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KAHIIEPOTEHE3: OT PE®TIOKCA K ATTEHOKAPIIVTHOME IIMIIEBOIA.
OCOBEHHOCTY SIMIEMUOIOTUM VI HATOTEHE3A
(OB30P IUTEPATYPBI)

B.A. Pomanuxun

M3naraeTca cBA3b npouecca GpopMUpPoBaHNA afeHOKAPLMHOMbI NULLEBOAA 1 racTpo33odareanbHon pediokc-
HoW GonesHn. OTpaxkeHa AECKPUNTUBHASA SMUAEMUONOrs NPefonyXoeBbiX U OMyXOeBbIX W3MEHEeHWI guc-

TaNbHOrO OTAEeNa NULLEBOaA.

Kniouesble cnoga: ractpossodareanbHas pedniokcHasa 6onesHb; nuwesos bappeTa; ageHoKkapLUyHOMa NuLLeBo-

4a; annaemMmmnonorna n natoreHes.

BBenenue. T'actpossodareanbhas peduirokc-
Has Oonesnb (I'OPB) Ha nporskeHUH ATUTEIHHO-
TO BpeMEHH NPHUBIICKAECT BHUMAHUE YUCHBIX, U YEM
60]’[])]].[6 Mbl BHUKA€M B €€ CyTb U TC€ OCJIOXKHCHUA,
K KOTOPBHIM OHa CIIOCOOHA MPUBECTH, TEM OOJbIIEe
MBI TIOHIMAaeM, 9TO HE 3ps HAIllF YCHINS TPaTITCs
Ha 9T0, C MEPBOTO B3MNISAA, OTHOCHTENIBHO “0e30011-
HOE” TaToNoru4ecKoe cocrossHue. Ho yeM Gobine
y3HaeM, TeM SICHEe CTAHOBHTCS OCO3HAHHE TOTO
¢axra, yto [ DPB MOXeT BbI3BIBATH LIENBIN S/ OHKO-
JOoTHYecKuX 3aboneBannii. Hanbonee BakHas poib
I'SOPb nmpuHamie:KuT B pa3BUTHH aICHOKAPIIUHOMBI
mumeBoaa (All). CymiecTByIOT HccienoBaHus, Je-
MOHCTPHUPYIOIINE, YTO ractpod3odarearbHbIl ped-
JIFOKC MOKET CIIOCOOCTBOBAaTh O3JIOKAYECTBICHHIO
TMOCTOXXOI'OBBIX U MNEINTHYCCKUX CTPUKTYP MNUILEBO-
Jla C TOCJIEAYIOIMM BO3HUKHOBEHHEM ILIOCKOKIIE-
TOYHOTO paka. B mocnmemnee Bpemsl cTana akTHBHO
M3y4yaThCs BO3MOXKHOCTh Pa3BUTHS paka TOPTaHH
BCIICICTBUE MOCTOSHHOTO pPEe(IIFOKCa COICPKUMOTO
JKeIy/IKa depe3 MUIeBos B ropransb [1, 2]. Oxgnaxo,
clielyeT TpU3HATh, YTO JaHHas mpodieMa JI0 Cero
BPEMEHH OCTACTCSI AUCKYTa0CIbHOM.

Llenms maHHOTO 0030pa: OCBETUTH COCTOSHHUE
nmpobnembl kaneporeHesa All ¢ coBpeMeHHBIX MO-
3ULUH U 0XapaKTepU30BaTh JMUJEMHOJIIOTHYECKHE
W TaroreHeTHdyeckue ocobeHHocTH cBszu [ OPH
C Pa3BHUTHEM 3JI0KAUYECTBEHHBIX HOBOOOPA30BaHMIA
JCTAIBHOTO OT/eNa MUIIEBO/A.

Pe3ysbTarsl 0630pa. Js Toro, 4To ObI MOHATH
HACKOJIBKO CepPhEe3HBI PUCKH, 00ycioBneHHbie [ OPB,
CllenyeT OOpaTHThCS K JAHHBIM CTaTHUCTHKH. TakK,
ecim 1o jaHHbM S. Spechler B 1992 . cumnToMsr

I'OPb ormeuanuck npumepHo y 2040 % nacenenus,
U mpu 3ToM pedurrokc-3o¢arut (PD) BeIBISLICT
TONBKO y 2 %, TO 10 coobmmennsm O. Philip B 2001 .
cumnromsl I'OPb umenucs yxe y 50 % Hacenenus,
a PO Beussics y 7-10 % nonynsuu [3].
PacnpocTpaHeHHOCTh UBKOTH — KIIKOUEBOTO
cumnroma ['OPb makcumanena B CILIA u crpanax
3anaguoit EBponsl (oxomno 20 % HaceseHus) U Mu-
auMaibpHa B Kurae (2,5 %) [3]. Ilpu aTom coBep-
LIEHHO NOHATHO, 4To I'OPD BhI3bIBaeT passutue All
yepes psii NpOMEXYTOUYHBIX 3TaroB. B aTom mpo-
mecce ocoboe MecTo OTaacTcs muIeBoay bappera
(I1B), pacmpocTpaHEHHOCTb KOTOPOTO CPEAH JIHII
¢ PO npubmmwkaercs k 8 % (¢ xonebaHusMu B ua-
na3zone ot 5 1o 30 %) [4]. [Ipu 3TOM HccnenoBanus,
OCHOBBIBAIOIIIMECS HA JAHHBIX ayTOIICHUU MOKAa3ally,
YTO SIUIEMHUOJIOTHYECKHE JaHHbIE HCClefoBare-
JIeH SIBIISIOTCS JIMIIb BEpXyIIKoW aiicOepra. Tak,
MMOCMEPTHBIE BCKPBITUS B OKpyre OimMcTen Iurara
MuHHecoTa moKazanu pacnpocTpaHeHHOcTh [1b
B 376 ciyuasix Ha 100 ThICSIY HACETICHHS B TOJI, B TO
BpeMsl KaK 10 JaHHBIM KIMHHYECKUX HaOMIONCHUHA
€ro pacrpoCTPaHEHHOCTh B TOM JK€ PETrHOHE Ha-
xoautcest Ha ypoBHe 82,6 Ha 100 ThIc. DTO TOBOPHUT
0 mpakTuueckor pasuuie B 4,6 paza [4]. Yacrora
All y nauuentoB ¢ I1b Bo3pacraer no 800 ciryua-
eB Ha 100 Tbic. HacesneHus B rox. IIpumepno 95 %
ciyuaeB All nuarnoctupyetcs y 6onbHbIX ¢ [16 [4].
YcnokanBaroyM Mpy Bceil 3TOM HepaJoCTHOM cTa-
THUCTHUKE MOXET CIY)KUTh JIMIIb TOT (haKT, YTO MeTa-
aHanmu3 25 omyOIMKOBaHHBIX 3a mepuox ¢ 1984 r. o
1998 1. crareii noka3zai, 4YTo BEpOATHOCTb Pa3BUTHS
Al u3 I1b Haxomurcs B quanasone ot 0,2 10 2,9 %,
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B CpEIHEM Haxosch Ha ypoBHe okono 0,5 % 3a
onuH rox [4, 5].

AIl 3a mocnennue roasl craia B CIHIA nHau-
Oosee OBICTpOpAcTyIIeld B CTaTUCTHYECKOM OT-
HOILEHUM OITyXOJIbIO, JlaXKe pakK MpelCcTaTelabHOI
U MOJIOYHOH KeJIe3bl He UM TaKOTO 3HAYHTENBHO-
ro npupocra. Tak, 3a nepuoz ¢ 1975 r. mo 2004 r.
y €BpOaMEPHUKAHLIEB-MYXKYUH MPOU30LIET MPUPOCT
3abomeBaemoctu All Ha 460 %, a y eBpoamepuKa-
HOK Ha 335 %, B rpynne My>X4uH crapiue 65 et
MIPUPOCT 3a ATOT nepuon npessicun 600 % [5].

[Mocnenane wmccnemoBaHUS ITOKA3BIBAIOT, UTO
Hanbonee gacto (B 80-90 % cmydaeB) y GONBHBIX
c IIb BcTpeuaercst CMENIAHHBIN KUCJIOTHOOMILTHAD-
HbIA pedurtoke [6]. JlaHHbIA THI pediirokca BbI3HI-
BaeT OoJiee CHIILHOE MOBpPEXKIACHUE MeMOpaH, TOH-
KHX MEXKJIETOYHBIX KOHTAKTOB B CBSI3U C TEM, YTO
U0 HUITHHBIC )KEITIHBIE KUCIOTHI (Ie30KCHXO0JIeBast
U TaypOJE30KCHXOJICBasi) IMOBBIIIAIOT BHEKJIETOU-
HYIO MPOHUIAEMOCTh U MPOHHUIIAEMOCTb AlHMKalb-
HBIX KJIETOYHBIX MEMOpaH. DTO CiocoOCTBYeT TUd-
($y31u MOHOB BOIOPOAA BHYTPb TKaHHU, YTO M OKa-
3bIBa€T OCHOBHOE MOBpPEK/IatoNiee nercraue [7].

Hapsimy ¢ 3TUM TpPOHWCXOAWT pacUIMpeHUE
MECKKJICTOYHBIX KOHTAKTOB, YTO IMPUBOIAUT K HO-
CTYITHOCTH CTBOJIOBBIX KJIETOK 0a3ajbHOTro Clos
JUTsL BO3JIeHCTBUST MoJiekyn maccoit 1o 20 k/la. Tak
HaA4YMHACTCA HepBBIﬁ STall METallJIa3uHu JSITUTCIIHS
MUIIEBOA: C MepexoaoM TuddepeHIUIPOBKU CTBO-
JIOBBIX KJIETOK HE B KJIETKH TUIOCKOTO JITUTEIIHS, Xa-
PaKTEpHbIC IJId MANICBO/JA, @ B KJICTKHU IUJINHAPU-
YECKOr0 JMUTENNS KapaAuaJbHOTO TUIIA, CBOMCTBEH-
HbIe XenynKy [4]. Ha mepBrlit aTam nepepoxacHust
B CpEHEM MOXKET YHTH OT OJTHOTO ro/ia JI0 JABYX JIET,
Ha BTOPOW 3Tal, CBA3aHHBIA C NIEPEXOAOM B DIIUTE-
JIMI KMIIIEYHOTO THUIIa, — 0 3—5 JIeT.

JlaHHBIH npolLiecc MOKET UITH Pa3HbIMU ITyTsI-
Mu. CepbesHoe BIUsAHUE OyyT OKa3bIBaTh KaK Ir'eHe-
THKa CaMOTO MHIUBH/A, TaK U (PaKTOPBI CPEIbI, PU
YCIIOBHH, YTO POJIb NIEPBOM CKPUIIKK HAYHYT UIPATh
TeHBI, 3aIlyCKAIOIIKE MPOLIECC MO KEMYI0UHOMY TH-
Iy MEepepONKICHUS CIU3UCTON. DPOopMHUpPYIOIIAsACS
Ipyu 3TOM DIIUTEIHaJIbHasA TKaHb HE 6y}1€T HUMCTH
CKJIOHHOCTH K JajibHeHIIeMy NepepokIeHHIO
B DIUTENUN KuuieyHoro tuna. Ho ecim Bemymias
poItb OyaeT npuHaAIekKaTh “KUIICIYHBIM TeHaM, 3TO
npuBeaeT K (POPMHUPOBAHUIO OOKATOBUIHBIX KIETOK
B DITUTEIHATBHON BBICTUIIKE W JTACT BO3MOKHOCTH
K JalpHeHmeMy Xoay KaHieporeHesa [4]. Haubo-
Jiee XOpOIIO B IMPOLECCe METaIula3ud CIU3UCTON
MO0 KHUIIIEYHOMY THITy H3y4deHa poib reHoB Cdx-1
n Cdx-2. [lanHas rpymnma BBICTYIaeT B POJNH IO-
CPEIHMKOB MPH TPAHCKPUILMKM T€HOB M oOnajgaer
CIIOCOOHOCTBIO OTPEICTUTh KUIICYHBIH (DEHOTHII.

[Ipu sTOM OBbLTA JOKa3aHa CIIOCOOHOCTH JKETYU H
KHCJIOTBI JKEIIyZIOUHOTO COKa 3aIyCKaTh IKCIIPECCHIO
ATUX TE€HOB, TECHO cBsi3aHHyto0 ¢ pH cpensr [4, §].

Kak mokazanu naHHbIE UCCIICIOBAHMM, JIeTKas
JCIIIa3us IPOrPECCUpyeT B pak 3a S-JETHUH Mpo-
MeXyTOK B 4 % ciyuaes [4]. B To Bpems kak Tsike-
Jasi IACTUIA3Us 3a S-JIETHUH MPOMEXKYTOK CIIOCOOHA
oOycnoBnuBaTh pak y 61 % nun. OnHaKko CKOPOCTb
MIPOTPECCUH — 3TO BEIMYHHA TICPEMEHHAs, U Jake
npu O}:[HHaKOBOﬁ CTCTICHU JUCIIJIa3UH Yy PA3HBIX JIUIL
B 3aBUCUMOCTH OT T€HeTHYeCKuX (akTopoB U Qax-
TOPOB CpEllbl CKOPOCTh ee OyIeT pa3HoH [4].

Ha srane o3;10kauecTBIEHUS SIUTENMS B UTPY
BCTYMAIOT JIBE IPYMIIbl TEHOB. DTO OHKOT€HBI: IUK-
muH D1, E, Bl u A, cTaBumme upe3MepHO aKTUBHBIMH
B pesynbrare mytauuu. Luknun D1, E u cBszannbie
C HAMU LUKIMH3aBUCHMbIE KMHA3bI, OTBETCTBEHHBI
3a mepexon kinetku u3 gaszel G1 k ¢asze S xieroaHo-
ro nukna. [Huknun Bl orBeuaer 3a nepexon KIeTKU
u3 aszel G2 B pazy M [9].

Bropas rpymia reHoB, IpUHUMAIOIIAs yIacTHE
B KaHIIEPOTCHE3E — ATO TI'eHBI-Cympeccopsl. [lomy-
YUB ONPENEICHHYI0 MYTAlUIO, OHH OKAa3bIBAIOTCS
HECTIOCOOHBIMH BBITIONTHUTE TTOJABIISIONIYI0 POJIb,
B pe3yabTaTe 4ero OIyXOJeBbIe TKAHU IOIydYaroT
CIIOCOOHOCTb K HEpPEeryaiupyeMoMy KJIETOYHOMY
pocty. K aum otHOCsTces pl4, pl6, p27, p53, ARF,
APC. Tax, rens! pl6 u p53 OIOKHPYIOT KIETOUHBIN
uuka npu nepexone u3 ¢asel G1 k daze S. [Ipu sToMm
MyTalKu B TeHe pl6 B 3aBUCHMOCTU OT THIIA MYy-
Tanuu oOHapykuBaroTcst B 45-80 % ciydaeB All,
a myrtanuu B rere pS3 — B 50-90 % ciyuaes [8].

[TomumoO M3MEHEHHI B TEHAX K HEPETYITHPYEMO-
My KJIETOYHOMY POCTY MOI'YT IPUBECTH U U3MEHEHHUS
B (bakTopax pocTa, peuenTopax WM CHUTHAIBHBIX
MyTSIX, OMOCPEAYIONINX B3aUMOICUCTBHE (haKTOp
pocra — peuentop. Tak, B AIl oOHapyeHO TIOBBI-
menue skcnpeccun peuentopa EGF, taxke snunep-
MaJILHOTO (haKTopa pocTa U TpaHCHOPMHPYIOIIETO
(akTopa pocra o. [ToMumMO 3TOro HaWBakKHEHIIAs
POJIb TIPH PA3BUTHH OITYyXOJEBOIO MPOLIECCa OTHACT-
Csl COCYIMICTOMY SHIOTEIHAIBHOMY (DaKTOPY pOCTa,
KOTOPBIA CITOCOOCTBYET POCTY HOBBIX COCYIIOB, YTO
JIaeT BO3MOXKHOCTb OITyXOJIM 0OecIreunBarh ceOst Mmu-
TaTeNFHBIMU BEIIECTBAMH W YIAJISATh MPOITYKTHI pac-
majga. Taxxe B POCT HOBBIX COCYIOB BHOCHUT KJIFO4YC-
Bol BKiaj u perentop endoglin, oOecrieunBaronuii
B3aUMOJICHCTBHE ¢ TpaHCHOPMUPYIOIIMM (PAKTOPOM
pocra B-1. [Tpu sToM 00HapyKEeHHE TAaHHOTO PEIer-
TOpa KOPPENUPYET C METACTa3UPOBAHUEM KJIETOK I10
muMparmgeckuM myTsM. OIHAKO 9TO HE eIUHCTBEH-
HBII (hakTOp, OOYCIOBIMBAIOIINI MeTacTa3HpoBa-
HHE; B 9TOM NpoLIecce BbIABICHA posb E-kanrepuHa
u PB-xarennHa. KaarepuHbl W KaTeHWHBI TPEICTaB-
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JSFOT co00# Oenku, 00yCIOBIMBAONINE (HUKCAITUIO
KJIETOK K LIUTOCKEIIETY, BBIXOAA 3a MPEAeNbl KISTKH.
B AIl oOHapyxHBaeTCs TIOBBIIIEHHOE CONCPKAHUE
E-kaarepmna u P-xareHWHA B IIMTO30JIE U B S/Ipe
KJIEeTKU. B pesynbrare KIeTKH OCTalOTCsl HECBSI3aH-
HBIMH C ITUTOCKEJIETOM U MOTYT TOJIYYIHTh CIOCO0-
HOCTb K MHBAa3UM U MeTacTazuposanutio [9, 10].

3akaouenue. CoOpaHHbIE M TPUBEACHHBIC
B paMKax TEKyIero 0030pa JaHHBIC ITO3BOJISIOT
TOBOPUTH O YETKO BBIPQKCHHBIX CBS3AX B KacKaje
I'OPB, I1b u AIl. B To ke BpeMs Ha JaHHbIH MO-
MEHT HE HaKOIUICHO JOCTaTOYHO CBEIACHUI B OTHO-
menun cBsizu ' OPb u omyxoneit nqpyrux jgokanusa-
LU, a Te, YTO €CTh — SIBJIAIOTCS CIIOPHBIMU U TPeOy-
IOT JJOTIOTHUTEIHHOTO YTOUHCHHSI.

Bce BBIIEH3NI0KEHHOE TOBOPHUT O CIIOKHOCTH
MAaTOreHeTUYEeCKOro Mmpolecca, HO, 0e3yClOBHO,
UMEHHO B 00Jiee YETKOM €ro TOHMMAaHHH OyIeT Jie-
KaTh KITHOY K JAJIbHEHIIIEMY YCTICITHOMY BEJCHHIO
6onbHbIX ¢ All, UMEIOUIMX Ha CETOAHsS HE caMble
OnaronpusATHRIE MPOTHO3BI Ha BBDKHBaHUE. CBe-
JneHusi otHocutenbHo ponu ['OPB  mpopomkaror
HENPEpbIBHO YTOYHATHCA W HAKaIIMBAThCS. ITO
0e3yCIOBHO TPUBEICT K MOJIOKUTECIBHBIM CIBUTAM
B TUIaHE JICYCHHUS M MPOQUITAKTUKHA acCOIIMMPOBaH-
HbIX ¢ ['DPb cocrosHuii.
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