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Difficulties in the diagnosis of Konovalova-Wilson
disease

IDRISSOVA S, SHAIMARDANOVA G, ABDRAIMOVA S, KUZEMBAYEVA K, TULEYEVA A.
National Scientific Medical Research Center, Astana, Kazakhstan

This article is a clinical report about supervision of 2 patients with Konovalov-Wilson’s disease,
Hepatolenticular degeneration. The disease started when they were young; in one of the cases patient was
diagnosed incorrectly as Myasthenia and was observed for quite a long time. In both cases there was no evidence
of positive family history. Both patients have a diverse severe damage of the liver. In one of the cases cirrhosis
led to severe coagulopathy with marked decrease in coagulation factors, platelets and increased bleeding time.
of the hemostasis system with decreasing the level of platelets, lengthening of indicators of coagulogram was
diagnosed. Both patients have a severe damage of nervous system with combination of extrapyramidal and
cerebellar signs. Cognitive function was affected as well creating diverse presentation of symptoms.

Key words: Hepatolenticular degeneration, extrapyramidal syndrome, Wilson’s disease, copper,
ceruloplasmin.
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KOHOBAJIOB-BHJIbCOH AYPYBIHbBIH JUATHO3bIH AHBIKTAY KUbIH/IBIKTAPBI

Wpnpucosa C.I11., [laiimapranosa F. M., A6npanmosa C.O. Kysembaesa K.O, Tyneesa A.H.
«¥NTTBIK FRUIBIMU MEULMHATBIK OpTaiblk» AK, Acrana, Kazakcran

By xabapnama renato-JIeHTUKYIAPIIBI AereHeparusicbiMe KoHoBaoB-Buiibco aypysi 6ap 2 HayKaCTBIH KIWHUKAJIBIK XKaFaaiibl OepiireH. AypyabiH
Gacranysl Jxac marbiHIa 6osFan. bip skarna #iaa HayKac Kem yakbIT OolibiHa MuacTeHust ruarHo3bIMer emenred. Exi skaraaiina na saHysIblK aHaMHe3-
JIe TYKBIM Kyauiay aHbIKTaaMa bl Ekeyinzie e op TypiIi aybIpibIK sKaFaaiifarsl 6aybIp 3aKbIMaany sl Oaiikanapl. bipinage TpoMOoLUTTEpAiH TOMEHICYIMEH
TeMOCTa3/IbIH Oy3bUIBICBIMEH Oipre xypreH 6aybip Luppo3b! 6ospl. Exi HayKacTa fa SKCTpanupaMuAaIIbIK, MAIIBIKTHIK, ICHXUKAJIBIK CHMITOMATHKACHI
6ap monuMopdTHI KITMHUKAIBIK KOPIHICi 6ap JKyiike KyHeCiHiH aybIp 3aKbIMIaybl OPbIH aJIFaH.

MaHBbI3/1bI CO3/IEP: TeraTo-ICHTHKYIAPIIb ACTeHePALIMs, IKCTPATHPAMHUIAIIBIK CHHAPOM, IMarHOCTHKA, LePyI0ILIa3MUH.

TPYJHOCTHU JUATHOCTHUKH BOJIE3HU KOHOBAJIOBA-BUJIBCOHA

Wnpucosa C.111., Haiimapaanosa I'. M., A6apanmosa C.O. Kysembaea K.Y, Tyneesa A.1.
AO «HanonanbHbli HayuHbIH MEMIIMHCKUI LIeHTp», AcraHa, Kazaxcran

IlaHHOe COO6IJ.IGHI/I€ SABIIACTCA KIIMHUYCCKHUM OTYETOM O Ha6J'IIOZ[eHI/II/I JABYX NMalTUEHTOB C JUAIr'HO30M Bonesnp KOHOBaHOBa-BI/IHI)COHa, TrenarTo-JICHTH-
KYyJsIpHas ACTCHEpaAus. Hauaso 3aboneBanus B MOJIOAOM BO3pPAaCTE, B OTHOM U3 CIIYyIACB MAIMUEHT IIPOJOIKUTEIIBHOE BPEMS HH6J'IIOZ[3.HC$( C OIMOOYHBIM
JAUarao3omM Muacrtenust. B o6oux ClIydasiX HE IPOCIICIKUBACTCA HaCHe[ICTBCHHLIfI XapakKTEep IIaTOJIOTUU B ceMmeitHoM anamuese. Y 00oux MMaIECHTOB
HUMEET MECTO ITOPAKECHUE TICYEHU paannq}{oﬁ CTCIICHU TSDKECTHU, B OATHOM CIIydac — HUPPO3 MEYCHU C HAPYIMICHHUEM B CUCTEME I'€éMOCTa3a CO CHUIKCHUEM
KOJITM4YCCTBa TpOM6OLII/ITOB, YUIMHEHUEM ToKasaresnei CBEPThIBAHUS KPOBH. V oboux TIAIMUEHTOB HUMEECTCS TAKEIIOC IMOPAKCHUE HepBHOﬁ CHUCTEMEI C
KOM61/IHH.LIPI€I7I SKCTpamupaMUuIHBIX, MO3KEYKOBBIX U ICUXUYECCKUX CUMIITOMOB, CO3JAaIOIINX HOJ'II/IMOp(bHyIO KIIMHUYECKYIO KapTUHY.

KuioueBble cJioBa: reHaTO-JIeHTI/IKyHHpHaﬂ JAereHepanys, 3KCTpaHI/IpaMPIZ[HI)Iﬁ CHUHAPOM, NTNAarHOCTHUKA, MEb, LEPYIOIITIa3MHUH.

BBEOEHUE

lemarouepebpanbras pereHepamus ('), Oo-
ne3ub KonopanoBa-Buibscona (BKB) - Tskenoe 3a60-
neBaHne, 0OyCIOBICHHOE TEHETHICCKH TETCPMUHHUPO-
BaHHBIM HapylicHueM oOMeHa meau. OTBETCTBEHHBIN
red ATP7B (mepenaercs mo OTHOBCKOM NTMHUH) KOH-
TPOJIUPYET PEPMEHT, OCYIIECTBISIOMMUI KOHBIOTAIUIO
MEIH C HEepyJIOIIa3MIHHOM U NalbHEHIIee ee BhIAee-
Hue B xexub [1]. [Ipu BKB cBoOognas mMensr He 3mu-
MHHHUPYETCS, a OTKJIAIbIBasICh B Pa3IMYHBIX OpTraHax
00yciioBIMBaeT MHOTOOOpasue cuMnTomMoB. HeBpolio-
TUYECKHE MPOSIBICHUS OOJIE3HH OINpeessioTcs] HaKo-
IJICHHEM MEIH B CTPYKTYpaX TOJOBHOTO MO3ra W Ha-
pynieHHeM (QYHKIUHU TEYCHHU. Beaymmumu B KIWHHUKE

SIBIITFOTCSI PA3IMYHBIC SKCTpAMpPaMUAIHBIC pPacCTPOWA-
CTBa, MO3KCUKOBBIE W IICHXHUECKHE HapyIieHus. B
UTOTE U3 UX COUYCTAHMS BO3HUKACT CIOKHASA CHUM(OHUSA
CUMIITOMOB, JUAarHOCTHUKA MPEACTABISIET 3HAUYUTEIb-
Hbl€ TPYAHOCTH, OMOPHBIMHU MOMEHTaMH SIBISIOTCS
B OCHOBHOM pe3yJbTaThl J1a0OPaTOPHBIX HCCICIO-
BaHUN u Hanuuume kosubna Kaiizepa-®nemnepa. Co-
TIaCHO JUTEPATypPHBIM JaHHBIM, HET CHMIITOMOB,
CHenuPUIHBIX AJA 3TOTO 3a00NeBaHUSA, HET THUIIHY-
HOM KIMHUYECKOW KApTHUHBI, 9TO SBIACTCS MPUUH-
HOHW 3amo31ajaoil NUMarHoCcTHKHW 3Tou maronoruu. M.K.
Bonomun-I'anoHoB B cBoed cTaThe LHUTUPYET CIOBa
J. Walshe: «HeT aByX OZWMHAKOBBEIX MAIMCHTOB, JTaXKe
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€CJIM OHU KPOBHBIC POJCTBEHHUKHU U HET TAKOW BEIIH,
KaK TUMMYHAS KIHHUKa 0one3Hu BunbcoHay [2].

3aboneBaHue BO3HUKAeT ¢ dacTtoToil 1-3:100000
HaCeNeHHsA, MOKET MPOSBUTHCS B OONBIIOM BO3PACT-
HOM JHana3oHe, oT 5 10 50 u Gonee geT. Y MONOABIX,
B Bo3pacte a0 20 yer- 00Je3Hb Yalle HAuMHAETCS C
CHUMITOMOB TOPaXCHUS TEYCHH, HCXOJOM  MOXKET
OBITH IIUPPO3 MMEUCHU. Peke mopakaroTcss MOYKH, MO~
KeyIodHas Kejaesa, cepame. B mocinexyroomeM npu-
COCIMHSIIOTCS HEBPOJIOTHUYECKHUE CHUMIITOMEBI. B 0oT-
CYTCTBUC JICUCHUMA JeTajlbHBIN HCXO0 HAaCcTymacT B
TEeUeHHe HeCKONbKUX JieT [3].

B Bo3pacte Oonee 20 neT neOOT remato-JIeHTH-
KyISIpHOW JETrcHEepaluy 4Yalie ¢ pa3BUTHUS HEBPOIO-
THYECKUX PACCTPOUCTB: TPEMOp, AUCTOHHS, XOpes,
aTaKCHs, aKUHE3Ms, AU3APTPHUSA U IPOTEKACT MEIICH-
Hee; B 50% BO3HHMKaeT TpeMop, CO BPEMEHEM TH-
MEepKUHE3 CTAaHOBUTCS OoJiee pacHpoOCTPaHEHHBIM
U TpyOBIM, HATIOMHHAS «MOPXAOIIUE KPBUIbs». Js
O0onpmIMHCTBA (OPM XapaKTEPHO PA3BUTUE PUTHUIHO-
CTH MBI, KOTOpas MOXET OBITh B YHCIE MEPBHIX
CHUMIITOMOB, W B CJydae BOBJCUEHHS HOT BBIHYXK-
aaceT 6OJ'II)HI)IX XOOUTh Ha HOCKax. Pano MCHJCTCA,
OGCI[HHSICI), MHMHKaA, B MOCICAYHOINECM IMOABIAIOTCA

rpUMachl HaCHWJIBCTBEHHOTO IuTadya uiu cmexa. Ilou-
TH OOJMTaTHBIM CHMIITOMOM SIBJISETCS HapylICHHE
pedm, IMeeT MecTo cBoeoOpa3Has popMa MOTOPHOM
adaszun-noakopkoBas [2,4], mpu KOTOPOH MOTOPHBIH
peueBoil neHTp bpoka He ABAsIETCS BEAYLIUM.

Y 10-20% OGoybHBIX B KaueCTBE HEPBBIX CUMIITO-
MOB BO3HHKAIOT ICUXUYECKHE HAPYIICHHUS.

CymecTByeT HECKOJIbKO KiacCH(pHUKAIMil, OCHO-
BaHHBIX Ha KIMHUYeCcKuX npossienusx L.

H.B. KonoBanoB Breigenset 5 popm 3aboneBaHUSA:
PUTUIHO-aPUTMOTUTIEPKUHETHIECKYIO (panHO10),
JIpoXKaTeabHYI0 (MO3IHION), NPOKATEIbHO-PUTHAHYIO,
IKCTpanUpaMuIHO-KOPKOBYIO M a0JJTOMUHAIBHYIO.

[To naHHBIM MOJICKYJISPHO-TEHETHUYECKUX HCCIIe-
JIOBAHUH HEKOTOPbIE aBTOPHI BBIAEISIOT 3 I'€HETHYE-
ckux tumna ['I[Jl: ciraBIHCKUN — ¢ MO3AHUM aAe0OTOM
HEBPOJOTHYECKUX CUMITOMOB B 20-351€T m MUHH-
MaJIbHBIM BOBJICYHCHHUCM IICUCHU, 3ana}1H1>1171 THUII - JC-
6totupyer B 10-16 sier mopaxkeHueM medeHu c Oolee
MO3IHUMH HEBPOJIOTHYECCKUMHU TPOSBICHUSIMH, BCTpe-
gaercsa B EBpome, Cpenneit Asum n Kutae; arunude-
CKUH - 0€3 KIMHUYECKUX MPOSBICHUH, C M30JIUPOBAH-
HBIM CHWI)KEHHEM YPOBHS IepyliomiadmuHa [5,6].

OMUCAHUE KITMHUYECKUX CITYHAEB

1. Manuent 3., 1993 r.p. (21 ron), xxutenp
Boctouno - Kazaxcranckoil o0macTd HOCTYHHII
23.04.2014 r. B 11aHOBOM MOPSAKE B CONMPOBONKIACHUU
MaTepu C )KaJo0aMH Ha BBIPAXKCHHBIC HACUIbCTBCHHBIC
JBHMIKEHHS IO THUIYy Pa3MallMCTOTO JPOKAHUS B KOHEU-
HOCTAX, JeNaloliue HEBO3MOXHBIM CaMOOOCIyKHBa-
HHUe.

W3 anaMmHe3a: mepBble CUMITOMBI B BUJIE TPEMO-
pa npaBoi PyKHU MOSABUIUCH B Bo3pacTe 17 neT, B cko-
pOM BpEMEHH HPUCOCAMHUINCH TPEMOpP JIEBOH PYKH
U jajee - HOT. BBIpak€HHOCTH OPOXKAHUS HEYKIOHHO
HapacTaja, COYeTasiCh C XOpe0-aTeTOUAHBIM I'HIIEPKH-
HE30M, JOCTUTHYB CTCIECHHU «MOPXAIOMHUX KPBIIBEBY,
NpUBeJd MNallMeHTa K COCTOSHUIO MHBAJIMAHOCTH C
HEOOXOJIMMOCTBIO YXOJa- caMOOOCIyKHBaHUE 3HAYM-
TEJIBHO 3aTPYIHEHO, HYXJAaeTCs B MOCTOPOHHEH IO-
MOIMM TIPHW TpHUeMe MHINH, oxeBaHuu. OOciemoBaHue
MIPOBEJIEHO B CTAllMOHAPE [0 MECTY KUTENIbCTBA, OJHA-
KO PEKOMEHJOBAHHOE JICUeHHE OBIJIO CaMOCTOATEIBHO
MpEeKpalleHo, JICUUINCh Y [eTUTeNeH.

OOBEKTHBHO: NPABUIBLHOTO TENOCIOKEHHS, YIOB-
JIETBOPUTEIBHOTO MUTAHUS, KOXKA, CKJIEPHI OOBIYHOTO
nBeTa. Yrpemas CHIIIb Ha Juie, rpyaHoi kierke. Co
CTOPOHBI JIETKUX U cepAna 0e3 MaToJOT UM, JKUBOT M-
Kuii, 6€300JIC3HCHHBIN; TIEYCHb BRICTYIAET Ha | majen

W3- 10/ Kpasi pedepHoil 1yru, cene3eHKa najablIupyeT-
cs1. B HeBposlornyeckoM craryce MBIIIEYHAasl THIIOTO-
HUS, TPEMOD SI3bIKA, PA3MAIIUCTHIN TPEMOP B PyKax Mo
TUIlYy aCTEpPUKCHUCA, TPEMOP B HOrax. YMEpPEHHOU cTe-
MEHU CHUXCHUE B MHTEJIEKTYallbHO-MHECTHUYECKOH
chepe.

JlaHHBIE JIONOJIHUTEIBHOTO MCCIEA0BaHUS HPHU
MOCTYIJICHHUH:

B ananmzax KpoBM yMEpeHHOE IOBBIINICHUE yPOB-
HS TEMOTVIOOWHA B APUTPOUHUTOB -Dputp-5,91x1012/71,
Hb 150 r/n, cogepxaHnue TPOMOOIKUTOB B HOPME, MTOBBI-
HICHUE YPOBHS HpsIMOTO OWiIMpyOuHa - 7,2 MKMOJIB/J,
CHMKeHHE ypoBHs nepynoriazmuna (0,081 r/im). Ypo-
BeHb ATAT u AcAT, MHO (1,17), AUTB (37,4 cex)-B
HOpPME.

KT opranoB OpIOmHONW TOJOCTH BBIIBHUIO HEKO-
TOpoe yBeluueHue neueHu B pasmepax (195x108x170
MM), JEHCUTOMETPUYCCKMI MOKa3aTelb MNapeHXUMBI
+42+53H, BHYTpUIEUYEHOYHbIE M BHEIECUCHOUHbIE
NMPOTOKM He pacmupensl. llIupnHa mopTaabHON BEHBI
17MM, cenezeHouHoi BeHbl 10mMm. Cene3eHka OOBIYHOM
hopmsl, yBemmaeHHBIX pasMepoB (120x60x115mm), KOHTY-
pBl ueTkue, poBHble. CTPYKTypa OIHOPOJHAs, IUIOTHOCTh
+30+38H. 3akirouenue: KT-kapruna nuddy3HbIx n3meHe-
HUH TIeYeHH, CIUICHOMeranuu. Jlunaranusi noprajibHOH U
CeJIe36HOYHOH BEH.

Pucynox 1. ['icronoruueckoe ucciieloBaHue EUCHU
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A. T'ucromoruueckoe HcCClIeJOBaHUE: NMPU CBETO-
ONTHYECKOM HCCIIEeI0BAHUM U3MEHEHUS B IEUEHU MpeI-
CTaBJIEHBl YMEPEHHBIM aHU30HYKJICO30M, HATUYUEM Ha
nepudepun A0JeK KIECTOYHBIX SJIEp C pa3HBIM COJEp-
JKaHWEM TJIMKOTeHa, YMEPEHHOU )KHUPOBOH MHPUIBTpa-
[HMeH renaTonuToB. B MOpTaNbHBIX TpakTax oTMeEYaeT-
Cs pa3HOH CcTeneHM Mpodudepanusi MEIKUX KEIUHBIX
MPOTOKOB, MOSIBJISAIOTCS Oo0Jiee MIIM MEHEe BhIpaKEHHAs
nuMmdorazMonuTapaas uHGuiIbTpanus u ¢udpos. b.
IIpu rucToXuMHYECKOM HCCIELOBAHUU HA MEAb C UC-
MOJb30BAHUEM PAJOHUHA MEJIb B BHUJE I'paHyJ] B rema-
TOLUTAX ONpEeNIsIeTCsl KPAaCHO — OPAHKEBOrO L[BETA.

I[Ipu MPT —uccinenoBaHuu rojJoBHOTO MO3Ta BEI-
SIBJIICHBI CHMMETPUYHBIC OMJIaTepalibHBIC 30HBI NATOJIO-
TUYECKOTO IOBBIIICHUS WHTEHCUBHOCTH MP-curnana
Ha T2 u FLAIR-n3o0paxeHusx, JI0KaJn30BaHHbIC
B BEPXHHX HOXKaX MO3KEUKa, 3pHUTENIBbHBIX Oyrpax,
TUIIOTaJIaMycaxX, IOJKOPKOBBIX s/ipax M B IepHaKBe-
JykTanbHOM peruoHe. JKemynodku Mmosra pacuiupe-
HBI, OOKOBBIE—CHUMMETPHYHBI, HE JHCIOLHUPOBAHBEIL.
BazanbHble IUCTEPHBI, KOHBEKCUTAIbHBIC JMKBOPHEIE
MPOCTPAHCTB B MOJyIMIApHUIX MO3ra, 00po3asl U cyda-
paxXHOUAAIBHOE HPOCTPAHCTBO B MHONYIIAPUSAX MO3-
JKEUKa pacIIUpeHbl C MpU3HaKaMH aTpo(Huu MO3XKeuKa.

Koncynpranus odraxpmoinora: koneia Kaiizepa-
Onelmnepa.

KoncynpTanuss ractposHTeposora: bone3Hs
Bunscona - KonoBanosa. Ha ocHoBaHuMM aHaMHe-
CTHYECKHUX JaHHBIX, KIMHUKH, PE3yJbTaTOB abopa-
TOPHOTO, HHCTPYMEHTAIbHOTO U TUCTOJIOTHUUYECKO-
ro MccieoBaHus ObLI BBICTABICH nuarno3 bonesns
KonoBanoBa - Bunbcona, napoxarenbHas ¢opma.
T'unepkunetTuueckuit cuHapom. M3mMeHeHUs B KOTHH-
THBHOH cdepe. [IpoBeaena HeHpONPOTEKTUBHAS Tepa-
nus. [lanueHTy pekoMeHJ0BaHa MOCTOsSHHAs Tepamnus
KYNPEHWJIOM, Ternaro-u HeHpONpOTEKTHUBHAS Teparus,
CHMIITOMAaTHYECKasl Tepanus JUIsl YMEHBIICHUS TPEMO-
pa.

2. Manment B., 1990r.p., (24roma), xurenb AKk-
MOJIMHCKOW 00JacTH, MOCTYHNWJI B IUIAHOBOM MOpSIIKE

21.05.2014r. ¢ xxanobaMu Ha HapyIICHUE PCUH, 3aTPYI-
HCHUC TJIOTAHUS MHINH, HEBO3MOXHOCTh XOIBOBI, Ha-
CHJIbCTBCHHBIC JBI)KCHUSI B KOHCUHOCTAX. M3 aHamHe-
3a: YXyAIIEHHE COCTOSHHS, CO CIOB POJACTBEHHHUKOB, C
3UMBI —siHBapb-QeBpanb 2013 rona, B Bujxe 3arpyaHe-
HUS XOJbOBI, TOCTCIICHHO Hayaj XOJUTh Ha HOCKAX,
W3MEHHUJICS TOJIOC, TPUOOPETS HOCOBOM OTTEHOK,
MOSBUJINCH TOMEPXUBAHUE, AU3APTPHUS, HACHIHCTBCH-
HBIC JBUXKCHHS B pyKaX, OONbBINEC MpaBOi, B HOrax U
MBIIIIT[aX CIIHHBI ¢ BRITHOAHUEM Ha «MOCTUKY, U3MCHEHHS B
SMOIIMOHAIEHO-BOJICBOH c(epe: y paHee ypaBHOBEUIEHHO-
TO MOJIOJIOTO YeJIOBeKa U3 OJIaronoiyqHoi ceMbH, ITpomIe/-
IIETO CIIY’KO0y B apMUH, MOSIBIIIUCH HETATUBU3M, SITHU30/IbI
arpeccu, MCUXOTHYECKHE dIHM30/bl C YXOAaMH U3 JIOMY H
amMHe3nel coObITHii 3TOro neproga. Ha mpensyiyniux sra-
rax-aMOyJIaTOPHOM, CTaI[IOHAPHOM-TIPOBOANIIOCH JICYCHHUE
¢ namarHo3oM «MwuacteHus». COCTOSIHHE IPOTPECCHBHO
yXyamanoch, K ¢epanro 2014r xomp0a m3-3a pa3BUTHSA
KOHTPAKTyp B TOJICHOCTOITHBIX CycTaBax CTaja BO3MOXKHA
JIMIIb Ha KOJICHSIX, HApYIIMJIAaCh Pedb, epecTail TOBOPHTH,
cTay 00MIAThCs JHIIL MUCBMEHHO U JkecTamiu. [Ipomomkan
MPUHUMATh HAa3HAYCHHBIA paHEe KAJIUMHH, OTMEYas €ro
HeappexruBHOCTh. [Ipn ocmotpe: siBineHust Oypcuta 000-
MX KOJIGHHBIX CYCTaBOB, OOJIBIIIC CIIPaBa CO 3HAYUTEILHBIM
KOJIMYECTBOM BBINOTA M3-32 TPABMATU3aIMHU TIPH X0Ab0E Ha
kosneHsx. Jlerkue, cepaie 0e3 0COOCHHOCTEH, KHUBOT 0e3-
0O0JIC3HEHHBIH, TIEYEHb BBICTYIACT U3-110f Kpasi peOepHOM
IyrH. 3ajepkka cryna. B nHeBponorndeckom craryce: [py-
OBl 1ceBIO0YNEOApPHBIN CHHAPOM: aHApTpus, rpydoe mo-
MIEPXUBAHUE, TTIOTOUHBIC PeICKChI BHICOKUE, KIIOHUYHEBIC,
pedIiekcsl  OpalbHOTO aBTOMAaTW3Ma. HacWIIbCTBCHHBINH
cMeX. JIMCTOHWYECKHE SIBJIICHUS B TPABOW pyKe M aKCH-
aIBHON MYCKYJIaType TYJIOBHUINA, TUCTOHHUS M TMIICPTOHYC
B HOrax ¢ ()OPMHPOBAHMEM KOHTPAKTYPhl 0OOMX TOJICHO-
CTOITHBIX CYCTAaBOB M CTOI. BBIpa)KCHHBIC W3MCHCHHUS B
KOTHUTHBHOU cdepe, JOCTHralolue CTEeNeHH JEMEHTHO-
CTH, CIIO)KHBIC HapyIICHHs pedr. DMOIMOHAIbHAs JTaOWITb-
HOCTb, (POH HACTPOCHUS MTPEUMYIIICCTBEHHO TUTICPTHMHBIH,
MIEPUOIMUCCKAC HEMOTUBUPOBAHHBIC BCIBIIIKH arpeCCHH,
HETaTHBH3M.

Pucynok 2. [lucronnyeckue ¢peHoMeHbl y nauuenta B. A- nuctonus cronsl. b- TopcronHas nuctonus
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JlaHHBIE JOTOJHHUTENBHOI'O HCciegoBaHus: B
aHaJu3axXx KpoBU OOHapyXHBaeTCs yMEpPEHHOE CHH-
KeHHe KoiandecTBa TpoMbonuToB (167x109/1) u ane-
OymuHa - 30r/11, CHUKEHUE YPOBHS LEPYIONIa3MHHa
(0,127 r/m), ynnuaenue AYTB 52 cex (mopma 29-37
cex) 1 MHO -1,57; ypoBens Ounupybuna, AnAT u
AcAT-B HOpME.

Odranbmockonus BbisBHIA KoJibia Kaiizepa-
Oneiimnaepa. Heltposusyanuzanus (MPT romosuoro
MO3ra) BBISIBUIIA OOMIMPHBIE CUMMETPUUYHBIE 30HBI
MMaTONOTUYECKOro m3mMeHeHuss MP-curnana, noka-
JNU30BaHHBIE B 00JIACTH MOAKOPKOBBEIX sijep 00emx
CTOpPOH, B 00JacTH MPOJOJITOBAaTOro MoO3Ta, Bapo-
JMeBa MOCTa, HOXEK MOCTa 3pHTEJbHBIX OYTpOB.
VYka3zaHHbIE 30HBI THUNEPUHTEHCUBHBI Ha T2BU,
FLAIR-u3o06paxennsx. bokoBbIe XKemyZo4KkHd MO3Ta
YMEPEHHO pPacIIMpPEHbl, CHAMMETPUUYHBI, HE JUCIOLH-
poBansbl. [upuna III xenynouka-8,1mm. OT™MeuaeTcs
yMEpEeHHOE CHJIbBUEBBIX Ienell, 0a3anbHBIX HHUCTEPH,
KOHBEKCUTAJIBHBIX JIMKBOPHBIX, Cy0apaxHOMIaJIbHOTO
IpPOCTPAHCTBA B MOJyMIapUSIX MO3Tra

KT OpromHO# mONIOCTH: TeYeHb YyBEIHWYCH-
HBIX pa3MmepoB (246x100x150 wMM), IIOTHOCTH
+53+62H, Cene3enka oObI4HON (GOPMBI, yBEIHUICHA

OBCYXOEHUE

Benymumn B JauarHocTuke SBISIOTCA Jabopa-
TOpHBIC JNaHHBIE - CHI)KEHHE yPOBHS IepyTOIIIa3MH-
Ha <0,2 r/n (npu 3ToM npumepHo y 10% OGOJNBHBIX C
renaro-JeHTUKYIApHON JereHepanueil ypoBeHb Iie-
pyJioIUIa3MHHA OCTaeTcsi B HOpPME), CHUIJKEHHE CO-
IepXaHus Meau B KpoBU -B HopMme 0,70-1,45 mr/m,
yBEIUYEHUE IKCKPEUUH MEIH C MOYOH -HOpMa HeE
> 50 Mkr/cyT, [2] a Takxke HadWu4YWe POTOBHYHOTO
xonbna Kalzepa-®nelimHepa BCIeACTBHE OTIOKE-
HUS MEJIU B I€CIIeMETOBOW MeMOpaHe BHYTPEHHETO
CJIOSl POTOBHUIIBI, OOHapyxuBaeTrcs B 95% cayuasx
MIPU HEBPOJOTUYECKUX MPOSBICHUSAX IeaTO-JICHTHKY-
JSIPHOMN JIereHepalnH.

B coMHHTEenBHBIX ciydasx mpuberaioT Kk Owor-
CHM TEYCHH WIH PaJUOU30TONHOMY HCCIEIOBAHHUIO.
KT ronoBHoro mo3ra BeisiBisier 1updysnyro arpoduro
ronoBHoro mo3ra, MPT - yBennyeHue HHTEHCUBHOCTH
curHana B T2 pexume ot 0a3aIbHBIX SAEp, TATIaMYCOB,
CTBOJIa U 0EJIOTO BEUIEeCTBA MOJYIApUNd.

IIpu cBOEBpEeMEHHON NUAarHOCTHUKE T'eNaTo-IeHTH-
KyJsipHasi JereHepamnus yCIemHO MoJAaeTcs Tepalui,
Yero Helb3s CKa3aTh O OOJNBIIMHCTBE HACIEICTBEHHBIX
3aboneBanuid. [7]. [To maunueiM Costa da M. et al. ox
BIUsSHUEM JI-meHMnmIIaMuHa HaOIIomaeTcss perpecc
uzmenenuit npu MPT ronosHoro mo3ra [8].

[IporHo3 ompenenseTcs CpOKOM Hadaja TEpaIuH.
Ecnu nedenne Ha4aTo A0 MOSBICHUS HEBPOJIOTHYIECKHUX

BbIBOAbI

Cpenu GONBIIOTO0 KOJMYECTBA CIOXHBIX MATOJO-
Ui Ba)KHa CBOEBPEMEHHasl JMArHOCTHKA KypaOesb-
HBIX 3aboseBanuii. HeoOxomuma wuHDOpMHUpOBAH-
HOCTh M HAaCTOPOXXEHHOCTh Bpadeil B OTHOIICHUH
atoro 3aboneBanus. [Ipu odeHp GonbIIoM cBOoEOOpa-
3UM KJIMHUKH Y KaXJI0TO U3 HAIIKMX MalMeHTOB BEeay-
IUMH CUMIITOMaMHU y 000MX SBISIOTCS dKCTpanupa-
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(130x62x150mMm), maotHocTh +40+45H. 3axmroue-
Hue: KT-kapTuHa renaTo-crjieHOMErajanu.

OcMOTpeH TacTpO’HTEPOJIOroM. 3aki: Oo0ie3Hb
Bunscona-KonosanoBa, nuppo3 meueHu, Kjacc «A»
no Yainea-Ilero. I'unepcrnennsm. Bropuunas koary-
JOTATHS.

I[To CcOBOKYNMHOCTHM aHaMHe3a, pPe3yJIbTaTOB
KJIMHUYECKOTO M MapakJIMHHYEcKoro, obcieno-
BaHUA BBICTABJICH JOHWArHoO3: bone3snr Konosamosa-
Bunbscona, skcTpanupaMugHo-KopKoBas ¢opma. Ada-
THYeCcKHue HapymeHus. [IceBnoOynp0apHBIl CHHAPOM.
I'enepanu3oBaHHBIN THCTOHHYECKHH CHHAPOM ¢ (op-
MHPOBAaHHEM TPYOBIX KOHTPAKTyp B T'OJEHOCTOIMHBIX
cycTaBax W cromnax. J[McyHKUMS Ta30BbIX OpPraHoB.
V3meHeHUsI B KOTHUTUBHON cepe ¢ ICUXOTHIECKUMHU
3MHU30/1aMH.

Ocnoxuenne: Luppo3 medeHu, kimacc «A» 10
Yalinpa-IIsto. I'mnepcnnenusm. Bropuunas koaryno-
TaTus.

HeliponporekTuBHas Tepanus ¢ NPUMEHEHUEM
KJIOHa3ernaMa B Jlo3e 1 Mr/cyT yMEeHbIINIIa AUCTOHUYE-
CKHE TposiBIeHHs. [lallMeHT BBIMUCAH C PEKOMEHAIH-
eil JIMTENbHOTO JEUYCHUS KyNPEHUIIOM C KOPpeKIueH
JI03BI IIpernapara, yYuThIBas IOpaKeHNE TIEUCHH.

CHMIITOMOB, TO MOCJEIHHE HE BO3HUKAIOT, a MPOJOI-
JKUTEIBHOCTh JKM3HU He yMeHblnaeTcs. Jleuenue, Ha-
4aTOE MMOCJIe MOSIBICHHSI HEBPOJIOTUYECKUX CUMITOMOB
aumb B 20 % paer moiaHyr pemuccuro, u B 60-70%
peMuccuio yacTudHymo [3].

B mepBom cnydyae QuarHocTuka HE IpeICTaBH-
Jla 3HAYUTENBHBIX TpynHOcTeil. TunuuHas KIMHHKA C
pa3BUTHEM TpPEMOpa, CTaHOBALIErocs Bce Ooiee Tpy-
OBIM M JIOCTHTAIOMINM CTEIIEHH TPEMOpa «IIOPXAIOIINX
KPBUTBEBY» (aCTEPHUKCHUC) MO3BOJUIA JUATHOCTUPOBATH
renaTo-JICHTUKYJISIPHYIO JIETeHEePaluio KIMHUYECKH.
JlomonHUTENbHBIE NCCIEeOBAHU: O(PTAIBMOCKOIIHS C
BEIsABICHHEM Konel Kaitzepa-®nefimraepa, KT abmomu-
HaJIbHOTO CErMEHTa U OMOIICHUS TMEYEHH C T'MCTOJIOTH-
YECKUM HCCIIEJOBAHMEM TOJTBEPKIAIOT KIUHUYECKOE
MPEATIONOKEHHE.

Bropoii nanueHT A0CTaTOYHO JJIUTEIbHO, B T€UE-
Hue 1 roma maOmromalics ¢ guarLo3omM «MwuacTeHH»,
rne 1mceBaoOyNb0apHBId CHHIPOM OB pacleHeH Kak
OynbpOapHBIN, YTO MO-BUIUMOMY M IPHUBEIO K ONIMO0Y-
HOM TMarHOCTHKE U MO3JHEMY Ha3HAYECHUIO Tepanuu. B
ero cilyyae K Ha3HauUE€HHIO TE€palUuM KyIPEHUIOM ObLI
HEO0OXO0JJUM OCTOPOKHBIN MOAXOJ B CBSI3H C Pa3BUTHEM
Uppo3a MEYCHHU, YTO MOOYAMIO HA3HAUYUTHh MEHBIIHE
TepaneBTUIYECKUE JO3bI Ipernapara.

B o0oux ciydasx HaM HE y#ajloCh BBIIBUTH aHa-
Joru4HbIe 3a001€BaHUSA B POJIOCIOBHOM.

MHUJIHBIE, MO3KECUKOBBIC U ICUXUUYCCKUE HAPYIICHUS.
Takum o6pa3zom, ocTaeTcs B CHJIE MOCTYIaT O
HEOOXOOAMMOCTH HCKIYATh Oosie3Hb KoHOBamoBa-
Bunbcona y Bcex manueHTOB Moyoxke 50 jer ¢ skc-
TpanupaMHUIHBIM CHHIPOMOM.
KoH(IUKT HHTEpECOB: OTCYTCTBYET.
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