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OPUIHAJNBbHI AOCNIIKEHHSA

H.K. Bonowmn-ranoHos

FocynapcTBeHHoe yypexaeHne «MIHCTUTYT HeBpoorun, nemxmatpun n Hapkonormm HAMH Ykpaunei», XapbkoB
CocTosiHMe ne4yeHu y nauueHToB
c uepedbpanbHbiMmu hpopmammu 6o0ne3Hn
BunbcoHa — KoHoBanoea

WiayrieHbl KNUHUKO-NapaKkinHndeckmne M naboparTopHeie JaHHsIe 75 nauMeHToB C HEBPONOrM4eckon ctagueii 6onesHu
BunscoHa — Kovosanosa (bBK). C noMoLLbi0 MarHMTHO-PE30HaHCHOW TOMOrpagui, MarHuTHO-pe30HaHCHON criek-
TPOCKOMAW BLIAB/IEHb! CTRYKTYDHBIE 1 (DYHKUMOHANEHBIE N3MEHEHWS Da3nnyHbiX OTASN08 ronoBHOro Moara. CTpyxkTyp-
HbIE MBMEHEHUS NeYEeHY ONpeaeneHsl C MoMOLLbIO CrMpanbHON KOMMBIOTEPHOW TOMOrpaguy opraHos GproLLiHoA no-
n0CTH, a PYHKUMOHANBHOE COCTORHUE MEYEeHN — C NOMOLLBIO MHANKATOPORB UMTONM3a (aMUHOTPaHC(pepassl, ramma-
rayramunTpaHcgepasa) u XoaecTatmieckoro Mapkepa (ounupybuH). NMokasaHo, 4710 ripyn BBK B HEBPOAOrinHeCKOH
CTaOMM UMEIOTCS KaK CTDYKTYPHbIE, Tak U QYHKUMOHANLHAIR HapyLueHWus neveHy. flereHepaTtieHbie M3MeHeHusl CTPYK-
TYR roA0BHOMo Mo3ra npu EBK moryT ObiTe 00YCN0BAEHBI HE TO/ILKO TOKCUHECKMM BIUSTHUEM MEAU, HO U 4eiCTBUEM
IHAOTEHHOIo ammuaka. MNMonumMopgpuam CTpyKTyPHO-PYHKUMOHaALHLIX HapyweHui npu BBK 3aTpyaHseT paqHHion
AMarHOCTUKY, 8 CASA0BATENLHO, ¥ 3Q)(DEKTUBHOE TeveHve.

Kmoyessie cnoea: 60ne3He BunscoHa — KOHOBAN0Ba, rofnosHOR MO3r, neveHs, AMMMAK.

Beepexue

Boneanb BunbcoHa — KoHoBanoBa
(BBK) — TsDKenoe XpoHUYECKOE NPOrpeccu-
pyowee 3abonesaHue ¢ reHeTuyecku oby-
C/OBJIEHHBIM aYTOCOMHO-PELIECCUBHBIM Ha-
cnenoBaHUeM HapylieHus Metabonuama
Menu. B cpegHeM B nonynsiumm Yacrora ro-
MO3UIrOTHOIO HOCUTENLCTBA (KIMHUYECKU
npossasowerocs) cocrasnser 1:200 000
HaceneHusi. PacnpocTpaHeHHOCTb reTepo3u-
rOTHOrO HOCUTESILCTBA B ThiCSYY pas Gonblue
(1:200). MNpu reTepo3UroTHOM HOCUTENLCTBE
OTCYTCTBYIOT BbIpaXeHHbIE KIIMHU4ECKWe Npo-
siBneHus 601e3HM, OTMEYAIOT JILLIb U3MEHE-
Husi BuoxmMmyeckux nokasareneii (bapa-
HOB A.A. 1 coaBrt., 2004; Benhamla T. et al.,
2007).

Passutue 3abonesaHus onpegensieT reH
ATP7B, KOTOpbIii pacnonoXxeH Ha AJIMHHOM
nneye 13-i XpOMOCOMBI U KOZUPYET TPaHC-
MembpaHHbiit 6enok ATdasy P-tuna. B Ha-
CTOSILLIEE BPEMS 3aPEMMCTPUPOBAHO >400 My-
Tauuii atoro reHa. Kogupyemsliii um 6enok
yyacTByeT BO BCTPaUBaHUU Meay B anoLepy-
NONAasMuH U BblAENEHUU MEAU B XKENub
{Kpaithosa T.A., Edppemosa J1.M., 2000;
Tsivkovskii R. et al., 2002).

MNeyeHb ABNAETCH LIEHTPasIbHLIM peryns-
TOPOM roMeocTasa Meau, 34eCb OCYLLEecT-
BAISIETCS €€ XpaHeHne U akckpeuus. MepsBuy-
HbIM pyGexoM npuemMa v HaKorjeHUsl Meau
B MeYeHW CHUTAIOT renaToumThbl. JIu3uc nepe-
IPYXEHHbIX MEAbIO renaTtoLUTOB NPUBOOUT
K MOBbILLEHUIO YPOBHS CBOBOAHOM TOKCUYe-
CKOW MeZiM B CbIBOPOTKE KPOBM U, CNefoBa-
TENbHO, CYTOYHOWA 3KCKPEeLMU ee ¢ MOYOM,
a TaKke K HaKOIMJIeHUI0 Megy B CTPYKTypax
roJIOBHOTO MO3ra U APYrUX OpraHax-muiue-
HeX. B cBA3K ¢ 9TMM NpeHeBponorvyeckas
cragusa BBK nepexogut B HEBPONOrM4ecKyio
(Sternlieb 1., 1990; Poauna T.[1., 2005; FoH-
yapuk U.U., 2006).

Ina EBK xapakTepHbl kak natomopdono-
MMYECKUIA, TaK U KTMHWUYECKUI NONMMOP UM,

a cnepoBaresibHO — HeCneLMpUYHOCTb Kak
CTPYKTYPHBIX UBMEHEHUIA, TaK U KITMHAYECKUX
CUMNTOMOB U CMHAPOMOB 3a60neBaHus.
MNpu EBK natomopgonornyeckne uameHeHus
MeYeHU MOTYT NMPOSIBNATLCSA LIMPPO3OM neve-
HUW, XPOHWUYECKUM renaTuToM, renato3om
mnm pubpo3oM neveHn. OTMevaeTcs NOBOb-
HO HU3Kas1, @ UHOTAA U MUHUMAJIbHASA TUCTO-
naToNorMyeckasl akTMBHOCTb NpoLecca B ne-
4YeHU npu aTom 3abonesaHum. (HazapeH-
ko T.W., KnukyH A.A., 2000; Sternlieb 1., 2000;
Pebpos B.T., F'pomoBa O.A., 2003; Barae-
BaM.3. ucoasr., 2004; Cyxapesa.B., 2005).

OcHoBononaratoLee onMcaHue naTomMop-
¢$onornieckux USMeHeHWiA ronoBHOro Mo3ra
npu BBK npuHagnexut H.B. KoHoBanosy
(1960). OH y6eguTenbHO NPOAEMOHCTPUPO-
BaJ/1 PacCnpPOCTPaAHEHHBIA XapakTep NaToMop-
¢$onoruyeckoro NpoLecca B CEPOM BELLIECTBE
roNoBHOrO MO3ra, B TOM 4ucne U kope 60/1b-
LLIMX MONYLLIAPWUIA.

HeiipoBuayanuaaumoHHblie Uccnefosa-
HUS MOCNEAHUX JIET NOKA3bIBAIOT, YTO CTPYK-
TYPHbl€é UBMEHEHUSA B rOJIOBHOM MO3re
npu BBK uMeioT andPpy3Hbii xapaktep
C NPEeUMYLLLECTBEHHbIM ABYCTOPOHHUM MO~
paxeHWEeM Ceporo BeLecTBa NOAKOPKOBLIX
y3n0B U CTBONA MO3ra. B meHbLeit cteneHu
nopaxaeTcs 6enoe BeLecTso. Y Bcex 60sb-
HbIX B a3e HEBPOJIOrMYECKUX MPOoSBASHUR
BEBK oTMeyaloT pa3nuuyHoi CTeneHu Bbipa-
XXEeHHOCTU aTpodUieckme NpoLIecCbl rosioB-
Horo Mo3ra (Rodrigo Agudo J.L. et al., 2008;
NoHnomapes B.B., 2010; TpydaHos E.A.
1 coasT., 2012).

BEBK MOxeT NnposiBUTLCS KITMHUYECKUMU
NPU3HaKaMKn NopaxeHuss MHOTUX CUCTEM
1 opraHoB. CyLuecTByeT HECKO/ILKO K1accu-
¢ukaumii BBK, nOCTPOEHHbIX HA KITMHUYECKUX
npuaHakax 3abonesaHusi, NocnenoBaTeb-
HOCTM UX MaHMbECTaUUM U COYETaAHUA MO-
paxeHus neveHW, Mo3ra u Apyrux OpraHos.

CornacHo knaccupuxaumm A.G. Beam
(1960), BolgensioT aee hopMbl 3abonesaHus:

BapuaHT BunbCoOHa (nporpeccupytowas
NEHTUKYNSIPHAsA pereHepauus) u BapuaHT
Bectdana — LUTtpioMnens (ncesaockiepos).

H.B. KoHoBanos (1960) Buigenser
5 ¢popm 3aboneeanHus 6BK: aboomMuHanbHyto,
PUrUOHO-apPUTMOTUNEPKUHETUYECKYIO {paH-
HIOI0), APOXATENBHO-PUTUAHYIO, APOXKATE b=
HYI0 {MO3AHIOK), 3KCTPaNnUPaMUaHO-KOPKO-
BYIO.

J.M. Walshe 1 M. Yealland (1992) Bbige-
nsioT 4 popmMbl: eccumnToMHyio, abaomu-
HaubHYIO, LiepebpasbHYI0 U CMELLaHHYIO.

I.B. Cyxapesa (2005) coobLuaert o 6 Ba-
puaHTax pa3suTus 3aboneBaHust C pasinyHoN
CTENeHbIO MOPAXKEHUS NEYEHU: NeYEHOUHbIHA
(45%), SHOOKPUHHBIA (22%), HeBpONoOruye-
ckuit (16%), NCUXO3MOLMOHANbHBLIA (7%),
remonuTuieckuid (6%) n nodyeyHblid (3%).

HacToTa BbIIBNEHUS TO M MHOW HOPMBI
BBK 3aBucuT ot cneundguku obcnenoBaHuii.
M.3. BaraeBa 1 coasTopsl (2004}, o6¢cneno-
BaB 40 peteii c BBK, oTMeuaioT, UTo NepBbLIMU
IVIMHUYECKUMKU CUMNTOMamMK 3aboneBaHus
6binu: renatomeranus (42,5%), cnneHoMera-
nus (20%), MKTEPUYHOCTb KOXMW U CKep
(25%), 6onb B xuBote (17,7%), HOCOBLIE
KpoBoTeueHus (17,7%) U remonuTMyeckue
kpu3bl (10%). HeBponornyeckue CUMNTOMbI
NPOSIBUNUCH TONLKO Y 7,5% 60onbHbIX. Konbua
Kaitsepa — ®neitluepa kak nepsblii NPpUsHaK
BBK oTMeueHbl y 37,5% 60/bHbIX.

T.M. Po3unna (2005), o6¢cneposas
71 6onbHOro abaomMuHanbHo GoOpPMON, OT-
MeTunarenaromeranumio (73,2%), cnneHome-
ranuio (76,1%), xentyxy (63,4%), oTe4HO-
acuMTU4eCcKunid cuHapom (67,6%). MpuaHaku
NOPTa/IbHO| MMNEPTEH3WK BbiSIBNIEHb! Y 76,1%
60JIbHbIX, Y BCEX U3 HUX OTMEYeHa CrjieHO-
Meranusi. Npu3aHakn NeYeHOUYHO-KIETOYHOA
HEAOCTATOYHOCTU OTMEYanu yawe, Yem
NMOPTasIbHYIO TUNEepTeHauio, B 78,9% cny4aes.
Bonee yacTwiit aebioT 3a6onesaHns ¢ npu-
3HAKOB TSXENOro NOPaXeHusl NEYEHU, YeM
y aBTOpOB, 06CNea0BaBIIMX AETCKUIA KOHTUH-
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reHT, T.[1. PoanHa o6bacHseT 6onee No3gHUM
YCTaHOBNEHWEM ANArH03a, a CNefoBaTENbLHO,
1 3a4E€PXKOI Hauana Meab3IMMHUPYIOLLIEro
nevyeHns. TUM xe 0GbACHAETCS U 3Ha4U-
TensHoe npeobnasaHue 60NbHLIX C LMPPO-
30M neyeHun (88,7%) N0 CpaBHEHUIO C XPOHU-
yeckum renatutom (11,3%).

O0BexkT U MeTogbl

obcneposanua

Ha o6cnenoBaHm v Ie4EHUN B KIMHKKE
WHcTUTyTa HEBPONOrUK, NCUXMATPUK U Hap-
konorum HAMH YkpanHbl Haxogunuce 75 na-
uuentoB ¢ BBK. U3 Hux 15 yenoBek Habnio-
[aloTca B AMHAMUKE B TeyeHue 2-3 ner.

AuarHo3 BBK yctaHaBnusanu unu noa-
TBEpXAasin Ha OCHOBAHWMMW HaJlM4uUa Konew,
Kalizepa — Pneiiiepa, CHUXEHUS CoaepXa-
HVS B CLIBOPOTKE KPOBU LiEpyionnasmvHa
<20 Mr/on v nNoBLILLEHWS 3KCKPELUM Meam
cmoyoi >100 Mkr/cyT. Y oTaenkbHbIX 60MbHBIX
Y4UTBLIBANNCH U TaKWe OTHOCUTENBHO CreLu-
duyeckme ons BBK HeBponormyeckue cumn-
TOMBI, KaK TPDEMOP BLITSIHYTbIX BAOb TYNOBU-
LA pyK Mo TUNy GMEeHNs KPbUTLER U MUMUYE-
cKas rpumaca no Tuny rncesaoynbioku (risus
sardonicus).

B poACTBEHHbIX OTHOLIEHUSIX NO NUHUA
6par —cecTpa, cectpa — cectpa, bpar— Gpar
cocTosnun 8% rocnuTanuavMpoBaHHbIX HAMU
6onbHbIX. 30 BCex 75 naumyeHToB 35 6binu
XeHwwuHamy, 40 — myxdmHamu. Ha nepuog,
rocnuTaNU3aLmMm B KIIMHWUKY BO3PacT BONbHbIX
Haxopwncs B Nnpeaenax 5-55 net, B cpeagHemM —
26,9+5,4 ropa. BospacT 60nbHbIX HA MOMEHT
nebiota 3aboneBaHus coctasun 1 rog-40 ner,
B cpegHeMm — 21,8+3,2 roga.

BpeMsi 0T nosiBneHus nepBbIX CUMITOMOB
3a60neBaHMs [0 YCTAHOBNEHNS OKOHYaTE b-
Horo gnarHosa 6BK, a cnegosaresibHO, 40 Ha-
Yyasna 3TMoNaToreHeTUHECKOM Tepanum cocTa-
BUNO B cpegHeM 2,6 roga u konebanocb
B npepenax 0-7 net. B 3aBMCMMOCTY OT KK~
HUYECKUX NPOSIBNEHWIA NauueHTbl Habnoaa-
JIUCb B PA3NIMYHOr0 Npohuns MeauLMHCKUX
Y4pEXAeHuWsix ¢ amarHosamu: 6onesHs Botku-
Ha — 6 (8%) yenoBex; XxPOHW4ECKUIA renaTnT —
6 (8%); umppo3 neveHn — 5 (6,7%); 6onesHb
NapkuHcoHa — 4 (5,3%); aHuedbanut —
11(14,7%); paccesiHHbIl cknepo3 — 2 (2,7%);
TOPCUOHHas AUCTOHWS — 1 (1,3%) 6oNbHOIA;
wmnsodppenusa — 1 (1,3%); petckuii uepe-
6panbHbI napany — 6 (8%). 9 (12%) naum-
€HTOB Ha4ano 3a60neBaHuns CBSA3bIBAIOT C pas3-
JIMYHBIMU MCUXOTPABMUPYIOLLIMU PaKTOpamm,
10(13,3%) — C 4epenHO-MO3roBLIMM TPaBMa-
Mu. MepBryHO anarHo3 BBK 6kin onpeaeneH
Yy MeHee 4eM MoJIoBUHbI 6oNbHbIX (33 Yenose-
ka). 13 HWMX Y5 COCTaBNSIlOT CEMEMHbIE Crydamn
3aboneBaHns. Y HEKOTOPLIX NaLUeHTOB
[0 YCTaHOBMNEHUS OKOHYATENBLHOrO AMarHo3a
BBK Ha npoTsixkeHUM HECKOJIbKUX NIET rNpeano-
JNIOXUTENbHBINA AMarHO3 MeHanca 3—4 pasa.

Mo pes3ynbTatam aHanusa KIMHUYECKOW
KapTUHBI BbISIBANMW MONMMOPGHYIO HEBPONO-
rMYECKYI0 CUMMTOMATKKY C NpeobnagaHuemM
nopaxeHus 3KCTPanMpaMmngHoOi CUCTEMBI.
B 3aBMCHMOCTY OT BEAYLLUMX HEBPOJIOMMHECKUX
CMMMNTOMOB, COrIaCHO Knaccudukauum
H.B. KoHoBanosa, yiaCTHUKM UCCneaoBaHus
6binv pacnpeaeneHsl cneayowmm obpasom:
OpoxartenbHo-puriaHas popma — 26 (34,7%)
nauMeHToB, gpoxaTenbHas — 24 (32,0%),

aKcTpanupammaoHo-kopkosasa — 14 (18,7%),
apuTMorunepkuHeTndeckas — 7 (9,3%), ab-
noMuHanbHas — 4 (5,3%) naumeHTa.

PeaynbTarthl

n ux obcyxaeHne

BonbHbIE NPeAbABNANM Xanobbl npenmy-
LLEeCTBEHHO HEBPONIOrMYECKOro Xapakrepa.
Mx 6ecriokomnu TpemMop U HaCUIbLCTBEHHbIE
HEenpOU3BOJIbHLIE ABVXEHUS B KOHEYHOCTSIX,
B TOM 4MCJNie N aCTEPUKCUC; CKOBAHHOCTb
OBVXEHUIA; HApPYLLEHWE NOXOAKMU; TOHUYECKUE
CYAO0pPOru; HapyLUEeHWEe peyn; HapyLLeHne
KoopauHauun. MHorve naumeHTbl Xanosa-
JIUCb HA YacTyIO FONOBHYIO 60J1b, OLLYLLEHWE
TPEBOMU, pPasgpaxvTenbHOCTb, 00LLYyio cna-
60CTb, 6BICTPYIO YTOMIIIEMOCTb, NNIOXOM COH.

Y 7 (9,3%) 60nbHbIX OTMEYanu TpemMop
PYyK no Tuny 6ueHuns KpbinbeB, ay 5 (6,7%) —
rpMMacel No Tmny risus sardonicus.

Xano6 Ha HapyLUeHWs1 CO CTOPOHbI ApY-
rMX OpraHoB, B TOM YUCJIE NEYEHU, NaUUEHTbI
aKTUBHO He npegbsenanu. OfHako npu ue-
NieHanpaB/ieHHOM OMPOCE MOYTU Y BCEX
M3 HUX BbISIBNIEHbI CUMMTOMbI, 0BYCNOBNEH-
Hble HapyLweHneM GyHKuun nevesn. MHorve
60JIbHBIE OTMEYANV MJIOXOW anneTuT, U3Xory,
OTPbIXKY, ropeyb BO pTy. HacTb xanoBanmcb
Ha KPOBOTEYEHUS U3 HOCA, KPOBOTOUMBOCTb
AeceH. MHorve oTMeyanu nepuoam4yeckm
BO3HMKatoLLyio 60nb B NpaBomM nogpebepbe
M yBenuyeHune neveHun. Yactb 605bHbIX CO-
0BLWMNK O NOBLILLEHHOM CNIOHOOTAENEHUMN.
Y 4 xeHWWH B aHaMHe3e Gbln CNOHTaHHbIe
abopThbl. Mpu ocmoTtpe y 8 (10,7%) 60MbHbLIX
OTMeYeHa XEeNTYLWHOCTb KOXU U CKnep,
ay5(6,7%) — OTEYHOCTb IMLA U HOT.

[ns 06beKTUBU3ALIMM KMHUHECKON Kap-
TWHbI 32 NaumMeHTam NPOBEAEHA BU3yanu3a-
LMS CTPYKTYPHbLIX U3MEHEHUA rONOBHOIO
MO3ra 1 NneYeHun.

MarHuTHO-pe3oHaHcHas ToMmorpadus
(MPT) ronoBHOro Mo3ra npoBeAeHa Ha TOMO-
rpadye c HanPsKEHHOCTBIO MarHUTHOrO NONs
1,5 Tn, B pexumax T1, T2-BU (B3BELLEHHOCTb
n3obpaxenuii) n T2 FLAIR (Fluid Attenuated
Inversion Recovery) B caruttannHom, akcu-
anbHON U PPOHTasIbHOW NAOCKOCTAX. Ans
onpegeneHns MeTaboIMIecKUX U3MeHeHM
B CTPYKTYpax ronoBHOro Mosra nposegeHa
O0JHOBOKCENbHAs MarHUTHO-Pe30HaHC-
Has (MP)-cnekTpockonus No BO4OPOAY.

Buayanusaums CTPYKTYpPHbIX M3MEHEHUI
NeYeHN OCYLLECTBNIEHA C NOMOLLBIO Crivpaib-
HOI KOMMLIOTEPHOW ToMOrpadum (KT) opraHos
OPpIOLLHO NONOCTY LaroM cnupasiv 3-5 Mm.

Pesynstatel MPT noaTeepavnu KnvHu-
YecKue AaHHbIE O TOM, YTO CTPYKTYPHbIE U3-
MEHEHUS B ronoBHOM M0o3ry npu BBK umetot
AnddysHbI xapakTep ¢ NPEUMYLLECTBEH-
HbIM ABYCTOPOHHWM MOPaXeHWeM Ceporo
BELLECTBA NOAKOPKOBLIX Y3/10B U CTBONA
moa3ra (puc. 1). U3 32 obcnegoBaHHbIX naum-
€HTOB NaToNOrM4ecKne N3MeHeHuns B obna-
CTU NOAKOPKOBLIX Y3/10B HA MPT BbiSiBNEHbI
y 28 (87,5%) 60nbHbIX.

Y 4 (12,5%) n3 32 06cnegoBaHHbIX He Bbl-
AIBIEHO NaTONOrMyYeCKUX smeHeHnii MPT-cur-
Hana ot 6a3asibHbIX AAEP GONLLLMX NONYLLAPUIA
ronoBHOro Mo3ra. Bo Bcex atux cny4asx 3a-
6GoneBaHWe Ha4MHaNocb ¢ abAoOMUHANLHOM
¢opmbl BBK, rae aomuHupyiowmmMmu 6einu
CYOLEKTUBHbIE U OOLEKTUBHbIE MPU3HAKU MO-
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Puc, 1

MPT ronosHoro mosra 6onbHoit M. ¢ BBK.
CHUXEHWE MHTEHCMBHOCTU CUrHana ot Ye-
4yeBuLLeoOpasHbIX Aaep C ABYX CTOPOH U Mo-
BblLLEHWEe — MO KOHTYPY 3TUX 04aroB (Mno-
Ka3aHo cTpenkamu)

paxeHus neveHwn. Y ogHoi 6oneHoi B 17-neT-
HeM Bo3pacTe Obin AMarHoCTMPOBaH LMPPO3
NeYeHU C 0TE4HO-aCLIMTUYECKUM CUHAPOMOM.
Yepes 3 roga, nocne HeaPpHEKTUBHOMO KOH-
CepBaTUBHOIO Nie4eHUs], eid NpoBeaeHa OpTo-
TOMNMYECKas TPAHCTUIAHTALMS TPYMHOW NeYeHu.
Y BCex 4 nauneHToB He BbISIBNEHO Konel,
Kaitsepa — ®neiiwepa. B ncuxoHeBponoru-
4YECKOM CTaTyce Y HUX OTMeHasim TPeEMOp KO-
HEYHOCTEMN!, MOBbILLEHNE TOHYCa MbILLL, MO Nia-
CTUYECKOMY TUIMY, HAPYLLEHWE Peyy Mo Au3ap-
TPUYECKOMY Tuny. Y BCEX HUX BbipaxeHa
acTeHus3auus, HapyleHUue KOrHUTUBHbLIX
¢YHKUMIA N0 OpraHN4YecKoMy TUMy, a Taioke
TPEBOXHO-AENPECCMBHBIE PACCTPOICTBA.

BoisisneHHoe npu MP-cnekTpockonuu
no BOAOPOAY CHUXEHUE COOTHOLWEeHUs
N-auetunacnaprara u kpeatuHa — NAA/Cr
(N-acetylaspartate/creatine ratio) n pacuu-
PEHUEe NIOLAAN NUKa YKa3biBAET HA YMEHb-
LweHue koHueHTpauun N-auetunacnaprarta
KaK HelpOHaNbHOro MapKepa, HTO NOATBEPX-
DaeT Hann4me HelipopereHepaTMBHOMO NpPo-
uecca B 6asanbHbix raHrusx Moara npy BBK
(pwc. 2 &, 6).

AHanu3 pesynbtatoB cnupanbHoi KT
opraHoB OpIOLIHOM NONOCTY NoKasan, 4To
30 (93,8%) 60MbHLIX MMENW pasNMyHol CTe-
NEHW BbIPXKEHHOCTU MATONOMMYECKNe n3Me-
HEHWS CO CTOPOHLI NeYeHun (pric. 3).

Limppo3 nedveHu BoiseneH y 14 (43,8%)
60nbHbIX, renatomeranus — y 20 (62,5%),
nopTanbHas runepTeHauss — y 14 (43,7%),
crnineHomeranus — y 21 (65,6%) naumeHTa.
Y 4 (12,5%) 60nbHbIX 0AHOBPEMEHHO OTMeE-
Yanv Npu3Hak1 LMppo3a nevyeHu, nopTanbHo
runepTeH3mMu U cnineHomeranuu. Takxe
vy 4 (12,5%) y4aCTHMKOB O4HOBPEMEHHO BbI-
SIBNIEHbl MPU3HAKU LMPPO3a NeyYyeHun, nop-
TanbHOW rMNEPTEH3UU U renaToMeranuu.
Y 5 (15,6%) 60nbHEIX OQHOBPEMEHHO Npu-
CYTCTBOBaNu NpU3HaKuW renatoMeranvuu
1 CIINEHOMETasinn.

MNpu KT-nccneposaHum GpIOLLHOW NO-
noctu y 2 (6,3%) naumMeHTOB He BbISIBIEHO
NPW3HaKoB NopaxeHus nevyeHu. OTMETUM,
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Puc, 2

MHKOB 3THX METaboNHTOB

QOpHoBOKcenbHan NpoToHHaas MP-cnekTpockonusa no BOAOPOAY BELECTBA MojIOBHOr0 MO3ra
6onbHoro ¢ BBK, 40 net. Mukn ocHOBHLIX MeTabonuToB 0603Ha4YeHbl Ha PUCYHKE:

a — koHTposb. Cnextpockonms Genoro BewecTsa npasoi noGHoi o6nacmm. Cootrowenne NAA/Cr w Cho/Cr cocrasnsior
cooteeTcTBeHHo 1,8 M 1,5; 6 — cnexTpockonus B 06nacTH 6a3ancHbix Anep npaeoi remuceps. 0TMEYEHO 3HA4MTENbHOS
CcHixeHue cofiepxanud kak N-auemnacnaprara (NAA/Cr — 1,4}, Tax n xonwHa (Cho/Cr — 1,0), aTaixe pacivpenue 8 1,5 pasa

TR 15000
TE: 1440

Puc. 3

KT 6ptowHois nonoctn 6onbHoR A., 23 ropa
(BBK). MeyeHb yBenuyeHa, cTpykTypa andg-
¢Y3HO HEOAHOPOAHAA, KOHTYP (PeCTOH4aThIA
32 CYET MHOMOYUCNEHHBIX pereHepaTUBHBIX
yanos Ao 2,0 cM. CeneseHka ysenuyeHa.
Wmelotca KT-npuasHaku umMpposa nevyeHu,
NOPTaNIbHOA FTMNEPTEeH3UM U CIIIeHOMEeranin

KT 6ptowuHoit nonoctu 6onbHoi M., 20 net
(BBK). CocTosHWe nocne TpaHcniaHTaumm
neyeHu. CTpyKkTypa nevyeHn ogHoOpoaHas.
HeckonbKo NoBkILLeHa NAIOTHOCTL NapeHxy-
Mtl. B 06nactu nopransHoii BeHbl onpege-
NAIOTCA MeTanmyeckve ckobku. CeneseHxka
3HA4YMTENLHO YBeNMYeHa

YTO Y OAHOI 13 2TUX OOJIbHBIX B @aHaMHe3e
TPAHCMIaHTAUMS NedeHn (puc, 4),

Kak M3BecTHO, UHAMKATOPaMM NEYEHOY-
HOrO LUTONN3a ABNSIOTCH aJlaHUHAMUHO-
TpaHcdepasa (AnAT) u acnaparmHaMUHO-
TpaHcdepasa (ACAT), a Taloke raMma-rioTa-
muntpaHcnentugasa (I'MT). 3T gaHHbie
NPUHATO UCMNONb30BaTh Kak OTHOCUTENBHO
crneumduryeckue nokasarenn GyHKUMOHab-
HOro cocTosiHuA nevyeHn (HaguHckasa M.1O.,
2004; baraesa M.3. ncoasr., 2004; Cyxape-
sal.B., 2005).

B cBoei paboTe Mbl Talcke UCMOoJIb30Ba-
nmn a1 nabopatopHble TecTbl. B kayecTse
MapKkepa xonecTtasa NMPUMEHSNN YPOBEHb
6unmpybuHa B CbIBOPOTKE KPOBM.

Y 06cnenoBaHHbIX NAUMEHTOB CPEOHUIA
ypoBeHb ANAT u ACAT B CbIBOPOTKE KPOBU
Haxoauncs 6IM3KO K BEPXHEW FPaHULLE HOP-
Ml (38,5 u 35,3 ea./n npu Hopme 10-40
1 10-42 en./n cootBeTCTBEHHO). KOadpu-
uveHT ae Putuca (cootHowweHue ACAT/ANAT)
coctaBun <1y44,0% 6onbHbix; >1 —y 56,0%
60nbHbIX. YpoBHM AAT 1 ACAT npesbiLiani
HOPMY JinLLb Y 28,0% naunueHToB.

Moka3aTtens akTMBHOCTU [TT B cCpegHeM
cocTtasun 48,9 eq./nnpuHopme 15-55 eq./n.
OpnHako y 25,3% 60/bHBIX 3TOT NOKasaTeNb
npeBbiLLaJ HOPMY B >2 pasa.

YpoBeHb o6uwero 6unmpybuHa B ChiBO-
pPOTKE KPOBM B CpeaHEM COCTaBuI
23,0 MKMOJIb/N 1 HECKONbKO NpPEeBbILIAN
HopMmy (5-21 Mkmonb/n). Y 65,3% naumeHToB
9TOT nokasartenb 6bin 3HAYNTENBHO HUXE
BEPXHEW rpaHULIbl HOPMBbI.

MNonyyeHHble AaHHbIE NOATBEPXAAIOT
M YTOYHSIIOT MPUBEAEHHDBIE B IUTEPATYPE MO-
JIOXEeHUs 0 NaToMOoPdONOrMYECKOM U KITUHU-
Yyeckom nonumopdusmMe BBK. O BbipaxeH-
HOCTW nonumopduUama ceBmaeTeNbCTByeT
1 TOT dakT, 4To 6onee NonoBuHbl (58,7%)
60/IbHBIX paHee NEeYUIUCh Ha MPOTSXEHUMN
HECKOJIbKMX JIET B Pa3/IM4HbIX TEPAneBTUYE-
CKMX, HEBPOJIOTUYECKUX U NCUXUATPUHECKUX
cTaumoHapax, Mes Apyrve guarHo3abl.

Kak nokasanu Hawum uccneaoBaHus, Npo-
BOLIMPYIOLLMMU aKTOpaMM KIMHUYECKOro
HeBponoruyeckoro aebioTa BBK unum yrsxe-
neHus TeyeHuss 3aboneBaHns MoryT ObiTb
pasnuyHbie CTPECCOBLIE CUTYaLIMK, TPABMBI,
6oneBoit CMHAPOM U MHBEKLUOHHBIE 3a60-
neBaHus. B nonb3y STOro nonoxeHus ceupe-
TENbLCTBYIOT U AAHHBIE IUTEPATYPbI 0 TOM, 4TO
nyTem HelpPOrymMopaJIbHbIX BNUSHWYN GoneBbie
pasapaxeHusi U CTPECC MOTYT BbI3bIBATHL MO-
BblLLeHWE YPOBHSA CBOGOAHON TOKCUYECKOW
Megu B nnasme kpoBu (ABubiH A.l1. u co-
aBT.,1991).

HecMoTpst Ha TO 4TO NauneHTbl Npeab-
SIBNSIA MPEUMYLLIECTBEHHO XaN106bl HEBPOJIO-
rMYeckoro xapaxkrepa, NpakTU4eCKu y BCeX
Y4ACTHUKOB MCC/IeI0BaHUS! BbISIBIIEHbI TAKCKE
Pa3/IMUYHO CTENeHWU BbIPAXXEHHOCTU NaToo-
rmyeckue uameHeHus nevenu (97,3% cornac-
HO AAaHHbLIM CNUPaILHOA KT).

JIuwb y 2 60/bHBIX TAKUX U3MEHEHUIA
He BbisiBneHo. OgHako 0aHa U3 HUX nepeHecna
TPaHCM/IAHTaLMIO MeYeHU C nocneayioLLei
HopMauM3auueil ee pyHKumK 1 o6MeHa Meau
(ypoBeHE Liepy/ionnasMuHa BOCCTaHOBUJICA
8025 mr/on). Y apyroro 6016HOrO OTCYTCTBYE
BUAVMMbIX Ha KT U3MeHeHW CO CTOPOHbI Nneve-
HW, OYEBUOHO, CBA3AHO C TEM, YTO MEPBLIE
nposieneHusi BBK otMeyeHsI O CTOPOHBI HEPB-
HOA CUCTEMEBI, YTO AAN0 BO3MOXHOCTb PaHHET0
YCTaHOBNEHUA AMarHo3a U paHHero Havana
NeyeHust xenaTtHbiMu nNpenaparamu. OgHako
1y 37010 60/ILHOr0 KOHTPOJILHOE YNILTPA3BY-
koBOE 06CieaoBaHWe NOKa3ao MOBLILLEHHYIO
XECTKOCTb MAapEHXUMbl MEYEHU, YTO MOXHO
paccMaTpuBaTh KaK NposiB/IEHUE XPOHUYECKO-
rorenarura.

[oBOpSt 0 BO3BMOXHbIX MATOreHeTUYECKNX
MEXaHU3MaX PA3BUTUS KITMHUYECKMX MPOSIBIE-
HuiA 6oneaHn, HeoOX0AUMO OTMETUTDb, YTO
B NMaroreHese CTOMb ASIUTENbHOro 6eccuMn-
ToMHOro TedeHns BBK, kak n apyrux Heiipoae-
reHepaTtuBHbIX 3ab0neBaHnii, O4EBUAHO,
onpeaeneHHyio ponb Urpaet GpakTop ropMesu-
ca (NO3UTUBHOE BAUSHWUE LJIMTESILHOMO NpU-
MEHEHUS| MaJbIX 103 TOKCMYECKMX BELLECTB,
B TOM uucne un megu) (Mattson M.P., 2008;
Boxkos A.U. u coasrt., 2010; Kosanes M.K.
M coaBT., 2011).

ApoxarenbHble U TMNEePKUHETUYECKME
MPOSIB/IEHUS CO CTOPOHbI BEPXHUX KOHEYHOCTEN
(B TOM YMCnE 1 MO TUMY aCTEePUKCUCA) AOBOSb-
HO 4acTO OTMeYaloT He ToNbKo npu BBK,
HO W NpU Apyrux 3a60neBaHusx, B HaCTHOCTU
Yy N2UMEHTOB C NeYeHO4YHOM SHUEedanonaTuei,
KOTOpas pa3suBaeTcs y No4TM 60% 6G0nbHbIX
uMppo3om nevenn (Fepbept T., Lomepya I,
2002; KopcyHceka J1.J1., Knonorii O.B., 2009).

Mockonbky cuuTaeTcs, 4to sHuedanona-
TUS M TMNEPKUHETUHECKMNIA CUHOPOM MPU LMp-
po3e neveHu o6ycnoBneHbl MeTabonuuecku-
MW HapYLLEHWUSIMU, B YaCTHOCTU HAPYLLEHUEM
meTabonmamMa aMMmnaka, To O4eBUIHO, YTO
nopaXeHUe NOAKOPKOBbIX CTPYKTYP FOIOBHO-
ro Mo3sra B OTAENbHbIX caydasx BBK moxeT
6biTb 06YCNOBIGHO TOKCUYECKUM BIUSIHUEM
He TONbKO CBOBOAHON Meay, HO U OPYTUX Be-
LLECTB, B TOM YACIIE aMMUaKa. 3TO NOATBEPX-
J[aioT Takcke U AaHHble L. Kramer u coasTopos
(2000) u R.F. Butterworth (2008) o ToM, uto
C NOBBILLEHWEM CTEMEHM TSDKECTU NEYEHOUHON
aHUedanonaTum NOBLILIAETCA U YPOBEHb
aMMMaka B KPOBM.

BO3MOXHO, 4TO U Y Tex 4 y4aCTHMKOB
JaHHOI0 UCCNEAOBAHUS, Y KOTOPbIX HE BbISIB-
NeHo naTtonoruun 6asanbHbiX saep Ha MPT,
uepebpanbHeie HapyLleHUs OblNU BbI3BAHBI
HE CTONBKO OTNIOXEHMEM TOKCMYECKOU Meau
B CTPYKTYpax MO3ra, CKO/IbKO PasBUTUEM re-
YeHOYHOW sHUedanonatum, o6yCnoBNeEHHON
BBK. laHHOe NpeanonoxeHue nogreepxgaet
M TOT paKT, Y4TO HW Y OAHOI O U3 3TUX 60NbHBIX
He 0TMeYeHO OT/IOXeHU# Meu B BUZe Konel,
Kaiizepa — (neiwepa.

Mocne aHann3a GUOXMMMUYECKUX NOKa3a-
Tenei PpyHKUMOHALHON aKTUBHOCTU MeYeHn

YKP. ME. YACOMMUC, 4 (96) - VII/VIIl 2013 | www.umj.com.ua



OPUTIHANDBHI [

Y YYACTHUKOB UCCNeA0BaHUs onpeaeneHsb
HepesKO BbIpXEHHLIE LUTONIMTUYECKUI U XO-
NecTaTM4ECKMiA CUHOPOMBI. YPOBEHb aMUHO-
TpaHcdepas 6bin B cpeaHeM Ha BepxHeii rpa-
HULE HOPMbI, a 06LIero GunupybuHa B CbIBO-
POTKE KPOBU — HECKOJbKO MPEBbILLAN HOPMY.
Takum 06pa3oM, HECMOTPs HAa TO YTO'Y B0-
JIee YeM NOJSIOBUHbI MALMEHTOB OTMEHANN rena-
TO- W CMIEHOMEraNUIO, aKTUBHOCTb NATONOMM-
Yyeckoro rnpouecca B neyeHu Gblia HUKOWM
WU YMEPEHHOA, YTO MOXET BbiTb CBA3AHO
C NPOTUBOBOCNANMUTENBHBIM AEACTBUEM Meay
(Hazapenko T.W., KnwkyH A.A., 2000; Sternli-
eb ., 2000; Pe6pos B.I"., F[pomosa O.A., 2003).
MonyyeHHble gaHHbIe MOryT BbiTb 0BY-
CNOBJ/IEHbI U TaK HA3bIBAEMbIM BbirOPEBLLNM
LMPPO30M, KOrAa BOCMANIMTENbHBIA NpoLecc
YXe o3aay U NPU3HaKKM aKTUBHOCTU NATOJI0-
rM4eckoro npouecca B NeYeHN CHUXEHbI
unu otcyteTByioT (LUunynuH B.1., 2006).

Brisoab

Mpu BBK B HEBpPONOrMYeCcKoi ctaguu
3aboneBaHus y BCEX MAUMEHTOB UMEIOTCS TOA
WJIM MHOIA CTENEHUW BLIDAXEHHOCTMW CTPYKTYP-
Hble ¥ GYHKLMOHANBHBIE HAPYLLEHWS CO CTO-
POHbI NEYEHMU.

JereHepaTuBHble U3BMEHEHUS CTPYKTYP
ronoBHOro moara npu BBK MoryT 6biTb 06y-
CJIOBNEHbI HE TONIBKO TOKCUYECKUM BIIMSIHUEM
cBOBOAHON Meau, HO U TOKCUYECKUM BIUSI-
HUEM aMMKakKka, YPOBEHb KOTOPOro MOBHI-
LaeTca BCneacTeme Metabonmueckmx Ha-
PYLLEHWIA NeYeHu, Bbi3BaHHbIX BBK.

MpoBoumpyoLMMK GaKTOPaMu KIIMHU-
4yeckoro Hesponoruyeckoro aebiota 6BK
WIK yTSDKENIEHUs TeueHus 3aBoneBaHust Mo-
ryT 6bITb Pa3NINYHbLIE CTPECCOBbLIE CUTYaLMK,
TpaBMmbl, 6oneBble CUHAPOMbI U UHPEKLMOH-
Hble 3a6oneBaHusl.

Mpu BEBK, kak 1 npu nioboM apyrom Heil-
poaereHepaTMBHOM 3aboneBaHuuM, cTpate-
r'MYeCKM BaXHbIM SBNSIETCA MAaKCUMaJIbHO
PaHHASA AMArHOCTMKA Ha NaTEHTHOW AOK/IM-
Huyeckoit ctaguu. OfHako nonmmopduam
CTPYKTYPHO-(pYHKUMOHANBHBIX HAPYLIEHWA
npu BBK, a cneposatensHo, M MHoroo6pasve
KJIMHUYECKUX NMPOSBNEHWIA, 3aTPYAHSAIOT PaH-
HIOI0 AUArHOCTUKY U 3P EKTUBHOE NneYeHne
aToro 3abonesaHus. MoaTomy TpebyeTcs
MOBbILLEHHAs HACTOPOXEHHOCTL B OTHOLLE-
Hum BEBK kak cpegu HeBpOnoros 1 ncuxua-
TPOB, TaK U CPELM TEpPAarneBToB U NeaNaTpoB.

Heo6xonmmo oco6o 0TMETUTL HELONYCTH-
MOCTb NMPUMEHEHUS ANl YCTAaHOBNEHUS
WM YTOMHEHMS AmarHo3a MeTopa ex juvantibus,
OCHOBAHHOIO Ha OLIEHKE PE3yNLTaToB NpoBe-
OEHHOTO NneveHus], a Takke GeCKOHTPONBHOIO
DJIUTENBHOrO NMPUMEHEHUS B BICOKMX 03aX
TaKoro Meib3/IMMUHUPYIOLLIErO Npenaparta, Kak
KYTIPEHWI, KOTOPLIN CaM o ce6e MOXET CTUMY-
JIMPOBaTh HepoaereHepaTUBHbIE MPOLIECChI.
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i NeYiHKKn ¥y nauiexHTis
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MamMu XBopobw
Jinbcoxa — KonoBanoea
1.K. BonowmnH-ranoHos

-
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Peawme. BuaveHo wiikiko-napaxniHivai
T2 nabopaTopHi Aaxi 75 nayieHTis i3 Hespo-
norivHo cragieo xeopobu Binbcova —
Konosanosa (bBK). 3a gonomMorow
MarHiTHo-pesoHaHcHol Tomorpadii,
MarHiTHo-pe3oHaHCHOT cnexkTpockonii u-
ABMEHO CTRYKTYPHI T8 pyHKYioHanbHI aMiHu
piannx signinis ronoBHOro moaxy. Crpykryp-
Hi 3MiHK NeYiHKY BU3HAYEHI 38 AONTOMOTOI0
CripansHOT KoM soTepHOT ToMorpagii opra-
HIB HEPEBHOT NOPOXHUHY, & (QYHKLIOHANL-
HWi cTawH nevinky — 3a 4oNoMoroio iHauKa-
TODIB UATONIZY (@miHOTpaHCpepasu, ramma-
rayraMinrpadcepasn) i XonecTaTuyHoro
mapkepa (Ginipybin). MNoxasaro, wo npu 6BK
y HeBponoriyHiA cTagil HasiBHI K CTRYKTYPHI,
TaK | QyHKUioHansHi MopYyLUeHHS neYinKy.
JereHeparuBHi 3MiHU CTDYKTYD FOA0BHOM
mo3ky npu BBK moxyTe GyTy 3yMOBAEH|
HE /TULLE TOKCUHHUM BIJIMBOM Mifli, 8 i Aicio
EHAOreHHOro amiaxy. rNoniMopgiam cTpyk-
TYPHO-QyHKLIOHaNLHUX nopyiLeHs npy EBK
YCKNB8AHIOE PAaHHIO AiarHOCTUKY, 8 OTXE,
i ehexTUaHE NiKYBaHHRA,

Knioyosi cnosa: xsopoba Binkcona — Koxo-
BaN0BA, rON0BHWA MO30K, NeviHka, amiax.

Condition of the liver
in patients with cerebral
forms of Wilson’s disea

\;r.‘t'ii':;‘

I. K. Voloshyn-Gaponov

Summary. The clinical-paraclinical and
laboratory data of 75 patienis with neuro-
logic stage of Wilson’s disease (WD) are
examined. Using magnetic resonance imag-
ing, magnetic resonance spectroscopy
structural and functional changes in different
paris of the brain are revealed. Structural
changes in the liver are found with spiral
computed tomography of the abdomen.
Changes of liver function are verified with
cytolysis indicators (aminotransferases,
gamma-glutamyl transferase) and choles-
tatic marker (bilirubin). Itis shown that in the
neurological stage of WD there are both
structural and functional disorders of the
liver. Degenerative changes of brain struc-
tures at WD may be assoclated not only with
toxic influence of copper but also endoge-
nous ammonia. The early diagnostics and
thus the effective treatment at Wilson's
disease are hampered by the palymorphism
of structural and functional disorders.

Key words: Wilson's disease, brain, liver,
ammonia,
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