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AKTyajbHOCTh. AHemus ®ankoHun (AP) — MOHOTEHHOE ayTOCOMHO-PEIIECCUBHOE
3a00JieBaHNe, KIMHUYECKUE TPOSBICHHUS KOTOPOrO BKIIOYAIOT MPOTPECCHPYIONIYI0 KOCTHO-
MO3TOBYIO HEIOCTaTOYHOCTh, MHOXKECTBEHHBIE BPOXKICHHbIE aHOMAJIWU OPraHOB U CHCTEM,
BBICOKMH PHUCK pPa3BUTHS 3J0KAYECTBEHHBIX HOBOOOPA30BAaHM — MPEUMYLIECTBEHHO OCTpPBIX
MHUEJIOJICHK030B M pakoB. K HacTosmeMy MOMEHTY omucaHo Oojee 2 Thicsu ciydaeB AD.
CH0XHOCTh AMAarHOCTUKH M JJIbHEUIIET0 JIeYeHUs 3a00JIeBaHUs COCTOUT B TOM, UYTO B HACTOSIIEE
BpeMs M3BECTHO 19 reHOB, CBsI3aHHBIX ¢ pa3BuTHeM A®D, U UX CHEKTp O4YeHb BapuadeneH. AD B
MOCJIeTHUE JIECATHIICTHsSI TPUBJIEKAaeT BHUMAHHME MCCIEOBaTeNIe HE TOJBKO Kak (haTarbHOE
3a00JieBaHKE C OTCYTCTBUEM METOJ0B 3(P(HEKTUBHOMN Tepanuu, HO U KaK MOJEJb JIJIsl UCCIIEOBAHUS
MEXaHU3MOB KaHIIEPOT€HEe3a, CTAPEHUs, Pa3BUTHSI alljla3un T'EMOII033a.

Heab: 060011eHNE COBpEMEHHBIX MPECTaBICHUH 0 aToreHe3e aHeMun GaHKOHU.

Marepuajabsl 1 MeTOAbI. AHAIU3 IMTEPATYPHBIX JaHHBIX O MaroreHe3e aneMuu MaHKOHMU.

PesyabTaTsl U HX 00cy:kaeHue. B HacTosiiee BpeMs H3BECTHO 19 TeHOB, CBSI3aHHBIX C
paszButueM A®. Onun n3 HuX — FANCB — HaxoauTcs Ha X-XpoMocoMe, OCTallbHbIE HAa ayTOCOMAax.
Kaxnplii W3 3THUX TEHOB OTBEYaeT 3a CHHTE3 OMNPEICNIEHHOT0 NPOTeHHA, TaK WIM HHaue
yuactByroiero B npoiecce pernapanuu JJHK. Ycranosneno, uro oxono 80% Bcex marueHTOB ¢ AD
nmeroT aepekt B 1 m3 3-x renHoB FANCA, FANCC, FANCG. Myranuu B TreHe IS
koMmiuiemeHTapHoi rpynnsl FA-A (FANCA) Bctpeuatorcsi B 65% Bcex onucaHHbIX ciydaeB AD.
[IpoaykTel 3TUX TeHOB (GOPMUPYIOT OOIIYyI0 CeTh YOUKBUTHH-POCHOPUTUPOBAHUSA, T.C.
«CUTHaNBHBIN yTh AD» U, KOONIEpUPYICH C APYTUMH OelIKamu, BoBJIeKaroTcs B pernapanuto JJHK.
[Tpu A® Hapymaercs cnocoOHOCTh KIETKU UCHPABIATH ONpeaeneHHbId Tull nopexaenuit JJTHK —
norepeunsle Mexxxpomatuanbie cumBkd (DNA interstrand crosslink), xoTopeie mpensTCTBYIOT
paboTe peruMKannoHHOW BUIIKM. [lonepednble MeXXpOMAaTHAHbIE CIIMBKA (POPMHUPYIOTCS KaK MO
BO3JICHICTBUEM IPOAYKTOB €CTECTBEHHOr0 MeTa0oiM3Ma KJIETKU (B MEPBYIO OYepe/lb 3HIOTE€HHBIX
aJIbJIETU/IOB, HO TaKXK€ M aKTUBHBIX ()OPM KHCIOPOAA), TaK U MOJ BO3JEHCTBHEM XMMHUYECKHUX
BELIECTB, B YAaCTHOCTH XUMHOTEpANEBTHUUECKUX IpenaparoB. lIpoTenHsl, (QyHKIHS KOTOPBIX
Hapyumaercsa npu A®D, 3aaeicTBOBaHbI BO BCEX ATalax pernapanuy MEKXPOMAaTHIHON MMONEepedHOn
CIIMBKH. OTOT CIIOKHBI MHOTOCTYIIEHYATHIN TMporecc Toiaydwn HasBanwe FA-pathway, a
IIPOTEUHBI, 3aeiCTBOBaHHbIE B HEM, — AD-niporennsl. KiiroueByro poisib B 3TOM IIPOLIECCE UTPAET
MOHOYOMKBUTHHHpOBaHHEe TeHa FANCD2, KOTOpbIii KOOPAMHUPYET MPOIECCHl BBIPE3KU
MOBPEKICHHBIX HYKIECOTHIIOB, IPSIMOE JOCTPAaMBAHHME MOBPEXKIECHHOIO y4acTKa U FOMOJIOTMYHYIO
PEKOMOMHALINIO.

BobiBoabl. Takum 00pa3oMm, B MOCII€AHEE BPEMsI CTaI0 OYEBUIHO, YTO MEXaHU3MbI PAa3BUTHUS
A® onpenenstoTcsi CA0KHBIMUA MOJIEKYJISPHO-T€HETUUECKUMU MEPECTPOIKaMu B KOMILJIEKCE F€HOB
aHemMun PaHKOHHM, KOTOpPbIE UMEIOTCS B KJIETKAX NMPAKTUYECKU BCEX TKaHEll yenoBeka. [Ipu AD
KJIETKa HECHOCOOHA aJieKBaTHO MCHpaBisATh noBpexaeHus JIHK, HaxomigeHue moioMok KOTOpOM
MOXET NPUBOAMTH K  HEIOCTATOYHOCTH  KPOBETBOPEHHUS, AaHOMAIMAM  pa3BUTHS U
MIPeIPacroIOKEHHOCTH K Pa3BUTHUIO OITYXOJeH.
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