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Pesome

IIpedcmasaen KauHuveckuli cay4atl pedko2o 2eHemu4ecko2o OKy/a10-aypuKy/n10-8epmebpassHo20 CUHOPOMA (CUH-
dpoma [oavdenxapa) y oHowu 18 1em, 8nep8ble HANPA81eHHO20 HA 06C1ed08aHUe U 1eHeHUe 8 Ncuxuampuyeckoe
omdesieHue. PempochekmugHblil aHa1u3 AHAMHeCMuYecKux ceedeHull ceudemeibcmayem o N0si8/1eHUU NCuxona-
mosio2uveckux paccmpolicme 8 demckom 8o3pacme 8 gude 3a0eprHcKU NCUXOPEUe8020 pa3sumusl, IMOYUOHANLHOU
He3pes10cmu, 3anas3dbl8aHUsl pa3guMUs COYUA/IbHO20 nosedeHusl. B daavHeliwem cmolikue yepebpacmeHuveckue
U He8p030n0do6HbIE paccmpolicmad 0CA0HCHUAUCL NpUcoedUHeHUeM adpekmusHbIX HapyweHUll denpeccusHo-
ducgopuyeckozo muna u ncuxomuveckux paccmpoiicms. Omcymcmeue ce0espeMeHH020 KOMNJAEKCHO20 mepa-
nesmuyecko2o n0dxoda c npucoeduHeHuem ncuxogapmakomepanuu, ncuxomepanuu u coyuomepanuu Npuse10o
K hopmuposaHuto cneyuduyeckux usMeHeHuUll AUMHOCMU Op2aHUYecKol 3muoa02ul o 3HaYUMeEAbHbIMU HAPY-
WEeHUSIMU 8 IMOYUOHANBHOU chepe (1abu1bHOCMb IMOYULL, pa3opancumeabHOCMb, 8CNbIWKU 3/106bl, NOCMOSIHHAS
06uda u Hed0801bCMBO OKPYHCAOWUMU), CHUNCEHUEM YPOBHS NOZHABAMENABLHOU desimesibHOCMU U meHdeHyuetl
K XpOHU4eCKOMy meveHulo Heapo30onodobHbulx U appgpekmusHbix paccmpoticme. Koncmamayusi cmolikux evlpa-
JHCEHHbIX HapyuleHUll ncuxu4eckux QyHKyull 8 xode KAMamMHecmu4ecko20 Hab.1100eHUsl NpuBend K 8blPANCEHHBIM
02PaHU4eHUSIM 8 OCHOBHbIX cihepax xcusHedessmesbHocmu (06weHue, KOHMpo/1b hogedeHus, 06yyeHue, mpydosas
dessmesibHOCMb) U coyuaabHol desadanmayuu 6016HO20, YMO 5815/10Cb OCHOBAHUEM 0151 HANPAs.1eHUsl HA Me-
O0UKO-COYUANbHYH 3KCnepmu3y ¢ yCmaHos1eHUueM 2pynnsl UH8AAUOHOCMU.

Katoueswle cnosa: cuHopom lNoabdeHxapa, 0Ky/n0-aypuky/n10-8epmebpasibHbuill CUHOPOM, HEBPO30N0J06HbIe pac-
cmpoticmea, agpdpekmusHble HapyweHusl, NCUXOMUYEeCKUe 8KAI0YeHUSs
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Abstract

A clinical case of a rare genetic oculo-auriculo-vertebral syndrome (Goldenhar syndrome) is presented in a young man
of 18 years old, who was first sent for examination and treatment to the psychiatric ward. A retrospective analysis of anamnestic
information indicates the emergence of psychopathological disorders in childhood in the form of a delay in psychoverbal
development, emotional immaturity, and delays in the development of social behavior. Subsequently, persistent encepha-
lasthenic and neurosis-like disorders were complicated by the addition of affective disorders of the depressive-dysphoric type
and psychotic disorders. The lack of a timely integrated therapeutic approach with the addition of psychopharmacotherapy,
psychotherapy and social therapy led to the formation of specific personality changes in organic etiology with significant
disorders in the emotional sphere (lability of emotions, irritability, outbursts of anger, constant resentment and dissatisfac-
tion with others), a decrease in the level of cognitive activity and a tendency to chronic course of neurosis-like and affective
disorders. A statement of persistent pronounced violations of mental functions during follow-up observation caused severe
restrictions in the main areas of life (communication, behavior control, education, work) and social maladaptation of the
patient, which was the basis for referral to medical and social examination with the establishment of a disability group.
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CuHOpowm [onbOeHxapa, usu oKysa0-aypukyno-eepme-
6pasnbHbIl CUHOPOM, — COCTOSIHME, XapaKTepusyoLlieeca
MN3MEeHEHMAMN, CBA3aHHbIMU C Pa3BUTUEM CTPYKTYpP NepPBON
1 BTOpOW xabepHbIx ayr. Bnepsble cHapom lonbaeHxapa
onuncaH amepuKaHcKnM y4éHbim Mopucom lonbaeHxapom
B 1952 r. [lpvMepHas yacToTa BCTPEYAaEMOCTUN OKYN0-aypu-
Kyno-BepTebpasibHOro CHAPOMA B NMOMYNALMK, MO Pa3HbIM
NaHHbIM, cocTaBnseT ot 1:3500 go 1:5600, oH C oAMHAKOBOW
YacTOTOW ANArHOCTUPYETCA Y eBOYEK U ManbunkoB. CuH-
apom lonbaeHxapa ABNAETCA reHeTUYeCKn reTeporeHHbIM
CUHOPOMOM, B OONbLINHCTBE CllyYyaeB pa3BrBaeTCA CMOH-
TaHHO. HekoTopble cnyyaun cmHapoma lonbfieHxapa Bbi3bl-
BalOTCA Jeneynamu B Xxpomocomax 5p15 n 14932, cxoxne
deHoTmnbl HabnogatTca y 60nbHbIX C TpUcoMuamu 18-, 7-1n,
9-11 XpOMOCOM, a TaKXe TepMUHanbHoW aeneuven 22q [1].
[eHeanornyeckme nccnefoBaHNA NoKasanu, YTO BO3MOXEH
KaK ay TOCOMHO-peLeCCBHbIN, Tak M @y TOCOMHO-JOMUHAHT-
HbI TUMN HaCNIe[OBaHMA.

XapakTepHbIMM KIMHNYECKNMUM NPU3HaKaMy CUHAPOMa
lonbaeHxapa ABAATCA SNNbynbbapHble Aepmomnabl (Yalle
OOHOCTOPOHHKE), CYOKOHBIOHKTVBAlbHbIE NMNMOAEPMOVAbI
WAV TMNOMbI, aHOMaNUM Pa3BUTUA rlasHoro Abnoka v rma-
30[BUraTesibHbIX MbilIL, HEPeaKO aHOGTanbMuA, aTpe3us
pafy»KKu 1 KaTapakTa. B 3HaunTenbHOM YacToTe HabnoaeHNn
BbIABNAETCA HE[OPA3BUTHE YLLIHbIX PAKOBVH C yMEHbLUEHEeM
1X pa3mepa, aebopmaLien 1 aHOMasIbHbIM PACMONIOXKEHNEM.
YacTbl aTpe3un cnyxoBOro NpoxoAa, aHoOManumn cpegHero
yXa, ’MnNonnasna BepxXHen 1 HYXHeW Yentocten 1 eé oTpocT-
KOB, MaKpOCTOMUS, aHOManuy HEGa, pacLlenvHbl A3bluka
1 fo6aBoyHble y3aeuku. Y TpeTu naurMeHToB aHoManum
pa3BuBatoTCA Ha obeunx NOMoOBMHAX ML, Y OCTanbHbIX
2/3 - TonbKo Ha ofHow. B 40 % cnyyaeB AnarHoCTMpytoTcA
aHOManuu No3BOHKOB, CKONMO3, spina bifida, aHomannn
pébep, koconanocTb. B 30 % cnyyaes HabnohaTCA MOPOKN
cepaua, runonnasuva unm annasusa Nérkunx, 3aTbllIoYHas Mo3-
roBas rpbiXka aHOMasIu NoYeK, KOHeUHOCTel, MpeHaTasibHas
runotpodusa [1].

Penku B nutepatype onucaHusa NCMXonaTonormnyeckmx
paccTponcTs Npu cuHapome lonbgeHxapa. Mo nmeowmmca
JaHHbIM NUTepaTypbl, B YeTBepTW HabNOAEHUN Y feTel
C 3TOW naTonoruer BCTPEYaloTCA NCUXMYECKme paccTpoi-
CTBa, KOTOPble B OCHOBHOM NMpefCcTaBaeHbl YMCTBEHHOW OT-
CTanocTblo. B 3apybexxHomn nutepaType umeeTca eanHNYHOE
onucaHve Wn3oppeHonogo6HOro paccTPoCTBa Y HOLN
[2]. McmxonaTonornyeckre paccTponcTea B AaHHOM HabJto-
AeHnn dopmrpoBanuch Ha GoHe LiepebpasnbHol opraHnye-
CKOW HEAOCTAaTOYHOCTY U OblV NPefCTaBNEHbI 3aePKKON
bOopPMUPOBaHNA SKCMPECCUBHO PeUn, 0OOHATENIbHBIMY rasi-
NOLUHALMUAMY, OTPbIBOYHbBIMM 6peioBbIMU UAEAMUN OTHOLLIE-
HUSA, NPUBOAALLMM K HapYLUEHMIO COLManbHOM aganTtayuu.

B nocnegHue rogbl akTyanbHbl CCeAOBaHNA KOMOP-
6UAHOCTV aHOMasNWIA Pa3BUTUA HEPBHOWM CUCTEMbI C pac-
CTPONCTBAMM ayTUCTUYECKOrO cneKkTpa. B nccnegosaHum
M. Johansson et al. [3] B He6onbLuo rpynne HabnogeHUN
(n = 20) peten ¢ cuHapomom lonbAeHxapa ycTaHOBJEHa
BbICOKafA YacToTa MPOABMEHUN PacCTPONCTB ayTUCTUye-
CKOro crekTpa (OT OTAeNbHbIX ayTUCTUYECKNX MPOABNEHMN
40 KNIMHUYECKN OYepUYEHHOro ayTmama), MoslyuyeHHble
KNMHUYeCKne AaHHble 6bTv NoATBEPXKAEHbI CTaHAAPTM-
3MPOBaHHbIMU ANArHOCTUYECKMU MeTofMKamu. B 6onee
nosgHem nccnegosaHum M. Johansson et al. [4] yTouHsIoT,
YTO 3HauuTeNbHaA YacToTa (8o 45 %) ayTMCTUYeCKnX nNpo-
ABNEHWI Cpeam N1, CTpadaowmx cnHgpomom flonbaeHxapa,

BO3MO>XHO 06YC/TI0BJIEHA HEKOPPEKTHOCTHIO UCMOJb30BAHUSA
CTaHAAPTU3MPOBAHHbIX ANArHOCTUYECKUX METOAMK M3-3a
HanuumMa HapyweHnin cnyxa. J. Guevara-Campos et al. [5]
B CBOEM MCCNef0oBaHUN YTBEPXKAAOT, UTO ayTUCTMYECK/e
NPOABMIEHNA YaCTO COMYTCTBYIOT XPOMOCOMHOW NaTonornm
(Hanpumep, CMHAPOMY TOMKOW X-XPOMOCOMbI, CUHAPOMY
CmuTta — MareHuca) 1 uepebpasnbHbIiM MOPOKam pa3BUTUA,
K KOTOPbIM OTHOCUTCA cMHApom lonbaeHxapa.

Llenbio npeacraBnaemMoro KAMHNYeCKOro Ha-
6niopgeHns ABAANOCH M3YUYEHUE NMCUXOMATONOTMYECKUX
pPaccTponNCTB NpY PeLKOM FreHeTUYECKOM OKYo-aypUKyno-
BepTebpanbHOM crHapome (cuHapom fonbaeHxapa).

BonbHow LU, 18 neT, o6paTnnca c xkanobamu Ha nioxoe
HaCTPOEeHMe, HaBA3YMBbIE MbIC/TV, HEPBO3HOCTb, HapyLLUeHVe
CHa, BANOCTb, CHVXKEHHbI anneTuT, rofloBHble 60K, rono-
BOKpY»KeHMe.

AHAMHECTUYECKUE CBEAEHUA

Popunca oT TpeTbell HOpManbHO NpoTeKaBsluen be-
PEMEHHOCTU, TPETbUX CPOUHbIX PoAoB. MNpun poxaeHUN
BbIAB/IEHA aHOMasMA Pa3BUTUA YILIHOW PaKOBUHbI CripaBa C
aTpesueli cyxoBoro npoxofa. C paHHero eTckoro Bo3pac-
Ta HAaXOAWCSA NOJ OMNeKOo MaTepHu, POC Kanpu3HbIM, BASbIM
pebEHKOoM, KpaliHe n3bupaTesibHbIM B NULLE, OTKA3biBasICA
OT Npuéma 60MbWIMHCTBA NPOAYKTOB. MOTOPHbIE HaBbIKM
pa3BUBaNMCh C 3a€PXKKON, OblT HENIOBKUM U HEYKITIOXNM,
MeLNUTENbHbIM, MPeAnoYnTan ManoakTuBHble Urpbl. Pe-
YyeBOe pa3BUTVE OTCTaBano OT BO3PACTHOM HOPMbI C pac-
CTPONCTBAMM PEYEBO apTUKYNALMM U HAPYLUEHNEM 3BYKO-
npowusHoleHus, ¢ppasoBas peub chopmMrpoBanach K Tpém
rofam. [leTckue [OLWKONbHbIE YupexAeHUa He nocewan,
BocnuTbIBanca foma. C 3-neTHero Bo3pacTta perynapHo Ha-
6nt0anca HeBPOJIOroM Mo NoBOAY ObICTPO YTOMIAEMOCTH,
rofIoBHbIX 601EN, FONOBOKPYKEHUSA, NOXO0N NePeHOCUMOCTM
€3[1bl B TPaHCMopTe, YyBCTBUTENIbHOCTU K MepeMeHe NMoropb,
yCTaHOBJEH AnarHo3: PeanayanbHas sHuedanonatua. Mapes
OTBOAALLEro HepBa cripaBa. ATpe3unsa CyXoBOro Npoxopa u
OTCYTCTBME NPABOW YLIHOWN PAaKOBMHbI. B 4 roga no pekomeH-
Jaummn HeBposiora BnepBble KOHCYNbTUPOBaH FreHETUKOM.
3akntoyeHune reHetuka: AHKuno3s I-Il xxabepHon gyru. C
YUYETOM HannMumA BbIPaXKEHHOTO KoCcMeTnyeckoro gedekrta
N CHVXeHWA cNyxa, MMnoniasmm npason NosIoBMHbI 1L,
aTpe3unm Hapy»KHOTO C/TYXOBOIO MPOXOAa CMpaBa, MUKPOTUM
CMnpaBa, aypuKyNAPHbIX BbIPOCTOB CIEBA 1 Ha MPABOW LieKe
MMeIoTCA NOoKa3aHua Ana oGopMIEHNA UHBANMAHOCTY, B3AT
Ha YUY&T B MEAUKO-TEHETYECKOM LIEHTPE C peKoMeHaauuen
NMOBTOPHOW KOHCYNbTauuu. B 5 net nprnsHaH pe6EHKOM-VH-
Banuaom. B 7 net Hauan obyueHue B o6Leobpa3oBaTesibHOM
LWKONE, C TPYAOM afanTMpPOBAsCA B AETCKOM KOJIEKTUBE.
M3-3a HanMumnst KoCMeTMUYeCKoro fedpeKkTa aep»kanca 060co-
6neHHO, ApY3ei He UMeN, He MOT NMOCTOATb 3a cebs. B yueb-
HOM npoLecce 6bin He 3aMHTEPECOBAH, 3aaHNA BbIMOJHSAN
B Me[/IeHHOM TeMre, OTKa3blBasiCA OT YCTHbIX OTBETOB Ha
YPOKax, HMKOrAa He NpUHMMan yyacTusa BO BHEKNACCHbIX
MeponpuAaTuax. [pu ocmoTpe HEBPOIOrom B BO3pacTe 8 neT
[AMarHoCTUpPOBaHa 3afilepKKa NCcuXmMyeckoro passutma 6es
HapyLeHNA VHTeNNeKTa, KOHCYNbTUPOBaH CYpPLOOroM.
3aknoueHve cypgorsora: [yxoTa cMeLaHHOro xapakTepa
cnpaBa. VickprBneHne HOCOBOWM NeperopofKkn BrnpaBo ¢
HapyLlleHneM HOCOBOro AblxaHusA. MNpu ocmoTpe Bpayom-
neavaTpoM oTMeYanachb 3afepKKa pocTa.

3a Bpems obyuyeHuA B WKone ¢ 1-ro no 4-i Knacc no-
CTOAHHO MCMbITbIBaN TPYAHOCTM MO MaTeEMaTUKE 1 PYCCKOMY
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A3bIKY. YCTHblE BbIYUC/INTENbHbBIE HABbIKM OblV Pa3BUTHI
cnabo, 3aauv Bbi3biBanv 3aTPyAHEHNA, C X peLleHrem Mor
CNpaBnATbCA TONbKO B UHAMBKAYaNbHOM NOPAAKe C MOMO-
bl yumTenA. 3a4aum Ha IOrMyecKoe MbllieHE Bbi3blBanu
6onblumne 3aTpyAHEHWSA, MO3TOMY HE MOT CMPaBUTLCA C KOH-
TPOSIbHLIMK U CAMOCTOATENIbHBIMU paboTamu, 0COBEeHHO
3apavyamu. Ha ypokax pycckoro A3blka 4yyBCTBOBan cebs
yBepeHHee. [py BbINOAHEHWM ypaXXHEHUA MOT NPUMEHATb
npaBua, HO He BCeraa, Yallie Npuy NoMOLLM yuyuTens cTapanca
aKKypaTHO paboTaTb B TeTpaau. JMKTaHTbl MOT N1caTh Npu
WHAMBMAYanbHOM noaxofe yuutens. Bengy cnaboi ycnesae-
MOCTM 1 TPYLHO CoUManbHO aganTaLlun B LIKOE peLleHu-
eM BpavyebHo Komuccnm ¢ 5-ro knacca (12 net) nepeBeféx
Ha foMallHee obyuyeHne. HecMoTpA Ha MHANBKAYaNbHbIE 3a-
HATWNA C NefaroromM 1 JOMOJSIHUTENIbHbIE 3aHATUA C MaTepbio,
C yyebHbIM MaTepuranom cnpasnanca cnabo, He NpoABNAN
MHTepeca K WKONbHbIM NpeamMeTam. OaHako B cBo6oAHOe
BPEMSA C MHTePeCOM UYMTan Hay4yHO-MONYNAPHbIE XKYPHasbl,
VNHTEPEeCOoBasNCA BOEHHOW TeXHUKO. Mo HabnogeHuo Ma-
Tepu K 13 rogam cTanu 6onee BblpakeHbl HapYLLEHNA peyun
Mo TUMY 3anKaHyA; 6bl KOHCYNBTMPOBAH JIoronefom. 3aKnio-
yeHwue noronepa: HeBpoTryeckoe 3arKaHme NErkom cTeneHn
Bblpa>KeHHOCTW, CyA0POr KNIOHNYECKME, MPenMyLLeCTBEHHO
IObIxaTenbHble N apTUKyNAUnoHHble. incnanuna. CHuxXeHne
YPOBHSA NIeKCMKO-TpaMMaT4eCcKoro pa3smTiA. B atot nepmopg,
(13 net) nposABMNacb He CBOWCTBEHHaA paHee pa3fpaku-
TENIbHOCTb NPV OTCYTCTBUN O6EKTUBHBIX BHELLUHUX MPUYVIH,
BbICKa3blBan HEOBONbCTBO OKPYXKaOLLMMU, X MOCTYNKamm
1 BblCKa3blBaHMAMM, KPUTUKOBAJT PEXIMM [IHA YIEHOB CEMbM,
YXYAWUINCb OTHOLIEHUA CO CTapwmMmmn 6paTtbamMm U OT-
LlOM, OTMEeYanncb nepemeHbl HaCTPOEHUA C YrPIOMOCTbIO
1 BOPYIMBOCTbIO, HapyLLanca COH B BMAe 3aTPYAHEHHOIO
ONUTENbHOrO 3acbinaHuA ¢ Beyepa. /13-3a HU3KKMX pe3ynbTa-
TOB 00yueHus ¢ 6-ro knacca (13 net) npoponxun obyyeHve
no crneunanm3MpoBaHHOW (KOPPEKLMOHHOW) Nporpamme
VIl Bupa anAa geten € 3agep’KKov NCUXMUYECKOTO Pa3BUTUSA.

B 16 neT BHOBb KOHCYNbTMPOBAH CypAONIOroM. 3aKsto-
yeHue cypgornora: BpoxKaéHHasa runonnasna npaBon yLWHON
paKOBMHbI, aTPe3na HapyKHOro ClyXoBOro npoxoga. lnyxora
cnpasa. CeHCcoHeBpasibHasA TYroyxocCTb C/ieBa 2-I1 CTeMNeHu.
C 16 neT oTMeuaeTcA NOBbILIEHNEe apTepuanbHOro Aasne-
HuA fo 140-150/100 mm pT. CT., 6ecnokounT nepuogmyeckoe
rONIOBOKPYXEHUe, «4aBsLyme» rofoBHble 6011, 3akove-
Hue Kappguonora B 16 net: CUHAPOM BeEreTo-CoCyamcTon
OMCTOHUK, Ny6epTaTHOro NeproAa, CMELLAHHbIN BapUaHT.
B 17 neT reHeTMKOM BrnepBble yCTaHOB/eH AnarHo3: CHApom
lonbpeHxapa. B 3Tom e Bo3pacTe onepupoBaH No nosogy
aTpesunu CNyXoBOro NPoxofa v aHOManmmy Pas3BuTUA YLWHOMN
pakoBUHbI. 10 OKOHYaHMM 9 KNTacCOB 3K3ameHbl CAaBan
no «wagawemy» pexumy. locne okoHuaHuA 11 Knaccos
WKOMbl OTKa3asncsa OT nosnyyeHna npodeccrmoHanbHOro
06pa3oBaHus, poguTeNn He cMOrK ybeanTb NoapocCTKa
yumTbCA fanblue.

C 17-neTHero Bo3pacTa CTasn BO3HMKaTb nepenagbl
HaCTPOeHMs, NePUOAbI «<OObIYHOrO» HACTPOEHNA CMEHANNCH
«yrPIOMbIM, MPaYHbIM» HACTPOEHMEM C Pa3fparKUTesIbHO-
CTblO, CHMXXeHneM aKTUBHOCTH, Bblpa>KeHHOIh yTomnaemo-
CTbl0 B OTBET Ha HE3HAUUTESNIbHYI0 GU3NYECKYIO HarpysKy.
B TeueHne nocnegHUx 2 neT CTONKO HapyLlleH COH B BuAe
3aTPYAHEHHOrO 3acCbiMaHUA C Beyepa N YacTbiX HOYHbIX
nNpo6yxaeHun. cnbiTblBaeT c1labocTb BHe Gpunyeckon
Harpy3Kku. becnokoAT yacTble ronoBHble 60U «AaBALLErO»
XapakTepa, rofloBOKpPYKeHVe Npu nepemeHe MosioxeHna

TeNla 1 B NOKOE, METEOUYBCTBUTENbHOCTb. YXYALWMWACA Xa-
paKTep, NeprofamMmn CTaHOBUTCA pa3apaXxuTeneH, 06vaiuns
6e3 BUAMMbIX NMPUYLH, BbICKa3blBaeT He1I0BOSIbCTBO B afpec
poauTenen, «3acTPeBaeT» Ha HeraT!BHbIX COBbITUAX, BCMO-
MWUHaET 0OVAbI MPOLSIbIX JIET, KalyeTCsl Ha CBOIO «MJIOXYHO
XKIM3Hb», YaCTO MOBTOPSET, UTO «eMY BCE yKe HaZl0eso, C Kax-
[bIM FOZJOM CTAHOBUTCSA BCE XY»Ke 1 XY»Ke, HNUEro XOpOoLLEero
yXe He Oyget». CBo6oOAHOE BPEMA MPOBOAMT 38 KOMIblO-
TEPOM WM NPOCMOTPOM TEJIEBU3MOHHbBIX Nepeaay, YntaeT
XY[OXeCTBEHHbIE N HayYHO-MOoNyNApHble KHUTK. [poxnBas
C ceMbél, 6bITOBbIX 00A3aHHOCTEN He MeET, [iPY3bA U 3Ha-
KOMble OTCYTCTBYIOT. BosblUylo YacTb BPEMEHU MPOBOANUT
C MaTepblo, YacTo XanyeTcsa el Ha CBOE MI0X0e COCTOAHNE;
C OTLLOM U CTAapWVMK 6paTbsMM NPAKTUYECKN He obulaeTcs.
OTKasblBaeTCA OT NoceLleHns 0OLEeCTBEHHbIX MECT 13-3a
CTeCHeHMs Mo MoBoAy KocMmeTuuyeckoro aedekta. He o6-
paLlaeTca K Bpayam, T. K. KHUKTO He CMOXET eMy NMOMOYb».

Bonee roga HaxoAWTCA B «MOAABIEHHOM COCTOSIHUMY,
norpy»eH B BOCMOMWUHAHMA NPOLWIbIX NIET («KTO U KaK ero
obuaenu, Kakme csioBa roBOPUSIN»), CAbILKNT rofoC «nofg-
POCTKa-06uauKa» B rosioBe, CopuT ¢ HUM. o HabnoaeHuo
maTepu, BCE Bpems NMPOBOAMUT B CBOEN KOMHaTe, «4YTO-TO
60pmovyeT, yroBaprBaeT cam cebs, ycnokKausaeT», «Cnoput
C KEM-TO, UTO-TO JOKa3biBaeT». OTMeUaeT ycuneHne nH-
TEHCMBHOCTY HaBA3UMBbIX BOCMOMUHAHWN, «MPAKTUYECKN
MOCTOAHHO N3y T B rONIOBY COOBITVSA LKONbHOTO Neprogay,
«BCMOMVHAIOTCS 06U bl, KaK 1 YTO MHe CKa3anu», <06 3STOM He
XOUETCA AyMaTb, HO HEBO3MOXHO OTKJTOUUTBLCA OT MbICTIEN,
ne3yT v Ne3yT B rofloBy». B nepnopabl ycuneHns HaBA3umMBbIX
BOCMOMMHAHMNI BO3HMKAET OLLYyLIEHME «CUTHAsa B FOSIOBE».
B nepuropbl 3HaUUTENIbHOTO YXYALIEHWsS COCTOSIHNA HAaCTPO-
eHne MpayHoe, YeVHAETCA B KOMHaATe, «CMOPUT C KeM-TO
BCJIYX», 3UTCA, CTYUUT KySlakaMm Mo CTOJY, XOAUT MO KOM-
HaTe, OOBUHAET MaTb B CBOEM «bU3NYECKOM YPOLCTBEY.
Mpn M3MEHEHNM NOrOAHbIX YCNOBUIA HapacTaeT CabocTb,
NOABAETCA rofoBHasA 60/b «JaBALLEro» XapaKTepa.

B penkve nepunogbl obneryeHnsa CoCTOSHUA YnuTaeT
NHTepHeT-GOPYMbl MONUTUYECKOTO COAEPKaHUSA, Hemnpo-
LOMKUTESIbHOE BPeMA CMOTPUT TeNIEBU3NOHHbIE Nepeaaqn,
BCJTyX 0OCY>KAaeT Npoun3oLlesllee, BbICKa3blBaeT CBOE BO3-
MyLLEHVE «MPOVNCXOAALLMM B CTPAHEY, BHOBb pa3Aparkaercs,
CTAHOBUTCA ABUraTeNibHO 6eCNOKONHbIM, pa3mMaxmBaeT
pyKaMu 1 ye[VHAETCS B CBOEN KOMHaTe.

PE3YJIbTATbl AKTYAJIbHOIO OBCJIEAOBAHUA

SnekTpo3Huedanorpamma (33I): ynoBneTBOpmTENLHO
OpraHn30BaHHbI OCHOBHOW TuM. Anbda-puUT™M YacToToN
9 kon./c, amnauTtygon 55-75 mKB, pernctpupyetca npe-
MMYLLIECTBEHHO B 3aTbIOYHOWN 0651aCTW YCTOMUMBO C pac-
WNPEHHON 30HON MpeAcTaBUTENbCTBa. beta-akTMBHOCTD
B HeOO0/bLIOM KONMYEeCTBE, He NIoKan3oBaHHaA. MeaneHHble
BOJHbI 6€3 0CO6eHHOCTeN. PerMcTprpyoTCa OCTpble BOSHbI
C aMnANTYRON YyTb Bbille GOHOBOM B 3aTbITIOYHbIX OTBefe-
HWAX, OBNHOYHbIE 1 brnaTepanbHOro xapaktepa. i3meHeHuA
33T npu GYHKUMOHANbHBIX Harpy3kax 6e3 ocobeHHoCTel.
3aknioyeHmne: ymepeHHble I3I-13mMeHeHnA no obLyemosro-
Bomy Tuny. Mpur3Hakn ANCPYHKLMM CPeANHHO-CTBONMOBDIX
cTpyKTYp. O4aroBow 1 NApoKC13ManbHOM NaTONOM N He Bbl-
ABNEHO. 3aKnoueHne axosHeuedanorpadummn: cpesuHHbIe
CTPYKTYpbl He cmelleHbl. LLnpuHa lll xxenygouka — 3,5 mm.
Mynbcauma 3xo-CMrHanoB He yBennyeHa. JononHUTenbHbIX
3XO-CUrHaNoB He BblABNeHO. KpaHnorpadua: natonorum
He BbIABJIEHO.
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Comamuyeckuti cmamyc. KoxKHble MOKPOBbI YMCTbIE,
06bIYHOW OKPACKM, HECKONIbKO MOBBILIEHHOTO NUTaHMA. Ay-
CKYNbTaTUBHO: AblXaHWe BE3UKYNAPHOe, XpPUNOB HeT. ToHbl
cepaua putMnyHble. YCC = 80/muH. Al = 140/80 mm pT. CT.
OpnblwKy HeT. KMBOT Npw Nanbnauumn marknin, 6esbones-
HeHHbI. CTyn n gnypes B Hopme. Cumntom MNacTepHaykoro
oTpuLaTeNbHbIN C 06enx cTopoH. MNepudepunuecknx oTéEKos
HeT. 3akntoyeHne: CHAPOM BEreTocoCyanCToN AUCTOHUN
B pamMKax OCHOBHOrO 3aboneBaHUsA ¢ CUMNATUYECKUMMU
Kpr3amu.

Hesponozuyeckulicmamyc. YepenHo-mo3roBble HepBbI:
060HAHVE HE HAPYLLEHO, 3payki CUMMETPUYHbBIE, 3payKo-
Bble peakUun XK1Bble, CHUKEHa KOHBepreHuusa. [Masoasu-
ratenbHbIX PacCTPONCTB HeT. CnyX CHVXeH cneBa, crpasa
OTCYTCTBUE N HeAOPa3BUTME NPaBoro yxa. BKyc coxpaHeH.
JInyo cummeTpuuHoe. MAarkoe HEGO pacrnonoXeHo HopMasb-
HO, NpY GoHaLMM NOABUNKHO. [MOTOUHbBIV pedneKc XKNBOW.
A3bIK pacnonoKeH CUMMETPUYHO. AKTMBHbIE U MacCHBHble
ABVKEHMA B MO3BOHOYHVKE HECKOJSIbKO OrpaHunyeHbl. [1su-
YKEHUNA KOHeYHOCTEN B NMOMIHOM 06béMe. MbILLeYHbI TOHYC
CHUXKeH, TPOdMKa MbILL, CHXKEHA B ANCTaNbHbIX OTAENaX.
CyxoxunbHble pednekcbl C pyK 1 HOT XKBble, CUMMETPUY-
Hble. MaTonornyecknx pedpnekcos HeT. KoopanHaTopHbie
NpoObl BbINOSHAET TOYHO. YyBCTBMTENBHOCTb COXPAHEHA.
3aknioyeHue: PeangyanbHasa AN30HTOreHeTnYecKan sHueda-
nommenonatua. OTCyTCTBYE CilyXa 1 HeJopa3BUTHE NPaBOro
yXa, CEHCOHEeBpasnbHasa TYroyxoCTb C/ieBa 2-1 CTEMeHMN.

SKchepuMeHMasbHO-NCUX0/102UYecKoe UCC1e008aHuUE.
3aflaHunA BbINONHAET HEOXOTHO, BANO. Mpy BO3HUKHOBEHWM
Jaxe HebonblKX 3aTPYAHEHMI OTKA3bIBAETCA OT NPOJOSI-
»KeHUA BbINONHeHNA 3agaHnA. MHCTpyKummn ycBavBaeT. Temn
paboTbl 3amefieH. B MHeCTMUECKOI AeATENbHOCTY BbIABNSAET
yMepeHHOe CHIXKeHVe MPOoAYKTUBHOCTU. BHUMaHuMe cy»keHo
B 06bEMe, OTBNEKaemoe, C NPOABEHUAMN NCTOLLLAEMOCTH.
MblLLnIEHUE 3aMeAJIEHO MO TEMITY, 0OCTOATENBHOE, MHEPTHOE,
C HaKJIOHHOCTbIO K KOHKPETHOMY MbllnieHunto. CpaBHeHNWs,
06006LLeHNA MPOV3BOANT KaK MO MMaBHbIM, CyLLECTBEHHbIM
npu3Hakam, Tak 1 KOHKPETHO-CUTYaLIMOHHOIO MjlaHa, 3acTpe-
BAEeT Ha BTOPOCTENEHHbIX U GYHKLMOHaNbHbIX MPEAMETHbIX
cBolCTBax. 3aTpyAHEH noabop 0606LWatoWnx NOHATUN.
MoHMaHMe CNoXHbIX 0606LLeHNI, abCcTparnpoBaHue 3a-
TPyAHeHO. HecnoxHble MeTadopbl IHTEPMPETUPYET B LIENOM
BEPHO, Ha KOHKPeTHOM npumepe. MNocnoBuLbl He 3HaeT,
064yMmbIBaTb He nbiTaeTcA. [peanaraemyto NOMOLLb He UC-
nosb3yeT. SMOLMOHanbHO ManoanddepeHLMpoBaH, 0HO06-
|pa3eH, BAN, MHePTEH, NacCMBEH, NeHUB. JINYHOCTHO He3pern,
3roLeHTPUYEH, 06MAYMB, YyBCTBUTENIEH, NMOXOHAPUYEH.
PaBHOAyLIEH K 6M3KMM. B TMYHOCTHO 3HaUMMON CUTYyaL K
BO30YyAMM, 3aCTPEBAEM Ha NEPEXKNBAHUAX, NECCUMUCTUYEH B
OLleHKe NepcrneKTVB C AenpeccnBHbIM TUMOM pearnpoBaHus,
CKJIOHEH K YXOZly OT COLManbHbIX KOHTaKTOB 11 06A3aHHOCTEN.
CHreH nopor GpyCcTpaLMOHHON TONEPAHTHOCTU, CKITOHEH
K BO3HUKHOBEHMIO TPEBOXKHbIX NPOABNEHWI. B He3Hakomon
cuTyaumm nerko Tepaetca. IHTepechbl He3penbl, OrpaHNyeHbI.
CouvanbHas aganTaumsa HapyweHa. CnocobHOCTb K NiaHnpo-
BaHWIO 1 MPOrHO3MPOBaHMio ocabneHa. Bonesbie 1 KpuTu-
YyecKure CnocoOHOCTM 3HAUUTENbHO CHUMKEHDI. 3aKnoyeHue:
Ha 1cceJoBaHNN BbISIBNIEHO YMepPEHHOEe CHIXKEHVE NPOoaYK-
TUBHOCTM NCUXMYECKUX MPOLIECCOB MO OPraHMYeCcKomy Ty
C BbIPa)Ke€HHbIMW HapyLIEHUAMU SMOLMOHaNbHO-BOSIEBON
chepbl cMeLlwaHHOro Tuna (acTeHMYecKoro, B03byaAnMoro)
C NPOABNIEHMAMU PACCTPONCTB HEBPO30MOAOOHOIO Xapak-
Tepa y He3penon IMYHOCTN.

Mcuxuyeckuli cmamyc. B cO3HaHUN, BEPHO OPUEHTYU-
poBaH BO Bcex chepax. Ha beceny nprxognt B CONpPoBO-
XKAeHun matepu. ManonogBu»KeH, CUANT CCYTYNUBLLNCH,
BMosIo60poTa. 3pMTeNIbHOrO KOHTaKTa n3beraeT. B KOHTaKT
BCTYMNaeT HeOXOTHO. [0/10C ManoBbIpa3nTeNbHbIN, TUXUI.
BbipaxeHune nuua HegoBonbHOe. Ha Bonpockl oTBevaeT
KpaliHe OAHOCNOXHO. 3aTPyAHAETCS ONucaTb CBOE COCTO-
AHVE, MOACHSAET, YTO «Ero HUKTO HE CMOXKET MOHATb, HNKTO
He cnocobeH NepeXxnTb Takoe COCTOAHMEY. KanyeTca Ha Ha-
BA3UYVIBble BOCMIOMUHAHWA HEMPUATHBIX COObITUN NMPOLLSIbIX
NeT U BblCKa3aHHble OCKOPO6/IeHVA B €ro afpec, CHKEeHHoe
HacTpoeHue, dr3nyeckyto cnabocTb He3aBUCUMO OT 06b-
éma dur3nyeckon HarpysKkun. HouHOM COH ¢ 3aTpyAHEHHbIM
3acbinaHneM C Beyepa, Npoby»xaeHre nosgHee 6e3 uyBCTBa
oTabixa. B xofe 6ecenbl 06palLaeTcs 3a MOMOLLbIO K MaTepU:
«OHa MeHsA MOHUMAET, CaMa BCe pacCcKaXKeT». AHaMHecTMye-
CKune ceepeHuna o cebe coobLyaeT KpaliHe CKyno, Herocse-
[0BaTENIbHO, HE MOMHUT OCHOBHbIX JIMYHOCTHO 3HAUYMMbIX
JaT. OMouroHanbHO ManoanddepeHUNPOBaH, NHEPTEH,
3roLEHTPUYEH, TPEBOXKEH, JIETKO pa3fpakaeTca. 3acTpeBaem
Ha HeraTUBHbIX NepexunBaHusx. B xoge 6eceapl ytomnsaem.
HacTtpoeHue nabunbHoe C rMnoTYMHbIM OTTEHKOM. BHVMa-
HIVe NCTOLLAaeMOe, HECKOMbKO CY>KeHO B 00béMe. MblLneHre
3amMef/ieHo Mo Temny, nocnefoBaTefibHOe, KOHKpPeTHoe.
JInyHOCTHO He3pen. AKTUBHOW NCUXOMNPOAYKLUN HE BbIAB-
NAeT, CynumaanbHbIX MblC/el He BbiCKa3biBaeT. Bonesble no-
6y>KAeHNA CHUKeHbI. KpuTniyeckne cnocoOHOCTU CHUMKEHDI.

JuazHo3 knuHuyeckuti: OpraHmnyeckoe pacCTponcTBo
JINYHOCTU B CBA3M C CUHAPOMOM lonbaeHxapa (oKyno-aypu-
Kyno-BepTebpasibHbli CUHAPOM) CO CTOMKOW BblPAaXXEHHOM
uepebpacTeHNYECKON CUMNTOMATUKOW, BblpaXKeHHbIMU
HEBPO30MoA06HbIMY paccTponcTBamu, apdeKTUBHbIMA
HapyLeHNAMN CMeLIaHHOro Tuna (4enpeccuBHONO U ANC-
bopunyeckoro) ¢ NCUXOTUYECKMMU (ranstoLMHaTOPHbIMK)
BK/IIOYEHUAMY, BbIPaXKeHHbIMWU HapyLIeHUAMN SMOLMO-
HaJlbHO-BOJIEBOVI ChEPbI CMELLAHHOTO TrMNa (aCTEHNYECKOTO,
BO30YAVIMOrO) C YMEPEHHbIM CHUXKEHMEM MPOAYKTUBHOCTA
NCYXNYECKMX MPOLIeCCOoB.

JleuebHo-peabunumayuoHHble MepoNPUAMUs B yCII0BU-
AX CTaLMOHapa BKIIoYanu KOMOUHPOBaHHY!10 ncrxodapma-
KOTepanuo HOOTPOMHbIM NpenapaToM (MoAnNenTMAbl KOpbl
rofOBHOIO MO3ra CKOTa), aHTMAenpeccaHToM (GpnyBoKCaMuH
200 mr/cyT.) 1 HOPMOTUMNKOM (BanbnpoeBaa KuUcaoTa
500 Mr/cyT.) B codeTaHUM C paLiOHaNbHOM NCUXoTepanmen.
MNpoBefeHa pa3bsaCHUTENbHAs paboTa C UNeHamMn CeEMbU
6onbHOro. B pe3synbrate TepaneBTUYECKNX MEPONPUATUIA
[OCTUIHYTO NocnabneHue LepebpacTeHMYeCKon CUMNToMa-
TUKW 11 HEBPO30MOA0OHbIX paccTporicTs. CoxpaHaAwmecs
CTONKMeE Bblpa)KeHHble SMOLIMOHaNbHO-BOJIEBbIE U INYHOCT-
Hble HapyLUEeHUA, a TaKXKe 3aTAXKHON XapaKTep TeueHus ad-
bEKTUBHBIX PAaCCTPOCTB B 3HAUUTENbHON CTeMNeH 3aTpya-
HANY ajanTauuo 6ONbHOIO U ABNANUCL OCHOBaHWEM ANA
HanpasfieHNA Ha MeANKO-COLMaNbHYI0 SKCNepTur3y C onpe-
JeneHviem 3-i rpynnbl UHBANNAHOCTM CPOKOM Ha 1 rog.
Mo faHHbIM KaTaMHeCcTMYecKoro HabnoaeHna B TeyeHne
rofja OTMeYaeTCA He3HaUMTEeNIbHAA NONOXMTENIbHAA AVHAMY-
Ka B MEXJIMYHOCTHBIX B3aMMOZENCTBUAX C UfleHaMy CEMbU.
Ocratotca cTonkummn adpdeKTMBHbIE HapyLLeHUA C Npeob-
nafaHveM JenpeccrBHbIX 1 Anchopuruecknx Gopm, CToKre
06ceccrBHble pacCTPOMCTBA, NCUXOTUYECKME BKIIOUYEHNA
HOCAT nNpexoaawmnin xapakTtep. OTpuuatenbHas gMHaMKKa
NPOSABASAETCA B HAPACTAHUU NCYXOMATONOMMYECKUX JINYHOCT-
HbIX HapYLWeHWI C TeHAEHLMEN K SKCMI03UBHbIMY dopmam

IIcuxosiorusa u MNCUXHUATPHUA
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pearmpoBaHuA. Mpu NOBTOPHOM OCBUAETENBCTBOBAHNN
B 610pO MeMKO-CoLManbHOM SKCNepT3bl yCTaHOBEHA 2-11
rpynna MHBanMAHOCTM 6eCCPOYUHO.

AHanm3 KNMHWYECKOro Cilyyasd reHeTMYecKkoro oKyso-
aypuriKyno-sepTebpanbHoro cnHapoma (cuHgpom lfonbaex-
Xapa) CBUAETENbCTBYET O MOABIEHUN NCXOMATONIOMMUYECKNX
HapyLeHnii (3agepkaHHOe CTaHOBNEHNE MOTOPHBIX HaBbl-
KOB, 3aflepXXaHHOe peyeBoe Pa3BUTUE) B PaHHEM AETCKOM
Bo3pacTe. [lanbHelwwee pa3BuTre 3aboneBaHna xapakre-
pu3yeTca NPorpeaeHTHbIM TEUEHVEM U YTAXKETIEHEM NCK-
XOMATONOMMYeCKoro PermcTpa ncMxmnyYeckrx paccTpomncTs,
KOTOpble CTAHOBATCS BeAyLMMU B KIMHUYECKOWN KapTuHe
cnHppoma lonbaeHxapa. Hapagy ¢ HeBpo3onofo6HbIMM
N UuepebpacTeHNYECKUMM PaCcCTPONCTBAMU NCMXONATONO-
rmyeckas KapTvHa 3abonieBaHUsA YCIIOXKHAETCA npucoen-
HeHrieM apEeKTUBHBIX HAPYLLEHWI AenpeccuBHO-anchopu-
YeCKOro TUMa N MCUXOTUYECKNX PAaCCTPOWCTB, HapacTaHeM
3MOLMOHANbHBIX U IMYHOCTHBIX U3MEHEHUI. K MOMEHTY
aKTyasnlbHOro NccnefoBaHUA NCUXNYECKINI CTaTyC NaLmeHTa
onpeaensancs KNVHUKoN cneunduyecknx n3meHeHuin nmy-
HOCTW OPraHMYeCcKUn STUOSTIOTUU, XPOHUPULIMPOBAHHBIMNA
HeBPO30MogO6HbIMY U apPeKTUBHBIMU PACCTPONCTBAMMY,
CTONKMMM BbIPa)KeHHbIMU HapyLWeHUAMN B SMOLNOHaMNb-
HO-BOJIEBOW ChEpE 1 CHUXKEHVEM YPOBHSA MPOAYKTUBHOCTA
NCUXNYECKMX NMPOLECCOB, MPUBOAALLNM K BblPaKeHHbIM
OrPaHNYEHNAM B OCHOBHbIX Chepax KU3HEAEATENbHOCTM
(o6l eHne, KOHTPONb NoBefeHusA, obyyeHre, TpyaoBas
neATenbHOCTb) 60nbHOro. B pesynbTate NnpoBefEéHHOM
ncrixodpapmakoTepanuv u MePONPUATU MeAUNLMHCKON pe-
AbMNMTaLMM AOCTUMHYT HE3HAUUTESbHBI MONOXKNTENbHbIN
3¢deKT. Hannume cTomKux BblpaXKeHHbIX NCUXOMNATONOM-
YECKNX COCTOAHUI N UX XPOHUYECKOE TEUEHUE ABASNNCD
OCHOBAHVEM AJ/1A HanpaBieHNA Ha MeANKO-COLMaNbHYO
3KCMEepTU3Y C YCTaHOBNEHWEM FPYMMbl UHBAIMAHOCTY.

Takum 06pa3om, HeoOLeHKa NCMXOMNATONOrNUYeCcKmx
PaCCTPOWNCTB B KINMHUKE FEHETMYECKOW NaToNnornm (CUH-
apom lonbaeHxapa) NpyBeny K HEAOCTaTOYHOMY KauecTsy
OKa3aHus neyebHO-ANArHOCTUYECKON MOMOLLM PEBEHKY
1 CNocoOCTBOBANN NPOrPeaNeHTOMY TEUYEHMIO NMCUXUYECKUX
HapyLleHW C pa3BUTUEM OPraHUYECKOro IMYHOCTHOTO
pacctpoiicTBa. MynbTuancUUMnINHapHbI noaxon B Habio-
LeHVN 1 IEYEHUN TEHETMYECKOW NAaTONOMMN C PaHHUM Npu-
BIeYEeHVEM BPaYeli-NcMxmnaTpoB 1 NCUXOTePaneBTOB MOXET
npefynpeanTb pa3BuUTUE HEGNArONPUATHLIX BapMaHTOB
OpraHNYeckoro paccTpomcTaa, NPOrpeiMeHTHOro Te4eHn
3aboneBaHns U manoobpaTumbix Gopm OpraHMYecKoro
nedekta. CBoeBpeMeHHOe npoBefeHne ncuxodpapmako-

(BepeHus 06 aBTope

Tepanuu No3BosifAeT KOMMNEHCMPOBATb NPU3HAKN NCUXN-
YecKoW MCTOLAEMOCTH 1 SMOLIMOHANbHON NabrnbHOCTY,
CrnaxvBaeT NPOABNEHNA HEBPOTUYECKMX PAacCTPOCTB
N KOPPEKTUPYET aHOMASIbHO-IMYHOCTHbIE TUMbl Pearnpo-
BaHUA. [lcMxoTepaneBTnYeCKoe BO3AeCTBIME CMocobCTBYET
ONTVMMM3aLMM JIMYHOCTHOTO POCTa C pa3peLleHnemM MHOTX
MCUXONOrMYeCKrX 3afay, noBblwaeT 3¢PeKTUBHOCTb NPo-
brnakTUUeCKnX CTpaTernin n peabuIUTaLMOHHbIX MPOrPaMMm.
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