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MaTpuKCHBIC METAIONPO-  Mampunusutb ‘ c \ nPo
(-7, -26)
Tennaspl (MMI) (Taxxe Has3bl-
BAEMbBIC MATPUKCUHAMU) — C€-  Konnazewass
MEHCTBO IIMHK-3aBUCUMBIX 3H- (-1 -8, -13, -18) ‘ c ‘ nPo
Cmpomenu3uHbl
AONENTU/A3, UIPAIOUINX KO- (374
YEBYIO POJIb B PACIICIICHUN
KOMIIOHEHTOB JKCTPALCIIIO-  KenamuHa3sel
D 2 9) lc| neo olo|o
JsipHOrO Matpukca (O1IM), 6a-
37IBHBIX MEMOPAH U P/ KIle- -
TOUHBIX TIOBEPXHOCTHBIX Oeni-  MT-MMT
' TMA (-14, -15, -16, -24) ‘ c ‘ nPo . TMO/ TOU
KOB. B (PU3HONOTHUECKUX YCIIO- T (-17, -25)

BHSIX 3TH HPOLIECCHI HEOOXO/U-
MBI 151 SMOPHUOHAIBHOTO Pa3-
BUTHUSA, MOP(OTrE€HE3A, pEnpo-
JIVKIIUH, TKAHEBO¥ Pe30pOIuH,
AHTHOTE€HE34, AllOITO3a U T. 1.
W3menenune akrupnoctu MMIT
(KaK YBEIMUCHHE, TAK M CHIDKCHHEC) COITYTCTBYET MHOTUM
3200J1EBAHUAM UEJIOBEKA (O1YXOH, (PrOPO3UPYIOIINE 3a-
OONEBAHUSA CEPALA, JIETKUX, IEUCHH U IIOUYEK, APTPHUT, A3-
BEHHAs OOJIE3HD JKEIY/IKA U T. ]1.).

Hacrostmuit 0630p kacaercs poau MMII B moueuHoi
aTONOrUMU. [IpEACTABIEHBI TOCIEHUE CBEJCHUS O JIOKA-
mmzanuu MMIT u Tkanesbix uHruouTOpoB MMII (TUMIT)
B CTPYKTYPAX IIOUKH, AHATUZUPYIOTCS HAPYIICHUS B CUC-
teme MMIT/TUMII pu psiae OCTPBIX U XPOHUUECKUX 32-
OOJIEBAHUIT [TOUEK, ONPEJEICHBl BO3MOKHBIE HAIIPABJIE-
HUA KOPPEKUUU ITUX HAPYIICHU.

MonxekyaapHaa cTPpykrypa u hbyakmun MMIT
M UX HHTHOUTOPOB

MMIT uMerT CIOXKHOE MOJIEKYIIIPHOE CTpoeHue [10,
35, 49]. B crpykrype Bcex MMII BBIIEAAIOT NPOTIEITH/I-
HBIV U KATAIMTHYECKUH JJOMEHBI, PETYIAPYIOMNE POTEO-
JIMTAYECKYIO AKTUBHOCTD 1tentuaas (puc. 1). Y psaga MMII
IIOMUMO BBIINIEHA3BAHHBIX OOIINX 30H B MOJIEKYJIE UME-
I0TCS FEMOIEKCUH-TIO/IOOHBIH, (POPOHEKTHH-CBSI3BIBAIO-

Teaegpon: 248-41-66. Upurna Huwonaesra boorosa

Puc. 1. CxeMa cTpOeHHS B KIacCH(DUKAIHS MATPHKCHBIX METAJUIOIIPOTEHHA3:

C - curHaJIbHBIH yuacTok; [TPO - nponenTuiHbIH ToMeH; KAT - KaTaTuTHYeCKUH
nomeH; TEMOIIEKCHH - reMoIIeKCHHOBBIH JJoMeH; ® — (PHOPOHEKTHH-CBI3bIBAIONTHE
yuactok; TMJI - TpaHcMeMGpaHHDIN foMeH; TOU - rimko3uigpochaTHIHIHHOZHTO,
Dy - pypHH-pacIIEILIIEMDIH YIACTOK

Ui, TDAHCMEMOPAHHBIN U JIPYTUE JJOMEHBI, COBOKYII-
HOCTb KOTOPBIX OIPEAENAET CYOCTPATHYIO Clienu(puy-
HOCTb CBSI3bIBAHUS MENTHIA3bI C KOMIIOHEHTAMU DM,
KJIETOUHBIMU TOBEPXHOCTAMU U HHTUOUTOpaMu MMII
(puc. 1).

[Tpakrruecku Bce MMIT ceKpeTUpyIoTCs B BUAC TATCHT-
HBIX IPO3IH3UMOB. JIUIIb OTACIbHBIC NIPEACTABUTCIN
MMII, CBA3aHHBIC C KICTOUHON MEMOPAHOM, TAK HA3bIBA-
embie MMIT mem6pannoro tuna (MT-MMII), cexpetupy-
I0TCS B (DYHKIIMOHATIBLHO aKTUBHOM (POpME. AKTHUBAIIMS
JIaTeHTHBIX TPO-MMII IponcxoauT B PE3YIbTATE OTIICH -
JICHUA OT HAX IIPONECIITUIHOTO JOMEHA C TOMOMIBIO I1IA3-
MHHA 1 apyrax MMIT [10, 35, 49].

[Iponentuaubii JomeH (0KOJI0 80 AMUHOKUCIOT)
HMECT YUACTOK C OLPEACICHHON TOCIEAOBATEIbHOCTBIO
aMuHOKUCIOT PRCG(V/N)PD. BXOgAIME B COCTAB 3TOTO
YYACTKA HACTCUH («IIMCTCUHOBBIN IICPEKIIOYATEINb>) PE-
I'YJIPYCT IIOJIOKCHUE HOHA LIMHKA B MOJIeKyie MMIT, ciio-
coOctsys nogjepxkanuio MMII B mateHTHOH (POpME.

Karaimmrueckuit gomer MMIT (oxono 170 aMmuHOKHUC-
JIOT) COJCPKUT B CBOCH CTPYKTYPE MOHBI IUHKA U AMU-
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Obsops 1 nekuun

HOKUCJIOTHBIN OCTaTOK HEXXHXXGXXH, 06maaomumi
COCOOHOCTBIO CBI3bIBATLCA ¢ PRCG(V/N)PD-yuactkom
HPOIENTUIHOTO IOMEHA. PagpyleHne NUHK-IUCTEUHO-
BBIX CBSI3€H NPONENTUAHOIO U KATUIMTHUUECKOTO JOME-
HOB MMII B pesynprate KOH(OPMALUOHHBIX U3MCHCHUI
VI OTPAHUYCHHOTO MPOTEOIN3A CIIOCOOCTBYET AKTUBA-
I[UH JJATCHTHOH (POPMBI SH3UMOB.

B 3aBUCHMOCTH OT CTPYKTYPHBIX OCOOEHHOCTEN U
CyOCTPATHOH CHIENU(PUUHOCTU BBIIENSAIOT MIECTh IPYIII
MMIT: KonnmareHaspl, JKENTATUHAZBL, CTPOMENNU3UHBL, MAT-
pumsunel, MMIT memOpannoro tana u «ipyrue» MMIL

Konnazenaswsr — MMII-1, -8, -13, -18 — ©UMECIOT B CBO-
€l CTPYKTYPE TEMOIIEKCUHOBBIN JJOMEH, HEOOXO/TUMBIN
JJIS PACIIETIIEHUSA B CIEHU(PUUECKIX MECTAX KOJUIATEHOB
I, IT u 11 TM1OB.

Kenamunasor — MMII-2 (xematuHasza A) u MMII-9
(kematrHa3a B) — OTIMYAIOTCS OT KONIATEHA3 HAUINYU-
€M B KATATUTUIECKOM JIOMEHE TPUKJIBI ITOBTOPSIIOMIUXCS
(prOPOHEKTUH-CBA3BIBAIONMX YIaCcTKOB. MMIT-2 1 MMII1-9
VUACTBYIOT B JICTPAJALUN KETATUHOB (ICHATYPUPOBAH-
HBIX KOJIATCHOB, KOJUIAreHOB 1V 1 V TUIIOB), TAMUHUHA
1 HEKOTOPBIX XEMOKUHOB. Ha KJIETOUHBIX MEMOpaHaX
MIIII-2 akTUBUPYETCS NOCPEACTBOM CoeuHeHus ¢ MT-
MMIT 1 KOMITJIEKCOM YPOKHHA3a,/PENENTOP YPOKUHASBL
Cama MMII-2 axrtusupyer MMII-1 u MMII-9 nocpen-
CTBOM IIPOTEOUTUUECKOTO OTHIEILICHU S OT HUX IIPOIIEII-
TUIHOTO JIoMeHA. AktuBHad (popma MMII-2 cexperupy-
€TCs BO BHEKJIETOUHOE IPOCTPAHCTBO, HO MOXKET COXPa-
HSATBCS HA KIETOUHOH HOBEPXHOCTH HOCPEACTBOM COE/H-
HEHUS C THTETPUHAMU.

Cmpomerusunvt — MMII-3 (ctpomenusun-1) u MMII-
10 (cTpoMENnu3uH-2) — pACICIUIIOT PA3IUYHbIC CYyOCTPa-
ThI, BKITIOUAS KOJUTATEH, (PUOPOHEKTHH, TAMUHUH, KCJTATHH,
KA3€UH, 3J1aCTUH. KaK U JKeJTATUHA3BL, CTPOMEIU3UHBI 00-
JIAIAIOT CIIOCOOHOCTBIO AKTUBUPOBATD Jpyrue MMII.

Mampunu3uns, — MMII-7 (marpummsun-1) u MMII-
26 (MaTPWIM3HH-2) — XAPAKTEPUIYIOTCA HAOOJIEE TPO-
CTBIM CTPOEHUEM MOJIEKYJIBl — HUIMUMEM B CTPYKTYPE
TOJIBKO HPOHENTUAHOTO U KATATUTUUIECKOTO JI0-
MeHOB. MMII-7 OCymecTBageT Jerpajauio He
TOJIBKO KOMIIOHEHTOB DM, HO 1 psAga KIeTou-
HO-TIOBEPXHOCTHBIX MOJICKYN (E-Kagrepun n
npo-o-aedensun). MMII-26 pacmeniseT pas-
JIMUHBIE MATPUKCHBIE OEJIKU U YUACTBYET B AKTH-
Baruu MMIT-9,

MMIT memopannozo muna — MT1-, MT2-
MT3-, MT4-, MT5-, MT6-MMIT (v MMII-14, -15,

-16, -17, -24, -25 COOTBETCTBEHHO) — CTPYKTYP-

HO CXO/JJHBI C IPYTUMU Ki1accamu MMIT, HO oTnn-

YAIOTCS AOIONHUTENBHBIM IOMEHOM, HO3BOJISIIO-
UM COEAUHATBCS C KJIETOUHOH IIOBEPXHOCTBIO.
Tax, MT1-, MT2-, MT3-MI1I1 u MT5-MMII coaep-
JKAT TPAHCMEMOPAHHBIN JOMEH B BU/IC KOPOTKO-
I'O LIUTOIUIA3MATHUYCCKOTO BBIPOCTA, TOIAA KAK
MT4-MMIT u MT6-MMIT coeiMHAIOTCA C KIETOU-
HO¥M MEMOPAHON € NOMOUIBIO IMIMKO3MI(ocda-
TUJUJIMHO3UTOJIOBOI'O yuacTKa. AktuBanus MT-
MMII npoucxoauT B PE3YAbTATE PACIICILUICHUS
(pyprHOM OIPEAENEHHOTO YIACTKA, COEIUHSIO-
HICTO MPONECHTUJHBIA U KATATUTUUCCKAN JIOME-
HBI (TAKUM CLIOCOOOM BHYTPUKJIETOYHO AKTHBU-
pytorca MMII-11 u MMII-14). MT-MMII yuacTsy-
10T BIIpeBpameHnu 1aTeHTHeIX MMIT B ux akThB-
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Hbic (popmer (Hanpumep, MT1-MMIT aktuBupyeT HA KIle-
TOYHOU HOBEPXHOCTH IPO-MMII-2).

B rpynny «ipyrue MMII» (MMP-11, -12, -19, -20, -21,
-22,-23a,-23b, -28) 00'bEIUHEHBI PA3HBIE IENTH/A3BI, KO-
TOPbIE CEKPETUPYIOTCA CAUHUYHBIMUA TUIIAMU TKAHEN U
KJICTOK HUIM SKCITPECCUPYIOTCA TOJBKO B CIEIU(PUUECKUX
CUTYALUAX.

Cyoctparom aeuctsust MMII, mOMUMO MATPUKCHBIX
OEJIKOB, SIBJIIOTCS (PAKTOPBI POCTA (TPAHC(POPMHUPYIO-
muit axkrop pocra B (TOP-B1), pakrop pocra pudpo-
0JIACTOB) M UX PELIEIITOPBI, MOJIEKYIIBI KIETOUHOM a/I'€3UN
(MHTETPUHBI ¥ KA/ITEPUHBI), UTO, TO-BUAUMOMY, OObSICHS-
eT perynmupyronyto pyHkiuo MMIT He TONBKO B MEXAHU3-
MAaxX JIETPAIAAN /HaKOIIeHUA DM, HO 1 onocpeoBan-
HO B MEKKJIETOUHBIX U KJIETOUHO-MATPUKCHBIX B3AUMO-
aerctusx [10, 35, 49].

Tpanckpunuuio u sxcrnpeccuo MMIT uHaynupyor
UHTEPJIEHKUH-1, TPOMOOIIUTAPHBIIN 3HJOTEIUAIbHBIN
(pakrop pocTa, AMUAEPMAIBHBIN (PAKTOP POCTA, PaKTOP
pocta pudPO6aACTOB, (PAKTOP POCTA FENATOLUTOB, (PaK-
TOP HEKPO3a OIYXOJIU-0, TOAABIACT 3TU IIpouecch TDP-
p1[10, 13, 19].

[TporeonuTrueckas aktuBHOCTH MMII 3aBucuT ot
B3AUMOJENCTBUS (PAKTOPOB, CHOCOOCTBYIOIUX AKTUBA-
LAY JATCHTHBIX TPO-MMII (1u1a3muH, CUCTeMA YPOKUHA-
3a/pELEIITOP YPOKUHA3BL), U (PAKTOPOB, HHIMOUPYIOIIUX
3TH IPOLIECCHL CPEAU IMOCIEAHUX OCOO0OE 3HAUECHUE TIPH-
Hagexut TUMIT 1 nHrHOUTOPY AKTUBATOPA IIA3MUHO-
rena I 'tuna (IIAU-T) (puc. 2).

TUMII nposBAsSeT CBOXO UHIMOUTOPHYIO AKTUBHOCTD
Omarogapst N-TepMUHUIBHON YaCTH MOJIEKYJIBL, KOTOPAst
06/12/1A€T CIIOCOOHOCTBIO BMEIIUBATHCS B AKTUBHBIE 1[CH-
TPBI KATAUIUTUUECKOTO gomeHa npo-MMIL Ot C-tepmu-
HAJIbHO YaCTH MOJIEKYJIBI 3ABUCUT CHELIM(PUUHOCTD CBS-
3piBaHusg TUMII ¢ komnoHeHTamu DIIM. B HacTosmee
BpeMs uaeHTH(PUIUPOBAHbI ueTbpe (popmbl TUMIL, or-
JIMYAIOIKECT CTPOCHUECM M UHTHOUTOPHON AKTUBHOC-
Tb10 [10, 18,49].

TOP-p1

AT-Il + >

MAK-1

JlateHTtHaa MT1-MMM

4—X— TAMN YAl ——X—>p

AkTtnBHas MT1-MMIM

\Kv

TMnN

AktnBHas MMM

Puc. 2. CxeMa pery/IaIHHa AKTHBHOCTH MATPHKCHDBIX

MeTa/LIolporenHas: INAH-I - HHrHOHTOP AKTHBATOPA IVIA3MHHOI'€HA
I Tarma; T-All - aKTHBATOP IVIA3MHHOI'CHA TKAHEBOTO THIIA; Y-All -
AKTHBATOP IVIA3MHHOI'CHA YPOKHHA3ZHOTO THITa; MMII - MaTpuKCcHAsS
MeTa/utonporenHasa; MT-MMII - MaTpHKCHAs META/LIONIPOTEHHA3A
MeMOpannoro tamna; THMII - ~HTHOHTOP MAaTPHKCHOM
MeTatonpoTenHaspr; AT-1I - anrnoreH3uH I; TOP-B1 -

TpaHcOpMHUPYIOMHI (paKTOP pocTa f1
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THMII- 1 06pa3yeT HEKOBANICH THBII KOMILIEKC CO BCE-
MU akTUBHBIMU MMI1, 32 nckmoueHueM HeKOTopbeix MT-
MMIT (MT1-MMII, MT3-MMII, MT5-MMII). HanGonbimas
agpurHOCTE TUMII-1 OTMEUEHA B OTHOLIEHUU UHTEP-
CTULMIbHBIX KOojutarenas (MMII-1, -8, -13, -18), crpome-
mazuHa-1 (MMII-3) u sxenatnaazel A (MMII-2). TUMII-1
TAKOKE OOPA3YET KOMILIEKC C skenaTuHazoi B (MMII-9),
OIOKUPYS €€ AKTUBALUIO CTPOMETU3MHAMU.

THMIT-2 axtuseH B oTHOmEHUU Bcex MMII, ¢ BBICO-
KOM Crienu(puuHOCTbIO OH UHruOupyeT MMII-2.

THMII-3 nHrudupyer npeumymecTseHHo MMII-1, -2,
-3,-9. B ornmune ot TUMII-1 1 TUMII-2, koTOpHBIE CYIIIEC-
CTBYIOT B PACTBOPUMO¥ (DOPME U MOT'YT OKA3bIBATH CBOE
AEVICTBUE HE TOJIBKO B MECTE CEKPELIMH, HO U B O0JIEE OT-
AaneHHbIx 30HaX, TUMII-3 obmamaeT BoIcCOKOH ap(pUuHHO-
CThIO K KOMIIOHEHTAM MATPHUKCA U NMPOSBJIAET UHIUOU-
TOPHYIO AKTUBHOCTb B OCHOBHOM B MECTAX CBSI3bIBAHUS C
HUMH.

THUMII-4, xax u apyrue TUMIL nurudupyer sce MMII,
HO B OOJIbIICH CTENCHU KenaTuHasy A (MMII-2), cBs3bl-
BasACh ¢ C-TCPMUHAIBHBIM OT/CIOM €€ AKTUBHOM U JIATCHT-
HOU (POPMBIL

Kak mokazanu uccneaoBanus nociaegaux aet, TUMII
SBJISIIOTCS MHOTO(DYHKIIMOHAIbHBIMU IIPOTEUHAMU U CIIO-
COOHBI OKa3bIBATb A(P(EKTHI, HAIPSIMYIO HE CBSI3AHHBIE C
UHIUOMPOBAHUEM HPOTEOIUTHUECKON AKTUBHOCTH MMIT
[10, 18, 49]. B wactHOCTH, 6BUIO ITOKA3aHO, uTO TUMII-1
HAKAIUIUBACTCA B A/pe (puOPoOIACTOB (MAKCUMAIBHO B
S-pasy nuKIA) U IPUHUMAET YUACTUE B IPOLECCAX KIIE-
TOUHOI'O POCTA. YCTAaHOBIEHO, uTo TUMII-3 unaynupyer
AIIOITO3 OIYXOJIEBBIX KIETOK, BO3MOKHO UEPE3 BIUSIHUE
HA PELENITOPHI (PAKTOPA HEKPO32 OIYXONHU 0. U PELENTO-
Pbl HHTEPJICHKIUHA-0. B Psijie MCCIEAOBAHMIT TPOJICMOH-
CTpUpoBaHa C1OCOOHOCTb TUMII-1 nOAABIATE aONTO3
B-xnerTok, Bei3BaHHbI CD95-32aBUCMMBIM U HE3ABUCH-
MbIM ITyTeM. Takum o0pazom, TUMII ABIstOTCS BAXKHBIMU
PETYISTOPAMU PANUUYHBIX KJIETOUHBIX IPOLECCOB.

ITAH-I — TIUKOIPOTEUH C MOJIEKYJIPHBIM BECOM
50 k/la, 061/1101TU I CBOMCTBOM OBICTPO U HEOOPATUMO
UHIHOUPOBATH AKTUBATOPHI INIA3MUHOIEHA TKAHEBOTIO
(1-All) 1 ypoKuHa3HOro TUIOB (V-All) M IPENATCTBOBATH
06pazoBanmio miazmMuna 16, 38]. B akcTpaBa3aibHOI 00-
JIACTU JIAHHBIA UHTUOUTOP OJIOKUPYET IPEUMYIIECTBEH-
HO v-All B DUUM [TAWU-1 HAKanImuBaeTCa 32 CUCT CBA3U C
COMATOMEIMH-B-TOMEHOM BUTPOHEKTHHA. DTO B3AMMO-
gercrsue crabummsupyer [TAU-1 B akTUBHOM KOH(pOpMA-
11U, CIIOCOOHOM NMPOABIATh HHTUOUTOPHBIE CBOMCTBA
[16, 38].

[TAU-1 perynupyer akrusnoCTb MMII HeckonbknMu
MEXAHU3MAMHU (PUC. 2). BO-T1epBbIX, OJOKUPYS IIA3MUH-
obOpazosanue, [1AU-1 npengarcTByeT OTHICIIEHUIO T1a3-
MHHOM IPONENTUIHOIO JOMEHA B MoJieKysie MMII u no-
CJIEAVIOMIEH AKTUBALUY IIPOTCUHA3BL. BO-BTOPBIX, HEO-
OpaTUMO COCAUHSACH C y-All [TAU-1 mpeoTBparmaeT ux-
AYUMPOBAHHYIO YPOKMHA301 akTuBauio MT1-MMII, ¢
OMOIIBIO KOTOPOI 00PA3yeTcs (PYHKIIMOHATBHO AKTHB-
Hast (popma MMII-2.

Ixcnpeccusa MMII u TUMII B mo9eqHOM TKAHU
HWMMYHOTHCTOXUMUYECKUMH UCCIAECJOBAHUAMU TTOJI-

TBCPIKICHA KCIIPECCH IMPOKOIo criekrpa MMII (-2, -3,
-9, -13, -14, -24, -25, -27,-28) u TUMII (-1, -2, -3) B 110-

O63opbl 1 nexumu

YEUHOH TKAHU 3JJOPOBbIX JIOAEH U JTA0OPATOPHBIX JKU-
BOTHBIX, UTO HOJTBEPKIAET 3HAUCHUE JAHHBIX IPOTEU-
HOB B NOJJEPXKAHUU (PU3HOJOTUUECKUX IIPOLIECCOB B
nouke [35]. MMII1 u TUMII s3kcnpeccupytoTcst MHOrMMU
BU/JJAMU KJIETOK (ME3aHTHAIbHBIMU, 3HIOTECUAIbHBIMHU,
IJI/JKOMBIIICUHBIMY, NMUTEINATBHBIMU, (PUOPOOIACTA-
MH) B PA3HBIX CTPYKTYPAX OUkH. Tax, MMII-2, MMII-3 u
MMII-9 BBIABIAIOTCSA HA TPOTSKEHUU BCETO HE(PPOHA
(B KIIyOOUKAX, B IPOKCUMAIbHBIX U JUCTAIbHBIX KAHAJIb-
nax, nerie 'enne, cobuparenbHbx Tpydoukax). MMII-13,
MMII-14 3KCIIPECCUPYIOTCA TIABHBIM OOPA30M B KIIyOOU-
Kax. B KIy0OUKax IOUYKHU UENIOBEKA BBIABJIAIOTCS TAKKE
TUMII-1 u TUMII-2. [IpeumyIecTBEHHO KAHAIBIIEBYIO
JIOKAJIU3AIUIO B TKAHU ITOUKH UejioBeKa umeeT MMII-24,
4 B TKAHU NOYKH KpbIC — MMII-25 MMII-27 u TUMII-3.
O0cyxmaeTcs cnenupuIHOCTb KCIpeccuu psga MMIT
OIPEJENEHHBIMU OT/AENAMU HE(PPOHA, OHAKO TAHHAL
TUIIOTE3Q HYKIAETCA B JAJIbHEIIIEM TTIOATBEPKICHUM.

O060011as PE3yIbTATH UMMYHOTHCTOXUMUUECKUX UC-
CJIEJOBAHUI, MOKHO KOHCTATHPOBATD, YTO B (DU3HOJIOTH-
YECKUX YCJIOBHAX B IOUKE (DYHKIMOHHUPYET COUTAHCUPO-
BaHHasg cucrema MMIT/TUMII. Hapymenue cOOTHOIIE-
HUS1 KOMIOHEHTOB TOV CUCTEMBI MOKET ObITb OJIHUM U3
HMATOICHETUYECKIX MEXAHU3MOB PA3BUTHSI PsIA OCTPBIX
U XPOHMUECKUX 3200/IEBAHUI TIOUEK.

H3menenunsa MMII u TUMII npu 3a001€ BAHHAX
IOYeK

Hemuuecrxan ocimpas noueunan
Hneoocmamounocims (OIIH)

OO6CYK1aeTCs POJIb YCHIIEHHOT'O IPOTEOIN3A U THoE-
JI1 TYOYJISIDHBIX KJIIETOK B MEXAHU3MAX PA3BUTHUS UILIEMU-
YECKOW OCTPOH noueuHoi Hegocratounoctu (OIH). Tak,
Y KPBbIC HA 1-3-11 ICHD IOC/IE 52-MUHYTHOH UIICMUU 10U~
KU OBbLIM BBIABJICHBI IIOBBIICHHAS dKcpeccud MMII-2 u
MMII-9 B mOUEUHBIX KAaHAJIBIAX U UHTEPCTUINH [2].
B Apyrux akCepUMEHTANBHBIX HCCIEAOBAHUSX OBLIO YC-
TAHOBJICHO, UTO «UIIEMUsA—PeneP@y3Hs» MOUKU Y KPBIC
CONPOBOKIACTCS MOBBINECHHON 3Kcnpeccuen MMII-2 n
MMII-9 u camxenuem TUMII-1 B ki1y6oukax [9].

B renese umemuueckon OIH oOcyxpaeTcs u crnocoo-
HOCTb MMIT yMEHBIATD KIETOUHYIO A/ire3ut0. Tak, B IKC-
HEPUMEHTE ObLIO NTOKA3aHO, UTO B UIIEMU3UPOBAHHON
OUKE UHTEHCUBHO 00pasyercss MMII-14, koTopsblit pas-
PYLIAET KAATEPUHBL B TYOYIAPHBIX KIETKAX U IIPUBOJUT
K yTpaTe UMM AAIC3UBHBIX CBOUCTB [11].

Ha ocHOBaHUY UCCIEJOBAHUE TIOCIEHUX JIET NIPU-
3HACTCA BAKHAA POb MMII B pa3sBUTUN 3HIOTCINAIBHO-
'O HOBPEKACHUSA IIPU OCTPOU UIIECMUHY IIOUKH. B yacTHO-
CTH, HA MOJCIU «UIIEMUA—PENEPPY3UL» TTOUKH Y KPBIC
OBLJIO MTOKA3aHO, UTO MOBBIIICHHASI aKTUBHOCTH MMII-O
COIPOBOMKIACTCA ACTPAJALIUCH OEJIKA OKKIIOAUHA B H-
JOTCINANBHBIX KICTKAX, BCAVIICH K YCHJICHHON IPOHU-
naeMoctu aupoTend [8]. C Apyrou CTOPOHBL, IPUMCHE-
HHC y KPBIC ¢ nmeMuucckon OITH munonuximna (Ter-
pPanuKIMHOBOrO nHruouTopa MMII) n ABT-518 (ciieru-
(prueckoro nuruduropa MMII-2 u MMII-9) Husempyer
a1oT apdpext MMII 1 O3BONAET KOPPUTHPOBATD TTOBBI-
HMIEHHYIO MUKPOCOCYAUCTYIO HPOHULIAEMOCTS [45].

Taxkum 00pa3oM, PEJCTABIEHHBIE SKCIIEPUMEHTAIIb-
HBIE JJAHHBIC TOATBEPKAAOT yuactrne MMII B MmexaHus-
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MAaX OCTPOrO MIMIEMUUECKOTO MOBPEKACHUSA MTOUYEK I10-
CPENCTBOM AKTUBAIIMHU MPOTEOINU3A U THOEIU IJIOMEPY-
JIEIPHBIX U TYOYJISIPHBIX KJIETOK, 4 TAKKE YCUJIEHUS COCY-
JMCTON U KAHAJIBIIEBOV MPOHUITAEMOCTH.

Juabemuuecxan negpponamus (JH)

B skcnepuMeHTe Ha MOJIENN CTPENTO30TOLIMH-UH]TY-
LIUPOBAHHOTO JUA0ETA ObUIO MOKA3AHO, UTO JIAKE YME-
PEHHAS TUIEPTIIMKEMUS] IPUBOJUT K CTPYKTYPHBIM U3-
MEHCHUAM B IIOUKE: YBEJIUUCHUIO OOBEMA KIYOOUKOB,
IPOAU(EPALIUYA MEZAHTHSL, YTONIEHUIO 0a3aIbHOI MEM-
OpaHbl KIYOOUKOB. DTU MPOILECCH CONPOBOXKIAIOTCS
VCUJIEHUEM 3KCIPECCUH B IIOUKE NPOPUOPOTrEHHOTO
TOP-B1, [TAU-1 u komnoneHnToB DM, a Taroke Hapyie-
Huamu B cucreme MMIT/TUMII [24]. YcTaHOBIEHO, UTO
IIPU CAXAPHOM JINA0ETE HA CTAAUU, TIPE/IIECTBYIONIEH
[JIOMEPYIOCKIEPO3Y U TYOVIOUHTEPCTULUATBHOMY
puodposy (TUD), oTMEUAETCS TOBBIIEHHAS IKCIIPECCUS
MMII-2, MMII-9, MMII-14 B K11IyOOUKAX U MTHTEPCTULIUU
nouek. B 1o ke BpeMsa (POpMUPOBAHUE TTIOMEPYIOCKIIE-
pozau TU®D npu JJH cOnpoBOKAACTCA CHUKEHUEM IKC-
npeccun MMII-2 MMII-9 u ycuinieHrueM SKCIPECCUU U AK-
TusHOCTH TUMII-11 TUMII-2[22, 24, 33]. [IpuMevarenb-
HO, YTO NIPUMEHEHUE Y KPBIC C AUAOETOM HHIUOUTOPA
AHTHOTEH3UH-TIPEBpamatoero (pepmenta (M-Alld) 6e-
HA3ENPUIIA, YCTPAHAIOMETO npodudporeHusie d(pdek-
Thl aHTHOTEH3UHA 11 (AT 1), CHOCOOGCTBOBANO YCUIEHUIO
3Kkcnpeccuu B nouke MMII-2 u yiyumeHuo pyHKIuu
oueK [33].

Posmp MMII B passutun IH noarsepxacHa u B Kin-
HUYECKUX padoTax. Tax, B m1a3Me KpoBU U MOYE OOJIb-
HBIX CAXAPHBIM JUA0ETOM OBLIH BBIIBICHBI BHICOKHE
yposHu TUMII-1, KOppEIUPYIONHUE C TOKAZATEIEM MUK-
poanbOymunypud [23]. B pse uccnegoBanui ObUIo ye-
TAHOBJICHO, YTO BBICOKHH ypoBeHb MMII-9 B m1azme kpo-
BU ¥ MOYE OOJIbHBIX CAXAPHBIM JUA0ETOM PEIIECTBYET
MUKPOAIBOYMUHYPUU U U3MEHEHUSM B Kposu MMII-1
nnu TUMII-1 [14]. DTH JaHHEIE TO3BOJIAIOT paccMaT-
PHBATh BEICOKHE MOKa3aTeau MMII-9 kak mpeauk-
TOP IOPa’KEeHHA MOYEK MPH CAaXaPHOM JHaGere.

[Ip1 UMMYHOTUCTOXUMUYECKOM UCCIEAOBAHUN OUO-
II'TATOB HOUKU OOJIbHBIX C JIH Obl1a OOHApYKEHA 3HAUN-
TEIbHA UHTCPCTULHAIbHAA KCTIpeccus MMII-24, kop-
peaupyonmas ¢ arpopuen KaHaIblEes [39]. DT pesyib-
TATHI IPEJIOIAraloT posb MMII B pazsuTun TyOyJIOHH-
TEPCTULHATBHOTO (prOpo3a npu JJH. 3acayxuBaor BHU-
MAHHMS PE3YJIbTATH FTCHETUUECKOIO AHAIN 34, YCTAHOBUB-
HIETO B3AUMOCBA3b MEXAY MOTUMOP(PUIMOM TE€HA
TUMII-3 u Haymuuem HE(PPONATUHU HPH CAXAPHOM JUA-
oere 1 Tuma [17].

Kapuunoma nouxu

Pe3ynpTaTel AKCIIEPUMEHTATBHBIX U KINHUUCCKUX
WCCIIE/IOBAHNI CBUICTEIBCTBYIOT O HAPYIICHUN B3AUMO-
orHowmeHuss MMIT/TUMIT npy KapIUHOME TOUKH, B UaCT-
HOCTH, OTMEUACTCS 3HAUUTEIBbHASL SKCIPECCHS B TKAHU
nouku MMII-1,-2,-3,-9,-14, -15, -16 u cuwkenne TUMIT-1
u TUMII-2 [4, 25]. Y HaMEHTOB C KAPIMHOMOM TOUKA
OTMEUEHA TAKKE BBICOKASA 3KCKpennsa MMII ¢ mouotii [43].
OO6CYKIACTCS B3AUMOCBA3b ITUX U3MEHEHUH C TIPOTPEC-
CHPYIOIXM OITYXOJIEBBIM POCTOM, ITPOIIECCAMU HEOAHTHO-
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I'CHE32, MCTACTA3UPOBAHMA. B 4aCTHOCTH, B IKCIICPUMCH-
T€ HA MOJIE/M KAPLIMHOMBI HOUKHU OBUIO IIOKA3aHO, UTO Y
JIMHUY MBILICH C BBICOKHM cooTHOmenuem MMII-2/
TUMII-1 oTMeEUanoCch 60€EE 3I0KAYECTBEHHOE TEUCHUE
OIIyXOJH, OBICTPOE OOPA3OBAHUE METACTA30B [32]. [log-
TBEP:K/ICHO HEOIATOMPUATHOE IPOTHOCTUYECKOE 3HAUE-
HHUE IPHU KAPIUHOME IMOUKU BBICOKOHM 3KCHPECCUU
MMII-2, MMII-7 n1 MMII-9. I[TonydyeHsl JaHHBIE, CBUEC-
TEIbCTBYIOIUE O BHICOKOM PUCKE PA3BUTHS KAPITUHOMBI
[IOYUKHU Y MALUEHTOB C noaumopduamom reua MMII-1 u
MMII-3 1 OnyXoneBoro pocTa Npyu HAJTUIYUAU TOTUMOP-
(puzma MMII-9 [21].

Taxkum 00Pa3OM, PE3YJIbTATH COBPEMEHHBIX AKCIICPH-
MEHTAUIbHBIX U KIMHUYECKUX UCCIIETOBAHUI TTOITBEPIK-
Jaor yaactue MMII B pa3BuTy KAPUUHOMBI TOUKU; MH-
TEHCUBHAA Kcpeccus MMII acconumupyercs ¢ pocTom
OI1yX0nu, (POPMUPOBAHUEM METACTAZOB.

Xponuuecxuii zromepyronegdpumn (XIH)

Xapaxrep uzmenenuit MMIT u TUMII npu XI'H 3aBu-
CUT OT MOP(POJIOTMUECKUX BAPUAHTOB HEPPUTA U MOKET
OTPAXKATb PA3HBIE CTA/IUU PA3BUTUA HEPpONATUN (BbIPA-
JKEHHOCTD BOCIIAJICHHUSI, CKIepo3a) [30].

[Tpepnonararor pons MMII B pa3BuTN ME3AHTUAIID-
HbIX popm XI'H. B uacTHOCTH, B SKCIIEPUMEHTE HA MOJIC-
s anTu-Thyl.1 neppura OpUIA BBIIBICHA MHTCHCUBHAS
axcnpeccuss MMII-2 u TOP-B1 Me3aHTHaIbHBIME KJICTKA-
MU KIYOOUKOB [20]. YCTAaHOBJECHO, UTO NPOAYIIUPYEMAs
mesanrnonuramu MMII-2 B CBOIO Ouepesb aKTUBUPYET
3TH KJIETKH IIYTEM AYTOIPOTEONU3A U CHOCOOCTBYET I10-
cneyIomen ux mpoaudepanuy U NPOBOCIATATENBHON
madepentmanuu [47]. CTUMYIAPYIOT 3TH HPOIECCHI
KOMITOHEHTB OLIM 1 TOP-B1 [31]. B cepun 3kciepumen-
TAJIBHBIX U KIIMHUYECKUX UCCIEN0BAHNI IPH IgA-HEDpO-
HaTUU U Me3aHruonpoaudepatusHoM XI'H Obu1o moKa-
34HO CHYDKCHME YPOBHS B IIA3ME/3KCIPECCUU B TKAHU
nouku MMII-9 u/unu MMII-2; a Taroke yBenuueHue
TUMII-111,3, 26, 44]. YCTAHOBICHO, UTO HHTMOUPOBAHKC
MMII napymaer gerpaganuio S1IM u crioco0CcTByeT npo-
rpeccupoBaHuio huopo3a B nouke [44]. B uccnegosanun
B. Bauvois 1 coasT. y nanueHTOoB € IgA-Hedponatuci noj-
TBEPIKICHA YETKAS B3AMMOCBSI3b MEXK/TY YBEIMUECHUEM B
I1a3M€ KPOBH /B TKaHU ntouku TUMII-1 u gopmuposa-
HueMm TU® [3].

[Ipu memOpanosnou Hedgponaruu (MH) ormeueno
VBEJIMUCHUE YPOBHS B IUIA3ME KPOBU M SKCIIPECCUHU B TKA-
Hu nouku MMII-2 u TUMII-1 [1, 28]. B. Bauvois u COaBT.
BBISIBU/IN Y HAMEeHTOB ¢ MH BbicOKMI yposeHb TUMII-1,
TOP-B1 m HU3KYI0 akTBHOCTD MMI1-9 B 111a3M€ KpoBH [3].
DTU U3MEHEHUS KOPPENUPOBAIU C YDOBHEM KPEATHHU-
Ha KPOBH M HAUIMUUEM TIIOMepyaockieposa u TUD, uto
HOATBEPIKAACT BAKHOE 3HAUCHUE HapymeHun MMIL/
TUMII B nporpeccuposanun XI'H. B akcniepumenTe Ha
mogemn MH (xeiiMaHOBCKUE He(pUT) OblIa MOKA3aHA
HHTCHCUBHAA dKcupeccuss MMII-9 snurenmnanibHpIMu
KJIETKAMH KIyOOUKOB, KOPPENUPYIOMIAs C BEJIUUNHON
IPOTEUHYPUH, UTO HO3BOIUIIO HPEAIONATATh POJIb AIIU-
TeauanbHo MMII-9 B noBpeXaeHUN INIOMEPYIAPHON
0a31bHON MEMOpPaHHI [34].

W3menenus MMIT/TUMII BbISBJIEHBI TAKKE NIPU HE-
(ppure ¢ MUHUMAIBHBIMU U3MeHeHuAMU (MU) /dokab-
HOM CCIMEHTAPHOM ITIOMEPYIApHOM ruamnaose (PCIC).
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P410M aBTOPOB OTMEUEHO CHUKCHHE B IUIA3ME KPOBU
6osbHbIX MU /DCIC ypoBHa MMII-9 u nosblmeHne
MMII-2 u TUMII-1]3, 28]. [Ipu uCCEAOBAHNY TKAHY IOU-
KU MBIIIEH C HACJIEACTBEHHBIM HE(DPOTUUECKUM CUHJIPO-
MOM (MOJIENIb TSDKENIOTrO He(PPO3a, IPOrPECCUPYIONIETO B
HOUYCYHYIO HEIOCTATOUHOCTD) OBLIO OOHAPYKEHO CHUKE-
Hue 3kcnpeccurt MMIT-9 u MMII-2, conpoBoxaaomeecs
HAKOIUIEHUEM KOMIIOHEHTOB D1IM [48].

B mreparype mupoKO 0OCYAKIAETCS BOIPOC YUACTUS
MMII 8 pazsurin AHLIA-acCONMUPOBAHHOIO TOPAKCHUS
HOYEK [42, 48]. B yacTHOCTH, B OUOITATAX HOUKH Y OOJIb-
HBIX MUKPOCKOIIMUECKUM BACKYJMUTOM U I'PAHYJIEMATO-
30M Berenepa Obu1a BBISIBJIEHA HHTEHCUBHAS SKCIIPECCUS
MMII-11 B KJIETOUHBIX U (PUOPOKIETOUHBIX OJNYIYHUSIX,
B 30HAX NPOIU(PEPAIUN ME3AHTUS, Ouarax (puOPUHOU/I-
HOT'O HEKPO34, 4 TAKKE B 00JACTIX KIETOUYHO-BOCIIAJIH-
TEJIbHON MH(MUIBTPALMYU UHTEPCTULMA [42]. B MecTax
skcnpeccun MMIT-11 ormeuanocs Hakomienue CDO8-
HOJIOKUTENBHBIX KIETOK (MAKPO(ATOB), 4 B 30HAX ME3AH-
U IBHOM SKCIAHCUU M UTHTEPCTULIMAJIBHOM UH(PUIBTPA-
MU OHOBPEMEHHO ¢ MMII-11 Obl1a BBIABICHA IKCIPEC-
cus KiG7 (mapkepa KietouHow nposmdeparyn) [42]. Pe-
3YIBTATHl HTUX UCCIECAOBAHUI NIPEAIONATAIOT YUACTUE
MMII-11 B passutun AHIJA-acconuuposannoro XI'H
OJOOHO XEMOTAKCUUECKOMY (DAKTOPY, CIIOCOOCTBYIOIIE-
MY IIPUBJICUEHUIO MAKPO(ATOB B MECTA IIOBPEKACHUA, U
HOZI00HO MUTOTEHHOMY (DAKTOPY, MOAYIUPYIOMEMY IIPO-
LIECCBI KIETOYHOH nTpoudepanyn. [IpoBociaTenbHbie
a(pdexrer oTMeueHsl 1y Apyrux MMIL B wactHOCTH, 1pU
AHIJA-acconunposannom XI'H B MeCTax aKTUBHOI'O BOC-
HAJICHNS U TIOBPEXKACHUS B KIYOOUKAX U UHTEPCTULUU
ObUTIA OOHAPYKEHA MHTEHCUBHAA AKCpeccus MMII-2,
MMII-3, MMII-9 1 TUMII-1, KOppEenupyIOnasi C BRIPAKEH-
HOCTBIO HEUTPO(PUIBHOIM 1 MOHOIIM'TAPHOU UH(DUJIBTPA-
uud [48]. Yeranosiena npsAamas 3aBUCUMMOCTb MEKIY HH-
TEPCTULUAIBHON 3Kcnpeccueir MMIT-9, TUMII-1 u Ha-
pyieHueM (pyHKIuY 104eK y nanuentos ¢ AHIIA-acco-
nUUpoBaHHbIM XI'H, 4TO MOAYEPKUBACT 3HAUYMMOCTD TY-
OVJIOUHTEPCTUIUATBHBIX MEXAHU3MOB IIPOTrPECCUPOBA-
uus XI'H [48].

B HacTosmee BpeMs NOSIBUIACH BO3MOXKHOCTD OIIpe-
aenenus MMIT u TUMII B MOue GOJNIBHBIX PA3IUYHBIMU
HedponaTusamMm, HO padOThl TAKOTO HAIPABACHUS IIOKA
eauHuYHb [43, 30]. Xors yposau MMIT u TUMIT B moue
HA HECKOJIBKO TIOPS/IKOB HIDKE, UYEM B IUIA3ME KPOBH, 1O-
JIATAI0T, UTO «MOUEBBIE» IIOKA3ATENIN MOTYT OO0JIEE CHIELU-
(prIHO OTPAKATD JIOKAIBHO-TIOUEUHBIC TPOIIECChL. CrIpa-
BEJIMBOCTD 3TOT'O IPEALIOIOKEHH ObUIA IIOATBEPKICHA
€ IOMOIIBIO KIMHUKO-MOP(OJOTHUECKUX KOPPETALUH,
HOJIYYEHHBIX IIPU U3YYEHUU HE TONBKO MMII n TUMII,
HO 1 060JIEE IMUPOKOT'O CHEKTPA HOKA3ATENEM (KOMIIOHEH-
TOB DM, psiIa TUTOKUHOB, (PAKTOPOB pocTa u ap.). llo-
XOJI K OLICHKE JIOKAJIbHO-IIOUEUHBIX HPOLECCOB € HOMO-
HIbIO «MOYEBBIX> TECTOB PACKPBIBACT IICPCIICKTUBbI HCHH-
BA3UBHOI'O MOHUTOPHPOBAHUSI BOCHATUTEIBHBIX U CKJIE-
POTUUYECKUX U3MEHEHUI B IIOUKE U HA 3TOM OCHOBAHUU
onpezeneHus nporuosa XI'H.

B 1ie/10M pesybTaThl 3KCHEPUMEHTAIBHBIX U KINHU-
YECKUX UCCIIEOBAHUI CBUJICTEIbCTBYIOT O BASKHOM POJIU
MMII 1 ©X UHTEOUTOPOB B MEXAHU3MAX TPOIPECCHPO-
BaHus He(pponatuit. C OIHOM CTOPOHBI, IPOSIBIISIS XEMO-
TAKCUYECKUE CBOVICTBA, MOJYIUPYS IPOLLECCH AIONTO34
U KIeTouHOU nponudeparuu, MMIT/TUMII npuHUMAIOT

O63opbl 1 nexumu

YUACTHE B BOCIIAJIMTENBHBIX PEAKIUAX. C JPYTor CTOPO-
HBI, PETYJIUPYS AKTUBHOCTD 1poTeoaunsa, MMII/TUMII
VUACTBYIOT B PEMOAETUPOBAHUY DIIM 1 6A3IbHBIX MEM-
OpaH.

Bo3MOKHEIE ITyTH KOPPEKIHMU HAPYIICHUH
MMII/THUMII

[leHTpaIbHBIM HAIPABICHUEM HE(PPOIPOTEKTUB-
HOW CTPATETUU SABJIAETCS YCTPAHEHHUE HEOIATOIIPUAT-
Hbix 3pdexros AT-1I na mouku [40, 51]. Jlo nocnegnero
BpeMeHU iercTBrE U-Al1D 1 AaHTATOHUCTOB PELENITOPOB
AT-1I CBS3BIBAJIM ITTABHBIM OOPA30M C BIUSHUEM HA CUC-
TEMHYIO ¥ BHYTPUIIOUEUHYIO THIIEPTEH3UIO U IIPOTEUH-
ypuI0. brarogaps COBpEMEHHBIM UCCIEAOBAHUSM B 3KC-
HEPUMEHTE U B KIIMHUUECKUX YCJIOBUAX MOJTBEPIKICHA
C10COOHOCTb U-AllD 1 AHTArOHUCTOB penenTopos AT-11
CHIDKATB IIPOJYKIMIO TpodpudporeHHoro TOP-1, [TAU-1
U NIOCPEJCTBOM 3TOTO VIYUMIATh NPOLECCH (PUOPUHO-
JIM32/IPOTE0IN3A B TOUKE. KpoMe Toro, npuMeHeHue u-
All® y anTaronucros penentopos AT-II 'y maboparop-
HBIX )KUBOTHBIX U Y IALIUEHTOB C PA3TUUYHBIMU HEPPO-
HATHAMU CIIOCOOCTBOBAJIO akTuBauu MMII (B Gosbieit
crenenu MMII-2 1 -9), CHUKECHHIO YPOBHSA B MOYE /ILIA3-
ME U IKCIPECCUU B TKaHU ToukH TUMII (-1, -2), uto mpe-
IATCTBOBAJIO HAKOILICHUIO OLIM 1 TOpMO3uIIo nporpec-
CHPOBAHUE OUYCUHOM HEJOCTATOUHOCTH [5, 6, 29]. Ta-
KUM 00Pa30M, CIOCOOHOCTD U-All®d 1 AHTArOHUCTOB Pe-
nentopos AT-1I koppuruposath HapymeHus MMII/
TUMII 1 yaydmaTh IPOLECCH IPOTEOINU3A B IIOUKE PAC-
MM PSET IIOKA3AHUSA K UX IIPUMEHEHUIO Y He(PpOIoruuec-
KAX OOJIbHBIX.

[Tomumo 6nokaer AT-11, BO3SMOKHBI U IPYTUE MIYTH
TOPMOKEHUA (PUOPOreHes3a MPU XPOHUUECKUX TPOrPEC-
CUPYIOIUX HE(PPOIATHSIX, B YACTHOCTH BO3JCHCTBUE HE-
nocpeacTBeHHO Ha TOP-B1 u 3amyckaeMble UM IPOLIEC-
col [15, 37]. B nmurepaType mMHIPOKO OOCYKAAIOTCS TOI00-
Hble 3(PerTs TUPQPEHNUTOHA, PETAKCUHA, (PAKTOPA POC-
T TENATOLUTOB.

[updeHngoH — NPOU3BOJHOE MOJIEKY/IbI IUPUANHA
(5-metun-1-¢penmn-2- 1H-nupugyn). B skcnepumeHTe Ha
PA3JIMUHBIX MOJEJIAX IIPOIPECCUPYIOMETO TTOPAKEHUS
MIOYEK IMOJATBEPKICHA CIOCOOHOCTh MUP(PEHUTOHA TTO-
JaBsaTh skcnpeccuio TOP-B1, cCHUXKATh TPOAYKIIUIO
TUMII-1, npensaTcTBOBATh HAKOIUIEHUIO B TKAHU IIOUKU
KOMIIOHEHTOB DUM (kojutarena I u V tuna, puOpoHek-
THHA) U, TAKUM OOPA30M, CTAOUIN3NPOBATD (PYHKIIUIO
MOYeK [37].

Pemakcun — ropmon (5000 /1a), npuHAIEKANAN K
CEMEHCTBY MHCYIMHONOJO0HBIX (DAKTOPOB pocTa. Petak-
CHH UMEET TPU MOJEKY/IpHBIE (popmbl — H1, H2 u H3, u3
KOTOPBIX B IUPKYJIALUN BbIABIACTCS IIPEUMYIIECTBEHHO
H2. Beeienne penakcuHa 3KCIEPUMEHTAIBHBIM KUBOT-
HBIM C pa3InuHbIMU BapuanTamu XI'H u TU® nogasnsio
TOP-B1-UHAYIIUPOBAHHBIN CUHTE3 KOJUIATEHA, CIIOCO0-
crBoBaio akTusBauu MMII-1 u MMII-2 u, Takum oopa-
30M, HPENATCTBOBAJIO POIPECCUPOBAHUIO (pUOPO3a B
nouke [12,41]. Yske mosyueH 4eoBeUeCKIE PEKOMOUHAHT-
Hbli H2-penakcun.

daxTop poCTa TENATOUUTOB — MHOTO(YHKIHOHATb-
HBII TENTU, KOTOPBII OKA3bIBAET MUTOTEHHBIE, MOP(O-
I€HHBIE 3(DEKTHI B PA3HBIX BU/JAX KIETOK, YUACTBYET B
KJIETOYHO-KJIETOUHBIX U KJIETOUHO-MATPUKCHBIX B3AUMO-
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JCUCTBUSAX, A TAKKE PETYIUPYET CUHTE3 U AKTUBHOCTD
pAga mpoTeas, PACHIEIISIOMNAX KOMIIOHEHTH OIIM (ak-
tusupyetT MMII, MT-MMII, y-All, cauxxkaer TUMII-1,
TUMII-2, [TAU-1) |27, 37]. B axcniepumMeHTe ObLIO YCTAHOB-
JIEHO, UTO HENTPANU3anuA (pakTopa poCTa renaToluTOB
C TOMOIIBIO CIENU(PUUECKUX AHTUTEN Y JKUBOTHBIX C CYO-
TOTAIBHON HE(PPIKTOMHUEH 1 OOCTPYKTUBHON Hepora-
TUEN CTUMYJHMPYET 3Kkcupeccuto TOP-B1, cnocodCTByeT
AKKYMYJLALIMY KOMIIOHECHTOB OLIM 1 IpOrpecCupoBaHUIO
He(ppodubposa. C Apyroi CTOPOHDL, IPUMEHEHUE (DAK-
TOPA POCTA TENATOLIMUTOB HA Pa3TMUHBIX Mojessx TU O
HIPEAYTIIPEKTAIO IPOrPECCUPOBAHUE HOUEUHOM HEJOCTA-
TOUHOCTH [37].

W3yueHue peTaneit CTpoeHus 1 OCOOEHHOCTEN (PYHK-
IMOHUPOBAHUA MMIT TOCTYKUI0 NPEATOCHITKON CO3/1a-
HUS CHHTETHUECKUX MHIHOUTOPOB MMIL DTO Hanpase-
HUE B HACTOSIIEE BPEMS AKTUBHO PA3BUBAETCA U NIPEJ-
CTABJIAETCS NEPCIEKTUBHBIM B JICUEHUM 3200JI€BAHUI
MOYEK, XAPAKTEPUIYIOIUXCS BBICOKON AKTUBHOCTBIO
MMII. B wactHoCTH, npuMenenue ABT-518 (cnenudu-
yeckoro uruduropa MMII-2 u MMII-9) npu nmemuuec-
ko1 OIIH y KpBIC CIOCOOCTBOBAJIO YMEHBIIEHHIO TPOHU-
LAEMOCTU KAHAJIBLIEB U COCY/IOB U BOCCTAHOBJIEHUIO (DYHK-
[IUU TOUEK [45]. B aKciepuMenTe anpoOUPOBAHBI CUHTE-
THUECKUE MHTUONTOPBI MMIT — 6aTumactar (BB94) u ma-
pumactar (BB-2516), IpofeMOHCTPUPOBABIINE CBO-
CTBO NOJABJIATh HEOAHTHOIEHES U POCT omnyxoued [50].

Taxum 06pa3oM, HOJYIEHHOE B IIOCJICTHUE TO/TbI HOJI-
TBEPAKAECHUE BAKHO POJIM B IPOLLECCAX (DOPMUPOBAHUS
(puOpO32a B MOUKE CUCTEMBI IPOTEONU3A OOOCHOBBIBACT
HOBBbIE IIOJXO/Ibl K HE(PPOIPOTEKIMH, BKIIOUAS LICJICHATI-
PABJIEHHOE BO3/ICHCTBUE HA MATPUKCHBIE METAJUIONPOTE-
MHA3bl U UX HHIHOUTOPBL
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AYyTOCOMHO-AOMMUHAHTHAS MOIMKUCTO3HAS
Hone3Hb MOYEK: HOBbIE MATOTEHETUYECKUE
M TepANeBTMYECKME ACMEKThI

(OBzop nureparypsl)
B.M. Epmonenko, C. barspasHna

Kagpenpa negpponorun n remogmnannsa roy 4o PMAIIO PocsapaBa, r. MockBa

Autosomal dominant polycystic kidney disease (ADPKD):
new pathogenetic and therapeutic approach

Review

V.M. Ermolenko, S. Baterdene

Knrouesoie crosa: @Vﬁ’lOCO.MHO-@O.MMHﬂHWZHdﬂ NOSUKICINO3HAAL OONC3HL NOUEK: HOBLLE NAINO2EHEINUMECKILE 1L
mepanesInuveckiLe acnexinbt, NePeUUHAs LI, MEXAHUIMbL 1{1LCIN02eHe3lLCA.

Eme ['unmokpaty Obuid U3BECTHBI 4 OOJIE3HU TIOYUEK,
JIBE M3 KOTOPBIX C COBPEMEHHBIX IIO3UITUI KITAaCCU(PUITH-
PYIOTCS KAK MOUEKAMEHHAS1 ¥ CBSI3AHHAS C YPETEPATBHOU
OOCTPYKIMEH, TPETHIO HE YIACTCS MACHTH(PUITIPOBATD, 4
YeTBEPTAS MPEJCTABIISIET, O-BUIUMOMY, OITUCAHUE TIO-
JIMKUCTO3HOH OOJIE3HU ITOUEK M PEKOMEHJALUHU 110 €€
JICUEHUIO, BKIIOUAS XUPYPIUUECKOE (BCKPBITHE abCIeC-
COB), XOTS UCXO/Ibl XUPYPTUUECKUX BMEIIATEILCTB B TO

BpEMs B OOJIBIIMHCTBE CJIYUAEB ObUIN HEYTEIIN TEIbHBIMU.
Jaxe Galen, BpaueBaBIINil PAHBI Y [NIAAATOPOB U 00/1a-
JABIIMH OUPEACTEHHBIMUA XUPYPTHUECKUMHU IPUEMAMH,
B CBOMX TPAKTATAX HE YIIOMUHAT O XUPYPIHUECKOM JIe-
yeHuU OOJIE3HEH TIoueK. He MCKITIOUAIOT, UTO >KUBIINM B
VI Beke Actius, OMCaBIIMK MAKPOICMATYPHIO IIPHU HOJ-
HATHY TSDKECTH, IAJAEHUU C BBICOTBL U T. [I., UMEJI B BUJLY
OOJIbHBIX C KUCTO3HBIM 3200/IEBAHUEM HOUEK.
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