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KoHceHCyc B OTHOLWEHU reHO3aMeCTUTeIbHON Tepanum
ANA NeYyeHNA CNUHaNbHON MbilieyHou atpodum (Bepcusa N2 3)

PE3IOME

CraTbA NpeAcTaBnAeT co60i 0OHOBNEHHDIN KOHCEHCYC POCCUINCKMX SKCMEPTOB MO NMPUMEHEHWIO FeHO3aMeCTUTENIbHON Tepanum NpenapaTom
OHacemHoreH abenapBoBek (3o5reHcMa®) y NaLyeHTOB CO CNMHabHONM MbllleyHon aTpodueit 5q. bnaropapa BHeApeHIo pacluMpeHHOro Heo-
HaTaslbHOrO CKPMHUHIa Ha CMUHAMbHYIO MblleyHyto atpoduto B Poccum ¢ 2023 roga U HaKOMIEHUIO KIVHUYECKOTrO OMbiTa NPYMeHeHUA re-
HO3aMeCTUTENbHON Tepanuu Gbinv NePECMOTPEHbI KpUTEPKN OTOOPa NaLMEHTOB 1 anropuTMbl BeAeHNA. OCHOBHbIE MONOXEHUA KOHCEHCYCa
BK/IOYAIOT paclUMpeHre NoKasaHni K HasHayeHno npenapara He3aBMCUMMO OT KonnyecTBa Konui reHa SMN2, anroputMmbl BeleHVA NaLuneHToB
C NOBbILWEHHbIM TUTPOM aHTUTen K AAV9 ¢ ncnonb3oBaHMeM MOCT-Tepanunu, AeTanbHble peKoMeHAALNUM N0 MOHUTOPUHTY 1 KOPPEKLN Hexe-
naTenbHbIX ABNEHNI B NOCTUHPY3MOHHOM nepuoge. Ocoboe BHUMaHME yAeneHo TaKTUKe BeAeHUA NaLMeHToB C runepbunmpybnHemmen n uu-
TOMeranoBMpyCcHON HPEeKLMEeN, KPUTEPUAM NepeKIIoYeHNA Ha reHO3aMeCTUTESbHYI0 Tepanuio C APYrix BUAOB NaToreHeTUYeCcKon Tepanuu,
a TaKk»Ke BO3MOXXHOCTAM NPUMEHEHNA UHTPaTeKanbHON GpopMbl reHO3aMeCTUTeNbHON Tepanuun y AeTel cTaplue 6 MecALeB XU3HW U B3POCTbIX
nauneHToB. KOHCeHCYC NpeAoCcTaBNAeT NpakTuyeckne pekoMeHgaumnm ana KNMHULMCTOB NO ONTUMU3aLMKN Tepanuy CNHaNbHON MbllleYHOWN
aTpodun B COBPEMEHHbBIX YCIOBUAX.

KnioueBble cnoBa: CriviHanbHaA MblleyHasn anOC])I/IH,' reHo3amecTunTesibHaA TepannaA; OHaceMHOreH a6enapBOBeK; MOCT-Tepanus; FI/II'Iep6I/IﬂI/I-
py6I/IHeMI/IH; LMTOMEeranoBnpycHas I/IHd)eKLlI/Iﬂ.

Onsa unTupoBaHunA: KOHCEHCYC B OTHOLLEHVN FreHO3aMeCTUTEIbHON Tepanuuy A NeYeHrs CMUHANbHOW MbllweyHoi atpodun (Bepcusa NO 3).
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BBepeHue

B nuarHocTMKe WM JIYEHMU TTAllMEHTOB CO CITMHAb-
HO# MbIlieyHoi atpodueii (CMA) B TeueHUE TTOCIEIHE -
T0 BPEMEHM ITPOM30IILIO MHOTO TTO3UTUBHBIX NU3MEHEHMI.
Hauwunag ¢ suBaps 2023 rona B Hallel cTpaHe MPOBOANUT-
Csl pacIIMpPEeHHbBI HeOHATAIbHBII CKPUHUHT Ha 36 3a60-
JneBaHuii, Bkioyass CMA [1], 4To MO3BOJUIO MOJYYUTh
BaXKHYI0 MHMOpMAIMIO 0 YacToTe 3abojieBaeMOoCTH. Tak,
COTJIaCHO HenaBHel nyOaukaiuu, o0oOLIarolei naH-
Hble 3a 2023 u 2024 roawi, pacnpoctpaHéHHOCTL CMA
B paMKaX CKpMHUHTa cocTapiseT 1 ciaydait Ha 8439 HoBo-
POXIEHHBIX, UTO CYIIECTBEHHO HE OTJIMYAETCS OT paHee
MMOJTYYCHHBIX JAHHBIX B MIUIOTHBIX ITPOEKTaX CKPMHUHTA
(1 cyyait Ha 7953 HOBOpOXIEHHBIX; p >0,05) [2].

JlocTynmHOCTh pa3IMYHbIX BapMaHTOB MaTOTEHETUYe-
CKOM Tepanuy 3HAaYMMO HM3MEHMJIa TPACKTOPUIO €CTEeCT-
BeHHOro TeueHNss CMA u mipuBelia K YBeTMUCHUIO BIKH -
BaeMOCTH, TTPUOOPETEHUIO HOBBIX UJIM BOCCTAHOBJIEHUIO
paHee yTpauyeHHbIX MOTOPHBIX HaBbIKOB [3—5]. Cienyet
OTMETHUTD, UTO CYILIECTBYIOIIAs KIMHUYECKasl Kiaaccubu-
kaunss CMA 5q, BKIIoyammiass 5 TUIIOB M OCHOBaHHAas
Ha BO3pacTe OeOioTa MepBhIX CUMIITOMOB 3a00JICBaHUS,
JIOCTOBEPHO HE OTpakaeT (YHKIMOHAJIBLHOTO COCTOSIHUSI
pebéHKa B IMHAMUKE, UTO OCOOEHHO BaXKHO B YCJIOBUSIX
HEOHATaJIbHOTO CKPMHMHTA U Ha3HAYCHUS TTaTOTeHETUYC-
CKOU Tepanmy Ha JOKIMHWYCCKON CTaguy 3a00JIeBaHMSI.
B cBsI3M ¢ 3TUM POCCUMNCKUMM M MEXIYHAPOTHBIMH DKC-
nepTaMu TipeasioxeHa HoBasl Kjaccugukauus CMA, co-
IJIACHO KOTOPOI BBIACIISIIOT TPU (DYHKIIMOHAIBHBIX KJlacca

6

CMA: non-sitters (Hecuasiume, B pycCCKOM BapuaHTe —
nexauue), sitters (cunsuue) u walkers (xomstame) [3—5].

Hauunast ¢ MomenTa peructpauuu B 2021 rogy B Poc-
cuiickoit Penepaliii OTHOKPATHOM IeHO3aMeCTUTETbHOMR
Teparnuu — IpernapaTa oHaceMHoreH adbenapBoBek (OA) —
HaKOTUIEHO OO0JbIIIOE KOJIMYECTBO KIMHUYECKUX JAHHBIX
00 ombITe ero MpuMeHeHus. Benymumu skcrnepramu B 00-
Jnactu CMA mpUHSTO pelieHue 0 HEOOXOAUMOCTU CUCTE-
MaTU3UpOBaTh U OOHOBUTH MOJOXEHUSI KOHCEHCYCa B OT-
HOIIIEHUU aJITOPUTMOB Ha3HAYEHUST U BeICHUS TIAIlMEHTOB
JI0 ¥ TIOCJIe MPUMEHEHUSI TeHO3aMECTUTEIbHON Teparnuu,
YTO SIBJISIETCS] 3HAYMMBIM C TTPAKTUIECKOM TOUKYU 3PEHUSI.

Ha ceropnsinuit nens npenapat OA Bxonurt B [lepe-
yeHb 1151 3aKynok Monna «Kpyr 1o6pa» ¢ 1ebio JIeyeHust
narmeHToB co CMA. B 2025 rozay B CBSI3U € pacliipeHNEM
3aperucTpupoBaHHbIXx MuH3IpaBoM Poccuu mokazaHuii
K nipuMeHeHMto nperapata OA ®ongom «Kpyr Jobpa»
ObLTA COOTBETCTBEHHO MEPECMOTPEHbBI U KATETOPUU JETEH,
KOTOpPBIM TTOKa3aHo HaszHaueHue OA [6, 7].

1. Kateropun gerteil, KOTOpbIM MOKa3aHO Ha3Ha-
YyeHue fieKapCcTBEHHOro npenapara oOHacemMHo-
reH abenapBoBeK (TOproBoe HanMeHOBaHue
3onreHcma®) B nekapcTtBeHHol popme pacTBo-
pa ana nidysnn.

1. PeGE€HOK ¢ HanmuuMeM OUaJIeIbHBIX MYTallMili B TeHe
SMNI1.

2. PebGEHOK, OTHOCSIIMIICA K OAHONW M3 CJEAYIOLINX
KaTeTropuii:

Informational materials

L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2026; 7(1): 6-18



HEBPOJTOTMYECKWI XKYPHAT umenn J1.0. BAOANIAHA. 2026; 7(1): 6-18
https://doi.org/10.46563/2686-8997-2026-7-1-214

ViHdopmaLMoHHble MaTepuansi

Consensus on gene replacement therapy for the treatment for spinal
muscular atrophy (version N2 3)

ABSTRACT

The article represents an updated consensus of russian experts on the use of onasemnogene abeparvovec (Zolgensma®) gene replacement therapy
in patients with spinal muscular atrophy 5. Due to the introduction of expanded neonatal screening for sma in Russia starting in 2023 and the
accumulation of clinical experience in the use of gene replacement therapy, patient selection criteria and management algorithms have been
revised. The main provisions of the consensus include the expansion of indications for prescribing the drug regardless of the number of copies of
the SMN2 gene, algorithms for managing patients with an increased titer of antibodies to AAV9 using bridge therapy, detailed recommendations for
monitoring and correcting adverse eventsin the postinfusion period. Special attention is paid to the management of patients with hyperbilirubinemia
and cytomegalovirus infection, the criteria for switching to gene replacement therapy from other types of pathogenetic therapy, as well as the
possibilities of using an intrathecal form of gene replacement therapy in children over 6 months of age and adult patients. The consensus provides
practical recommendations for clinicians to optimize spinal muscular atrophy therapy in the context of modern treatment options.
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cytomegalovirus infection.
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2.1. Peb6€HOK, MONYyYMUBIIUN pellleHUE KOHCUIMyMa
Bpauell ¢ yyacTheM He MeHee TPEX denepaibHbIX
LICHTPOB (IJIs1 IeTeil, paHee IOJy4YaBIIMX WHbBIC
BHUIBI MATOTEHETUYECKOTO JICUCHMST), MU

2.2. Pe6EHOK, MOJYYUBIIWIA 3aKII0YEHUE OJHOTO U3 Ye-
TBIPEX (penepaIbHbIX IEHTPOB, UMEIOLIMX OIIBIT Te-
Ho3amectuteabHON Tepanuu (DPIAY «HMUILL
300poBbs Aereit» MunsapaBa Poccuu; HayunHo-
MCCJIETOBATEIbCKUN KIMHUYECKUI WHCTUTYT Te-
IVaTpUX U NETCKOW XWPYPTUM MMEHM aKaaeMHuKa
I0.E. Bensrumea @PTAOY BO «Poccuiickuit Ha-
LIMOHAJIbHBIMA MCCJIEeN0BAaTEIbCKUI MEIULIMHCKUN
yHuBepcuteT umenu H.U. TTuporosa» MunHzapasa
Poccuu; Poccuiickas nerckas KiMHU4YecKas 00Jb-
Huna PIrAOY BO «Poccuiicknii HallMoOHaIbHBINA
WUCCJIEA0BATENbCKUIA MEIULUUHCKUIA YHUBEPCUTET
umenn H.U. IluporoBa» Mun3znpaBa Poccuu;
DI'BY «HaumoHabHBIIA MEAUIIMHCKUIA UCCIENO0-
BaTeJIbCKUI LeHTp uMeHu B.A. AnmaszoBa» MuH-
3npaBa Poccun): njis neteit, paHee He TOTyYaBIINX
MHBIE BUIBI TATOT€HETUYECKOTO JICUCHUSI.

3. ¥V pe6€HKa oTpuLIATENIBHBIN pe3yabTaT aHaaM3a Ha Ha-
Juuue aHTuTen K AAV9.

4. Hanuuyue MUCbMEHHOTO OTKa3a 3aKOHHBIX TpeacTa-
BUTEJIEN OT APYroro BUAA MaTOreHETUYECKOU Teparnu
Tocjie TPUMEHEHMSI TeHO3aMECTUTEIbHOM Teparmuu
3a cueT cpencts DoHma.

5. PebGéHok ¢ maccoit Tena He 6osee 21 Kr.

Takum oOpa3zoM, paHee MPUHSITbIE KPUTEPUU, Orpa-
HUYMBAMOIIe TTpuMeHeHre mpenapata OA y manneHToB
Oosiee yeM ¢ Tpemsl KonusaMu reHa SMN2, He sBAsIOTCS
OoJiee aKTyaJlbHBIMU.

KoHceHcycHoe MmHeHUe
B cBs131 ¢ BHECEHHBIMU B 001YI0 XapakTepucTuky OA
U3MEHEHUSIMU TAHHBIN JIEKAPCTBEHHBIN MpernapaT MOXET

Informational materials

OBITh PEKOMEHIOBAH ITMPOKOMY KPYTY MalMEHTOB C IO/~
TBepXAEHHBIM nuarHozoM CMA, BecoM 10 21 Kr, BHE 3a-
BUCUMOCTH OT yucia Konuii reHa SMN2 [7].

Ob6ocHosaHue

I[TpuMeHeHue BHYTpUBEHHOU (OPMBI reHO3aMeCTH-
TEJbHOI Tepamuu OBbLIO M3YUYEHO y TAIlMEHTOB C CHUM-
nroMmam CMA ¥ TTallMEHTOB ¢ TOKJIMHWYECKON CTamameit
3a00yieBaHUs B 6 KIMHUYECKHUX MCCIEIOBAHUSIX: MC-
cnenpoBanuu 1 ¢asel (START) [8], Tpé€x mccnemoBaHUsIX
III ¢aszer STRIVE (STRIVE-US [9], STRIVE-EU [10]
u STRIVE-AP [11, 12]), uccnemoBanusix SPRINT
u SMART [13—15]. [TomumMo 3TOrO, MpoaoKaeTcs A0-
rocpouyHoe 15-jeTHee HaOJMIOmeHME 3a TalMeHTAMU, 3a-
BEPIIMBINUMHU yYaCTHE B KIMHUYCCKUX MCCICIOBAHUSX,
a TakKe 3aMylleH PeTUCTP MO M3YYCHUIO MAllMeHTOB, I0-
JIYUMBIIUX T€HO3aMECTUTEJbHYIO Tepamnuio B peaabHOM
kauHudeckoit npaktuke (RESTORE) [16—18]. B omim-
YHe OT €CTeCTBEHHOIO TEUCHMS 3a00JIeBaHUSI, TIOCIIE Of-
HoKpaTHOI MHPY3uu OA oTMeuaeTcsl ObICTpOE pa3BUTHUE
TeparneBTUYeCcKOoro 3¢ ¢eKTa, HapacTalollero B {MHAMUKE;
OTMeYaeTCs YIy4YIIeHUE TBUTATSIbHON (DYHKIIUM W YBEIIH -
YMBaeTCd BbDKMBaeMOCTh IanmeHToB co CMA. Ha ceron-
HSITHWI IeHb UMEIOTCSI TaHHBIE O COXpaHeHNU 3G (MEKTUB-
HOCTU OIHOKPAaTHO IPUMEHSIEMON T€HO3aMECTUTEIbHOU
Tepanuy Ha npotskeHuun ~10 jet [19]. [TomMmuMo JaHHBIX
KIMHUYIECKUX MCCICIOBaHUM, HAKOIIJICH OOJBIION OITBHIT
NPUMEHEHUS T€HO3aMECTUTEIbHOM Tepalvy B peaibHOMU
KJIMHUYECKON MPaKTHKe KaK y MallMeHTOB 0e3 MpeIIiecT-
BYIOIIICH TTATOTeHETMUECKOM Teparu, TaK U y paHee Jieue-
HBIX, B TOM YHCJIe B POCCUMCKON TOMYISLINHI TTallMEHTOB
co CMA [20—26]. TTonyyeHHBIE pe3yabTaThl CBUICTETb-
CTBYIOT, UTO ITOCJIE TIPOBEACHHONW MH(GY3UU Y TTAIIICHTOB
VIYYIIAI0TCS/CTa0MIN3UPYIOTCS MOTOPHBIC HABBIKH, OTME-
YyaeTcsl Xopolllasi MepeHOCUMOCTb Tepanuu, a BOZHUKIINE
HeXXeJIaTeJIbHBIC SIBJICHUS SIBISIOTCS TIPEXOISIIITUMU.
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MHdopMaLmoHHble maTepurarbl

2. TeHO3amecTuTeNbHaA Tepanus MOXeT ObITb
Ha3HauyeHa nayMeHTam ¢ 6uannenbHbIMN MyTa-
unAMmn B reHe SMNT 6e3 KNMHNYECKNX NPOAB-
JIeHWIA, B TOM Yucie BbiSIBIEHHbIX B X0 e Heo-
HaTaJIbHOrO CKPUHWHra, BHE 3aBUCMMOCTU OT
KonmuyecTtBa Konum reHa SMN2, Bknoyasa nauu-
eHTOB ¢ 1 n 5 Konuamn reHa SMN2.

O6ocHosaHue

HeonaranbHbiit ckpyHUHT CMA T0O3BOJISIET BBISIBUTD
3a00JIeBaHUE 10 Pa3BUTHUSI CUMIITOMOB, B TEYCHUE MEPBOI
HEJIeJIM TI0CjIe pOKIeH s, B 3ToM citydae matoreHeTuuecKast
Teparusi, B TOM YMCJIe TeHO3aMEeCTUTEIbHAsI, MOXET ObITh
Ha3HauyeHa JI0 MOSIBJICHMsI TIEPBBIX CUMIITOMOB 3a00JIeBaHUs
Y TIPUHECTU HAauOOMbIIMI MPOTEKTUBHBIN 3(pdexT [27].

B uccnepoanuu SPRINT noarsepauau OaaronpusT-
HbII TIPOUIL OE30MaCHOCTH M XOPOIIIYI0 IMEPEHOCUMOCTh
reHO3aMeCTUTEIbHOM Tepanuy y MauueHTOB ¢ 2 U 3 KOMusI-
mu reHa SMN2[13, 14]. OnucaHbl TakKe cyyau MalMeHTOB
¢ 1 xonueii reHa SMN2, KoTopble ObLIU BBISIBIEHBI B PE3YJIb-
TaTe HEOHATAJIbHOTO CKPMHWHIA U MOJIYYMIN TeHO3aMEeCTH-
TEJIbHYIO TePaInio Ha JOCMMIITOMHOM 3Tarle, YTO TI03BOJIIIO
uM K 30 MecsiliaM pa3BMBAaThCsI B COOTBETCTBUU C BO3PACTHbI-
MM HopMamu [28]. BmecTte ¢ TeM nmauueHTsl ¢ 1 Konuei reHa
SMN2umerot HarboJiee TSoKENoe TeueHue 3aboeBaHus [29],
B CBSI3U C YeM Teparusl JoJKHA ObITh Ha3HaueHa HACTOJIBKO
OBICTPO, HACKOJIBKO 3TO BO3MOXKHO. [IpeamodrutebHbIM
y TaKUX MalueHToB saBiseTcs HazHayeHue OA [30]; mpu He-
BO3MOKHOCTH €r0 HEMEUIEHHOTO IIPUMEHEHMSI CIISYeT pac-
CMOTpPETh Ha3HaYeHME KPAaTKOCPOUHON MOCT-TepaIuu Ipy-
MMM TIATOTeHETUYECKUMU IIpernapaTaMu ¢ ITOCISIYIOIIMM
IEPEX0J0M Ha TeHO3aMECTUTEIbHYIO TePaIIUIo.

[lo maHHBIM MWJIOTHBIX IMPOEKTOB HEOHATAJIbHOIO
CKPMHUHIA B pa3HbIX cTpaHax, 6—38% narmenToB co CMA
umeroT >4 xomnuit reHa SMNZ2 [31]. B onybiaukoBaHHOI
padote E.F. Tizzano u coaBT. npuMeHeHue mpenapara OA
MU3yJYaJIoCh Y MAallMEHTOB ¢ 5 KomusiMu reHa SMNZ2, BbIsB-
JICHHBIMM Ha JOCHMIITOMHOM 3Talle IIpM HEOHATaJIbHOM
CKpUHUHTE [32]: mauMeHThl XOPOIIO TIePEeHECIN Teparuio
M TIOJIyYUJIM HOBbIE HABBIKM JIBUIATEJIbHON aKTUBHOCTH.
JlutepaTypHble TaHHbIE CBUIETEIBCTBYIOT TaKKe, UTO Yy T1a-
LIMEHTOB ¢ 5 konusMu reHa SMN2 ¢ BBISIBIEHHON CUMIITO-
MaTukoii yanie pa3suBaetrcds CMA 11l Tuna, HO TakKe MO-
ryT BetpeuaThes cnydyan CMA 1 u 11 tunos [29, 33]. Kpome
TOro, HeIaBHO OMYyOJIMKOBaHHOE (DapMaKOIKOHOMUYECKOE
HCCIe0OBaHNE TIPOJEMOHCTPUPOBAIO MPEUMYILECTBA J10-
cuMnToOMHOro Havana Tepanun CMA Ha mpumepe KOropThl
MaLMEHTOB, POXKIEHHBIX ¢ 4 KonusiMu reHa SMN2. ®apma-
KO3KOHOMMYECKUI 3(hPeKT ObUT ITOKa3aH B OTHOLLIEHUU BCEX
npenapartoB a1 Tepanuu CMA, onHako ipumeHeHne OA xa-
PaKTepU30BaIOCh HAMOOJIBIIMM CHIXKEHUEM 3aTpaT B CpaB-
HEHMHM C APYTMMU JeKapCTBEHHBIMU TpernapaTaMu [34].

KoHceHcycHoe mHeHue

MexaHu3M OeWCTBUS TeHO3aMECTUTEILHOM Tepanuu
OCHOBaH Ha BBeJIeHUM (DYHKIIMOHAIBHOM Koruu reHa SMN [
B TPAaHCAYILIMPOBaHHBIC KJIECTKM, B CBSI3U C YeM KOJMYECTBO

koruit TeHa SMNZ2 He SBIETCS OINpeAensdonmM (pakTo-
pom npuMmeHeHnsT OA. MexaHu3M IeHCTBUS, a TaKKe Of-
HokpaTHoe BBemeHne OA HaroT BO3MOXKHOCTH €TI0 MCITOJb-
30BaHUA Y TALMEHTOB HE3aBUCHMO OT KOJMYECTBA KO
reHa SMN2. IlauuentoB co CMA u 1 konueit rena SMN2
HEoOXOIMMO He3aMeITUTEIIEHO JICYNTh, ¥ B JAHHOM CJTyJae
MIPEIITOYTUTEIFHO Ha3HAUCHNE TeHO3aMeCTUTEIEHOM Tepa-
. MOXHO pacCMOTPETh BAPMAHT MOCT-TEPaIu ¢ HEMEI-
JIEHHBIM MPUMEHEHUEM MOIUGUKATOPOB CIUIAiCUHTA.
TaxTtuka BeneHus aeteii ¢ 5 konusmu reHa SMN2 nok-
Ha OBITh CIeAYIONLIEH: AeTeli C CHMIITOMaMU 3a00JIeBaHUS He-
00XOIMMO cpasy JICUNTh; TOCUMIITOMHBIC TTAIIMEHTHI TOJIK-
HBI TIPOXOIUTH KOMIUIEKCHOE O0CeIOBaHME C 00s3aTelb-
HBIM TIPOBEICHUEM 3JICKTPOHepoMuorpadu (aMILIATYIA
M-oTBeTa JIOKTEBOTO HEpBa) M OLEHKON MOTOPHBIX HABBI-
KOB TI0 IIKayiaM. B ciydae HEOOXOIMMOCTH CIICIyeT PEIIUTh
BOITPOC O Ha3HAYEHUU UM ITaTOT€HETUIECKOM Tepartvu.

3. Bcem naumeHTam C 3amlaHMpPOBaHHbIM BBepe-
HMem reHosamecTUTeNIbHON Tepanuu f0 eé Ha-
Yyana cnepyet NMpoBecTN onpefeneHune copaep-
XaHNA aHTUTeNn K afeHoaccounnpoBaHHOMY
BUpPYCHOMY BeKTopy cepoTuna 9 (AAV9). Y naum-
€HTOB C UCXOAHbIM TUTpOM aHTU-AAV9 aHTUTEN,
npesbiwaowmm 1:50, cneayetr nposecTtn no-
BTOpPHOE TecTMpoBaHMe Yyepes 2-4 Hepenn uin
pewmnTb BONpoc 06 aibTepHaTUBHbIX BapuaHTax
naroreHeTn4yeckoro neyenvsa. Mpun cHMKeHUn
nokasarens Hmke 1:50 MmoXeT GbITb paccmoTpe-
HO Ha3HayeHe reHo3aMeCcTUTeNIbHOW Tepanuu.

Ob6ocHosaHue

CrenmyeTr OLEHUTh conepxkaHue aHTUTe]a K AAV9 y na-
nueHToB 1o uHby3uu OA [7]. Ob6pazoBaHue aHTU-AAVI
AHTUTEJI MOXET HabJaomaThcsl Ha (DOHE eCTECTBEHHOTO
BO3IeiCTBUS BUpYyca. B psine ncciaemoBaHuii, HarpaBieH-
HBIX Ha U3YYeHHUE PACIIPOCTPaHEHHOCTU aHTUTENT K AAV9
B 00IIIeiT MOMYJISIINY, YCTaHOBJICHA HU3KAasT 9acTOTa TIpeI-
1LIECTBYIOILIETO KOHTaKTa ¢ BUpycoM AAVY B neauarpuye-
cKoil monynsiuuu [7], TeM He MeHee Y HOBOPOXIEHHBIX
B TIEPBBIA MeCSII XXMU3HU OH MOXET HocTurath 14%, dro
yale BCEro CBSI3aHO C TpaHCIUIAllEHTApHOU Mepenadeit
aHTUTe OT Matepu [35, 36]. CorimacHO JIUTEpaTypPHBIM
JNAHHBIM, TIEPUOJ TOJYBbIBEACHUS aHTUTEJ, MepeaaBaec-
MBIX TPaHCIIALEHTapHO, COCTaBlseT ~6 Henenb [37].

[Ipu mpoBeneHMN HEOHATAJIBHOTO CKPUHUHTA TallM-
€HTaM C 3aIUIaHMPOBAHHOI T€HO3aMECTUTEJILHON Tepa-
el TeCTUPOBaHNE Ha HaTu4Ire aHTH-AAV9 aHTUTEI MO-
JKeT OBITh IIPOBEICHO OMHOBPEMEHHO C TTOATBEPKAAIOIICH
IHarHOCTUKOU. [ToBTOpHOE TeCTUpOBaHWE MOXKET OBITh
BBIMIOJIHEHO, €CJIM TUTP aHTUuTea K AAV9 npesbiiaet 1:50.
CpoKu TTOBTOPHOTO TECTUPOBAHUSI 3aBUCST OT TMOKa3aTe-
Jier TuTpa aHTU-AAVY aHTUTEN U ONPEACIISIIOTCS JIeUalluM
BpayoM. PekoMeHyeTcst MpOBOAUTD ONpeaeIeHe YPOBHS
aHTUTEJ ¢ YacToToil 1 pa3 B 2—4 Heneslu B 3aBUCUMOCTU
OT MX MCXOIHOTO Ioka3sateis [36, 37]. DdpdeKTUuBHOCTD
1 6e301acHOCTh MpuMeHeHUsT OA y MallMeHTOB C YPOBHEM
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aHTU-AAV9 antuten Boimre 1:50 HewsBecTHa [7]. Y maum-
€HTOB C UCXOIHBIM TUTPOM aHTU-AAVY aHTUTEN, IPEBBI-
mrarommM 1:50, koppekimu 1036l He TpedyeTcs [7]. OngHuMm
13 ITOIXOIOB, KOTOPHIN MOXET IPUMEHSIThCS B PYTMHHOM
KIIMHWYICCKON MPAaKTUKE MPU TTOBBIIICHHBIX TUTPAX aHTH -
AAV9 aHTUTEN, SIBJISIETCS MOCT-TEparnusl.

4. Moct-Tepanus (ot aHrn. bridge-tepanus).

B cityyae BBISIBJIEHUS Y TIAIMEHTOB C 3aIJIAHUPOBAHHBIM
MPOBEACHNEM I€HO3aMECTUTE/ILHOM Teparyy MOBBIIIEHHO-
ro Tutpa aHturea K AAVY9 (6onee 1:50) pekoMeHIOBaHO
KpaTKOBpeMeHHOe Ha3HayeHue (10 4 MecsleB) APYyroii ma-
TOTeHETUYECKOM TepaIliu C 1IeJIbI0 KOHTPOJISI 3a00JIeBaHMUsI
JI0 MOMEHTa Hayajia FeHO3aMEeCTUTEIbHOM TepaIni.

O6ocHogaHue

ITpoBeneHue MocT-Tepanuu (KpaTKOBpeMEeHHOI Tepa-
MU IPYTUMU TTATOTeHETUIECKMMH TIperrapaTaMi CpOKOM
0 4 MecslieB BKIIOUMTENbHO) 10 MPOBEAEHUS FeHO3aMe-
CTUTEJIbHOI Tepanuy MOXET ObITb aKTyaJbHbIM MJIs Ia-
ueHToB co CMA U TpaH3UTOPHBIM TTOBBIIIIEHUEM TUTpa
AHTUTEJI K alcHOACCOLIMMPOBAHHOMY BUPYCY 9-TO CEpOTU-
na (AAV9), Tak Kak MCCJIeIOBaHUS MOITBEPKIAIOT KpaT-
KOCPOYHBII XapaKTep MOBBIIICHUS TUTPa aHTUTET K AAV9
[36—38]. V mamuenToB co CMA, BBISIBJIEHHBIX B paMKax
HEOHATaJIbHOTO CKPMHWHTA, TIOBBIIICHUE TUTPA aHTUTEI
K AAV9 00ycioBieHO TpaHCIUIALIEHTapHOU mepenadyeit
anTtuten kinacca IgG, B cpenHeM TUTp aHTUTEN K AAV9
HOpMau3yeTcs: 10 ypoBHs <1:50 B TeueHue 6 Hemesb
M 3aBUCUT OT CTENEHM MCXOIHOro mosbimeHus [36, 37].
PexomeHayeTcst TpOBOAUTH ONIPEIe/IEHUE YPOBHST aHTUTE
¢ yactotoii 1 pa3 B 2—4 Heneau B 3aBUCUMOCTHU OT UCXOJI-
Horo ypoBHs aHTtuten [36, 37, 39]. [Ipu HOpMalIu3aLUKn
ypoBHS aHTUTET K AAVY (He 6osee 1:50) peKoOMeHI0BaHO
MIPOBEJICHNE TeHO3aMECTUTEILHOM TepaITiu.

5. Mepep Ha3HayeHMem reHo3amecTUTENbHON Te-
panumn y nauuentoB co CMA, nomumo onpepe-
NleHNA ypoBHA aHTMTen K AAV9, Heobxopumo
BbIMONHUTD GUOXMMUNYECKNiAi (nabopaTtopHoe
nccnepoBaHne GYHKUMN NMevyeHn, NoYeK) N Knu-
HUYeCKN aHanus Kpoeu. Mnep6unupyonHemus
He ABNAeTCcA abCcoNOTHbIM NPOTNBONOKa3aHeM
K HasHayeHuio reHo3amMecTUTENIbHOW Tepanuu.
B cnyuyae BbiABNeHMA runep6unnpy6uHemnn
npeAnouYTUTENbHO CHU3UTb YpPOBeHb ob6Liero
6unupy6muHa g0 ABYX BepXHUX FpaHuL HOPMbI.
B cnyuae ocTpbIX AN XpOHNUYECKNX HEKOHTPONU-
pyemMbIX akTUBHbIX NH$eKLuiA, B TOM Yncie uu-
TomeranoBupycHon (LMB), neueHme cnepgyer
OT/IOKUTb A0 TeX NOpP, MOKa He HaCTYNUT KNVHU-
KO-nabopaTopHOro BbI3f0pPOBAEHUA/pemMnccumn.
Mpu Taxénbix BapnaHtax CMA, Tpebyowux He-
MeZIeHHO NaToreHeTnYecKon Tepanum, Bonpoc
0 TaKTVKe BefleHUA nauueHTa JO/KeH paccmar-
puBaTbCA B MHAUBUAYaNbHOM NopAAKe Ha KOH-
cnanyme cnewmnanncToB pasHoro npoduns.
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Ob6ocHosaHue

B cBs131 ¢ TTOBBIIEHHBIM PUCKOM Pa3BUTHST CEPhE3HOTO
CHCTEMHOTIO UMMYHHOTO OTBeTa Mnepea MHby3uei npernapa-
Ta OA peKOMeHIyeTcsl, YTOObI O0IIIee COCTOSTHUE 3M0POBBSI
MalMEHTOB ObLIO KIMHUYECKU U JIaDOPAaTOPHO CTAOWJIb-
HBIM, OTCYTCTBOBAJIM MH(MEKIIMOHHBIE 3200J1eBaHNS.

[lepen mpuMeHeHHEM T€HO3aMECTUTEIbHON Teparuu
HEO0OXOIMMO TPOBECTU CICAYIOIINE Ja00OpaTOPHBIC HC-
cienoBaHus [7]:

s ompenereHue TUTPA aHTUTEN K AAVY;

* oleHKa (YHKINHU MeYCHU: OIpeneieHne aKTUBHOCTH
anaHmHaMuHOTpaHchepasbl (AJIT), acmaprTaTaMuHO-
tpaHcdepassl (ACT), KOHUEHTpaluu OOIEeTo OUIupy-
OuHa, aTbOyMUHA, MPOTPOMOMHOBOTO BPEMEHU, aKTHU-
BUPOBAHHOTO YACTUYHOTO TPOMOOTLTACTUHOBOIO BpeMe-
HM ¥ MEXKIYHAPOIHOTO HOPMAaJTM30BAaHHOTO OTHOIIICHNS,

*  KJIMHWYECKUI aHaJ3 KPOBH (BKITIOUYAsT KOHIIEHTPALIMIO
TreMOTJI00MHA 1 KOJIMYECTBO TPOMOOIIUTOB);

*  OLIEHKa KOHLEHTpalMK KpeaTUHIHA.

B ciyyae ocTphIX WM XpOHUYECKUX HEKOHTPOJIUPY-
€MbIX aKTMBHBIX MHMEKIIMIA JeyeHrue ciaenyeT OTJOXUTh
0 TeX TOop, MoKa MHMEKIUs He pa3peliuTcsl, Uil COo-
CTOSTHUE TMallMeHTa He CTaHeT KJIMHUYECKU CTaOMIbHBIM.
B mocnenHee BpeMst y4acTUINCH CIIydau BBISIBICHUS XKel-
TYX1 HOBOPOXIEHHBIX, BPOXAEHHON UM MPUOOPETEHHOM
LIMB-undexum y maupeHToB co CMA miepen mpuMeHe-
HHEM TeHO3aMEeCTUTEIbHOM TepaIru, B CBSI3U C YeM aKTy-
aJIbHOM 3amaveii IBIsIeTCsS BIPAaOOTKA ¢IMHOTO aITOPUTMA
BeICHUS TaKUX ITalleHTOB.

CoryacHO POCCUMCKAM KIMHUYCCKNM PEKOMEHIA-
LIUSIM 110 TAKTUKE BeIEeHUS JOHOIICHHBIX W HEIOHOIICH-
HBIX HOBOPOXAEHHBIX C HEINPSIMON TUIepPOUIUPYOUHE-
mueit (2017), dpusnonornyeckast xkearyxa HOBOPOXKAEH-
HBIX peructpupyetcst y 60—80% 3M0pOBBIX TOHOIICHHBIX
HOBOPOXIEHHBIX, TMOSIBIASIETCS Mociae 24 4acoB XKM3HU
u yracaeT K 10-m cytkam [40]. B GnoxuMuyeckoM aHanuse
KPOBU MaKCUMaJibHasl KOHLIEHTpaLMs 00111er0o OMInpyou-
Ha He MpeBbIIIaeT 255 MKMOJIb/J, OTCYTCTBYIOT INpsiMasi
TUTNEePOMIUPYOMHEMMUST, aHEMUS U TTOJUIUTEMUsI. [TepBbiM
TPEBOXHBIM TPU3HAKOM SIBJISIETCS COXPAHEHME KEATYXU
6onee 10 mHell M TOBBIIIEHUE copepXKaHUs OUIMPYOMHA
KPOBH BHIIIIE 255 MKMOJIB/J1. B OONBIIMHCTBE CIy9aeB pu
MMaTOJIOTMIECKON TUTICPOMIMPYOMHEMIY, BO3HUKAIOIIEH
Ha TIepBOM Hedele XKU3HU, OTMedaeTcsl IIpeodjIagaHue
B KPOBU HemnpsiMoii dpakiuu ounupyouna [40].

Bo Bcex cirydasix maToJIOrMIecKoi sKeITyXu, TeHe3 KO-
TOpPOIl He YTOYHEH, HEOOXOIMMO ITPOBEICHUE MOITOTHM-
TeJibHOTrO obcnenoBaHus [40]:

*  cOOp JaHHBIX aHaMHe3a (HaJIu4ue YKa3aHUil Ha MaTojio-
TMUYECKYIO XKENTYXY B CeMbe U/WIK cuHApoMa Kuinoepa);

*  (bU3KUKATBHBIA OCMOTP: OLIEHKA CTEIIEHU BbhIPaXXeHHO-
CTU XKEJITYXU; UCCIeI0BaHUE Pa3MEPOB MEUYEHU U Ce-
JIe3E€HKM, 1IBETa U KPaTHOCTHU CTyJia U MOYM; YCTAaHOB-
JIEHUE BUIIa BCKapMJIMBAHMS; HAOIIOIEHUE 32 IMHAMM -
KOt Macchl Tejla; HaJIMuKMe CPbITMBAaHUI U/WUI PBOTHI;

*  (bYHKIIMOHAIBHBIC METOIBI MCCIEIOBAHUS B ClIyyae He-
00XOIMMOCTH: YIBTPa3BYKOBOE MCCICIOBAHUE TOJIOB-
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MHdopMaLmoHHble maTepurarbl

HOTO MO3Ta, OPTaHOB OPIOITHOM IOJOCTH, TIPU HaJIH-
YUM TOKAa3aHUI — MPOBeIeHNE MAaTHUTHO-PE30HAHC-
HOIT ToMorpaduu;

* MpPOBeIeHUE TOITOTHUTEIBHBIX JTa0OPATOPHBIX UCCIIe-
JIOBaHUM: KIMHUYECKUU U OMOXUMUYECKUI aHAIU3bI
KpOBHU (OLIEHKa OUIMPYOUHA U ero hpakiuii, aKTUBHO-
ctu AJIT, ACT u ramma-riyramuiaTpaHcdepasbl), aHa-
JIN3 KPOBU Ha TOPMOHBI LIMTOBUAHOM XKeJie3bl (CBOOOI -
HbI TUPOKCUH [T4] 1 TUPEOTPOMHBIN TOPMOH), UCCIE-
JIOBAHME METOIOM IIOJIMMEPA3HOM LIEITHOM peakliu Ha
Hamuune JJHK LIMB B xpoBu, moue, citoHe (¢ onpe-
nenenneM Konmdecta Tutpa JHK).

KoHceHcycHoe MHeHue

CHIKeHNe OMIMpyOMHA TOCTUTAECTCS 3a CUET MHIYK-
I MUKPOCOMAJIBHBIX (PEPMEHTOB TICUCHM, HOpMAJIn3a-
MM OajiaHca XUAKOCTH, UH(PY3MOHHON Tepanmuu u/Win
dotorepanuu. [lo onbITy BeAeHUS MALMEHTOB C TUIEP-
OMJIMPYOMHEMUe, CHUXKeHUEe MoKa3aTeaeit 10 JTOMyCTU-
MBbIX 3HAaUEHUI MPOUCXOJUT B CPEIHEM B TeUEHUE 5 THEN.
I1pu pa3BuTUM CUHAPOMA XOJeCTa3a MOXET ObITh Ha3Ha-
YeHa ypcone30KcuxoieBasi KuciaoTa. B ciyyae couetaHHO-
IO TOBBIIIEHUST aKTUBHOCTU TpaHCAMUHA3 U OMIMpPYyOMHA
cJIemyeT pacCMOTPETh BOIIPOC 00 MCCIeI0BAaHNN KPOBU Ha
BHYTPUYTPOOHBIe MH(peKIINY. Ha BEIOOP TaKTUKY JICUCHUS
LIMB-undexunm npu tepanun CMA BIUSIET TSKECTh 3a-
OosieBaHMST M KOJIMYECTBO Komuii reHa SMN2. B cnydae
TSKEABIX (DOPM LUTOMETAJIOBUPYCHOU 00JIE3HU reHOo3aMe-
CTUTEJIbHAS Tepanus He mpoBoautcs. [Ipu Hanuuuu npu-
3HaKoB ocTpoii LIMB-uHpexkuu (JlabopaTopHble U3MEHE-
HUS B O0IIIEM aHaJIM3e KPOBU: aHEMUSs, TPOMOOLIUTONIEHMUS,
JIEKOTIeHUsI, HEUTPOIIeH!sI, MOBbIIIEHUE KOHILIEHTPAIUU
TpaHCaMMHAa3, TpsMast TUIEePOUTUPYOMHEMUSI), MATOI0-
TMYECKUX MHIEKCOB B JMKBOpE (MOBBIIICHUST COMEpKa-
HUg Oellka, TUIEOLUTO3), AMarHocTuyeckoro turpa JHK
LIMB, onpenensieMoro B 11000M OMOJIOTUYECKOM MaTepU-
ajie, a TakKe KIMHUYCCKUX TIPOSIBJICHUIT B BUIE KEITYXH,
MeTeXUaTbHOU CHINTU, TelaTo-/CIUICHOMETAIUN U IPYTUX
npu3HakoB [41] mamueHTam ¢ >3 konusaMu reHa SMN2
no BBeaeHus mnperapata OA HeoOXOAUMO MpOBeAcHUE
crneu@uyecKoil MpOTUBOBUPYCHOM Tepanuu npenapaTomM
BAJITAHLIMKJIOBUP BHYTPb WM FAaHLIMKJIOBUP BHYTPUBEHHO
(B ciyyae CHUIKEHMSI TOJIEPAHTHOCTU K DHTEpaJIbHOM Ha-
rpy3ke) no cHwxkeHus tutpa JHK LIMB Huxe guarHo-
ctuyeckoro. Heobxomumo Takke uccleAoBaTh TPyIHOE
MOJIOKO MaTepu Ha HaJIM4Yue NMArHOCTUYECKOIOo TUTpa
JHK LIMB, 1 B ciyyae ero BBISIBJICHUSI PELIUTb BOIIPOC
0 HEOOXOMMMOCTH JICYCHUST MaTepu peOEHKAa M BPEeMEH-
HOTO TIpeKpalleHUs TPYIHOTO BcKapMiauBaHus. MHDy3ns
OA 10JIKHa BBITIOJIHATBLCS HE paHbliie, yeM yepe3 10 nHei
rnocjie MOJyYeHUsI OTPULIATESILHOTO pe3yJibTaTa METOIO0M
MOoJMMepa3Hoi LeMHON peakiiuu. B ciyyae Hanuuus npu-
3HakoB ocTpoil [IMB-uHbekIMu y naiueHToB ¢ ABYMS
Konusamu reHa SMN2 cnenyeT pacCMOTPETh BO3MOXKHOCTD
OpUIK-Tepanuu WIM aJbTepHATUBHBIX BapMAHTOB IATO-
TeHEeTUYECKOMN Tepamnuu, eCcily MpOoBeIeHUE FeHO3aMeCTH-
TEJbHOU TepaIruy He MPEACTaBISIETCS BO3SMOXKHBIM.
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6. Bcem nauueHTam, NONYYMBLLVIM reHO3aMeCTUTeNb-
Hylo Tepanuio OA, B nocTuH$py3nMoHHOM nepuope
cnepyet o6ecneumnTb TIaTenbHoe HabnioaeHne, Ha-
npaBneHHoe Ha KOHTPOJIb laGopaTopHbIX NapameT-
POB U MOHUTOPUHI BO3MOMHbIX HeXenaTesibHbIX
ABneHuii. B cnyvae yxyaweHnsa B NoCTUHQY3NOH-
HOM nepuoge KIMHNYECKOro COCTOAHUSA NaLueHTa
Ha ¢poHe pa3BMBLLUEroCA HeXKenaTe/lbHOro ABNeHNsA
UNn OTpMLATENbHON AWHAMMKN NabopPaTOpPHbIX
nokasarteneil nocne npoBeAeHUA FeHO3aMecTu-
TeNnbHOI Tepanuu cneflyeT pelumTb BONpoc 0 Heo6-
XOAMMOCTH rocnuTanusauuv B MHoronpogunbHoe
neuye6Ho-NpoduNaKTUUECKoe yupeXxaeHue.

Ob6ocHosaHue

B moctuH@py3MOHHOM mepuoae Tocjie MpOoBeacHUs
reHO3aMEeCTUTEJIbHOM Teparuy HeoOXOAMMO Ha3HayeHUe
Tepanuu rIIOKOKOPTUKOMIAMU B CBSI3M ¢ BOBHUKHOBEHU -
€M MMMYHHOI'O OTBETa Ha KarlCHIHble OeJIKM BEKTOpa Ha
ocHoBe AAV9 [7]. DTo MOXeT MPUBECTU K MOBBIIICHUIO
AKTUBHOCTU TIEYEHOUHBIX TpaHCAMUHA3 WIM CHMXECHUIO
KoJu4yecTBa TpoMOOLIMTOB. g ocnabieHns: MMMYHHOTO
OTBETa PEKOMEHAYETCS MMMYHOMOIYJISILIUS TJIIOKOKOP-
TUKOUIAMHM, 10332 KOTOPBIX MOXET MEHSThCS B Clydyae
BO3HMKHOBEHUSI HEXeJaTeJbHbIX SBICHUI U M3MEHEHUs
J1abopaTOPHBIX MOKa3aTeJe.

HauGosee yacThiMu HeXeJaTeJIbHBIMU DPEAKIIMSIMMU,
OTMeuaBIIMMUCS Tocsie nHopy3uu npernapata OA, ObLIU
MOBBILIICHNE YPOBHS IMEeYEHOYHBIX (epMeHTOB (24,2%),
renarotokcuyHocTh (9,1%), pBota (8,1%), TpomMbOILIM-
torieHust (6,1%), MOBbBILIEHUE COIEpPXKaHUSI TPOIIOHUHA
(5,1%) n nupekcust (5,1%) [7].

3a 24 yaca no uHdysuu OA BceM TalMeHTaM MoKa3aHo
BBEJICHME MPEIHM30/I0HA TIepopabHO U3 pacuéta 1 Mr/Kr
B CYTKU per os. Ilpy HemepeHOCMMOCTH IIPEIHM30JIOHA
per 0s BOBMOXHO PacCMOTPETh €ro MapeHTepallbHOE BBE-
nenue. [lanyeHTaMm Iocje TeHO3aMeCTUTEIbHON Tepanuu
MOXET IOTpeOOBaThCs KOPPEKIMs CXeMbl ITPUMEHEHMUSI
[JIIOKOKOPTUKOUIOB: JIMOO B TedeHue Oosiee IIUTEIbHOrO
repuosa, 0o yBeJIrMueHUe A03bl, B Psijie ClydaeB — IIPO-
BeJICHME IyJIbC-Tepanuy Uin 0ojiee MeIJIeHHOE CHIDKEHUE
no3bl nipenapara [7]. 3atem B TeueHue 30 gHei mociie MH-
¢y3un OA (BkiTo4ast neHb MHQY3MN) TIPOIOJIKACTCS MPUEM
MPETHU30JIOHA TIEPOPATbHO M3 pacyéTa | MI/KT B CYTKH.
B Teuenue nocaenyrommx 28 nHel 103y CUCTEMHOTO TIIO-
KOKOPTUKOMIA CJIEAYeT CHIKATh IOCTEIIEHHO (HE Clemy-
€T pe3Ko MpeKpalaTh TEparuio JAaHHBIMU IpernapaTamu).
J1s malMeHTOB ¢ He3HAYUTEIbHBIMU U3MEHEHUSIMU (KJIH-
HUYECKME TTOKAa3aTe/Id B IIpeeiaX HOpMbl; KOHILEHTpALIKsI
obmero ommnpyouHa, aktuBHocTh AJIT u ACT Hike Bepx-
Hell rpaHUIbl HOPMBI B 2 paza 1o oKoH4YaHuU 30-THEBHO-
IO MepHroIa) PeKOMEHIOBAHO ITOCTEIICHHOE CHYDKEHUE 103bI
MpeIHM30JI0Ha (WIM SKBUMBAJIEHTHOM 103l APYrOro III0KO-
KOPTUKOUIA): HAIIpuMep, B TedeHue 2 Heaesb 1o 0,5 Mr/Kr
B CYTKH, 3aTeM 2 Henenu o 0,25 Mr/Kr B cyTkH [7].

CnenyeT KOHTPOJMPOBATh (PYHKIIMIO TEYEHU ITyTEM
oueHku koHueHTpauuu AJIT, ACT u obiiero 6uaupyonHa
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B TeUeHUE KaK MUHUMYM 3 MecsieB nociie nHpysuu OA
" B IPYTUX CIAydasx MpU HATMYMU KIMHUYECKUX TOKa3a-
Huii. CiemyeT He3aMeIIUTEeIbHO MPOBECTU KIMHUYECKYIO
OILICHKY 1 OCYIIIECTBIIATh TIIaTeJIbHOE HAOOICHNE 3a Ta-
HUEHTAMHU C YXYOIICHWEM ToKa3aTesicit (pYyHKIMHU TTeYeH!
W/WIN TIpU3HAKaMU VJIM CUMIITOMaMH OCTPOM (DOpMBI
3abosieBaHus [7]. Tlpu OTCyTCTBUM aneKBaTHOTO OTBETa
Ha Teparvio IJIIOKOKOPTUKOWIOM B J103€, 3KBUBaJCHTHOM
MepopaIbHOI 103€ MPeIHU30J0Ha | MI/KT B CYyTKH, CJICAyeT
He3aMeUIMTEIbHO MPOKOHCYIbTUPOBATh MallieHTa Y NIeT-
CKOTO TaCTpO3HTEpoJIora Uiy rematosora. [Ipu HenepeHo-
CHMOCTH TTIOKOKOPTUKOUIOB IPU TIPUEME BHYTPh MOXKHO
pPacCMOTPETh MX BHYTPUBEHHOE BBEICHUE.

KonnyecTBO TpOMOOILIMTOB CIIENIYeT OMPEaesITh
nmo nHpy3nn OA 1 OCYIIECTBIISITh TIIATEIBHBIN PETyIIsip-
HBII MOHUTOPWUHT Ha TIpeAMET 3HAYMMOTO CHIDKCHUS
yrcjia TPOMOOIUTOB B TeUeHUe 2 HeleNlb Iociae nHQy3uu
U PETyJISIPHO TT0CJIe 3TOro (KaK MUHUMYM | pa3 B HeeJo
B 1-i1 Mecsiu 1 1 pa3 B 2 Heneslu Bo 2-if U 3-W MecsILbl)
JI0 BOCCTAHOBJIEHUSI UCXOIHOT'O YPOBHSI TPOMOOLIMTOB [7].

B moctpeructpaiilioHHOM Mepuoae OTMEUYEHbI caydau
TPOMOOTHYECKON MUKpOaHTUOINaTuu. Bo3HMKHOBeHUE
cIyyaeB TPOMOOTUYECKON MUKPOAHTHUOMATUN PETUCTPU-
poBajM, KaK MpaBUJIO, B TCUCHUE MEPBBIX 2 HENEb IOCIe
npuMmeHeHuss OA. TpoMOoTnyeckass MUKpPOAHTUOIIATUS
XapaKTepU3YyeTCsI TPOMOOLIMTOIICHHEH, MUKPOAHTHOTIATH -
YeCKOM TeMOJUTUIECKON aHeMMell ¢ BEICOKUM YPOBHEM
JIAKTATOCTUAPOTeHA3bl, HU3KUM YPOBHEM TamTOTJI00MHA
W HaIMIUEM IIU30IIUTOB B Ma3Ke MepudepruaecKoil Kpo-
BU [7, 42]. Habnionanu Takxke ocTpoe nmopaxkKeHue Movek.
B HeKoTOpBIX Cilydasx OMHOBpPEMEHHAasi aKTHBALIUS WM-
MYHHOI CHCTeMBbI (Harpumep, B pe3yabTare MHOEKIIUU,
BaKILIMHALIMK) TIpPU3HAHA ITPOBOLIMPYIOLINM (haKTOPOM.

PexomennmyeTcst obpaiath MpUCTaIbHOE BHUMAaHME Ha
TPU3HAKA ¥ CUMIITOMBI TPOMOOTUYECKON MMKPOAHTHOTIA-
TUHU, TIPOBOIUTE OIIEHKY (DYHKIINH ITOYEK C KOHTPOJIEM IV~
ype3a, TakK KaK TPOMOOTHIeCKash MUKPOAHTHOIIATUSI MOXET
MIPUBECTU K OMACHBIM IS XXW3HM ITOCIICACTBUSIM WU Jie-
TaJIbHOMY ucxony [7, 43]. B HEKOTOpPBIX ciydasix y malueH-
TOB C Pa3BUTHEM TPOMOOTUIECKOIM MUKPOAHTUOIIATHM TTOCIIe
TIPUMEHEHUSI TeHO3aMECTUTEIIEHOM Tepariuy BBISBIISIOTCS
npeapacnojaramime reHeTndeckue (GakTopbl (Hampumep,
BPOXAEHHbIE HApyIIeHUs] B CUCTEME KOMILIEMEHTa), 4TO
TpeOyeT AOMOJTHUTEIBHOTO UCKITIOUEHUST TAKUX TIPUIMH [43].

Tpombo1MTONIEHUST SIBISIETCSI KIIOYEBBIM MTPU3HAKOM
TPOMOOTHYECKOI MUKPOAHTUOTIATUH, B CBSI3U C UeM HE00-
XOIUMO TIIATEIBHO KOHTPOJIMPOBATh KOJIMUECTBO TPOMOO-
LIMTOB HAa TIpeIMeT 3HAYUTEIbHOTO CHIDKCHMSI B TCUCHUE
MePBBIX 2 HeOeNb Tocie MH(PY3UU W PETYIISIPHO TTOcIe Heé
Hapsmy ¢ IPYTMMU TpU3HAKAMHW U CUMIITTOMaMU, TaKUMU
KaK apTepuajbHas TUIIEPTEH3USI, 00pa30BaHME KOXKHBIX
U TIOAKOXKHBIX KPOBOMBJIMSHUM, CYIOPOTY WM YMEHBIIIE-
HUE KOJIMIEeCTBa BhImeIsieMoit Moun. Ecim manHbIe TTpH3Ha-
K1 ¥ CUMIITOMbI BOBHUKAIOT Ha (pOHE TPOMOOLMTONEHUHU,
CJeIyeT He3aMeUTUTEIbHO MPOBECTU NATbHEMIITYIO TUarHO-
CTUYECKYIO OLIEHKY C LIeJIbIO BBISIBIICHUSI TEMOJIMTUYECKOM
aHeMUU U HapylleHus QYHKIMU 1odek [7].
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[Ipu BBISIBICHUM KIMHUYECKUX MPU3HAKOB, CUMIITO-
MOB W/WIX TaOOPaTOPHBIX ITOKa3aTellell TPOMOOTHIECKOI
MMKPOAHTUOTIATHH CJICAYeT He3aMeUTNTETbHO TIPOKOHCYIThb-
TUPOBATh MAIIMEHTA ¥ IETCKOTO TeMATOJIOTa M IETCKOTO He-
dpoJtora ¢ 1esbio MoaAdopa Teparnuy TPOMOOTUYECKON MUK-
pOaHTHONATUM COTJIACHO KJIMHUYECKUM TOKazaHUsIM [7].
B ciyyae He0OXOMMMOCTH MPY OCTPO BO3HUKILIEM MOBPEXK-
JIEHUY TTOYEK U TSKEJIOM COCTOSIHMM TAllMeHTa ¢ IPOrpec-
CHUpOBaHUEM MPU3HAKOB TPOMOOTUYECKON MUKPOAHTHOA-
THUU CJIEAYET PEIIUTh BOIIPOC O HEOOXOAUMOCTH ITPOBEACHUS
miasMacdepesa, TeMoaraan3a U Ha3HadeHUs Teparuu dKy-
JIN3yMaObOM, YTOOBI YMEHBIIIUTh MPOSIBJICHUS 3a00JIeBaHNS
1 CHU3UTDH PUCK HEOJIATONPUSITHBIX UCXOH0B [42].

B uccremoBaHMsIX y XMBOTHBIX HAOIIOOATACh TOK-
CHYHOCTb, TIPOSIBIISIIONIASICS OCTIOXHEHUSIMU CO CTOPOHBI
cepmua [7]. Knuandeckast 3HAaUMMOCTh JaHHBIX HAOJTIOIC-
Huil Heu3BecTHa. [Tocne nHopy3uu npenapata OA oTMeua-
JIMCh CJTydau TIOBBILIEHYS KOHIIEHTPAIIUK CePASIHOTO TPO-
nonrHa 1. B 3aBepmIEHHBIX KIIMHUIYECKNUX MCCIIEIOBaHUSIX
nocie BeeneHust OA He HaOIIOAAIOCHh KapAMOJIOIMYECKUX
M3MEHEHUI, BhI3bIBAIOIIMX OecriokoicTBo. [1pu Hannuuu
KJIMHUYECKUX TTOKa3aHUH ClieqyeT pacCMOTPETh BO3MOXK-
HOCTb MPOBENEHUST 00C/IeIOBaHMSI cepAlia U MpU HeoOXo-
IUMOCTH ITPOKOHCYJIBTUPOBATHCS C KAPANOJIOTOM.

Takum o6pa3oM, B MOCTUH(Y3MOHHOM IIEPUOIE TOC-
JIe TIPOBEINCHUS TeHO3aMECTUTEIEHONM Tepaliy IallieHTHI
TTOJDKHBI HAOJIONATECS Y CIICIUAINCTOB B JIEYeOHO-TTPOhH-
JIAKTUYECKOM YUPEXIECHUH 110 MECTY KUTEJILCTBA WU B LICH-
Tpe, MPOBOIMBIIIEM T'€HO3aMECTUTETHLHYIO TEPATTHIO, C LIENbIO
KOHTPOJIST JTaOOpaTOPHBIX MapaMeTPOB Y KIMHUIECKOTO CO-
CTOSTHMSI TalleHTa. B ciiydyae BOSHMKHOBEHMSI KITMHUYECKU
3HAUMMBIX HeXeJaTeJbHbIX SBJICHUI IMOCiAe MPUMEHEHMS
T€HO3aMEeCTUTEIbHOM Tepanuu CJenyeT PEIIuTb BOIMPOC
0 HEOOXOOMMOCTH SKCTPEHHOH TOCHUTAIM3aLUM B MHO-
ronpoduibHOE JIe4eOHO-MPOPUIAKTUIECKOE YyUpeXkKIeHNe
C JOCTYITHOCTBIO MYJIbTHUINCIUIUIMHAPHON MEIMITMHCKOMN
TIOMOIIIM TI0 MECTY KUTEJbCTBA WM (hefepaNbHBIA HEHTP,
OCYIIECTBIISIBIINIT MH(DY3UIO TeHO3aMECTUTETLHOM TepaITii.
CpoKu 0Ka3aHUS MEIUIIMHCKOM TIOMOIIM B CJTydae Pa3BUTHS
TSDKEITBIX HEXeENaTeTbHBIX PEAKIIMiA MOTYT OBITh OTIPENIEIsTIO-
IIMMHU B OTHOIIEHWUH IPOTHO3a COCTOSTHUS MaIlueHTAa.

7. PeKomeHpayeTcs pacCMOTpPeTb BONPOC O NepeKnio-
YeHUMN Ha reHo3aMecTUTENIbHYI0 Tepanuio nauu-
€HTOB C WHAVBUAYaNbHON HenepeHOCUMOCTbIO
n/vnu pasBuTnem no6ouyHbIX 3¢¢PeKToB Ha HasHa-
YeHHYI0 NOXXU3HEHHYIO MaTOoreHeTUYeCKylo Tepa-
NuIo, TAXKENBIM MeANLIMHCKNM COCTOAHMEM, fena-
IOWMM HEeBO3MOXHbIM MpoBefeHne perynsapHbIX
VMHTpaTeKasibHbIX UHDbEKUM Wi BO3MOXKHOCTb
nepopanbHOro npMéma npenaparos, C OTCYyTCTBU-
emM3¢pPeKTNBHOCTI, OLleHEHHOI Yepe3 12 mecsAueB
OT Hauyana Tepanuu, a TaKXKe HeBO3MOXHOCTbIO
obecneyeHnsa perynsapHoro npuéma npenapaTtos
COrnacHO MHCTPYKLUN NO MeAULIMHCKOMY npume-
HeHuIo (HanpuMep, B CBA3M C HU3KOI NpUBepPKeH-
HOCTbIO K Ha3HaYeHHOMY NleYeHuIo).
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Ob6ocHosaHue

Bonpocsl BeneHust nauueHToB co CMA 1 moaxonaos
K Ha3HAYeHWIO U BbIOOPY ONTUMAJbHON JEKapCTBEH-
HOI Tepanuu MpeacTaB/sSIOT ONPEeAeJEHHYIO CI0XHOCTD.
st oueHKM 3(pHEeKTUBHOCTU MATOTEHETUYECKOI Tepanuu
cJemyeT TPOBOAUTh TMHAMUYECKYIO OLICHKY IBUTATEIbHBIX
HaBBIKOB C TIpUMEHEeHMEeM pa3nnuHbIX mkan [30]. B ciox-
HBIX KJIMHUYECKMX CIIy4YasX C IeJIbI0 OTHOPOTHOCTU pe-
3yJIbTAaTOB M YCTpPaHEHHUs OIMMOOYHOW WHTEPIIpETALINU
TMAHHBIX OLICHKY CJICAYeT ITPOBOAUTH Ha PEryIsSIPHON OCHOBE
B CIICIMATN3UPOBAHHBIX JICICOHO-TIPOPUIAKTUICCKUX Y-
pexXneHusx (B psiae caydaeB B (pelepalibHBIX JIEYCOHO-TIPO-
(PUITAKTUYECKUX YUPEXKAECHUSIX), UMEIOIIMX OOJIbIION OIMbIT
TECTUPOBAHUSI MALIMEHTOB ¢ pa3nunyHbiMK TUTIaMu CMA.

Tema mepexiioueHUs1 Tepanuu ObUla M3yvyeHa B psiae
pa6ot [26, 44, 46]. MeloTcsl JaHHBIE, YKa3bIBAIOIIME Ha
CHIXEHUE MPUBEPKEHHOCTH K TTOKM3HEHHOM MaTOreHeTH -
YECKOM Tepanuu ¢ TeUeHUEeM BpeMEHU, CHIKeHME 3 bek-
TUBHOCTU B KOHIIE MEXXI030BOT0 MEPUOJA MPU PETYISIPHBIX
MHTpaTeKaJIbHbIX MHDBEKIUSIX, YTO MOXET MPOSIBISTHCS
YXYIIIEHUEM IBUTaTeIbHOM (DYHKILIMU MPU OLIEHKE C TPU-
MEHEHMEM DPa3IMYHBIX ABUTATEJIbHBIX IIKaJd (HampuMmep,
MO IIKajie OLIEHKU MOTOPHBIX (DYHKIUI OOJbHUILIBI XaM-
MepcMut — HFMSE) [47—49]. ITonydyeHHBIC TaHHBIC CBU-
NETEILCTBYIOT O TOM, YTO MALIMEHThI, UMEIOLIE MEAULIH-
CKHE TI0OKa3aHUS K CMEHE Tepalriu, MOTYT IOJIyYUTh IIO-
MTOJTHUTEIbHBIC KIIMHNYECKUE TTPEUMYIIECTBA, OMHAKO TIPU
BBIOOpE CTpATETMH CMEHBI Tepalliy BCETHa CIeOyeT TIIa-
TEJTbHO B3BEIIMBATh COOTHOIICHUE TTOJIh3a—pHCK. B ciydae
OTCYTCTBHSI OOBEKTUBHBIX IPEUMYIIIECTB B TTOJIH3Y CMEHBI
Teparnuu TaKoil MOAXO/ He SBIISIETCS 11eIeCO00Pa3HBIM.

K xpurepusim cy0bONTUMaJIBHOTO OTBETA HA TEPATTUIO
(HemocTaToYHOM 2 (HPEKTUBHOCTU TEpaANUK) y MallMEHTOB
co CMA MoryT ObITb OTHECEHBI CJIEAYIOIINE XapaKTepu-
ctuku [50]:

1) ofiee yxyalleHWe OLIEHKH, MOATBEPKAEHHOE IBY-

MSI TOCJeNOBaTEIbHBIMU U3MEPEHUSIMU 0 J1000i1

U3 CAEAYIOIIUX TPEX MK

* TIAllMEHT TepsieT >2 0alJIoB MO FOPU30HTATBHOMY
TOJIUKY MM Oojiee 1 Gajia mo APYrUM MyHKTaM
mwxansl HINE (Hammersmith Infant Neurological
Examination), nckiroyass Co3HaTeIbHBIN 3aXBaT;

*  MAaUEHT TepseT >4 0ajjIoB MO IIKaje AETCKOM
6ompHULIBI PrtaneTbGhun IS OLIEHKN TBUTATEThb-
HeIX yaKunit CHOP INTEND (The Children’s
Hospital of Philadelphia Infant Test of
Neuromuscular Disorders);

* TauueHT TepseT >3 OamioB no mkaile HFMSE
(Hammersmith Functional Motor Scale Expanded);
u/vumm

2) yXyAllIeHUe ObIXaTeJabHOI (hyHKIIUU:

*  yBeJMYEHUE MOTPEOHOCTU B PECIIUPATOPHOM MO~
TEP>KKe B TeYSHUE CYTOK U/WIIA HeXapaKTepHOe ISt
JMIaHHOTO MallMeHTa yBeJUUeHUe Yuciia pecrnupa-
TOPHBIX UH(MEKUMI, TPEOYIOIINX CTallMOHAPHOIO
JICYEHUSI, KOTOPbIe HE MOTYT OBITh OOBSICHEHBI
acrnupanmeit uim 3a00J1eBaHUEM JIETKUX.

12

O1eHKa MTODKHA TTPOBOIUTHCS TTO CPAaBHEHUIO C MC-
XOIHBIMU [TOKA3aTe/IIMU uepe3 12 MecsILieB Ioc/ie MHUIIM -
ALK TepaIliy, IIPU 3TOM BaxKHOE 3HAUEHME UMEIOT UCXO/I-
HbIE 00Illee COCTOSIHME U JABUTATEe/IbHBIN CTATyC MaLeHTa.
JnHaMuKa COCTOSTHUS TTallieHTa TOKHA OBITh OTpaskeHa
B MEAULIMHCKOW TOKYMEHTAllMU B MOJTHOM OOBEME.

B oTHoOIIIEHNM CPOKOB IMEPEeKITIOUEHUsS] PEKOMEHIOBA-
HO TIPUIEPXMBATHCS CJEAYIOIIMX BPEMEHHBIX WHTEpBa-
JIOB: Ha3HaYeHME T'€HO3aMECTUTEJIbHOI Tepariy MOXET
paccMaTpuBaTbCSl B Cilydae IIPEOIICCTBYIOLICH Teparuu
pucauriaMmoM 4depe3 3—5 gHell OT MOMEHTA MOCJIEIHETO
npuéMa Tperapara, B ciIydae IMPeAIIeCTBYIONIICH Teparu
HYCHMHEPCEHOM — KaK MUHUMYM 4epe3 30 qHeit oT MOMeH-
Ta IOCJICIHETr0 BBEIEHMSI IIperapaTa Ha OCHOBAHUM JAHHbBIX
(hbapMaKOKMHETUKM YKAa3aHHBIX JIEKAPCTBEHHBIX CPEICTB.

He ciremyeT 3a0bIBaTh, YTO MPU MEPEKITIOYCHUN C IPY-
TOl MaTOTEHETUYECKO Tepary Ha TeHO3aMECTUTETbHYIO
BO3MOXHO YBEJIMUEHHME PUCKA HEXeJaTelbHbIX SBICHUI
M0 JAHHBIM peaJTbHON KIIMHUYECKOU TTPaKTHUKU.

B n1060M citydae BOIpoc 0 HE0OXOAMMOCTH TMEPeKTIode-
HUSI C APYTOM MaTOreHETUYECKON Tepanuy Ha TeHO3aMEeCTH -
TEJIbHYIO JIOJDKEH PelaThCsl B MHAUBUIAYaIbHOM ITOPSIIKE Ha
OCHOBAHUU KOJUICTUAJIbHOIO MHEHMS TPYIIIbl 3KCIIEPTOB
M3 HECKOJIbKUX JIe4eOHO-TTPOMIIAKTUYECKUX YIPEXKICHMIA
C YY4ETOM OLIEHKU COOTHOLLUEHUSI MT0JIb3a—PUCK.

8. Kom6uHupoBaHHasa Tepanusa CMA B Hacrtos-
wee BpemMsa nmeeT orpaHNYeHNs NpuMeHeHns
B peasibHOWN KJIMHNYECKOWN NpaKkTukKe.

Ob6ocHosaHue

K xomMOuHMpoBaHHOI 00Ne3Hb-MOAUDUIMPYIOLIEI
Teparnuu cjenyeT OTHECTH Ha3HAuyeHME IaTOreHeTuye-
CKO#l Tepanuu (pucauIljiaMa WM HYCUMHEpCeHa) Iocie
OJHOKPATHO IIPUMEHSIEMOU T€HO3aMECTUTEIbHOU Tepa-
min, 3OGEKT KOTOPOM, MPEANOJIOXUTEIHbHO, COXPaHsI-
eTcsl B TeueHue Bcell xku3Hu nanuenta [S51]. Ha naHHbII
MOMEHT HE€ CYIIECTBYET YOEOMTEIbHBIX IOKAa3aTeIbCTB
3(hHEKTUBHOCTU U 6€30IMACHOCTA KOMOMHUPOBAHHOM 60-
Jie3Hb-Moauuuupyoein Tepanuu CMA 1o cpaBHeHUIO
¢ MoHoTtepanueii OA, B CBSI3M ¢ YeM KOMOWHMPOBaHHas
Tepanus He TOJDKHA MPUMEHSThCS B PYTMHHOW KJIMHHUYE-
CKOIf TTpaKTUKe, 1 CIeMaTCThl TOJDKHBI PUIEPKUBATh-
csl cTpaTeruy BbIOOpPA B MOJIb3Y Ha3HAUEHUSI MOHOTEpaIIuu
addekTuBHBIM TIperiapaToM. CyllecTBYeT 3KCIEPTHOE
MHEHHE, YTO 30JIOTBIM CTAHIAPTOM JIS OTBETa HA 3TOT
HEPEIIEHHBII BOIIPOC MOTYT CYMTATHCS PE3YIbTaThl IIPO-
BEIEHHBIX KOHTPOJIUPYEMbBIX KIIMHNYECKHUX UCCIICIOBAHMII
C HETIOCPEACTBCHHBIM CpaBHEHNEM MOHOTEPAITUM U KOM-
OUMHUPOBAHHON Tepanuu IByMs 00JIe3Hb-MOAUDUITUPYIO-
IUMU npenapaTtamu [38].

XOTS B HEKOTOPBIX KIMHUYECKUX HCCIIEIOBAHUSIX
M TTyOJIMKALMSIX COOOIIAeTCsl 00 U3yUYeHUU MPEUMYILLIECTB
KOMOMHALIUM Pa3JIUYHBIX 00Je3Hb-MOAUDULIMPYIOIINX
npernapaToB (HampuMep, HYCUHEPCEH WM PUCIUILIaM
nocie npuMmeHeHus1 OA), OHM He TMPEIOCTaBISIOT yoe-
IUTEIbHBIX TOKA3aTeJIbCTB TOTO, UTO KOMOMHAIIMS TIpe-
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BOCXOIIUT JII000€ OTACIHHO B3SITOE JICUCHUE M3-3a OTCYT-
CTBUSI aJeKBaTHOW KOHTpOJbHON rpynmbl [52, 53]. Bce
TpU OMOOPEHHBIX JIEKAPCTBEHHBIX IIperapara B IIEPBYIO
odepenb OKa3bIBaIOT CBOE MECTBHE 3a CUET YBEIMUCHUS
nponykuuu 6eika SMN, HO 00 cux MOp OCTAa€Tcsl He-
PEMEHHBIM BOTIPOC O HATMYUM JOTIOJTHUTEIHBHOM TT0JIB3bI
IIPY TAPTETHOM BO3JIEUCTBUY Ha ABUTATEIbHBIC HEUPOHBI
[38, 54]. Kpome Toro, 3HauuTeIbHAsl CTOUMOCTD JIEUEHUS
00J1e3Hb-MOAMGULMPYIOIIUMHU TperapaTaMu CTaBUT IO,
COMHEHHE 3KOHOMUYECKY10 3(PHEKTUBHOCTb U YCTONY M-
BOCTb 3TOM CTpaTeruu, OCOOEHHO KOrla CTOUMOCTbD Ipe-
rmapaTta Io0aBIsIeTCsI K CTOMMOCTUA CTaHAAPTHON Meau-
IUHCKOM TToMoiu [55].

CremyeT MOMHHUTB, YTO y IMAIIUEHTOB C TSKEIBIMU
CUMIITOMaMU HeoOpaTUMasl JIeTeHepalldsl TBUTaTeIbHBIX
HEHPOHOB W MBIIIEYHON TKAHU, BEPOSTHO, SIBIISICTCS Ha-
nboJiee BaXHBIM (DAKTOPOM OTCYTCTBUST OXHMIAeMOi 3¢-
(beKTUBHOCTM MJTM BOCCTAHOBJIEHUS (PEHOTHUIIA BHE 3aBU-
CUMOCTH OT KOJIMYecTBa MpousBeAe¢HHOTo Oeaka SMN,
HaOJI0JaeMOro Mpu IpUMEHEeHMU J1000ro BapuaHTa
teparuu [38, 56].

9. BakuyuHauus

PexoMmeHn0BaHO yaensiTb 0cO00e BHUMaHUE MPOdu-
JIAKTUKE, MOHUTOPUHTY U Teparmnu NMHMEKIIMOHHBIX 3200-
JieBaHU 10 ¥ nocie nHopy3nuu OA.

PexoMeHnyeTcss mpoBeneHHE CBOEBPEMEHHOM ce-
30HHON TPOMMIAKTUKNA WHMEKIINN, BEI3BAHHOW PECITH-
PaTOPHO-CUHIIUTHAIBLHBIM BUpycoM. [1o BO3MOXHOCTH
rpadK BaKLIMHALMM TAaLMEHTa CJIEAyeT CKOPPEKTUPO-
BaTh C YYETOM NMpPUMEHEHUs INIIOKOKOPTUKOUIOB B Mpe-
U TTOCTUH(Y3MOHHOM Tepuoe npuMeHeHus: OA.

Ob6ocHosaHue

[Ipu mpoBemeHUM HEOHATAJIBHOTO CKPUHWHTA TIAIlM-
eHTaM C JHOoKIMHMYeckoi cragmeit CMA peKoMeHIOBaHO
nposeaeHre BIIK B rmepBhie THM XXM3HU COTIACHO HAIIHO-
HaJIbHOMY KaJieHaapio Mpo@uiakTUIeCKUX MPUBUBOK [57].
I'eHo3amecTUTENbHAS Tepanusl ¢ MOCAEAYIONIe Tepanuei
TIIOKOKOPTUKOUAAMU MOXKET OBbITh MpOBENeHA HE paHee
yeM uepe3 2 Helear oT MoMeHTa ripoBeneHust BLIK [58].

ITo BO3MOXHOCTM TpaduK BakKIMHALIMU TalMeHTa
cJienyeT CKOPPEeKTUPOBATh C YYETOM BBEACHMUS TJIIOKOKOP-
TUKOoMIAa 10 u nocie uHgysuu OA [7, 59].

PexomeHnyeTcs mpoBeeHNE CE30HHOIN BaKIMHAILIMU
MIPOTUB PECIMPATOPHO-CUHIIUTHUAIBLHOIO BUpyca [7].

IMameHTaM, TOMYYaIOIIUM TIFOKOKOPTUKOUIBI B M-
MYHOCYIIPECCUBHBIX 103aX (HaIpuMep, IIPSIHNU30JI0H B J10-
3¢ 20 MT 1M 2 MT/KT MaccChl Tejia JIM0O IPYToif TIIIOKOKOP-
TUKOUJI B 9KBUBAJICHTHOM 103€ €XKeTHCBHO Ha IMPOTSLKEHUN
>2 Henelb), He CJeNyeT BBOAUTD XXUBbIe BAaKLUUHBI, TaKHe
KaK TPUBAKIIMHA MPOTUB KOPU, IMUAEMUYECKOTO apoTUTa
M KPaCHYXM W BaKIIMHA MTPOTUB BETPSTHOM OcCTIbl [7].

B oTHomieHMM BaKUMHALMKU MPOTUB PECIMPATOPHO-
CUHIIMTUAJILHOTO BHpYca KCIIepTaMU PeKOMEHIOBAHO eé
obs13atennbHOE MpoBeAcHue y aeteii co CMA ¢ KanHu4Ye-
CKMMHU CHMIITOMAaMU, CPOKM MPOBEACHMS MPOMPUIaKTHU-

Informational materials

ViHdopmaLMoHHble MaTepuansi

YECKOI Tepanuu He HOJIKHBI 3aBUCETh OT CPOKOB ITPOBE-
JIEHWST TeHO3aMeCTUTENIbHOM Teparuu. Y aeteil co CMA
C 3aIUTAaHMPOBAHHBIM IIPOBEICHUEM TeHO3aMeCTUTEIbHOM
Teparuy, He MMEIOIINX KIMHUYECKUX CUMIITOMOB, IIPO-
puwrakTuKa pecnupaTopHO-CUHIUTAAIBHON BUPYCHOU
UHMEKINU He SIBJISIETCS 00s13aTEIbHOIM.

10. UHTpaTekanbHaa ¢popma reHo3aMeCTUTENIbHOMN

Tepanun

DGGEeKTUBHOCTL U 6€30IMaCHOCTb MPUMEHEHUST UHT-
paTeKanbHOI (hOpMbI TeHO3aMECTUTEIBLHON Teparuu n3y-
yajach B TpEX KiInHMYeckux mcciaenoBanusx: STRONG,
STEER u STRENGTH [60—62]. [TosyyeHbI pe3yiabTaThl,
YTO B MOITYJISILIUN TTAllMeHTOB 0e3 MpenlIecTBYIOeH Tma-
TOTEHETUYCCKON Tepalnu, KaK U y paHee JICUCHBIX Tally-
eHToB co CMA, naHHbBIIf BapuaHT TeHO3aMeCTUTEIbHOMI
TepaIuy moKasaj yiIyJlleHre,/CTabMIN3alnio JBUTATETb-
HBIX HABBIKOB MPU XOpoliielt mepeHoCUMMOoCTH. YacTora He-
JKeJlaTelIbHbIX peakiuil Oblla HU3KOM M COOTBETCTBOBAJIA
OXXUJTAEMOWA.

[Ipenapar BBOASAT B MHTpaTeKaJibHOE MPOCTPAHCT-
BO, MPM 3TOM BBOAMMAS 103a SIBJSIETCS YHUBEpPCAIbHOM
U He 3aBUCHUT OT BO3pacTa M Beca IMallieHTa.

HWHTpaTtekanbHasa (opmMa TeHO3aMECTUTEIbHON Te-
panmu pacInpsieT KIMHUIECKNE BO3MOXHOCTHU JICUCHUS
naureHToB co CMA, 0COOeHHO y TTAIlMeHTOB IITKOJIBLHOTO
BO3pacTa 1 B3POCIIBbIX, KOTOPBIM paHee TAKOU BUI JICUCHUS
ObLT HEIOCTYTIEH, obecrneyrBasi UM PeXXUM OJTHOKPATHOTO
BBEJIEHUS JIEKapCTBEHHOIO Tpenapara.

KoHceHcycHoe MHeHue
C y4€TOM JaHHBIX KJIMHUYECKUX UCCIIEeNOBaHUIA, Tap-

TeTHOTO IIPUMEHEHMS B HEPBHOM TKaHU U OTHOKPATHOCTU

MpUMEHEHUs] MHTpaTeKaibHast (hopMa IeHO3aMeCTUTE b~

HOI1 Tepanmy UMeeT TOTEHIINAI TIPUMEHEHUS Y CIeIyI0-

IIKUX KaTeropuii marreHToB co CMA ¢ pa3IuyHBIM UCXOM-

HbIM [BHUTaTeJbHBIM CTATyCOM (JIexKauue IMalMeHThI; Ia-

LIMEHTEHI, CITOCOOHBIC CUACTh CAMOCTOSITEIPHO; TIALIMCHTEHI,

CIIOCOOHBIE XOIUTh CAMOCTOSITEIIHHO):

« neru (crapiie 6 MecsieB) U B3pocibie co CMA ¢ cum-
IITOMaMU 3a00JIeBaHKS M OECCUMITTOMHBIE TTAIlUCHTHI,
HE ToJIy4YaBIlIre paHee MaTOTeHETUYEeCKOTo JISUeHUSI;

« getu (crapme 6 MecsieB) U B3pociibie co CMA ¢ mo-
00uHbIMU 3 heKTamMu/HeNePeHOCUMOCTbIO HYCUHEP-
CeHa WJIM pUCauILIama;

« netu (cTapiue 6 MecsueB) U B3pocibie co CMA co cHu-
XeHneM 3(p(GEeKTUBHOCTU MM HU3KOM TIPUBEPXKEH-
HOCTBIO K HYCUHEPCEHY WK PUCIUILIAMY;

« neru (crapiie 6 MeCsILIEB) U B3POCIIbIE C IIPOrPECCUPO-
BaHUEM TSDKEIOM CTETICHU CKOIN03a, He TTO3BOJISIONICH
MPOBOIUTH PETYJISIPHO MHTPATEKAIbHbIE WHBEKIINU
HyCUHEpCeHa;

« getu (cTapime 6 MecsIeB) M B3pOCIIbIE ¢ TTOCTITYHKIIMOH-
HBIM CUHIPOMOM, IPETISITCTBYIOIINM PETYJIIPHOMY ITPO-
BEICHUIO MHTPAaTeKaJIbHbIX MHBEKIIMI HYCUHEPCEHA;

*  B3pocible nauueHTshl co CMA, MTpuHUMAIOIIYE PUCIUTI-
JIaM U TUTAHUPYIOIIME 3a4aThe U POXIACHUE IeTeil.
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PernoHanbHble 0c06eHHOCTU OpraHn3aLn NUTaHUA aeTen
paHHero Bo3pacTta B Poccuinckon Pegepayun

T OrAY «HaumoHanbHbI MeaLMHCKI UCCIeA0BATENbCKII LEHTP 300poBba AeTel» MuHagpasa Poccun, MockBa, Poccus;
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YHusepcutet), MockBa, Poccus;
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PE3IOME

O60ocHOBaHMe. B pa3suTnn pebéHKa pa3nyaloT HECKONIbKO KPUTUYECKMX NEPUOAOB, 3HAUNTENbHO BIMAIOLUX Ha GOPMUPOBaHNE OpraHoB
N CcUcTeM, CTaHoBNeHNe GYHKLMIA [eTCKOro opraHusma. Bepylas ponb cpemn BHelHMX $GakTopoB, BO3AENCTBYIOWMX Ha NpoLecchbl pocTa
1 pa3BUTUA pebEHKa, OTBOJMUTCA MUTAHNIO.

Llenb nccnegoBaHusa — CpaBHUTENbHBIN aHaNN3 POAUTENbCKMX NMPAKTUK OpraHn3auuy NUTaHUA AeTell paHHero Bo3pacTa, MPOoXKMBatoLWmx
B LleHTpanbHom n CeBepo-KaBkasckom deaepanbHbIX OKpyrax.

MeTogbl. B nepuop ¢ pespans 2024 no Hosi6pb 2025 roga B ropogax LleHTpanbHoro (Mocksa, Koctpoma, MiBaHoBO) 1 CeBepo-KaBkasckoro
(Hanbuuk, CraBpononb, Yepkecck) penepasbHbIX OKPYroB NPOBOAMIOCH KPOCC-CEKLVOHHOE HEPaHLOMM3VPOBAHHOE HEKOHTPONMpyeMoe
1CCnefoBaHme Nno BoNpocam opraHv3auuy NuTaHus AeTeln, 3aKnioyaBlueeca B aHKETUPOBaHNM poguTeneit AeTein paHHero Bo3pacTa. B nccne-
[OBaHMU NPUHANKM yyacTue 598 poanTenei. OueHka Gpr3nyeckoro pasBuTuA Aeteil nposeaeHa ¢ nomolybio nporpammbl WHO Anthro (2009).
[lnA ctatncTMueckoro aHanu3a ncrnonb3osanu nporpammy StatTech v.4.11.2 (CratTex, Poccus).

Pe3ynbratbl. YCTaHOBNIEHO, UTO poAMTENbCKasA NPAKTKa OpraHu3aummy nuTaHna aetein ot 1 roga Ao 3 feT OTMYaeTcsa B permoHax rno pagy
BaXKHbIX MPUHLMMNMaNbHbIX BONPOCoB. B ropogax CeBepo-KaBKkasckoro deaepanbHOro okpyra yalle oTMeYaloTca HeafleKBaTHble CPOKM BBe-
feHuna npukopma (p <0,001), HeaocTaTOUHOE NCNOb30BaHNe NPOAYKTOB AETCKOro NUTaHMA MPOMbILUNEHHOTO BbinycKa (p <0,001), HenonHbIN
OXBaT IETCKOrO HaceneHysa paHHero Bo3pacTa npodunakTmueckumm mepamu gebuumta ButamvHa D n nogopedruunTa, 3HaunTeNbHoe yBenu-
yeHMe uYncna AeTtein, NonyyaloLwumx <He3goposble» NpofyKTbl (p <0,001). OueHKa Gpr3nyeckoro pa3BUTUA NOKasana, Yto AeTel C N36bITOUHON
Maccoi Tena 3Hauumo 6onblue B LieHTpanbHoM defiepanbHOM OKpyre.

3aknouyeHne. HeobxoanMo NPOBOANTL CUCTEMATUYECKNI MOHUTOPUHE NMUTaHUA 1 Mep Mo NPodunakTiKke anuMeHTapHO-3aBUCUMbIX COCTO-
AHWI Cpeaun feTell paHHero Bo3pacTa, akTVBHee BHeJpATb METOANYECKMe PeKOMeHAALMN No AaHHOMY BOMPOCY Cpefu Bpayeit n obpasosa-
TeslbHble MPOrpPaMmbl 4fiA poanTeneil C y4ETOM perroHanbHbIX 0CO6eHHOCTEN.

KnioueBble cnoBa: ety paHHero Bo3pacTa; opraHn3aumna nuTaHus; (I)I/I3I/NECKOE pa3BuTne; HefeTCcKne NPoAyKTbl; rpyaHOe BCKapM/IMBaHWE;
AeTCKMe NPoAYyKTbl NPOMbILLNEHHOIO BblNyCKa.

Co6niofieHNe 3TUYEeCKNX CTaHAAPTOB. /ccneoBaHye NPOBEAEHO B COOTBETCTBUM C STUUECKMMM CTaHAapTamMy XeNTbCYHKCKOM feKknapauum.
MpoTokon nccnefoBaHna ofobpeH nokanbHbIM 3Tuyeckum kKomutetom OTAY «<HMUL, 3n0poBba getein» MuHsgpasa Poccum (npotokon N2 9
ot 28.09.2023). OT BCeX pecrnoHAEHTOB MOJYyYEHO NCbMEHHOE NHGOPMIPOBAHHOE Coracrie Ha 06paboTKy 06e3NMUYEHHbIX AaHHbIX.
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ABSTRACT

Background: Several critical periods are distinguished in child development, significantly influencing the formation of organs and systems
and the development of body functions. Nutrition plays a leading role among external factors influencing child growth and development.
Aim:The aim of the study was to comparatively analyze parenting practices regarding nutrition for young children living in the Central Federal
District and North Caucasus Federal District.

Methods: From February 2024 to November 2025, a cross-sectional, non-randomized, uncontrolled study was conducted in the cities of the
Central (Moscow, Kostroma, Ivanovo) and North Caucasus (Nalchik, Stavropol, Cherkessk) Federal Districts. The study included a questionnaire
surveying parents of young children regarding their child nutrition practices. A total of 598 parents participated in the study. Children’s physical
development was assessed using the WHO Anthro software (2009). StatTech v.4.11.2 (developer: StatTech LLC, Russia) was used for statistical
analysis.

Results: It was found that parenting practices in organizing nutrition for children aged 1 to 3 years differ in a number of important fundamental
aspects between the regions of the Central Federal District and the North Caucasus Federal District. The most common problems in the cities
of the North Caucasus Federal District include inadequate timing of the introduction of complementary foods (p <0.001), insufficient use of
industrially produced baby food (p <0.001), incomplete coverage of the young child population with preventive measures for vitamin D and
iodine deficiency, and significant increase in the number of children receiving «unhealthy» food (p <0.001). However, an assessment of physical
development showed that the number of overweight children is significantly higher in the Central Federal District.

Conclusion: Systematic monitoring of nutrition and preventive measures against alimentary-dependent conditions among young children is
necessary; methodological recommendations regarding nutrition for young children should be actively introduced among clinical practitioners
and educational programs taking into account regional characteristics should be developed for parents.

Keywords: young children; nutrition; physical development; non-child products; breastfeeding; commercially produced baby food.
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O6ocHOBaHue HaubGosee BaxkHbIM BO3pacTHBIM MEPUOAOM CUMTAET-
B pasBuTtum pedbEéHKa pa3inyaroT HECKOJIBKO KPUTHYE- cs nepBasg 1000 gHelt ¢ MOMeHTa 3ayaTusi, U3 HUX 0CO00
CKHX MEPUOJO0B, 3HAYNTEIHHO BIMSIONIMX Ha QOPMUPOBAa-  BBIACILETCA IEPBBIA IOl XXU3HU, ONHAKO IOCIEAYIOLINE
HUE OPraHOB M CHCTEM, CTAHOBJIEHNE (PYHKILIMIA IE€TCKOrO  BTOPOI M TPETUIl TOIbl XXM3HU SIBISIOTCS HE MEHee OT-
opraHusma. BETCTBEHHBIMU, TaK KaK MMEHHO B 3TOM BO3pacTe pebdé-
20 Original investigation
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HOK 0oJjiee aKTUBHO TTO3HAET OKpyxXarowmuii Mmup. OmHUM
13 BaXXHEUIIMX (paKTOPOB B 3TOM BO3PACTHOM ITEPUOJE,
OKa3bIBAIOIIMX BO3MEICTBUE Ha (DU3MUECKOE pa3BUTHE,
(bopMHpoBaHUE MCUXOIMOLIMOHATBHBIX U MTOBEACHUYECKUX
ocobeHHOCTel pebEHKa, siBisieTcsl nutaHue [1]. UmMeHHO
Ha 2—3-M rofy >XM3HM 4Yallle pa3BUBAIOTCS aIMMEHTapHO-
3aBUCHMBIE U JIe(PUIIMTHBIC COCTOSTHUSI, KOTOPBIE B TaJTb-
HeuIen XU3HU TPUBOIST K CEPhE3SHBIM MTPOOIEMaM B CO-
CTOSTHUM 3I0POBBSI, HAPYIICHUIO KOTHUTUBHBIX (DYHKIIMI
¥ e3aJanTallii B COIITyMeE.

[MTpeumMyiecTBa B MCITOJIBb30BAHUM OTPEAeIEHHBIX
MPOAYKTOB MUTAHUS YaCTO OIMPENEISIIOTCS He UX Kaue-
CTBEHHBIM COCTAaBOM M MHUIIEBOU 1IEHHOCTHIO, a JOCTYII-
HOCTBIO, PETMOHAIBHBIMI OCOOCHHOCTSIMH 1 TTUIICBBIMU
TpagulusIMu cembu [2]. B aTOoM acnekTe IaBHYIO poJib
B CTAHOBJICHMM BKYCOBBIX TPEIMOYTEHUN M MUIIEBBIX
MPUBBIUYCK UTPAIOT poauTean. VX moBcemHEBHBIC yCTa-
HOBKM (POPMHUPYIOT HE MIPOCTO PaIlOH IMMTAHUS, a MO-
JIeJib TIMIIEBOTO MOBEIEeHUS, KOTOPYIO PeOEHOK BOCIIPU-
HUMaeT Ha ypoBHe Moaco3HaHus. Takasi Moaesb BKJoUa-
eT B ce0s1 KaK BBIOOP MEPBBIX MPOAYKTOB ISl TPUKOpPMa
W CeMEMHOTO CTOJIa, 0OCTAHOBKY M PEXXUM IIpUEMa IIH-
1M, TaK TUIIEBbIe TPENMOYTEHUST B NaJbHEWIIe K13-
HU [3]. Bo3dHuKawLIMii Tpu HeaaeKBaTHOM opraHu3aluu
MMUTaHUS HETOCTaTOK XXU3HEHHO HEOOXOIMMBIX MUKPO-
HyTpuUeHTOB (Ifomd, kene3o0, ButaMuH D m mp.), a Takke
TTOBBIIIEHHOE KOJWYECTBO JIETKOYCBOSIEMBIX YTJIEBOIOB,
HACBIIIEHHBIX U TPAHCXKUPOB B pallMOHE MMUTaHUST peOEH-
Ka paHHETo BO3pacTa 3HAUMTEIbHO YBEIUUMBAIOT PUCK
pa3BUTUS aHEeMUH, HomoaedUIIUTa U TaKUX HapyLICHUI
(bmsmyeckoro pa3BuTHs, Kak 3a7epkka pocTa, U30bITOY-
Hasl Macca Tejia/oXupeHue.

Takum o6Gpa3oM, posb NMUTAHUS ST (PU3UYECKOTO
pa3BUTHS peOEHKA, ero TICMXOMOTOPHBIX U KOTHUTUBHBIX
HaBBIKOB OITOCPEIYETCST Yepe3 MPU3MY POAUTETLCKUX pe-
IIEHUM W CJIOXUBIIMXCSI B CEMbE TPAIUIIMIA, B TOM YHUCIIe
MUIIEBBIX. M3yyeHre 3TUX MaTTepHOB MO3BOJISICT TTOHSITh,

OpurrHanbHasa cTatbA

YTO, KaK 1 II0YeMy eIsT JeTH, U B KAKOM KOHTeKcTe (op-
MUPYIOTCS UX MUILEBbIE IPUBBLIYKU.

Ilens uccienoBanusi — TMPOBEIEHUE CPABHUTEIBHOTO
aHaJM3a POAUTEIbCKUX MPAKTUK B OpraHU3aliy MUTaHUSsI
JIeTeil paHHEero BO3pacTa U COCTOSIHUS (hPU3UYECKOrO pas-
putus ux gereit B Llenrpaasaom (LIAO) u Ceepo-Kag-
kazckoM (CK®O) denepanbHBIX OKpyTax.

MeTopab!

B niepuion ¢ despains 2024 o Host6ps 2025 roma B ropo-
nax lentpansHoro (Mocksa, Koctpoma, MBaHoBo) u Ce-
Bepo-Kaskasckoro (Hanbuuk, CraBpononb, Yepkecck)
demepanbHBIX OKPYTOB MIPOBOIMIOCH KPOCC-CEKIIMOHHOE
HEPaHAOMU3UPOBAHHOE MCCIENOBAHUE ITyTEM AaHKETUPO-
BaHUsl POIUTENICH NeTel paHHEro BO3pacTta o BOIpOcam
MHGOPMUPOBAHHOCTU W OpraHU3alMy MUTaHUS OeTeit
B Bo3pacte ot 1 roga no 3 net. B uccnenoBanny npuHSIIN
yuactre 598 pomuTtesieil YCIOBHO 3M0POBBIX IETEH.

HccnenoBaHue BBITIONHSUIOCH B paMKaxX HayIHO-HC-
cJienoBaTeIbCKoil paboThl «HyTpUTUBHBIN CTAaTYC M CTPYK-
Typa MMUTaHUS IeTel paHHEro Bo3pacTa Ha IIpuMepe ropo-
nmoB llentparsHoro n CeBepo-KaBkasckoro demepalbHBIX
OKPYTOB», OI0O0OPEHO JIOKATbHBIM 3TUYECKUM KOMUTETOM
®I'AY «<HMMUIL 3noposbs nereii» MunsapaBa Poccun
(mpotokon Ne 9 ot 28.09.2023). Pogurenu ObLIM MTPOWH-
GopMUPOBAHEI O HEISIX UCCACHOBAHMS, TIepel 3aroJIHe-
HUEM aHKeT ITOANMCHIBAIA MHMOPMUPOBAHHBIE COTJIACHSI.

PervoHbI-y4yacTHUKM MCCIENTOBaHUS MPEICTABICHbI
B Ta0m. 1.

[IpoBenéH aHanmM3 OopraHW3alMK MUTAHUS OETEH II0
CJIEYIONIMM BOIIpOCAaM: MPOAOJKUTEITHLHOCTb TPYIHOTO
BCKapMJIMBaHUsI; CBOEBPEMEHHOCTb BBEACHUS MTPOIYKTOB
U OJIIoa TTPUKOpPMa; CPOKM MepeBoja pedbéHKa Ha o0IIuit
(CeMeifHBII) CTOJ; MCITOJIb30BaHUE TTPOMYKTOB JIETCKOTO
MMUTAHUS TIPOMBIIUICHHOTO BBIITyCKa/IOMAIIHETO IIpH-
TOTOBJICHUSI; BO3PACT BBEACHUST «HEAETCKUX» MPOIYKTOB
B pallMOH THUTAHMS; COONIOACHUE PEeXUMa KOPMJICHUIA;

Ta6nuya 1. PernoHbl Poccuinckoin ®egepaum, B KOTOPbIX NPOBOAMIOCH UCCNef0oBaHue

Table 1. Regions of the Russian Federation where the study was conducted

Topon AIMUHUCTPATUBHBIN OKpyT Poccuiickoit Denepannu Ponurenu, n Bcero, n
City Administrative district of the Russian Federation Parents, (n) Total, (n)

MBaHOBO 100 100
Ivanovo
Koctpoma LleHTpaabHBIIT
Kostroma Central oy oy
MockBa
Moscow » 9
Hanpunk
Nalchik 1y 1y
CTtaBpornoJib Cesepo-Kapkasckuit 100 100
Stavropol North Caucasian
Yepkecck
Cherkessk 2 &
Bcero, n
Total, (n) =
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HaJIM4ue TepeKycoB, U KaKKWe MPOIYKTHI MPU 3TOM HC-
MIOJIb30BAJINCh.

IIpoBeneHa oueHka (hU3MYECKOrO Pa3BUTUS HETEM
no nporpaMmme WHO Anthro (2009): HegoCTaTOYHOCTHIO
MUTaHUS CYMTAIU TokKazaTenu Z (Z-score) macca/pocT
MeHee -2SD B cOOTBETCTBUU ¢ KpUTepussMu BceMupHOI
opranuzanuu 3apaBooxpaHeHus (BO3) [4]. dns BbIsIB-
JIeHUsI U30bITOUHON Macchl Tejla/OXUPEeHUsT TTPUMEHSIIN
poccuiickue Kputepuu [S]: Z-3HaueHUs Macca Tejia/Bo3-
pact 6oiiee +1SD cunTanm n3OLITOYHOI Maccoii Tesra, 60-
snee +2SD — oxupeHueM, B oTinune ot kputepueB BO3,
MPU KOTOPBIX JUIST AETEW 1O 5 JIeT U30BITKOM CUUTAIOTCS
nokazatenu 6osnee +2SD, a oxxupenuem — 6osee +3SD.

CTaTUCTUYCCKUI aHAJIN3 TIPOBOAMIICS C MCITOIb30Ba-
HueMm miporpammbl StatTech v.4.11.2 (Crarrex, Poccust).
KareropuanabHble JaHHbIE OMUCHIBAIM C yKa3aHUEM ab-
COJIIOTHBIX 3HAYEHUI W MPOLEHTHBIX noJieil. CpaBHeHUE
MPOICHTHBIX IOJe MPU aHaJIM3e YETHIPEXIIOIBHBIX Ta-
OJIUIL COTIPSKEHHOCTH BBITIOJIHSUIM C TIOMOIIIBIO KPUTEPUST
xu-kBaapat IlupcoHa (rpu 3HAYEHUSIX OXUIAEMOIO SIB-
nenus >10). CpaBHeHUE TIPOLIEHTHBIX JOJIEH MpU aHaIK-
3¢ MHOTOIIOJIbHBIX TaOJIMII COMPSKEHHOCTH BBITTOTHSIIN
¢ TIoMoIIbI0 KpuTepust xu-kBaapar [Mupcona. Jnsa amo-
CTEpUOPHBIX CPAaBHEHUI MPUMEHSIIU KPUTEPU XU-KBa-
npat Ilupcona ¢ mompaBkoit Xonma. Paznuuust cuuranu
CTAaTUCTUYECKM 3HAYMMBIMU T1pu p <0,05.

Pesynbratbl

[byOHoe sckapmnugaHue

AHanM3 poOAUTENHCKUX OTBETOB MO BOIPOCY TPO-
JOJDKUTEIBHOCTU TPYAHOTO BCKapMJIMBAHUSI YCTAHOBWII,
YTO 3TOT IOKa3aTesib y AeTeil B Bo3pacte 10 1 roma ObLI
3Ha4uMoO Bhiie B ropoaax LI®PO no cpaBHeHuio ¢ CKD®O
(p <0,001). B HAO cambrit BEICOKHIT TIPOIIEHT TPYIHO-
ro BckapmiauBaHus otmeuvaics B MBanoBo (p <0,001
u p=0,002 otHocutenbHOo KocTpombl 1 MOCKBBI COOT-
BercTBeHHO). B ropomax CK®PO (Hanpuuke, CraBpormnoJie

n Yepkeccke) yucio aereit 1o | roma, HAXOMSIIUXCS HA
IPYOIHOM BCKApMJIMBAHUU, CYLLIECTBEHHO HE OTIUYAIOCh
(66%; 67% u 68% COOTBETCTBEHHO).

V neteii crapuie 1 roga 3HAaUMMO BBICOKMIA TIPOLIEHT
IPyIHOIO BCKapMmivBaHus oTMeueH B Koctpome B cpaB-
HeHuu ¢ apyrumu roponamu (y 42; 42%; p <0,001), camblii
HU3Kuii — B Mockse (y 8; 8%). Paznuuus mexxny MockBoit
u ropogamu CK®O, B kotopuix ot 17% no 24% nereii
MIPOIOJIKAJIN [TOJIydaTh MAaTEPUHCKOE MOJIOKO rocie 1 roma
Ku3HU, 0bUH 3HaYUMBL: p=0,005 ¢ Hampumkom, p=0,001
co Craspononem u p=0,003 ¢ YepkecckoM. JlaHHbIE
10 MPOAOJKUTEIBLHOCTU IPYIHOIO BCKAPMJIMBAHUSA Y Jie-
teit B roponax LIPO u CKDO npencrasieHsl B Ta0II. 2.

lMpukopm

YCTaHOBJIEHO, YTO BO BCEX TOpoOJax BCTPEYarOTCs
cliygau paHHeTo (10 4 Mecs1ieB) BBeIeHUs COKOB, (PpyK-
TOBBIX M OBOLIHBIX IIOPE CO 3HAYMMBIMU Pa3IUYUIMU
(p <0,001). Yame Bcero paHHee BBeJcHUE ITUX BUIOB
npuKopMma orMmeuaoch B Uepkeccke (28; 28%; p <0,001),
no 17 (17%) nereit B iBanoBo u CraBpomnosne, 13 (13%)
B Hanpuuke u 6 (6%) B MockBe. EqMHUYHBLIA Ci1y4daii OT-
meueH B Koctpome (1; 1%), 4To OBIJIO 3HAYMMO MEHBbIIIE
no cpaBHeHuo co Craspomnosiem, MBaHoBo (p <0,001)
u Mocksoii (p=0,013).

HecBoeBpemeHHOE BBeIeHKE OBOLLIHOIO IIOPEe U Kalll
(rmocne 6 MecsilieB) TakXe BCTPEYaoch BO BCEX TOpO-
nax: B ropomax LIPO takux ciydaeB ObIIO OOJIBIIE, YeM
B CK®O (p <0,001). Tak, Gojiee 1osIoBUHbI aeTeii u3 MBa-
HOBO ¥ KOCTpOMBI CTajld MOJy4aTh KPYIISIHOM MPUKOPM
nociae 6 Mecsaues (54; 54% u 55; 55% COOTBETCTBEH-
HO), B MockBe — 37 (37%). Ilo3nHee BBedecHME OBOII-
HOTO TpUKOpMa BbIsIBIEHO Yy 44 (44%) nereii MBaHo-
BO, 28 (28%) nereit Mocksbl u Koctpomsl, 20 (20%) neteit
Crapomnoiisi u 19 (19%) — Hanbuuka (Ta6s. 3). Haubonee
OIM3KHMM K IEKPETUPOBAHHBIM CpPOKaM BBEICHUSI OBOIIEH
okasasica Yepkecck, rae Bcero 13 (13%) nmereit mosyun-

Ta6nuya 2. MpogonKUTENIbHOCTb FPYAHOro BCKapMnnBaHusA B ropoaax LieHtpanbHoro n CeBepo-KaBkasckoro ¢peaepanbHbIX OKpyros

Table 2. Duration of breastfeeding in the cities of the Central and North Caucasian Federal Districts

l'opon AIIMMHUCTPAaTUBHBIIT OKPYT TTponomKuTeIbHOCTL TPYIHOTO BCKapMIMBaHus, 1 (%)
(4MCIIO PECTIOHIEHTOB, /1) Poccuiickoit Deneparn Duration of breastfeeding, (1, %)
City Administrative district To 1 toma Mocre 1 roxa He 65010
(number of respondents, #) of the Russian Federation Up to 1 year After 1 year There was no
WBanoso (100)
Ivanovo (100) 73 (73) 22 (22) 5(5)
Koctpoma (100) LleHTpanbHbI
Kostroma (100) Central 44 (44) 42 (42) 14 (14)
Mocksa (99)
Moscow (99) 74(74,7) 8 (8,1) 19.(19,2)
Hanpbuuk (100)
Nalchik (100) 66 (66) 17 (17) 17 (17)
Craspornosib (100) Cesepo-Kapkasckuit
Stavropol (100) North Caucasian 67 (67) 2424) 99
Yepxecck (99)
Cherkessk (99) 68 (68,7) 22(22,2) 9(9,1)
22 Original investigation
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Ta6bnuya 3. BBeieHVe NPOAYKTOB 1 6nt0A NPUKOpMa B pernoHax

Table 3. Early and late introduction of complementary foods in the regions

Bospacrt
BBEJICHUSI

Age of

introduction

TTpomyKThl
u GIro1a MpUKopMa
Complementary
foods

WBaHoBO
Ivanovo

Koctpoma
Kostroma

Cok

Juice 1707

1(1)
®pykTOBOE MIOpE
Fruit puree

16 (16) 1(1)
OBouu

Vegetables 30)

1(D)
Kamm

Porridge L)

2(2)
Tsopor
Cottage cheese

Kedup
Kefir

1(1 0
o 4 mec @

Up to 4 months
1(1) 0

Mosioko

Milk 1)

Msico
Meat

Pri6a
Fish

1(1) 0

1(1) 0
Siiio
Egg

OBoru
Vegetables

1(1) 0

44 (44) 28 (28)

IToce 6 mec

After 6 months Kammm

Porridge o (9)

55 (55)

JIX 3TOT BUJ IPUKOPMa IT03XEe PEKOMEHAYEeMOTO BO3pa-
cra: pasHuia Owuia 3HauMmoit ¢ MBanoso (p <0,001),
Mocksoii (p=0,045), Koctpomoii (p <0,001) m CraBporio-
snem (p=0,005).

CpaBHUTE/IbHAS OLIEHKA CPOKOB BBEICHNSI HEKOTOPBIX
nponyktoB u omon npukopma B LIAPO n CKDO moka-
3aJIa, 9TO COKM, (hpyKTOBEIC U OBoIIHBIe Mope B CKDO
BBOIWINCH Yy OOJIbIIIETO YHMCaa AeTeil 3HAYUMMO paHbIIIe
(p <0,001), vem peKoMeHIOBaHO. AHAJIOTUYHAS CUTYaIlUsI
BBISIBJICHa OTHOCHUTEJIBHO HeagalTUPOBAHHBIX MOJIOYHBIX
MPOIYKTOB (Keup, MOJIOKO): 3HAYMMO OOJIbIlIee YUCIIO
neteit u3 CKDO (p <0,001) Havamm moayJaTh UX B TIEPUOL,
oT 4 10 6 mecsueB. B To ke Bpems B LIDO mmo3nHee BBee-
HME OBOIIHBIX IMIOPE U Kalll 0TMEYaaoCh y OOJIBIIETo yrcia
neteii, yeM B CKDO (p <0,001); Tadm. 4.

Muwa c obwezo cmona u «<He300po8ssbie NPOOYKMbI»

Jdo 1 roma >XM3HU THIIA C OOILIEro CTojia MOSIBU-
Jack B pauuoHe aeteir Mocksbl (20; 20%) u Hanbunka
(23; 23%), uTo 3HAUYMMO yYallle 10 cpaBHeHUIO ¢ IBaHOBO
u YepkecckoM (1o 6 aereit; 1o 6%; p <0,001), Kocrpomoii
(13; 13%; p=0,026) u Crasponosiem (11; 11%; p=0,007).
Tak Ha3bIBaeMble HEACTCKUE MTPOAYKTHI (CIaaK1e Ta3upO-
BaHHBIC HAMMUTKU, KOJOACHBIC W3MEIWs, MUIIA, YUTICHI

Original investigation

OpurrHanbHasa cTatbA

Topon, n (%)

City, (n, %)

MockBa Hanpuuk CraBpornoib Yepkecck
Moscow Nalchik Stavropol Herkessk
6 (6,1) 13 (13) 17 (17) 28(28,3)
19 (19,2) 10 (10) 11 (11) 26 (26,3)
20 (20,2) 10 (10) 15 (15) 20 (20,2)
2(2,1) 5(5) 8(8) 5(5,1)
0 0 0 0

0 0 1(1) 22,1
0 0 0 1(1)
0 0 0 0
0 0 0 0
1(1) 1(1) 0 0
28 (28) 19 (19) 21 (21) 13 (13)
41 (41) 37 (37) 29 (29) 39 (39)

U 1Ip.), a TaKXKe ClaJKhe KOHIUTePCKUEe M3NEIus B BO3-
pacrte nociie 1 roma cranu moaydats ot 1 (1%) peGEéHka
B Mockse u CraBponoie 10 8 (8%) — B Koctpome, rre
B pammoHe 22 (22%) nmeteil TIpUCYTCTBOBAIM CJIAIOCTH,
ay 16 (16%) — nuiiua, 4To ObLIO 3HAYMMO Yallle 10 CpaB-
HeHMIo ¢ apyrumu ropomamu (p <0,001).

Yucno mereit, B MMTAaHUUA KOTOPBIX IPUCYTCTBOBA-
JIM yKa3aHHbIE BbIIIE <«HENETCKUE MPOAYKThI», PE3KO
BO3pACTaj0 Ha TPETbEeM IOy XKU3HM, OCOOEHHO B ropo-
max CK®O. U3 ropomoB PO BBACISIINCH MOKa3a-
teau MBaHoBo, tie 33 (33%) peG&HKa IOJaydaid ITHLI-
uy, a B pauroHax 31 pe6énka (31%) mpucyrcTBoBaiu
CJAIOCTH, YTO OBUIO 3HAYMMO OOJIbIIE 1O CPaBHEHUIO
¢ Mocksoit (p <0,001); Taba. 5.

WCKITIOUUTENIBHO MPOOYKMbl NPOMbIUACHHOZ0 8bINYCKA
(meTckue Kalllv, OBOIIHBIE U MSICHBIE MIOPE) PEIKO UC-
TMOJIb30BAJIMCH B IMTAHUU IeTeil paHHETO Bo3pacTa. bosee
1osIoBUHbI ponuteseir KoctpoMbl 1 MOCKBBI ITpeaIOunTa-
JI1 JaBaTh PeOEHKY 0J110Ja TOJIBKO JOMAIIHETO IIPUTOTOB-
JICHUS WY YepeaoBaIv JOMAIITHIO MUY ¢ TPOAYKTaMU
JIETCKOTO MUTAaHUsI MIPOMBIILJIEHHOTO Bbinycka. Cremyer
OTMETHUTh, YTO M3 IOTOBBIX MPOAYKTOB MPOMBIIILIEHHOTO
MPOM3BOJICTBA Yallle BCErO MCITOJIb30BaIUCh (DPYKTOBBIC
COKH " Tmope (1abi. 6).

23
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OpwurvHanbHana cTatbA

Ta6nuya 4. Cpokun BBeA€HISl HEKOTOPbIX NPOAYKTOB U 6nioa npuKkopma B LieHTpanbHom n CeBepo-KaBkasckom ¢peiepanbHbIX OKpyrax, abc. (%)

Table 4. Differences in the timing of introducing certain complementary foods in the Central and North Caucasian Federal Districts, (abs., %)

DenepaabHbI OKPYT

[MpomykTet CpoKW BBEIEHUST, MEC Federal District
¥ 0110712 TIPUKOpMa Introduction P
Complementary foods deadlines, mos LH®0 - CK®O -
Central Federal District North Caucasus Federal District
Cox 1o 4
<
Juice up to 4 24.(8,0) 58 (19,4) 0,001
®DpyKToBOE MIOpEe o 4
<

Fruit puree up to 4 36 (12,0) 47 (15,7) 0,001

mo 4 24 (8,0) 45 (15,1) <0,001
OBouiHoe mope up to 4
Vegetable puree Hocnel6

from4to 6 100 (33,4) 53(17.7) <0,001

1o 4

5(1,7 18 (6,0 <0,001

Kaum up to 4 (1,7) (6,0)
Porridge .

from 4 to 6 150 (50.2) 105 (35,2) <0,001

Ko 4 1(0,3) 0(0,0) <0,001
Tsopor up to 4
Cottage cheese c4106

from 4 to 6 S1A7.D 65 (21,7) <0,001

mo 4 1(0,3) 3(1,0) <0,001
Kedup up to 4
e canol 26 (8 3210 <0,00

from4to6 8,7) (10,7) ,001

1o 4

1(0,3 3 (1,0 <0,001

Mostoko up to 4 (0,3) (1,0)
Milk c4 106

from 4 to 6 26 (8,7) 32(10,7) <0,001

Ta6nuya 5. Nepexop Ha 06N (cemeliHbIl) CTON N NCNONb30BaHNe «kHE3,0POBbIX MPOAYKTOB» B NUTaHUN AeTell paHHero Bo3pacra

Table 5. Transition to a common (family) meals and the use of <harmful products» in the nutrition of young children

Topon, n (%)

Bospact BBeneHust TIpoayKT mutaHust City, (n, %)
Age of introduction Food product UBanoBo Kocrpoma Mocksa Hanpunk CraBpormoib Yepkecck
Ivanovo Kostroma Moscow Nalchik Stavropol Cherkessk
[Tuia ¢ obiero crona 1o 1 rona
Food from the common table up to 1 year e D) AUE) 2 () D) 6 (6)
Cranoctu
Sweets 20 (20) 22 (22) 44 11(11) 13 (13) 7(7)
IMua
Pizza 11(11) 16 (16) 1(1) 11(11) 8 (8) 2(2)
Crapiue 1 roga
Over 1 year old ['a3upoBaHHbIE CITaNKKE
HaATTUTKU 0 4(4) 0 1(1) 1(1) 0
Carbonated sweet drinks
KonbacHrbie uznenmns
Sausages 50) 8(8) 1 (1) 2(2) 1(1) 0
Cnanoctu
Sweets 31 (31) 23 (23) 16 (16) 16 (16) 24 (24) 52 (52)
TMua
Pizza 33 (33) 21 (10) 10 (10) 12 (12) 19 (19) 46 (46)
Crapie 2 et TazupoBaHHbIE ClTaIKKe
Over 2 years old HaMUTKU 3(3) 1(1) 0(0) 6 (6) 12 (12) 0(0)
Carbonated sweet drinks
KonbacHele uznenus
Sausages 8(3) 7(7) 0(0) 303) 29 (20) 25(25)
Keruym, maitoHe3 6 (6) 4 (4) 0(0) 3(3) 15 (15) 21 (21)
24 Original investigation
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OpurrHanbHasa cTatbA

Ta6nuya 6. YactoTa ncnonb3oBaHunsA 61104 AOMALIHEro NPUroTOBJIEHNA 1 NPOMbILUNIEHHOrO BbiMycKa B NTUTaHUN feTen cTapuwe 1 roga

Table 6. Use of home-cooked and industrially produced food in the nutrition of children over 1 year old

JloMaliHee MpUroToBIeHUE

Homemade cooking 3434 57.(57) 61 (61) 38 (38) 45 (45) 26 (26)
TIpomyKTHI MPOMBIIIICHHOTO BBIITYCKa
¥ JIOMAIITHETO MTPUTOTOBIECHUS 63 (63) 32(32) 18 (18) 53 (53) 31 (31) 59 (59)

Industrially produced and homemade products

BaxkHbIM aclieKTOM 30pPOBOTO IMTUTAHUS VTSI IeTE paH-
HETO BO3pacTa SIBISIETCS cOOMI00eHUe pexcuma npuéma nuuii
(KopmaeHuil), KOTOPHBIiA TToIpa3yMeBaeT TP OCHOBHBIX ITPU -
éma nuim u 2—3 nepekyca. OTMeYeHO, YTO y OOJIBIINHCT-
Ba aeteit UBaHoBO 1 MockBbl (92% u 97% cOOTBETCTBEH-
HO) COOMIOmajcs peXkuM KOPMIJICHHUI, 94TO OBIJIO 3HAYMMO
no cpaBHeHuto ¢ Yepkecckom (p <0,001), rae mpaBuiaMm
pexuMa nutaHus cienosaiu Beero 38 (38%) cemeit, Koct-
powmoii (77; 77%; p=0,017), Hanpuukowm (75; 75%; p=0,007)
u CrasponosieM (74; 74%; p=0,005).

B kauecmee nepekycos mocne 1 roma XuzHu (MOJI-
IHWK, 2-11 3aBTpaK, MHOTAA JIETKUIA 2-11 Y>KUH TIepe CHOM)
MPUMEHSUTHACH CJIEMYIONTUE MTPOIYKTHI: COKU, (DPYKTHI, KHC-
JIOMOJIOYHbIE HAITUTKY, KOHIUTEPCKUE U3eus (IIe4eHbe,
Badv, BbIMeUYKa U T.I1.), MpeacTaBIeHHbIe Ha puC. 1.

80 -
70
60
50
40
30
20

10

MockBa
Moscow

ViBaHOBO
lvanovo

Koctpoma
Kostroma

I Coku
Juices

[ OpykTbI
Fruits

KncnomonouHble HanuTKm
Fermented milk drinks

Hoouposannas coav 1711 IPUTOTOBICHUS JTOMAIIHKUX
0J110, MPUMEHSIIACh POAUTENISIMU BCEX PETMOHOB, OTHAKO
3HauuMo yvanie B MiBaHoso (p <0,001), pexe (MeHee yeM
B nojioBuHe ciydaes) B Ctaspormnodne (p <0,001). Perymnsip-
HbIIl mpoduiakTUuecKuii mpuéM BUTaMuHa D oTmeueH
y 85 (85%) nereit Koctpomsr u 83 (83%) mereit MoOCKBHI,
YTO 3HAYMMO OOJIbLIE 10 CpaBHEHMIO ¢ 26 (26%) B WBa-
HoBo (p <0,001) u 27 (27%) B Yepkeccke (p <0,001).
ButaMrmHHO-MUHEpaIbHbIe KOMIUIEKCH MIPUHUMAIN 00-
Jiee TIOJIOBUHBI geteir MBaHoBo (64; 64%) n Yepkeccka
(59; 59%), B T0 Bpems kKak B Koctpome m MockBe Ta-
kux gereir 6buto 12 (12%) u 10 (10%) cOOTBETCTBEHHO
(p <0,001). laHHBIE TPOUJUTIOCTPUPOBAHBI HA PUC. 2.

dusnueckoe pa3BUTHUE, OLIEHEHHOE MO OTHOCHUTEIb-
HBIM TTOKa3aTelisiM Z-WHAEKCOB Macca Teja K BO3pacTy,

Hanbumnk
Nalchik

CraBponosnb
Stavropol

Yepkecck
Cherkessk

[ KoHpwuTepckue usgenua
Confectionery

Puc. 1. YacTtoTa ncnonb3oBaHUA pasanNYHbIX NPOAYKTOB AJA NepeKycoB AeTen B Bospacte oT 1 Ao 3 ner.

Fig. 1. Frequency of use of different snack foods by children aged 1 to 3 years.

Original investigation
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OpwurvHanbHana cTaTba

120 -
100 1 96
80 -
70
64
60 55
42
40
20
12 10
0 : ;

MBaHoBO Koctpoma MockBa Hanbumk CraBpononb Yepkecck

Ivanovo Kostroma Moscow Nalchik Stavropol Cherkessk

B MopnposaHHas conb [ Butamuu D ByTaMUHHO-MVHEpPabHble KOMMIEKChI

lodized salt Vitamin D Vitamin and mineral complex

Puc. 2. cnonb3oBaHne NOANPOBaHHON cONM, BUTaMnHa D 1 BUTaMMHHO-MUHEPabHbIX KOMIJIEKCOB Y fleTell B BO3pacTe

ot 1 ropa po 3 ner.

Fig. 2. Use of iodized salt, vitamin D and vitamin-mineral complexes in children aged 1 to 3 years.

BBISIBUJIO 3HAYMMBbIE Pa3id4Msl 10 YaCTOTE M3OBITOYHOM
Macchl TeJla, KOTopast oKasasach Bbiiie cpeau aeteit IO
(p=0,005), pa3nuuus B 4acTOTe HENOCTATOYHOCTH MUTa-
HUs ObLINM HE3HAYMMBI (Ta0d. 7).

O6cyxpaeHne

PanHwMi1 neTckuii BO3pacT — Mepuo, OIpeaeIsTIonuii
BEKTOpP (DM3UYECKOTO U HEHPONCUXUUECKOTO KOTHUTHUB-
HOTO pa3BUTHSI peOEHKA, YPE3BBIYATHO UYBCTBUTEIBHBIN
K BO3ICUCTBUIO (haKTOPOB BHEIITHEN CPEIbI, IPEXIE BCErO
K HapyueHuio nutanus [1, 2].

s onTUMU3aIUM TTOAXOAO0B K OpraHU3aluu TH-
TaHus AeTeid B pernoHax Poccuiickoit Penepanun
B 2009 romy ObUTM co3naHbl, a nmo3aHee (2019) akryanu-
3UPOBaHbl HAIlMOHAJIbHBIE MPOTrpaMMBbI C MOAPOOHBIMU
000CHOBAaHHBIMU PEKOMEHIAIUSIMU MO0 TTUTAHUIO NETEi
MEPBOTO U MOCAEAYIOLIMX ABYX JIET XU3HU [6, 7]. OnHako
pe3yabTaThl HAIIETO MCCIEeI0BaHUS MMOoKa3aau, YTO B IO-
ponax LIPO u CKDO coxpaHsioTCcsl HapylleHus: B Opra-
HU3ALUW TTATaHUS JeTei, HAaUMHasl C BBEICHMS IIPUKOpMa
U 3aKaHYMBasi MTPOMWIAKTUKON HOo10ae(DUIIUTHBIX COCTO-
SIHU, paxyTa U APYTUX aITMEHTapHO-3aBUCUMBIX COCTO-

Ta6nuya 7. CpaBHUTENbHasA oLleHKa $pU3NYECKOro pasBUTUA AeTeil paHHero BospacTa LieHTpanbHoro n CeBepo-KaBkasckoro pefiepanbHbiX OKpyros
Table 7. Comparative assessment of physical development of young children from the Central and North Caucasian Federal Districts

HenocTarouHOCTh MUTAHUS

Malnutrition SEN) w02 0l
M36bITOUHAs Macca Tesia o
Overweight 22 (7,4) 7(2,3) 0,005

ITlpumenanue. * — paznuuus nokasateseil craTucTnyecku 3Hauumel (p <0,05).

Note. *— differences in indicators are statistically significant (p <0.05).

26 Original investigation
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SIHMIM, 4TO CO3Ma€T BBICOKME PUCKM IJISI MX pealn3alnu
B JasibHelIIei XXu3Hu [8].

HecMoTpst Ha TO, 9YTO B HEKOTOPBIX TOPOIAX ITOKa3a-
TeJIb TPYAHOIO BCKAPMJIMBAHUS Y IETEil Ha IMEPBOM TOAY
JKM3HM COIOCTABUM U JaXKe MPEBbIIACT CpeAHUe JaHHbIE
1o Poccuu, oH pe3ko CHMKAeTCsl Ha BTOPOM IOy >KU3HU
(mo 6% B Mockse u 1o 17—22% B ropogax CK®O), npu
9TOM OCTa€TCsl MOYTHU Ha IpexHeM ypoBHe B Koctpome,
YTO CBUICTEJILCTBYET 00 Y3KMX PETMOHAIbHbBIX TCHICHII -
X B JaHHOM Borpoce. B To e BpeMs BO BcexX Topoiax
OTMEUaeTcsl HEeOoNpaBOAaHHO paHHee BBeAcHHE (PYKTO-
BBIX COKOB M ITIOpE, YTO HE COOTBETCTBYET COBPEMEHHBIM
OTEUYECTBEHHBIM pPEKOMEHAALUSIM I10 IMHUTAHUIO NeTei
[6, 7] u cornacyeTcst ¢ JaHHBIMM, ITOJIyYEHHBIMU HOBOCH -
oupckumu Komieramu [9]. OmHOBpeMeHHO HaOJIromaeTcs
MO3[HEee BBEACHUE OBOIIHOIO M KPYISIHOTO MPUKOPMA,
a UMEHHO OOOramiéHHbIX Kalll TPOMBILIIJIEHHOTO MPOU3-
BOJICTBA, KOTOPEIC SIBISIIOTCSI MICTOYHUKOM 3CCEHIIMATb-
HBIX MAKpO- U MUKPO3JIEMEHTOB, B IIEPBYIO OYEPEb Ke-
Jie3a, IIMHKa, cejieHa.

[MonaBnsioniee OOJBIIMHCTBO poOIUTENe aeTeit
B BO3pacTe Tocyie 1 roma MpenrnoYnTaoT UCITOJIb30BaTh
Kak 0J110[a JOMAIIHEro MPUIOTOBICHHUS, TaK U IIPOMBIIII -
JICHHOTO BBIITyCKa, YTO, BEPOSITHO, CBSI3aHO C O0Jjiee Bbl-
COKMMM MaTepHUabHBIMK 3aTpaTaMU Ha IPHOOpeTeHUE
IIPOMBIILUIEHHBIX MPOAYKTOB AETCKOTO IMHUTaHUS. DTO
OTHOCUTCSI HE€ TOJIbKO K MHCTAHTHBIM 00OTraliéHHbIM
KallaM, HO M K MSICHOMY M OBOIIHOMY ITIOpe, TIpen-
CTaBJISIIONIMM COOOI0 MCTOYHMKM Oejika, Kejiesa, ITUH-
Ka, iioma, MUILEBBIX BOJOKOH, MMEIOLIUM IIpUeMIIe-
MYIO TEKCTYpY IsI pe6éHKa. DTO CO3MaET yCIOBUS IS
pa3BUTHS JIATEHTHBIX 3KeJ1e300e(UIIMTHBIX COCTOSTHUIA,
a 3aTeM W aHEeMUM.

[Muiy ¢ obuiero cTojia HAYMHAIOT BBOAUTH HAETSIM
B Bo3pacte mnociie 1 roga okono 20% pomutesieil Kak
B H®O, tak 1 CKDO. «He3mopoBsie» MPOIYKTHI TTOC-
e 1 roma BBOOSTCSI B MATaHWE HEOOIBIIOrO YHCIA JIe-
Te, OMHAKO HA TPEThEM IOy XXW3HMU YMCJIO IETEU, IO~
JTyvyarouux dacTtdyn, ra3upoBaHHbIE ClaJKWUE HAMUTKU,
claJKue KOHIUTEPCKHUE M3AeNNs, KOJOACHbIe M3Ieus,
3HAYUTEIbHO BO3paCTaeT.

Pexxum nmpuéma nuinM yaile BCEro OTCYTCTBOBAJ
y neteit B YUepkeccke, B ocTallbHbIX Toponax 3/4 nereit
u Oosiee MpUAEPKUBAIOTCI (PU3MOJIOTUUECKOTO peKuMa
MMUTAHUSI.

[MonoxuTeabHbIM (GAKTOM SIBJISIETCS TO, YTO AETCKUE
TIePEKYChI TIPEACTaBICHB B OCHOBHOM KHMCJIOMOJIOUHBI-
MU HaImUTKaMu, GPYKTOBLIMU ITIOpe, GPYKTAMU, a TAKXKE
COKAMU U KOHIUTEPCKUMM WU3IEIUSIMU, KaK IPaBUIIO,
CIIAAKUMU.

MonupoBaHHasi cob B HACTOSILIEE BPEMsI SIBIISETCS
00s13aTeJIbHBIM KOMIIOHEHTOM ITUILM, IPUTOTOBJIEHHOM
B JOMAIIIHUX YCJIOBHUSIX, Ha MPEANPUATUSIX OOILECTBEH-
HOTO MUTaHUs, B TOM YHUCJIE MUIIEOJ0KaX MEAUIIMHCKUX
OpTraHM3aIUil JETCKUX W JICYCOHBIX YUPCKICHUI, IT03-
TOMY HEKOTOpPbIE MPOU3BOIUTEIN MAPKUPYIOT MPOMYKThI
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JIETCKOTO MUTAaHUsS ¢ YKa3aHUEM COIepKaHUs B HUX Hoda
U MPOLEHTAa OT CYyTOYHOI HOpMbI noTpedaeHus [10]. Uc-
cJemoBaHKe TTOKa3ajI0 BBICOKUH TTPOLIEHT MCTIOb30BaHUS
onnpoBaHHO coin B ropogax LHAO (mo 96% nereit)
U 3HaYMMO CHUXeHHBII B ropogax CK®PO (mo 64%), He-
CMOTPSI Ha TO, YTO YKa3aHHbIN PerMOH HaXOAUTCS B 30HE
0Cco00Tro prcKa Mo Pa3BUTHUIO U TIXKEIBIM TTOCIEACTBUSIM
omgHoI HemocTaTouyHOCTH [11].

AHajiornyHasi TeHACHIIUs TMPOCIeXKUBACTCS B OTHO-
meHuu npoduiaakTuku paxuta: B ropogax CK®PO Buta-
MuH D monyuaror He 6osee 50% nereit, Takasi ke CUTya-
s orMmevaercsd B MBaHOBO. BuTtamMmuHHO-MUHEpaabHbIE
KOMIUIEKCHI JTOMOJHUTEIbHO K MUTAHUIO TMOJy4YaeT COB-
CeM He3HayuTeabHOe uucio aeteit Mocksbl 1 KocTpomel,
B OCTaJIbHBIX ropogax — 310 ~50% neteii.

IToka3zareab Macchl Tejla IO OTHOIICHUIO K BO3PacCTy,
OLIEHEHHBIN COIJIACHO POCCUMCKMM KPUTEPHUSIM C LIEIbIO
pPaHHETO BBISIBJICHUST pPUCKa Pa3BUTHUSI OXUpeHUs [5], co-
OTBETCTBOBAJI N30BITOYHOM Macce Tejla y 3HAYMMO OO0JIb-
mrero yucia gerei, npoxupamoumx B PO, B CKDO Ta-
KUX JIeTeil ObLIO CYIIECTBEHHO MeHbIIIe. BaskHO OTMETHTB,
YTO CPEIM YCIOBHO 3MOPOBEIX AeTei paHHETO BO3pacTa He-
JIOCTAaTOYHOCTh MUTAaHUS BCTpeUyaaach 3HAUMTEIHLHO pexe,
4yeM M30bITOYHAas Macca TeJia.

BrbisiBJIeHHBIE B JAHHOM MCCJIEIOBAHUY ITPOOJIEMbI aK-
TyaJIbHBI [UT CTPaH C pa3BUTOM U pa3BUBAIOIICHCS S9KOHO-
mukoii. CoBpeMeHHBIe 3apy0OeKHbIe MCCIIeIOBAaHUS CBU-
JIETEJILCTBYIOT O TOM, YTO MEAULIMHCKOE COIPOBOXIECHUE,
BKJTIOYAsl pEKOMEHIAIMK 110 TTMTAaHWIO Ha dTarax TulaHu-
poBaHUS OEPEeMEHHOCTH, CaMOli OepeMeHHOCTH U PaHHE-
ro AETCTBA, MPUBOMIIT K YIYyULIEHUIO (DU3MUECKOTO M KOT-
HUTWMBHOTO pa3BUTHUS NeTell B Bo3pacTe 24 mecsues [12],
a IeTH, pacTyIIne B YCIOBUSIX OTpaHWYCHHBIX PECYypCOB
B IIEpHMOJ paHHETO ACTCTBA, MOTYT HE PEan30BaTh B JaJTb-
HeIeM MOTeHLIMa CBOero (hU3MYECKOTo U HEMPOTICUXU-
yeckoro passurtus [13].

3aknouyeHne

Takum o6pa3oM, ponuTeSIbCKasi MpaKTHKa OpraHu3a-
LMY TIMTAaHUS AeTeit oT 1 roma 1o 3 JieT Mo psiay BasKHBIX
MPUHLIMITHATBHBIX BOIIPOCOB OTJIMYAETCS OT HALIMOHAIb-
HBIX PEKOMEHIALIMIA, a TAKXKE UMEET Pa3IMuusl B PEruo-
Hax HAO m CK®O. HeanekBaTHbBIE CPOKM BBEICHUS
MpUKOpPMa, HEAOCTATOUYHOE MCIOJb30BaHUE OOOralleéH-
HBIX MPOAYKTOB OETCKOTO IMUTAHMSI MPOMBILIIEHHOIO
BBIIYCKA, HEIOCTATOYHBIM OXBAaT MPO(PUIAKTUYECKUMU
MepaM¥ AePUIINTHBIX aTUMEHTAPHO-3aBUCUMBIX COCTO-
SHUI U B TO K€ BpeMsI paHHee BBEAEHUE «HEIETCKUX»
MPOAYKTOB B PALIMOH ITUTAHUSI, — BCE 3TO MOXET CIIO-
cobcTBOBaTh (hOPMUPOBAHUIO OTKJIOHEHMI B (pU3UYe-
CKOM DPa3BUTHHU, B YACTHOCTM M3OBITOYHOM MAacCChl Te-
na, B paHnHeM gercTBe. CoBpeMeHHBIE METOAUYECKUE
peKoMeHaaluKu, 00pa3oBaTe/ibHble IIPOrpaMMbl IJIsI
poauTeNneid ¢ y4éTOM peruoHalibHbIX OCOOEHHOCTE
IMTOMOTYT M3MEHHUTh CUTyallMi0 M YCTPAaHUTh ITOTCHIIU-
aJIbHbI€ PUCKU.
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lysesa B.W., EpemkunHa tO.A,, T'y3eBa O.B., [y3esa B.B.

KnuHnko-aHaMHecTUYecKne 0Co06eHHOCTI peyeBoil
JYHKLMM Y AeTell C CMHAPOMOM MHPAHTUIbHbIX
3NUNEenTUYeCKNX CnasmoB

OrbOY BO «CaHKT-lNeTepbyprckuii rocyAapCTBEHHDbIV NeAnaTpUYecKnin MegULMHCKIA yHuBepcuTeT» MuH3gpasa Poccun,
CaHkT-lNetepbypr, Poccun

PE3IOME

0O6ocHoBaHMe. PaccTpoiicTBa peueBoi GYHKLMM ABNAIOTCA YaCTbIM W KIIMHUYECKU 3HaYMMbIM MOC/IEACTBUEM CYHAPOMa MHGAHTUbHDBIX 3Mii-
NenTUYEeCKNX CMasmMoB, OAHAKO X XapaKTep 1 CBA3b C aHAMHECTUYECKUMI 1 KIIMHUYECK MY NapameTpamy 3aboneBaHnaA oCTaloTcs HefjocTa-
TOYHO 13yYeHHbIMUN. AKTYanIbHOCTb CCIIEA0BAHNA KNMHNKO-aHaMHECTUYECKUX 0COGeHHOCTel peyeBoi ANCHYHKLMM 06YCNIOBNEHa HEOOXOAN-
MOCTbIO pa3paboTKn KpUTepreB paHHEro MPOrHO3VPOBAHNIA 1 aiPECHbIX MPOrpaMm HeipopeabunuTaumnmn Ans JaHHON KaTeropum nalyieHToB.
Llenb nccnepoBaHnA — U3yyeHue KIIMHUKO-aHaMHECTUYECKX OCOOEHHOCTEl 1 CTPYKTYPbl PeueBbIX HapyLUEHUI Y AeTell C CUHAPOMOM UH-
$aHTUNbHBIX NUNEeNTUYECKUX CNasmoB.

MeTopapbl. B npocnekTBHOE cCnefoBaHme BKIOUEHO 44 pebéHKa C CHAPOMOM UHGAHTUBHBIX SMUNENTUYECKUX CNa3sMoB (28 ManbymKoB,
16 peBouek), HabnogaBLUNXca B nepuog ¢ 2018 no 2022 rog. MpoBefeHO KOMMIEKCHOe KNMHUKO-aHAMHEeCTYEeCKOe, HEBPOOrnyeckoe 1 UH-
CTpyMeHTanbHoe 06cefjoBaHme, BKIOUaloLLee OLEHKY peuyeBor GyHKLMK, dneKTpoaHLedanorpaduio (pyTUHHBIN 1 BUAEO-II-MOHUTOPWIHT)
1 MarHUTHO-pe30oHaHCHYt0 ToMorpaduio ronoBHoro mosra. CTaTUCTUYECKMI aHann3 BbIMOJIHEH C UCMONb3oBaHneM nporpamm Microsoft Excel
v Jamovi 2.3.21.

Pesynbratbl. CpefHuIn Bo3pacT o6cnefoBaHHbIX NaUmeHToB coctaBun 15,0+4,4 MmecAla, CpefiHWA BO3pacT AebtoTa SMUIenTUYECKUX NpuUCTy-
nos — 5,01+4,13 mecaAua. OcnoKHEHHOEe TeYeHMe NepriHaTaNbHOro Neproaa (aHTeHaTanbHOro B 86,4% cyyaes; MHTPaHaTanbHOrO B 72,7%; NoCT-
HaTasbHOro B 68,2%) BbiAiBNEHO y OOMbLUMHCTBA NaLyeHToB. HapylueHrsa peueBoi GpyHKLMM OTMEYANICh Y BCEX AeTEN, U3 HMX Hauboree Yacto
HapyLeHua GoHemaTyeckoro Bocnpuatna (93,2%) 1 apTrKynaumoHHas anpakcua (88,6%). Mo aaHHbIM MarHUTHO-Pe30HAHCHOM ToMorpaduy,
CTPYKTYPHbIE 3MEHEHMA FONIOBHOTO MO3ra O6Hapy»eHbl y 93,2% NaLueHTOB, 13 HUX yMeHblueHre o6bEéma Genoro BellecTsa (36,4%) 1 paclumpe-
HYie »KenyoYKoB (54,5%) 6binn cambiMU1 PacnpPOCTPaHEHHBIMU. 3aiepKKa NCUXOPEUYEBOro Pa3BUTUA AMArHOCTUPOBaHa B 29,5% ciyyaes.
3akntoueHme. PesynbTaThl MCCNE[OBaHNA JEMOHCTPUPYIOT BbICOKYIO YacTOTy 1 MOAMMOPGU3M peyeBbIX PacCTPONCTB Y AeTel C CUHAPOMOM
MNHGaHTUNbHBIX CMa3MOB, TECHO aCCOLMMPOBaHHbIX C OPraHNYeCcKo NaTonorei roloBHOrO MO3ra U OCIOKHEHHbIM NeprHaTaibHbIM aHaMHe-
30M. MonyyeHHble AaHHble NOATBEPXKAAIOT HEOOXOAVMOCTb PAHHETO MyNBTUANCLMNIIVHAPHOTO NOAXOAA C 0653aTeNIbHbIM BKJIIOUEHVEM JIOTO-
nefunyeckoro 1 HeMpPOMCKXONIOrMYECKOro 06C/IeA0BaHMA YXKe Ha 3Tarne ANarHOCTUKM CHAPOMa UHPAHTUBHbIX SMUNENTUYECKUX CMa3MOoB ANs
CBOEBPEMEHHOTO Hayasna KOMMIEKCHOW peabunuTaumm v ynyyleHnsa AoNroCcpPOYHbIX CoLManbHO-afanTUBHBIX ICXOLOB.
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Ha 3HAYUTEIbHBIN IIporpecc B obnactu HeﬁpOBHSyaﬂI/ISaLII/II/I
N TCHETUKN 3HPIJ'[CHCI/II7[, a TaKXKE ITOABJIECHME HOBBLIX TCpa-
IIEBTUYCCKMX CTpaTCFHP)I, HNCXOObI Y JIETEN C CUHAPOMOM MH-

O60cHOBaHMe
CunHapoM WHOAHTUIBHBIX SMWICTITUYECKNUX CMAa3MOB
MPU3HAETCS ONHUM U3 Haubosiee TSKETbIX BO3PACT3aBUCH -

MBIX BIWJIENTUYECKUX SHIIedalonaTuii paHHEro JeTCTBa,
XapaKTePU3YIOIINXCST PE3UCTEHTHBIMU K TEPaIny IPUCTY-
ITaMH, CITEIN(PUICCKIM ITaTTEPHOM THUIICAPUTMIH Ha 3JICKT-
posHuedanorpamme (DDI) U BBHICOKMM PUCKOM TIPyObIX
HapylIeHU# TIcuxoMoTopHoro pasputus [1—4]. Hecmotps
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(baHTUIBHBIX SMUJICTITUICCKUX CIIa3MOB OCTAIOTCST Heba-
TONPUSITHBIMA B KOTHUTUBHOM M COIIMAIbHO-adalITUBHOM
acrieKkTe y 3HaYMTeIbHOM YacTH MalneHToB |5, 6].

PeueBbie paccTpoiicTBa IpU SMUIETICUSIX IETCKOTO
BO3pacTa SIBJASIOTCS TPEAMETOM MHTEHCUBHOIO M3yde-
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Valentina I. Guzeva, Yulia A. Eremkina, Oksana V. Guzeva, Viktoriya V. Guzeva

Clinical and anamnestic features of speech function
in children with infantile epileptic spasms syndrome

Saint-Petersburg State Pediatric Medical University, Saint Petersburg, Russian Federation

ABSTRACT

Background: Speech disorders are a common and clinically significant consequence of infantile epileptic spasms syndrome, but their nature
and relationship to the history and clinical characteristics of the disease remain poorly understood. Research into the clinical and history
features of speech dysfunction is essential for developing early prognosis criteria and targeted neurorehabilitation programs for this patient
population.

Aim: To study the clinical and history features and the structure of speech disorders in children with infantile epileptic spasms syndrome.
Methods: The prospective study included 44 children with infantile epileptic spasms syndrome (28 boys, 16 girls) observed from 2018 to 2022.
A comprehensive history collection, as well as clinical, neurological, and instrumental examination were performed, including a speech
function assessment, electroencephalography (routine and video-EEG monitoring), and magnetic resonance imaging of the brain. Statistical
analysis was performed using Microsoft Excel and Jamovi 2.3.21.

Results: The average age of the examined patients was 15.0+4.4 months.The average age of seizure onset was 5.01+4.13 months. A complicated
perinatal period was identified in the majority of patients: 86.4% during pregnancy, 72.7% during childbirth, and 68.2% during the neonatal
period. Speech impairments were observed in all children, the most common of which were impaired phonemic perception (93.2%) and
articulatory apraxia (88.6%). According to MRI data, structural brain changes were detected in 93.2% of the patients, the most common of
which were: decreased white matter volume (36.4%) and ventricular dilation (54.5%). Delayed psychomotor development was diagnosed in
29.5% of children.

Conclusion: The study results demonstrate a high frequency and polymorphism of speech disorders in children with infantile epileptic spasms
syndrome, closely associated with organic brain damage and a complicated perinatal history. The obtained data confirm the need for an
early multidisciplinary approach with the mandatory inclusion of speech therapy and neuropsychological examination already at the stage
of diagnosis of infantile epileptic spasms syndrome for the timely initiation of comprehensive rehabilitation and improvement of long-term
socially adaptive outcomes.

Keywords: infantile epileptic spasms syndrome; speech disorders; epileptic encephalopathy; children; perinatal history; magnetic resonance
imaging; phonemic perception; articulatory apraxia.
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HUS Yy 3apyOeKHBIX U OTEYECTBEHHBIX YYEHBIX. Psa padot
MOCBSIIEH HApYyIIEHUSM pedu Tpu cuHapome JIeHHOK-
ca—l'acTo, mOOGpPOKaYECTBEHHOU SMUJIETICUM C LIEHTPO-
TEMITOPATbHBIMU CIIaiKaMU (POJIAHAWYCCKOI) M IPYTUX
dopmax [7—9]. OngHaKo, HECMOTPSI Ha N3BECTHYIO TSKECTh
TICUXOHEBPOJIOTUYECKOTO AeULINTa IIPU CUHIPOME MH-
(hbaHTUIBHBIX AMUAENTUYECKUX CITA3MOB, CUCTeMaTH4e-
CKME HCClIeNOoBaHUs, NETajJbHO OIMUCHIBAIOIIUE CTPYK-
TYPY U KJIMHUKO-aHAMHECTUYECKUE KOPPEISIThl MMEHHO
peYeBbIX HApYIICHW TIPU 3TOM CHHIPOME, OCTAalOTCS
OTHOCUTEJIBHO HEMHOTOUUCAEHHBIMU [9—11]. BonbimH-
CTBO MYOJIMKALIMII pacCMaTPUBAIOT peueBbIe HAPYIICHUS
B paMKax OOIIeH 3amepKKU IICUXOMOTOPHOIO MJIU TICH-
XOpPEYEeBOT0 Pa3BUTUS 0€3 MeTaTbHOIO HEHPOJIMHIBUCTH-

Original investigation

YECKOTO aHajiM3a KOMIIOHEHTOB peuyeBoil cucTembl ((ho-
HETUKO-(POHEMAaTUIECKOTO, JEKCUKO-TpaMMaTHIeCKOTO,
MMPOCOANYECKOT0). B TO ke BpeMs maHHbBIC, TTOJyYeHHEIE
mpu Opyrux opMax paHHMX SIIICITUYSCKUX dHIeda-
JIONATUI, MO3BOJISIIOT IpPeAIoaraTh Hajauuue crenudu-
yeckoro npodusisi peyeBoit AMChyHKIIUN MPU CUHAPOME
MHOAHTUIBHBIX 3MWJIECNTUYECKHUX CIIa3MOB, CBSI3aHHOIO
C OCOOEHHOCTSIMM JIOKAIU3aLUU U pacrpoOCTPaHEHHOCTHU
SMUIETITU(OPMHON aKTMBHOCTH, a TaKXKe C XapaKTepoM
CTPYKTYPHBIX U3MEHEHMI TOJIOBHOTO Mo3ra [5, 6, 11].

Ilens ucciaenoBanus — W3ydeHUE KIMHUKO-aHAMHE-
CTUYECKHMX OCOOEHHOCTEN 1 CTPYKTYPhI peYeBbIX HApYIIIE-
HUI y IeTeil ¢ CUHAPOMOM MHMAHTUIbHBIX SIWICITHYE-
CKHX CIIa3MOB.
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MeTopgbl

B uccrnenosaHue BKJtOUeHbI 44 MalMeHTa ¢ CUHIPO-
MOM WHGbAHTUIbHBIX SMUIETITUYECKUX CIIa3MOB, HAOJIIO-
JaBIIMECs B TICUXOHEBPOJIOTMYECKOM oTaeneHun CaHKT-
IleTepOyprckoro rocyaapCTBEHHOIO IeAMaTPUUYECKOTO
MenuiuMHcKoro yHuBepcurera B 2018—2022 romax. uar-
HO3 YCTAHOBJIEH COIJIAaCHO CYILIECTBYIOIIEH MEXIYHApOI-
HOM KJ1accuduUKaly SMWICTICUN Y SMTUJISITUYECKUX CUH-
npomoB (ILAE, 2017, 2022).

Bcem marneHTaM MpoBOAMIN KOMIUIEKCHOE KJIMHM-
KO-aHaMHECTUYECKOe M MHCTPYMEHTaJbHOe 00cieno-
BaHue. [leTaJlbHO YTOUHSIIM aHaAMHe3 MO TeyeHUuIo Oe-
PEMEHHOCTH U POJOB Y MaTepeil AeTeil ¢ CUHAPOMOM
WHGbAHTUIBHBIX SMWISTITUYECKUX CITa3MOB, aHAMHE3 Te-
YeHUs Tepuoa HOBOPOXIAEHHOCTH; M3y4yalu XapaKTep
1 OCOOEHHOCTU TEUEHMUS TIPUCTYIIOB.

Bcem nanueHTaMm BBITIONTHEHA OLIEHKA pevyeBoil (PyHK-
. OILIEeHKY HEpPBHO-IICUXWYECKOT0 pa3BUTUS Je-
Teil MepBOro roma >XXU3HU OCYIIECTBISIA MO METOIMKE
D.J1. ®pyxr. PedeBylo GPyHKIMIO y AEeTEil BTOPOrO U Tpe-
ThEro rojia XXU3HU olleHUBaau o metoauke FO.A. PazeH-
KoBoil. OLIEHKY YPOBHSI Pa3BUTUSI UMIIPECCUBHON peyu
npoBoauau no meronuke H.C. JKykoBoii, OolIeHKY CBSI3-
Hoii peun — no meronuke B.I1. I'myxosa.

OCHOBHBIMU METOJAMU UHCTPYMEHTAJILHOIO UCCIIENO0-
BaHMUS SIBJISLIUMCH pyTUHHAsE D3OI, pu 3TOM OTIEIbHBIM Ma-
LIMEHTaM MPOBOIUIN BUACO-DD[-MOHUTOPUHT C 3aMMUCHIO
JTHEBHOTO (4 yaca) uiau Ho4YHoro (12 JyacoB) cHa, a Takxke
MarHUTHO-Pe30HaHCHAas1 ToMorpacusi TOJIOBHOTO MO3ra.

CraTucTUYeCcKMil aHaau3 MPOBOAWUIN C MCIIOJIb30Ba-
HueMm nporpammbl Microsoft Excel u Jamovi 2.3.21. Ko-
JINYECTBEHHBIE JAHHBIE TPEICTABIECHBI B BUAE CPEIHUX
3HAYEeHMI, CTAaHIApPTHOIO OTKJIOHEeHMST U 95% noBepu-
TeabHOro MHTepBaia (95% AW) B Buge Mto. s noka-
3aTesiell, XapaKTepM3YIOIIMX KayeCTBEHHbIE TPU3HAKM,
yKa3bIBaJIl aOCOJIIOTHOE 3HAUCHUE U OTHOCUTEIbHYIO Be-
JIMYUHY B miporieHTaxX. Cuily CBSI3U MEXXIY HOMUHATbHBIMU
nepeMeHHBIMM OlieHUBau ¢ moMoibio V Kpamepa. Kop-
PEJISILIMOHHBIN aHAIM3 MPOBOIUIIM C UCITOIb30BaHEM KO-
abdunmenta [Mupcona. [Mpu yposHe p <0,05 pe3ynbTaThl
CUNTAIN CTATUCTUYECKU 3HAYMMBIMU.

PE3ynbTATDI

B uccnenosanue BkitoueHo 44 pedbEHKA C CUHAPOMOM
MHGAHTUIBHBIX CIIa3MOB, U3 HUX MaJbyuKoB 28 (63,6%),
nesouek 16 (36,4%) (p=0,002), cpenHuii BO3pacT y4act-
HUKOB uccienoBanus 15+4.4 mecaua (AN 95% £23,66).
IMokasaHa cpeaHsisi Cuila CBSI3U MEXIY IOJIOM U HaJIMuueM
cuHapoMa MH@aHTHIbHBIX crmasMoB (V Kpamepa 0,326);
BEPOSITHOCTD 1lIaHCA BCTPETUTD AEBOUKY C CUHIPOMOM MH-
(aHTUIBHBIX cr1a3MoB B 3,88 pa3a MeHbllIe, YeM MaJIburKa.

Ilo pesynbraTaM OLIEHKM IMEPMHATAJIbHOIO IEPHO-
na B 86,4% ciyyaeB OTMEUaIoCh OCJIOXHEHHOE TeYeHUe
neprvojga 6epeMeHHOCTH Yy MaTepeil I1eTe ¢ CMHIPOMOM
MHGAHTUIBHBIX 3MUJICIITUYECKUX Clla3MoB, B 72,7% —
OCJIOKHEHHOE TeyeHue pomoB, B 68,2% — maTojioruye-
CKO€ TeueHHMe mepuomga HoBopoxacHHocTH (p=0,028).

32

B tabn. 1 npencraBneHa moapooHast nHGOpMaIysi o6 0co-
OGEHHOCTSIX IepUHATAILHOIO IIepHOAa AeTe ¢ CUHIPOMOM
MHOAHTUIbHBIX SIMIEITUYECKUX CIIa3MOB.

B nanbHeimeM 56,8% neteit ¢ cuHAPOMOM MHGbaH-
TUJIBHBIX SMUJIETITUYECKUX CMa3MOB MMOTYYWJIA WHBAJIWI -
HOCTb, 43,2% uMenu 3afepKKy B Pa3BUTUM €ILE 10 MOIB-
JICHUSI SIMUJIETITUYIECKUX MPUCTYIOB, y 29,5% BbIsIBIcHA
3afiepKKa B pa3BUTHM, KOTOpas MOSIBUJIACH MOCTIE TIEPBBIX
BMWICNTUYSCKUX TPUCTYIIOB. HopMaabHO pa3BUBaIuCh
Ha MOMEHT IIpOBeleHUs uccienoBanus 27,3% nereid.

CpeaHuii Bo3pacT ae0ioTa IMIPUCTYIIOB Y A€Tel C CUHAPO-
MOM MH(PaHTUIBHBIX CITa3MOB TIpuxoauTcst Ha 5,011+4,13 me-
csma skusuu (95% U 3,757—6,27; p <0,001; W=0,818).
I[lo xapakTepy IEpBbIX SMWICHTUYSCKUX IIPUCTYIIOB
B 0OJIBIIMHCTBE cyyaeB (47,7%) BO3HUKAIU WH(DAHTUTb-
HbIe CITa3MBbl, TaKxXe oTMevanuch abcaHchl (11,4%), npu-
CTYIIBI B BUZIE aaBepcuu royioBhl 1 B3rsiaa (11,4%), rexe-
palM30BaHHbIE TOHMKO-KJIOHWYEeCKUe MpUcTymbl (9,8%),
XeBaTeIbHbIe aBTOMATHU3MBbI (6,8 %), reMUKIIOHWY JIULIEBOM
MycKyJaaTyphl (4,5%), MUOKIIOHMYECKIE TTPUCTYIIbI (2,3%).
B 77,3% cny4aeB anuienTUYeCKue MPUCTYIIbl CTAHOBUINCH
eXeTHeBHBIMU, B 15,9% MMenu CepuilHOCTB; CTaTyCHOTO
TeYeHMs IPUCTYIIOB He OTMeYasIoch. Y 38,6% o6cienoBaH-
HBIX JeTeil MPUCTYIIbI 110 TUIY MH(PAHTUILHBIX CIIA3MOB
MOSIBJISUIMCh CO BpeMeHeM (IIPUCOEIUHSIINCh K APYTUM
BHUIaM IIPUCTYIIOB). Y 4 MALIMEHTOB ¢ CUHAPOMOM MH(DaH-
TUJIbHBIX DIWIENITUYECKUX CIIa3MOB paHee B aHAMHE3e OT-
Mevyauch (pedpUusibHbIe MPUCTYIIHI.

CpeHsist TPOAOKUTETLHOCTD SITWJIETICUM K MOMEHTY
00cienoBaHus y eTelt ¢ CHHAPOMOM MH(MAHTUIbHBIX CIa3-
MOB cocTtaBuia 13,6+13,7 mecstua (95% AN 9,47—17.8;
p <0,001; W=0,834). IIpu olileHKe HEBPOJOTMYECKOTO CTa-
Tyca o4aroBasi HEBPOJIOrn4yeckasi CMMIITOMaTUKa OTMeYa-
nach B 93,2% ciyyaes.

Pe3ynbTaThl OLIEHKM peueBOil (yHKLUMMU IIpeacTaB-
JieHbl B Tabj1. 2. Bee metu ¢ cuHapoMoM MHGAHTUIBHBIX
SMMIENTUYECKUX CIA3MOB MMEIM JOpPEYeBOE Pa3BUTHUE
B Buzae ryneHus (40,9%), nenera (13,6%), 3ByKOKOM-
miekcoB (2,3%), ennHudHbIX cioB (9,1%) u dpas3oBoii
peun (2,3%). UrpoBast aesiTeIbHOCTh HE COOTBETCTBOBAJIA
Bo3pacty y 32 (72,7%) neteit, HaBbIKM CaMOOOCTYXX1Ba-
Hust orcyrctBoBasiv B 40 (90,9%) caydasx. OcMOTpeHbI
soronenoM 14 (31,8%) manumenrtoB. [lo cTpykType pede-
BBIX HapyIIEHUI Mpeodiaganu IeTU ¢ 3aaePKKOil MCUX0-
peueBoro passutus (13; 29,5%), o61MM Henopa3BUTHEM
peun I—11 ypoBnst (9; 20,5%), TakKe y 9TOM TPYIIIBI AeTeit
npeobjanago cucTeMHoe Henopa3Butue peuu (12; 27,3%).

[pu olieHKE COMAaTUYECKOIO CTaTyca ¥ KOMOPOUIHOTO
(hoHa obHapyxeHbI n3MeHeHus y 29 (65,9%) u 40 (90,9%) ne-
Teil COOTBETCTBEHHO. [1pOsiBIeHMS aTOIIMYECKOrO AePMAaTH -
Ta, TICOpHa3s, MITHA «11BeTa KOhe C MOJIOKOM», YIaCTKH I1Iar-
peHOBOIT KOXU BbIsiBIeHbI Y 10 (22,7%) neteii; GpOHXHO-
JIUTHI, TTHEBMOHUSA — ¥ 4 (9,1%), KOHTPaKTyphl CYCTaBOB,
ckoimo3 — y 3 (6,8%), HedpoKaIbLIMHO3, MOJIUKKCTO3
nmouek — y 3 (6,8%), runepcanuBauus — y 5 (11,4%). Ho-
cuTesieM ractpoctoMbl okazancs 1 (2,3%) peGEHOK, HOCH-
TesieM TpaxeocToMbl — 2 (4,5%), Ha 30HIOBOM KOPMJICHUU
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Ta6nuya 1. Oco6e€HHOCTN TeYEHUA NepuHaTaNbHOro nepuoja y Aeteil C CMUHAPOMOM MHPAHTUIbHBIX SNWIENTNYECKNX CNasMoB

Table 1. Characteristics of the perinatal period in children with infantile epileptic spasms syndrome

Tlepuoa 6epeMeHHOCTH " % Iepuon ponos " % Tleproa HOBOPOXIEHHOCTH " %
Pregnancy period o % The period of childbirth o Neonatal period 0%
ToxcuKo3 Ha paHHUX CPOKaX TazoBoe mpemTexanue i e R
Toxicosis in e:rl e nl;nc RC Breech regeflJtIation 12.3) YT A @)
y preg y P Artificial ventilation of the lungs
O060oCTpeHre XPOHUYECKUX Wcnonb3oBaHue -
320071 BaHU It 4(9,1)  BakyyM-2KCTpakKLMU 3(6,8) Ox er?sti[ ort aiep 3(6,8)
Exacerbation of chronic diseases Using vacuum extraction Ve PP
Ha done rematurta C OTXOXIEHNE MEKOHUAIBHBIX BOJ 3 P — .
Against the background 1(2,3) Passage of meconium-containing 49,1) e Py 2 (4,5)
.. . Elevated bilirubin
of hepatitis C fluid
Yrposa npepbiBaHUs
Ha paHHUX CPOKax O 2 O T PSR CyI0pOXHbBII CUHAPOM
. . 9(20,5) naBieHust 2 (4,5) . 17 (38,6)
Threat of miscarriage Convulsive syndrome
. Increased blood pressure
in early pregnancy
Yrpo3a npepbIBaHus
Ha MO3AHUX CPOKAX 3(6.8) OTcioiika MialeHTbI 5(11.4) Huskwuii cocarenbHblii peduiekc 12.3)
Threat of miscarriage ’ Placental abruption ? Low sucking reflex ?
in late pregnancy
Boub1oii 6e3B01HbBIIN
COVID-uHbexkums YacTble cpbITMBaHMS
COVID infection 21 TIPOMEXYTOK . 26 Frequent regurgitation 12.3)
Large anhydrous interval
AHemust T'unokcus T'unornukemus
Anemia L2 (1) Hypoxia (D) Hypoglycemia o (i)
OTékn ITHeBMOHUS
Edema 5(11,4)  Crumynsuus poaoB 2 (4,5) Pneumonia 5(11,4)
Ipesknamncus BrinaBiuBaHue IMyHk1us KedaaoreMaTroMbl
Preeclampsia Il Squeezing 123 Cephalohematoma puncture 7(15,9)
LRy Dy O [pexneBpeMeHHOE U3TUTHE BHyTpurXeynoukoBoe
WHbEKIU
. 9(20,5)  OKOJIOILIOMHBIX BOI 2 (4,5) KPOBOU3JIUSTHUE 2 (4,5)
Against the background :
. .. . Premature rupture of membranes Intraventricular hemorrhage
of intrauterine infection
TecTalimoHHBII caxapHbIil AMadeT ManoBoaue .
Gestational diabetes mellitus (5 Low water S5 s B LI0g LIS G U0 S )
Ocrtpag pecriuparopHast
BUpPYCHas MHOEKUIMS 4(9,1) AC(bHK?HH 4(9,1) BpoxnénHas rmaykoma 1(2,3)
. .. . Asphyxia
Acute respiratory viral infection
Kypenue O6pasoBaHue KehaaoreMaToMbl Qg O GIREEE
. 1(2,3) . 1(2,3) UHbEeKLINS 1(2,3)
Smoking Cephalhematoma formation . . .
Acute respiratory viral infection
XopeoaMHUOHUT
Choreoamnionitis (@)
Ha ¢one nHTokcukanum
TePOMHOM 12.3) C1abocTh POIOBOIA ACSITETLHOCTH 12,3) TTopok pa3BuTus 12.3)
Against the background of heroin ? Labor weakness ’ Developmental defect ?
intoxication
[MpexxneBpeMeHHBIE POIBI 5(11.4)

Premature birth

Haxomauoch 2 (4,5%) pe6érka. C 6eTKOBO-9HEPTreTUUECKOI
HEIOCTaTOYHOCTHIO ObII0 11 (25,0%) nereit, ¢ 3abosieBaHU-
SIMU CEPIAEYHO-COCYAMCTOM CUCTEMBI (BPOXIEHHDIN ITOPOK
cepilia, aTpMOBEHTPUKYJIsIpHast 6iokana) — 5 (11,4%). 3a-
0oJIeBaHUSI SHIOKPUHHOM CUCTEMbI (ayTOMMMYHHBIN TH-
peouanT, oXupeHue) Habmonamuch B 2 (4,5%) caydasx,
reHeTU4YecKre CUHIAPOMBI (CMHIpOM MeHKeca, CUHIPOM
Perra, cunapom Anrenbmana) — B 4 (9,1%). VsmeHeHus
CO CTOPOHBI 3pUTEJILHOM CHUCTEMBbI (MMOIMS, YaCTUYHASI
aTpoust 3pUTEIBLHBIX HEPBOB, KOCOIJIa3ue, XalsI3uoH, pe-
TUHOIIATUS HEJOHOLIEHHBIX) OTMeYaIuch y 29 (65,9%) ne-

Original investigation

Teit, IyHT3aBrcuMast tuaporiedanvst —y 3 (6,8%), neTckuii
HepedpanbHbIil Mapamnd — y 8 (18,2%), BpOXKIEHHBIN TTO-
POK pa3BUTHS TOJIOBHOTO MO3Ta (JIMCOHIICDATHS, TTOTMMK-
Kkporupusi) — y 3 (6,8%), HelipOHATbHBIN LIEPOUTHBIN JTH-
nogycumHo3 2-ro tuna — y 1 (2,3%).

Bcem mammenTtaMm BeImostHeHO D3I -mcciaemoBaHUe:
oyaroBble M3MeHeHUsT oOHapyxkeHbl B 12 (30,8%) ciy-
yasx, anuienTudopMHas aKTUBHOCTb — Yy BCEX HETEH.
B 88,6% ciyuaeB oOHapyxKeHa MuIenTu(GopMHast aKTHB-
HOCTb Ha pyTUHHOI D3I, PernoHanbHas anuiaentudopm-
Hasl akTUBHOCTbH BbIsiBieHa y 4 (10,3%) nmereii, natepaiu-
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Ta6nuya 2. CTpyKTypa peyeBbiX HapyLUeHUN Y fleTell C CUHAPOMOM MHGAHTUIbHBIX SNUENTNYECKUX CNa3moB (cpeaHunii Bo3pacT 25,1+8,9 mec)

Table 2. Structure of speech disorders in children with infantile epileptic spasms syndrome (mean age 25.1+8.9 months)

Peuesas dyHkIms

Speech function

Hapymenue oHeMaTnieckoro BOCTIPUSITHS
Impaired phonemic perception

Henopassutue (oHeMaTuIecKOro BOCTIPUSITHUS
Underdevelopment of phonemic perception

Henocratounocts nuddepenumaniv poHem, 6JIM3KMX M0 aKyCTUKO-(POHEMATUIECKOMY CXOICTBY
Insufficient differentiation of phonemes that are close in acoustic-phonemic similarity

HapyiieHue TO4HOCTH B apTUKYJISILIMOHHOM MTPAKCUCe
Impaired precision in articulatory praxis

Hapymenue o0b€Ma B apTUKYISIIMOHHOM MPAKCUCE
Impaired volume in articulatory praxis

CWHKWHE3WU B JIIIEBOI U PYYHOI MOTOPUKE TP BBHITIOJTHEHUY aPTUKY/ISIIIUOHHBIX IIPOO

Synkinesia in facial and hand motor skills during articulatory tests

APTUKYJISILIMOHHAS alpaKkCcust
Articulatory apraxia

Hu3kwuii ciioBapHbIii 3amac
Low vocabulary

MotopHas acdazus
Motor aphasia

Heu€TkocTh 3KCIIpecCUBHOM peun
Unclear expressive speech

3BykonpousHolueHue | Sound pronunciation:
* mosmMMopdHBIi TUI | polymorphic type

WmmnpeccuBHas peub | Impressive speech:
* JI0peveBoii | pre-verbal

* HYJIEBOIA | zero

* CUTyaTHBHBbIIA | situational

3oBanHHasg — y 12 (30,8%), nuddysnas — y 14 (35,9%),
reHepaiausoBaHHas — y 9 (23,1%). I1aTTepH rurcapuTMun
Habmonancs y 20 (45,5%) neteit, BapuaHT MOIU(DUILIMPO-
BaHHOM runcaputMuu — y 3 (6,8%).

Ilo pe3ynbraTaM MarHUTHO-PE30HAHCHON TOMOTrpa-
UM ToJIOBHOTO MO3Ta, KOTOpasl ITPOBOAMIIACE BCEM Je-
TSIM, U3MEeHEHUs BISBIICHBI B 41 (93,2%) ciydae. JlaHHBIE
M3MEHEHUs TOAPOOHO IMpeACTaBIeHbI B Ta0d. 3.

OBCYXAEHUE

[MpoBenéHHOE WcCleIOBaHUE TOCBSIIEHO M3YyYeHUIO
peyeBoii MaToOJOTUU y AETel ¢ CUHAPOMOM MH(MaHTUIBHBIX
SIWIENTUYECKUX cra3MoB. CorlacHO aHalM3y KIMHUKO-
aHAMHECTUYECKMX OCOOEHHOCTE! TEUEHUSI IIEPUHATATIBHOIO
Tepuoia, OCJIOKHEHHOE TeYeHHEe OTMEYAIOCh B OOJIBIITNH-
CTBe ciydaeB (B Ieproja 6epeMeHHocTH — 86,6%, mepuon
ponoB — 72,7%, nepuon HOBopoxagHHOcTH — 68,2%). Co-
[JIACHO JINTEPATYPHBIM JaHHBIM, TUTTOKCHUYCCKI-UIIIEMIYE-
CKHe MOPaXXEHUsI SIBJSIOTCS BEAYLIMMU B STHOJIOIMYECKOM
dakrope snuIeNncuu,/paHHUX MPUCTYIOB y aeteit [12, 13].
B Hamiem MccienoBaHUM SIMJICTICUS TAKXKE 3aHMMAET JIU-
JUpYIOLIYE MO3ULIKUNU, OCOOEHHO BBICOKYIO CTAaTHMCTUYECKHU
JOCTOBEPHYIO B3aMMOCBSI3b [T0KA3a/I1 MOIK/IIOUEHE HOBO-
POXIEHHOTO K arapary MCKyCCTBEHHOW BEHTWJISIIIUU JIET-
kux (p=0,010) u HanUuuMe CyIOpPOXKHOIO CUHAPOMA B MepU-
on HoBopoxknéHHocTH (p <0,001).

34

n, %
41(93,2)
3(6,8)
12,3)
3(6,8)
3(6,8)
2(4,5)
39 (88,6)
12,3)
16 (36,4)
2(4,5)

4(9,1)

20 (45,5)
20 (45,5)
4(9,1)

IMoxa3zarenn Bo3pacTta neb0Ta IIPUCTYIIOB COOTBETCT-
BYIOT MUPOBBIM 1 OTEUECTBEHHBIM JINTEPaTYPHBIM TaHHBIM
[1,4,7,14, 15]. Tpanchopmalus TPUCTYIIOB B ATMUHAMUKE
3a00s1eBaHUs oTMevasach B 48,5% ciydaeB. B muteparype
OITMCBIBACTCS IIPUMEPHO TaKO¥ K€ TIPOIICHT TpaHCc(opMa-
LIMY MIPUCTYIIOB Npu cuHapome Becta [15].

B 2022 roay MexnyHapomHas ura mo 6opsoe ¢ 3ru-
Jiericueil BBesa B KiaccuUKAaIMIO SMWISITUYECKUX CUH-
JIPOMOB HOBBIi TEPMHUH — <«CUHIPOM HHGMAHTUILHBIX
CIIa3MOB», KOTOPBII BKITIOYAET KJIACCUUECKUU CHMHIPOM
Becra ¢ Tpuamoii mpu3HaKoB (IIPUCTYITBI IO TUIY MHMaH-
TUJIBHBIX CIa3MOB, rUncaputMusi Ha DD u HapylieHus
TICUXOMOTOPHOTO Pa3BUTHS), a TaKXKe SMUICTITUICCKUI
CHHAPOM 0e3 XapaKTepHOU TpHaIbl, C OTCYTCTBHUEM KJIac-
CMYECKOTO BapWaHTa TUIICAPUTMHUK, HO TPU HATUIUU
MOAUMUIIMPOBAHHBIX BAPUAHTOB WU APYTUX BUIOB SIU-
JenTu(OPMHOI aKTMBHOCTU UM 0€3 3adepKKU TCUXO-
MoTopHoro pa3sutus [1, 3]. [To pe3ynbTaTaM HalIero muc-
cnenoBanus, vy 54,5% u 27,3% neteil He ObLIO BapuaHTa
TUIICAPUTMUU B e0I0Te 3a00J1eBaHUS 1 3aeP>KKHU TICHXO0-
MOTOPHOI'O Pa3BUTUSI COOTBETCTBEHHO.

3AKNIOYEHUE

IMpoBenéHHOE HCCIENOBAHKUE IMOATBEPAMUIO BBICO-
KYI0O 4acTOTy M BBLIPAXEHHBIA IMOTUMOPMU3M pEUYEBBIX
HapyIIeHU y IeTeil ¢ CUHAPOMOM MH(baHTUIBHBIX 311~

Original investigation
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Ta6nuya 3. CTpyKTypa n3meHeHui rofnoBHOro Mosra no pesynbratram MPT y nauneHTOB ¢ CMHAPOMOM NHPAHTUIbHBIX CNa3MoB

Table 3. Structure of brain changes based on MRI results in patients with infantile spasms syndrome

W3menenus o pesynsratam MPT roioBHoro mo3ra
Changes in the results of MRI of the brain

TTocaencTBust TMIIOKCUYECKU-UIIIEMUYECKOTO TIOpa’k€HUA roJIOBHOIo Mo3ra

Consequences of hypoxic-ischemic brain injury

VYMeHblIeHHEe 00bEMa 6eJIoro BellecTBa 00enx remuchep 00IbIIOT0 MO3ra

Decreased white matter volume in both cerebral hemispheres

CTpyKTypHBIEC U3MEHEHHUsI JIOOHBIX [10J1eii (KaBepHO3HAasl aHTMoMa, MaJlbhopMallus pa3BUTHS, y9aCTKU aTpohun)
Structural changes in the frontal lobes (cavernous angioma, developmental malformation, areas of atrophy)

CTpyKTypHbIe MI3MEHEHMsI BUCOUHBIX 10JIei (30HBI IJIN03a, MOpaHIIedaTniecKre KUCThI)
Structural changes in the temporal lobes (gliosis zones, porencephalic cysts)

PaciupeHue mepuBacKyIsSipHBIX TIPOCTPAHCTB
Enlargement of perivascular spaces

Yucio nereit (%)
Number of children
(% of the total number of children)

14 (31,8)

16 (36,4)

4(9,1)

5(11,4)

4(9,1)

CTpyKTypHBIE U3MEHEHUS TEMEHHBIX 0JIel (Y4acTKu aTpo(uM, 30HbI KUCTO3HO-IJIMO3HBIX U3MEHEHMIA,

MEJIKUE I/I3BI/IJ'II/IHLI)

8(18,2)

Structural changes in the parietal lobes (areas of atrophy, zones of cystic-glial changes, small convolutions)

T'unoruiasust Mo3xeuka
Cerebellar hypoplasia

l'unoruiazust MO30JIMCTOTO TeJa
Corpus callosum hypoplasia

KaBepHoMa Mo3XeuKa
Cerebellar cavernoma

JlucaHuedanus
Lisencephaly

TTonumukporupus
Polymicrogyria

[MocTtremopparnueckast MyJIbTUKUCTO3HAS SHIIehaToMasIIus 0oenx reMucdep

Posthemorrhagic multicystic encephalomalacia of both hemispheres

KaprtuHa nepeHec€HHOTo cybapaxHOMIaJIbHOTO KPOBOMBIUSIHUS
Picture of a previous subarachnoid hemorrhage

CkJiepo3 TUIIIoKamIa
Hippocampal sclerosis

PacipeHue Xexyn04KoB
Ventricular dilation

[MociencTBust TMIMOKCUYECKH-UIIEMUIECKOTO TOPaKEHUST
Consequences of hypoxic-ischemic injury

JIENITUYECKUX CIAa3MOB. Y MOIABJISIONIETO OOJBLIMHCTBA
nanueHToB (93,2%) BbISIBJICHBI U3MEHEHUSI IIPU MArHUT-
HO-pE30HAaHCHOW ToMOrpacduu TOJIOBHOTO MO3ra, 4TO
KOPPEIUPYET C BBICOKOM PaCIpOCTPAaHEHHOCTHIO OYaro-
BOIi HEBPOJIOTMYECKOW CUMIITOMATUKU M HAPYIICHUSIMM
peueBoii ¢pyHKuMK. Hamnbosee 4acTBIMU B CTPYKTYpE pe-
4YeBbIX HApPYILIEHUI ObLUIM MOTOPHAS ajlajivsl, HapyIlLeHUs
doHemaTueckoro Bocrnpusatus (93,2%) n apTUKYISILNA-
oHHas anpakcus (88,6%), 4TO yKa3bIBAaeT Ha MPEUMYIIE-
CTBEHHOE BOBJIEYEHME KOPKOBBIX PEUYEBBIX 30H U IIPOBO-
IAIIAX MYyTEH.

YcTaHOBIEHa 3HAUMMAas CBSI3b MEXIY OCJTOKHEHHBIM
MepyHAaTaJbHbIM aHAMHE30M (IIaTOJOTMYECKOE TeYCHMUE
OepeMeHHOCTH, POJOB U MEepuoaa HOBOPOXKAEHHOCTH)
¥ pa3BUTHEM CUHIPOMa MH(MAHTUIBHBIX SIICITHIECKIX
CIIa3MOB, YTO MOIYEPKHUBAET POJIb PAHHUX LIEpeOPaIbHBIX
MOBPEXICHUI B TeHe3e KaK AIMWIEIICUU, TaK U IOCIeIy-

Original investigation

2(4,5)
13(29.5)
1(2.3)
2(4,5)
1(2,3)
2(4,5)
2(4,5)
1(2,3)
24 (54,5)

14 (31,8)

JOIINX PEYEBBIX PACCTPOUCTB. [ eO0T SMUICITUICCKUX
MPUCTYNOB B CPEeIHEM B 5 MecCsleB XKU3HU U UX Tpeu-
MYILIECTBEHHO €XEeAHEBHBIN XapaKTep cOo31aloT Hebaaro-
OpUSTHBINA (POH 1Jis1 (pOpMUPOBAHUST pedyeBbIX (PYHKIIMIA,
MPUBOIS K 3aJePKKe IICUXOPEUYEBOr0 pa3BUTUS Y 3HAUM-
TEJIbHOU YacTh AETEu.

[TonyyeHHble MaHHBIE MOATBEPXKAAIOT HEOOXOIU-
MOCTb PaHHETO MYJIbTUAUCLUUIUIMHAPHOTO O0CIeIOBaHNS,
BKJTIOUAIOLIETO0 00s3aTeIbHYI0 KOHCYJbTAIUIO JIOTOIEena
1 HEWPOIICMXOJIOTa yKe Ha 3Talle TUATHOCTUKKA CUHIPO-
Ma MH(MAHTUIBHBIX 3MWIENTUYECKUX cria3MoB. OKa3aHue
JIOTONEANYECKON 1 HelpopeaObuIUTALMOHHONH TOMOLIU
MapaijIeIbHO ¢ TTOA00POM ITPOTUBOSIMIICIITUYECKON Te-
panmyuy Ha MaKCUMaJlbHO PaHHMX CPOKax CIIOCOOCTBYET
VJIy4IIEHUIO COUMAIbHON aganTauuu AeTel ¢ CMHAPOMOM
WHQAHTWIBHBIX CITA3MOB U B 1IEJIOM OJIATOTIPUSITHO BJISI-
€T Ha KaueCTBO MX XKU3HU.
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Putykcumab B neyeHun MnacTeHU rpaBuc:
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PE3IOME

MwacTeHns rpaBuc — ayToMMMyHHOe 3aborieBaHMe HepPBHO-MbILLEYHOro CMHarca, obyc/ioBieHHOe MPOoAyKLUVEeN NaToreHHbIX aHTuTesn
K auetunxonunHoBbiM peuentopam (AChR), MbileyHo-cneyndnyeckon TMpo3nHkrHasze (MuSK) unu gpyrum KOMNoHeHTaM NOCTCUHaNTU-
yeckoi MembpaHbl, MPOABNAIOLLEECA Pa3BUTMEM NaTONIOMMUYECKOW MbILUEYHON YTOMIAEMOCTH 1 cnabocTn. PUTyKcrmab, MOHOKIIOHanbHOe
aHTuTeno npotns CD20, Bbi3biBalolee Aenelunio B-kneTok, AeMoHCTpUpyeT AnddpepeHLnpoBaHHyo 3GPeKTUBHOCTb B 3aBUCUMOCTH OT
ceponoruyeckoro nofrvna 3abonesanHus. Mpyu MuSK-muacteHun putykcrmab obecneyrBaeT BbIPaXXEHHbI U YCTOMUMBBIN TepaneBTu-
yeckuil oTBeT 6GraropapsA SNVMWHALMU KIETOK-TIPeALEeCTBEHHNKOB KOPOTKOXMUBYLLUX Mi1a3Mo65acToB, BbipabaTbiBalowWyX naToreHHble
IgG4-aHtutena. Mpu AChR-no3utuBHON MunacteHnn 3GPeKTUBHOCTb pPUTYKCMMaba Gonee BapuabenbHa, a OTBET HepeaKo OTCPOYEH,
MOCKOJIbKY 3HauuMTenbHaA YacTb aHTUTEN npoayumpyeTca Jonroxusywmumn CD20-HeraTMBHLIMU Maa3MaTUYeCKUMUN KNeTKamy KOCTHOrO
MO3ra, CMOoCOGHBIMY NOAAEPXKUBATb MPOAYKLMIO aHTUTEN HEe3aBNCUMO OT B-KneToK-npefllecTBeHHNKOB. PaHHee Ha3HaueHMe npenapata
npwv HeflaBHeN reHepanu3aummn Tem He meHee byfleT CNOCO6CTBOBaTb MUHUMAJIbHBIM MPOABNEHNAM 3a60M1eBaHNA 1 CHUXEHUIO MOTPebHO-
CTU B MHTEHCVBHOW Tepanuu. B negnatpryeckon npakTnke pUTyKcMmab npeAcTaBiseT LeHHYo TepaneBTUYecKyio ONuuio NMpu TAXKENOM
1 pedpakTepHOM TeYEHUV IOBEHWSIbHON MUACTEHNN.

B HacToALLeM 0630pe Mbl CMCTeMaTU3VIPyeM fjlaHHble PaHAOMIM3VMPOBaHHbIX U HaboAATENbHbIX MCCIef0BaHUIA, 06CYKAaeM PexXnMbl [JO3UPO-
BaHUA, Npodub 6€30MacHOCTN 1 MECTO PUTYKCMMaba B COBPEMEHHOM TepaneBTUYECKOM anropuTme.
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BBegeHue

Snudemuono2ua MuacmeHuUU 2pasuc

MuacreHusi rpaBUC MpeAcTaBiaseT coboil Haubosee
pacripocTpaHéHHOE 3a00JieBaHWE HEPBHO-MEBIIICYHOTO
CHHarca, XapaKTepHU3yIolleecs: MaToJIOrMUecKOil yTOMIIS -
€MOCTBIO 1 CJIa0OCThIO CKEJIETHON MYCKYJIaTyphbl ¢ XapakK-
TepHBIM (DIIIOKTYyHpyroM TedeHueM [ 1—3]. Kiimauuecku
MMACTCHUS TIPOSBIISIETCS] HapacTaHMEM MBIIICYHOM Cla-
6ocTu TIpy (PU3NIECKON HArpy3Ke M YaCTUIHBIM BOCCTa-
HOBJIEHMEM CMJIbI TIocsie oTabixa [1, 4].

DNUAEeMUOJOTUIYECKIE XapaKTePUCTUKU MHACTCHUN
TIpeTeprean CYIIeCTBEHHBIC W3MEHEHMS 3a ITOCICH-
Hue aecsatuieTus. CoriacHO cUCTeMaTudeckKoMmy 0030-
py, BKJIIOUUBIIEMY 35 mcciaenoBaHUid, OMyOJMKOBAHHBIX
no 2007 roma, 3abojieBaeMOCTh BapbupoBasia oT 1,7 mo

Review

21,3 cayyag Ha MWIIMOH YeJOBEKO-JIET TIpU TJIO-
O6asbHOM Tokaszatesie 5,3 [5]. B oObHoBAEHHOM aHaIu-
3¢ ¢ mobamieHMeM 29 ucclIemoBaHUil, IPOBEIEHHBIX
1o 2019 roma, mnama3oH paciuupuics no 0,15—61,33 Ha
MUJIJINOH 4eJioBeKo-JieT [3]. PacmpocTpaHEHHOCTH CO-
crapister 2,19—36,71 na 100 000 Hacenenus [3], dro
coorBeTcTBYeT mpuMepHo 56 000—123 000 mamumeHTOB
B EBpore [6] u okoso 60 000 — B CILA [7].
KauHWYIecKr BBIOECISIOT TIa3HY0 (POpMY MUACTCHUH,
OrpaHUYCHHYIO TOPAXKEHUEM 3KCTPAOKYISIPHOM MYCKY-
JIaTyphl (IITO3, IUILIONKUS), U TeHEepaJlu30BaHHYIO (Gopmy
C BOBJICUCHHEM CKEJICTHOM, OYy/IhO0apHOI 1 AbIXaTeIbHOM
MYCKYJIaTyphlI (CJ1a00CTh MPEUMYIIIECTBEHHO MPOKCUMAab-
HBIX TPYIIT MBIIII, HAPYIIECHUST PeUr, TJIOTAHUS U IAbIXa-
Hus) [4, 8]. CornacHo kiaccudukanun AMEpUKaHCKOTO
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ABSTRACT

Myasthenia gravis is an autoimmune disorder of the neuromuscular junction caused by pathogenic autoantibodies targeting acetylcholine
receptors (AChR), muscle-specific tyrosine kinase (MuSK), or other postsynaptic membrane components, characterized by pathological muscle
fatigue and weakness. Rituximab, a monoclonal antibody targeting CD20 that induces B-cell depletion, demonstrates differential efficacy
depending on the serological subtype of the disease. In MuSK myasthenia gravis, rituximab induces a robust and sustained therapeutic
response by depleting precursor cells of short-lived plasmablasts that produce pathogenic IgG4 antibodies. In AChR-positive myasthenia
gravis, rituximab efficacy is more variable and responses are often delayed, as a substantial proportion of pathogenic antibodies are
produced by long-lived CD20-negative bone marrow plasma cells capable of sustaining antibody production independently of precursor
B cells. Nevertheless, early rituximab administration in patients with recent disease generalization may accelerate achievement of Minimal
Manifestation Status (MMS) and reduce the need for rescue therapy. In pediatric practice, rituximab represents a valuable therapeutic option
for severe and refractory juvenile myasthenia gravis.

In this review, we synthesize data from randomized and observational studies, discuss dosing regimens, safety profile, and the role of rituximab
in current treatment algorithms.

Keywords: myasthenia gravis; rituximab; B-cell depletion; anti-AChR antibodies; anti-MuSK antibodies; juvenile myasthenia gravis; biologic
therapy.
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¢donma muactenuu rpaBuc (Myasthenia Gravis Foundation
of America, MGFA), renepanm3oBaHHbIc (hDOPMBI 3200J1¢-
BaHUsI Moapasaenstorcs Ha kiaccesl [I-1V B 3aBucuMocTu
OT MPEUMYILIECTBEHHOTO MOPaKeHUs MBIIICYHBIX TPYIII,
KJ1acc V COOTBETCTBYEeT MUACTEHUUECKOMY Kpu3y [4, 8] —
JKU3HEYTPOXKAIOIIEMY COCTOSIHUIO C OCTPOM IbIXaTENbHON
HEIOCTATOYHOCTBIO. MMACTEHUYECKUI KpU3 SIBISICTCS
HauboJiee TSKENBIM TTposIBJIeHeM 3abosieBaHus [3].

XapakTepHO OMMOAaJIbHOE BO3PAaCTHOE pacrpeie-
JieHue nebroTa MMAacTeHUN ¢ IBYMSI NMUMKaMU 3abojeBae-
MOCTU: paHHUII Ae0l0T mpeumyliectBeHHo B 20—40 et
¢ mpeobjagaHueM KeHIIUH (cooTHoluieHue 3:1) u mo3a-
Huii geb6rot mocie 50—60 et ¢ nmpeobiagaHueM MYXYUH
[2, 3, 5]. bnaromapsi coBepllIeHCTBOBAHUIO TMArHOCTUKU
M Tepanuy COBpeMEHHasl JIETaIbHOCTh cocTaBisieT 5—9%,
00111asi BHYTPUTOCIIUTAJIbHAS JIETalbHOCTh — 2,2%, mnpu
MuacTeHn4IeckKoM Kpusze — 4,7% [3].

SmHuydeckue u 2eoepaguyeckue ocobeHHocmu
PacoBas u aTHUYecKasi MPUHAIEXKHOCTh MAIIUEHTOB
BJIMSIET HA KIIMHUYECKYIO KapTuHY MuacteHun [3]. Bo3pacr

38

nebloTa BBIIIE Y €BPOIEOUIOB M0 CPABHEHUIO C IPYTUMU
STHUYECKUMMU TpynmaMu [9]. 3a6oseBacMOCTh ITOBBIIIICHA
cpenu adpoamepukaHckux xeHMH (0,01 Ha 1000 B rom)
10 CPAaBHEHUIO C EBPOTICOUTHBIMU KEHIIMHAMU U MYXKUU -
Hamu (0,007—0,009 na 1000 B ron) [10].

B asmarckux momyssiusx yaile perucTpupyeTcsl Mu-
aCTEeHMS C paHHMM HavyajoM, KOTOpasi TIPEUMYIIIECTBEHHO
nposiBisiercs riaa3Hoi gopmoii [11]. KOBeHwibHAs U oco-
O0eHHO MH(bAHTUIbHAS [J1a3Hasl MUacTeHus (1e0I0T B BO3-
pacte 0—4 net) [12] Takke 6osiee pacIIpoCTpaHEHBI Cpeau
a3uaTcKoro HacejeHus, gocturas 30% o0iiero yucia mna-
ueHToB [11]. JlaHHas anuaeMuoaoruieckasi 0COOEHHOCTD
accouumponana ¢ auteasimMu HLA-Bw46 u DR9 [11], nipu
9TOoM Jiuiib y 50% MaLreHTOB C IOBEHUILHOM MUACTEHUEN
B a3MaTCKUX TOIMYJSLUSIX BBISIBISIOTCS aHTUTENA K alle-
TIJIXOJMHOBBIM perernrropaM [13].

CoracHoO SIMOHCKOMY 3IHIEMUOJIOTMYECKOMY HCCTIe-
noBanuio [12], 80,6% nmereii B rpynime ¢ MHGaHTUIbHBIM
HayvajioM 3a00JIeBaHUS MEIH TJa3HYI0 (OopMy, TOrIa Kak
B EBporne n CeBepHoli AMepuKe 3TOT MoKa3aTeab COCTaB-
nset b 14—30% [3]. AHaJoru4HO BBICOKAsi 4acToTa
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IOBEHWJIBHOUM TIJ1a3HOM MMACTEHUM 3aperucTpupoOBaHa
B SIMOHCKOI mornyasuuu [12].

lOseHunvbHas muacmeHus epasuc

IOBeHMIbHASE MUACTEHUSI TPABUC COCTABJISIET, 10 pas-
JUYHBIM OolleHKaM, oT 10% mo 25% Bcex cirygaeB 3a00J1eBa-
HUS B €BPONEUCKOMN U CEBEPOAMEPUKAHCKOM MOIYJISLIMSIX
[14, 15]. Kak ormeuatoT C. Barraud u coaBT. B uccieqoBa-
HUM GpaHIy3CKOI KOTOPTHI, BKIIIOUABIICH 79 meamaTpu-
YeCKUX IMallMeHTOB, 3a00JieBaHue Y IeTeid yalle Ae0ITH-
PYET C TJIa3HbIX CUMIITOMOB (62% ciiy4aeB), OMHAKO PUCK
TeHepaan3allii OCTaéTCS 3HAUYMTEIBHBIM: TIEPEXONI B Te-
HepaJM30BaHHYIO (GopMy HabOmonanca y 47% nauneHToB
C U3HaYaJbHO I1a3Hoil popmoii MuacteHuu [14]. Mexay-
HapoIHOE KOTOpPTHOE MccienoBaHue S. Ramdas 1 coaBr.
MPEIOCTABUIIO TOMOJTHUTEIbHBIE CBEICHUST 00 SIUAEMUO-
JIOTUU TSDKENBIX U pedpakTepHbIX (OPM IOBEHUIbHON
MHWACTCHUU, TPeOYIOIIMX Ha3HAYCHUS OMOJIOTHMIECKOM
teparnuu [16].

MmmyHonaToreHes n ceponornyeckne

nogTunbl

AChR-no3umusHaa muacmeHus

AHTHTENIa K aleTHWIXOJWHOBBIM pelernTopam
(acetylcholine receptor antibodies, AChR) otHocsTCs
K moakiaccam uMMyHornaooyiauHoB (Ig) G1 u G3, gB-
JISIOIIUXCS Hamboyiee MOIIHBIMU aKTMBAaTOPAMM CHCTE-
MBI KoMmruiemMeHTa [2, 17]. TlaToreHeTnyeckoe AeiiCTBUE
peanusyeTcsl MOCpeACcTBOM TpEX MexaHu3MoB [2, 18].
[lepBEIif ¥ BeoymMii — aKTUBAILIMSA KJIACCHMIECKOTO ITy-
TH KOMILIeMeHTa ¢ (h)OpMUpPOBAaHMEM MeMOpaHOaTaKylo-
mero komiuiekca (C5b-9), yto npuBoauT K HoKaabHOMY
JIN3UCY TIOCTCHHATITUYECKON MeMOpaHbI, pa3pylIcHUIO
MMOCTCUHAINITUYECKUX CKJIAJOK M YMEHBIIEHUIO KOJIMYe-
cTBa (DYHKIIMOHAJIBHBIX peuentopoB [19]. Bropoilt Mexa-
HU3M — aHTUTCHHAs MOMYIISIIINS: TIePEKPECTHOE CBSI3HI-
BaHNE PELIETITOPOB AHTUTEIAMU BBI3BIBAET X YCKOPEHHYIO
MHTEpHAIU3aLMIO U erpagauuio. Tpetuit — npsmag 6J10-
Kaja CBSI3BIBAaHMSI allcTUJIXOJIMHA C PEIIETITOPOM.

Tumyc urpaet kioueByio posb B matoreHe3e AChR-
muacteHuu [2]. Y 80% mnauueHTOB ¢ paHHUM AeOIOTOM
BBISIBIISICTCS (DOJITUKYJISIpHAS] TUTICPIUIAZHST C SKTOITNYC-
CKMMM TepMUHATUBHBIMU LieHTpamu [1, 2, 20], KoTopble
comepxatr B-kieTku, moaBepramouecs: aHTUIeH-yIpaB-
JIIEMOU KJIOHAJIbHOW 3KCMAHCUU, COMAaTUYECKOW TUIIEp-
MyTallMU U ceJleKuu [21], 4To mpuBoauT K (popMUpoBa-
HUIO UMMYHOJIOTMYECKON HUIIM 17151 AU DepeHIMpPOBKU
ayTOPEaKTUBHBIX B-KIIETOK M MPOAYKIINUA ayTOAHTUTEI.
[MpuMeyaTeTbHO, YTO KOJMYECTBO TePMUHATUBHBIX IICHT-
POB (TO €CThb CTeTNEHb BbIPAXKEHHOCTU TUMUYECKOI TUIIep-
TUTa3UM) KOPPEIUPYET C TUTPAMU ayTOAHTUTENI U CHUKA-
eTCs y TIAIIMEHTOB C MUAaCTeHUEeH Ha (poHEe Teparuu TJIo-
KOKOpTHUKOuaamMu [22].

[IpyHUINTIHATBLHO BaXXHO, YTO 3HAYUTEIbHAST JacCTh
aHTU-AChR aHTHTEeNn TIpomyuMpyeTcs MOJTOXUBYIITUMU
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MJ1a3MaTUYECKUMU KJIETKAMU, JIOKAJIM30BAHHBIMU B KOCT-
HOM MO3re M He aKkcrpeccupyomumu CD20 [2, 17, 23].
DTU KIETKU CITIOCOOHBI COXPAHSITHCSI MECSIIIBI Y TOMIBI, TIOM -
JIEPKUBAsT TTPOAYKIIMIO aHTUTENT HE3aBUCUMO OT HATUYMS
B-knetok-npenamectBeHHUKOB [23]. JlaHHOE 00CTOSITEb-
CTBO OOBSICHSIET BapuaOe bHbBIN M HEPETKO OTCPOUYSHHBIN
TOJIOKUTENbHBIM OTBET HA TEParnuio PUTYKCUMAOOM TMpu
AChR-1103UTUBHOI MUACTEHUHN.

Tutp antTu-AChR aHTHUTENT MOXET KOppeaupoBaTh
C aKTUBHOCTBIO 3200JIeBaHUsI B TMHAMUKE Y KOHKPETHOTO
MalUEeHTa, OJHAKO HE CIYXUT HANEXHBIM MPEIUKTOPOM
TSIKECTU TIPU CPABHEHUU Pa3HbIX OOJBHBIX [24, 25]. DTO
HECOOTBETCTBUE OOBSICHSIETCSI TEM, UTO aHTUTEJIA HATIPAB-
JIEHBI TIPOTUB Pa3IMYHbIX ATIUTOIOB pelienTopa, 00JagaoT
pa3Ho (DYyHKIIMOHATBHOU aKTUBHOCTBIO (OJIOKUPYIOLIEH,
MOIYIUPYIOIIEH, KOMIUIEMEHT-aKTUBUPYIOIIEIi), a TaKKe
WHIUBUIYATbHBIMU PA3IAYUSIMU B KOMIIEHCATOPHBIX BO3-
MOXHOCTSIX OpraHu3Ma.

MuSK-no3umugHas muacmeHus

MplneuyHo-crnenuduieckass TUpO3MHKUHA3a (muscle-
specific tyrosine kinase, MuSK) — TpaHcMeMOpaHHBII
peLernTop, Urpaloluii KI4YeBylo pojib B (GopMmupoBa-
HuU U nognepxanuun kinacrtepudaunu AChR Ha moctcu-
HanTUYeCKOi MeMOpaHe MOCPEACTBOM B3aMMOJEUCTBUS
¢ arpuH-LRP4 (peuentop-cBsI3aHHbII TUMONPOTEUHOBBI
6e10K 4) CUTHAJIbHBIM IyTEM [2, 26, 27].

KnnHuko-uMmmyHonornueckue ocodbeHHoct MuSK-
MUACTEHUHU TO3BOJISIIOT paccMaTpuBaTh €€ KaK OTIeJb-
HYIO HO30JIOTMUYECKYIO equHuIy [26, 27, 28]. XapakTtep-
HbI ITpeobiagaHue 0yab0apHO CUMITOMATUKM C BbIpa-
>KeHHBIMU Oucdarveit u nusapTpueit, c1adbocTh JULEBO
MYCKYJaTyphl, 0oJiee YacTble MUACTCHHYCCKNE KPU3HI
[2, 28]. M.K. Hehir u coaBT. B MyJbTULIEHTPOBOM MC-
cJIeI0BaHUH MTOKa3aiu, 4yTo nanueHTsl ¢ MuSK-muacre-
HUEH 4Yallle MCITBITHIBAIOT 3aTPYAHCHUS TIPU XCBaHUM,
IJIOTAHWU U PEYH, YTO CYIIIECTBEHHO BIIMSIET Ha KA4eCTBO
KU3HU [26].

[TaToreHeTMUCCKME MEXaHM3MBI JaHHON (DOPMBI 3a-
OosieBaHMST MPUHUMTIMAIBHO oTanvyaoTess or AChR-nox-
tuna [2, 26, 29]. Aututena k MuSK npeumyliecTBeHHO
oTHocsTcd K moakiaccy 1gG4, KoTopelil He crnocobeH
CBSI3bIBATh KOMIUIEMEHT M HE yJacCTBYeT B aHTUTEIO3aBH-
CUMOI KJIETOYHOU LMTOTOKCUYHOCTU [19, 28]. Peanuza-
ST TTaTOTeHHOTO 3 ¢eKTa MPOUCXOIUT ITyTEM TIPSIMOTO
HapyueHust B3anmopaeiictus mexay MuSK 1 LRP4, uto
HapywaeT kiactepusanuio AChR 6e3 ki1accuyeckux Boc-
MAJINTEJIbHBIX U3MeHeHul [2, 19, 28].

KiroueBoe TeparneBTuIecKoe 3HAUCHUE UMEET TO, YTO
natoreHHble IgG4-aHTUTeNa MPOAYLUUPYIOTCS TMPEeUuMy-
IIEeCTBEHHO KOPOTKOXMWBYIIUMHU ILTa3MOOJIacTaMM, He-
nocpeacTBeHHo auddepeHupyommmMucs n3 CD20-mo-
3UTUBHBIX B-Kitetok [2, 26, 28—31]. DauMuHALINAS 3TOrO
ITyJIa KJIETOK-TIPEAIIEeCTBCHHUKOB TIPUBOINT K OBICTPOMY
HUCTOIICHUIO TIOIMYJISIIMU aHTUTEIOTPOIYIIMPYIOIINX KIIe-
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TOK ¥ CHUDKCHUIO TUTPA aHTUTET, YTO OOBSICHSIET BBICOKYIO
3 deKTUBHOCTL pUTyKcrMaba npu MuSK-muacteHuu.

IMennatpuueckue ciydyan MuSK-muacteHun BCTpe-
YaloTcsl PEIKO, HO TMPEACTaBISIIOT OCOOBbIA WHTEpec.
K.L. Skjei u coaBT. onucanu cepuio AeTeil ¢ XxapaKTep-
HBIMU OCOOEHHOCTSIMU: TMpeobianaHue OyJIbdapHOU
CUMIITOMATHKH, CJIa00OCTh JIUIICBOM MYCKYJIATyphl, PE3U-
CTeHTHOCTb K cTaHaapTHoil Tepanuu [32]. T. Ben Younes
W COAaBT. TPENCTAaBUIN 0030p JUTEPATYPHI IO TIeIUATPU-
yeckoit MuSK-muactenun [33]. OtneabHbie HAOTIOAEHUS
YCIIELTHOTO MPUMEHEHUST pPUTYKCHMMaba onucaHbl TpyIina-
mu R. Govindarajan [34], S. Weger [35], J. Santarosa [36],
M. Rouhi [37].

CepoHeeamugHas MuacmeHus u pedkue noomunel

Y 5-10% nauueHTOB He yma€Tcsl BbISIBUTb aHTH-
AChR u antu-MuSK aHTuTeNna ctaHgapTHBIMU MeTOla-
MU [2, 18]. ¥V oTAenbHBIX MAMEHTOB OOHAPYXKUBAKOTCS
antutena Kk LRP4, arpuHy, TUTMHY uian pruaHOIMHOBO-
My peuentopy [2, 3]. HacTb cepoHeraTUBHBIX ClydyaeB
obycnoBieHa Hu3zkoadduHHbiMU aHTU-AChR aHTHTE-
JIaMH, BBISIBISIEMBIMU TOJBKO KJICTOYHBIMU METOIAMM
(cell-based assay) [2, 18].

OrnmcaHbl peaKue CIydan JBOWHON CEepOITO3UTUBHO-
ctu 1o aHTU-AChR 1 antu-MuSK. X. Ge u coaBT. nipea-
CTaBWJIM CJIy4ail OBEHUJIbHOW MUACTEHUM C TBOMHON MO-
3UTUBHOCTBIO, OOCYINB TMaTHOCTUUCCKUE 1 TeparieBTIIC-
cKue CIIoXKHOCTH [38].

Tepanesmuyeckoe 3Ha4yeHue ceposio2uyeckol

Knaccugukayuu

CrpaTtudukanys Mo TUIYy aHTUTeN o0si3aTesibHa ISt
BBIOOpA Tepanny BBUAY Pa3IMYHBIX MUIICHE WHHOBA-
LIMOHHBIX MpenapaToB [2, 39]. CucremaTuueckuii 0630p
R. Iorio u coaBT. omHUM U3 MEPBBIX MPEAOCTABUI TaHHbIE
o nuddepeHumrpoBaHHON 3(DGHEKTUBHOCTA PUTYKCUMaba
MpY pa3IM4YHbIX TToaTUnax MuacreHnu [18]. Kokpanosc-
kuit 0630p K.C. Dodd u coaBT. 0000111 JOKA3aTebCTBA
U3 paHIOMU3UPOBAHHBIX UccieqoBanuii [40]. MetaaHnanms
C. Zhao u coaBT. TIOATBEPANII 3TU 3aKOHOMepHOCTH [39].

Putykcuma6: mexaHu3sm geicTBuA

1 060CcHOBaHVe NPMMEeHEeHNA

Oapmakosioauyeckaa xapakmepucmuka

PutykcuMadb — XUMepHOEe MOHOKJIOHAJTBHOE aHTH-
TeJI0 MbIIM/JeoBeka kiacca IgG1l, HampaBieHHOE TIPO-
TUB MoBepxHOCcTHOTo aHTureHa CD20 [23, 41, 42]. CD20
3KcIIpeccupyeTcst B-muMdonmTaMy Ha cTagusIX OT TIpe-
B-num@ounToB no 3penbix B-KieTok, HO OTCYTCTBYeT Ha
TUIa3MaTUYECKMX KJIeTKaX M CTBOJIOBBIX KJeTKaX-Tpemd-
1ecTBeHHUKax [23].

Casa3piBaHue purykcumada ¢ CD20 nmpuBoauT K 3711~
MUHalMK B-KJIeToK mocpeacTBOM HECKOJbKMX MEXaHW3-
MOB: KOMIUIEMEHT-3aBUCUMOM IIUTOTOKCUIHOCTH, aHTUTE-
JIO3aBUCUMOM KJIETOYHO-OIOCPEIOBAHHON IMTOTOKCUYHO-
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CTU M MHAYKIIMHY anonTo3a [23, 39, 41, 42]. IlepBoHavyaabsHO
pa3paboTaHHbI [Jisd JedyeHus1 B-kaeTouHbix JuMdom
mperapar ObUI OHOOpeH TIpM pPEeBMATOMIHOM apTPUTE
U CUCTEMHOI KpacHoii BomvaHke [41, 42]. TeopeTnyeckoe
000CHOBaHME IPUMEHEHUSI TIPU MMACTEHMM OCHOBBIBACT-
¢S Ha TIPEIITOJIOXKEHUHN, UYTO OCTIICIIAS B-KIIeTOK NCTOIINT
IyJ1 IPEeaIIeCTBEHHUKOB aHTUTEIONPOAYLIUPYIOIIMX 1J1a3-
MOLIMTOB ¥ CHU3MUT MPOAYKLIMIO ayroaHTuTten [2, 17, 29].
OmHO 13 MEePBBIX OMMCAHWI YCITEITHOTO IIPUMEHEHUS TIPU
pedpakTepHOil MUACTEHUMU B IeAMATPUM IIPEACTABICHO
M.E. Wylam u coaBt. B 2003 roay [43]. N. Tzaribachev
W COAaBT. ONHUCAIN CEPUI0 MEINATPUUECKHUX CIydaeB TIPU
Pa3IMYHBIX ayTOMMMYHHBIX 3a00J1eBaHusX [44].

Omeem Ha sieyeHue Npu pasaudHebix NOOMUNAx

OrpaHnyeHUEM IOIX0MAa SIBJISIETCS TO, UTO MOJITOXM-
ByIlIME IJIa3MaTUYECKUE KJIETKU, HE IKCIIpeccupylolme
CD20, ocTatoTcsl MHTAaKTHBIMM M CITOCOOHBI MPOA0IXKATh
MPOAYKIINIO aHTUTE Mecstamu v rogamu [17, 30, 31, 45],
YTO OOBSICHSIET OTCPOUYEHHBIN OTBET U pa3inuus B 3hdek-
TUBHOCTH MEXKIY TTOITUTIAMH.

ITpu MuSK-muactenun smumuHanusgs CD20+ kie-
TOK MCTONIAET My KOPOTKOXUBYIIUX IJ1a3MOOJIaCTOB —
OCHOBHBIX TIPOAYIIEHTOB TaToreHHbIx 1gG4 [26, 29, 30,
31, 45]. J. Diaz-Manera u coaBT. MpOAEMOHCTPUPOBa-
JIM BbIpakeHHOE CHUXeHue TUuTpa aHtTu-MuSK aHTuTen,
KOppeJUpoBaBlliee ¢ KIMHUYECKUM yiydylieHuem [29].
CucrtemMaTU4ecKMii 0030p TOKasaj, 4YTO MallMeHTHI
¢ MuSK-muacreHuelt oTBevyaroT Ha Je4yeHUE PUTYKCHU-
MaObOM BBIpAaXXCHHBIM CHUKCHUEM THTpa aHTHUTCI YXKe
yepe3 3 mecsuna [46].

IIpu AChR-muacreHuu 3HayuTedbHasl NOJS aHTU-
TeJI TIPOAYLIUPYETCS TOJNTOXUBYIINMU TIA3MaTHICCKIMU
KJIeTKaMU, TT03ToMy o01mmii ypoBeHb IgG ocTtaércs 1mo-
crosiHHbIM TTocsie CD20-pgemneuuu [2, 8]. OgHako uccie-
noaHne RINOMAX nokasajno, 4To paHHee MPUMEHEHUE
puUTyKcUMaba py HeJaBHei reHepanu3aunm 3(p@PeKTUBHO
BEPOSITHO IMOTOMY, YTO Ha paHHUX CTaIMsIX BKJIA IJa3M0-
6y1actoB 6osiee 3HaUUM [2, 4].

Ponb B-knemok namamu u 6uomapkepsi omeema

HUccnenmosanue C. Ruetsch-Chelli 1 coaBT., mocss-
meéHHoe poau B-kjieTok maMmsiTU B IIPOTHO3MPOBAHUU
pPELIMAMBOB MPU MUACTECHUU, JEUEHHON PUTYKCUMaOOM,
JETaTbHO OXapaKTepU30BaJi0 KMHETUKY Pa3INYHBIX CyO-
ronysinuii B-KJIeToK u X CBSI3b ¢ KIMHUYECKUMHM HC-
xonamu [17]. ABTOpbI NPOAEMOHCTPUPOBAIM, YTO MOHM-
topuHr B-wierok mamsatu (CD19+CD27+) moxet ciy-
KUTh MPEIUKTOPOM pelIMAnBa 3a00IeBaHuUs IOCe Kypca
pUTyKCUMaba: BOCCTaHOBJAEHUE Nonysiiuu B-kietok na-
MSTH TIPEIIIeCTBOBAIO KIIMHUIYECKOMY YXYIIICHUIO.

Kinunauueckuii ucxon Tepanuu puTykKCcMmMaboOM 3aBU-
CUT OT TOTro, Kakue B-KJIeTKM BoccTaHaBIMBAIOTCS OBICT-
pee. Y MallMEHTOB C XOPOIIMM KJIMHWUYECKUM OTBETOM
OBICTpee BOCCTAHABIMBAIOTCSI 3aIIMTHBIC PETYISITOPHBIC
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B10-xeTku (momaBisiiolIie ayTOMMMYHHOE BOCTIAJICHHE),
TOrJa Kak y maluydeHTOB 0e3 OTBETa Ha TepaIiuio peromyisi-
1S 3TUX KJIETOK TPOUCXOAUT C 3aaepXKKOii [47].

HormomHUTeIbHBIE HJaHHBIE O MOTCHIIMAJIBbHBIX OMO-
MapkKepax OTBeTa Ha Tepamulio MpenocTaB/seT UcciaenoBa-
Hue H. Zhong u coaBT., B KOTOPOM JUWHAMUKa 3K30CO-
ManbHOro miR-150-5p koppenupoBana ¢ B-kieTouHbIMU
U3MEHEHUSIMU U KIMHUYECKUM OTBETOM Ha HU3KYIO 103y
purykcumaoa [48].

PanpomMmunsunpoBaHHble KINHN4Yeckne

nccnenqoBaHnA y B3podbixX

WccnedosaHue RINOMAX

RINOMAX (Rituximab in New-Onset Generalized
Myasthenia Gravis) — mnepBoe 3aBEpLIEHHOE NBOWHOE
cJIeTIoe TUIalle00KOHTPOIMPYEeMOEe PaHIOMU3UPOBAHHOE
kauHuyeckoe ucciaegosanue (PKHM), nmpoamemoHcTpupo-
BaBIIIee CTATUCTUIECCKHN 3HAYNMOE TIPECUMYIIECTBO PUTYK-
cumaba [4]. UccnemoBanue nipoBeneHo B Ll Beunu (7 LeH-
TpoB) u onyonaukoBaHo B JAMA Neurology B 2022 roay.
KomroueBoit 0cCOOCHHOCTRIO AM3aiiHa UCCIICIOBAHMS SIBIISLII-
cs1 OKyC Ha paHHUX CTaaUsIX TeHepaIn30BaHHOI MHUACTe-
HUU: K YYACTUIO TOIMYCKAIUCh UCKITIOUUTENbHO MallMeHThI
C MPOAOJKUTEILHOCTBIO TeHEPAIM30BaHHBIX CUMIITOMOB
He Ooisiee 12 mecsaneB [4]. B ocHOBY Takoro moaxoma Jie-
IJla TUIoTe3a O TOM, YTO CBOEBPEMEHHOE BO3MEICTBUE Ha
B-xierouHOE 3B€HO MMMYHHUTETA CIIOCOOHO IPEIOTBpAa-
TUTh 3aKpeIUIeHNe ayTOMMMYHHBIX MEXaHMU3MOB U 00ecC-
MevyuTh 0oJiee OaaronpusITHBINA MPOTHO3 3a00eBaHus [2].

B wmccrmemoBaHme BKITIOYATHW B3POCIBIX IAIIMCHTOB
(18 meT m crapiie) ¢ reHepaJIM30BaHHOW MMAaCTEHUEH
knaccoB II—IV mo MGFA u olieHKO# MO 1IKane TsKe-
CTU KJIMHWYECKUX MposiBieHnil muacteHuu (Quantitative
Myasthenia Gravis, QMG) >6 6amioB. CepojiornyecKuit
npoduib YYaCTHUKOB XapaKTEepHU30BaJCs BBICOKON yac-
TOTOI BBISIBJICHUSI aHTUTE K AllETHIXOJMHOBEIM pelieTl-
TOpaM: CEPONO3UTUBHBIMU OKaszanch 92% maineHToB
B rpymnne putrykcumada u 100% B rpymnme miamebo [4].
[TpuMeuyaTeIbHO, YTO aBTOPHI M30paidl MUHUMATUCTHAY-
HBIII PeXUM TO3MPOBAHUsI, OrPAaHUYMUBIINCH OMHOKpPAT-
HbIM BBeaeHueMm 500 mr mpemnapata. ITpoTokon wuccie-
MOBAaHUS TaKXKe IpeIycMaTpUBajl CTaHIAPTU3NPOBAHHYIO
CXeMy MPUMEHEHUs TPEIHU30JI0HA U YETKUE KPUTCPUH
nepexoja K Tak Ha3blBa€MOI Tepamuu criaceHust (rescue-
Tepanun), BKIIOYAIOMIEH METOIBI SKCTPaKOPIIOPATbHOM
TeMOKOPPEKIINH, BBEACHNE BHYTPUBEHHOIO UMMYHOTJIO-
Oy/JIMHA U TYyJIbC-TEPAIUIO ITIOKOKOPTUKOUIAMMU.

[NepBruHas KOHeUHass TOYKA — ITOCTIDKCHHE MM-
HUMaJIBHBIX MposiBIeHNI (minimal manifestation status,
MMS) k 16-i1 Henene (QMG <4, npenHu3oiioH <10 mMr/cyr,
0e3 rescue-Tepanuu) — AOCTUrHYTa y 71% B rpyiine pu-
TykcuMaba u 29% B rpymie miate6o (p=0,007) [4].

Cpeny KIMHUYECKHM 3HAYMMbIX BTOPUYHBIX pe3yJIbTa-
TOB CJIEAYET OTMETUTH CYIIICCTBEHHOE CHIDKEHUE MOTpeO-
HOCTH B rescue-Teparuu Iocjie 8-l Hemeau MpUuMeHEeHUS
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putykcumaba: 1/25 (4%) npotus 8/22 (36%) [4]. T'ociu-
TaJu3aluil o MOBOJY MUACTEHUHU B IPyTIIe pUTyKCMMaba
He ObLIO, TOrAa KakK B TpyIne Iianedo oTMedeHo 3 ciy-
yasi, BKJIIOYAsi MMACTeHUYECKUI KpU3, MOTpeOOBaBIIMIA
MPOBEIEHUST UCKYCCTBEHHON BEHTWISILIMU JIETKUX.

BMmecTte ¢ TeM MHTepIIpeTamnus pe3yIbTaTOB UCCIIEIO0-
BaHust RINOMAX tpebyeT onpeneié HHOM OCTOPOKHOCTH.
IIpu aHanu3e JaHHBIX MALIMEHTOB, 3aBEPLIMBIINX UCCIIE-
JIOBAHME COTJIACHO TPOTOKOIy (per-protocol), nmHaMuka
nokaszateneit o mkajge QMG u 1Kane OLEeHKU TSKEeCTU
CUMNTOMOB Y aKTUBHOCTU MAallMEHTOB C MMAaCTeHHUEN
TpaBUC, a TaKXe BIWUSHUS 3a00JIeBaHUSI Ha TTOBCEIHEB-
Hyto xku3Hb (Myasthenia Gravis Activities of Daily Living,
MG-ADL) He mponeMOHCTpUpoOBaia CTAaTUCTUYECKU 3HA-
YAMBIX MEXTPYNMNOBBIX paznuuuil [4]. OgHako MpU HC-
MOJIb30BAHUM METOMIa «IIPUCBOCHUSI HAMXYILIETO paHra»
(worst-rank imputation), y4MTBHIBAIOIIEr0 Ha3HaYeHUE
rescue-Tepany KakK HeOJATOMPUSATHBIA MCXOM, pa3JIMIms
CTAaHOBWJINCH CTATUCTUIECKU 3HAYMMBIMU B TIOJIb3Y PUTYK-
cumaba [4]. ITogoOHas 3aBUCUMOCTb Pe3y/IbTaTOB OT BbI-
OpaHHOTO CTAaTUCTUYECKOTO TIOIXO/a HATJSIHO JIEMOH-
CTPUPYET METOAOJOTMUECKHE TPYIHOCTH OLICHKU 2 deK-
TUBHOCTU Tepanuu Mpu 3a00JeBaHUU C BOJHOOOPa3HBIM
TEYEHUEM U BapruabeTbHOCTBIO JIeUeOHBIX CTpaTeruii [4].

IMpoduns Oe30macHOCTH Tepanuu PUTYKCUMaOOM
COOTBETCTBOBaJ OXHIaeMOMY: 00Iasi yacToTa HexeJsa-
TEJIBHBIX SIBJICHUI ObLIa COTTOCTaBMMa MEXKIY TPYITIIaMu,
cepbE3HBIC HEXeNaTeAbHbIC SBICHUS 3aperucTpUpoO-
BaHbI y 6/25 (24%) mauueHTOB B IpyIllle pUTYKCUMaba
ny4/22 (18,18%) B rpynme miane6o [4]. Oco6oro BHU-
MaHUsI 3aCIYKUBaeT PEerucTpalus OTHOIro (haTaJIbHOTO
KapAauaabHOTO COOBITHS B IPyMIle pUTYKCMMaba U OMHOTO
TSIKEOTO KapAUaIbHOTO COOBITUS B TpyIINe Iiaeoo [4].
XOoTsI MPUYMHHO-CJEACTBEHHASI CBSI3b C MCCIIEIYEeMBIM
npernapaToM He ObLla JoKa3aHa, aBTOPbI CIIPaBeIIUBO
aKIeHTUPYIOT BHUMaHNE Ha HEOOXOAWMOCTH TIIATEIIhb-
HOI OIICHKU CEePIeYHO-COCYIMCTOTO PUCKa, OCOOCHHO
y MOXWJIBIX MallMeHTOB [4].

WccnedosaHue BeatMG

BeatM @G, nposeaéHHoe B cet NeuroNEXT (CILIA)
u onyonukoBaHHoe B Neurology B 2022 rofy, mpencTaBiisi-
et coboit PKU ¢a3swr II ¢ ocobbIM 1r3aitHOM, U3BECTHBIM
Kak «au3aitH 6ecrnepcriektuBHocTU» (futility design) [8].
JlaHHBIA METOMOJIOTUICCKUN TTOAXOMN IPEAIIojaraeT Impo-
BEPKY TMIIOTE3bI O TOM, YTO M3y4aeMOE€ BMEIIATeIILCTBO
o0y1anaeT MTOCTaTOYHBIM IMOTEHUHaIOM 3GhGheKTUBHOCTU
IIJIST 00OCHOBAaHUS TIPOBEACHUS 00JIee KPYITHOTO MCCIEIO-
BaHus (a3sswr I11.

[Monynsiiust aHHOTO KCClleI0BAHMS TPUHITUITUATIBHO
ommyasiack OoT Koroptel RINOMAX: kputepuu BKItOYE-
HUs TpeaycMaTpuBaiv Bo3pacT ot 21 mo 90 mer, Hamm-
yne AChR-no3utuBHOI reHepaain3oBaHHOW MMACTEHUU
¥ TEKYIIUA TIpUEM MIPEeTHN30JI0Ha B 103¢ > 15 mr/cyT [8].
Takum o6Gpasom, ucciaegoBanue BeatMG, B oTimune
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ot RINOMAX, 0b1710 c(pOKycMpOBaHO Ha MallMeHTaXx, yxKe
MOJTYYaoIIKUX NIIOKOKOPTUKOUTHYIO TEpanuio U HyXIato-
IUXCS B CTepouacOeperaloneM areHTe.

Pexxum nos3upoBaHus puTyKcuMabda COOTBETCTBOBA
KJIaCCUYECKOM «IMM(MOMHOI» cXeMe (PeXMM TO3UPOBAHUS
puTykcuMmaba, U3HayajabHO pa3pabOTaHHBIA U O0f0OpeH-
Hb1ii 119 Tepanuu CD20-mo3UTUBHBIX HEXOMXKKUHCKUX
JuMbOM, BIIOCIENCTBUU 3KCTPAINOJIMPOBAHHBIN Ha psi
ayTOMMMYHHBIX 3a0osieBaHuUit): 375 Mr/M? MOBEPXHOCTH
TeJla eXXEeHeNeIbHO B TEUSHHUE YEThIPEX MOCIeIOBATEIbHBIX
Helesb ¢ MOBTOPEHUEM MOJIHOTO LIMKJIa Ha 24—27-i He-
nene uccnenoBanus [8]. [lepBruuHas KoHeYHas TOYKa —
yCTelIHOe CHUXEeHUE TIPeTHU30JI0HA K 52-11 Hepene mpu
COXPaHEHUM KOHTPOJISI Hall 3a00JIeBaHNEM.

PesynbraThl ucciienoBaHusI He TTOATBEPAUIN OXHU-
JaeMOoro TMpeuMyliecTBa PUTYKCUMaba: TepBUYHOMN
KOHEYHOI TOYKU mAocTuriu 60% mnainueHTOB B rpyrre
aKTUBHOW Tepanuu u 56% — B rpymrme miaie6o [8].
IMockonbKy wucciienoBaHUe YAOBJIETBOPUIO 3apaHee
YCTAaHOBJIIEHHOMY KpPUTEpUIO OecnepcrneKTUBHOCTU
(futility), mpoBemeHMe MacIITAOHOTO TTOATBEPKIAIOIIECTO
WUCTIBITAHUSI C AaHAJIOTUYHBIM IU3aliHOM OBLIO MPU3HAHO
Hellesecoo0pa3HbIM [2, 8].

Bwmecrte ¢ Tem nHTEpripeTaysl oJTy4YeHHbBIX TaHHBIX TPe-
OyeT ocTopoxxHOCTH [2, 8]. HempensuaeHHO BbICOKasK 4acTO-
Ta OTBETa B IPYMIE TUIAle00 CYIECTBEHHO CHU3MIIA CTaTU-

CTUYECKYIO MOIITHOCTD MccaenoBaHusl. K momoaHUTeTbHBIM
OrPaHUYEHUSIM HMCCICIOBAHMS CJIEAYeT OTHECTH CpeaHe-
TSLKENTOE TeUeHMe 3a00JIeBaHNS Y YIACTHUKOB, a TAKKe OfI-
HOBpEMEHHOE ITpUMeHeHue npeaHu3onoHa (15—60 mr/cyr),
YTO MOIJIO MaCKMPOBaTh BO3MOXHBII JOTOJHUTEIbHBIN Te-
paneBThuecKuii 3¢ PeKT putykcumaoa [2].

HecmoTtps Ha moctmkeHue 3(GEKTUBHON ASTUICIIAN
B-k7neTok, cyllecTBeHHOW IWHAMMKU TUTpPa aHTUTEN
K alleTUJIXOJIMHOBBIM pELENTOpaM He Ha0II0IaIoch, 4TO
MOATBEPKAAET POJIb JOJITOXUBYLIMX IJIA3MATUYECKUX KJle-
TOK B naToreHese 3aboyieBaHus [2, 8]. AHaIU3 BTOPUYHBIX
KOHEUHBIX TOUEK ITPOIEMOHCTPHPOBAIT TCHICHIINIO K CHU-
JKEHUIO YaCTOThl 00OCTPEHU U YMEHbIIEHUIO HEOOXOIU -
MOCTHU B rescue-tepanuu Ha oHe MPpUMEHEHUS] PUTYKCU-
Maba, XOTSI HeAOCTaTOYHBI 00BEM BEIOOPKU OTPaHUYHABAIT
CTaTUCTUYECKYIO MOILIIHOCTh McCclieqoBaHus [8].

CpasHumesbHbIU AHAIU3 paHOOMU3UPOBAHHbIX

KUuHU4eckux ucciedosaHuti RINOMAX u BeatMG

Paznuuus B nu3zaiiHe, MOMYJSIUMSAX 1 KOHEYHBIX TOY-
kax ucciaegoaniit RINOMAX u BeatM G 3aTpynHSIIOT Ux
MpSIMOE CpaBHEHME, OTHAKO PETPOCIIEKTUBHBIN aHAIN3
naHHbIX BeatM G ¢ npumeHeHuem KputepreB RINOMAX
TIPOIECMOHCTPHUPOBAIT OOJIBIIIYIO COTIACOBAHHOCTD Pe3yiIhb-
TaTOB TIPU UCTIOJIB30BAHNM YHU(UIIMPOBAHHBIX ITOAXOI0OB
K oLleHKe (Tabj. 1).

Ta6nuya 1. XapakTtepuctuka KnoueBbiX paHAOMU3MPOBAHHbIX KNMHUNYECKUX NccnefoBaHunin pvrrchumaGa npn MMacTeHUn rpaBuUCy B3pocbixX

Table 1. Key Randomized Controlled Trials of Rituximab in Adult Myasthenia Gravis

BeatMG [8]

JIBoiiHOE ciernoe Iiane6oKoHTpoaupyemoe  JIBoiiHoe cienoe ruiaiie6okoHTpoaupyeMoe (futility)

L RINOMAX [4]
Parameter
Juzaitn
Design Double-blind, placebo-controlled
Crpana LIBeuws (7 eHTPOB)
Country Sweden (7 centers)

Yucno manueHToB
Number of patients

CepoJIoOrMYeCcKUil CTaTyc
Serological status

JmuTebHOCTh 32001 BaHUS
Disease duration

HcxonHast Tepanus
Background therapy

Pexum 103UpoBaHuUsT pUTYKCUMAaOa
Rituximab dosing regimen

[TepBuyHast KOHEYHAs TOYKA
Primary endpoint

Pesynbrar
Outcome

TToTpeOHOCTD B rescue-Tepanuu
Rescue therapy requirement

locnuranuzanmm mno TI0BOIY MUACTCHUM I'paBUC

MG-related hospitalizations

Brusinue Ha TUTp aHTHTET
Effect on antibody titers

42

47 (25 mpotus 22)

AChR+ (92—100%)
T'enepanuzanus <12 mec
Generalized disease <12 months

CrannapTHas + MpeIHU30JI0H
Standard therapy + prednisone

500 MT OTHOKPAaTHO
500 mg single dose

MuHUMAaTbHBIE TIPOSIBJIEHUS K 16-11 Hel.

Minimal Manifestation Status at week 16

71% nipotus 29% (p=0,007)
71% vs 29% (p=0,007)

4% nipotus 36%
4% vs 36%

0 mpotuB 3 (BKIOYas 1 Kpus)
0 vs 3 (including 1 crisis)

He ouenusanoco
Not assessed

Double-blind, placebo-controlled (futility design)
CIIA (cetb NeuroNEXT)
USA (NeuroNEXT network)

52 (26 npoTuB 26)

AChR+ (100%)
He orpaHunyeHna
Not restricted

[pennuzonon > 15 mr/cyTt
Prednisolone >15 mg/day

375 mr/M? X 4 Hen., mOBTOp Ha 24—27-11 Hex.
375 mg/m? weekly X 4 weeks, repeated at weeks 24—27

CHIDKeHUe MPEeTHNU30JI0HA K 52-if Hel.
Prednisolone reduction at week 52

60% mipotuB 56% (HEe3HAYNMO)
60% vs 56% (NS)

TeHmeHIIMs K CHUXKEHUIO
Trend toward reduction

He coob6iaercs
Not reported

Hesnaunmoe
No significant change
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KokpanoBckuii cucrematuyeckuii 063op K.C. Dodd
1 COaBT. MPEACTaB/sgeT HauboJjee aBTOPUTETHLIN CUHTE3
uMetommxcs nokasaresbcTB [40]. CoriacHo ero BbIBOIAM,
puTyKCcuMab, BEpOSITHO, MPEBOCXOAUT ILIalle00 B TOCTU-
XKeHuMn ctatryca MMS, XOTsd yBepeHHOCTb OrpaHUuYeHa
TEeTEPOTEHHOCTBIO MCCemoBaHUA. JloKa3aTeabcTBa 3(-
(eKTUBHOCTU pUTYKCHMaba B OTHOILIIEHUY cTepoucoepe-
JKeHUSI YKa3bIBalOT HA MUHUMaJIbHOE MPEUMYILIECTBO WU
ero orcyrcTBue. Hanbosee cormacoBaHHBIM Pe3yJIbTaTOM
SIBJISIETCS] CHIDKEHME PUCKA TSKEIBIX 000CTpeHU, TPeOy-
IOIIUX rescue-Tepanuu, 4YTo MOATBEPXKIAEeTCS JaHHBIMU
o6oux kpynHbix PKWM 1 nMmeeT cylecTBeHHOe KIMHUYEe-
ckoe 3HaueHue [40].

Ha6niogaTenbHble nccnegoBaHns

1 faHHble peasibHON NPaKTUKN

Memoodonoauyeckue ocobeHHocmu

3HauyuTeabHAs 4acTh NOKa3aTelbHOW 06a3bl a(pdek-
TUBHOCTM PUTYKCMMaba NMpW MUACTEHUU OCHOBaHA Ha
HaOJII0JaTEIbHbBIX NCCIEA0BAHUSIX: PETPOCTIEKTUBHBIX KO-
TOPTHBIX aHAJIM3aX, PETUCTPpaxX U cepusix ciydaes [18, 39].
K orpaHnmdeHunsiM OTHOCSTCS OTOOp MAIIMEHTOB (Ha3HAa-
yeHUe pUTyKcuMaba Ijisi HauboJjiee TSKENbIX WU ped-
PAKTEPHBIX CIy9acB), OTCYTCTBUE KOHTPOJIBHOI TPYIIIIHI,
BapuabeIbHOCTb COIYTCTBYIOIIECH Te€parnuu U KPUTEPUEB
oueHkud u ap. [18]. IlpeumyiecTBa BKIIOYAIOT OLEHKY
IOJTOCPOYHBIX MCXOIOB, M3yYeHUE PEAKUX ITOATHIIOB
U TIOATPYII, HEIOCTaTOYHO MnpeacTaBieHHbix B PKU.

SppekmusHocmob npu MuSK-muacmeHuu

ITpu MuSK-MuacteHun putyKcumad JeMOHCTPUPYET
HauOosiee BreyaTisonime pesyabratbl. J. Diaz-Manera
U COaBT. B KiItoueBoit pabore 2012 roga TOKyMEHTUPOBA-
JIN HE TOJBKO BBICOKYIO YACTOTY YJIYUIICHUS, HO U JUIH-
TeJbHOEe coxpaHeHue addekTa (ycToiluuBasi peMUCCUS
Goiree 5 JIeT mociie OMHOKPATHOTO Kypca 6e3 TTOBTOPHBIX
uHdy3mit) [29], yTo mpuHIUNUanbHO oTimyaeT MuSK-
MmuacteHuto ot AChR-nonruna.

M.K. Hehir u coaBT. B MyJbTULIEHTPOBOM MPOCTIEK-
TUBHOM HCCJIEJOBAHUU CO CJIETIOM OLIEHKOU HCXOIOB
MOATBEPAMIN BBICOKYIO YacTOTy (apMaKoJoruyeckoi
PEMMCCUM, CYIIECTBEHHO ITPEBHIIIAIONIYI0 UCTOPUICCKIIC
IMOKa3aTeJ M TPAAULMOHHBIX UMMYHOCYITPECCAHTOB [26].

ABCTpHUIicKOE O0O0IlIeHallMOHAJIbHOE HCCAeq0BaHue
R. Topakian 1 coaBT. mpenoCTaBUIIO JaHHBIE HA MOMYJs-
LIMOHHOM YPOBHE, ITOATBEPANB BHICOKYIO 3((HEeKTUBHOCTD
Kak rpu MuSK-, Tak 1 B HECKOJIbKO MEHbIIIeil CTeNeHU
npu AChR-muacrenun [49].

JarHeie npu AChR-no3umusHoU muacmeHuu

DddexktuBHOCTh puTyKcumada mnpu AChR-mo3u-
TUBHOM MMACTEHWM B HAOJIIONATENBHBIX MCCIEIOBAHUSX
XapakTepusyeTcsi 00Jbllell BApUaOeTbHOCTBIO 1O CpaBHE-
Huto ¢ MuSK-noaTunom, 4to coriacyercsl ¢ TeopeTuye-
CKUMU TIPEACTABJICHUSIMU O Pa3Iu4vIX B UMMYHOINATO-
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redese. MpaHily3ckoe MyJbTULIEHTPOBOE MCCIIEAOBAHUE
A. Dos Santos u coaBT. (ogHa M3 KPYMHEWIIUX Cepuii
B peaJlbHOU TIpaKTUKE) TTPOAEMOHCTPUPOBAJIO OJIarompu-
SITHBIE MCXOMBI Y 3HAYUTEIbHOM YaCTH MAllMeHTOB, BMECTE
C TeM 3apEeruCTPUPOBAH CIydyail TSKET0ro MHMEKIIMOHHO-
TO OCITOXKHEHMSI C JICTATBHBIM UCXOIOM, UTO ITOAUYEPKUBACT
HEOOXOIMMOCTh TIIATEIbHON OIIEHKM WHIWBUIYaIBHOTO
COOTHOLIEHUS MOJIb3bl U pUCKa [25].

Poccuiickuit OIBIT MpUMEHEHUSI PUTYKCMMaba TIpu
pedpakTepHOli MMACTEHUM TPENCTABIEH B TMPOCTEK-
tuBHOM ucciaegoBanuu H.U. IllepbakoBoii M coaBT.,
BKJIIOYMBILEM 16 MALMEHTOB C TSKEIBIM TEYEHUEM 3a-
ooneBanusa (kinaccel IVA—V mo MGFA), pe3ncTteHTHBIX
K CTaHAApPTHOM Teparnuu Ha MpoTseKeHuu 4—33 et (B cpea-
HeM 14,31+9.2 rona) [50]. Ceponornueckuit mpodusib Ko-
ropThl XapakTepusoBayicst npeodnaganuem AChR-mo3n-
TUBHBIX ciydaeB (93,75%). [lpuMeHsics «1uM@MOMHBI»
pexuM po3upoBaHus (375 Mr/M? eXeHeleIbHO B Teue-
Hue 4 Henenb). [1oM0XUTEIBHBINA OTBET 3aPeTUCTPUPOBAH
y BCEX MalMEeHTOB: MOJIHAas PEMUCCUSI C OTMEHOM 6a30BO
Teparnuu TOCTUTHYTa B 25% ciydaeB, MEIMKAMEHTO3HAasI
pemuccuss — B 56,25%, KIMHUYECKOE YJIydllleHUEe —
B 18,75% [50]. IIpumeuaTenbHo, uTo 75% MallEHTOB OT-
METWIH yiydllleHue yxe mocie 1—2-ii uHby3uu, a Mak-
cuManbHbIi 3 dexT Habmomancsa yepe3d 1—12 Mecsues
(B cpeaHem 4,1%2,0 Mec) mocie 3aBepliueHUs1 Kypca. Mu-
aCTeHWYECKUEe KPU3bI ITPEKPaTUINCh Y BeeX 13 manneHToB
C TIPEIUIECTBYIOIIMMY 3MTA30JaMHU IbIXaTeJIbHON HELOCTa-
TOYHOCTU. Teparus mo3BoJiua CyllleCTBEHHO CHU3UTD J10-
3bI [JIIOKOKOPTUKOUIOB (¢ 59,7£5,28 o 26,5£2.9 mr/cyr,
p <0,005) 1 OTMEHUTHh LIUKJIOCTIOPUH. Y NBYX MAIIMEHTOB
C TNepBOHAYaJIbHO TOCTUTHYTOU MOJHON peMuccuei oT-
MEUEHBI 000CTpeHuUs 4yepe3 9 u 24 mecsua, NoTpedOBaB-
1€ TIOBTOPHBIX KyPCOB PUTYKCHUMAa0a ¢ TOJOXKUTEIbHBIM
pe3yabratom [50].

N. Collongues 1 coaBT. OIHUMU U3 MEPBBIX CUCTEMA-
TUYECKU CpaBHUIN 3(PPEKTUBHOCTL MPU pedpaKkTepHOIi
U HepedpakTepHON MUACTEHUM, MOKa3aB BO3MOXHOCTb
MOJIOXUTEIBHOTO OTBETa B 00EUX MoArpymnmax [24].

Cucmemamuyeckue 0630pbi

Metaananu3s C. Zhao 1 coaBT., BKJIIOUMBIINI TaHHbIE
OIHOTPYIIIOBBIX UCCICAOBAHNI, TTOKA3aJl BBICOKYIO COBO-
KYITHYIO YaCTOTY MOJOXUTEIbHOIO OTBETa Ha TEPAIuIO PU-
TyKCUMaOoM Tipu pedpakTepHO MUACTEHUU, OCOOEHHO
MuSK-niogrurie [39]. bonee panHuii cucTeMaTUYeCKUI
00630p R. lorio 1 coaBT. 3a710K1JT OCHOBY [IJisl TOHUMaHUS
nuddepeHIIMpOBaHHOTO OTBETA Ha PUTYKCMMad B 3a-
BUCHMOCTH OT CEPOJIOTMYECKOTO CTaTyca M IMOTYCPKHYI
HEeoOXOIMMOCTbh MPOBEIECHUsI PAaHIOMU3UPOBAHHBIX HC-
CIIeAOBAaHUI IS TIOJIydeHUsI Oojiee HaIEXHBIX JoKa3a-
TenbCTB [18], 0OMHAKO OTCYTCTBME KOHTPOJBHBIX TPYIII
B aHAJIU3UPYEMBIX UCCIIEAOBAHUSIX CYIIIECTBEHHO OTPaHU-
YUBACT BO3MOKHOCTh BEIBOIOB 00 MCTUHHOM 3(h(heKTHUB-
HOCTHU pUTyKCcuUMaba.
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MpnmeHeHe B NnepgmnaTpuyeckon nonynaynm

OcobeHHOCMU 108eHUIbHOU MudcmeHuu

IOBeHMIbHAST MUACTEHMST TPaBUC XapaKTEepPU3YeTCs
pSAOM KIIMHUYECKUMX OCOOEHHOCTEeH: mpeobyiamaHueM
r1a3Horo nebooTa, 60Jiee BBICOKO YacTOTOW CIIOHTAHHBIX
peMuccHii TIpu TperryoepTaTHOM Hadayie, OJHAaKO U TI0-
TEHLIUAIBHO TSKENBIM pepakTEpHbIM TeYEHUEM T'eHepa-
JM30BaHHBIX dopMm [14, 15].

JnvrenpHas NIIOKOKOPTUKOUIHAS TEPANUs B MEPUOL
aKTUBHOTO POCTa COIpSiKEHa ¢ HETaTUBHBIM BIUSHHUEM
Ha KOCTHBII MeTabosu3M U (hU3NYECKOEe pa3BUTHUE, UTO
onpeaessieT 0co0yI0 aKTyaJlbHOCTb CTEPOUICOEperarImux
cTpaTeruii, BKJIOYasi MpUMEHEeHUEe OMOJIOTUYECKUX Mpe-
maparos [15, 16].

®paHyy3ckuti onelm

Hawnbomnee KpymHOe Ha CETONHSIIHUN JeHb CHCTE-
MaTHUYeCKOe MCCJENOBaHNE PUTYKCHMMa0da MPU IOBEHWIb-
HOIl MMacTeHMU rpaBuc nmpoBenaeHo A. Molimard ¢ coaBT.
ABTOpHI TIPOAHAIM3UPOBAIM WCXOObI TepaluM y HETCH
C TSKENOM unu pedpakTepHO MUACTEHUEH, MTOTyIaBIINX
JIeYeHHe B CIIeMaIN3MPOBAHHBIX LieHTpax ®panmum [15].
Y GONBIIMHCTBA MALIMEHTOB OTMEUAJOCh KIMHUYECKOE

VIy4IIeHNEe U CHIDKEHUE TTOTPEOHOCTH B UMMYHOCYIIPEC-
caHTtax [15]. TepaneBTUUYECKUI1 OTBET PEerucCTpUpoOBasCs
kak 1pu AChR-no3utuBHO#, Tak 1 MuSK-1no3utuBHOI
¢dopmax 3abo0seBaHUs, XOTSI OrpaHUYECHHBIN OOBEM BbI-
OOPKHU HE TO3BOJISUT IIPOBECTH KOPPEKTHOE MEXTPYTIIIOBOE
cpaBHeHue [15] (tad. 2).

Mex0yHapoOHoe KozopmHoe uccsiedosaHue

S. Ramdas u coaBT. 0ObeIUHUIN OIBIT MHOXECTBA
LIEHTPOB M CHCTEMaTHYECKUi 0030p mreparypnl [16].
Pesynbrathl noaTBepauan 3(pHeKTUBHOCTb MPUMEHEHUE
puTyKcuMaba Tpu TsKEoi/pedpakTepHO I0BEHWIBHOM
MHMACTeHUU TpaBUC. ABTOPHI aKIIEHTUPOBAJIN BHUMaHUE
Ha crielu@uueckux acrekrax 0e30MacHOCTM — Heo0Xo-
TUMOCTH MOHUTOPMHTa UMMYHOTJIOOYTMHOB (THITOraMMa-
I00YJMHEMUSI MOXKET MOoTpedoBaTh 3aMECTUTENILHON Te-
panuu) 1 6oJee YacThIX UH(MY3MOHHBIX PEaKLMsIX Y IeTei
(cM. Tab. 2).

OmoenbHeie Hab1I00eHUsA U cepuu cy4aes

M.E. Wylam u coaBt. B 2003 romy OfTHUMU U3 TTEPBBIX
omnucaly ycrelrHoe MpuMeHeHue aHTu-B-kineTouHoi te-
panuu pu pedpakTepHON IOBEHUIbHON MUACTEHUH Tpa-

Ta6nuya 2. KnioueBble NcCIef0BaHNA PUTYKCMMa6a Npu I0BEHWIbHO MUACTEHNN FPaBuC

Table 2. Key Studies of Rituximab in Juvenile Myasthenia Gravis

WccnenoBanue Jn3zaitn " Ceponorus PesynbraTer BesomnacHocTh
Study Design Serology Results Safety
PetpocniekTrBHOE ViydiieHue y GOJIbIINHCTBA;
Molimard, (®paHuus) 17 AChR+, CHIDKEHME J103bl INIIOKOKOPTUKOMAOB  MHDY3MOHHBIE peaKin
2022 [15] Retrospective MuSK+ Improvement in most patients; Infusion reactions
(France) corticosteroid reduction
N e S BQ)Q)eKTMBHocuTL npu pedpakTepHOI
Ramdas, Pasnas FOBEHWJIbHOM MUACTEHUU IPABUC T'unoramMmmario6yTMHeMust
2022 [16] KOTOPTHOC 22 Mixed Efficacy in refractory juvenile Hypogammaglobulinemia
International cohort . .
myasthenia gravis
Wylam, Crnyyvait | Het naHHBIX O De @yggéui}éize%}mn Xopoliiast mIepeHOCUMOCTh
2003 [43] Case report NR b pedpakTep ; Well tolerated
Improvement in refractory disease
Govindarajan, Crnyuait | MuSK+ CeNeKTUBHBIN OTBET Xoporiasi TepeHOCUMOCTh
2015 [34] Case report Selective response Well tolerated
Ycrex npu [UTMTeTbHON
Weger, Cryyvaii | MuSK -+ pedpakTepHO MUACTEHUHN IPABUC Xopotiast TepeHOCUMOCTh
2019 [35] Case report Successful in long-standing refractory Well tolerated
myasthenia gravis
Zingariello, Cepus aq)q)eKTHBHuO c1b TpebyeTrcss MOHUTOPUHT
. 3 AChR+ TOICP>KMBAIOILIEH Tepariu L. X
2020 [51] Case series ’ . Monitoring required
Maintenance therapy effective
Tong, PeTpOCHeKTUHBHoe Cepust Pasnas D bhEeKTUBHOCTD U 6€30MaCHOCTh Come o
2024 [52] (ismrers) Case series Mixed Efficacy and safet €O B3POCIIBIMH
Retrospective (China) y y Comparable to adults
Koul, OtBer TIPU CEPOHEraTHBHOI Xopoumast
Cnyuaun CepoHeraTiBHBIE FOBEHWJIbHOI MUACTEHUU IPABUC
2T 2L Case report e Seronegative Response in seronegative juvenile TIEPEHOCHMOCTD
[53, 54] p & P iegative J Well tolerated
myasthenia gravis
44 Review
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Buc [43]. C.D. Zingariello u coaBT. mpeacTaBUIN aHaIU3
MoAepKMBAIOIIEH Tepanuu, oOCyIuB ONTUMAbHBIN pe-
XKUM NoBTOpHBIX uHPY3uii [S1]. Y.N. Tong u coaBT. omy6-
JIMKOBAJIM KUTAUCKMM OIIBIT, COIVIACYIOLIMMICS C €BPO-
nefcKuMU JaHHbIMU [52].

Oco0bIit MHTEpeC TPEACTABIISIOT OTTMCAHUS TIPUMEHE -
HUus putykcrumaba mpyu MuSK-no3uTuBHO# 10BEHWILHOM
MMACTeHUU, KOTOpas BCTPEYaeTCsl 3HAYUTEJbHO Dexe,
YeM BO B3pOCJION TOIMJISAIINN, HO XapaKTepu3yeTcsT BbI-
paXXeHHON TsKecThlo TeueHus. KiimHuueckue HaOmrome-
Hug rpynn R. Govindarajan [34], S. Weger [35] u T. Ben
Younes [33], a Takke HegaBHee coobieHue J. Santarosa
n M. Cartwright [36] 1eMOHCTPUPYIOT BO3MOXHOCTD 0~
CTMKEHMS BBIPAXKEHHOTO 1 YCTOMUYMBOTO MOJIOXKUTETHLHOIO
KIIMHUYIECKOTO OTBETA IIPU TAHHOM CEPOJIOTMIECKOM ITOMI -
turie. R. Koul 1 coaBT. onucanu 3¢ heKTUBHOCTD NP Ce-
POHETraTMBHOM IOBEHWILHOW MUACTEeHUM rpaBuc [53, 54],
D. Gayathri u coaBt. npencraBuwiun ciydaii MuSK-mua-
creHum [55] (cm. Tabm. 2).

Pexxnmbl fo3mnpoBaHuA npenapara

OcHogHble cxeMbl

AHa/Iu3 HCCleNOBaHUI NeMOHCTPUPYET 3HAYUTEIb-
HYIO BapnabeTbHOCTh PEXKMMOB TO3MPOBAHUS TIpeIiapara,
YTO YACTUIHO OOBSICHSIET pacXokaeHUs B 3((HEKTUBHOCTH
[4, 8, 24, 25] (Taba. 3).

AnutenbHocTb 3dPeKTa n cTpaterun

noaaepuBaiouien Tepanum

ITpu MuSK-muacteHUM peMuccusi MOXKET coxpa-
HSTBCSI TOOaMHU 0e3 TOBTOPHBIX KYpPCOB JedeHHus [29].

Ta6nuya 3. PexxuMbl 4O3MPOBaHNA PUTYKCMMaba npy MnacTeHum rpaBuc

Table 3. Rituximab Dosing Regimens in Myasthenia Gravis

0630p

J. Diaz-Manera 1 coaBT. 3aJOKYMEHTUPOBAJIN CIy4Yau pe-
MMCCHUM Ha MPOTSKEHUU 0oJjiee S JIeT, YTO CBUACTEIbCTBY-
€T 0 BO3MOXHOCTH JUIMTEIIFBHOTO KOHTPOJISI 3a00JICBaHUSI.

I[Ipu AChR-mumacteHnu peumauBbl Tocie B-xie-
TOYHOU PENOMyJIsIlMUA HAOMI0AAI0TCs Yalle, MHOTUE Ta-
IIMEHTHl HYXKIAIOTCS B IMOBTOPHBIX Kypcax JedeHUs [2].
JmmtenbHOCTD 3hdeKTa MOKET ObITh OrpaHUUYeHa BCIIS -
CTBHUE BOCCTaHOBJIEHUS TyJja B-Kj1eToK, CUHTe3UPYIOIIMX
aHTuTena [2].

B coBpeMeHHOII KJIIMHUYECKOI MpaKTUKe MPUMEHSI-
I0TCSl ABE MPUHIMMNUAIBHO pa3iMyHbIe CTpaTeTUu IOA-
IepXUBalolleit Tepanmuu putykcuMaoboM. [lepBast mpen-
IojlaraeT MpoBeNeHNEe MTOBTOPHBIX KYpPCOB 4epe3 (PUKCH-
pOBaHHbIE BpEMEHHbIE MHTEPBaJIbL: MTOAOOHBIN MPOTOKOJI
HUCToJIb30BasICs B uccienoBanuu BeatMG, raoe peundy3us
ocyliecTBisaach Ha 24—27-i1 Henene [8].

Bropas crpaterust 6azupyeTcsi Ha UHIMBUIYaIU3UPO-
BaHHOM ITIOAXOIIE ¢ Ha3HaUYeHWEM pernH(pY3NH Ha OCHOBA-
HUM KJIMHUYECKUX U JIabopaTopHBIX KputepueB. O60CHO-
BaHMEM JAHHOTO MOAXOJa CJIy>KaT pe3yJbTaThl MCCIIen0-
BaHust C. Ruetsch-Chelli u coaBT., yCTaHOBUBIIMX, YTO
penonynsitmst CD19+CD27+ B-ki1eTok mamsTH SIBIISIET-
Csl HAIEXKHBIM MIPEIMKTOPOM HaJABUTAIOIIEroCsl peuanuBa,
YTO 0OOCHOBEIBAECT BO3MOXHOCTD IIPEBEHTUBHOTO Ha3Ha-
yeHus1 npenapara [17]. JlomoaHUTEIbHBIM MPEAUKTOPOM
TepareBTUYECKOIro OTBETa CIYXKUT XapaKTep Pernonysiuu
perynsaTopHbIX B10-KiIeToK: ycKOpeHHas peroIyJIsIiIys
NAHHOM CyOnmomyJsiiMU acCOLMUPOBaHA C OJIArONpPUSIT-
HBIM TepaneBTUYECKUM OTBETOM, TOTJAa KakK 3aMelJIeHHOe
BOCCTAHOBJICHIE XapaKTepHO IJISI PE3UCTCHTHBIX CIIy-
yaeB [47]. CnemoBarelbHO, COOTHOIIEHHWE TATOTEHHBIX

Pexum Cxema INpumenenue IIpenmymiectBa Henocratku
Regimen Dosing schedule Use Advantages Disadvantages
375 mr/m? BeatMG [8]; I'nybokas geruienus; Beicokast KyMyJISITUBHAS 11034,
«JIuMbHOMHBIIT» BHYTPMBEHHO X 4 HeJl. MPaKTHKa CTaHIapTU3AIHST PUCK TUITOTAMMATTIO0Y TMHE MUY
Lymphoma-type 375 mg/m? BeatMG [8]; Deep cell depletion; High cumulative dose;
IV weekly X 4 weeks clinical practice standardized hypogammaglobulinemia risk
S .

5 1000 mr X 2 TpakTuka [24, 25, 52] (DI/IKCI/IDOBa]jHaH 103a; Menee uzyuen B PK
«PeBMaroiornyeckuii» (mHm 1, 15) Clinical practice IIUPOKUIA OTTBIT MpU MUACTEHUU TPaBUC
Rheumatology-type 1000 mg x 2 b Fixed dose; extensive Less studied in myasthenia

[24, 25, 52] ; .
(days 1 and 15) experience gravis RCTs
MuHuMaIbHasI 103a; OrpaHuYeHHbIEe TaHHbIE
Hu3zkono30BbI1it 500 Mr oIHOKpaTHO ST DR D
Low-dose 509 e dloss RINOMAX [4] MpU paHHEM Ha3HAYEHUU MMACTEHUU rPaBUC
Minimal effective dose; Limited data in refractory
efficacy in early treatment myasthenia gravis
Huskono3oBbiit 100—500 mr Zhong u coasr. [48]; WHauBuayanmsanmsi;

TMOBTOPHBII
Low-dose repeat

TMonnepxuBaroIIMin
Maintenance

Review

10 TIOKA3aHUSIM
100—500 mg as needed

Kypcor kaxmasre 6—12 mec

Courses every
6—12 months

MPaKTUKA
Zhong et al. [48];
clinical practice

Zingariello u coaBr. [51];
MPaKTUKa
Zingariello et al. [S1];
clinical practice

CHIDKEHHE PUCKa
Individualized;
reduced risk

IMpodunakrrka
PELUANBOB
Relapse prevention

OTcyTCcTBYE CTAaHAAPTU3ALUU

Lack of standardization

KyMynsTUBHBINA PUCK;
CTOMMOCTD
Cumulative risk; cost

45

L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2026; 7(1): 37-49



HEBPOJIOTMYECKUI XKYPHAIT nmenm 11.0. BAQATIAAHA. 2026; 7(1): 37-49

https://doi.org/10.46563/2686-8997-2026-7-1-216

0630p

U PerynasiTOpHbIX B-1umdo1uToB B epuoa penomyisiuu
BBICTYIIaeT KJIIOUEBBIM (DAKTOPOM, OMNpeAesionuM 3d-
dextuBHOCTh aHTU-CD20 Tepanuu.

JlaHHBIE POCCHICKOTO MCCIETOBAHUS IMOATBEPXKIa-
0T HEOOXONMMOCTh MHAMBUAYATU3UPOBAHHOTO MOIX01a
K TIOIIEPKUBAOIICH Tepalni: Y ABYX MTallUeHTOB C IepP-
BOHayaJbHO JOCTUTHYTOM TOJIHON peMuccueit obocTpe-
HUS pa3BUIMCH 4yepe3 9 u 24 Mecsilia COOTBETCTBEHHO,
YTO TOTPEeOOBANIO BO30OHOBJICHUS TIFOKOKOPTUKOWI-
HOI Tepanuy 1 MPOBENEeHUS TMTOBTOPHBIX KOPOTKMUX Kyp-
coB putykcumaba (1—2 mHbpy3Un) ¢ MOJOKUTEIbHBIM
pesyabratom [50].

Mpodunb 6e30nacHOCTU 1 ynpaBneHne

puckamm

VIHgby3uOHHbIe peakyuu

IIpodunb 6e30macHOCTU pUTyKcMMaba Mpyu MHUaACTe-
HUUW TPAaBUC B 1IEJIOM COOTBETCTBYET NAHHBIM, TIOJYYCH-
HBIM TIPU APYTUX ayTOUMMYHHBIX 3a00JIEBAHUSX, U BKIIIO-
YaeT HECKOJIbKO KaTeropuii HexenaTeIbHbIX SIBICHUI pa3-
JIMYHOM YacTOThI M KIMHUYECKON 3HauyumMoctu [16, 40].
WHnpy3noHHBIE peakny MPeacTaBiIsSioT co0oii Hanboee
yacToe OCTpPOE OCJOXHEHME Tepanuu PUTYKCHUMaOoOM
1 OOBIYHO pa3BUBAIOTCSI BO BpeMsI MepBoit uHdys3uu [16].
IIposiBneHUsT BapbUPYIOT OT JIETKUX (03HOO, JTMXOpanKa,
TOLIHOTA) A0 TSDKENbIX aHa(pUIAKTUYECKUX peakluid,
Uy JIeTeil BcTpevaroTes vartie [16].

B poccuiickom nccienoBaHuy nHGY3MOHHBIE peaKIIun
(omrynieHue pasapaxeHusi B ropse, OpoHXOCHa3M U 1p.)
Habmonanuck y 50% maluueHToB, MPEUMYILIECTBEHHO MIPU
TepBOM BBEICHUM IIperapara, U YCIEIIHO KYITUPOBAIUCH
CHUXXKEHMEM CKOPOCTU MHGMY3UM U NOMOJHUTEIbHBIM
BBEICHUEM aHTUTUCTAMUHHBIX TpenapaToB [50]. B me-
puon mocie MHGY3UKM HeXelaTeIbHbIe SIBIeHUS (OCTpast
pecniupaTopHasi BUpycHast MH(EKIUsI, TPUTITONOA00HbIE
peaKkIny, TPaH3UTOPHOE TTOBBIIMICHNE MEYEHOTHEBIX (dep-
MEHTOB) oTMeueHbl Y 50% 60bHbIX [50].

VIHGhbeKyUOHHble OC/TIOXHEHUS

Haubonee xkiMHMYECKM 3HAYMMBIA PUCK IJIUTEIb-
HOI Teparnuu 3aKI04aeTcs B pa3BUTUU WHOEKIIMOHHbBIX
ocioxHeHuit [2, 25]. B-xierouHas gernsenus Hapyuraetr
TYMOPaJIbHBI MMMYHUTET, TIOBBIIIAs BOCIIPUUMYNBOCTD
0O0JIbHOTO K OakTepuajdbHbIM M BUPYCHBIM MHMEKIIU-
aM. A. Dos Santos 1 coaBT. 3aI0OKyMEHTUPOBAIIU CITy4yaid
TSOKENOM MHMEKIIUM ¢ JIeTaTbHBIM MCXOI0M Y TallMeHTa
¢ muacTeHuit [25]. BaxHbIM acrnekKToM MH(MEKLMOHHOM’
0e301MacHOCTH SBJISIETCST TPOohUIAKTUKA PeaKTUBALINY Jia-
TEHTHBIX UH(OEKINH, Tepes HauYajaoM Teparvuu PUTYKCHU-
MaboM HEOOXOAUM CKPUHMHI Ha rermatut B BBUIY pucka
peakTtuBauuu uHdexkunu [25].

lunoeammaznobynuHemus
CHUXeHWe YPOBHS MMMYHOTJIOOYJIVMHOB SIBJISIETCS
0XUIaeMbIM CJIEICTBUEM IMPOAOIXKUTENbHON B-kieTou-
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HOIl IerulenuMu U Yalle HaOJogaeTcsl MPM IOBTOPHbBIX
Kypcax putykcumaba [16]. Jedbunur IgG koppeaupyet
¢ MHDEKINOHHON 3a00JIeBACMOCTBIO M MOXKET CITYKUTh
MOKa3aHUeM K 3aMECTUTEJbHOI Tepanuu MUMMYHOILJIO-
oynuHamu. JlaHHasg mpoOiieMa OCOOEHHO 3HauuMma JJist
TeAUaTPUICCKON TPaKTUKH, TTOCKOIBKY CITIOCOOHA Ha-
pyLIaTh MpoLecchl (OPMUPOBAHUS UMMYHOJIOIMYECKOM
mamsT [16].

Pedkue msxésnvle 0C/I0KHeHUs

YacroTa TSXKENBIX OCIOXKHEHUM, TAKUX KaK Mporpec-
cupyoomass MyJIbTU(OKaIbHAS JICHKO3HIIe(haTomaTus
(peaktuBanusa JC-Bupyca) n mo3gHsIsT HelTporieHus [39],
KpaitHe HU3Ka, HO UX TSKECTh TPeOyeT MHGMOPMUPOBaHUS
TMAIeHTOB U HACTOPOKEHHOCTH.

KapauoBackynsipasie coobituss B RINOMAX (oxHO
¢atanbHOE B TpyMIe pUTyKcMMada) TpeOyIOT OLIEHKHU pUC-
Ka Y TTOXXWJIBIX TTAIIMEHTOB C COMYTCTBYIOIIEH TTaTOJIOTHEH,
XOTSl MPUYMHHAsS CBSA3b He NoKa3aHa [4].

MecTto putykcnmaba B TepaneBTM4YeCKoOMm

ajaroputme

CTraHgapTHBIIA aJIrOPUTM Teparuu MUACTEHUM BKIIIO-
YaeT UHTUOUTOPBI XOJUHACTEPa3bl (TepBasi TUHUS); TIII0-
KOKOPTUKOMIBI = MMMYHOCYIIPECCAHTHI (BTOpasi TUHUS);
TUM3KTOMMUIO IO MOKa3aHUsIM; T1a3Madepes/MMMYHOTLJIO-
OynuHBI Tpu obocTpeHusx [2]. Putykcumal, Kak u apyrue
OroornyecKre mpemnapaTsl, TPATUIIMOHHO pacCMaTpUBa-
eTCsl B KaUeCTBe Teparnuu pe3epsa sl MalMeHTOB ¢ ped-
pakTepHBIM TeueHWeM 3aboseBaHus. JlaHHasT KaTteropus
MMalMeHTOB, COCTABIAONIAs PUoIn3uTebHO 10% 00111ei
MOMYJSILIMU OOJbHBIX, XapaKTepU3yeTcsl HEeYIOBIETBOPU-
TEJTHHBIM OTBETOM Ha CTaHAAPTHYI0 MMMYHOCYIPECCHUB-
HYIO Tepaluio M 3HAUYUTECIbHBIM OpeMeHeM WHBaIUIU-
3aumu [2]. OnHako maHHble ucciaegoBaHuss RINOMAX
OTKPBIBAIOT TEPCIIEKTUBEI JJIsI TIEPECMOTPA MECTa PUTYK-
cumaba B TepalleBTUUECKOM aJITOPUTME. paHHEe IpUMe-
HEeHMUe Mperapara IMpU HEIaBHO TeHepaju30BaBIIeiCs
AChR-n103UTUBHOI MUACTEHUU aCCOLIMUPOBAHO C Oaro-
MPUSTHBIMU KJIMHUYECKUMU ucxogamu [4]. MHuumanms
TapreTHOM TepamuM Ha paHHUX 3Tamnax 3abojieBaHUs T0-
TEHIIMAJIbHO CIIOCOOHA TIPEIOTBPATUTh (DOPMUPOBAHME
pedpakTepHOCTH U CYIIECTBEHHO COKPATUTh ITOTPEOHOCTh
B IUIIOKOKOPTUKOUIAX.

HoBble 6nonornyeckmne npenaparbl

Hapsiny ¢ putykcrumaboM B ocieIHue rojbl pa3pado-
TaH PSII APYTUX OMOJIOTMUECKHX ITPEIIapaToB IS JICUCHMST
MMAaCTEHHMU T'PaBUC, BKIIIOYAs IIpernaparhl, HalIpaBICHHbBIC
NpoTuB HeoHaTabHOro Fc-penientopa (FcRn) u cuctembl
koMrIuteMeHTa [2]. Uurubutopsl FcRn (Hunoxkanumab a¢g-
TapTUTUMO]I, PO3aHOIMKCHU3yMa0, 0aTOKIMMAa0) CHIUKAIOT
KOHIIEHTpaluio upKyaupywomux IgG, Bkioyas maTto-
TCHHBIC ayTOAHTHUTENA, ITyTEM OJIOKUPOBAHUST PELIMPKY-
JISIUMY UMMYHOTJI00yIUHOB. MHTHOUTOPHI KOMITJIEMEeHTa
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(3Kynu3yMad, paByan3yMad, 3UIYKOIUIAH) MPEMSTCTBYIOT
00pa3oBaHUIO MEMOpaHOATAKYIOLIETO KOMIUIeKca U Je-
MOHCTpUPYIOT 3bdekTuBHOCTL pu AChR-no3uTuBHOM
¢dopmMme 3aboneBanHus [2].

Hanuuue pasHooOpa3HBIX OMOJOTMYECKUX IMpena-
pPaToOB ¢ pa3TUYHBIMU MEXaHU3MaMHU ACHCTBUS 00YCIOB-
JIMBaeT HeOOXOAMMOCTh CO3JaHUSI KPUTEPUEB Toa0bopa
OINTUMAJbHOIO JIeYeHMST IJI1 KOHKPETHBIX MallMeHTOB
wim uxX noarpynn. OmnpeneieHUEe TEHETUISCKUX, DIH-
reHeTUYeCKUX MM OEJIKOBBIX MapKepoB, CIOCOOHBIX
MpencKa3blBaTh PE3UCTEHTHOCTh K KJIIACCUYECKUM UM-
MYHOCYIIPECCUBHBIM CpEICTBAM M TEPareBTUIECCKYIO
3(DPEKTUBHOCTh Pa3IMUYHBIX OMOJOTMUYECKUX areHTOB,
SIBJSIETCS OCHOBOITOJIATAIONIMM [IJISI TIepPCOHAIMU3alUuK
JIUEHUSI MUacTeHuu [2].

3aknoyeHune

[Tpu MuacTeHUN TpaBUC B 3aBUCUMOCTH OT CEPOJIOTH -
YeCKOro craTyca 3a00JIeBaHUSI PUTYKCUMAO AEMOHCTPU-
pyeT pas3nnuHbIil TepaneBTMYeckuii oTBeT. [Tpn MuSK-
MHUACTeHWN TIperapaTr oOccIeunBaeT BBIPaKCHHBIN
U YCTOMYMBBIM OTBET Ha JIeYeHHUe Oyiaromapsi IeTUIeInr
KOPOTKOXUBYIIUX T1a3M00JIaCTOB — OCHOBHBIX IPOIY-
1eHToB natoreHHbIX 1gG4. Bricokast yactora peMuccuu,
BO3MOXHOCTb OTMEHBI TJTIOKOKOPTUKOUIOB M IJTUTEILHOE
coxpaHeHue 3¢ deKkTa Mo3BOJSIOT paccMaTpUBaTh PUTYK-
cumab B KayecTBe mpenapara Bbioopa npu MuSK-no3u-
TUBHOW MUACTEHUU.

ITpu AChR-no3uTuBHOII MUAaCTEHUU IefiCTBUE Tpe-
naparta 0oJjiee BapuaOeIbHO BCIIEICTBUE MEPCUCTCHIINHT

0630p

MOJITOXUBYIIMX TIJIa3MaTUUECKUX KIJIETOK, HE DKCIIpec-
cupyromux CD20. Bmecte ¢ TeM paHHee Ha3zHauyeHUeE
aHTHU-B-KJIeTOUHOI Tepanmuu IIpW HedaBHEN TeHepan-
3alliM MUACTCHMHU ITIO3BOJSIET YCKOPUTH MOCTUKCHUE
cratyca MMS u CHU3UTH MOTPEOHOCTh B MHTEHCUBHOM
Tepanmi. HecMoTpst Ha TO, 9TO CTepoMICcOepeTaromImiz
a(ddeKT Tepanmuu pUTYKCMMaboM B KpaTKOCPOYHOI Tiep-
CMEKTUBE HE MOATBEPKAEH, CHUXKEHME PUCKA TSKEbIX
000CTpeHNIT MMACTeHNHU TPaBHUC TIPEICTABISICT BaKHOE
KJIMHAYECKOE TIPEeUMYIIIECTBO.

B nenuaTtpuyeckoil nmpakTUKe pUTYKCUMAO SIBJISIETCS
LIEHHOW TepaneBTUYECKON OMUUEN MPU TIKETIOM U ped-
paKkTepHOM TEUECHUHU IOBEHUJIbHOI MuacTteHuu. [Ipoduib
0e30MacHOCTU TepanuK PUTYKCUMAOOM y IeTeld comocTa-
BUM CO B3pOCJION TOITYJISIIINEii, OMHAKO TpeOyeTcs yUET
crnennUIECKUX acleKTOB: MOHUTOPUHT MMMYHOTJI00Y-
JINHOB, NTpoduIaKTUKa NH(PY3UOHHBIX peaKIInii.

l'eTreporeHHOCThP MMACTEHHU TPAaBUC TOMUYEPKUBACT
HEOOXOIMMOCTh MEPCOHANM3NUPOBAaHHOTO Toaxomna. Ilo-
HUMaHUuEe HMMMYHOMNATOTe€HETUYECKUX Da3JIuduii, poau
mia3mo6siacToB pu MuSK-mMuacTeHUN U JOJTOXKUBYILIMX
ra3mMaTnyecknx Kietok npu AChR-muacrennm sisnsiercs
KJII0YOM K palliOHaJIbHOMY BbIOODY TE€paruu.

PazBuTne nmpem3noOHHON MeIUIIMHBI TPEOYET OIpe-
IeJIeHUs TIPeIMKTOPOB OTBETa Ha JIeUeHWE W ONTUMM3a-
1Mo cTpateruil peuHdy3uu. MHTerpanus KIMHUYECKUX,
MMMYHOJIOTUYECKIUX W MOJICKYJISIPHBIX HJAHHBIX B ajiro-
PUTMBI TIPUHSITUS PEIICHUN — TePCIIEKTUBHOE HaIlpaB-
JIeHUE TIOBbIIEeHUS 9(DDEKTUBHOCTU JIEUEHUSI MUACTE-
HUM TpaBUC.
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PE3IOME
0630p NOCBALEH BCECTOPOHHEN OLIeHKE N3MEPEHUA CNIIOHOTEUeHWsA Y AeTell — KAMHUYECKON, LWKaNbHON U MHCTPYMEHTASIbHOM.
B Halwem nccnefoBaHMY Mbl UCMOMb30BaNM TOMbKO CUCTEeMaTMYecKne 0630pbl C BbICOKMM YPOBHEM AOKa3aTeSIbHOCTU 1 OLeHMBANmM Ux
peanbHy BO3MOXHOCTb MCMONb30BaHUA B NMPaKTUUYECKo MeanLmHe. Ha ocHOBe pasnnyHbIX MCTOYHUKOB C 60MbLION BbIGOPKON Na-
LIMEHTOB OLEHMBANN CUSIbHbIE 1 CNlabbleé CTOPOHbI KaXKAOoW MCNOJIb3yeMON WKasibl NPU AMAarHOCTMKE CManopen y AeTen, Ux BaiMaHOCTb
1 HEOOXOAUMOCTb COYETaHUA MPY MPAKTUYECKOM MCMONb30BaHUN BpayoM. Heobxoanmo oTmeTuTb daKT, uto nybnmkauuin no AeTckomn
cranopee Maso; 60bWMHCTBO 0630POB NOCBALLEHbI CIIIOHOTEUYEeHUIO NPU 6051e3HM MapKUHCOHa. Mbl MPOBeNv 31eKTPOHHBbIN MOUCK MO
6a3am paHHbIx PubMed, Web of Science, Scopus, Cochrane Library, eLIBRARY u 6ubnuorpaduu kioueBbix cTaTell ¢ ypoBHEM JOKa3a-
TenbHoCTU 1a, b, ¢, 2a n ypoBHem pekomeHgaumin A. Kputepursamm BKoUeHMA Obinn cructemaTmyeckne 0630pbl, paHgOMU3MPOBAHHbIE
KOHTpONIMpyeMble UCCIefoBaHNA, MYIbTULIEHTPOBbIE KOrOPTHblE UCCEA0BaHUA C YPOBHEM AoKa3aTtesibHocTU 1a, b, ¢, 2a n ypoBHem
pekomeHpauunin A ana peten B Bo3pacTe oT 4 o 18 1eT € cnanopeent; KpUTepruaMm UCKIIYEHNA — TeMaTUyeckme CcTaTby, KNMHUYecKne
cnyyau, HabnogeHNsA, KOropTHbIE HEKOHTPONMPYEMbIE NCCNIEA0BAHWSA, SKCNIepPUMEHTabHble NCCNIef0BaHNA, JOKNafbl, CTaTbU C YPOBHS-
MU fokasaTenbHocTu 2b, ¢, 3a, b, 4, 5 n ypoBHAMM pekomeHgauuin B, C, D, B3pocnas Bo3pacTHas rpynna, 6onesHb [MapknHcoHa, HeoHa-
TanbHas natonorus, xopes [EHTUHITOHa.
Ha ocHoBe Hawero o63opa 6bin cAenaH BbIBOA, UTO OrpaHNUYEHUEM MHOTUX UCCNeA0BaHNI CIIIOHOTEYEHNA ABNAIOTCA HEKOPPEKTHOCTb UC-
NosIb30BaHUA CTaHAAPTU3NPOBAHHBIX KONIMYECTBEHHbIX METOAOB OLIEHKMN 3GPEKTUBHOCTY IeYeHUA U HEOOXOAVMOCTb COYETaHUA WKan Ans
BCECTOPOHHErO M3yYeHUsi JaHHOTO 3aboMeBaHNs, MOCKOMbKY TSXKECTb CUanopen MEeHAETCA eXeAHEBHO, a MHOTAA U eXe4yacHo, a Takxe
B 3aBMCUMOCTUN OT MOBCEHEBHbIX KN3HEHHbIX 06CTOATENbCTB. Bpauy/nccneposatento HEOOXOANMO KOIMYECTBEHHO OLEHNTb €& YacToTy
1 BINSIHNE HA KauyeCTBO XKU3HW JeTel U NX CoLManbHoe OKpYy>KeHWne, UHaMUKY U 3$PeKTUBHOCTb MPOBOAMMON Tepanuu Npu cyiloHoTeYe-
HUW. HeKOPPEKTHasA OLeHKa TAXECTU Canopen MOXeT YXYALINTb pe3ynbTaTbl IEYEHUA U NCKa3UTb BbIBOAbl 06 3GPeKTUBHOCTY NMPUMEHS-
eMbIX METOZOB Tepanuu.
Ha ocHoBe 0630pa nnTepaTypHbIX UCTOYHMKOB AaHbl PeKOMEHAALMM MO KOMMJIEKCHOW OLeHKe CIIIOHOTeYEHUA NpU AeTCKON cruanopee.
KnioueBble cnoBa: cnanopes; JETCKUI LiepebpanbHblii Mapanuny; WKanbl AN oLeHKn cnanopew; Y3W npu cranopee.
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BeepgeHue JIBIA KOMILIEKC MEIUIMHCKUX U COLMAJILHBIX IIPO0JeM,

Cuanopest ompenensieTcsl Kak Ype3MepHOe CKOILIE-
HUE CJIIOHBI B TIOJIOCTH pTa U €€ MCTeYeHUe 3a TpeneIbl
KaiiMbl Ty0. B coBpeMeHHBIX HCClIeIOBaHUSIX MHOTHE
aBTOPBI MPEATIOYUTAIOT PA3ICIATh TUITHI CIFOHOTCUCHUS
Ha TIepeHIOI0 U 3aHIOI CUAJIOper0, TOCKOJIbKY TaKO
JnddepeHIMPOBaHHbBINM MOIXOL MO3BOJISIET O0JIEE TOYHO
OILICHMBATh MOTCHIIMAJIbHBIE PUCKUA M IIPOTHO3UPOBATH
BO3MOXKHBIC OCJIOXKHEHUS. [lepemHsst cmajgopes Mpem-
cTaBiIsieT co0Ol HENMpPOM3BOJILHOE BBITEKAHWE CIIOHBI
3a Ipejiesibl POTOBOM MOJIOCTU, YTO BJIEYET 3a COOOM 1ie-

50

B TO BpeMsl Kak 3aHsis cuUajiopesi BCTpeuyaeTcsl pexe,
XapaKTepU3yeTcsl UCTEYEHUEM CIIIOHBI C SI3bIKa B IJIOT-
Ky U MOXET TPUBECTU K Pa3BUTHIO acCIUpallMOHHOMN
nHeBMOHUM [1]. BapuaHThl 1e4yeHUs, HEOOXOAUMBIE IS
KOHTPOJIS 332 CIIOHOTEUEHUEM, TIONOMPAIOTCS B 3aBUCH -
MOCTH OT TSIKECTM TipoOJieMbl. Pa3nuuHble TeparneBTH-
YyecKue CTpaTeruu, KOTOpble MCTONb3YIOTCS ISl YMEHb-
IIEHUS WIW YCTPAHEHUs CIIOHOTEYEHU S, BKIIOYAIOT MO~
BEIIEHUECKYIO Tepanuio [2], MenMKaMeHTO3HOEe JIeUeHue,
UHBEKIIMU OOTYJTMHUYECKOTO TOKCUHA U XUPYyPruuecKoe
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ABSTRACT

The review covers a comprehensive assessment of reliable measurement of salivation in children: clinical, scale and instrumental.

In our study, we used only systematic reviews with a high level of evidence and evaluated their real potential for implementation in practical
medicine. Based on various sources with a high level of evidence and a large sample of patients, the strengths and weaknesses of each scale
used in the diagnosis of sialorrhea in children, their validity and the need for combination in clinical practice were evaluated. It should be noted
that there are few publications on pediatric sialorrhea; most reviews address salivation in Parkinson’s disease. We conducted an electronic
searching of PubMed, Web of Science, Scopus, Cochrane Library, eLIBRARY databases and bibliographies of key articles with evidence levels 1a,
b, ¢, 2a and recommendation levels A. Inclusion criteria were the follosing: systematic reviews, randomized controlled trials, multicenter cohort
studies with evidence levels 1a, b, ¢, 2a and recommendation levels A, children aged 4 to 18 years with sialorrhea. Exclusion criteria were
the following: thematic articles, case reports, observations, cohort uncontrolled studies, experimental studies, reports, articles with evidence
levels 2b, ¢, 3a, b, 4, 5 and recommendation levels B, C, D, adult age of patients, Parkinson’s disease, neonatal pathology, Huntington'’s chorea.
Based on our review, it was concluded that many studies of salivation are limited by the inaccuracy of using standardized quantitative methods for
evaluation treatment efficacy and the need to combine scales for comprehensive study of this disease. The severity of sialorrhea varies daily, and
sometimes hourly, or depending on everyday life circumstances. In clinical practice, it is necessary to quantify the frequency of sialorrhea and its
impact on the quality of life of children and their social environment, as well as the dynamics and effectiveness of treatment. Incorrect assessment
of the severity of sialorrhea can worsen the results of treatment and distort conclusions about the effectiveness of the applied therapies.

Based on a literature review, recommendations are made for a comprehensive assessment of salivation in pediatric sialorrhea.

Keywords: sialorrhea; cerebral palsy; drooling impact scale; ultrasound in sialorrhea.
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BMemarteabcTBO [3]. KonmebaHus nposiBaeHUin cuaiopeu
y JeTeil ¢ AeTCKUM liepedpanabHbiM mapaaunyoM (ILIIT,
cerebral palsy) B peanbHOI KJIMHUYECKOW MPAKTUKE aK-
TYaIM3UPYIOT HEOOXOTUMOCTDh KOJMYECTBEHHON OIIEHKU
€€ BBIPAXKEHHOCTU U BAMSIHUS Ha KaYECTBO XXKU3HU NeTei
¥ WX OTIEKYHOB, TUHAMUKY 1 3G (GEKTUBHOCTD ITPOBOIM -
MOM Tepamuu IIPHU CIIOHOTCYCHUU. TSKECTh CHAIopeu
y neteii ¢ JILIIT meHsieTcs exxemHEBHO, a MHOIIA exXevac-
HO WJM B 3aBUCUMOCTU OT ITOBCEIHEBHBIX KM3HEHHBIX
00CTOSITENILCTB, KPOME TOTO, TSKENas cHajiopest MOXKET
MIPOBOLIMPOBATh OTPaHMUYEHUE (DU3NUECKOTO U TICUXOCO-
LIMAJIbHOTO Pa3BUTUSI — COLMATbHYIO W30S0 U HU3-
KYyI0 CaMOOLIEHKY [4].

CmioHa BBIpaOATBIBAETCS W CEKPETUPYETCST IIECTHIO
OCHOBHBIMU (OKOJIOYIIHBIMU, TMOAYETIOCTHBIMU U TIOIb-
SI3BIYHBIMU), @ TaKK€ COTHSIMU MEJIKUX CIIOHHBIX Ke-
nme3. Korma ciroHHBIE Xene3bl HE CTUMYIUPYIOTCS, TO
MMOTYETIOCTHBIE U TOIBSI3BIYHBIC XKeJIe3bl 00ecIieurBa-

Review

10T 70% CIIOHHBIX CEKIIMii, a BO BPeMsl €libl CJIIOHY IIPO-
IYLIMPYET OKOJIOYIITHAs XXejie3a Mo NeHCTBUEeM 3alaxoB
U XeBaTeJIbHbIX IBUKEHUH [5].

CmioHOTeYeHE SIBIISIETCS HOPMOI y JIeTeil B Bo3pacTe
1o 4 1eT, HO MocJie 3TOro Mepuoaa paclieHUBAETCs B paM-
Kax naTtosioruu [6]. ClIIoHOTeUeHUE — YacToe MPOSIBICHHE
y IeTell ¢ YMCTBEHHOM OTCTaJIOCThIO, ayTU3MOM, IPYTHUMU
HEPBHO-MBIIIIEYHBIMU WJIM CEHCOPHBIMM TUCGHYHKIMSIMHU,
Ho HauboJjee pacnipoctpaHeHo y aeteii ¢ JILIIT [7].

DTUONIOTUST CITIOHOTEYCHUST IIMPOKA M BKITIOUACT HEPB-
HO-MBIIIIEYHYI0 M CEHCOPHYI0 IUCOYHKIMIO, THUIIEP-
CEeKpelIMIO CIIIOHbI, aHATOMUYECKNE aHOMaIUuU (MaKpo-
[JIOCCUST, OPTOJIOHTUYECKUE TIPOOJIEMBI), a B PsiZie CTyJaeB
MMpUEM JIEKAPCTBEHHBIX CPEACTB, B YACTHOCTH ITPOTUBO-
CYIOPOXHBIX MpernaparoB. OCHOBHbIE MEXaHU3MBI CJIO-
HOTEYEHMST MOXHO OTHECTH K THUIEePTPO(UPOBAHHBIM
CITIOHHBIM 3KeJIe3aM, TOBBIIMICHHOI BBIPAOOTKE CIIOHEI
U HEIOJHOMY MEXaHU3My IJIOTaHUS M3-32 OTCYTCTBUS
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HEPBHO-MBIIIIEYHOTO KOHTPOJISI OpaJibHOM M Tiioccoda-
PUHTeaTbHOM MYCKyIaTypHI [8].

BospacTHbie ocobeHHOCTU 3a00JeBaHUsI, TTOAPOOHO
nsyyeHHble [.M. Lang, nmposiBisitoTcs B TOM, UTO y AeTelt
MJIA[IIEro Bo3pacTa (o 5 JieT) B KIMHUYECKOW KapThHE
npeodianaT NPU3HAKU HEHTPATbHBIX PETYJISITOPHBIX Ha-
pyILIeHU (HapyllleHUe HUCXOISIIUX KOPTUKOOYIbOapHBIX
TPaKTOB), TOrJa Kak y naiueHToB ctapiue 10 jet Ha nep-
BBIi IJIaH BBIXOMST MepudepruyecKrie MeXaHU3Mbl (IUCKO-
OpAMHALIMS TJ0TaTeJbHOTO pedekca — (apuHreaabHOR
dazwl rmotaHus) [9].

OcCnoXHEHUS CIIOHOTEUYCHNE BKIJIIOYAIOT Mallepalluio
nepuopanabHO 00JaCTU, BTOPUYHYIO MHQPEKIIUIO KOXU
TepropaibHOM 001acTH, 00e3BOXMBAaHNE, TTOBBIIIICHHBIN
PUCK acIMpallMOHHON ITHEBMOHWM, HEIIPUSITHBIN 3amax
(TamuTo3), TUTUEHNYECKUE CIIOXHOCTH, HapyIIeHUE pe-
YU U TICUXOCOLUAIbHBIE MPOOJIEMBbI, TaKhe KaK HU3Kas
caMoolleHKa U couuaibHas uzonsauus [10]. 3a uckiove-
HUEM acNUpallMOHHOW MHEBMOHUU, IPYTUE OCIOXHEHUS
He OomacHbI JUIsl XU3HU, OAHAKO (DU3MUYecKHe U TCUXO-
collMabHbIe TTOCTENCTBUS KakK ISl TTallMeHTa, TaK U IS
JIMIIA, OCYIIECTBIISIIONIETO YXOI, MOTYT OTPUIIATEIbHO CKa-
3aThCS Ha KAYeCTBE >KU3HMU.

YV 8 u3 10 mereit ¢ AT ¢ TSKENBIMU ABUTATETLHBIMU
HapyumeHusiMu [V—V ypoBHS U KBaapurjerueiu rno me-
xayHapomHoit knaccudpukanum GMFCS (Gross Motor
Function Classification System) HaGomaeTcsI CIIOHOTEeYE-
HUE, U PUCKM ero ObLIM Bbllle, 4yeM y aeteit ¢ [-111 ypoB-
HeM 1o GMFCS [11]. CHuxenune unremnekra (1Q <70)
ObUIO 3HAYUTEJIBHO CBSI3aHO C MOBBIIIEHHBIM PUCKOM
Ype3MEepPHOro CJIIOHOTEUYEHMSI, NMPU 3TOM CTaTUCTUYE-
cku 3HauuMoit cBs3u mexny GMFCS u 1Q (Intelligence
Quotient) (p >0,05) He ycraHoBiIeHO [12].

C 1e1bpl0 BCECTOPOHHEM OLIEHKM WM3MEPEHUs CIIo-
HoteuyeHust y gereid ¢ ALIIT Hamu nmpoBenéH 3/1eKTpOH-
HBIA TIOMCK ONYOJIMKOBAaHHBIX MCTOYHUKOB IO JaH-
HOM TeMe B Oasax maHHbBIX PubMed, Web of Science,
Scopus, Cochrane Library, eLIBRARY u onbnnorpadun
KJTIOUEBBIX CTaTel ¢ YpOBHEM JoKa3aTeJIbHOCTU la, b,
¢, 2a 1 ypoBHe pekoMeHaauuii A. B 0630p BKJIIOUEHBI CU-
cTeMaThyeckue 0030phbl, PAaHAOMU3UPOBAHHBIE KOHTPO-
JIMpyeMble UCCAENOBaHUSI, MYJIbTULEHTPOBbIE KOTOPT-
HbIE MCCJeAOBaHUS C YPOBHEM J0Ka3aTeJIbHOCTHU la, b,
C, 2a ¥ YpOBHEM peKOMEHAALIMil A [J1d JeTeil B BO3pacTe
oT 4 mo 18 ner ¢ cuanopeeii. KpurtepussMu HeBKIIOUE-
HUS OBUIM TeMaTUYECKHE CTaTbU, KIMHUYECKUE CIIydau,
HaOJIIONEeHNSI, KOTOPTHBIE HEKOHTPOIUPYEMbIC MUCCIICI0-
BaHMsI, SKCIICPUMEHTAIbHBIC MCCICIOBAaHUS, MTOKJIAIbI,
CTaThM C YPOBHSAMHU JoKazatelbHOCTH 2b, C, 3a, b, 4, 5
U ypoBHsIMU pekoMmeHnauuii B, C, D, B3pocibiil Bo3pact
MauueHToB, 0oe3Hb [TapkuHCOHA, HEOHATaIbHAS MATO-
siorus, xopesi [€eHTUHITOHA.

Ha ceronHsiHuil 1eHb TECTHI, MPEITOKEHHbBIE B 9TOM
0030pe, SIBSIOTCS eNMHCTBEHHBIM UHCTPYMEHTOM, OTO0-
paxkaroluM KapTUHY 3a00JieBaHUSI U KOJIUYECTBEHHOIO
usMepeHus: cuanopeu. CodeTaHMe KaK KOJIMYECTBEH-
HBIX TIOKa3aTeyeil, TaK M aHKeT pOoIauTelieii/ONneKyHOB
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MOXET 00eCHe4YuTh aAeKBaTHOE M3MEpPEeHHUE CUalopeu
y nereit ¢ JALIIT [13].

HMHcTpyMeHTaIbHOE UCCIIENOBaHUE CIIOHHBIX Xee3,
MeXaHU3Ma aKTa TJIOTAaHUS CIIYXUT JOTIOJHUTETbHBIM
00BEKTUBHBIM KpuTepreM 3GhGEKTUBHOCTU JICUSHUS
cmoHoTeueHus y nereii. Heobxoaruma cMeHa yCTaHOBKU
B OLIEHKE TUMepCATMBALUM — OT CYOBEKTUBHBIX IIKaJ
K KOMOMHUPOBAHHBIM METOJaM C 00s13aTeIbHbIM OObEK-
TUBHBIM KOMITOHEHTOM |[14].

JVATHOCTUKA XPOHUYECKOW CUAJIOPEN

JlnarHocTtuka XxpoHu4Yeckou cuanopeu y gereit ¢ JLII1
MpeacTaBiIsieT cO00l MHOTO3TAIHBIN TIpoliecc, TpeOdyro-
MW TIIATEIFHOI OLIEHKHU Pa3IMYHBIX IIPOSIBICHUIA 3TOTO
CII0XHOTrO cocTosTHUSI. COBpeMEeHHBIE OUAarHOCTHUIECKIE
TIPOTOKOJIBI, OCHOBAaHHBIC Ha ITOCJICIHUX MCCICTOBAHUSIX,
MOJYEPKUBAIOT HEOOXOAUMOCTh KOMILJIEKCHOTO TMOAX0/a,
COYETAIOIIETO CYOBEKTUBHBIE M OOBEKTUBHBIC METOIBI
oleHkH [15].

IlepBbIM M HaubOoJiee BaXXHBIM 3TallOM AUArHOCTUKU
SIBJISIETCS IeTAIbHbBIN KIMHUYECKUIT OCMOTP U COOp aHaM-
He3a [16]. Bpau momkeH oOpaTuTh 0cO00e BHMMaHME Ha
BpeMsl TTOSIBJICHUsI TIEPBBIX CHMIITOMOB CIIIOHOTEUCHUS,
€ro IMHAMUKY B TeUCHUE IHS U B PA3IMYHBIX CUTYaIIHSIX
(BO BpeMs1 cHa, mpuéMa IUILIM, 3aHITHI): TakK, y 78% ne-
teir ¢ JALIl orMeuaercst ycuneHue cuajgopeu Mpu KOH-
LIEHTpallMM BHUMAaHUS Wiu usnyeckoirn Harpyske [17].
He MeHee BaxkHa OllEHKA COMYTCTBYIOIIUX CUMIITOMOB,
TaKMX KaK 3aTPYIHEHMS TIPU TIIOTAHWUH, STTU30IBI TTOTIEP-
XWBaHUs, U3MEHEHNE ToJioca, KOTOPhIe MOTYT YKa3bIBaTh
Ha puck acnupauuu [8]. KnuHuyeckuit ocMOTp BKJIIOUa-
€T HECKOJIbKO KJIIOUEBBIX acleKTOB: TILATeIbHasl OlleHKa
OpaJIbHOM MOTOPUKHU TO3BOJISIET BBISIBUTH XapaKTePHbIC
nns JUIT napymenust (HeQoCTaTOuHOE CMBIKaHUE TYO
Habmonaetcst y 68% naluneHTOB, OrpaHUYeHHast TIOIBUXK -
HOCTb s13bIKa — y 54% , HEeCKOOPAMHUPOBAHHbIE XXKEBATEIb-
Hble OBIKeHUS — Y 61%). McciienoBaHue rjioTaTeibHOTO
pedirekca IIpOBOIUTCS C MTOACYETOM YaCTOTHI CIIOHTAHHBIX
[JIOTAaHU: B HOpMe peOEHOK COoBEpIlIaeT 0KoJo 1—2 rimoTa-
TEJIbHBIX IBUKEHUN B MUHYTY, Torna Kak rpu JLIIT atot
ToKa3arelb MOXeT CHU3UTBLCS M0 1 TJIOTaTeJIbHOTO aKTa
3a 3—5 MuHyT [18].

MNHcTpyMeHTa IbHbIE METObI IUArHOCTUKU 3aHUMAIOT
Ba)XHOE MECTO B COBPEMEHHOM OOCJIeIOBaHUU. 30JI0THIM
CTaHIAPTOM B OIIEHKE BceX (ha3 IJIOTATeIbHOIO aKTa CUM-
TaeTcsl BUIECOMII0OPOCKOINYECKOe HCCIeIOBaHUEe TJI0-
taHud [19]. Kak mokazano uccriegosanue P.H. Jongerius
M COAaBT., 3TOT METOI OCOOCHHO BaxXKeH IJISI BBHISIBICHMUS
«HEMBIX» acIUpaLnil, KOTOpble BCTpevaloTcs y 28 % neteit
¢ JILLIT u yacTo ocraroTcst He3aMe4eHHbIMU TTPU OOBIYHOM
ocmotpe [20].

VYIIbTpa3ByKOBOE MCCIIEIOBAHUE CIIFOHHBIX XKeJIE3 T0-
3BOJISIET OLICHUTh X Pa3Mepbl, CTPYKTYPY M BacKyJIsipr3a-
uuio: y 65% nereii ¢ JUIMTEIBLHOI cUaiopeeil oTMedaeTcst
yBeJIM4eHne o0beMa XKeJieé3 Ha 23—28%. YibTpa3sByKoBOE
HcclIe0BaHue TIPOBOMST C LIEJIbIO YOSIUThCS B TIPAaBUIIb-
HOCTU BHYTPUTIIAHAYISIPHOU WHBEKIIMM, CHU3UTH PUCK
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aKCTparjiaHaynsipHoi nnddy3mumn TokcuHa [21] u, Takum
00pa3oM, TIPeNOTBPATUTH CEPHE3HBIC TTOCICACTBUS Y ITa-
IUEHTOB C OCJa0JICHHBIMM MBIIIIIAMHI, TTOCKOJBKY 00-
TYJOTOKCHWH, BBOIMMEII B TIOMHIKHEUETIOCTHBIC JKEJIC3HI,
MoxeT T GYHINPOBATh B MBIIIIIEI pTa WIN TIIOTKA U BEI-
3pIBaTh HapyuieHus riaoTaHusi. Huddy3uss MoxXeT ObITh
BbI3BaHA BBEACHMEM CJIMIIKOM OOJIBIIIOTO KOJIWYECTBa
TOKCHHA IO CPaBHEHUIO C 00BEMOM Kesle3bl WK Cydaii-
HOU MHBEKIMEH 3a Mpeaebl Xee3bl, TAKXKEe UMEIOT Mec-
TO cily4ad HeMHMEKIMOHHOIro (PeakTUBHOIO) MapoTUTa,
KOTJa MHBEKIIMS TOKCHHA COYETaeTCsl ¢ HEeAOCTATOUHOM
ruapartalueil WM MeXaHMYeCKUM ITOBPEXKICHUEM Kele-
36l TP MaHUTTYJISIMK [22]. YabTpa3ByKoBas TMarHOCTH-
Ka TI03BOJISICT CIeJaTh MHBEKIIMIO TaK, YTOOBI OHA ObLIa
CTPOTO BHYTPUTJIAHAYISIPHON, ¢ IMO3aMM, agallTHPOBaH-
HBIMU K pa3Mepy IMTapeHXUMEBI, B OTJIMINE OT TUAaTHOCTUKH,
OCHOBaHHOI TOJILKO Ha Mayibnanuu xene3. Ha npakrtuke
M. Mailly u coaBT. yMeHbIIATU A03bl, BBOAWMbIE B MO/~
YEJTIOCTHBIE XeJIe3bl, KOTIa OHU HAaXOAWIUCh B COCTOSIHUU
runoTpoduu, U He BBOAWIN, KOT/IA MOAYETIOCTHBIE XKelle-
3bl ObLIM aTpodupoBaHkbI [21].

B Hacrosiiiee BpeMsi MHBEKIIMM OOTYJTMHUYECKOIO
TOKCHUHA B CIIIOHHBIC XXeJe3bl, ITPOAEeMOHCTPHUPOBABIIITE
3(hGEeKTUBHOCTh B MHOTOYMCJICHHBIX HCCIIEIOBAHMSX,
MIPUHSITO CIMTATH IJIABHBIM CPEICTBOM JICUCHUSI CIIFOHOTE-
yeHus [23]. Y 46% nauueHTOB BO BpeMsl JIeUCHHUSI BbIsIBIIE-
HO 001Ilee YMEeHBIICHNE pa3MePOB CIIFOHHBIX XKeJIE3 (THII0-
Tpodus wiu aTpodusi, Mpu 3TOM aTPO(Us CIIOHHBIX XKEJE3
He sIBJIIeTcs KpuTepueM 3h(eKTUBHOCTU JeueHus ) [24].

HuddepeHimanbHas TMarHOCTUKA TpedyeT UCKIIo-
YEHUSA [PYIMX BO3MOXHBIX IPUYMAH IOBBILIEHHOTO
cmoHoteueHus. Kak moguépkusator K. Scott u coaBr.,
B 12% cityyaeB 3a cHaJIOpel0 MOTYT OIIIMOOYHO IIPUHUMATh
MposIBIEHUS racTpod3odareanbHoil peIIOKCHON 00Je3-
HU, WHPEKIUU POTOMIOTKUA WU TMO0O0YHBIE 3(h(HEKTHI
JIEKapCTBEHHOM Tepamnuy, B CBSI3U C YeM MPHU aTUITAIHOM
TEUYCHUN PEKOMEHAYCTCS MPOBEACHUE MOITOTHUTCITHHBIX
uccienoBanuii (pH-meTpus, 6akTepuonoruyeckue aHa-
JIU3BI, ajlaepronpoonl) [25].

Ocoboe 3HaUeHUe B COBPEMEHHOW JUarHOCTUKE MPU-
NaETcsl OLEHKE BJIMSIHUS CHAJIOPEX Ha KayeCTBO XU3HU.
CrneumaiibHbie ONMPOCHUKUW JUISI POAWTENeil (Hampumep,
Drooling Impact Scale) mo3BossiioT OLIEHUTh, KaK CIIOHO-
TE€YEHME BJIMSICT Ha MTOBCEIHEBHYIO aKTMBHOCTh PEOEHKa,
€ro CoIlrajJbHbIe B3aMMOICHCTBUS M SMOLIMOHATILHOE CO-
crostHue [26]. Mccnenosanue N. Thomas-Stonell 1 coaBT.
ITOKAa3aJ0, YTO BKJIIOUCHUE TAaKWX OIICHOK B JMArHOCTH-
YeCKHUI TPOIIECC TTOMOTaeT JIydllle ITOHSTh peabHbBIe T10-
TpebHoCcTH MauueHTa u ero cembu [27]. CoBpeMeHHEBIe
TEHICHIINY B IUATHOCTUKE, TI0 TAHHBIM ITOCIICAHUX UCCIIe-
noBaHuii M. Mclnerney 1 coaBT., BKJIIOYAIOT pa3paboOTKy
WHHOBAIIMOHHBIX TIOJXOA0B: MOOWMJIBHBIX TPUIOXEHUN
JUTSL JUTUTETbHOTO MOHUTOPMHTA CUMITTOMOB, KOMITBIOTED-
HBIX CUCTEM aHaju3a BUIeO3aluceil ¢ UCIOJIb30BaHUEM
MCKYCCTBEHHOI'O MHTEJJIEKTa, KOMIUIEKCHBIX TMarHOCTH-
YECKUX aJITOPUTMOB, YUUTBIBAIOLIUX BCE ACMEKThl COCTO-
aaus [28]. 3 atoro ciaemayer, 4To IMArHOCTUKa JOJKHA
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OBITH MYJIBTUIMCIUIUIMHAPHON: ONTHUMAaJIbHASI OIICHKA
COCTOSTHUSI TPeOYeT yJacTHsl KOMAaHbI CIICIINAINCTOB —
HeBpoJiora, Ieaudarpa, Jiororena, peabuwinrosora, a npu
HEOOXOIMMOCTH TacTPOIHTEPOJIOra U OTOJAPUHIOJIOrA.
ITo HameMy MHEHMIO, KOMIUIEKCHBIN MOAXO/ MO3BOJISIET
MOJIYYUTh MOJHYIO KapTUHY HapyLIeHUIl U pa3padoTaTb
3(deKTUBHOE JIEUeHHUE CUATIOPEU.

CraHaapTV3MpOBaHHbIE WKanbl

1 X JOCTOBEPHOCTb B ANArHOCTUKE cuanopeu

CraHgapTU3MPOBaHHBIE LIKAIbI OLIEHKU TSKECTU CH-
ajloper CTaau HEOTHhEMIIEMON YaCThIO TMArHOCTUYECKOTO
rporiecca.

V3mepeHue Hecmumy1upo8aHHO20 NOMOKA CJIHOHbI

MeTonnka W3MEpeHUSI HECTUMYIUPOBAHHOTO II0-
ToKa citoHbl (unstimulated Salivary Flow Rate, uSFR,
B I/MWH) MPOU3BOIUTCS CJAEIYIOIINM 00pa3oM: TalMeH-
Ty HEOOXOAMMO BO3AEPKaThbCsl OT MpUEMa JII000H MUl
WJIM HAaITUTKOB (32 MCKJIIOYEHUEM BOJIbI) 3a Yac 10 ceaHca
TecTUupoBaHus. [TalueHTy peKoOMeHIyeTCsl TTPOIoI0CKaTh
POT HECKOJILKO pa3 NUCTUJIMPOBAHHOM BOMOM, a 3aTeM
paccliabuThCs Ha 5 MUHYT Tiepell U3MEPEeHUEM CIIIOHOTE-
yeHus. Jlo 1 Bo Bpemsi cOopa MalUeHT OOJKEH MPUIOo-
KUTh BCE YCUJIUSI, YTOOBI CBECTH K MUHUMYMY IBVKCHMS,
0COOCHHO IOBYKeHMS pTa. [lepen HayajaoMm TecTa TMallM-
€HTa IPOCST CIVIOTHYTh, YTOOBI OUMCTUTH POT OT CITIOHBI.
3aTeM MalueHT MOJIKeH HAKJIOHUTH TOJIOBY BIEPEN Hal
MPOOMPKOI MM BOPOHKOW (Bpay IEeMOHCTPUPYET, KakK
HYXHO). PoT maumeHTa mpu BBIITOJTHEHUU TeCTa Clierka
MPUOTKPHIT, YTOOBI 1aTh CJIIOHE CTeYh B TPYOKY, IJla3a OT-
KpBITHL. [0 OKOHYaHUM BpeMeHU cOOpa BCIO OCTaBLIYIO-
Csl BO PTY CJIIOHY BBITUIIOHYTHb B TIPOOMPKY (CIJIEBLIBAThH
CJIIOHY B IIpeIBapUTEIbHO B3BEIIICHHBIN KOHTEIHEp,/TIpo-
oupky). s ymo6cTBa BO3MOXKHO TaKKe MCIOJb30BaHUE
anCcopOUPYIOIINX BATUKOB [29].

Coop mmutcs 5—10 MuHYT (00BIYHO 10 MMHYT IS
0oJIbLIE TOUHOCTH).

HecTuMynupoBaHHBIM ITOTOK CIIOHBI W3MEPSIOT
o ¢dopmyse: Macca cmionsl (1) / Bpemst coopa (MuH),
rae nokazatenau <0,1 r/MUH MHTEPNPETUPYIOT KaK TMIO-
caJMBalMio (CyXoCTh BO pTy), >0,3 r/MUH — Kak Turepca-
JIMBALMIO (TTOBBILIEHHOE CIOHOOTACIEHUE), a MoKa3aTeIn
B nipenenax 0,1—0,3 r/MUH SBISIIOTCSI HOPMOIA.

[Ipouienypa He TOAXOMUT WISl MaJIEHBKMX AETEH, B CBSI-
31 C YeM Y MallMeHTOB B BO3pacTe M0 5 JIET CKOPOCTh He-
CTUMYJIMPOBAHHOT'O CJIIOHHOTO TIOTOKA HE OIIEHMBAETCS.

LlIkana uHMeHCcU8HOCMU U 4dcmomol CJIIOHOMEYeHUs

Haubonee mmpoko mpuMeHSIeTCs IIKaja MHTCHCUB-
HOCTH 1 YacToThl citoHoTeueHus (Drooling Frequency and
Severity Scale, DSFS), npennoxexnHas N. Thomas-Stonell
u J. Greenber B 1988 roay, KoTopasi Mo3BOJIsIET KOJUYECT-
BEHHO OLIEHUTb MpobsieMmy. I1o maHHBIM HCClIeTOBaHUIMA,
HCIIOJIb30BaHUE TaKUX IIKaJ IMOBBIIIAET 00BEKTUBHOCTD
nuarHocTukul Ha 40% 1o cpaBHEHUIO ¢ OOBIYHBIM KJIMHM-
yeckuM onucanueM [30, 31].
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OlLieHKa CIIOHOTEUEHMSI paBHAa CyMM€ OLIEHOK MHTEH-
CUBHOCTH Y YaCTOTBHI.

OlLeHKM TI0 IIKajJle WHTEHCUBHOCTU CIIFOHOTEYE-
HUSI UMEIOT CJICAYIONIYI0 MHTepIpeTannio: 1 — HUKOT-
na He Te4yeT; 2 — JIErKoe CIIHOTEYCHHUE (TOJIBKO TYyOBI
MOKpBbI€); 3 — yMepeHHOe (CIIIOHA JOCTUTaeT Iyd M MoMI-
o6oponka); 4 — cuibHoe (C/IIOoHA KaraeT ¢ MoadopoaKa
Ha onexnay); 5 — oOuibHOe (CIIOHOTEUYeHME C Tejla Ha
npenmeThbl). OLEHKU MO IIKaJe YaCTOThl CIIOHOTEUEHUSI:
1 — ciaoHOTeYeHME OTCYTCTBYET, 2 — MHOIIA TEYeT;
3 — 4acTo TeY€T; 4 — MOCTOSIHHOE CIIOHOTEUYEHUE.

OueHka 00cmogepHOCMU WKAJ CJIIOHOMeYeHUs

Llenpro Hamrero mcciaemoBaHUsS SIBISUIACH OIIEHKA II0-
CTOBEPHOCTHM IIIKaJ CIIOHOTCUYECHMSI, ITOATBEPKIEHHBIX
OOJIBIIIMMU CUCTeMaTUIeCcKMMU o63opamu. I1pencraBisem
OLIEHKY KOppensLuu rokasaTens citoHoteueHus (Drooling
Quotient, DQ) B uccnenoBannu E. Sforza u coaBT. ¢ yuactu-
eM 40 manmenToB [32]. ¥ Bcex meteit uamepsui Koabdu-
LIMEeHT coHooTaeaeHus (DQ), peructpupyst HaAIMYKUE UIn
OTCYTCTBUE CJIIOHBI Kaxable 15 cekyHn B TeyeHue 10 mMu-
HyT. KoaddulimeHT cmoHoTeueHNs BhIpaKalii B ITPOLIEH-
Tax OT HAOJIOMAaeMbIX CIIy4aeB CIFOHOTCUCHUS (KOJIMUYECT-
BO 15-cekyHmHbIX UHTepBayoB 3a 10 MunyT). [launentam
NpoBeAeHbl Mo ABa usMepeHus (rmo 10 MUHYT Kaxkmoe),
KOTOpbI€ ObLIM YCpeAHEHbI. AHAJIOTMYHOE TECTUPOBAHUE
TTOBTOPSII B TEUEHUE CIIECAYIOLINX 5 MUHYT, TIPN 3TOM pe-
OEHOK CHayvaJla HaXOAWICS B TOJOXEHUU CUAS, B MOKOE
(caylwan KHUTY, CMOTpesl MYyJbT(WIbM), 3aTeM B Teye-
HHUE 5 MUHYT TIPOSIBJISLT aKTUBHYIO IeITebHOCTh. OIIEHKY
KoppeJsiiuu mokasarens cimoHoreueHus: (DQ, %) ompe-
nenstim o gopmyie (KoanyecTBo MHTEPBAJIOB CO CIIO-
HoTeueHneM / OOIee KOJIMYecTBO MHTepBajioB X 100%)
C TOCJIEAYIOIIEN MHTEPIpPETALMEN CTENEHU CIIOHOTEYE-
Hust: 0—5% — MuHUMaNbHOE/OTCYTCTBYET; 5—10% — nér-
koe (peakue snu3onbl); 10—-20% — ymepeHHoe (repuo-
mmaeckoe); 20—30% — BbIpaxkeHHOE (4acThle 3MU30/bI);
>30% — Tspkénoe (MOYTH MOCTOSIHHOE).

Jns mITUMUHYTHOTO KO3GhMUIIMEHTa CIIOHOTEYC-
Hug (5-Minute Drooling Quotient, DQS5) 60ibIIMHCTBO
CBOICTB M3MEPEHUI B KOHTPOJIBHOM CITMCKE OBLIU Olle-
HEHBI MOJIOXKUTEIBHO C 00I1Ieil OLICHKOI «OUeHb XOPOIIIO».
[aruMuHYTHBIN KO3(DOULIMEHT CIIOHOTEUEHUS BO BpeMsI

Ta6nuya 1. CpaBHeHMe wKan DQ v DSFS n yacToTbl CMeHbl HarpyAHUKOB

aktuBHocTH (5-Minute Drooling Quotient during activities)
ObUT OoJiee TUCKPUMMHAHTHBIM IJISI TSOKECTU CIIOHOTE-
YEHUSI, YEM S-MUHYTHBIA KOA(MOUILIMEHT CIIOHOTEYEHMUS
B nokoe (5-Minute Drooling Quotient at rest), ¢ TouKoit
oTceueHust 18%, ykasbIBalolleil Ha MOCTOSSHHOE CJIIOHO-
teyeHue. KpurepuanbHas BaIUIHOCTh ObUIA pacCUMTaHa
nis DQS, nmokasaB IMOJOXUTENIbHYIO CUJIBHYIO KOppess-
nuto Mexay DQ5S u DQ. Uto kacaeTcss MeX3KCOEPTHOMI
HagéxHocTu, DQS nokasan 0oJjiee BLICOKYIO KOPPESILINIO
MEXIy OlleHKaM1 HaOJIromaTeseit.

OOBEeKTUBHBIN KOJIMUECTBEHHbIN Nokazateab DQS
CPaBHMJIM TAaKXKe CO IIKAJIOW WHTEHCUBHOCTUA M YaCTOTHI
cmoHoteyeHuss (DSFS) u koanuecTBOM CMEH CIIOHSIB-
YUKOB 3a JeHb. [Ipedronaraercsi, 4To CyIIEeCTBYeT 3Ha-
YUTEIbHAS IOJIOXUTEIbHAS KOPPEISLUS MEXIY STUMU
METOIaMM OLICHKM.

HMcrionb3yss mpocneKTUBHO coOpaHHYIO 0a3y maH-
HBIX 0 155 nmeTsax cpaBHUBaIU KO(POPUIMEHT CIIOHO-
otaenenus (DQ) (mpoBoawics B TeyeHue AByx 10-mu-
HYTHBIX CEaHCOB), IIKaJdy WHTEHCHUBHOCTU M YaCTOTHI
caoHoteueHus1 DSFS (1o oneHke poauTeneil Wi Juil,
OCYIIECTBSIONINX YXOI) M YMCJIO WCIIOJIb30BaHHBIX
CIIIOHSIBYNKOB (TI0 COOOIIEHUSIM POIMTEICH WM JIWII,
OCYIIECTBISIONINX yX0a). Pe3ynbTaTel mokaszanu, 4To cy-
IIECTBYET BbICOKAS CTeNEHb COOTBETCTBUS MEXIYy KOd(h-
durmenTom caoHoreueHus (DQ) u mKanxoit ”HTEHCUB-
HOCTH WM 4YacTOTHI TosiBieHus cimioHoTeueHust (DSFS),
OJHaKo 0e3 cyllecTBeHHOUW Koppensauuu. bbuio moka-
3aHO, YTO IIKaJia TSXKECTU U YacTOThl CIIOHOTEUYECHUS
(DSFS) gaBngercs ObICTPBIM U TOYHBIM CPEICTBOM U3-
MEpPEHUS CTIOHOTEUYCHUS, KOTOPOE MOXET OBITh MCITOJIh-
30BaHO JUISI HAOMIOAEHUS 32 TMHAMUKOM JIEYEHUS CIII0-
HOTEYEHUsI, OCOOEHHO Y MallMEHTOB, KOTOPbIE HE MOTYT
NPOUTH OLIEHKY Koa(dduineHTa ciaoHoTteyeHus [13].
Bricokas koppensuus DQ u DSFS monrBepxkmaet, 94To
onpocHuk DSFS (cyObekTuBHasl OLleHKA POAUTEISIMU)
OOBEKTUBHO OTpaXKaeT TSKECTh CIIIOHOTCUYCHUS, M3Me-
peHHy1o uHcTpyMeHTanbHo (DQ) [32] (Tadn. 1).

[MpakTnyeckne peKOMEeHIAIINM IS JAaTbHEHIITNX HC-
cJIeIOBaHMIT: pa3paboTKa MOOWIIBHOTO TIPUJIOXCHUS IS
aBTomMatu3auuu 3anogHeHust DSFS ponutensamu; usyue-
Hue cBsa3u DSFS ¢ 00beKTUBHBIMM MapKepaMu: MOBEPX-
HOCTHas 3JIeKTpoMuorpadusi MBI pTa HeoOXommma

Table 1. Comparison of the DQ and DSFS scales and frequency of bibs changing

Merton oueHKM ITprMeHnMoCTh
Evaluation method Applicability
DQ
(Drooling Quotient) Semi-quantitative observational method
DSFS OnruMaseH i KIMHUYECKOUN MPaKTUKMU:

(Drooling Frequency
and Severity Scale)

OBICTPBIIA, BATUIHBIN
Optimal for the clinic: fast, valid

CwMeHa cmoHaBUMKOB  He PEKOMEHOOBAH KaK UHAUKATOP

OrpaHW4YeHUsT
Restrictions

[TonykonnuecTBeHHBIN HabMIOAATeNbHBINM MeTOL  TpynoéMKuMii, TpebyeT 060pya0BaHuUsT

Labor-intensive, requires equipment

CyOBbeKTUBHOCTb POJIUTEIBCKUX OLIEHOK
Subjectivity of parental assessments

Huskas TOYHOCTb, 3aBUCUMOCTDL OT BHEIITHUX q)aKTOpOBZ CYGBGKII/IBHOCTI)

Counting bibs Not recommended as an indicator yxozaa (POAUTEN MOTYT MEHSITh CIIOHSIBUMKHU «Ha OMEPEKECHUE» )
Low accuracy, dependence on external factors: subjectivity of care
(parents can change bibs «in advance»)
54 Review
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pa3paboTKa CTaHIapTU3UPOBAHHOTO MPOTOKOJIA), YaCTOTa
ryotaHus (BUIeo(MII00POCKOTINS).

HccnemoBanne moKa3alo KIMHAYECKYIO IIEHHOCTB
DSFS: mkana xoppeaupyeT ¢ 00beKTUBHBIM MeTonoM (DQ),
YTO SKOHOMMT BpeMsl TIPU COXPAaHEHUU BBICOKON TOYHOCTH,
a TaKoKe TTO3BOJISIET OLIEHWBATh MAIlUeHTOB, TSI KOTOPBIX U3-
MepeHue KoadduimenTa cmonoteueHus (DQ) HemocTymHO.

Ocoboe 3HauyeHME B COBPEMEHHOM IMAarHOCTHKE
MpUIAETCs OLICHKE BIMSHUS CIICIIUATbHBIX OTIPOCHUKOB
I ponuTenein (Hampumep, mkaiae S.M. Reid n coaBr.
Drooling Impact Scale, 2010), KkoTopble MO3BOISIOT Olle-
HUTb, KaK CIIIOHOTCUYECHUE BIIMSET Ha IOBCCIHEBHYIO aK-
TUBHOCTb peOEHKa, er0 COILMAJbHBIC B3aMMOICUCTBUS

0630p

1 3MOILIMOHANIbHOEe cocTosHue (Tadn. 2). IIpu momornu
9TOM IIKAaJbl OLIEHUBAIOT BIMSIHME UHTEHCUBHON 1 MEeHee
WHTESHCUBHOM JIOTONIEINY Ha Ka4eCTBO KM3HU IETEH C TH-
rmepcajrBalMeil U UX colMaabHOe OKpyXeHue [33].

O0630pHast MHGOpPMALIUS IO 1IKajJaM, UCITOJb3yeMbIX
MpU cuajopee, MpuBeaeHa B Ta0. 3.

OBCYXOEHUE

W3 npoaHaIM3upoBaHHBIX KPYITHBIX CUCTEMAaTUUECKUX
0030pOB MBI CIIeJIAI BBIBOJI, YTO YHUBEPCAIBHOMN ITKAJTBI
JUTSI OLIEHKY CJIIOHOTEYEHUS He CYLIECTBYET, U IIKaJIbl He-
00XOIUMO COYETaTh, YTOOBI OOECIIEYUTh NETATBHYIO OLIEH-
KY U3MEHEHMI CITIOHOTCYCHMUSI.

Ta6nuya 2. LLikana 3HaunmocTu cnioHoteueHus (The Drooling Impact Scale)

Table 2. Salivation Significance Scale (The Drooling Impact Scale)

Ne Bompoca
Ne questions

Kak yacro y Baiirero pe6€HKa moarekaeT ciroHa?
10 IMocTostHHO

Hukormal 2 3 4 5 6 7 8 9
How often does your child drool?
Neverl 2 3 4 5 6 7 8 9

HackoJIbKO BBIPaKEHO CIIIOHOTEYEHME?
Pe6éHokcyxon 12 3 4 5 6 7 8 9
How much salivation?

Thechildisdryl 2 3 4 5 6 7 8 9

Bormpoc
Question

10 MMpody3sHoe cmoHOTEUEHUE

10 Profuse salivation

CKOJIbKO pa3 B IeHb BaM NMpUXonUTCss MEHSATh PEOEHKY CIIOHSIBUMKY WM IPYTYIO OAEXKIY U3-3a CIIOHOTEUEHUS?

2 3 4 5 6 7 89

OmnHoxkpaTHO 1

10 >10 pa3

How many times a day do you have to change your child’s bibs or other clothes because of drooling?

Oncel_2 3 4 5 6 7 8 9

Kak yacro ot Bamiero pe6€Hka rmaxHer CJItOHOM?
10 Ouenb yacto

Hewactrol_2 3 4 5 6 7 8 9
How often does your child smell like saliva?
Notoften1_2 3 4 5 6 7 8 9

10 >10 times

10 Very often

Kakue rnmoBpexaeHus: Koxu BO3HUKAIOT y Bailiero pe6€Hka n3-3a CIIOHOTEUeHUsI?

Hukakumx1 2 3 4 5 6 7 8 9

10 BeipaxkeHHas1 ChIIb

What skin lesions does your child develop due to drooling?

Nonel 2 3 4 5 6.7 8 9

10 Severe rash

Kax yacro Bam mpuxonuTcst BRITUPATh PEOEHKY POT M3-3a CIIIOHOTEUSHUST?

2 3 4 5 6.7 8 9

6 Huxkorna 1

10 IMocTostHHO

How often do you have to wipe your child’s mouth because of drooling?

2 3 4 5 6.7 89

Never 1

10 Always

Hackonbko Baiiero pe6éHka cMyIaeT u30bITOYHOE CIIOHOTeUeHMEe?

2 3 4 5 6.7 8 9

He cmymaer 1

2 3 4 5 6.7 8 9

Not bothered 1

10 OueHb cmymIaeT
How much does excessive drooling bother your child?
10 Very bothered

Kak yacTto BaM IIpUXOIUTCSI CTUPATh CIIOHY peOEHKA C UTPYIIEK, TTPeIMEeTOB Meben?

Hukormal 2 3 4 5 6 7 8 9

10 TTocTositHHO

How often do you have to wipe your child’s saliva off toys, furniture?

2 3 4 5 6.7 89

Never 1

10 Always

Hackosibko U30bITOYHOE CIIIOHOTEYEHUE MEIIAeT MOBCEIHEBHOM aKTUBHOCTU peOEHKA?

Huckompkol 2 3 4 5 6 7 8 9

10 OueHb MenaeT

How much does excessive drooling interfere with your child’s daily activities?

Notatalll 2 3 4 5 6 7 8 9

10 Very much so

Hackoibko M30bITOYHOE CIIOHOTEYEeHME Yy peOEHKa HapyllaeT Baliry moBceqHEBHYIO XXU3Hb U KU3Hb APYTUX YWIEHOB CEMbH?

10 Huckompko1_ 2 3 4 5 6 7 8 9

10 OueHb MeraeT

How much does your child’s excessive drooling disrupt your daily life and the lives of other family members?

Notatalll 2 3 4 5 6_7 8 9

Cymma GaioB
Sum of points

Review

10 Very disruptive
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Ta6nuya 3. 0630pHanA TabnuLa No WKanam, UCnosibyembiM Npu cuanopee (cpaBHeHue wkan mTDS, GICS, DIS, DSFS, DQ, uSFR)
Table 3. Overview table of scales used for sialorrhea (comparison of scales mTDS, GICS, DIS, DSFS, DQ, uSFR)

mI'DS

GICS

DSFS

TTapamerp (Modified (Global ].)IS (Drooling . DX . u.S LF1ES
. . (Drooling Impact . (Drooling Quotient) (unstimulated
Parameter Teacher’s Impression Scale) Severity and 30 min I m————
Drooling Scale)  of Change Scale) Frequency Scale)
OtiuuntenbHas  Tekyiast JInHamuKa BiusHue Ha WurencuBHocTh +  KonuuyecTBeHHbIN /  DPU3MOIOTMUYECKUI
0COOEHHOCTh TSDKECTh M3MEHEeHMIt MTOBCEIHEBHYIO gyacrora HaOoIaTe IbHbII rmoKasarelib
Distinctive B 1LLIKOJIE Dynamics AKTUBHOCTb Intensity + METOI CJIIOHOOT/IEJIEHUS
feature Current Severity — of changes peGEHKa frequency Quantitative / Physiological
at School U POJIATEIST observational indicator of salivation
Impact on daily
activities of child
and parent
OueHuBaOIUi  YUnuTesb Ponutens / Bpau Ponurenn Ponurens Kmununucr / Knnunucr /
Evaluator Teacher Parent / doctor Parent Parent HCCIIE0BATENb JIaOOpaHT
Clinician / Clinician /
researcher laboratory assistant
CrpyKTypa 9-0anbHast 7-06amibHast 10 BompocoB 2 KOpOTKUE Bpems KonuyecTBo ctoHbl
Evaluator (1-9) (ot -3 1o +3) 10 questions LLIKaJIbI CIIIOHOTEYEHUS 3a Bpems (T/MUH
9-point (1-9) 7-point 2 short scales (B %) (Bumeo3amuch  WJIW MJI/MUH)
(-3to +3) 5—10—30 mMuH) Amount of saliva over
% of time salivating time (g/min
(video recording or ml/min)
5—10—30 min)
BpemeHHbIe Texymmit o / nocne TTocnenHue TlocnenHsist MoMeHTanbHas 5—10—15 muH
paMKu MOMEHT JICYeHUST 2—4 Hen. Henens olleHKa (BO BpeMst (cbop B oKoe)
Time frame Current Before / after Last 2—4 weeks Last week TecTa) 5—10—15 min
Moment treatment Momentary (collected at rest)
assessment
(during the test)
KoitoueBbie CyxocTb ry6 / CyOBbeKTUBHOE Dusznyeckue Tsxects (1-5) Yuclio a1n3010B O06BEM
rokasaTesin OZICKbI yaydIieHue / TIOCJIECTBUS Yacrora (1—4) CITIOHOTEYEHHUSI / HECTUMYJMPOBAHHOMN
Key indicators Yacrora YXYAIIeHNE CouunalibHOE Severity (1-5) BpeMst CITIOHBI
BBITUPAHUS Subjective BO3/IECTBHE Frequency (1-4)  Number of salivating ~ Volume
Dryness improvement / Physical episodes / time of unstimulated
of lips / worsening consequences saliva
clothes Social impact
Frequency
of wiping
[MpenmymectBa OOBeKTUBHOCTL  UyBCTBUTENBHOCTE  KOMIUIEKCHOCTD brictpora Bricokasi TOUHOCTh [Ipsimoe uzmepeHue,
Advantages LIKonbHBINi K U3MEHEHUSIM BrisiBnenue OxBar oByX HesaBucumoctb OOBEKTUBHOCTb,
KOHTEKCT [MpoctoTa CKPBITBIX TIPOOJIEM TTapaMeTpoB OT CyOBEKTUBHBIX TTOJIE3eH TPU
Objectivity Sensitivity Comprehensiveness  Speed OLIEHOK TUIepcaaInBaln
School context to changes Identification Covers two High accuracy Direct measurement,
Ease of hidden problems parameters Independence objective, useful for
from subjective hypersalivation
assessments
OrpaHuyeHUst Tonbko CyObeKTUBHOCTh  JIIMTEIbHOE CyOBbeKTUBHOCTh  TPymo€MKOCTh He orpaxaer
Limitations LIKOJIbHAS Het abcomoTHBIX  3amlOJHEHHUE Mehee Tpedyet Ka4yeCcTBO KU3HU,
cpena 3HAYEHU N CyObeKTUBHAsK JeTanbHasl, 000pyIOBaHMSI TpeoyeT
3aBUCHUT Subjectivity OLICHKA yem DIS (Bumeokamepa) J1ab0PaTOPHBIX
OT YUMUTEJISI No absolute values Long-term Subjectivity He otpaxaer YCIIOBUIA
School completion Less detailed KavyeCTBO XXU3HU Does not reflect
environment Subjective than DIS Labor-intensive quality of life,
only assessment Requires requires laboratory
Dependent equipment conditions
on teacher (video camera)
Does not reflect
quality of life
Bpewms 1—2 MuH 1 MuH 10—15 MmuH 2—3 MUH 5—10—30 MmuH 5—10—5 muH
BBITIOJTHEHUST 1—2 min 1 min 10—15 min 2—3 min 5—10—30 min 5—10—5 min
TecTa

Test execution
time
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Ta6nuya 3. [lpodonxeHue
Table 3. Continuation
miDS GICS DIS DSES DQ uSFR
IMapameTp (Modified (Global . (Drooling . . .
5 . (Drooling Impact . (Drooling Quotient) (unstimulated
Parameter Teacher’s Impression Scale) Severity and 30 min I e m————
Drooling Scale)  of Change Scale) Frequency Scale)
TpumeHeHue LI KoabHBII Kinununyeckue KomruiekcHast [MepBuuHas Hayunblie JuarHoctuka
Application CKPUHUHT HcCIeI0BaHUS peadbwiMranus OlIEHKa HCCIeIOBaHUS rumno- /
OueHka OueHka jieueHus:  JloarocpouyHoe MOHUTOPUHT (30 MmuH) runepcaivuBaluu,
B Y4eOHOI Clinical studies HaboneHue Teparnuu Banupanus npyrux KOHTPOJIb JIEYEHUST
cpene Treatment Comprehensive Initial assessment  1kai Diagnosis of hypo-/
School evaluation rehabilitation Therapy TouHast orieHKa hypersalivation,
screening Long-term monitoring TSKECTH monitoring
Assessment observation Scientific research of treatment
in the learning (30 min)
environment Validation of other
scales
Accurate assessment
of severity
BanugHoctb r=0,78 (Bumeo 3onoroii cranmapt 1=0,82 ¢ DSFS, Bricokas J17151 0OBbEKTUBHBIX Koppenupyer ¢ DQ,
Validity MOATBEPKACHUE) JUISL IUHAMUKU r=0,71 ¢ DQ KOppesILys U3MEpeHu HO HE YYUTHIBAET
(video 3a00JIeBaHMI r=0,82 with DSFS c o0bekTBHBIMU  For objective CoIMaJTbHbIE
confirmation) Gold standard r=0,71 with DQ MeToJaMu measurements aCIeKThI
for disease High correlation Correlates with DQ,
dynamics with objective but does not take

Tak, mkana oOuiero BroeyaTieHUs 00 M3MEHEHMSIX
(Global Impression of Change Scale, GICS) moxeT naTthb
JIOXKHOIIOJIOXKUTEIbHBIN pe3ysibTaT u3-3a addekTa miaie-
00 y poauTenei.

Y onpocHuka mo OleHKE BJWSIHUSI CUAJIOPEU Ha
Ka4eCcTBO XU3HU POOUTENIel M IeTell ¢ HeBPOJOTHYIE-
ckumu 3aboneBaHusiMu (Drooling Impact Scale, DIS),
MO HalleMy MHEHMWIO, TakKe HMMEIOTCSI HeI0CTaTKU
(olleHKa MOXKET 3aBUCETb OT CYOBEKTUBHBIX (PAKTOPOB
OlLICHUBAIOIIIETO — €T0 HAaCTPOEHUSI, OTCYTCTBUS 3aMH-
TEPECOBAHHOCTHU, MOTUBAIIUU U JIP.), HO 3TOT OTIPOCHUK
HEoOXOMUM 11 YTOUHEHUSI TPUMEPHOTO TICUXOJIOTHYEe-
CKoro KoMdopTa 1 KauecTBa XXU3HU JETei/COIMaIbHOTO
OKPYXECHHSI.

IMxana mTDS (Modified Teacher’s Drooling Scale)
ObLIa co3maHa ISl OLEHKHU CIIFOHOTECYEHUS B IIKOJIE YIU-
TeJieM, aKTyajbHa B YCJIOBHUSIX IIKOJbHOTO OOy4YeHUs,
TIe YIUTETbh MOXET HEe UMETh TOCTATOUYHOM ITOATOTOBKU
IJIT TOYHOI OIIeHKU 3a00JIeBaHUsI, OJHAKO HEOOXOomuMa
BuaeoduUKcalus CIIOHOTeUeHUs (0e3 2Toro mkasna cra-
HOBUTCSI TaKOH Xe CYOBEKTHUBHOM). DTy IIKATy MOXHO
PEKOMEHI0BaTh K MCMOJb30BAaHUIO HE TOJBKO B IIKOJE,
HO U B TIOBCEIHEBHON MESITCIbHOCTHU IJISI OLICHKU POIU-
TeJIeM WU OTIEKYHOM.

Koadpduuuent DQ 30 MuHYT Ha JaHHBIH MOMEHT
OCTa€TCs caMbIM HOCTOBEPHBIM B OIIEHKE TSKECTH
rumnepcajiuBallii, HO HE OTpaxkaeT KadyecTBa XM3HH
NalueHTa.

HccnenoBanue mokaszano KIMHUYECKYIO LIEHHOCTD
mkanel DSFS, koTopast koppeaupyeT ¢ KOJTUYeCTBEHHBIM
nokazateneM DQ. IlIkana 5KoHOMUT BpeMsI IPU COXpaHe-

Review

into account social
aspects

methods

HUU BBICOKOU TOYHOCTH, a TaKXKe MO3BOJISIET OLIEHUBAThH
MMAllMEHTOB, IJII KOTOPBIX M3MepeHrue DQ B 3T0 BpeMs
HEJIOCTYITHO M3-3a PYTUHHBIX ITPOOJIEM.

Hamu ycraHOBIIEH TaksKe MpoOesT B BaIUOALINK: TTOKa
TOJIbKO ofHa mKajia DQ KoppenupyeT ¢ 00bEMOM CITIOHbI
(Tr/MUH), B CBSI3U C YeM BO3HMKIIINE CIOXHOCTH B COITO-
CTaBJICHUU JAHHBIX MOTYT OTPa3UThCS HA Pe3yIbTaTax UC-
cnenoBanuii. McciaenoBaTenn oTMeUaloT Takxke, YTO 3TO
ITOJTYKOJTMICCTBEHHASI OIICHKA CIIFOHOTCUYCHUS.

HM3MepeHre HECTUMYJIMPOBAHHOIO MOTOKAa CJIIOHbI
(uSFR) KIMHWYECKM 3HAYUMO IIPH MMOA0OPE aHTUXOJM-
HEepruyeckux IpernapaToB M OIEHKE pUCcKa aclupalvu,
a TakKe SIBJISIETCS 30JI0THIM CTAHIaPTOM KOHTPOJISI TUTIEP-
cajMBallMy MpPU MCHOJIb30BAHUM MHKOOOTYJIOTOKCUMHA A
B TEparmu.

Jrg ckpuHuHra pekomenayercs mkana DSFS, cpe-
I MPEUMYIIECTB KOTOPOI BbIcOKasi Koppessauus ¢ DQ
(r >0,8), o6picTpoe 3anoaHeHue (1—2 MAHYTBI) U OXBAT TSI-
KECTH Y YaCTOThI CIIIOHOTCUCHUS.

I[lpn oTciexWBaHUM JAUHAMUKMU TloKasaTesei
BO BpeMs JIeUCHUS KaK IIpU YIIyOJIEHHOI OlleHKe
(DQ 10/30 MUHYT COBMECTHO C BMII€O3alUChIO PEOEH-
Ka B TIOJOXEHWU CUIS B TOKOE M CHASI B MIPE), TaK
U cKpuHUHTOBBIX MeTonax ouieHku (GICS, DIS) Heob-
XOJIUMO YUYMTHIBATh PUCK JIOXKHOIIOJOXHUTEIBHBIX OIle-
HOK poauteeit. Jlaxke y 310pOBbIX JIOAEH CIIOHOOTAEIe-
HUE XapaKTepu3yeTcsl 3HAUYMTEIbHOW WHAVMBUIYATbHOM
BapHnabebHOCTBIO [34].

B Hacrosiiee Bpemsi KOJIMYECTBO MCCIeI0BaHUMA, CH-
CTEeMaTHYECKH COITOCTABIISIONINX TTOKAa3aTeIN IIPOIYKIINI
CJIIOHBI M TTOKA3aTe/IM KayecTBa KMU3HM, HEOCTAaTOUHO.
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3AKJIOYEHVE

Mpbl cuMTaeM, 4TO Ha CErONHSIIHUA JeHb TECTHI,
MPEII0XKEHHBIE B 3TOM 0030pe, SIBISIOTCS €IMHCTBEHHBIM
WHCTPYMEHTOM, OTOOpPaXKaIOIIUM KapTHUHY 3a00JeBaHUs
M KOJIMYECTBEHHOro M3MepeHMsl ciaoHoTeueHus. Coue-
TaHUEe KaK KOJWYECTBEHHBIX ITOKa3aTejieil, TaK U aHKeT
ponuTeseii/oNneKyHOB MOXeT 00eCIIeYnThb aleKBaTHOE 13-
MepeHUEe CHAJIOPEH Y JIeTeil.

HMHcTpyMeHTaIbHOE UCCIeN0BaHUE CIIOHHBIX XEIE3
M MeXaHu3Ma aKTa I[JIOTaHUs CIYXKUT AOTOJHUTEIbHBIM
00BEKTUBHBIM KpuTepreM 3(D(hEeKTUBHOCTH JICUEHUSI CITIO-
HOTEUEeHUs Yy eTeil ¢ uepedpaibHbIM MapanuyoM. 1o Ha-
1IeMy MHEHMIO, HEOOX0AMMa CMEHa YCTaHOBKY B OLICHKE
rUuIepcaauBalii — OT CYObEKTUBHBIX IIKal K KOMOM-
HUPOBAaHHBIM MeTOodaM C 00s13aTeJIbHBIM OOBEKTUBHBIM
KOMITOHEHTOM. Bo3M0OXHO, pa3paboTka MOOMIbHBIX TTPH-
JIOXKEHUI I IJIMTETbHOIO MOHUTOPMHIA CUMIITOMOB,
HCIOJIb30BaHNE KOMITBIOTEPHBIX CUCTEM aHaIu3a BUIEO-
3amuceid ¢ IMOMOIIbI0 UCKYCCTBEHHOTO MHTEJUIEKTa, KOM-
IJIEKCHBIX TUAarHOCTUYECKUX aJITOPUTMOB, YIMTHIBAIOIIMX
BCE HIOAHCHI COCTOSIHMSI, MOIJIM ObI YIPOCTUTh OLIEHKY
rurepcajdBaliy, a TakxkKe cleiarh e€ 00j1ee TOYHOI.

[Ipu pyTMHHOM HCClIeOBaHUU MAIlMEHTOB, Ha Halll
B3IJIsI], HAanOoJiee ONTUMAJIBHOM IIKAJIOM SIBJISIETCST IITIKa-
na DSFS, npeumyliiecTBa KOTOpPOil 3aKJII04alOTCsI B BbI-
cokoii koppensuuu ¢ DQ (r >0,8), 6bICTpOM 3aITOJTHEHU T
(1—2 MUHYTBI), BOBMOXHOCTU OXBAaTUTb TSIXKECTh U 4ac-
TOTY cOoBMecTHO co wmKanoii DIS. Heobxoagumo y4uThi-

BaThb PUCK JIOKHOITOJOXUTEIbHBIX OIEHOK POMUTENIEH,
TakXe JOMOJHATb OLUEHKOW NMHAMUKMW JICUEHUS, €CIIU
OHO TIPOBOJUTCS.

HccnenoBanne mokasano, 4TO MCIIOJIb30BaTh KO-
sddunmenT DQ 30 MUHYT IIpM NPOBENEHWN HAyYHBIX
ucciaenoBaHUu HanboJjiee ynoOHO Oiarogapsi ero oobek-
TUBHOCTH, YTO COBMECTHO C M3MEPEHUEM HECTUMYJIM-
poBaHHOTO ToToKa citoHBl (USFR) mo3Bossier monyyuTh
MaKCHMaJIbHO TOYHYIO OIIEHKY THUIIepCaJIMBAIIUM, OCO-
OEHHO MPU Tepanuy UHKOOOTYJIOTOKCUHOM A.

Mb1 cuuTaeMm, 4TO HcIoab3oBaHue MeToma USFR
B KJIMHUYECKOM TpaKTUKe HA TaHHBIN MOMEHT SIBJISICT-
CsI 30JIOTBIM CTaHIAPTOM OILICHKM TMIIepCaJIMBaIlM, UTO
B KoMIuiekce ¢ mpuMeHeHueM mkan DQ, DIS, DSFS,
TMOJTOCPOYHBIM HAOIIONCHUEM 3a TMHAMUKON JICUCHUS
1 TICUXO3MOIIMOHAJIBHBIM COCTOSTHHUEM POIUTENIei/Ta-
IIMEHTAa B 3aBUCHMOCTH OT METOMMKM JICUCHUS SIBIISI-
eTcsl HauboJiee ONTUMAIbHBIM ITOIXOIOM K KOHTPOJIIO
TUTIepCaTUBALINU.

BaxxHO OTMETUTDH, UTO MMArHOCTHKA NOJKHA MMETh
MEXIUCLHUTUTMHAPHBINA XapakTep: i1 HauboJjiee TOYHOMI
OLICHKHU COCTOSIHUSI HEOOXOIUM COBMECTHBIN aHalnu3 KO-
MaHIbl CIEeIMAJNCTOB, BKIIOYas HEBpOJIOra, Iemuarpa,
JIoTorena U peabuaInToNIora, a B OTIEIbHBIX CITyJasx racT-
pO3HTEpoJiora U oTojapuHrojora. Takoii BCECTOPOHHUIA
TIOAXOI, TI0 HAIlleMy MHEHUIO, TTI03BOJISICT HanboJIee MOJTHO
BBISIBUTH XapakTep HapylIeHW M MomoopaTh ONTHMAaIb-
HYIO CXeMY KOPPEKIIMY CHATIOPEH.
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AunnataynoHHanA KapauomuonaTus B CTPYKType ceMeiiHon ¢popMmbl
TOP3A-o6ycnoBneHHoro bnym-nogo6Horo cuHgpoma

T OTAY «HaumoHanbHbIN MeAULMHCKAIA NCCNefoBaTENbCKUIA LLEHTP 340poBbA AeTel» MuHsgpasa Poccum, Mocksa, Poccus;
2 KNMHWYECKNIA MHCTUTYT fieTcKoro 3a0poBbaA nmeHn H.O. Gunatosa OFAOY BO «[MepBblii MOCKOBCKMI roCyAapCTBEHHbIN MEAVNLIHCKUI
yHusepcuteT nmeHn U.M. CeueHoBa» MuH3gpaBa Poccun (CeueHoBckuin YHusepcuteTt), Mocksa, Poccua

PE3IOME

Bnym-nopo6HbIN CMHAPOM — PefKoe ayTOCOMHO-peLieccBHOe 3abonieBaHune, 06yC/IOBIEHHOE HYKNeOoTUAHbIMY BapuaHTamu reHa TOP3A;
XapaKTepU3yeTca CXOKUMU C CHAPOMOM BilyMa KIMHUYeCKMMI NPOABMIEHVAMY, BKITIOUAIOLLVMI XapaKTepHbI GeHoTUN Nuua, 3afepKKy ¢u-
314€CKOro Pa3BUTYA, HO OTAIMYaeTcA bosee YacTbiM Pa3BUTMEM AWNaTaLMOHHOrO GpeHoTuUMa KapAaroMmronaTu. laHHble CMHAPOMbI OTHOCATCA
K rpynmne HacnieACcTBEHHbIX 3a60N1eBaHMiA, COMPOBOXAALWMXCA HapyLweHrem penapauun JHK. YuuTtbiBas Hanuuve eanHNYHbIX KNMHUYECKNX
cJlyyaeB C NpenMyLecTBeHHON 3aiePXKKOM GU3NUYECKOro pa3BuTHA, NOAPOOHOE onrcaHre TeYeHNA AUnaTaLoOHHON KapAMoMonaTum ABNs-
€TCA 3HaUYVIMbIM [J19 MOHVMaHUA 3ab0neBaHNA N ONTUMU3ALUM MeUKaMEHTO3HOTO JIeYeHNA.

MprBOAMM OMMCaHMe KIIMHNYECKOTO TeUYeHUsA 1 0COBEHHOCTEN BeleHUs pebEHKa C rOMO3UrOTHON MyTauuen ¢.2264_2265delinsT B reHe TOP3A,
ob6cnefoBaHHOTO Ha 6a3e kapanonorunyeckoro otgeneHus OrAY «<HMUL 3poposbs getei» MuH3gpasa Poccun. NpoBeféH aHanmns gaHHbIX
aHaMHe3a, B TOM Yunc/ie CEMeNHOro, pe3ynbTaToB KIIMHUYECKUX, TabopaToOpHbIX, MHCTPYMEHTasIbHbIX METOA0B ANArHOCTVKN U MONEKYIAPHO-
reHeTNYeCKOro UCCNe0BaHNA, BbINOIHEHHOTO C CMONb30BaHNEM TEXHOOMN MPAMOTO CEKBEHNPOBaHNA no CaHrepy.

MpepcTaBneHHbIN KIMHUYECKNI ClyYalt BeMOHCTPYPYET BaXKHOCTb CBOEBPEMEHHO ANArHOCTUKI 3abosieBaHuA, BbICOKYIO YacTOTy KapAuanb-
HbIX NMPOABEHNIA, 0COBEHHO HEYKITIOHHO Nporpeccupytollee, daTasbHOe TeYeHue AUnaTalOHHON KapAVOMUONAaTUN.

B petckom Bo3pacTe AunaTtauMOHHBIN GeHOTUN KapAMOMMONATUM MOXKET BbICTYMaTb JOMUHUPYIOLMM 1 XKM3HEYrPOXKaloLyM NposABIeHeM
TOP3A-accoummnpoBaHHOro biaym-nogo6Horo crHApoma. YumtbiBas pUCcK BHE3aMHOIO U arpecCUBHOIO TeUYEHUs ANNaTaLMOHHON KapAnoMIo-
naTuu, BbiiBneHne MmyTauui B reHe TOP3A y fieTell € 3afiepXKKOW pOCTa 1 XapaKTePHBIM «MTUYbUM» GEHOTUMOM UMEET BaXXHOe NMPOrHOCTMYe-
cKoe 3HaueHue. YiyylleHune nporHo3a TpebyeT paHHel AnarHOCTVKY, BKIKOYaA NpeHaTabHYo B CeMbsAX BbICOKOrO pUCKa, pa3paboTky naTore-
HeTNYeCKon Tepanu 1 MexancLMmnINHapHOro NoaxoAa K BeAeHMIO NaLyieHToB.

KnioueBble cnoBa: junatauyoHHas Kapavnommonatus; biym-nogo6Hbii cuHppom; aet; reH TOP3A.
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Popvtenu nauneHTa nognucanu 4o6poBonbHOE MHPOPMUMPOBAHHOE cornacue.
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BypbiknHa 10.C. — KoHUenuua 1 fu3anH nccnepoBaHna, cbop 1 o6paboTka MaTepuana, HanmcaHne u pefakTpPoBaHMe TEKCTa;

laHpaeBa J1.A. — c6op 1 06paboTKa MaTepurana, HanMcaHme N pefakTPOBaHNE TEKCTa;

JNasbigoBa l0.U., noba O.B., Caenbes O.M1., CunbHoBa W.B., MNywwkos A.A. — cbop 1 06paboTka MaTepurana, peAakTMpPOBaHNE TEKCTa;
BacapruHa E.H., CaBocTbsiHOB K.B. — KoHUenuua 1 Au3ainH nccnefoBaHus, pefakTMpoBaHme TeKCTa.

Bce coaBTOpbl — yTBEpPXAEHNE OKOHUYATENIbHOTO BapmaHTa CTaTbyi, OTBETCTBEHHOCTb 3a LIENOCTHOCTb BCEX YacTel CTaTby.
(DuHaHcpoBaHme. VccnefoBaHVe He MeNO CMOHCOPCKON NMOALEPKKN.

KoH$nuKT nHTepecoB. ABTOPbI 3asABNAIOT 06 OTCYTCTBUN KOHGVKTA MHTEPECOoB.

BnarogapHocTb. ABTOpPbI 61arofapAT cemblo MauMeHTa 3a NOAAEPXKKY Hallero nccnefoBaHuA. ABTOPbl BbipakatloT 61aroAapHoOCTb Aupek-
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OBOCHOBAHUE

CuHnpom biayma nmpejacrtaBisieT co00i penkoe ayTo-
COMHO-PELeCCUBHOE HACAeACTBEHHOE 3a00/1eBaHUE U Xa-
paKTepU3yeTCsT KOMIUIEKCOM ITPM3HAKOB, BKITIOUAIOIINX
3aJIepKKy pocTa W AeUIIMT Macchl Teja, HEBPOJOTH-
YyecKHUe CUMIITOMBI, Jonuxouedanuio (crieunpudecKuit
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NTULIETTOAO0HBIN (DEeHOTUIT JIULIA), MUKPOTHATUIO, BbI-
CTyNawIUil TOHKUNA HOC, HU3KOIOCAXEHHbIE OTTOIbI-
pPEHHbIE yIIIHbIE PAKOBUHBI. XapaKTePHbI TAKXKE HAIUUUE
TEJIEAaHTUAKTA3UI, HApYILIEeHUE CllyXa, UMMYHOAE(MDULIUT,
TUMOTOHAAM3M U TIOBBIIIEHHAs! MPEenpacofokeHHOCThb
K Pa3BUTHUIO 3JI0KAYECTBEHHBIX HOBOOOpPa30BaHUU pas-
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ABSTRACT

Bloom-like syndrome is a rare autosomal recessive disorder caused by nucleotide variants in the TOP3A gene. It is characterized by clinical
manifestations similar to Bloom syndrome, including a characteristic facial phenotype and physical development delay, but differs in the more
frequent development of a dilated cardiomyopathy. These syndromes belong to the group of hereditary diseases associated by impaired DNA
repair. Given the existence of isolated clinical cases with a predominant description of characteristic physical development delay, a detailed
description of the course of dilated cardiomyopathy is significant for understanding the disease and optimizing medical treatment.

Here is a description of the clinical course and features of the child’s management with a homozygous mutation ¢.2264_2265delinsT in the
TOP3A gene, examined at the cardiology department of the National Medical Research Center of Children’s Health of the Ministry Health of the
Russian Federation. An analysis of anamnesis data, including family history, results of clinical, laboratory, instrumental diagnostic methods, and
molecular genetic testing performed using Sanger direct sequencing technology, was conducted.

A literature review of patients with mutations in the TOP3A gene was conducted. The presented clinical case demonstrates the importance of
timely diagnosis of the disease, the high frequency of cardiac manifestations, particularly the steadily progressive and fatal course of dilated
cardiomyopathy.

In childhood, dilated cardiomyopathy can be a dominant and life-threatening manifestation of TOP3A-associated Bloom-like syndrome. Given
the risk of a sudden and aggressive course of dilated cardiomyopathy, identifying mutations in the TOP3A gene in children with physical
development delay and a characteristic «bird-like» facies has important prognostic value. Improving the prognosis requires early diagnosis,
including prenatal diagnosis in high-risk families, the development of pathogenetic therapy, and a multidisciplinary approach to patient
management.

Keywords: dilated cardiomyopathy; Bloom-like syndrome; children; TOP3A gene.
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JIMYHON JIoOKanmm3anuu. B cTapiiemM Bo3pacTe HepemKo
pa3BUBAIOTCS CaXapHbI OUa0eT U Mporpeccupyroias
opranemomierus [1, 2].

IMpuunHoii pazsutusa cuHapoma biayma sBisitorcst 6u-
ajuleJibHbIe TTaTOTeHHbIE BapuaHThl B reHe BLM, xonupy-
fomeM pepmenT perapannu JHK — ReCQL3-xenmmnka3sy.
HanHblii ¢pepmeHT coBMecTHO ¢ ReCQ-omnocpenoBaHHbI-
MU OelIKaMu TeHOMHO# HectabuinbHOcTH (RMI1, RMI2)
u Tormousomepasoii 111 anbpa (TOP3A) popmupyroT 6e-
koBblii kKomiuiekc BTRR (BLM-TOP3A-RMI1-RMI2),
WUTPAIOIINI KITIOYEBYIO POJIb B COXPAHEHUHU CTAOMIBHOCTU

Clinical case

reHoMa [1, 2]. JlaHHBII KOMIUIEKC CITOCOOCTBYET PacTBO-
PEHUIO CTPYKTYp XOJUIMAes, MPEeACTaBISIONIMX COOOM
COCIMHEHUE U3 YETBIPEX Leneil HYKJIEUHOBBIX KUCIOT,
BO3HMKAIOIIMX B MPOIECCe PEKOMOMHAIIMKY U perapalunu
nByxuenoueuHsix paspbiBoB JIHK. benok TOP3A B Bu-
IIe OTHEIbHON M30(OPMBI TaKXKe (DYHKIIMOHMPYET B MU-
TOXOHIpPUSIX, MIPUHUMAs ydacTue B Ipolieccax yIABOEHMUS
Mt HK (perumkarinm), pa3neieHUs CHeTICHHBIX T04Yep-
Hux Moiekya JHK mocne perumkanuuy (IekaTeHalysi)
U pacnpenesieHu MUTOXOHAPUIA MeXIy JOUepPHUMU KJIEeT-
KaMmu 1ipu aefneHuu (cerperauus). Takum odpa3om, Hapy-
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KnuHunyecknn cnyvan

menue pynkuun 6enka TOP3A, kak n 6enka BLM, nipu-
BOIUT K (POPMUPOBAHUIO HECTAOMIBHOCTU TeHoMa [2—6].

Jonroe BpeMsI cUMTaloCch, 9To cuHApoM biyma pas-
BUBAETCS TOJBKO BeliencTBUE nuchyHKIMU Oenka BLM.
B 2018 romy 6butM omucaHbI ciiydau cuHApoma biyma
C TIOJIHBIM CITEKTPOM KIIMHUIECKUX TTPOSIBIEHUI, TIPU KO-
TOpBIX He ObLIO HaliaeHO MyTauuii B reHe BLM, HO ObI-
JIM UACHTU(GULIMPOBAHBI TOMO3UTOTHBIE U OWaJUIeIbHbIE
MyTauuu B reHe TOP3A, 4TO TTO3BOJIMIJIO YCTAHOBUTDH HO-
BYIO HO30J0TH4ecKyi0 opMy — TOP3A-00ycn0BIEHHbBII
baym-niogoOHbIil cuHapoMm [2]. B otnnuue ot cuHIpoma
bnayma, TOP3A-o6ycnoBneHHas (popma 3a00JeBaHUST OT-
n4yaeTcslt 0osiee 4acThIM pa3sBUTUEM OBICTPOIIPOTpPECCHU-
pytomieii auimatanmoHHON Kapauomuonatuu (JIKMIT)
C HEeIOCTATOYHBIM OTBETOM Ha MEIMKAMEHTO3HOE JieUe-
Hue [7—10]. CTOUT OTMETUTH, YTO HE3HAYUTEIBHOE CHU-
XKEeHUEe KaTaauThudeckKoil aktuBHocTU (pepmeHTa TOP3A
MOXET MPUBECTU K pa3BUTUIO Oojiee JIErKoro 3adosieBa-
HUsI — Mporpeccupymolleii HapyXKHO! o(TaIbMOIIETUH,
OTHOCSIIEHCS B TPYIIe MePBUYHBIX MUTOXOHAPUATbHbBIX
naTonorui [2].

BoABIIMHCTBO M3BECTHBIX K HACTOSIIEMY BpPEMEHU
ciiygaeB baym-mogoOGHOro cuHapoMa OTpaHUYMBAIOTCS
MMPEUMYIIIECTBEHHO OIMMCAaHUEeM XapaKTEePHOM 3ameprKKu
(GU3NYECKOro pa3BUTHUS, MUKpOLehaTnt, UMMyHOaehN-
IUTa U IPEIPaACIIONOXEHHOCTH K OHKOJIOTUICCKUM 3a00-
JIEBAaHMSIM, TIPU 3TOM CIIEKTP KapIUaIbHBIX TTPOSIBICHUI
U3y4YeH HEAOCTAaTOYHO. B MaHHOIi cTaThe Mbl MPEICTaBIISI-
eM ocobeHHocTU TedyeHus peakoro 7TOP3A-o0ycnoBiieH-
Horo biiyM-nogo6HOro CMHApOMa, COMPOBOXAAIOIIETOCs
JAKMII, y pe6€HKa 10IIKOJIbHOTO BO3pacTa.

KNVHWYECKOE HABJIIOOEHVE

[MammeHT TpoOIIET KOMIUIEKCHOE KJIMHUKO-UHCTPY-
MEHTaJIbHOE O0O0CJIeIOoBaHNUe, BKIIIOUaBIIee IeTaTbHBIN
aHaJIU3 CeMEHOro aHaMHe3a C aKIeHTOM Ha CiyJau
KapIWOMMOIIATUU U JICTAJbHBIX MCXOIOB CPEAU POIACT-
BEeHHUKOB. O0s13aTeIbHBII TUATHOCTUYECKUN AJITOPUTM
BKJTIOUaT (DU3MKaIbHOE O0CIIeOBAaHUE CEPAEYHO-COCY-
THACTOM CUCTEMBI C OLIEHKOU (PYHKIIMOHAJIBLHOTO Kjlacca
XPOHWYECKOM CepIedHON HEeTOCTATOYHOCTH ITO IIKajie
Ross; cranpaptHyto axokapauorpapuio (DxoKI'); pe-
ructpaumio sjiaekTpokapauorpammbl (DKI) B mokoe,
BKJIIOYAsi CYTOUHOE MOHUTOPUPOBAHHUE; OIMpeaeieHue
colepxaHus B KpoBU N-KOHIEBOro (pparMeHTa MO3ro-
Boro Harpuityperndeckoro mentuga (NTproBNP; Hop-
Ma o 62 nr/mi), KpeatuHdochokunasbl (KDOK; Hopma
mo 140 EJll/m), xkpeatmHpochoknHaszbl-MB (KDOK-MB;
HopMa 10 3,4 Hr/mMn), naktatoeruaporeHassl (JIII; Hopma
1o 295 EJl/n), acmapraramuHotpaHcdepassl (ACT; Hopma
no 42 EJI/n), amanmHamuHoTpancdepassl (AJIT; HopMma
no 40 EJI/n), naktaTta (HopMa 10 2,2 MMOJIB/M).

MoieKyIsipHO-TeHEeTHYEeCKass THAarHOCTHKa IIPOBeE-
JieHa B J1abopaTopuu MEIUIIMHCKON reHoMUuku Meauko-
renetndyeckoro nentpa @AY «<HMMUL 3n0poBbst aetein»
Mumn3znpasa Poccuu ¢ UCTIOB30BaHUEM TEXHOJIOTUM IBY-
HaIpaBJIeHHOTO ceKBeHupoBaHus o CaHrepy. BhIsaBieH-
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HbIIi BapuaHT aHAIM3UPOBAJIN C MOMOIIBIO MPOrPAMMBI
Alamut Visual (Interactive Biosoftware) u poccuiickoro
PYKOBOJICTBA TI0 WHTEPIPETAIIUM TOCIEA0BATEIbHOCTEN
JHK yenoseka [11].

O nayueHme

HeBouka, 4 rogma 4 Mecsla, rocnUTaJIu3UpoBaHa
B Kapauosiorndeckoe otaeieHue @AY «HMUILI 3no-
poBbsl aeTeli» MuHsapaBa Poccuu B KpaiiHe TSKEnoMm
COCTOSIHUU, OOYCJIOBJIEHHOM CUMIITOMaMM XPOHUYECKOM
cepaeyHoit HegoctatouHoctu IIB—III cranuu. B menn
MMOCTYILJICHUS Y IEBOUKM Pa3BUIOCH TUTIOTIMKEMUYECKOE
coCTOsTHME Ha (POHE IMTEIHLHOTO TOJIOJAHUS C IOTepeit
CO3HAHUS, CYIOPOXHBIM CHHIPOMOM (KOHIICHTpAIIUS
II0KO3bI KpoBu 0,6 MMOJIb/J1, IaKTaTa — 5,5 MMOJIb/J1),
B CBSI3M C 4YeM peOEHOK OB HAIIpaBJICH B OTACICHUN pe-
aHUMalUWU W WHTCHCUBHOM Tepamuy ST KyIMPOBaHUS
HEOTJI0XXHOTO COCTOSIHUSI.

Anamne3 xcusnu. PeOEHOK OT COMaTUUYECKU 3M0POBbBIX
ponuTesiell, COCTOSIIIUMX B POACTBE (TPOIOPOIHbIE Opat
U CecTpa); OT TepBoii OepeMeHHOCTH, MpoTeKaBllIeil 6e3
ocobeHHoOCTell. Macca Teja TIpU POXIEHUU COCTaBU-
na 2200 1, pnmuHa tena — 47 cM. C poxneHus y pebeH-
Ka OTMEUAIOTCSl CHIDKCHHBIN M U30MpaTeIbHBIN aIlleTuT,
MBIIIIEYHAsT CJ1a00CTh M 3aepKKa MOTOPHOTO M (hU3MIe-
CKOTO Pa3BUTHS, YACTHIC PECITMPATOPHBIC MH(MEKIINT.

Cemelinbiii anamue3. Y NBOIOPOIHBIX OpaTheB (HeTH
POIHOI TETU MO MATEePUHCKOW JTWHWUM) OTMEUYAJIUCh 3a-
Jepxka (pU3NIecKoro pa3BuTus (Y MJIAIIIETO U3 OpaTheB
B 1 rox 6 MecauieB SDS pocra -4, SDS Beca -4,95, tne SDS
[Standard Deviation Score] — koadhduiMeHT cTaHIapT-
HOTO OTKJIOHEHUsI), U OCOOEHHOCTH JUIIeBOTO (peHOoTHUMA,
110 MOBOAY Y€ro AETU IMPOXOAWIU oOCaedOoBaHUE Y IH-
TOKpuHojora. B Bo3pacTe crapiie omHOIo roma y odooux
MajibuukKoB auarHoctupoBaHa JKMII ¢ mocnenytomumm
JIeTaJTbHBIM MCXOIOM B BO3pacTe 2 M 3 JIET COOTBETCTBEH-
Ho. ITo ganHbpIM OX0KI 1 CyTOUHOTO MOHUTOPUPOBAHUS
OKT y mnaamiero u3 cubCcoB OTMEUYEHBI YBEIMUEHUE KO-
HEYHOTO IMAacTOJIMYeCKOro pa3Mepa JIEBOTO KeTymouka
o 33 MM, CHIDKeHUe (ppakIuu BeIOpoca 1o 43%, Tmapok-
CH3MBI CYMPaBEHTPUKYJISIPHON TaXWKapAWUKM C 9aCTOTOM
cepaeyHbIx cokpaieHuii 150 ya./muH. Pe3yabTaT reHeTH-
YeCKOIo UCCAeNOBaHUS MIaIIero cudca BB TOMO3M--
TOTHBIN BapuaHT c.2264_2265delinsT B rene TOP3A; y po-
IUTee MaJlbYUKOB, TAKXKE COCTOSIIINX B POICTBEHHOM
Opake (IBOIOPOIHBIC TETS M IIEMSHHUK), 3TOT BapHaHT
OBbUT TIOATBEPKIAEH B TeTEPO3UTOTHOM COCTOSTHUM [12].

Y npobGaHaa TakkKe eCTh KIMHUYECKN 300POBBIN POII-
HBIII CUOC C OTCYTCTBHEM XapaKTEPHOTO IS CHHApOMA
(eHOTHMA NTUTIA, HO CeTPETAlIMOHHBIN CeMEWHBIN aHaIn3
He MPOBOIWJICS 10 MIPUYNHE 0TKa3a POIUTENICH.

CorylacHO aHajau3y MpeaoCTaBIeHHONW MEIULMHCKOMN
JMIOKyMEHTaIlMK TpobdaHaa, B Bo3pacTe | roga M3MeHEeHUI
Ha OxoKI He BbISIBJIEHO, OTHAKO, HECMOTPSI Ha OTSTOLIEH-
HBII CeMENMHBIN aHaMHe3, 3alepXKKY (PU3NIECKOTro U MO-
TOPHOTO Pa3BUTHS, OCOOEHHOCTU (heHOTHUMA, CIeaylolIee
obciienoBaHue ObUIO MHULIMUPOBAHO B 4 roma B CBSI3U

Clinical case
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¢ >kajio0aMM Ha OABILIKY U Bss1ocTh. [1pu rocnuranuszanuu
B CTallMOHAP TIO MECTY XXUTECIHCTBA BBISIBJICHBI BBICOKOE
s3HayeHre NTproBNP (16506 mr/mit), CHHIPOM LIUTOIM3a
(ACT 71,2 En/n, AJIT 83,6 En/n), norpaHMYHOE CHUXKE-
HUeE TIIOKO03HI (3,84 MMoib/n), mpusHaku JJKMIT (koneu-
HBII IMACTOIMYECKUII pa3Mep JIEBOTO Xeaymouka 42 MM,
JieBoe mpeacepaue 29 MM, npaBblii xenyaouek 19 Mm) co
CHUXKEHMEM COKPaTUTEIbHOU CIocoOHOCTH (bpakiius
BbIOpOca 38%) 3a cu€t nuddy3HOro TUIIOKUHE3a, HEelo-
CTaTOYHOCTh MUTpajbHOro kjamnana III crermenu, Hemo-
CTaTOYHOCTb TpUKycnuaanabHoro kiamaHa [I—II1 crenenu,
HEA0CTaTOUHOCTh KJlaraHa JiérouHoii aprepuu I—I1 crene-
HU, 1€ToYHas rurepTeH3us (48—50 MM pT.CT.), cenmapanms
JINCTKOB TIepUKapaa 3a mpaBbIMu oTnejaaMu 4 MmM. Hapy-
IIeHW pATMa Ceplia He 3apeTUCTPUPOBAHO; HAOTIOIACT-
cs yCTOMUMBast CHHYCOBAasI TAXUKAPINS CO CpeaHEH YacTo-
TOW cepneyHbIX cokpaieHuit 121 yn./muH. [To maHHBIM
YJIBTPa3ByKOBOTO MCCJIEOBAHUS OTPENEsieTCsl HaTnaue
ruaporopakca (1o 90 Ma ¢ 0beux cTopoH) U aubdy3HbIX
U3MEHEHUI MapeHXUMbI TTIeYEHU U TOYEeK.

HeBouka HamnpasieHa B ®T'AY «HMMUILI 3nopoBbs
nereit» Munsapasa Poccun miis aeyeHus.

Pe3ynemamer o6cnedogaHus

I1pu nocrynnenun B LleHTp oTMeuanuch OGJIeIHOCTb
W MUAHOTUIHOCTHh KOXHBIX TTOKPOBOB, MHOXECTBEHHEIC
IISITHA IIBeTa «Kohe C MOJIOKOM» Ha KOXe TPpyIU 1 XXUBOTa,
BBIPAXXEHHOE UCTOLICHUE C Ne(PULIMTOM MOJKOXHO-KUPO-
BOU KJIETYATKU U CHIDKEHUEM Typropa TKaHel, OTEYHOCTh
BEpXHUX BEK, BbIOyXaHWe TPYIHOU KJIETKM B ITpeKapaAuaib-
HOI1 001aCTU B COYETaHUU ¢ BOPOHKOOOpa3Hoii fecdhopma-
LMeit, BolpaxkeHHass Auddy3Has MbllIedyHas TUTIOTOHUS,
rermaroMeranust 10 +6 cM HUXKe Kpas IpaBoil pédepHO
nyru. MuHuManbHash hu3ndeckasi akTUBHOCTb MPUBOIM -
J1a K OBICTPO IeKOMIIEHCALIMM C HapacTaHMUEM ObILIKH,
aKpoLIMaHO3a W TOSIBIIEHUEM «CEPOro» KOJIOPUTA KOXH.
dusnyeckoe pa3BUTHE OIEHUBAIOCH KaK HU3KOE, OUC-
rapMOHUYHOE 3a CYET meMIIMTa Beca: Macca Tenla 9 Kr,
SDS -4,39, poct 89 cm, SDS -3,54, SDS Bec/pocr -3,59.
O6pamanu Ha cebs BHUMaHUE OCOOEHHOCTU (heHOTHUIa
JINLA, B CBSI3U C YeM TMPOBEIAEH OCMOTP COBMECTHO C KJIU-
HUYECKNM TEHETUKOM: (PEHOTHIT «IITHYMIi», BBICTYITAIO-
e JoOHbIe Oyrpbl, TUIOIIA3US CpeaHEel TpeTu Julia,
IJTyOOKO TMOCaXkKeHHbIE TJla3a, aHTUMOHTOJIOMIHBIN pa3pe3
rJa3, y3Kas CIrMHKa Hoca ¢ 3a0CTPEHHBIM KOHYMKOM, 3a-
OCTPEHHBIN MOI00POIOK, HU3KKME POTUPOBAHHBIC YIIIHBIS
PaKOBUHBI C PA3BEPHYTBIM IHUCIUIACTUYHBIM 3aBUTKOM,
TOHKHE KOHMYECKUE TAJbILBl KUCTEU PYK, pa3IMTOE TH-
TOTIUTMEHTHOE TISITHO Ha TPYTHOM KIJIETKE, TOIyOOBaThIC
ckiepbl (puc. 1). YuuteiBass ocoOeHHOCTH (eHoTuIa,
C 1LIeJbl0 BepudUKalUU CUHAPOMA T€HETUKOM PEKOMEH-
JIOBAaHO MOJIEKYJISIPHO-TEHETUYECKOE UCCIECAOBAHNE METO-
JIOM ceKkBeHUpoBaHUs 1o CaHrepy.

IIpu HeBpOJOTMYECKOM OCMOTPE MEHUHIeaIbHOU
1 OOIIEMO3rOBOM CUMMTOMATUKU HE BbIsiBIIeHO. OTMe-
YyaJuCh MPU3HAKU KOTHUTUBHOTO Ae(UIIMTAa U IOBE-
JNIEHYECKUX PACCTPOMCTB: YCTOMYMBBLIA HETaTUBU3M IIPU

Clinical case

KnuHnueckun cnyyvai

Puc. 1. BHewHuin Bug npo6aHga, Bo3pacT 4 roga 4 mecsua,
Ha MOMEHT BbInucku us LeHTpa.

Fig. 1. Appearance of the proband, age 4 years 4 months
at the time of discharge from the Center.

MOMBITKE 00CeA0BaHMsI, KPAaTKOBPEMEHHbBI 00bEM BHU-
MaHMsI, OTpaHNYCHHOE MTOHMMaHUe OOpaIIEHHON peun;
9KCIIPECCUBHAS peub MpelcTaBieHa OTAEJIbHBIMU CIOBa-
mu. MccnenoBanue GyHKIIMY YePETTHBIX HEPBOB HE BbISI-
BUJIO TTATOJIOTUH: Ha pe3KHUe 3allaxyu pearupyeT, IIa3HbIe
LIeJ CUMMETPUYHBI, 00BEM ABMXKEHMIA IJIa3HBIX 00K
MMOJTHBIN, KOCOTJIa3Me€ OTCYTCTBYET. 3pauykKyd OKPYIJION
¢GopMBbI, paBHBI TI0 pa3Mepy, C XKUBOW MPSIMON U COAPY-
XKECTBEHHOI peaklMeil Ha cBeT. JIBMKeHUs HUXKHEH Je-
JIIOCTU B MOJHOM 00BbEME. BOJIEe3BHEHHOCTU B TpUTEMMU-
HaJbHBIX TOUKAX HE OTMeYeHO. JINII0 CUMMETPUYHO MpU
COXpaHEHHOM, HO 00eMHEHHOI MMUMMUKE, HUCTarMa HeT.
Hapymenwuii ciryxa He BbisiBieHO. DoHAIMS U TJIIOTaHUE
He HapylIeHBbI. SI3BIK pacIlojioKeH MO CpeaHell JTUHUM,
Gubpwisauril U dbacuukyasguuii HeT. B nBuratenbHOR
cepe 00bEM aKTUBHBIX U MTACCUBHBIX IBUKEHUI BO BCEX
cycTtaBax MmoyHBIN. Juddy3Hass MpllIedHass TUITOTOHUS.
OueHKa MBIIIEYHOI CUJIBI 3aTpyIHEeHA BCJIEeICTBUE Hera-
TUBHOI ToBeneHuYeckoil peakiuu. CyXxoxXuiabHble ped-
JIEKCHI C BEPXHUX U HIDKHUX KOHEYHOCTE COXpaHHBHI,
cUMMeTpUYHbI. [MIepKUHE3bl OTCYTCTBYIOT, OoJjieBas
YyBCTBUTEILHOCTh HE HapyllleHa. B KoopmamHaTOpHOM
chepe MaTONOTUM HE OTMEUEHO: MallMeHTKa leJieHa-
MpaBJIeHHO AOCTUTaJlia TPEeIMETOB, HE IMpOMaxuBalach
(oTMeUaach HEJIOBKOCTH TIPH BBIITOJHEHHU TOHKUX
IBIXKeHU). CTaTOJOKOMOTOPHbIE (DYHKIMU COXPAHEHbI:
IIeBOYKA CaMOCTOSITEJIbHO CHIeJia, BCTaBajla M XOMMJIA;
noxonka He udMeHeHa. Co CTOPOHBI Ta30BbIX DYHKIUI
OTMEYaeTCsl CKIIOHHOCTD K 3ariopam.
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KnuHnueckun cnyyvan

PesynbTaThl 1aO0OpaTOPHBIX UCCIEIOBAaHUIA TTOKa3alu
Bbicokuii ypoBeHb NTproBNP (46 630 1ir/mj), moBblliie-
uue JIAT (631 En/n), ACT (214 En/n), AJIT (137 En/n),
K®K (150 Ean/n), KOK-MBb (8,87 Hr/mia mnpu Hop-
MasibHOM 3HayeHun K®K), rnmpu sTOoM ypoBeHb JlakTara
1 TOMOIIMCTeMHA OBLIM B Ipenaesax HOpMbL. OTMedeHO
cHIkeHue nMmyHornooyiauHa (Ig) G mo 2,53 r/n (Hop-
ma ot 5,04) u IgA no 0,15 r/n (Hopma ot 0,27) mipu 1o-
rpaHuyHOM ypoBHe IgM no 0,27 r/a (HopMma ot 0,24), uTo
MOXET KOCBEHHO CBMIETEIbCTBOBATH O COIIYTCTBYIOILIEM
BTOpUYHOM MMMyHoneduiure. [1o pe3yrbraram muHAMM-
YeCKOIro KOHTPOJIsI [NIMKEMUU PErMCTPUPOBAIaCh YMEPEH-
Hasl JIaOUJIbHOCTb IOKa3aTeseil ¢ AMU304aMu TTOBbIILIEHUS
KOHLEHTPALIUK TJIIOKO3bI KPOBU 110 6,6—7,6 MMOJIb/J1, IIpU
5TOM COfepKaHKWe IJIMKMPOBAHHOIO I'eMOIJI00MHA OCTa-
BaJIOCh CTaOMJIbHO B Ipefesiax peepeHCHBIX 3HAYeHUIA
(5,7-5,9%; Hopma 110 6), YTO HE COOTBETCTBOBAJIO KPUTE-
pusiM caxapHoro nuabdera. [1apanienbHo ObLT BBISIBJIEH T10-
BBILLICHHbBIM YpOBeHb MHCYIMHA (62,88 MKEm/mi; HopMma
10 23), 4TO B COBOKYITHOCTH C NTAHHBIMU TIIMKEMUYECKOTO
npoduis yka3blBaeT Ha pa3BUTUE KOMIIEHCATOPHOM M-
MEePUHCYJIMHEMUN U MHCYJIMHOPE3UCTEHTHOCTH.

IMo pesynbratram DxoKI' (puc. 2) BuU3yanusnpoBa-
Ha AujaTalMsl BCEX KaMep cepila: KOHEYHBI TUacTo-
JINYECKUil pa3Mmep JieBoro Xxemxymodka 40 MM, z-score
+3,4, neBoe mpencepane 25 MM, z-score +2,9, mpaBblit
xeaynouek 21 MM, mpaBoe mpeacepaue 26%X29 Mm, 1o-

Puc. 2. TpaHcTOpaKanbHas 3XoKapanorpadusa naymeHTa

B 4 roaa 4 mecsiya npy nepBU4YHOM ob6cnegoBaHumn

B OTAY «HMUL, 3gopoBba geTei» MuHsgpasa Poccun.
AnvKanbHaa yeTblpéxkamepHas nosmuua (A4C). mnatauma neebix
OoTAenoB cepaua. JleBbin xenyfoyek C npru3Hakamy peMoAenpoBaHuA.
He3HauuTenbHbIN BbINOT B NOIOCTA nepukappa no nepenHeVn
NOBEPXHOCTN.

Fig. 2. Transthoracic echocardiography of the patient

at 4 years 4 months during the initial examination

at the National Medical Research Center of Children’s
Health of the Ministry Health of the Russian Federation.
Apical four-chamber view (A4C). Dilatation of the left heart chambers.
Left ventricle with signs of remodeling. Minor effusion in the pericardial
cavity along the anterior wall.
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BBIIIICHHAS TPaOEKyISIPHOCTh 3adHEU CTEHKHU JIEBOTO
KeJayaouKa, HEIOCTAaTOYHOCTh MUTPAJbHOTO KJjlala-
Ha III cTeneHM, HENOCTATOYHOCTb TPUKYCIIUIAIBLHOTO
kiamnaHa Il creneHu, CHUXXKEHHUE COKPATUMOCTH O0OOUX
KeTyoouyKoB ((hpaKmus BEIOpOca JICBOTO XKeIydouKa
no Teixonbu 33%, nmo CumncoH 28%), BbIpaxkKeHHOE
HapylleHue AuacTtoiudyeckoir GyHkuuu (2—3-i TuI),
JIErOoYHast TUIepTeH3us 55—60 MM PT.CT., HUXKHSIS Tojast
BeHa Koyiabupyet MeHee 50%. JlaHHBIX 32 BpOXKIEHHbBIE
MOPOKU ceplila He MOJTYYEeHO.

ITo nanueiM BKI (puc. 3) U cyTouHOro MOHUTOPU-
poBanuss DKI — mnpusHaku mneperpysku Tipeacepauii
(amrumTyna 3yboma P Gosee 3 MM) U TIpeABO30YXKICHUS
MHOKapaa XeJyIOYKOB, BbIpaXKeHHBIC HapYIICHUS pe-
MMOJIIPU3AUK, SOAUHUYHAS ITOJTUMOPdHAS KETyI0IKO-
Basl KCTPACUCTOJIMSI; TTay3 PUTMA HE PETUCTPUPOBATIOCH.
CpenHss 9acToTa CepAeYHBbIX COKpAIeHWIt 3a CYTKU CO-
crapwia 125 yn./mMmuH, MuHuManbHas — 111 yua./MuH,
MakcumanabHass — 151 ya./MuH.

PentreHorpadust opraHoB rpyqHO KJIETKU TOATBEP-
NiJia 3HAaYMTEJbHOE YBEJIMYEHUE pa3MepoB cepiala (Kap-
JIMOTOpaKaJIbHBIN MHAEKC 71%).

JleyeHue

YuuteiBast pe3yabpTaThl OOCIeMOBaHUA, ILIAHUPO-
BaJlaCh KOPPEKIUs Tepanuy XPOHUWUYECKON cepaedHOI
HEIOCTaTOYHOCTH, OJHAKO Ha CJICOYIOIINI IeHb ITOCIe
rocnuraaM3aluu Ha (oHe BO3HMKHOBEHUS 0OJIEBOTO
CUHIIPOMA, CBS3aHHOTO C METEOPU3MOM, OTMEYEHO TPO-
IpECCUPOBAaHME CUMIITOMOB JEKOMIIEHCAIIMN: CHUKEHUE
apTepuaibHOro aapjaeHus 10 60/40 MM pT.CT., TaXUKapaust
1o 130 ya./MuH, ycuaeHue OIBILIKY C MOSIBJIEHUEM CTOHY-
IIEro AbIXaHUsI, BIpakeHHOE HapacTaHUe reraToMerajluu
no +10...+12 cm ot kpas pébepHOil nyru, 60U B KUBO-
T€, CEPOCThb KOXU, MOSIBIEHUE XUIKOCTU B TUIEBPATbHBIX
U OpPIOLIHOM TIOJIOCTSIX, CHUXKeHMEe (pakuuu BbIOpoca
10 16%, 4to moTpeGoBajao MOAKIIOYEHUSI KApAUOTOHMU-
YeCKOUW TMOmIepKKU. B Xome AMHAMMYECKOTO KOHTPOJIS
OxoKI' Ha 4-e CyTKM rocnuTaau3alluiyd BOEpBbIE BU3ya-
JIU3UPOBAH TPOMO B TIPOCBETE BEpXHEU IMOJI0I BEHBI, UTO
TTOCITY>KUJI0O OCHOBAaHMEM JIJISI UHTeHCU(UKALIMY aHTHKOA -
TYJSTHTHOM Teparuu.

K 11-my nHIO JledeHUs] TOCTUTHYTa yMEpeHHas Mo-
JIOXKUTEJIbHAsl TMHAMUKA: YMEHbIIUIACh BhIPa’)KEHHOCTh
ONBIIIKM M TemaToMerajuu, JETOUHOM TUIEePTEH3UU;
VIyqIIiiach pakius BbIOpOCa; JTU3UPOBAICS TPOMO.
Crabunu3amysi COCTOSSHUS MO3BOJIMIIA MIPEeKPaTUTh Kap-
IUOTOHUYECKYIO TTOIIEPXKKY U TTPOIOJIKUTH KOPPEKITNIO
03 TIEPOPAJIBHBIX TIpeIapaToB 0a3MCHOM Teparmmu Xpo-
HUYECKOU CepIeIHOM HEJOCTAaTOUHOCTH B YCIIOBUSX Kap-
JIMOJIOTUYECKOTO OT/Ae/IeHUs. 3a BpeMsl HaOJII0IeHUs Jie-
BOYKE MTPOBOIMIIACH TEMOTPAHCDY3USI B CBSI3U C TSIKEIBIM
TeYeHHEeM aHeMUU (TeMOTIIO0MH 69 /]I, TeMaTOKpUT 22),
3aMecTUTeIbHasl Tepalus IpernaparoMm Xejaeza. B mo-
MOJIHEHUE K MEIMKAMEHTO3HOW Tepanuu Oblia WHULM-
MpoOBaHa HYTPUTUBHAsS Mojaepxka. COBMECTHO € aue-
TOJIOTOM OCYIIECTBIISIOCHh MOCTENIEHHOE pacIIupeHue
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SHTEPAJTBbHOTO NMUTAHUA C co0JIIoIeHMEeM HEOOXOIUMOTO
OrpaHM4YC€HUA CYTOYHOTO 00BbEMa XUIKOCTU. O,E[HaKO Ha
IIPOTAKCHMUN BCETO IEpHUOIa HabJIoAeHUS COXpaHAINUCH
BbIPpa’XCHHLIC A IMMCHTAPHbBIC l'IpO6I[eMBII aIlrneTuT ocra-
BaJiCsl CTOMKO CHUXXEHHBIM U KpaﬁHe I/I36I/IpaTCJ'ILHLIM,
4YTO CYIIECTBEHHO OI'PaHMYMBAJIO BO3MOXKHOCTHU ITOJTHO-
HEHHOTO NMUTaHUA.

[IMortara BCHTYACT; !ﬁ )r':'u
P-R-T ocs; 63 118 37 PR #at: W0ms
ORSmamT; TEBms OT/0Tc: 342/39Tms

—n

+ aVF

L_,_A.JL._.-—JLJ .._.,-JJL_,-AJ

BASTELIRQUESIESpBI RN ay

1154B02B171S I No Sile Name AumpaTs [ pAunprd

JAL\ L_Wﬁ I l,-»-\f*J K\,Jd

KnuHnueckun cnyyvai

Ha 17-ii neHb Tepanmuu npu KOHTPOJbHOM DXxoKTI
BBISIBJICHA OTpPULIATEIbHAsI TUHAMMWKA, CBUIETEIBCTBYIO-
masi 0 MPOrPeCCUPOBAHUU TPOMOOTUUCCKHUX OCIIOKHE-
HUIi. B moiocTy TIpaBoro XejaymodKa BU3YaIM3HPOBAJICS
TpoMO pazMepoM 6,7 X3 MM, B JIEBOM XKeJyIOUKe — KPYII-
HbI HeoTHUpYoIIKi TpoMO (20X5 MM) U MEIKU TPOMO
(4,8%3,6 MM) C OrpaHMYEHHOI TOABMKHOCTBIO (puc. 4).

["IMortar

L\u r»—mmif““"'\r W '\-"'ﬂ[—;/‘ f w,)\(\\%ﬂ/‘—'ﬁ M i /\
NN wﬁﬂ’\—b\ﬂ_ﬁf’-\(—wmw KMJ/U—\MH\JNN4 /\_/J/MJ

!
1

bl
M‘M\JJ Tl

10mm/wp  0.05-150r

l M:!L‘\/u'

‘o nrpr-] 2040 r'ﬂl 'l;:;-}/

25m/c

Puc. 3. dneKkTpokapauorpamMmma nauyeHTa B Bo3pacre 4 ieT 4 mecsAleB npu nepBuyHom o6cnepgoBannv B ®rAY «<HMULL 3popoBbs

Aeten» Munsgpasa Poccum.

CUHYCOBbIV PUTM; NPU3HAKIW Neperpy3Kn Npefcepanin v *enyfoukoB, py6LIOBbIX 3MeHeHUI BbICOKOM 6oKoBo lokanusaumm (QS B |, aVL); cHKeH BonbTax
QRS B cTaHZapPTHbIX OTBEAEHUAX, dneBauus cermenTa ST B V3-V5 go 0,5-1,5 mm.

Fig. 3. Electrocardiogram of the patient at 4 years 4 months during the initial examination at the National Medical Research Center
of Children’s Health of the Ministry Health of the Russian Federation.
Sinus rhythm, signs of atrial and ventricular overload, scarring of the high lateral localization (QS in I, aVL), low QRS voltage in standard leads, ST segment

elevation in V3-V5 up to 0,5-1,5 mm.

+ Dist
: Dist 0.878 cm

1.42 cm

Puc. 4. TpaHcTOpaKanbHas 3xoKapanorpadua. UccnepoBaHme B gUHaAMUKe.
a — anukanbHasa yeTblpéxkamepHas nosnymsa (A4C), oTMeyaeTca yBenmnyeHne pasmepoB IEBOTrO Npeacepans, B MoOOCTM NIEBOTO »KenyAouka
BU3yanusmpyetcs GUKCMPOBAHHBIN TPOMO; 6 — MoandULMPOBaHHAA annKasibHas NATUKaMepHan nosuuua (A5C), oTMeyaeTca yBennyeHne pasmepos

TpoMba, 3MepeH PpparmMeHT NOABUKHON rofIOBKM TPOMOa.
Fig. 4. Transthoracic echocardiography. Follow-up survey.

a, Apical four-chamber view (A4C), an increase in the size of the left atrium is noted, a fixed thrombus is visualized in the LV cavity; b, Modified apical
5-chamber view (A5C), an increase in the size of the thrombus is noted, a fragment of the mobile thrombus head is measured.

Clinical case

65

L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2026; 7(1): 60-68



HEBPOJIOTMYECKUI XKYPHAIT nmenm 11.0. BAQATIAAHA. 2026; 7(1): 60-68

https://doi.org/10.46563/2686-8997-2026-7-1-209

KnuHunyecknn cnyvan

Kpome Toro, B 30He CUSIHUS SIPEMHOI 1 ITPaBOil TTOAKIIO-
YUYHOMN BEH OOHAPYKEH PBIXJIbI TPOMO (6,4X4,3X5 Mm).
CoxkpatutenbHas QYHKIIAS MUOKapaa IPU 3TOM CHU3U-
nach (ppakuust BeiOpoca 21%). B c¢Bs3u ¢ npusHakamu
MAaCCUBHOTO TpoMOO3a HayaTa MPOJIOHTUPOBAHHAS UHDY-
3MOHHAas Tepanus HehpaKIIMOHUPOBAHHBIM TeNapuHOM
C TIOCJIEAYIOIINM TMIEPEXO0M Ha MepopabHbINA MTPUEM Bap-
dapuHa, Ha (poHE Yero OTMEYEHO YMEHbIIIEHE pa3MepOB
TPOMOOTUYECKUX Macc.

IIpoBengH aHanu3 moauMopdu3Ma reHoB CUCTEMBI Te-
MOCTa3a: O0HAPYXEHBI T€TEPO3UTOTHBIC BAPUAHTHI B TPEX
reHax (SERPINEI, MTHFR, MTRR), KoTopbie B COBOKYTI-
HOCTHM MOTYT yKa3bIBaTh HAa TEHETUYECKYIO IPEIPaCIIOo-
JKEHHOCTD K CHIKEHHIO CITOCOOHOCTH OpTaHM3Ma PacTBO-
PSITh TPOMOBI M K TIOBBIIICHUIO YPOBHSI TOMOIIMCTEWHA,
YTO YBEJIMYUBAET OOLINI PUCK TPOMOOOOPA30BAHMUS.

JuazHo3

Bepudukanus nuarHo3a BbIOJHEHa rmoatanmHo. Ha
MEepBOM dTare MPOBEACHO ONpeaeeHue CIeKTpa aMU-
HOKHCJIOT METOJOM TaHIEMHON MaccC-CIeKTPOMETPUU
U aHaJIM3 OPraHWYECKUX KUCJIOT B MOUYE€ METOIOM ra30Boit
xpomarorpapumn. [TapannenbHo, yIUTHIBasI OTSTOLIEHHBIN
CeMelHBbIl aHaMHe3 U XapakTepHble biiyM-1ogoOHOMY
cUHIpPOMY (DEHOTUITUUYECKNE OCOOEHHOCTH, OB MHUIIM -
WPOBaH BTOPOI 3Tall — BalMOAllMsI paHee BBISIBICHHO-
T0 y POICTBEHHUKOB HYKJICOTHMIHOTO BapuaHTa. ['a3oBas
xpoMarorpadusi OTKJIOHEeHU! He BhIsiBWIA. B pedynbrate
orpesieJIeHusI CIIeKTpa aMUHOKUCIIOT BBHISIBJIEHO HE3Ha-
YUMOE YBeJWYeHNE KOHIICHTPAIIUU 3-TUIPOKCUOYTUPHII-
KapHUTWHA, MaJIOHWIKAPHUTUHA U 3-TUIPOKCUTIATbMM--
TOJIEUJIKAPHUTHHA.

C NOMOIIIBIO TEXHOJOTUU ABYHAIIPAaBJIECHHOIO CEKBE-
HupoBaHUs 10 CaHrepy BBISIBJICH IMaTOTEHHBIII TOMO-
3UTOTHBIN BapuaHT c¢.2264_2265delinsT (p.G755Vfs*18)
B reHe TOP3A. MonekylIsipHO-TeHETUYECKOE MCCIIeN0-
BaHWE POOUTENICH ITpoOaHIa He BBEIITOJHEHO M3-3a 0TKa3a
OT MIpemocTaBIeHUs] OrMomarepuaina. JmarHo3 ceMeifHOM
dopmbl biiym-nogo6HOro cuHapoma ObuT Bepu@uIIMpoBaH
Ha OCHOBAaHWM KOMIIJIEKCHBIX NaHHBIX: JTOKYMEHTAJIBHO
MOATBEPKIEHHOTO TOMO3UTOTHOTO TTATOTEHHOTO BapHaH-
Ta y mpobaHaa, XapaKTepHOro KJIMHMYECKOTo (eHoTumna
U OTITOIIEHHOTO CEMEMHOro aHamMHe3a ¢ WACHTUYHBIMU
KJIMHUYECKUMU TPOSIBICHUSIMU U CMEPTEIbHBIMU MCXO-
JaMM y TBOIOPOIHBIX CUOCOB. YUMTHIBasI TeHe3 3a00JieBa-
HUsI, THULIMMPOBaHA METa0OIMIecKasl Teparusl JeBOKap-
HUTUHOM B 103upoBKe 50 Mr/Kr B cyTKH, KosH3umom Q10
1o 20 xareb B CYTKH.

JJuHamuka u ucxoowbl

B TeueHme momyTopa MecsieB Ha (poHEe KOMILIEKC-
HOM Tepanmuy JOCTUTHYTa CTAOWMJIbHASI TOJIOXHMTEIbHAS
TWHAMMKA: HOPMaJIM30BaJICS aIllIeTUT, YIyJIIWIACh IBU-
raTejibHasi aKTUBHOCTD; YAAJIOCh JOOUTHCS MOJHOIO KY-
MUPOBAHUS OJBIIIKU U CTAOWIM3ALUU CEPACYHOTO PUTMa
(89—95 yn./muH Bo cHe, 104—110 yn./MuH 1ipu 601pCTBO-
BaHUHU), a TaKXKe perpecca oTéyHoro cuHapoma. [lanbma-
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TOpPHBIE pa3Mepbl MeYeHU YMEeHBIIMINUCH 10 +2 cMm. UH-
CTPYMCHTAJIBHBIN KOHTPOJIb TTOATBEPANI TIOJIOKUTEILHBIC
M3MEHEHUS: OTMEUYEHO CHUXXEHUE NaBJICHUS B JETOYHOM
apTepuu, yMEHbIIEeHNEe AuaTallMM JIEBbIX KaMep cepila
U YJAy4llIeHUEe COKPATUTEIbHON CIIOCOOHOCTU JIEBOTO XKe-
JlyIo4uKa, yaydyiieHue uacToandeckoi hbyHkunu. 3aduk-
CUPOBAHO TaKXe YMEHbIIIEHNE BbIPAXKEHHOCTU PerypruTa-
LIMM Ha aTPUOBEHTPUKYJISIPHBIX KJIallaHAX U COKpallleHue
pa3MepoB BHYTPUCEPACUHBIX TPOMOOB.

OBCYXOEHUE

CornacHO JaHHBIM MMPOBOM JIUTEPaTyphl, HA CErOMI-
HSIIHUN JeHb onrcaHo MeHee 50 MalMeHTOB C IaTOTeH-
HBIMU BapuaHTaMu B reHe TOP3A. Ecnu KapamajabHBIE
MIPOSIBJICHUS TIPM KJIaCCHMYEeCKOM cHHApoMme biyma cum-
TalOTCsS OTHOCUTENbHO peakumu [1, 2], To mpu TOP3A-
00yCJIOBJIEHHOI (popMe X 3HAUMMOCTb, 10 BCeli BUTUMO-
ctu, Tpebyet nmepecMoTpa. B opuruHaibHOM ucciaenosa-
Huu C.A. Martin u coaBT. y 3 u3 12 nereii ObUTM MpU3HAKHU
JAKMII: y onHOro pe6€éHKa oTMeqasioch TSKENOe TeueHue,
MpuBeallee K JeTalbHoMmy ucxony B 10 jer, a ero cubc
C aHAJIOTUYHBIM (PeHOTUTIOM yMep B 13 JIeT, B TPETheM CIIy-
yae ObLTa MpOBeIcHa TpaHCIUIaHTalus cepaua. OnucaHbl
TakxKe cliydad MUHUMAaJbHbIX TposiBaeHuir JIKMII y pe-
O6EHKa ¥ TUTIEPTPO(PUICCKON KapIMOMHOTIATUN — Y B3POC-
sioro [2]. B pabore W. Jiang 1 coaBT. coobI11aercs o cuo-
cax ¢ biryM-1momo0HBIM CHHIPOMOM, Y OTHOTO M3 KOTOPHIX
JKMII 6bl1a 1MarHocTUpOBaHa B Bo3pacTe 6 JieT 2 Mecsi-
1IeB, a JIeTaJIbHbI UCX0d Ha (hoHEe NEKOMITEHCALIMU XPO-
HUYECKOU cepeuHOi HeJOCTAaTOYHOCTU HACTYITIJI CITyCTS
MOJIr0JIa; BTOPOU PEeOEHOK yMmep uepe3 2 Mecsla Iocie
yCTaHOBJICHUS AMarHo3a B 5 jieT 6 mecsues [9]. B uccie-
noBanusix rpynmn T.J. Nicholls u G. Primiano Takke BcTpe-
YaloTCs YIIOMMHAHUS O B3POCJBIX MallMeHTaX ¢ Hapylle-
HUSIMU PUTMa Cepaina, MoTpeOOBaBIIMMK WMILJIAHTAIIUN
3JIEKTPOKAPANOCTUMYJIATOPA WIIN KapAauoBepTepa-aeduo-
pusgTopa [7, 8].

IpencraBieHHbI HAMU KIMHUYECKUIA cllydyait cOOT-
BETCTBYET ONMUCAaHHbIM paHee B auteparype JIKMII npu
bayM-nmogoMHOM cUHApOME C AeOIOTOM B PaHHEM BO3-
pacte U TSKENBIM, OBICTPOTIPOrPECCUPYIOIINM TEUEHU -
eM. COBOKYITHOCTh 3TUX JAaHHBIX MTO3BOJISIET BHIIBUHYTH
MPEaNoJoXeHNe, YTO KapAMOMUOIIaTUs MOXET SIBISITh-
Csl He BTOPOCTENEHHBIM, a BEAYLIUM U MPOTHOCTUYECKU
HauboJiee 3HAYUMBIM CHUMIITOMOM biym-momo6HOro
CHHIpOMA.

JlviarHo3 ObLI yCTaHOBJIEH Ha OCHOBAaHUM BbISIBJIC-
HHS TOMO3WTOTHOUN MyTaumu c.2264 2265delinsT B TeHe
TOP3Ay mpobaHna ¢ THITMYHBIM (DEHOTUIIOM, UTO BMECTE
¢ daranpabiMu caydasmu JJKMII y nBoropogHbIx cuOCOB
C MACHTUYHBIM TeHETUYECKUM BapHaHTOM ITOATBEpKIa-
eT ero nmaroreHHocThb [12]. TlatoreHe3 mopaxkeHus cep-
nia npu aedbekre TOP3A, BeposiTHO, MHOTO(MDAaKTOPHBINA.
B xauecTBe OCHOBHOI TMMOTE3bl paccMaTpUBAETCs KpH-
TUYECKasl POJib MUTOXOHIPUAIBbHON NUCHYHKIIMU BCIEI-
CTBUE HapylleHMsT nekateHauuu u cerperaunu (MTJHK)
[2—6, 8—10]. BosHukaroiuii sHEpreTUYecKuii 1eUInuT
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B BBICOKO METAa0OIMYECKM aKTUBHOM MHUOKAapIe MOXKET
CIIYKATh TICPBUIHBIM 3BEHOM, 3aITyCKAIOIIUM pPEeMOJIe-
JINPOBaHWE M CUCTOJWUYECKYIO muchyHKmuio. [MpmHnmas
BO BHMMaHWe 0COOCHHOCTH TIaTOTeHe3a, a MUMEHHO Xapak-
TepHbIe Uit BiiyM-110106HOTO CUHAPOMA Pa3BUTHE MUTO-
XOHAPUATBLHON TUCHYHKIIMU, LIeJIeCO00pa3HO Ha3HAYECHHUE
MeTabondeckoii Tepanuu (1eBokapHUTHH, KoaH3zum Q10
U 1Ip.), KOTOpasi, IO TaHHBIM JIMTePATyPhl, MOXET TEMOH-
CTPUPOBATH OIPeAeEHHYI0 3(D(HEKTUBHOCTh Y TaKUX ITa-
uueHToB [13, 14], onHako B TepMUHaJIbHON cTaauu 3a00-
JIeBaHMSI, KaK B IIPEICTaBICHHOM Cilydyae, € BO3MOXKXHOCTH
KpaliHe orpaHUYeHbl. JIeueHrue KapAMOMUOIIaTUM B CTPYK-
Type MUTOXOHAPUAIBHBIX OOJIE3HEH SIBJISIETCS CUMIITOMA-
TUYECKUM M HAIIpaBJIeHO Ha KyNUPOBAaHUE TIPOSBICHUI
XpPOHUYECKOM CepIeuyHOl HemOCTaTOYHOCTH. B maHHOM
cyJae cTaHmZapTHAsI CXeMa Tepariy MO3BOJINIIA TOOUTHCS
CTAOMJIM3AIMM CUMIITOMOB XPOHWYECKOU CEpIeyHOl He-
JIOCTaTOYHOCTH.

XapakTepHble U1l CHHAPOMa HapyllleHUsl, TaKrie Kak
BbIpaXXeHHas1 Ttunotrpodus u 1eUUUT HyTPUTUBHOTO CTa-
Tyca [2, 9, 12], mabopaTopHO TTOATBEPKAEHHBIC MWHCYIIM-
HOPE3UCTCHTHOCTh M MMMYHOIE(UIINT, TTOBBIIIAOIIAI
puUcK MHOEKUUN, SIBISIOTCS HEOJAaronpusITHbIM (HOHOM
JUTSI PA3BUTHS OCJTOXKHEHUIA.

Oco00oro BHUMaHMs 3aCy>KMBAIOT CEPbE3HBIE TPOM-
005M0O0IMUEeCKHE OCTOXKHEHUS (MHOXECTBEHHbIE BHYT-
pucepaeYHBIe WU BEHO3HBIE TPOMOBI), KOTOPBIE CTaju
3HAYMMBIM OTATYAIOINM (PaKTOPOM B IIPEACTABICHHOM

KnuHnueckun cnyyvai

Hamu ciiydae. VIX pa3zBUTHE MOXKET ObITh CBSI3aHO KaK C 3a-
CTOMHOW CEepICYHON HETOCTATOYHOCTBIO U TUTIOKUHE3NEN
KaMep cepaia, TakK M ¢ BO3MOXHBIMHU, IO KOHIIA HE M3Y-
YEeHHBIMU HapyLIEHUSIMU B CUCTeMe reMocTa3a Ha (oHe
TeHEeTUYEeCKOoro aedexTa.

HWHTepecHO, 4YTO B OOJIBIIMHCTBE 3aJOKYMEHTUPOBAH-
HBIX ClIy4aeB biaymM-momoOHOro CHHApOMa, acCOIUMPO-
BaHHoro ¢ TOP3A, BKito4yas Halll, BApUAHTBI JIOKAJIN30-
BaHBI UMEHHO B 3K30He 18 [2, 7—9]. BT0 mo3BoJIseT mpe-
MOJIOXKUTb, YTO JAHHBIA Y4aCTOK KOAUPYET KPUTUUYECKU
BaKHbIN (PYHKLIMOHAIbHbBII JOMEH Oenka. XOTsl OIUcaHbl
M BapUaHThI B 9K30HaxX 3, 5 u 12, UX poJib U MEXaHU3MBbI
TPeOYIOT JOMOJIHUTEIBHOTO U3YUYEeHUS.

3AKIOYEHVUE

Taxénoe teuenue JIKMII B neTckom Bo3pacTe cro-
COOHO BBICTYNaTh KaK JOMUHUPYIOIIWA 1 XKU3HEYTpOXKa-
o1t KomrnoHeHT 70P3A-accouunpoBaHHoro biym-mno-
IOOHOTO CUHIPOMA. YUYUThIBasi pUCK BHE3aITHOIO 1 arpec-
cuBHoro ae6ioTta JKMII, napeHTHdUKAINUA TTaTOTeHHBIX
BapuaHTOB B reHe TOP3A y neteii ¢ 3agepXKoil (pusnde-
CKOT'O Pa3BUTHUS M XapaKTePHBIM «IITUYBUM» (PEHOTHUIIOM
MpuoOpeTaeT BaXXKHOE 3HAUCHWE IUJIST OTIpeNesIeHUs TpOo-
rHo3a. CTpareruu, HampaBJIeHHbIe Ha YJIYYIIEHUE HCXO-
TIOB, NOJIKHBI BKJIIOUATh HE TOJIbKO PAHHIOK TUarHOCTHUKY,
HO ¥ OLIEHKY 3((EKTUBHOCTU METa0OINUECKON Tepanuu,
a TaKkXe COOTI0ACHNE MYJbTUANCIIUILUIMHAPHOTO TTOAX01a
IIpY BeACHUM JaHHOI KOTOPTHI MAIIEHTOB.
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