['maBa 13. I'eHeTuka onpeneneHus mnonia

MmaBa 13. NeHeTUKa onpeaeneHua nona

13.1. l'uHaHOpoMoOphbI, UHMepceKCbI, 2epmMaghpodumsbl
u dpyaue nosioeble OMKI/IOHEeHUs 4

13.2. BanaHcoeass meopusi onpedesieHuUsl noJsa

y Opo3oghusibli 5
13.3. feticmeue 2eHo8 npu onpedesieHUU rnosna

y dpo3o¢hursibi 6
13.4. OnpedeneHue nona y mMyseKkonumMarouwux 8
13.5. KomneHcayusi 0o3bI 2eHo8 10

13.5.1. KomneHcayusi 003bl 2eHO8 y Opo30¢husibi 10

13.5.2. KomneHcauyusi 003bI 2eHO8
y Mriekonnumarowux 14

131



['maBa 13. I'eHeTuka onpeneneHus mnonia

13. l'eHeTHKa onpepeneHns nona

JlaBHO 3aMEUY€HO, YTO COOTHOLICHHE
MYXCKOTO M KEHCKOTO IOJIOB B MIOTOMCTBE
(hakTHYECKH OT JIFO00TO CKPEIIMBAHMS OJT3KO
COOTBETCTBYET COOTHOLIEHHIO 1:1, T.e. B
JIOCTaTOYHO OOJIBIIION TPYIIIE MOTOMKOB Ha
100 cammoB poxmpaercs 100 camoxk.
CoBepIIEHHO OYEBHUJHO, 4YTO TaKoe
pacuieruieHe KOpPEIUPYET C pe3yibraTaMu
0c000r0 TEHETHYECKOTO CKpEIIUBaHUS -
AHAJIMTUYECKOTO - KOIJa OIMH U3 POIUTENEeH
reTepPO3UrOTEH, APYroil - TOMO3UIOTEH 10
aHaM3UpyeMoMy Tipr3HaKy. [loatoMy a priori
MOXHO TPEIONOKNATh, YTO OWH U3 TOJIOB
Kak OBl TEeTEepO3UTrOoTEeH, a APYrou
TOMO3HUTOTEH T0 (HaKTOPY, ONPEIETISIIOIIEMY
non. L{uronornuecknii aHaimu3 BBIABISIET
HamboJee 3aMETHOE pa3juvue y IMOJIOB -
COYETaHHE MOJIOBBIX XPOMOCOM B KAPUOTHIIE,
NpUYEM OJUH IMOJ MMEET OJMHAKOBBIE
XpPOMOCOMBI, B KAPUOTHIIE JAPYTOTO - JIBE
Pa3HBIX MOJOBBIX XPOMOCOMBI, T.€. 3TOT TOJ
Kak ObI “TeTepo3UroTeH’”.

[IpuBiekaeT BHUMaHUE OTPOMHOE
pa3HooOpa3ue BapHaHTOB I[OJOBOTO
Pa3MHOXEHHUSI U COOTBETCTBYIOIIUX EMY
BEpPCHI OMpeAENICHHs M0J1a, 3aTPYAHEHA JTaKe
UX KiaccuuKarmsi.

Beigenstor  HECKOJIBKO  THIIOB
OIIPEJICNICHNUS T10J1a B 3aBUCUIMOCTH OT YHMcClia
Y COCTaBa IMOJIOBBIX XPOMOCOM, HAIIPUMED, Y
camIia MOT'yT ObITh X- U Y-XpOMOCOMEI, a y
camku - XX. K Takomy TuIly OTHOCATCS
YeJioBeK, Apo30(duiia, BOISTHOM Kitom Ligaeus,
10 UMEHHU KOTOPOIO M Ha3BaH JAHHBIA THII
OIPEJIENICHN 1101, a TAKKE MHOTHE JIpyTHe
BUJIbl KUBOTHBIX.

Emie onyH THMN, Ha3BaHHBIA 110 UMCEHU
JIpyroro BOASIHOTO Kiomna Protenor, n
BCTPEUAIOIINICSA Y HEKOTOPhIX 06abouek u
YepBeH, CBSI3aH ¢ HAJIMYUEM y caMmioB X0
XPOMOCOM, a Y CaMOK JIByX X-XpPOMOCOM.

Hpyroii THII XPOMOCOMHOTO
ONpEeACIICHNUsI TM0Jla HAWJIEH Yy ITHIl,
HEKOTOPbIX 0a004eK, pbIO, 3eMHOBOAHBIX U
L(BETKOBBIX pacTEeHUN. v HUX
reTepOraMeTHbIM (T.€. C pa3HbIMH MOJIOBBIMU
XPOMOCOMAaMH ) TIOJIOM SIBJISIETCSL KEHCKHIA, 1
CaMKH UMEIOT Ha0OP MOJIOBBIX XpoMocoM ZW
i Z(, B TO BpeMsl KaK CaMIlbl - ZZ.

W3BecTHBI M HEKOTOPbIE JPYTUE TUIIBI
onpe/ieieHHs! 1oJa.

CoBeplIEHHO OYE€BUJHO, YTO B
MepEeYHCIEHHBIX BBIIIE ciaydasx
KOJIOCCAJIbHBIE M JIETKO (PUKCHPYyEMbIE
pasnuuMsl B OpraHu3alud 1 (U3H0JIOTUU
oco0eil pa3HbIX TOJIOB Pa3BUBAIOTCS Ha (POHE
UJCHTUYHBIX Y CaMIIOB M CAMOK HabOpOB
I'€HOB, PACIOJIOKEHHBIX B OOJIbIIEH YacTH
XpPOMOCOM, HE CBSI3aHHBIX C MOJOBBIMU
pa3uyusMU KapHOTHIOB - ayTocomax. U
HamnpoTUB, BCE IIOJOBbIE pa3Inuyus
OIPEIEIISIOTCSI CPABHUTENILHO HEOOJIBIINM
YKCIIOM T'€HOB, 3aKIIOYEHHBIX B MOJOBBIX
XpOMOCOMAX.

Bo3nukaeT Bompoc, Kakum o0pazom
BapbHPOBAHHME YHUCIIA U COCTaBa IMOJIOBBIX
XPOMOCOM MOXET ONpPENEsATh Pa3BUTHE
MY>KCKOTO WJIM skeHCKoro nosioB? Erie Oonee
MHTEPECHO, YTO, HAIPUMED, Y Jpo30(HIbl, B
Y-xpoMocome reHOB MpakTUYECKU HET (K
HACTOSIIIEMY BPEMEHHU OTKPBITO TOJIBKO 11
I€HOB, BJIUSIOMUX Ha (POPMUpPOBAHUE
criepMaTo30u10B - cM. Paznen 9.4.10.). bonee
TOrO, P MoTepe Y-XpoMocoMbl, 0coOb X0
TaKKe sBIsieTcs caMiioM. A ocodb XXY - 3t0
HOpMaJibHas IUI00BUTas camka. Kakum ke
o0pazoM (GOpMUPYIOTCS CaMIlbl U CAMKH Y
npo30(uibi?

Paznmuuaror auddepennuanuo mnosa
(penoTunMUECKUit MOM), TO €CTh MOSBICHUE
BHEILITHUX T€HUTAJIMEB, BTOPUYHBIX ITOJIOBBIX
MPU3HAKOB U NIEPBUYHOE OIPE/IEIIEHHE T10Ja.
Ilox mepBUYHBIM ONpPENEIECHUEM II0JIa
MOHUMAIOT NOSIBJICHUE rOHaJIbl
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(penpoayKTUBHOTO OpraHa COMaTU4eCKOM
NPUPOJIbI) CAMKU WIIM CaMIa - SIMYHUKA WJIH
tectuca. CuuTaercs, YTO NPUHLMIHATbHAS
CX€Ma 3TOro mIpolecca KOHCEpPBaTUBHA.
Cy1iecTByeT KOHKPETHBIN KOHTPOJIMPYFOLLIUIA
CUTHAJI, BKITFOUAOIUI HEKUM KITFOUE€BOM I'€H.
DTOT reH, B CBOKO OuYepeib, aKTUBUPYET
HEKO€  KOJHMYECTBO  JIETEPMUHAHT
roHajoreHesuca u jaiee (PaKToOpoB
T depeHIIMPOBKU MOJOBBIX MPU3HAKOB.
Bce KOMIIOHEHTHI 3TOM CUCTEMBI MOTYT
pa3yiMyaThCa y pasHbIX KUBOTHBIX (M3:
Cwmupsnos, 1997, ctp. 27). B tabn. 13.1.
IPEACTABICHBl IPUHLUUIHUAIBHBIE CXEMBI
ONpEeNeNeHUss ToJla Yy HEKOTOPBIX
NpeACTaBUTENIEd KUBOTHOTO MHUpA,
003Ha4Y€HbI COOTBETCTBYIOIINE TECHBI.

B HekoTOpBIX Ciydasx MOSBICHHUE
MYXKCKOTO  HMJM  JKEHCKOTO  [oJia
ONpeNeNsieTCs] HE HAacJIeICTBEHHBIMHU
pa3nUyusMU, a BO3HUKAET MO/ BIMSHUEM
ycnoBui cpenpl. KimaccuueckuM mpuMepom
CIIy’)KUT MOPCKOU uepBb Bonellia viridis.
Camubsl  pa3MepoM B HECKOIIBKO
MUWIJIUMETPOB >KUBYT B MAarke CaMKH, TJe

BBITIOJTHSIOT CBOIO 33/1a4y - OTIONOTBOPSIOT
stiAtieksieTk. CaMelr SIBJIIeTCS TUITUYHBIM
Mapa3uToOM, JKUBYIIIMM BHYTPHU TeJa CaMKH,
pazMep KOTOpO# MPUMEPHO PaBEH pazMepy
cmuBbl (Puc. 13.1.).

CB00OOAHO MIaBAIOIINC JIMYUHKH,
Pa3BUBAIOIINECS MOCIE OMJIOAOTBOPEHUS
ANIEKIETOK, HEKOTOPOE BpeMs BEAYyT
CBOOOJHBINM 00pa3 >KU3HU, a 3areMm
MPUKPEIUISIIOTCA K X000TY MOJIOBO3PEIIOi

CamMer (cubHO yBETMYEeHO)

Puc. 13.1. [TonoBbie paznuuusg MEXIy CaMKOM
Y CaMIIOM Y MOPCKOTO 4epBs Bonellia viridis (113:
Ny6unun, 1970, ctp. 121)

Tao6ua. 13.1. [IpuHnunuanbHas cxema olpeieleHNs 110J1a y HEKOTOPbIX ITPeICTaBTeNel >KUBOTHOTO
mupa (U3: CmupnoB, 1997, ctp. 27)
Saccharomyces |Caenorhabditis | Drosophila | Alligator M i
cerevisiae elegans melanogaster | missippiensis ammatia
Kontpomupytrommii |Tpanckpumniusi [CooTHomenue X-xpomocoMm | BHemmHsist Y-xpoMocoMa
CUTHAJ HO-rena U ayTOCOM TeMIiepaTypa
KittoueBoii ren MAT (a/a) her (+/-) Sxl (+/-) TDF TDF-SRY
I'ensl, - xoll, sdcl, sdc2, |sis-a, sis-b, | DdexropHbIe | TopMOHBI
KOHTPOJIHPYIOIINE herl, tra2, tra3, |da, liz, fl(2)d,| Monexybl,
rOHAIOTreHE3 ferml, ferm2, |SxI, tra, TOPMOHBI
(TIoMTOTpEIEIISTOIIIHE) ferm3, tral tra2, dsx, ix
I'ensl, +/- +/- +/- +/- +/-
KOHTPOJIHPYIOIINE
IOJIOBYIO
i dHepeHIpoBKyY
[Ipumeuanue. + 1 - 03HAYAIOT ABTEPHATUBY BKIIFOUCHHUS MJTH BBIKITIOYCHUS COOTBETCTBYIOIIETO
reHa
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CaMKH, JTMOO OCENAIOT U MPUKPEILUIAIOTCS KO
JHyY. JIMUMHKM 9THX ABYX COPTOB HUYEM JIPYT
oT apyra He omnyarorcs. Kyna momagaer
JTAHHAs! JIMYUHKA - 3TO JIENO cityyad. OnHako
BO YTO MPEBPAIIAETCS JIMUMHKA, T.€. OyJIeT J1
OHa CaMLIOM WJIM CaMKOH, ompeJensercs
YCJIOBUSIMU B TIEPHOJ HECBOOOIHOMW KU3HU
JUYUHKY. JIMUUHKYA, TPUKPENUBIINECS K
x000Ty CaMKH, pa3BUBAIOTCS B camiioB. OHU
IPOHUKAIOT B JKEHCKUE IOJIOBBIE OpraHbl U
XKUBYT TaM Kak mnapasutbl. JInunmHkw,
NPUKPENUBIINECS KO JHY, pa3BHBAIOTCA B
CaAMOK.

13.1. N'uHaHOpomop@biI,
UHMepCceKchbl, 2epmaghpodumsi U
dpyaue nosioebie OMKI/TIOHEeHUsI

VY 1po3oduibl ¥y APYrUX OpraHu3MOB
W3BECTHBI CITy4ar THHaHApOMop(du3Ma, Korma
pa3HbIe YYaCTKH Teja MO CBOMM IpU3HAKAM
NpUHAAJIEKAT pa3HbIM nojaM. OpraHusm
BBINIS/IUT KaK MO3aUK, Y KOTOPOTO O/IHA YacThb
MyXcKasi, a pyras sxeHckas (Puc. 13.2.). B
JaHHOM cJlydyae 3Urora umena jase X-
XPOMOCOMBI M JIOJDKHA OblIa Pa3BUTHCA B
caMKy. OHa ObLJa T€TepO3UTOTOM M0 TeHaM
Oernorasus U MAJICHbKUX KPbUTHEB W m/w ' m’™.
Bo Bpems mepBbIxX geneHuil ApoOIeHUs
XpoMocoma w'm" OblIa yTepsiHa U SKBATOP
MUTOTHYECKOTO AEJIEHUs pacloiarajics o
JUHUA CHUMMETPUM OT TOJOBHOU 10
XBOCTOBOM 4yacTtu 3MOpuoHa. B pesynsrare
JIEBAs YaCTh TeJIa MyXH COCTOSUIA U3 KIIETOK,
UMEIOIINX TOJBKO OIHY X-XpOMOCOMY, YTO
COOTBETCTBYET T'eHOTHUIly camua. [IpaBas
CTOpOHA HMeJa JBE€ X-XpOMOCOMBI HU
pa3BUIIaCch B CaMKY.

VY HenapHoro wmenkomnpsaa Lymantria
dispar UMEIOTCSI pe3KHe Pas3INuusi MEXITY
caMKamy U camiaMu. CKpelBaHus Pa3HbIX
reorpaduueckux pac 93Toil 06abouku
(eBpOIENCKUX U ATMOHCKUX) MPUBEIIO K
HOSIBJIIEHUIO (DOPM, MEPEXOIAHBIX MO0 CBOUM

13.2.
ruHanipoMopd y Drosophila melanogaster
(u3: dy6unun, 1970, ctp. 386)

Puc. bunarepanbHbIi

NpH3HAKaM MEXIy CaMIlaMH U CaMKaMH, T.€.
K TIOSBJICHUI0O HWHTEPCEKCYaIbHOCTH.
HHTrepcekchl 00Hapy>KeHbI Uy IPO30(HIIBL.

Ot ruHaHIpOMOP(HOB MHTEPCEKCHI
OTJIMYAIOTCS TEM, YTO Y HUX OTCYTCTBYIOT
Pa3IUYHO JIETEPMUHUPOBAHHBIE IO MOy
cexktopa (Puc. 13.3.).

VY HMHTEPCEKCOB 70 OMPEAEIICHHOTO
MOMEHTA Pa3BUTHSI COXPAHSIETCS TeHETHIECKU
JEeTEPMUHUPOBAHHBIN TMOJ, HO 3aTeM
pa3BUTHE MPOAOKAECTCS B HANPABICHUU
IPOTUBOIIONIOKHOTO Tosia. B pesynbrare
MHTEPCEKChl OTIIMYAIOTCA OT HOPMaJbHBIX
ocobeil TeM, 4TO y HUX MEPBUYHBIE U
BTOPUYHBIE TOJIOBBIE MPU3HAKH HOCSAT
IPOMEXKYTOUHBIM XapakTep, o0pa3ys
HEMPEPBIBHBIA Pl MEPEXOJ0B  OT
HOPMAJIFHOTO camIila K HOPMAIBHOM CaMKe.

Hapsny ¢ pa3HOIONOCTBI0 Y MHOTHX
PacTeHUM M Y HU3LIMX KUBOTHBIX MYKCKOU
M JKEHCKHUH MOJI COBMEIAETCS B OJHOM
opraHusMe, KOTOpbIA TakKuM o00pazoM
SBIIACTCS TEPMOQPPOITUTOM.
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13.2. banaHcoesasi meopusi
onpedersieHusi nosna y opo3oguribi

B 1921 roqy OJIUH u3
OCHOBOITIOJIO’KHUKOB COBPEMEHHOM TCHETUKH
KanbBun bpumxec oOHapy>Kuil HECKOJIBKO
CaMOK, MMEBIIUX TPUILIOUJIHBIA HAOOp
xpomocom, T.e. 3X+3A - tpu Habopa X-
XpoMOcOM W Tpu Habopa aytocoMm. B
pe3ynbrare CKpelMBaHusl 3THX CaMOK C
HOpMaldbHBIMU camuamu (2A+XY) B
MOTOMCTBE CpeJ HOPMAJbHBIX CaAMOK U
caMIlOB ObUIM OOHapy>KEHBl 0CO0M C
OPOMEXKYTOUHBIM  WUIM  HEOOBIYHBIM
IPOSIBIICHHEM TOJOBBIX MPU3HAKOB. Bee
MOTOMCTBO pacmajoch Ha § KJIaccoB B
3aBUCUMOCTH OT COOTHOIIEHUS MOJOBBIX
XpOMOCOM M ayTOCOM:

1. 3X:3A - TpurutoniHas camka

2. 2X2A - marmionHas caMKa

3. (2X+Y):2A - camxa.

B a1ux Tpex ciydasx COOTHOIIEHUE
yyciaa X-XpoMOCOM K YHUCIY ayTOCOM
cocraBisieT eauHuLly. Hammane myxckon Y-

XpPOMOCOMBI HE BJIHSET HAa HOPMAJIbHOE
Pa3BUTHE CAMKHU.

4. Ocobu, UMEIIINE XPOMOCOMHYIO
KOHCTUTYIIMIO XY:2A, T.e. y HEKOTOPBIX
OTHOIIIEHUE YHCIa X-XPOMOCOM K YHCITY
aytocoM coctarisieT 0.5, ObL HOpMAJIbHBIMU
CaMLIaMH.

5 u 6. IHTEpecHBIMH OKa3aJIuCh 0COOU
2X:3A u (2X+Y):3A, y KOTOpBIX OTHOLIECHHUE
quciia X-XpoOMOCOM K YHCITy ayTOCOM OBLIO
NpoMeXyTOuHbIM Mexay 0.5 u 1. Ouu
MMEJNM CMEIIIAHHOE MPOSIBIICHUE MYKCKUX H
’KEHCKHX TIOJIOBBIX ITPU3HAKOB. Takue ocoou
ObuM UHTEpcekcamu (cM. Puc. 13.3)).

7 u 8. U, HakoHel, eciu 4Kiciio HabopoB
ayTOCOM YBEIMWUYMBAJIOCH JO TPeX MpHU
HaJIM4YuKu ogHOU X-xpoMocombl (X:3A),
pa3BHUBAJICS “‘CBEpXCaMmell’ - OPraHu3M C
rUnepTpoPrupoOBaHHBIMU MPU3HAKAMHU
camila, OJHAKO CTEPUJIbHBIN, CIa0BI U
OBICTPO MOTMOAIOIIUH.

Hampotus, yBenuuenue yucna X-
XpOMOCOM MpH AUIIIOUAHOM Habope

1968, ctp. 112)

Puc. 13.3. Camern (a), camka (6) 1 HEKOTOPbIE HEHOPMAJILHBIEC MOJIOBBIC TUIIBI
npo3oduiasl: uHTEpCeKC (B), cBepxcaMka (r), cBepxcamen (a). (M3: I'epuikoBuy,
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aytocoM (3X:2A) Bener K (pOpMUPOBAHHUIO
“CBEpXCaMKH~ C HEHOPMAJIBHO Pa3BUTHIMU
SUYHUKAMH U JPYTUMH HapYLIICHUSIMU
npu3HakoB noja. OHu cinaldble U OBICTPO
NOruOaroT.

K. bpumpkec npuien K BbIBOLY, 4TO HE
NPUCYTCTBUE JBYX X-XPOMOCOM ONPENENSET
YKEHCKUH T0JI U HE HAJIMYUE Y-XPOMOCOMBI
OIIPENEIAET MYKCKOU IO y JPO30(HUIIBIL.
ITon mo ero MHEHHUIO ONpeAenseTcs
OaJlaHCOM 4HCIa MOJIOBBIX XPOMOCOM H
HabOpOB ayToCOM, T.€. Y-XpomocoMa y
Ipo30(uiabsl BOOOIIE HE UTPAET POJIH B
ONpEJIETIEHNH T10J1A.

13.3. [eucmeue 2eHoe npu
onpedesieHuU nosia y Apo3oghusibi

Kakum 00pa3oM COOTHOIIIEHHE Yuca
X-XpOMOCOM U ayTOCOM COIJIACHO
O0amancoBoil Teopuu bpumxkeca Moxer
BJIMATH Ha pa3BuTHE moia? B mocneanue
rogpl 'y  Apo30duIBl  OTKPBITHI
MHOTOYHUCIICHHBIE T€HBI, BIUSIONINE HA
npaBmibHOE (OPMUPOBAHUE T0JIA, CPEAU
Hux Takue, kak Sx/ (Sex lethal), da
(daughterless), sis (sisterless), tra (transformer),
dsx (double sex) u ap.

DKCHEPUMEHTHI MOKAa3bIBAIOT, YTO
pe3ynbTaThl COOTHOIIEHHS uucia X-

XPOMOCOM M ayTOCOM YJIABJIMBAIOTCSI TEHOM
Sx/ Ha paHHe#l cTaguu 3MOPUOHAIBHOTO
pa3BUTHUA. DTOT T'€H, B CBOIO OYEPE[lb,
KOHTPOJIUPYET 3 Pa3IMyHBIX HANpPaBICHUS
b depeHIUpPOBKHU 1oJ1a: GOPMUPOBAHHE
MOJIOBBIX MPU3HAKOB B COMATHUYECKUX
KJIETKax U B KJIETKAX 3apOJIbILIEBOrO ITyTH, a
TaKXe KOHTPOJIb JA030BOI KOMIIEHCAIUU
(Puc. 13.4.). Kakum o0paszom 53T0
MPOUCXONT?

Ha HayanpHbIX 3Tanax GopMHUpOBaHUS
1oJia y SMOPHOHOB JICHCTBYIOT T€HBI Sis-a U
sis-b, pacTionoxeHHbIe B X-XpOMOCOME, 1 F'eH
da, pactionoXeHHbIN B ayTocome. benkoBbie
NPOAYKTHl 3TUX TE€HOB  00pa3yroT
KOMILIEKCHYIO MOJIeKYITy Oertka. [ [poaykTt rena
da moctynaer B SMLEKIETKY U3 OpraHu3Ma
MaTepu, €ro KOJHUYEeCTBO  Bceraa
COOTBETCTBYET JBYM J03aM, T.K. OH
CUUTHIBAETCSI C TEHOB, JIOKAIM30BAHHBIX B
JIByX MAar€pHUHCKHX ayTocomax. KommuecTtso
MPOIYKTOB, CAUTAHHBIX C TEHOB Sis-a U Sis-b,
3aBHCHUT OT TOTO, CKOJIbKO X-XpOMOCOM Yy
SMOpHOHA - JBE WK OfHA. B KieTkax
AMOPHOHA KEHCKOTO T0J1a 1BE X-XPOMOCOMBI.
C HUX CUMTBIBAIOTCS POIYKThI T€HOB Sis-ad U
sis-b B IByX /103aX. Y CaMIIOB TOJBKO O/1HA X-
XpOMOCOMa, KOTOpas B  YCJIOBHSX
HE(PYHKIMOHHUPYIOIIEr0 MEXaHU3Ma JI030BOM

X:A ——> Sxl

J030Basd KOMIICHCalluA

ITOJIOBBIC ITPU3HAKHN
B COMATHUYCCKUX TKAHAX

ITIOJIOBBIC IIPU3HAKH
B 3apOIbIIICBLIX KJICTKAX

Puc. 13.4. [lepruuHblii CUrHAN, BOZHUKAIOIIMN W3 COOTHOIIEHUS YMCIIa X-XpOMOCOM U
ayTOCOM, KOHTPOJUPYET BCE aCIEeKThl MOI0BON AU(GEPESHIIMPOBKU Yepe3 JCHCTBUE
KJITFOYEBOTO TeHa SxI. Y caMoK, UMEOIIUX OTHOIIeHHE X: A, paBHOE eIMHUIIE, Sx/ aKTHBEH.
VY camios, umeroiux otHouieHue X:A, paBHoe 0,5, reH Sx/ octaercs HEaKTUBHBIM.
CocrosiHEe aKTMBHOCTH T'eHa Sx/ perylmpyeTr pa3BUTHE TPEX MPOILIECCOB, HAXOMSAIIUXCS
0]l €r0 KOHTPOJIEM: J1030BOM KOMIICHCAIIUM, PA3BUTHS IMOJOBBIX MPU3HAKOB B
coMaThuecKux ¥ 3apojpineBbix kietkax (M3: Nothiger, 1992, p. 177)
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KOMIICHCAallMM Ha pPaHHHUX CTaAusAX
pPa3BUTHUS MPOU3BOAUT TOJBKO OAHY 03y
NPOAYKTOB 3THX I'eHOB. [103TOMY KOMILIEKC
oenkoB sis/da UMEET OTHOLIECHUE
COCTABJISAIOUIMX €T0 KOMIIOHEHTOB 1:2 y
camioB unu 1:1 y camok. Ot OenKOBBIC
NPOTYKTHI TOCTYIAIOT HA PETYIISITOPHYHO 30HYy
KJIIOYEBOIO T€HA, ONPEACIIIONIETO 1o - Sx/.
OTa 30Ha COHNEPXKUT 2  ydacTka,
ctumynupyomux tpanckpunuuo PHK ¢
JaHHOTO TE€HAa: paHHUUW W TO3JHUHI
npomotops! (P, u P)) (Puc. 13.5.). Tonbko B
TOM CITy4ae €Cli KOMIUIEKCHbIN Oeltok sis/da
COACPXKUT 2 JO03BI SIS, OH MOXKET
aKTUBUPOBATh HAYaJ0 TPAHCKPUIILHH C
pannero npomoropa (P, Ha Puc. 13.5.).
OTO MPOUCXOAUT B CAMOM PaHHEM
AMOpHOHAJIIBHOM Pa3BUTHU, HA CTAJUU

omactonepmsl. [lo3gHee TpaHCKpUNuUs
MOXET HauaThCsl U C MO3HEr0 IpoMoTopa
kak y XX/AA, tak u X/AA ocobeii. Ho
pE3yNbTaThl BKIIOYEHHSI TPAHCKPHUIIIIUU C
KaXXJI0TO U3 3TUX MPOMOTOPOB OyaAyT
pasubiMu. Paccmotpum ux (Puc. 13.6.).
I'en Sx/ comepxut 8 ydyacTKOB,
KOAUPYIOMIUX TMOCIEeI0BATEIbHOCTD
amuHOKHCIOT (1-8 Ha Puc. 13.6.) - 5k30HOB,
pasieieHHBIX HEKOAUPYIOIIMMHU paiOHaMHU
(Puc. 13.6.). ¥ camuos (X:A=0.5) npu
aKTHBMPOBAHMH T103/HEr0 pomoropa (P)
cuMThIBaeTCsl TpeTHil 7k30H (Puc. 13.6.A),
collepKamuii OONbIIOE YHCIO KOJTOHOB
UGA, nocine Kaxaoro H3 KOTOPBIX
TPAHCISALUS OCTAaHABIMBACTCS, U OEIOK
MOJIy4aeTcst yce4eHHbIM. B oTcyTcTBHE
HOPMAaJIBHOTO (PYHKIIMOHAJIBHOTO Oenka

A
o °
o
(o) ..OC.
e o. o
o o ° «
° °
® o ° c o
C o
e e ° ¢
o ®5 o o
| > ON
[ 1 [ 1 [sa< Sxl —> (Camka
T OC
b
o °
o °°0 °
o o C
o o o
o] ) ° °
Co o 0 o
o o
e e ° © o
o %90 o
OFF
1 [ 1 [l Sxi —> Cawmen

Puc. 13.5. Mozens MexaHu3Ma BKIIFOUEHHS reHa Sx/ y pasHbIX MojioB. Y caMok (A) u
camiioB (b), Oenku, kogupyembie TeHaMHu U3 X-XpPOMOCOMBI (TIPSAMOYTOTbHUKH)
(OPMHUPYIOT aKTHBHBIE KOMILTEKCHI ¢ OSITKaMHU, KOIMPYEMBbIME T€HAMH, PACTIONIOKEHHBIMU
B ayTocoMax (Kpyxku). CaMKy UMEIOT B JIBa pa3a OOJIbIle KOMITIEKCHBIX MOJICKYJI, YeM
camupl. Hanmuue GONBIIOrO YMclia 5THX MOJEKYI IO3BOJISET UM CBA3BIBATBCA C P
IIPOMOTOPHBIM JIEMEHTOM TeHa Sx/ M aKTHBHUPOBATH TPAHCKPHUITIHIO (CTPEIIKa BIIPABO -
SxI?N). 'V camriio (b) 4uciio MONEKy/ T KOMILIEKCAa HEBEJTMKO M HECTIOCOOHO aKTHBHPOBATh
P_ npomorop. I'en Sx/ ne BKmouaercs (Sx/°), 4To ¥ NPUBOIUT B KOHEUHOM CUETE K
Pa3BUTHIO TOJIOBBIX Tipr3HaKoB camiia (M3: Belote, 1992, p. 324)
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reHa Sx/, TeH fra, pacroNOXKEHHBINA Jlajnee
B JAHHOM KacKaJie, TaKKe (PYHKIIHOHUPYET
HENpPaBUIbHO, OMAThH K€ JaBas KOPOTKYIO
He(DYHKIMOHAIbHYIO MOJIEKYNy Oelika
(Tpancnsinuio 6mokupyet kogoH UAG Bo
BTOPOM 9K30HE - cM. Puc. 13.6.A). Xots
oenok spyroro rena -tra2 (cm. Puc. 13.6.)
- NPUCYTCTBYET y 00OUX IMOJIOB, OH HE
(dbopmMupyeTcs 10 HOPMaJIbHOI'O COCTOSIHUS
B OTCYTCTBHE (DYHKIIMOHAJILHOTO IPOIYKTa
reHa tra. bomee Toro, B OTCyTCTBUE
HOPMAaJIbHBIX IPOAYKTOB T'€HOB fra W tra2,
dopmupyetcsi ocoObrii dsx™ (camIioBbIit)
0€JIOK, CYUTAHHBIN C OMpPEAEIEHHOr O
Habopa 3k30HOB (cM. Puc. 13.6.A). Takoii
O€eJ0K penpeccupyeT pa3BUTHE MPU3HAKOB
YKEHCKOT0 1oJia. B pesynsrare HapyleHHi
B KackaJe OJTUX TE€HOB, pPa3BUTHUE
HANpaBJISIETCS B CTOPOHY (OPMHUPOBAHUS
NPU3HAKOB CaMIa.

VY camok (X:A=1) TpaHCKpuUIT reHa
Sx[ HE CONEPKUT FK30HA HOMEP 3 CO CTOII-
KOZIOHOM, B pe3yjibrare 4ero (opMupyercs
MMOJIHOILICHHBI I O0eloK Sx1,
B3aMMOJEUCTBYIOIUN C TEHOM [fra,
KOTOPBIN, B3aUMOJEICTBYsI ¢ OEJIKOM reHa
tra2, peryiaupyer o0Opa3oBaHuUe
crieruduaeckoit s camok PHK dsx™ (em.
Puc. 13.6.b). Hanuuue cnernuduueckoro
JUIS CaMOK TIPOIyKTa dsx” crocoOCTByeT
BOBJICYEHHIO B JIAHHBIM KackKaJ I'eHa ix.
benku reHoB dsx” M ix WMHAKTUBHPYIOT
MHOTHE TE€Hbl, KOTOpPbIE MOTIH OBl
PUBECTU K (POPMHUPOBAHMIO CAMIIOB, U B
KOHEYHOM UTOre (pOpMHUPYETCS Camka.

[To »toii cxeme QopmupyrrTcs
BHEIIHHE (COMATUUYECKHE) TOJIOBbIC
NPU3HAKH.

13.4. OnpedeneHue nona y
MIeKonumaruwux

[Ipu onpepeneHun mnoja y
MJIEKONIUTAIOIIUX Y-XpOMOCOMa UIpaeT

pemaroiyo poib. U3BectHo, uTo XX XY
- COOTHOUIEHHUS MOJOBBIX XPOMOCOM
NPUBOAAT K 00pa30BaHUIO HOPMAJbHbBIX
KEHCKOM W  MYXKCKOW  ocoOeH,
COOTBETCTBEHHO. OIHAKO, TPU OTCYTCTBUU
Y-xpomocombl ¢popmupyercs ocoOb
’KEHCKOTO IoJla Ipu Jo0oM yucie X-
xpomocoM. Oco0Ob X0 paszBuBaetcs
[JIaBHBIM 00pa3oM I10 JKEHCKOMY THILY, HO
UMEET Psil OTIMYUI OT HOPMBI, H3BECTHBIX
nojJ Ha3zBaHueM ‘“‘cuHapoM TepHepa”
(ITpunoxenue 13.1).

I[Ipy Hanmuuuum Tpex HIH Jaxe
4eThIpex X-XpOMOCOM, HO B TPUCYTCTBUH
Y-xpomocombl popMupyeTcss MyKCKOH TUIT
Tella, MpaBJa TOXKE C OTKIOHEHHUSIMH,
M3BECTHBIMM I10J] HA3BAaHUEM ‘‘CUHIpOMA
Knaitndensrepa” ([Ipunoxenue 13.2.).

Yxe B caMbIX TMEpBBIX aKTax
JE€TepMUHAIIMA TOHaJ Yy  CaMmIlOB
MJIEKOITMTAIOLIUX HEOOXOIMMA aKTUBHOCTb 1~
XpPOMOCOMBI, TOYHEE CUEIUIEHHOIO C Hel
TecTuc-onpeaestomero ¢axkropa (testis-
determining factor - TDF). Otot dakTtop Obu1
UACHTU(DULIIMPOBAH B pe3yJbTaTe aHaIHU3a
TpaHCJIOKaMid HEOOIbIIMX (PparMeHToB Y-
XPOMOCOMBI Ha X-XpOMOCOMY, B pe3yJibTare
4ero (popMUPOBAIUCHL OCOOM C MHBEPCHUEH
nona - camubel XX u camku XY. Takune
OTKJIOHEHHSI BCTPEYAIUCh Y OTAEIbHBIX
ocobeil - mpencraBureneit 17 cemencTs.
MHBepTHPOBaHHBIC CaMITbl MbIIIeH XX B X-
XpOMOCOMax MMEIOT MEepeHECEHHbIE U3 Y-
XpOMOCOMBI HeOoJble PparmMeHTsl. OHU
001a/1a10T TECTUCAMU, HO UX PENIPOAYKTHBHAS
cucreMa Je(peKTHa H3-3a aHOMaJui
ClIepMaToreHesa.

B 1990 romy ObU10 YCTAHORBJIEHO, UTO Y
yenoBeka (paktop TDF 310 He uTO MHOE Kak
reH SRY (Sexdetermining Region Y gene),
KOTOpBIM pacrionaraercsi B KOPOTKOM IlIeye
Y-xpomocomsbl Bo (parmenrte nnuHou 35
T.ILH.
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A
X:A=0.5
AUG UGA
Sx/
1 2 3 4 567 8
He(DYHKITMOHAIbHBIN
Sx1
AUG UGA
v (HR NV
1 2 3
He(PYHKIIMOHAIbHBIN
tra
AUG UGA
A & 2 i
1 2 3 5 6

nonaBiieHre qudpepeHIMpoOBKU
CaMKH

l

Cawmerg

b
X:A=1.0
AUG UGA
1 2 4 567 8

N
AUG ! UGA
2 3

@

AUG UGA
1 2 3 4

noaanienue qudhepeHIIMPOBKH
camia

l

Camka

Puc. 13.6. Kackaa reHHbpIX B3aMMOJEHCTBUM, NPUBOASIIHUX K POPMHUPOBAHUIO
COMaTUYECKUX MOJIOBBIX Ipu3HakoB camiia (A) u camku (b) (13: Belote, 1992, p.
327). B xackaj BoBJI€UEHBI T'€HbI Sx/, tra, tra2, ix u dsx. IIpAMOyroiabHUKH ¢ nudpamMu
0003Ha4YaI0T KOJUPYIOIIME YACTH T'€HOB - SK30HBI. 3aUY€pHEHHBIC YAaCTH SK30HOB
IPEJCTABIAIOT COOON YYaCTKH, KOAUPYIOUIME aMUHOKHUCIIOTHI. 3Ur3araMu MOKa3aHbl

UHTPOHBI
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I'en SRY comepkuT KOHCEpBAaTWBHBIN
nomen (HMG-060kc), koaupyromui
(bparmeHT OeKoBOM MOJIEKYIIbI pazMepoM 80
AMUHOKMCIIOTHBIX OCTAaTKOB. BEenKOBBIN
KoMIuiekc, konupyembli HMG-60kcom,
criermuuecku csi3biBaercs ¢ JJHK, npruBozs

K wu3rubanuo e¢ Moiekynbl. Takas
nedopmanus CTPYKTYPBI JHK,
uaayuupyemas  SRY-Oenkom — uiu

POICTBEHHBIMU €MY MOJIEKYJIaMU (M3BECTHO
oonee 100 6enxoB ¢ HMG-10mMeHOM), MOXKET
MEXAHUYECKH TePeIaBaThCsl Ha JI0CTATOYHO
OOJIBIIIOE PACCTOSIHUE U UTPATh BAKHYIO POJIb
B PEryJsILMK TPAHCKPUITLUY, PEILTUKALUNA U
PEKOMOMHAITHH.

Toneko  HMG-06okc  sBisieTcs
KOHCEpBaTUBHOM yacThio TeHa SRY. 3a
npejesiaMmu 3TOM MOCIeI0BaTebHOCTH
00HapyX EeHbl CYIIECTBEHHbIE Pa3IUYU
MEXJy TOMOJIOTUYHBIMU T'€HaMH Jaxe Y
Onmm3kux BuIoB. Hampumep, y yenoBeka 31ot
T€H UMeeT HEOONBIION pa3Mep, HE COIEPKUT
MHTPOHOB U KOIMPYET OOk pazmepoM B 204
aMUHOKHUCIJIOTHBIX OocTarka. Ero romornor,
BBIJICJICHHBI U3 T€HOMAa MBIIIU CONEPKUT
yxke 395 aMUHOKHCIIOT,

Kpome renma SRY Y-xpomocoma
CONIEP>KUT HECKOJIbKO T€HOB, HEOOXOIMMBIX
JUTsL CIIepMaToreHesa.

13.5. KomneHcauusi 003bI 2eHo8

Kak yxe ObLJIO OTMEUEHO BHINIE, B
reHETUYECKOM CMbIciie 00a mojia KaK y
Ip030(uibl, TaK U y MIEKOMHUTAIOIIUX
pPa3IUYaIOTCs TOJIBKO YHMCIOM M COCTaBOM
1oJIoBbIX XpoMmocoM. IIpu 3ToM y camioB
T'€HbI, JIOKAJIN30BaHHbIE B X-XPOMOCOME,
NPEJICTABJIEHbl B OIHOM JI03€, & Y CAMOK - B
nByx. Ecnu Ob1 X-XpOMOCOMHBIE TEHBI
GYyHKIIMOHUPOBAIX  C  OJMHAKOBOU
WHTEHCUBHOCTbBIO, KOJIMYECTBO MPOIYKTOB
ATUX TCHOB Y CaMOK ObLJIO ObI BJIBOE OOJIBIIIE,
4yeM y camoB. OITHAKO, 3TOTO HE POUCXO/IUT.

CylIeCcTBYIOT MEXaHU3MbI KOMIIEHCALIUH JIO3bI
reHoB. Pa3ymHoO a priori penoaoKuTh, YTo
JUIsl ypaBHOBEIIMBAHUSI UHTEHCUBHOCTH
(YHKIMOHUPOBaHKS X-XPOMOCOMHBIX T€HOB
MOXHO 3aCTaBUTh WX (PYHKIIMOHUPOBATH
B/IBO€ MHTEHCUBHEE y CaMI[OB, WJIM K€
WHAKTUBUPOBATh OJIHY U3 X-XpOMOCOM Yy
camok. Ilpuponma wucnonp3oBana o0a
MexaHu3Ma. Y apo30(uiibl AOMOTHUTEIBHO
aKTUBUPYETCSl €IMHCTBEHHAsT X-XpoMOocoMa
camIlia JI0 YPOBHS JBYX X-XpPOMOCOM CAMKH,
a y MJICKOITUTAIOIMX MHAKTUBUPYETCS OIHA
X-XxpoMocoMma, B pe3yJIbTare 4ero ypoBEeHb
AKCIPECCHH Y CAMOK YMEHBILIAETCS JI0 YPOBHSI
€IMHCTBEHHOM X-XpOMOCOMBI CaMmIia.

13.5.1. KomneHcauyusi 003bI 2eHO8 y
dpo3oghusibi

OcHOBHBIE OTKpPBITUS B 00JacTH
JI030BOM KOMIIEHCAIIMHK Y JAPO30(HIbl ObLIH
CIICTIaHbI B PE3YJIBTaTe aHAJIN3a TOJIMTCHHBIX
XPOMOCOM CJTFOHHBIX JK€Jie3 JTUYMHOK. Y
cam1ioB (XY) enquHCTBEHHAsI TIOJUTEHHAs X-
XpOMOCOMa JIOJKHA OblI OBITh HAITOJIOBUHY
TOHBIIIC YEeM JIBS CIIAPEHHBIC ayTOCOMBI HJIH
JIBE CIIapEHHBIC X-XpPOMOCOMBI Y CaMKH.
OnHako, Ha IUTOJIOTMYECKHX Mperaparax oHa
TOHBIIE TOJBLKO Ha 25% UM BBINIAIUT
3HAUUTENIBHO 00Jiee pa3phIXJIEHHOU, YeM
OCTJILHBIE XPOMOCOMBI I X-XpPOMOCOMBI Y
camku (Puc. 13.7.). Boobiiie n3BecTHo, 4To
Pa3pBIXJICHHOCTh CTPYKTYPBI XpPOMOCOM
CcBs3aHa ¢ 0oJIee aKTUBHOW TPAHCKPUIILIEH B
HUX. KommnakTHbI1 MaTepual
TPAHCKPHUIIITUOHHO HEaKTUBEH,
JNEKOMIIAKTU30BAHHBIN  pa3pbIXJIECHHBIN
MaTtepuan OoOHapy>KHBAeT BBICOKYIO
akTuBHOCTB B cuHTe3e PHK.

V>ke mepBbIe IKCTICPUMEHTHI TIOKa3aIIH,
YTO B €IWHCTBEHHOW ITOJUTEHHOU X-
XpoMocoMe camiia KOJINYECTBO
HETHCTOHOBBIX OEJIKOB MpHMEpHO B 1,5 paza
Oospmie, yeM OblIO0 OBl B ogHOH X-
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XpPOMOCOME CaMKH.
CTPYKTYPBI 171 000TaleHHOCTh
HETHUCTOHOBBIMM ~ O€JKaMU  SBIAETCA
CTPYKTYPHOM OCHOBOW JJisI JT030BOM
KOMIICHCAIUH. JleiCTBUTENBHO,
VMHTEHCUBHOCTb TPAaHCKPUIILIM B OTHOU X-
XpOMOCOME CaMlia B J[Ba pa3a BbIIIE, YEM B
OITHOM X-XpOMOCOME CAMKH.

Oka3zajioch, 4TO CyHIECTBYET LIEIIbIN
MEXaHM3M, KOHTPOJIUPYIOIIHI
(opMHUpOBaHKE PA3PBIXJIEHHON CTPYKTYpPbI
€IMHCTBEHHOW X-XpOMOCOMBI camIa.
Beinenensl nponykrsl 4-X TeHOB: msl-1, msi-
2, msl-3 u mle (MSL-0enKku), y4aCTBYIOILIMX
B 7TOM Mporiecce. Bee yersipe MSL Oenka
00pa3yloT KOMIUIEKC U CBSI3BIBAIOTCS C
COTHSIMH y4aCTKOB X-XpOMOCOMBI CaMIia,
obecrieunBast TUPPy3HOCTb €€ CTPYKTYPBI.
[IpucytcTBrE B KOMILIEKCE Kakaoro u3 MSL
0eJIKOB HEOOXOAUMO [Jii HOPMAJIBHOIO
(yHKIMOHUPOBAaHHSI BCETO KOMILIEKCA.

B 6enke MSL-2 6b1 oOHapyxeH
0COOBIN y4acCTOK, UMEIOIIUN CIIOCOOHOCTD
MHTEHCUBHO cBsA3bIBaThcs ¢ JIHK wu
Ha3bIBaeMbIi pUHT-(huHrepoM, MSL-3 6enok
NO-BUAUMOMY MMEET JIPYrodl aKTHUBHBIN
YYacCTOK - “XpOMO-JIOMEH” - OCOOEHHOCTD,
XapaKTEPHYIO JJIs1 OCJIKOB, CBSI3BIBAIOIIMXCSI
¢ xpomarrHoM. Kpome MSL GenkoB B 3TOM
IPOLIECCE YUYACTBYIOT MOJEKYJbI JPYrUX
OenkoB - ructoHoB H4. THcTOHBI 0OBIYHO
BBINIOJIHAIOT OOpaTHyl (YHKIHUIO - B
komruiekce ¢ Mmorexyinoit JIHK onu o6pazytor
HYKJIEOCOMBI, B cocTaBe Kotopbix JJHK
YIIAKOBBIBAETCS OOJIEE TUIOTHO M CTAHOBUTCS

Pa3peixiieHHOCTH

O0onee kommakTHOM. Imcrtomer H4,
JNEKOMITAKTU3YOIIHNE X-xpoMocomy,
OTJIMYAKOTCS OT TMCTOHOB H4,

koMmnaktusyromux JHK tem, uro oHum
MOIU(UIIUPOBAHBI: AMUHOKUCIIOTA JIM3UH,
HaxosAm@asca B 16 MonoKeHUU B MOJIEKYJIE
H4, y Hux anerwinpoBaHa, T.€. COIECPKUT
aleTWIbHBIA ocTaToK. OKa3aioch, YTO TaKUe

MoaubuipoBaHHbie, i H4Ac16, rucToHs!
B XpPOMOCOMAaX JIOKQJIM3YFOTCS B TEX YK€ CAMBIX
paiionax, uto u MSL Genku (cm. Puc. 13.7.).

[IpennonararT, yto O6enku MSL
B3aMMOJCHCTBYIOT pErylsiTOPHBIMH
3IIEMEHTAMHU XpOMOCOM,
KOHTPOJMPYIOIUMHU TPAHCKPUTIIUIO U
CTPYKTYpy XpoMaruHa. MoJIeKyIsIpHBI
aHaiu3 TeHa mle Moka3aj, 4TO OH MMEET
TOMOJIOTHIO C U3BECTHBIMH PaHEe reHaMH,
y4aCTBYIOIMMH B PacIJieTaHUH JABYX
ueneit JJHK - mpouecca, Heo6xoaumoro
JUTsl TpaHcKpuniuu (hepMeHT TresnKasa).

benku MSL o6nanatoT apyrou
ocoOeHHocThl0. HenaBHo ynanock
MO0Ka3aTh, YTO AHTUTENA, BHIPAOOTaHHBIE
Ha Oeniku MSL y Drosophila melanogaster
CBSI3BIBAIOTCS Takke ¢ X-XpoMocoMaMu
CaMIIOB JIPYTUX BHUJOB JIBYKPBIJIBIX
HACEKOMBIX. JTO CBUETEIBCTBYET O TOM,
YTO BCE OEJKH, y4aCTBYIOUIME B JI030BOM
KOMIIEHCAIlUH, BHICOKO KOHCEPBATHBHBI,
a caM MEXaHHU3M JI030BOM KOMIIEHCAllUU
BO3HHK B 3BOJIIOLIMM OYEHb JTABHO.

Jlo3zoBas KOMIIEHCAL U y
Ap030(UIbl KOHTPOJIUPYETCA TEM K€
reHoM Sx/, KOTOpBI OCYIIECTBISET U
o0IIMii KOHTPOJb 332 pa3BUTHUEM NOJA.
Hopmanbupiii  Oesnok  rena  Sx/
MPEAOTBPALIAET J1030BYI0 KOMIIEHCALIUIO
y caMOK, He mo3BoJisis 6enkam MSL
PaCIIONIOKUATHCS Ha X X-XpoMocomax. B
ciaydyae myTtanuu resa Sx/, 6enku MSL
MOSBISAIOTCA B X-XpOMOCOMax CaMOK
(Puc. 13.7.B), Hapyiast TeM cambIM BECb
MPOLECC JO30BOM KOMITCHCAIIUHU.

ITonararor, uyTo Oeyiok reHa Sx/
B3aMMOJIEICTBYET B MEPBYIO OYEPENb C
renoM msl-2 (Puc. 13.8.):

Y caMOK, y KOTOpPBIX OTHOIIEHUE
yucyia X-XpOMOCOM K YHCIY ayTOCOM
coctaBnsgetr 1, reH Sx/ HaxoauTCsA BO
“BKJIFOUEHHOM™ COCTOSTHUU (CM. BBIIIE) U
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Sxli msl~

Q o}

Puc. 13.7. Mopdonorus (A) u npucyrctBue crnenuduueckux oenkon (b) B X-
XpPOMOCOMAX Yy CaMIIOB M CaMOK JIPO30(PHIIbI, a TaKKe U3MEHEHHE 3TUX CBOMCTB (B) y
MYyTaHTOB IO reHaMm, BiusitoluM Ha pa3sutue nona (M3: Henikoff, Meneely, 1993, p. 1).
A. Y caMOK Bce MOJIMTEHHbIE XPOMOCOMBI KapHOTHIIA, BKIHOYAsT X-XpOMOCOMY, UMEIOT
OZMHAKOBYIO CTETIEHb PA3PhIXJIEHHOCTH. Y caMII0B X-XpOMOCOMa BBIIVISIIUT 3HAYUTEITBHO
6onee auddy3HOH, YeM OCTAIbHBIE XPOMOCOMBI Y CaMIIOB M BCE XPOMOCOMBI y CaMOK.
b. benok, konupyemblii TeHOM mle, a Takxke rUcToHbl H4, alleTunnpoBaHHbIE 10 JTU3UHY
B 16 MOJI0KEHNH, BBIABIIIETCA TOJIBKO B X-XpoMocome camua. B. ¥ MyTaHTOB, BIUSIOIIMX
Ha pa3BUTHUE IOJIOBBIX MPU3HAKOB, U3MEHsETCA pacnpezenenue o6enkoB mle. Tak, y
MyTaHTOB Sx/ O0enok mle mosiBisiercss B X-XpoMOCOMaxX CaMOK, YEro HUKOTJIA HE
HaOmtonaerca B HopMe. MyTauusa reHa ms/ NPUBOJUT K OTKJIIOUEHHUIO JO30BOM
KOMIIEHCAIlMKU B X-XpOMOCOME caMlla U3-3a OTCYTCTBHUS B Hel Oeska mle
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oH noaasisier Tpancasiuuo MPHK rena
msl-2. HeOonbmoil HHTPOH B 5’-
HeTpaHckpuOupyemom paiione (UTR na
Puc. 13.8.) ynansiercst B TpaHCKpUITE TeHa
msl-2 y camia, HO COXpaHseTcs B
TpaHCKpUNTE caMKH. Takum obpazom
O0enok rena Sx|l HemocpeacTBEHHO
KOHTPOJUPYET anbTePHATUBHBIN
CIUIACHHT 3TOr0 MHTpOHA. B rene ms/-2
€CTh €lIE€ ONUH CAWT CBSA3BIBAHUS C
oenkoM SXL - Ha 3’-xonune (3’UTR Ha
Puc. 13.8.). HenonsitHO kakum oOpazom
BCE ATO BIIMAET HA TPAHCIALIUIO IeHa msl-
2 y CaMKH, TEM HE MEHEE MPOIYKT r'eHa

msl-2 He mocTymaeT B sAApo. B ero
OTCYTCTBHE, Apyrue Oenku msl He

cnocoOHBl acconuupoBath ¢ X-
XpOMOCOMaMH,  aleTUINPOBAHHBIC
dbopmel tuctonoB H4Acl6 He

HaKaIuIMBaTCs, U X-XpOMOCOMa CaMKH
HE CTAaHOBUTCSI CBEPXaKTUBHOH B
TpaHckpunuuu (cm. Puc. 13.8.).

VY camuoB, riae oTHomeHue X-
XpPOMOCOM M ayTocoM cocTaiisieT 0,5, reH
Sx[ BeIKIIOUEH (CM. BbIlIE). B oTCyTCTBHE
oenka Sx/ ren msl-2 3xcnepccupyeTcs
MOJIHOCTHIO, U BeCchb Habop OenkoB MSL
accouuupyercsi ¢ X-xpoMOCOMOM caMiia.

I

Camka

Sx[ BKITIOUEH

SXL

a [msi2 | =L msl-2 ) WD
- [

5’UTR 3’UTR
6 C msl-1 | w ( msl-] )
(MSL-1>

C msl-3 | wp (msl-3 )

U )

@

Baker, 1996) (cMm. getanu B TekcTe)

Puc. 13.8. Ccxema perynsiuuu 1030BoM komneHcanuu y apo3oduisl (U3: Bashaw,

11

Camerr

Sx[ BBIKIIFOUEH
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Puc. 13.9. Tenbue bappa, unwu
NOoJOBOM  XpoMaTuH (yKa3aHbl
crpenkamu) (M3: Makkbrocuk, 1967,
cTp. 28). A - KIeTKH KeHIUHBI (XX)
uMerT ogHo Tesble bappa; b - B
KJIeTKax My>K4uHbI (XY) Tenbie bappa
OTCYTCTBYeT; B - y UHIMBHIYYMOB C
Tpemsa X-xpomocomamu (XXX wunu
XXXY-cunnpombl) 0OHapYKUBAIOTCS
nBa Tenbla bappa

B pe3yabrare MPOUCXOIUT 171
auetuaupoBanue ructonoB H4, u kak
CIIEACTBUE, H3MEHEHUE CTPYKTYpPBHI
XpoMaTUHA C nocJeaAyoIen
TUNEpPaKTUBALUEH TPAHCKPHUIILIUH.

13.5.2. KomneHcayusi 003bl 2eHO8
y MieKonumarouwux

Kak yxe ObIJIO OTMEYEHO BBILIE,
J1030Basti KOMIIEHCAIUs Y MIIEKOIUTAIOIINX
IPOUCXOJUT B pe3y/ibTare WHAKTUBALUU
OJTHOM M3 X-XpOMOCOM y CaMOK.

B 1949 rony M. Bapp oOnapyxui
KOMIIaKTHBIE€ TJIBIOKH XPOMOCOMHOTO
Marepuaia B sApax HEPBHBIX KJIETOK Yy
KOILIEK, Y KOTOB TaKUX INBIOOK HE OBLIO.
[To nMeHu ucciieqoBaTeNs AT CTPYKTYPBI
ObLIM Ha3BaHbI TeibllamMu bappa. Yepes
10 mer C. OHO mpuIen K BBIBOLY, YTO
tenblie bappa Gopmupyercs u3 ogHoit X-
XpPOMOCOMBI B Ka)XJIOW COMAaTHUYECKOU
KJIETKE Yy camMoK miekonuTtaromux (Puc.

13.9.).

Puc. 13.10. Mapu @. Jlaiton

B 1961 rony M. Jlaiion (M. Lyon,
Puc. 13.10.) cnenana BBIBOA O TOM, YTO
1030Bas KOMIIEHCAL U Ir€HOB,
JOKAaJM30BaHHBIX B X-Xpomocomax
MJIEKOTIUTAIOMIUX OCYILIECTBIsETCA 3a
CY€T MHAKTUBAUMHM OJHON M3 JBYX
POIUTENbCKUX XPOMOCOM B KaXJOH
COMAaTH4ECKOM KIIETKE CaMKH.

IIponiecc nHaKTUBAIMKA X-XPOMOCOM
y CaMOK MJIEKOMUTAIOIIUX ObLI Ha3BaH
naonusanuen. Jlamonumsanua X-
XpOMOCOMBI MPOUCXOAUT B pPaHHEM
SMOpPHUOHAIIBHOM Pa3BUTHH.
NuakTuBupoBaHHas  X-XxpoMocoma
reTepoxpoMaTu3upoBaHa U
TPAaHCKPUIILMOHHO  HEaKTUBHA  Ha
NPOTSYKEHUH BCETO KJIETOYHOT'O LIUKIIA; OHA
perMIupyeTcs B no3aHeil S-gase, mozxe
ayTOCOM M aKTHUBHON X-XpPOMOCOMBI.
Takum o6pazom, ogHa U3 X-XpOMOCOM
CaMOK MIJIEKONMUTAKUIUX MpuolOperaer
KOMIIAKTHOE COCTOSTHHE U MHAKTUBUPYETCS,
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B pe3yJpTaTe 4ero 4Yuciao ngo03 X-
XPOMOCOMHBIX T€HOB y CaMIOB U CaMOK
YPaBHHUBAETCS U COCTABISIET OJIHY J03Y.
Oka3zanoce, 4T0 B X-XpoMOocoMax
MJIEKONTUTAIOLIUX CYLIECTBYET OCOOBI
ueHtp uHaktupanuu (XIC - X chromosome
inactivation center). WMuakTuBanus
WHUIIUUPYETCA B €JUHCTBEHHOM LIEHTPE
nHaktuBamu XIC u 3aTeM OporpecCUBHO
pacIpoCTpaHsIeTCss BAOJIb BCEU JITUHBI X-
XpoMocoMbl. OHa TPOMCXOAUT IO 3aKOHY
“BC€ MJIM HUYEro”’. YCTAaHOBUBIIHUCH
OJHaX]IbI B SMOpUOTreHe3€e, HEAKTUBHOE
COCTOSIHUE X-XPOMOCOMBI Iepenaercs
JOYEPHHUM KJIETKaM BO BCEX TOCIEAYIOIINX
KJIETOYHBIX TeHepalnusix. B moab3y
CYLIECTBOBAHMUSA 0COOOro M €JMHOTO
[EHTpPa HUHAKTUBALUU X-XPOMOCOMBI
CBUJIETEJILCTBYIOT JiBa (paKTopa:
1) XpomMocoma MHAKTUBUPYETCS LIETUKOM
Y TOJIBKO OJIHA U3 JIBYX.
2) VHakTUBHpYETCS TOJIBKO OJHA YacTh X-
XPOMOCOMBI, pa3/ieJIeHHass PEeLUNPOKHON

TpaHcliokanuen. Bropas wyacte X-
XPOMOCOMBI, OTJAEJIEHHAs oT
TUTIOTETHUYECKOTO LEHTpa HE
KOMITAKTU3YETCH.

bonee Toro, B pe3ynprare U3y4yeHUs
pa3IUYHBIX X-ayTOCOMHBIX TPAHCIOKAIUN
ObUTO HAM/IEHO, YTO TOJIBKO OJIHA YacTb X-
XPOMOCOMBI, pa3/ie€HHas pPEeUUNPOKHON
TpaHCJIOKaKen, CIOCOOHa MHAKTUBUPOBATh
NPUMBIKAIOLINE ayTOCOMHBIE JIOKYCHI.

Kaptupyst Takum ob6pa3zom MHOrue
TPaHCJIOKALMKU, yAaJIOCh JOKAJIu30BaTh
HEHTp MHAaKTHUBAaUMM Ha  KapTe
MHUTOTHYECKUX XPOMOCOM YEJIOBEKA U
MBbIIIKA. B 3TOM IIEHTpe pacnoyiokeH r'eH
Xist (X-inactivated-specific transcript).
OTOT reH o0nanaeT psAaoM HEOOBIYHBIX
0COOEHHOCTEW: TPAHCKPUIILUS €ro
CBsI3aHA TOJBKO C HEAaKTUBHOU X-
xpomocomoiri camku, PHK rena Xist e
HaxXonsT y caMuoB Hu ocobeit X0,
UMEIOIIUX TOJBKO OJHY (aKTHUBHYIO) X-
xpomocomy. Baytpu kierku PHK Xist ne
HAXOJAT HU B IUTOIJIa3ME B LIEJIOM, HU B
pubocomax. ITO CBUAETEIBCTBYET O TOM,
YTO JIAHHBIM T€H HE KOJAUPYET OEJIOK U ero
PHK ne tpancaupyercs. Bmecte ¢ Tewm,
PHK rena Xist nmerko BBISIBISIETCS B
KJIE€TOYHOM SJIp€, & UMEHHO B TeEJIbLE
bappa. bonsmuHCTBO HccnenoBareneit
npenanoaaraet, yrto 3ta PHK yuactByet
HEMOCPEJCTBEHHO B  MpoOIEeccax
MHAKTUBAIHUHU X-XPOMOCOMBI.

I'en Xist y uenoBeka 3aHUMAET OKOJIO
45 T1.m.H. reHomHoun JIHK, omnHako
CyMMapHasi JJIMHa €ro 8§ »HK30HOB
cocTtaBiaseT Toiabko 16,5 t.m.H. (Puc.
13.11.).

IlokazaHo HAJIMYME ATBTEPHATUBHOTO
CIUTaiCMHTa MpU 3KCHpPECcCCUu TreHa Xist.
MmuosxectBo BbiaeneHHbIX K/IHK kinoHOB
HE coJepKaiu 3k30HOB N4 unu 61, pexe
BCTPEYAJIUCh KIOHBI C OTCYTCTBHUEM

2 3

4 5 /616 TA 8

|
A —""A(n)

Puc. 13.11. Dx30H-UHTpOHHAsA OpraHu3anus reHa Xist y denoseka (M3: Brown et
al., 1992, B 0630pe: Hecteposa, 3akusix, 1994, ctp. 302). DK30HBI MPOHYMEPOBAHBI
¢ 5’-xonna. Toncroii MMHUEH COeTMHEHBI K30HbI, HabmonaeMble B KiaoHax kJIHK,
TOHKUMU JIMHUSAMU - COOBITHSI, HaOmonaembie Tosibko B RT-PCT-ananuze. A(n) -
MoJIN-A" TIOCIEe10BaTENbHOCTD
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apyrux 3k30HOB. [lannsie Ho3epH-010T
aHanu3a MO3BOJUIU OOHAPYXKUTH €Ll
ONUH JIIOOOMBITHBIM (QaKT: CUTHaI
ruOpUAM3alIUU BBIABISIICS HE B BUJE
JUCKPETHBIX MOJIOC, a ObLI MpeACTaBIeH
HENPEPbIBHBIM Ma3KOM, YKa3bIBAIOIIIUM Ha
Halluyue MHOTOYHUCIEHHBIX
TPAaHCKPUIITOB TreHa Xist, KOTOpBIE
3HAQUUTEJIBHO BapbUPYIOT MO pa3Mepam,
nocturas 10 T.m.H. u Beime. Pe3ynbrarbl
PCR-ananusa, npeAnpuHITOrO C LEJIbIO
HaXO0XJAECHUS CTapTOBOW TOYKH
TPaHCKPHUIILUH, BBISIBUIN HECKOJIBKO
TPAHCKPUIITOB Pa3JIUYHON IJIMHBI, YTO
CBUJIETEIbCTBYET O T€TEPOr€HHOCTHU B
WHULIMAIMY TPAHCKpUNUUU TeHa Xist u,

CJIEIOBATENbHO, O HAJIMYHUH HECKOJIbKHUX
caitoB wmHunuanuu. Kpome Toro,
orcytcTBOBaN TATA-00KC MOOIHU30CTH OT
3TOr0 CTapTOBOrO caiTa, XOTs OJIOK
CAAT Obln pacnonoXkeH B MOJOKEHUH -
99. TATA-60okc Obln OOHapyX eH B
MO3ULHUU -39 OTHOCUTETBHO MHUHOPHOTO
CTapTOBOTO CaiTa.

I'en Xist Obln HalJ€H Yy MHOTHX
MJEKONMUTAIMUX. Y BCE€X BUJOB B
PK30HAX HET JJIMHHBIX  PaMOK
CUMTBHIBaHMS, camasl AJuHHas - 483 m.H.,
T.¢. npuMepHo 3% OT oOuel JIUHBI
HK30HOB.

CormacHo COBPEMEHHBIM
npeactasnenusm (Puc. 13.12.) PHK Xist

A b

Xist

ool T T oo T ®
s
3
b

Puc. 13.12. Moaens yyactus reHa Xist B MHAaKTUBalMU X-XPOMOCOMBI Y CaMOK
mutexormraronivx (M3: Hecrepora, 3akusiH, 1994, ctp. 310). A. X=xpomocoma, cofepsrariiast
reH Xist. b. B pesynsrare Tpanckpunimu reHa Xis?, HAXOAALIETOCS B TOM XPOMOCOME,
KoTopasi OyJIeT BIOCJE/ICTBUM MHAKTUBHpOBaHa, cuHtesupyercs PHK (kpyru). (B)
Bzanmonericterue 1ot PHK ¢ mMarepranom XpoMOCOMBI MPUBOIUT K YKOPOUCHHIO U
KOMIIAKTH3AIMU XPOMOCOMBI (TeTEpOXPOMATH3alliK) WK, TI0 IPYToi BEPCUH, Marepral
xpomocombl, cBs3aHHOM ¢ PHK Xist, o0benuHsIeTCSl ¢ KaKUM-TO BEIIIECTBOM, KOTOPOE
3aTeM CBSA3bIBAECT MHAKTUBUPOBAHHYIO X-XpOMOCOMY C siiepHOM MeMOpaHoil (B)

B

=

—
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(uepHble Kpyxku Ha Puc. 13.12.)
B3aNMOJENCTBYIOT JOKaJabHO c
XPOMAaTHUHOM (CBETJIbIE KBaApaThl TOM X-
XPOMOCOMBI, C KOTOPON MHULHUHUPYETCS
TpaHCKpunuusa Xist). 9To0 NPUBOJAUT B
pe3yibTare K KOMIIAKTU3allUU 3TOU
xpoMocoMbl (3ur3ar Ha Puc. 13.12.) u
CBSI3bIBAHUIO €€ C sIIEpHOI 000JIOUKOH B
pe3ynbTaTe 4ero u3 OgHOM X-XpOMOCOMBI
y CaMKHM MJIEKONUTAIOIUX (popMuUpyeTcs
KOMIIaKTHOE 00pa3oBaHHUE, Ha3bIBAEMOE
IOJIOBBIM XPOMAaTHHOM HJH TEJIbLEM
bappa, mpouCXOAUT MHAKTHBALUSA BCEX
F€EHOB B 23TOW X-XpomMocoMmMe WU
YPaBHUBAETCS YUCIO 103 X-XpPOMOCOM y
000ouX TOJIOB.

PesynpraTel, paccMOTpEeHHBIE B
JAHHOM pasfejie, CBUIAETENbCTBYIOT 00
OTPOMHBIX ycCIl€XaX, JIOCTHUTHYTBIX
COBPEMEHHOW T€HETUKOW B M3yYEHUH
NPOLIECCOB, ONPENACIAIIINX TPU3HAKH
noyia. XOTs NEPEBEPHYTHI JIMIIb IEPBBIE
CTPAaHHULBl B OTOW YBJIEKATEIBbHOU
UCTOPUHU, TEM HE MEHEE COBEPIIECHHO
OYEBHUJHO, 4YTO TaKUE CIIOXKHBIEC
IPOLECChI, KaK (POPMHUPOBAHUE IOJIOBBIX
NPU3HAKOB, ONPEACISAIOTCI NPOCTBIMHU
B3aUMOJICCTBUSIMH T'€HOB.
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