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KIIMHAKO-MPT AHAJIM3 PA3JIMYHBIX BAPUAHTOB BOJIE3HHA
KOHOBAJIOBA—BHWJILCOHA

Kasanckuu 2ocydapcmeennviii meouyunckui ynusepcumem

Pe ¢ ep ar IlpescraBneHs! pe3ynsTarsl o6cienoBpanms
7 nanuenToB ¢ 6one3Erio KoHOBanoBa—BHILCORA B HaHHEIE
NATEepaTyphl O pa3iIAYHbIX BAPHAHTAX 3a00J1€BaKusl, IOy IeHHBIE
nyreM KAHEAKO-MPT amanmsa. MHOXeCTBEHHEIE HEBPOJIO-
TAYeCKHe MpOsBIeHAS JaHHOTO 3a00JeBaHHS KOPPEIUPYIOT C
xapakrepHoH MPT kapTuHO# — rumomeTeHCHBHBIE B T1- 7
THOEPHHTEHCHBHLIE B T2-n300paxkeHusIX o4aru B Ga3ajibHBIX
TaHIIAsSIX, TalaMyce M 3y69aToM sipe B BHIE MOP/IBI TATAHTCKON
NaH/Ipl, paclIMpeHne >Kelyno4koB, JuddysHas nepebpanbuas u
MozxeukoBast arpodust. IIpn aKMHETHKO-pPUTHAHOM CHHEPOME
XapaKTEpHO OTCYTCTBHE H3MECHCHHH HNJIH HE3HAYHTEJILHOE
pacnpenne KeayR04KOB, OPH JUCTOHAW — GuiaTepalbHOE
HopakeHHe CKOPJyNbl, HpH MHTEBNHOHHOM TpeMOpe H
AACMETpHH — aTpo¢dmyecKne WIH OYaroBEle H3MEHEHHs B
MOBKEUKE.

3. A. XKonsnosea, 3. U. bozoanoe

KOHOBAJIOB-BHJILCOH UMPJIOPEHEH TOPJIE
BAPHAHTIJIAPRIHA KJIMHUK-MATHWTIIGI-
PE3OHAHCIJIBEI-TOMOI'PA®MK (MPT) AHAJIU3

bes xysstken KoHOBanoB—BHILCOH Ynpe GelldH aBLIpYYbI
7 mandeHTHBIH hoM Tepie BapHaHTTarkl YAPJIOpHEH KIAHAK-
MPTra KarsUIHIIUTE AaBaIM3LIHBIH S80UATTars! Genemmanape
xurepenraH. Konosanos—Buiascon unpe o3ak emnap 6yeHa
aTHOuK 6ynsipra MOMKAH. MacalioH, TpeMap SKH HHCTOHHAS
(xotTa (oxans) TopeHnd, MHU30(GPEHTa OXMANLIB CHEAPOM SKHA
HCTepHK HEBPO3, KYPY HEPBBHICHIHBIH THICPCOMHHSI, HeWpPOIATHI
Teperd h. 0. 6yaysl 6ap. By HMce IHarHOCTHKANAayHbl MAKTHIHA
kamiaynauneipa. Kynrepine HeBpOJOTHSHEH Oapibikka Kumye
xapaxtepnsl MPT peseme — T1 go rumomHTencmB hom T2 19
TUICPHHTEHCAB YarkUIBIIITA YAP YPHIHE 6a3anb TaHTIAISPLS,
TantaMycTa haM “THrasT HaH#a GWTEe”HS OXIIaraH Telmule sIpona
Kappe/sNsUIons, KaphIHYBIK KuHRM0e, uddysnsuie nepebpans
heM xeye Muze aTpodast Ky3oTeno. AKUHETAK-PATHIIE CHHIPOM
OyaraBja ysrapemopHeH OyIMaBbl SIKA KaPLIHYLIKHBIH a3 ThiHA
KAHSI0€ Xac; NMCTOHHs Oynranna — kabBIKHBIE Gmiarepraib
3apap/iaHykl, HHTEHIHOR TpeMop hoM IucMerpmsans Keue Muio
YPHHBI-YpBIHH Oen9H y3ropemuisp Gapiasikka xuis. MPT
00351Ty, KIMHAK CHMITOMHAp KeOEK YK, Xelar Tepalusice oYeH
XaBaruibl.

Z.A. Zalyalova, E.I. Bogdanov

CLINICAL AND MRT ANALYSIS OF DIFFERENT
VARIANTS IN THE KONOVALOV-WILSON’S DISEASE

Seven patients with Konovalov—Wilson’s disease are
presented and also materials concerning clinical and MRT
analysis of the disease different variants are given. Multiple
neurologic manifestations correlate with characteristic MRT
picture — hypointensive in T1-images and hyperintensive in
T2-images and there are foci in basal ganglia, thalamus and
dentate nucleus in the form of «giant panda mouthy, ventricle
dilatation, diffuse, cerebral and cerebella atrophy. In akinetico-
rigid syndrome absence of changes or slight ventricle dilatation
are characteristic, in dystonia — bilateral hull damage; in
intention tremof and dysmetria — atrophic or focal cerebellar
changes.

Bonesm; Konosanosa—Bunscona (BKB), wiu
renaTojieHTUKy sipHas Aereneparus (IJIJT), —
ayTOCOMHO-PELECCUBHOE 3a00JIeBaHUE, B OCHOBE
KOTOPOI0 JIEXKUT HapylieHHe MeTabou3ma Meau. [ en
3a00/eBaHUs MACHTH(GUIUPOBAH M KIOHUPOBAH.
JlokanusoBan oH B 13-if xpoMocome U KoaUpyeT
bepmenT, ocymecTBASIOmMUN IKCKPENUIO MEAH B
KeJTIb X THKOPUOPAITHIO ME/TA B LiEpyJIoIuia3muH [14, 20].
I'JIJT — oTHOCHTENBHO pejkoe 3abojieBaHUE, €€
pacnpocTpaHeHHOCTE coctapiier 1 Ha 100 Teicau [16].

3HauuTeNIbHBIA BKIan B usyuenue I'JIJ] BHecou
oteqeciBeHHbie yuennie H.B. Konosanos (1960) u
ILT. Jlexaps (1984). CoBpeMenHass MeJMIHHA
pacmojiara€T HOBBIMH T€HETHYECKHMH U
HEMPOBU3YalU3aMMHOHHBIMU BO3MOXHOCTSAMHU,
KOTOphIE NOMONHAIOT KIaCCHUYECKHE KIHHUKO-
nabopaTopHEle KPUTEPUM AMAarHOCTHKH BKB.
BolblMHCTBO KIMHUYeCKHX NposBieHui HBKB
ABIAIOTCS PE3yAbTaTOM aKKyMYyIsAIMM MEId B
Pa3IMIHBIX OPraHax ¥ TKAaHiX, B OCHOBHOM B [IEYEHH,
TOJIOBHOM MO3T€, POrOBHIIE I1a3a U MOYKAX. DTHUM
OMpejelsieTcss MHOroobpasve KIMHHIECKUX
IPOSBIECHUHN, a CIeJOBATENBHO, U TPYAHOCTH €e
JUarHOCTHKH.

Knunuueckue npossnenus BKB o6s19n0
MaHH(ECTUPYIOT BO BTOPOK-TPEThEM fAeKaie KU3HH.
BosnukHOBEHHE CHMIITOMOB 3a60/IeBaHHUA 10 5 JIeT U
mocie 30 et HexapakTepHo [23]. B Bospacte 5—20
netT 6ole3Hb HagMHAETCHA 9Yallle ¢ CHMITOMOB
HNOpaXeHHUsl MEYCHHM HIU BHYTPHCOCYIHUCTOrO
FEMOJIN34a, BHI3EIBAIOMIETO NMEYEeHOYHYIO HEJOCTa-
TOYHOCTb, ¥ NMPHBOAMT K JIETAIBHOMY HCXOAY
B TedeHue 2—7 Jiet [14]. B 6onee mo3anem Bospacte
OOBIYHO JOMHMHMPYET HEBPOJIOIMYECKAS CUMIITOMa-
THKa, GONIe3Hb MPOTeKaeT MeMIEHHEE — B TEUCHHE
10—40 et [18].

Hesposroruueckue nposABieHHs Pa3BUBAIOTCH
OCTpPO WM ocTenenHo. IlepBUdHbIe CHMITOMEL MOTI'YT
HOCHUTH CTEPTBHIM XapaKTep M OPOABIATHCA
NOBEeHYECKUMM HapyIEeHUSIMHU, CHHXKEHUEM
MO3HABATENBHBIX CIOCOOHOCTEH, 3MOIMHOHANBHOR
nabunbHOCTRIO. B nancHelimiem mnosBISiOTCS
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JM3apTpHs, Jucdarus, ruuepcanuBalus, TpemMop,
aTaKCHs AKHHETUKO-PUTH/THBIN H TICeBA00YIb0apHbIiA
cuuapoMsl. IloHaualny TpeMOp MoXeT OBITh
JBYCTOPOHHHUM HJIH OJHOCTOPOHHHM M HAIIOMUHAThH
3CCEHIMANBHBIHN WIH yCHICHHBIH (HH3MOIOrMUECKUH,
mo3jaHee OH CTaHOBUTCA Oonee TIpyOBIM H
TpaHcOPMHUpPYETCA B TPEMOP MO THIY OHCHHA
KpBUIBEB. B Taiexo sameiumx, HeTedeHHbIX CITyasx
COCTOSIHME YCYrybnseTcs MNpUCOeMHEHHEM
CIIACTHKH, JUCTOHUH, SMUIENTHYEKMX NPHIAIKOB K
excopHbIX KoHTpakTyp [1, 2, 14].

Tpets GonpHBIX BKB HMEIOT TOJIBKO IICUXHIECKUE
¥ TOBeJEeHUYECKHe HapylleHHs. BHIIesioT ueThipe
OCHOBHBIE KaT€ropMHd MEHTATbHBIX PacCTPOACTB:
HoBeicHIeCKUE/ TMIHOCTHBIE, ad(EKTUBHEIE, 30~
dpeHono0OHBIE K KOTHUTHBHEIE [4]. V' HOTOBHHBL
GoNBHBIX 3a00JIeBaHUHEe HAUMHAETCH C CHMIITOMOB
MOpakeHUs NedeHH — OCTpPhIM NedeHOUHBI’
CHH/IPOM, XPOHHYECKHH aKTUBHBIA IelIaTUT, UPPO3
[23]. U3penka nepBble NposBIeHUs Gome3nu ObIBAIOT
CBSI3aHBI C MOpaXXeHHeM Moyek (Hepo-KaJbIHHO3,
reMaTypus, HepOTHUECCKH I CHHIPOM),
MOKETyJOYHOM JKelle3sl H cepAna (Kapauo-
MUOTATHS), PEIUIUBEPYIOIHUM apTpuToM [14].

Hakonnedue MeAH B POrOBMIE — KOJIBIIO
Kaitzepa—@uneiimepa (konpno K—®@) B Buge
NUTMEHTAHM  30JOTHCTO-KODHYHEBOro M
3e€HOBATOr0 NBETa MO NepHdEepUd POTOBHIIBL
obHApYKMBAETCs Y BCEX HeJeUeHHBIX GOJNBHBIX C
HEBPOJIOrMYECKUMY HaPYIICHUSMH (M JIUIIb Y TPETH
GONBHBIX C HM30JMPOBAHHBIMH IE€YE€HOYHBIMHU
NpoSBIEHUSIMH) C NOMOILIBIO IENEBOH JIAMIIBI,
FOHHOCKONA HJIM B HEKOTODHIX ClydasAxX Aaxe
HEeBOOPY)XEHHBIM Il1a3oM [4].

Jluarao3 ycTaHABJIHMBAIOT Ha OCHOBaHUM
KIMHMYECKHMX U J1aGopaTopHBIX JaHHEIX. Y 80—90%
NaNMEHTOB CHUXXEH YPOBEHb IIJa3MeHHOI'o
nepyomiasmuaa — [IIT (Menee 0,25 r/ir); yBeam4eHa
3KCKpelMs Meau ¢ Modoi Gonee 100 Mkr/cyr
(B HOpMe — MeHee 30 MKI/cyT); yMeHbIIIEHO obImee
cojepxanue Meu B ma3Me (B Hopme — ot 0,84 o
1,45 mr/n); yBenu4eHa KOHIEHTpauusa CBOOOAHOM
Me[H, He cBazannoi ¢ I{II (8 Hopme — ot 0,10 g0
0,15 mr/m). [Ipu oTcyTeTBUM KoMbita K— u HeBpono-
TMYECKUI CUMITTOMATHKH IPUOEratoT K paiMOKU30TOI -
HOMy HccaefioBaHHI0 64Cu uu 6UOICHU NEYEHH,
yT00BI ONIPEIETUTH BHYTPUIIEIEHOYHOE COJEpKaHUe
menu [14].

Pa3nuuaroT 4eThipe NaTOreHeTUYECKHE CTaJuu
BKB: I — HaganpHas cTafius akKyMyJIAIEM M4 B
[MHTO30JIM I'€MaTOMMTOB, KOTOpas HpoTeKaeT

o6eccumnTomuo. Ilpu II craguu Bce cBA3yOMMUC
YUACTKHU ITATO30J1 CBA3aHEl ME/IBIO, KOTOpast HauuHaeT
OTKJaJbIBATLCS B JIM30COMaxX IeNaTolMTOB 4
BO3MOXHO €€ BLICBOOOKAEHHE B KPOBEHOCHOE PYCIIO-
DTH HapylIeHUs MOTYT IPOABIATHECA HEKPO3oM
renaTomMMTOB M BHYTPUCOCYIAMCTEIM FEMOJIU30M,
NEeUeHOYHBIMU U FeMaTOOrHUeCKUMM CUMIITOMaMH -
B III craguu Meah HaKalJdBaeTCs HE TOJBKO B
IedeHd, HO U B TOJOBHOM MO3T€ M [Apyrux
BHENICYECHOYHBIX TKAHSX, KIMHUYECKHE NMPOSBICHUA
3aBUCAT OT COOTHOIICHHS aKKyMYJ/SIIMM MEJIU B TeX
MM MHEIX opraHax. THIMYHBI HEBPOJIOTHYECKHE
cuMITOMEL. OJHAKO €cil¥ Pa3sBHIICH HeaKTHBHHIM
IIMppO3 ¥ HaKOIUIEHHE MEIU B MO3re MEICHHOC,
6oJIe3HbL MOXET NpPOoTeKaTh aCHMITOMHO MHOTHE
rogel. Ilpu IV craguu JoCTHraeTcs HOpMalU3anusd
fanaHca MeIM BO BpeMs XeJaTHOH Tepamuu.
V HeKOTOPHIX MAIIMEHTOB COXPAaHAIOTCA HeOOpATUMBIE
HEBPOJIOTMYECKUME U II€UYCHOUHBIE NPOSBICHUS HA
¢oHe opraHUYecKUX OBPEXIEHHHM, B TO BpeMs Kak ¥
HayaBIIMX JieYeHHe BOBpeMs 3abojieBaHue MOXKeT
HOCHTH aCHMITOMHBIH Xxapaktep [18].

XenaTHas Tepanus D-NeHUIUITAMUHOM
(xympenuioM) mo 250—500 mr 4 pa3a B IeHb /10 e/1bl
Ha paHHMX CTA[MAX HEBPOJIOTMYECKMX, IEYCHOTHBIX
U ICHXHYECKHX MPOSBICHHI MOXET NPUBECTH K
NPaKTHYECKH TOJTHOMY HUBEIMPOBaHUIO CHMIITOMOB,
a B Gollee NMO3JHUE CPOKH HPENSITCTBOBATEH TAKMM
cepbe3HBIM HpobiieMaM, Kak ¢opMupoBanue
CIIACTHKM, KOHTPAKTyp H OSNHIENTHYCCKHUX
npunagakos. Xord D-neHumuiIaMuHE MMEET psj
no6ounbx 3¢dekroB, U 'y 20% O6OJIBHBIX B Hauaie
IpueMa npenapaTta 060CTPAIOTCA HEBPOIOIMUECKUE U
ICHXUYECKHE MPOABJIICHHA, XeJaTHasd Tepanus
D-neHUIMIUIaMHHOM OCTaeTCs BEAYLIIUM METOI0M
nedenus. [Ipu HeniepeHOCHMOCTH D-ieHUIMILIaMuHa
npuMeHseTcs TpueHTUH [22]. IIpu TomepaHTHOCTH Kk
D-neBMNMIAMUHY M K ABYM MNpPeABIAYIUM
npemnapaTaM B Je4CHHH MCIOJIB3yeTCs HMHK.
B mekoTophIX cTpaHax (Hampumep, B Hugepnanmax)
npeanoyTeHue ormaetcs nuHKy[14]. Hapsay c
MeUKaMEHTO3HOM Tepanuei HeoOXxoauma THeTa ¢
orpaHHYeHHEM IPOIYKTOB, 60raThIX MEBIO (IeUeHE,
peiba, rpubEl, Kakao, LIOKOJaj, OpeXH, KamycTa-
OPOKKOIIH).

IToa HanmM HabGMIOAEHMEM HaXOMUIMChH 7 6Ob-
Heix ¢ BKB B Bo3pacte ot 23 10 44 net (6 My>X4uH ¥
0/IHA >KeHINMHA). BoJILIIMHCTBO M3 HUX OBUIM B
Bo3pacte 23—30 net (5 uen.), xBoe — cTapiie 40,
IlamuenThl BHepBBEE OBUIM  00CI€NOBAHK
CTal[MOHAPHO, MPOMODKUTENIBEHOCTE 3a00/IeBaHMy
cocTtapiagna 1—2 roja.



KIIMHWUKO-MPT AHAJIV3 PASJTUYHbBIX BAPUAHTOB BOJIE3HM KOHOBAJIOBA—BWIHLCOHA

Tabruya 1
VnrepBansl 3Ha9eHAN MMMy HONOTHYECKHX NapaMeTpoB B KiacTepax
JlaboparopHsie faHHEIE
BonbHbie/BO3pacT Iopaxenne neyenn Hesponormieckwe . newxieciae
CHMIITOMBI xonbno K—o III1, mr/mn
(ED
bonproit H., 28 ser — slipopns, mu3aprpms, Tpemop, Xopes + 10,0
boneHo#i @., 28 er Xp. FeNAaTHT B CTAAHAM OTHOCHTE b- AKHHETHKO- pAT AIHEIH + 29
HOW peMHCCHH
bonpHoii X., 23 ner Xp. remaTur B CTaJH¥ OTHOCHTEL- siidopus, nupaMuIHELE, + (-2
b HO} pemMmccnu SKCTpanupaMuIHble, TA3APTPAs
Bonpmo# I',, 43 ner  Xp. akTWBHBIH remarmt, Gpubpo3 OMpaMuIHBIE, TPEMOD + 20,0
Bonmpro#t M., 44 ner mmppos ¢ HpH3HAKAMHE [OPTATLHON JAM3apTpHsL, I paMATHbIE, AKMHETHAKO- + 3,6
THOEPTeH3 NN PVIUIHbIY, CHIOKEHVEe MHTE/UIeKTa
bonmpmast T'., 30 ner  nmppos3, akTuBHAS (asa B cTagum Gynb6apHEIH, cUacTHKa, QWCTOHNWH, 2 13
NeXOMIeHCaNnd, IOopTanbHas 3HPOpHs, CHHXEHHe HHTENIeKTa,
THNEPTEH3Ms C aCIATOM KOHTPaKTY pEl
Bonproi#t K., 26 ner = OHpaMHJIEEIE, XOpesi,HapynieHne + 7,4

BHUMAaHWs, TaMATH

B 1abn. 1 mpeacTaBieHb! CBEACHUS, TIOCITY >KUBIIIME
ocHoBanueM Ay guardoctuku ['JIJI. Bee GombHbIE
MMEJY T€ WIX MHBIE HEBPOJIOTUUECKUE U NICUXHIECKUE
PpaccTpoCcTBa, TMIIL Y 2 NAUEHTOB OTCYTCTBOBAIIM
KIMHUYECKUE M TabOpaTOpHEIE MIPU3HAKM ITIOPAKEHHIS
neyeHU. Y OCTaNbHBIX XK€ BBUIBISUIMCEH E€UCHOUHBIE
CHMIITOMBL: Y 2 — IUPpPO3 IMEYCHU ¢ NMPU3HAKAMU
NOPTaNbHOM HIEPTeH3UU (Y OJHOM NAaMEHTKH —
¢ IeKOMIICHCHPOBAHHOM NMEeYeHOYHOM HEA0CTATOY-
HOCTBIO U BBIPOKEHHBIM 4CIUTOM), Y 4 — sBIICHUSA
XPOHHYECKOT'O IENAaTUTA C TOW HJIM MHOM aKTHBHOCTHEO
npouecca. Caikenue ypoBHs 1111 B kpoBu U KoJIBIIO
K—® ONPE/ICIAITUCE Y BCeX GOMBHEIX.

INopaeHue FOIOBHOTO MO3ra xapamepmonanocs
COYETaHUEM MHOXKECTBA MPOSIBIICHUH, OTpaXxalomux
BOBJIEUCHHOCTE Pa3sHBIX CHCTEM: IHIeppediekcus
(v 6), ausaprpus (y 4), MOZKEUKOBBIC 3HAKU (y 4),
TaHIyIOIas noxoaka (y 3), TpeMOp o TUILy OHeHMs
KpbuIseB (y 3), Tpemop gelicTBYA (Y 3), OCTy paibHbIi
TpeMop (y 2), xopes (y 2), runepcanusaius (y 2),
Janee HEBPOIIOrHYECKHUE CUMITOMBI OBUIH IIPE/ICTaB-
JIEHBI IO OJTHOMY CIIy4al0 — TPEMOP MOKOS, TPeMOp
TONOBBl, MHUOKIOHHM, AKMHETHKO-PHUTUIHBIH
cuHApPOM, nuddy3Has MblIeuHass THIOTOHUS,
3yGuarToe Koneco, AUCTOHHS, KOHTPakTyphl. B kauec-
TBE MOHOCHH/IDOMA y OJHOTO NAIMEHTA BBIABIIAICS
JMIIb aKUHETUKO -PUTUAHBIHA cuHapoM. [Tupamuiasie
IPOAB/ICHHUS 110 OTACIHHOCTU HE BCTPEUATHCE.

Y GonbumMHCTBa NamUHEHTOB (Y 6) oTMedanach
runeppediekcus, a B oqHOM, Haubosiee THKETOM
cinyyae, — (GpopMHpOBaHUE CHACTHYECKOrO TeTpa-
napesa. Haubonee yactoivu cumuromamu BKB 6b1mm
AM3apPTPHUS, MO3)KE€UKOBLIE HAPYIICHHA B BH/C
MHTEHIIMOHHOT'O TPEMOpa, JUCMETPUH, TUCAUATOXO-
KUHE3a, TPEMOD JEMCTBYUS U TPEMOD [0 THIY OUeHus
KPBUIBEB, TAHIYIOINAs OXOIKA.

CUMIOTOMEI

OcoGennocteio BKB sBusercs coueranue
Pa3IMYHBIX THIEPKUHE30B Y OJHOrO U TOLO XKE
nanuenTa. Tak, Hanpumep, y ogHOro us
06CIe/I0BaHHEIX BBUIBISUIMCH XOPEWUeCKHe THIIED-
KUHE3bl B IOKOE, @ IIPH BBHIIOJHCHUH AHCTBUM OHK
MCYE3aNId M MOABIIAICA TPEMOP, PE3KO YCHIMBAB-
IMHCA NpU NPUOIMIKEHHH K IENH; y JPYroro —
IOCTYPaIbHO-KMHETHYECKMH TpEeMOp coyeTaics ¢
MHOKIOHUAMM MOKos. TpeMop u Xopewuyeckue
THICPKUHE3bl HOCU/IM T'eHEPaTM30BaHHBIA XapaKkTep
C HEKOTOpO# acuMMerpHeii. Tonbko B offHOM cilydae
TPEMOP PacHpOCTPaHsUICA M Ha 00JacTh TOJIOBHL.
Y GoJIBHOrO ¢ aKMHETHKO-DUTUIHBIM CHHIPOMOM
3a00€BaHUA  pacupeaesIkCh
CHMMETPHYHO, GpaMKUHE3Hs Npeobraana Haj
NOBBIICHHEM MBINIEYHOIO TOHYycCa, TpeMopa He
OHPEACIIIOCh, HE OBUIO M ABHBIX HOCTYpPAalbHBIX
HapynieHdd. Y onHOH M3 GONBHEIX TEYeHHUE
3a60leBaHKs HOCHIO OCOGEHHO 3110KaYecTBEHHEIH
xapakTep. B TedeHMe roga passuiochk TsKelnoe
HOpakeHHe MEYeHU U IOJOBHOrO Mosra. Ha MOMeHT
00ciieIoBaHHA TSDKECTh JBUraTeNIbHEIX HapyIleHHH
ompeJensuach rpybsIMH reHepalu30BaHHbBIMHE
AUCKUHE3WSMHM C 3aXBaTOM MYCKYJaTypHl JIHIa,
OyIE0apHBIMU PAcCTPOMCTBAMU M PacHpOCTpaHEH-
HBIMA (pJIEKCOPHBIMM KOHTDPaKTypaMmu ¢ (JopMHpO-
BaHMEM BEITYPHEIX 1103. KOHTpaKkTyphl MycKyIaTyphl
HIDKHEH NMOJIOBUHEI JMIa NPUBENM K HOSBIECHUIO
T'PUMAaCEI 0CKalla, CIIIOHOTEUEHHIO U HEBO3MOXKHOCTH
HOJIHOIIEHHO OTKPBIBATH poT. Hu y omnoro us
00ciTeJOBaHHBIX GONBHBIX HE GBUIO SMHIEITHIECKUX
HPUIAJIKOB, IOPaXKEHHUs YEPEIIHO-MO3TOBEIX HEPBOB.

MPT xapTHHa ronoBHOro Mosra y GONBHBIX
06¢iIeloBAHAOK HaMM IPyNIBl XapaKTepu30Balach
TPEMs BapuaHTaMM M300pa>keHHit: a) OTCYTCTBHE
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M3MeHEeHMUH; 6) HalMyMe THIePHHTEHCHBHOIO B T2- 1
runouaTeRcHBHOIO B T1- pexxume cHraana B 6azaib-
HBIX SIpax C SBICHHAMM YMEPEHHOH IeHepaIu30BaH-
HO#t aTpo¢uu GOJIBIIONO MO3ra M YaCTUIHO MOBKEUKa,
B) MHOXXECTBEHHOE MEJIKOOYaroBO€ I'HIEPUHTEH-
cuBHOE B T2- pexxuMe mopakeHHe Oa3albHBIX SACP.
Be3 maToJorMdeckux W3MeHeHHH BbisiBaeHa MPT
JMIIG Y OJHOrO OOJBHOTO C aKWHETHKO-PHTHAHBIM
CHHIpOMOM. Meskie MHOXECTBCHHBIE O4ard B
IOJIKOPKOBEIX 0Opa3oBaHMSAX, MPEUMYINIECTBEHHO B
obmactu orpaisl, xapakrepusopanu MPT xapruny
GOIIFHOT0, KITMHMYECKUM NPOsIBIEHHEM OOJIE3HH KOTO-
poro 61 BEIpaXeHHBIH Tpemop (Tabu. 2). V 4 obcie-
JOBaHHBIX C COYETAHHEM MHOXKECTBEHHBLIX HEBPOJIO-
ruveckux nposiBaeHHd MPT mpusHakd mopaxeHus
TOJIOBHOI'O MO3ra OBUIM JOCTaTOYHO OJHOTHIHBI-
MU — FMIOMHTEHCHBHOIO B T2- K THIIOMHTEHCHBHOI'O
B T1- pexxuMax curHana B 6GasaJbHEIX AIpax ¢
SIBNICHHSMH YMEPEHHOH IeHepau30BanHOM aTpoduy
GOJIBILIOro MO3ra ¥ YaCTHIHO MO3XEUKa.
KnuHuKO-HEH pOBU3yaIU3aIMOHHBIE COMOC-
taBneHus bKB, mpeaqnpuHMMaeMble HCCIENO-
BaTeJSIMH, BEI3BIBAIOT GONBLION HHTEPEC B CBA3M C €€
PEAKOCTBI0. AHAITM3 HEBPOJIOTMYECKUX MPOSBICHUH
y 45 GoneHEBIX, npoBefenHHEH Oder et al., mokasain

Hanuuue aucauagoxokuHesa (51%), nuzaprpu¥s
(49%), O6panuxkunesuu (38%), moctypanbHoro
tpemopa (31%), TpeMopa 1o THIy GUEHMs KPhUILEB
(31%), Tpemopa neitctBus (31%), Tpemopa nuceMa
(29%), TpeMopa mokos (20%), runomumuu (20%)
napymenust Xoap0s! (18%), runepcanupanuu (18%),
xopeu (13%), Tpemopa ronossl (13%), aucTonuy
(11%) [18]. {BuraTenbHble HApyLIEHUS THIHIHbL 1A
BKB. OHu nporpeccupyior 6e3 cuenupuyeckoro
JedeH s W B JaNeKo 3allie[IUX clIydasX BKI0YanT
AMCTOHHIO, CHAaCTUYHOCTH, DBHUIOpUNALKH K
crubarensHble KOHTPakTypH [14]. B 10 e Bpems
onucanel U Gojee peJKkHe HEBPOJIOIHMYECKHE
denomennl [6]. KB y 21-neTnero namuenta,
NOATBEpX/ACHHAaA 1a0OpaTOPHBIMU METOTaMH,
npoABIANachk rHIepcoMHHel 6e3 kakux-au60
JOTIOJIHMTEILHBIX HApYILEeHHH, a Ha poHe nedeHus D-
HEHUIWUIAMHHOM HUBenuporaia [12]. V 43-nernero
MYXY¥HBl  TS)KEJNOe MOpaXXeHHe IeYeHH,
ob6ycnosnenHoe bKB, codeTanock ¢ HEYKIOHHO
nporpeccupyoliei HeliponaTHel 3puTeIbHOro HepBa.
Bhila M OHa HEBPOJIOTHYECKUM TpossienueM BKB
HJIM CaMOCTOATENIBHBIM 3a00JIEeBAHUEM, BBISICHUTH HE
yaanock [9]. V 39-nernero nanuenta ¢ BKB

Tabnuya 2

Knuanko-MPT comocrapiesse y 6onpabx ¢ TJIJ]

BoarpHBIE/BO3pacT

HeBposiorH4eckne MposBIeHAs

MPT npr3HaK# TOJOBHOIO MO3ra

Fonrgoii H., 28 ner

Bomsroit @., 28 net

Boapmoi X., 23 ner

Boneroii T, 43 ger

BonsHO# M., 44 ner

Bonbaas ., 30 mer

BombHO# K., 26 ner

Juzaprpus, ranepcauBanis, AApdy3Has MblIIeYHAs
THIOTOHHS, eIHHAYHbIE XOPeHYeCKHe THIEPKAHE3H]
B MOKOE, IPHBLIYHAICE MaHWIY/LINAN, BEIPOKEHHEE B
OpaBo# pyke, YCHIHBAIOTCS IpPH ABHKEHHH;
BEICOKOAMIUTHTYIHEIH, CpeIHeYacTOTHBIH KAHETH-
yecKHH M HHTEHIHOHHEIN Tpemop B pykax, KIIII
cieBa ¢ Tpy6o¥ WHTeHNHeH H THCMETpHeH; TaH-
nyromas MOXOaKa

Cefoppes, THINOMHUMHS, HEMONYIHpOBaHHa,
3aTyXalomas peds, no3a uekcopHas, MAKpoGasuu
HeT, pyKH IpH xojanfe He MeHAYNHPYIOT,
OpanmkuHe3ns npeobnanaer HaJ PpEUTHIAHOCTBIO,
HOCTYpadbHEX HAPYINICHAH H TPEMOpa HET
Jln3apTpus, raneppedUIeKcHs ¢ HaTOJOTHYECKAMA
3HaKaMH, OOCTypalbHO-KHHETAYECKHH TpeMop,
MHOKJIOHHH TNOKOS B CTATHYECKOTO Xapakrepa,
JIACMETpHsl, IHCIUATOXOKHAHE3, TAHIYIOMas HOXOKa

Taneppeduexcus, Bbile B IeBhIX KOHEUHOCTIX,
rpyOblii TpeMop mo THITY OHEHMs KpHUILEB B JIEBOH
pYKe, YCHIABaBIIANCS IpH MNelcHANpPaBIeHHOM
JelicTBAH

Jlu3apTpHsi, cAMOTOM 3y64aToro Kxoneca, ranep-
pedexcusi, Gospme cupaBa, KpyIIHOpPa3MamACTEIA
HHM3KOYaCTOTHBIH TpPEeMOp HMOKOSl B pyKaX, TOJOBBHI,
MeHBIIe B HOTaX, YCHIMBAIOMWHNCS OpH IBIKCHAN
Juzaprpus, gucdarusi, TpH3M, KOBTPAKTYphl MBI
HIDKHEH MOJOBHHLL JHWNa, IceBHobynr6apHEBIN
CHHJIpOM, CIIaCTHYESCKHH TeTpamapes, (QIeKcopHbIe
KOHTPaKTyphl KOHEYHOCTeH, rameppediekcns,
reHepanA30BaHHbIE JHCTOHAH

T'mneppednexcus, 60abIIe ClleBa, TeHEPATA30BAHHRIC
XOpendecKre THIEepKAHE3b!, YCHIABAIOMMECs: IPH
JBAXKEHASX, HEUETKOCTE NpH BhlmonHeEnn KIMI,
TaHIYIOmast HOX0JKa

VMepeHHO runepanTeHc. B T2- A cnabo runouHTeHC. B
T1- m300pakeHAsIX 0YaroBhic H3MeHEHHs 6e3 YeTKHX
KOHTYpOB B H€peIHEMEIHATbHBIX OT/e]aX MO3XKedka,
CTBOJIE MO3Ta, 0a3albHBIX sIpax; Jerkoe pacHHpeHne
3-ro, 4-ro u GOKOBEIX XeIyJOYKOB, YMEpeHHOe
pacnmpesre cybapaxHOHIANbHBIX IPOCTPAHCTB

Be3 maronorunm

VMepeHHo IHuepuHTeHCHBHEIE B T2- ¥ c1ab0 MHOONE-
TeHcHBHEEIE B T1-M300pakeHNsIX 0YaroBble M3MEHEHHS
fe3 4eTKHX KOHTYpPOB B 0a3albHBIX sOpaxX; Jerkoe
pacmEpeHre cy0apaXHOHWAAAbHEIX NPOCTPAHCTR,
yMepeHHas aTpodHsi KOphl MO3Xeuka
Menkne, MHOXecTBeHHKle, amaMeTpoM 1-3 MM
rANepARTeRCABHEIE B T2-n300paKeHHN 04arn B 00.1acTh
TOJKOPKOBOTO CEpOTro BEIEeCTBA, MPEHMYIECTBEHHO B
IPOSKOHH OFpahi

MPT mnccnenoBadne He OPOBOJHMIOCH B CBA3H ©
HAIAYAEM METAUIAYECKAX 3YOHBIX IPOTE30B

B obnacta 6a3anpHEIX saep, 0co6eHHO B CKOPIYIE,
CHMMETpPHYHO YeTKHe 30HE! TAIEPUHTeHCHBHOCTH B T2-
B3BENIEHHOM M300paXeHNH; YMEPEHHOE paclINpeHHe
cy6apaX HOMAANBHEIX IIPOCTPAHCTB, yMEpEeHHas aTpOd s
KOPBI MO3)KeYKa

VMepeHHOEe pacHIApeHHe GOKOBEIX JXENIYNO0YKOB g
cy6apaxHOWJAaNbHBIX NPOCTPAHCTB, CHHXEHMe
nuddepernuanan ceporo u Genoro Bemects B T1.
A300paKEeHAH



KIIMHWUKO-MPT AHAJIV3 PA3JIMYHBIX BAPUAHTOB BOJIE3HU KOHOBAJIOBA—BWILCOHA

PasBUJIMCH UCTEPUUECKME TOBEICHUECKIE HAPYIIEHM
BCTIE[l 3a BNM30J0M MCTHHHOIO I'aJUTIOIMHATOPHOIO
Opena, a NOSBMBIIMECS B JalbHEHIIeM acrazus u
JM3apTpus OBUTH PACUEHEHBI KaK JIeKapcTBEHHEIE [8].

CBoeBpeMEHHas X€aTHasi Tepalus Yalle BCero
I03BOJIAET NPENATCTBOBATH JabHEHIIEMY Pa3BUTHIO
BKB [14]. Ognako B psige ciy4aeB Ha3HAUYCHUE
NEHUIUITIAMMHA MOXET yCYryOUTH UMeEOIUecs
HEBPOJIOrMYECKUE HAPYIIEHUS UITH NPUBECTH K
BO3HMKHOBEHHIO HOBBIX. Tak, uepe3 3,5 menenu or
Hayaja Tepallid MEeHUUMITIAMUHOM Yy 37-leTHero
myxcaunbl ¢ BKB passuiica nucronudeckuit cratyc ¢
JeTanbHbIM U¢X00M [25]. Octpas reHepaM3oBanHas
JMCTOHUA H aKMHETHMKO-PUTMIHBIH CHHApPOM C
NopaKeHUEM TajlaMyca M MocTa Mosra mo MPT
BO3HUK/IM Y 3 NAIMEHTOB IOCJIE€ HA9aJBHOTO HpHeEMa
HNeHUIIWUIaMuHa B fo3e 125-—500 Mr ¢ panpHedmm
HOJIOKUTENBHBIM 3 dexkTom Ha ero ormeny [12].
B 3TOM OTHONIEHMM NIpEeNOYTHTENIbHEE HA3HAUCHUE
TPUEHTHHA UM [UHKA.

ITatonoroanaroMu4eckue  HCCIEJOBaHUS
00HapyXUBaIOT JereHepamuio U obpaszoBaHue
nonocre B 061acTH cKOpIynkl, GiefHoro mapa,
XBOCTATOrO s/Ipa, TajaMyca M HECKOIBKO pexe JIoOHOK
Kophl [21]. Cpenu Ga3anbHBIX TFaHIVIMEB Yamie
nopaxaercs ckopaymna [5]. Ilatomorus 6enoro
BEIIECTBA U KOPBI MO3ra HEXapaKTePHa U BCTPEYaeTCs
muuik B 10% ciyqaeB [4]. Hakomienue Meu B Mo3sre
KOPpEJIUPYET C BBIPaAXXEHHOCTHIO HEBPOJOTMIECKUX
nposiaeHui [11], Ho Menp oTKIa/BIBacTCs BO Beex
CTPYKTypax MO3ra B OJMHAKOBOM cTeneHH [4].

WsMenenus B rolloBHOM Mo3re, oOHapy eHHEBIE
METO[IOM HEMPOBH3YaJIM3allM¥, CONOCTABUMEI C
rucrogoruyeckuMu Haxonkamu. KT BrigBuser
naronoruio y 50% acMMNTOMHBIX HAIUEHTOB K Y 75%
¢ me4eHo4YHoM Auchyukmues. MPT — Gomee
YYBCTBUTEIBHBIM MeTO HeHpOBU3YyalU3alUU Ha
PaHHUX CTajusix 3a00ieBaHUs U, B omiudme oT KT,
NOJNHOCTBI0O KOPPEIHPYET ¢ HEBPOIOTUYECKOMR
cumotromatukoit. KT u MPT kxaptuna o6Geiuno
00paTHMBL O/ JeHCTBHEM CHENMPHIECKOR Tepanuu
(xpome kOpkoBoit arpodum) [19, 21]. B THnMUHEIX
ciyqasx Ha MPT BrusiBisercs runounteHcuBHas B T1
IeNeBU/IHAA KaiiMa Ha FpaHuIIE IOAKOPKOBOIO CEPOro
u Genoro BemecTBa HauboJsiee BBIpaXKeHHAs MO
KOHTYPY CKOpPAyOBl HJIH 3HAaYUTENbHBIE,
rUnouHTeHCUBHEIE B T1- ¥ runepuHTeHCHBHELE B T2-
1300paXKeHUIX ogard B 6a3alLHBIX TFAHIIMSAX,
Tanamyce u 3yb6uatom sape. Takue uzMeHeHUS
HaNlOMUHAIOT MOpIy TMraHTckoil mammgsl [10, 17].
KapTuHa Hepeako JONMOTHAETCS paculEpeHUEM
KENYA0IKOB, Yalle MepeJHHUX POroB GOKOBBIX
XeTyJOUKOB, a Tarke AUudPy3HOH HepebpansHoU U
MO3XeukoBOH aTpodueit [15].

CpaBHeHME MHPOPMATHBHOCTH Pa3JMYHBIX
MeTO0B ‘HuccnegoBanus (MPT, 90T, mynetu-
MO/IaNBHBIX BBHI3BAHHBIX MOTEHIUAJIOB, CIEKTPO-

.

ckonuu) 23 nanuentos ¢ BRB npoaemMoncTprpoBaio
narosioruto MPT xaprunbl y 7 U3 HUX C HEBpO-
JIOTH4eCKOM MaHU pecTalueli, I3MEHEHHE BBI3BAHHbIX
NOTEHIMAIOB Y 7 C HEBPOJOIMYECKUMM CHMITOMAMU
1y 4 — c nedeHouHbIMU cumnTomamu. D3I uzme-
HeHus ObLIM 3aperMCTPUPOBAaHBI JIMII B 3 CIyYasx.
Hau6onee uxpopmMaTUBHA IO3UTPOHHO-3MUCCUOHHAS
cekrpockonus [14]. B 86% cnyuaeB BrisBiIsercs
aubdysnoe unmu okanbHOe HapylUEeHHe 3aXBaTa
¢oronos. IIpeumyInecrsa cneKTpOCKOIUM OUECBHIHEL
U IpH CpPaBHUTENBHOM omeHKe 3¢ dexTuBHOCTH
JIeUeHUs PasIMYHbIMU IIpenaparamy [3, 13].

Jlo neyenus menuuunnamuaom KT u MPT
AEeMOHCTpUpOBanu OunaTepalbHEle U3MEHEHHUS B
obnacTu TalmaMyca u 6a3aJbHBIX TaHTIHEB,
CIIEKTPOCKONMsA — OHIaTepanbHyI0 rHnonepdysuio
B tanamyce. Ilocie nevenus KT u MPT maxoaxu
COXPaHANUCH, B TO BpeMs Kak rumomepdysus
yMenbimiack [13]. Onnako GONBIIMHCTBO aBTOPOB
YKa3bIBaIOT Ha MONOXKUTENbHYIO fuHaMuKy KT u MPT
nocye jgevenus [14, 19, 21].

Comnocrapnenue HeBponorueckux ¥ MPT faHHBIX
[IO3BOJIMJIO BBEIAENUTH TpH Bapuanta BKB [14].
Ilcesdonaprunconusm BHIABISETCS y NAOUEHTOB C
pacmupenuem III xenynouka u mposBiaseTcs
PUTHIAHOCTEIO, OpaJuKUHE3UeH, KOTHUTHBHBIMU
paccTpoiicTBaMM W Jenpeccued (TepMHH
“ICEeIONaPKUHCOHU3M” HE COBCEM TOYUEH, IPAaBHIIBHEE
6BUIO 6Bl KOHCTATHPOBATH CHHAPOM NAPKUHCOHM3MA).
Ilcesoocknepos (cunmpom Becthans—IIITprommnerns)
HMCIOT HalMEHTH ¢ (OKAIBHBIM MOpPaXeHUEM
TajlaMyca M XapaKTepH3YIOTCA aTaKcHel,
NOCTypajJibHEIM  TpEMOpPOM,  JM3apTpHeH,
MU30QPeHONOAOGHEIM COCTOSHUEM. JJucCKuUHe3us
BO3HHKAET IIPU NOPaXKEHUU CKOPIYNEl U GIeHOrOo
nrapa ¥ COYETaETCA C AU3apTpuUel U 3MdopHei.
Opnako Takoe JeneHue BechMma ycinoBHo. Ha
OCHOBaHMU aHamu3a 27 ciydaeB BKB obHapyXeHB!
koppersuuy Auctoaud ¥ MPT usmenenuit. JlucToHMA
Oputa amarsoctuposana y 10 (37%) namueHToB,
OpuyYeM y NOJOBMHBI M3 HUX oHa ObIa
reHepau30BaHHOM, Y OCTAILHBIX — CerMEeHTapHOU
4 MynbTHOKaIbHOMK. [loBpexkaenus cKOpIynmsl y
NAACHTOB ¢ JUCTOHUEN BBHIABISUIUCH 3HAUUTEIBHO
game (80%), 9eM OpH APYruX HEBPOJOTHIECKUX
npossienusx (24%) [24]. B To xe Bpems BKB B Bue
TOJBKO IMCUXHYECKUX HapylieHUM (MCcuxo3a) TaKKe
MOXeT CONPOBOXIAThCS OHIaTepalbHEIMU U3MEHE-
HIAMU B ckopitymie [13] unu gegeBunieoGpasHoM sSape
[8]. ¥ 601bHOrO ¢ rammONMHAIMAMY U (aluatbHEIMHA
AuckuHesusmu MPT npusHaku xapakTepu3oBaluCh
TUIIOMHTEHCHUBHBIM CUTHaIOM B T2- H300pakeHHH
MOJIOCATOrO Tena, 3aAHUX OTHEJOB TallaMyca U
3ybuatoro sgpa [10]. V manuenTa ¢ rumepcoMHUeEH
KT u MTP 6putu Ge3 nmatosorum [7].

ABanu3 Hammx HaOMOAEHMH M JaHHBIX APYTHX
MCCIIeIoBaTeNIEd AEMOHCTPUPYET 3HAYUTENBHYIO

D
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reteporenHocTs KB xak no HEBPONOTHUECKUM, TaK
¥ MPT mposiBneHUAM. be3yclioBHO, THIIUYHO
MHOXECTBEHHOE MOpPaXKEHUE IoJIOBHOrO0 MO3ra C
COYETAHHBIMH  IICHXO-3MOLMOHAIbHBIMM U
3KCTpaNMpaMUIHBIME HapymieHusiMu. [lupamuiabie
CHMIITOMBI BCTPEYAIOTCS TAKKe 4acTo, HO HUKOT/la He
MPOSBIIAIOTCS CAMOCTOSTENEHO. B To e Bpemst BKB
MOXKeT JOJITKE TOMBI MPOTEKATh ATUITHIHO, HallpUMe]
TONBKO B BHJAE TPeMOpa HIH JMCTOHUH (Jaxe
(oxanpHOIT), N30 PEHONOLOOHOr0 CHHAPOMA U
MCTEPHUUECKOTO HEBPO3a, THICPCOMHHM, HEMPOIATHI
3PUTEILHOTO HEPBA, YTO 3HAYUTENBHO OCIIOKHSAET ee
JMAarHOCTHKY.

OnuienTHIecKde IPUNIaIKi, ONUCHBAEMbIE PaHEE
Kak THNMYHBIe mposBiaeHuss bKB, Hu B Bamux
HaOIIONEHUAX, HH IO JaHHBIM JPYTdX aBTOPOB
IOCIIETHHX JIET, HE BCTPEYAIMCh.

MHOXeCTBEHHBIE HEBPOJIOTHYECKHE [POSBICHUSA
KOppeJIUpylT ¢ XapakrepHoi MPT kapruHod —
TUIIOUHTEHCHBHEIE B T1- U runepyHTEHCHBHEIE B T2-
H300paXxeHHIX Ouaru B 0a3aJbHBIX TaHTIHIX,
TallaMyce i 3y09aToM siipe B BHjle MOP/IbI THTaHTCKOM
NaHJbl, pacIIKpPeHHE XeaymaodkoB, ndddysHas
nepebpanbHas M MO3XKeukoBas aTpodus.
Omnpenenennas B3aUMOCBSI3b IPOCTIEXKUBACTCSA H IIPH
OTHOCHTENFHO MOHOCHMIITOMHBIX HEBPOJIOTHYECKUX
npossienuax BKB: npu akuHeTHKO-pUTUAHOM
CHHAPOME — OTCYTCTBHE HW3MEHEHHH WIH
HE3HAYMTEIBHOE pacIIMpeHHe dXKETyI0UKOB, IpU
JMCTOHMM — OuIaTepalibHOE MOpPaXeHUE CKOPIYIIEL,
OpY UHTCHIMOHHOM TpPEMOpE M JUCMETPHH —
aTpo(uYecKUe WIK 09aroBble H3MEHEHUA B MOBKEUKE:
MPT napymieHus!, Kak ¥ KIMHHYECKHE CHMITOMBI,
KYNUPYIOTCs. XeNIaTHOH Tepamuei. Takum oOpazom,
HapsLy ¢ OOIENPUHATHIMH METOAAMH TAATHOCTHKH
BKB (k1margeckuit, MccaeqoBaHue coaepKalisa MeIn
u ITI1 B Guomoruueckux cpenax, konpuo K—®), MPT
TOJIOBHOT'O MO3ra MMeEeT BaXXHOE JTUarHOCTHYECKOoe
3HaYEeHHE.

Hymaetcs, 4to HeBposjorddeckue . MPT
H3MCHEHUS CBA3aHBI HE TOJIBKO C HEMOCPEACTBEHHBIM
HaKOIJICHHEM MEIM B OTJENIBHBIX 00IacTsX FOJIOBHOTO
MO3ra, HO U C HAPYILIEHUEM YJaCTHA METH BO MHOTHX
MeTaboIMYeCKUX Ipoleccax. Meab — KOMIOHEHT
IUTOXPoM-C-OKCHIa3bl — BaXXHOM COCTAaBIAIONICH
KIIETOYHOro JAbIxaHUsA; Meapr — Kkodaktop Cu/Zn-
CYHEPOKCH/I-JUCMYTa3bl, KOTOpasi MIpaeT KIII0YEBYIO
POJIEL B KIETOYHOM OTBETEe Ha OKCHAAHTHBIA CTpecc;
OHa BXO/IUT B COCTaB JONAMHH-0eTa-THIPOKCHIA3Hl —
3HAYMMOro (epMeHTa B OOMeHe KaTeXOJIaMHHOB.
BeposTHo, B 3THX mpoleccax KpOeTcs MpUYHHA
OPEANOYTUTENHHOTO NOPaXEHUS Oa3anbHEBIX SOep U
arpouuecKuX U3MEHEHUH KOPHI ¢ BOSHHKHOBEHUEM
SKCTPaNHpPaMUAHBIX M MCHXO-3MOIKOHAIBbHEIX
nposieaeHuy npu bBKB. B 1o e Bpems HapylieHHs
MeTabommi3Ma MeTH ABILIIOTCS HIPMYHHON HE TOJIBKO
I'JIJ], Ho u Gone3nu Aunsireitmepa u Menkeca.
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IlpoBeieHHOE HAMHU HCCIeJOBanue U 0630p
AUTEPAaTyphl MOKAa3biBAKT, 4TO HECMOTpPs Ha
pazHooOpasue HEBPOJIOrHYECKHX M APYrUx
npospiaenuii BKB, coBpeMeHHBIA KIHMHUYECKHH
aHanu3 u conocrapienue ¢ MPT u nabopatopHeIMH
JAHHBIMM MO3BOJISIOT CBOEBPEMEHHO IUATHOCTH-
poBaTh 3TO pejkoe 3abojleBaHUE U Ha3HAYATh
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