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XOPES BE3 XOPEH, NJIA IICUXUYECKHE PACCTPOVCTBA B IEBIOTE
BOJIE3BHU TEHTUHI'TOHA

Kpueonoowkuna I1.C., Yepnaa H.A., Mupownuxosa B.B., Makapenxo E.Il., Ancapoe X.111., Bopoovesa IO.C.

OI'BY BO «Bonrorpaackuii TocyIapCcTBEHHBI METUITMHCKAN YHUBepcuTeT» Mun3npasa Poccun, Bonrorpan, Poccus
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Pe3tome. Fonesnv I'enmunemona (BI) omnocumest k opghantvim 3a601€8aHUAM € YACMOMOL 6CMPEYaeMOCmu 6 Cpeo-
Hem 5,5 ciyuas na 100 000 nacenenus. Ona xapakmepusyemcsi 6bICOKOU CIMeneHbr0 NeHempaHmHOCmU, KIUHUYEeCKO
2emepozeHHOCmbIO, MaHugecmayuell 8 pasHvie 803pacmuvle nepuodsvl. 3abonesanue nepedaemcs aymocomMHo-00-
MUHAHMHBLM YMeM, He UMeen 2eHOEPHBIX PA3IUuyUll, HeYKIOHHO NPOZPeccupyenm u npueoount 6 umoze K msjiceiou
uneanuousayuu. Knunuuecrkas kapmuna BI” umeem namoenomonuunoe couemanue He8poL02UHeCKUX (IKCMpanupa-
MUOHBIX) U Heliponcuxuampuueckux paccmpoticms. Ilpu noasnenuu ncuxuiecKux HapyuieHul, 0cobeHHo 0emMenyull,
ouaenos BI" cmanosumces ouesudnvim. OOnaxo ecau paccmpoiicmea 8 NCuxuieckoll cgepe, sxuoyarouue pasopa-
JHCUMENILHOCMNb, BCHBLIBYUBOCb, ANAIMUIO, AOYIUI0, OPe), AITIOYUHAYUY, HAPYWEeHUe NAMIMU, BHUMAHUS, OKA3bl6a-
1omes 0ebromom 3a001e6anus, Mo OHU 8 SHAUUMENbHOU Mepe MACKUPYIOM KIUHUYeCKYI0 KapmuHy. B makux cayuasx
nayueHmam Cmassimesi OWUOOYHble OUACHO3bL: NCUXONAMUs, WU30PPeHus, OUNoapHoe paccmpoicmeo, 00ie3Hb
Anvyeetivepa u opyeue. BosHuKHOBeHUE HEUPONCUXUAMPULECKUX PACCMPOLCME 8 dedome 3a001e8anus, 0COOEHHO
V UY MOL00020 803pACHd, OONHCHO HACMOPOHCUMb 8 NiaHe ucKaoveHus bl
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CHOREA WITHOUT CHOREA OR MENTAL DISORDERS AS A MASK OF HUNTINGTON’S
DISEASE

Krivonozhkina P.S., Chernaya N.A., Miroshnikova V.V., Makarenko Ye.P, Ansarov Kh.Sh., Vorobyova Yu.S.

Federal State Budgetary Institution of Higher Education The Volgograd State Medical University of the Ministry
of Health of the Russian Federation, Volgograd, Russia

Abstract. Huntington's disease (HD) is an orphan disease with an average incidence of 5.5 cases per 100 000 popu-
lation. It is characterized by a high degree of penetrance, variable expressivity, manifestation in different age peri-
ods. This disorder, transmitted in an autosomal dominant way, does not have gender differences. The disease often
progresses slowly but steadily over many years, eventually leading to severe disability. The clinical picture of this
disease has a pathognomonic combination of neurological (extrapyramidal) and neuropsychiatric disorders. With the
addition of mental disorders, especially dementia, the diagnosis of HD becomes more likely and obvious. However,
if disorders in the mental sphere, including irritability, irascibility, apathy, abulia, delirium, hallucinations, impaired
memory and attention, become the debut of the disease, then they largely mask clinical picture. In such cases, patients
are hastily made other diagnoses: psychopathy, schizophrenia, bipolar disorder, Alzheimer s disease, and others. You
should be wary of the possible secondary nature of neuropsychiatric disorders in patients, especially young patients.
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Bbonesns I'earunrrona (bI') otHOCHTCS K TpyIITe MO-
HOTEHHBIX HEHpPOJereHepaTUBHBIX 3a00I€BaHUI C ayTo-
COMHO-JTOMUHAHTHBIM THIIOM HACJIEOBAaHMS C BBICOKOM
(mpaktudeckn  100-TIpOIEHTHOH) TEHETPAHTHOCTHIO
[1]. Myranus B rene H77T Ha KopoTkoM 1iede 4-if Xpo-
MOCOMEI (B Jokyce 4pl6.3) npu naHHOM OOJIe3HU MpH-
BOIUT K DKCIAHCHUHM TaHAEMHBIX TPHUHYKICOTHIHBIX
uuto3uH-aneHuH-ryannd (LIAI) moBTopoB, ymiauHsis
MTOJIUTITYTAMHHOBBIA TPAKT B COCTaBe OeKa TeHTUHTTH-
Ha, 4TO JEJIACT €ro MaTroJIoTMuecKuM [2]. DKCIpeccuB-
HOCTH bI" B 00OJIBIIION CTETIEHU 3aBUCUT OT CTEINEHHU HY-
KJICOTUHOM 3Kcriancu [3] (cM. Tabmnwmiry).

Heo6xomuMo OTMETUTH TOT (akT, 4TO TeHETUUIECKas
MyTalMOHHAsl HEYCTOMYMBOCTh B COYETAHUH € (heHOME-
HOM aHTHUIUIALNN O0BSICHSAET IPOTPECCUBHO pacTyIee
gucio [[AT-moBTOpOB, cCriocoOcTBYyOIIIEE OONiee paHHe-
My Hadaixy W Oojee TSHKEIOMY TEUYCHHIO 3a00JIeBaHUS
y TOTOMKOB, OCOOCHHO €CIIM OHO TepelnaeTcs OT OTHa
[4, 5].

CrnenctBueM MOJUDIYTAaMUHOBOM «arpeccum» sB-
nsetcst Hapymenune padotrel [AMKepruueckux crtpu-
apHBIX HEHPOHOB, cozlepXKalux A0(paMHHOBBIE peler-
TOPBI, TIOBPEXKJCHHE HEMPSMBIX CTPHOIAUTUAAPHBIX
MmyTel, pacTOpMaKMBaHUE HApYKHOTO cerMeHTa Onea-
HOTO TIapa, HAKOIUICHWE jKejle3a B YepHOM BEIIeCTBE,
AKTUBU3aLUS TAIaMOKOPTHKAJIBHBIX mmyTei [6, 7]. HUTo-
TOM TaKUX MaTo(U3NOIOTHIECKIX MPOIECCOB SABISAETCS
HapyleHue 6ananca 10(aMMHOBOTO OOMEHA B ITOJIKOP-
KOBBIX TAHTIINAX, aTPOQHs KOPHI U BEIIECTBA TOJIOBHOTO
MO3ra C YBEIMYCHHEM O0BbeMa KETyI0UKOB, pa3pacTa-
Hue ruu [8].

Bce BrlmeonyicanHble H3MEHEHUST HAXOAAT OTpake-
HUE B KIIMHUYECKOH KapTuHe 3aboneBanus. [latoraomo-
HUYHBIM SIBJISIETCS COYETaHHE HEBPOJIOTMUECKUX U HEH-
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poricuxuarpuyeckux paccrporicts (HIIP) B paznuunoit
CTETEH! UX COUCTAHUS:

1) skcTpanupaMHUIHbIE HAPYIICHUS IPEICTABICHBI
pasTUIHBIMA BapHAHTAMH THIICPKHHETHIECKOTO
cuHpoMa (XOpesi, aTeTo3, MHOKIOHUH, JUCTO-
HUS, TPEMOP), PEKe MaPKUHCOHU3MOM;

2) HapymieHWsT B TICUXWYECKOH cdepe MposBis-
IOTCS  Pa3IpaXUTEIFHOCTHIO, arpecCHBHOCTHIO,
Jlerpeccuei, MHCOMHUEH, TaJUTIONUHATOPHO-IIa-
PaHOMIHBIMH TICHXO03aMH, OpenoM, MaHHAMHU
U OUNOJSIPHBIMHU PACCTPOMCTBaMH, JEMEHIIUEH
«TIOIKOPKOBOTOY» THIIA, allaToadyTMIecKuM, TICH-
XO0OpraHu4ecKuM cuHapomoM [9, 10].

B 3aBucuMocTH 0T mpeoOmamaHus TeX WIA HHBIX
CUMITOMOB BBIJCIISIOT TPU KIMHHYECKHUE (OPMBIL:
«KJTACCUYECKYI0» THUIMEPKUHETUYECKYI0, PHUTHAHYIO,
ncuxudeckyto [11].

Cuuraercs, 4To TcUXmueckas (popma HE SBIICTCS
CaMOCTOSTEIbHON HO30JOTUYECKON eUHULICH, TO €CTh,
Kak npaswio, HITP BO3HMKAIOT B pa3BepHYTOM CTaauu
MIPOSIBJICHUSI HEBPOJIOTUYECKHX HAPYIICHUH, 1100, B 00-
JIee PEIKHUX CITydasiX, CTAaHOBSTCS neOroToM 3aboleBa-
Husa [12-14]. Huwke HaMU NOPEACTABICHBI HECKOJIBKO
KITMHIYECKUX CITy4aeB, IJle TMCHUXUYSCKHE CHUMITTOMBI
HaOIroaKCh B 1e0roTe Bl M 3HAYMTENBHO 3aTpyIHSITN
BepU(UKAIINIO THATHO3A.

Kannnuecknii cayqaii Ne 1

[TanimenTka K., 45 met, mo npodeccnn XUMUK-1a00-
paHr.

KanoOwsr ObUTH COOpaHBI CO CIOB My»a, MIIAIIIICH
JIOYepH U, YaCTUYHO, CO CJIOB MAI[UCHTKU: HAPYIICHUE
MaMATH, BHUMaHUS, MTOBEIEHUS, «TSDKECTh B TOJIOBEY,
HapylLICHUE CHA, «YYy>KHE Tojoca B TOJOBE» OCYKIa-
IONETO XapaKTepa, HapylIeHne pedyd (3aMe/IeHHas,
pacTsHyTasl, OJHOCIIOXKHAS ), HAPYIICHHUE XObObI (Tiepe-

Tabnuma
CreneHb BHIPAKEHHOCTH KIMHUYECKOH CHMITOMATHKH OT KostndecTBa nmosTopos LA (mo nanuesiv JIHK-1uarnocrnkn)
KosinuecTBo NoBTOpOB .
CAG IleHeTpaHTHOCTH BhIpaskeHHOCTb KJIMHUKHA Tedenne Cpennuii Bo3pact ged10Ta
o 35 - Het cumntomoB - -
36-39 Henonnast Cnabo/ymMepeHHO BeIpaKeHHas | MeIeHHO Mporpeccupyrolee Tlo3muuii (mocie 40 set)
40-59 [Tonmnas Bripaxxennas ‘YMepeHHO mporpeccupyromiee 20-40 net
60 u BbIIIIE [omuas SIpko BBIpaKeHHAs Brictpo mporpeccupyromee Jlo 20 met
Table
The severity of clinical symptoms depends on the number of CAG repeats (according to DNA diagnostics)
Number of repetitions CAG Penetrance Severity of the clinic Current Average age of debut
Upto 35 - No symptoms - -
36-39 Incomplete Mild / moderate Slowly progressing Late (after 40 years)
40-59 Complete Expressed Moderately progressing 20-40 years old
60 and above Complete Strongly pronounced Rapidly progressing Up to 20 years old
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JIBUTAETCS TOJBKO C MOCTOPOHHEH MOMOIIBIO), 3aTpy/l-
HEHHME CaMOO0CTYKMBaHMs, HEIIPOU3BOJIbHbBIE HACHIIb-
CTBEHHBIE JIBKEHHU B JIMIIE, pyKaX, HOTax, TyJIOBHIIIE.

U3 anammesa wm3BecTHO, 4TO OOJIEET, MPEIIIOINIO-
KUTENbHO, ¢ 37 JeT, KorjJa POACTBEHHUKH 3aMETHIIN
y HAalMEHTKH IMOCTENEHHO pPa3BHBAIOLIMECS Hapylle-
HUS peun (3aMeasieHHasl, pacTsSHyTas, OJHOCIIOXKHAA),
namsITd, BHMMaHMS (PacCesHHOCTb, HEBO3MOXKHOCTh
CKOHIEHTpUpOBaThes). bonbHas nmepecrana cripaBisiTh-
csi ¢ paboTOM, HApYIIMIIOCh MTOBEJCHUE (CTana pa3rosa-
puBaTh B MPOCTPAHCTBO, NMPHUCIYIIUBATHCA K YEMY-TO,
HEaJIeKBaTHO OTBEYajla Ha BOMPOCHI, MOSBUINCH HEMO-
TUBHPOBAaHHAS Pa3paXUTEIbLHOCTh, arpeccus), >Kajo-
Bajlach Ha OIIyLICHHE «TsbkecTu B rosoBey. C 43 jer
HapyIIWINCh CTOSHUE W X0[b0a, cTaja IepeaBUrarbes
TOJIBKO C TIOCTOPOHHEH MOMOILBIO, YTPATHIIMCh HABBIKH
caMo00CITyKMBaHUsI, PE3KO HAPYIIUIICS COH, TIOSBUIIACH
JHEBHAsl COHIMBOCTb. [lamyeHTKa ¢ pOACTBEHHHKAMHU
HEOJTHOKpPATHO 00pamiairch 3a MEAUIIMHCKON TTOMOIIBHIO
o MecTy )uTesnbcTBa. C qUarHo3aMu «IIH30(PEeHUs,
«OPraHUYeCcKOe PAaCCTPONCTBO JMYHOCTH M TOBEICHHUS
B CBA3M CO CMCLIAHHBIM 3a00JICBaHUSMM» JICUNIAChH
y nicuxuarpa. [lpuanmana pa3nuaabsie KOMOMHAIIMY HEH-
POJIENTHKOB. MEANKO-TeHETHUECKOE KOHCYTBTHPOBAHHE
He npoBoMiIock. Co CIIOB POJCTBEHHHUKOB, Y MAI[HEHT-
K{ €CTb POJIHASI TETS 110 MAaTEPUHCKON JIMHUH, SKUBYILAS
B JPYTOM HACEJIeHHOM MYHKTE, CTpajaromas MOoX0KH-
MH CHMIITOMaMH, a MaTb OOJBHOM ymepiia B MOJIOIOM
BO3pacTe U Mepesi CMEPThIO B TEUCHHE HECKOJIBKHUX JIET
nMena aHaJIOTUYHBIC HAPYIICHHSL.

Heeponoeuueckuii cmamyc: 3a MOJIOTOUYKOM CIIEIUT
C TPYAOM H3-332 BBIP2XCHHBIX TMIEPKUHE30B MHMHUYC-
CKUX MBI (32)KMypHBaHUE, PUTIOJHIMAaHNE OpoBeil,
HaxMypuBanue). Cuia MBI KOHEYHOCTEH COXpaHeHa.
Mpli1euHBIH TOHYC B HUX pe3Ko CHIKeH. CyXOKUIbHBIE
peduexcsl ¢ pyk v HOT D = S, OBBIIIEHBI C PaCIINPEHH-
eM peduieKCoreHHbIX 30H. [laronornyeckre KHUCTEBBIE
pedutekcel TpemHepa ¢ IByX CTOpPOH. XOpEeU4eCKHH TH-
MEepPKUHE3 C 3JIeMEHTaMU JTUCTOHUH B KOHEYHOCTSX U TY-
noBuiie. M3 KoopanHATOPHBIX NPOO BHITOIHSIET TOJIBKO
MaJIbIIEHOCOBYIO, HO C TPYJIOM M3-3a HAJIMUUS THIIEPKU-
HE30B M B CBS3M ¢ KOTHUTHUBHBIMH paccTpoiicTBamu (10
KOHIIa He TIOHUMaeT 3a1anue). CaMoCTOSTEIbHO HE TIe-
penBUraeTcs u3-3a SpKO BBIPAKCHHOM JIOOHOW aTakChu
(acrazun-aba3un) U runepkuHe3oB. YacTuyHas ceHco-
MOTOpHas adas3us, ueaTopHas anpaKcusl.

Hcuxuueckuti cmamyc. Co3HaHUE HE IOMpade-
Ho. KorHutuBHbIE (DyHKIMM PE3KO CHIKEHBI (IEMEH-
1ust). BEIACHUTH OpHEHTHPOBAHHOCTH B OKPYKAIOIIEM
HE TIPEACTaBISCTCS BOSMOKHBIM B CBSI3H C TEM, YTO
OoJIbHAs YACTh BOIPOCOB, OOpAIICHHBIX K HEH, HE IMO0-
Humaet. KoHTakTy JocTynHa, HO OH KpaliHe hopMaseH.
Ha oOpamennyio k Hell pedb pearupyer MOBOPOTOM
roJIOBbl. MOXKET CTEPEOTHIIHO MOBTOPSTH «Ja-Aa-Ia»
WM OTPULATENIBHO TTOKauaTh ronoBoi. dpa3oBas peyb
OTCYTCTBYET. BBINONHACT ACHCTBUS TONBKO MO MOAPA-
KaHHIo. MBpIlUIeHHe KpaliHe HenpoAaykTthHoe. Ilpu
MONBITKE BBIICHUTH HaJIMUYME TAJTIOLUHATOPHOW CHUM-
MITOMAaTUKH TIBITAETCS MOKA3aTh yKa3aTeJIbHBIM Ialb-
LeM Ha TojoBy M IutadeT. llepumopgmuecku 3amupaer
Ha HECKOJIbKO CEKYH/I, BIVISABIBAsCH B yIJIBI KOMHATHI,
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MPHUCIYIINBASICh K YEMY-TO. DOMOIIMOHAIBFHO HEYCTOM-
4yuBa. ATPECCUBHBIX U CYyHUIIUIAIBHBIX MBICIIEH HE 00-
HapyxuBaeT. Hy)x/aeTcs B MOCTOSTHHOM YXO/€ U TIO-
CTOPOHHEN MOMOIIHM, B TOM YHUCIE NPHU BHIIOIHEHUU
JNIEMEHTAPHBIX ABMKCHHUH (BCTaTh, MPOUTH, YMBITHCS,
B3STh JIOKKY U T.J.). Kputuueckoil crnocoOHOCTH K
CBOEMY COCTOSIHHIO HET.

Y nanueHTku ObUT B3ST OYKKaIIbHBIN COCKOO IS HC-
cnenoBanus JJHK Ha Hanuuue naTonoruu, XapakTepHoOi
it 6one3nu I'entunrrona. IlomyueH moOIOKHUTENbHBIN
pe3ynbTar: 4ucio TpuHyKICoTUIHBIX CAG-TIOBTOpOB
B ogHOM M3 ajuteniedt rena HTT (sokyc 4p.16.3) cocra-
BIJIO 45 (UTO COOTBETCTBYET MOJTHOW MEHETPAHTHOCTH
[aTOJIOTMYECKOTO T'eHa) B TeTePO3UTOTHON opMe.

Kannuyeckuii cayyvaii Ne 2

ITauuent C., 31 ron, BOEHHOCTY KA.

JKano6 akTUBHO HE MIPEIBSBISIET.

Anamnes 3aboneeanusi (MO JaHHBIM JIOKYMEHTa-
IIMA U CO CIIOB POIUTENICH): B TEUCHHE 3 JIET KOJUIETH
1 POACTBEHHUKHU CTaM OTMEYATh HapyIIEHUE MaMsITH,
BHUMaHH (CTaJl pacCesHHBIM, HE MOT CKOHIEHTPHUPO-
BaTbCsl), TOBBILIEHHOE HACTPOCHUE, HEOOBSICHUMYIO
NcuXo(pU3uuecKkyl0 aKTHUBHOCTh. VICTIBITBIBAN IOCTO-
SITHHO€ TOOyXzaeHue K JestenbHocTd. CHU3WICS an-
METHT, MAIMeHT Mmoxy/aen Ha 5 kr. Peus crama ObicTpas
1 HEBHATHAas, MHOTOCIIOBHas, yckopeHHasd. [loaBunuch
OecipuunHHAs TpeBora, OECIOKOICTBO, HapyIIeHHE
CHa, CHIDKEHHE PabOTOCIOCOOHOCTH. YTpaTui Mpo-
(eccroHaNbHBIE HABBIKH, TOSBHIJIACH HEPSIIUINBOCTS.
JIBUKEHUS CTalll HEJIOBKMMH, B TEUEHHE MOCIEAHETO
MOJYTO/la BO3HHKJIM HACHIBLCTBEHHbBIE HEIPON3BOIb-
HBIE «BBIYYPHBIE)» IBM)KEHUS B KOHEUHOCTSIX, MPHIIY-
puBaHNe 00OMMH TIa3aMH C «IOATATHBAHHEM» IIPaBON
ITOJIOBUHEI JIMIA BBEPX, HETIPOU3BOJIBHBIE COKPAILIEHUS
MBIIII] KUBOTA, IJIEYEBOTO TMOsica, HApyIIEHNE CTOSHUS
1 X0Ab0BI (4acTo CrHOThIKaeTcs, nagaer). [lanueHT He-
OJHOKPATHO MPOXOIMJI 00CTIeIOBaHNEe U JIEYEHUE B yC-
JIOBHAX TCHXHATPUUECKOTO CTAllMOHApA C AMATHO30M
«OHTIOISIPHOE PACCTPONCTBO, TEKYIIUH MaHHWAKaIbHBIN
9MM30/1 CPEeIHEH CTENEHM THKECTH 0e3 MCUXOTHYECKUX
CHUMIITOMOB.

CBeneHusl 0 HACIENCTBEHHOH OTATOIIEHHOCTH He-
TIOJTHBIE — OTeI] MallMeHTa TParuaecku Mmorud B Bo3pac-
Te 25 net. Mathb 3710poBa.

Hesponoeuueckuii cmamyc. OyHKINS YepEHBIX HE-
PBOB HE CTpajacT, OTMEYAIOTCs] HACUIBCTBEHHBIE JIBH-
JKEHHSI KPYTOBOM MBIIIIIBI 000MX a3, Ooblie crpasa,
MOJICPTUBAHMS MBI B 00JIaCTH TYO, IMIEK, AU3apTPHs.
O0beM U CKOPOCTH ABUKCHHUHA B KOHEUHOCTSIX HECKOJIb-
KO CHMKEHBI U3-3a IEPUOJUYECKH BOSHUKAIOIIUX TUCTO-
HUYECKUX COKPAICHUH MBIIII, MBIIIIEYHBIN TOHYC CHU-
KeH, cuita MbIl 5 0annoB. CyXoKuIIbHbBIE PEe(IEKCHI:
C PYK OXKHBJICHBI, C HOT PE3KO OJKHBJIEHBI C KJIOHYCOH-
namu. [latonornyeckux MOAOMBEHHBIX Pe(IeKCOB HET.
bprommbie peduekchl yrHeTeHsl ¢ obenx cropoH. Ko-
OpIMHATOPHBIC MPOOBI BBIMOJHICT HEYBEPEHHO H3-3a
runepkrHe3oB. B mpobe Pombepra mokaunBanue Beie-
CTBUE JAMCTOHUYECKUX COKPAILEHUI MBIIII TYJOBHIIA.
[Toxonka «ranImytomas». OTMedaroTcsl JUCTOHNYECKUE
Cra3Mbl B pa3HbBIX TPYMIAX MBIIII] JIUIA, KUBOTA, CITH-
HBI, KOHCYHOCTEH.
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VY nanueHta HaOMIOAAIOTCS YEPTHl AU3PAPHUECKOTO
craryca: MHKporedanus, OalleHHBIH Yeper, oOIwp-
HBIA y4acTOK TMIEPIUTMEHTAIlMHA HA KOXKE HaJAIIeybs,
BEpXHEH 4YacTH IUieya M JIOMATOYHOH 00JacTH cipasa
C TUNEPTPUX030M; Map(PaHOIoNI00HOE CTPOCHHUE OTOp-
HO-ABHUTaTEeJILHOTO alllapara: BBICOKUH POCT, YUIMHEH-
HbI€ KOHEUHOCTH TI0 CPAaBHEHHIO C TYJIOBHILEM, CITIaKEH
MIeWHBIH JTOP/I03, YCUIICH TPYIHON KH(O3 CO CKOTHO30M
BBIITYKJIOCTBIO BJIEBO, YCHUJIEH MOSCHUYHBIHN JIOP/I03.

Tcuxuueckuii cmamyc: KOHTAKTy IOCTYIEH, CIOKO-
eH, JJoOpoxenareseH. B 6ecemy BCTynaeT 0XoTHO, Ha BO-
IIPOCHI OTBEYAET B IJIAHE CIIPOLICHHOTO, HO HE BCEraa
MOCJIEIOBATENBHO, YE€TKO, TAKXKe HE MOXKET COpMyIu-
poBaTh COOCTBEHHBIE )Ka100bI, TOBOPUT O «HOPMAJILHOM
COCTOSIHMM», HE OIICHHBAET MMEIOIIHeCs] HEBPOJIOTHye-
CKHE TPpOsBJICHUS Kak Ooje3HeHHble: «Bce HOpMmaib-
HO... HUYEro He 3amedaro». O CBOMX TOCMUTAIN3ANNAX
roBopuT: «Ha pabore Obuta Oonblras Harpyska... cTaj
Xy’Ke CIlaTh, ObljIa TpeBOTa... BOT U Jieumics». CrioHTaH-
Hble OpenoBbIe HJIeH He 0OHapy)uBaeT. MbIIIJICHHE pH-
TH/IHOE, KOHKPETU3UPOBAHHOE, C HApyIICHUEM IIeJeHa-
MIPaBJICHHOCTH, CHHKEHUEM NPOAYKTUBHOCTH. [lamsTh,
BHUMaHHUE CHM)KEHBI. DMOIIMOHAIILHO J1a0uineH. Kpuru-
YEeCKHE CIOCOOHOCTH 3HAUNTEIbHBI CHU)KCHBI.

V marnuenTa ObLT B3AT OYKKAJIBHBINA COCKOO ISl UC-
cnenoBanust JIHK. TlonydeH monoKUTEAbHBIA pe3yib-
TaT: yucio TpuHykIeoTUIHBIX CAG-TTOBTOPOB B OJHOM
n3 amreneit rera HTT (mokyc 4p.16.3) cocraBuio 49
(4TO COOTBETCTBYET MOJIHOM MEHETPAaHTHOCTH IAaToNO-
THYECKOTO T'eHa) B TeTEPO3UTOTHON (opMme.

Knununyeckuii cayuaii Ne 3

ITamuent U., 13 ner.

Co crmoB mambl u Oalymiku 3abonen B 12-imeTHeM
BO3pacTe, KOorja CTajad 3aMETHBIMU M3MEHEHHUS B MOBE-
JICHNU peOeHKa B BUJE PE3KUX MEPeraioB HACTPOCHHS,
Pa3ApaKUTEIbHOCTH, BCIBUIBYUBOCTH, HEMOTHBUPO-
BaHHO ysb0asics. CHU3MIIACH IIKOJIbHAS YCIIEBAEMOCTb,
MOSIBUWINCH TPYAHOCTH B YCBOGHHM MaTepHualia, CHHUXKe-
HUE TaMATH, HEBO3MOKHOCTH KOHIIGHTPAIlM BHUMaHUS,
HW3MEHEHUE PEYM, CTajl HEPSIUIMBBIM, HEAKKYypPaTHBIM.
B nBmwkeHHsX mosiBUIIach HEJIOBKOCTL. BriociencTtBuu
POACTBEHHUKH 3aMETWJIM WM3MEHEHHME TIIOXOIKHU: Ia-
TKOCTb, YaCThIE MaICHNUS.

Orernr pebenka crpagaer bl umeer HHBAIUTHOCTS.

Heeponoeuueckuii cmamyc: peOCHOK HeaIeKBaTHO
pearupyer Ha OCMOTP — CMeEeTCsl, OTBOPAuYMBACTCS, HE
BBIMOJIHSACT OOJIBIIMHCTBO 3a1aHuii. BepOanbHbIi KOH-
TaKT HECKOJILKO 3aTPYIHEH, TaK KaK MAJBYUK YaCTHYHO
HE TIOHUMAET Pedb, 00paIIeHHYIO0 K HEMY; YMOLIMOHAIIb-
Ho nabuieH. He crnenut 3a Monotoukom. YyBcTBHUTENb-
HOCTH Ha JIMIE U TeJIe HEBO3MO)KHO ITPOBEPHUTH B CHITY
MICUXUYECKOTO COCTOSIHMS MalMeHTa (He MOHMMAeT 3a-
naHus, OouTCs, arpeccuBHO pearupyer). Jlumo cumme-
TpUYHOE. AKTHBHBIC M NTACCUBHBIC JIBM)KCHHS B KOHEU-
HOCTSIX B ITOJIHOM 00beMe. MbIIedHas Cijla COXpaHeHa.
MBpllIeuHBI TOHYC B KOHEYHOCTSIX PaBHOMEPHO CHH-
JKeH. PedreKcrl ¢ pyK ¥ HOT MOBBIIIEHBI C PACITUPEHUEM
pedrexcoreHHbIX 30H. bpromHble peduiekcsl OLEHUTD
HEBO3MOXHO B CHIIy TICHXHYECKOTO COCTOSHHS (arpec-
cuBHO pearupyet). Koopaunaropssie npoObl He BBIIOJ-
HSET, TaK KaK HEe MOHUMAeT 3aaanus. B nmpobde Pombepra

RESEARCHES AND CLINICAL REPORTS

HE CTOWT 3a CYET AMCTOHUYCCKUX COKPAIICHWHA MBIIIII]
tynoBumia. [loxonka HeycroiunBas, ObICTpasi, «TaHITY-
fomas». Peusr 3amenniennas, cmasannas. HaGmionaercs
aTeTo3 C AIIEMEHTAMU JUCTOHUU B KOHEUHOCTSIX, YCHIIU-
BaIOLIUICS TPH X0/1b0E.

Icuxuueckuii cmamyc: KOHTAaKTy JOCTYIIE€H, HO
B Oecemy BCTymaeT HEOXOTHO; Ha BOIPOCHI OTBeYa-
€T OJHOCIOXHO, MEPUOAUYCCKH HEMOTHUBUPOBAHHO
CMeeTcCs, OTBOPAYMBAETCS, CTAHOBUTCSA pPa3ApaKUTe-
neH. CoOcTBeHHBIE Kalo0bl chopMyaupoBaTh HE MO-
xkeT. [lamsaTh, BHUMaHUE CHUKEHBI. DMOIIMOHAIHHO
nabwien. Kpuruueckne CrOCOOHOCTH 3HAYHUTEILHO
CHIDKCHBI.

Y4uuThIBast KIMHUYECKYIO KapTUHY 3a00JIeBaHMsI, Ha-
CJIEICTBEHHYIO OTSTOLICHHOCTh, OB B3ST OyKKaIbHBIN
cocko0 g mccaenosanus JIHK Ha Hanmwume maTono-
THH, XapakTepHo st 6one3nu [enrunrTona. [lomyden
MOJIOKHUTEIBHBINA PE3YIBTaT: YHCIO TPUHYKICOTHUTHBIX
CAG-nioBTOpOB B 0f1HOM W3 ajuteneit rena HTT (JIokyc
4p.16.3) coctaBmiio 72 (4TO COOTBETCTBYET ITOJIHOM T1e-
HETPAHTHOCTH TATOJIOTHYECKOTO TE€HA) B TE€TEPO3UTOT-
HOH dopme.

O6cy:xnenue. Bo Bcex MpUBEACHHBIX KIMHUYECKIX
cinydasix bBI' meGroTrpoBana ¢ pa3IuYHBIX ICUXHYECKUX
paccTponCTB.

VY nanuentku K. BbIpakeHHbIE MCUXUYECKHE pac-
cTpoiictBa ¢ (opmupoBaHreM MMH30(PPEHOTIONO00HOI
CUMITOMATUKHU B BUJIC TAJUTFOIIMHATOPHO-TIAPAHOUIAITb-
HOTO CHHAPOMA, a TaKXe €€ MOJIOION BO3pacT (IedroT
B 38 IleT) MpHUBENU K OMIMOOYHOMY JMArHO3Y «IIH30-
(bpenusy. JIuie nosBiIeHNE HEBPOJIOTHYCCKUX HAPYIIIe-
HUU B BUJI€ TUTIEPKUHETUYECKOTO CUHIPOMA, CBEICHUI
0 HACIJIEZICTBEHHOMW OTATOIIEHHOCTH (CXOXKasi CHMIITO-
MaTHKa y MaTrepH U TETH MAIUEHTKH), OTCYTCTBHE (-
(hekTa OT HAa3HAYCHHBIX HEHPOICTITHUECKUX MIPETIapaToB
MO3BOJIMIIN 3a110103pUTh Bl

V marnuenta C. BO3HUKIIHE B Bo3pacTe 27 JIET TICH-
XMUYECKHUE HAPYIICHUS MPOSBHIUCH THIIOMaHUAKATBHON
CHMITTOMATUKOW, MPOTPECCUPYIONTAM KOTHUTHBHBIM
neUIUTOM, 4TO OBLIO PACIEHEHO KaK OHWIONSpHOE
paccTpoicTBO. Pe3nCTEHTHOCTh K Ha3HAYEHHOM IICH-
XOTPOIHOM Tepanuu, MOsSBICHUE HEBPOJIOTHUECCKUX Ha-
PYLIEHUH J1ajJu BO3MOXXHOCTbH 3anojo3puTh bl, Hauas-
LIYIOCS C ICUXUYECKUX paccTporcTB. [Ipuyem B nanHHOM
ciIy4ae CBOEBpeMeHHas Bepu(uKalus AuarHoza Oblia
Ba)KHa, YYUTHIBas TOT (DAKT, YTO MAIMEHT KCHAT W Mapa
TUTaHupoBaja OepemeHHOCTh. [Ipomennenne ¢ mocra-
HOBKOH JTHarH03a MOTJIO MTPUBECTH K IOSIBIICHUIO pEOCH-
Ka C HAaCcJIe[IOBAHHOH MaTOIOTHEN.

[Mauuent Y. sBusieTcst mpuMepoM peKoil IOBEHUIb-
HOM Gopmbl BI" — aknneTnko-purnaHoi Gpopmsl Bect-
¢danst. [laHHBIE HACIEICTBEHHOW OTSATOINEHHOCTU IIO
JUHUM OTIA, paHHEe HaJdaso 3a00JeBaHMS, COYETaHHE
yMmepeHHO BbipaxxeHHbIX HIIP u nerkux HeBpomorude-
CKHX PacCTPONCTB ITO3BOIIIIA TOYHO BEPHUPHUITIPOBATH
JTaHHBIN THArHO3.

3akaouenune

OrnucaHHbIe KIMHUYECKUE CITy4au SBISIOTCS MpUMe-
pamu, Korma pa3zHooOpa3HbIe TCUXHYECKHE PacCTpPOi-
cTBa, BO3HUKIIHKE B feOtoTe bl 3arpynHsnu nposeneHue
nrddepeHnnanTsHO-TMarHOCTHYECKOTO Moncka. Hamm-

37



POCCUNCKIA HEBPONIOTYECKI XKYPHAN, Ne 1, 2021
DOI 10.30629/2658-7947-2021-26-1-34-38

NCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

qyuce y nepBbe )Z[ByX MAIMUECHTOB JUAarHo3a IICUXU4YCCKOTO
3a00JIeBaHUs MOIVIO CIIOCOOCTBOBATh HENOOLIEHKE KIIH-
HI/I‘IeCKOfI 3HAYUMOCTH FI/IHepKI/IHeTI/I‘IeCKOFO CI/IHZIpO-
Ma, YTO 3aTSATHUBAJO CBOCBPEMEHHYIO ITOCTaHOBKY JHa-
ruosa bI".

Taxkum 00pa3oM, NCUXHUATPBI U HEBPOJIOTH, paboTa-

FOIIHE KaK CO B3POCIBIM, TaK U C JETCKUM HaCEIICHUEM,
JTOJDKHBI IMETh HaCTOPOXKEHHOCTH TPH JIe0I0Te 3a00I1e-
Banus B Buze HITP xak Bo3amoskHoro Hayana bl

Kongaukt unTepecoB. ABTOPHI 3asBISAIOT 00 OT-

CYTCTBHH KOH(IIUKTa HHTEPECOB.

(I)HHaHCI/IPOBaHI/Ie. HccnegoBanue HE MMEJIO CIIOH-

COPCKOM MOIACPIKKH.
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