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PaccTpoMCTBO ayTUCTUUYECKOro cneKkrpa y nogpocrtka

C HepoOCTAaTOUYHOCTbIO AJNIMHHOLLENOYEe4YHOM 3-rmgpoKcuauun-
KoA-permpgporeHasbl XKMpHbIX KMCNOT, 06yCcnoBneHHOM
myTtauven B reHe HADHA B roMO3UIroTHOM COCTOSSHUM
(npeseHTauMA KIIMHUYECKOro cny4as)

lWywnaHoBa 0.B., Bokwa U.C., 3o3yna C.A.

QI'BHY «Hayunvlil yeHmp ncuxuuecko2o 300po6usiy
Poccus, 115522, Mockea, Kawupckoe wocce, 34

PE3IOME

Jeduuut amuHHOLIETIOYEYHOH 3-ruapokcuanui-KoA-aeruaporeHassl — 3T0 BPOXKICHHOE HACJICACTBEHHOE ayTOCOMHO-
pelLieccuBHOE 3a00JIeBaHNE C HapyLIEeHHEeM MeTa0onnu3Ma XUPHBIX KHUCJIOT, XapaKTepusyolieecs yXyALUIeHHeM CIIOCOOHO-
CTH TIOCITIEJOBATEIFHO MeTab0IN3UpOBaTh [UIMHHOIETIOYEYHbIE KUPHBIE KHCIOTH A0 aneTui-KoA-MoJeKyn myTeM MHUTO-
XOHJIpHAJIbHOro OeTa-oKuciaeHus. ['MnoQyHKUus JUIMHHOLETIOUeYHOH 3-Tuapokcuanuia-KoA-gerunporeHassl BbI3bIBACT
HapyIIeHHs] Pa3IMYHON CTETIEHH TSHKECTH B )KU3HEHHO Ba)XKHBIX OpPraHax M CHCTEMaxX Ha MaKpo- U MHKPOYPOBHE, a TaKkxke
MPUBOJIUT K Pa3BUTHIO TICUXHYECKHX PACCTPOICTB ¢ KOTHUTUBHOW HEJIOCTaTOYHOCTHIO, KOTOPBIE MOTYT OBITh KBaTH(UIIH-
POBaHBI KaK paccTpoicTBo ayTrcTraeckoro crekrpa (PAC). B manHO# cTaThe MOAPOOHO paCCMOTPEH KIMHUYECKHUH CIrydai
MalMEeHTa ¢ HeJI0CTaTOYHOCTBIO [UIMHHOIETIOUEYHOH 3-ruapokcuanni-KoA-aeruiporeHassl KUPHBIX KUCIOT, 00YCIIOBIICH-
HOW MmyTtanumeil B rene HADHA B TOMO3UTOTHOM coctosiHuu. llammeHnTty Opiim mpoBeAeHb WHCTpyMeHTanbHbIe (D31)
u 1abopaTopHbIe HCCIIeA0BaHus (HEHpOXUMHYECKHe, OHOXMMUYECKUE U UIMMYHOJIOTHUYECKHE MapKephl) U KOHCYJIBTUPOBA-
HHE/OCMOTP Y3KUX CIIEIHAINCTOB (TIeAnaTp, HEBPOJIOT, KIMHHYECKHH ICHXOJIOT, IICUXHaTpuueckoe obcnenoBanue). I1o
pe3yJibTaTaM KOMIUIEKCHOTO 00CIeIOBaHUS U KIMHUYECKOr0 HAOIIOIEHUSI BO3MOXKHO IIPEIIOJIONKUTH HaIU4Ke Y GOJIIBHOTO
KOMOPOUIHOTO JTHOO OOYCIIOBIEHHOTO HACIEACTBEHHBIM HAapYIIEHHEM MHUTOXOHAPHAIBHOTO OeTa-OKHCIEHHS >KUPHBIX
KHCJIOT PACCTPOMCTBA ayTUCTHYECKOTO CIIEKTpa MM MIM30(pPEHUH C HAYaJIOM B IETCKOM BO3pacTe.

KnioyeBble cnoBa: ehuIMT MIMHHONIENOYEYHOH 3-ruapokcHanii-KoA-ieruaporeHassl, MyTamds B TeHE
HADHA, paccTpoiCcTBO ayTUCTHYECKOTO CIIEKTPa, MM30(peHrN ¢ MaHU(ECTOM B IETCKOM BO3PACTE.

BBEJAEHUE Hepuur LCHADD — penxoe ayTocOMHO-

JeduuuT ATMHHOUENOYEYHOW 3-TUAPOKCHAIINI-
KoA-nerunporenassr (LCHADD) siBisteTcst BpoXIeH-
HBIM HACJIeICTBEHHBIM ayTOCOMHO-PELIECCHBHBIM 3a-
OosieBaHHEM, XapaKTEPU3YIOIIUMCS HapyIIEHHEM Me-
TabOJIM3Ma KUPHBIX KHUCIIOT M CIIOCOOHOCTH MOCIENo-
BaTeIbHO METa0OIM3MPOBATh JIMHHOIETIOUYSYHBIE
JKUPHBIE KHUCIOTHI JI0 aneTmi-KoA-monekyn myTtem
MHUTOXOHIpUaIbHOrO Oeta-okucienus. [lokazano, uto
narueHTsl ¢ gedumurom LCHADD umetor cnienmgu-
YECKUI KOTHUTUBHBINA MATTEPH B BUJE UHTEIUICKTY-
QIPHOM HEIOCTATOYHOCTH M CHELU(UYECKUX ayTH-
CTUYECKUX HApyHIEHUH MM HOpMalbHOrO YpoBHS 1Q
C HM3KMMH TIOKa3aTeIsIMH CIyXOBOH BepOaibHOH ma-
MSTH, AJalTHBHBIX M HCIOJHUTEIBHBIX (OYHKIHW.
Kpome Toro, y HuX 4aie, 4eM B HOPMAJIbHOM moITy-
JALUH, BCTpedaeTcss W30BITOUHBIH  Bec/OKHpEHHE.
Koppensamu MexXIy TeHOTUIIOM U (PeHOTHIIOM yKa3bl-
BAlOT Ha CBSA3b MEXYy F'OMO3UTOTHOCTBIO U Oolee Ts-
JKEIbIM ~ MOpPaXEHHeM  cepaua y  HalUeHTOB
¢ LCHADD [1, 2, 3, 4].

pELIeCCUBHOE HACIEICTBCHHOE 3a00JieBaHHE C Ipea-
monaraemoiit wacroroit 1:60 000, manbomnee pacmpo-
crpanenHoe B [lompme, Yexun, Hunepnangax, [Ie-
muu [1, 2, 3, 4, 5, 6]. Tlo nanapiM Coro3a neanaTpoB
Poccun, yacrora 3abonesanus cocrasiser 1:250 000-
1:750 000 HOBOpOXIEHHBIX [7]. DTa opdaHHas maTo-
JIOTHUS TPUBOAUT K HEJOCTATOYHOMY IPOU3BOJICTBY
SHEPTUU M HAKOIUICHUIO MPOMEXYTOUYHBIX MPOILYKTOB
OKHCJICHUS )KUPHBIX KHUCIOT U, KaK CJIEICTBHUE, K MO-
JHOPTaHHOW JUCHYHKIIMK Pa3IMYHON CTENEeHH TshKe-
ctu. ®Pepment 3-rugpoxcuanuin-KoA-gerunporenasa
BXOJUT B COCTaB MHUTOXOHIPHUATBHOIO TPUPYHKIHO-
HanmpHOTO Ocnka (MTP) u katanmusupyer TpeThio U3
YeThIpEX  peakuuid  MUTOXOHJpUAILHOTO  Oera-
OKHCIICHUS, TIPOSBIISIE HAUOOJBIIYIO CIEIH()UIHOCT
K JKUPHBIM KHcioTaMm ¢ 12-16 atomamu yriepoaa [1,
2]. Tlpu HacnmenCTBEHHBIX Je(eKTax OKUCICHHS JKHP-
HBIX KHCJIOT OTMEYaroTCi BBICOKHE IOKa3aTelu
CMEPTHOCTH CPEJIH STOr0 KOHTUHI€HTa MallueHToB [§].

CubMpCKMIM BeCTHUK NcuxmnaTpum 1 Hapkomnorum. 2025. Ne 4 (129). C. 105-116 105



KnuHnyeckas ncuxuaTpua

CoBpeMeHHBIE HCCICIOBAHUS YKa3bIBAIOT Ha 3a-
JEepKKY TICHXMYECKOrO M PEevyeBOro pa3BUTHUS, Hapy-
[IEHVSI MOTOPHKH y OOJIBHBIX ATOW KOTOPTHL. J{pyriMu
aBTOpaMHU HE YCTAHOBJICHO CYIIECTBEHHOTO BIIMSHHSA
Ha KOTHHUTHBHBIC WJIM JIBUTATCIBHBIC HABBIKH, XOTS
HEKOTOpBIE JIETH MOTYT OBITh HOABEPKEHBI PEUCBEIM,
COIMAIBHBIM W TOBeIeHYeCKHM mpobimemam. Ckpu-
HUHT HOBOPOXKICHHBIX Ha NEGUIMT CpeaHerernovey-
HOM ammn-KoA-neruaporeHassl BBISSBHI — IIUPOKHUI
JIMaTa30H TCHOTUIIOB U OMOXMMHYECKUX OTKIOHCHHUM.
VY manueHTOB MMeEeTCs 3HAYMTENBHBIA PUCK BHE3all-
HOH CMEpPTH B paHHEM JETCTBE, y BBDKHBIINX — PUCK
3aIepXKKH Pa3BUTHSI W XPOHUYECKUX COMATHICCKHIX
3a0oneBaHUi. AJanTUBHOE (PYHKLMOHMPOBAHUE OT-
HOCUTENIbHO COXPaHHO, 38 UCKIIFOUEHUEM CHIDKEHHBIX
HAaBBIKOB MOBCETHEBHOM Ku3HU. OIEHKA pe3yIbTaTOB
pa3BHUTHS ¥ HEHPOICHXOIOTMYECKUX HCXOIOB C HC-
MOJIb30BaHUEM CTaHJAPTH3UPOBAHHBIX METOIOB pac-
KpBIBaeT 3HAUYCHHE CKPHHUHIA HOBOPOXKICHHBIX, pe-
3yIBTATOB JTAOOPATOPHBIX HCCIEIOBAHUN U JICUCHUS
IUTsT HeMpOKOTHUTHBHBIX Mcxonos [9, 10, 11, 12, 13].
OmHaKo B IeIOM HH(POPMAIHS 0 HEHPOIICHXOJIOTHYe-
ckoM pazsutuu npu aepurmure LCHADD B ximHu4e-
CKUX OITUCAHUSIX OrpaHu4eHa. [[allMeHThl C TsHKEeNon
CTENEHBI0 HEAOCTATOYHOCTH (PepMEeHTa XapaKTephu3y-
FOTCS HU3KOH BBDKHBAEMOCTBIO, TIOPKEHHEM CepIa,
JIETKUX, TPYTHX BOKHBIX OPTaHOB U TSKEIOW PETHHO-
natueid. bonee nerkuit deHorun GonesHu c ydmeit
BBEDKHBAeMOCTBIO XapaKTEPH3YETCSI MUOTIATHEH H/UITH
HeBponatuen u peruHonarueii [ 14]. HelipocencopHble
HapyIeHUs: MOTYT BKJIIOYaTh CYJOPOKHBIE PacCTPOM-
CTBa, KOTHUTHBHBIN NE()UIAT BIUIOTH IO YMCTBEHHO
OTCTaJIOCTH, HEHPONATHIO U PETUHONATHIO CPENHEN U
nerkoil crenenn [15]. Kiuuuueckue wucciemnoBaHus
nmareHToB ¢ Aedumurom LCHADD  mpeumyiie-
CTBEHHO TIOCBSIIEHBI COMATHUECKOH M HEBPOJIOTHYIC-
CKOHM TAaTONOTHH, Kak Hamubojee TSDKENION HpH 3TOM
3a00JICBaHUH, HO HE OIMUCHIBAIOT BO3HHUKAIOIIUE IICH-
XMYECKUe HAPYIICHHS Y ATOTO KOHTHHTCHTa OONBHBIX,
OJTHAKO HAJIMYME TCUXOMATOIOTHYECKUX PACCTPOUCTB
Pa3IMYHOTO PETUCTPA U CTEMEHH TSKECTH MOATBEP-
maercs psmom asropos [1, 9, 10, 11, 12, 13, 14].
B enquHUYHBIX MCCIENOBAaHUSAX YKa3bIBAaeTCsS Ha pac-
CTpOMCTBA AyTHCTHYECKOTO CIIEKTPa, KOTHUTHUBHBIH
JNeQHIUT, HApYIICHUS WHTCUICKTa W BepOaJbHO-
CIlyXOBOM MaMsTH, HAJIWYME SHHICHTH(OPMHON ak-
tuBHOCTH [1, 14, 15]. B wmcCiaemoBaHUH aBTOPOB W3
[senmu [1] (n=8, ot 6 ser mo 21 roga) mpoBemeHO
OIIpe/ICIICHHE YPOBHS MHTEIUIEKTA, BU3YAIIBHOH U Bep-
0anbHOM TAMATH, y TAIMEHTOB JIMAarHOCTHPOBAHBI
PAC (n=3), yMcTBeHHas OTCTAIOCTh, OIHICICHS
(n=2). OG6Hii ypoBEeHb UHTEILIEKTA 1O TeCTy Bekcie-
pa BapbupoBaics ot 46 g0 112 GamnoB (cpeaHee 3Ha-
yeHue 82, meauana 88). B mepBoii rpymme nokazaTtenu
MHTEIUIEKTa HaXOAWINCH B TIpeJeTaX HOPMBL, BO BTO-
poli Tpymme Habmogaauch Ooliee BBIPAKEHHBIE KO-
THUTHUBHBIC HApPYIICHHUSA MW IIOKa3aTCIM HHTCIUICKTa

HW)KE HOPMAaTHBHBIX. BH3yallbHO-IPOCTpaHCTBEHHAs!
pabovasi mamsATh y OONBIIMHCTBA IMAIMEHTOB ObLIa
B Ipezieslax HOPMBI, HO WMelcs AeduIuT BepOaib-
HOI1/CITyX0BO# pabodeii maMsaTH, 4To OOBSACHSIET TPY/I-
HOCTH C W3y4YeHHEM HOBOTO CIyXOBOTO Marepuala
(moBoro s3pika). Jledunur paboueit mamsaTH CBA3aH
C MCTIOJIHUTENILHOM AUC(hYHKIMEH, KOTopasi OlleHUBA-
Jack ¢ noMouplo cranaaprHoi mkansl BRIEF. Axke-
THI, 3aIIOJHEHHBIE POAUTEISAMH, MMOATBEPIMIA HAJH-
qrie po0iieM B 00JacTsax paboueil mamsTH, THOKOCTH
Y IJIAHUPOBAaHUS HE Yy BcexX NauueHToB. HapyrneHus
WCTIONTHUTEIBHBIX (DYHKIIMA MOTYT OTpakaTb HeECIo-
COOHOCTh K CaMOCTOSITCIIBHOMY YyXOIy 3a COOOH.
Habnromanuce  BbIpaXeHHbIE  MHTEIJIEKTyaJlbHbIE
Hapymenus (N=3), 3HAYUTEIbHBIC TPYHOCTH B 00IIIe-
HUH ¥ COIMABHOM Pa3BUTHH, UTO SIBIBUIOCH OCHOBA-
HUEM Jisl ycTaHOBJeHus auarno3a aytusma (PAC).
Hcxons w3 3TOro, MNCUXUATPUYECKUE HAPYIICHUS
y MAIMeHTOB C JCeUIIMTOM JJTHHHOIICTIOYEYHOH 3-
ruapokcranmi-KoA-nernaporenassl  garie paciieHd-
BAIOTCS KIIMHUIUCTAMH KaK ayTH3M, YeM YMCTBEHHas
OTCTAJIOCTh WU MH30(QPEHUSL.

[puamnb! crienmpyeckoi yI3BUMOCTH HCIIOTHH-
TENBHBIX (YHKLHUH, CITyXOBOU paboueil mamsTH U BbI-
cokoi pacnpoctpanénHoctu PAC B sTo¥ rpymnme aB-
TOpaM BBIBHUTH He yaanock. [lo maHHBIM mccienoBa-
HUs [1], MexaHU3MBI, KOTOpPBIE 00CYKIAUCH TIPH pa3-
BUTHH PETUHOMNATUU U JPYTHX OCIOXHEHUH, CBs3aH-
HbIX ¢ gedunrom LCHADD, MoryT JiexkaTh B OCHOBE
HapyIlIeHns1 KOTHUTUBHBIX (yHKuuil. Jloko3arekcae-
HOBasi KUCIIOTa SIBIISIETCA CaMOM pacrpOCTpaHEHHOM
oMera-3 KUpHOH KHUCIIOTOW B MeMOpaHHBIX (ocdou-
MUIaX CEeTYaTKH M CEPOM BEIECTBE TOJOBHOTO MO3Ta
[16, 17, 18], yuactByeT B Heliporenese, HopMHUPOBa-
HUH TAMATA U HEHUPOHHOW CUTHAIM3ALMN U UIPaeT
BOKHYIO poIlib B pa3sutuu 3penus [17, 18]. B pa3su-
BarOLICMCs MO3I'€ JXKUBOTHBIX CHUXKCHUE YPOBHS JJOKO-
3areKCacHOBOM KHCJIOTHI BBI3BIBACT AC(HUIUT HEHpo-
reHes3a, MeTaboIM3Ma HeHPOTPaHCMUTTEPOB, YXYIIIe-
HHe o0y4eHus u 3puTensHoi ¢yHknuu [21]. C Ouo-
XUMHAYECKOW TOUKH 3pEeHus, JePUIIUT SHEPTUH, HAPY-
mIeHre MeTabor3Ma JKUPHBIX KUCTOT U MPOIYKTHI X
OKHCJICHUS], HEJTOCTATOK JIOKO3areKCaeHOBOM KHCIIOTHI
[22, 23] oka3bIBAIOT HETATHBHOE BIIUSHHE HA PA3BH-
BaIOIIMIICS MO3T W CHHTE3 JIMNHIOB MHEIHHA, YTO
NPUBOIUT K 3aliepKKe TICUXOPEYEBOTO Pa3BUTHSA
y 6071pHBIX U popmupoBanmuto PAC. Metabonnyeckue
HapyIIeHWs, HaOJIomacMble TPH CHIDKCHHH YpPOBHS
JIOKO3areKCacHOBOW KHCIOTHI M AC(UIUTE SHEPTUH,
NPUBOJIAT K MUTOXOHAPUATTBHON AUCHYHKIIMH U MO-
TYT BBI3bIBaTh Pa3BUTUE HEUPOBOCHIAIUTEIBHBIX Peak-
uuil. HakoruieHne TOKCHYHBIX METa0OJIMTOB aKTHBU-
PYET MHUKpPOTJIMIO ¥ YCHJIMBAET BOCHAIUTENBHBIA OT-
BET B aCTPOIUTAX M OJIUTOACHAPOIUTAX, CIOCOOCTBYS
KaK MOBPEXJICHUIO U TruOed HEHPOHOB, TaK U IpPO-

TPECCUPOBAHUIO HEHPONETeHEPATUBHBIX W3MEHEHUI
[24].
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HeiipoBocniasienne accolMUpOBaHO C Pa3BUTHEM
CHUCTEMHOTO BOCIHAJIEHHS B KpOBAHOM pycie. Jliu-
TETbHO TEKYIIMH BOCHAIUTENBHBIA IPOLIECC MOXKET
COITPOBOXKIATHCSA HAPYIIEHUEM IIeJIOCTHOCTH I'eMaTo-
SHIe(aTmIecKoro Oaprepa M 3alyCKOM ayTOUMMYH-
HBIX peakIui K OelkaM HEepBHOU TKaHW, YTO Ha KIU-
HIYECKOM YPOBHE TPOSBIISICTCS] HAPYIICHUEM KOTHH-
TUBHBIX (YHKUMI U noBeneHus [25]. M3 Ouoxumuye-
CKUX HapyIIeHWH y BCEeX MAIHUCHTOB OOHAPY)KEHBI
JIAKTaT-alliI03 W BBICOKAs aKTUBHOCTH KpeaTuH]OC-
(hoxuHazpl. B cTapiiem Bo3pacTe y MalMeHTOB MOTYT
MOSIBUTHCSI TIPUCTYTIBI MBIIMICUHBIX OOJICH W MHOTIIO-
OuHypuH. Y HEKOTOPBIX MAIMEHTOB C MO3JIHEH MaHH-
(becranmeid pa3BuBacTCs KIMHUYIECKas Gopma 3adoie-
BaHMs, CXOJHAS C MBIIICYHONH (DOPMOI MPOSBICHUS
nedekra (pepMeHTa KapHUTHH-AIUIKAPHUTHHOBOMN
TpaHcIoKa3bl. Jta hopma MaHU(ECTUPYET OOBIMHO HA
BTOPOM-TPEThEM JIECATUIICTUN KU3HU (HO MOXKET TIO-
SIBUTBCS ¥ PAHBIIE), TIPOSIBILIETCS HETIEPEHOCUMOCTBIO
(bM3MUeCKUX HArpy30K, MUAITHEH, MHOTJIOONHYpHEH,
nobEMoM KpeaTuH(OoCcHOoKrnHAa3hl B OTBET Ha (hU3UUe-
CKoe TmepeyTomiieHne U romof. llopakeHne medeHn
SBTIETCS ONHONW W3 Hamboiee XapaKTepHBIX dYepT
Y MPEJICTABJICHO TrernaToMeraiuei, CHHAPOMOM LIUTO-
TM3a, B PEOKUX CIIydasX — OCTPOH XOJIEeCTATHIECKOMH
JKENTyXOW M TIEYEHOYHOM HEIOCTaTOYHOCTBIO C Mac-
CHBHBIM TOTAlIbHBIM HEKpo3oM redenu [27, 28, 29].
Takum o0Opazom, AeGUUIUT TUHHOIETIOYEUHOH 3-
ruapokcuani-KoA-neruaporenasbt BBI3BIBAET
HapyIIeHUs PA3IMYHON CTENIeHH TSXKECTH B )KU3HEHHO
Ba)XHBIX OpraHax M CHCTeMax Ha MakKpo- U MHKpO-
YpOBHE, a TaKXKe pPsI TCHXOMATONOTHICCKUX pac-
CTPOWCTB C KOTHUTHUBHBIM JE(DUITUTOM, KOTOPbIE MO-
ryT OBITh KBanuHuIupoBaHb! Kak PAC.

HOEJb NCCIEIOBAHUS
KoMiurekcHoe 00ciieioBanue maryenTa ¢ HeIocTa-
TOYHOCTBIO JUIMHHOILIETIOYEYHOMN 3-

rupokcraniKoA - 1eruaporeHasbl KUPHBIX KHCIIOT,
o0ycioBieHHoN MyTanued B rene HADHA B ToMO3U-
TOTHOM COCTOSIHUH, OIIMCaHNE KIIMHIMYECKOTO CITydast C
KBaJIHq)HKaHHCfI HUMCIOIIUXCA IICHXOIIATOJIOTMYCCKHUX
PacCTpOMCTB M BEIABICHHE BO3MOXKHBIX OHONOTHYE-
CKHX MapKepoOB, XapaKTepHBIX ISl PACCTPOMCTB IIIH-
3o0(hpennueckoro crektpa audo PAC.

METOAbI HCCJIEJOBAHMUSI

B xomImiekcHOM 00CIIeTOBAaHNH MMAIIEHTA UCTIONb-
30BAITHICH KIMHUKO-TICHXOIATOJIOTHIECKH, HEHPOhH-
suonorndeckuit (921" ¢ KOMITBIOTEPHOI 006pPabOTKOIA,
CIIEKTPAIGHBIM aHATM30M U TOHOTpadHuecKuM Kap-
THPOBAHUEM) METOJBI, KOHCYJIBTUPOBAHHE TPOQPHIH-
HBIX crenuanucToB (odrampmosiora, HEBpOJOra, Iie-
JuaTpa, KIMHHYECKOro mcuxosora). Omnpenesumch
MMMYHOOHOJIOTHYECKHE MapKepbl (aKTUBHOCTb BOC-
nanuTenabHbIXx MapkepoB JID u ol-IIWM ycranosiena
CTIEKTPO(OTOMETPUIECKIM METOJIOM, YPOBEHb ayTO-
aaturen k S-100b mw OBM — mMMyHO(bEpMEHTHBIM
AHAIN30M).

Heiipoxumuyeckoe  uccieoBaHue  BKIIIOYAIO
ofpejieNieHle aKTUBHOCTH TPOMOOLUTAPHBIX W 3PHT-
POLUTAPHBIX (PEPMEHTOB TIIyTAMATHOTO METa0O0IM3Ma,
SHEPreTHYecKoro Mmerabosim3Ma U TIyTaTHOHOBOTO
AQHTUOKCUJAHTHOTO MeTaboJM3Ma, B OOIIEH CIOMXKHO-
cTh 9 OHWOXMMHUYECKHMX TMOKa3aTeled. AKTHBHOCTh
(hepMEHTOB OMpeNeNsiii C MOMOIIBIO CIIEKTPOPOTO-
METPUYECKUX KHHETUYECKHMX METOJIOB Ha IJIaHIIeT-
HOM cnekrpodoromerpe xMark (Bio-Rad, CIIIA)).
CraTucTUYecKuii aHaM3 TPOBOJWIA C TOMOIIBIO
mporpaMMel Statistica (Statsoft 10), moayneli Hemapa-
METPHIECKOTO aHaJIH3a C KIacTepH3aueH.

3aKOHHBIC TPEICTABUTENN NAUCHTA ITOIIHCAIIH
MH(QOPMHUPOBAHHOE COTJIACHE HA HCCICIOBAHHUE M HC-
nonb3oBanue B Tepanuu npenapartos Off-label B coot-
BETCTBHU C PE3YJIbTATAMU 3aKIIOYCHHS KOHCIIIMyMa
(3aBemyrommii OTIAENOM MCHXMATPUM JIETCKOTO BO3-
pacta, 3aBEAYIONIMI OT/CNCHHMEM, Jeyallnii Bpau)
0 Ha3HAUCHUH MpEIapaToB, HE BXOSIINX B CIHUCOK
KIIMHAYECKAX PEKOMEHIALNHA ISl JAHHOH HO30JI0THI
WM UMEIOIIIX BO3PAcTHOE OrpaHuveHUE MTPUMEHEHUS
y marueHToB (ctapme 18 et B mHCTpYKIMu). HMcce-
JOBaHUE MIPOBOAMIIOCH C COONIOICHUEM 3aIlUTHI TIep-
COHAJILHBIX JaHHBIX MAIMEHTA.

KJIUMHUYECKUHI CTYYAN

Bonenoit M., 14 ner BrepBble NOCTYNUI B AETCKOE
otaeneane ®I'BHY HIIII3 ¢ xanobamu Ha BO30ymu-
MOCTB, Pa3paXUTeTbHOCTh, MPOTECTHOCTh, HEraTH-
BU3M, OTKa3 OT y4yeObl, HEBBITIOJIHEHHE T'MIHEHUYe-
CKHX MEpOnpuATHiA. PaHee quarHocTupoBaHa 3a0epikK-
Ka TICHXHYECKOTO Pa3BHUTH, 00ydJaeTcs 0 aganTupo-
BaHHOH IporpaMMe HauyaJbHOTO OOILEro 00pa3oBaHUs
(BapuaHT 7.2), UCIIBITHIBAET TPYAHOCTH B OOYUCHHHU.
[NomMumo TOrO, XapakTepHBI OE3MESITEIFHOCT U OT-
CYTCTBHE HWHTEPECOB, MHOXCCTBEHHbIC HABS3YHMBHIC
puTyansl (IPBDKKH, KPY>KSHUS, BHITIOTHEHHE Pa3iId-
HBIX JBW)KCHHH MHOTOKpAaTHO, OKa3bIBaeT JABIICHUE
Ha MaTh 1 0a0Ky), THKU B JIMIIEBOM MycKynaType (4a-
CTBIe MOPTaHHA, IYPUTCS U MOPIIUT HOC), HEJETMbIe
mocTynky (pBeT Oymary), IypanuidBOCTh, Oecrpu-
YMHHBIA cMeX. HaciieicTBeHHOCTE OTSAToIIeHa, e 110
JUHUU OTLA HAOMIOAaJcid IICUXHUATPOM, IMPUHUMAT
aHKCHOMUTHKY. [10ApOOHOCTH HE N3BECTHEL.

JlaHHble aHAMHe3a U3 MEIULIUHCKONH TOKyMeHTa-
UM U CO CJIOB MATEPH

Ponmwmiicst ot nepBoii OepeMEHHOCTH, TIPOTEKaBIIIEH
TspKeao (y Marepd TOKCHKO3 OEpeMEHHBIX, yrpo3a
BeIkuzbia B I u I tpumectpax). Ha 6-M mecsite Math
OblTa TOCTIUTATM3UPOBAHA JUISI COXpaHEHHs OepeMeH-
Hoctu. Ponpl Ha 24-28-i1 Henene (7 MecsimeB), CTpeMH-
tenbHble. Pomuncs maccoit 1900 rpammoB, poctom 47
cM. Omenka no mkane Amnrap 8/8 damwios. He 3akpu-
yaJl. B CBsI3M ¢ HEAOHOIIEHHOCTHIO 5 THEH HAaXOAMIICS
B KIOBE3€, 3aTe€M OBUI IIEPEBENICH B OTIENICHNE NTAaTOJIO-
rud HoBopoxaeHHbIX. K rpyau npunoxkeH Ha 10-i
nenb. ['pyap B3su1. beul Beimucan u3 ponaoma Ha 14-i
JICHb.
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KnuHnyeckas ncuxuaTpua

[epBrle 2 Mecsna KU3HH MaTh HE OTMEYANIA CIIe-
mudUIecCKx 0coOeHHOCTeH y peberka. K 7-my mecs-
Iy 3aMeTuIIa, 9To PeOCHOK HE AEPXKUT TOJIOBY, HE Iie-
peBopaunBaercsa. Ha 7-m Mecsle XHU3HHM BHE3AITHO
BITIAJI B COCTOSTHHE KOMBI CO CHIKEHHEM YPOBHSI TJIFO-
KO3Bl KPOBH. bBBUI OKCTPEHHO TOCIHTAIN3HUPOBAH
B Mopososckyto JII'’Kb, auarao3 He ObUT yCTaHOBJICH.
[ToBTOpHO rocnMTanU3upoBajcs B MOpPO3OBCKYIO
JATU'KDB crycTst Mecsi] ¢ aHaTOrnYHON CUMIITOMATHKOH,
OBUI TOJIHOCTBHIO OOCIIeIoBaH. BrIsSBIEHO penkoe op-
(aHHOE TeHeTHYecKoe 3a00NIeBaHKe MO JAHHBIM TaH-
nemMHon Mmacc-criekrpometpun: E71.3 Hacnenctsen-
HOE HapyIIeHHe oOMeHa BEUICCTB W3 TPYIIBI Hapy-
IICHUA MHUTOXOHJPUATIBHOTO OeTa-OKHCICHHS KHP-
HBIX KHCJIOT — HEJIOCTATOYHOCTh JITHHHOIICTIOYEHHOM
3-ruapokcuarmi-KoA-gerunporeHaspl KHPHBIX KHC-
JI0T, 00ycioBleHHast MyTauuei B rene HADHA B ro-
MO3HUTOTHOM COCTOSIHUH.

OCJOXXHEHVST OCHOBHOTO 3a00JICBAHIS: ITHTMEHT-
Has juctodust cerdatkd. ComyTcTByromye 3aboieBa-
uust: E66.9 Oxupenne I cremenu (SDS UMT 2,1).
[poxomun exeromgHoe 0OCIENOBaHWE W KOPPEKIIUIO
Tepanvy B MEIMITUHCKOM IieHTpe (Xanaensoepr, ['ep-
MaHus1). Haxomuics Ha crnenuanu3upoBaHHON TueTe
C OTPaHMYCHUEM UTMHHOICTIOYEYHBIX JKHUPOB, IIpHeE-
MOM KOPOTKOIIEIIOUCYHBIX 3aMEHHUTETICH JTHIHIOB.

B Bo3pacte 1 rox Hauvanmuch aOcaHCBI/3aMUpaHHUs,
ObuTa quardoctuposana smwtencus (G40.8 Cumirro-
Marudeckas snuierncus). Haxoquics Ha mpoTHBOAIIH-
JIENITUYECKOW Tepanuu JIeBeTHpaleTaMoM (Kermmpa)
Y TOITUPAMATOM.

B pamHeM mercTBe HE CMOTpeN B TJa3a, HE MOKa-
3bIBAJI MIATIBIIEM, pedb chopMHUpoBanach K 4 rojgam (10
2020 . oTMeuanoch o0lee HeOpa3BUTHE Peud 3-TO
ypoBHs1). OOHapy)HUBaIach M30MPATEITFHOCT B TIHTA-
HHH, CTepeoTunHoe mnoBeneHue. lloceman aerckuit
caJl, Urpaj MpeuMylIeCTBEHHO B ofnHoYecTBe. OTCTa-
Bal B IICUXHYECKOM pAa3BUTHH OT CBEPCTHUKOB. [lo
HACTOSIIEr0 BpeMeHr unTaer ioxo. C 7 yet, mocne
TOT'0 KaK Ha4aJl MoCelaTh MIKOJIY, MOsIBUIIUCH, IEPUO-
JUYECKA CMEHSIA JPYT JpyTra, HaBS3YUBBIC JECHUCTBUS:
MaHUTYJIMPOBaHUE BBHIKIFOYATENIeM CBETa, OyMaroi,
rpumMacskl. lyOnuposain 1-# ki1acc o npuyrHe MI0X0on
ycrieBaeMoCTH. J[py3bsi U HHTEPECHI, XapaKTEePHBIC IS
JeTel ero Bo3pacTa, OTCYTCTBOBAJIH.

17 aBrycta 2016 r. 3a0051€71 OCTPO C MOBHIIICHUEM
J0 cyOhebpunbpHOI Temneparypsl, Ha (OHE Yero ot-
Meuanach OJHOKPaTHAS PBOTA, CYIOPOKHBIN MPUCTYIT
B BHIE «OOMSKAHWS» W TONCPTUBAHUS KOHEYHOCTCH.
locriutanu3upoBan B OKCTPEHHOM  MOPSIIKE
B MH(EKIIMOHHO-00KCHPOBaHHOEe oTAeneHne Mopo-
3oBckoii JI'Kb. Ha ocHOBaHMHM aHaMHECTHYCCKHX
CBEJICHUI, KIMHHYECKOr0 HAOIIOACHUS M JTaHHBIX Ja-
OOPaTOPHBIX HCCIICAOBAHUN YCTaHOBJIICH COITYyTCTBY-
FOIIHH TrarHo3. JJMCKUHE3Hs JKeITy JOYHO-KHIIIETHOTO
TpakTa. Koncyneruposan reametukom (23.08.2016 r.),
JIarHo3: Metabonuyeckuid Kpu3 y peOeHKa ¢ Heslo-

CTATOYHOCTBIO JUTMHHOLCTIOUSYHOH 3-THUIPOKCHAIINII-
KoA neruaporeHasbl )KHPHBIX KHCIOT Ha (OHE Tede-
HUsS UH(EKIMOHHOTO Tporiecca. B nanpHelIeM Heol-
HOKPAaTHO TOCIIUTAJIM3UPOBAJICS B OTHENCHUE HAcle/l-
CTBEHHBIX HapyIIeHUH 0OMeHa BEIIECTB C LIENBIO0 J10-
o0ciejoBaHMs B IUIAHOBOM mopsinke. KoHcynsTupo-
Basnicst B HIIL] mcuxugeckoro 310poBhst AeTed U TO-
poctkoB uM. I'.E. Cyxapesoii /I3 Mockssl B 2020 r.,
noctaByieH auarno3: F06.828 Jlpyrue Hercuxothde-
CKHE pacCTpPOICTBA B CBS3U CO CMEIIAHHBIME 3a0071e-
BaHWsMH. OCHOBHOHM CHHIIPOM 3aKJTFOYHUTENHEHOTO JTH-
arfo3a: TCcHXoopraHuueckuii cuaiapoM. ComyTcTBY-
IOIMH CHHAPOM 3aKIIIOYUTENFHOTO IHAarHo3a: Hemo-
pa3ButHe peun 3-ro ypoBHS, qu3aptpus. CommyTCTBY-
olree ncuxudeckoe 3adoneanue: F84.8 Jlpyrue 00-
mue pacctpoicTBa pa3BuTws. COmyTCTBYyOIIEE
HeBposoruueckoe 3adoneBanue: G40.1 JlokanuzoBan-
Hast  (okanpHas/mapianbHas) CHMIITOMATHIECKAs
SMIJICTICUS U AIIIENTHYECKAE CHHAPOMEI C TPOCTHI-
MU TapIHATBHBIMA MTpUNagKaMu. VHTeeKkT npu 00-
CIICIOBAaHUU COOTBETCTBOBAT 84 Oamnam (ypoBEHb
HU3KOU HOpPMBI) IO TecTy Bekciepa.

[onseprancs HacMemIKaM cO CTOPOHBI OJHOKJIAC-
CHHUKOB, OOSUICSI XOJJUTh B LIKOJLY, IPOILES ICUXOJIOTO-
MEIUKO-TIEIaTOTHYECKYI0 KOMHCCHIO TI0 MECTy IKH-
TENILCTBA HAa WHAWBUAyallbHOE OOydeHHWEe 10 o0Jer-
YEeHHOW KOPPEKLUMOHHON mporpamme 7.2 st oOyda-
IOIINXCS C 3aJePIKKOH ICUXu4eckoro pasputus. He-
OJHOKPAaTHO  KOHCYNBTHPOBAJCSA y  TCHXHATPOB
B YACTHBIX KJIMHHUKAX. V3 MCHXOTPOIHBIX MpenapaToB
npuUHUMAaT (GIyBOKCAMUH, FaJIONepuaod, 3010(T, puc-
TIEpUIOH, THANPUA Oe3 3aMeTHOTO 3dekra.

o narHBIM OCMOTpa BpadoM-Ticuxuatpom B 2020 T
JIOCTYIIEH KOHTaKTy, OPHEHTHPOBAH IPaBHJILHO BO
BpEMeHH, MecTe, curyanud. OIeT B SpKUH CHOPTHB-
HBI KOCTIOM, Ha JIMIE MOBS3KA, HAa MAJblE MAacCHB-
HBI nepcTeHs. Peus 6ennas, ¢ TpynoM opmynupyer
MBICIT, OTBEYAaeT Ha BOIPOCH B OCHOBHOM OIHO-
CIIOXKHO, YacTO OTBEUACT «HE 3HAIO». B 1memom Moxker
MOJIEPKUBATH JUAJIOL 110 CYILIECTBY, HO YTOMIISETCS
U TATOTHUTCA OGH.{CHI/ICM. Mpimienue: JOCTYIIHBI OIle-
parmy UCKITIOYEeHUs, 0000IIEeH S, JIOTHIECKUE OIepa-
I[IMX BBIMOJHACT C TPYAOM. CJIyXOBaH NnaMsITh. HEBBI-
cokas HopMma (110 MeTojuke Jlypuu Ha 3arloMHHaHUE
10 coB Bocmiponssen 6 u3 10). [Icuxorudeckas cum-
TOMAaTHUKa HE BBISBIISICTCA, OGMaHLI BOCIIPUATUS OTPHU-
1aet, OpeloBbIX WCH HE BhICKa3biBaeT. HactpoeHue
CIIeTKa TPHUIIONHATO, ceOsi XapaKTepH3yeT BECEIBIM
Y KU3HEPaJOCTHEIM. He cMor OOBSICHUTH Xapakrep
CBOMX CTEPEOTHIIHBIX NEHCTBUM, CHa4dajla yTBEp KAal,
9TO JIENIACT IPOCTO TaK, CIy4alHO», IOTOM CKa3all,
910 «HapouHO». CyKIEHHS MOBEPXHOCTHBIC, JIETKO-
BCCHBIC, I/IH(l)aHTI/IJ'H)HI:Ie. HCBHI/IMaTCJ'[eH, MOTOPHO
runepakTuBeH. KpuTrka K CBOEMY COCTOSIHHIO CHH-
xeHa. [ImanoB Ha Oymymiee He crpowuTt. IlocTrosHHO
NoJTyYas Toramakc (TomupamMar) 1o 75 Mr/cyT, Kenmpy
(meBetupaneram) 1o 1000 mr/cyr.

108 Siberian Herald of Psychiatry and Addiction Psychiatry. 2025; 4 (129): 105-116



Lywna+nosa O.B., Bokwa N.C., 3o3yns C.A.

PaccTpoiicTBO ayTUCTUYECKOro CNeKTpa Y NoApOCTKa C HEOCTAaTOYHOCTHIO. ..

Kimanueckass peMuccusi 1O SIIJICTICHU C MapTa
2023 r. Haxonuics Ha cHenUaIM3UpOBaHHOM AMETe
C OTpaHWYCHHUEM JITMHHOIICNIOUYEYHBIX JKHPHBIX KHC-
JOT ¢ MOMEHTA BBISBJICHHS OP(PAHHOTO 3a00JICBAHUA.
B utone 2024 r. (13 ner) oOcnenoBaH C MOMOIIBIO
MPT, ycTaHOBIEHBI NMPU3HAKU CYNPATEHTOPUATHHBIX
YYacTKOB M 0YaroB TJINO03a, PACIIMPEHHBIX IEepHBac-
KyJSIPHBIX TIPOCTPAHCTB B O0OOMX  IONYIIAPHSX,
HanOoJiee BBIPAKEHHBIX B JIEBOH JIOOHO-TEMEHHOM
00J1aCTH, BEPOSITHO TIOCTTUIIOKCUIECKOTO TeHEe3a.

[cuxuueckoe cOCTOSHHE MOCTETIEHHO YXYIIIaIoCh
¢ 2020 r., 32 mocaegHIe 2 TO/Ia CTa MACCUBHBIM, IIPO-
TPECCHBHO HapacTajl BOJICBOH AS(HUIUT C OTKa30M OT
MOBCETHEBHBIX TMTHECHUYCCKUX MEPONPHATHH, pabdo-
THI TIO IOMY, Y4eObl. B CBsI3u ¢ paccTpoiicTBOM pa3Bu-
THSI IOKOJBHBIX HAaBBIKOB YCHJIMIINCH CIOKHOCTH
B BOCIIpUSITMM U 00palboTKe yueOHOro MarepHana,
CHWKaJIaCh YCIIEBaeMOCTh, HE YCBaWUBal MaTepHall
KOPPEKIIMOHHOM mporpammer 7.2. He Mor cocpemoto-
YHUTBCS, BBIICTUTH TJIABHOE. lIMes orpaHWYeHHBIN
CJIOBapHBIH 3arac, ¢ TpyJOM BBIPaKaJl MBICIIH, YBS3a
B MOIPOOHOCTSX, MIepecKakuBal Ha APYTHUE TEMBI, pe-
30HepcTBOBaN. He BBIep:KMBaNl JIUTEIBHBIE YPOKH,
OBICTPO ycTaBall U UCTOINAJICS, ObLT PACCEsH U HE MOT
COCPENOTOYUTHCS. TATOTHIICS HEOOXOIUMOCTBIO II0-
cemarh mKkoiry. Bmecte ¢ Tem mpeobiaman mypammim-
BBl ()OH HACTpOEHUs], ObUT MHGAHTUIBHBIM, UyAaKO-
BareIM. Jloma Bex cebs MpOTecTHO, HeraTHBHO, CCO-
pHIICS C MaTepblo M 0aOKOW, B OKPY)KEHHU OJHM3KHX
TEpsUT KOHTPOJb, YCTPAaUBaJ HCTEPUKHU, C KOTOPHIMHU
OHM He MorM coBiaaarb. CoBepiiall MHOXECTBO
HABS3UMBLIX IBIDKCHHUH, PUTYajJoB. pBaix Oymary,
BKJIFOYAJ U BBIKIIOYAT CBET, OTKPHIBAT M 3aKphIBAJ
KPBIIIKY YHUTA3a, OMPEICICHHBIM 00Pa30M CITyCKaJICS
U TOTHUMAJICS MO JIECTHHIE, TpeOOBaJ €ro compo-
BOKIaTh. CoBepIai MPEDKKA U KPY)KEHHS, Ha YITHIIE
JleNiaj 1Mark Has3aj, JoMa caM HE MOT BBIMTH U3 BaH-
HOHM, MPOCHJI MaTh €ro OTTyla «BBITHATHY». OTMeda-
JIMCh MHOKECTBEHHBIE TUKH U TPUMACHI (IIIypIUI I71a3a,
CKaJIMJICS), SIH30[MYECKH BBIKpHKMBAL. bomblryro
YacTh BPEMEHHW MpPOBOJMI ¢ 0aOKOH, He ciymancs,
MPOSIBIISIT HEKOHTPOIUPYEMYIO arpeccuio, OTKa3bIBa-
Csl BBINOJIHATH IPOCTHIE MPOCHOBI, YACTO TOBOPUII TH-
X0 M HCEBHATHO, KOMMEHTHPOBaJI )161710TBI/I$[ CBOHU
U OKPYXKAIOIINX, PasrOBapHBall caM C COOOW BCIYyX.
3avactyro um3neBaiics Hall 0aOKOW, OCKOPOJsSI, HE K
MECTY CMesuicsi. BbUT XOJOAHBIM M 3MOIMOHAIILHO
JKECTOKHMM IT0 OTHOIIICHWIO K MaTepu W 0abke. YBie-
KaJICsl BUIICOUTPAMH Ha TEMATHKy MOHCTPOB M MYJIBT-
¢unpMaMH B CTWIIE aHWME, PHCOBAI IIOXOXHE Kap-
THHKH, B OCHOBHOM YepHOTro IBeTa. Yacto 3araumBai
KapaHJIaIly, MBLIT PYKH, OTIPEICIICHHBIM 00pa3oM Opai
U Ki1an Oymary Ha MecTo, MOI' HECKOJIBKO pa3 I0JIo-
JKUTHb Ha II0JI, 3aTEM CHOBA B3iATb U NEPCJIOKUTHL Ha
nonky. [Tocne odepenHOi KOHCYIBTANY Y ICHXHATPa
B YaCTHOM MOpsJIKE MaTepH ObUIO PEKOMEHIOBaHO
rocriuranu3upoBars pedenka B @I'BHY HIII3.

Ilcnxnyecknii cTaTyc aKTYaJbHOTO COCTOSIHHS

BEINIIUT COOTBETCTBEHHO BO3PACTY, IMOBBIIICH-
HOTO NHUTaHWs. B OTHeNeHne MOCTYIMI ¢ IPOTECTOM,
OTKa30M MOMYHMHSATHCS, HE XOTENl OCTaBaThCs, BBHICKA-
3BIBaJl HEHOBOJILCTBO. PacTOpMOXeH, TPEBOXKEH, XO-
JIMT U3 CTOPOHBI B CTOPOHY, pa3roBapHBaeT caM C CO-
0oii. MumMuka oHOOOpa3Has, 4acTo yJbI0aeTcs B He-
YMECTHOM CHUTyallWH, TI1a3HOW KOHTAKT MHUMOJIETHBIM.
CMOTpHUT B OCHOBHOM B TIOJI, IiepeOUpaeT maibliaMu.
OTMeUaroTCs TUKH JIUIA, TPUMACHI (CKAJTUTCS, ITypHT-
Csl, TIPIKAMAET PyKy K TJasy), SMHA30IMUYCCKUE HM-
MyJbCUBHO BBIKPUKUBACT. KOMITYyJIBCHBHO TpPBI3ET
HorTH. B Oeceme He 3amHTepecoBaH, JaeT (opMab-
HBIC OTBETHI, CMOTPHT 110 CTOpoHaM. Ha Bompocs! oT-
BEYACT HE 10 CYIIECTBY, HAUNHACT BIIABAThCS B MEIIO-
4H, TepsieT HUTh Oecenpl. C TPYAOM MOHHMAET CYTh
BOIIPOCA, YacTO CONEP)KaHKE OTBETAa HE COOTBETCTBYET
KOHTEKCTy Oecenmsl ¢ BpauoM. Ha Bompoc o mpranHe
TOCIIMTAJIM3AlUA  OTBETWJ, 4YTO OBUI paccepikeH
1 3ITWICS, IPUYMHY arpecCHd M BCITBIIICK THEBA YKa-
3aTh He MOXeT. [Ipu oOcykneHnn HeaqeKBaTHOTO I10-
BEJICHUS HAyasl IEePEUUCIITh COOBITUS MPEIbIIYIIErO
IS, Iy TAJICS B JaTaX M COOBITHSX, HE MOT BCTIOMHHTH
KOHKpETHO, YTO W Korja mpoucxommwio. He moxer
BBIJICTIMTh TJIABHOE, CChUIASICh HA «TYMaH B TOJIOBEY.
He 10 xoHIA JIOCTYIIEH KOHTaKTy, 3aMKHYT, OTCTpa-
HeH. YacTo 0TBeUaeT «He 3HAI0», YKIOHSICH OT OTBETA
Ha HEMPUATHBIC BOMPOCHI, MOJTYHUT WM OTBEYACT «HE
X04y 00 3TOM TroBOpHUTH». OTMEYAIOTCS HAPYIICHHUS
MBIIUICHUS B BUIE OOPHIBOB, HAILIHIBOB, COCKAJIB3bI-
BaHMH, Pa3HOIUIAHOBOCTH, HE MOXKET COCPEIOTOUNTH-
cs. IlpoxuBas mpenMyIecTBEHHO ¢ 0abkoii, mocro-
SIHHO KOH(JIMKTYET ¢ Hel 1Mo MoBojy y4ueObl, TpeOoBa-
HUI cOONFONATh JTMYHYIO TUTHEHY («HaJ0eNa co CBoeH
pacdeckoif, u 6e3 Toro Bojoc Mainoy»). CoBepruaer
HaBSI3UUBEIC IBIKEHIS, PUTYalbl. [IpoTHB BONM CUH-
TaeT CTYICHH B IMOIbE3ME, TPEOYET HATH PSAOM C HUM
IO JIECTHUIIE, MHOTAA KPY>KUTCSI, IPBITacT, pBeT Oyma-
'y, OTKPBIBACT/3aKPHIBAET KPBIIIKY YHHTa3a, BKIIIOYa-
er/BbikiifouaeT cBeT. HEBHATHO OOpPMOYET, YacTo
KOMMEHTHUPYET CBOM JEUCTBUS WIN ACUCTBUS MEIIEp-
coHana (Hampumep, Oy(deTyuIlbl, pa3orpeBaroIeH
00eJT. «4ero oHa TporaetT Moi OOpII, 3aUeM MPHUIICITH-
Jack K OOpIIy, XBaTHT YK€ €ro Memartby). Jlerko pas-
ApaxacTcsd Ha IIyM B OTACJICHHHU, NAXKEC Ha OGI)II[CH-
HBIE 3BYKH, TOBOPHT, YTO 3TO €T0 «JIOKAHBIBACTY.
C mpyrumMy eTBMH KOHTaKT W30UpaTeNbHEBIA, B OC-
HOBHOM CJIyIIaeT, caM roBoput mano. C nepcoHaioM
KOHTaKT (popMaibHBIN. BHIMaHWE HEOpPraHU30BaHHO,
HEBHUMATEJICH, UMITYJILCHBEH, OBICTPO YCTaeT, UCTO-
nraeTcs. YIep>KUBaThCs 32 KaKUM-JTHOO 3aHSATHEM He-
HPO/IOJDKUTENIEHOE BpeMsi, 3aTeM TepseT HHTepec.
B ximacce 3aHmMaercs («IyTh-4yThb ITOIYYHIIOCHY,
«BBIMOJHWII J[Ba MIPUMEPA»), 3aaHKs MOHUMACT IO~
x0. MoTuBais K y4ede OTCYTCTBYET, 3aHATHS HOCe-
math He jkenmaer. [lo3HaBarenbHash aKTHBHOCTh HH3-
Kasi, n3ouparesnpHas. COH U almeTuT J0CTaTOYHbIE.
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3a BpeMs JIeUeHHs BBIPOBHSUICS ()OH HACTPOCHUS,
HUBEJMPOBAIHCH arpecCst K ONMM3KAM U OCCIIpUYHH-
Has Pa3paXUTEILHOCTh, CTaj OoJiee TOKIIaIUCThIM,
HE MPEABIBIICT U3TUITHUX TPeOOBaHMH, B JJOMAIIIHUX
OTIyCKaxX OBUI MOCIYIICH, HEe JOCTaBIISUT XJIOMOT Ma-
Tepu U Oabke. BMecTe ¢ TeM COXpaHSIOTCS HaBA3YH-
BbIC JIBYDKCHHUS, PUTYaJIbl, B OCHOBHOM COBEpIIIACT UX
JOMa, BO BpeMsl OTITyCKa, B OTICICHHU WHTCHCHB-
HOCTh HaBSI3UMBBIX ACUCTBUI CHM3mWIAch. [loTparusa-
€TCs JI0 JIBEPHBIX PYyYeK, MOCTYKHBAET 10 MOBEPXHO-
CTsIM, COBEpIIIAET IIary BIEePEA-Ha3a, TOANPHITUBACT.
MoskeT HECKOJBKO pa3 B3sITh U MOJIOXKUTH Bemib. Co-
XPaHSFOTCSA TPYAHOCTH B 0OYUYSHHH, TUIOXO TIOHHMMAET
3a7aHus, OBICTPO YTOMIISICTCS, CTAHOBUTCS HEBHUMA-
TENBHBIM. MoOTHBaIMS K ydeOe CHIDKEHA, TpeOyercs
JIOTIOJTHUTENTFHOE MOOYKIEHNE CO CTOPOHBI IeAaro-
roB. C y4eOHOI NporpamMMoi cripaBiseTcs ¢ TPYAOM.
ANNETHT JOCTATOYHBIA, TNPHICPKUBACTCA JUCTHL
Houno#t con 6e3 Hapymienuit. CoMaTHYeCKOe COCTOS-
HUE CTaOMIILHOE, YIOBJICTBOPUTEIBHOE.

Pe3yabTaThl 00C/1€10BaHUI

3akmoyenue odranpMonora: OU 6e3 maTonoruu.

3aKImoYeHUe TeuaTpa: Ha MOMEHT OCMOTpa JaH-
HBIX 32 OCTPYIO COMATHUYECKYIO MaToyioruio Her. du-
3UYeCKOe pa3BUTHE CpeaHee, H30bITOUHAs Macca Tena.
HacnenctBenHoe HapylieHHe oOMEHa BEIIECTB U3
TPyl HApyIMICHWH MHUTOXOHAPHAIBHOTO Oera-
OKUCIICHUS JKUPHBIX KHCJIOT — HEJOCTAaTOYHOCTh TPU-
¢yHKkuMoHaNBHOTO Oenka. CuUMNITOMAaTH4YecKas DIIu-
nencust, pemuccusi ¢ mapta 2023 r.

Haanpie D21 ¢ KOMIBIOTEpHOH 00pabOTKOH,
CIICKTPAJIbHBIM aHAIIM30M U TOMOTpadHYECKUM Kap-
THPOBAHHUEM. PETUCTPHPYETCS PETyJSIPHBIA aibga-
put™ vactoToit 9 'ty (peako 8 I'm), amrury o 50-70
MKB, Haubonee mnpeaCTaBICHHBIM IO 3aTBUIOYHO-
TEMEHHBIM OTBeIeHUAM. [10 IIeHTpaIbHBIM OTBEIICHH-
sIM B BHJIC ()parMEHTOB OTMEYAETCS MIO-PUTM YacTo-
toit 9 I'm ammmutynoit 1o 30 MxB. YpoBenb Oeta-
AKTUBHOCTH HE€ IIOBBIIICH. Me,Z[HeHHOBOHHOBaH aK-
THBHOCTH JICNIbTa-JMaa3oHa MpEJCTaBiIcHa B BUJIC
OT/ENBHBIX KOJIECOAHWH W TPYNI BOJH B HECKOJBKO
MOBBIIIEHHOM ~ KonnuecTBe Au((dy3HO, OCOOEHHO
B IICHTPAIBHO-JIOOHO-BUCOYHBIX OTBEACHUSX MPABOTO
MoJTyniapus. YpOBeHb TeTa-aKTUBHOCTH HE TIOBBIIICH.
Ha »tom ¢oHe oTMeuaroTcss OuiarepaibHO-
CHHXPOHHBIC BBIOPOCHI JICNIbTa- M TETA-BOJIH aMILIU-
TyIIOW, HE TpeBbIIIatoIIeiH ocHOBHOW (hoH. Habmoma-
FOTCS PeIKUE YHHUJIaTEepaIbHbIe BHIOPOCHI IENbTa-BOIH
ammmrynon g0 40-50 mMxB B mepemHe-cpenHe-
BHCOYHBIX OTBEJICHHUSX MPABOro MoTymapus. Peakius
AKTHUBAIlMKM  BbIpaAXXC€HA OTYCTIIUBO. HpepBIBI/ICTaH
JJIEKTPUYECKasi aKTUBHOCTh HE COIPOBOXIANACH
ycBoeHreM puTMa. OJHOKPATHO OTMEYAIMCh OWCHH-
XPOHHBIC BCIIBIMIKK 3a0CTPCHHBIX TETA-BOJH aMILIU-
tymoii nmo 100-110 mMxB B 1eHTpanbHO-IOOHO-
BHCOYHBIX OTBeleHUsX. I B-npoba 3HAYMMBIX H3Me-
HeHuil He BbR3bIBaNa. CpaBHEHME MAaHHBIX OJI-

KapTUPOBAaHUS C YCPEHHCHHBIMHA 3HAYCHUSMH BO3-
PACTHOM HOPMBI BBISBIISICT YBEIUUCHHUE OTHOCHTEIb-
HOW CHEKTpaJbHOM IUIOTHOCTH [JeNbTa-aKTHBHOCTH
i dy3HO, TPESUMYIIIECTBEHHO B LIEHTPAIBHBIX OTBE-
JICHUSIX, TIPABOM 3aTHUIOYHOM OTBEIICHUH U BHCOYHO-
JOOHBIX OTBEACHMSX IPABOTO MONYIIApHA. 3aKIroUe-
HHUE: OCHOBHOH PUTM IO YaCTOTHBIM XapaKTePHCTH-
KaM Hike HOpMbI Ha 1-2 ' OTMedaroTcst yMepeHHbIe
TUQQy3HbIC U3MECHEHHS B BUJIC TIOBBIIICHUS YPOBHS
MEICHHOBOJTHOBOH aKTHBHOCTH C aKIIEHTOM IIO IIEH-
TPALHO-TO00HO-BUCOYHBIM OTBEJCHUSIM IPABOTO I10-
nymapus  (BEpOSITHO, pPE3UAyalbHBI  KOMITOHEHT).
Onu-aKTUBHOCTH HE BBISBIICHO.

3aKIOYCHUE HEBPOJIOTA: PACcCesTHHAs HEBPOJIOTH-
Yeckas MHKPOCHMIITOMATHKA PE3UAYadbHOIO Xapak-
Tepa. OMIJICTICHS CHUMIITOMAaTHIECKast, KIMHMYECKas
pemuccust ¢ Mapta 2023 1. ['on0BHBIE 00K HampsiKe-
HUSL

3aKiroueHne IaTOICHUXOJIOTHYECKOro o0cenoBa-
HUS: TOMHHHPYIOT CHMIITOMBI KOTHUTHBHOTO ae(H-
IIUTa Y MOJPOCTKA C MCUXUYCCKUM HHGMAHTHIM3MOM,

KOTHUTHBHBIM CBOCO6paBI/IeM, MOTHBAaITMOHHO-
BOJICBBIMU HAPYIICHUAMH, OIPCACIIAIOIMUMUCA 110
HIU30MIHOMY THUILY.

Pe3ynbTaThl HMMYHOXHMHYECKOTO W OMOXHUMHYE-
ckoro oOcienoBanus. [IpoBeneHa IMOMBITKA KIacCH-
(uKanMy TONyYEHHBIX PE3YJIbTATOB O0OCIEAyeMOro
naipenta (M-patient) mo 9 GuoXUMHUYECKUM TapamMeT-
pam. IlaHenp wucceayeMbIX MapKepoB BKIFOYAIA
B ce0si: ['Pap-1/06enok — sputpouuTapHas riIyTaTHOH-
penyKTasa, yaenbHas aKTHBHOCTh B pacueTe Ha KOH-
neHtpanuto oenka; ['CTap-1/6enok — aputporurapHas
[JIyTaTHOH-S-TpaHcdepasza, yaenbHash aKTUBHOCTE,
I'TIsp-1/6enox — spuTporMTapHasl TTyTaTHOHIICPOK-
cunasa, yaeiabHas akTHBHOCTh, [[OTp-1 — TpomObomu-
TapHasi MUTOXpoM c-okcunasza; ['JII'tp-1 — tpomOoIH-
TapHas IIyTamaraeruaporenasa; I'Prp-1 — rpomborm-
tapHasi nrytatioHpenykTaza; ['CTrtp-1 — tpomborm-
TapHas TJIyTaTHOH-S-TpaHc(epaza;, KDPK tp-1 -—
TpomOonmTapHas kpearnHdocokunaza; COrp-1 —
TpoMOOLIMTapHAs CYTIEPOKCHITUCMYTa3a.

AKTUBHOCTh (DEpPMEHTOB M3MeEpsUlach B OJHOM
TOYKE B Hauase JieueHus. I[IpoBezeHo cpaBHEHHE 00-
cieayemMoro M-patient ¢ mamueHTaMHu JIETCKOTO BO3-
pacra ¢ paccTpoicTBaMH MIM30(PEHHUUSCKOTO CIIEKTPa
(F20.x, F21.x, n=19) u ¢ GomsueiMu PAC (F84.02,
F84.11, n=19), paHee NPOXOMBIIUMH JICUEHHE B JICT-
ckom otaeneann OI'BHY HIIII3, no Heipoxummde-
CKUM Y1 OMOXMMHUYECKUM ITOKA3aTeIIsAM.

B Tabnuiie 1 mpuBemeHbI 3HAUCHUS OIUCATEIBHON
CTATHCTHUKW JUI TPYIIIBI MAI[MEHTOB C IIM30TUIHYC-
CKUM PAacCTPOHMCTBOM U 0OCIIeyeMOro TalueHTa.
B Tabmuie 2 moxasaHbl 3HAYEHHUST ONMMCATEILHOM CTa-
THCTUKH TSI TPYIITBl CPaBHEHMSI M 00CIIEAyeMOro ma-
nuenTa. [loydeHHbIe pe3yNbTaThl I 0OCIEIyeMOro
nanyeHTa B Tabmuiax 1 W 2 BBUICNICHBI JKUPHBIM
mpugTOM.
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Taobnuma 1. JJanHHbIe HEHIPOXUMHYECKOT0 H OHOXHMHYECKOT0 HCCIE0BAHMI y 00CIeyeMOro MafenTa
M-patient u nanueHToB rPyNNbI CPABHEHHUS ¢ paccTpoiicTBaMu mm3ogpennyeckoro cnekrpa (F20.x, F21.x, n=19)

IToxasarens Depyert
orasate I'Pap- | I'CTap- | I'Tlep- | UOtp-1 |I'Al'tp-1| I'P1p-1 |I'CT1p-1 KOK Tp-1{COdTp-1
1/6enok | 1/6enok | 1/6enok

M-patient 115 | 3071 | ~759 | ~311 [ 471t | ~849 | 12,56 | 6,91| |104,25|
Memana (n=1-19) | 165 | 178 | 783 | 269 | 344 | 908 | 1719 | 996 | 26345
Munnvym (n=1-19) | 115 [ 091 | 361 | 182 | 212 | 395 | 915 | 292 | 6534
Makenvym (n=1-19) | 2.7 49 | 1208 | 483 | 664 | 14,33 | 2669 | 3326 | 640,63
?g’;ﬁ_ﬁg‘)’“eﬂmm’ 125 | 13 | 668 | 201 | 254 | 693 | 1510 | 805 | 200,60
Zﬁ;‘i_‘i‘;‘)’“mm’ 187 | 249 | 822 | 429 | 427 | 1008 | 1921 | 10,71 | 346,57

IMpumeuanwue. Brabmumax 1 u 2 gausl 0603HAYCHUS: | — 3HAUCHHUE TlapaMeTpa y marmenTa M-patient Himke
25%-KBapTWISL AWAIa30HA COOTBETCTBYIOLIEH IPYIIIBI CPAaBHEHMs, T — 3HAYCHHE apaMeTpa y manuenta M-patient Bei-
e 75%-KBapTuisl [Uana3oHa COOTBETCTBYIOLICH TPyl CpaBHEHHMS, ~ — 3HAYCHHE apaMerpa y maruenta M-patient
HAaXOIWTCS B Anara3zone 25-75% oTHOCHTENBHO TUana3oHa IPYIIB CPaBHEHNS.

Tabnuma 2./laHHBIE HEHPOXMMHYECKOTO H OMOXMMHYECKOT0 HCCJIEN0OBAHNI Y 00CIeIyeMoro
nanueHTa M-patient u nanuenToB rpynnsl cpasHennsi ¢ PAC (F84.02, F84.11, n=19)

DepmeHT Menuana Munumym Maxkcumym 25-i1 npo1eHTHIIB 75-1 IPOIICHTHIIh
I'Pap-1/6enok 1,88-3,071 0,86 3,43 1,67 2,67
['CTap-1/6enox 1,49-1,15] 1,08 2,27 1,33 1,81
I'TIsp-1/6emok 6,82-~7,59 412 16,19 6,05 8,74
[Otp-1 3,60-~3,11 1,86 8,77 2,31 4,72
AT'p-1 3,12-~4,71 1,59 6,86 2,57 5,51
I'P1p-1 9,18-~8,49 3,56 12,04 7,48 10,29
I'CTtp-1 15,28-12,56] 5,98 26,49 13,19 17,18
KoK 1p-1 6,19-~6,91 1,90 25,99 3,57 10,08
COltp-1 226,47-104,25] 88,08 541,0 163,35 349,0

B cooTBeTcTBHM C MONY4YEHHBIMU JAHHBIMU TPU
CpPaBHEHHHM TIOKa3zarejeld o0ciIeqyeMoro mainueHTa
M-patient ¢ TakOBBIMHU B TPYIIIIE€ CPaBHEHMS ITALIUCH-
TOB C PacCcTPOHCTBaMU MM30(PPEHUYECKOTO CIEKTpa
ycTaHoBiIeHo, uTo ypoBHH 11O, I'Tlsp, KOKTp Haxo-
ISTCS B nuarazoHe 25-75% OTHOCHUTENBHO IHAaria3o-
Ha TPYIIIbl CPaBHEHUS, OCTAJbHbIE IOKA3aTeau BbI-
XOOAT 3a paMKH Juana3oHa, 4TO ABJIACTCSA 3HAYMMbIM
OTJIMYMEM I10 UCCIIEyEMbIM MapKepaM.

[Ipn cpaBHeHMH TIOKa3areneil o0OcIemryeMoro
HaMu nandenTa M-patient ¢ TakoBsIMH B TpyIIIeE Ma-
nuentoB ¢ PAC ypoBau 5 dpepmenTOB U3 9 nuccneny-
emeix (IO, T'Tlsp, I'Ptp, TAT, KOKtp) HaxomsTcs
B AMamna3zone 25-75% ngwmamazona tpymmel PAC.
OcranpHbIe BEIXOT IOKA3aTENH 32 PaMKH JAHATIa30-
Ha, YTO MOXXHO PACICHHTh KaK Haubolyiee OJIM3KHiA
BapUaHT IaHOPaMBbl/BapHalMii 3HAYCHUII MapKepoB
narpeHTa K manopame y 6omsHbx PAC (Tabi. 3).

Tabnuma 3. [IaHopaMa naHe I MAaPKePOB 00C/IeyeMOro nanneHTa
M-patient 1 nanUeHTOB rPyNI CPaBHEHWI B COOTBETCTBHH C TMATHO3AMH

DepMEeHThI
Ioxkazarens I'Pap- | I'CTap- | I'Mlvp- | UOtp-1 | Al'tp-1| I'P1p-1 |T'CTTp-1 [KOK Tp-1|COATP-1
1/6enok | 1/6enok | 1/6emok
M-patient | 1 ~ ~ ~ ~ ) ~ l
ITanuentsl ¢ PAC | i ~ ~ ~ ~ i ~ l
[MarmenTsr i l ~ ~ i l i ~ 1
¢ nm3oppeHne

Takum 00pa3om, TIPH OCYIIECTBICHUN JETAIBHOTO
aHANM3a IIaHeNW, W3Mepsromel 9 OHoXMMHYECKHX
mapaMeTpoB, y marmenta M-patient oGHapyxeHo
MEHBIIIE OTJIMYMH B TAHOpaMe MapKepoB ¢ OOTBHBIMU
PAC 1o cpaBHEHUIO ¢ TALEHTaMU C pacCTPOICTBAMU
MM30(PEHMYECKOTO CIIEKTPA.

CubMpCKMIM BeCTHUK NcuxmnaTpum 1 Hapkomnorum. 2025. Ne 4 (129). C. 105-116

B mporiecce kmactepusammy mokasareyiei rpyribl,
chopmupoBanHoi u3 19 maruentos ¢ PAC u nmarues-
ta M-patient (2 kactepa mo 9 GHOXHMIIECKHAM TTapa-
MeTpaMm), ManueHT Bimovancs B knactep K1, cocros-
i U3 14 maryeHToB ¢ HanOoJee TSHKEIBIM TeUCHH-
em PAC.
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KnuHnyeckas ncuxuaTpua

HawuGornee Onu3kuMu 1o pe3ynbraTaM KiacTepu3a-
MU K obcneryeMomy manueHty M-patient okaszanuck
OOJIGHBIC C ATUITHYHBIM ayTH3MOM C OJIMTO(PPEHOIO-
JOOOHBIM JiepekToM, HeOIarompUsATHBIM POTHO30M
U IICUX0(apMaKOJIOTHYECKONH pe3uCTeHTHOCThIO. [Ipn
KJacTepu3aluy marenta M-patient ¢ rpymmoii cpas-
HEHHs OOJIGHBIX C pacCTpOWCTBaMHU IMU30(peHUIe-
CKOTO CIEKTpa 1o ocHOBHBIM Mapkepam (LIO u ['II)
o0cTeyeMblid ManueHT BXOAWI B pasHBIC KIACTEPHI
Mo 00OMM MapKepam, YTO, IO CYTH, JEJIAET ero «BbI-
MaTAFOIIMY M3 OOIIEH KOTOPTHI TAKUX OOJIBHBIX.

Heobxomumo oTMETHTH, YTO TpHBEICHHAS HaAMHU
MaHeNns u3 9 HCCIeAyeMBIX OMOXMMHYECKUX IOKa3a-
TeNel paHee He HCIOJb30Balach B AMArHOCTHUECKOM
Ka4yecTBe JUIS TOATBEPKICHHUS ICHUXHATPHISCKOTO
JIMarHo3a, IHana30Hbl 3HAYCHWH JTHX IOKaszaTelle
JUTSL IETel ¢ HOPMOTHITHYHBIM Pa3BUTHEM HE OTpese-
nsunck. VMcenenyemple okazaTeny U3MEPSUIUCh TONb-
KO C IIEJBI0 OMpENeeHUs UX IPOTHOCTUYECKOH 3Ha-
YUMOCTH — OIEHKH TEPaIleBTHIECKOTO OTBETA HA aH-
TUTICUXOTHYECKYIO (papmakoTepanuio u e€ s3pQPeKTruB-
HOCTh Y JI€TeH ¢ pacCTpOMCTBAMH NMIH30(PPEHIYECKOTO
cektpa. CriemoBaTenbHO, IaHHBIC, IOTYYCHHBIE
B OTOM HCCIICIOBAaHWH, HE MOTYT paccMaTpUBATHCS
KaK THarHOCTHYECKUE KPUTECPUH.

B mutepaTypHBIX MCTOYHHKAX H3IIOKCHBI PE3YIIb-
TaTbl MUMMYHOJIOTUYECKOro oOcnemoBaHusi [26]: ak-
THUBHOCTh  JIeHikomutapHod  smactazel — 220
aMonb/(MuaxM), ol-IIM — 42,2 WE/mn, ypoBeHb
aytoanTtuten k 6enky S100B u ocHOBHOMY 6enKy Mu-
enmmHa — 1,25 u 1,2 en. ont. . J{aHHBIT UMMYHHBIH
Mpo(UIIb COOTBETCTBYET BBICOKOMY YPOBHIO aKTHBa-
MM UMMYHHOH CHCTEMBI CO CHHMKEHHEM (YHKIIHO-
HaJIbHOW aKTHBHOCTH HEHUTPO(HIOB M HAIUYUEM BBI-
PaKEHHOTO ayTOMMMYHHOTO KOMITOHEHTa K OeiKaMm
HepBHOW TKaHW [24, 25, 26]. Hamuuue Takoro npodu-
TS OTpaXkaeT MATOJIOTHYECKUH IMPOIECC, acCOLUUPO-
BaHHBII C Pa3BUTHEM BTOPHYHBIX METaOOTHMIECKUX
HapyIlIeHWH, 4TO OmnpeaessieT JainbHelnee Hebaro-
MPUSITHOE TeUeHUe 3a00JIeBaHMS.

OBCYXIEHUE

I/ICXOIUI U3 JaHHbIX aHaMHE3a, MOXXHO OTMCTUTBH,
9TO pa3BHUTHE peOEHKa MPOTEKAIO0 CO CTUTMaMH pac-
CTPOMCTB ayTUCTUYECKOTO CIEeKTpa Ha (oHe opdan-
HOTO TEHETHMYECKOTO 3a00JIeBaHUsl U OPTaHHMYECKOTO
nopaxernns [[HC mepuHaTamsHOro reHe3a ¢ CUMIITO-
MaTH4YeCKO# (poKaTbHON (TMaplUaibHOMN) SIHIICTICHEH,
4yTo monaTBepxkaaercs oocienoanreM B HITL neuxu-
YECKOTO 3JI0pOBBs jereil u moapoctkoB uMm. [.E. Cy-
xapesoit [I3M B 2020 r., rie ObDT YCTAaHOBIICH 3aKIIFO-
ynTeNbHbIA quarao3. F06.828 [Ipyrue Hercmxortude-
CKHE PAacCTPOMCTBA B CBS3HM CO CMEIIaHHBIMH 3a00Jie-
BaHWsIMH, TCHXOOpraHmdeckuii cuagpoM. ComyT-
CTByIOIIlee Icuxuueckoe 3abonesanue: F84.8 [Ipyrue
o0mme paccrpoiictBa pa3sutus. COIyTCTBYIOIIEE CO-
MaTuyeckoe 3aboneBanue: (G40.1 JlokanuzoBaHHas
(dbokanpHas/mapuuagbHas) CHMITOMATHYCCKAS OIIH-

JIeTICUST M SNWICNITUYECKHE CHHAPOMBI C HPOCTHIMHU
MapUUaTbHBIME MIpUIIafKaMu. B MiageHueckoM BO3-
pacte y peOCHKa OTCYTCTBOBAJIHM 3PUTEIBHBIA KOHTAKT
Y YKa3aTellbHbII KECT, oTMeuallach OOIIas 3a/lepixKa
MICUXWYIECKOTO PAa3BUTHS C KOTHUTHBHBIM Je(GUIIMTOM
u uHbaHTHIM3MOM. Peds cdopmupoBanack 1MoO3IHO,
K 4 rogam (mo 2020 T. oTMe4anoch HeJOpa3BUTHE pe-
gyu 3-ro ypoBH:). Habmonanmick xapaktepHas Uit Je-
teit ¢ PAC u30uparelbHOCTh B MUTAHUH, CTEPEOTHII-
Hoe moBenmeHue. K 7 romam Havanma TpOSIBISTHCA
CHUMIITOMaTHKa 00CECCHBHO-KOMITYJILCHBHOTO peru-
CTpa, XapakKTepHas JJI1 pacCTPOHCTB IM30(ppeHHde-
CKOTO CHEKTpa, & IMEHHO JJIsI HEBPO30IIO0OHOTO IIH-
30TUIHYECKOTO PacCTpoiicTBa JbO Iu30(hpeHUN
C Ha4yaJloM B JETCKOM Bo3pacte. MHTelIeKT cooTBeT-
CTBOBAJI HIDKHEH TpaHuIle HOPMBI — 84 Oasuia 1Mo TecTy
Bekcnepa. C MoMeHTa BBISIBICHUS] T€HETHUYECKOM
Y HEBPOJIOTUYECKOW TMAaTOJIOTUM HAaXOAWJICA Ha MOCTO-
STHHOM HaOITIOICHHH CTICIIHATICTOB, TOJTy4all CIIeIra-
JTM3APOBAHHYIO Tepamuio (Ha MOMEHT TOCIHTAIIH3a-
uuu B ®I'BHY HUII3 nonyuan nesetupaneram (Ker-
mpa) 500 Mr 2 pa3a B CyTKH, YTPOM H BEYEpOM,
topiramati 25 Mr 2 pa3a B CyTKH, YTPOM W BEUEPOM),
MUTAJICA TI0 CTPOTO perjaMeHTHPOBAHHOM JueTe (Ipu-
&M T 10 YacaM: 9 4. — 3aBTpak, 12 M JTUKBHIKE-
Ha, 12 4. — 00ex, 12 M1 TUKBHKEHA, 16 4. — IOJIIHHK,
12 M nukBumKeHa, 20 4. — yxuH, 12 M1 JTUKBHIDKE-
Ha, 3 4. — HOYHOH NpPUEM KHUCEeTb, 12 MII TUKBUIKCHA,
2 MEpHBIX JIOKKH MaITbTOJIEKCTPHHA).

[Tocne ycTaHOBNEHUS MCUXUATPUUYECKOTO JUATHO-
3a TpOIObKanl HaOMIoNaThCs y Bpadel-TICMXUATPOB,
MIPUHUMAJT PA3TIHIHBIE CXEMBI TePAIiK ¢ KOMOWHAIH-
el HeMpoNeNnTHKOB M aHTHUAEHpeccaHToB ((iIyBok-
CaMUH, TaJIONEPUIOI, 3010 T, PUCIIEPUIOH, THANIPUL),
0e3 BbIpakeHHOro 3(dekra, YTO CBHICTEIBLCTBYET
0 TSDKECTH TEKYIIETO COMYTCTBYIOIIETO 3HIOTCHHOTO
NpoIlecca U PE3UCTEHTHOCTH OONBHOTO K Ticuxodap-
makorepanuu. B urone 2024 r. va MPT Oblin 0OHa-
PY’KEHBI OpraHM9IecKUe M3MEHEHHS B TKaHH TOJOBHO-
TO MO3ra, BbISIBJICHBI IPU3HAKU CYNIPATCHTOPHUAJIbHBIX
Y4aCTKOB U OYaroB IJIMO3a, PAaCIIMPEHHBIX NEpUBAC-
KYISIPHBIX TPOCTPAHCTB B 00OWX MONYIIAPHSX,
HanOoJiee BBIPAKEHHBIX B JIEBOM JIOOHO-TEMEHHOM
00JIacTH, BEPOSTHO MOCTTUTIOKCHYECKOTO TeHe3a, BO3-
MOYXHO CBSI3aHHEIE C OCHOBHBIM HapyIICHHEM OOMEHa
BEIIECTB U3 IPYIIIbl HAPYIIEHUH MUTOXOHAPHAIBHOIO
66Ta-OKI/ICHeHI/IH JKUPHBIX KHUCJIOT. Kak CJICACTBHE,
OTMEYAJOCh HapyIIeHHE MUCIVHU3ANA HEPBHBIX
BOJIOKOH M HapyIllIeHHE SHEPreTHYecKoro Meradosus-
Ma C COCYAUCTBIMU U THUITOKCHUICCKUMU U3MCHCHUAMU
U IImo3oM. B panbHelieM mpojospkaid HapacTaTbh
HEeraTHBHbIE PAcCTPOUCTBA, BOJEBOM M 3MOLIMOHAIIb-
HBI JeUIUT ¢ MpeKpamieHHeM/0TKa3oM OT CoOIo-
JICHUSI HOPM JINYHON TUTHEHBI, pabOTHI 10 OMY, I10-
CCHICHUS IIKOJNBI, ()OPMUPOBAHHEM KOTHHTHBHOTO
nedekra, HEMOHMMaHWeM y4eOHOro Mmarepuania Kop-
PEKLMOHHOI IIporpaMmsl 7.2.
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OTMeyamich BBIPKCHHBIC HAPYIICHUS MBIIILIC-
HUS, HE MOT BBIICIHUTH TJIaBHOE, C TPYIOM BBIpaXai
CBOM MBICIIH, YBSI3aJ] B IOIPOOHOCTSX, MMEPECKAKUBAI
HA JIpyTUe TEMBI, PE30HEPCTBOBAI, TAXKE MOCIE OTAbI-
Xa HCIBITHIBAJ TOBBIIICHHYI0 YTOMIIIEMOCTh H HUCTO-
[IaeMOCTh, HE BBIICP)KUBAT JIUTEIBHBIC YPOKH,
OBICTPO yCTaBal, TepsI HHTEPEC K OKPYKAFOIIHM.
JImgHOCTHBIE YepThl OTIUYAIUCH CBOCOOpa3ueM, 4y-
JAKOBAaTOCTHIO, CHIDKCHHEM HOTPEOHOCTH K COLIMANb-
HBIM KOHTakTaM. Hapacrama ncuxomaTomonooHas
U rebepeHHas CHUMITOMATHKA, ObLT JIypallUIMBEIM,
TOBOPWJI M COBEpIIA] HENETOCTH, MPOSIBISIT IIPOTECT-
HOCTh M arpeccHio B aapec Onm3kuX. YKazaHHBIC
CHMITTOMBI TOBOPST TMPEXKIEC BCEr0 O 3JI0KAYECTBEH-
HOM TEUCHHUH JHIOTCHHOTO Ipoliecca, mmu3odpeHnde-
CKOro JIM0O ayTHCTHYECKOTO criekTpa. Hecmotps Ha
BBIPAXXCHHBIC OPraHUYCCKHE TOBPEKICHUS TOJIOBHOIO
MO3ra, JOCTaTOYHO XOPOIIO IMEPEHOCHIT TePaITuio, O/~
HAKO C HU3KOH €€ 3((PEeKTUBHOCTHIO — COCTOSTHHE 03
BOCCTaHOBIICHHS B IMHAMUKE B TIporiecce JiedeHus. [1o
pesyibprataM O3 oTMedanoch MOBBINIEHHE YPOBHS
MEIICHHOBOJTHOBOIM aKTHBHOCTH, YTO MOXKHO TPaKTO-
BaTb KaK pPE3UIyAIbHO-OPTAaHUIECKUH KOMITOHEHT
u (hopMHpOBaHUE ONMUTO(PPEHONIONO0HOrO fAedeKTa Ha
(oue sHmorenHoro mporecca. [lo manHBIM Helpoxu-
MHYECKOTO ¥ OMOXMMHYECKOTO OOCIEHOBAHUS OTME-
9ajoch MEHBIIE OTIUYHA B IAHOpaME MapKepoB
c 6onpHeIMH PAC, Hexenu ¢ manueHTaMH C pac-
CTpoiicTBaMU MH30(PPEHMUECKOTO CIEKTPA, YTO COOT-
HOCHUTCS C JJAaHHBIMU JIpYTUX aBTopoB [1]. B pesynbra-
T NETABHOTO aHaIN3a HEHPOXUMHUYECCKUX TOKa3aTe-
Jel ¢ WCIIONBH30BAHUEM CTAaTUCTHUYECKUX HelapaMer-
PHUYCCKUX KPUTEPUCB W KIIACTCpU3AllUN TMAlUCHT I10
CBOUM OMOXMMHYECKUM IMapaMeTpaM OKa3ascs OJIM30K
K IalMEeHTaM ¢ TsokelnbiM TeueHueM PAC — atumnund-
HBIM ayTH3MOM C OJIMTO(PPEHOMOAOOHBIM AeHEKTOM,
HEOJIaroMpUsTHBIM MPOTHO30M M IIcuXo(dapMakoio-
THYECKON PE3UCTEHTHOCTRIO. Pe3ynbTaThl HMMYHOIIO-
THYECKOTO OOCIIeTOBaHMSI COUCTAIOTCS CO BCEMH II0-
JIy4YCHHBIMHA JaHHbBIMU I/ICCHCI[OBaHI/Iﬁ IMalucHTa
Y MTOJTBEPKIAIOT HAIM MPEATOI0KEHHS, CBUACTEIb-
CTBYSI O HAJIMYUN TEKYIIETO IMATOJOTMYECKOTrO Mpo-
1iecca TSKEJION CTENEHU C BBIPAXKEHHBIM ayTOMMMYH-
HbIM KOMIIOHEHTOM, II0O OCHOBHBIM IIOKa3aTCJIIM
CXOJHBIM C TaKOBEIM Y TAIHEHTOB C PacCTPOHCTBAMU
AyTHCTUYECKOT0 CIIEKTpa 00 MM30(ppeHuei ¢ Hava-
JIOM B JIETCKOM BO3pAacCTe, TaK KaK JAHHBIC KMMYHOJIO-
THYECKUX MapKEPOB IO3BOJIIIOT TOBOPHUTH O TSHKECTH
U OCTPOTE COCTOSTHHS Oe3 YeTKoW audQepeHIraniun
0 THArHO3Yy.

B mpomecce neyeHus moxydan Kype MeIHKaMeH-
TO3HOM Tepanuu: aTMMEMa3HH 10 7,5 MI/CyT, ¢ mocie-
QYOI 3aMEHOM Ha XJIOPIPOMAsuH J0 75 MI/Cyr,
rajonepunon no 2,1 Mr/cyr, mamunepuadH 10 6
MI/CyT, OunepuaeH 1o 7 Mr/cyT, (IyBOKCAMUH IO
62,5 Mr/cyT.

Anrtunenpeccanr w3 rpynmel CMO3C  (dmyBok-
CaMUH) U aTHINYHBIA aHTHICUXOTHK (TATHIICPHUINH)
Obun HasHaueHs! Off-label mo 3aximoueHuo BpaueOHO-
0 KOHCIJINYyMa).

Ha MOMEHT BBINMCKH U3 CTallMOHApa OCTaBAJICS He-
KOMIUTAGHTHBIM, MPOAYKTUBHBIN KOHTAKT OBUI 3aTpya-
HEH BBIP2)KCHHBIMU HAPYLICHISIMEA MBIIIICHHS C dIie-
MEHTaMH1 COCKaIIb3bIBAaHNS, 0OpBIBAMH, 3aCTPEBAHUSIMH,
OTBETaMH He 10 cyIecTBy. COXpaHsIINCh HABS3UNBHIC
pHUTyaIbI, SMOIMOHAIEHOE 00eIHeHNEe, TebedpeHHas 1
TICUXOIATONOA00HAs CUMIITOMATHKA — BIU30AMYECKH
HE K MECTy IIYIO HIYTHI M CMESUICS, KOH(IIMKTOBAJ
C IPYTHMH AETHMH, OJJHAKO BEIPKEHHASI arpeccust Uc-
yesa. YUHUTHIBasl TaHHBIE MMaTONCHUXOJIOTHYECKOro 00-
CIIEIOBAaHMS, MOXHO KOHCTaTHPOBATh (POpPMHPOBAHHUE
ONHUTOPPEHOIOOO0HOTO JIepeKTa. Y CTAaHOBIICHBI JHa-
rHo3el: F06.828 Jlpyrue yTOYHEHHBIE ICUXUYECKHE
paccTpoiicTBa BCIEICTBUE MOBPEXKICHUS U TUCHYHK-
UM TOJIOBHOTO MO3Ta M (hM3HYECKON OOJIE3HH, IICHXO-
MTATOIOJOOHBIH, apPeKTHBHBIH, KaTaToOHO-
rebedpeHHbIl, 00CECCHBHO-KOMITYJIbCUBHBIA CHHAPO-
MbI, KOTHUTHUBHBIA nedurmt; G40.1 Jlokam3oBaHHas
(poxanpHast/mapupanbHasi) CHMITOMATHYECKAs —OIIH-
JeTiCUsl W SIWISNITHYECKUE CHHAPOMBI C IPOCTHIMH
MapUUaTbHBIMU  npumaakamu (pemuceus ¢ 2020 1.);
E71.3 HacrneacrBenHoe HapylieHHe oOMeHa BEIECTB
W3 TPYNIbl HApyIIeHWH MUTOXOHIpUATBHOTO Oera-
OKCHUIICHHUS KHUPHBIX KUCIIOT — HEOCTATOYHOCTh JJIHH-
HoOeno4YeyHor 3-ruapokcuani-KoA-naernaporenasbl
JKUPHBIX KHCJIOT, OOYCJIOBJECHHAs MyTalued B TeHE
HADHA B TOMO3WUTOTHOM COCTOSHHMHU. [lparHos ycra-
HOBJICH Ha OCHOBAaHWH BBHIPAKCHHBIX OPTaHMYECKHX
MIOBPEXKJICHUI TOJIOBHOTO MO3ra Ha (oHe OpQaHHOTO
TEHETUYECKOro 3a00JIeBaHMs, OJTHAKO ITO HE OOBIACHSIET
XapaKTepPHOM ISl SHIIOTCHHBIX 3a00JICBAHUN TICHXOTIa-
TOJIOTUYECKON CHMITTOMATHKH € €€ TPOrpEeAUeHTHBIM
3JIOKQYECTBECHHBIM TCUYCHHUEM, UYTO ACJIA€T BO3MOKHBIM
TIPEATIONOKUTh HAJTMYKEe KOMOPOHIHOTO JHO0 00Y-
CIIOBIICHHOTO HACJICACTBEHHBIM HAPYIICHHEM MHUTO-
XOHAPHUAJIBHOTO 6eTa-OKI/ICJ'IeHI/IH JKUPHBIX KUCJIOT pac-
CTpONCTBA ayTUCTHYECKOTO CHEKTpa WX IHM30(PEeHNH
C Ha9aJIOM B JIETCKOM BO3pacTe.

3AKJIIOYEHUE

Takum 00pa3oM, COTITACHO BBIIICH3IIOKECHHBIM pe-
3yJbTaTaM UCCIIEeOBaHUSIM, TOMUMO YKa3aHHOTO JHa-
THO3a, HanOoJIee ONpaBIaHHBIM ObIIIO OBl COXpaHEHUE
muarnoza PAC (F84.8 IIpyrue o6imue paccTpoiicTBa
pasBUTHSL), KOTOPBIA paHee ObL1 ycranosieH B HITI]
TICUXUYECKOTO 37I0POBbSl JIET€l M MOJPOCTKOB HM.
I'.E. CyxapeBoit /I3 MOCKBBI B KayecTBE COITyTCTBY-
toriero. [logBoas WTOT, MOKHO KOHCTATUPOBATh, YTO
JeQUIUT JUIMHHOICTIOUeUHOH 3-ruapokcuani-KoA-
JEeruIporeHasbl JIETKOM M CpelHE CTEeNeHH TAKECTH
MPOTEKAET y JIETel C HapyIIeHHEeM IICHXHYECKOTo pas-
BUTHUSI U CUMIITOMAaTUKOMN, XapaKTEPHOU ISl SH/IOTEH-
HBIX 3a00neBanmii, Takux kak PAC mibo mmodpenus
C HaYyaJIOM B JIeTCKOM Bo3pacte [1].
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KOH®JIUKT UHTEPECOB
ABTOpBI 3agBIISIIOT 00 OTCYTCTBUU SBHBIX U IIO-

TCHIIUAJIbHBIX KOH(l)J'II/IKTOB HUHTEPECOB B CBiA3U

C MyOJIMKaITUeH JAaHHOM CTaThH.

NCTOYHUK ®PUHAHCHUPOBAHMUS
UccnenoBanre BBITONHEHO MO TUIAHOBOM Teme

OI'BHY HUII3 «buonoruueckue MapKepsl ICUXU4e-

CKHX WM HEHUpOJIereHEepaTUBHBIX 3aboneBaHuii: (yH-

JaMEHTAJIbHbIE U MPHUKIAIHBIE aCIIEKThI (HOMEp Troc-

peructpanuu 124020700032-9, yHUKaIbHBIH HOMEp

nayuHoi temsl FURU-2024-0016).
COOTBETCTBHME TIPUHIIUIIAM 3TUKHN
HccnenoBanne OCyIIECTBIIEHO B COOTBETCTBHHU

¢ «DTHYECKUMH NpUHOWAIAMHA IIPOBEACHUA HAYYHBIX

MCOAULIMHCKUX I/ICCJ'IeIlOBaHI/Iﬁ C y4aCTHEM YCJIIOBCKa»

u «[IpaBunaMy KIMHUYECKOU TpakTUKU B Poccuiickoit

Oeneparmy. MccienoBanne mpoBeIeHoO Ha 6a3e aeT-

CKOro KiuHHYeckoro otaeneHus Ne 7 ®I'BHY HIIII3.

Onobperno JlokadbHBIM 3THYECKAM KOMHUTETOM IIPH

OI'BHY HIUII3 (mpotokoa Ne 926 ot 27.03.2025).
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Autism spectrum disorder in an adolescent with deficiency
of long-chain 3-hydroxyacyl-CoA dehydrogenase of fatty acids
caused by a mutation in the HADHA gene in a homozygous state
(presentation of a clinical case)

Shushpanova 0.V., Boksha 1.S., Zozulya S.A.

Mental Health Research Center, Russian Academy of Sciences
Kashirskoe Highway 34, 115522, Moscow, Russian Federation

ABSTRACT

Long-chain 3-hydroxyacyl-CoA dehydrogenase deficiency is a congenital, inherited, autosomal recessive disorder of
fatty acid metabolism characterized by impaired ability to sequentially metabolize long-chain fatty acids to acetyl-CoA
molecules via mitochondrial beta-oxidation. Hypofunction of long-chain 3-hydroxyacyl-CoA dehydrogenase causes
disturbances of varying severity in vital organs and systems at the macro- and microlevels, and leads to the development
of mental disorders with cognitive impairment, which can be classified as autism spectrum disorder (ASD). This article
describes in detail the clinical case of a patient with long-chain 3-hydroxyacyl-CoA dehydrogenase deficiency caused by
a homozygous mutation in the HADHA gene. The patient underwent instrumental (EEG) and laboratory tests (neuro-
chemical, biochemical, and immunological markers) and subspecialty consultations/examinations (pediatrician, neurolo-
gist, clinical psychologist, psychiatric examination). Based on the results of a comprehensive examination and clinical
observation, it is possible to assume that the patient has a comorbid or hereditary disorder of mitochondrial beta-
oxidation of fatty acids, an autism spectrum disorder, or schizophrenia with onset in childhood.

Keywords: long-chain 3-hydroxyacyl-CoA dehydrogenase deficiency, mutation in the HADHA gene, autism
spectrum disorder, childhood-onset schizophrenia.
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