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W nnonarnyeckas reHepaan30BaHHAs AUCTOHUS — TPyIINa HEHPOJereHepaTHBHEIX 3a00IeBaHIN, IPEUMYIIECTBEHHO
XapaKTEePH3YIOIINXCS JUCTOHHYECKUM THIICPKHHE30M (HEPUTMHUYHBIMHI ME/UICHHBIMU HACHIIBCTBEHHBIMHU JIBHKCHHUSMU B
Pa3IHYHBIX YACTSX TeJIa, KOTOPHIE COIIPOBOXKAAIOTCS CBOCOOPa3HBIM H3MEHEHHEM MEIIICYHOTO TOHYCA U ITATOJIOT MIS€CKUMHU
nozamu). [Taruentka W. 54 net nmocrynuia ¢ pa3HOOOpa3HBIMU jkanodaMu. Bexyium cHHIPOMOM ObLI 3KCTpanupamMu/l-
HBII1, B CBS3H ¢ 4eM T depeHInaIbHyI0 THarHOCTUKY IIPOBOAMIIN ¢ 60Je3HbI0 [lapKkiHCOHA, My TBTHCHCTEMHOI aTpodueii,
KOPTHKO-0a3aibHOIt ierenepanueii u ap. Jlnarnos «Manonaruyeckas reHepann30BaHHas! AUCTOHUS B BHJIE TMIIEPKUHE30B
HIDKHHUX KOHEYHOCTEH ¢ IMCTOHNYECKON S9KBUHYCHON yCTaHOBKOH JIEBOII CTOIBI M 9KCTEH3UEi OOJIBIIOro nabna, MUcIYero
cra3may ObLI BBICTABIICH METOIOM HCKITIoUeH 1. OIICaHHOE B CTAaThe KIMHHYECKOe HAOIIOICHHE HILTIOCTPUPYET MHOT000-
pasue KIMHAYECKUX MPOSBICHIH 00JIe3HH, UMUTHPYIOIINX KIMHUYECKYIO KaPTHHY Pa3IHYHbIX HEBPOJIOTHUECKHUX U IICH-
XHATPUYECKUX PACCTPONCTB, TPYAHOCTH AUATHOCTHYECKOTO MOMCKA M BaXKHOCTh CBOCBPEMEHHOI THArHOCTHKU JNaHHOTO
3a00J1eBaHHs.

KtiodeBble cJ10Ba: HMonaTiyecKas reHepaln30BaHHast IUCTOHUS, Ju(depeHInaIbHas JUarHOCTHKA.

IDIOPATHIC GENERALIZED DYSTONIA
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Idiopathic generalized dystonia is a group of neurodegenerative diseases primarily charecterized by dystonic hyperkinetic
disorder (irregular slow involuntary movements of different body parts accompanied by specific muscle tone changes and
pathological poses). A 54-year-old female was admitted with various complaints. The leading syndrome was extrapyramidal
due to which the differential diagnosis included Parkinson’s disease, multiple system atrophy, corticobasal degeneration,
etc. The diagnosis of idiopathic generalized dystonia, in the form of lower extremity hyperkinesia with dystonic equinus of
the left foot and hallux extension and cheirospasm, was made by a method of exclusion. The clinical case described in the
article illustrates variety of clinical manifestations of the disease imitating clinical presentation of various neurological and

psychiatric disorders, complexity of diagnostic search and importance of timely diagnosis of this disease.
Keywords: idiopathic generalized dystonia, differential diagnosis.

Wnnonarndeckass TreHEpalU30BaHHAS —IHCTO-
HUSI — Tpynna HeWpoJereHepaTuBHBIX 3aboite-
BaHWH, INPEHMYIIECTBEHHO XapaKTEPU3YIOMINXCS
JUCTOHWYECKHM THIEPKUHE30M (HEPUTMHYHBIMU
MEJUICHHBIMU HACWJIBCTBEHHBIMH JBHXKCHHSIMH B
Pa3TUYHBIX YacTAX Tella, KOTOPBIE COIMPOBOXKIAIOT-
¢s1 cBOCOOpa3HBIM U3MEHEHHEM MBILIEYHOTO TOHYCA
U TaroyiornyeckuMu noszamu) [1, 2]. OnucanHoe B
cTaThe KIMHHYECKOEC HAONIOACHNE HILTIOCTPUPYET
MHOT000pa3ue KIMHUYECKUX MPOSBICHUN 00JIe3HH,
HMUTHPYIOIIMX KJIMHUYECKYI0 KapTHHY pas3jiny-
HBIX HEBPOJOTHYECKHX W ICHXUATPUYECKUX pac-
CTPOMCTB, TPYAHOCTH AMArHOCTHYECKOTO MOUCKA U
Ba)KHOCTh CBOEBPEMEHHON IUAarHOCTUKU JTAHHOTO
3a00JIeBaHUSI.

[NamuenTka U. 54 neT noctymnuia co ciaenyomnu-
MH Kajo0amMu:

— HAaCHJIbCTBCHHOE «CKPIOYHMBAHHWE» MANBLEB U
HOCKa IIPaBOil HOTH, BOHUKAIOIIEE IPU JIBIKCHHUH,
KOTOpOE 3aCTaBJIsIET IALUEHTKY OCTAHOBUTHLCS, HO
HE COITPOBOXAAETCS OOJBIO;

— OLIyLIEHHWE WHTEHCUBHOTO CBEACHUS B HKPO-

Anpec ans nepenucku: kbtimorshina@mail.ru
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HOYXHOHM MBIIIIE JICBOM HOTM C BO3HUKHOBEHHEM
«0OJIE3HEHHOT'O KOMKa), MOSBIISIOIIEECS BO BpeMs
IBIDKEHUS UM TIpH (PU3UYECKOH Harpyske, dalne
B BEUEpHEE BpeMs, MNPOAOIDKAIOLIeecs HEe MeHee
20 MuH;

— HapyIICHHE XOABOBI C BOBHUKHOBEHHEM OIIly-
IICHUS, YTO «KTO-TO NMOATAIKUBACT C3aJ1», U3-3a
Yero NalueHTKa NepHOANYECKH NalacT;

— cnabocTh B MPaBOii pyke, KOTOPYIO MalUeHTKa
OMHKCHIBAET KaK OIIYIIEHHE, YTO «pyKa OyATo OBl HE
CBOSI», «pYKa BUCHUT HA HUTOUKE», «HE CIIyILACTCs»,
TPYZAHO IOJIb30BATHCS JIOXKKON HITH PYUYKOH;

— HapylIeHHWE IHUChbMA: «IIHCATh CTAHOBHUTCS
0O0JIBHOY», «OyKBBI CTaIM MaJEHBKHMU», «OYKBBI K
KOHILY CTPOYKH IPAKTHYECKH HCUE3AI0T,

— N3MEHEHHUE T0JI0Ca: «CTaJl OCUIUIBIM, PaHbIlIe
OBLJT 3BOHKHM,

— 60JIb B MOSICHUYHOI 00J7aCTH HOIOLIETO XapaK-
Tepa, 0e3 uppaguanu, o BU3yaJbHOW aHAIOTOBOM
mKaje 5 6ajios;

— 00Jb B Ta300€APCHHBIX CYCTaBaX, yCHINBAIO-
masics Py IBHKCHUAX.

IManuentky 10 neT GeCoOKOsT OOMU B MOSCHUY-
HOU 00JIaCTH HOIOWIETo Xapakrepa (OJIoKagsl U He-
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CTEpOHHBIE IPOTHBOBOCHAIUTEIBHBIE CPEICTBA
0oeBol CHHAPOM HE KynupyroT). [IpubnusutensHo
7 net Ha3aJ MOSBUINCH M3MEHEHHS CO CTOPOHBI HOT:
cTana XOOuTh «OynTo OBl Ha JbDKax» (00 3TOM eit
cKa3zaza cocefika, caMa OHa He 3amevana). Toraa sxe
MalUEHTKE CTaJ0 Ka3aThCs, YTO €€ «KTO-TO MOITA-
kuBaeT Brepény». Uepes 2 rona nomoOHbIE Oy IEHHS
B JICBOM HOTe CMEHHIIVNCH OLIYIIEHHEM «CBEICHHSY
WKPOHOXXHOW MBIIIIEI, THOSBHINCH HAaCHIBCTBEH-
HBIE IBIDKCHUS B IPABOM HI)KHEH KOHEYHOCTH: IIPH
X0Is0€ «CKPYUYHBAIOTCS» MAJbIBl U HOCOK. 3 rozja
Ha3aJ MPHCOEANHIUIACH CIa0OCTh B IPaBOH pyKe,
KOTOpast BBIPAXKAeTCs B TOM, UTO IIPH IMUCHME B 3TOIT
pYKe BO3HHKAIOT HACHILCTBEHHBIE JBHKCHUSL.

Anamnes sicuznu. Pomunace B Cpok, BTOPBIM pe-
0¢ukoM (ecth Opat). Co CJIOB MAIIMEHTKH, YUUIACh
«HE Ha OTJIMYHOY», TIOOUMBIM IPEAMETOM OBLT pyc-
CKUI1 3bIK, 3aHUMAJIach CIIOPTOM Ha yPOBHE JTIO0H-
TeJIs: KaTajach Ha JIbDKaX, KOHbKaxX, BEJIOCUIIEAE, 3a-
HUManach Makpame. Co CJIOB MaTepu, MalUeHTKa C
4eTBEPTOro KjIacca yumiach B KOPPEKIIMOHHOM LIKO-
JIe ¥ 3aKOHYHJIa BOCEMB KitaccoB. [lociie okoHYaHus
HIKOJIBI paboTalia Ha 3aBOJie, IPOJoIKalia 00yYeHHue
B BeuepHel mkoie. 3areM paborana B OOJIBHHIE
(MiTaamet METUIIMHCKON CECTPOH), B IETCKOM Cay,
nBopHIKoM. Ha nencwuro Beia B 2007 1. (B OTBET Ha
BOIIPOC «II09YeMY B 45 JIeT BBIIIA HA TIEHCHIO» YBO-
IIUT Pa3roBOpP B CTOPOHY).

Conymcmeyowue 3aboneéanus. I'HIepToHH-
yeckas OonesHp Il crenmenu, puck 3. XpoHudeckas
cepeyHas HEJOCTATOYHOCTH I, (yHKIMOHATBHBIN
kiyacc II. AyTOoMMMYHHBIH THpeouanuT. [ HnoTHpeo3.

Bpenusix npusbyek He uMeeT. Cpeay poacTBEH-
HUKOB, CO CJIOB MaTepy, MOJOOHEIX 3a00eBaHuil He
ObLII0.

Jannvie o6vekmuenozo obcnedosanus. Hespo-
noeuveckul cmamyc. HezHaunTenpHOE MOBBIIICHHE
HaJbNeOpasbHOr0 M Ha3omaiblneOpanbsHOro ped-
JIEKCOB, TIOBEINIEHNE MaHIUOYISIpHOro pediekca,
NErKast CriIaKeHHOCTh HOCOT'YOHOI CKIIaIKM CIIpaBa.
UyBCTBHTEIHHOCTH HE HapylleHa. B mpobe bappe—
MuHranuuHu yaepKuBaeT pyKH OOJbINE MHUHYTHI
¢ 00enx CTOpPOH; HOTH: JIEBYI0 — OOJIbLIE MUHYTHI,
npaByio — 40 c. B npo6e dya—Tepenapa u Becrda-
IS TIpaBasi HOra MEJUICHHO BO3BPAILAETCsl B UCXOM-
Hoe nosiokenue. [Iponpuopedekcst ¢ pyk — D =S,
PpaBHOMEPHO HOBBIIIEHBI; ¢ Hor — D >S, paBHOMepHO
HOBBIILEHBL. Hainune natonornueckux pedIiekcos:
Benneposuua, ananora Pocconrmo ¢ 06enx cTopoH;
HOBBIILICHNE TOHYCA 110 SKCTPANPaMUIHOMY THITY B
pyKax M HOTax CIpaBa, CHMIITOM «3y0daToro koie-
ca» B IIPaBOH pyKe.

OOpamiaer Ha ceOs BHUMaHHE IMOXOAKA MaId-
€HTKHU: M3MEHSIONIAsACS, MApKAIOIIasi, C IEMEHTaMHI
MPOIMYNbCHHU, HAJIW4IHE AHTEIyIbCHH, JATEPOITyihb-
CHH, TIPU XO/10€ TUCTOHMS B IPABOH HOTE C SKBUHYC-
HOH yCTaHOBKOH CTOI U 3KCTEH3HEl OONBIIOro mnaib-
ua. Hesipko BbipakeHHas runiomumMust. bpaandpenust.
Muxkporpadusi, Ipy MUCbMe NMEPHOANYECKOE Hapac-
TaHHWE TOHYCa B MBIIINAX YKa3aTeIbHOTO IMajblia,
(DUKCHPYIONIUX PYUKY (3JIEMEHTHI ITICYETO Cra3Ma).

ITpoBeneHbl TECTHI OLEHKH COCTOSHUSI KOTHH-
THUBHBIX (YHKIMH: KpaTKas IIKaja OLEHKU ICHXH-

yeckoro craryca (MMSE — ot anri. Mini-Mental
State Examination) — 23 ©0amma, MoHpeanbckas
IIKaJla OIEHKH KOTHUTUBHBIX (yHknuit (MOCA —
ot auri. Montreal Cognitive Assessment) — 23 6ai-
na. Ilpu mpoBemennn OGonee TITyOOKHMX TECTOB C
HETbI0 ONpeJeNICHUs] KOTHUTUBHBIX (yHKIHH OT-
KJIOHGHHUH BBISBIICHO HE OBLJIO (32 HMCKIIIOUEHUEM
TOTrO, YTO MAIMEHTKAa HE Hallla Pa3HHIBl MEXTY
MOHATHUSAMHU «OTEIl ChIHA» U «ChIH OTHay»). l'ocru-
TaJbHad IKajna TpeBoru u genpeccun (HADS — ot
aurn. Hospital Anxiety and Depression Scale) —
14 6anos [3].

CornacHo HEBPOJIOTHYECKOMY OCMOTPY, HE00X0-
MO BBIJICTTUTH SKCTPANTUPAMHUIHBII CHHIPOM, KO-
TOPBIH BKJIIOYAET HOBBIIICHHBIN TOHYC MO AKCTPAIH-
paMUIHOMY THILY, TUIIEPKHHE3 110 TUIY AUCTOHHUU
B HOTE€ M pyKe CIIpaBa, THIIOMHUMHIO, IAPKAOIIYI0
MOXOZIKY C 3JIEMEHTaMHU HPOITYJIbCUH, TTOTOXKHUTEIb-
Hble IpoOsl Dya—TeBeHapa u Becrdansi. JXKamoOsr
Ha c1a00CTh B KOHEUHOCTSX HE OATBEPAHINCE 00b-
eKTHUBHBIMU METOJAMU HCCIIEOBAaHHS TIPH HEOIHO-
KpaTHOW MPOBEPKE.

OOpaTua0 BHUMAHUE CHMKEHHE KOTHHUTUBHBIX
(yHKLMI B CTaHIAPTHBIX TECTaX, IIPH MIPOBEICHNH 00-
JICC TIIATCIIbHBIX U FJ'[}/GO](I/IX TECTOB OTKJIOHEHHH HET.
ITpu BeIsicHeHNM aHaMHe3a (y4€0a B KOPPEKLIIMOHHON
IIKOJIE) yTOUYHEH N3HAYATBHO HU3KUI HHTEIUIEKT.

Tlo pe3ysipraram mpoBeAEHHBIX HHCTPYMEHTAIIb-
HBIX W JJAOOPAaTOPHBIX HMCCIENOBAHUH (0Omuii aHa-
JU3 KpoBHU, oOmuil aHaIN3 MOYH, OMOXUMHUYECKUN
aHaJIN3 KpPOBH, KOAryJlorpamMma, 3JIeKTpodHueda-
norpadus, >Xokapauorpadus, NIBETHOE IyIUICKC-
HO€ CKaHUpOBaHHA OpaxuouedalbHBIX apTEepHid,
I[BETHOE IYIIIEKCHOE CKAaHMPOBAHUE HIXHHUX KO-
HEYHOCTEH, Urojpyaras 3JIeKTpoHerpoMuorpadus)
3HAQYUMOM IIaTOJOTMU He BbIABIEHO. 1o naHHBIM
PEHTI€HOBCKOH KOMIBIOTEPHOH TOMOrpaduu 1 Mar-
HUTHO-pe3oHaHCcHON Tomorpaduu (MPT) romos-
HOTO Mo3ra: B OeJloOM BelllecTBE TEMEHHBIX Ja0Jei
OIIPE/IEIISIOTCS SAUHUYHbIE MEJIKHE O4ard IJIHO3a,
HE3HAYUTENIbHBIN ePUBEHTPUKYIISIPHBIHA TIIHO3.

BrIsicHHIIOCH, YTO TAaIMEHTKa 3a BPEMsl CBOETO
3a00JIeBaHUs HEOJHOKPATHO oOpalnanace ¢ sxanoda-
MH K HEBpoOJOraM. AHAJIH3UpPYs MPEIOCTaBICHHBIE
MAalUeHTKOH JOKYMEHTBI, MO)KHO BBIIETHTH 3aKO-
HOMEPHOCTB: BCE OCMATpUBAIONINE €€ Bpadyd HaXO-
JIVUTH TIOBBIIIEHHBIH TOHYC TI0 SKCTPANUPaMHIHOMY
THUIY, BBIIIE CIIPaBa, OTMEYAIM HAPACTAHUE TOHYCA
IIPY IOBTOPHBIX IBUKEHUSAX (crubanue, pasrudanue
KHCTH B JIy4e3aIlsICTHBIX CycTaBax, mpoba JloiHuKo-
Ba), HOJIOKUTEIbHBINA TECT MOAKIAIHON MOMAYIIKH,
JJIEMEHTHI MMHCYETro Cla3Ma, TUIEPKUHE3 B MPaBoOi
Hore. OfIHAaKO MBIIIEYHAs CHJIA U IOXOJIKa ONUCHIBA-
JIMCh BpadyaMH HO-pa3HOMY: IO JTAHHBIM BBIITHCOK U
OCMOTPOB OT pa3HbIX JaT CHJa B KOHEYHOCTSX pac-
[EHUBAJIaCh U KaK TeTpamnapes 10 3 6aJuIoB, M Kak re-
MHUIIape3 crpasa 10 4 6ajuIoB, OXOAKY OLEHHBAIIN
U KaK IIaTKyIo, ¥ C 3JIEMEHTaMH CIIAaCTHYHOM, U KaKk
TeMUTAPETHIHYIO.

Jupdepenyuanvro-ouaznocmuyeckuii no-
uck OKazajcsl CIOXHBIM. Bemymum cuaapomoM B
KJIMHUKE 3a0oneBaHus manueHTku Y. Obln 3kcTpa-
HNUPAMUJHBIN, B CBA3M ¢ 4eM Au(depeHInanbHyo
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Kiaunnyeckune Ha0II01eHUSA

JMarHOCTHKY TTPOBOMIIN CO CIETYIOMMMH 3a00ie-
BaHUAMMU.

FBonesuv Ilapxuncona. B mons3y 6onesnu Ilap-
KHHCOHA CBHIETENCTBYIOT HAJINYHE TUIIOMHUMHUM,
YyBCTBA HEJIOBKOCTH B PyKE, M3MEHEHHBIN MBbIILIEY-
HBI TOHYC, aCHMMETpHs pedIieKcoB, MOHOTOHHAs
peub, Xoznpba MeUIEHHBIMH IIaKKaMH, axeipo-
KuHe3, nuctumus [2, 4, 5]. dnsa nebiota OosesHu
[NTapkuHCOHa XapaKTepHO HaJIWYHE XKaJlod Ha OGoimu
B KOHEYHOCTSAX U CIIMHE, MBILIICYHBIE CYIOpPOTH [2,
4]. OnHaKo B CBSI3U C OTHOCHUTEIBHO MOJIOJIBIM BO3-
pacTom, OTCYTCTBHEM TPEMOpa M XapaKTEpHOH IT0-
XOIIKH, HAJTMYUEM TUCTOHHUH, OTCYTCTBHEM dPderTa
0T Ipenapara HakoM (Jesozorna 250 mr + kapOuzgomna
25 MT), HAITMYHEM CTPOTO OHOCTOPOHHHX IIPOsIBIIE-
HHUii 6oee 3 JIeT 3TO JuarHo3 ObLT UCKITIOUEH [2, 4].

Mynomucucmemnas ampogpus. Hanudue sKc-
TpamUpaMHUIHOTO CHHAPOMA B BHJIE TUIOMHMHUH,
OpaandpeHnur, MOHOTOHHOH pedyd, H3MEHEHHOTO
MBIIIEYHOTO TOHYCA (PUTUIHOCTH), XOIbOBI MEJJICH-
HBIMHU IIAXXKaMH, axeHpOKHHe3a, Pe3UCTEHTHOCTH
K TperapaTaM JIeBOJOMbI, JUCTOHUH, TTHPAMHUIHBIX
3HAKOB B BHU/IC IIOBBIIICHUS Haﬂbﬂe6paﬂbeIX, Ha-
30MabIe0paIbHOr0, MAaHANOYIISIPHOTO, CYXO0XKUIIb-
HBIX pe(IICKCOB MPHBEIIO K HEOOXOAUMOCTH Tudde-
PeHLMATIBHON AMAarHOCTUKU CO CTPUOHUIPATIBHOU
JereHepalueil [CTpUaTOHUIpalbHBIA THUI MYJb-
tucucteMHoil arpodun (MCA)]. Baxnsle ocoben-
Hocth MCA — OwmiaTepaibHOC BO3HHUKHOBEHHE
MIapKUHCOHHM3MA U OBICTPOE IPOrPECCHPOBaHHE MO-
CTypaJbHOI HEYCTOMUYMBOCTH, XapaKTepHasi MOXO/I-
Ka [allMeHTOB B BHJIE 3HAUYUTEIBHOTO 3aTPYIHEHUS B
Havajie ABMKCHHUS, TPYJHOCTH IIPU BCTaBaHHH, IIpe-
OJIONICHUH TPENATCTBUN U MOBOPOTAX, 3aCTHIBAHUE,
YTO HE XapaKTEepHO Ui Halled manueHTKu [2—4].
Takxe OTCyTCTBHE B TeUEeHHE 7 JIET NPOTPECCHPO-
BaHMs 3a001€BaHUs B BUAE YXYALICHHUS TOXOIKH
W YacTOTHI MaJIeHNH, OTCYTCTBHE BBIPAKEHHOI Be-
TeTaTHBHOH IUCOYHKINH IO3BOJIIOT YCOMHUTHCS
B JAHHOM JMAarHo3¢ [ANarHOCTUYECKHE KPUTEPUHU
MCA (Quinn N.P., 1994; Gilman S. et al., 1998)].
[lo naHHBIM KOMUBIOTEpHOH ToMorpaduu u MPT
y 6ompHBIX MCA BBISBISIIOT aTpodui0 MO3XKEUKa,
cTBOJA Mo3ra, pacuupenue IV xenynodka, 6a3anb-
HBIX IIHCTEPH, YTO HE MOJATBEPIMIIOCH y NMAIMeHT-
xu U. [2, 3].

FBonesuv. I'enmunemona' (BI'). 3anono3puts je-
OI0T JaHHOTO 3200JI€BaHM S ITO3BOJIMIIN IIPEATIOIara-
eMbIi KOTHUTHBHBIN NEe()UINT, HATHINE THUIECPKH-
HE30B U 3KCTpanupaMHIHOTrO ToHyca [2, 3, 5]. Jus
JTAHHOTO 3a00JICBaHN, KaK M JUIsl KIIMHUYECKON Kap-
THHBI TAIUEHTKH 1., XapakTepHBI COUeTaHHUE ABUTA-
TCJbHBIX U HEPBHO-TICUXUYECCKUX paCCTpOﬁCTB, o-
sIBJIEHHE NepBbIX cuMnToMOB B 30-50 siet, anaTusi,
nenpeccus, Opanudpenus [2, 3]. OnHako y HalueHT-
KM HET HapyUICHHH 3pUTEIBHO-IIPOCTPAHCTBEHHOTO
BOCHPHUATHS 1 KOHCTPYKTHBHOTO IPAKCHCa, XOPEeH-
YecKoi (TaHIyIommeH) moxoaku. Takke B MOJIb3y OT-
CYTCTBHS HaHHOT'O 3a001eBaHus CBUICTCILCTBYIOT
MeToNbl HelpoBuzyanuzanuu: mist bl xapakrep-

HBI PacIIMPEHUE MEePeIHUX POTOB KEITYAOYKOB IO
naHHeiM MPT ronoBHOro Mosra, Jemnpeccus WM
OTCYTCTBHE anb(a-puT™Ma U Ipeodinaganue HU3KO-
aMIUTUTYAHOW aKTHBHOCTH IO IAaHHBIM 3JIEKTPO-
sunedanorpaduu [2, 3]. BI' — HacnmencTBeHHOE
3a0oJieBaHUE C ayTOCOMHO-IOMHUHAHTHBIM THIIOM
Tepeiavn, BEICOKOH MTEHETPAHTHOCTHIO ITaTOIOTHYe-
CKOr'o I'eHa, FeHeTHYECKHUil 1e(eKT JIOKaIn3yeTcs Ha
KOPOTKOM IIJIede XPOMOCOMEI 4, XapaKkTepHa IKCIIaH-
CHS TPUHYKJICOTHAHBIX MOBTOPOB [4]. [TanmenTke U.
OBUIO TIPOBENICHO T'EHETHYECKOE HCCIIEeIOBaHUE:
LI AI-noBTOpBI B XpOMOCOME 4 B HOpME.

Kopmuxo-basanvnas oezenepayus (KbJI). 3a-
NOAO3PUTh TaHHOE 3a00JIeBaHKE MO3BOIMIN XapaK-
TEpHBIC KaJO0bI MAI[MEHTKH Ha TpaByro pyky. s
KB/ xapaktepeH (eHOMEH «4Uy>KOH KOHEYHOCTHY,
KOIZla KOHEYHOCTh COBEpIIAET IieJIeHAIpaBICHHOE
JefiCTBHE HE3aBHCHMO OT JKEJAaHUS IMalueHTta (0T-
CyTCTBHE KOHTPOJIS HaJl KOHEYHOCTHIO) [2, 3]. OnHa-
KO Ipu 0OoJjiee IeTaJbHOM OCMOTpPE OKa3ajock, YTO
MAIEeHTKa MMEET MOTHBIA KOHTPOJIb Hall pyKOH, a
XKaJo0OBI MOSABISAIOTCS JIUIIb IIPU MUCBME HIIM Pado-
Te, TpeOylomel y4acTHsl MeJIKOH MOTOpHKH. Takxke
B nonb3y KB/l cBuaeTenbcTBOBANO HalU4He JIUC-
TOHMH (POKAJIBHOTO WIIM CETMEHTApHOTO XapaKTepa
B KOHEYHOCTSX, HO OTCYTCTBHE IMPOIPECCUPOBAHUS
CUMITOMATHKH HAa TPOTSOKCHHH 7 JIET, TIa30BH-
raTelbHbIX HAapyIIEHUH, HApYLUIEHUI YyBCTBUTEIb-
HOCTH, alpaKCHYeCKHX M pPEYeBBIX HapylIeHUI
MMOCTABIJIO TAHHBIN JHArHO3 IO COMHeHHue. B co-
OTBETCTBUU C KPUTEPHUSIMH MIOCTAHOBKH IHArHO3a
KB/I, HeoOxonmumo Hamu4uue TpEX U3 MECTH MPU3HA-
KOB, KOTOPBIX HE HaOMPaJIOCh B KIMHHKE 3a00JeBa-
Hus nanuenTku U. [3].

HckmiounB nanHble 3a001€BaHUs U3 TUarHOCTH-
YeCKOro IMOWCKA, MBI OOpaTHIIM BHIMAaHUE Ha JUC-
TOHHUIO. B knaccudukanuu BHIICASIOT NEPBUYHBIC
U BrOopu4HbIe (opMBbl AUCTOHMU. Bropuunas muc-
TOHHSI MOXKET Pa3BHBATHCS B PE3YJBTATe JETCKOTO
nepebpanpHOro mapanuya, sHIe(daInTa, 4epernHo-
MO3rOBOM TpaBMBI, IOCJIE TalaMOTOMHH, OCTPOTO
HapyIIECHUS] MO3TOBOTO KPOBOOOpAILICHHSI, apTEPUO-
BEHO3HOU Manb(hopMalnu, MPH PACCETHHOM CKJe-
po3e, MaTabOJIMYECKUX PACCTPOMCTBAX, B Pe3yiIbTa-
Te npuéMa IpenaparoB JICBOAOIBI, HEHPOJIETITHKOB,
AHTUKOHBYJILCAHTOB, IPENapaTOB CIIOPBIHBH, BCIIEA-
CTBHME MHTOKCHKAnuu u ap. [1, 2, 4, 6]. ®akTopos,
CHOCOOCTBYIOIIMX PAa3BUTUIO BTOPUYHON THCTOHUU
y Halllel MalueHTKH, MBI HE HaIllIH.

[lepBu4HbIE IOUCTOHHM MOIPA3JEIAIOTCA Ha
KJIACCHI: «IMCTOHUS TUTFOC» (AMCTOHHUS C TapKHH-
COHH3MOM, MHOKJIOHMYECKAsl TUCTOHMS, MAapOKCU3-
MaJlbHasl JUCTOHMS) U IIePBUYHAS JUCTOHUS (MINO-
natudeckas) [1, 6].

JIMCTOHMSA IUTIOC TApPKUHCOHM3M — OJKCTpa-
MUPAaMHUIHBI  CHHIPOM,  XapaKTepH3YIOIIUHCs
HEPUTMUYHBIMH BpAIlaTeIbHBIMH HACHIIbCTBEH-
HBIMHM JBWKCHHSMH B Pa3iIMYHBIX YacTAX Telna,
BBIYYPHBIMH M3MCHCHHSMH MBIIIEYHOIO TOHYCa U
(hopMHpOBaHHEM MATOJIOTHYECKUX II03 B COYETa-

! Tlpumeuanue pegakunu. Xanruurrod (Huntington, George S., 1851-1916), amepukaHckuii Bpad. B pycckosi3sr4HOiM

JIUTEpaType yCTOsI0Ch HanucaHue «I'eHTHHI TOH».
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HUH C HPOTPECCHPYIONINM aKHHETHKO-PUTHIHBIM
CUHIPOMOM. BbinenstoT aBe €€ pa3HOBUIHOCTH:
X-clenaeHHbI CHHAPOM JUCTOHUSA-ITAPKUHCOHU3M
1 TUCTOHUSI-TIAPKUHCOHMU3M C OCTPBIM HayasioM [6].

Jlisg AMCTOHMU-IAPKHMHCOHHM3MA C OCTPBIM Ha-
YajoM XapaKTEePHBI BHE3alHOE MOSBJICHHE An3ap-
Tpuu, aucdaruy, HapacTaHHe CHMIITOMAaTHKH Ha
HNPOTSHKEHUH HECKOJIBbKHX 4YacOB-IAHEH-HeNelb, OT-
CYTCTBHE IOCJIEAYIOIIETO CYIIECTBEHHOTO IIporpec-
CHPOBaHHS, HO OCTPOE Havajo HE XapaKTEepHO IS
pa3BUTHUS KIMHHYECKON KapTHHBI JTaHHOTO HaOIIIo-
nenus. K Tomy e Ha CeromHAIIHUN JIEHb ONMUCAHO
JIUIIL TPH CEMBH C JAHHBIM 3a00/1eBaHNeM, Y KOTO-
PBIX METOJOM TE€HEeTHUYECKOTO MCCIIeNOBaHMS Oblia
HaiizieHa maroJyorus B Jokyce 19q [2].

X-ClENJIeHHbI CUHAPOM JUCTOHMS-NIAPKUH-
COHHM3M HAaYMHAETCs] Ha BTOPOM-UETBEPTOM HECS-
TUJIETHH JKU3HH, YTO OTMEUEHO AJIs MarueHTku M.
OH nebroTHpYeT ¢ (OKANbHBIX JUCTOHUYECKHX I'H-
MNEPKUHE30B C NOCTCIICHHBIM PAa3BUTHUEM I'CHEPAIHN-
30BaHHO# (opmbl aucToHuu. [laHHOE 3a00NeBaHKe
ornucaHo y abopureHoB OHINNIIMHCKUX OCTPOBOB, a
JIJIsl TOCTAHOBKH JIMarHO3a HEOOX0IUMO O0HapyKe-
Hue naronormdeckoro reHa (DYT3) B mepuneHTpO-
MEpHOH 001acTH X-XpOMOCOMEI [2, 6].

IlepBruHas TUCTOHUS XapaKTepU3yeTcs BBIpa-
JKEHHBIM (DeHOTUITMYECKUM MOIUMOP(HHU3MOM, Kaca-
IOIIUMCS] BO3pACTa, TeUCHNUsI, KITMHUKU U OTBETA Ha
(apmakonornueckne mpemaparsl. Yamme Bcero 3a-
6osieBaHNE HAUMHAETCA C HYXKHEH KOHEYHOCTH, CHa-
Yajia 3TH CHMIITOMBI HEMOCTOSHHBI, HO MTOCTEMEHHO
CTaHOBATCA BCE Oosiee qnuTenbHbIMU. CyliecTByeT
ornpezenéHHasl 3aBUCMMOCTh MEXIYy BO3PacToOM, B
KOTOpPOM JIaHHOE 3a00JIeBaHUE NPOSBHIO celsi, U
TSDKECTBIO €r0 TEUCHUS: YeM I03)Ke JUCTOHHS BO3-
HUKJIa, TEM MeyieHHee e€ TeueHue [2]. Bo3moxkHO,
JAHHBIMHU ()aKTaMU MOXKHO OOBSCHHUTH TEUEHHE 3a-
GosieBanus manueHTky M.

Beraemnstror 1Be ()OpMBI TUCTOHHH.

Purnnnas gopma — JODA-3aBucHUMas: MST-
KO€ MpPOrpecCHpOoBaHUE 3a00NeBaHUsS, ITOCTEIEH-
HOE TPHCOeIUHEHHE JETKUX MMAaPKUHCOHOMOIOOHBIX
CHMIITOMOB; XapaKTEPHO YXYJIIIEHHE COCTOSHHS
HaleHTa K Beuepy; BEICOKa 3G ()EKTHBHOCTb MAJIBIX
103 TIpenapaToB JeBoonkI [2, 6]. Haxonsice B ctanu-
OHape, MalMeHTKa IPOI0JIKaa MOTyYaTh MpenapaT
HakoM (jieomoma 250 mr + kapOumomna 25 Mr), Ha-
3HAUCHHBIN paHee, B 03¢ 1 TabneTka 2 pa3a B ICHb,
HO IOJIOXKHUTEIEHOH TUHAMUKH He OBLIIO.

JlucToHNYeCKu-TUIIepKuHeTHYeckast Gopma —
JIODA-ne3aBucumasi. s TMOCTAHOBKHM JIHATHO3A
HEOOXOMMO TIPOBEJeHNE TeHeTHIECKOr0 KapTHPO-
BaHUs. OCHOBHOH Te€H, OTBEUYAIOMIMU 3a pa3BUTHE
nucronnn, — DYTI [2, 6].

JlucTtoHust crombl y Hamed NAalMEeHTKH pas-
BHBAETCSI TOJIBKO BO BPEMs JIBIDKCHUS M BKIIIOYAET
JIBa OCHOBHBIX 3JIEMEHTA: IOJOIIBEHHOE CruOaHHe
MaJblleB U POTALMIO CTOMNBI BHYTph. B nuTeparype
OIMUCaHO XapaKTepHOE MOCTENEHHOE pa3BUTHE JaH-
HOI'o (beHOMeHa: CHayaJia IManMueHThI HMCIBITBIBAKOT
Heyno0cTBa Ipyu Xons0e, MpuXpaMbIBaHHE, KOTOPOE
00yCIIOBIICHO HANIPSKEHUEM MBIIII] CTOITBI, K TOJIBKO
CO BpEMEHEM CIla3M CTAHOBHUTCS HACTOJIBKO CHIIb-

HBIM, YTO BBI3BIBACT XapaKTEPHYIO ITATOIOTHYECKY IO
YCTaHOBKY CTOIIHI [2].

[Mucumit cna3M — OJUH U3 pacIpOCTPaHEHHBIX
BUJIOB TUCTOHUHU. J1JIsl KIIMHUYECKON KapTHUHBI MHC-
Yero crasma TaK)Ke XapaKTEepHO IOCTEIIEHHOE pa3-
BuTHe. CyOBEKTHBHO MNAIWEHT OIIyI[aeT CKOBaH-
HOCTh U HampsKEHHE B KHCTH, KOTOpbIE TOHAYary
MOTYT OBITh HE 3aMETHBI IOCTOPOHHEMY Tia3y. 1o
JTAaHHBIM JIUTEPATYPhl, €CTh HECKOJIEKO HaOIIoneHu i
C MEJJICHHBIM TeYCHHEM TaHHOW JUCTOHHH [2].

VuuTeiBasi HANUYHE JUCTOHUUYECKOTO TMIIEPKHU-
He3a, OTCYTCTBHE MOJIOKHUTEILHOW TUHAMHKY IPU
IpueMe IpenapaToB JICBOJOINEI, OTCYTCTBUE KOTHH-
TUBHBIX HApyIICHUH, Mal[ieHTKe OBbII BBICTABICH
nuarHos: «Mpanomatuueckas reHepalu30BaHHAs
JIUCTOHMSI B BUJE THIIEPKUHE30B HIDKHHX KOHEY-
HOCTEW ¢ JUCTOHWYECKON AKBUHYCHOM YCTaHOBKOM
JIEBOM CTOIIBI M KCTEH3UEH OOJIBIIOrO Maiblia, MIc-
4ero crasmay.

IIpu pa3bope naHHOTO HAOIIONEHMS XOTEIOCH
00paTHTh BHUMAaHHE Ha CIIOKHOCTH OCMOTpa 1000~
HBIX MAIMEeHTOB, TpyAHOCTH IupdepeHnnanpHoi
JAUArHOCTHKH. I[I/Ial"HOS 6bIJ'[ BBICTABJICH MCTOAOM
uCKIItoueHns. JIisi MOATBEpXKJCHUs Ipexroarae-
MOTO AMAarHo3a NMaIlUeHTKe HEOOXOAMMO NPOBECTH
TeHETUYECKHE UCCIICA0BAHUSL.

Asmopul 3as6as10m 06 omcymcmsuu KOHGIuK-
ma unmepecos no NPeoCMAgIeHHOl CIamoe.
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