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MOJERYJAPHBIH JEOERT BBIBEIEHW]I MEJIW YEPE3 KEJIYD
Y BOIALHBIX TEIATOJEHTUKYJIAPHOW JIETEHEPAIMTEN

Merodamu ummnyHosreKTpogopesa npogeden CKPUHUHE CLlBOPOTOK KPOBU 20MO- U 2€TEPO3U-
COTHbLY HOCUTCRCH Myrayui Buascona. ITokasano, 4ro wapsidy ¢ HOPMAAGHOLLY {epyaonaias-
smumom (LI1) 6 colgoporke Hocuresedl BUALCOHOBCKOL MYTuyuy nPUCYTCT8YeT cneyuuye-
cxuti Oan stod myrayuu HIT-nodobueui 6eaox (suavconoscrud). Hokazano uro y zdopo-
sotx aiodeid LTT-nodobretd Gearok, uenrtuunoud Guasconoscromy L1 yuacTeéyer ¢ govigede-
Huw meOu u3 opeanusma wepes weads. Q6cymdarorcn mexanusmot dedpenra soisedenusn medu
wepes Heav § GoaLHbIX eenUTOACHTUKYAAPHOUE Oeeenepayuced.

Beegenwne. [cnatoaentuxyaapuas aerenepauns (FJII), nan Goaesun Buab-
cona (6B), npexucrariser cofofi nacaeicTBenioe ayToCOMIIO-PeLECCHBLOE
MoHoreiioc 3afoJleBaHHe, 1IPH KOTOPOM NPOUCXOAHT iapylueilde obmela
MeIH, BbIparkalouleeCd B 34/€pzKKe BbIBeIACIIMA MEAH U3 Oopranv3Ma H OTJIO-
JKEHHH ee B TOKCHYECKHX KOJHUeCTBAX B XKH3IEUNO BaXkubix opraimax [l].

OciioBHBIMI MATOTHOMHUECKHMH npu3ilakamMu 6B sBAfIOTCA ClnXKelHe
CKODOCTH BbiBeJelis MeiH 4Yepe3 »KeJiub, VBeJHUEHHe COJeprkallud ee B
MoYe H KPOBH, 0OPa30BAHUC B KJETKAX PAa3JHUYHBLIX OPrasoB 3JCKTPOHIIO-
WJIOTHLIX TpalyJ, coAcprKallux MeAb. IIpu 3ToM codeprkaHHe Meiu B remna-
TOUHTax veedunuyWpaercd B 30—D50 pas 10 pasBUTHA KJAHIHUECKOH KapTHHBL
3abonesanusd.

[FaaBublMu KaAunuteckumMu npusdakaMu ['JIJ sBASAI0TCS LHPPO3 NMeUCHH
¥ jJerenepalus NOAKOPKOBBIX fiflep MO3ra, 4To SiBJiseTcd CJeACTBHEM TOK-
CHUECKOro jeHcTBUA Meau [2].

Crneuunduueckoit 6HOXHUMHUecKol ManudecTaluein 3aboaeBallust siBJAsSET-
Ccs nacJelcTBelHbIfl AedUUHT MeibCOoLepxalllero IMIHKONMPOTEHIIa CHIBOPOT-
KH KporH — depynonnasmuua (LII), 4To no3sonauiao cdopmyaupoBaTh
npejnoJoxenne o JoKalH3aUuuu MoJeKyaspHoro jgedexra 6B s rene LI
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[3, 4]. Opuako aHa/H3 CUEMJEHHS BHJAbLCOHOBCKOTO [eHAa C MAapKepHbIMH
6enkavu u JIHK 8 Gonablwiux ceMbsax, HeCYU[HX 3TY MYTalHIO, NOKasa/d, 4To
6B cuensiena ¢ xpomocomoii 13 [5, 6], troraa kax ren LI, no ganHbiM co-
MaTHUeCKOH THOPHAH3ALHH, HAaXOAUTCH Ha xpomocome 3 [7]. B to e Bpe-
Msa npu 6B Habawopaercs cHuxenue cofepxanus LIIT-MPHK B neuenn [8],
CBSI3aHHOe ¢ HapyueHHeM 3Kcnpeccuu reda LI na yposile TpalnCKpHNUHH
[9]. ITpu s1om B ceTpykType LI, BHI€JEHIIOTO K3 CHIBOPOTKH 00JbHLIX 6B,
u3Mesienuil He obuapy:keno [10].

[IpuseieHlible jaillible N03BOJAKT oTiecTd OB K 1acaeacTBenHbIM
foacausm ¢ «maoc»-popMoi  acduwiita  Geaka, B paduoM cayyac LT,
H GPCAIIOJOKIITH, YTO BHJAbCOHOBCKAsSI MYyTalUs JOKaJU30BaHA BHE TeHa
LIIT # sarparuBaer reci, OCYIIECTBASIIOUIME peTyJsIUHIO 3KCIOpeccHH rena
LT [t1].

C :pyroit crtopoubl, conocTtarieinue cogepxanua LIT B coHBopoTKe
Boanabix [JIH, unenos ux ceMell (00JHraTHBIX TeTEPO3UTOT H 3J0POBBIX
cU0jeft), onpeneseHHOr0 HMMYHOJOTHYECKHM MeETOAOM, C BeJHUHMHOH Co-
Aepykanus HIT, mo gaHibIM OKCHAA3HOH AKTHBHOCTH, [I0Ka3aJo, YTO B Chl-
BOPOTKEe HOCHTeNell BHILCOHOBCKOTO reHa MoyeT npucyrctsoBaTth LI, ne
ofuaaialouinil okcuaasnod aktHeHocThio [12], T, e. Myrautuwid T, cneun-
¢rueckuit gns 6B. Maentuduxkauus, BolaeneHne U H3ydellne CBOHCTB 3TOro
fe/Ka MOKeT NMPHBECTH K MOHHUMAaHHIO MOJEKYJaspHOro gedexTa 6B.

Marepuannt u meroabl. B pafore Kcnoab30BaHBl OOpasubl CHIBOPOTKH
KPOBH GOJBHBEIX, 11aX01HBUIKXCS Ha obcaenoBaiuu B HeBpOJOTrHYeCKOM OT-
Jeneunu kaunuky HUKMSOM AMH CCCP; 6uonrar neueHH, NOJYUEHIBIA
NpKU ONepaudu MmO MOBOAY HEBHIBCOHOBCKOrO UHUPPO3a mMeyelld; Keadb H3
JKEJUIILIX MPOTOKOB, KATETEPH3HPOBAHHBIX NOCTEe yJajeldst KeJdlloro my-
3L B CBSI3H € 2KCJAYHO-KaMenuoli 60Je3Hbl0; KOMMCPUYCCKHI mnpemapar
LT, wusrotroBaenubt#t VIHCTUTYTOM 3NHAEMHOJOCHH H  MHKPOOHOJOrHH
M3 PCOCP um. JI. Tlactepa.

JIBYxMepIiblii UMMYiI03eKTpOodopes, BbiaesneHdHe Buabcoiosckoro IIIT,
[oJsiyyeHnue MOIIOCHQL[H(I)I/I‘!GCKI/IX AHTHTEeJ K HeMY OINNHCAHBI B Halell npe,-lbl-
nyuel paborte [13].

Snextpodopes B [TAAT B menaTypHpPYIOUIMX YCJIOBHSIX NPOBOJAHAH MO
MeTo1y [14].

[Tepennoc 6enxkoB nocie snektpodopesa lra HUTPOUESNIIOJOINYIO MJeH-
Ky (GSWP, «Millipore», CIIIA) ocymecTBastan moaycyxum cmnocotom [15].
B kauvectBe xuako# (azbl npH UMMYHOOJOTUHTE HCMONB3OBAJAK CMeCh JABYX
yacTell 00e3:KHpeHHOro MoJoka ¢ ojano#l dacthio 0,15 M pactropa NaCl,
conepskauiero 10 MM xannii-docarnoro 6ydepa, pH 7,4. UMmyuubifl KoMI-
JeKC HlenTHOHUupoBanu ¢ nomowslo ['25I] 6enka A, HOANPOBAHHOTIO XH-
MHYeCKHM cnocoboM B NPHCYTCTBHH xJopamuua T.

®paxnuo MceM6pan renaTolHTOB NoJAydYand no merony [16].

Pesyaertatel M oGcyxpenne. M mMMynosaexrtpodoperunyec-
KIfi awanaus MoOJMCKYyaAsspHBX ¢opm LIl B cHBOpOT-
Ke NOCHTeJeWH BUJILCOHOBCKOTO remna. B cBsasu ¢ u3noxen-
IBIMH BLILIE COOOpaKelHsiIMU HaM MpeICTaBJASAJCS MepPCNeKTHBHBIM HMMY-
iIOJOTHYCCKHIT CKPHHHHT  CBLIBOPOTOK HOCHTeJefl BHJBCOHOBCKOTO TIGHA C
UCJRIO BLISIBJACHIS MoJeKyasapHeiX dopm LIIT ¢ nenosHoOR HMMyHoJOrHYe-
CKOH WACHTHUHOCTBIO Mo oTHowenHio K LIIT.

M3 wupoxoro nafopa HMMYHOJOTHUECKHX METOAOB allajH3a KakK Hau-
Goace 4yBCTBHTCJBHBIA OB BHOpaH MeTOX ABYXMEPHOIO I[ICPEKPECTHOrO
uMMyHosaekTpodopesa [17].

MMMyHONOTHYECKOMY CKPHHHITY OblIH TOABEPTHYTH CHIBOPOTKH 83
naunentos oboero mosaa B Bo3pacTe oT 8 no 67 JieT u3 Pa3nblX DErHOHOB
CCCP, naxoasiuiuxcs noja HaGamoaenueM B Kaunuke HUUOM AMH CCCP.
O6cneaveMble COCTaBUAM ABe Ipynnbl. B nepmyio rpynny souwiy 48 6osb-
Hblx ¢ guardosoM ['JIII, To4llo YCTAHOBJAEHHHMM Ha OCHOBAHUH KJIHHHYECKOMH
CHMNTOMATHKH M COTJacCyWIIHXCd ¢ Hell pe3yjbTaToB GUHOXMMHUECKOrO H
opTanpMoJoruueckoro obcnenoBaHusi, a Takwke 13 ujneHOB HMX ceMel —
ofbauraTibelX retepo3uroT. TakuM o6pasoM, 3Ty Ipynny COCTABUIH HOCHTENH
BHJILCOMOBCKOTO IeHa. BTOPYIO, KOHTPOABHYIO, TPYIIY COCTABHJAH 5 60JbHBIX
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< aTOMHYCCKOH OpOHXHAJIBHOH acTMOH, XapaKTepH3YIOMICHCS HC3HAUHTCb-
HBIM, 110 YCTOIYHMBBIM HAC/AeACTBEIIBIM CHHKellHeM cojepmaltis LIT B col-
BopoTKe Kposu [18], 9 uenosek ¢ XpouHuecKHMH 3a60JeBalUsiMH 11€PBHOM
cHcTeMbl U 8 GOJbIIBIX ¢ XPOHHYECKHM TeNnaTHTOM lelacJae CcTBelllof 3THO-
Jgornd. To ecTh BTOPYIO IPYNNY COCTaBHAH OOJbHble ¢ KIHIHYECKOH CHMIITO-
MaTHKOIl, nanomunaloniell 6B, Ho He iecyliHe BHALCOHOBCKOH MyTaiuu. B
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Puc. 1. O6Hapyxcune IlII-mogo6Horo 6enxa B CLIBOPOTKe HOCHTENEN BHILCOHOBCKOTO rena
MCTOAOM ABYXMEDHOTO MCPEeKPECTHOrO HMMYyHO3JAeKTpodopesa, Bmepxy — cxema pacnpeje-
JeHHST arapO3HBIX C0eB Ha HMMYyHosiekTpodoperpamme: ¢ — | %-ublil renb, pasmenfiownii
30Hel, 6 — 1,5 %-HLI araposnblit resb ¢ NPEABAPHTENBHO pa3leJenHbivM  3JdeKTPohOpe3ow
06pasuoM cbiBOPOTKI; 8 — | Y -Hblii araposublil redb, cofepxawii 255 MKN HAOHOPCKOM Cbl-
BOPOTKH B 1 MJ arapo3HOTO pacTropa; &— | %-Hulii araposusii renb, comepxkauinit 0,04
Mr/ma ¢pakuny 1gG u3 CLIBOPOTKH KPOJIMKOB, HMMYHH3HPOBAHHBIX HOpMaabubiv L1 A —
THOHYHAST HMMYHO3JeKTpodoperpaMmMa AOHOPCKON CHIBOPOTKH; 5 — TO Xe, CbiBOPOTKa 60nb-
Horo 6B

Puc. 2. DnexTpodopes npenapata LI, BbiaeneHHOTO H3 CHIBOPOTKH AoHopa (f) H 60JbHOIO
[J11 (2): @ — oKpalueHo OpTO-AHAHH3HANHOM, § — OKpacKa HeKa

KauecTBe CbhIBOPOTKH «3J0POBOTO AOHOPA» HCNOJib30BaAH cMech 70 obpas-
OB AOHOPCKOH CbIBOPOTKH, NOJYUEHHBX Ha JIeHHNTPajACKOH CTalUHH nepe-
JauBalus KposH Ne 1.

Ha puc. 1, A, npeacrasjiena THIHUHAsS HMMyHO3JeKTpodoperpamma
CBHIBOPOTKH 0O0CJAelyeMOro H3 KOITPOJbHOR TPymnbl, B JaHHOM cJdydae Chl-
BOPOTKH Oouibiioro ¢ auarinoszoMm Gogaesnuu Ilapkuncoua. Buiso, 410 B ChI-
BOPOTKe MalHeHTa HPHCYTCTBYeT oilla moJgeKyasipuas dopma LLIT, uugen-
tuuriast LITT cbIBOPOTKH 310POBBIX JI0AeHd. AHamoruuiibie UMMYHOTPaMMBL 1O~
JyueHbl Npu oOc/lefoBalHH BCeX MALUEHTOB, BXOJUBLIHX B KOHTPOJIbIYIO
rpviny. Pasauuus Mexay HMMYHOTDaMMaMH BBIPaXaJHCb TOJIBKO B BBICOTE
ITHKOB, 4TO OTpa)KaeT HIAHBHYanblible KoJjeGanus Kouuentpauuu LIT B
nepudepuueckoil KpoOBH.

Ha HMMVHOIpaMMax, MNnoJgy4deHHbIX NpH CKPHHH]II‘E CblBOpOTOK IIOCHTe-
Jielt BHJALCOIIOBCKOIO reHa, Hajd oOUWHM (POHTOM MpeLuNuTauud oOHapYyKH-
BaeTCs /OMNOJIIHTeNbHbii MUK HMMYIONPEUHIHTALNH, He OKpaluHBAaIOIHHACSH
OPTO-THAIU3WIHIIOM, cnelkdpUuuecKUM XpomoreHdaeiM cybecrpatom ans LTI
{puc. 1, ). B npejenax rpynnnl o6c/ei0BaHHbBIX [IOCHTENEH BUAbCONOBCKO-
ro rena nami He o6HapyeHbl KadeCTBeHIIble Pa3/H4YHs HMMYHOIEKTpPO-
¢doperpamMm, UTO II03BOJNMJIO CjedaTh 3aK/JAOYeHHe O TMPHCYTCTBHH B Chl-
BOPOTKE HOCHTeJeHd BHJIBCOHOBCKON MyTalHH Hapsiny ¢ HopMmaablibiM I
cneunduueckoil Mosexyaspuoit gopmul LI1. Bunbcororckuit LIl ummyno-
Jgorvuecky ne uientnuen LI, otanuaeTcst ot nero no ajexkrtpodoperHyec-
KO#l NMOABMXIIOCTH U (PepMeHTATHBHBIM CBOMCTBaAM.
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Buoicaenne o ananns Biuaoconosckoro LI Bunese-
e vaeKTpodoperHueckl yuetoro npenaparta LIIT 03 cHBOPOTKH 10HOPCKOM
Kposn merolom addunnoll xpovarorpadnu, paspaborannelM B lawmeii Jja-
Goparopun [13], ocvinectBasietess B oaun stan (puc. 2, a). [Ipenapar LTI,
HOJAVUCIHITHI TeM K€ METOJI0M H3 cbiBOpoTKH Boabuoro I'J1, napsay c nop-
vanbuniy HIIT conepxur LUIT-noao6ustil 6enox, ne obnaiawlluii OKCHLa3-
nolt akTnenocrslo (puc. 2,6). HMacu-

5 3
THUHOCTL 3TOro Ocaka H OGciaxa, o6- S
) ) . , ¥ RS
Pa3yIOILETO  JONQJHUTCJBIYIO  30HY ~ S €3
NpeUHIITalHd NPpH ABYXMEDHOM IIC- § S @ IN
PCKPCCTHOM — HMMYHO3JIEKTPOdOpC3e S S 3 Sy
~ y . N = ‘:Q, "2 &
cuBopoTK  Ooabiioro  [JIA (e, RS > < §§»N)
puc. 1,6), Obl1a NpOACMOHCTPHPOBA- = 2 % sS4

la  fIpH  CPaBHCIHH HUMMYHOTpaMm,
npeacTasiacliHbIX Ha pHC. 3. Bunuo,
uro  modyqcnublit  npenapat 111 o
CBIBOPOTKA 00JbIIOT0, H3 KOTOPOH Gbli
oay'IcH 2TOT [Ipcnapar, CO}l(:‘p)KElT
OAHHAKOBBIA 11a00p  MOJCKY.ASIPHBIX
dopm LIIT.

Bunbconosckuit LI Bblgcaen B
YUCTOM BHAE TIPH JONOJIIHTEAbHON
snekTpodoperuycckoi ounetke. K re-
My TIOJIyueHbl aHTHTeJsa, NMepeKpecTHO
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Puc. 3. Jsyxmeprbiil nepekpecTHstii HMMYHO3smekTpodopes chizopotkn Goabworo TJIIL (a)
1 npenapara LTI, suedentoro us atoil ¢chiBOPOTKH apduuubIM cniocobom (6)

Puc. 4. JlencutomeTpideckuii anamuz HMMyHoOnoTHHra nenthaos UIl-mogobnoro 6Geaka.
45 mkr Genka o6paboTanbl TPHICHHOM B COOTHOWeNHH 165: 11 B Tevenne 30 min npu 37 °C.
3ateM obpasus pasfeaensi sgaekrpodopesom B 10 % -nom ITAAT ¢ 0,1 %-nem DS-Na s
‘1peX napasiieabHbIX JAOPOXKKAX, MCPeHeceHbl HAa HHTPOUETIONO3HBIT (PHABTP H BhISBJIEHLI
IMMYHOPCAKTHBHBIE TOJHNENTHAN ¢ nomowbio antutea ¥ HIT (a), k LUIT-noaobnomy Geaky
(6) u monocnennduuecknx antutea k LIT-mopobiiomy 6eaky (8). B xauectBe Genkon-map-
KepoB McnodabzoBadau: IT uenoseka (130000), 6uunii cbHIBOPOTOUHBIT anpbymuH (65 000),

ntaauii oaasbymun (43 000), Taxeayw u aerkyio uemn IgG (55000 u 22000 cooTpet-
CTBEHNO)

B3aHMoieicTRYIOIHe TaKkxe u ¢ nopmadehbiM LII1. Monocnenuduueckne
antHrena K BuabcosoBckoMy L1 6bnu nmosyueHsl Moc/je HCTOLLEIHS aHTH-
CLIBOPOTOK H1a copBeHTe ¢ KOBaJelNTHO CBA3aHHbIM HopMaabHeiM LIIT [13].

B aaaniefiwiem ada uienTHUKAUMKM crnelHHUeCKOH aHTHreHHOH Je-
TePMHHAHTHl B BUJAbcolloBckoM LT Hcnons3oBaan aHTHTENA K OKCHAA3HOMY
11I1, Buabsconosckomy LIIT, a Takke MolocneundHuecKHe aHTHTeNa K NOC-
Jcaemy.

OnexTpodopeTHYECKH YHCTHIE npemapat BuabcoHoBckoro LT Oba
10ABEPTrHYT MATKOH NPOTEONHTHYECKOH 06paboTKe TPUNCHHOM B MPHCYT-
CTBHH HHTHOHTOpA XHMOTPHNCHHA. 3aTeM AalHKBOTLI 6ejKa B Tpex mnapa-
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JeJILIBIX JIOPOXKKaxX GblIn pasjaenensl anekipopopesoMm B 10 %-nov ITAAT
¢ 0,1 %-nsim DS-Na u nepenecenbl Ha HHTPOUENIION031ble QHABTPLL. MM~
MYHOPEAKTHBHLIE HOJHIENTHAL HICHTHPHLUHPOBAIH C NMOMOILLID TeNJIUKH
UMMYIHOGA0THITA ¢ HCOOJAb30BAIIHEM TEPEYHCACBIX Bbllle TPEX THOOB
autute]. PeaynnTatul, MpeacTapiaennsle ia pHC. 4, 110Ka3bIBalOT, UTO dlTH-
teaa K okcraasnoMy LT He BRISBASIIOT MOJKIENTHLA € MOJCKYJIsIpHOIL Mac-
coit (M. m.) 80 000, ¢ KOTOpPbIM TPEHMYLICCTBCHIO B3aHMOIeHCTBYIOT
Heucrollenuble anTirTeNa K BHAbCOHoBcKomy LI, 3a 97THM HekuaiouelineM
oba TUNa alTHTesI B3aHM();1€flC'I‘BleT C OAHUMH H TCMHU K€ NOJHNEeNnTHIaMH.
Mouocnenuduueckiie anTuTena K BHAbcoHOBCKoMY LITT B3aumoielicTByiOT

09
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40 50 60 70 80 90 100 M0 120 130 40 oM 5

Puc. 5. UMmyno6aotHir GelKOB BUYTPHKJACTOYHRIX MCMOP&EH 113 NEUCHH 30POBOI0 UEJNOBLK
¢ MonocnennUueckimMi aHTHTe aMH K BlJIbcoHosckoMy LITT 200 mkr Gesika membpar gpak-
nHoHuposaay B 7,5 %-unom ITAAT ¢ 0,1 %-abem DS-Na. [lo ocu aGeumee: AaKHa redd: no
OCH OPAHHAT: AEHCHTOMETpHYecKHil MpodHap palinoasTorpada

Puc. 6. Pakernnli nmMyHosnekrpodopes mpemaparta LT 6oasnoro [JUIL (1), BHasconon-
cxoro LT (2) w aeaun (3) npotHs antHTea K nopMaabioyy LUIT (/) u K suascononorony
LIIT (/7): a — oxkpailcrno opTo-gunalH3HAnNOM; 6 -— oKpacKka 6e.ka

TOILKO ¢ ¢parmentom pasmepom 80 000. Mspectiio, uto B nadope nporco-
aurniueckux ¢parmentos UIT ner nonnnentyaa ¢ M. M. 80 000 [19].

Taxkum 06paszoM, B CbIBOPOTKE lOCHTeJell BHAbCONIOBCKOIO rena 1apsaiy
C HEH3MCHEIILIM OKCHAA3HbIM IJ,H, Cojlepaanue KoToporo CHHBZKEHO, [IpH-
CyTcTBYeT cnelntuueckas MmouaexkyJdspuas ¢opma LI, oTavuawmascs no
nepeHUlOll CTPYKType OT HopMaabioro LI

B otanenbno#t cepuu onbitoB no uzyuennw Ouocuntesa IIIT y skcne-
PHUMeNTaJbHBIX 2KHBOTHBIX Mbl NOKa3a/JH, UTO B MeUCHH KprC, Kpome HH,
CEKPeTHPYEeMOI'0 B KPOBOTOK, CHHTe3upyeTcsi Taxkmke usodopma LI, oc-
Tawuasacs CBA3allOH ¢ 3HAOMIAa3MaTHUeCKHMH MeMOpallaMu M lle CeKDeTH-
pyemas B KpoBsiioe pycso [20]. O6e uzopopmbr LIIT obpazyotcst B pe3yib-
TaTe NOCTTPAHCASIUHONNION MOAHPHKALNH H3 OJIHIIAKOBBIX N0 MOJIEKVASIPHOM
macce mnpebeaxoB {21]. DT mannble, a Taxke noJyyelible HaMH panee
ceefenys o napywenun cospepanus LIT y Goapnbix IJII [22—24] u pe-
3YJALTATH JApPYTHX aBTOopoB ¢ Ouoke cexpeuunu LIIT npu 6B [25] nmozsosauan
aMm TNpeianoJoKuTb, uTo BuAbconoBcKuil IIIT siBasercs e MyTaHTHBIM CHI-
BoportounbiM LI, a myTtautnoil dopmoit necekpetupyemoro B kpootok LIIT.

2T0 NpeiAnosoKeHHe TMNOATBEPANIOCh AAlHBIMH ONBITa, B KOTOPOM C
NOMOIILIO MOHOCTEUHPUUEeCKHX anTuTes K BuabcoloBckoMy IIIT 6buio 06-
napy:KeHo NPHCYTCTBHe CclelH(pHUecKoro Aas Buabconosckoro LIIT 80 000-
¢parmenTa B MeMOpaiax renaToUUTOB 3J0POBOTO ueaoseka. B aTom sxcme-
puMenTe QpakuHI0O MeMOpall TenaTOLUKTOB, BbLAEJEHHIBIX H3 OMNepanHoHIIOTo
6uontaTta nevyeHH, TNoABeprax 3JjekTpodopesy B 7,5 %-iom I[IAAL ¢
0,1 %-unim DS-Na. [Tocse nepenoca paszaenelHbix NOJHNIENTHIOB CPEIH HUX
METOAOM HMMYHOOJOTHIIFa ¢ MOHOCTEUH(HUECKHMH aHTHTEJaMH 6bl1 ofna-
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py*eu noaunentHA pasmepom 80 000 — coeunPUUCCKHH KOMIOHEHT BHJib-
conosckoro LIIT (puc. 5).

PusnonoruueckKas poJb HeCeKpPeTOpPHOH H30pop-
m i 1L I1. IIpuBenecHible BblIe ZaHHbIe MOKa3bIBAIOT, YTO B MEUYEHH yesoBe-
Ka, kpome LTI, ceKpeTHPYEeMOTO B KPOBb, CHHTE3HPYeTCsl Takke MeMOpaHo-
cesizannas uzodopma LII1. Bonee 30 seT nazajx BbICKA3aHO NPEANOJOKeHHE
0 cyluecTBoBanuu BHYTpHKJeTouHoro LIT-nogo6Horo 6esKa, OCYLIeCTBJSA-
I0LICI'0 MeAbTPAlCHOPTHYIO DYHKUKIO B KieTKe [26]. A B 1emaBHell paGoTte
[27] Ovli0 nokasano, 4ro Melb BHIBOAKTCS M3 OprailudMa uepe3 >Ke/lyb B
kommiekce ¢ LIIT, kotopulii e ofuapykupaercsl B xedyn Goaenbix I'JII.
Gpaxuns LI Keauy 310poBOro 4es0BeKa TeTePOreHHa H, MO MHEHHIO aR-
TOPOB, coaepuT napsay ¢ LTI, aMMyHOTOrHYeCKH HAEHTHYHHIM CHIBOPO-
rouwtomy LTI, Takxke ¢parmentsl storo III1, nposBasiioliHe JHIIL YaCTHY-
1H0C HMMYIIOJIOTHYIECKOE CPOICTRO.

Hauwe npejnofoxende cocTOSJ0 B TOM, 4T0 OOHADYXKEeHHBI BHYTpH-
kaerounbli IIT yyacTByeT B BbIBEJ€HHH MeJH H3 OpPraHH3Ma uepe3 XKeJub
u itentuuen LIT-nogo6nomy 6Geaky, onucannomy asropamu [27]. 3to
npelnojoKeHne OBJIO NPOBEPEHO B ONBITAX, TjJe MEeTOAOM pPaKeTHOTO
HMMY1i03qdeKTpodopesa ¢ HCNOJb30BaHHEM aHTHTeN XK okcupastomy IIT u
MojtocHeUHGHUECKHX aHTHTe] K BHABCOHOBCKOMY LIIT Obliu cpaBHeHbl ai-
Turennpsie ¢Bofictea mpenaparta LI1 H3 CHIBOPOTKH 60JLHOTO, BBICOKOOYH-
utennoro pudavcotesckoro IIIT u IIT xenuyu. PesyabTaThl npefacTaBJeHbl
na puc. 6. Buiano, uto >Kenub, Kak W npenapar Il u3 ceiBopoTKH 60JbHO-
FO, CoAep:HT ABe MmoJekyuasipusle ¢dopmbl LI, oqHa H3 KOTOPHIX B3aHMO-
JelcTBYeT ¢ alTHTedaMu K okcupasHomy LIIT u oxHcasieT opTO-AKaHH3H-
AMI, a Apyrast B3aHMOJEHCTBYET ¢ MoHocneUHPHYeCKHMH aHTHTeNaMH K
prabconosekomy LT u ne o6nagaer OKCHAA3I0H aKTHBHOCTBIO.

DTH, & Tak:Ke NPHUBEACHHBIE BHILIE JaHHblE MO O0HAPYXENHI BHYTPH-
kJjerounoro LI, nokasbiBawiliie CTPYKTYPHOE H GYHKILHOHAJBHOE CXOJICTBO
3THX OeJNKOB, NO3BOJSIOT CUHTATh, yTo L{II-mopo6iblidi 6eioK »KeJ4H, BHIb-
conoscruit LIIT u BuyTpukaerounsld 1111 HACHTHYHBL APYT APYTY.

Taxkum o6pazom, ¢ OGosbllOH JOJeH BePOSiTHOCTH MOXKHO MpennoJio-
JKITh, 4TO ¢u3uOAorudeckass (pyHkuus sHyTpHKJerouHoro IIIT cocrour B
BBIBCICIUHY MEjI# M3 OPraHH3Ma yepe3 KeJsyb, a NPH BHJIbCOHOBCKOH MYTa-
LHH NPOHUCXO/HUT llapylleHHe 1lallpaBjenusi CeKpeuHuu cneunudHuecKoil H30-
dopmur LT,

Jetaipiblil MOJEKYASPHBEI MeXaHH3M BHJABCOHOBCKOH MYTALHH MOXKET
6bITh, CJACAOBATCJALNO, BBISIBJIEN TOJBKO MOCAE TOJYUYEHHS CPABHHTEJNBHBIX
AalplX 0 NepBHYHOH CTPYKTYpe BuabcoHOBCKOro LIIT H3 culBOpoTKH GOJb-
npix IJIHO n UIT-nogo6Horo 6esika U3 KeJYH 3A0POBOTO YesaoBeKa, a TaKike
113 CpaBHEHHUST CTPYKTYPhl FelloB, KOAHPYIOIUX 3TH GeJKH.

Pcrome

MeTo1amu iMynoesekTpodopesy NPOReIEHO CKPHHIHT 3D43KiB CHPOBATKH KPOBi romMo- Ta re-
Teposirotiux Hociiz mMyranii Binvcona. ITokasano, wo nopsig 3 HOPMAABHUM NEPYAONIA3MI-

nom (IIT) 'y cupoBaTtni nociip BiALCOHIBCBKOT MyTawii NPHCYTHIR ClleuHdidHHT 15
uiei Myrtauii LAII-noai6umit 6i10k (BiMbCORIBCBKIIN). ¥ 3/10POBUX Ji0Aefi iACHTHYHHE BifbCO-
HisebroMy LIET-noni6uuit Ginok 6epe yuacth y BHBeXEHHI Mili 3 OpPrafisMy depes KOBU.

OO0ronopooTLes MeXaHisMl AedekTy LbOro Npouecy y XBOPHX xBOpo6oi BiancoHa.

Summary

The screening of the samples of blood serum ol homo- and heterozygotes with Wilson's
discase gene was using immunoelectrophoretic methods. It was shown that patients
with Wilsonian gene alohgside with normal ceruloplasmin contain in serum ceruloplas-
min-like protein too. The same proleih was involved into the process of liver cooper sec-
retion in normal subjects. The molecular defect of biliary excretion of copper in patients
with Wilson’s discase is discussed.

I3SN 0233-7657. BIIOMOANIMEPLI 11 KJLTKA. 1991, T, 7. Ne 3 29



CIMHUCOK JIMTEPATYPLI

1.
2.

L

i4

Owen €. A. Wilson's disease: the ctiology, clinical aspects and treatment of inheri-
ted copper to toxicosis.—- New York: Acad. press, 1981 — 682 p.

Jdekapo M. ., Maraposa B. A. TenatouepeGpaabuas aucTpodus, — JI : Mepumuuna,
1984.— 204 c.

. Sterntieb [, Van den aHmer, Morrell A. G. Lysosomal defect of hepatic copper ex-

cretion of Wilson’s disease (hepatolenticular degeneration) // Gastroenterology. —
1973.— 64, N ].— P. 99—105.

. Neifokh S. A., Vassiletz I. M., Shavlovski M. M. Molecular pathclogy of ceruloplas-

min // Biochem. Genet.— 1972.—6, N 2.— P. 231—238.

. Assignmen! of the gene of Wilson disease to chromosome 13: linkage to the eslerase

D locus/M. Frydman, B. Bonne-Tamir, L. A. Farrer el al.// Proc. Nat. Acad. Sci.
USA.—1985.—82, N 7.—P. 1819—1821.

. Carrier detection and early diagnosis of Wilson’s disease by resiriclion fragment

length polymorphism analysis /A, Ficus, R. Lampis, M. Devoto et al. //J. Med. Ge-
net— 1989.— 26, N |.— P. 78—82.

. Characterization, mapping and cxpression of the human ceruloplasmin gene/

F. Yang, S. L. Naylor, J. B. Lum et al.// Proc. Nat. Acad. Sci. USA — 1986.— 83,
N 11.—P. 3257—3261.

. Moaekyaapran CTPYKTYPA reHd LEPYJONAA3MIHA YCJOBCKA 1 €ro 3IKCIPeccHs NpH My-
YKT) 3 ¥y

tauun Buascona . - Konosaaosa / A, JI. Hsapuman, B. I'. Baxapaopckuii, B. C. Taiiu-
xoku, C. A Heiidax ;/ Jokn. AH CCCP.— 1981.--.3, Ne 3.— C. 717—720.

. Molecular studies of ceruloplasmin (deficiency in Wilson’s disease) // M. J. Czaja,

F. R. Weiner, S. J. Schwarzenberg et al.//J. Clin. Invest.— 1987.— 66, N 7. — P.
1200—1205.

. Hedpax C. A, lasarosckus M. M. Tenernueckn o6ycaoBNeHHBE HapylIeHHs ofMena

MeAH NPH TeNnaToJCHTHKYAAPHOI aerenepauuu [’/ Ilporpecc B Med. rexcethke. M. Me-
amuuna, 1978.— C. 106—150.

. Taidyxoxu B. C. MonekyafipHas TeTEDOreHHOCTb HACNEACTBEHUBIX Bonestredt ueOBCKAa W

npobaeMsl T¢HHON TepanvH // bruononnMepnl it Kiaetka.— 1990— 6, Ne | —C. 31—46.

. Reduced oxidase activity in the ceruloplasmin of two families with Wilson’s disease /

G. L. Golion, G. Stocks, T. L. Dormandy, S. Sherlock //J. Clin. Pathol.— 1977.— 30,
N 1.-- P. 81—83.

. Onsir BBIABNEHHS TETEPO3HIrOT NO MYTaudn BuascoHa — KoOHOBA/I0Ba Ha 0CHOBE HccJe-

JIOBaHHA MOJEKYNapHuIX ¢opm uepynonnasmuna /JI. B. Ilyskora, M. A. BepGuna,
B. . BaxapnoBckuii 1 ap.//KypH. #eBponaTogorHH H nNcHxuatpuu. — 1989. — 89,
Ne 12— C. 14--18.

Laemmti U. K. Cleavage of structural proteins during the assembly of the head of
bacleriophage T4 // Nalure— 1970.— 227 N 5259 — P. 680—685.

15. Improved technique utilizing nonfat dry milk for analysis of proteins and nucleic
acids transferred to nitrocellulose/D. A. Johnson, J. W. Gautsch, J. R. Sporisman,
J. H. Elder // Gene Anal, Techn.— 1984.— 1, N 1.—P. 3—8.

16. Fleischer B., Fleischer S. Glucosidase activity of bovine liver plasma membranes //
Biochim. et biophys. acta.— 1969.— 183, N 2,— P. 265—-275,

17. A manual of quantitative immunoelectrophoresis/Eds N. H. Axelsen, J. Kroll,
B. Weeke.— Oslo; Berger; Tromso: Univ. Storlaget, 1973.— 216 p.

18. Cruoxernue ypoBHS LEpPYJONJAa3MHHA B CbLIBOPOTKE KPOBH — NOKa3aTellb ATONHH NPH
6ponxnanbuon actMe / C. C. JXKuxapes, T. ®. Cy66oruna, M. A, IlerpoBa u np.// Te-
paneBT. apxuB.— 1984.— 56, Ne 3.— C. 23—26.

19. Hedpax C. A., Bacuavee B. B., lllasaceckuid M. M. CTpykTypa, KaTalUTHYECKHE CBOH-
CTBA H 3IBOJIOUMA UEPYJONIA3MHHA H JAPYFHX roay6eix OeakoB // Ycnexm OHOM XH-
mun.— [988.— 28.— C. 102—124.

20. Jkenpeccus rena UepyaoOnNasMHHa B PasdMuBbIX opraHax kpsliesl / B. C. Taituxoks,
O. B. Bopounna, B. B. Henexkuna n ap. // Buoxumus. — 1990.— 55, Ne 5— C. 927.

21. BuocunTes uepyaonnasMnEa B pasnAuublx opranax kpeickt /JI. B. [lyukosa, B. B. He-
nexxkuHa, E. T. 3axaposa u ap. // Tam xe.— Ne 10.— C. 1798—1809.

22, Buyrpukxaerounsie  Genkd — npepliecTsenHnkH  uepyaomnasmuna / C. A, Helidax,
T. JI. Anedinuxosa, B. C. Tadiuxokn # ap.// Qoxka. AH CCCP.— 1979.-- 244, Ne 1. —
C. 238—240.

23. Mosexyaapnsii nedekT cHHTE3a M CO3PEBAHHA UepynonjasMHHa npH 6onesHH Buab-
coHa — Konosanosa / J1. B. Ilyukosa, B. I'. Baxapnosckuii, B. C. Tlaituxokn u ap. //
lenerHka.— 1982 — 18, Ne 5.— C. 703—712.

24. fntracellular stages in biosynthesis and maturation of ceruloplasmin/L. V. Puchko-
va, V. S. Gaitskhoki, V. M. L'vov et al // Macromolecular in the functioning cell f
Ed. A. A. Bayev.— Moscow : Nauka, 1982.— Pt 2— P. 209—227.

25. Immunocytochemical identification of ceruloplasmin in hepatocytes of patients with
Wilson's disease/R. S. Graul, O. Epstein, S. Sherlock, P. J. Scheuer // Liver—
1982—2 N 2— P, 207—211.

26. Deure C. I., Stone M. J., Frenkel E. P. Trace metals in hematopoiesis // Amer. J. He-
matol.— 1981.— 11, N 2.— P. 309—331.

27. Studies of cholecystokinin-stimulated biliary secretions reveal a high molecular we-
ight copper-binding substance in normal subjects that is absent in patients with
Wilson’s disease/V. lyengar, G. I. Brewer, R. D. Dick, C. Owyang //J. Lab. Clin.
Med.— 1988 — 111, N 3.— P. 267—274.

HHUHU skcnepum. meauunnor AMH CCCP, Jlenwnrpan ITonyueno 05.07.90

30

1SSN 0233-7657. BUOIMOJMMEPDI H KJETKA. {991. T. 7. Ao 3



