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Pe3tome: IlpencraBnen cropamudeckuii ciydail amuorpoduu Kennemu, penkodd X-CHCIUICHHOH pelecCUBHON (HOPMBI
CIMHAIBHON aMUOTPO(UH, KOTOpasi JAUArHOCTHPYETCS Ha OCHOBAHMM KIMHUYECKUX M IJIEKTPOMHOTpaduyecKux JaHHBIX.
BaxxubiM ObLI0 paccMoTpenue nuddepeHIratbHOl TUarHOCTUKN ¢ 3a00JIeBaHUSIMY, BBI3BIBAIOLINE HAPYLICHUS B HIDKHEM
MOTOHEHPOHE U B JIBUTATEJILHBIX SApax dyepernHo-Mo3roBbix HepBoB (UMH), Takumu kak 60KOBOWH aMHOTPOPHUUIECKUI CKIIEPO3
(BAC), muactenus, XxpoHndeckas (hopma KIICIEBOTO HHIE(haTnTa.

KioueBble ciioBa: cinHasbHas amuorpodust Kennenu, 60koBol aMHOTpO(UUECKHiT CKIepo3, MOy TAMUHOBBIE OOJIE3HH,
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N.K. Axyn6aeB atbiHaarsl KeIprei3 MaMiIeKeTTHK METUITMHAIIBIK aKaeMUs,
bumkek, Kbiproi3craH.
KopyTtynny: AfipeiM yuypaa Ke3ukkeH KeHHeAMHMH aMHOTPO(HUSICH MEHEH OOpyraH MHAalUEHTTHH KIMHHUKAIBIK Y4ypy
kepceTysreH. Kenneau oopycy Oyn X-xpomocoma OaiilaHbII pelecCUBAYY TYKyM KyyMa , )KYJYHAYH aMHOTPO(QHUICBIHBIH
(dopmacel. AN KIMHHKAIBIK,dnekTpomuorpadmsisik xana JHK- wm3unmee Menen anpikTanbuiar. JuddepeHnmanmyy
JIMarHO3 TOMOHKY MOTOHEHPOH ’KaHa COOK-M33 HEPBIEPUHMH KbIMMBUIIATKBIY SIPOIOPYHYH Oy3yylyllyHa ajblll KEeIreH
00pyy/Iap MEHEH OTKOPYJITeH. Aap/blH MUYMH/E KanTajl aMHOTPOGHUKAIIBIK CKIIEPO3, MUACTEHUS aHa KeHe dHIe(anuTTuH
OHOKOT (hOPMACHL
Herusru ce3nep: Kennenn amuoTpousichl ke oopycy, KanTal aMHOTPO(MHKAIBIK CKIEpO3, MOJUIIYyTAMHHIYY OOpYyIap,
aHJIPOTEHIYY PELETOop.

SPORADIC CASE OF SPINAL-BULBAR AMYOTROPHY

KENNEDY
Karbozova K.Z, Lutsenko I.L.
[.K. Akhunbaev Kyrgyz State Medical Academy
Bishkek, Kyrgyzstan
Resume: In given article sporadic case of Kennedy amyotrophy, a rare X-linked recessive form of spinal amyotrophy
submitted, which is diagnosed based on clinical and electromyographic data. It was important to consider differential diagnosis
of diseases that cause disturbances in the lower motor neurons in the motor nuclei of cranial nerves such as amyotrophic lateral
sclerosis, myasthenia gravis, and chronic form of tick-born encephalitis.
Key words: spinal amyotrophy Kennedy, amyotrophic lateral sclerosis, polyglutamine disease, androgen receptor.

CrniunaneHble Mblieynsie arpopuu (CMA)
B3pOCIJIBIX OTHOCSTCSI K TPYIIE HAaCJIEJCTBEHHbBIX
3a00s1eBaHUH C TOPAKEHUEM BTOPOTO MOTOHEHPOHA

OUPAMUIHOTO  OYTH U IPOTPECCHPYIOLIUM
pazBuTHeM  aTpoduil  MBIII]  KOHEYHOCTEH,
OynpOapHBIM ~ CHHIPOMOM, 4YTO HPUBOAHUT K

WHBAIMIMU3AIUA U Ha TO3IHUX CpPOKax OoJe3HH
3arpyaHser camooOcimyxuBanue. CMA  Bcerma
TPYAHO JHMAarHOCTHPOBaTh, a OCOOCHHO OJHY W3
dopm Kennenu, KoTopas COMPOBOXKIACTCS HE
TOJIBKO HEBPOJIOTMYECKUMH, HO ¥ TOPMOHATIBHBIMHU
HapymeHussMA. MBI TIpeCTaBlsieM COOCTBEHHOE
HaOfofIeHue  ciydas  CHHHAJIbHO-OynhOapHOMH
amuoTtpoduu Kenneau.

bomsuoit K.O., 36 ger, mnoctymun B
HeBpoaorudeckoe otaenenue Nel HI'M3KP 15.11.11

¢ XanmobaMM Ha YTOMIISIEMOCTh B >KEBATEIbHOM
MYCKYJIATYpE TPU UIUTEIBHOM IEPEKEBBIBAHUN
muim (B MOCJEeIHEe BPEeMsl OTKA3alicsl OT Msca H
xyeba). CnabocTh B JKEBaTENbHON MYCKYJIaType
Oonbllie TMposBIAiach IIPU YXKUHE, 4YEM IpHU
3aBTpake. [lepHOIMYECKyr0 HEYETKOCTh peuH,
CBSI3aHHYIO C 3aTpyJHEHHEM BpAaIllEHUs s3bIKa BO
pry. CrnabocTh B HOrax, OOjiblle 3aMETHYIO NpH
MOJbEME TI0 JICCTHHUIIE BBEPX, C1A00CTh B MBIIIIAX
PYK IpHu nogbéMe TskecTel. JIpoke B ogbopoake
Y TajblaX pPyK, MOAEPTUBAHUS B MBIIIIIAX KHBOTA
nu KOHC‘IHOCTGI\/’I. CTSIFI/IBaHI/ISI B HKpOHO)KHI)IX
MBIIIIIAX, OOJIbIIE IO HOYaM. becmioaue B TeueHne
roja.

AHamHe3 3a0ojieBaHusi. 6 JICT Hazaj
3aMEeTH CIa00CTh B HIKHHX KOHEYHOCTSX  BO
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BpeMsl IMPOTYJIKH C POJCTBEHHUKAMH, KOTJA CTajl
oTcTaBaTh OT HUX. [103xke yeTko 3aMeTus ciabocTh
B MbIIIax Oeapa mpu TOABEME TO JIECTHUIIE,
HeoO0XoAMMO OBLIO JepKaThesl 3a mepuia. bompHo
camocroaTenbHo mnpowen MPT cnmaHOro mosra,
r7e ObUTH BBISIBICHBI TPOTPY3UU MEKIIO3BOHOUHBIX
nuckoB L.3-1.4, L4-L5, a Takke 3a/iHss TphKa JUCKA
L5-S1 no3BoHKOB SMM ¢ HEOOJBIIONH KOMIIpECCUei
JlypanbHOTrO Memika. bonsHON monydan B Mockse
aMOyJIaTOpHOE JICUCHHE I10 TOBOIY JIFOMOAJTHH,
OJTHAKO, HapacTaHWE  MBIIIEYHOU  CHUJIBI B
Horax He ormeuan. Okojo rojga Haszaja 3aMeTHIl
MIPUCOCANHEHNE c1abocTH B KeBaTeJIbHOU
MYCKYJIaType, a TaKXKe CTajl OTMEUYaTh, YTO B IOKOE
HUOKHSISL 4eNoCcTh oTBHcaeT. [lapainensHo ¢ 3T
MOSIBIJIACh CJIA00CTh B MPOKCHUMAJBHBIX TPYIIIAX
MBI PYK, TIpU paboTe B IleXe OTMETHI, 4YTO HE
CMOT ylIepKaThb OKOHHYIO paMy B pyKaX, YPOHMHIL
B teuenuu 5 ner cranu 6eciokoUTh OOJIE3HEHHBIE
CTSTUBAHUSA B UKPOHOXKHBIX MBIIIIAX, OOJbIIE MO
HOYaM, a TAK)Ke MOAEPTUBAHKE B MBIIIIIIAX TYJIOBHIIIA,
OOJIbIIIe KUBOTA, W MBIIIIAX BEPXHUX M HIKHUX
KOHEeYHOCTeH (00JIbIIe B MPOKCUMAJIBLHBIX OT/IEaxX).
BonpHO# cTapancs He oOpamiath BHUMAaHHS Ha
CTSITUBAHUS U MOAEPTUBAHUS B MBIIIIAX, OJTHAKO, C
€ro CIIOB, BCJICAICTBHE UX YUAIlIEHUS, 3TO JOCTABIISLIO
TUCKOM(DOPT.

AHaMHe3 ;ku3Hu: Ponuiics B cpok, B JETCTBE
poc ¥ pa3BUBAJCS COOTBETCTBEHHO BO3PACTY.
WnpexnnonHpix 3a0oneBaHuid, (U3NYECKUX U
MCUXUYECKUX TpaBM He nepeHocwi. [locrnegnue
10 ner GonbHOI paboraer B Poccuu, B ToM uucie
B bypstun u Cubupm, Obu1 pazHopabouum, B
nocienHue 6 JeT 3aHUMAeTCs W3TOTOBICHHEM
IIACTUKOBBIX OKOH. 15 JIeT Ha3aj cTajl 3aHUMAaThCS
Oopp0OMi W  (QuUTHECOM, BCSAYECKH pa3BUBAI
MyCKyJaTypy TyiaoBuma. 10 et Hazaj 3aHsITHs
¢utHeccoM mpekpatwi. B mocnenHuit  roa
MOTIpaBUIICs, OOJbIIe a0IOMUHAIIBHO.

CeMeilinblii anamHue3: IlanmeHT JKeHar,
MMEET OJIHY 3/I0OPOBYIO TPEXJIETHIOIO JI04b. B
MOCIIEHIE TONTOpa Trojla C KEHOW IUIaHUPOBAIH
pebeHKka, OIHAaKO KEeHa 3a0epeMEeHEeTh HE MOTIIA.
OOcnenoBanack y THHEKOJOra, OECIIogue co
CTOPOHBI KEHbl HUCKJIIOUaeTcs. Y poaHoro Opara
UMEIOTCSI CYIOPOXHBIE CTATMBAHUS B MBIIILAX
HOT (MKPOHOXXHBIX) B TEUEHHUE HECKOJIBKUX
nocienHux Jet. JIpyrux xamob6 y Opara G0IHOTO
He HaOIromacTCs, MOCICIHUE He 00CIeIoBalcs, He
JICUUIICS.

O0beKTUBHO: OOJILHOM TUIIEPCTEHUYECKOTO
TENOCIOXKEHUsI, pocT okono 174 cm, Bec 80
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k.  OtmeuaeTcs HeOOJbIIas  JABYXCTOPOHHSS
ruHeKoMacTus. [10BBIIEHHOTO TUTAHUS, OXKHUPEHUE
M0 JKEHCKOMY THIY, MOKAaThle TUICYH, CKOTUICHHS
KUPOBOM TKaHU B oOnactu xuBota u Oemep. Co
CTOPOHBI BHYTPEHHUX OPTraHOB CYIIECTBEHHOM
NaTOJIOTMH HE OTMEYEHO.

HeBposoruveckuii  craryc: CnabocTh
KpYyroBOM MBIIIIBI  [71a3a, BBISIBIAEMas IPHU
conpoTtuBieHun (okoso 3 OammoB S=D), mTo3a
HET, TUIIOMUMHUS, JIeTKas ClIab0CTh MHMHYECKOU
(ocobenno m.orbicularis oris, m.orbicularis oculi)
M OKEBAaTENbHOM MYCKYJIaTypel C JIByX CTOpPOH.
Tpemop momboponka B mokoe. IlampmaropHo Tpu
KEBAaHUHM M CMBIKAHUU PTa OTMEYAETCS HEKOTopas
JpsONIOCTh JKEBATEIbHON MYCKyJaTypbl. ATpodus
m. buccinatorsc aByx cTOpoH. Msrkoe He060
CUMMETPUYHO TIpH (POHAINH, TTIOTOYHBINA U HEOHBII
pedrekcsl COXpaHEeHbI, HAMPSDKEHHE MATKOro Heba
ocnabneno. ['onoc npurmymenHspii, Ho 6€3 HOCOBOTO
OTTEHKA. SI3bIKIIPH BHICOBBIBAHUU 10 CPEHEH TUHUH,
oTMeuaeTcs runoTpodus ero, GUOPMILISALUN MBI
sI3bIKa, JBHUraTelibHOEC  OeCIoKoMCcTBO.DeHOMEH
OTCTAIOIIUX JIOMATOK MPH 3aBEJCHUU PYK 3a CITUHY
(D=S). I'mmorpoduu npoKCHUMaIbHBIX MBIIIEYHBIX
IpyII BEPXHUX KOHEYHOCTEH. B pykax cHuxkeHue
MBIIIIEYHON CHUJIBI 70 4 0auia B MPOKCHMAJIBHBIX
rpynmnax Mpy BBIMOJIHEHWH JBIKeHU. B Horax
HEOONbIIOE  CHMIKEHUE CHJIBI  YETBHIPEXTIIABOM
MbIbe 6eapa (D=S). ®ubpuuisinuu B ABYIIaBOM
U TPEXITIABOW MBI TUIeYa, W MBIIIIAX >KABOTA.
CyXOXKWIIbHBIE PEQIIEKCHI BBI3BIBAIOTCS TOJBKO C
TPEXIIIABOW MBIIIIBI, C JBYX CTOPOH, OCTAJIbHBIC
HE BbI3bIBatoTCA. KapnopanuanbHbIil ¢ IByX CTOPOH
orcyTcTByeT. [laromormueckux pegruexkcoB HeT.
[Ipn nogbeme c mona HAOMIONAIOTCS 3JIEMEHTHI
nogbema wmwuomnara. Ilpu npucemanum Oonee 15
pa3 - BBIPQKEHHBI CHMIITOM MOJbEMa MHUOTATA.
YyBCTBUTEIBHOCTh HApYIICHA TIO0 THITy HOCKOB M
nepyaTok (rumocrtesus). KoopauHaTtopHbIe TPOOBI
BBIMOTHSIET yAOBIETBOPUTENbHO. B mo3e PombGepra
ycroiumB. Ilpu BBITATUBAaHWUU PYK BBISBISCTCS
MOCTypajdbHBIA  TPEMOp TAaJbIICB. TazoBblie
dbyHKIMH, ICUXUYEeCKas chepa-COXpaHHBI.

JIONOTHHUTENBHBIE METONBI _00CIeI0BaHUS:
OO6mwmii aHanM3 KPOBH M MOUYM — O€3 TaTOJIOTHH.
B  OuwoxuMuueckoM aHalu3e KpPOBHU, BBICOKAS
aKTUBHOCTH KpeatuHpocdoknnazsl (KDK) 969,1
En/n. WccnemoBanue ropMOHAIBLHOTO MPOQUIIS.
T'opmons! muToBUHOM *)enesbl: T3 obuwmii 1,71 Hr/
mit; T4 o6mruii 97,05 amons/n; T4 cBoOboaHbI-15,3
Hmoiie/n; T3 cBobomuerii 1,55 ar/mi; A/t x TIIO
31,89 ME/ mn; TTI-0,9714 MME/n. Cuextp
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MOJIOBBIX TOPMOHOB: BBISBIICHO CHU)XCHHE YPOBHS
TECTOCTEPOHA A0 HMOJIb/T (IIpU HIDKHEH TpaHulle
Hopmbel 10,0 Hwmons/m). PCK ¢ anturenamu
kJenieBoro sHiedanuta - orp. PTIA ¢ antureHamu
kienieBoro sxHIedamra-orp. IKI" — 6e3 maronoruu.
V3U muroBuaHOM kxene3bl: 0/0. DHMI: JlanHbIe
3a HEBPUTHUYECKUW TUIl MOPAXKEHHS IO JIULEBOMY
HEpBY, OOJNBIIE MO HWKHEW BETBH, OOJBIIE CIeBa
(m. mentalis). [leHepBallMOHHbIE W3MEHEHUS B
MBIIIAX JUHA. PuTM dYacTtokona (mopakeHue
nepegHux poros). MPT mosicHMYHO-KpeCTIIOBOTO
OT/IeJ1a M03BOHOUHMKA: MP-kapTrHa 0CTEOXOHIpO3a
MOSICHUYHO- KPECTLUOBOIO OTHENa I[MO3BOHOYHHKA.
I'ppoxku guckoB L2-L3 -L4-L5-S1. Koncynpranus
ypoJiora. Ds: XpOHUYECKHI MPOCTATHUT.
becmnonue. Koncynpranms SHJIOKPUHOJIOTA:
JIaHHBIX 3a AayTOMMMYHHBIM THPEOMAUT HET.
[IpoBenena npo3eprHOBast MpoOa A UCKITIOUSHUS
MHACTEHUYECKOTO CHUHJpOMA, 3aKJIFOYCHHE:
pe3yabTat OTPULIATEIIbHBII. Koncynsranms

reHetuka: byns6ocnuHanbHas amuotpodus, popma
Kennenu.

C yuyeroM  pEenKOCTH  ONMCHIBAEMOTO
3a0oneBaHUsl  JOCTAaTOYHO €CTECTBEHHBIM  Ha
IIEPBOM  JTale  JUAarHOCTUYECKOIO  ITOMCKa
ABWJIOCH Tpeanonoxenue o cunapome BAC mnpu
BepTeOporeHHor  muenonatuu. Kak — mokaszan
IIPOBEJCHHBI  HaMU  aHaIMU3,  KJIMHUYECKHE
NpOsIBIEHUST 000MX 3a00NIeBaHUN BECbMa CXOXKH.
Yame Ooneror MyxuwHbl B Bo3pacte 40—50
net. 3aboseBaHus MPOSBIAIOTCS HMCIOJBONb, 0O€3
BUJUMOW TNPUYMHBI U UMEIOT MPOTrPECCUpYIOLIEe
teuenue[1-6]. Omnmnako 1 cuHgpoma bBAC,
00yCTIOBIEHHOTO BEPTEOPOTEHHOM MHeNonaTueH,
HE  XapakTepHbl  IpPU3HAKU  JAU3aHIPOTCHUU
(rMHEKOMAacTHs, U3MEHEHHUE YPOBHS TE€CTOCTEPOHA,
HapyIIeHHe TECTUKYISPHOI AK30KPUHHOU
byHKIUM), KOTOpble HaAOMIOAANUCh y OOJIBHOTO,
TeM caMbIM ompoBepras  cuHgpom BAC. B
CBS3M C Y4€TOM aHaMmHe3a OOJNbHOTO, B KOTOPOM
roopurcs o npoxuBanud B Poccum (Cubupu
u bypsatum) He wuckiodyasach U XpOHHMUYECKas
dbopmMa KIemeBoro sHiedannTa, Tak Kak 00IbHOMN
YacTO MOCENa]l JECHbIe MECTHOCTH, YHOTpeOssii
B [UIly  HEenacTepu30BaHHbIE MOJIOYHbBIE
MPOAYKTHL. 3a XPOHUYECKYI0 (OpMY KIIEIIEBOTO
sHIE(}aTUTa TOBOPAT MMEIOUIMECS H3MEHEHHS
B sapax 5,7,12 map UMH, wMwuacrennueckuii-
MHUOIMATUYECKUH  CHUHIAPOMBI, HO  PE3yJbTaThl
CEPOJIOTMYECKHUX peaKLUi K aHTUT€HAaM KJIEILEBOTO
sHIEe(danuTa OoTpUIATeNbHBI. TakXke MpPOBOAMIACH
muddepennmanyss ¢ MHUACTCHHEW,  JIMIIEBOU

dbopMoH, OHAKO PE3yabTaT MPO3EPHHOBOU TTPOOKI
orpunareneH. llpeamomnarancss MuUACTCHHYECKHIA
CUHJAPOM TpPU  ayTOUMMMYHHOM  THPEOHJIUTE,
BBUJY CXOXECTH  KIMHUYECKUX  IPHU3HAKOB.
[locne mnpoBeAEHHOrO0 HCCIEOOBaHUS  YPOBHS
TOPMOHOB IIMTOBUJIHOM JKEJI€3bl, KOTOPbIE ObUIA B
npenenax HOpMBI, Y3UW HMUTOBUAHON Kenne3bl-0e3
MaToJIOTUM W KOHCYJIbTallsl JHAOKPHUHOJIOra HE
BBISIBWIM TPU3HAKOB ayTOMMMYHHOTO TOPaKCHHUS
IIUTOBHIHOM skeJie3bl. TakuM 00pa3om, BRISIBIISIEMOE
KIIMHUYECKH U dJIEKTPOMHUOTpapruecKH MOpaKeHne
CIMHAIBHBIX MOTOHEUPOHOB W JBUTATEIBHBIX
AJep CTBOJIa MO3ra, COYETAHHE HEBPOJIOTUYECKUX
CUMIITOMOB C XapaKTepHOW JHIOKPHUHOIATHEH
(cHMKEHHE YPOBHS TECTOCTEPOHA, THHEKOMACTH),
MO3MHSST MaHu(ecTanysl KIMHUYCCKOH CUMII-
TOMAaTHKH, MEIJIEHHO MPOTrpecCUpyrolee TeUeHuUE,
nosbilieHre  akTuBHOCTM ~ KOK,  mo3Bommino
YBEPEHHO JTMAarHOCTHPOBATh CIIUHAJIBHO-
Oyns0apHyro amuorpoduto Kennenu.
CrniunaneHO-0ynbOapHas aMHOTPOPUs
Kennenu (0onesns Kennenu, amuorpodus Kennenn)
— ojtHa U3 opM OoJIe3HEH MOTOHEHPOHA, ONTUCAHHAS
W. Kennedy et al. cpaBHuTeNnsHO HEaBHO, B 1968 1.
[11]. 3aboneBanue HACHEqyeTCs MO X-CIETNIEHHOMY
PEIECCUBHOMY THITY W TPOSBISCTCS Y MYXYUH B
OTHOCHUTEILHO MO3/IHEM BO3pacTe, 00bIuHO rocie 40
aet. Pexxe onuchiBaloTCs Kak Oosiee paHHHUE CIydyau
(c nmebroToM CHUMITOMOB Ha 2-3M JECATHUICTHU
KU3HM), TaK W Hadano Oone3Hu mocie 70 et
[7,8]. Ilo3nHee Ha4yamo OTIAMYACT JAAHHYIO (GopMy
OT JPYTHX W3BECTHBIX BAPUAHTOB T'CHETHYECKH
00yCIIOBICHHBIX CITUHAJIbHBIX aMUOTPODHIA.
bone3np Kennenu o0ycnoBieHa mporpeccupyro-
men aereHepanuen asurarenbHbix auep XII, X,
IX, V map 4yepenHbIX HEPBOB W JIBUTATEIIbHBIX
HEHPOHOB CHOUHHOTO Mo3ra. B  mopaeHHbBIX
HEHpOHAaX BBISBISIOTCS BHYTPHSICPHBIC OCIKOBBIC
MOJUIITyTAMUHCO/IEpKAIIUE  BKJIIOYEHHUS,  4YTO
MO3BOJISICT OTHECTH JaHHOE3a00JIeBaHUE K TPYIINe
HOJUITTYTAMUHOBBIX Oonesneit [3,11]. CnnnanbHo-
OynbOapHast amuoTpodust Kennemum wumeer psj
XapaKTePHBIX KIMHHUKO-IUArHOCTUYECKUX TMPH3-

HaKoB,  (opMupylOmUX  BeChbMa  THITHMYHBINA
“moptper”  Oome3num  [2,4,5,11,]:  wmemseHHO
IIPOrpeCCUpPYIOIIas MEIIIIEYHAs ¢1a00CTh,

aMHOTpopuu U (ACUMKYISALMMU MPOKCUMAIBHBIX
OTAEJIOB PYK U HOr;  OynbOapHble CHUMITOMBI
JNEHEPBAIIMOHHOTO  Xapaktepa  ((puOpuuIsaIuu
A3bIKa, AU3apTpuUs, aucdarusi, ciadocTh JHUIEBOM
MYCKYJaTypbl U JIp.); XapaKT€pHbIE SHIOKPHHHBIC
paccTpoiicTBa — B MEpBYIO Ouepelb, YacTUYHAs
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HEUyBCTBUTEJILHOCTh K aHAPOTreHaM, THHEKOMACTHS
U TeCTUKyIspHas arpodus. Ilomumo ykazaHHBIX
CHUMIITOMOB, JIOCTaTOYHO YacTO NPH aMHOTPOPUU
Kennenu BcTpedaroTcest TpeMop pyK HHTEHIIMOHHOTO
TUMA, KpaMIu T1pu  (U3NYECKOM  Harpyske,
NCEBIOTUNEPTPOPUHN HKPOHOXKHBIX MbIIIL [2,4].
Ecte nannple o Hamuumu mipu Oone3nu Kennemu
TaKke CyOKIMHMYECKUX IPU3HAKOB CEHCOPHOM
HelipoHonatuu [11]. B oTaenbHbIX —ciyyasx
MOXET OOHApYKXMBAaTbCSI YMEPEHHOE MOBHIIICHUE
akTUBHOCTH KpearuH - (ocdokunazpl (KOK) B
KpPOBH.

JIaHHBI KIMHUYECKUH Cllydaldl WHTEPECEH
HE TOJIBKO TeM, uTo aMuotrpodusi Kennenu BrnepBbie
ObLIa JUarHocTupoBaHa B ycioBusax KelpreizcraHa,
HO U TeM, 4ro npu aaHHoii CMA Ha mnepsblil
IUIaH  3a00J1€BaHMsl BBICTYNWJIM TOPMOHAJIbHBIE
HapyILIeHUs, TpUBEAIINE K OECIUIONUI0, U TPEMOp
noa0opo/Ka U KOHEYHOCTEH, a Takke KpaMIu (4To
ABJIseTCA peIKkuM pu3HakoM ipu CM A ). CuMIniToMbl
paccMaTpuBaJIUCh  Pa3pO3HEHHO U JICUUJIUCH
CHUMIITOMaTUYECKH KaK pa3Hble 3a00J1€BaHuUs 10 TeX
0P, TOKA HEBPOJIOTHYECKAasi CAMIITOMATHKa He ObL1a
o0beMHEeHa ¢ COMAaTUYEeCKOM, YTO U MOATBEPAUIIO
HOJTUMOP(HOCTh CUMITOMOB IPH TeHETHYECKOU

Bectnuk KI'MA um. U.K. Axynb6aeBa

narosioruu. IlpakTuueckuMm Bpadam, HEBpOJOram,
HEoO0XoauMO TOMHUTH 0 CMA, KOTOpBbIE IPOTEKAIOT
CO BOBJICYCHHEM B NATOJOTMYECKHH IIPOLECC
HE TOJBKO IMHUPAMMIHON CHUCTEMBI, HO M JAPYTUX
OpraHoB, UTO 3aTPYAHSET AUATHOCTHKY.

Jluteparypa:

1. Bokosoti amuompoguueckuil ckiepos: Pykosoocmeo
ons epauetl. / I1o0 peo. 3asaruwuna U.A. M., 2007//.

2. Unnapuowkun C.H. u op. IHK JuazHocmuka
U MeOUKO-2eHemuueckoe KOHCYIbMUPOBAHUe 8 He8POI0SUl.
M.,2002.,

3. Hunapuowxun C.H. Kongpopmayuonuvie 0Oonesnu
mozea. M., 2003

4. Temun I1.A., Huxanoposa M.IO.// Hacreocmeennovie
oonesnu Hepeuoti cucmemvl / Ilo0 ped. Temuna II.A.,
Huxanoposoii M. 1O. M., 1998. C. 290

5. AmatoA.A. etal. // Neurology.1993. V. 43. P. 791.

6. Dejager S. et al. // J. Clin. Endocr.Metab.2002. V. 87.
P 3893

7. Doyu M. et al. // J. Neurol. Neurosurg. Psychiatry.
1993. V. 56. P. §32.

8. Echaniz Laguna A. et al. // Neurology. 2005. V. 64. P.
1458.

9. Gottlieb B. et al. // Nucl. Acids Res. 1998. V. 26. P. 234

10. Igarashi S. et al. // Neurology. 1992. V.42.P.2300.

11. Kennedy W.R. et al. // Neurology. 1968. V. 18. P. 671.

118 2014 Nel



