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BBenenue. IIpencraBienbl OCHOBHBIE pPe3yNbTaThl UCCIEOBaHMS CII0C00a JieueHUs 1e(peKTHOro
rena PAH R408W u ¢enunkeronypun 6e3MaTpuyHON MOTUMEpHU3ALMEed KPUCTATUTMYECKUMHU
HAHOKOJIOHUSIMM MOHTMOpPHJIOHHTA. M3ydeHO BIMSHME KpUCTAIJIOB MOHTMOPWJIOHHTA Ha
BoccraHoBieHue aedexkrnoro rera PAH R408W Ha skcniepuMeHTaNbHBIX KMBOTHBIX KPBIC —
netenbimei nuaun Buctap 1 - , 3 -, 5 -mecsunoro Bo3pocTta. [lokazaHo, 9TO MOJIEKYJISIpHBIC
HaHOKOJIOHMHM MOTMOPUJIOHUTA BelyT ce0st kak SSB —0enku, oHM croCcOOHBI KOHIIEHTPHUPOBATh
U3 OKpYXKamlled BOJHOM cpelnbl U CTa0WIM3UPOBAaTh AKTHUBUPOBAHHBbIE PUOOHYKICOTHUIH,
KaTaJdu3upoBaTh  TMOJMMEPU3ANUI0  PHOOHYKICOTHIIOB, oOOecreYnBaTh  OTHOCHUTEIBHYIO
XHUPaJTbHYIO OJHOPOTHOCTD CHUHTE3UPOBAHHBIX MOTMPUO0-HYKJICOTHIOB (PHK),
umMoOunm3oBaTh PHK — kak maTpuiibl, Tak ¥ uX Konuu. KpucTaiisl MOHTMOPHIOHHTA — 3TO
JIByXMEpHasi MOJEJIb I€HOB M ABJISIIOTCS OCHOBOM niia moctpoenust moiekyn /IHK u PHK.
BoccToHoBneHHE Ae(PEKTHBIX TE€HOB MPOUCXOAWT 3a CYET INOp Ha KPHCTAIIaX, B KOTOPBIX
koH1eHTpupyercs cyocrpat s cuare3a PHK u JIHK, cunres PHK u IHK nnunoit 40 u Gonee
HYKJICOTHJIOB, UX IEPEHOC KpHCTaulaMu. PaccmarpuBaeTrcsi crmoco0 BBEACHHSI KPUCTAIIOB B
Karncyjgax ¢ MEeNTHAa3HON OO0O0JIOYKON HEMOCPEACTBEHHO B TOHKWW KHINEYHUK OpraHU3Ma
00ibHOTO JKMBOTHOTO M Ha peakiuu [II[P mokazaHo B3aUMOAEHCTBHE KPHUCTALIOB U
BOCCTAHOBJICHHE I'€HOB.

Heanb u 3agaun. MccnenoBats criocod edeHusi GEHUIKETOHYPUHU B SKCTIEPUMEHTE )KHUBOTHBIX C
BpokneHHbIM neexktom reHa PAH R408W u ero BoccTaHOBieHUS A0 (PU3HOIOTHYECKOTO
ypoBHS. [TTaBHBIMH TPEINOCHUIKAMHU HWCCIECIOBAaHUS OBUIM TpPEHeAyIINe HUCCISAOBAHUS TIO0
U3YYEHUIO OMOXMMUYECKUX CBOMCTB KaOJIMHUTA 1 MOHTMOPMIOHUTA. IMEHHO JiedeHHe MIMHaMU
B HapomHou wmemuimuae (U. Moros, 1985) 1 -, 2 -u 3 — craguM paka U MHOTHUX APYrHX
3aboseBanunii, A. JIx. Kepueca — Cmura, A. Beiicca, M. Diiren, JIxx. bepuana (1971, 1982)H.
I1. FOmkur (1994, 1999, 2000)10CHyX HJIO OCHOBOW Ui HAIIEro HCCIeIOBaHUsA. MbI
MOCTaBWJIN 3aJ1ayy OMpPEACIIUTh 3a Kakoil Cpok BoccTaHoBHUTCH AcedekTHbd TeH PAH R408Wy
KUBOTHOTO C BPOXKICHHOW (PEHHIKETOHYpPHEH, MO0Ka3aTh YTO KPHUCTAUIBI MOHTMOPHJIOHUTA
UMEIOT CBOMCTBA JBYXMEPHBIX TI'€HOB, OOJAaJalOT aHTUMYyTareHHbIMU cBoWcTBaMu. JleueHue
MPOBOAMIIN TEPOPATHHO BBEICHHWEM KPHUCTANIOB HAHOKOJIOHUI MOHTMOPHJIOHHTA C TIOMOIIBIO
NEeNTHAA3HBIX KaTCyl.

Matepuanbl U MeToAbl. {15 MpOBEIEHUST SKCIIEPUMEHTA OBLIH B3SITHI TAOOPATOPHBIE KPHICHI
muann Bucrap ¢ myramnueit rena PAH R408W u pasButuem ¢enunkeronypun. JKUBOTHBIM
BBOJWIIM PACTBOPEHHBIC B BOJE KPHUCTAUIBI HAHOKOJOHMA MOHTMOPWJIOHHUTA C TOMOIIBIO
NenTHAa3HbIX Karcyll. BBeaeHue mpoaosmkain exXeIHEeBHO B TeueHUU 3 MecsieB. Pe3ynpTaTsl
olieHMBanu 1o a”anu3y Ha @KV no aHanm3y KpoBU KOJIOPUMETPUYECKUM MeToaoM. M3 TkaHel
BBIJICTISUTH HYKJIEMHOBBIE KUCIOThI. CHHTE3UPOBAIH Mapy MpaiMepoB — OJUTOHYKICOTH B! (11O
20 n. u.). [loroM cTaBuiaM MOJMMEPA3HYIO LEMHYIO peakiuio, ¢ 3ameHor ¢epmenra JJHK —
nojiMMepasbl Ha  KPUCTAJUIMYECKWE HAHOKOJIOHUM MOHTMOPHWJIOHHTA MpeABapUTEIHHO
noapomienHsle.  CexBenupoBanne JIHK. 3Has  mociemnoBarenbHOCTH — HYKJICOTHUIOB
GIaHKUPYIOIINX KIOHHUPYEMYIO MOCIIEOBATEIbHOCTh MBI CHHTE3HPOBAIM Mapy MpaiiMepoB
KOMIUIEMEHTapHBIX (IIAHKHPYIOIIUM MOCIEA0BAaTeILHOCTAM pa3MHokaemoro (parmenta JTHK.
[Tocne nenaryparuu u3zydaemoro ¢parmerta JIHK, T. €. pa3aenenus Ha 1Be HUTH MPU BHICOKOU
TEeMIIepaType (94°C) TEMIIEpaTypy Mbl Hadaau CHUXKATh 10 55 C, B PEaKLMOHHYIO CMECH 3aTEM



Nn00aBUIM  TpaiiMephl, KOTOpbIE KOMILJIEMEHTapHO CBSA3BIBAIOTCS C COOTBETCBYIOUIMMHU
y4acTKaMU ATHX HUTEH W JOOOBISIM KPUCTaUIbl HAaHOKOJIOHMM MOHTMOPHJIOHHTA, a TaKXKe
Ha0op u3 4 cBOOOTHBIX HYKJICOTUIOB.

OcHoBHble pe3yabTaTbl. lcrnonb3oBaHHBIE HAaMHM  KPHUCTAUIMYECKHWE  HAHOKOJOHUU

MOHTMOPHJIOHUTOBBIX TiuH, nipu [ILP, ucnpasmsior nedextHslid MyTupoBaHHbIH reH PAH

R408W na kakaoi ILEmd JOCTpanBas KOMIUIEMEHTAPHYIO Iemnb (moctpamBanme mereii JTHK

IIPOUCXOAWIO IIPU IIPOMEKYTOUHON TeMIlepaType, Npu 72 C). 3arem crenoBama JleHaTypaLus

BHOBb oOpa3oBanHbiXx JIHK 1menedt ¢ momompio TemmepaTypHOi 0OpaOOTKH, K KOTOPOM

KPUCTAILJII HAHOKOJIOHH MOHTMOPHJIOHUTA HE YyBCTBUTENIBHBI. K BHOBH 00pa30BaHHBIM HUTSIM

dbparmenra JIHK cHOBa mpucoeauHSIOTCS CBOOOJHBIE TIpaiiMephl, W JIOCTpaWBaHUE

KOMIUIEMEHTapHBIX IIeTeld ¢ TMOMOIIBI0 KPUCTAIJIOB HAHOKOJIOHUH MOHTMOPHIJIOHHTA

npoucxoauT yxe Ha 4 Hutax uccienyemoit JIHK. 3arem cHOBa ciemayer neHarypanusi BHOBb

obpazoBanHoit JIHK, m mukn nocrpavBaHusi MOBTOpsieTCS TeHeph yke Ha 8 HUTIAX. Mbl

MCITONTB30BaIN 25 UKIIOB. MoJeKysipHble HAHOKOJIOHUA MOTMOPHJIOHHTA BEayT ceds kak SSB

— OeNKH, OHU CIIOCOOHBI KOHIIEHTPUPOBATh U3 OKPYXKAIOIEH BOJHOM Cpe/ibl M CTA0MIN3UPOBATh

AaKTHBUPOBAHHbIE PUOOHYKICOTHbI, KaTaJU3UPOBATh MOJUMEPHU3AINI0 PUOOHYKIEOTH/IOB,

o0ecreynBaTh OTHOCHTENBHYIO XHPaJTbHYIO OJHOPOJHOCTh CHHTE3MPOBAHHBIX IMONHUPHOO-

nykiaeotunoB (PHK), ummobunuzoBare PHK — kak MaTpuIlel, Tak ¥ UX KOIHH, HE JaBaTh UM

YXOJIUTh B OKpYXKAIOIIMHA pacTBOp, Ooiee NpoyHO CBs3bIBaTh OAHOTsDKHBIE PHK, uyem

JBYTSDKHBIE, UTO CTAOUIIM3UPYET CIIOCOOHOE K PEIUIMKAI[MN COCTOSTHUE, KOMIapTMEHTAIN30BaTh

PHK B orcyrctBue nunumabix MeMOpan (popmuposars kononun PHK), ymepxuBate psaom

pasubie Buabl PHK, koTopsie Morim Obl co3/aBaTh CMEIIAHHYIO KOJIOHUIO, U 00eCreunBaTh X

COBMECTHOE HacienoBaHue, (GpopmupoBaTh nunocoMbl Bokpyr kononuit PHK. B mpucyrcrBum

10-HyKJI€OTHIHOTO TIpaiiMepa Ha KPHUCTAUIaX MPOMCXOAUT CHOHTaHHOe oOpazoBanume PHK

mmHON 40 HYKIIEOTHIOB I/I 60nbme 85 %cunre3a npencrasiensl PHK, B KOTOPBIX HYKJIEOTHIBI

CBSI3aHBI MEXIY COOOM 3 — 5 cesssamu. UIMEHHO O5TH CBs3H MIPUCYTCTBYIOT B HOPMaJIbHBIX

npupoanbix  ¢usuonorndeckux PHK. Kpucramisr MOHTMOpUIIOHHWTa TPUAAIOT TPOIECCY

MOJIMMEPU3AIMN HYKJICOTUJIOB OINpPEACNICHHYI0O XHUPAJIbHYIO CEJIEeKTHBHOCTh. [lpu yminHeHuun

CHUHTE3MPYEMOI0 TMOJIMHYKICOTHAA €ro TIOMOXHPaJIbHOCTh YyCHIIMBaeTcs. B  kpucramiax

MOHTMOpWJIOHUTa  0OpaszytoTs  mporoMonekynsl  PHK, 3ammmaror  pubo3umbl  OT

yIbTPapuOIECTOBOrO H3Iy4YeHHs. KpUCTalipl HAHOKOJIOHUN MOHTMOPWJIOHUTA THAPOQHILHBI,
cojiep)aT He0OXOAMMOTo pa3Mepa Mophl, 00JaAal0T CIOCOOHOCTHIO KOHIICHTPUPOBATh Ha cebe

cyoctparel s cunte3a PHK, JIHK u renoB, criocoOHBI HecTu Ha cebe Hykneotuasl PHK u

JHK, B 100 pa3 yckopser QopmupoBanue maunocoM. Kpuctamisl HaHOKOJOHHM

MOHTMOPHJIOHUTA UMEIOT 2 — 3CJI0s U MPEJICTABIISAIOT COOON MOJIENb IBYXMEPHOTO I'eHa.

3akmouyeHue/BoiBoabl. [ToaydeHHbBIE Pe3yIbTaThl CBUAECTEIBCTBYIOT O TOM YTO:

1. MytupoBannsiii nedextnenii ren PAH R408W BoccronaBnuBaercs B TeueHHH oT 2 10 4
MECSIEB B 3aBUCUMOCTH OT BO3POCTA KUBOTHBIX U MPUOOPETAET HOPMAIIbHBIE (PYHKIINH;

2. Beeaenune OOJBHBIM )KHBOTHBIX KarlCys ¢ KPUCTAUIAMU HAHOKOJIOHUN MOHTMOPHUJIOHHUTA C
METITUIa3HON KaTCyJIoi okazanochk A (PEeKTUBHBIM CITOCOOOM JOCTABKH MperapaTa B TOHKHI
KHIIICYHHK;

3. Kpucramipl HaHOKOJIOHMH MOHTMOPHJIOHHWTa OO0JaJar0T B KIJIETKaX CBOWCTBoM SSB
0enKoB, TMAPOQMIBHBI, CIIOCOOHBI KOHIEHTpHpoBaTh Ha cebe cyocrparsl /IHK, PHK,
T'€HOB,;

4. Tlomumepuszauus JIHK ocymiectBiasiercs ¢ NOMOLIBIO  KPUCTAIOB  HAHOKOJOHHM
MOHTMOPHIJIOHHUTA TaKKe Kak 1 ¢ pepmenTamu JTHK-nonmmepasamMu u HyKI€OTU/IbI CBS3aHbI
MexIy coboii 3 — 5 cBs3samy,

5. Kpucramipl HAaHOKOJIOHUHA SBISIIOTCA (PU3WUYECKHM CYOCTpaToM JUIsl CHHTE3a W IepeHoca
JIHK u PHK.



