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HU.K. Bonowmn-ranoHvos, A.B. JInHckas
rocynapcTBeHHOE yupexaeHne «IHCTUTYT HEBPOJIOM MK, ICUXNATPUN U HapKOJI0rn
HauunoHanbHoi akaaemMmm MeauLMHCKNX HayK YKpauHbi», XapbkoB

fleMmoguHaMU4YeCKue U CTPYKTYPHbIE
N3MEHEeHUd NeYeHU y 00/IbHbIX

c uepebpanbHbiMu popmamMu DonesHn
BunscoHa — KoOHOBanoBa no AaHHbIM
V/IbTPa3BYKOBOIro UcciefoBaHus

B pabote npuseneHsl pesynsTars! YNsTpassykosoro neenenosaHus 50 nauneHTos ¢ HeBponorudyeckumy opmamu
6oneanu BunbcoHa — KorHosanosa. CornacHo nony4eHHEIM AaHHbEIM, ¥ BCEx BO/TbHbIX BbISBISHbI NaTON0MMHECcKUe 13-
MeHeHus nevenn. ¥ 58% nayneHToB uaMeHeHs COOTBETCTBOBANN TAKOBLIM MDY XPOHUYECKOM renarure, y 42% —
npv ynppo3ae nevenn. ¥ 32% GonbHbiX BHIABASHL! NPU3HAKKY NOPTanLHOA runepTeHann. QoHoBas NevyeHo Has remo-
AvHamuka 60bHbIX COOTBETCTBOBANE HODMAaTUBHBIM MOKa3aTenam, OOHaKo y 82% 13 Hux peakuus Ha TeCT C MALLIEBON
Harpyskoi 6bina oTpuyarensHon. Kpome LepebpansHoi naroorviy v naTosioriy co CTOPOoHb! nevyeHu, y 36% GonbHblx
BbISBNEHLI TAKXKE CTPYKTYDHLIE HAMEHEHUA MapeHXIAMbI NMoYex.

Knouessie choea: 00n1e3aHs BunscoHa — KoHoeanoga, VneTpassykoBoe uccaenosaqmMe, nevyeHs, ceneldeqHka, novykn.

Beepenue

BoneaHb BunbcoHa — KoHosanoea (BBK),
renarouepebpansHas AUCTPopus, — Hacnen-
cTBeHHoe 3abonesaHue, 06yCcnoBneHHOe Ha-
pyweHuem obMeHa Menw. Paasutue 3abone-
BaHus1 onpepenser reH ATP7B, KoTopblA pac-
MONOXEH HA AJIMHHOM ruieye 13-1 XpOMOCOMBI
1 KopvpyeT TpaHcMeMbpaHHbIii 6enok aneHo-
3uHTpudoceatasy P-tuna. B HacTosILWLee
BpeMs 3apermcTpuposaHo 6onee 400 MyTaumia
3TOro reHa. SToT 6e/lok BCTpaMBaeT MoJIeKyy
Meny B anoLepyonia3MuH M OCYLLECTRASIET
BbiaeneHwe Mmegy ¢ xenubio (KpaitHosa T.A.,
2000; Tsivkovskii R. et al., 2002).

MeyeHb OCYWECTBASIET U perynupyet
MeTabonuyeckme NpoLecchbl, 3aTparuBaio-
LLMe npakTu4eckun Bce Buas obMeHa. OpraH
AABNAETCSH LEHTPasbHbIM PEryniTopomM
romMeocTasa Meai1, B HeM NPOUCXOAAT Aeno-
HUPOBaHWE U SKCKPELMSA AAHHOMO SIEMEHTa.
MepBUYHBIM pYGEXOM NpUeMa U HaKOMIEHUS
Me[V B NEYEHN IBNISIOTCS renaTtoumTbl. JIuauc
neperpyXeHHbIX Meibio renaToLMTOB NPUBO-
VT K NOBBILLEHNIO YPOBHA CBOGOAHOM TOK-
CUYECKO Mepy B Nna3me KPOBW, YTO Bbi3bl-
BaET HaKOM/IeHUe Meau B CTPYKTypax rosioB-
HOro MO3ra U ApYrux opraHoB-MULIEHEN.
Takum 06pa3oM, npeHeBponoruyeckas ab-
[OMUWHanbHas cTagus 3aboneBaHus nepe-
XOAWT B HEBponoruyeckyio (Sternieb 1., 1990;
PoauHa T.I1., 2005; MNonyapuk U.W., 2006).

B HacTosLLEee BpeMs UMeIOTCS JIULLb eu-
HUYHblE paGoTbl, NOCBALLEHHLIE YIbTPa3BYKO-
BOMY uccnepnoBaHuio (Y3W) CTpykTypHbIX
M reMOAMHAMUYECKUX U3MEHEHWIA neYeHn
y 6onbHbix BBK. B naHHbIX paboTax oTpaXeHsb!
pe3ynbTaThl MCCNeAOBaHWUIA, NPOBEAEHHbIX
B OCHOBHOM Yy 60NbHBIX C @6 A0MWHANBHOIA
¢opmoii BBK nnny peteid.

B uccneposanuu M.3. baraesoii (2004)
BbinonHeHo Y3W 6piowHoii nonoctu y 40 ge-

Teii ¢ BBK. Cpepnnuii Bo3pacT G0MbHLIX CO-
ctaBun 12,6 roga. ¥ 19 o6cnenoBaHHbIX Bbi-
siBNeHa ctagusi chopMUPOBAHHOMO LMPPO3a
neyeHu (LIN). ABTOp O0TMeTHNa B rpynne
60nbHbIX C XpOHUYECKMM renatuTtom (XI)
3HauuTeNbHOE yBenudeHue obenx gonen
Ne4YeHU ¢ HEOAHOPOAHOCTLIO MAaPEHXUMBI.
B aToii rpynne 6onbHbIX AuaMeTp cTBONa
BOPOTHOW W CENEe3E€HOYHOMN BEHbI, @ TaKloKe
pasMepbl CeNe3eHKW HaXoAWIMCh B peaenax
BO3PacTHOW HOPMeI. B rpynne 6onbHbIx LM
neyeHb Takxe Obina yBenuMuyeHa, 0gHaKko
MeHbLue, yem B rpynne XI. MpusHaku nop-
TanbHON rMNepTEH3UU Y AAHHOW rpynnbl
60/1bHbIX NPOSBASNUCL PACLUMPEHWEM CTBO-
nla BOPOTHOM BeHbl. ¥ 11 naunenToB ¢ LN
onpeaensny peKaHaIM3aLMIO MyrNoYHON BEHbI
C KPOBOTOKOM B Held. B rpynne 6onbHbix LT
OTMEYeHO AOCTOBEPHOE YBENYeHUe pas-
MEepOB CeJle3eHKU.

B uccnepgosaHum T.M. Po3suHoii (2005)
Ha OCHOBaHWW AaHHbIX Y3U 71 naumeHTta
¢ abaoMuHaneHoi ¢opmoit BBK y 76,1%
M3 HUX BbISIBJIEHbI MPWU3HaKKW NOPTaNbHOMN
rUNEepTEH3NU — pacluMpeHue NopTabHOMA,
Cene3eHOYHO 1 NyNoYHOM BeHbl. Heobxoaun-
MO OTMETUTb, 4TO Npu BBK nopaxeHue ne-
YEeHW MOXEeT NPOoTeKaTb C MUHMMAaNbLHOM
CTeneHbi0 aKTMBHOCTU, CNeAoBaTENbLHO,
C MMHUM&JTbHOM CUMINTOMATUKOM. 3TO MOXET
BbI3blBaTb ONPEAENEHHbIE ANAarHOCTUYECKUE
TpyaHocTu. Hanbonee MHpOpMaTUBHBIM
METO[OM BbISIBJIEHUS 3TUX COCTOSIHWIA IBNSA-
€TCs NYHKUMOHHas GUOMNCUs NeveHn ¢ Npo-
BEAEHMEM CBETOBOIO M 3JIEKTPOHHO-MUKPO-
CKOMWYECKOro UCCNeA0BaHWUs, O HaKO UHBa-
3UBHbLI XapakTep AaHHOro Mertopa
CYLLECTBEHHO OrpaHUYUBAET €ro NPUMEHEe-
Hue. [laxe B Crneuyanu3MpoBaHHbIX renarto-
JIOTM4ECKUX OTAENEHUAX METOA, MPUMEHSIOT
He 6onee YeM y 50% 6onbHbix BBK (barae-
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Ba M.3., 2004; Cyxapesa I.B., 2005; Poau-
Ha T.M., 2005).

Llenb paboTbl — U3y4eHue CTPYKTYpPHbIX
W reMOAMHaMUYECKUX U3MEHEHWUI nedYeHn
y 6onbHbix BBK B HEBpONIOru4eckoi cragum
3a6oneBaHus NyTemM npuMeHeHus 6esonac-
Horo, 6bICTPOro M MHOMOMJIAHOBOTO Y/bTpa-
3BYKOBOIo MeToja.

O6bekT u meTogbl

obcnegosanns

B pa6oTe npvBeaeHsl pesynbrathl Y3U
opraHoB 6pioLiHoi nonoctn 50 nauueHToB
¢ BBK ¢ HeBponoruyeckumu dopmamm 3a-
6oneBaHua. Cpean o6cnenoBaHHbIX —
21 xeHLwWwwmHa u 29 MyxurH. Ha nepuop o6cne-
[OBaHWA cpenHuiA Bo3pacT 60JbHbIX CocTa-
Bun 29,7 rona. BospactHoii Anana3oH
6onbHbix — 17-47 net. Y 21 6onbHoro Y3U
NPOBEAEHO B AUHaMMKe yepes 6-12 mec
JIeYEHUs.

Bo3spacT 60/bHBIX K MOSIBEHMWIO NEPBbIX
CUMNTOMOB 3ab0/1ieBaHUS COCTaBUN B Cpeal-
HeM 22,3 roga ¢ pazbpocom 5-45 nert. Mpo-
AONXUTENBHOCTb Nepuoaa OT NosIBNEeHUs!
nepBebIX CUMNTOMOB 3aboneBaHus Ao ycTa-
HOB/EHWSA OKOHYATEILHOrO AIMAarHo3a, a cre-
[0BaTesIbHO, Hayarna aTMoNaToreHETUYECKOo
Tepanuu Meab-3/TMMUHUAPYIOLLMMMU (XenaTop-
HbIMW) MpenapaTaMu, COCTaBuma B CpeaHEM
2,3 ropa ¢ pasbpocom 0-6 ner.

JAuarHo3 BBK ycTtaHaBnusanv uam noa-
TBEpXZanu B kKnuHuke FocyaapCTBEHHOMO
ydpexaeHust «MIHCTUTYT HeBPONOrMu, NCUXN-
aTpvM1 1 Hapkonorm HauuoHanbHOW akage-
MWW MEMLIMHCKUX HayK YKpauHbl» Ha OCHO-
BaHMM CHUXEHUS COAEPXaHUA B nnasme
KPOBU LepynonnasmMuHa (<20 mMr/an), yse-
JIM4EHUs 3KCKpeuun Mean ¢ MOYOM
(>100 mkr/cyT) u Hannumsa konew, Kaitsepa —
dreiwepa.



KnuHuko-HeBponoruyeckoe obcnenosa-
Hue GoNbHBIX BbISBUIO NOAMMOPGOHYIO He-
BPOJIONMYECKYI0 CUMINTOMATUKY C npeobna-
[aHVeM NnopakeHus aKCTpanupaMuaHoi Cu-
cTembl. B 3aBMCUMMOCTM OT Bepyulimx
HEBPONOrM4ECKMX CUMITOMOB, COracHoO
knaccudukaumm H.B. KoHoanosa (1960),
60onbHble 6L CTPYKTYPUPOBAaHLI Crieaylio-
MM o6pa3oM: Hanbosbluee KONMYeCTBO
6onbHbIX — 22 YyenoBeka (44%) — uMenu
apoxartenbHo-purinaHyio ¢opmy 3abonesa-
Hus, 17 naumeHToB (34%) — ApOXaTeNbHYIO
bopmy, 4 (8%) — akCTpanmpamMmnaHO-KOPKO-
BYl0 ¢popMy, 3 6onbHbIX (6%) — apUTMO-TU-
NMEPKUHETUYECKYIO (PaHHIO ) dOpMy 1 4 60N1b-
HbIx (8%) — a6aoMuHaneHyo dopmy BBK.

Y3W npoBoavnm ¢ UCNONb30BAHNEM YIib-
Tpa3asykoBoro ckaHepa ULTIMA PA Expert™
(npon3BoacTBa kKoMnaHun «<PagMnp», Ykpaum-
Ha). Kpome pa3mMepoB, CTPYKTYPbI Y BEJIMYUHDI
MeYEHM, B [yMJIEKCHOM peXvME onpeaensiiv
rnokasarenu GOHOBOW reMOAMHAMUKN NeYeHn
M ee U3MEHEeHUs B OTBET Ha CTaHAApPTHYIO
MULLEBYIO HArpy3Ky (75 r ratoko3sl). OueHuBa-
JIM YCPEAHEHHYIO N0 BPEMEHU MaKCUMAILHYIO
cKopocTb kKpoBoToka (TAMAX) B BOPOTHOM
BEHE, MMKOBYIO CUCTONIMHECKYIO (VPS) Y KOHEY-
HyI0 AMacTonuyeckyio (Ved) CKopocTb KPOBO-
TOKQ, a TaKKe NHAEKC pPe3ncTeHTHOCTH (RI)
B NeYeHO4HOM apTepun. Kpome TOro, OLeHU-
Ba/IN XECTKOCTb NAapEHXUMbI NMEYEHN B PEXU-
Me CABUIOBO-BOJIHOBOI anactorpaduu. Uc-
CNENOBaNM TAKKE XEYHRIN Ny3bipb, CEeNe3eH-
KY W MOYKM.

C y4eTOM UMEIOLLIMXCS CBeEHMIA O B3a-
MMOCBA3M QYHKLMOHANIBHOIO COCTOSIHUS
3HA0TENNa COCYA0B U XPOHUYECKON anddys-
HOW naTonorum neyveHn (Heitzer T. etal., 2005;
BynaTtoBa U.A., 2009; LLlekoToBa A.Il., 2010),
M3y4eHO PpYHKLIMOHANBLHOE COCTOSIHWUE SHAO0-
Tenusa cocyaoB y 60nbHbIX BBK.

IOnsa onpepeneHvs GYHKUMOHANLHOIO
COCTOSIHUS SHAOTENUS COCYAUCTON CUCTEMBI
npoBoavan Npoby NOTOK3aBUCUMOWA (3HOO-
TeN3aBUCMMON) BazoaunaTaumm. Beunc-
JIANW B NPOLIEHTaX MAKCUMaIbHOE YBENNYE-
Hue avameTpoB 06Genx nieyeBbIX apTepui
nocne npo6bl. HopManbHoit peakumeii nne-
YEBOW apTEPUM NPUHATO CYUTaTh €e Aunara-
umio Ha poHe peakTUBHOW rMNepemun Gonee
yeMm Ha 10% OT HayanbHOro anameTpa.
MeHbluee 3HavYeHue gunartaumm Wan Baso-
KOHCTPMKLIMIO PAaCLIEHMBAIOT KaK MaTosoru-
yeckylo peakumio (Kypsata A.B., ®pono-
BaE.A., 2009). Y nioneii 6e3 ¢pakTropos pucka
Pa3BUTUS aTepoCKiepo3a COCyaUCTas peak-
Lms coxpaHsieTcs cTabunbHoit no 40-neTHe-
ro BO3pacTa, B Bo3pacTte >40 neTt oTMeyaror
€XerogHoe CHUXeHWe AaHHOro nokasarens
(Jlytaih M.W. Ta cnieaer., 2005).

Peaynsrarhl

M ux obcyxpenune

PesynbraTthl KA4€CTBEHHOW OLLEHKWU 3XO0-
CTPYKTYPbI NEYEHN NPOAEMOHCTPUPOBANN, HTO
Bce 6onbHble BBK ¢ HeBponornyeckmmm ¢op-
Mamu 3a60neBaHusi UMEIOT NaTonorm4eckue
M3MEHEHWUS NEeYEHN TOW U MHON CTeneHn
BblpaXeHHOoCTU. o AaHHLIM Y3U oTMevanu
b y3HYI0 HEOAHOPOAHOCTL NAapPEeHXUMBI
MEYEHN 3a CYET MEeJIKO- U CPpeaHeo4aroBoi
HEOAHOPOAHOCTM MESKMX U CPEeAHMX, Pasning-
HbIX [0 3XOr€HHOCTU, CUIHAJIOB.

OPUTTHANBHI AOCNIAKEHHA

Mo xapakrepy Nosy4eHHbIX AaHHLIX BCE
6onbHble pacnpeneneHbl B 2 rpynnbl.
Y 29 60nbHbIx (58%) BhisiBNEHbI npyaHaku X
(pue. 1), y 21 6onbHOro (42%) — npusHakm
nepexopa XI' B UM (puc. 2).

AHaNU3npys pasMepbl NeYeHn, HeoBxoam-
MO OTMETMTB, 4TO B LIENIOM B rpynne 60/bHbIX
BBK TonwuHa XxBOCTOBOI J0NM cocTaBuna
25,64 MM ¢ konebanusmu 14,50-44,70 mm
(koHTPONL — <35MM). TOMNLLMHA NPaBOYA A0 —
123,01 mm ¢ konebaHnamm 96,4—164 MM (KOHT-
ponbk <125 MM). TonLMHA NIEBOIA AONM NEYEHN
cocTaBuna 55,19 MM ¢ kone6aHusammn 38,50-
106,70 MM (KOHTpOSIb — <60 MM). Kocoit Bep-
TUKaJTbHBIA Pa3MeEP NPABOM 40N NEYEHN PaBEH
152,76 MM (KOHTPO/b — <150 MM).

B uenom, cornacHo nony4eHHLIM AaHHbIM,
B rpynne 6onbHbix BBK TonwwmHa kak npaBoi,
Tak U NIeBOi A0NM NeYeHn COOTBETCTBOBANN
BEpXHe rpaHuLLe HOPMAaTUBHbBIX NMOKa3aTeNen,

MHOXEeCTBEHHbIE TMMNO3XOreHHbIE YYACTKN
BapeHX1Me neveHn naumeHTku M., 34 ropa,
¢ BBK B ctapun XI

KOCOI BEPTUKASbHLIA pa3Mep NpaBoi 40U
neveHn NpeBsbILLIan KOHTPO/IbHbIE 3HAYEHWS.

TonwwmHa nNpaBoi A0AWN NEYEHU NpPeBbl-
Lwana KOHTPOJibHbIe nokasatenu y 21 (42%)
6onbHOro. TonwuHa NeBOi A0NU NeYeHn
NpeBOCX0AnNa HOPMaTUBHbIE 3HAYEHMS
y 14 (28%) 60nbHbIX, NOKa3aTeNN KOCOro
BEPTMKaJIbHOIO pa3mepa npaBoii 4oNx neve-
HY oTMeuanu y 30 (60%) 60/bHbIX.

CpaBHuBas rpynny 6ossHbix BBK ¢ XI'
1 rpynny GonbHbix BBK ¢ LM, Heobxoanmo
OTMETUTDb, YTO B rpynne ¢ XI' yBe/IM4EHHbIE
pa3Mepbl neyeHun BoisBneHbl y 13 (48,8%)
13 29 6onbHbIX, B rpynne 6onbHbIX ¢ LM —
y 17 (80,9%) n3 21 6onbHoro. Takum oGpasom,
y 6onbHbix LIM noytn B 2 pasa (B 1,8 pasa)
yawe, Yyem y 60nbHbIX X, perucTpupoBaimv
yBeJIM4eHue NeyeHu.

MonyyeHHble peay/bTaThl He COBMAagaloT
¢ naHHbIMKM M.D. Baraesoit (2004). Ha Haww
B3r/Ii4, TAKOe pacxoXaeHWe MOXHO o0bsic-
HWUTbL TEM, YTO ee AaHHble GblIM NOJYYEHbI
B XOZ€ UCCNEeJ0BaHNS IETCKOrO KOHTUHIeHTa
60/bHbIX, B OCHOBHOM ¢ a6a0oMUHaNbHOM
¢opmoit 3aboneBaHns U B NEPUOL aKTUBHOTO
NaToNorM4ecKoro NpPoLecca B neveHun. Hawm
pes3ynbTaTtbl Noy4eHbl y 6onbHbiX BBK ¢ He-
BpOJIOrMyeckumMmn opmamm 3a6oneBaHus
B CTaM1 MUHUMAJTBHO CTENEHW aKTUBHOCTH
naTosIorM4eckoro npoLecca B NeYeHn, YTo
NOATBEPXAAETCS OTCYTCTBUEM COOTBETCTBY-
IOLLMX Xan06 60/bHBIX U CTEPTLIMUA KITMHUKO-
nabopaTopHbIMA AaHHLIMK. B naHHOM uc-
cnenoBaHvm y 60/bHbIX C BbISIB/IEHHBIM YBE-
nuyeHnemM neyeHu LN conpoBoxpancs
W NOPTa/IbHOM MMNEPTEH3NEN.

B o6Lueit rpynne nopTanbHas runepTeH-
3us BbisiBneHa 'y 16 (32%) 60nbHbIX (D, 3).

Puc. 2

HeoaHopopHbie Y rMNoSXoreHHbe y4acTKU B NapeHxMMe neyeHun, aunaraums BOPOTHOW U ce-
Nle3eHoyHo BeHbl y nauuHTa K., 31 roga, ¢ BBK 1 LM

Puc. 3

-

¢ LN v noptansHoi runepreHanein

OunboysHo-o4aroBas HEOOHOPOAHOCTL NEYEeHN M BYrpPUCTOCTL KOHTYPOB Y naumeHTa Y., 33 roga,
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B rpynne 6onbHbix XI' NOPTanbHYIO rv-
nepTeH3uio BbisBUAM nvuwb y 3 (10,3%)
13 29 6onbHbIX. B rpynne naumentos ¢ LIM —
y 13 (62%) u3 21 GonbHoro.

CnneHoMeranuio perucTpUpoBasv Halle,
yeM renatomeranmio. B obueli rpynne yse-
JIM4EHUE CeNne3eHKU BbisiBNeHo Y 72% 60onb-
HeIX. B rpynne 6oneHbix LI cnneHomeranuio
[UarHoCTUPOBAaNM HECKOJIbKO YaLlle, YeM
B rpynne nauneHTos ¢ XI' (76,2 n 69,0% co-
OTBETCTBEHHO).

PacluvpeHne BOPOTHOW BEHb YCTAHOB-
neHo y 15 (30%) 6onbHeix o6cnenyemoi
rpynnel, Brpynne ¢ LM —y 11 (52,4%) 60nb-
Hbix, @ B rpynne ¢ XI — nvwb y 4 (13,8%).
PacLumpeHue ceneseHOYHOM BEHbI BLISBJIEHO
y 11 (22,5%) yenoBek B o6iueli rpynne, B
rpynne c LM —y7 (33,3%) 6onbHbIX, B rpyn-
necXr —y4(13,8%).

JonnnepoBckoe UccnegoBaHWe remMo-
OWHAMUKK MEeYEHU NPOAEMOHCTPUPOBAO,
4YTO nokasaTtenu GpoHOBON reMoauHaAMMUKKN
y 60nbHbIX BBK cOOTBETCTBOBaNnu HopMe:
MaKCUMasibHasi CKOPOCTb KPOBOTOKAa B BO-
poTHOI BeHe — 26,30 cm/c (B HopMe —
18-30 cM/c), ycpeaHeHHasi No BpeMeHU
MakKCUMajbHas CKOPOCTb KPOBOTOKA —
21,73 cm/c (Hopma — <34,0 cMm/c), obbeM-
HbliA kpoBoTOK — 1079,25 Mn/MuH (Hopma —
600-1200 mn/MuH).

B apanTaumu ne4eHO4YHON reMoguHaMu-
KW K pasnv4HbiM $GrU3n0sIorM4ecKuM 1 naTo-
JIOTMYECKUM Harpyskam 60NbLUylo ponb
urpaet peakuus Gydepa neueHOUHOM apTe-
puvu (Lautt W.W., 1985). B paHHoii paboTe
MUCCNeaoBaHWe peakuuy NneYeHOYHON reMo-
[OVHAMUKK Ha NMULLEBYIO Harpy3Ky NpoBOAWIIU
no anpobuposaHHoii meToamke (AnHHuk O.B.
Ta cnisasrT., 2008).

Kak nokasan aHanu3 noNy4eHHbIX JaH-
HbIX, TUWb Yy 9 (18%) 60/bHBIX BbiSBAEHA
cnabononoxuTtesibHas UNKU NONOXKUTeNbHas
peakuus Ha CTaHAAPTHYIO MULLEBYIO Harpya-
ky. N3 9 6onbHbIX 8 4enoBeK — NauueHThl
narpynnbl ¢ X" n 1 yenosek u3 rpynnei ¢ LIM.

CornacHo AaHHbIM yNIbTPA3BYKOBOW ania-
crorpaduu y nogasasiowero 60sblUMHCTBA
obcnenoBaHHbIX 60nbHBLIX BBK (88%) BbisIB-
JIEHA NOBBILUEHHAA XECTKOCTb NapEHXUMbI
nedveHun. CpeaHee 3HayeHue nokasaTens
y BCex nauueHToB coctasuno 10,62 kla
C avanasoHoM 4,74-20,69 kla (Hopma —
0,4-6,0 kMa).

B Hactosiee Bpems yaensiiot 6onbluoe
BHUMaHWE U3MEHEHUIO BHYTPWNEYEHOYHOA
reMogMHaMuk1 U GyHKUMOHANLHON COCTON-
TENbHOCTU SHAOTENUS Y 60/IbHBIX C XPOHUYE-
CkumMu 3ab6oneBaHUSAMU NeveHu. AuchyHkums
1 NoBpexaeHWUe aHaoTenus aBnsioTcea 06au-
raTHOW xapakTepuMCTUKOW natoreHesa
npy XpoHU4eckux anddyaHbix 3a6oneBaHUsAX
neyenu (Heitzer T. etal., 2005; BynatosaU.A.,
2009; Lekotosa A.I1. u coasT., 2010).

OnOHaKo UMEIOTCH LU eAUHUYHBIE pa-
60Tbl, NOCBALLEHHbIE AAHHOW Npo6ieme
y 6onbHbix BBK (Baraesa M.3., 2004; JluH-
ckas A.B.wucoasrT., 2012).

lMpoBeneHHOEe HaMKu uccnenoBaHue
YHKUMOHAIBHOMO COCTOSIHMS COCYAMCTOrO
SHAOTENUs NPOAEMOHCTPMPOBANo AO0CTO-
BEepHOe CHWXeHWe Ba30aKTUBHON ¢yHKUNKN
aHpoTtenus y 6onbHbix BBK. B Lienom, B rpyn-
ne nokasaTtesib cocTaBun nuuwb 8,12%

(npw HopMe 210%). HecMmoTpsi Ha Monozoi
1 CpeHNIA Bo3pacT o6cneaoBaHHbIX 6OBbHBIX
(29,7 ropa), HopManbHas Ba3oakTUBHas pe-
akums BeiseneHa nuwb y 30% 13 Hux. B aT10
yucno Bownu 6onbHele U3 rpynnsl XIF B BO3-
pacTte <25 net. CteneHb AMchyHKUMM SHAO-
Tenus 6bina CyLLeCTBEHHO Bhile Y 60MbHbIX
LM B cpaBHeHuM ¢ naumeHTamm ¢ XI.

KpoMe CTpyKTypHbIX USMEHEHWIA NeYeHU
M ceneseHku, y 78% 60/bHbIX BbISIBNIEHbI pa3-
JIMYHBIE NATONIOrMYECKUE USMEHEHWS B XenNy-
HOM ny3blpe (aunataums, auddeysHo-nonm-
noeuaHas ¢opmMa xonecreposa Xe4yHoro
Ny3bIpsi, YTOJILLEHWE W YIIIOTHEHWUE CTEHOK).

B psfly BHene4YeHouHbIX nposienieHuii BBK
nopaxeHne No4eK BCTPEYaETCS OTHOCUTE b-
HO PeaKo, HO MOXET OnpeaensTh KNUHUYE-
CKYI0 KapTuHy 3a60NneBaHns U 3aTPyaHATb
CBOEBPEMEHHYI0 AMAarHocTuky 6onesHu.
B oTevecTBeHHOI 1 3apybexHO nuTepaType
MMEIOTCH eAUHUYHBIE COOBLLIEHUS O Mopaxe-
Hum noyex npu BBK (Paxumosa O.10., 2005).

CornacHo HalLKMM AaHHBLIM, SXONPU3HAKW
IMGPY3HbIX UBMEHEHUH NMpaMuaanbHbIX
OTAEN0B NapeHXUMbl MOYEK BbIBAEHbI
y 18 (36%) 60nbHbIX. MonyyeHHbIe HaMu
MaHHble 0 YacToTe nopaxkeHus nodek npu GBK
YKa3bIBAIOT HA 3HAYMTENIEHO MEHBLLIYIO YaCTO-
TY NMOPaXeHWs MOYEK, YEM NPUBEAEHO B NU-
TepaType. Takoe pacxoxmpeHue, O4eBUOHO,
06yCnoBNeHO TeM, YTO ApyrMe aBTopbl yKa-
3bIBAIOT YACTOTY NOPAXEHUS NOYEK Y BONbHBIX
¢ abpoMuHanbHOM GopMoii 3a6onesaHns.

B auHamuke 4epesa 6—12 Mmec NOBTOPHO
obcnenosaH 21 6onbHoit BBK. Y 11 (52,4%)
NaumMeHToB AaHHble Y3W He npoaeMOoHCTpU-
poBanu CywecTBEHHOW AMHAMWKMK.
Y 6 (28,6%) 60nbHBLIX NOCNE NPOBEAEHHBIX
KYPCOB JIEYEHUS OTMEYEHO YNyYLLIEHWE He-
KOTOpbIX Noka3ateneil Y3U: y 2 — ymeHbLue-
HWe pasMepoB MNeyYeHn U CeneseHku, y 3 —
yMeHbLUeHWe aMnatauMm BOPOTHOW BEHbI,
y 3 — YMeHbLUEHWE XECTKOCTU NapeHXMMbI
neyeHn, y S naumMeHToR — ynyylleHue peak-
LMK Ha TECT C NULLLEBOI Harpy3Komn.

Y 4(19%) 60/1bHbIX OTMEYEHO YXYALIEHWE
AaHHbIX Y3W: y 3 naumMeHToB — yBenuyeHue
XECTKOCTU NapeHXUMbI NeYEHH, Y 2 — yBESU-
YeHWE Pa3MePOB CENIe3EHKU U NEYEHHU, eLe
Yy 2 — HeKoTopoe yBenu4eHue aunataumu
BOPOTHOM BeHbl. HecMOTPsi Ha He3HAYUTE b-
HOe yxyAleHue nokasatenein Y3, B xano-
6ax 6onbHbIX Npeobnagana HeBpoorMUeckas
COoCTaBAsioLAs.

IBOOb

Y Bcex 60nbHbIX BBK ¢ HEBpOMOrmiecku-
MU opMamun 3aboneBaHus, COrnacHo AaH-
HbIM Y3W, BbIsIBNEHbI MAaTONOrMHECKUE N3Me-
HEHUs1 B nedeHu. Y 58% naumeHToB M3MEHeHus
COOTBETCTBYIOT TakoBbiM npu XI, y 42% —
npw LIM.

Y 32% 6onbHbix BBK B HEBPONIOrM4eCKoi
¢a3e 3aboneBaHns BLISBIEHbI NPU3HAKU
nopTanbHO rMnepTeH3unun.

B xone ponnnepoBckoro uccnenosaHus
He YCTaHOB/IEHO OTKJIOHEHWUIA B MOKa3aTensix
¢$OHOBOW NEeYEHOUHO reMoAUHaAMUKU
y 60MbHBIX C HEBPOAOrMYECKUMU HOPMaMU
BEBK. OpHako pesynbTaThl UCCleaoBaHus
C MULLEBOI Harpy3Koi nokasanu, 4To 'y 82%
60/1bHbIX HApYLUEeHA PeLIMMPOKHas ayTopery-
NAUUS MUKPOUMPKYNISILMK NeYeHu. ITOo yka-
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3bIBAET HA CHMXXEHWE KOMMEHCATOpHO-aaan-
TUBHBIX BO3MOXHOCTE Ne4YeHU GOSbHBIX, YTO
NOATBEPXOAETCS CHUKEHVMEM Ba30aKTUBHOMN
GyHKUMKM aHooTenus y 70% naumMeHToB paH-
HOW KaTeropuu.

Y 6onbHeIX BBK B HEBpONOruyecko
cTagumn GonesHu kpome LepebpanbHol na-
TOJIOTMM W NaTONIOrMK CO CTOPOHLI NEYEHU
[LOBOJLHO YacTo (B 36% cnyyaes) oTMevaloT
CTPYKTYPHBIE M3BMEHEHWS MAapEHXMMBI NOYEK.

HecMoTps Ha BuisiBIeHHblE B xoae Y3U
CTPYKTYPHbIE U3MEHEHUS NeYEHM, CeNle3eHKN
1 noyek y 6oneHbix BBK B HEBposioruyeckomn
¢ase 3abonesBaHusi, NaToNorM4eckne npo-
LECChl B YKa3aHHbIX OpraHax B 3TOT Nepuog,
3aboneBaHuA NPOTEKAIOT C MUHUMANbLHOMN
CTeneHbld aKTUBHOCTU U MUHUMANbLHOMN
CUMNTOMATUKOW. 3TO NOATBEPXAAETCH Na-
60paTOPHLIMU AAHHBIMW U OrPaHUYEHHBLIM
XapakTepoM %ano6 60MbHbIX.

PesyneTaTthl NOBTOPHBIX UCC/IEA0BAHWIA
nokasanu, 4To Nnpuv NpoBeAeHUU Melb-
3NMMUHUPYIOLLLEIA M CUMNTOMATUYECKO Te-
panuu nuwb y 19% 6G0/IbHBIX OTMEYEHO No-
BblLLIEHWE aKTUBHOCTWU MaTONOrMYecKoro
npouecca co CTOPOHbI NeveHu. Y 52,4% na-
UMEHTOB npouecc cTtabunuanposaH,
y 28,6% — 0TMe4YeHO ynyyLlueHue nokasare-
neii Y3WU.

Ha6niopalowumcs y HeBponartoora
60/bHBIM C HEBPONOrUYECKUMU HOPMaMM
BBK Heo6xoauMo nepen KaxgbiM Kypcom
JIeYEHUs, HO He pexe 1-2 pa3 B rof, NPOBO-
anTb Y3U opraHoB 6pioLLHOI NnonocTu.
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OPUTIHANBHI AOCNIAXEHHH

neviHkn ¥ XBopux
3 uyepedbpanbHUMH
dopmamm xsopobu
BinbcoHa —
KoHosanoga 3a gaHumMu
YNbTPasByKOBOro
AOCHAIDKEeHHA

I.K. Bonowmun-ranornos, 0.B. Jlincbka

Pesjome. Y c1artri HasefeHo pe3ynsTati
YALTPa3RykoBoro gocnigxenHs 50 xsopux
3 HEBPONOMYHUMYK (PopMamMi XBopoGY Bink-
coHa — KoHosanosa. 3rifHo 3 OTDUMEHUMA
OaHUMUK Y BCIX XBODMX BWSRNEHO NaTOAOMTIHI
aMminm nevdinku. ¥ 58% nialiertia aminy Biono-
Biganu TaKkumM NPy XPOHIYHOMY renatuTi,
ay42% — npu UMpoai nevlriku. ¥ 32% xsopux
BUABAEHO 03HAKW NMOPTAaNbHOI rinepTeHail.
(PoHOBA MeYiHKoBa reMoguHamiKa XBopux
8i{anosigana HOPMaTUBHUM NOKa3HWKaM, ane
y 82% 3 HUX BIN3HEYEHO HEraTUBHy PEaKLID
Ha8 TeCT i3 Xap“oRUM HaBaHTaxXeHHaM. Okpim
uepebpans+ol paronorii Ta naronorii a 6oky
nievirkn, y 36% X80pUX BURENEHO TAKOX CTPYK-
TYPHI AMiHW NaPEHXIMI HUDOK.

Kmovoei cnoea: xeopota Binscoxa — KoHo-
B&N0B4A, yNILTPAZBYKOBE HOCHILKCHHS, MeYiH-
X3, CeneaiHka, HUpKA.

with cerebral forms

of Wilson — Konovalov

disease according

to ultrasound examination
I.K. Yoloshyn-Gaponov, A.V. Linska

Summary. Results of ulfrasound fiver exami-
nation of 50 patients with neurologic forms of
Wilson — Konovalov disease are presented in
the article. Obtained ulirasound scanning data
revealed abnormalities in liver in all the patients
included in the study. Abnormalities corre-
sponded with chronic hepatitis and cirrhosis in
58 and 42% of the patients, respectively. The
signs of portal hypertension were revealed in
2% of patients. Background hepatic hemody-
namic of patients was within a normal range of
meanings; however reaction to food loading
test was negative in 82% of patients. The
structural changes of kidneys' parenchyma
(besides cerebral and liver pathology) were
revealed in 36% of palients,

Key words: Wilson — Konovalov disease,
ultrasound examination, liver, spleen, kid-
neys.
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MnoTHLIA 3aBTpaK NOBLILAET Y XEeHLUWH
cnoco6GHOCTb K 3a4aTHIO

Bopb6a 3a 3a4aTve pebeHka o)isi eH-
LLMH C penpoayKTUBHLIMKU Npobnema-
MM 03Ha4aeT NpaKkTU4YecKu Hepaspe-
lwumMyto npo6nemy. Mo umerowmmcs
OaHHbIM, 0kono 10% xeHwwmH B CLUA
B Bo3pacTte 15-44 net ucnuiTbiBaOT
npo6nemel ¢ 3a4atmem pedeHka 1 Bhl-
HawmMBaHueM 6epemMeHHOCTH, CBA3aHHbIE C HAPYLLEHUSIMU OBYTISILIAM,
npoxogumocTn dannonuesbix TPy6 unm GubpoMMoMoin MaTku.
Y XEHLLMH, CTPafaloLLMX FOPMOHaIbHBIMU PaCcCTPOACTBAaMM MW CUH-
OPOMOM MONIMKUCTO3HBIX An4HKUKOB (CIMNKHA), yacto passusaloTcs
HapyLIeHUsi MEHCTPYasibHOMO LKA, CaxapHeiii guabeT, natonorumn
penpoayKTMBHbIX GyHkuuMiA. COrnacHo AaHHbIM, NONYYeHHbIM YHEHb-
Mu u3 EBpeiickoro ynueepcutera B Uepycanume (Hebrew University),
Wapaunb, NONHOLEHHBIM 3aBTPaK MOXET croco6CTBOBaTL CHUXKEHUIO
WHCY/IMHOPE3UCTEHTHOCTU U YPOBHS! IIOKO3bl KPOBU, a TAKKE HOP-
M&JIbHOMY MPOTEKAHUIO OBYNSILIMM Y XeHLIMH ¢ CIKS.

'pynna y4eHbIx — cneumanucToB no npobnemam GpepTunsHOCTM
M3y4yanu BO3AeNCTBME PeXUMa NUTaHWUS Ha NPOLIECCHI B YenoBeye-
CKOM OpraHM3Me U Ha CUMNTOMbI, accoumumpoBaHHbie ¢ CMK4A.
B uccnepoBaHue gnutenbHOCTbIO 12 Hep BrIIOYMAKN 60 XeHLMH
B BO3pacTe 25-39 neTt XyaoLwaBoro TeNOCNOXKEHUA C UHAEKCOM
macchbl Tena (MMT) <23 kr/m? u ycTaHOBNEHHbIM anarHo3om CMK4.

ClKS siBnsieTcsi OCHOBHOW NPUYMHOM XeHckoro 6ecnnoaums
1 MOXET MaHngecTMpoBaTb B NOAPOCTKOBOM BO3pPacTe CUMNTOMA-
MU HEpPEeryasapHOro MEHCTPyanbHOro Luukna. Jpyrue npuaHaku
1 cumnTombl CITKA BkO4aOT 0XUPEHWE U YBENUYEHWUE MaCChl TENa,
NOBbILUEHHBIA YPOBEHb UHCYNIMHA U UHCYIMHOPE3UCTEHTHOCTH,
Hanuuue HeGONbLLKMX KUCT B IMUHMKAX U Gecriogue.

XeHWwWH pacnpeaenunu B 2 rpynnel, B K&XA0W U3 KOTOPbIX
YyCTaHOBJIeH MaKCHMaJlbHblii 06bEM CYTOYHOW KanopUAHOCTH
nuwwm — 1800 kanopwuii B AeHb. B 1-1 rpynne oCHOBHOW Mo Kano-
pUAHOCTM Npyem nuwym (oxono 980 kanopuit) npuxoouncs Ha Bpe-
Ms 3aBTpaka. Bo 2-i rpynne Hau6Gonee KanopuitHyio nuLly npu-
HUManu BO BpemMs yxuHa. OCHOBHOW NpUeM NuLLM coaepxan
NoYTU NOJIOBUHY CYTOYHOrO Kanopaxa. YyeHble MccnegoBanu
B/IMSIHUE BPEMEHUW NpuemMa OCHOBHO (BbICOKOKaNOPUMAHOR) nop-
LU NUALLYU HA UHCYNIMHOPE3UCTEHTHOCTh U MOBbLIWEHWE YPOBHS
aHApPOreHOB — MYXCKUX MOJIOBbIX FOPMOHOB — B OPraHuM3me
KEHLLMH.

YCTaHOBNEHO, YTO NNOTHbLIA 3aBTPaK B YTPEHHEE BPEMSI pery-
JIMpyeT ypoBeHb UHCYNWUHA, TECTOCTEPOHA U APYrUX FOPMOHOB —
dakTopoB, accoummpyloLmxcsi ¢ npodnemamu 6ecnnoaus y XeH-
LWMH. Y NOMHOLIEHHO 3aBTpakaloLLMX XeHWWUH Ha 8% cHuxanuch
YPOBEHb FMIOKO3bl KPOBU U CTEMNeHb BbIPaXEHHOCTU UHCYNUHOpEe-
3UCTEHTHOCTHU, B TO BPEMSI KaK Y XEHLUMH C OCHOBHbIM NMPUEMOM
MUK B Be4epHee BpeMs Nogo6HbIX U3MEHEHUWIA HEe OTMeyanu.
Y xeHwuH B rpynne «[noTHoro 3asTpaka» perucTpupoBany CHU-
XEeHWe YPOBHSl TECTOCTEPOHA B ryiaame kpoBu Ha 50%, a Takke
MNOBbILLIEHHYIO YaCTOTY OBYNALMK. Y XEHLUMH U3 rpynnbl «[110THOro
YXU1Ha» He OTMEYasIM USMEHEHWIA B YDOBHE TECTOCTEPOHA B NyiasMe
KPOBM M 4YaCTOTE OBYNISILMM.

Mony4eHHble aaHHble yBeauTeNnbHO AEMOHCTPUPYIOT, YTO HA ca-
MOM fiefie CYTOYHOE KOIMYECTBO K10PUMA, MOCTYNaloLwmx B opra-
HWU3M C MULLEIA, UMEET OrpOMHOE 3HaYeHUe, O HaKO BPeMs Npuema

OCHOBHOM NULLM siBNsieTcs ewwe 6onee 3HaYMMbIM HaKTOPOM.
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