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Pe3wome

I'enaTonenTuxkynsipnas aerenepanus (IJ1/]) — ayrocomHo-penecciBHOE HAC/eCTBEHHOE 3a00/1eBaHNe ¢ HAPYIIEHHEM
MeTa00JIM3Ma MeH, IIPH KOTOPOM HAPYHIAIOTCSl TPAHCHOPT MeAu B anmapart ['oabaku u ee mocjeayiomlee BblaeJleHUe ¢
JIM30COMAMHU B #KeJ14b. ['eH JokaImn3yeTcsi Ha JUIMHHOM ILTede 13-ii XpoMocoMBbI H 0TBeYaeT 3a CHHTe3 MebTPAHCIIOPTHPY-
el AT®-a3pl P-tuna. Knununyeckas kapruna IVI /] nosuMopgHa, 4To 3aTpyIHsieT CBOEBPEeMEHHYI0 THATHOCTUKY 00J1e3-
HU. B cTaTbe NpuBeIeHbI COBPeMEHHbIe JaHHbIe 110 ITHOJIOTHH U NaToreHe3y 00/1e3HH, ONMCAHBI 0COOCHHOCTH TeYeHHsl pa3-
JIMYHBIX BADHAHTOB KJIWHHYECKHUX NPOsiBJIeHHIi. PaccMoTpeHbI BONIPOCHI C10:KHOCTH PaHHel IHATHOCTHKH 3200/1eBaHus,
0TpaskeHbl MeTOo/IbI JieueHus 60bHbIX IJIJ] Ha coBpemMeHHOM 3Tame.

Kniouesvle cnosa: renaToieHTHKYJISIPHAS lereHepanusi, STHOI0THsl, KIMHUKA, THATHOCTHKA, JIedeHHe.

N.V. Vialova, T.N. Proskokova, A.M. Helimsky
HEPATOLENTICULAR DEGENERATION: CLINICAL PICTURE, DIAGNOSTICS, TREATMENT

Far East state medical university, Khabarovsk

Summary

Hepatolenticular degeneration is autosomal-recessive hereditary disease, with copper metabolism disfunction when
the transport of copper to reticuloendothelian complex and its subsequent discharge with lysosomes to bile is impaired.
The gene is localized at the long arm of 13-th chromosome and is responsible for expression of copper-transporting P-type

130



ATPase. Clinical presentation of HLD is polymorphous, that makes the diagnostics of the disease more difficult. The article
discusses modern issues of etiology and pathogenesis of the disease. Also, the article describes the special features of differ-
ent variants of clinical manifestations. It touches upon the complexity of early diagnostics and presents modern methods

for treatment of HLD patients.

Key words: hepatolenticular degeneration, etiology, clinical picture, diagnostics, treatment.

T'enaronentuxynsapuas nereHepauus (6ose3nbp Buib-
COHA) — HACJICICTBEHHOE ayTOCOMHO-PEIIECCUBHOE ITOJIH-
CHCTEeMHOE 3a0oieBaHne, OOYCIIOBICHHOE H30BITOYHBIM
HAKOIIJICHHEM B OPTaHW3ME ¥ TOKCHIECKHUM BO3/ICHCTBHEM
MEH, XapaKTepU3YIOIIeecss COYETAHHBIM MOPAXKEHHEM
BHYTPEHHUX OPTaHOB U MO3Tra, 0e3 JeYeHUsl PUBOASIIEe
K JIeTaJbHOMY MCXOIy B MojoaoM Bozpacrte [1, 7, 10].

PacnpocTpanennocTs 0ose3Hu Buibcona B momys-
USAX MHpa KoJieOJieTcs B IMUPOKHUX Tpenenax - ot 0,4
1o 6,8 Ha 100 ThIc. HaceneHUs: ¢ HEPAaBHOMEPHBIM TI'eo-
rpaU4ecKUM U STHHYECKHM pacHpOCTpaHeHHEeM [22,
23]. B Hamie#l ctpaHe pacnpoCTpaHEHHOCTh 3a0o0ieBa-
Hus cocrasiser ot 0,3 no 1,86 cayuas na 100 toIc. 3a-
SIBIIGHHAsl 4acTOTa, KaK MPaBUJIO, MEHbBILE PEaJbHO Cy-
MIeCTBYIOIIEH, Tak Kak 00JIe3Hb B OOIBITMHCTBE CITydacB
HE AMarHocTUpyerca. [eTepo3uroTHoe HOCHTEIHCTBO
MaTOJIOTHYECKOro TeHa gocturaet 1% B momymsiiun. ['en
MOJIHOCTBIO MEHETpaHTeH [22].

lenarouepebpanbHas TucTpodus OOHAPYKHBACTCS Y
JHIl 000ero ToNia B FOHOM M MOJIOZIOM Bo3pacte K 7 - 30
romaM. OmicaHbl OTAEIBHBIC CITydan 3a00JIeBaHHS B BO3-
pacte 5 net u crapme 55 et [10].

B 1993 r. He3aBucumMbiMu uccienoBarensivu u3 CIIA
u Kananp! [14, 22] 6bu1 ugentudunuposan ren [T/, mo-
nyuyuBiuuii Ha3Banue ATP7B, pacnonoxeH oH Ha JUIMHHOM
riede 13- xpomocombl (Jtokyc 13q14). BeiscHUIIOCH, 4TO
pesyasraroMm myTaiuu rena ATP7B saBnsiercs HapyuieHue
cunTte3a u pyHknnu 6enka ATD-a3w1 P-tuna, obecreunsa-
IOIIETo BCTPaNBaHHIE MEIH B MOJIEKYITy allOIepyIO0ILIa3MH-
Ha B amnmapate [0b/pKH U 9KCKPEIHIO € KETUbI0 U30bITKa
MEJIM B COCTaBe LepyJIOIIa3MUHA U IPYTUX MEIbCOAEpIKa-
myX OEJIKOB KJIeTKaMH NedeHH. V3BecTHO 1Ba MeXaHM3Ma
B narorenese [JI/]: Hapyuienue BoIBeIeHUS MEU U3 T1€Ye-
HH C JKeITYhI0 ¥ BTOPHYHO 00YCIIOBICHHOE CHIKEHHE CKO-
POCTH BKJIFOUCHHS MEH B IepyIOIUIa3MHUH. B HacTosmee
BpeMsi U3BecTHO yxe Oosee 300 pa3nuyHbIX MyTalui B
rene ATP7B [14, 17, 21]. B Poccuu naubomnee pacmpo-
crpaHeHHOU myTtanueil rena ATP7B saBnsieTcs MucceHc-
myTtarus His 1069GIn, renetnyeckuii neekT KOTOpOit
obycnosnen TpancBepcueit C Ha A B 3207 ocHOBaHUH,
MPUBOJSIICH K 3aMEeHE aMUHOKHCIOTHI THCTHAWHA Ha
rnytamuH B 1069 nonoxenuu [7].

Ha HayanbHBIX cTanusx OOJIE3HU Me/lb HAKAIIMBACTCS
B IIEYEHHU, YTO MPUBOAMT K PA3BUTHIO IeMaTHTa, LUPpoO3a
MeYCHN WIN (yIbMUHAHTHON TEYEHOYHOH HEeI0CTaTod-
Hocty [12]. Ha mocnenyronmx cTamusx U30BITOK MEIH
HomajaeT B JApyrHe OpPraHbl M CHCTEMBI, IPEXKAE BCe-
TO TOJIOBHOM MO3I, POTOBHILY IVIa3 U MOYKH, BBI3BIBAS MX
NOBpeXJIeHHEe. boie3Hb MOXKET HadaThCsl ¢ MEeYEHOUHBIX
(40%), weBponormdyecknx (40%) W TCHXHICCKHUX IHC-
¢byuxuuii (20%) [7, 12].

bonee 100 neT u3BECTHO O NOPAKEHUU IIEYEHU IIPU
renarouepedpanbHoil aucTpodun. B cumy oTcyrcTBHA
JICYEHHs B TOT NEepUoA M ObICcTpoil rudenu OOJBHBIX, HA
ayTOIICUM BO BCEX CIIy4asX BbISBISUIM LMPPO3 IE€UYEHH.
[Tozxe OBIIIO OIHCAHO HECKONBKO (hopM MOpaKeHUs mede-
HU y OopHBIX [JI/], B TOM 9nCIie OCTPBIH M XPOHUYECKH
MPOTEKAIONTNH «BIILCOHOBCKHID) TEMATHT C BapHaOemb-
HBIMH OMOXMMHUYECKMMH MoKazaremsiMu. OmgHoi u3 Ma-
COK «BMJICOHOBCKOTO» TremaTuTa ObLT TeMOJUTHYECKUI

KpH3, U IpPHU THIATEIbHOM UCCIEJOBAaHUU OOHApPYXKHUBAIU
CHUMITTOMOKOMIUIEKC XPOHHYECKOTO aKTUBHOIO TemaThTa
nm nuppo3a nedeHn. Onmcana ¢ynbMHUHaHTHAS (opma
reratuta y 6ompHBIX [JI]] [13]. VIMetoTcst cooOuienus o
MEepBUYHON MaHHU(ecTanuu 3a00JeBaHUs TNPHU3HAKAMU
MOPTaNbHON THIEePTEeH3UH (aCLUT, OTEKU, BAPHKO3HO pac-
HIMPEHHbIE BEHBI MUIIEBOJA) Y MOJOIBIX JIHILI, CTpaaro-
mux [JIJT [20, 23].

Ananu3 ciydaeB [JIJl, nmpoBeNeHHBIM pa3IMuHBIMU
aBTOpaMH, MTO3BOJIWJI YCTAHOBHTH MTPEUMYIIECCTBEHHO JIa-
TEHTHOE TEUEHHE MOpPaXKEHHs MEYCHH C YMEPEHHOU TH-
nepamuHoTpancepazemueil. Hepenko Ounoxumuyeckue
nokaszarenu (yHKIUM [EYCHH JUINTENBHO COXPaHSIOTCS
Hen3MeHeHHbIMU. [Ipu 3ToM Mopdomornueckas kapTuHa
TICYCHU II0 OICHKE OMONTATOB MEYCHH COOTBETCTBOBANA
XPOHUYECKOMY TETIaTUTY, IUPPO3Y ITEUSHH, HHOT/A KHUPO-
BoM auctpodun, pudpo3y neuenu [13-15].

Tak ke, Kak IpH XPOHUYECKOM TemaTUTe U LUPPO3e
MIEYCHH JIF000H dTHONOrNH, Y 60mbHbIX [J1J] momumMo acte-
HUYECKOTO CHHAPOMa MOXET HaOMIoaThesi yMepeHHas
KEJITYITHOCTh KOXKHBIX TTOKPOBOB M CKIJIEp, YBEIHMYCHHE
MIEYCHN W CEJIC3EHKH, TMHEKOMAaCTHs, «Mayble» KOXKHBIC
MEYCHOYHbIE 3HAKU: TMaNbMapHas JpPUTEMa, COCYIUCTHIC
3Be3104Ku. OCOOEHHOCTBIO SIBIISICTCSI MPEALIECTBYIONIEE
MOPAXKEHUIO MEYEHU Pa3BUTHE MOHO- WU MAHLIUTONEHH-
4ECKOro CHHApoMa. bonbHbIe niuTenbHOe BpeMs HaOm0-
JTAFOTCS TI0 TTOBOJY JICWKONICHUH I TPOMOOIINTOTICHUH
HEyTOYHEHHOU THojoruu. [Iponcxoxienue remoaenpec-
cuu OO0BSICHSCTCS THnepcuieHn3MoM. Hepenko yxasbl-
BaeTCsl Ha TeMOPPAarHuecKuil CHUHIPOM, OOYCIIOBICHHBII
CHI)KCHHEM CHHTe3a (UOpHHOreHa, NpoTpoMOMHa, JIpy-
rux (akTopoB cBepThIBaHUS. M3-3a MHOrooOpasus pas-
JUYHBIX KIMHAKO-MOP(OIOTHIECKUX (GOPM TMOPaKSHUH
MIEYCHN aHAJM3 TAHHBIX JINTEPaTyphl HE MO3BOJISAET OIpe-
JICTUTh PONb TEUCHU B Pa3BUTHU 3aboneBaHus. Onucel-
BaeMble KJIMHUYECKHE IMPOSIBICHUS CBUAETEIbCTBYIOT O
nosuMopdu3Me KIMHUYECKUX HPOSBICHUH MOPaKEHUS
MO3ra, To4YeK, NeYeHH, SHAOKPUHHON CHCTEMBI, CUCTEMBI
KPOBH Y Pa3IMYHBIX OOJIBHBIX IPH OJHOM M TOM ke 3a00-
JICBaHWH, 3aTPYAHSIOIINX CBOCBPEMEHHYIO THATHOCTHKY
[JI/1. OcHOBHOM 3aa4eil uccienoBareyeii SBISICTCS BbI-
siBICHHE U 0000IIeHNe KIMHUKO-Ia00paTOPHBIX MpH3HA-
KOB, CIIOCOOCTBYIOIINX PAHHEH JMArHOCTHKE 3a00JIeBaHUS
C LIENBIO0 CBOEBPEMEHHOTIO JIEUEHHS.

CHMIITOMBI TOPaYKSHUST BUCIIEPATBHBIX OPTaHOB, BO3-
HUKAIOIIME B MOJPOCTKOBOM Bo3pacte, mackupytor [JIJ1,
YBOAAT OT CBOEBPEMCHHOW AMArHOCTHKH 3a00JICBAHUSL.
BonbHbIE MPOXOAAT 00CIENOBAHUE U JIEYEHUE Y THHEKO-
JIOTOB, YPOIIOTOB, F€éMaTONIOrOB, HEPEIKO TOPMOHAIBHBIMU
npenaparamu, 0e3 yoeaurenbHoro 3ddekra. mutenpHas
MHTOKCHKANNS W30BITOYHBIM KOJMYECTBOM HaKarlIHBac-
MOH MeZH 3a 3TOT MEePHOJ] NPUBOAUT K Pa3BUTHIO TICHXO-
HEBPOJIOTUYECKUX PACCTPOUCTB I COMATUIECKUX HapyIIe-
Hui [22].

Hanbonee monHoe ocBelieHHE HEBPOJIOTHUECKOM
CHUMITTOMaTHKH J]aJl OCHOBOIOJOKHUK YYEHHUSI O Tenaro-
nepebpanproit quctpoduu H.B.Konosasos [4-5]. OH BbI-
nemmn 5 kmuandeckux hopwm T, u3 HUX 4 — HEBPOJIOTH-
YEeCKHe: PUTHIHO-apUTMOTHIIEPKUHETHYeCKas (paHHSSA),
JpokaTenbHas (MO3/AHSSA), DKCTpANUpaMUIHO-KOPKOBas,
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JIpOKaTeIbHO-PUTHAHAS U OJlHA, OTpa)karollasi Mopake-
HHUE BUCIIEPATBHBIX OPTaHOB, - A0JOMHHAIIBHAS.

Xapakrep HEBPOIOTUYECKHX CHMIITOMOB y OOJBHBIX
IJIA xapakTepusyeTcsl SKCTpanvpaMHIHBIMU U MO3KEU-
KOBBIMH HApYyLICHUSAMHU: MEJIKOAMIUIUTYAHBIH Tpemop,
PUTHIHOCTh MBI IJIACTUYECKOTO THUIA, THUIEPTOHYC
SKCTEH30POB HOI, NPUBOJAIIMN K U3MEHEHUIO NOXOJKH,
HM3MEHEHHE T0JI0ca U JU3apTPHs, TIHCUUH crla3M, THIIOMH-
Musl, THIIOKWHe3us, arakcus [3, 10, 20]. Tpemop 0ObI49HO
KPYHMHOPA3MaIIUCThI U HEpPeTyNsApHBIN, dale HaOIroaa-
€TCsl B IPOKCUMAJIbHBIX OTJeNlaX KOHEYHOCTEH U TOJIOBe,
MOJKET HPOSIBIISITHCS B TIOKOE, ONPEAETICHHOM 103e U MpH
MIPOU3BOJIbHBIX ABWKEHUAX. HapyieHus peuun 1 moTaHust
MOTYT 0OyCIIOBIMBATECS Pa3BUTHEM KaK MCEBHOOYIBOap-
HOTO CHHIpPOMA, TaK M JUCTOHHHM B COOTBETCTBYIOIIMX
rpynnax Meimi. HapyineHus pedu npu OTCyTCTBUM Jie-
YEeHUsSI IOCTENIEHHO MPOTPECCUPYIOT — OT MOHOTOHHOCTH
1 HEYETKOCTH B MPOU3HOLICHUHU JI0 TIOJIHOM aHapTpuH [1,
3-6]. Y oTaenbHBIX OOJBHBIX HAOMIONAIOTCS BEreTaTHBHBIC
HapYIICHNS: TPEXOAAIINE OTCKH Ha HIDKHUX KOHEYHOCTSX,
OTKJIIOHEHHsI B Macce Tesla, KojeOaHMs apTepHaIbHOTO
JIABIICHUS, TUIIOTTUKEMUS €3 MTaTOIOT U MOIKETYJ0UHON
skenesbl [12]. ['unepcanuBanus OTMEYaeTcsi TOCTATOUYHO
4acTo 3a CYET TUCTOHUYECKOTO HAIIPSKCHUS OPOMaHAN0Y-
JIIPHOM MyCKyJaTyphl.

[Ipn HaMWYIUN CHMIITOMOB, XapaKTEPU3YIOMINX TICHXHU-
YECKUE OTKJIOHEHUS, CBOEBpeMeHHas auarHoctuka [JIJ]
He nipocTa [12]. Habnromaemblie pazHooOpa3ust ICHX03MO-
LUOHAJBHBIX MPOSBICHUN M HMHTEJJIEKTYyaJlbHBIX OTKIIO-
HEHHUH — OT XapaKTepoJIOTHUYECKUX PACCTPOICTB, aenpec-
CHUM, CHWKEHUS NaMATH, YyBCTBA CTpaxa, 3aMKHYTOCTU U
OTPAaHWYCHUS] KOHTAKTOB C OKPY/KAIOIIUMH JIO CIYXOBBIX
TLTIONMHAINHE, UCTEPOPOPMHBIX U IIHU30(PPEHOTON00-
HBIX CHHJPOMOB — TPHUBOJAT K 0€3yCICITHOMY JICUCHUIO
B IICUXHATPUYECKUX KIIMHUKAX ICUXOTPONHBIMH pernapa-
Tamu [22].

[TaTonoroanaroMuueckasl OCHOBa HEBPOJIOTHUECKUX U
TICUXMYECKUX CHMIITOMOB CBOJIUTCS K TIPOTPECCHUPYIOIIe-
My TIepPEePOKACHHIO TIOIKOPKOBBIX y3JI0B, KOPBI, THIIOTAA-
Myca, MO3KEUKa, CephIX 00pa30BaHMIl CTBOJIA MO3ra ¢ 00-
pa30BaHUEM KUCT ¥ CMOPLIMBAHUEM CTPYKTYp. Jnamazon
MTOPaYKCHUs] MO3Ta JIET B OCHOBY Ha3BaHHs OOJIC3HU - «Te-
narorepeOpanbHas auctpodus», nanaoro H.B. Konosa-
10BEIM (1960). [ToMHMO TOKCHYECKOTO BIMSHHS MEJTH, T10-
paskaromel Cocy/sl, N0, HEHPOHBI, B OCIEIHUE TOBI B
IaToreHe3e HepeOpaIbHBIX HApPYIICHHH OTBOTUTCA POJb
cocTosiHMIO Helfpocnenupuuecknx antureHoB [{THC u ay-
TOAHTHUTEN K HUM, ITOCKOJIbKY B KpoBU 00nbHBIX [JI/] BBI-
siBIIeHA IUPKyJsinus ayroantuten [10, 12]. Ayroanturena
B YCJIOBHSX TOBBIIICHHOM MPOHUIIAEMOCTH Te€MaTOJHIIE-
(ammueckoro 6aprepa, HeNOCTATOYHOW AHTHOKCHAHTHOM
AKTUBHOCTH MOTYT aKTUBHO MPOHHMKATh B TKaHb MO3Tra W
MHAYLUUPOBATh JajbHENIIee MporpeccupoBanue 3aboie-
BaHUsL.

HecMmotpst Ha TO, 4TO AMCHYHKIMS SIMIHUKOB Tipu [J1]]
SBJIACTCS YaCTBIM CHMIITOMOM Je0r0Ta 3a00JIeBaHMs W
pa3BHUBaeTCA MOIKE MPHU APYTHX AeOI0TaxX y KEHIIUH 0e3
MIaTOTeHETUYECKOH TepaIuy, 3Ta MAaToJI0Tus MOKa He cTana
00BEKTOM JIOIKHOTO n3yueHus. JuchyHKuus SUYHUKOB
MIPOSIBIIIETCS. HAPYLIEHUEM PUTMa MEHCTPYaJbHOTO IUK-
Jla, THITO- WTM aMeHOopeeH, OecruiogneM, CHOHTaHHBIMH
abopTaMu Ha Pa3HBIX CPOKAX OEPEMEHHOCTH, MEPTBOPOXK-
nerreM. B ennHUYHBIX paboTax umeercs MHPOPMAIHS O
TOM, YTO B OCHOBE 3TUX HApyLICHUH JICKUT TOKCHYECKOE
BJIMSIHUE Me/U Ha SSUIHUKH [§, 20].

Pa3zButne reMonMTHYECKMX KPHU30B C BHYTPHUCOCY-
JIUCTBIM M BHYTPHUKJIETOYHBIM TEMOJIM30M HE SIBIIETCS
pEenKOCThI0, OCOOEHHO mpH (YIbMUHAHTHOM TEUEHUH
MEeUYEHOYHO-KIIETOUHOU HenocrarouHoctu [15]. Temomnu-
TUYECKHH KpU3 MOXKET ObITh 1e0I0TOM 3a00JIeBaHUs MU
CHMIITOMOM, OCIIOKHSIOIIUM Te4eHHEe (PYITEMHHAHTHOTO
renaruta. CBOEBpEMEHHasl IMarHOCTHKA FEeMOJIUTHYECKO-
ro Kpusa, kak npossnenus [JI1, 3arpyaHeHa u3-3a oTcyT-
CTBUS HACTOPOXKEHHOCTH Bpaueit oTHocutensHo [JIJ] [12,
22].

Xapakrep HapylmeHud (YHKUUH MOYEK UMEET OOJb-
IIOH JMama3oH — OT KaHaJbLEBOW MUCHYHKIUH, MPOSB-
JISIOMIEHCST TIIOKO3ypHUEH, THIEepKaIbIMypuel, ypUKO-
3ypueit, ¢ocdarypuert, 10 1a60PaTOPHO-KIMHUIECKUX
MIPU3HAKOB TIIOMEpyJIoHe(pHuTa, MOYEKaMEHHON OOJIe3HH,
HE(YPOTHUYECKOTO CHHApPOMA. BBISIBICHHBIE W3MEHEHHS
B MUHEpPaJbHOM OOMEHE B BHJIE TMIIOKAJIBIUEMHUU U TH-
nepKaIbIypun, Tunopocharemun u rumnepdocharypun
NPUBOJAT K JEMHHEpaIU3alUl KOCTEH, OCTEONOpO3y,
CTIIOHTAHHBIM TIeperoMaM, JeGOpMHUPYIOMEMY apTpo3y
W aCeNTHYeCKOMY HEKpO3y XpSIeH KOJIEHHBIX CYCTaBOB.
MHorue aBTOpBI OTMEYAIOT OOJIM B KOCTSX M CyCTaBax
0e3 CyLIEeCTBeHHBIX U3MEHEHHH B MUHEPAJILHOM OOMEHe.
[Tarorenes nopaxenns novek npu [JIJ] uzyuen Henocra-
ToyHO. OJHAKO CBS3b C HAKOIUIEHHOW MEIbI0 OTPHLATh
Henb3st. HecMoTps Ha nanHble nuteparypsl [13, 15] 06
OTCYTCTBUH 3aBUCUMOCTH MEXY TUIIEPKYTPYpPHEH U T10-
pakeHHEM OpPraHOB, YCHJICHHOE BBIBEJICHUE MEAH C MOYOit
SIBIISIETCSI HEECTECTBEHHOM ANIMMUHALIMEH MEIH, U MOYKH
MOTYT CTpajaTh NPONOPLUOHATIBHO BEJIMYMHE IKCKPETH-
pyemMoii Mmenu.

BoBnedenue B maToiornuecKuii mpormecc a3 y 60ib-
Heix [JIJI mposiBisieTcsl OTIOKeHHeM Oyporo MUTMEHTa
B JIECIIEMETOBOI 000JI0UKE 1O KPAard POTOBHIIBI, KOTOPOE
BBISIBIISICTCS B BHJIE 3€JI€HOBATO-0yporo Konblia. BriepBeie
910 m3MeHenne BbisiBHI Kaiser (1902), 3arem Fleischer
(1903). Tako# ke >KeNTO-KOPUYHEBBIA MUTMEHT aBTOPBI
BBIJICITMIIN B PETHKYJSIPHOW COCMHHUTENbHON TKaHu. Ta-
KO€ KOJIBII0 MO’KHO OOHAPYKUTH y OOJNBHBIX C APYTHMH 32~
0O0JIeBaHUSAMH MTEUEHH, TAKUMH, KaK aJIKOTOJIbHAsI OOJIE3Hb
TICUEHH, TSXKEIBIN X0JecTas, MO3AHNE CTAAUN OUINAPHOTO
LUPPO3a, KPUNTOTEHHBI LUPPO3, AKTUBHBIH XpOHHUYE-
CKHIl TeNaTHT, YacTHYHas OWIHapHas aTpesusi, MHOXKeE-
CTBEHHAsl MUEJIOMa, JIeroyHas Kapuunoma [5, 17, 22].

JleranpHblil HCXO[ TP OPAXKEHUU HEPBHOM CUCTEMBI
U OTCYTCTBHH JICUEHUSI OOBIYHO HACTYMaeT yepe3 5-15 ner
C MOMEHTA MOSIBIICHUSI [IEPBBIX CUMIITOMOB. boNbHbBIE, Kak
MPABUJIO, YMUPAIOT OT WHTEPKYPEHTHBIX MHQPEKIUH WITH
JKEITYJOYHO-KUIIICYHBIX KPOBOTCUCHUH Ha (pOHE IMopTaih-
HOW THIIEPTEH3UW W TpomOoruronenuu. [Ipu cBoeBpe-
MEHHO HavaToi Teparmuu B 90% cirydaeB HEBpOJOTHYE-
ckue cuMnTomsl IJ1]] IONHOCTBIO PErpecCupyoT.

Juarnoctuka Oone3Hn BuibcoHa NpOBOAUTCS Ha
OCHOBAaHHMU JaHHBIX KJIMHUYECKOro OOCIeIOBaHMs, Ie-
HEaJIOTNYECKOr0 aHaliM3a M JIOMOJIHUTENbHBIX METOJIOB
uccienoBanust. [Ipu nccnenoBannyn 0OMEeHa Ml THITAY-
HO CHIDKEHHE CONEpKaHUs IepyIoruiasMuHa u "oormei"
MeIY B KPOBH, MOBBIIIEHUE KOMUYECTBA "MIpsIMOI" Mean
B KPOBH, ME/IM B TKaHU NEUEHH, JUKBOPE U yBEIUYCHHE
9KCKpeLuu Meiu ¢ Mouoi. OHAaKo ypOoBEHb LiepyIIOoIia3MUHa
MOXeT OBITh CHIKEH Y 10% reTepO3HroTHEIX HOCHUTEIICH, a TaK-
K TIPH COCTOSTHHSIX, COTIPOBOKTAIONTHXCS ASPUITITOM OeKa.
[pu GepeMeHHOCTH, TIPHEMEe 3CTPOTEHOB, BOCTIATUTENBHBIX 1
MH(EKIHOHHBIX 3a00/ICBAHUAX YPOBCHbD LIepY/IOILUIa3MIHA, Ha-
000pot, moBblnaercs. OyHKIUOHAIBHBIE HCCIEAOBAHUS
neueH! (OICHKa OCIKOBO-CHHTETHYECKOM, MUTMEHTHOM,
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YIJICBOJTHOM, DKCKPETOPHOW (YHKIIUH TNEYCHH, WHTCH-
CHUBHOCTH BOCHAJHMTEIHHOTO IMPOIECCa W CTEIICHH ITUTO-
JM3a) IOMOTYT B BepHudukanuu nuaraos3a. [TyHknnonHas
OmorncHus MEYCHH MOXKET HCIONB30BAaThCA IS MOJ-
TBEpIKJEHUs JHarHosa B HescHbIX ciydasx. [Tpu IJIJ]
BBISBIISICTCSI 3HAYUTENIBHOE YBEIMUCHUE COAEPIKAHUSI METU
Ha Ir cyxoro BeulecTBa TKaHU nedeHd. Ha koMnbloTepHOit
TOMOTpaMMe OTPEEIIeTCs] PaCIIMPEHHe JINKBOPHBIX MIPO-
cTpaHcTB. B 87% cmydaeB - runoaeHCUBHBIE O4ard B MPo-
eKIIMU O0a3aJbHBIX TAHIIUEB, YTO ONPEACNISECTCS OTEKOM,
pa3BUTHEM HEKPO3a. MarHUTHO-PE30HAHCHASI TOMOTpadust
BBIIBJISIET 00JIACTH MOBBILICHHOW HHTEHCUBHOCTH CHUTHAJIa
B T-2—peknme ele Ha JIOHEBPOJOTHMYECKOW CTaauu 0o-
ne3nd. Ha akcmaibHBIX cpe3ax CpeHero Mo3ra Ha ypOBHE
BEPXHETO YETBEPOXOJIMHUS MOYKET BBIABIATHCS THITHIHBIN
Bun juist [JIJI «cuMnToM maHaby. 3a CYET IMOBBIIICHUS
MHTEHCHBHOCTH CUrHajia Ha T-2 B3BEIIEHHBIX H300pake-
HUSIX CPEIHET0 MO3ra U HU3KOW MHTEHCUBHOCTH CUTHAJIa B
TIPOCKITNH KpPacHBIX snep GopMupyercst KapTHHa, BHEIITHE
HaITOMHHAOIIAs TOJIOBY ITAHJIBI, — OEITOTOJIOBOTO MEIBEIS
C YEepHBIMH OBaJIaMH BOKPYT IVIa3 M YEPHBIMH yIamu [16,
19].

IIpoBenenue npsimoii u Henpsamoit JIHK-auarHoctuku
103BOJISIET TIOCTABUTh TOYHBINA HarHo3 3a0o0JjeBaHus Ha
0001 cTaauu pa3BUTHA opraHu3Ma H 3()(HEKTUBHO BBI-
SBJIATH TETEPO3UTOTHBIX HOCHTENICH B CEMBSIX BBICOKOTO
pHCKa C IeNbI0 MPO(PHUIAKTHKA HACIEICTBEHHBIX 00ie3-
HEH.

TTocne nocranoBku jauarHo3a I'JIJI GonbHOU mosIe-
JKHT TIOKHU3HEHHOMY JHCIIAHCEPHOMY HAOIIOICHUIO.

JleyeHne BKITIOYAET COONIOACHHE THETHYCCKUX PEKO-
MEHJaNWi 1 TOXW3HEHHBIH TPHEM IIperaparoB, OJOKH-
PYIOINX MOCTYIUICHHE MEIHN Ha YPOBHE SIHTEIHOINTOB
TOHKOH KHIIKHK (COJM I[MHKA, IUHKTEPAI), ¥ MEAbIIUMHU-
HUPYIOIIUX MEAMKaMEHTOB (KynpeHwi). Tepamnus npous-
BogHBIM D-penicilamini - KynpeHWJIOM HampaBlicHa Ha
SIIUMHHALINAIO M30BITOYHOTO CONEpPKAaHUs METH U3 Oopra-
HOB ¥ TKaHe. OCHOBHOW MeXaHU3M JICHCTBUS KyTpEeHUIa
- 00pa3oBaHME XETATHBIX KOMIUIEKCOB C MEIbI0, HHTHOU-
pOBaHME CHHTE3a KOJIJIAreHa, YMEHBIICHUE BOCTIATUTEIb-
HoOI peakuuu. J[o3y npenapara ocTeNneHHO YBEIUYUBAIOT.
JleueOHas no3a Kynpernuia — 1500 M B CyT 0 IOTy4YeHUS
CTOMKOH MOJIOXKUTETbHON TuHAMUKH (He MeHee | T.) ¢ mo-
cnenyomuM cHkenueM 10 1000-500 mr o KOHTposieM
KIMHAYECKOTO aHaln3a KPOBH, MOYH, OMOXMMHUYECKUX
noxasareneit GpyHkuuu nedenu [11].

Bo3MoxHBI 11000YHBIE AelcTBUA D-IeHUIuIaMuHa
(B 2% ciryyaeB) - pa3BUTHE JICHKOIIEHHH, TPOMOOIIUTOIIC-
HUH, aHEMHH, arpaHyIIONNTO3a, He(POTHIECKOTO CHHIPO-
Ma, IepMaTHTa, JIeKapCTBEHHOTo renaTuTa. He TumeHHbIi

HEraTUBHBIX CBOMCTB, KyIIPEHUI MOXKET OKa3bIBaTh JJOMOJI-
HUTEIBHBIN MOBpeXAatonuii 3QQeKT Ha TKaHb IMEYCHU H
yCyTyOIsITh ee IOpaKeHHe, TIOATOMY Ba)KeH ITOCTOSHHBII
MOYXU3HEHHBIH KOHTPOJIb KIIMHUYECKUX U OMOXUMHYECKUX
nokasareneil GyHKIUH MeUeHH, aHaIn3a KPOBU, MOYH IS
CBOEBPEMEHHOM TUarHOCTUKHU U JIEUEHUS] BOBMOXHBIX OC-
JIOXKHEHUH.

[Tockonbky Tipenaparbl D-IeHHITWIITAMAHA SBIISTFOTCS
Crenn(pUUECKIMI aHTarOHKUCTAaMH TTHPHUIOKCHHA, MTOCIIE -
HUI Ha3HAUaroT OOJIBLHOMY €XeHEeBHO. [loka3aHbl BUTAMU-
HbI rpynnsl B, C, antnokcunanTs! — ButamuH E [9].

LuHKTepan uin coiau LKMHKA (aleTar [UHKA WK CYJlb-
(ar npHKA) aKTHBHO WHTHOMPYIOT PEIENTOPHI DHTEPO-
IIUTOB CIU3UCTON TOHKOW KHIIKH, BBI3BIBAIOT 00pa3oBa-
HUE METAUIOTHOHWHOB, OJIOKHPYS MOCTYIUIEHHUE MEIU C
nuieid. B pesynprate o0pa3oBaHHs METaNIOTHOHWHOB
BCachIBaHHE Meau yMeHblIaercs. OOpa3oBaBIIMeCcs KOM-
TUICKCHI YKCKPETHPYIOTCS ¢ (ekanmsamu. [Ipu ymepeHHO
BBIpQKEHHOW KJIMHUKO-TabopartopHoit kaptune [JIJ B
WHJIMBUJYAIBHBIX CIIy4asX BO3MOXKHO JICYEHUE TOJIBKO
uHKOM. [TokazaHUsIMH K aJIbTepHATUBHON TEparuy IIUH-
KOM SIBIISIFOTCSI TAK)KE TIO3[JHIE TOKCUYECKHE PEaKIUu Ha
D-nenunminamMuH, TporpeccUpyronInii CHHIPOM reMojie-
MPECCHU U HETOCTATOYHOCTH A dekra D-neHniuiaMmnaa
B BUJIC BBIPQKEHHBIX PE3UAYaIbHBIX CUMITOMOB.

Bosbire Hage)abl CBSI3aHbI C HOBBIMH TEXHOJIOTHYC-
CKHMU BO3MOXHOCTSIMH XHPYPTUIECKOTO JICUSHUS - OPTO-
TONMYECKOH TpaHCIUIaHTauuel nedyeHu. Briepsoie oproro-
MUYecKasi TPAHCIUIAHTAIMA MEeUYEHH BBINOJIHEHA B 1963 T
TpaHciaHTanMs Me4eHH OONBHBIM C (DYIBMHHAHTHBIM
rernaTuToM, IPOrPeECCUPOBAHUEM XPOHMUYECKON IEYEHOU-
HO-KJICTOYHOH HEJIOCTATOYHOCTH, TIPU HEIPPEKTUBHOCTH
XeNaToTepanuy ¥ HaATMYIUU POTUBOTIOKA3aHUH JIJIs Jiede-
HUS KyIPEHUIIOM, IPUBOJUT K HOPMATU3AIIMHA UMEBIIHXCS
OMOXMMHUYCCKUX M3MEHEHUI pyHKIMU niedenu [2, 20, 23].
YMeHblIeHHEe BBIPaXEHHOCTH HEBPOJIOTUYECKUX CUMIITO-
MOB HaOmomaeTcst yxxe depe3 1-1,5 1. mocie oneparuu
[18]. Hepenxo HeBposiornyeckas CUMITOMAaTHKA, MMEB-
ast MECTO JI0 TPaHCIUIAHTAIlUK TIeUeHH, coXpaHsercs. B
Poccun ¢ 1990 1. pyHKIMOHUPYET IPOrpaMma TPaHCIUIaH-
Tauuy nedeHu Ha 6aze PAMH. Mwmeromuecs: pe3yiabrarbl
JTOKa3bIBAIOT 3(P()EKTHBHOCTH U LEIEeCO00Pa3HOCTh ITOTO
Metonaa gedeHust [JI/].

Taxum 00pa3oMm, MPU HATNIHH Y TTAITUSHTOB 3a00IeBa-
HUH TeYeHN HEyTOUYHEHHOTO XapakTepa, 0COOCHHO coue-
TAIOIIUXCSI C HEBPOJIOIMUECKON CUMITOMATHUKOM, dMOIH-
OHAJILHO-JINYHOCTHBIMH PACCTPOMCTBAMU, Bpad JOJIKEH
OBITH OPHEHTHUPOBAH Ha uckitouenue [JIJ], mist koTopoit
pa3paboTaHO HOCTaTOYHO S(P(PEKTHBHOE ITaTOTCHETHYEC-
CKO€ JICUCHHE.

Jlumepamypa

1. Baraesa M.D., Karanos b.C, T'otee C.B. Kiunu-
Yyeckasi KapTHHa U TeueHue Oone3Hu Buibcona y nereit //
Bonpocs! coBpemenHoit neguatpuu. — 2004. - T. 3, Ne 5.
- C. 13-18.

2. Toree C.B. Xupypruueckas NDaTojorus: TpaHC-
TUTAaHTAIUS TIEYCHH, OONIMPHBIC pe3eKInn / Xupyprus. -
1997. - Ne 6. — C. 42-45.

3. HMBanoBa-Cmonenckas M.A. T'emaroneHTHKyIAp-
Has AereHepanus // DKCTpanupaMHIHBIC PACCTPOMCTBA!
PYK-BO I10 IMarHOCTUKE U jiedeHuro. [mox pen. B.H. Illro-
ka, M.A. UBanoBoii-Cmonenckoit, O.C. JleBunal. — M.:
ME Inpecc-undopm, 2002. — C. 495-503.

4. Konosanos H.B. I'enaronenTukynspHas qeresepa-
LM, TIeYeHb U MO3T. - M.: Mexnrus, 1948.

5. KonoBano H.B. TenarouepeOpanbHas AuUCTpPO-
¢us. — JI.: Menununa, 1960.

6. Jlexapp ILI., Makaposa B.A. I'enaronepedpaiib-
Has nuctpodust. — JI.: Menuumna, 1984,

7. MarxkanoBa O.P. T'eHo-(eHOTHIIHYECKUE KOppe-
nse pu 6ote3nn Bumbcona B PecryOnnke barkopro-
CTaH: JHC.... KaH/a. Mel. Hayk. — Y da, 2007. — C. 10-18.

8. Hamunckas M.IO. Bonesus Bunscona / PMK. —
2001.—T. 3, Ne 2. — C. 24-27.

9. Pebpos B.I', I'pomoBa O.A. ButaMuHBI B MUKPO-
aneMeHTHI. - M., 2002. - C. 444-465.

10. Cyxapesa I.B. [TopaxxeHue meueHu y OOJIBHBIX Te-
narorepeOpaIbHON TUCTpodueil: quC. ... I-pa MeJ. Hayk.
- M., 2005. - C. 10-25.

133



11. Tumepbaca C.JI. DPPEKTHBHOCTH IITUTEIBHOMN
MATOreHEeTHYECKOW Tepanuyd OpH TrenarorepedpasbHOR
aucTpodun  (KIMHUKO-KaTaMHECTHYECKOE — MCCIIEN0Ba-
HHE): TUC.... KaHA. MeAd. Hayk. — M., 1991.

12. Yypkuna W.I., Jamynun W.B., AptembeB /I.B.
lenmarouepedpanbHas nerenepanst // Kiimaundeckue mep-
CTMIEKTUBBI TacTPOIHTEPOJSIOTHH, remnarojgoruu. — 2006. -
Ned. - C. 3-8.

13. Ferensci P. Wilson’s disease // Clin. Gastroenterol.
Hepatol. — 2005. — Vol. 3, Ne 8. — P. 726-733.

14. Haster D., Finegold M., Morgan C. T. Consequences
of copper accumulation in the livers of the ATP7b (Wilson
disease gene) knockout mice // Amer J. Pathol. - 2006. —
Vol. 168, Ne 2. — P. 423-427.

15. Torio R., Sepe A., Giannattasio R. Hypertransami-
nasemia in childhood as a marker of genetic liver disor-
ders// Gastroenterol. - 2005. - Vol. 40, Ne 8. — P. 859-860.

16. Iwata M. MRI diagnosis of neurodegenerative
disorders // Rinsho Shinkeigaru. - 2005. - Vol. 45, Ne 11.
—P. 947-951.

17. Kitzberger R., Madi C., Ferenci P. Wilson’s disease//
Metab. Brain Dis. —2005. - Vol. 20, Ne 4. — P. 295-302.

18. Mdici V., Mirante V.G., Fassati L.R. Liver trans-
plantation for Wilson’s disease: The burden of neurologi-
cal and psychiatric disorders / Liver Transpl. - 2005. - Vol.
11, Ne 9. — P. 1056-1063.

19. Mochizuki H., Kamakura K., Masaki T. Atypical
MRI features of Wilson’s disease: high signal in globus
pallidus on T1-weighted images // J. Neurol. - 1997. —
Vol.39. - P. 171-174.

20. Nichol D.J., Ferenci P., Polli C. et al. Wilson’s dis-
ease presenting in a family with an apparent dominant his-
tory of tremor // J. Neurol. Neurosurg. Psychiat. — 2001.
—Vol. 70, Ne 4. — P. 514-516.

21. Pears J. M. Wilson’s disease. Historical note //
J.Neurol. Neurosurg. Psychiat. — 1997. — Vol. 63, Ne 2. —
P.174-175.

22. Peter A., Le Witt. Neurologik aspects of Wilson’s
disease // Parkinson’s disease and movement disorders/
Ed. By J. Jancovic, E. Tolosa. — 3 ed. - Williams and
Wilkins, 1998.

23. Schiisky M.L. Wilson’s disease: genetic basis of
copper toxicity and natural history // Sem. Liv. Dis. - 1996.
- Vol. 16, Ne 8. — P. 83-95.

Koopounamut o5 céazu c asmopamu: Bsnosa Haoescoa Bukmoposna — accucTeHT Kadeapbl HEBPOJIOTHUU U HEHPO-
xupypruu IBI'MY, tein.: +7-962-584-58-96, e-mail: nvjalova@gmail.com; /Ipockokosa Tamwvana Huxonaeena — mpo-
(beccop xadenpsr HeBponorun u Helipoxupypruu IBIMY, tein.: 8-(4212)-98-02-29; Xerumckuii Anexcandp Mapxosuy
— mpodeccop, 3aB. Kadenpoit HeBponoruu u Heipoxupypruu IBI'MY, ten.: 8-(4212)-98-02-29.

I

VK 618.36 - 091

J.C. JIbicsik, H.H. BosikoBa

HATOPU3NOJIOI'NMYECKHUE MEXAHU3MbI ®OPMHUPOBAHUA
IIJIAIIEHTAPHOM HEJIOCTATOYHOCTHA

Amypcras eocyoapcmeenHas MeOUYuHCKAas aKxaoemus,
675000, yn. I'opvkoeo, 0. 95, men.: 8-(4162)-319-020, o. brazogewjenck

Pe3wme

B crarbe npejcTaBieHbl JaHHBIE 0 POJIM NPEIUMILIAHTAIHOHHOIO JH0OMETPHS B BACKYJIOTeHe3e U AaHTHOTeHe3e Cocy-
JUCTOH CHCTeMBbI IJIALEHTbI; MEXaHU3MbI, PEryJIMPYIOIHe AHTHOTeHe3 B IUIAlleHTe, IIoKa3aHa poJb anrnoreHHsIx (VEGF
u PIGF) n anTuanruorenssix (VEGFR-1 u VEGFR-2) pakTopoB B naTojioruvieckoii IIaneATAIHN H PA3BUTHH ILIAIEH-

TapHOﬁ HEAOCTATOYHOCTH.

Kouesvie cnosa: ﬁepeMeHHOCTL, IUIAUEHTA, IVIAeHTAPHAad HEI0CTATOYHOCTb, COCYAUCTHbIC JHAOTE/INAJTIbHbIE (l)aKT()le

pocra.

D.S. Lysyak, N.N. Volkova

PATHOPHYSIOLOGICAL MECHANISMS OF PLACENTAL INSUFFICIENCY

Amur state medical academy, Blagoveshchensk

Summary

The article presents data about the role of preimplantation endometrium in vasculogenesis and angiogenesis of pla-
centa. The mechanisms that regulate angiogenesis in the placenta. The role of angiogenetics (VEGF and PIGF) and antian-
giogenetics (VEGFR-1 u VEGFR-2) factors in pathological placentation and placental insufficiency.

Key words: pregnancy, placenta, placental insufficiency, vascular endothelial growth factors.
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