








Hns m3yuerus Oblnn BuIOpaHbl TPH IJIMKOMPOTEMHA MJ1a3Mbl KPOBH, BXOAMINKE B TPYIITY
OenkoB OCTPOi (a3, CHHTE3UPYIOIIHECS B FENaTOUMTAX U COACPXKALIME B COCTABE YIVICBOAHBIX
LieTeit KOHLIEBBIE OCTATKH CHAIOBBIX KHC/IOT:

|. Anbda,-aHTHTPHUNCHH, NPUPOAHDBIH HHIHOUTOP 3/1aCTa3bl, KOTOPHIH KOBAJIEHTHO CBA3BIBAETCA
¢ Hew B cooTHoweHHM 1:1 M, 3arem, OOpa3OBABLIMIACH KOMIUIEKC YTWIM3HPYETCs KICTKAMH
HMMYHHOH cucteMsl [30];

2. Opozomykomna, Oenok mnmasmbl KpoBH, (yHKuMs kOTOporo Hem3ssectHa. [lokaszaHo, 4TO
OpPO3OMYKOMJ  CBS3bIBACTCS C  PYyNNo-CnelMHYEeCKHM  PEeuenTopoM A1  aCHaJIOBbIX
TTMKOMPOTCHHOB, KOTOPBIH JIOKAIH30BAH HA KICTOYHONH MOBEPXHOCTH TEMATOLMTOB, M uepe3
TWraHA-PELIENTOPHBIA  MEXAHHW3M C TOMOILUBIO TPAHCUHMTO32 IEPEHOCUTCH M3 KpPOBOTOKA B
xemub [31] Bo3MoXHO, 4TO mpu 3TOM OPO3OMYKOHZ OCYIUECTBISET NEPEHOC ONPEAEICHHBIX
BEILECTB M3 KPOBH B JKE/T4b;

3. LI, meapTpaHCTIOPTHBINH [IIMKOMPOTEHH, KOTOPBIH NMPH AOCTABKE HOHOB MEAH K KJICTKaM
HEreraTOUMTAPHBIX  PSJOB, CBA3BIBAETCS C MX [OBEPXHOCTBIO uepe3 creuuduueckuit
peuenrop |13}, uHTepHANTU3YETCS BMECTE C PELENTOPOM, a 3aTeM OCBOOOMKAaeTcs B KPOBOTOK [32].
TMocne ces3siBanus ¢ peuentopom M BO Bpemst npeOwiBanus B kiaerke LITT tepser nonnl meau u
MOAMQHLIMPYETCH TAaKUM 00pPa3oM, YTO CTAHOBHUTCS Y3HABACMBIM It OOWIEro ¢ OPO30MYKOMAOM
peLenTopa aCHJIOTJIMKONMPOTCHHOB, JIOKAJIHM30BAHHOTO HA TOBEPXHOCTH rematouuToB [33].
Hssectno, uro natusHbiii L{[1 He cessbiBaeTcs ¢ mosepxHOCTBIO remarouutoB [34 |, a in vitro
accuasmpoBanubiit  L{IT 3ddexruBro normomaercs umu [33]. B xenuu 310poBRIX mHOAEH
obHapyxeHbl aBe MonekysipHbie opmbr LT, o1Ha U3 KOTOPBIX COOTBETCTBYET CBIBOPOTOUHOMY
LT [35,36]. KocBeHHO 3TH AaHHBIE MOKA3BIBAKOT, 410 BO Bpems npeOsiBanus LT B kierkax
HETENaTOLMTAPHBIX PAJAOB OT €r0 YrICBOAHBIX LETICH C MOMOIIBIO JTH30COMAIBHOH HEHPaMHHM/1a3b1
OTIUEIUIAIOTCS KOHLEBBIE OCTATKHM CHaloBbX KHCIOT. Acwano-LII1 cexpermpyercs B KpOBOTOK, a
3aTeM NOrjoLAeTCs renaToUMTaMU H TPAHCLMTO30M BBIBOJHTCS B XKETYb,

A

Pucynok 1.
JByMepHbI# KMMYHO3IEKTPO(hOpe3 00pa3LOB CHIBOPOTKH 3A0POBOrO J0HOPa (A) u 601bHOTO
cuamuao3oMm 1 (B) ¢ anTuTenaMu K anb(a |- aHTUTPUINICHHY.

CpasnurenpHblii aHanMu3 anb(a,-aHTHTPHIICHHA, LMPKYJMPYIOWEro B nepudepHueckoi
KPOBHM 30POBOr0 A0OHOpPa U DONBHOrO CHAMHAO30M 1, METOAOM ABYMEPHOrO MMMYHO3NIEKTpOdopesa
nmokasan, uro B o0oux  caywasx  anba,-aHTHTpHNCHMH  00pa3yeTr = rOMOTEHHBIH
HMMMYHONPEUMMUTALMOHHBIH MUK C 4cTKUMHM rpanuuamu (puc. 1). Anbda,-aHTHTpHNCHH u3
ChIBOPOTKH KaK 3J0POBOrO JOHOPA, Tak U OOMBHOrO CHamKHi030M 1, 0IHHAKOBO B3aUMOJACHCTBOBAII
¢ konkaHasaauHoM A u ¢ (JIITT)-cedaposoii (aauubie He npuBoAsTcs). TakuM oOpasoM, Kak M
MOXKHO ObINO OKMAATh, ACHHLIMT ITH30COMATBbHON HEHpaMHHMIA3bl HE BIMACT HA KOMITO3HTHBIH
COCTaB MOJIEKYJISIPHOrO nyna ansdal-aHTHTPHUIICHHA B KPOBH.

101






soHa Y (puc. 3, Bl) no anTurenHsiM cBOMCTBAM JHmIb YacTHYHO HaeHTHyHas LT u3 nuka X (B
30HE MCTOWECHHA mHKa Y BHAHO miedo nmka) X. MssectHo, uro amo-LIIT mpu aBymepHOM
uMMyHOdIeKTpodopese B araposHom rene obromster xomo-LIIT [20]. [lanmsie ykassiBaioT Ha
yeenuueHue coaepxkanus amo-LII1 B kpoBoroke OGompHOro cuammaozom 1, dYTO MOXKET
CBHM/ETEIbCTBOBATh O 3aTPYAHCHHH BhIBeACHHS M3 kpoBoroka ano-LII1. Tlpu obpaborke IATA
HabTI0aeTCs MPONMOPLHOHATBHOE LIS 3/0POBOro H GONBHOrO uenoBeka HapacTaHue nuka Y. 310
o3Havaet, uro HatueHbIi L{[1y 310poBoro 1 601bHOrO HCIIBITYEMBIX HE HMEET pasauuuit. B 1o xe
Bpems, y GONBHOrO B 30HE MCTOIUECHHS NMuKa Y B BHAE Iie4ya MHMKa X 4YETKO MPOSBIACTCS MHK Z,
KOTOpOro Her y 3aoposoro jgoHopa (puc. 3, 2 u B2). C xonkanaBamuromM A LIIT u3 obenx
CHIBOPOTOK pEarMpoBan Kak roMoreHfimiii npenapar (maHmbie He mpusoasrcs). ®pakums LT1-
(JITIT)- mpu aBYMEpHOM HMMYHO3JIEKTPOdOpe3e TAKKE HE OTIMYANach y 3A0pOBOrO JOHOpA H
6onbHOro cuaauaosoM 1 (nanHbie He nmpuBoasTcs), HO BO ¢pkuuu LI1-y GoabHOro BhIABAAETCH
30Ha Z, orcyrcTByiouis Bo ¢ppakuuu LI1-(JITII)+ u3 kposu 3a0poBoro aoxopa (puc. 3, A3 u B3).
Jlanubie mokaseiBaooT, 4ro ano-LII1, umpkymupyromuii B kpoBoToke GonpHOro cuamuaoszom 1,
COACPXKMT OCTAaTKH CHAIOBBIX Kucnor. CxoaHoit monekynspHo# ¢Gopmer L[IT B ceiBOpoTke
3a0poBoro He obHapyxeHo. I[To-Buaumomy, y 60MbHOrO CHAHA030M 1, BCIEACTBHETEHETHYECKOTO
AchuumnTa IM30COMABHONH HEHPAMHMHHA3bI, OTIUCIUICHWS OCTaTKOB CHAIOBBIX KMCIOT OT
uHTepHANM30BHHbIX Monekya LIIT He npoucxomur. B pesynbrare B KpoBOTOKE 6OIBHOrO
uMpkyupyer, Hapsay ¢ HatuBHbiM LITl, cumano-anollll, He nornomwaemeiii NEYEHOYHBIM
PeLEenToOpoM Il aCHAJIOTIHKONPOTEHHOB. [lonyueHHBIC pE3yabTaThl yKa3blBalOT HA Y4acTHE
NH30COMaNbHOM HeWpamuuuaassl B Metabonmsme L{IT. Bo3MoxHO, 3TO #ABIAETCA HacThIO
MeXaHH3Ma, 00eCEeYHBAIOMIETO BEIBCACHHE H3 OPraHu3Ma MM, MpoYHo ceszanHo#H ¢ LT

Bonvnoii I'-B aBaxant necumncs B knuHuke Hesponorun HUMOM PMH. Hecmorpa Ha
TSDKECTh COCTOSIHMS, AJCKBATHO MOAOOpaHHAs TEpamus HA OCHOBE TOYHOrO AMArHo3a, No3pBojIWia
MOJy4MTh BPEMEHHOE YIYIICHHE HEBPOIOTHUECKOTO CTATVCA. ITO AACT OCHOBAHHME HAACATBCH, YTO
JATbHEHINEe H3YYSHHE Pa3HOCTOPOHHHX MOCACACTBUN ACHHLIMTA TM30COMATLHON HEHPaMHUHHAA3BI
Ha MONEKYJIAPHOM YPOBHE MO3BOTHT NMOA0OPaTh TOUHO A PECOBAHHBIC JEKAPCTBEHHBIC NMPENaparsl,
M npHBEJET K 607ee yCTONYMBOMY KIHHHUCCKOMY PE3y/IbTaTy.

Pabora noaaepkana rpantoM PO®U 95-04-13179a u rpanrom Ne 7 96 THTIT «IIpuopererHbie
HarnpasJICHUA MCHCTUKH»
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ANALYSIS OF MOLECULAR MICROHETEROGENEITY OF THE GLYCOPROTEINS

FROM PLASMA OF A PATIENT WITH SYALIDOSIS .

E.T. ZAKHAROVA, L.V. PUCHKOVA, M.M. SHAVLOVSKY, M.V. NEUIMINA,
E.P. RUIDIL, V.S. GAITSKHOKI

Institute of Experimental Medicine RAMS, St. Petersburg, Russia

Using specific polyclonal monovalent antibodies, the molecular microheterogeneity of acute phase
proteins: orosomucoid, alpha,-antitrypsin and ceruloplasmin. circulating in peripheral blood of a healthy
donor and a patient with a hereditary deficiency of lysosomal neuraminidase (syalidosis I or the cherry
stone syndrome), was analyzed by use of 2D electrophoresis. The specific distinctions due to a deficiency
[caused by a deficiency] of lysosomal neuraminidase were revealed in the population of ceruloplasmin
molecules, but not in the molecules of alpha,-antitrypsin and orosomucoid (alpha,-acid glycoprotein).
The molecular genetic bases of molecular microheterogeneity of some plasma glycoproteins and the
possible use of natural models in studies of GP’s functional role and the pathways of its transfer after
internalization into non-hepatocytic (?) cells are discussed.

Key words: glycoproteins, sialidosis 1. ceruloplasmin. acid alpha, -glycoprotein, o, -antitrypsin.
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