OCYILECTBIISLIACH COTJIACHO CIEIMATM3MPOBAHHOM IIKae,
BKJIIoUarolleii 4 ypoBHs: 1-i1 — cBoOOmHas1 Xoab0a; 2-i1 —
X0/Ib0a ¢ UCIIOJIb30BaHUEM OIOPHI M PYYHBIX TPUCIIOCO-
OJIeHUIA; 3-11 — TIepeABMKEHME C MCTI0JIb30BAaHUEM OI10-
pPBl Y PYYHBIX MPUCIOCOOJEHUI, KOJECHBIX CPEICTB
MePEABKEHNS; 4-11 — MepeABIKEHUE C IIOMOIIBIO MO-
TOopuU3HMpoBaHHOTIO cpeacTna [7]. KauecTBeHHbI aHAINU3
XOIBOBI BKJTIOYAJI TapaMeTphl aHAIM3a XOAbObI X COCTOSIT
13 CJIeIYIOIIMX KPUTePUEB: HOpMaJIbHAas X0ab0a, Ha TIsIT-
Kax, Ha LLIITOYKaX, «yTUHAs», CIIACTHYECKAs, C IIOMOLILIO
oropkel. MccemoBanne «KpYyIMHBIX IBUKEHUI» COCTOSIIIO
n3 30 OLIEHOYHBIX MapaMeTpPOB OOJBIINX MOTOPHBIX
dyHKUIMIA [16] ¢ y9deTOM cTEeNeHU pa3BUTUS MOTOPUKHU
Y OTrpaHUYCHUS TBMKEHUI B IIOBCETHEBHOM XXU3HU (MaK-
cuMaiibHas olieHKa — 30 6amioB). C uebio onpeaeaeHust
cJ1aboCTU TPOKCUMAaJIILHBIX MBI (0eaep U Ta30BOTO
rmosica) MCIOJIb30Baliach OlleHKa cuMnToMa loBepca:
0OJIbHOM ISl TIOAHSTUS U3 TOJOXEHUsI Ha KOPTOYKax
ONMpaeTcst pyKaMu O IT0JI, 3aTeM ITOIHUMAETCS, OIMPAsiCh
pPYKaMM Ha KOJICHH.

Kak BugHO 13 Tab1. 2, UMEIOTCSI KaueCTBEHHbIE U KO-
JIMYECTBEHHbIE Pa3IMYMsi OCHOBHBIX ITApaMETPOB HEBPO-
JIOTUYECKOT'0 CTaTyca BO BCEX UCCIeaAyeMbIX rpyrmax. Ham-
GoJiee BBICOKAsT MOJIS JeTeid ¢ 3aTPyOHEHHUEM POTaIluK
B Ta300eAPEHHOM CyCTaBe BCTpeuyaeTcst Bo 2-ii u 3-i1 rpyri-
nax (53 u 50 % cooTBeTCTBEHHO). MblilIeuHast CHJla ¢ HIDKHUX
KOHEYHOCTEM M MBIIIILI CITMHBI CHIKEHA ITPEUMYIIIECTBEHHO
y mereit 1-it u 2-i rpynmn. CTaTUCTUYECKU 3HAYUMMBIM
(p <0,05) mnst 1-1i rpynIibl TPU3HAKOM SIBJISIETCSI CHUKEHUE
MBIIIIEYHOM CWIIBL: crubarerneit cromnsl (3,44 + 1,69 cripaBa
u 3,35 + 1,74 caesa), crubareneit (3,65 £ 1,77 cripasa)
u pasrubareneii (3,56 = 1,74 cnipasa, 3,76 = 1,78 cnesa)
Gempa, MBI ciHEI (3,56 + 1,74). KnuHuyecku 3HaYmM-
MBIMU UTSI 2-11 TPYIIIIBI SIBIISTIOTCS TTOKA3aTeNIM, XapaKTe-
pHU3YIOIIME CHIKEHUE MBIIIEYHON CHIIBI pa3rubaTeieil
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CHILD
NEUROLOGY

Tabmuua 1. Anamnecmuueckue dannvie obcaedyemvix demet
Table 1. Anamnestic data of the children examined

Parameter Group 2
(n=15)
E‘”‘pm MATepi Ha MOMEHT 3a4aTH, JIeT 31,71+ 5,88 29,86 +5,14 29,42+3,65 29,36 +4,94 29,48+4,19
ge of the mother at the time of conception, years
2031’3“ OTTd Ha MOMCHT 3asaTili, JIeT 34,15+ 6,45 32,00+6,15 32,91+3,67 31,29+595 30,19+4,15
ge of the father at the time of conception, years
Bpentbie puBLIYKY MaTepy Ha MOMEHT 3a4yatusi, % 15 14 0 7 0
Bad habits of the mother at the time of conception, %
Bpenrbie mpuBLIYKY OTIIA HA MOMEHT 3a4aTust, % o
Bad habits of the father at the time of conception, % 41 14 25 36 10
g‘mo BRI 329+ 1,43  2,79+1,37 283+107 321£197 2,05%0,59
umber of pregnancies
EHC”" i 2,1240,67 221+0,80 1834058 221+097 1,71+0,47
umber of births
MHororionHas 6epeMeHHOCTh, % o
Multiple pregnancy, % e 0 25 = 0
OTATOLIEHHBII aKyIIepCKUil aHaMHEe3, % "
History of obstetric disorders, % 62 29 20 v 10
Bospacr, Korna pedbeHOK Hayal yiepK1BaTh FOJIOBY, MEC o . -
Age when the infant learned to hold the head, months 6,12£6,87* 8,00+ 13,51* 7,29 £13,04* 3,43+2,93 2,19+0,6
Bospacrt, Korna pe6eHOK Hayajl caMOCTOSITEbHO
CUJETh, MEC 13,62 £ 14,44 11,31 £12,29 16,00 £ 18,62 7,21 £3,29 5,81+0,93
Age when the infant learned to sit, months
Bo3pacr, korma pebeHOK
Hayajl CaMOCTOSITEJbHO 0J13aTh, MEC 16,44 + 15,56 16,23 £17,92* 12,91 £ 14,78 7,43+545 5,10+ 1,48
Age when the infant learned to crawl, months
Bospacrt, Korna pedbeHOK Hayajl caMOCTOSITETbHO
XOIIUTh, MEC 25,15+ 20,18 24,29 £16,64* 14,80 +£6,29 13,21 +£8,62 9,19+ 1,91
Age when the infant learned to walk, months
Hcnonb30BaHue XOMyHKOB, %
Using a walker, % 4l 21 42 29 0
3amepXKa peueBoro pa3BuTus, % o o
Delayed speech, % 38 2 38 2 10
YacThle mageHus: B aHaMHe3e, % 76+ 71* 67 21 0

History of frequent falls, %
*n <0,05

cromnbl (3,36 & 1,98) 11 TOAB3AOIIHO-TIOSICHOM MBIIIIIBI CITpa-
Ba (3,43 = 1,74). AHanmu3 Xoap0bl MPOJEMOHCTPUPOBAT Hau-
OoJiee BhIpaxkKeHHbIC HapylleHUs y neteit 1-i u 2-i1 rpynn
(1,87 £ 0,74 n 2,07 £ 1,75 cooTBeTcTBeHHO). PaccTpoii-
CTBa PeYr OTMEYAJIMCh BO BCEX IPYITIAX ASTEl C ICUXOMO-
TOPHBIMU HapyieHussMU. [Tprembl [oBepca npu BctaBaHUM
WCITONB30BAINCH NeThMM 1-1 1 2-1i Tpymm B 25 u 20 % ciy-
YyaeB COOTBETCTBeHHO. CTaTHCTHYecKas 3HAYMMOCTh

(p <0,05) peueBoit nMCHYHKIIUY BISIBIICHA IUTST 3-1 TPYTI-
el obcneayeMbx (4,55 + 2,77).

CrumynaunonHas DHMI (tabi. 3) B OOJbIIMHCTBE
CJIydaeB BBISIBWIA OTCYTCTBME U3MEHEHMIT CKOPOCTH pac-
MPOCTPaHEHUs BO30YXAEHUS IO OOJIbLIEOEePLIOBOMY
1 MajobepiioBoMy HepBaM (>40 M/c), a TakKe JaHHBIX
JIUCTAIbHOM JJATEHTHOCTU M-OTBETOB (IMaa30H COCTaBUII
ot 2,1 no 4,0 Mc ipu Hopme <4,0 Mc).
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Tabmaua 2. Jlauubie Hespoaoeuuecko2o ocmompa demeii
Table 2. Neurological examination findings

Parameter

CHILD
NEUROLOGY

3arpynHeHKe POTAllMU B Ta300€APEHHBIX CycTaBax, %

Difficulty with hip rotation, % 37,1 53* 50 0 0

MplieyHas cuiia crubaTelieil CTOTbI CIipaBa, OalIbl o

Strength of the right foot flexors, score 3,44 + 1,69 3,571,999 4,25+1,74 4,79 £ 0.8 5,0+ 1,8

MpIieyHast cuiia pa3rudaresieit CToIbl CrpaBa, OayuIbl o

Strength of the right foot extensors, score 3,79+ 1,55 3,36+1,98 425+ 1,74 4,79£0.8 50+1.38

MprieuHast cvita crubaresieit 6enpa cripaBa, Oayibl 365+ 1.77% 379+ 176 4334137 4.71+0.83 50+1.8

Strength of the right hip flexors, score T o7 T o e

MpeleuHas cujia pa3rubaTesieii 6eapa crpaBa, GaIbl 3564+ 1.74* 4004157 433+137 4.71+0.83 50418

Strength of the right hip extensors, score U T T o [

MplevHast cujia MOAB3IOIIHO-TIOSICHOM MBITIIIEI

cIpaBa, OajLIbl 374 £ 1,76 3,43+ 1,74* 4,17 £1,53 4,79 £ 0,8 5,0+ 1,8

Strength of the right iliopsoas muscle, score

MpbliieyHast cuiia crubaTesiei CTOMbI cieBa, 0aIbl 335+ 1,74% 364+191 4174153 479+0.8 50+18

Strength of the left foot flexors, score

MpbliieyHast cuiia pa3rudaresieil CTombl caeBa, 0aIbl

Strength of the left foot extensors, score 3,82+ 1,57 3,64+ 1,91 425+ 1,74 4,79£0.8 50+ 1.8

MpreyHas cuia crubaresneii 6eapa cieBa, Gaybl 365+1.77 3.64+179 4.17+1.53 479+ 0.8 50418

Strength of the left hip flexors, score T T LT oo [

MpeIeyHas cuia paarHGaTeJleﬁ Oempa ciieBa, GaIbl 3,66+ 1,78% 400+1,57 417+153 4.71+0,83 50+18

Strength of the left hip extensors, score

MpblIeyHas criia TOaB3I0IITHO-TIOSICHOM MBITIIIBI

cjieBa, OalIbl 3,76 £ 1,78 3,79+1,63 4,17 £1,53 4,79 £ 0,8 5,0+ 1,8

Strength of the left iliopsoas muscle, score

QH‘”.W‘ MO YIFDIiL 1,87 £0,74* 207+1,75* 1,75+1,14 107027 1,0%0,16
alking, score

gueHKa I, (RO 515+4,10 6,14+4,93 4,55+2,77* 743+483 10,8+593
peech, score

[Ipumenenue po6 [oBepca mpu BcraBanuu, % 5% 20% 5 0 0

Gowers’ sign, %

*p <0,05

Amrnutyia M-oTBETOB IO Majio0eplLIOBOMY HEPBY
y nereil 1—4-ii rpynn ObuU1a B AuarasoHe ot 2,5 10 6,1 MB
(y maumMeHToB 5-i1 rpyniisl — 2,7—5,5 MB), o 6osbiiedep-
LIOBOMY HEepBY — BhIIIIe HOpMEI (0T 6,1 10 18,7 MB). Uckimro-
YEHHSI COCTABUJIM HECKOJIbKO JeTEl, Y KOTOPBIX aMIUIUTYAa
M-otBeTa 1o MajiodepioBoMy HepBy Oblia <2,0 MB: 1 pebe-
HOK C HacCJIICTBEHHOM MOTOPHOI HelpoIIaTheli/ IucTab-
HOI1 (hopMOIi CITMHANBHOM MBILLIEYHOI aTpoduu, 2 neTeit
¢ muomnatueil [JdromeHHa, 1 pedbeHOK ¢ apTpOrpuIio3oM
U CIIMHAJTLHOM MbILLIEYHOI aTpodueii, 1 peObeHOK C MUTOXOH-
JIpUabHOM MaToJioruel (anujerncueii 1 MUorarueii).

B 1-i1 rpyrmime aeteit ¢ peBaIMPYIOIMM KIMHUTISCKIM
CHHIPOMOM CITACTUYHOCTH OBUIO BBISIBJICHO YBEIMUCHHE
amruiutyabl F-Boanbr >500 MkB, a Takke yBenmueHue
H/M-koadduimenra (mpu HopMme <0,5). [Ipu cmactuye-
CKMX coCTOsIHUSX, Takux Kak I LIIT, ammiutyabl F-BoaH
MOTYT OBITh YBEJIMYCHBI, HAPSAAY C KOJIMYeCTBOM BOJIH F,
JIEMOHCTPUPYIOIIMX OOMBIIYIO TPOIOIKUTEILHOCTD, O YEM
ynomuHaetcsl B paborax C. Bischoff u coaBt. (1992),
A. Eisen u coaBr. (1979) [8, 11].

ITpu npoBeaeHnn noBepxHOCTHOI DMI" B cocTOsTHUM
IOKOSI C MepeaHei 00IbIIeOePIIOBOI MBIIIIIIH y BCEX Ta-
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Taoauna 3. Pesyavmamot 21eKkmponetipomuoepagpuu
Table 3. Results of electroneuromyography

Parameter Group 1 Group 2 Group 4 Group 5
(n=235) (n=15) (n=17) (n=21)
EDB lat. Mw 3,23+ 0,77 3,42 40,58 2,95 + 0,65 3,05+ 0,54 3.04+5.7
m. EDB amp. Mw 3,49+ 1,10 3,47+ 1,07 3,45+ 0,67 3,734 1,19 3,99 + 0,84
ggf o DA 51,14+ 12,55 50,39 + 1,07 4939+ 5,7 5080 £3,69 51,85+ 4,96*
h. peroneus
m. AHB lat. Mw 3,98 +4.52 3.20 + 0,66 2,68 + 0,49* 3,00 + 0,42 2,90 + 0,38
LT 11,97 +4.13 12,80 + 2,52 12,80 + 4,31 11,86 +2,3 11,05+ 8,23
ggg n. tibialis 50,01 + 12,66 50,75+ 7,59 51,53 + 8,68 53.68 46,34  50,82+7.42
n. tibialis
Lat. H-response 21,69+ 12,11 2126+ 1,58 20,63 + 2,99 2074+3,02 21,26+ 4,63
H/M ratio 1,26 + 2,73* 0,45+ 0,33 0,45 +0,29 0,23+0,22 0.36 + 0,15
ﬁr(laff;‘;p') 433,35 + 12,84 42729425 629,58+ 157 55436+ 8,72 647,71 % 15,75
H};IT()T) 22989+ 12,71% 232,79+ 11,92 306,17 + 12,4 32636457 37590 %961
Amp. F-wave 777,68 + 14,72* 628,10+ 18,51 576,58 + 45,2 50829+ 14,7 421,05+ 15,99
%) <0,05

Ilpumeuanue. m. EDB lat. Mw — ducmanvHas sameHmHOCMb MOMOPHO20 OMeema ¢ Mvluiybl exstensor digitorum brevis; m. EDB amp.
Mw — amnaumyda momopHoeo omeema c mvluysl exstensor digitorum brevis; CPB n. peroneus — ckopocms pacnpocmpanerus: 6030y-
acoenus no n. peroneus; m. AHB lat. Mw — ducmanvras aameHmHocms MOMopHo20 omeema ¢ mviybl abductor hallucis brevis;

m. AHB amp. Mw — amnaumyda momopHoeo omeema ¢ moiuiybt abductor hallucis brevis; CPB n. tibialis — ckopocmb pacnpocmpaneHus
6030yxcoenus no n. tibialis; Lat. H-response — namenmuocms H-pegpnexca; UII (amp.) — amnaumyoa unmepghepenyuonHo2o nam-
mepna; UII (T) — koaunecmeo myproe unmepghepenyuonnoeo nammepua, H/M ratio — omnowenue amnaumyowr H-604mbl k amnau-
myde M-goanvi, H/M-koagpuyuenm; amp. F-wave — amnaumyoda F-604Hbl.

Note. m. EDB lat. Mw — distal motor latency from the extensor digitorum brevis; m. EDB amp. Mw — motor response amplitude from the exstensor
digitorum brevis; RES n. peroneus — rate of excitation spread in the n. peroneus; m. AHB lat. Mw — motor latency from the abductor hallucis brevis;
AHB amp. Mw — motor response amplitude from the abductor hallucis brevis; CPB n. tibialis — rate of excitation spread in the n. tibialis; Lat. H-response —
H-response latency; IP (amp.) — interference pattern amplitude; IP (T) — number of turns in the interference pattern; H/M ratio — H-wave to M-wave

amplitude ratio, H/M-coefficient; amp. F-wave — F-wave amplitude.

LIMEHTOB He ObLJIO BBISIBJICHO CIIOHTAHHOI aKTUBHOCTH, OJI-
HaKO B IpYIIIE AeTeid ¢ MTMpaMUIHBIM CHHIPOMOM (1-51 rpyIi-
ma) B 50 % ciyyaeB ObUIa 3aperucTpupoBaHa (hoHOBast
TOHMYECKAsI aKTUBHOCTb MBIIIILIBI, YTO HEJIb3sT CUUTATD 00-
JIMTaTHBIM CUMIITOMOM cIiacTudHocTHU. [Ipu aHammze am-
IUTUTYIHO-YaCTOTHBIX XapaKTEePUCTUK MHTeP(hEePEHIIMOHHOMN
KPUBOI1, PETUCTPUPYEMOIA TIPY ITPOM3BOJIbHOM MaKCHMaJTb-
HOM M CyOMaKCHMaJTbHOM HAIPSDKEHUH MBIIIIIbI, BbISIBIICHBI
OTKJIOHEHUSI B BUJIC 3HAYMMOTO CHYDKEHUS TYPHOB M aMIUIH -
TYIIbI IATTEPHA MBIIICYHOI aKTUBHOCTH, YTO HE COOTBETCT-
BOBAJIO HOPMAJILHOMY (PU3MOJIOTMYECKOMY TIaTTEPHY MbI-
LLIEYHOM aKTUBHOCTU y IeTeit 1-1i 1 2-ii rpyr.
YBTpa3ByKOBOE MCCIIEA0OBAaHYE MBIIIIL M1 HEPBOB HIDK-
HUX KOHEYHOCTel (TabJ1. 4) BKJIIOYAIO aHAJIU3 TIJIOTHOCTU
KaMOaoBUAHOU (m. soleus), UKPOHOXHOM (m. gastro-

cnemius), TiepeaHe 0oablIeOepLIOBO MBI (. tibialis
ant.), TIOWAAb U TOJIIIMHY 00JbllIeOepLioBoro (7. tibialis),
MaJIoOepIIOBOTO (#. peroneus) HEPBOB, IIJIOTHOCTh U TOJI-
IIUHY aXWJII0BA CYXOXKWIUS.

Kaxk BunmHo 13 Tab:1. 4, KIMHUYECKU 3HAUMMBIM TTOKa3a-
tesieM (p <0,05) st 1-i rpyTibI SIBJISIeTCs TUIOTHOCTb UKPO-
HOXXHOM MBIINIBI (28,35 £ 2,86), mist 2-if TpymIibl — TIOT-
HOCTb MepeaHeit 0oibledep1ioBoii Mblpl (31,76 £ 13,81).
ITo BceM apyrum mokasaTesisiM CTaTUCTUYECKM 3HAYMMBbIX
OTJIMYMIA He ObLTO BbIsIBIEHO (p >0,05).

ITockoabKy camoii MHOTOUMCIEHHOM IPYIION AeTei
C MOTOPHBIMU HapyllIeHUsIMU Obl1a rpyrna geteit ¢ JALIIT,
B OTHOILIEHWY 3TOM I'PYIINbI ObLT IMTPOBENEH AOTOTHUTEb-
HbIA MaTeMaTUYECKUIN aHAIU3 METOJIAMU «CIy4aHOTO
neca» u bopyra.
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Tadauna 4. Yavmpaszeykoeoe ucciedosanue Mol U HepEo8 HUNCHUX KOHEHHOCMElL

Table 4. Ultrasound examination of muscles and nerves of the lower extremities

Parameter

Group 2
(n=15)

Group 3
n=12)

m. soleus, OTHOCTH, KPa

: 8,39 +5,32 8,9+2,73 8,57 + 2,14 8,21+ 1,53 7,62 % 0,65
m. soleus, density, kPa
m. gastrocnemius, IWIOTHOCTS, kPa 28,35+2,86*  6,99+2,78 6,52+ 1,44 7,06 + 1,71 6,53+ 1,9
m. gastrocnemius, density, kPa ? i ? ’ ’ > ? ? ? ?
20, AT G LM OG5 LSHED 1884376 31,76+ 13,81*  11,9+339  999+198 10,39 % 2,34
m. tibialis ant., density, kPa
YA . 2
s (L7715, TTGTIDE S, L 3,92+ 0,87 3,72+ 0,44 3,27+0,57 3,89+ 0,98 3,95+0,6
n. tibialis, area, mm
L 4144134 452+0,55 4524052  446+0,92 475408
n. tibialis, thickness, mm
2
1. peroneus, ILIOMIAlk, MM 2,12+ 0,43 2,13+0,20 1,88 + 0,41 2,12+0,17 2,2+0,24
n. peroneus, aréa, mm
RIS, WL, WA 2,29 40,83 2,6£04 2,35+0,45 2,7140,33 2,83+0,3
n. peroneus, thickness, mm
/UUIIIORO CYXOXILIIE, INIOTHOCTE, KPA 5944 334 491+238  438+2,34 507+£3,04  6,25+4,04
chilles tendon, density, kPa
AXILLTOBO CYXOKILIHE, TOTUIAHA, MM 60 49 1630 5475+5,34  5625+3,58  58,13£594 60,86+ 6,07

Achilles tendon, thickness, mm

*p <0,05

OlLieHKa TPU3HAKOB METOIOM «CITyJaifHOTO jiecay, Io-
JIYYEHHOTI'0 B pe3yJIbTaTe ONTUMU3allK TUIIePIIapaMeTpOB,
BBISIBWIA, YTO HAMOOJIee CTATUCTUYECKM 3HAYMMBIMU OKa-
3aJIMCh IPU3HAKY U3 CJICAYIOIINX TPYIIIL:

* TIICUXOMOTOPHOE pa3BUTHE peOeHKa: BO3pacT, Koraa
pebeHOK Havall Iep>KaTh FOJIOBY;

* HEBPOJIOTMYECKUIA CTATyC: YPOBEHD XOAbObI, MBIIIICY -
Hasl ciJia crubaTesieil CTOIbI M 6epa;

* MHCTpyMEHTaJbHasl NMarHOCTUKa, BKJIIOYaromias
nmanueie DHMI un Y3U: amnnutyna untepdepeH-
LIMOHHOTO IMaTTepHa, KOJIMYECTBO TYPHOB MHTEp(de-
PEHILIMOHHOTO TaTTepHa, IJIOTHOCTh MKPOHOXHOM
MBIIIILIBI.

Takue pe3yabTaThl OTYACTU COIIACYIOTCS C YKe MOJy-
YEeHHBIMU B paMKaX OTHOMEPHOTO 0TOOpa IMPHU3HAKOB IS
TPYIIIBI JeTeil ¢ MOBBIIIEHHBIM MbBIIIEYHBIM TOHYCOM.
Meton BopyTa 1mo3BoiMI UCKITIOYUTD YaCTh IIPU3HAKOB,
TOJIYYEHHBIX JIJIT OOBIYHOTO «CIIyJaiiHOTO Jieca», 1 elle
OoJiee Cy3UTh 3HAUMMOCTD PeJIeBaHTHBIX ITPHU3HAKOB.

Taxkum 006pa3oM, B pe3yJibTaTe TPEeX3TaITHOro MaTeMa-
TUYECKOTO aHaJIi3a ObLI BBISIBJICH PsII IPU3HAKOB, Mpe-
CTaBJISIOLIUX HAUOOJIBIIYIO TMAaTHOCTUYECKYIO LIEHHOCTh
IIJIS paHHEe ! HAaCTOPOXKEHHOCTH B OTHOILIEHUM (hOPMUPO-
BaHMS y TTAlIMEHTa CTOMKUX HapyIIEeHUI CO CTOPOHBI e~
pudepruecKoit u HeHTPaTbHOI HEPBHOM CUCTEMBI, TTPU-
BOJSILIMX B Ja/ibHEHIIeM K MHBaIUAU3auu (Tao. 5).

Taﬁ.lmua 5. Peneeéarmmuoie NPU3HAKU, 8blAA6/1C€HHblIE HA OCHOBAHUU MPEeXIMANHO20 Mamemamu1ecKkoco anaiusa

Table 5. Relevant features identified using a three-stage mathematical analysis

Features identified

Group of features

Features identified
by two selection methods

Features identified

by one-dimensional selection

by Boruta selection method

BpCI[HBIe IIPMUBBIYKHU OTLIA HA MOMECHT 3a4yaTusd,

OTSITOIIEHHBIM aKyIIepCKUii aHaMHE3; BO3pacT,
KorIa peOeHOK Havall Iep>KaTh TOJIOBY; YacThie
MaJeHMs; 3aIepKKa peun
Bad habits of the father at the time of conception; history

AHaMHecTUYEeCKHe
JaHHbIE
Anamnestic data

Bospacr, korma pebeHok Bospacr, Korma pe6eHoK
Hayall AepXKaTh rOJIOBy  Hayall A€PXKaTh rOJIOBY
Age when the infant learned  Age when the infant learned
to hold the head to hold the head

of obstetric disorders; age when the infant learned to hold
the head; frequent falls; delayed speech

W
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Features identified
by one-dimensional selection

Group of features

4

OkoHuanue mabn. 5
End of table 5

Features identified
by two selection methods

Features identified
by Boruta selection method

Poraius B TaBO6e,I[peHHOM CyCTaBe,

MBIIIEYHas CUJjia crudaresiei, pa3rudarteseii CTOMbI
U Oelipa, MBI CIIMHBI ¥ MIOAB3A0ITHO-ITOSICHO
MBIIIILIBI; aHAJIM3 XOAbObI; UCITOIb30BaHUE MpPUE-

moB [oBepca; peueBast hyHKIIHST
Hip rotation; strength of the foot and hip flexors and
extensors, back muscles, and iliopsoas muscle; walking

Hesposnornueckuii
craryc
Neurological status

analysis; Gowers’ sign; speech
WNHcTpyMeHTanbHast

MarHOCTUKA
Instrumental diagnostics

TA (amp.); TA (N); amp. F-wave; H/M ratio

MpblieyHast cuiia cru-
OareJieii CTOIBI U Oenpa;
aHaJI13 XOAbObI
Strength of the foot and hip
flexors; walking analysis

MplieyHas cuiia cru-
OaTesieii CTOIBI U Oeapa;
aHaJIu3 XOAbObI
Strength of the foot and hip
flexors; walking analysis

TA (amp.); TA (N);
IIJIOTHOCTb PIKpOHO)KHOfI
MBILILBI ITO JaHHBIM
YJIBTPa3ByKOBOTO MCCIIe-
JOBaHUA
density of the calf muscle
assessed using ultrasound

TA (amp.); TA (N)

Ilpumenanue. TA (amp.) — amnaumyoa unmepgpepernyuonnoeo nammepua; TA (N) — koaunecmeo mypHos unmepgepeHyuonH020
nammepna; amp. F-wave — amnaumyoa F-eoanvt; H/M ratio — H/M-ko3guyuenm.
Note. TA (amp.) — interference pattern amplitude; TA (N) — number of turns in the interference pattern; amp. F-wave — F-eoanei amplitude.

BbiBOAbI

Takum 0Gpa3oMm, I AeTeii ¢ OTKJIOHEHUSIMUA B HEPBHO-
TICUXWYECKOM Pa3BUTUM HanboJiee 3HAYMMBbIMUA PaHHUMU
JIMArHOCTUYECKMU MapKepaMU SIBJISTIOTCS TIapaMeTPhl TICU-
XOMOTOPHOTO CTAaHOBJICHHMSI U HEBPOJIOTMYECKOTO CcTaTyca
(BO3pacT, B KOTOPOM PeOCHOK Havall IepKaTh TOJIOBY; CHU-
JKeHUe CUJIbI CTM0aTeelt CTOIbI M Oeapa; YpOBEHb XOIBObI).
H3MeHeHMe ITIOTHOCTH M ITapaMeTPOB 3JICKTPOBO30OYIMMO-
CTH MBI YKa3bIBaeT Ha HAJIMYKE 3HAYUTETbHBIX N3MEHE-
HMIA B CITACTUYHBIX MBIIIIAX HA PA3IMYHBIX CTPYKTYPHBIX

nurtTEPATYPA
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/

YPOBHSIX U 3Tanax (popMHUPOBaHUS MBIILIEYHON TKAHU U MO-
JKET CIIY>KUTh paHHUM AMArHOCTMYECKUM TPU3HAKOM pa3-
BUTHsI IBUTATENLHON UCGHYHKLUMU U MHAUKATOPOM JJIs
(bopMMpOBaHUs TPAEKTOPUM BOCCTAHOBUTEILHOM TepaTIvy.
[Tomy4yeHHBIE pe3yJIBTaThl ONPEICISIOT 1IeJIeCO00pa3HOCTh
BKJTIOYEHMSI B IMATHOCTUKY JIETEi C HaYaJIbHBIMU TIPOSIBIIC-
HUAMU MOTOpHOI nucdyHkuun SHMI u Y3U mblun
1 COIJIaCYIOTCS C UMEIOITUMUCS HEMHOTOYMCIACHHBIMU Pe-
3yJIBTaTaMU SKCITEPUMEHTAIBHBIX Y KIIMHUYECKMX UCCIICI0-
BaHUi1 [9, 17], HO TPeOYIOT JAIbHEMIIIErO U3YUEHUSI.
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HecmoTps Ha 3HauMTeNbHbE yCnexu, JOCTUTHYTLIE B INUAENTONOTUM, PE3UCTEHTHbIE K Tepanuu 3NuUAencum CoCTaBsioT
npumepHo 30 % cpeay Bcex Gopm 3Toro 3abonesaHus. K Takum 3a60neBaHUAM OTHOCUTCS B TOM YUCe CUHAPOM JleHHOKCa—
lacTo — kKnaccuyeckas 3Huedanonarus pasBUTUs 1 ANUNENTUYECKas C AeBIOTOM B JETCKOM BO3pacTe, xapaKTepusylowascs
PE3UCTEHTHOCTbIO K TEpanuu, TAXENbIM TeYeHWeM U He6NaronpUATHLIM NPOrHO30M. Y NaLMeHTOB 3TOM KaTeropuu coxpa-
HSIET BbICOKYIO aKTyaNbHOCTb MOUCK HOBBIX 3MMEKTUBHBIX aHTU3INUNENTUYECKUX NPENapaToB, 0COBEHHO B TeX CiyyasX,
KOTf,a MHOTOYUCIEHHbIE KOMBUHALMM aHTUINUNENTUYECKUX NPenapaTos He AaloT 3¢ hekTa, onepaTMBHOE NeyeHne HeBO3-
MOXHO U anbTepHaTUBHblE MeTOAbl (CTUMYAALMUA GNYKAAIOWEr0 HePBa U KETOreHHasn aueta) Mano3deKTBHbI. ABTOpbI
npeACTaBnsioT 0630p NUTEPATYpLI, NOCBAWEHHON COBPEMEHHON AeUHNLUN U ANATHOCTUYECKUM KPUTEPUAM CUHAPOMA
JleHHokca-lacTo, MeTOAaM AMArHOCTUKM W JeveHuio 3Tol GOopMbl 3NUAENCUU, UMelWel Taxenoe TeyeHue
W B LiesoM He6aronpUsTHbIA NPOrHO3.
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Despite significant advances made in epileptology, treatment-resistant epilepsy accounts for approximately 30 %
of all forms of this disease. Such diseases include, among others, Lennox—Gastaut syndrome - a classic developmental
and epileptic encephalopathy with onset in childhood, characterized by resistance to therapy, severe course and poor
prognosis. For patients in this category, the search for new effective antiepileptic drugs remains highly relevant, espe-
cially in cases where numerous combinations of antiepileptic drugs do not produce an effect, surgical treatment is im-
possible, and alternative methods (vagus nerve stimulation and ketogenic diet) are ineffective. The authors present
a review of the literature on the modern definition and diagnostic criteria of Lennox—Gastaut syndrome, diagnostic
methods and treatment of this form of epilepsy, which has a severe course and a generally unfavorable prognosis.
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HecMoTpst Ha 3HaYUTEIbHBIE YCIIEXU, TOCTUTHYTHIC
B TepaIiM SITUIETICUU, PE3UCTEHTHBIC K JICYSHUIO CITydan
coctapysitoT mpuMmepHo 30 % cpeau Bcex HOpM JaHHOTO
3aboneBaHus [3, 5, 8, 31]. ¥ mauueHTOB 3TOI KaTeropuu
COXPAaHSET BHICOKYIO aKTyaJIbHOCTb ITOUCK HOBBIX 3(h(eK-
TUBHBIX aHTUANUIIeNTUUYecKuX MpenapatoB (ADII), oco-
OEHHO B TeX CJIydasiX, KOoraa MHOTOYMCICHHbIE KOMOMHA-
uun ADII He garoT 3ddekra, onepaTUBHOE JeUeHUE
HEBO3MOXHO U aJIbTePHATUBHBIC METOMABI (CTUMYJISIINS
Oy>kJarollero HepBa 1 KeTOTeHHasl nueTa) Majaodghdek-
THUBHBI. Ellle oMyH nmoaxom — parMoHaabHble KOMOMHAIIUN
cymectBytomux ADII ¢ cynmpaaqiuTUBHBIM U CUHEPIUY-
HbIM 3¢ PekTamu. InuTenbHoe HaOMIOACHUE TOKA3bIBAET,
yTto y 20—30 % manueHToB ¢ (hapMaKOPE3UCTEHTHOM I -
JIETICUE B JaJIbHEMIIIeM yaaeTcsl IOCTUYb PEMUCCUU TIPU
CMeHe pexxuMa Tepanuu [3, 5, 8, 31].

K TakyM pe3ucTeHTHBIM K JICYSHMIO 3a00JIeBAaHUSIM OT-
HocuTcs B ToM uncie cuHapoM JlenHokca—Iacto (CJIIN) —
KJIaccrdeckast sHuedanonaTys pa3BUTHS U SITAJICTITHYEC-
Kas (OPD) ¢ neboToM B AETCKOM BO3pacTe, XapaKTepU-
3YIOIasICsl Pe3UCTEHTHOCTBIO K TepaIlvu, TSLKEIbIM Teue-
HUEM U HebJaronpusTHbBIM MporHo3oM. Jleuenue CJIT
MPENCTABIISIET OOJIBIINE CJIOKHOCTU B CBS3U C COYETAHUEM
B KapTHHE 3a00JIeBaHUsI IIPUCTYIIOB HECKOJBKUX TUIIOB,
MX PE3UCTEHTHOCTBIO K TepaITiK, BO3MOXKHOI 3BOTIOIUE
KJIMHUKO-3JIeKTpoaHLedanorpadpuueckoit kaptuHbl CJIT
C BO3PacTOM, a TaKKe BO3MOXHOCTBIO CIIOHTAHHOM (JTyK-
TyalliM TSKECTH TedeHMsT 3a0os1eBanus [19].

Cunapom Jlennokca—Iacro npeacrasiser codoit DPD
C IIIMPOKMUM CIIEKTPOM 3THOJIOTUYECKMX (pakTopoB. 3a60-
JieBaHVE Pa3BUBAETCS B pe3y/IbTaTe CHHXPOHU3UPOBAaHHOM
BBICOKOYACTOTHOM aKTUBHOCTHU B IIOBPEXIEHHBIX HEMPO-
HaJIbHBIX CETSIX 000MX TOJIYILIAPUiA B YCIOBUSIX BO3PACTHOI
npeapacnojoxeHHoctu y pereit. CJII' xapakrepusyercst
CJICIYIOIIMMHY OCHOBHBIMM ITPU3HAKAMU:

1) MHOXECTBEHHbBIC TUIIbI MU TUICCKUX TTPUCTYIIOB
(c 00s13aTeIbHBIM HATMYMEM TOHUYECKMX), PE3UCTCHT-
HbIE K Tepanuu, ¢ n1edroToM 1o 18 nerT;

2) KOTHUTMBHBIE M YaCTO MOBEACHYCCKME HApYILICHUSI,
KOTOpPBIE MOTYT OTCYTCTBOBATh B IOIOTE MPUCTYIIOB;

3) nuddysHas MeaIeHHas! MMK-BOJIHOBAs U FeHepaan30-
BaHHas MapoOKCHU3MajibHasi OBICTPOBOJIHOBASI aKTUB-
HOCTb Ha 3JieKTpo3HLedanorpamme (DI [18, 45].

B cooTBeTCTBUM C HOBOIT MEXIyHApOIHOM KacCuu-
kauueit 2022 . CJII" BKiIo4eH B rpyImily SMUWIEHTUYECKUX
CHUHIPOMOB JIETCKOTO BO3pacTa U OTHOCUTCS K KaTeropur DPD
[45, 47]; CJIT" MoxeT ObITb OTHECEH KaK K TeHETUYECKUM, TaK
U K CTPYKTYPHBIM (DOpMaM, MMEIOIIM YepPThl KaK FreHepasIi-
30BaHHOI, TaK U (poKanbHOM anviencuu [43, 44].

CunapoM JleHHokca—IacTo — OOCTaTOYHO penkas
dopma snunencum. Yactora BCTpe4YaeMOCTH COCTABIISIET
oT 1—4 o 6,6 % cpenu Bcex (popM BMWICTICUU Y IeTei
u 1—2 % cpenu OOJBHBIX BCEX BO3PACTHBIX Tpymil [11, 22]

4

1 Bo3pacTaet 10 16 % B OnyJIsILMy JeTei ¢ YMCTBEHHOM
OTCTAJIOCThIO U 3Mujerncueit [35].

Cunapom JlenHokca—IacTo — rereporeHHoe U MOJu-
STUOJIOTUYHOE 3a00JIeBaHNUE; MOAPA3ICIIIeTCS Ha Cydau
C YCTaHOBJIEHHOW 3THOJIOTMEl (4Yallle TIeHEeTHYECKOM
WA CTPYKTYPHOI) M HEYCTAHOBJICHHOM (KPUIITOT€HHOIA).
Hecmotpst Ha ipuMeHeHre BCeX COBPEMEHHBIX METOIMK 00~
CJICIOBAHYS TTALIMEHTOB, 1015 crydaeB CJII ¢ HeycTaHOBIEH-
HOI1 3THOJIOrMEl coctapiser ot 35 % [11] mo 44 % [35].

HauGosee criopHbBIM oCTaeTCsl MPUHIIUITUAIBHBIN
BOITPOC O BO3MOXHOCTH CYIIIECTBOBAHMSI JIOKAJIBHBIX M3-
MEHEHUI Ha TOMOTpaMMe, (pOKaTbHBIX IIPUCTYITOB U MYJTb-
TUpernoHabHbIX DI -narrepHoB B pamkax CJII. C Haieit
TOUYKHU 3peHusi, «ucTuHHbli» CJII" sBasieTcsl BapuaHTOM
SIUICITUYCCKUX HIIe(aonaTuii, 0ObIYHO FeHETUYECKHUX
WM HEYCTAaHOBJIEHHOU 3THoiornu. [1pu oOHapyXeHuU
JIOKAJIbHBIX CTPYKTYPHBIX U3MEHEHMI Ha TOMOIpaMMe
1 (bOKaIbHBIX TPUCTYIIOB, JaXe MPU HaTUIUU KJIMHUKO-
ayieKTposHuedantorpapuueckux npuzHakon CJII, mpa-
BUJIbHEE TOBOPUTD O CTPYKTYPHOI (DOKATBLHOIM SITUICTICUM
¢ «penokonueii» CJTI [5, 15, 25].

«Kiaccuueckue» cinydyan CJIT oTHOCSTCS K TeHETU -
YeCKUM IeHepalnu30BaHHBIM (popMam anuiencuu |3, 23].
C KaXIbIM TOJIOM PacCIIUpPSIeTCs] CIIMCOK TeHOB, MyTalluy
B KOTOPBIX MOTYT IIPUBOAMTH K Pa3BUTHUIO TAHHOTO 3a00-
neBaHus. Hanbosee pacrnpocTpaHeHHbIE TeHETUISCKUE
npuunHbl CJII" — myTauyu B reHax GABRB3, STXBPI, FOXG]1,
ALG13, SCNSA, DNM1, CHD2, a Takxe SCNIA [10, 32, 37,
38, 45]. Pexe MOIyT BBISIBJISITECSI XPOMOCOMHBIE MUKPOJIEIe-
LMK, a Takke MyTalmu B reHax GABBR2, FASN, RYR3 [35];
CAC-NAIA, FLNA, GABRAI, GRINI, GRIN2A, GRIN2B,
HDAC3, HNRNPU, IQSEC2, mTOR, NEDD4L n SYNGAP1
[38]. Ornucanbl crydau CJITy 601bHBIX cHApoMaMHu [layHa,
Petra, konbieBoii 20-i1 xpomocomsl [30, 45].

B ocHoBe cTpykTypHBIX (popm CJIT nexar npexnae Bcero
HapyLIeHUsI KOPTUKAJIbHOIO Pa3BUTHUSI (KOTOPHIE MOTYT
HMMETh ¥ TEHETUYECKOE TTPOUCXOXICHKE), IIepUHATAIbHbIC
sHIIe(daTonaT, OIyXO0JI FOJIOBHOTO MO3ra, (hakoMaTo3bl,
TITOCJIEICTBUS MePEHECCHHBIX 9HIIeDaTUTOB (Yallle — rep-
METUYECKOr0) U YepelHO-MO3TOBBIX TpaBM [18, 23, 44].
IMyonukanuu B.A. Kapnosa (2019), W.T. Blume (1994;
2001), C. Juhasz (2019) nomuepkuBalOT BeAYIIYIO POJIb
JIOOHOM KOphI (0COOEHHO AOpPCOIaTepaibHbIX OTAEIOB)
B matoreHe3e CJII' mo MmexaHU3My BTOpUYHOI OuiaTepasib-
HOI cMHXpoHU3aLuH [2, 15, 26]. OnHako qaHHBIE CJIyJau,
C HaIllel TOYKU 3pEHUsI, TPaBUIIbHEE OTHOCUTD K CTPYKTYP-
HBIM (hOKaTBHBIM 3MUIIETICUSIM ¢ «(peHoKonuei» CJIT.

3aboseBaHue AeOIOTUPYET B Bo3pacTe oT 2 10 8 jieT. [Tuk
HavaJla IIPUXOAMTCS Ha JOIIKOJIbHBIN BO3pacT — 3—5 JieT.
[Ipu cumMnroMaTuyeckoii hopMe oTMeUaeTcs 6oiee paH-
HUI 1e0I0T, yeM npu KpunrorenHoii. [TpumepHo B 20 %
cayvaeB CJIT tpancdopmupyercs u3 cuHapoma Becra [23,
35]. do 50 % cnyyaeB DPD, cuHapoMa MHGAHTWIBHBIX
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SIUJIETITUYECKUX Ca3MOB y OOJIbHBIX MJIAIEHYECKOTO
BO3pacTa ¢ TeueHueM BpeMeHU TpaHchopmupyotcs B CJIT
[45, 47]. ®ebpuabHBIC TIPUCTYITHI ITIPEIIIESCTBYIOT pa3By-
tuto CJIT B 10 % ciyvaes [9].

Cemuonorus npuctynos npu CJIT kpaitHe pazHooO-
opasHa. /Inst ycranoBneHus auardosa CJIT o6si3aTebHO
HaJU4YMe TOHUYECKUX IPUCTYIIOB, MPOSIBISIONINXCS
YCTOMYMBBIM MBIIICYHBIM HAIIPSDKEHUEM B aKCUAJIbHOM
M KOHEYHOCTHOM MYCKYJaType IPOAOJIKUTEIHLHOCThIO
OT 3 ¢ 10 2 MUH; TOHMYECKHE TIPUCTYIbI HauboIee BbI-
paxkeHbl BO CHe. B momosiHeHre K TOHMYECKHUM ITPUCTY-
I1aM BTOPOi1 TUII IPUCTYIOB 00s13aTeJICH ISl YCTaHOBJIE -
Hus auardo3a CJIT 1 MoXeT BKIIOYaTh JJr000i Apyroii THII
MPUCTYIIOB U3 CIEAYIOIINX: aTUITUYHbIE a0CAHChI, ATOHU -
YyecKue, MUOKJIOHWYECKUE, (poKaJbHbIe ¢ HapylIeHHEeM
CO3HaHUS, TeHepaJIM30BaHHbIE TOHUKO-KJIOHMYECKUE,
OecCyIOPOXHbBIN STMMISTITUICCKUIM CTATyC, STUICITHYEC-
Kue cra3Mmel [45].

C 11e71bI0 YCTAaHOBJICHUS 3THUOJIOTUY 3a00JICBaHUS BCEM
nanueHTam ¢ CJIT' pekoMeHI0BaHO MPOBEACHUE TEHETH -
YEeCKUX MCCIIeNOBaHUI IMOCIEIHEro MOKOoJeHUs (next
generation sequencing, NGS), cpeaiy KOTOpPBIX MPUOPHU-
TETHOE 3HAYCHUE UMEIOT ITOJTHOE CEKBEHMPOBAHUE 3K30-
Ma U, B e clydyaeB, XpOMOCOMHBI MUKPOMATPUYHBII
aHanu3 3K30HHOro ypoBH: [11, 32]. [Ipu oTcyTcTBUM Be-
pUGUIIMPOBAHHBIX TEHETUYECKUX HApPYIIEHWH, a TaKKe
MPY HAJIMYUHU Y OOJIbHBIX (POKATBHBIX IPUCTYIIOB M OYa-
TOBBIX HEBPOJIOTMYECKHUX CUMIITTOMOB 00513aTEJIBHO MPO-
BeJICHUE BHICOKOPa3pelIaolieil MarHUTHO-Pe30HAHCHOM
ToMOTrpacdHu MO MPOrpaMMe SMUICTTOJIOTHIECKOro CKa-
HupoBaHust. DoKabHbIe KOPTUKAIbHBIC TUCTUIA3MH, 0CO-
O6eHHO IA Tuma, Ype3BbIYAaHO CIIOXKHO BU3YATU3UPYIOTCS
Ha TOMOTPAaMMe€ U MOTYT OBITh IIPUYMHOM «CTPYKTYPHOTO
BapuanTa» CJII' [12]. PaHHee BbIsiBIeHUE KaHAWIATOB Ha
OIEPALINIO U TIPOBEICHUE XUPYPTUICCKOTO JICUSHUS ST -
JIETICMM BO MHOTHX CJIyJasiX ITO3BOJISTIOT M30aBUTh TTallM-
€HTOB OT MPUCTYIOB U YAYYIINUTh UX KOTHUTUBHBIC (DYHK-
uuu (H. Holthausen u coasr., 2014).

B 1966 . MapcebCcKoii rpynioii ObLIU BIIEPBEIC OITYy-
OJIMKOBaHBI KJIMHUKO-3JIeKTpodHIedanorpadpuyeckue
Kputepuu cuHapoma JleHHokca [21], KoTopble BKIIOYAIM:

1) yacThle TOHUYECKHME MPUCTYMLI U aOCaHCHI TUIIA petit
mal variant;

2) 3aIepKKY IICUXUYECKOTO Pa3BUTHS;

3) B3I'-aHoManuy B MEXITPUCTYITHOM TI€PUOE C TICEB-
JTOPUTMUYHBIMU T DY3HBIMU MEAJICHHBIMU ITUK-BOJI-
HOBBIMU KOMILIeKcamMu yacTotoi 1,5—2,0 B ceKyHmy.
B nanpHefieM pa3imyHbIMU TPyIIIIaMy aBTOPOB ITPe/I-

Jlaranuch quarHoctuyeckue kputepuu CJIT u Hanbonee
TOYHbIC ObLIU TIpeAcTaBiaeHbl A. Beaumanoir u Ch. Dravet
(1992), a 3atrem P. Genton u Ch. Dravet (2007). Oxu 6a-
3UPYIOTCS Ha KJIaccuuyecKoil Tpuazae JIeHHOKca, Kacaro-
1Ieiics XapakTepa MPUCTYITOB, KOTHUTUBHBIX HAPYIIEHUI
U faHHBIX OOI:
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1) snuaenTrYecKre MPUCTYIIbI: aKCHaTbHbIE TOHUYE-
CKUe, aTOHUYECKME ¥ aTUITMYHbIC aOCAHCHI;

2) HapymeHust ODI: pas3psinbl AMbdY3HBIX MEATIEHHBIX
MMUK-BOJHOBBIX KOMITJIEKCOB B 00ApcTBOBaHUU (“petit
mal variant™), a Takke mpo0eru ObICTPBIX pPUTMUUHBIX
BOJIH, MEJICHHBIX MOJIUCIIAiKOB U, CBEPX TOTO, TeHE-
paJIi30BaHHOM OBICTPOIf AKTUBHOCTH C YaCTOTOM OKO-
J0 10 Iix Bo cHe;

3) HEBPOJIOTMYECKUIA CTATYC: 3aIepXKKa IICUXMUYECKOTO pa3-
BUTHS B COYETAHWU C HApYyLLIEHUsSIMU TToBeneHusI [ 13, 22].
[MpuBOIMM COBpeMEHHbBIE IMATHOCTUIECKIE KPUTEPUU

CJIT corymacHo HOBO# MeXXAYHApOIHOM KaccupuKaluuu
SMUJIeNTUYEeCKUX cuHIpoMoB 2022 1. [45].

O0s3aTe/bHBIE KPUTEPUT

IIpuctynsl: ToHUYeckrue + XoTs Obl 1 13 J1000ro0
CJICYIOIIETrO TUIIA IIPUCTYIIOB:

* aTUMUYHBIC a0CAHCHI;

* aTOHUYECKMUE;

* MUOKJIOHUYECKME;

* (hoKaJIbHBIE C HAPYIIIECHUEM CO3HAHUSI;

* reHepaln30BaHHbBIC CYOPOXKHEIC;

* HEKOHBYJIbCMBHBII 3MUJICITUICCKUIA CTATYC;

* SMUJICHTUYECKUE CIIa3MBbl.

DB reHepalM30BaHHbBIE MEIJIEHHbIE TUK-BOJIHO-
BbIE pa3psabl yactoToi <2,5 Il (WM nx Halinaue
B aHamMHe3e Ha npyrux 99I); reHepanusoBaHHast
MMapoKCU3MajibHasi OBICTPOBOJIHOBAsI aKTUBHOCTb
BO CHe (WJIM ee HaJM4ude B aHAMHE3¢ Ha APYrux
29T).

Bo3spacr nedrora: no 18 ner.

JoIroCpoYHbBIii MCXOMA: PE3UCTEHTHAsl K Tepanuu
snwencust. UHTeeKTyaabHas HeIOCTaTOYHOCTh
OT JIETKOM A0 ITyOOKOIA.

HacTropaxusaronme npusHaKku

OBI: poTronapokcu3MaabHbIl OTBET Ha HU3KOYa-
CTOTHYIO PUTMHUYECKYIO (hOTOCTUMYJISILINIO (IIpE/i-
rmoJjiaraeT HaJMyyde HEeWpPOHAJIbHOIO IIEPOMIHOIO
JUnodycurHo3a 2-ro TUIAa).

Bo3spacrt gedrora: mocie 10 yer.

Kpurepun ncKimoyenus

OBI: ycToituuBbIil (POKYC 3MUICITUDOPMHON aK-
TUBHOCTU 0O€3 reHepaM30BaHHBIX IMUK-BOJHOBBIX
pa3psiaoB.

ITpynuymne! nevenns CJIT. CJIT, o onpenesieHU1o, OT-
HOCHUTCS K HauboJiee TSKEJIbIM U PE3UCTEHTHBIM K Jieue-
Hu1o hopMam anuiericuu. Kak v mpu 60J1bIIMHCTBE 31~
JIETITUIECKMX SHIIehaIoNaTuii, B 3a1ady Je4eHUST BXOIUT
HE TOJIbKO KYITUPOBaHKME IIPUCTYIIOB, HO U YMEHBIIIEHHE
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BBIPAXKEHHOCTU SMMIeNTU(HOPMHOI aKTUBHOCTU Ha D3I,
KOTOpas caMa 1o cede CIIoCOOCTBYET TOMOJIHUTEIEHOMY
YXYALIEHWIO KOTHUTUBHBIX (DYHKITUA.

Cnoxnoctu tepanuu CJII, mo HalleMy MHEHMUIO,
OIIPEIEISIOT ClIenyolre (paKTophl:

1) MOIMATUONIOTMYHOCTD 3a00JIeBaHUs (BKIIIOYAsT TeHE-
TUYECKHUE U CTPYKTYPHBIC (DOPMBI), BRICOKAs YacTOTa
HEYCTaHOBJICHHOI 3TUOJIOTHH;

2) momMopdU3M PUCTYTIOB, KaK reHepaM30BaHHBIX, TAK
1 (hOKaJTbHBIX (C MTpeodiafaHueM TeHepaTu30BaHHbIX);

3) BbICOYaliIIIasi YaCTOTa IMIPUCTYIIOB, CTATYCHOE TCUCHUE;

4) pucK arrpaBalli¥ IIPUCTYIIOB, B TOM YMCJIC SIUJICII-
THYECKOTO CTaTyca;

5) He0OXOAUMOCTD BO BCEX CyYasixX IJUTEIbHOM MO~
tepanuu ADII, yTo MPUBOAUT K CIOXHOCTIM JieKap-
CTBEHHOT'O B3aMMOJEUCTBUS M PUCKY BO3HUKHOBEHUSI
CHCTEMHBIX TTOOOYHBIX SIBICHUIA;

6) mepcucTHpOBaHUE MPHUCTYIIOB BO B3POCIIOM BO3pacTe;
BO3HMKHOBEHHWE 3HAUYMTEIbHBIX CJIOKHOCTEI Kypaluy
JaHHBIX MTallMeHTOB HEBPOJOTaMM, HE UMEIOIIUMU
onbiTa padoTsl ¢ gAetbMu ¢ CIIT;

7) dbapmakope3nCTeHTHOCTD (00s13aTeIbHBIN KpUTEPUil),
onpeessonias CKENTUIIM3M MHOTUX Bpadyeil B OTHO-
wenuu neyenus: CJIT [3-5, §].

B neyennu CJII' B HacTos1Lee BpeMs MPUMEHSIOTCS
CJICIYIOIIE METOMIBI.
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[IpakTr4ecKuii OmbIT Bpayeil BO BCeM MUpE ITOKa3al,
yto MoHoTtepanusa npu CJII' oObiuHO HeapdeKkTUBHA
1 BEPHBIM T€ParieBTUYECKIM ITOIXOIOM SIBJISIETCS «PaLIMO-
HaJbHas MOJUTEepanus» (C y4eTOM MOOOUHBIX 3((PEKTOB,
JIEKapCTBEHHBIX B3aMMOIEHCTBUIA M MEXaHU3MOB JICHCTBHS
ADII) [14, 42]. JleyueHune oCylLIEeCTBISIETCS MPUMEHEHUEM
noutepanuu ADI1 B MaKCUMaIbHO TTEPEHOCUMBIX 103aX
[16, 19, 28, 29]. B xayecTBe cTapTOBOIi TepaIiu, KaK mpa-
BWJIO, IIPUMEHSETCS BajbIipoat B 1o3e 30—60 Mr/Kr/CyT.
B Hacrosiiee BpeMst B MUpe oUILIMATIEHO 3apeTUCTPUPO-
BaHbl HecKoJibKo ADIT mnst neyenus CJIIL pyduHamun,
¢endamar, TaMOTPUIKMH, TOITMpaMaT 1 KiaobazaM (TIPUCTy-
bl TIAJICHUI), U elle HecKoiabkKo ADIT mpumeHsitores off-
label ¢ onpeneneHHbIMM TOKA3aHUSMU U OTPaHUYEHUSIMU
(Harpumep, BasibItpoat, Opomunnbl) [34]. Ipenaparsl BEIOOpa
B KOMOMHUPOBAHHOM Tepanuu: pyGruHaMuI, JaMOTPUI -
XuH (3—7 mr/kr/cyt), Tonupamar (3—10 Mr/kr/cyr),
3TOCYKCUMUI Tipu adbcaHcax (20—40 mr/Kr/cyT), JeBeTu-
paueram (30—60 Mr/Kr/cyT), IepaMITaHe]l IpU HaTUIUKU
(hokaIbHBIX TPUCTYNOB (4—8 Mr/cyT), Kloba3aM Mpu cTa-
TYCHOM TEUEHUM ITPUCTYIIOB M MUOTOHUYECKUX MaACHUSIX
(W1 MMOKJIOHMYECKM-aTOHMYECKUX TTPUCTYIIax — TeHepa-
JIM30BaHHBIX MPUCTYIAX, MPOSBISIOIINXCS MUOKIOHUYE-
CKUM TIOAEPTMBAHMEM, BCJIEI 32 KOTOPHIM BO3HUKAET MbI-
1IeyHasi aToHus ¢ mageHueMm) (okosio 1 Mr/kr/cyr) [24,
34-36, 38]. Ucxong 3 Halllel MPaKTUKU, ONITUMAaJIbHEIE

Mertonpi aevenns CJIT

3) UMMYHOIJIOOYJIMHBI (HEAOCTOBEPHO);
4) TJIIOKOKOPTUKOCTEPOUIbI (HEAOCTOBEPHO);
5) TUPEOTPONUH-PUIU3UHT-TOPMOH (HEAOCTOBEPHO);

7) deHpmopaMuH* (3PHEKTUBHOCTDL U3yJYaeTcsl).

THHa, pexe — KapbaMa3eIrHa.
HemenukamenTo3nsie MeToanl [1, 18, 22]:

BO3MOZKHO ITOJTHOC U3JICYCHUE OT 3HI/IJ'[CHCI/II/I!);

— KeTOreHHas IMETa;
— CTUMYIJISILIUST OJTY>KIaI01IEero HepBa;
— IIyOoKast MO3roBast CTUMYJISILINSI
— cyOmMalbHbIe HACCUKU;

— MepeaHsIs KaJUI030TOMMUSI.

MenukameHTO3HbIe MeToabl (mpuMmeHeHue ADIT) [18, 22]:

1) 6azoBbie ADIT (BO3MOXKHO B MOHOTEpAIUM): BaJIbIIPOAaT, TONMpaMar, JaMOTpUIKIH, (pedaMaT™;

2) nononHUTeabHbIe ADI: pydbrHaMuI, CYKIMHUMUIbI, 30HUCAMUI, JIeBeTUpalleTaM, TiepaMIlaHell, OeH3011a3e-
MUHBI, KapbaMa3enuH, oKcKapOa3enuH, GeHUTOMH, (peHOoOapOUuTa;

6) KaHHAOUIMUON (AMUINOJEKC*) (BEpOSITHO 3(P(DEKTUBEH);

BosMmoxxHa arrpaBarust IpUCTYIIOB (B psiae caydaeB) MpY MPUMEHEHUH KJIOHa3emaMa, HUTpasernama 1 rabarneH-

1) onepaTUBHOE JieueHUE TIPU CTPYKTYPHBIX (hopMax: orepaiuu pe3eKinyu U TUCKOHHEeKIU (3¢ dekT nokazaH

2) maJIuaTUBHbBIE METOIBI C BapradeIbHO 3(p(heKTUBHOCTHIO:

KpOMe TOrO, C LICJIbIO YIYUIICHUA Pa3BUTUA U COIMaTIU3allnN HEOOXOAUMBI PETYIAPHBIC KOPPEKIIMOHHBIC 3aHs-
THUA CO CIICENUAIMCTaMU: TICUXUAaTPOM, TICMXOJIOTOM, JIOIOII€A0OM, I[C(I)GKTOJ'IOFOM.

*ADII He 3apeructpupoBan B PO.
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koMb6uHauuu B JeyeHuu CJIT craemyroiue: Baibnpoart +
pybrHAMUI, WY JTaMOTPUIXWH, WU TOITMPAaMar; Bajlb-
npoat + 3TocyKcumug + kiaobdazam [5].

B cootBercTBUM ¢ pekoMeHaaumssyMu sKkcriepta C.P. Pana-
yotopoulos (2007, 2010), B neuernnu CJIT 1 gpyrux smm-
JIITUYECKHUX SHIedasonaTuit K nmpemnapataMm IepBOro
BBIOOPA OTHOCSAT BaJIBIIPOAT, JIAMOTPUIKUH, JIeBeTUpAalle-
TaM, pyduHamu, Tonupamar (Beioop ADII B Oosbliieii
CTENEHU 3aBUCUT OT MPE0OJIaAA0IIEero TUTTA SMUAIETITH -
YeCcKUX MpHUCTyIoB). K mpenapaTam BToporo BHIOOpa aBTOp
OTHOCHUT KJ100a3aM, KJIOHa3emaM, 3TOCYKCUMMU, (heHUTOMH,
(hendGaMart. AIBTEepHATUBHBIMU METOJIAMU B PE3UCTCHTHBIX
CJIydasix sIBJISTIOTCS KETOTEHHAsl IreTa, CTUMYJISLIMS OJ1y-
KIAIOIIETO HepBa, XUpyprudeckoe jJeueHue (pyu HaTMIMKu
nokazaHuii) [41].

B 2017 . rpyninoit sxkcneptoB [19] 6611 nipeaioxkeH
anroput™m JedyeHust CJIT. B c¢Bs3u ¢ sBomonuein CJIT
C BO3PacTOM U CIOXHOCTIMM AU GEPeHINATLHOTO 1 -
ar”Ho3a IMalMeHThbl ¢ KIMHUuYecKon U DO -KapTUHOM, uMe-
fomieit yeptol CJII' (maxe eciu MONMBITKU MPOBEAECHUS
nuddepeHIaTbHOTO AUarHo3a ObLIM HEYCTEIIHbIMU),
IOJKHBI TIotydaTh jedyeHue, Kak npu CJIT, go tex mop,
IoKa He OyIeT JoKa3aHo, YTO OHU CTPAJaloT APYTUM 3a00-
JIeBaHUEM, U He OyJeT yCTaHOBJIEH TOUHBIN quarHo3 [19].
B cBs13u ¢ TeM, UTO KOHTpOJb ITpuctynoB ripu CJIT tpya-
HOJIOCTHXXMM, Ha IPOTSKEHWU BCero 3aboJieBaHUs, Ha
pPa3HBIX BO3PACTHBIX 3TAallaX HYXXHO COOJIIOIATh GalaHc
MexXay 3(p(PeKTUBHOCTHIO U TTOOOYHBIMU 3 heKTaMu, TaK
KaK OCHOBHOM II€JIbIO T€pallui CTAHOBUTCS HE IOJIHOE
KYIMMPOBaHMUE MPUCTYIIOB, a MAKCUMAaJIbHO BO3MOXHOE
yay4diieHue KadectBa xxu3Hu nauueHToB (E.C. Hancock,
J.H. Cross, 2012). B 60ablIMHCTBE CIy4yaeB 1IeJblo Jieue-
HUSI CTAHOBUTCS MaKCUMAaJIbHOEC YMEHBIIEHHUE TSKECTH
M 4aCTOTHI HauboJiee TPaBMATUYHBIX TUITOB MPUCTYIIOB
y nanHoro 6ossHoro (E.C. Hancock, J.H. Cross, 2012),
K KOTOPBIM B IIEPBYIO O4epelb OTHOCITCS IMPUCTYITHI T1a-
JIeHUi. Y MalMeHTOB ¢ HeJaBHO TMarHOCTMPOBAHHBIM
CJIT" npernapaToM IepBoro BbI0Opa B MOHOTEpAIIUU SIBJISI -
€TCSI BAJIBIIPOAT, YTO CBSA3aHO C IIMPOKUM CIIEKTPOM €To
JIeCTBUS U HU3KUM IOTeHLIMaaoM arrpasaivu [19]. Ipu-
MEHEHME BaJIbIIpoaTa aCCOIMUPOBAHO C PUCKOM Pa3BUTHSI
renaToTOKCUYHOCTU ¥ TPOMOOIIMTONICHUH,, KOTOPBIi I10-
BbIIIaeTcs npu nonurepanuu [38]. Ho ocHOBHBIMU TTIpO-
OyieMaMU SIBJISIIOTCSI TepaTOreHHBbIN 3¢ deKT mpenapaTa
M HEeTaTMBHOE BIMSHME Ha PENPONYKTUBHBIE (DYHKIIUU,
YTO OTrpaHMYMBAET €r0 NMPUMEHEHME NPU SIUJICIICUMN
Y XEHIIMH IeTOPOIHOro Bo3pacTta [19] Temu cutyanusmu,
KOTIJIa BaJIbIIPOAT sIBJIsieTcsT Haubosee 3(pheKTUBHBIM TIpe-
IapaToM C YY€TOM THUIIa IIPUCTYITOB ¥ (DOPMBI SITUJICTICUN
[46]. Ecnu BanbIipoaT B MOHOTEpAITMA HE BBI3BIBACT 3Ha-
YUTEIBLHOIO YIyYIllIeHUs (B OOJBIIMHCTBE CIIydyaeB MpU

*ABII He 3aperucTpuposan B PO,
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CJIT" MoHOTEepanust HeAOCTaTOYHO 3(PPeKTUBHA), PEKO-
MEHIOBaHBI ITePeX0]] Ha MOJIUTEePaIIMIo U 100aBIeHUE JIa-
MoTpukuHa. Eciam KkoMOMHaLuMs BalbIIpoaTa U JaMo-
TPUIXMHA He oOecIieurMBacT aleKBaTHBIA KOHTPOJb
MPUCTYIIOB, PEKOMEHIOBAHO n00aBiecHUEe pydruHaMuaa
(IIp¥ 3TOM HYKHO IOTIBITAThCSI OTMEHUTh BaJIbIIPOAT WU
JIaMOTpUIKUH). B pamkax gaHHOro ajaroputMma pypuHa-
MM OTHOCUTCS K IIperiapaTtaM IepBOro BbI0Opa B JOTIOJ -
HUTEJIBHOM TEPaIMU HapaBHE C JIAMOTPUIKMHOM (aBTOPBI
PEKOMEHIYIOT BBOAUTH py(hHHAMUJ Cpa3y IMocjie KOHCTa-
Talry Hed(POEKTUBHOCTY MHULIMATIBHON MOHOTEpaIuu
BaJILIIPOATOM U HEIOCTaTOYHOM 3((HEKTUBHOCTA KOMOM -
HaIlMY BaJIbIIpoaTa U JIAMOTPUIIKIHA).

Tonupamar, kiiob6azam u ¢pedamar — mpernaparhbl BTO-
poro BbIOOpa B KOMOMHUpOBaHHOM Tepanuu. [1pu BBene-
HUU B nosuTepanuio HoBoro ADII Hy>XHO MOIBITaThCS
OTMEHMTD OIMH 13 MeHee 3(D(hEKTUBHBIX MIPEAapaToB, TaK
KaK OTCYTCTBYIOT JOKAa3aTeJbCTBA JOMOTHUTEIbHOMN 3¢h-
(bexTHUBHOCTU TTPU MIPUMEHEHUY KOMOMHALIMY 0oJiee YeM
u3 2 ADI1. Kpome Toro, komouHaius 13 HecKoabkux ADI1
3HAYUTEJIbHO MOBBIIIAET PUCK Pa3BUTHSI TTOOOYHBIX (-
(beKTOB U JIeKapCTBEHHBIX B3aUMOICICTBHIA.

B nanpHeiiieM B JOITOJHUTEIBHOM Teparuy BO3MOX-
HO IIpMMEHEHUE JIeBeTHpalieTaMa, 30HUCaMUIa U TTepaMITa-
HeJia (Tak Kak 3Tu ADIT MMeIoT IMpoKuii CIIEKTp ISHCTBUS),
3TOCyKcMMMIA (MOXKET ObITh 3(h(eKTUBEH B JieUeHUU abcaH-
COB, HO JIOJDKEH BCeraa MpUMEHSIThCs B KoMOrHaLmu ¢ ADI,
3(HEeKTUBHBIM B OTHOLIEHUH TOHUKO-KJIOHUYECKMX WA
TOHUYECKUX/aTOHMIECKUX IMPUCTYIIOB, TAK KaK 3TOCYKCUMMUT
Hea(GEKTUBEH B OTHOILIEHUH MPUCTYIIOB 3TOro TUia). Tak-
K€ B HamOoJiee Pe3MCTEHTHBIX CIIy4asx PacCMaTpUBAIOTCS
BO3MOXXHOCTH ITPUMEHEHMST CTUPUITEHTOMIa* (B KOMOMHAIIM
C BaJIbIIPOATOM U Kjiobazamom) [19].

B cooTBeTCTBUM ¢ MOCIEIHUMM PEKOMEHIALIMSIMU
HanmoHanbHOro MHCTUTYTA 3M0POBbS M KaueCcTBa KIIMHM -
yeckoit momoinu Benukobputanuu (National Institute for
Health and Care Excellence, NICE) ctapToBas MoHOTepa-
s y geteit ¢ CJII' HaunHaeTcs ¢ BaJibIipoaTa; B JOIOJ-
HUTEJIBHOI Tepaluu y AeTei, MOJAPOCTKOB M B3POCIBIX
MIPUMEHSIETCS JIAMOTPUIKUH (BO3MOXKHO ITPMMEHEHUE
TakxKe B MOHOTepaIluu), Aajee — Kjiobasam, kiaodazam +
KaHHaOuaAMON*, pypuHAMUI U ToNUpaMart. AJIbTepHATUB-
HBIMM METOJIaMM SIBJISIIOTCSI KETOTEHHAsl IeTa U IpruMe-
HeHue (perbamara B CIieLIMaIM3MPOBaHHBIX 1IeHTpax. OT-
JIeTbHO BhiAeaeHbl ADII, KoTopble MOTYT B psijie CllydacB
BbI3bIBaTh arrpaBauuio npu CJIT: kapbamasenuH, rada-
MEHTUH, OKCcKapOa3eluH, JakocaMua, deHobapouTal,
nperadaauH, TharabuH 1 Buradbatpu. Cnenyet oOpaTuTh
BHMMaHUe Ha TO, 4To B nnepedyeHb ADII, cmocoOHBIX BbI3-
Batb arrpaBauuio npu CJIT, Takke BKIIOYEH JJaMOTPUIKUH
[20]. J.H. Cross u coaBt. (2017) Tak:ke CYUTAIOT, YTO Kap-
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Oama3enuH, oKcKapOa3emnuH, 3CIMKapOaselHa aleTar,
THarabuH 1 GEHUTOMH MOTYT IPUMEHSIThCS JIUIIIb C 00JIb-
1I0i1 OCTOPOXKHOCTBIO B CBS3U C TTOTEHIIMAIBHBIM PUCKOM
arrpaBalliy IPUCTYIIOB MaJeHUI, UMEIOIIMX MUOKJIOHU -
YyecKuit KOMIOHeHT [19]. OgHako, ¢ Hallleit TOUKY 3peHusl,
y MaIlMEHTOB CTapILEero AeTCKOTO BO3pacTa M B3POCIIBIX
B cliyyae npeoOiagaHusl (hOKaIbHBIX M OMIaTepaibHbIX
TOHUKO-KJIOHUYECKUX ITPUCTYIIOB BO3MOXHO B KOMOMHU-
POBaHHOI TepaIMy IMIPUMEHSTH Ipernaparhbl, 0JJ0KUPYIO-
IMe HaTpueBble KaHalbl: DEHUTOWH, KapOaMa3elrH,
OKcKapOa3enuH u jakocaMmuf [5].

ITo muenuto R. Sankar u coanr. (2023), Ha OCHOBaHUM
KJIMHUYECKOT'O OIbITa pyOUHAMMUI JOKEH OBITh ITEPBBIM
IperapaToM B JAOMOJHUTEIBLHON Tepalvu, B TOM YUCTIEC
B KOMOMHAILIMY ¢ KJ100a3aMOM, U MOXET ObITb BHICOKO-
3¢ deKTUBEH B JICUEHUN TOHUYECK-aTOHUYECKUX TPH-
crynoB nipu CJIT [42].

IMpuctynel nagenuii npu CJII' HauGoJiee oracHbI 1151
MalMEHTOB U MPEICTaBISAIOT YPE3BbIYATHO BaxKHYIO MTPO-
01eMy, Tak KakK CBsI3aHbl C pUCKOM TpaBMaTu3aluu [14].
B HacTostiee BpeMs B JieUeHUH IPUCTYIIOB MaJeHMIA TOKa-
3aHa 3¢ peKTUBHOCTD caeayromux ADI B tonoHUTeIbHO
Teparnuu: pypruHamMuI, KaHHaOMIMOJ, Kiloba3aMm, denbdamar,
¢eHpIopaMyH, 1aMOTPUIKUH U Torupamat [14]. TTpu-
crynbl nageHuit mpu CJIT cokpaluarorcst Ha (poHe JieueHUs
oT 68,3 % — npu IpUMEHEHUM BBICOKHX JI03 KJIoOa3ama
1o 14,8 % — npu npueMe Tonmpamara [ 14].

[TporHo3s 3aboneBaHus Bcerna oueHb cepbeseH. [1om-
Hasl pEMMCCHSI JOCTUTACTCsI, 110 JAHHBIM Pa3HBIX aBTOPOB,
ot 0 1o makcumyM 14 % ciayuaeB (M. Nikanorova 1 coasr.,
2009, 2014) [3, 7, 32]. Heobxonyma paHHsIs BeprbrKalus
ctpyKtypHBbIX popm CJIT ¢ mpoBeneHneM, B ciiydyae BO3-
MOXHOCTH, PaJIMKaJIbHOTO OIEpaTUBHOIO BMEIIATEIbCTRA:
(hokanbHOM KOPTUKAIBLHOM Pe3eKIIMU WIIA TeMucdepoTo-
Muu. PaHHee IpoBeneHNe OIepaTUBHOTO BMEIIaTeILCTBA
MOXET 3HAaYUTEIBHO YIy4YIIUTh KOTHUTUBHBIC (DYHKIIUKM
MalyeHToB 1 KayecTBo xku3Hu cembu (H. Holthausen u coasr.,
2013) [12].

Ocooennoctu jeyenuss CJIT' B pasHble BO3pacTHbIE
nepuoabl. CJII" HaurHaeTCcsl OOBIYHO B AETCKOM BO3pacTe
U UMeET TIOXM3HeHHOe TedeHue. B psize cirydaeB 3abote-
BaHME BIIEPBbIC HAYMHAETCS WJIM AUATHOCTUPYETCS B IO -
POCTKOBOM WJIU B3p0oCioM BospacTe [27]. B npyrux cirydasx
knuHudeckast kaptuHa CJIT ¢popMupyeTcst B pe3ybTaTe
sBoMoLMM MiaageHuyeckux OPD. Haznauenue ADII npu
CJIT" B pazHOM BO3pacTe UMEET CBOM OCOOEHHOCTH.

Cunnapom Jlennokca—IacTo B Mmiagendyectse. B ciyyae
tpaHcdopMarin CJIT" u3 cuHapoma 3MUIESITUYECKUX WH-
(baHTUIIBHBIX CITa3MOB WX MJlaieHYecKX DPD MoxkeT ObITh
addexTrBeH BUuradbaTpuH (B cpenHeit nose 100 mr/kr/cyr),
0OCOOEHHO IPU CTPYKTYPHBIX (hopMax smuiierncuu [4, 5, 19].

4

B neuennu CJIT y neteit, kKak 00CY>KIaJI0Ch BBILIE, TIPH-
MEHSTIOTCSI BaJIbIIPOAT (B CTApTOBOI Tepanuu), pybrHaMuI,
TOIMPAMAT, JAMOTPUKMH, 3TOCYKCUMMI U KJ106a3aM.

B cOOTBETCTBUU C aJIrOPUTMOM, IPEITOXKCHHBIM
J.H. Cross u coasr. (2017), nmpu 3BOJIOLUMU APYTUX PopM
SIWIETICUU (HaIpuMep, CUHApPOMa MH(MaHTWIBHBIX CIIa3-
MOB) Y JIeTeii paHHETr0 BO3pacTa ¢ TyOepO3HBIM CKJIEPO30M
K Teparuy MOXET OBbITh 100aBJIeH BUTabaTPpMH B CPeIHEM
nmo3e 100 mr/kr/cyT. Eciiu mauyeHTsl yKe MoJTydaloT Bajlb-
IpoaT K MOMEHTY ycTaHoBIeHust auarHo3a CJIT, crieny-
IOIIMM 3TaIllOM PEKOMEHAYeTCs 100aBICHHUE K BaJIbIIPO-
aTy JaMOTpUIXUHA, Jajee — BBeAeHUE pypruHamuaa,
U ajiee — JAeCTBOBATh B COOTBETCTBUM C paHEe MPEIIO-
>KEHHBIM OOILIIMM aJITOPUTMOM.

Ecnu nauueHT paHee He MMojiydyas BajbIllpoarT, a IMojy-
yaeT apyroii ADIl K MOMEHTY YCTaHOBJICHMSI TUarHo3a
CJIT (yaiue — neBeTUpaLeTam), MpeajiaraloTcs BBeAeHe
BaJIBIIPOATa C MOCTEIEHHOM OTMEHOM JIeBeTUpalleTaMa
U Tepexo K MPpeITOKeHHON cxeMe.

Ecnu mauueHt nonyvaet 6osee 1 ADII u He monyvaeT
BaJIbIIPOAT, IIpeIaracTcs BBEICHME BajblIpoaTa ¢ IoCTe-
neHHoit otMeHol 1 ADII. I1pu oTcyTCTBUM yIydlleHMS],
eCJIM TMalMeHT He mojydyaeT JamoTpumxuH, J.H. Cross
M COABT. IIPeUIaraloT MOCTeNeHHYI0 OTMeHY Broporo ADII
U BBeJICHUE JTaMOTPUIKMHA (B KOMOMHALIMU C BaJIbIIPO-
aToM), a ajiee Mmepexo K MpeioxXeHHoi cxeme [19].

Cunapom Jlennokca—TIacTo y B3pociabix. TUNIMYHbBIE
kanHundyeckue u D3I -xapakrepuctuku CJII' mpucyrct-
BYIOT IMEHHO B JIETCKOM BO3pacTe U CO BDEMEHEM MOTYT
n3MeHsThed [33, 41]. [Toatomy B Tex caydasix, korna CJIT
He TWarHOCTUPOBaH B IETCKOM BO3pacTe, yCTaHOBJIEHUE
JIMarHO3a 3TOr0 KJIMHUYECKOTO CHHAPOMA Y B3POCIIBIX
MOXET BbI3bIBaTh 3aTpyaHeHue [27, 41]. BaxXHO OTMETUTb,
yTto, mockojibKy CJIT, kak mpaBuio, HaUMHAETCs B JET-
CKOM BO3pacTe, COXpaHEHUEe MPUCTYIIOB BO B3POCIOM
BO3pacTe BCerna yKasblBaeT Ha PE3UCTCHTHOE TEYCHME
snuerncuu [41]. PedpakrepHOCTb SIUAEITUYECKUX MTPH-
crynoB K tepanuu 1ipu CJIT BcTpedaeTcs 4acTo: U3BECT-
HO, 4TO TOJbKO y 10 % mauuenToB ¢ CJII" mocturaercs
peMuccust Bo B3pocioM Bo3pacte n'y 90 % cdopmupyercs
¢dapmakopesucTeHTHasa snuiencus [38]. Cneayer yuu-
TBIBaTh, YTO, KaK MPAaBUJIO, Y 3TUX MAllMEHTOB IMPOBOIM -
JINCH TIOIBITKY Tepanuu OOJBIIMHCTBOM W3 MPUMEHSI-
eMbIX B Hactosilee BpeMsi ADII 6e3 cyliecTBEeHHOTro
VIIYYIIEHUSI.

ITo naHHBIM cucTemMaTU4yecKoro oo63opa D. Samanta
(2021), K HACTOSIIIEMY BpEMEHU B PAaHIOMU3UPOBAHHBIX
KOHTPOJIMPYEMBIX MCCJIEIOBaHUAX OblIa JoKa3aHa 3¢-
¢extuBHocTh pu CJIT, B TOM unciie y B3POCIbIX, CASAY-
formx ADI: pybuHaMuaa, 1aMOTpUIXUHA, TOITMpPaMaTa,
¢enbamara, kJ1060a3amMa M KaHHabuauona [41].
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G. Montouris 1 coaBt. (2020) mpeanoXuId alropuT™M
BeaeHUs1 B3pocibix nanueHToB ¢ CJII, B cooTBeTCTBUM
C KOTOPbIM BblieJieHO 3 ypoBHs Teparuu. Ha 1-m ypoBHe
TperapaTaMy IIepPBOro BbIOOPA SIBIISTIOTCS BAJIbIIPOAT, KJI0Oa-
3aM, JIAMOTPUIDKWH, pyOUHAMUIT, TONUpaMaT M KaHHAOMI -
on. Ha 2-M ypoBHe Bo3MoxHO npuMeHeHre ADIT Broporo
BbIOOpA: JIeBeTHpalieTamMa, MepamIlaHenla, 30HUcCaMua.
Ha 3-M ypoBHe BO3MOXKHO ITpuMeHeHue edamara, J1akoc-
amMmuna, OpuBapalieTaMa, lieHooamarta. IIpuMeHstoTcs pexe,
TaK KaK MOTYT BbI3bIBATh arrpaBaliMio MPUCTYIIOB, Kapbama-
3eMK1H, OKCKap0asenuH, (peHUTOWH, BUTadaTpuH. AJIkTepHa-
THUBHBIE (HehapMaKOJOTMUECKKME) METOIBI — KETOTeHHast
JIMeTa U XUPyprudeckoe iedeHne, KajyIo30TOMUSI, YCTAHOBKA
BaroCTUMYJISITOpa, TyOOKast CTUMYJIsIst Mo3ra. MimeeT 60/1b-
110€ 3HaYEHUE COLMATbHOE 00eCIICUeHME MAllMeHTOB; B3aK-
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B TeueHue Gonee 200 neT nocne CBOEro oTKpbITUA oKcug, asoTa (I) wWupoko ucnonb3yetcs B MEAULMHE KaK CPEACTBO ANs
HapKO3a, B aBTONPOM3BOACTBE — KaK CPEACTBO, YAyUllaloLiee XapaKTepuUCTUKI ABUTATENeN, B NULLEBOI NPOMbILIEHHOCTH —
KaK KOHCEPBAHT U, K COXaNeHuio, y MONOJEXM — KaK Ierkoe HapKoTUYecKoe BellecTBo. HecMoTps Ha pacnpocTpaHeHHoe
MHeHU1e 06 OTCYTCTBUM BpeAa OT UCMONb30BAHUA KBECENALLEro ra3ay» B peKpeaLyoHHbIX LeNsXx, B IUTepaType U Ha NpaKTuKe
4aCTO BCTPEYAITCA NALMEHTbI C PA3INYHBIMU OCTOXKHEHUSMM, B TOM YUCIE HEBPONOrMYECKUMMU, BbI3BAHHBIMU UMEHHO yNO-
TpebneHnem okcuaa asota (I). OAHUM W3 MABHBIX MEXAHU3MOB NATONOTMYECKOrO BO3AEHCTBUSA 3aKUCH a30Ta Ha HEPBHYIO
TKaHb ABNAETCA MHAKTUBALNA BUTaMUHa B, 370 6bIN0 JOKa3aHO NyTeM n3ydYeHns (U3NKO-XMMUYECKIX CBOWCTB ra3a U ero
BAUAHUA HA OPraHW3M NabopaTOPHbIX XKUBOTHBIX, U3MEHEHUS KOHLEHTPALWK ONpefeNeHHbIX BEWECTB B OpraHU3Me Yenose-
Ka, a TaKXKe MyTeM UCNoNb30BaHUA LLMAHOKOOANaMMHA ANS leveHns AaHHbIX NaLMeHTOB. B HacToswelt paboTe onucaH Knu-
HUYECKWII Cyyail pasBMTUS MUENONONMHEBPONATUM, 0BYCNOBNEHHON TOKCMYECKUM BO3AelcTBMEM OKcUAa a3oTa (I).

KnioueBble cnoBa: okcug asora (I), «Becenswuit ra3», MUeIonoNMHeBponaTus, KOMGUHUPOBAHHAs NOJOCTPas AereHepa-
LSt CNIUHHOTO MO3Ta, LMAHOKOBanammH
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For more than two hundred years after its discovery, nitric oxide (I) has been widely used in medicine as an anesthetic,
in the carindustry as an engine performance enhancer, in the food industry as a preservative, and, unfortunately, among young
people as a mild narcotic substance. Despite the widespread opinion that there is no harm from the use of “laughing gas”
for recreational purposes, in the literature and in practice, there are a lot of cases when patients suffer from various complica-
tions, including neurological ones, caused precisely by the use of nitric oxide (I). One of the main mechanisms of the patho-
logical effects of nitrous oxide on the nervous tissue is the inactivation of vitamin B,,. This has been proven by studying
the physicochemical properties of the gas, the effect on the organisms of laboratory animals, the change in the concentration
of certain substances in the human body, and also by the use of cyanocobalamin for the treatment of these patients. This ar-
ticle describes a clinical case of the development of myelopolyneuropathy caused by the toxic effects of nitric oxide (I).
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C okcugom azota (I) yemoBeuecTBO MO3HAKOMMIOCH
B 1772 1, xorna 6purtaHckuii xumuk [xo3ed IMpuctiu myrem
HarpeBaHMsI JKeJIe3HBIX OIMIOK, CMOYEHHBIX a30THOM KHC-
JIOTOIA, BBIIEJIVII a3, KOTOPHBI Ha3Bajl «(pJIOTMCTUHUPOBAH-
HBI HUTPO3HBIA BO3myX». JIMIIbL CIYCTS TOYTH CTOJIETHE,
B 1844 ., aMepuKaHCKUi1 JaHTUCT XOpUC YaJIIC aKTUBHO Ha-
YaJjl MCTIOJIb30BaTh 3aKKCh a30Ta B aHECTE3UOJIOTMIECKIX 11e-
Jisix. C TeX Mop JaHHBIN ra3 aKTUBHO IPUMEHSIETCST BpayaMu-
aHECTEe3MOJIOTaMU 1 CTOMATOJIOTAMU B CBOEHA IIPAKTHKE.

OmnHako, TOMUMO CBOETO aHaJIbreTuueckoro 3¢ dex-
Ta, 3aKKCh a30Ta U3BECTHA OOIIIECTBY 1 KaK IICUXOTPOITHOE
HapkoTuyeckoe BemiectBo. Haunnas ¢ konua XVIII B.
U TI0 Ceii JICHb JIIOAM Pa3HBIX BO3PACTHBIX IPYIII UCIIOJIb-
3YIOT «BECEJISIILIMIA Ta3» C LIEJIbI0 BBI3BAaTh 31i(hoprUIECKOe
COCTOSTHWE W TAJUTIOLIMHALIHA [6].

HecMoTtpst Ha ObITyIOIIEE B 0011IECTBE MHEHNE O Oe3-
BPEITHOCTH MCIIOIb30BaHMs okcraa a3oTa (I) B pekpealiu-
OHHBIX 1IeJIAX, B MEAULIMHCKOM JIUTepaType OIMMCaHO MHO-
3KECTBO CJTy4aeB pPa3BUTHSI pa3IMYHbIX OCTIOXKHEHUH, B TOM
YUCJIe HEBPOJIOTMYECKHUX.

Kax n3BectHo, okcua a3ora (I) oka3biBaeT HEMPOTOK-
cHYecKoe JecTBre KaK HampsiMyto (aHTaroHu3m NMDA-
U OIMMOMIHBIX PEIENTOPOB, MHTMOMpPOBaHUE (PEPMEHTOB,
M3MEHEHUE MO3TOBOrO KPOBOTOKA), TaK 1 OITOCPETOBAHHO
yepe3 BuTaMuH B ,. MHakTuBanus MeTuakobaaaMuHa
MPOUCXOIMT 3a CUST OKHMCJICHUSI MOHAa KoOasbTa, 4To,
B CBOIO 0Yepe/ib, IPUBOAUT K 3aMEUICHUIO MHOTHX PeaK-
LU, B KOTOPBIX B, sAB/IsieTcst KOaKTOpOM (TIpeBpallieHne
romouucrerHa B MetnoHuH, S-MTHF B THF, metuin-
manoHmI-KoA B cykunauia-KoA). JlanHoe nedulimTHoe
COCTOSIHHE TIPUBOAMT K TeprudepudecKUM HEBPOIIATUSIM
(59 %), momocCTpoii KOMOMHUPOBAHHON JeTeHepaluu
crimHHOTO Mo3ra (36 %), Tokcuueckoil sHIiedaaonaTun
(5 %), 4TO B 11IEJIOM MPOSIBIISICTCS KIIMHUYECKON KapTUHOM
sHIepaToMueIoNoIuHeBponiaTuu [2—4].

Hau6osee yacTo MHTOKCHUKALIMS 3aKMChIO a30Ta Je-
OIOTUPYET C TMITECTE3MU AUCTATbHBIX OTIACIIOB HUXKHUX
KOHEUYHOCTeil. B manpHeieM MOTYT IMPUCOSIUHSITHCS
CJICIYIONIE CUMITTOMBI:

* ceHcUTHBHas aTakcus (66,7 %);

* JBUTATENbHBIC HapylieHus (58,3 %);

* rumo- u apediekcus (50 %);

* TUIOTOHUS MBIIIL PYK 1 HOT (41,7 %);

* addekTuBHbBIe HapymeHus (33,3 %);

* TUIOTPOMUST MBI TojieHe# u ctor (16,7 %);
+ cumriroM Jlepmurtra (16,7 %);

* MUpaMHIHBIe 3HaKU (25 %).

B 3aBHCHMOCTH OT BpeMEHM BO3HUKHOBEHUS CUMIITO-
MOB IIPUHSTO BBIACISTh OCTPOE Hayajo (10 4 Hexd), uMe-
foiee Mecto B 41,7 % Bcex ciydaeB, ITOAOCTPOE HAYajIo
(4—8 Hem) — 25 % Bcex citydaeB, XpOHUYECKOE TEUCHUE
(>8 Hem) — 33,3 % Bcex ciyyaes [1].

MapkepoM TOKCUIECKOTO BO3IEHCTBUS 3aKUCH a30Ta,
BBISIBIIIEMBIM ITPH JIAOOPATOPHBIX UCCICIOBAHUSIX, SIBJISI-
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€TCA CHIXEHUE KOHIIEHTpaUuu BUTaMKUHa B, B KpoBu
(<200 ir/mut). OnHaKo NaHHOE U3MEHEHUEe ObLII0 OTMeYe-
HO TosibKO Y 30 % mamueHToB. bojee cnenubudecKum
1 TATOTHOMOHUYHBIM OTKJIOHEHMEM SIBJISIETCS TIOBBILIICHUE
YpOBHel roMolycTernHa (> 15 MKMOJIb/JT) U METUIIMAJIO-
HoBoI1 KMcnoTHI (>0,75 MKMoJIb/T). BBUIy orpaHMuyeHHOM
JIOCTYITHOCTH OIpeieJIeHUs] KOHLIEHTpAl1 METUIMAJIO-
HOBO KMCJIOTHI B IIJIa3Me UCCJIeI0BaHUE KOHIICHTPpaLMU
TOMOIIMCTeNHA IIPEANIOYTUTEIbHEE.

Cpeu MHCTPYMEHTAJbHBIX METOAOB AMAarHOCTUKU
Haubosee UH(MOPMATUBHBI CTUMYJISILIMOHHAST 2JIEKTPO-
Helipomuorpadusa (DHMI) u MarHUTHO-pe3oHaHCHasI
toMorpadpust (MPT). ITpu nposenenun DHMI yaiiie Bce-
IO PETUCTPUPYIOTCS HApYILIEHUSI KaK MOTOPHBIX, TaK U CEH-
COPHBIX HEPBHBIX BOJIOKOH, ITPEUMYIIIECTBEHHO B HIDKHUX
KOHEYHOCTSIX, CMEILIAaHHOT'O aKCOHAJIBHOTO U IEMUETUHU-
3UPYIOILEro XapakTepa.

ITpu npoBeneHun MPT uaiie Bcero BbISIBASIIOTCS
rUnepuHTeHCUuBHBIE oyaru B T2-pexume. [MopaxeHust
CIIMHHOI'0 MO3ra OOBIYHO 3aTparvBaiOT >3 CErMEHTOB
¢ HamboJiee yacToi JoKajJu3aluueld B IIeifHOM OTaee,
pexe — B IPyIHOM OTAeJie CTMHHOro Mo3ra. JAuchyHkius
remMaTosHIlealuyeckoro 6apbepa U BO3HMKAIOIIWHI
BCJIEJICTBME 3TOT'O BBIXOJ KOHTPACTHOTO BellleCTBa B TKa-
HU BBISIBJISIIOTCS peako. EcTh HeKoTopasi B3auMOCBSI3b
MEXIy BO3pacTOM MallMeHTa W JOKaJau3alluei mopaxe-
Hus. Tak, y mallMeHTOB CpeJHeTo Bo3pacTa yallle rmopa-
JKarTCsl WIEWHBIN U BEPXHETPYAHOU OTIENbl CITMHHOTO
MO3Ta, TOrJga Kak y IETe M MOAPOCTKOB — IIEWHBIN
U HrxHerpynHoii. Ha akcuanbHbix cpe3ax MPT ouaru
UMeIoT crienuduyeckyo GopMy B BUAE NEepeBEepHYTOMR
OYKBBI V, UTO OTpaxkaeT MPEeUMYIIECTBEHHYIO BOBJICYEH-
HOCTbh 3aJJHUX KaHATUKOB [5].

OCHOBY TepaneBTUYECKOI0 MOIX01a ITPU MHTOKCUKA-
1IMM 3aKUCBIO a30Ta, TOMUMO OTKa3a OT 3JI0YTIOTPeOIeHUS
STHUM BEIlIECTBOM, COCTaBJISIET BUTAMUHOTEpaIus (BBee-
Hue BuTaMuHa B ). CyllecTByeT HECKOIBKO CXEM TEpANUU
LIMaHoKoOajgaMuHOM [1]:

* eXeHEBHOE BBeNieHNe BUTaMKuHa B, B o3e 1000 Mkr
BHYTPUMBIILIEYHO (B/M) B TeyeHue | Henm, majnee —
1000 MxT B/M 1 pa3 B Henelmo B TeueHue 4 Hell, Aajiee —
1000 mxr B/M 1 pa3 B Mecs1i;

* eXeHEBHOE BBelieHNe BUTaMuHa B, B o3e 1000 MKr
B/M B TeueHue 1—2 Hell ¢ MoceAyIolM BBeIeHUEM
aToi1 103kI 1 pa3 B 1—-3 Mmec;

* eXeHeJleNIbHOE BBeicHNe BuTamMuHa B, , B 103e 1000 MKr
B/M Ha NMPOTSDKEHUM 4 HeJl € TOCTIeIYIOIIUM BBEICHM -
€M 3TOM 103kl 1 pa3 B Mecsll;

* BBelleHMe BUTaMuHa B, B mose 1000 MKr B/M yepes
1 neHp B TeyeHWe A0 3 HeO WIM IO TeX Iop, MokKa
He Oy/IeT OTMEUEHO YJIyUYllIeHNUEe COCTOSIHMSI.
ITporHo3 BoccTaHOBJIEHUS TIPU TaHHOM IaTOJIOTUYe-

CKOM COCTOSIHUM MHIWBUIYAJIbHBIA M BapuabOelbHBIH,
3aBUCHUT OT BO3pacTa NalreHTa, 00beMa HEBPOJIOTMYECKO-
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ro aeuuTa, KOMOPOMIHOCTH, a TAKKE BPEMEHH Havyala
criennrIecKoit Tepanuu.

KnuHuyeckum cnyyait

Y nauuenmxu I., 23 nem, 6 cepedune anpens 2023 e.
NOAGUAUCH HCAN00bL Ha OHeMeHue cmon. B meuenue nedeau
owyujenue OHeMenuss pacnpocmpaHulsoCh NPOKCUMANLHO
Ha obaacmb eonerell, bedep u myaoguuye 00 ypo8Hs MOAOYHbIX
Jcenes, a MaKdice Ha 6epxXHile KOHEYHOCMU 00 YPOGHS A0OKMe-
6020 cycmasa. 3a MeOUyUHCKOU NOMOUbIO He 00pauaIacs.
20.04.2023 nomepsina 603MOICHOCHb CAMOCMOSMENbHO X0~
dumb 8caedcmeue cAab0CMU 8 HUNICHUX KOHEYHOCMSX.
25.04.2023 eocnumanu3zuposana 6 Hegpoao2uiecKoe omoe-
nenue ons e3pocavix I'bY3 MO «Mockosckuii ob6aacmHoil
HAYYHO-UCCAe008AMENbCKUL KAUHUYECKUU UHCMUMYM
um. M.®D. Bradumupckoeo».

H3 anamuesa HcusHu U38eCmHo, 4mo NauUeHmKa ¢ 0exaopsi
2022 2. Ha HepezyasapHoil ocHose (1 pa3 6 3—5— 7 dneit) ynompe-
O/1511a 3aKUCh A30MA 8 UHSAASUUOHHOUL (POPME 8 PeKPeaUOHHbIX
yensx (no namo 10-1umpoesix 6aniornos 6 cymku). Ilepenecen-
Hble 3a001e6aHUsL: XPOHUHECKUL IPO3UBHDLIL 2ACMPUM, NOZPa-
HuyHoe paccmpoticmeo auuHocmu (2014 2.), 6unonsiproe agpgbex -
mueHoe paccmpoiicmeo (2021 e.), 0eycmopoHHuli omum
u eatimopum (mapm 2023 2.). Ha momenm eocnumanuzayuu
nayuenmKa Ha NOCMOSIHHOU OCHOBe NpuHUMAaem QuyoKcemun
20 me/cym, aamompudncun 300 me/cym, arnpazonam 2 me/cym.
Co cno6 navuenmiu, ¢ 2020 2. no dexabps 2022 2. — excednegroe
ynompebneHue aikoeons («5 6ymoliok nuea u 2 0ymoliku 600-
Ku»); Kypenue ¢ 16 anem. HacredcmeenHocmo He omsieouieHa.
Annepeonoeumeckuii GHamMHe3: CoiNb HA KOMOUHUPOBAHHMIIL ICHPO-
2en-eecmaeenosblii npenapam icec.

Ha momenm ocmompa 6 Hegposoeueckom cmamyce omme-
Yaemcest CUMMEMPUHHOE CHUICCHUE MbIUEHHOU CULbl 8 NPOKCU-
MANbHBIX MbIUUAX BEPXHUX U HUMICHUX KOHeuHOCmell 0o 4 6ani08,
8 OUCMAanbHbIX Mbliyax 0o 3 641108, aperexcus; nOA0NCU-
menvHblil cumnmom Jepmumma, ecaedcmeue omcymcmeust
AKMUBHBIX OBUNCCHUT 8 HUMNCHUX KOHEUHOCHIAX — He803MOMNC-
HOCMb nposecmu U OUEeHUMb NAMOYHO-KOAEHHYIO Npody
u npoody Pombepea.

Hyecmeumenvhole HAPYWeHUs NPeOCmAaeaeHbl 2unecmesueti
no npoeoodHuK0soMy muny ¢ ypoeus Th4, ommeuennt eunecmesus
BEPXHUX KOHeuHOCcmell 00 Ypo8Hs 10Kmegoeo cycmaea (puc. 1),
CHUJICEHUE BUOPALUOHHOT YY8CIMBUMENLHOCMU 8 BEPXHUX KO-
Heurnocmsix do 7 Ip, 6 HuxcHux Koneurnocmsx 0o 0 Ip.

[locae eocnumanuzayuu 6 Hesposo2uteckoe omoenenue
T'BY3 MO «Mockosckuii o6nacmHoii Hay4HO-uccae008amens-
ckuil Kaunuveckuii uncmumym um. M.D. Baadumupckoeo»
nayuenmke npogedena MPT zonoenoco moszea, uieiino2o
U epy0HO20 OMOEN08 CRUHHO20 MO32a C KOHMPACHHbIM YCU-
AeHuem, no OQHHbIM KOMOPOU 8bIs6AEHO NPOMANCEHHOE N0~
padiceHue CNUHHO20 M032a HA YpoeHe no3eoHkog C2—C7
no x00y 3a0HuUXx u 60K08bIX KAHAMUKOS8 C 8U3YaAu3ayuell
YHACMKA HAPYUEHUS UeAOCIHOCMU 2eMAMOIHUeDANUECK020
bapvepa na yposue ceemenma C5—C6 (puc. 2—5).

7Tp

Puc. 1. Cxema uyscmeumenvhocmu nayuenmiu. Cepbim ysemom omoopa-
JICeHa eunecmesust, YUugpamu Omme1eHo CHUICeHue 8UOPAYUOHHOL UYECH-
BUMeNbHOCIU

Fig. 1. Scheme of the sensitivity of the patient. Hypoesthesia is displayed
in gray color, a decrease in vibration sensitivity is indicated by numbers

lanHble 1a60pamopHo-uHCMpYMeHmMAaAbHbIX UCCAe008AHULL
KAUHUMECKUIl U OUOXUMUMECKUII AHAAU3 KPOBU, 0OWULL AHANU3
Mouu — 8 npedenax pegepeHCHbIX 3HAYeHUll; aHall3 Kpoeu Ha
anmumena K eupycy ummyrooegpuuuma uenoeexa, HBsAg, anti-
HCV, anmumena k Treponema pallidum — ompuyamenvho,
00WUEl aHaNU3 CHUHHOMO3208011 HCUOKOCIU, A MAKJice noAUMe-
DA3HAs1 YeNnHAs PeaKyus CNUHHOMO32068011 ICUOKOCMU HA UH-
gexuuu — bes namonoeuu. Yposenv sumamuna B, 6 kpoeu —
163 ne/ma (nopma — 191—663 ne/ma).

Koncyavmuposana u ocmompena ogpmanvmonozom —
be3 namoaoeuu.

B cmayuonape nayuenmre makice Obiaa nposedeHa cmu-
myasyuonnas IHMT, no pesyrvmamam komopoii 6bin 8bisi61eH
3HAYUMDBLIL MOMOCEHCOPHDLIL NOAUHELIPONAMUHECKUI CUHOPOM
00eux HUICHUX U 8ePXHUX KOHeHHOCMell C NPeUMYUleCmeeHHbIM
806/1e4eHUeM OUCIANbHBIX Ce2MEHIMO08 — OeMUeAUHUBUPYIOUUL
mMun nopaxceHus.

3a epems HaxoxcoeHUs NAYUEeHMKU 8 He8P0A02UHeCKOM
omdeneruu (24.04—03.05.2023) nposedero caedyroujee ne-
yenue: yuarnokooaramur 2 ma (400 mxe) 8/m excedHesHo;
nupudokcuna eudpoxaopud 1 ma (50 me) 8/m uepe3 denv;
muamuna xaopud 1 ma (50 me) 8/m uepes denvb, pacmeop
muoxmoeoil kucaomot 600 me + 250 ma 0,9 % pacmeopa NaCl
BHYMPUBEHHO KANEAbHO e)CeOHeBHO.

Ha ghore nposedennoii medukamenmosHoil mepanuu 'y na-
YUeHmMKU OMMe4anach NOA0NCUMeNbHAs OUHAMUKA 8 8U0e y8e-
AUMEHUSL CUAbL 8 NPOKCUMANBHBIX MIULAX GEPXHUX U HUNCHUX
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Puc. 2. T1-pexcum maecHumHo-pe30HAHCHOI momozpaguu, cacummanbHblii
cpe3 wieiiHoeo omadena CNUHHO20 M032a: YHACMOK NOBbIUEHHO20 HAKONACHUS
KoHmpacmuozo npenapama Ha ypogre C4—C5 no xo0y 3a0HUX KAHAMUKO0E
Fig. 2. T'1-weighted magnetic resonance images, sagittal section of the cervical
spinal cord: area of increased accumulation of the contrast agent at the C4—C5
level along the posterior cords

Puc. 4. T'1-pexcum maeHumHo-pe30HaHCHOU MOMOSPapULL, AKCUANbHDLI Cpe3
wieliHo20 omoena CNUHHO20 MO32a: YHACHOK NOBbIUEHHO20 HAKONACHUS KOH-
mpacmmnoeo npenapama 6 06aacmu 3a0HUX KAHAMUKO8

Fig. 4. T1-weighted magnetic resonance images, axial section of the cervical
spinal cord: area of increased accumulation of contrast agent in the region
of the posterior cords

Puc. 3. T2-pexcum macHumno-pe30HanHcHoi momoepaguu, caeummanbHoli
cpes weilHo20 omoena cnuHHo20 mosea: oyae om yposts C1—C2 do C6—C7
cez2MeHmog no x00y 3a0HUX KAHAMUKO08

Fig. 3. T2-weighted magnetic resonance images, sagittal section of the cervi-
cal spinal cord: focus from the level of C1—C2 to C6—C7 segments along
the posterior cords

Puc. 5. T2-pescum maeHumno-pe30HaHcHO momoepaguu, aKcuanbHblii cpez
welino20 omoena CNUHHO20 M032a: 2UNEPUHMEHCUBHbLIL CUSHAN 6 8Ude nepe-
sepHymoti Oykevl V 6 obnacmu 3a0HUX KAHAMUK08

Fig. 5. T2-weighted magnetic resonance images, axial section of the cervical
spinal cord: hyperintense signal in the form of an inverted letter V in the region
of the posterior cords
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Puc. 6. Cxema uygcmeumensHocmu nocae npoeeoentoli MeOuKameHmo3Hol
mepanuu

Fig. 6. Scheme of sensitivity after drug therapy
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KoHeyHocmell 00 5 6an108, 8 OUCMAAbHBIX MbIUUAX 00 4 041108,
B0CCIMAHOBACHUE CYXONCUNBHBIX peeKcos: ¢ PYK — JcUble,
KOMCHHbLE U aXUAN08bL — CHUNICEHDL, YOOBACMBOPUMENbHOE Bbl-
NOAHeHUe NSIMOYHO-KOACHHOU NPOObL; 60CCMAHOBACHUE HYECH -
BUMENLHOCIMU 8 BEPXHUX KOHEUHOCHISX U MO3AUYHOe B0CCMA-
HOBACHUE 8 HUMNICHUX KOHeYHOCmSAX (puc. 6).

Hecmotpst Ha Hammame PenmepaibHOro 3akoHa «O0 or-
paHuYeHM 000poTa 3aKucH a3ota B Poccuiickoit denepa-
LIUW» , TPUMEHEHUE «BECEJISIIETO ra3a» aKTUBHO MPaKTHKY-
eTCsl Cpey MOJIONbIX JIOACH, YTO JenaeT 3Ty MpodieMy
BeCcbMa akTyajabHOU. OmnmcaHye TaHHOTO KIMHUYECKOTO
ciTy4ast OObSICHSIET M IEMOHCTPUPYET TOKCUIECKOE BO3/IEH -
CTBME «BECEJISIIIEro ra3a» Ha HEPBHYIO CUCTEMY YeJIOBeKa.
B c¢BsI31 ¢ 3TUM IPAaKTUKYIOIKMM BpayaM He00XOIMO ITpo-
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BonesHb XépcTa (0CTpblii reMopparnyeckuii neikosHuehanuT) npeAcTaBaseT coboil pekoe, MOJTHUEHOCHO pa3BuBaloLLe-
ecs fieM1enuHusmnpyiollee 3aboneBaHne LeHTpanbHoi HepBHOM cucTeMbl. OHO GbI0 BLIAENEHO B OTAENbHYIO HO300rUYe-
cKkyto hopMmy B cepefiuHe XX Beka. ITMonorus fo KoHUa He u3yyeHa. Mo cTatucTuke, 60ae3Hb Yallye BCEro BOHUKAET nocse
nepeHeceHHOo BUPYCHOW UnK GakTepuanbHoil MHbeKLMU. Y 60JIbHbIX 0TMEYAIOTCA NOBLILWEHWE TeMNEepaTypbl TeNa BNNOTh
L0 (hebpunbHbIX 3HaYeHUi, roNoBHbIE 60K, KENYA0UYHO-KUIWEYHbIE PACCTPONCTBA, HApYLWEHUE KOTHUTUBHBIX DYHKLUIA.
Mpu ycTaHOBNEHWUW AMArHO3a OPUEHTUPYIOTCA Ha pe3ynbTaThl HeilpoBM3yanu3auuu (KomnbloTepHas Tomorpacus/mar-
HUTHO-pe30HaHCHas ToMorpadus), aHanu3a CIMHHOMO3roBOW XUAKOCTH, GUONCUM TONOBHOTO MO3ra. B neyeHun npume-
HAKOTCA KOPTUKOCTEPOMALI, ALMKNOBUP, BHTUOUOTUKM, UMMYHOMO6YAMHLI, Nnasmadepes. [porHo3 y nauueHToB € 0CTPbIM
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Hurst's disease (acute hemorrhagic leukoencephalitis) is a rare fulminant demyelinating disease of the central nervous
system. It was singled out as a separate nosological form in the middle of the 20th century. The etiology is not fully
understood. According to statistics, the disease most often occurs after a viral or bacterial infection. Patients have
an increase in body temperature up to febrile values, headaches, gastrointestinal disorders, cognitive impairments. When
making a diagnosis, they are guided by the results of neuroimaging (computed tomography/magnetic resonance imag-
ing), analysis of cerebrospinal fluid, and brain biopsy. Corticosteroids, acyclovir, antibiotics, immunoglobulins, plasma-
pheresis are used for treatment. The prognosis in patients with acute hemorrhagic leukoencephalitis is poor.
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pssi' IIETCKOM
HEBPOAOT UM

OcTtpblii reMopparndeckuii nerikosHuedanur (OIT1D),
uin 6ojie3Hb X€pcTa, — peaKkoe IeMUETMHU3UpPYIolIee
3a00JIeBaHME LIEHTpaIbHOI HepBHOI cucTemMbl [11]. Yatie
3a00J1€BalOT IETU M JIMIla MOJOIOI0 BO3pacTa, OJIHAKO
OI'JID BcTpeuyaeTcst My HOXUIBIX Jitoneit. BHauane OIJID
paccMaTpuBaIv KaK CBEPXOCTPHI BapMaHT OCTPOTO pac-
CesIHHOTO dHLedanoMuennTa, ooHako B aBrycte 1941 r.
Weston Hurst BbIIEIWII €T0O B OTIEIBHYIO HO30JIOTUYECKYIO
dopmy [9]. OH omnucan 3 MalMEHTOB, Y KOTOPHIX MOCJIE
MepeHeCeHHOI HecelnbuIecKoil MHGEKIINU BEPXHUX
JIbIXaTeIbHBIX ITyTeil BHE3AITHO ITOSIBUIIACH HEBPOJIOTUYE-
CKasl CUMIITOMAaTHKa B BUJIe TOJIOBHOI 0OOJIU, PBOTHI, TH-
neprepmun. Takke Hurst o6paTtus ocoboe BHUMaHUE Ha
BO3HUKIIIME Y PaHEE 3I0POBBIX JIIOMEi ¥ OBICTPO ITPOrpec-
CUpYIOIIUE BBIPaXKEHHBIE PACCTPOMCTBA BBICIIINX MO3TOBBIX
dyukimii. [TaronoroaHaToMru4ecKoe BCKPhITUE MOKA3aJI0
HaJIMYrie MHOTOUYMCIIEHHBIX 30H HEKPO3a, KPOBOM3IUSHUIMA
M OTeKa roJIOBHOTO MO3ra. MUKpPOCKOITMYECKH OTIPEIEIIsI-
JIUCh (pUOPMHOMIHBIC HAJIOXKEHUST Ha CTEHKAaX COCYIOB,
pacuIMpeHue nepruBacKy/ISIPHBIX IPOCTPAHCTB, OYark Jie-
MUEIMHU3AMU. B mosyiapusx Mo3ra oTMe4yaiuch u3Me-
HEHUsI O6eJI0ro BEIeCTBa, B KaXKIOM cliyvae 00yiee MHTCH -
CUBHBIE C JIEBOI CTOPOHHI [5].

OO0111ee YKCIO 3aperucTpUpoBaHHBIX ciydyaeB OIJID
1o 2020 1. coctasmsuio okojo 100 [9]. C MoMeHTa Havaia
nmangemMun COVID-19 Bce vame (pukcupyooTcs pa3Ho-
00pa3Hbie HEBPOJIOTUYECKME OCIOXHEHUS MHOEKIIUKN
SARS-CoV-2, B ToM 4ucie JeiikosHuedaatut Xeépcra.
B 0CHOBHOM €ro TMarHOCTUPYIOT Y AIMEHTOB C TSLKEIOM
¢opMoti 60s1e3HU, HAXOISIIMXCS O€3 CO3HAHMSI, HA UCKYC-
CTBEHHOI BeHTW LMY JierkuX. [1o TaHHBIM UccienoBa-
HUit, y 42 % oGcienyeMbIX C MOJIOXUTETbHBIM TECTOM Ha
COVID-19 6bu1H BBISIBJICHBI PU3HAKW KPOBOUBIUSHUMN
10 TaHHBIM MarHUTHO-pe30HaHCHOM ToMorpaduu (MPT)
TOJIOBHOTO MO3ra; 3TOT IOKa3aTe/Ib 3HAYUTEIBHO BBIIIIE,
yeM npu Kiaaccuueckoi opme OIJID. BeposTHO, 3TO
00YCJIOBJIEHO AEHCTBUEM IPOBOCTAIMTENbHBIX IIUTOKM-
HOB, CITOCOOCTBYIOIIUX TUCHYHKIIUKM SHIOTEIUs B O0jIee
TSDKEJIBIX CIIy4Yasix KOpPOHABMPYCHOM MHGMEKIIUH. Y TaKMX
MalueHTOB MTPOTrHO3 CUMTAETCS HeOJIaronpusITHLIM [§].

DTHonorus U naToreHes 0oje3HM XEpcTa B HACTosI1Iee
BpeMs JI0 KOHIIa HeM3BeCTHHBI. BeposiTHO, OHa BO3HUKAET
B pe3yJIbTaTe ayTOMMMYHHOTO MOpaXkeHusl 6eI0ro Bellle-
CTBa, KOTOPOE MPOMCXOAUT BTOPUYHO IO OTHOILIECHUIO
K (heHOMEHY TIepeKpeCTHOI PeaKTMBHOCTHU TIOCJIe BUPYC-
HOro Win 6akTepuaabHOro 3adoneBanus [2]. S. Tenembaum
M COaBT. OOHAPYKWIM TeHETUYECKYIO TTPEeaPaCIIOIOXeH-
HocTb K OI'JID y maiueHToB ¢ onpeaeeHHBIMU TrarjioTH-
MaMy TJIAaBHOTO KOMILJIEKca TMCTOCOBMeCTUMOCTH [14].
Yaiie Bcero pa3BuTuio 6oie3Hu Xeépcra 3a 2—4 He Ipe-
IIECTBYIOT MH(MEKIIMOHHBIE 3a00JIeBaHNS, TAKKE KaK KOPb,
SMUAEMUYECKUI TTapOTUT, KpacHyXa U pecriupaTOpHbIe
nH@ekunu [6]. Kpome Toro, B InTepaType ONMMCAaHBI CITy-
yau OI'JID, BeizBaHHOTO Enterovirus, Varicella zoster virus,
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Epstein Barr virus, Cytomegalovirus, Herpes simplex virus,
Hepatitis A virus, Mycoplasma, Borrelia burgdorferi,
Streptococcus, Chlamydia [2, 10].

Kak 6bu10 cKa3aHo BbIlIE, y TAMEHTOB B TEYEHUE HE-
CKOJIBKMX JHEM T0CIIe Havasia 3a00/IeBaHKs BO3HUKAIOT JIV-
XopaJika, rojioBHasi 60Jib, cynoporu, opes. [1pu HeBponoru-
YECKOM OCMOTPE Yallle BCEro OTMEYAlOTCsl MCHMHTeaJIbHbIE
3HaKW, TeMUIIape3, adasust, HUCTarM, aCuMMeTpusT pediek-
COB, AN3apTPUs1, ATOJIOTMYECKKE CTOMHbIE 3HaKu [7, 13].

YcTaHOBJICHUE OUArHO3a OCHOBBIBACTCS Ha JaHHBIX
aHaMHe3a ¥ HEBPOJIOTMYECKOrO OCMOTPA, Pe3Y/IETaTOB KOM-
nbiotepHoil ToMorpacuu (KT), MPT u 6uoricun ro1oBHOro
MO3Ta, aHaju3a CIIMHHOMO3roBoit xkuakoctu (CMIK).
B CM2K orMeuatoTcst TOBBILIEHNE YPOBHS OeJIKa 1 JIeiKo-
LINTO3, OJHAKO caM BUpYC He ompeneisiercd [6]. diust MP-
KapTUHBI XapaKTePHbI TUTIEPUHTEHCUBHBIE T2-B3BellICHHbIC
oyaru, TO4YeYHble KPOBOMBIUSHUS, TIPU3HAKM OTeKa MO3ra.
ITpumenenue pexxuma FLAIR obecnieunBaet aydliyto BU3y-
amuzanuto. [Tpu KT HaxondT rurnoneHCUMBHBIE OYary B 0e1oM
M cepoM BellecTBe Mo3ra [4, 6, 7]. duddepeHIManbHbIi
JIMarHO3 IIPOBOIAT C MCHMHIO3HIIe(aTMTOM, OCTPBIM pacce-
SIHHBIM 3HIIe(haJIOMUEIIUTOM, UHCYJIETOM, ayTOMMMYHHBIM
SHIIe(ATUTOM WM BaCKYJIMTOM, PACCeSTHHBIM CKJICPO30M
U Jieiikonuctpodueii [6, 7].

B neyeHMM MPUMEHSTIOT TIIIOKOKOPTUKOCTEPOUIBI B BBI-
COKMX JI03aX B BUJIE TYJIbC-TePAIiy, aHTHOMOTHKMU, alTUKJIO-
Bup. [1pu repBoM 00pallieH1H ITpenapaThl BBOISTCS BHYTPH-
BEHHO, C ITOCJICAYIOIINM MEePEX0I0M Ha MepOpasIbHYI0 (hopMy
yepe3 3—35 aHeil. HeMHorourciieHHbIe MCCIeI0BaH s TTOKa-
3aJ11 TakKe 3(GEKTUBHOCTb BHYTPMBEHHBIX UMMYHOTJIO0Y-
JHOB U T1a3Madepesa [ 10]. OITID nmeeT HeOIAronpUsITHBIN
IIPOTHO3; CMEPTh OOBIYHO HACTYIIAET B TCUCHME HEEIN TIOCTIC
Havaia 3a00JIeBaHMSI 13-3a TTOBBIICHUS BHYTPUIEPEITHOTO
nasieHus [ 1, 12]. JletanbHOCTb Ipy 3TOM 3a00/1€BaHUN MOXKET
nocturath 70 %. Hizke nmprBomuM KIIMHMYECKMIA CIydait
OI'JID y pebenka [3].

KnuHuyeckuni cnyyait

Ilayuenmka A., 15 rem, nocmynuna 6 demckoe pearu-
mayuornrnoe omoenerue I'bY3 MO «Mockoeéckuii o6aacmuoil
HAYYHO-UCCALO008AMENbCKUN KAUHUYECKUL UHCIMUMYM
um. M.®D. Bradumupckoeo» (MOHUKH um. M.D. Braou-
mupckoeo) nepesodom uz Xumkuuckoii IIKb 6 cocmosanuu
KOMbl.

U3 anamuesa: 3a Hedearo 00 20CNUMANU3AUUU NOSBUNUCH
Hcanobbl Ha «OuwyuleHue xyeapa 6 mene» U 20408Hvle 00U.
Ha 4-e cymku pebenok ene3anto nomepsin CO3HaHUe, omme-
YanucL MOWHOMa, peoma, HeNnPoU360NbHOE MOHEUCNYCKAHUE.
Boizeana ckopasi MeOUUUHCKAsL ROMOULb, 0e60YKA 20CRUMA-
AUBUPOBAHA 8 OMOeNeHUe AHeCMe3U0A02ULU U PeAHUMAMOA0-
euu OOuHUOBCKOL UeHMPAaAbHOUl patloHHOU O0AbHULbL, 20e
Obln ycmaroenen duaenos: «Bupycnas kuweunas ungexyus
HeymouHeHHas, madceaas gopma. SHuyegarum HeymouHeH-
HOl 5muoaocuu».
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1lo pesyavmamam obcaedosanuii (KT e0n06H020 Mo3ea,
ananuz CM2K), nposedennvix 6 nepewiii denb cocnumanusa-
yuu, omKAoHeHull He evisenero. Ha caedyrouuii dens peberok
nepegedern 6 Xumxurckyro ILIKB ¢ duaenosom: «lenepanuzo-
8aHHasA 8UpyYCHO-0akmepuanrvras ungexyus. Ocmpolii me-
HuneosHueparum. Omex eoa06H020 mosea. Koma 2». I[Ipoge-
dena noemopuas KT conoenoeo mo3zea, Ha CHUMKAX
8bl6AEHbl NPUBHAKU 2eHePAAU308AHH020 OMEKA C 3A0HUM
eiauneruem. KT opeanos 6prouiHoti norocmu 3apurxcuposa-
10 2enamocnAeHOMe2AAUI0 U QU Qy3Hble U3MeHeHUS neveHU.
Ilanee pebeHok 6bLa NPOKOHCYAMUPOBAH UHGEKUUOHUCTIOM
MOHHUKH um. M.D. Bradumupckoeo: snyeparum npeono-
A0NCUMENBHO BUPYCHOU IMUOAOSUU (8UPYC NPOCMO20 2epheca
1—2-20 muna? sumeposupyc?). Ilocae s3moeo 6b110 npuHamMO
peuieruie 0 nepesooe NAyUeHMKU 8 0emcKoe PeaHUMAyUOHHOe
omadenenue MOHUKMU c uenvio danvheliueeo obcaedosanus,
ymounenus 0uaeHo3a u AeHeHus.

Ilpu nocmynnenuu 6 Hegpono2UMECKOM CIamyce omme-
YANUCL MEHUHREANbHASL CUMIIMOMAMUKA, CHUMICEHUE DeaKyuu
3PauK06 Ha c8em, 02paHuyeHue 00oema 08UNCCHUI 8 NPABLIX
KOHEYHOCMSAX, CHUMCEHUE MOHYCA MblUull, KOHEHHOCMEl, pe-
axkuyus Ha 6onesbvle pazopaxcumentt COXpaHAAACh 8 ude epu-
macwt 60au Ha auye. Tlo pe3ysbmamam ananu306 6viA6AeHbL
npomMeuHypust, 2UNONPOMeuHemMus, 2UnoarbOyMuHemus, no-
8blULeHUE YPOBHA MOUYeBUHbL 00 15,6 MMOAL/A U KpeamUHUHA
do 271 mxmonv/a. Takauce Obiau nogviulebl ypOGHU AAAHUH-
amunomparcgepasst do 63 Ed/n u acnapmamamuromparcge-
pa3zel 0o 119 Ed/a. Yaempaseykoeoe uccaedosanue opearos
OprOWHOIL norocmu: eenamome2anus, Ough@ysHoie usMeHeHus
NapeHxXumbl neveHu, sXonpusnHaku eenamuma. Memoodom
UMMYHOpEPMEHMHO20 AHAAU3A KPOBU Y NAUEHMKU 0OHADY-
acenvl aumumena muna G x Cytomegalovirus, Human
herpesvirus 1—2-eo muna, Epstein Barr virus, Varicella Zoster
virus. Anaauz CM2K: yumos 309/3, aumepoyumor 100 %,
oenok 1,7 e/a. Ilo dannvim nosmoproil KT eon06Hoeo mosea,

Komnsromepras momoepagus 201061020 mo3ea nayuenmiu A.
Computed tomography of the brain of patient A.
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nposedeHHoll yepes 2 Hed nocae nepeoeo Uccre008aHus, 8bl-
A6/1eHbl NPUHAKU MeHUH20dHUeparuma ¢ opmuposanuem
VHACMKO08 IHUEPANOMAAAUUL, O4AU 2eMOPPALUMECKOLL NA0M -
HOCmU 6 seujecmee 20108H020 M032d, NPU3HAKYU OMeKa MO3-
2a, npeuMyu,eCmeeHHo 1e6oll eemucgepul (CM. pUCyHOK).

Pebenok nonyuan anmubuomuxomepanuro (meponeHem,
BAHKOMULUH), NPOMUBOCYOOPOJICHbIE (MPenapamyl 8a16Npoesoi
KUCA0Mbl, 1e8emupauemam), 2opmMoHaIbHble (MemuanpeoHu-
30/10H), NPOMUBOBUPYCHbIE (AUUKAOBUD) U NPOMUBOZPUOKO8bIE
(amgpomepuyun) npenapamst. Ha gpone nposedennoeo neuerus
COCMOsIHUE NAUUEHMKU YAYMULUAOCL, NPOBEOeHA SKCMYOayus.
Bckope peberok 0bin nepegeden ¢ Xumkunckyro 1IKb c duaero-
30m: «Menuneosnyegarum, msicenoe nopajicerie 20108H020
Mo3ea, noueyHoe nogpedcoeHue 6 Cmadull papeutenus, Hapy-
uieHue yenes00H020 00MeHA YeHMPANbHO20 2eHe3d, apMepUdb-
Has eunepmeH3us cmeuanHoeo eene3a». Ilocae cmabuauzayuu
COCMOsIHUSL PeOEHOK NOAYHAA AMOYAGMOPHOe NeyeHue ¢ NOoAO0-
JcUMenbHoIM Ihpexmonm.

B npuBeneHHOM KIMHUYECKOM CJIydae MpeacTaBicHa
MalMeHTKA C TUIMYHBIM JIJIST JaHHOTO 3a00JieBaHUS Ha-
YaJIoM: XaJI00bl Ha TOJIOBHBIE OO0JIM, TTOBBIILIEHUE TEMITE-
paTyphbl TejIa, TOITHOTY, PBOTY. TakKe CTOMT OTMETUTh, UYTO
OI'JID pasBuiics nocje nepeHeceHHO BUPYCHOM MH(EK-
LIMU, O YeM CBUACTEIbCTBYIOT HalileHHbIC B KDOBU aHTH -
tesa Tuma G K pa3IuyHbIM Bo3oyauTensam. Hanuuue 6e-
Ka B MOY€ U CHMXXCHHE YPOBHS albOyMHUHa B KPOBH,
MOBBIIIICHNE YPOBHEl MOYEBMHBI U KpeaTMHWHA YKa3bl-
BalOT Ha MoYeuHylo auchyHkuuoo. [ToBbllIeHE YPOBHS
MeYCHOYHBIX TpPaHCAMMHA3 U PE3YJIBTAThI YJIETPa3BYKOBO-
IO MCCJICIOBaHMS OPraHOB OPIOIITHOM ITOJIOCTH TTPEIIoia-
raloT OCTpOE MopaxkeHue MedeHr. JInMboLuTapHbIii IIe0-
uuto3 B CM2K yka3biBaeT Ha MEHUHTO3HIIE(aIuT BUpYC-
HOW 3TUOJIOTUU. YCTAHOBUTH AMATHO3 ITIOMOTAIOT METOIbI
HetipoBusyanuzauuu: KT 1 MPT romoBHoro mosra. Kak
OBLIO CKa3aHO BBIIIE, Yallle BCETO Y MAllMEHTOB C 3HIIe(a-
JIToM XEpCTa B TeUeHUE HeleM HabIroaaeTcst JeTaIbHbI
ucxoa. OgHaKo B HAIlIEM CJIy4ae CBOEBPEMEHHOE ITPOBE-
JIeHNe TUAarHOCTMKU M JICYESHUS IMO3BOJIUJIO COXPAHUTh
XKU3Hb peOCHKY.

OcTpblii TeMOpparuyecKuii JeiKosHIedaIuT — pea-
KO€ MOCTUH(MEKIIMOHHOE IeMUETMHU3MpPYIolee 3a00J1e-
BaHUE LIEHTPaJIbHOI HEPBHOM CUCTEMBbI, BCTPEUAIOIIEEeCsT
B OCHOBHOM Y JIMII MOJIOZOTO Bo3pacTta. B Havase 3aboJe-
BaHMSI TTOBBIIIAETCS TEMITepaTypa, OBICTPO HapacTaeT 00-
1IEMO3ToBasl U oyarosasi cumnToMaruka. o Havyana 2020 r.
06110 3ahuKcrpoBaHo Beero okoo 100 ciayyaeB 3aboJie-
BaHuUs. B mocnenHue 2 roma Bce yallle TMarHOCTUPYIOT
OI'JID B KauecTBe OCIOXHEHUSI HOBOM KOPOHABUPYCHOM
nHdexkmu. st ycTaHOBIEHUsT [UarHo3a HeOoOXOAMMBbI
THIATEIbHBIA cOOp aHaMHe3a (CBeICHUI 0 HETaBHO Tiepe-
HECEHHBIX MH(EKIINSIX), OLIEHKA HEBPOJOTUIECKOTO CTa-
Tyca, METOJIBI JJa00paTOPHOM TMArHOCTUKHM (OIIpeneIeHrue
MapKepoB BOCITaJICHYs B KPOBH), HAJIMYME BBICOKOTO 111 -
To3a B CM2K, npu3HakoB MEHUHIUTA, OTeKa, JEMUEII-
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HU3almMu BenlecTBa Mo3ra 1o faHHeiM KT/MPT. Jleuenue
BKJTIOYAET ITPOTHMBOBUPYCHBIC ¥ TOPMOHAJIbHBIE TIpenaparhbl,
AHTUOVMOTHKM, BHYTPMBEHHBII YeIOBEYECKII UMMYHOTLJIO-
oynuH, miasMadepes. Ilo cratucrtuke, aumb 30 % ma-
ueHToB ¢ OI'JID BBIKMBAIOT, YTO MOXET OBITh CBSI3aHO
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MuToxoHApUaNibHble HApVLLIEHUA ¥ NaLUeHTOB
c cemenHou popmou cuHagpoma MERRF

A.III. JIatemoB, E.B. IIpockypuna, C.B. Koros, O.I1. CunopoBa, 1.A. Bacuienko, /I.B. Kaccuna, A.C. Kotos

T'BY3 MO «Mockogckuii 061acmHoil Hay4HO-uccaed08amensckuil Kaunuveckuti uncmumym um. M.@. Bradumupckoeo»;
Poccus, 129110 Mocksa, ya. llenkuna, 61/2, kopn. 1

KonTakTtel: OnbralerposHa Cugoposa sidorovaop2019@mail.ru

Cunppom MERRF (myoclonic epilepsy ragged-red fibers) oTHocuTcs k rpynne nepBuyHbIX MUTOXOHAPUANbHBIX 3a60N1€BaAHNIA,
XapaKTepu3yeTcs coyeTaHMeM MUOKNOHUYECKON 3NUIENCUN U heHOMEHA PBAHBIX KPACHbIX BOJIOKOH NpPU GUONCUM MbILWL.
Lienb paboThl — U3y4uTb MUTOXOHAPUANbHbIE HAPYLWEHUSA Y NALUEHTOB U3 ceMbM ¢ cuHApoMoM MERRF ¢ nomowbio onpe-
JeNeHUs LUTOXMMUYECKON aKTUBHOCTU MUTOXOHAPHANbHbIX hepMeHTOB TMMBOLUTOB B Nnepudepuyeckoil KpOBU U YPOBHSA
naKTara B KpOBM.

MpeacTaBneHbl KNMHUYECKUE Cy4an cecTpbl 25 neT u 6pata 19 net ¢ cuigpomom MERRF ¢ BapuaHTom m.8344A>G B MT-TK
(TPHK (Lys)), c ypoBHeM reTeponnasmuu B kKposu 50 % y cecTpbl U romonnasmueil y 6pata. MUTOXOHAPUANbHbIE HAPYLIEHNS
OLieHWBANM C NOMOLLbIO ONpefeneHns YpOBHA NaKTata B KPOBU U LIUTOXMMUYECKOTO UCCIEL0BAHUSA aKTUBHOCTUN MUTOXOH-
LpuanbHelx hepmMeHToB B TuMdoLuuTax nepudepuyeckoit KpoBU. YpoBEHb NaKTaTa B KPOBM A0 efbl Obla NOBbLIWEH ¥ 060MX
nauueHToB. Mocne Harpy3ku yrneBofamMm y CECTpbl OH YBENUYMBANCA, a y GpaTta cHKancs. Y cectpbl Obina CHUXKEHa aK-
TUBHOCTb (DEPMEHTOB TUMGBOLMTOB Nepudepryeckoin Kposu Ha doHe npuema nesetupauerama, 100 Mr kosHsuma Q,
1 100 mr L-kapHuTUHA. [l03a 3HEProTpomnHbIX NpenapaTos Gblia yBeNUYeHa, YTO NPUBENO K NOBLILEHUIO aKTUBHOCTU MU-
TOXOHAPUaNbHbIX GepMeHTOB. Y 6paTta ObiI0 KOMNEHCATOPHOE NOBbILIEHWE YPOBHSA CYKLMHATAErMAPOreHasbl U CHUXeEHNe
aKTUBHOCTMW OCTaNbHbIX (hEPMEHTOB.

MpumeHseMble HaMU METOAUKW MOXHO WCMONb30BaTh B KNMHUYECKOW NpaKTUKe AN AUATHOCTUKM MUTOXOHLPUANbHbIX
HapyLWeHUI 1 KOPPEKLMN AO3MPOBKM IHEPTOTPOMHbIX MPENapaTos, OCTAOIWNXCA aKTyanbHbIMU BBUAY OTCYTCTBUA dddek-
TUBHOII reHoTepanuu.

KnioueBbie cnoBa: MERRF, uMtoxummuyeckas akTUBHOCTb MUTOXOHLPUANIbHBIX hEPMEHTOB, NaKTaT

Ana uutuposaHua: Jlatbinos A.LU., Mpockypura E.B., Kotos C.B. n ap. MutoxoHApHanbHble HapyleHUs y NaLuneHToB
c cemeitHoii dopmoii cuHapoma MERRF. Pycckuii xypHan getckoit Hesponorum 2023;18(4):53-7. DOI: https://doi.org/
10.17650/2073-8803-2023-18-4-53-57

Mitochondrial disorders in patients with familial form of MERRF syndrome

A.S. Latypov, E.V. Proskurina, S.V. Kotov, O.P. Sidorova, I.A. Vasilenko, D.V. Kassina, A.S. Kotov
M_.F. Viadimirsky Moscow Regional Research Clinical Institute; Build. 1, 61/2 Shchepkina St., Moscow 129110, Russia

Contacts: Olga Petrovna Sidorova sidorovaop2019@mail.ru

MERRF syndrome (myoclonic epilepsy ragged red fibres) belongs to the group of primary mitochondrial diseases and is chara-
cterized by a combination of myoclonic epilepsy and the phenomenon of ragged red fibres on muscle biopsy.

The aim of this work is to study mitochondrial disorders in patients from a family with MERRF syndrome by determining
the cytochemical activity of mitochondrial enzymes in peripheral blood lymphocytes and the level of lactate in the blood.
Clinical cases of a 25-year-old sister and a 19-year-old brother with MERRF syndrome with the m.8344A>G variant
in MT-TK (tRNA (Lys)) with a blood heteroplasmy level of 50 % in the sister and homoplasmy in the brother are presented.
Mitochondrial disorders were assessed by blood lactate levels and cytochemical studies of mitochondrial enzyme activ-
ity in peripheral blood lymphocytes. Pre-prandial blood lactate levels were elevated in both patients. After a carbohydrate
load, it increased in the sister, and decreased in the brother. The sister had decreased activity of peripheral blood lym-
phocyte enzymes while taking levetiracetam, 100 mg of coenzyme Q10 and 100 mg of L-carnitine. The dose
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of energotropic drugs was increased, which led to an increase in the activity of mitochondrial enzymes. The brother had
a compensatory increase in the level of succinate dehydrogenase and a decrease in the activity of other enzymes.

The methods we used can be used in clinical practice to diagnose mitochondrial disorders and to adjust the dosage
of energotropic drugs, which remain relevant due to the lack of effective gene therapy.

Keywords: MERRF, cytochemical activity of mitochondrial enzymes, lactate

For citation: Latypov A.Sh., Proskurina E.V., Kotov S.V. et al. Mitochondrial disorders in patients with familial form
of MERRF syndrome. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2023;18(4):53-7.
(In Russ.). DOI: https://doi.org/10.17650/2073-8803-2023-18-4-53-57

Cungpom MERRF (myoclonic epilepsy with ragged
red fibers) OTHOCUTCSI K IpyTITie TIepBUYHBIX MUTOXOHIPH -
aJIbHBIX 3200JICBaHUI1, XapaKTePU3YeTCsT COUeTAHNEM MUO-
KJIOHUYECKOM 3MMIeICur 1 peHOMeHa PBaHbIX KPACHBIX
BOJIOKOH ITpM OMOTICUM MBI, YacTo mepBbIM CUMIITOMOM
SIBJISTIOTCSI MUOKJIOHUHM, 32 KOTOPBIM CJIEAYIOT TeHepasIv-
30BaHHBIE MPUCTYIIbI, aTaKCHsI, CIA0OCTh, HETTEPECHOCH -
MOCTb (bM3UYECKMX Harpy3oK u aeMeHuus [1]. B ocHoBe
3a00J1eBaHus — MyTalus MutoxoHapuaabHoi JIHK. Onu-
caHo 26 MyTauuii B 15 pasnuyHBIX MUTOXOHIPHATBHBIX
reHax. Hanbosee 4acToit U3 3TUX MyTalluid SBIISICTCS Ba-
puanT m.8344A>G B MT-TK (TPHK (Lys)) [2]. Bapua-
0EIBbHOCTh KIMHUYECKOTo (DeHOTHIA 00YyCIoBIeHa (DeHO-
MEHOM TeTepolja3sMuu (Pa3IMYHOr0 COACPKAHUSI
HopMasibHOM 1 MyTaHTHO# JIHK B Mmutoxonapusix). Ilo-
MMMO T'OJIOBHOTO M0o3ra 1 MbIiil ripu cuHapome MERRF
MOTYT MTOPaXXaThCs U ApYyrre oprausl [2—4]. st oueHKn
MMTOXOHIIPUAIBbHBIX HAPYIICHUM OIpEeAeIIIIOT pBaHbIC
KpaCHBbIE MBIIICYHbIC BOJIOKHA MPU OMOIICHUY MBIIIII (Xa-
paKTepHBIi1 BUJI BBI3BaH CyOCAPKOJIEMMHBIM HAKOTUIEHUEM
MPOIYKTOB MeTab0/IM3Ma), U3MEPSIOT KIUCIIOPO.T B TKAHSIX
C TIOMOIIIBIO MOJISIPOrpachIeCcKOro MeToa ¢ UCIOJIb30Ba-
HueM aJiekTpoga Knapka [5], mpoBoAsT pecnupoMeTprIo
¢ IpUMeHeHreM oKcurpacda, UCCIeIyIoT MUTOXOHAPUATbHBI
MeMOpaHHEBIH TToTeHIHa [6]. Ho B KIIMHIYECKOi ITpaKTHKE
TIEPCIICKTUBHBIM SIBJIICTCS ONpeie/ICHIE SHEPTONPOTYKIIMHI
B JIMMoIUTax neprdepruyeckoii KpoBU, KOTOPbIE OTHOCSIT
K «3H3eMaTUYECKOMY 3epKaly» TKaHeM, — LIMTOXUMUYECKUIA
METOJI MCCIICIOBAHMS aKTUBHOCTU MUTOXOHAPUATBHBIX (Dep-
MEHTOB B IuMdo1uTax neprudeprudeckoii Kposu [7].

Lenb paboOTbl — U3YYUTh MUTOXOHIPUAIbHBIC HAPY-
LIeHUs Y malueHToB u3 ceMbu ¢ cuHapoMom MERRF
C ITOMOIIIBIO OTIpeeIeHUS IMTOXUMUYECKON aKTUBHOCTH
MMTOXOHAPUATBHBIX (hepMEHTOB JTUMMOIIUTOB mepuce-
PUYECKOM KPOBM U YPOBHSI JIAKTaTa B KPOBU.

MuToxoHApUaIbHbIE HApYILIEHUs OLIEHUBAJIM C TTIOMO-
IIbIO [IMTOXMMUYECKOIO MCCASIOBAHUS aKTUBHOCTH MUTO-
XOHAPHUAJIbHBIX (DEPMEHTOB B IMM(OLIMTAX NeprdepruIecKoit
KPOBU; UCMOJIb30BAIM METOM, NpeaioxkeHHbIin A.G. Pearse
B Momudukauuu PI1. Hapiucconsa [7]. OueHnBanu akTuB-
HocTb JakTataeruaporeHassl (JIIIN), rmyraMatnernaporeHa-
3bl (IAI), a-rmunepodocdarnernaporerassr (o-IDAT),

cykumHataeruaporeHassl (CIN). AKTUBHOCTh (hePMEHTOB
OLICHUBAJIY B rpaHyJiax Ha JUMbOLMT (Ip/nd).

C nomolipio aHanu3aTopa razoB KpoBu ABL800 FLEX
OIpeesisIM YPOBEHb JIaKTaTa B 1IeJIbHOM renapuHU3upo-
BaHHOI KPOBM aMIIEPOMETPUYECKUM METOIIOM C TIpUMe-
HEHHUEM CyOcTpaTcnem@ruecKoro 3JIeKTpoaa HaToIaK
1 TIOCJIEe HAaTPY3KHU YIJIeBOJaMU B 03¢ 1 T CyXOii TJIIOKO3bI
Ha 1 Kr Macchl Tea.

KnuHunyeckuni cnyyait

Mumoxondpuanvruie HapyuieHus uccaedosanru 'y 2 601b-
Hbix (cecmpa u bpam) u3 cemvu ¢ cunopomom MERRF.
Cecmpa panee 6vina onucana 1. Finsterer [4—6] ¢ anaauzom
SNUAENMUHECKUX NPUCMYNO8, PACUCHEHHbIX KAK (Homo-
uygcmeumenvuasn snusencus. Iayuenmia (puc. 1, 1V-1)
6 o3pacme 25 nem obpamuaacs ¢ xcarodamu Ha ceemo-
0053Hb, HENPUAMHbLE OWYULeHUS NPU PACCMAMPUBAHUU
nammepHa, cOCMOAWE20 U3 MHOMCECMBa 00HOPOOHbIX npeo-
memoe (Hanpumep, aucmoes). [locmosuHo noav3oeanacs
ouxkamu c 3amemuenuem. Ommeuana 6016 6 21a3ax, 20406~
HYI0 601b, CHUNCEHUE NAMAMU, U3MeHeHuUe noyepKa. boab-
Ha ¢ 17 aem, K020a nOABUAUCS MUOKAOHUU 8 KOHEUHOCHISX.
Ilepesoiii eeneparuzo8antbvlii MOHUKO-KAOHUMECKUI NPU-
cmyn npousouten 6 gozpacme 19 nem. B amom dce sospacme
obi1 duaenocmuposar cunopom MERRF. Ilpu mosekyaspro-
2EHEMUHECKOM UCCAe008AHUU BbIS6AeH NAMOEHHbLI 8APUAHMN
m.8344A>G e MT-TK (mPHK (Lys)) c yposnem eemeponias-
muu 6 kposu 50 %. Ilo danHbim Ma2HUMHO-PE30HAHCHOI
momoepaghuu 20108H020 M0O32a ONPEOeANACy AMPOPUSL MO3-
aceuxa. Ha anexmposnyepanroepamme 6viau viseaetvl snu-
Aenmugopmivie pazpsaodst 80 YPOHMOUECHMPANbHBIX 00AACAX
npu eunepsenmuasyuu. boia Haznaven npenapam éanvnpoe-
6oil kucaomot. O0HAKO 6 OanbHeluem npUcmynsl NOBMOopsi-
aucy ¢ yacmomoit 1—2 paza 6 mecsy. OHu NPOBOUUPOBANUCDH
MEPUAIOUUM C8EIMOM UNU 8321500M HA MeAKUe KAMHU, AUCHbsL
unu epszHblil cHee Ha 3emae. Ilpu anexmponetipomuocpaghuu
BbISIBACHA CMEUAHHASL AKCOHANbHO-0eMUCAUHUBUPYIOUASL NO-
AuHegponamusi. B ceéasu c neagpgpexmusrocmoio eanrvnpoesoi
Kucnaomot 6 soszpacme 20 1em oHa Obina 3aMeHeHa HA Ne6emi-
pauemam 3000 me/cym. Kpome smoeo nayueHmka npuHuMa-
aa kaonaszenam 1,5 me/cym, kosnsum Q ) 100 me/cym, L-kap-
Humun 100 me/cym, seumamun E 400 me/cym.



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

II [

111 (

2 3 4 5

¥ Tpobaun/ Proband

D Myxuunbl / Men
O MeHwmHbl / Women

-\

6 7 8

Puc. 1. Podocrosnas cemovu ¢ cunopomom MERRF
Fig. 1. Pedigree of a family with MERRF

B cembe makoice viseaenbl NOBMOpHble cayHau 3a0601e-
eanus. Y mamepu (puc. 1, I11-1) — ceemouyscmeumens-
HOCMb, HenpusimHvle OWYUWeHUs npu mepuarouem ceeme
U npu 83ens10e Ha MHONCECMB0 KAMHEI, MUCMbe8 UNU PA3HbLL
CHee Ha 3emAe, 1ecKasl YMOMASeMOCHb, AMAKCUS, BO3HUKULAS
nocne 50 sem. Y Hee Ovin 6biA6aeH NAMO2EHHDbII 8APUAHM
m.8344A>G c yposnem eemeponnazmuu 40 %. 3abonresanue
0bL10 QUA2HOCMUPOBAHO MAaKice y bpama nayueHmku.
Y ueeo mooce onpedenen namoeennuiii apuanm m.8344A>G
8 20MONAA3MUMECKOM COCMOAHUL. Y babywKu no mamepuH-
ckolil aunuu (puc. 1, 11-2) ommeuanuce muoxksonuu u gpomo-
cencubuauzayus. Y opama mamepu (puc. 1, I11-2) — 3ameo-
NEeHHOCMb peyu, ommeyenHas nocae 48 asem. Y cecmpol
oabywku no mamepunckou aunuu (puc. 1, 11-3) — amakcus,
crabocmo, nusenmutecKue npUcmynbl, pomoceHcubuIu3a-
yus. Y opyeoii cecmpor 6adbyuiku no mamepuHckoi aunuu (puc. 1,
11-4) — amakcus, nadenus, pomocencubusuzayus, 3ameo-
AeHHas peuv. Y ee douepu (puc. 1, I11-6) — muokaronuu, go-
mocencubuauzayus. Ewe y o0Holl cecmpbl 6abyuku no ma-
mepunckoil aunuu (puc. 1, 11-5) 6vin duacnocmuposan
«NApKUHCOHU3M», Y ee cbiHa (puc. 1, I11-8) — muokaonuu,
nadenus, gpomocercuduruzauus. Y ee douepu (puc. 1, IV-9) —
MUOKAOHUU, nadeHus, homocencuburuzayus. Y ee obeux
douepelil (puc. 1, IV-12,13) — muoxaonuu, nadenus, pomo-
ceHcubuauzayus. Y 2 6pamoee 6a0ywKu no MamepuHcKou
aunuu (puc. 1, 11-7,8) — 3amednennas peus. Ilpabadywka no
mamepurckou aunuu (puc. 1, 1-2) ymepaa 6 éospacme 84 aem
0e3 KAUHUMeCKUX CUMNMOMO8 3a001e6aHU.

L

12 13 14 15 16

<> Ton HensBecter / Gender s not known
/®/ JZ[ YMmepluve uneKbl pofiocnoBHoii / Deceased members of the pedigree

IIpu ocmompe nayuenmxu: pocm 166 cm, macca meaa
49 ke. Yepennuoie nepsol be3 namonoeuu. leneparuzo6anmbiil
MeakoamnaumyOouslit muokaonyc. CyxoxucunsHoie pegrexcol
¢ PYK cpedHell Hcusocmu, KOAeHHble peqaeKcbl CHUNCEHDbL,
axuanoevl — dcusvle. Bubpayuonnas uyecmeumenvHocmo
CHUICEHA 8 naavyax cmon 0o 5 6annos. B nose Pombepea —
naderue npu 3axpuieanuu 2na3. Ilanvyenocosyro npody 6ul-
NOAHSAG C UHMEHYUEIL, NAMOYHO-KOACHHYIO — C UHMEHUUOH~
HbIM mpemopom, boavuie caeéa. Ouenka no wikase MMSE —
21 6ann (nopma — 30 6annos).

AxmueHocmb MUMOXOHOPUANbHBIX hepMeHMO8 AUMPO-
yumoes nepughepuueckoii kposu Ha goue npuema 100 me Ko-
ansuma Q,u 100 me L-kapuumuna: CAT — 15,2 ep/agh
(6 Hopme 18,5—19,0 ep/agh), o-TDIT — 6,8 ep/agh (6 nHopme
9,0—12,0ep/agp), III'— 4,9 ep/ngh (6 Hopme 9,0—12,0ep/ngh),
JUIT — 7,8 ep/agh (6 nopme 10,0—17,0 ep/agh). Yposens nak-
mama 6 Kposu 00 edbl cocmasua 2,6 MMOAb/A, NOCAE HAZPY3-
Ku yeneeodamu — 3,9 mmons/a. Ypoeenw ghoauesoii kucromoi
6 Kposu cocmasun 2,5 He/MAa npu HOPMAALHOM 3HAHEHUU OM
3,1 ne/ma. C yuemom crHudiceHuUs NoKazamens aKmueHoCmu
11 komnaexca dvixamenvHOU yenu MUMoOXoHOpuil (aKmue-
Hocmy hepmenma CAT) Gbina yseauuena 0osa kosusuma Q
do 200 me, makaice HaznaueH udeberon 90 me/cym. Tak kak
Y RayueHmKu Obld CHUNCEH NOKA3amenb AKMUBHOCMU
a-TDJT, ompaxcarouguii H#cupoeoii 0OMeH MUMoOXOHOPULl,
obiaa yeeauuena 0oza L-kaprumuna oo 200 me. Takxce 6vina
HazHaueHa goauesasn Kucioma 4 me/cym. Ilpu npueme uoe-
OeHOHA ObiN0 OMMEUeHO CHUMNCEHUEe CUCMOAUYECK020 apme-
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CAr/SbH a-TOAT / a-GPDH

[Ar/ GbH NAr/LbH

B KosHzum 010 100 mr/cyT, L-kapHuTun 100 mr/cyt /
Coenzyme Q,, 100 mg/day, L-carnitine 100 mg/day
Yepes 1 mec koaH3um Q;, 200 mr/cyT, L-kapHuTu 200 mr/cyT /
After 1 month, coenzyme Q,, 200 mg/day, L-carnitine 200 mg/day
[ Yepes 2 roga KoaH3um Q;, 300 mr/cyT, L-kapHuTun 300 mr/cyT /
After 2 years, coenzyme Q,, 200 mg/day, L-carnitine 200 mg/day

Puc. 2. Axkmuerocms MUMOXOHOPUANbHBIX hepMeHM08 AUMPOYUMO8 nepu-
ghepuueckoii kposu y nayuenmiu ¢ cunopomom MERRF. CAT — cykuyunam-
deeudpoeenasa; o-TQIUT — a-eauyepoghocpamoeeudpoeenasa; I[I — eny-
mamamoeeuopoeenasa; JIII — rakmamadeeudpoeenasa

Fig. 2. Activity of mitochondrial enzymes in peripheral blood lymphocytes
in a patient with MERRF syndrome. SDH — succinate dehydrogenase; o-GPDH —
a-glycerophosphate dehydrogenase; GDH — glutamate dehydrogenase; LDH —
lactate dehydrogenase

puanbHoeo oaenerus 0o 80 Mm pm. cm., NOIMOMY NAYUEHMKA
npurumana moavko Kosuzum Q . Yepes 3 mec yposens ax-
muenocmu CAT cocmasun 17,5 ep/agp, a-TDIT — 8,6 ep/agp,
TAT — 6,1 ep/agh, JUIT — 12,7 ep/agh. C yuemom moeo, umo
yposnu axmusnocmu CAI u a-I'®HT nogvicuruce, HO He
docmuenu HOpMANbHLIX 3HAYeHuil, Obiaa yeeauuena 003a Q
do 300 me u L-kaprumuna do 300 me. Ilpu ocmompe uepes
2 200a omme4anac NOAOHCUMENbHAS OUHAMUKA nOKa3ameneli
AKMUBHOCMU MUMOXOHOPUANLHBIX (DePMEHM08 AUMPOUUMOE
nepugepuueckoil Kpogu Ha hone SHepPeOMPONHOLL Mepanuu:
CAT — 20,6 ep/ag, a-IDIAT — 8,2 ep/agp, I/ — 6,1 ep/agh,
JUIT — 15,5 ep/ag (puc. 2). Omcymcmeue doanvheliueeo no-
sviuernus akmusnocmu o-TDIT, seposmuo, cmasum 6onpoc
0 00NOAHUMENbHOM YeeauteHuU 003bl L-Kapuumuna.

Bpam eviweonucannoii nayuenmru (puc. 1, IV-2) o6pa-
muacsa 6 sospacme 19 aem c icarobamu Ha nodepeusaHus
MbLULY, PYK, OpOdCaHUe PYK, NOBbIUEHHYIO YIOMASAEMOCHb.
3abonen 6 eozpacme 18 nem. B nesposoeuueckom cmamyce
yepentovle Hepabl Oe3z namoaoeuu. Jleekuit mpemop eex u natb-
yes pyk. CyxoxcunvHole peghrexcol mopnuonvie. Yyecmeumens-
Hocmb He Hapyuena. B nose Pombepea npu 3axpwieanuu enas
nowamvleancs. Ypoeeno aakmama é Kpogu 0o edvt COCMABASN
2,3 mmonv/n, nocne nHaepysku yeregodamu — 1,6 mmons/n.
Llumoxumuueckas akmugHOCHb MUMOXOHOPUGNbHBIX (hepMeH-
moe aumgboyumos nepugpepuueckoii kposu: CIAI'— 19,8 ep/agh,
o-T®IT — 5,6 ep/agh, TIAT — 6,0 ep/agh, JUIT — 15,7 ep/agh.
Ommeuero komnencamoproe nogviuierue akmugrocmu CJAT
U CHUJICEHULEe OCMANbHBIX UCCALTYeMbIX NOKaA3amenei aKmue-
Hocmu MumoxoHopuanvivix pepmenmos. Ilpu JIHK-ouaeno-
cmuke 0bin visienen eapuarnm m.8344A>G 6 comonaazmuyec-
KOM COCMOsSHUU.

4

Yepes § nem ommeuan cHudiceHUe Namamu, 6HUMAHUS,
NOBbIUUEHHYI0 YIMOMASLEMOCMb, N00epeUBAHUS PYK, NAOeHUS,
HapyuleHue Koopounayuu dsuxceruil. Bo epems npoeyaku no
J1ecy NOSA8UAUCH HeNPUSIMHbLe OulyeHUs nepeo 21a3amu, ynain
Ha xoaenu. Ilocae amoeo 6 meuenue mecaua ObiaU CUAbHAS
€1abocmb, NOOEPRUBAHUSL MbLUUY, HENPUSIMHbIE OULYUeHUs neped
enazamu. Ilocne npuema KA0HA3enama cocmMosiHue YAyHuUAOCh.
Ha anexmposnyeganocpamme 8visaeieHa snusenmupopmHas
AKMUBHOCMb, NPU 2NEKMPOHEUPOMUOPAPUU — NPUSHAKU CEH-
COpHOII noauxesponamuu. B Heeponoeuueckom cmamyce — Ha-
DYuleHue KOHBepeeHUUU 2AA3HbIX 010K ¢ 0meedeHUueM 1e8020
21a3H020 010Ka 61€60, NOCMOSHHbIE HEPEe3KO BbiPANCEHHble
MUOKAOHUU, NPEUMYU|ECIMBEHHO 8 PYKAX, d1eMeHMbl CAMUKo-
MOMOPHOUL U OUHAMUYECKOLl AMAaKCUUL.

B nipencraBieHHOM HaOJII0OIEHUN BbI3bIBAET MHTEPEC
olLleHKa (yHKIIMU MUTOXOHAPUIA Y MALIMEHTOB C CUHIPO-
MoM MERRF ¢ konnyecTBeHHOI OlIECHKOI aKTUBHOCTHU
MUTOXOHAPUATIbHBIX (PEPMEHTOB JUM@POLUTOB Tepude-
pUYECKOU KPOBH, a TaKXKE YPOBHS JIaKTaTa JO U IOcJie
Harpysku yrieBogamu. IlpencrapieHa MuHGOPMAaTUBHOCTh
9TOW METOAMKMU IJIs1 IToAd0opa 1036l SHEPTOTPOITHBIX Mpe-
MapaToB. YPOBEHb JJaKTaTa B KPOBU Y 000UX 00C/IeI0BaH-
HBIX TTALIMEHTOB ObLT CHUXKeH. [lociie Harpy3Ku yriieBoaa-
MM Y CECTPbl OH MOBBICUJICS, Y OpaTa — CHU3WICS, 4TO,
BEPOSITHO, CBSI3aHO C TUTEJIbHOCTHIO 3a00/1eBaHus. Y Ma-
LIMEHTKHY Ha (hoHe npuemMa JieBeThpalieTama, KIoHa3ernama,
kooH3MMa Q,, B o3e 100 mr/cyt, L-kapauturHa 100 mr/cyr,
putamuHa E 400 Mr/cyT oTMeuanoch CHUXKEHHE BCeX Uccie-
JlyeMBbIX TTOKa3aTreseli, 4TO OTpakaeT HeAOCTaTOUYHYIO 10-
3y IPUMEHSIEMBIX SHEPTOTPOMHBIX IpernapartoB. [1pu mo-
BBIIIEHUHU B 2 pasa 103 KosH3uMa Q,, u L-kapHuTHHa
OTMEYEHO YBeJWYeHUE ToKa3arejell aKTUBHOCTA MUTO-
XOHAPHUAJIbHBIX (PEPMEHTOB, 0€3 TOCTUXKEHMS LIETEBBIX
3HaueHuit. [1pu rocienyronieM yBeJIMYeHUM J103bl KOH-
suma Q,, mokasarenab C/II, orpaxkarouiuit akTHBHOCTh
I1 xomIIIeKca IbIXaTeIbHOM 11 MUTOXOHIPUA, YBEIu -
yuiics 6ojee 3HAYMTENbHO. [Jg JIUTENbHOIO MapeHTe-
paJIbHOTO Ha3HAYEHMS TTperiapaTta KOMILJIEKCa IbIXaTe b-
HOW 1Llenmu MUTOXOHIAPUI, MO HalleMy MHEHMUIO,
NPEANOYTUTEIEH KOOH3UM Q) MJIM €r0 CUHTETHYECKUI
anayor uaedeHoH (111 xoMmrmiekc abIXxaTeIbHON LIEMu).
NnebeHoH nMmeeT 0oJiee KOPOTKYIO OOKOBYIO 1LIEb U 3Ha-
YUTEIbHO Jierye MpOHMKAeT B TOJIOBHOM MO3T Yepe3 remMa-
ToaHILedanuueckuii 6apbep. OmHaKo y odciieayeMoii rma-
LIMEHTKU UIEOCHOH BbI3BaJl CHMXKEHUE CUCTOJINYECKOIO
aprepuanbHOro AaBjieHus Hxke 100 MM PT. CT., MO3TOMY
ObLT HazHayeH KooH3uM Q. CyrouyHas moTpe6GHOCTh
B HeM cocTapiisieT 500 MT, T03TOMY BO3MOXKHO IOBBIIICHYE
JTO3bI ITPY HEOOXOAMMOCTH. Y OpaTa IalMeHTKU B 1e010Te
3a00JIeBaHUsI OTMEYEHbI KOMIIEHCATOPHOE IMOBBIIIEHUE
aktuBHOCTH I KoMIUIeKca apIXaTebHOM 1LIeTT MUTOXOH-
JIPUI U CHUKEHUE aKTUBHOCTU APYTUX MUTOXOHIAPUATb-
HBIX (DEPMEHTOB.
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Takum o0pa3oM, y o0ceayeMbIX AaLIMEHTOB C CeMeli-
Hoit popmoit cunapoma MERRF ObL11 BEISIBJIEHBI TTOBBI-
IIEHWUEe YPOBHS JJaKTaTa B KPOBU, M3MEHEHUE aKTUBHOCTH
MUTOXOHIPUAIBHBIX (PepMEHTOB B IMMGOIUTAX Tieprde-
PUYECKOU KPOBH, KOTOPBIE OTHOCST K «3H3eMaTUUYECKOMY
3epKaty» TKaHell. MeTOIUKY IIUTOXUMHMYECKOTO MCCIIe-
JIOBaHUSI aKTUBHOCTU MMTOXOHIIPUAJIBHBIX (DEPMEHTOB
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