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B nacrosmeii paboTte nmpuBeneHbl pe3yabTaThl HCCIeOBaHUS MeMOpaH 3puTporuToB (MD)
OonbHBIX ceMeiHo# cpenuszemHomopckoi nuxopaakoi (CCJI; Familial Mediterranean Fever),
W3BECTHOU Takke Kak mepuonudeckas Oone3nb (I1B), ¢ mpuMeHeHHEM METOAMYECKOTO TOJX0Aa
"MHOTOKOOPJIMHATHOW IKCTpPAKIMK OeNKOB" M3 MeMOpaHHBIX CTpYKTyp [1-3]. Dkcrpakmmio ocy-
HIECTBIISUTA B cucTeMe dKCTpakiuu TpuToH X-100 — NaCl, nanbonee nH(HOpMATUBHON AJisi OEIKOB
MD yenoseka [1].

[MaTonornueckuii mporecc nmpu CCJI mpUBOAUT K Pa3BUTHIO OOIIMX TOMEOCTATUICCKUX CIIBH-
TOB U M3MEHEHHUH B pa3lMYHbIX opraHax u cucremax [4]. [lomymsiuus spuTpoHa BeCbMa 4yBCTBH-
TeJIbHA K PA3JIMYHBIM MATOJOTMYECKUM IpOIleccaM B OpTaHU3ME M OTKIMKAETCS Ha HUX aJeKBaT-
HBIMU H3MeHeHUsIMH. OcOOBIil WHTEpEeC MPENCTaBIAIOT JTaHHBIE O TOAABICHUN TporeccoB (ocda-
tuporenesa y 6ompabIX CCJI, conpsiraeMbie ¢ HEYCTOWYHBBIM COCTOSTHIEM MEMOPAHHBIX CTPYKTYD;
BBISIBIICHHBIE TIPU 3TOM CABHUTH B conepxanun ¢ochomununos (OJI) MO [5-7] obycnoBimuBaroT
1eJ1eCO00Pa3HOCTh UCCIIEAOBAHHUS COCTOSIHUS O€TKoB MD B CIIOKHOW HAJMOJICKYJISIPHOM CHCTEME
OroMeMOpaHBI.

MD dgenoBeka moyJaid METOJOM THIOTOHHYECKOTO TemMolin3a [8] u3 3 MiI mUTpaTHOM Kpo-
Bu. O0cienoBansl 2 rpymmsl oaei: 1 - monopsr; I - 6onsabie CCJI. KoHEUHBIE OCaIKh OTMBITHIX
MD cycnensupoBanun B 10 MM tpuc-HCl 6ydepe, pH 7.4 ("Serva", CIIIA) 10 KOHIEHTpaluu
Oenka 4 Mr/Mi1, KOTOPYIO ONpeesuH 1o MeTony bpaadopaa [9].

CenexTtuBHOE BBICBOOOXKIEeHHE O€nKOoB M3 MD OCYIECTBISTH, HUCIOJB3Ys METOIUYECKHA
nonxof "aByxkoopAauHaTHOM skcTpakuuu” [1]. Kaxnas npoba M3 (moHopst, 6onbnabie CCJII) pas-
ouBanack Ha 6 anukBoT 1o 100 MK, KOTOpBIE 3aTEM MOABEPTaANUChH 00padOTKE peareHTaMu TPUTOH
X-100 — NaCl B 6 pa3nu4HbIX KOMOMHALMSAX KOHIIGHTPAIMiA, KOTOpPBIC MPUBEICHBI Ha puc. 1 B

BHUIC TOUCK CCTKU SKCTPAKIUU.
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Puc. 1. Hymepanus Touek 9KCTpaKIMH1 U COOTBETCTBYIOLIHE
UM 3Ha4€HHs KOHLIEHTPALUIl peareHTOB B CETKE

KOOpAUHAT dKcTpakiuy TpuToH X-100 - NaCl.

[Tponenypy 3KcTpakiuu oOpa3LloOB JOHOPCKOW IPYIIbl M OOJIBHBIX MPOBOAMIM OJIHOBpE-
MEHHO U UAEHTHYHO npu Temmneparype 0°C B TeueHue | 4 Ipu HENpPEepHIBHOM IEpEeMEIINBAaHHH.
ConroOunu3npoBaHHblil MaTepuan oTaensuin neHTpudyrupopanueM npu 30 000g u 0°C B TeueHue
1 4, HaocaaKu OTOMpPAIH I ANIeKTpodopesa.

SDS-anektpodope3 OenkoB mpoogunu mo Mmerony Jlaemmmu [10] B AByXcTymeH4aTom
ITAAT (3%-noM koHueHTpHupytomeM U 10%-HoM pazfensionieM) ¢ ucnoib3oBaHueM silan A-174
JUIs CUIMBKH Tefsl K crekiy. CkaHupoBaHUe 3JeKTpodoperpamm mpoBoawin Ha nmpubope Ultrascan
XL (LKB) ipu 633 aMm.

Hywmeparuto HabmogaeMbpIx O€KOBBIX MoJI0C (23 monockl) Ha 31eKTpodoperpaMmMax MmpoBo-
JUITK B TIOPsIZIKE YOBIBAaHHS MOJEKYJISIPHOW MacChl; HIECHTU(UKAIINIO OCHOBHBIX OenkoB MO uerno-
BeKa MpoBoAMIN cornacHo knaccudukanuu Creka-Xecra [11]; Beixox Oenka OlleHWBAIH 10 BEIHU-
YHHE COOTBETCTBYIOLIETO MHKA HA JICHCUTOTPaMMe.

JloCTOBEpHOCTD pa3nuyuii MEXy CPeIHUMH BETHUYMHAMHU y 3A0POBBIX M OOJIBHBIX JIUI] OIpe-
Jes1ach no t-KpUTEpHUIo.

Pe3ynbTaThl CpaBHUTENBHOTO HCCIEAOBaHMS CONMOOMIM3anuu OenkoB u3 MO NOHOPOB H

6ompHBIX CCJI oTpaskeHbI Ha prc.2 ¥ 3, COOTBETCTBEHHO, B BUIE TAOJHII-AHArPaMM.
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Puc.2. Tabmuuel — puarpaMMmbl BeIXona OenkoB W3 MD noHOpoB. MD 00paboOTaHBI 3KCTPArUpYIOIIMMHI
peareHTaMH B KOHLEHTpALUSIX COIJIACHO CETKE SKCTPAKIHHM, NpHBeAeHHOW Ha puc.l. Habmromaembie mocie
3EeKTPOPOPETHUECKOTO pasaencHuss HamocanakoB B [TAAT 23 GenkoBbIe MOJIOCHI MPOHYMEPOBAHBI B MOPSIKE
yOBIBaHUS MOJIEKYJIIPHBIX Macc,

— JIMHUS TIONYBBIXOJa OEJKOB, pa3rpaHMYMBAIOIIAs 3alITPUXOBAaHHYIO 00JIACTh, B KOTOPOH BBIXOI

6enka npessimaeT 50% 0T MaKCUMAaJIbHOTO.
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Puc 3 Tabmuupl — auarpaMmsl Beixoaa 6enkoB u3 MO 6onbHbix CCJI. MO 00paboTaHbl SKCTparupyTaluMe
peareHTaMH B KOHLEHTpPALUSIX COIJIACHO CETKE SKCTPAKIMHM, NpHBeAeHHOW Ha puc.l. Habmomaemsie mocie
3MEeKTPOPOPETHUECKOTO pasaeneHus: HamocaakoB B [TAAT 23 GenkoBbIe MOJIOCHI MPOHYMEPOBAHBI B MOPSAKE

yOBIBaHUS MOJIEKYJISIPHBIX Macc.

— JIMHMSA TMOJNYBBIXOAa OENKOB, Pa3srpaHHYMBAIONIAs 3alITPUXOBAHHYIO 00IAcTh, B KOTOPOIl BBIXOJ

6enka npesbimaet 50% OT MaKCHMaJIbHOTO.

Tabnuna-muarpamma it Ko u3 23 OEKOBBIX IMOJIOC, HAOIIOAaeMbIX Ha dJIeKTpodope-
rpaMMax, mpejacTaBiser coboil mudpoBoe moie, COOTBETCTBYIONIEE CETKE IKCTPAKIUU Ha puc.l, B
KOTOPOM Ha MECT€ KaXJOW TOYKH CETKHM BIHUCBHIBAETCS IOJYUYEHHOE 3HAY€HHE KOHIIEHTpPAINH
O6enka. Ha pucyHkax "nmuHMS MONyBBIXOAA" pasrpaHUYMBACT IOJI€ TOYEK IUarpaMMbl Ha JIBE
obnactu, B OJHON M3 KOTOPHIX BBIXOJ Oenka mpesbimaetr 50% OT MakCUMaJIBHOTO B JaHHOMN

CHCTEME JKCTpaKIMH (3alITpUXOBaHHAs 007acTh). JIMHHUS TOMYyBBIXOJAa XapaKTepH3yeT YpPOBEHBb



YCTOMYMBOCTH KOMIUIEKCAa OEIOK-MeMOpaHa W pa3rpaHHMYMBAET YCIOBHSA, MPH KOTOPBIX OEIoK
NPEUMYIIECTBEHHO CBS3aH C MEMOPaHOH, OT YCIOBHIi, P KOTOPHIX OH B OCHOBHOM HaXOJHUTCS B
JIe3arpeTHPOBAHHOM COCTOSHHH (3aIITpUXOBaHHAs o00nacte). TakuM 00pa3oM, COCTaBJICHHBIC
TaOJIHUIIBI-THarpaMMbl HECYT WH(POPMAIIUIO MPAKTHYECKH O KaKIOM HCCIEAyeMOoM Oenke, Xapak-
TEpU3ys B 3aBHCUMOCTH OT 3((EKTUBHOTO 3KcTparupyromero peareara (NaCl nim tputon X -
100) Tun B3aMMOACHCTBHIA, CTAOMIM3UPYIOMUX OEJIOK B MeMOpaHe.

CpaBHUTENBbHBIN aHAMU3 TaONUL-AUArpaMM puc.2 U 3 MO3BOJIWI BBISIBUTH U3MEHEHUS JTMHUMA
nosryBeIxosia juist psima OenxoB mpu CCJI. HaGmromaroTcs cieayroriue THIBI CIBUTOB B JKCTpa-
rupyemoctu 6enkoB M3 6onbabix CCJI:

I — Camwxkenue cpojcTBa OenKoB K MeMOpaHe, HaOmogaemoe st 6enkos 1-5, 10, 12, 13.
Huarpammbl 6eikoB 1-5 (1, 2 - COOTBETCTBEHHO Q- U [§- CyOBETMHHUIIBI CTICKTPUHA; 3-5 - aHKUPUH U
€ro MUHOpPHBIE (PpaKIHK), SIKCTPArHPYyEMOCTh KOTOPHIX B KOHTPOJIBLHOU TpyIme (puc.2) 3aBUCHUT B
ocHOBHOM OT TpuTOoH X-100, neMoHCTpHUpYIOT U3MeHeHne 3(PPEKTUBHOCTH KOOPIMHATHI SKCTPaK-
i NaCl npu CCJI (puc. 3). Jlnst 6enkoB 1-5 6onpabix CCJI py HU3KO# KOHIIEHTpPAIIMKA TPUTOHA
X-100 (0.05%; Toukm 1, 2, 4 ceTkM SKCTpakIUU Ha puc.l) B OCHOBHOM HE HaONIOAaeTCs
crabunusupytomee neiictBue NaCl Ha Genok-MeMOpaHHbIM KOMILUIEKC, YETKO BOCIIPOU3BOANMOE B
KOHTPOJIbHOM rpymme. Cienyer OTMETUTh COXpaHEHUE y OOJbHBIX CHEeLU(pUUECKOd XapaKTepHc-
TUKH Oenka 1 (@-CIeKTpHH) - B TOUKE SKCTPAKIK 6 O6eJI0K yAepKUBaeTcs B MeMOpaHe.

II — CHmKeHne IKCTparupyeMocTy U3 MmeMoOpaHsl, Habmogaemoe anst 6enkoB 11, 16, 17, 19 u
20. Beixox 6enkoB 17, 19 (6enok mutockenera aktuH) U 20 u3 MeMOpaHbl B pacTBOp Y OOJBHBIX
CCJI 3aBucut uckmountenbHo oT NaCl, KoTopwiii JeHCTBYeT Ha 3T Oenku mo-pazHomy. [lpu
Huskoi konneHTpanuu NaCl ( 0.14 M; touku 2, 3 Ha puc.1) Genok 17 yaepxkuBaercs B MeMOpaHe,
TOrJa Kak crabmibHOe cocTosiHue Oenka 19 B MemOpane HaONIOAaeTcs MPU TMOBBIMIEHHBIX
koHneHrpanusax NaCl (0.35 M u 0.7 M; Touku 4-6 Ha puc.l). Tumnsl skcTpakiuu ams 6enkos 17, 19
1 20 6omnpHbIx CCJI pe3ko OTAMYAOTCS OT KapTUHBI, HAOMIOIAaeMOll B TpymIie JOHOPOB, KOTOpas
XapaKTepU3yeTcss HU3KUM CPOJICTBOM 3THX OENKOB K MeMOpaHe. benok 17 MOHOPOB mpu HyJEeBOH
koHneHTparun NaCl (touka 1, puc. 1) cBsizaH ¢ MeMOpaHOW U dKCTparupyercs npu 100aBIeHUN
Jake MUHUManbHON KoHueHTparmu NaCl. Cinenyer OTMETUTbD, YTO XapakTep SKCTPAarupyeMoCTH U3
MeMOpaHbl Oeika 20 0ONBHBIX TONBKO NpH KoHIeHTparuu NaCl, 61u3koit k Gusnomoruaeckomy
3auenuto (0.14 M; Touku 2, 3 Ha puc.l), aHanoruueH KapTUHE, MOJYYEHHOW ISl AOHOPCKOM
TpYTIIIEIL.

III — Crenuduyeckue CIBUTH B SKCTParupyeMOCTH, MHIUBUIYaTbHBIE IS KaXI0To U3 Oe-
KOB 6-9 (06macTh, cooTBeTCTBYIOMIAsA OeKy mojocsl 3 M3J). HekoTopoe cxoacTBO B KOH(PHUTYpaun
JWHAN TOTYBBIXOJa OeNkoB 6 — 8§, HaOIromaeMoe B KOHTPOJIBHOM rpymme (puc. 2), He perucTpH-
pyetcs B rpytie 60nbHbBIX (puc.3). CieayeT OTMETUTh, uyTo OeNkH 7, 8 u 9 CBsA3aHbI ¢ MEMOPaHOH B
TOYKE dKCTpakiuu 3 (puc.l), T. €. Mpy BEICOKOW KOHIIEHTPAIIUU JACTEPreHTa B YCIOBHSIX OJIM3KOTO K
(uznonormueckoMy 3HadeHuto coaepxkanus NaCl.

[Tomy4yeHHbIe HAMU JAaHHBIC TOKA3bIBAIOT, YTO HCIOJIH30BAHUE METOAMYECKOTO IOAXOJa
"TBYXKOOPJMHATHON JKCTpaKIMHU" B CHCTEME KOOpAMHAT 3KcTpakuuu TpuToH X-100 — NaCl
NPUBOIUT K TIONYYCHHUIO CIEUU(PUYECKOW M TOJE3HOW MH(POpPMAIMK O JWHAMHKE H3MEHEHHI,
pasBuBaromuxcs B MD 6onpHbIX, cTpagarommx CCJIL. ToxydeHHbIe pe3yabTaThl JEMOHCTPUPYIOT

CYIIECTBEHHBIC CIBUTH 3KCTparupyemoctu OenkoB w3 MO OGompHbix CCJI, BOCIpOHM3BOIMMO



HaOJI0/JTaeMBbIe JIJISL IIEJIOT0 psijia OCNKOB, UTO CBUICTEILCTBYET 00 M3MEHCHHMH WX CPOJCTBA K
HENOCTHOU CTpyKType MeMOpan u aectadmmmzamuu M3 ipu CCJIL.
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Cuwnwbbljut vhotpjpusnyjut nkunny mwnwynn hhywunukph kphppnghwnutnh
punuuputph htnwgnunmpiniup tplnnpphttwwnught

ndwquundut Ukpnpuljut Uninkgdwt Yhpundwdp

Epyynnpphtwnughtt  ndwquudut dbkpnpujut Uninbgdwt [1] Yhpundwdp
niuntdbwuhpydly Eu phnwtkjut dhobpypusnyjut mkunny (CUS) wwpwwnny hhquyg-
ukph Ephppnghwnubph punuupttpp (EE): Uyhwnwlnigutph nuswquunnidp hpulw-
twgyk) E dwupynt BEE hwdwp wpwyb] wpynitugbn jniswquundwt triton X-100 - NaCl
Epyynnpphttwnughtt hwdwlwupgh Yhpwedwdp: Zujntwpbpdus b jniswquundwt thn-
thnpunipjnitiubp vh owpp EE uyhunwlnigubph hwdwp: Unwugdws wpyniupubpp Jjw-
jnud Eu CUS-h nphypnid EE jupnigyusph wyuwljwyntbugdw dwuhb:
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