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Cnoci6 pgiarHocTukn xBopobu BinbcoHa-KoHoBanoBa BKMNOYAE BW3HAYEHHS AaHUX BMICTy Tay
npoTeiHy B cupoBaTLi KpoBi. BUKOPUCTOBYIOTE iIMYHOMDNOOPECLIEHTHUIA METO, e BU3HAYEHHSA PiBHS
Tay NpoTeiHy 34IACHIOTb B iMYHOMMOOPECLEHTHI peakuil 3 BMKOPUCTAHHAM MOHOKNOHANbHUX
NepBUHHUX MULLAYMX aHTU-Tay-5 Ta BTOPUHHUX FITC KOH'toroBaHUX aHTUTIN.
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KopucHa mogenb Hanexutb A0 ranysi MeaunumHu, a came [0 HEeBPOrorii, ncuxiatpii i MeanyHoi
Bioximii, Ta Moxe 6yTn 3acTocoBaHa Ang AiarHocTnkn xsopobu BinbcoHa-KoHosanosa (XBK).

XBK € gyxe BaxnunBoto npobnemoro cy4yacHOi HEBPOJIOTrii, Lie pigkicHe cnagkoBe 3axXBOPHOBaHHSA,
WO nepefaeTbcs 3a ayTOCOMHO-PELIECMBHMM TUMOM, BUSIBNSETLCA NEPEBaXHO Yy MOMOAOMY Bilj i
XapakTepuayeTbCs HaaMIpHUM HaKOMMYEeHHAM Migi B opradiami. [laHe cnagkoBe MOpYyLIEeHHS
MeTaboniamy Migi Npu3BOANTL OO0 BaXKMX MOPYLUEHb LIEHTparnbHOI HEPBOBOI CUCTEMW Ta BHYTPILLHIX
opraHiB. XBK nounHaeTbca B gutayomy abo Monogomy Bili Ta Mae XPOHIYHUI NporpecytoYmnii nepeoir.
XBopoba BinbcoHa-KoHoBanoBa ogHe 3 He 6araTbOX CNagkoOBMX 3axBOPHOBaHb, WO MiggaeTbCs
nikysaHHo (Stremmel W., Meyerrose K.W., Niderau C. Wilson's disease: clinical presentation,
treatment and survival// Ann. Intern. Med. - 1991. - Vol. 115. - P. 720-726.), Tomy ii cBoe4acHa
JiarHoCTUKa nocigae BakHe Micue B CyyacHi KniHiYHIM HeBponoriyHivi npaktudi (Aggarwal A.,
Aggarwal N., Nagral A. et al. A novel global assessment scale for Wilson's disease (GAS for WD)/
Movement Disorders. - 2009. - Vol. 24. - P. 509-518.).

Ha cborogHi nMTaHHA agekBaTHOI Ta LWBWAKOI AiarHOCTUMKN HenpoaereHepaTUBHUX 3axXBOPHOBaHb
HepBOBOiI cucTemm i, 3okpema XBK 3 BMKOpUCTAHHSIM HEMpPOIMYHOMOriYHMX BioMapkepiB € ayxe
aKkTyarnbHOK NpoOMneMolo, sika akTMBHO PO3pobNnsAeTbCs 3akopaoHHMMM cniBgocnigHukamu (Merle U.,
Schaefer M., Ferenci P., Stremmel W. Clinical presentation, diagnosis and long-term outcome of
Wilson's disease: a cohort study// Gut. - 2007. - Vol. 56. - P. 115-120.).

3HayHa yBara B LbOMY HanpsiMKy NpuainseTbCa BU3HAYEHHIO Y NiKBOPI Ta KpOBi 6a3anbHOro piBHs
aKcoHanbHMX GiomapkepiB Ta HeWpoTpaHCMiTepiB, M, 0COBNMBO, BM3HAYEHHIO PIBHS aKCOHaNbHOro
MikpoTbtobyn-acouiioBaHoro 6inka Tay, SKMA NpuAMae yvacTb Y HeWpOoHanbHOMY ChpayTiHry,
NPOBEAEHHI0 NOoTeHuiany Aii, opraHisauii HempodinaMmeHTHOro CKerneTy akCOHIB Ta HeWpoHiB. Tay
npoteiH (1-5) Bigirpae ayxe Baxnuey ponb B npouecax hocopunioBaHHA HEMPOMIKPOTI06YN, SKi €
OCHOBHUM  KOMMOHEHTOM  LuTOCKEneTy  30yMKyluMx  ramMmMaamiHepriyHmx  HempoHis. Y
eKCnepuMeHTanbHUX npausx 3akopAoHHMX AocnigHukiB 6yno  nokasaHo, wo Tay 6inok €
ecceHuianbHUM Onsi CTBOPEHHSA LMTOAPXITEKTOHIKM MipaMigHMX HEWpPOHiB, BiH € MOOynATOpoOM
NMacTUYHOI aKTUBHOCTI FOSIOBHOIO MO3KY, TAKOX NMpuiMae y4acTb Y HEMPOEKCANTTOKCUYHOMY NpoLeCi,
npsiMo abo onocepeakoBaHO PEryrnioe OCHOBHI MPoOLEecH 30YMKEHHsI Ta rarnbMyBaHHS, CUHANTUYHY
nnacTu4HicTb, emouii, nam'atb (Avila J., Lucas J., Perez M., Hernandez P. Role of tail protein in both
physiological and pathological conditions// Physiol. Rev. - 2004.- Vol. 84.- P. 361-384.).

Mpobnema giarHoctukn XBK 3 BMKOpUCTaAHHAM ayToaHTUTIN Ta cneumdidHmx BiomapkepiB wono
MembpaH HENPOHIB Ta iX KOMMOHEHTIB po3pobnseTbca OOCNIAHUKaMK, Yy LUbOMY HamnpsiMKy 3HayHa
yBara npuAINseTbCa BU3HAYEHHIO Y NIKBOPI piBHIO Tay npoTeiHy (Zhang J. et al. Proteomic biomarker
discovery in cerebrospinal fluid for neurodegenerative diseases// J. Alz. Dis. - 2005. - Vol. 8(4). - P.
377-386.).

[MpoToTMNom KopucHOI Mogeni € cnocib Bu3HadeHHs 30inblIEeHHS KOHUeHTpauii Tay Ginka B NikBopi
xBopux 3 XBK imyHodpepmeHTHUM MeTogom (Wiggelinkhuizen M, Tilanus M.E., Bollen C.W. et al:
Systematic review: clinical efficacy of chelator agents and zinc in the initial treatment and diagnostics
of Wilson's disease// Aliment Pharmacol Ther. - 2009. - Vol. 29. - P. 947-958.).

Cepep Heponikie npoToTuny 3BepTae Ha cebe yBary Hu3bka cneumdiyHiCTb MeTody, cknaaHa
MeToAMKa BUKOHAHHS Ta BiACYTHICTb Bidyanisauii oTpuMaHux gaHux.

B ocHoBYy kopucHOI Mogeni nocTaBreHa 3ajadva BLOCKOHAmeHHst crnocoly adiarHocTukm XBK
LUMSXOM BUBYEHHS BMICTY Tay binka (clone, 1-5) B cmpoBaTui KpoBi iMyHO(NOOPECLEHTHUM METOL0M
3 BUKOPUCTaHHAM MEPBUHHUX A BTOPUHHMX MOHOKIOHANbHUX aHTUTIM, WO 3abe3neunTb NigBULLLEHHS
cneum@ivHOCTi, OAHO3HAYHOCTI 1 YyTNMBOCTI cnocoly AiarHOCTMKU Ta HAaAacTb MOXIMBICTb PaHHIN Ta
agekBaTHin giarHocTtuui XBK.

MoctaBneHa 3agava BupilyeTbCa TuM, WO Yy xBopux 3 XBK BusHaetbca BMmicT Tay O6inka
iMyHODNIOOPECLIEHTHUM ~ METOAOM, [Ae BMU3HAYeHHS pPIiBHA Tay MpOTEiHy 34iNCHIOKTL B
iMyHOPNOOPECLEHTHIN peakuil 3 BAKOPUCTAHHSM MOHOKITOHANbHUX MNEPBUHHUX MULLIAYNX aHTU-Tay-5
Ta BTOpUHHUX FITC KOH'toroBaHMX aHTUTIN.

IMyHOOIOOPECLIEHTHUIA METOA, [ae 3MOry A5 BUSIBNEHHSA CYOKMITMHHOIO KOMMOHEHTa 3a
aornomoroto prnopecLeHTHOT peakuii. MeToa BigpisHAETLECA BUCOKOO CNeLnIvHICTIO Ta YyTNMBICTHO,
OCHOBaHWA Ha KOHKYPEHTHOMY 3B'A3yBaHHi MOHOKIOHANbHUX aHTUTIM, AKi € cneuugivHuMn 4o pisHUX
enitonis Tay npoTeiHy. 3a ymMoB iMyHOMMOOPECLEHTHOT peakuii 3 NepBUHHUMWU | BTOPUHHUMMU
MOHOKITOHaNbHUMW aHTuUTIiNamm 6yno NpogemMOHCTPOBaHO 3HavHe 36inbLUeHHs piBHA Tay MpOTEiHy B
cupoBarTui kpoBi xBopux 3 XBK, Ha BigMiHy Big 3HWXKEHHS LIbOro MOKa3HMKa Y 340POBUX OCib Ta XBOPUX
HEeBPOJIOriYHOro KOHTPOSO.

Y nauieHTa ogepXyloTb KpOB i 3aMopoxytoTb npu - 20-30 °C. 3pasku, oTpMMaHi Big XBoOpux, Ta
CTaHOapTW, OTPUMaHi Bi4 KOHTPOSIbHOI rpynn, a TakoX, Y 3B'A3Ky, 3 BIiOCYTHICTIO CTaHOAPTHOI
KanibpyBarnbHOI KPUBOI, SIK KOHTPONbHY rpyny 3rigHo 3 meToamkor 3emnaH (Zemlan F. US Patent
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6589746-Method of detecting axonally-derived protein tau in patients with traumatic CNS injury//
Traumatic CNS Injury, 2003), gogatoTb 40 KOHTPOMbHOI rpynu, Tak 3BaHUN, HEBPOMOTiYHMIA KOHTPOIb,
KU CKNagaeTbCs i3 XBOPUX Ha reHepanisoBaHy eninencito y MikHanagHuin nepiog. 3pasku  NoABivHI
cTaHAapTu (KOHTPOSb Ta HEBPOJIONYHUIN KOHTPOSb) iHKYOYIOTh 3 NEPLUMM MOHOKITOHaNbHUM MULLAYUM
Anti-t (Tau, clone 5) aHTuTINOM npoTarom 2 roguMH y TepmocTaTti npu Temnepatypi +37 °C B
NPUCYTHOCTI BTOPMHHOIO aHTuTINa, MiYeHoro isoTiouiaHig dntoopecueHToM cneundivyHum go 1gG.
Micna iHkyOauii BMIiCT BigMMBaETbCA Tpudi y OydepHOMY pO3UMHi 3 TBUHOM [OJi1 BUITYYEHHS] He
3B'A3yBaribHUX KOMIMJIEKCIB aHTUTIN OO0 Tay Npu KiMHaTHIA Temnepatypi. [Ana Bu3Ha4veHHs Tay Ginka
iMyHOpNOOPECLEHTHUM METOOOM BMKOPUCTOBYIOTH CTaHAapTHi Habopu dipmm Sigma (USA). Onsa
BM3HAYEHHS KOHLUEHTpauil Tay B iMYHO(NIOOPECUEHTHIN peakuii BMKOPUCTOBYIOTb BUMIPIOBaAHHSA
rIloOPECLIEHTHOrO  CBIYEHHS, WO NPOBOAMTLCA 3 BUKOPUCTAHHAM  iMYHOMNOOPECLEHTHOrO
mikpockona "Olympus" BX41 (AnoHig) npu 36inbweHHi X800: ae koedilieHT normMHaHHA Seizuss-
135. Jani copmytoTb 6a3y gaHWX 3 NOKa3HWKIB 300pOBMX OCIO (KOHTpONbHa rpyna) i NOpiBHIOKTL 3
Helo NoKasHWKKM nauieHTiB 3 xBopoboto BinbcoHa-KoHoBanosa (0cHOBaHa rpyna) i NoKa3HUKM NauieHTIB
HEBPOIOriYHOro KOHTPOSO 3 reHepani3oBaHo eninencieto (rpyna KriHiYHOro NOPIBHSAHHS).

Mpuknag.

Y xogi gocnigpkeHHs 6yno obcTexeHo 3 KNiHiYHI rpynu - 1 rpyna cknaganacs 3 26 XBopux (3 HUX
15 xiHOK, 57,69 % Ta 11 yonogikis, 42,31 %) y Biui Big 41 go 53 pokiB Ha pi3Hi TMNK Nepebiry xBopobu
BinbcoHa-KoHoBanoBa, L0 3HaxoaunMca Ha NikyBaHHI y BiggineHHi HempoiHdekuin Ta poscisHoro
CKNepoay iHCTUTYTY, 25 XBOpUX Ha reHepanizoBaHy enifiencito y MibkHanagHun nepiog y Biudi Big 22 oo
47 pokiB (cepegHin Bik cknagas 37,59+9,71 pokis) Ta 20 npakTM4HO 340poBUX OCI6 (3 HMX 10 XKiHOK,
50 % Ta 10 yonosikiB y Biui Big 25 ao 39 pokis). CepeaHin Bik nauieHTiB 1 rpynu cknagae 49,28+6,95
POKiB, CepefHin Bik KOHTPOMbLHOI rpynu - 26,3+9,61 pokis. Bci xBopi 1 rpynn Ha MOMEHT OBCTEXEeHHS
npumMManu KOMMJIEKCHE MaToreHeTWYHe niKyBaHHA: BiTaMiHW, CyguHHa Tepanid, MeTaboniyHi
npenapatu. Bci xBopi 2 rpynu oTpumyBanu 6asucHy Tepanito npoTueninentuyHuMu 3acobamu y
cepegHbOTEPANEeBTUYHUX 03aX.

B xoai pocnimxkeHHs ©6yno 3'acoBaHo, WO BCi nauieHTn 3 XKB mMaloTb oyXe BUCOKMIA piBEHb Tay
Oinka B cMpoBaTL,i KPOBI Ta CTAaTUCTUYHE NiABULLEHHS MOro piBHO Ha 0,88 yM. 04. ONTUYHOI LLiNTbHOCTI
(OL, OD) nopiBHaHO 3i 30opoBuMM KoHTponem (p<0,01) Ta Ha 0,56 NOpPIBHAHO 3 HEBPOSOrYHUM
koHTponem (p<0,01). Moka3HWKkM gaHux piBHA Tay Oinka HaBeOeHi y HAaCTyMHIN Tabnuu,i.

Tabnuug
BwmicT piBHsa Tay 6inka B cupoBsarTui KpoBi

xsopux 3 XBK (I rpyna), xBopux Ha reHepanizoBaHy eninencito (Il rpyna
HeBPOMOriYHOro KOHTponto) Ta 3goposoro koHTponto (1l rpyna), OD=log;oFo/F; onTUYHa WiNbHICTb

MokasHuk 1 kniHiyHa rpyna, (n=26) | 2 kniHiyHa rpyna, (n=25) KOHTpO(JI:'II:;(a))prI'Ia,
Tay 6inok 0,92+0,03* 0,36+0,05 0,04+0,01
MpumiTka

* - 3MiHW CTaTU4HO 3HAYMMI MOPIBHAHO OO0 KOHTPONbLHOI Fpynu Ta Mpu 3iCTaBMneHHi 3 rpynoko
HeBpOmnoriyHoro koHTponto (p<0,01)

AHani3 CTyneHiB BiOXWIMEHHS Bid KOHTPOMbHWMX AaHux (t - KpWUTepin) piBHIO Tay BUSABUB, LIO Yy
rpynax CriBCTaBIIEHHA CMOCTEPEXINBA Pi3HMLUS MiX NokasHukamu Gyna t=4,1 u t=1,82 BignosigHo
(p<0,01). Takum 4mHOM, y xBopux 3 XBK BigmiyaeTbca gocToBipHE MigBMLEHHSA piBHA Tay Ginka B
cupoBaTLi KpOoBi.

Ha ®ir. 1. Bigobpaxae enekTpoHHa MikpodoTorpadis, Wo AEeMOHCTPYE iMYHOMIOOPECLEHTHE
dapbyBaHHa Tay 6inka y xiHkMm 3 XBK (49 pokiB) B peakuii 3 NEpBUHHUMU Ta BTOPUHHUMMU
MOHOKMNOHaNbHUMKU MULLAYNMKN aHTU-Tay-5 aHTUTINamMu. ®oTo AeMOHCTPYE iMyHOHOOpECLMPYOYUIA
(parMeHT Tay 6Ginka, mideHoro FITC KOH'tOroBaHUMU MOHOKITOHANbHUMW aHTUTINamu.

Ha ®ir. 2. npeacraBneHo rictorpaMmy posnofiny onTUYHOI LLiNbHOCTI Aeno3uTiB Tay NpPOTEeiHy Y
xBopoi 3 XBK (49 pokiB).

Takum 4YMHOM, 3acTOCYBaHHS MEPEKOHNMBO MOKa3ylTb edeKTUBHICTL AiarHOCTUKM XBOpO6MK
BinbcoHa-KoHoBanoBa 3a [JaHuMMM BM3HAYeHHs B cupoBaTui Kposi BMiCTy Tay 6inka
iMyHOMPNOOPECUEHTHUM METOAOM 3 BUKOPUCTAHHAM MOHOKITOHANbHUX NEPBUHHUX MULLIAYNX aHTU-
Tay-5 Ta BTOpuHHUX FITC KOH'loroBaHUX aHTUTIN.
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®OPMYJIA KOPUCHOI MOJENI

Cnocib pgiarHoctukm xBopobu BinbcoHa-KoHoBanoBa, WO BKIHOYAE BM3HAYEHHSI OaHMX BMICTY Tay
npoTeiHy B CMPOBATL,i KPOBI, KN BiAPI3HAETLCA TUM, LLO BUKOPUCTOBYIOTb iMyHOMMOOPECLIEHTHUN
MeTO, A€ BW3HAYEHHHA PpiBHSA Tay MpPOTEIHY 34IACHIONTb B iMyHOMOOPECLEHTHIN peakuii 3
BVKOPUCTaAHHSM MOHOKMOHANBbHUX MEPBUHHUX MULLIAYMX aHTU-Tay-5 Ta BTopuHHMX PITC koH'toroBaHmnx
aHTUTIN.
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