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pOILIO HM3Y4YEHO Ha KJIACCHUUYECKHUX IpHUMepax
OCTpOro npomMuesionutapHoro jerikosza (OITI)
u octporo Mmuenoneiikoza (OMJI), Hecymmx
TpaHcimokamuio  t(8;21) wIM COMPOBOKIAIO-
muxcst anoManusimu 16 xpomocomsl. [Ipu OITJT
B 95% cnyuaeB oOpa3yeTcsi TpaHCIIOKAIUs
t(15;17), Bemymias K NOSBICHHUIO XHMEPHOTO
oenrka PML/RARA. B HOpMe TIPOAYKT OIHO-
IO U3 FeHOB-yYaCTHUKOB TPAHCIOKALUH sIIep-
Helii penentop RARA o6pasyer Komruiekc
c xoperpeccopamu (SMRT, N-CoR, Sin3a)
u rucroneanerunasoii.  HDAC, Onokupyto-
MK TPAHCKPHIILHUIO PETYIUPYEMBIX TEHOB.
OTOT KOMIUIEKC pa3pylIaeTcs MPU MPUCOEAU-
HeHnu muranna RARA — peTtnHoeBoi KuCiI0-
TBI — M TPAHCKPHUIIIIHS CTAHOBUTCSI BO3MOXKHA.
[Tpu ob6pazoBanum xumepHoro nporenHa PML/
RARA penpeccupyromuii KOMIUIEKC HE pearu-
pYET Ha PETMHOEBYIO KHCJIOTY B (PU3MOJIOTH-
YeCKUX KOHLEeHTpauusax. @apmakosoruueckne
KOHIIEHTPAIINY PETUHOEBON KHCIIOTHI, B THICTYH
pa3 npeBblaomye (GU3NOIOrHYECcKHe, CIIo-
COOHBI BBI3BaTh TUCCOLMAILMIO PEIPECCHPYIO-
LIET0 KOMIUIEKCA M 3allyCTUTh MEXaHU3M An-
(epennmpoBku. [IoMHOCTBIO TPaHCPETHHOEBAS
kuciora (ATPA), xak muddepeHupyrommuii
arent B Tepanuu OILI npencrasisier coboit
TUMWYHBIA TpUMEp Npenapara c 3MUTEeHEeTU-
YECKUM JIEHCTBUEM: HE MU3MEHSs CTPYKTYpy
JHK, oHa mpuBOOUT K pa3pyLICHUIO pPEmpec-
CHPYIOLIETO KOMILJIEKCa, ACALEeTUIHPYIOILETo
THUCTOHBI PETYJIATOPHBIX 3JEMEHTOB TEHOB,
OTBETCTBEHHBIX 32 AU((HEepEeHIIMPOBKY  Kile-
Tok. [Tpu OMJL, compoBoxaarommxcst t(8;21)
WM aHOMaJIMAMU 16 XpOMOCOMBI C BOBJIEYE-
maneM TeHoB ETOMTGS), AMLI1(RUNX1)
u CBFB, mnpoucxogut HapymieHHE 00pa3o-
BaHHS

HOPpMaJIbHOI'O TPAHCKPUIIITMOHHOTO

kommuiekca CBF. DTOT KOMILIEKC COCTOUT

n3 npoaykroB renos ¢/EBPa, AMLI(RUNX1)
n CBFp wm obmamaer rucTOHAIETHIA3HOM aK-
TUBHOCTBIO, TIOTEHIIUPYS IKCIPECCHUIO TPYTIITHI
TCHOB, OTBEYAIOIINX 33 HOPMAIbHYIO THu(-
(bepeHLMPOBKY TI'eMOIO3ITHYCCKUX  KJIETOK.
B nocnennee BpeMst ucciemyeTcss OTPOMHOE
KOJIMYECTBO XUMHUYECKUX COCIUHEHUM, 00a-
JAroMMX (YHKIHUEH HHTHOUTOPOB TUCTOH/ICA-
[IETHJIa3, OJHAKO OONBITMHCTBO W3 HUX ITOKa
MIPOXOAT TEPBYIO WM BTOPYIO a3y KIIMHH-
yecKux ucnbiTanuil. [I[pumMeHenne HamnpasieH-
HOU Teparuu C UCTOIH30BaHUEM BEIIECTB, MO-
JUQPUIMPYIOIIUX JISHCTBUE TUCTOHICAIIeTHIA3
n JIHK-metuntpancdepas,  CHUHTECTHUECKUX
siRNA, cremaer BO3MOXXHBIM HU3MEHEHHUE ITHK-
Jla JKU3HU 3JI0Ka4e€CTBEHHOW KJIETKH, BO3BpaT
e€ k. HopMabHOU nrd(epeHIINPOBKE U ecTe-
CTBEHHOMY aIloNTO3y, YTO, HECOMHEHHO, TIPHU-
BEIET K BOZHUKHOBEHHUIO KAYECTBEHHO HOBOTO

JTara B JIEYEHUH TeMO0JI1acTO30B.

HAYAJIBHBIE D3TAIIbI
®OPMUPOBAHNSA JIEBOTI'O
MNOAKJIIOYUYHOI'O
JNMPATUYECKOI'O CTBOJIA
Y IIJIOA0OB YEJIOBEKA
B.M Ilerpenko

Canxm-Ilemepoypeckas
20CY0apCmeeHHast MEOUYUHCKASL AKaOeMUsl
um. .1 Meunukosa

W3 mogmeimiednsix muMdoysnos (JIY) BeI-
xonaT muMparudeckue cocynbl (JIC), koTopbie
00beIUHAIOTCA B 1-2 J€BBIX MNOIKIFOYUYHBIX
mumparnyeckux crona (ILJIC), onun Bagaer
B KoHenl rpyaHoro nporoka (I'TI), mpyroii —
B mogkiroundnyto BeHy (Cloquet H., 1822).
H.A.KnanoB (1945) pasgenun a¢depeHTHBIC
JIC monMmermieunsix JIY Ha 3 mytn mumdooT-

TOKa — MEIWAIbHBIN (TepeHuil TPyIHON)
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Puc. 1. I'pyonoii npomox scenwunot 70 nem:
1,2 — eepxnuii 2pyoHol U WelHblli «0OCMpOos-
Kuy, 3 — Jeeblll APeMHbL TUMPAMUUECKUll
Cmeos, 6énaoaem 8 Hauyai0 HU3KOU, HNON02Ol
WetiHoll dyeu npomoKa ceepxy, cieed u c3aou,
ompe3an om HUNCHe20 21YO0K020 1AmepaibHO-
20 IUMGbamuuecko2o y3ia, pacnoiaeasuie2ocs
no3a0u 6HympeHHell APEeMHOL 6eHbl, U OMKI0-
HeH Knepeou, 4 — negultl NOOKIIOYUYHBIL JIUM-
Gamuueckuii cmeon, udem om KpynHo2o noo-
KIIOYUUHO20 TUMDOY3aa, enadaem 6 npomox
cesa u c3aou, OKOJNO e20 COeOUHEHUS! C JIeGbIM
BCHO3HLIM Yenom weu. DpazmeHm Mmy3etHo20
npenapama, uzeomosnenHo2o B.M.Ilempenko

(2007) 6e3 npedsapumenvholi UHbeKYUU.

U3 MOJKITIOUNYHBIX / JIEIBTOBUIHO-TPYIHBIX
JIY;

U3 NOATPYAHBIX / MeXrpynHsix JIY; 3anuuii,

narepaibHblld  (BEpXHUH  TIICYEBOH)
13 nojuronarouHsix JIY, uaeT mo3aau MmoaMsl-
IIEYHOTO COCYOHCTO-HEPBHOIO IIy4Ka, BIOJIb
J.A.Knanos

cocraBuwi kiaccudukamuio Jebix [1JIC mo

MONEepeYHON IIeHHON 1emnu.
HUX MTPOUCXOKICHHUIO: 1) w3 MeauasbHOTO
nytd — 50%, B T.4. B BUAE OAHOIO KPYMHOIO

ctBona — 29,35% ciy4aes; 2) u3 MmenuaibHO-

TO | JaTepaabHOro myTet — 25% mpemnaparos;
3) u3 MmenuanpHOTO U 3aaHero mytei — 10,87%
npenaparos; 4) u3 Bcex Tpex nyreit — 13,04%
ciryuaes. Jlesbiit [1JIC penko (2,18% npemnapa-
TOB) BBIXOJUT HE U3 MEIUAIBHOTO, a U3 JlaTe-
paJIbHOTO MYTH, C OJJMHAKOBOM 4acTOTOM camo-
CTOSITEIBHO WJIM TIPY yYacTUH 3aJHETO IMyTH.
ITo JI.A.2Knanogy,

yacTo BragaeT B koHelr 'l uiu B Bensl. Jlare-

nesein  ITJIC oguHAakoBO

panbHbIi ¥ MenuanbHbelil mytH [1JIC HaunHa-
IOTCS OT OJHOMMEHHBIX TOAMBIIIEYHBIX JIY 1
MIPOXOJAT dYepe3 BepXylIeyHbIE TTOAMBIIIEY-
Heie JIY, narepalibHbIi yTh clieBa GOPMHUPYET
koJutatepaibhbii neBbil IIJIC B 12% citydaes,
HO Yallleé 3aKaHYMBAECTCSI TOJIBKO B BEPXyILEd-
HBIX (20%) WiH TakKe B IPYTHX TOAMBIIIEY-
HBIX U B IyOOKux meinbix JIY; 3agauit myTh
00bIYHO 3akaHuymBaeTcs BOITHX JIY (Muc-
wuk B.IL., 1978). Mopgorenes [JIC y mo-
JIOB He onucaH. 113BeCcTHO, UTO MOAMBIIIEYHBII
mumbarnyeckuit memok (I1IJIM) npeobpasyet-
csi B moambliednbie JIY U CBA3aHHBIE C HUMU
JIC, a 3 3TOTO CIIETeHHS TaK WM MHAYe BBI-
xomut [JIC (Bymmakun H.JI., 1911; Nocudos
I'M., 1930). IIJIM nosiBisieTcst B Havaye 7-i
Hesl SMOpHOreHes3a YyeloBeKa Kak JiaTepabHbII
KapMaH B OCHOBaHUM SPEMHOTO JHMQarnde-
ckoro Memka (SJIM), pacmmpsieTcss BOKpYT
HOBOOOPa30BaHHOMU ITOAMBIIIICUHOM BEHBI; KOM-
mieke 3Toid Bensl U [1IJIM Bo3HMKaeT Ha MecTe
TYCTOTO CIUIETEHHUS JaTepajibHBIX IPUTOKOB
MpEKApAUHAIBLHON BEHbI, JPCHUPYIOLIUX HH-
TEHCHBHO PACTYIIYIO 3aKIaJIKy BEpXHEW KO-
HEYHOCTH, oOHa yaaisercs ot AJIM no mepe
yIUIMHEHUS 1en sMOproHa | kimouynnbl (Ile-
Tpeako B.M., 1998). Cssazu SJIM, IIJIM u
naparpaxeagbHoro JUMQaTHYECKOTO — CIuIe-

TEHHUS BOKPYT IOJKIIOYUYHOM, BHYTpPEHHEH
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Puc. 2. ITnoo uenogexa 65 mm orunvt (11 ned), nonepeunsvie cpesvl. A,b: 1 — meno nozgonxa;
2 — nuwesoo; 3 — mpaxesn,; 4 — neas obwas coHHas apmepus,; 5 — 1e8as HYMPEHHS Apem-
Has 6eHa, 6 — nesblil ONyAHcOarowull Hepe,; 7 — aumpamudeckoe cniemenue; 8 — HUNCHULL 2TTy-
OoKull wetiHblll 1uMpoy3en, 6opomuvlil cunyc, 9 — negulil apemuslii cmeoi, 10 — epyoHoil npo-
MOK (WelHAs 4acmy) u e2o Kianausl, oucmanvbHulii (A) u npoxcumanorolii (b); 11 — 36e30uamulil
yzen, 12,13 — HudiCHAS WumouoHas u no360HoUHAs apmepuu. B: 1 — snoomenuii; 2 — 2nadkue

Mmuoyumsl 8 cmenke apemnoco cmeoaa. Huxpogyrcun. Vs.: A,b6 — 30; B— 400.

Puc. 3. [Inoo 45 mm onunet (nauvano 10-i
Hed), nonepeunvll cpe3: | — meduanvuwill
ompoe APEMHO20 TUMPAMUUECKO2O0 MeUlKa,
2 — 3aKaa0Ka 2nyoboKo2o wetino2o Iumgoysia,
3 — MeouanbHulll ApeMHbll TUMPDAMUYecKul
cmeon; 4 — nuueood, 5 — GHYympeHHsisL apem-
Has eena; 6 — onyaxcoarowutl Heps, 7 — 00-

wjas conHas apmepus;, 8§ — Welnblli CUMNAMU-

yeckuil yzen. Huxpodhyrkcun. Ye. 80.
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U HApYKHOM SIPEMHBIX BEH CXOASTCS U CyXKa-
FOTCS MKy Kitountied u [ pedpom (3aximaaka
[JIC). HavanwHble 3Taribl GOpMHUPOBAHUS Jie-
Boro [1JIC u3yueHbl MHOI Ha CepUsX MOINepey-
HBIX U (DPOHTANBHBIX Cpe3ax MICHHO-TPYTHON
yacTh 8 TUIONOB uenoBeka 45-79 MM IIHHBI
(9,5-12 vem) ToMmuHOM 5-7 MKM, OKpaIICHHBIX
nukpodykcruHoM 1o Ban ['m3on.

VY mnopa 10 wen [IJIM nepeceyeH BeTBSIMU
MOIMBIIIEYHOM apTepUu U MyYKaMU IJIEYE€BOrO
CIUTeTEHU S, TOJTMMOP(HBIE MHBATMHAIIUH B €r0
II0JIOCTU COAEPKAT KPOBEHOCHBIE COCYbI, PhIX-
Jasi COeIMHUTENbHAS TKaHb TPaHC(HOPMUPYET-
cs1 B iuMbounnyto. Poct 3a4aTkoB nmogmbliey-
Hbeix JIY conpoBoxpaaerca penykuuei 11JIM c
mpeoOpa3oBaHrEM €ro MOJIOCTH B CETh KaHa-
n0B — cunycsl JIYV u coequnstomue ux JIC.
W3 cetn Bexomsar 3 IJIC: 3amanii medopmu-
POBaH BETBSIMHU MOAJIEKAIICH MOIKIIOUUYHON
aprepun u kak crierenne JIC nmpogomkaercs
1o3alM HapyXHOW sApeMHoi BeHbl B SJIM;
BepxHuil (nmatepansHbiil) [1JIC 3aneraer mex-
Iy TIOAKTIOUNYHOU MBIIIIEH U MOAKIIOUYUIHON
BeHOMW, HMxkHHNA (MeananbHbIi) T1IJIC — mexty
MTONKJTFOYNIHON BeHOW M I pedpoM, momHuMa-
€TCs BBEPX BIEPEAM MOAKIHOUUYHOU BEHBI,
MOJ] 33/THAM KPaeM KIJIFOYHIIBI COENUHAETCS
c natepanbubiM [1JIC. OObeIMHEHHBIH JIEBBIT
[JIC pacmmpsieTcss Mexay yCTbIMU BEH, MOJ-
KIIOUMYHOW (HMXKE) U Hapy>KHOH SIpeMHOH
(BBIIIIE), OTKPHIBACTCS HA JIATEPAThHON CTEHKE
JYKOBULIBI BHYTPEHHEU SIPEMHOM BEHBI, MpU-
gyeM B ycThiax obenx BeH u [1JIC maxomsrcs
Kiananbl. Hajx HapyKHOW sipeMHO# BEHOW Ha-
XOIUTCSl 3aKjajka ryookoro imedHoro JIY,
ero 3¢ depentHsiii JIC HampapiseTcs Merallb-
HO U BBEpX, K MecTy coequHenus SAJIM ¢ BHy-
TPEHHEH speMHOM BeHOU. Mexny 3TuM Iei-

HbIM JIY (KOHEIl momepeyHol MIeHHOW Ienu

JIY) uneeemm TUJIC onpenensiercss cerp JIC,
nponospkatomascs B crietenue JIC u JIY Ha
mecte AJIM u pajnom npoxoasiuit I'T1..

3akiaroueHune

Jleniit [1JIC nuddepenuupyercs y miogoB
YeJioBeKa 3-T0 MeC Ha MeCTe SMOPUOHAIBHBIX
anactoMo030B [1IJIM u SJIM, mexay Kitouueit
u | peOpom, BIiepeay ¥ BBINIE MOIKIIOUNIHON
BEHbI, HUKE HAPY>KHOU SIPEMHOH BEHBI, B IIPO-
necce pacuieHenus ieBoro [IJIM MHOxkecTBEeH-
HBIMU 3aKJIaJKaMH MoaMbeImednsIx JIY. VY mno-
noB 11-12 men xoporkuit nesbrii [1JIC umeer
MPU3HAKU 4YeTBEPTOH (HOPMBI €ro ACPUHH-
TuBHOrO cocrostuus 1o J.A.KganoBy, korma
Bce JIC MeauampHOTO M JaTepajibHOro IyTeil
JIY cnm-

Barorcst B oguH crBos. JleBwni ITJIC cBsasan

IMM(OOTTOKA W3 IOAMBILIEYHBIX
¢ SIJIM wm ero mpoOW3BOAHBIMH Y ILIOOB 3-TO
MecC B ApEeMHOM YTy (BHYTpPEHHEH U HapyX-
HOM SIPEMHBIX BEH) IOCPEJCTBOM JaTepajbHO-
ro JIUM(aTHYECKOTO CIUICTEHHUS ILIEH MEXKAY
3aKJIaJKaMU TOJMBIIIEYHBIX U HIKHETO SPEM-
voro JIY, w3 mocnemHero Oeper Havaio Je-
BBIN JIaTEPALHBIN SPEMHBIN JTUMGbaTHIeCKAT
ctBoi1. Ero cocynucteie cBs3u ¢ nesbiM [1JIC,
Kak 1 cBsi3u KopHeid [1JIC BumomsMeHsrOTCS
pa3nu4yHbIM 00pa3oM B Mporecce BapHadeib-
HOTO MOp(¢oreHe3a MEHHBIX U TOAMBIIICYHBIX
JIY.. B pe3ynbsrare BO3HUKAIOT pas3Hble aedu-
HUTHUBHBIEC BapUAHTBI CTPOCHUS U TONorpaduu
nesoro I1JIC, B T.4. myTeM YaCTHYHON pemyK-
uu ero (petaabHBIX KOPHEH, 0COOCHHO 3aHe-
ro myTH JUM(OOTTOKA W3 MOAMBIIICYHBIX JIVY,
1 HEPaBHOMEPHOI'O PACIHIMPEHMsI €ro aHacTo-

MO030B ¢ JieBbIM J1JIM u I'TI.

MEXIYHAPOJIHBIN KYPHAJI TIPUKJIATHBIX Y ®YHIAMEHTAJIBHBIX UCCJIEJJOBAHUI Ne5, 2010



