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TBepcKow rocygapCcTBEHHbIV MeQULNHCKUI YHBepcuTeT MuH3gpaBa Poccuu, Teepb

lMopaxeHue HepsHOU cucmembl (Heliposonyc) A8emcs 00HUM U3 CamMbiX pacnpoCMpaHEHHbIX KITUHUYECKUX
nposeneHul cucmemHoli KpacHol sonuarku (CKB) 8 demckom 803pacme, a makxe paccmampusaemcs 8 kadecmeae
Heb71a20npUAMHO20 NPOZHOCMUYECKO20 Kpumepus meyeHus 0aHHO20 3aboiesaHus. [a Heliposonyca xapakme-
PpeH WupokKuli chnekmp KJIUHUYeCcKux nposesieHull Kak y demeti, Mak u y 83poc/ibix NAYUeHmMos, 4mo 0byc/108/1eHO
8 60/1bUWIUHCMBE C/TyHaes 06WUM NamMo2eHeMuUYeCcKUM MeXaHU3MoM — (hopMUPOBAHUEM CUCMEMHO020 8AcKyIUMa
C nopaxeHuem MUKpOUYUPKY/ISMOPHO20 cocyOucmo2o pycna. HecneyugudHocms u 8apuabenbHocme Heliponcuxu-
YecKux CUMNMOMOB8, KOmopble MO2ym NOA8UMbCS yxe 8 0ebome 3ab0/1e8aHUS, CyujeCmeeHHO OC/IOXHSAIOM paH-
Hioto duazHocmuky CKB u obycrosnugaom Heobxo0uMOCmb mecHO20 3HAKOMCMea neduampad ¢ NoIUMOPHU3MOM

Helipontonyca y demedi.

Knioueevbie cnoea: cucmemHasn KpacHas 8014aHKA, HEUPOIIONYC, UHCYbM, GHMUGOCHOAUNUOHbIU CUHOPOM,
20/108HAsA 6071b, AyMOAHMUMesd, KO2HUMUBHbIE HAPYWEeHUS.

CucreMHas kpacHast Bomyanka (CKB) B HacTostiiee
BpeMsI SIBJISIETCSI OMHUM M3 HanboJiee paciipoCTpaHEH -
HBIX 3a00J1eBaHNI B TPYIIITE KOJIareHo30B. Poccuiickue
nokasateau pacnpocrpaHeHHoct CKB mocturaior
40—50 cnyuaes Ha 100000 Hacenenusi. B CILIA gaH-
HBII IMOKa3aTeJIb 3HAUMTEIbHO BhIIIe U cocTaBisgeT 130
cimyuaeB Ha 100000 genoBek.

3aboyieBaHUE XapaKTepu3yeTcsl U3HavYaabHO
XPOHUUYECKUM TeYECHUEM U TopakeHUeM MHOXKe-
CTBa OPraHOB U CUCTEM BCJIEACTBUE MOBBIIIEHHO-
ro ayToaHTUTEJN000pa3oBaHus K ayTOaHTUTEHaM
KJIETOUHBIX S1Iep, MeMOpaH U LUTOILJIa3Mbl U MO-
paxkeHus COCYA0B MUKPOLIUPKYJISITOPHOTO pyca.
ITporHo3 6oJyie3Hu TpyaHO npenckaszyem, noo CKB
XapaKTepH3yeTcs IIMPOKUM CTIEKTPOM KITMHUYECKUX
¢dopM 1 BapuaHTOB TeueHUs OOJIE3HM, a TAKXKE Be-
POSITHOCTBHIO MHBAJIMAU3ALNU U TaXKe JICTATbHOTO
ucxona. [1,2].

CKB ¢ 1e610TOM B 1€TCKOM BO3PaCcTe COCTaBJISIET
ot 10 10 20% Bcex caydaeB 3aboyieBaHusI. 3aboieBa-
€MOCTb B IETCKOI MOIyJIsiiiuy Bapbupyet oT 10 go 20
ciayyaeB Ha 100000 gereii. I[To MEHeHMIO OONBIIMHCTBA
aBTOPOB, CYIIECTBYET BhIpaxkeHHasi 3aBUCUMOCTD Ua-
CTOTHI U KIIMHUYECKOI KapTUHBI 3a00JIeBaHMsI OT T10JIa
pedenka. Cuuraercs, 4TO Yalie 3a0oJieBaHUE BCTPE-
YaeTcs Y IeBOYEK, UeM Y MaTbYMKOB, B OTHOIIICHUHU
5:1,9:1 m naxe 12:1. Y 1eBoYeK-MOAPOCTKOB HAUaJIO
3a00J1eBaHUS CBSI3aHO C HACTYIJICHMEM MeHapXxe,
aKTHUBHOCTH 3a00JIEBAHUS MOBBIIIACTCS BO BpeMsI

OEepeMEeHHOCTH U MOCJe POJOB. DTO OOYCIOBICHO
pa3IMIHBIM BO3AEeHCTBUEM TMOJOBBIX TOPMOHOB
Ha UMMYHHBII OTBET: 3CTPOreHbl CIIOCOOCTBYIOT MO-
BBIILIEHUIO CUHTE3a aHTUTEJI, 2 AaHAPOTeHbl CHUXKAIOT
00pa3zoBaHUE aHTUTEJ U MOAABJISIIOT KJIETOUHbIE peak-
UK. Y KEeHIIUH perpoayKTuBHoro Bo3pacra ¢ CKB
HaO0I10Jal0TCsl MOHUXEHHbIE YPOBHU TECTOCTEPOHA,
MPOrecTepoHa U BHICOKUI — 3CTPOTEHOB; ¥ OOJbHBIX
000uX ITOJIOB MOBBIIIEH YPOBEHB MPOJAKTUHA U TTIOHU -
KeH — IeTHIPOdIHaH npoctepoHa. OMHAKO PST aBTO-
poB uuTaet, yto yaie CKB B KayecTBe ayTOUMYHHOTO
3a00J1eBaHMS TPOSIBIISIETCS] Y MAIBYUKOB. DTO MOXKET
OBITh CBSI3aHO KaK C HEOOJIbIIIOM BEIOOPKOI HcCe-
MOBaHW, STHUIECKOI IPUHAIIEKHOCTHIO IMAIlHeH-
TOB M MX TeHeTn4ecKUM poHOM. CpenHuii Bo3pacT
oBeHMIbHOrO ne6iota CKB cocraBisieT 10—12 ner,
ci1ydyau 3a0071eBaeMOCTH AeTeid B BOo3pacTe 10 S5 et
KpaliHe penku. YcraHoBieHue Bo3pacTa nedota CKB
MpeacTaBisieTCs Ype3BbIlUaliHO BaXKHBIM, TaK KaK
BpeMsl HayaJia 3abojieBaHus BO MHOTOM OTIpenesi-
€T 0COOCHHOCTHU TeUCHUSI, KITMHUIECKYIO KapTUHY
¥ ucxoapl boje3nu [3,4,5].

Hesponornueckue nposgsieHus CKB mmpoko
u3BeCTHHI eé ¢ 60x romoB XX Beka, KOraa BIIep-
Bole B. B. MuxeeBbIM OBLIO ITOKAa3aHO, YTO HEPBHAS
cuctema (HC) saBnserca ogHOI U3 «MUIIEHEH» T10-
paxXeHus y TOoAaBJISIONIEeT0 O0JbIIIMHCTBA OOJbHbBIX
CKB. KinuHunyeckue cMuMOTOMBI co ctopoHbsl HC
MOTYT TIPOSIBUTHCS Ha CAMBIX pAaHHMX 3TAIlaX pa3BUTHUS
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BOJTYAaHKM, YXKe B 1e0roTe Oose3Hu. Tak, mpoBeneHHOE
pETPOCIIEKTUBHOE MCCIIemoBaHme 256 TallneHTOB
B TopoHTo (KaHaga) mokasasno, 4To MpuOIU3UTEIbHO
y 40% moneit HeBpoJIOrMYecKasi CAMIITOMATHKa ObLTa
BBISIBJICHA €1l¢ Ha 3Tarle MpeaBapuTeIbHOro obcie-
IIOBaHUSI — JIO WJIY BO BpeMsI IIOCTAHOBKM TMArHO3a.
CornacHo panHbIM Juteparypsl, HC y 6onpabIX CKB
mopakaetcs B 25—95% ciaydaes, a IeTaIbHOCTD TIPU
HaJIMIMY HEBPOJIOTUYECKOM CUMITTOMATUKY TTOBBIIIA-
ercs 1o 21,4% [6,7,8]. BonbIIMHCTBO MccaeI0BaTeNEH
oOpalllaeT BHUMaHWe Ha TO, YTO AETSM MJIaIIlero
BO3pacTa CBOMCTBEHHO 0o0Jjiee 37I0KaueCTBEHHOE U ObI-
ctpo nporpeccupytomiee TeueHue CKB. BrisiBienHas
0COOEHHOCTh aCCOIMMPYETCSI ABTOPAMU HE CTOJIBKO
C TTopakeHHWeM TI0YeK, TPAAULIMOHHO OTIpeIeIsio-
IIIMM TIPOTHO3 3a00JIEBaHMsI, CKOJIBKO C pa3BUTHEM
Heliponicuxuvyeckux HapymeHuid. Tak, W. L. Sibbitt
u coaBT. (2002) mokazaHo, YTO pa3HOOOpPa3HbIE TTOpa-
xeHus HC y nereii BBISIBASIIOTCS Yallle, YeM TJIoMepy-
noHedput — B 95% caydaes nipotus 55% (p<0,0001).
Kpowme Toro, Hanbosee TsKeable IIPOsSIBASHUS MO~
paXXeHUs HEPBHOM CUCTEMBbI, TaK1e KaK UHCY/IbTHI,
MonepevYHble MUETUTHI, AeIUPUIL, TTOJTMHENPONIATUH,
yalile JMarHOCTUPYIOTCS MPOSIBJISIIOTCS y MallUeHTOB
mutanure 6 et [9,10].

ITatorene3 nopaxenus HC npu CKB nipomoikaer
aKTUBHO U3y4aThCsl, OOHAKO B HACTOSAILIEE BPEeMs yCTa-
HOBJICHO, YTO OCHOBHBIMU MEXaHU3MaMU Pa3BUTHUS
HEBPOJOTMYECKOM CUMIITOMATUKY SIBJISTIOTCSI TPOMOO-
THYECKas BaCKyJIOMNaTus, MOBPEXIeHNE TeMaTOSHIIE-
damrueckoro 6apreepa (I'DbB), anturen-onocpenoBaH-
Hast HeHPOTOKCUYIHOCTD, IIUTOKMH-WHIYITUPOBAaHHAS
HEeHPOTOKCUUHOCTD, KJIETOUYHO-OITOCPEAOBAHHOE
BocnayieHue. Takke OMucaHo MosIBJieHUe HEBPOJIOTHU-
YEeCKOW CUMITOMATUKHU, aCCOLLMMPOBAHHOM C TEpanu-
eit CKB u nmo6ounsiMu 3¢ppekraMu JIeKapCTBEHHBIX
cpencts [3,11]. OnmcaHHbIE TATOTEHETUYECKHE ME-
XaHU3MbI B3aMMOCBSI3aHbI M TECHO B3aMMOJEHCTBYIOT,
YTO SIBJISIETCSI OCHOBOM MOJUMOp(U3Ma KITMHUIECKUX
MPOSIBJICHUI U OOBSICHSIET MOpaXkeHUe Pa3TMYHbIX
otaenoB HC, koTopoe 3a4acTyto MpOUCXOIUT OJHO-
BpeMeHHoO. /1151 MaliMeHToB 0oJjiee cTaplliero Bo3pacTa
XapaKTEePEeH CIEAYIOIINNA BEPOSTHBIA MEXaHMU3M MO~
paxenus HC: uszHavaiabHO, B pe3yabTaTe NeiCTBUS
TPUTTEPHBIX (PaKTOPOB, TAKUX KaK CTPECC, COMYT-
CcTByOIIAsi UH(MEKUUS U T. 1., BCIEACTBUE MECTHOTO
BOCIIaJIeHUs 1 TTIOBPEXIEHUS COCYA0B IOJIOBHOTO
MO3ra UMMYHHBIMU KOMIIJIEKCaAaMU, TTOCPEICTBOM
MOBBILIEHUSI TPOHULIAEMOCTU 1 TTOBPEXKICHUS Te-
MaTosHIledainueckoro daprepa myJ 6osee yuem 20
BUJIOB HEMPOTOKCUYHBIX ayTOAHTUTEI MPOHUKAET
B TKaHU FOJIOBHOTO MO3Ta. B TO e BpeMs IpOUCXOAUT
OTJIOXKEHME NMMYHHBIX KOMIUIEKCOB Ha MeMOpaHax
MEJIKMX COCYIOB U (popMUpOBaHKE TPOMOOTUYECKOM
BAaCKYJIOTATUH Y MO0, TPUBOISIINX K UTIIEMH-

YyecKOMY MOpaxXeHUIo YYaCTKOB BacCKyJasipU3alluu.
AytoaHTutena (AT), cpeau KoTopbix HanboJiee 13-
ydyeHbl AT K pudbocomanbHOoMy OenKky P, AT mpotus
OHK (NR2, 16—6 narotui), aHTU(hOCHOTUITUIHBIE
aHTtuTtena u AT K KJIeTKaM COCYIMCTOro HIOTENS,
IMOCPEACTBOM MPSIMOT0 TOKCUYECKOTO NeHCTBUS
WUJIM OIIOCPENOBAHHOIO, Yepe3 MHAYKIINIO CEKpe-
LIMU SHO0TEIUATBHBIMU KJIETKAMU UHTEPIECUKINHA 6
u 8, ycunupaloT nospexnenue I'Db, crmocobeTByIoT
Pa3BUTHIO LIePEOPaATIbLHOTO BaCKYJIUTa, YCUJIMBAIOT
TpOoMO00OOpa3oBaHUE U YCKOPSIIOT aTeporeHe3 (mpu
NpUCOeTMHEHUU aHTUGHOCHOIUNUIHOTO CUHAPOMA,
BcTpeuarolierocs B 40% ciydaes). Beé aTo npuso-
IUT K NIIEMUYECKOMY MOBPEXICHUIO UJIN HEKPO3Y
CTPYKTYp TUMOMYECKOI CUCTeMBI TOJIOBHOTO MO3ra,
KOPHBI, HEIPpOHAJIbHLIX MEMOpPaH U IPYIUX Y4aCTKOB
roJIoBHOTO Mo3ra. KiieTouHo-onocpeaoBaHHOE BOC-
najeHue, KOTopoe 00YCIOBIEHO CTUMYJISILIUE MU-
KPOIJIMY FOJIOBHOTO MO3ra Ype3MepHOM BHIPaOOTKOM
LIMTOKMHOB, MHAYLIMPYIOIIMX OOPBIB CTAPBIX U HOBBIX
CUHOIITUYECKMX CBSI3€M, TaKXKe IPUBOAUT K CTPYKTYP-
HOMY ITOBpEXIEeHMIO TKaHel mo3ara [4,11,12].

Pa3Butue HeiiponcuXuyecKUX HapyIIeHUH y AeTel
MMeeT CBOM MaTOreHeTuYecKrue 0COOEHHOCTH, KO-
TOpbIe 00YCIOBJIEHHI B TIEPBYIO OUepeab pa3inuyueM
B CTPOEHUU U (PYHKIIUU CEPOTO BEIIECTBA TOJIOBHO-
ro Moara u guddepeHIMPOBAaHHBIMHU ITpOlleCCaMU
MUEJIMHU3alMu y IeTeil u B3pocibix. K Bo3pacTy
18 neT — «mukKoBOMYy» 110 3ab0ojeBaecmocTu CKB —
B KOpe JIOOHBIX J0JIeii TOJTOBHOI'O MO3ra 0Opa3oBaHUe
MWIEHUHOBBIX 000JI04€K, YBEJIMUUBAIOLIUX CKOPOCTh
HEpBHOI Mepenavyu Mo akCoOHaM, ellle He 3aBepliie-
Ho. O0BEM ceporo BelllecTBa B TEeMEHHOM U JIOOHOM
Jl0Jle HAYMHAET COOTBETCTBOBATh TAKOBOMY Y B3pOC-
JIBIX TOJIbKO K 11—12My rony xu3Hu. [Toatomy npu
MOpaXeHMUHU HEPBHOM TKAHU, B OCOOEHHOCTU 3TUX
OTIEJIOB, C 0OJIbIIIE BEPOSITHOCTBIO MOXET Pa3BUTHCS
CTOIKOE MoBpexkaeHne (GYHKIUNA 1 HEKPOTU3ALI M.
OnucaHHOE BbIIIIE MOXET OObSICHUTDH 00Jiee YacToe
pa3BUTHeE TIyOOKMX KOTHUTUBHBIX HAPYILIEHUM y 1e-
TeW MJIafIIero Bo3pacTa Mo CpaBHEHUIO CO B3pOC-
aeimu [2,8]. CorjlacHO pe3yiabTaTaM UCCeIOBaHUMI
M. U. Kanensl u U. I1. Hukummnoi (2017), y 90%
B3pocibix ¢ gedbotom CKB B neTckoM Bo3pacTe nume-
IOTCSI paCCTPOMCTBA aCCOIIMATUBHOM 1 MEXaHUYECKOMN
MaMsIT, HapyIllIeHUs] KOHLIEHTpallui BHUMaHus 0e3
MaTOJIOTUU JJOTUYECKOro MbInnieHus [13].

Crnenyet TakKe OTMETUTh POJIb UMMYHOCYIIPECCUB-
HOM Tepanuu B T€HE3€ HEBPOJIOTMUYECKUX HAPYILLEHU
npu CKB. OcobeHHO 3T0 OTHOCUTCS K I'PYIIIIe III0KO-
KOPTUKOCTEPOMIHBIX TOPMOHOB. B HacTos11Iee BpeMs
yOeauTeIbHO IT0Ka3aHOo, YTO IT000YHEIe 3(DhEKTHI
co ctoponsl HC npu nmpyuMeHeHUM JaHHBIX IIperapa-
TOB CXOXH C [ICUXOHEBPOJIOTMYECKUMY CUMIITOMAMHU,
KOTOpPbIE MOTYT BOBHUKHYTh BCIEACTBUE TUITMIHOTO
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teuenust CKB. MzameHeHne aMoumoHaabHOro ¢o-
Ha pebeHka ¢ CKB MoxeT Tak:ke UMeTb pa3indyHoe
MMPOUCXOXICHUE: TOMUMO TTIOBPEXICHUS CTPYKTYP
TFOJIOBHOTO MO3ra MPpUYUHON U3MEHEHUSI KOTHU -
TUBHBIX QYHKIMI, ISTIPECCUU U TOJOBHOI 00JH,
CHIDXE€HUSI BHUMAHUS 1 YXYAIISHUS YCIIeBAEMOCTH
B IIIKOJIE MOXET OBbITh OOBIYHOE BOTHEHUE, apHeKT
OT OCO3HAHMSI OpeMEeHN XPOHUIECKOTO TeUCHUS 3a-
0oseBaHUsI, MPOOIEMBI C collManu3aliveit pebeHka
B 1IKOJI€, B CBSI3U C 3a00J€BaHEM U €r0 KOXHBIMU
nposiBiaeHusiMu [14,15,16].

HemanoBaKHBIM aclieKTOM ITPOOJIEMbl HEMPO-
JIIoTIyca JeTCKOTO BO3pacTa B HACTOSIIIEe BpEMSI SIB-
JISIETCSI OTCYTCTBHUE OOIIENPUHITOMN Kitaccuduka-
uu HeBponorndeckux nposipnenniit CKB. B pamkax
CYIIECTBYIOIINX KIIMHNYECKNX PEKOMEHIAIINI KaK
JUIST B3pOCJIBIX MAllMeHTOB, TaK U IS IeTeil HeBPO-
JIorn4ecKasi CMUMIITOMAaTHKa TPU BOJIYaHKE YETKO
He CTPYKTypUpOBaHa, a OMMCaHHbIe U3MEHEHUS
1 HE OXBATBHIBAIOT BECh MOJUMOP(U3M HEBPOJIOTH-
YeCKUX IposiBAeHu. BeposaTHO, 3TO 00yCI0BI€HO
KaK CJI0XHOCTbIO NudbGepeHInaNbHON TUATHOCTUKHU
CUMIITOMOB COOCTBEHHO He#poJIoIyca ¢ mpu3Ha-
kamu nopaxkeHus1 HC nHoro reHesa, Tak v HeIoJi-
HBIM U HE 10 KOHIIa U3yUYEHHBIM TpeACcTaBlIeHUEM
o naroreHese nopaxenuss HC. Ha naHHbII MOMEHT
HauboJee MOJHOM MpeACcTaBIsIeTcs Kiaaccudukaius,
pa3paboTaHHasI aMepUKaHCKOU KoJleruei peBma-
TosioroB B 1999 rony u nononHeHHas B 2018 roay
eBporieiickoii rpynmoit akcneptoB Single Hub and
Access Point for Paediatric Rheumatology in Europe
(SHARE). Ona BxJouaeT B cebs 19 Heliponncuxu-
YeCKUX CUHAPOMOB, U3 KOTOPBIX 12 CBs3aHBI C MO-
paxeHHeM LieHTpalbHOU HepBHOU cucTeMbl (LITHC)
n 7 — c noBpexaeHueM nepudepudeckoint HC. Kpome
Toro, B noaumopdusme nopaxenuii IIHC uenecoo-
Opa3Ho BbIIEIATH IU(GYy3HBIE CUHAPOMBI, BKIIOYa-
1oIye B ce0s 4 IICUXUIECKUX, U 0YaTOBBIE CUHIPOMBI
[17,18,19]. OuaroBbie HEBPOJIOTUUECKE€ CUHIPOMBI
nopaxeHust IIHC, onucaHHble B 1uTepartype, KpaiiHe
paszHooOpa3Hbl. K HUM MPUYUCSIOT aCeNTUYEeCKU A
MEHUHIO3HIIePanIuT, HepedpoBaCKyIIPHYIO 00I€3Hb,
IeMUETMHU3UPIONINI CUHIPOM, TOJIOBHBIEC 60JIH,
IBUTATETbHBIC HAPYIIECHUSI, MEEJIOTIATHIO M CYTOPOXK-
HBIE paccTpoiicTBa. YacToTa BEISIBICHUST 09arOBBIX
MnopaxeHuii, Kak OMMHOYHBIX, TaK U B COBOKYITHOCTHU
¢ IPYTMMU CHHIpOMaMu, cocTtaBiseT 61—76% [20,21].

Haubouee yacThiM KIMHUUYECKUM MPOSIBICHUEM
HelpoJonyca y AeTeil sIBJIsIeTCs roJloBHas 00Jb,
KOTOpasi OTMeYaeTcs, Mo JaHHBIM Pa3JIUYHBIX aB-
TOpoB, y 10—75% mauumeHToB. «BorgyaHoYHAas ro-
JIOBHAsI 60JTb» OOBITHO HOCUT MUTPEHO3HBIN XapaK-
Tep, BHe3aITHa, YCTOMYMBA K aHAJITE3UHN OOBIIHBIMH
aHaJibreTMKaMu, OJHAKO MPU MTIOKOKOPTUKOUTHOM
Teparuu ObBICTPO perpeccupyeT. YUUThIBas LIUPOKYIO

pacrpocTpaHEeHHOCTb BHE3aNHON OCTPOil roJIoB-
HOM 00N y IeTeil, TaHHas CUMIOTOMaTHKa Tpedy-
eT TIpoBeIeHUs TaTebHON nuddepeHIInaTbHOI
JUArHOCTUKU C IIUPOKUM CHEKTPOM COCYIAMCTOM
MaToJOTUU TOJTOBHOrO MO3Ta (KaK BPOXIAEHHOTO,
TaK ¥ IpHOOPETEHHOI'O XapaKTepa), a TAKKe C PSIIOM
MH(QEKIIMOHHBIX 3a00ieBaHuii [22,23].

AyTOMMMYHHBI aceNTUUYECKU MEHUHTO3HIIe-
¢auT TO0BOJIBHO YaCTO COYeTaeTCs C APYrMMHU Mopa-
JKEHUSIMU HEPBHOI TKaHU. BhIsiBJIeHHE TOJOOHOTO
nopaxeHus TpeodyeT nuddepeHInaTbHONR JUarHo-
CTUKU C UH(HEKIIMOHHBIM MEHUHTUTOM, MO0 MAIIUEHT
¢ CKB HaxomuTcsl Ha MMMYHOCYIIPECCHUBHOM Teparuu,
U pa3BUTHUE MEHUHTUTA BCAEACTBUE MOBBILIEHUS aK-
TUBHOCTU YCJIOBHO-IAaTOreHHON MUKPODJIOpHI BeCbMa
BEpOSITHO [22,24].

LlepedbpoBackyasspHast 60je3Hb O0Jiee XapakTep-
Ha JIUISl MAllMeHTOB CTapIllero Bo3pacTa U BKIOYaeT
B ce0s1 MIIEMUYECKUE UHCYJIBTHI, CyOapaxHOWIaJb-
Hble KPOBOU3JIUSAHUS, BACKYJUTHI U TTOBPEXIAEHUS
nep¢opaHTHBIX apTepPUOJI TOJIOBHOIo Mo3ra. MH-
CYJIbThl paccMaTpUBAIOTCS B KauecTBe HauboJiee
CEpPbe3HbIX OCJIOXHEHUI HelpoJtoryca, yacTtoTa
pa3BUTHS KOTOPBIX B TEUEHUE 5 JIET TMOCJie ycTa-
HoBieHHoro nuarHo3a CKB mocturaet 20%, 9to
B LIEJIOM BBIIII€, YEM BCTPEYAEMOCTb B OO1IEH MO-
nyasguuu. IIpu TaHHOM CUHAPOME OFPOMHYIO POJIb
UMEIOT (PaKTOphl pUCKa aTEpOreHe3a U HaJln4yue
COIYTCTBYIOIIETO aHTU(HOCHONUTTUIHOTO CUHIpOMA,
YyTO 00Jiee XapaKTEepHO JJIsI B3POCJbIX MallMEHTOB.
BackynuTtel ¢ moBpeXxaeHUeM COCYI0B rOJIOBHOTO
MO3Ta SIBJISTIOTCSI TWAMMYHBIM M PT-nipr3HakoMm Heli-
pomoniyca. MMeHHO Takoli XxapakTep MopaxkeHus
SIBJISIETCSI OCHOBHOWM MPUYMHOM pa3BUTUS IEMEHLIUU
Bniocieactsuu. Cieayer OTMETUTD, YTO MTPOBENEHNE
MPT-npuarsnocTuku y pedbeHka paHHEro Bo3pacra
Ha MOMEHT JIe0roTa 3a00jieBaHMS IPOOIeMaTUYHO
B CUJIy OCOOEHHOCTEN MoBeAeHUS MaleHTa, ero
BBICOKOM MOABUXHOCTU U «<HEYCUIUYUBOCTU». DTO
0TYACTHU OOBSICHSIET CYLIECTBEHHBIE Pa3InuMs B Uya-
CTOTE BBISIBJICHUS JaHHOTO MOPaXXEHUS Y B3POCIBIX
6oapHbIX CKB 1 y nereii [3,25,26].

HBuratenbHble HapymeHus pu CKB B 6oibIInH-
CTBE CJIy4aeB CBS3bIBAIOT C PAa3BUTHMEM XOPEU — I10-
paxXeHus CTpUO-TNAJJIMIAPHON CUCTEMBI BCJIENCTBYE
HapyleHus Backynspuzauuu. [Tpu atom MPT-uccne-
JIOBaHME TOJIOBHOTO MO3ra, Kak MpaBUIo, He YKa3bl-
BaeT Ha KaKue-Ju00 CTPYKTYpHbIE UBMEHEHUSI, XOTS
(yHKIIMOHAIbHbIE UCCIEA0BAHNS CBUIETEIbCTBYIOT
O TUTIEPAKTUBHOCTHU 0a3ajbHBIX TaHTIMEB. JJanHas
MAaTOJIOTHUsSI BCTpevaeTcs penako, v 2—3% O00NbHbBIX
CKB, u nmposiBisieTcs yXe Ha IIepBOM rogy 3a00Je-
BaHus [27,28].

CynopoxXHble pacCTpOMCTBa, BCTpeUYalolecs
y 2—5% manueHToB ¢ HEMPOJIONYCOM Ha paHHUX
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stanax CKB, MOTryT mposiBASITbCS CyIOpOTaMU Kak
reHepaJM30BaHHOTrO TUIIA, TAK U 0YaroBOTO, OJTHA-
KO MepBbIi BApUAHT MOpaxkKeHMsI BCTpevyaeTcsl, Kak
MpaBUJIo, MpU O0Jiee BHICOKOI aKTUBHOCTH 3a00Jie-
BaHMSI. XOTS PUCK BOSHUKHOBEHMS STTUITPUTIATKOB
y 6onbpHBIX CKB BhIlIIE, YeM B OOLLIEH MOIMYJISILIUH,
OpPSIMOI CBSI3M MOJ00HON KIMHUYECKOM KAPTUHBI
WMEHHO C BBICOKUM YPOBHEM aHTUTEIO00pa30BaHMS
U OTJIOKEHUEM UMMYHHBIX KOMILJIEKCOB HE BbISIBICHO.
Yaie Bcero anuaenTUYecKre MPUCTYITbl BOSHUKAIOT
Ha (poHEe CONMYTCTBYIONIEN MAaTOJOTUM, MHMEKIMA
U psiia APYTUX COCTOSIHUM. B momoOHBIX Cilydasix Tpa-
IUIIMOHHAS TIPOTUBOCYIOPOXKHAS TepaIThsl MOXET
0KazaThbCsl Hea(P(EKTUBHOM, YTO TpeOyeT TIIaTeIbHOMI
OIICHKU AEUWCTBYS MPETIapaToB y KaXKIOTO0 KOHKPETHOTO
MalMeHTa U MpOBeIeHUs IJIUTEIbHOTO HAOIIOACHUS
B IMHaMuKke [3,22,29].

HuddysHble mMopaxkeHUsT IEHTPAIbHOM HEPBHOM
CHCTEMBI MOTYT OBITh TIpeicTaBieHbl y pedenka ¢ CKB
B BUJI€ OCTPOTO HapYIIEHUsI CO3HAHUS (AeIUpus),
a TakXe OTHOTO M3 4X IICUXUIECKUX CHHIPOMOB: TPe-
BOXXHOTO paccrpoiicta (B 10—46% ciaydaeB), KOTHU-
TUBHOTO HapymeHus (y 12—55% manmeHToB), pac-
CTpoiCTBa HACTPOEHUSI (C 9YacToToi 5—9%) U TIcrxo3a
(y 8—18% naomonaemsbix) [3,30].

Crenyetr OTMETUTh, YTO HapyIIEHUSI HACTPOSHMUS
1 TPEBOXKHBIE COCTOSIHUS SIBJISTIOTCSI OMHUMU U3 CaMBbIX
pacnpocTpaHEHHBIX U, IIPU 3TOM, HeCIleLI(pUIECKUX
TIposIBIIeHN Helipomoryca. HapymeHust HacTpoeHus
BCTpedaroTrca y 5—9% GOabHBIX, TIPU 3TOM B 65%
cllydyaeB paclleHMBAlOTCS KaK JAeMpecCUBHOE pac-
CTPONCTBO IMYHOCTHU. Pe3yabTaThl COBpeMEHHBIX MC-
cJIeNOBaHUIA CBUAETENBCTBYIOT O TOM, UTO B OOJIBIIIEN
CTeIeHU IeNpeccusl CBsI3aHa ¢ IPUEeMOM IallueHTOM
BBICOKO#1 TO3bI IPEAHU30JI0HA B KAYECTBE Teparuu
CKB. Psn aBTopoB 0TMe4aioT, YTO IIPUBEICHHbBIE
HapylIeHUsI MOTYT OBITh OOYCIIOBJIEHBI peaKIineit
0O0JILHOTO Ha KOXXHbIE MPOSIBJIEHUS, CIOXKHOCTbHIO
COollMaIbHOM afanTalluy U HETIPUHSTUEM 3a00JIeBa-
HusA. OcOOEHHO SIBHO MPOSIBISIETCS] AJAHHBIN CUHAPOM
MpU MOCTYIJIEHUU peOeHKa B IIKOIY, IeTCKUH ca,
B Kakue-a100 HOBbIe KOJIEKTUBBI. OMHAKO HE Clie-
IyeT UCKJIIoYaTh B TeHe3¢ HapyIIeHU HaCTPOSHUs
1 3THOJIOTHYECKOE 3BEHO IIEHTPAJbHOTO TeHe3a —
MMOBBLIIIIEHHYIO BEIPAOOTKY IIMTOKMHOB, 2 UMEHHO
uHTepdepoHa I, yTo MoXkeT cmocoOCTBOBATh pa3-
BUTHUIO JETIPECCUBHOTO PacCTPOMCTBA y MallMeHTa
¢ CKB [31,32].

Taxkxe BaxXHBIM cuHApOoMOoM TtopaxeHuss HC
SIBJISIETCS «JIIOITYC-TICUXO03», TIPOSIBJISIONIUIICS pac-
CTPOMCTBOM MBILJIEHUS, OpenoM, rajJJioluHalI -
amu. [Tomo6Has KIMHUKA XapakTepHa s 8—18%
6osbHBIX CKB. Ha naHHBINT MOMEHT MaTOreHE3 BO3-
HUKHOBEHMUS MCUX03a U3YYeH HEeIOCTAaTOUHO, OJl-
HaKO KJIMHULIMCTHI HACTAaUBAIOT HA ayTOUMMYHHOM

reHese JaHHOU MaTOJOTrUuM. YUUTHIBAsi aKTUBAIIUIO
MPOLIECCOB YCUJIIEHHOU BEIpaOOTKU OMOJIOTUYECKH
AKTMBHBIX BEIIECTB, MPUHUMAETCSI BO BHUMaHUE UX
TOKCUYECKOE ecTBUE HA aHTU-N-MeTuia-D-ac-
napraTtHbiil peuentop (NMDAR), 4To npuBOAUT
K YXYAIIEHNUIO KOTHUTUBHBIX GyHKIMK. [Tpu nud-
¢depeHIMaIbHOU 1MAarHOCTUKE Ba’KHO MOMHMUTD
0 BO3MOXHOM Pa3BUTHUU McHX03a Ha ¢OoHE KOp-
TUKOCTEPOUIHON Tepanuu B KaueCcTBE MOOOUYHOTO
a¢pdekra nmpemnapara [33,34].

KornutusHble nucdyHkiuu y nauvueHtoB ¢ CKB
UMEIOT TEHJAEHIIUIO K MTPOTPECCUPOBAHUIO U OTpa-
2KalOT BBICOKYIO aKTUBHOCTb 3a00JIeBaHUS, XOTS P
ABTOPOB OTMEYAET UX CITOCOOHOCTh K CAMOCTOSTEIb-
HOMY perpeccy. B HacTosi1iee BpeMs BbISIBJIEHUE
3TUOJIOTUYECKOTro cyOcTpaTa TaHHOTO HapyIIeHUs
npu MPT-o006cneqoBaHuu HE TPEACTABISIETCS BO3-
MOXHBIM, OJTHAKO TTOKa3aHa KOPPEJSILIMOHHAS CBA3b
MEXIY ITOBBIIIICHHBIM YPOBHEM MHTEpJIeHKUHA 6
U TIPOSIBJIEHUEM IEMEHLIMU. BaXkHO OTMETUTD, UTO
JTAHHBIM BUJ HApPYLIEHUS BCTPEYAETC Y JETEU ro-
paszo vaiiie, 4eM y B3pocibix. [Tonaraior, yto 6osiee
BBICOKAsI YaCTOTa KOTHUTUBHBIX AUCOYHKLIME y AeTei
MOXET ObITh 00YC/IOBJIEeHa aHATOMO-(bU3UOJIOTHYe-
ckumu ocodbeHHocTasmMu HC opranusma pebGeHKa:
CJ1aObIMU HEHPOHHBIMU CBSI3SIMU JIOOHOU M TEeMEHHOM
JIOJIV y JeTeil B Bo3pacTe 1o 18 jeT, He3aKOHYEeHHOM!
MUeIUMHM3alel 1 GyHKIIMOHAJIBbHOMN c1ab0CThIO
KOpHI J100HO# goau. KOorHUTUBHEBIE HAPYIIEHU S
y IeTeil MposBISIOTCS B MEPBYIO 0Yepenb OTCTaBa-
HUEM B HEPBHO-TICUXMYECKOM pa3BUTHUU, OTepeit
BHUMAaHUS IPpU MOJATOTOBKE YPOKOB, CHUXEHUEM
ycreBaeMocTu. K HacTos1eMy BpeMeH He pa3pa-
0OTaHbI YETKHE PEKOMEHIAIIMHU 110 TEPATTUU JAHHOTO
CUHApOMa, NpenapaT noadupaeTcss UHAUBUIYaIbHO,
1 OTMEYAETCS BBICOKMI PUCK OTCYTCTBUS 3(pdexTa
OT Tepamnuu B 1eynoMm [35,36].

Cpenu nopaxkenuii nepudepudeckoir HC Beige-
JsioT cuHapoM I'uiteHa-bappe, aBTOHOMHBbIE pac-
CTPOICTBAa, MOHOHEBPOMATUU, MUACTEHUIO gravis,
HEBPOMATHUIO YEPETTHBIX HEPBOB, MJIEKCOMATUIO
U noarHeBponaTuio. [lepeunrcieHHbIe TPOSBACHUS
BCTPEYAIOTCS 3HAUYUTEIBHO PeXe, UeM MOpaXKeHUs
IIHC, gyTo MokeT OBITh CBSI3aHO C MEHBIIIEH ImaTore-
HETUYECKO OCHOBOM pa3BUTUS MATOJOTUU: UILIEMU-
YECKUIl KOMITIOHEHT TMOSBIISIETCS TOJIBKO MPU BHICOKOM
aktTuBHoctu CKB, a npsimoe noBpexaeHUe B BUIE
TOKCUUYECKOro BO3JIEHCTBUS HA CTPYKTYPHI MepHU-
depuueckoit HC 6uonornyecky akTUBHBIX BEILIECTB
1 BBIPAOOTKM ayTOAHTUTES PEAKO HOCUT FreHepain-
poBaHHBII xapakrep [3,37,28].

ITepudepuyeckasi HeBporaTusi, BO3HUKAIOIast
IpUMepHO B 8% cirydyaeB HEMpOJOITyca, OOBIYHO
MpOsIBJIsIETCS TToJMHeBpomnaTrueii. BoaMoxHO Takxke
BO3HUKHOBEHME MHOXECTBEHHOI'O MOHOHEBPUTA

KNMMHUYECKAA MEOVNLUWVHA N OAPMAKOJIOTUAT. 7, N3 — 2021

31



OB30PbI

0. E. MuHakoBa, M. C. CuneHko, O.B. BaHOBa

1 CEHCOMOTOPHOM aKCOHAILHOM HeBPOITaTUU. DTO
MOXET OBbITh OOYCJIOBJICHO pa3BUTHUEM BacKyJUTa
MEJKHUX COCYIOB, MUTAIOIIUX HEPBBI, U XapaKTep-
Ho 114 KpaliHe Beicokoit akTuBHOCTU CKB. Takxke
BO3MOXHBIM BapMaHTOM TeUeHUsI HEBPOIIATHU MO-
>KeT OBbITh Mapajuy YepernHbiX HepBOB. OCHOBHBIMU
KJIMHUYECKUMMU MPOSBACHUSIMU TAKOTO TTOPaKeHUS
SIBJISTFOTCSI CUMIITOMBI MBIIIIEUHOM TUITOTOHUU UH-
HEPBUPYEMBIX MBIIII, CTJIaXKEHHOCTh HOCOTYOHO
CKJTAIKW, CHMMETPUIHOE OXMUBJICHUE peICKCOB,
JIOKaJIbHBIM TUTMIEPTUIPO3, HUCTATM U 3pUTEIbHbIE
HapyueHus [40].

Hemuenuuuzupytomuii porecc npu CKB BcTpeua-
eTCsI peKo, ¢ yacToToii 2—5%. K HacTosmeMy BpeMeH!
nMeHHo ganHas rmatonorus HC npu CKB sBisercs
HauMeHee U3yYeHHOM, OAHAKO T10JIaraloT, 4To pa3-
BUTHE AEMUEIMHU3ALUU MOXKET ObITh 00YCIOBICHO
MMMYHOCYIIPECCUBHOM Tepamnuei [3].

Wunie nposasiaenns nopaxenns HC npu CKB
OMMCaHbl B €IMHUYHBIX CJy4yasiX, M UX ITaTOTeHe-
TU4YecKas CBsI3b ¢ 3a00JieBAaHMEM YETKO He ycTa-
HoBJIeHa [41].

Takum o6pa3zoM, aHAIU3 TaHHBIX JUTEPATYPhI
CBUIIETEIBCTBYET O TOM, uTO NopaxxeHue HC (Heii-
pOJTIOITyC) TOBOJILHO YacTo BeTpevaercs rmpu CKB.
BrisiBIeHHE CHMITTOMATUKU CO CTOPOHBI LIEHTPAJIbHOMN
u nepudepudeckoii HC cBuaeTe1bCTBYET O BHICO-
koii aktuBHocT CKB y neteit. Ocobas arpeccun-
HOCTb I0BEHWJIbHO# (hopMbl 3a00J1eBaHUSI C TeUe-
HHEM BpPEMEHU MPUBOAUT K OOJbIlIel BEpOITHOCTU
BO3HMKHOBEHUU APYTUX OpTaHHbIX MOBPEXAEHUI
1 00yCJIOBIMBAaET 00Jiee BEICOKME ITOKA3aTeNIN JIeTalb-
HOCTHU TI0 CPAaBHEHUIO CO B3POCIBIMU TTallieHTaMH1
¢ nopaxeHuem HC. Jletu ¢ HEHpoITIOMyCcOM CTaKU-
BalOTCS ¢ TAKMMU NTpobJieMaMu, KaK HelpeacKasye-
MOCTb T€UEHUsI, BOSMOXHOCTb PEIIUIUBOB OOJIE3HU
B ITyOEPTaTHOM TIePUOIE, CIOXKHOCTh COITMATM3ALINHT
Y BBICOKUI PUCK JIeTipeccri. He BBI3BIBaeT COMHEHMS,
YTO HEUPOJIIOIYC HYXKIaeTcsl B NajbHeilemM 6oJjiee
TIIATeIbHOM U3YYEHUU BO BCEM MOJMMOP(U3ME CBOUX
KIMHUYECKUX TIPOSBICHUA.
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NEUROPSYCHIC POLYMORPHISM OF JUVE
NILE SYSTEMICLUPUS ERYTHEMATOSUS

Yu. E. MINAKOVA, M.S. SILENKO, O.V. IVANOVA

Damage to the nervous system (neurolupus) is one of the most common clinical manifestations of systemic lupus
erythematosus (SLE) in childhood, and is also considered as an unfavorable prognostic criterion for the course of this
disease. Neurolupus is characterized by a wide range of clinical manifestations in both children and adult patients,
which is due in most cases to a common pathogenetic mechanism — the formation of systemic microvasculitis. The
non-specificity and variability of neuropsychiatric symptoms, which may appear already at the onset of the disease,
significantly complicate the early diagnosis of SLE and necessitate a close acquaintance of the pediatrician with neu-
rolupus polymorphism in children.

Keywords: systemic lupus erythematosus, neurolupus, stroke, antiphospholipid syndrome, headache, autoanti-
bodies, cognitive impairment.
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