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Pesrome

Biusinue pa3nuyHbix (JaKTOPOB Ha MOJIOBOE Pa3BUTHE OYCHb BAPHAOCIBHO U CIIOKHO JUIS HCCIICTOBAHMSI.
DTO0 CBA3aHO C TEM, YTO IIPpHU U3YyUCHUU O6I)I‘~IHO HEBO3MOXXHO OLICHUTH 110 OTACJIBHOCTHU BJIUAHUC 6HOHOFI/IHGCKI/IX
U COIMANIbHBIX (haKTOpPOB. B TO BpeMs Kak OOJIBIIMHCTBO MCCIICAOBAHUI MCTOPUYECKH MOUCPKUBAIOT BIIHS-
HHE TeHOB ¥ TOPMOHOB Ha IMOJIOBYIO WACHTU(DHUKAIMIO U TTOJIOPOJICBbIe 0COOCHHOCTH, B MOCICIHNAE TOIbI Yallle
paccMaTpUBAaIOTCS JI0Ka3aTeIbCTBA POJIU COLMAIBHOTO (haKTopa W BOCIUTAHMS HA MOJOBYIO MIACHTH()UKALIUIO.
[TyOnukanus mocBsieHa 00CYXICHHUI0 MEXaHU3MOB, JIGKAIIMX B OCHOBE HapylleHUH (HOpMUPOBAHUS IOJIa
¥ nosioBoii tuddepeHunpopku Mo3ra. [Ipoanann3npoBaHa 3BOJIOLKS B3MVISI0B Ha TaHHBIE poLiecchl. PaccMo-
TPEHBI COBPEMEHHbBIC KOHIICIIIUE MEXaHU3MOB HapylieHuid GopmupoBanus moja. OEHeH BKIIAJ TOPMOHAIb-
HbIX, MOJICKYJIAPHO-TCHETUYCCKUX, SIUTCHCTUUCCKHUX U BHCHIHECCPEAOBBIX q)aKTOpOB, OKa3bIBAKOIINX BIHUAHHEC
Ha 10JI0BYI0 nrddepeHnnpoBky Mosra. O003HauCHBI aKTyalbHbIC HAIIPABICHUS U BO3MOYKHBIC TEPCICKTUBBI
JUTSL TAJIbHEHIINX HAYYHBIX UCCIICIOBAHUH C LIENBbI0 pa3pabOTKH METO0B KOPPEKIIMU T'eHICPHBIX HAPYIIICHUH.

KuroueBbie ciioBa: HapyiieHUs: GOPMUPOBAHHUSI 11014, 10JI0Bast 1uHepeHIIMPOBKa MO3Ta, IOJI0Basi UICH-
TUPHUKALUS, TOTOPOJICBOE TIOBEICHHE.
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Abstract

Variables influencing gender development in humans are difficult to evaluate because it is usually impossible
to tell apart the role of biological and social factors. While most studies of gender development and disorders
of sex development have historically emphasized the importance of genes and hormones on gender identity and
gender role, recently a significant role of socialization has become more evident. This article considers mechanisms
underlying disorders of sexual development and brain sexual differentiation. Advanced concepts of disorders
of sex development and sexual differentiation of the brain are discussed. Finally, the paper outlines the possible
directions and targets for further investigation aimed at improving existing methods of health care for patients

with disorders of sex development.

Key words: disorder of sex development, sexual differentiation of the brain, gender identity, gender role,

gender behavior.
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JIropeil NpUHATO pa3AessATh HA MyXKUUH U )KEHIIUH
HCTOPUYECKH, HA OCHOBAaHHUM IIOJIOBBIX IIPU3HAKOB.
HecmoTpst Ha BHEHIHIO ITPOCTOTY ONpPENEIEHUs 10-
JIOBOM NMPUHAJIEKHOCTH, OCYILIECTBIIIEMYIO Ha OCHO-
BaHHMHU (PCHOTUNMUYECKUX MPU3HAKOB (CTPOCHUE HAPY K-
HBIX TeHUTAJINI y MIIaJICHIIEB, HAJTMYNE TE€X MJIM HHBIX
BTOPHYHBIX ITOJIOBBIX IPU3HAKOB Y JIUIL O0JIEe CTApIIIEro
BO3pacTa, 0COOCHHOCTH IMOJIOPOJIEBOTO TIOBEJICHUS
B OOILIECTBE U [TpOUee), MOJ — CI0KHOE U MHOTOKOM-
MMOHEHTHOE (PM3HOJIOTHYECKOE SBICHHUE, K COCTABIISIIO-
LM KOTOPOTO OTHOCATCS] T€HETUYECKUI, TOHAIHBIMH,
TOPMOHAJIBbHBIH, (PEHOTHUITUUECKHUN 1 IICHXOJIOT UIECKUH
noJt. JInme pu COOTBETCTBUU BCEX COCTABIISIOIIAX
MOXHO TOBOPHUTH O MPaBUIBHOM (POPMHUPOBAHUH
I10JI1a, B TO BpEMs KAK HECOOTBETCTBUE UX BEJET K pas3-
JIMYHBIM BapuaHTaM HapylIeHUs! (POPMUPOBAHHUS 10T
(H®II). Cnenyer npuHMMaTh BO BHUMaHUE (axT,

YTO Ha paHHMX dTanax dYMOpHOreHe3a IO SBISETCS
OHMIMOTEHIUAIBHBIM, UMesl Helu(pPepeHTUPOBAHHBIC
NepBUYHBIC TOHABI, TPE/IIECTBEHHUKH KaK )KeHCKUX,
TaK M MY>KCKUX BHYTPEHHHUX U HAPYKHBIX TCHUTAIINH,
OMITOTEHIIUATBHYIO PEICTIIHIO K MTOJIOBBIM CTEPOUIAM,
TO €CTB JI0ObIe HAPYLICHUS! (PU3NOIOTHH TIOJIOBOU AU(-
(hepeHIIMPOBKH CITIOCOOHBI TPUBECTH K pa3HOOOPa3HbIM
KJIMHU4eckuM Bapuantam HOIT, nmpu KOTOpbIX 110J10Bas
NPHUHAJJICKHOCTh HE SIBJSICTCS! BIIOJIHE OYEBUIHON
U CTABUT IEpe] KIMHULUCTOM IOPOH 4Ype3BbIYAHO
TPYAHYIO IUIEMMY, COCTOSIILYO B IPUHATUH PEIICHHS
0 MPHUCBOCHUH TPAXKAAHCKOTO T0Ja, Pa3BUTHE B KO-
TOpoM Oyner HanOosiee KOMMOPTHBIM JIS TTAl[ECHTA.
JlanHas npobiieMa OCJIOKHSIETCS HEOOXOIUMOCThIO
NPOTHO3UPOBAHMS ICHXOJIOTHUYECKOTO M0J1a, KOTOPBIN
JOJDKEH COOTBETCTBOBATH BHIOPAHHOMY aHATOMHYe-
CKOMY, H0O HECOOTBETCTBHUE TOCICTHETO OCTAHETCS
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MIPUYMHON AUCKOM(OPTA MOB3POCIEBIIETO MAeHTa,
CTUMYJIMPYIOLIEH K epeMeHe Iojia J1u00 ApamaTHye-
CKUM PEIICHUSM, CBI3aHHBIM C MEPMAHEHTHBIM IICH-
X03MOLMOHATIBHBIM TUCKOM(popToM. C 3TUX MO3ULIUH,
YUUTBIBAsI, YTO MPUCBOCHHE IPAsKIAHCKOTO MoJIa Mpo-
HCXOIUT OOBIYHO B IOCTaTOYHO PaHHEM BO3PACTE, OCO-
0oe 3HaueHue NprodpeTaeT NOHUMaHUEe MEXaHU3MOB
(hopmupoBanus 1on0Boi AuddepeHIUpPOBKU MO3Ta
1 poni (pakTOpOB, IPUHUMAIOIINX yYacTUE B TaHHOM
npouecce [1]. Hacrosimmas myOnukaius mocBsineHa
0030py COBPEMEHHBIX NPEICTABICHUH 1 (PaKTHUECKUX
JaHHBIX, NOJYYCHHBIX B MpOLECcCe M3YUYCHUsT OCHOB
oJ0Bo# AuddepeHpOBKH MO3ra.

Bo Bpemst BHyTpryTpOOHOTO pa3BUTHsI TOJOBHOM
MO3T TIJI0/1a TIOJIBEPraeTcsi MOJI0BOM AU(PepeHInPOBKE
0/ BO3ACHCTBUEM MHOTHX (DaKTOPOB, HanOosee u3y-
YEHHBIMH U3 KOTOPBIX SIBJISIFOTCS TIOJIOBBIE TOPMOHBI |2,
3]. Taxum 0OpazoM, cexcyabHast OpUEHTALHS K OJIOBAst
caMoMJeHTH(UKALUS 3aIPOrPaAMMHUPOBAHBI B CTPYKTY-
pax Mo3ra elre 3aJ0JIro 10 PoXKaAeHHs peOeHKa.

HuddepenurpoBka rona] HaYUMHAETCS B MEPBbIE
HeJeNu BHYTPUYTPOOHOIO Pa3BUTHUS, B TO BpeMs
KaK 1oyioBasi Tu(PepeHnrpoBKa MO3ra 3aImyCKaeTCs
Ha OoJjiee MO3AHEM dTarne BHYTPUYTPOOHOTO pa3BUTHS
(BTOpO# TpUMecTp OGepemMeHHOCTH). Tak Kak Ba 3THUX
Ipoliecca pas3iesieHbl BO BpeMEHH, BIIOJIHE BO3ZMOXKHO,
YTO ¥ (PAaKTOPHI, BIUSIOIINE HAa Pa3BUTHE JaHHBIX CO-
ObITHii, OynyT pasznuyarbes [3]. CocTosiHMEe HECOOT-
BETCTBHS ITHX JBYX BHYTPUYTPOOHBIX HEOOPaTUMBIX
nporeccos npuBoauT kK HOII. B cnyyae HeoqHO3HAYHO-
r'0 aHaTOMUYECKOT'0 110JIa MIPU POXKACHUH CTEIIeHb Ma-
CKYJIMHHU3AIIMHU MOJIOBBIX OPTaHOB MOKET HE OTPaKaTh
CTETIeHH MacKyJHMHH3aLUH TOJIOBHOTO MO3Ta.

Cy1iecTByeT Hay4YHas TUTIOTE3a, COTJIACHO KOTOPOM
oJioBasi TuQPepeHnpoBKa MO3Ta MPHUBOAUT K HEOO-
paTUMBIM H3MEHEHUSIM aHATOMHYECKOTO CTPOCHHS
TOJIOBHOTO MO3Ta U OIPEAETISIeT ero PyHKIIMOHAIbHbIE
0COOEHHOCTH, TaK KaK Pa3BUBAIOIIMECS HEHPOHAIbHBIC
CBSI3U U SIIEPHBIEC CTPYKTYPBI TaTaMUYECKON 00acTu
MOJBEP>KEHBI TYMOPaIbHON PEryIsLuN MOCPEICTBOM
KaK TOPMOHOB, BBIPaOaTHIBAIOIINXCSI COOCTBEHHBIMH
roHaJaMH IJ10/1a, 8 UMEHHO TeCTOCTEPOHA U AUTHIPO-
TECTOCTEPOHA, TAaK U MOCTYHAIOLINX OT MaTepH yepes
MaTOYHO-ILIAlleHTapHbIH Oapbep (puc. 1).

B XX Beke BIepBble ObUIO YCTaHOBIIEHO, YTO
B paHHEM OHTOTEHe3¢ PENpOAyKTHBHAs CHUCTEMa Cy-
miecTByeT B Heau(pGepeHIUPOBAaHHOM, OJANHAKOBOM
Il 000HX MOJIOB cOCcTOSHUM. [IpH 3TOM CyliecTByeT
HEKHH TeHeTHYeCKuil (akTop, KOTOPBIH 3amycKaeT
pa3BUTHE TOHAJ IO MYy>KCKoMy Tuty. [1pu oTcyTcTBUM
9TOT0 I'eHETHYECKOro (hakTopa pa3BUTHE TOHAJ HICT
1o xeHckomy tuny [2]. B 90-x rogax XX Beka ObL1
CEKBEHHPOBaH TeCTUCAETepMUHUpYIomui reH SRY
(sex region of Y chromosome), KOTOpBIH KOAUpYET
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Pucynok 1. ®epmMeHT-01I0CPET0BAHHBII
CcTepougoreHe3 B rOHAIaX

AHIPOCTEHAHOH
17praapoxcacTeponIeruporesasa
TecTocTepon
5, Apomaraza
Se-peaykTaza
,E[nrlmpo‘rec‘rocrepon 3CTPOI"CH

KIIIOYeBOH (PaKTOp MHUIMALMHI TPAHCKPHIILUK [CHOB,
OTBEYAIOIINX 33 TUPPEPEHINPOBKY FOHAIBI IO MYXK-
CKOMY THITy. /laHHO€ OTKpBITHE 03HAMEHOBAJIO HAaYaJI0
9pbl MOHMMAHUSA MOJIEKYISIPHO-TEHETUUECKUX MeXa-
HU3MOB (POPMHUPOBAHUS TTOJIA.

[ox BausiHMEM OenKa-MpoayKTa TPAaHCKPHUITLIMOH-
HOH akTuBHOCTH reHa SRY B HenuddepennupoBanHoi
roHane GopMupyroTcst kieTku CepToiau U KIETKH
Jletinura. B orcyrcTrBue ke Y-XPOMOCOMBI WU IIpU
Hanuyuu Mytanuid B reHe SRY Henuddepeniupo-
BaHHasl TOHaja Oy/leT pa3BUBATHCS B SIMUHUKHU, WIN
Ha ee MecTe C(HOPMHUPYETCS COCTUHUTEIbHOTKAHHBIN
TsDK 6e3 mpu3HakoB AU HEPEHIUPOBKH IO MYKCKOMY
WM KEeHCKoMY Tuly. Kpome reHoB BbICIIEro mopsijaka
(upstream genes), OJHUM U3 KOTOPBIX SIBISIETCS T€H
SRY, cymiecTByIOT reHbl BToporo nopsiaka (downstream
genes). ['en R-spondin-1 obnagaer nHAYIHPYIOMIHM
JnercTBUeM npHu (GOPMUPOBAHUU I10JIa B YCIOBHSX
orcyrcTBus reHa SRY (puc. 2). R-spondin-1 B3au-
MojeiicTByer ¢ reHoM SOX-9 u 3amyckaeT pa3BUTHE
roHaj mo myxckomy tuny. ['en WNT-4 Bnuser xak

Pucynox 2. I'eHb1, yuacTBYIOIINE B PETyISIUN
moJI0BOM mu((pepeHIInpPOBKN MO3ra

SRY ﬂ
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Ha pa3BUTHE SMYHHUKOB, TaK U Ha Pa3BUTHE SUYEK.
l'unepakcnpeccus 3TOro rexHa BiIeyeT 3a COO0H akTHBa-
uuto reHa DAX-1 u ocTaHaBIuMBaeT MacKyJIMHU3ALMIO
ronan y xeHmuH. ['en DAX-1 sBaseTcs clienieHHbIM
¢ X-XpOoMOCOMOI T€HOM, KOTOPBIH 3KCIPECCUPYETCS
B pa3BHUBAIOLIEMCS SIMUHUKE U OKa3bIBAET CYIPECCH-
pytouiee nericrue Ha SRY-ren. ['mnepakcnpeccus
9TOTr0 T'€Ha y TPAHCTE€HHBIX KMBOTHBIX OTKIIA]bIBAET
Pa3BUTHE TECTUKYIISIPHOM TKAHW H MOXKET BECTH K 00-
pPa30BaHUIO STUYHUKOB Y caMmIloB [4]. MyTanus B reHe
DAX-1 MoeT NpuBOANTSH K BPOXKIEHHOM MMITepILIa3uu
KOPBI HAJIIOYEYHUKOB y 0c00el keHCcKoro nona. Takue
JIEBOYKU C BUPHUIIBHBIM CHHAPOMOM BOCIHUTBIBAIOTCS
KaK JKCHLIMHBI, OJHAKO MpPH JOCTIKEHUU MyOepTaTa
HU3BSABIISIOT XKelaHue U3MEHHUTH cBoi o [4, 5]. Knac-
cuyecKas KOHLENIUs Pa3BUTHS JKEHCKON MOJI0BOM
CUCTEMBI IIPU OTCYTCTBMM CHTHala C Y-XPOMOCOMBI
BepHa. Myranus B rene FOXL-2 Bener kK pa3BUTHIO
CHUHApPOMA SIMYHUKOBOM HEIOCTATOYHOCTH; dTOT I'eH
ObUT OOHApy)XEH B KJETKaxX rpaHysie3bl U OTBEYaeT
3a HOpMalbHOE pa3BUTHE sAMYHHUKOB. I'eH DAX-1
SIBIISIETCS] TEHOM-KaHUIaTOM JJIsl UCCIIEOBAaHUs, OH
3alycKaeT pa3BuTHe HenupGepeHINPOBAHHBIX TOHA
1o ’KeHckoMy Tumy. K HacTosieMy MOMEHTY Heu3-
BECTHO, KaK B3aMOJICHCTBYIOT 3T /IBA I'€HA.

st monoBoit auddepeHupoBKH MO3ra y Jitoneit
KpaiiHe BayKHO IpsAMoe JeHcTBUe TecTocTepoHa. Ha-
pUMep, MYKYHHBI ¢ Ie(PHUIUTOM apoMarasbl H, Kak
CIIe/ICTBUE, 1e(DUIIMUTOM ICTPOICHOB HE UMEIOT KaKHX-
60 npobieM nmojaoBoi uaeHTudukanuu [6, 7].

Cunraercs, 4To cexcyanbHas quddepeHuupoBKa
YeJIOBEUECKOr0 MO3ra OMpeAeNseTcs B ABa MEePHOAA,
BO BpeMsI KOTOPBIX HaOJNIONAIOTCS TUMOP(HBIE THKH
YPOBHSI TECTOCTEpPOHA — BO BpeMsi OEpeMEHHOCTH
U NepuHaTaibHOro nepuoja. HaumHas ¢ moioBoro
CO3pEBaHUs U Jlajiee TOPMOHBI BBI3bIBAIOT AKTUBALMIO
OIIpe/IeTICHHBIX HEHPOHAJILHBIX CETEH, TAKUM 00pa3oM
nu3MeHsist QYHKLHUIO paHee OpraHM30BaHHBIX HEWPOH-
HBIX CHCTEM M MOBEACHUYECKHE 00pa3llbl, KOTOpbIE
(hopMHPYIOTCS HAMHOTO paHbllle B OHTOTeHe3e [§].

Teopust mpsiMoro AeHCTBUS TECTOCTEPOHA HA ro-
JIOBHOM MO3T MOXeET OBITh MOJJepiKaHa Hccieo-
BaHUSMHU 3a00JICBaHMI, CBSI3aHHBIX C HapyLICHHEM
OMOCHHTE3a TaHHOTO TOpMOHA. PasnnuHbie MyTanun
B TeHe peuenTtopa anaporeHos (AR), qokanuzyromie-
rocs Ha xpomocome Xql1—12, MOryT NpuBeCTH K CHH-
JIpOMY TOJHON HEUYBCTBUTEIBHOCTH K aHAPOTEHAM
[9]. Y miomeit ¢ maHHBIM 3a00JI€BAaHUEM FCHETHYCCKUI
mosn — Myxckoil (kapuotun 46 XY), HOpMaJIbHOE
CTPOEHHE BHYTPEHHUX TM€HUTAIUN M MPaBUIbHBIN
OMOCHHTE3 aHIPOTEHOB, a BHEIIHUI 1 MOBEICHYECKUN
(eHoTHn — >keHCKUH. JKSHIIMHBI ¢ HOPMAJIbHBIM Ka-
puotunom (46 XX) v CHHAPOMOM HEUyBCTBUTEIILHOCTH
K aH/IpOTe€HaM TICUXOIOTHUECKH OILYLIAI0T ce0sl B KEH-

CKOM T10JI€ ¥ HE UMEIOT HUKaKUX TeHAECPHBIX MTpo0diIeM
[10]. B cnygae, koraa mioa My»KCKOro mojia (KapuoTHUIl
46 XY) umeet nepuuut hepmMeHTa CTepororeHesa So-
PenyKTasbl, KOTOPBIH MPEMATCTBYET MPEOOPa30BAHHIO
TECTOCTEPOHA B JUTHAPOTECTOCTEPOH, HAPY KHBIE T0-
JIOBBIE OPraHbl ¥ MPOCTaTa HE Pa3BUBAIOTCS JOJKHBIM
00pa3oM. DTO TakKe BEpHO JJIsl TUIOJIOB C Ie(DUITUTOM
¢depmenTa 17B-ruapoKCUCTEPOUIIETUAPOTeHA3I-3,
IpH KOTOPOM HaONI0AaeTcss CHUKEHHAs MPOAYKLHUS
TecTocTepoHa. YacTo HOBOPOKACHHBIM AETSIM C JIaH-
HOU TIaTONOTHeH OIMO0YHO PUCBANBAETCS JKEHCKHUN
MacHopTHBIM non. B mepuon momoBoro co3peBaHus
Ha (oHE JAOCTATOYHON BHIPAOOTKHU TECTOCTEPOHA
13 TUIEPTPO(YUPOBAHHOTO KIUTOpa (HPOPMHUPYETCS MO-
JIOBOH 4JICH U IPOUCXOAUT OIyILIEHHE SIMUYEK, HApacTaeT
MaCKyJMHH3ALUs 1 HAYMHAIOT IPeo0iaaTh MyKCKHE
4yepTbl. HecMOTpst Ha IPUCBOEHHBIN B MJIaJeHYECTBE
JKeHCKUH MACTIOPTHBII MOJ, 3HAYUTENbHAS YACTh ATUX
JISTeH BIOCIICICTBIH EPEXOIAT B My»Kckoi o (60 %),
OYEBHJIHO, M3-32 dPQEeKTa TEeCTOCTEPOHA Ha PAHHUX
JTamnax sMopuoreHesa [4].

B mpouecce auddepeHunpoBKH MO3ra mosoBOi
JUMOp(H3M HaOIIOAAETC sl HE TOJIBKO Ha PAHHUX ATaax
Pa3BUTHS, HO U BO B3pOCIIOM cocTosiHUU. [1yOmmkyroTcst
JAHHBIE, B KOTOPBIX OKa3aHbI [OJIOBBIE PA3IMYHS B T10-
3HaBaTeNILHBIX 00yacTsx [11] U B BOCIPUUMYHBOCTH
K HEBPOJIOTUYECKUM U MICUXUYECKUM PACCTPOUCTBAM
[12]. [TonoBoii numMopdu3M BKIIIOUAET B ce0s U CTPYK-
TYpHBIE Pa3JIMYUsl OTAEIOB FOJIOBHOTO MO3ra U pa3iiu-
4Msl B HEUPOHAJIBHBIX CBS3SX MEKIAY HUMHU.

C ucnonb30BaHHEM MarHUTHO-PE30HAHCHON TOMO-
rpaduu ObUIO UCCIIEIOBAHO IPUCYTCTBHE CEKCYaTbHOTO
JuMop(du3Ma B pa3IHYHBIX OT/AETAaX FOJIOBHOTO MO3Tra
(Tabm. 1). 3HaunTeNbHBIC IPOSIBICHHUS PA3THINN MEKITY
MYKYMHAMH U )KEHIIMHAMU ObLITH HalACHBI B Pa3ITHUHN
TOJIIIMHBI MHOTUX 00JacTel kopsl [13—15].

I'mnotanamyc SIBIsSIETCS BaKHBIM OTAEIOM TOJIOB-
HOTO MO3ra, KOTOPBIM COCTOUT M3 MHOXECTBA siep
C Pa3sNMYHBIMU (YHKIHSIMH, CBSI3bIBAsi HEPBHYIO CH-
CTEMY C DHJIOKPUHHOM cucteMoi uepes runopus. Anpa
TUIIOTajJaMyca U CMEKHBbIE CTPYKTYDPbI CEKCyaJbHO
JUMOP(HBIL.

CekcyanbHO AUMOP(HHOE SIPO MPEONITUIECKON 00-
nactu (SDN-POA) B 2,5 pa3a Oomnbliie y My»X4YHH, YeM
Y JKEHILUH, U COACPKUT B 2,2 paza OoyblIe KIETOK.
Pasmep sTOrO0 siApa CymecTBEHHO OOJIbIIE Y MYKUUH
[16]. dpyrue nonoeie pa3nuyus ObLIA HAWACHBI B SAPE
noxa TepMuHaiIbHOM nonocku (BNST-dspm), kotopoe
TaKxe npeodiagano B pasmMepax y myxuut [17]. Llen-
TpanbHas yacth sapa (BSTc) Ha 40 % Gonbiie y nui
MY’KCKOT'O T10JIa M COAEPIKHUT IOYTH BIBOE OOJbIIE
HelipoHoB. Paznuna B popme cynpaxuasManbHOTO Sapa
(SCN) npeamnonaraet MojoBbIe Pa3Inius B LIUPKAIH-
AQHHBIX PUTMAX U CEKCyaJbHOH OpUECHTAINH.
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Tabnuya 1

OT/INYUsA TOJIUHBI PABJIMYHBIX YYACTKOB KOPBI 'OJIOBHOI'O MO3T'A
Y MYXKYUH U )KEHIIUH

IIpeobiiafaer y :KeHIIUH

IIpeobiagaer y My:;K4uH

Cepoe BemecTBo

benoe BemecTBO

I'unmokamn

.HaTepaJ'H)HBIC JKCITYJOUKH

IpeuenTpanpHas 60po3aa

TpeTuil xxenynouex

DpoHTOOpOHUTANIBHAS KOpA

Amurnana

Bepxusist dpponTanmpHas 6opo3aa

l'unoranamyc

SI3p19Has M3BUINHA

(DPOHTOMGI[I/IHJII)H3H Kopa

AwrynsipHasi 6opo3za

[Monosas nuddepeHupoBKa MO3ra peryIupyercs
NPUCYTCTBHEM ITOJIOBBIX TOPMOHOB M UX PELIENITOPOB.
[penioxeHHbIE MEXaHU3MBI JICHCTBHS MTOJIOBBIX TOP-
MOHOB B MO3T€ BKJIIOYAIOT BIMSHUS Ha HEHpOTCeHE3,
MUTPAIHIO KJIETOK, KIETOUHYI0 Au(depeHIIpOBKY,
HEKpPO3 KIIETOK, Iiepesiady UMITYJIbCa U CHHAIICOTeHE3
[18]. [Ipu rucTOXMMHUYECKOM HCCIIeIOBAHNH THITOTaJIa-
MUYECKOH 30HBI IS ONIPEICIICHUSI TIPEJICTABICHHOCTH
aHJIPOTCHOBBIX PEENTOPOB 00JIee UHTEHCHBHO IIPOKC-
XOJIUT OKpalIMBaHHE y JIHUIl My»XcKoro mosia. CTeneHb
aKcnpeccun Oera-perientopoB k dcrporenam (ERP)
KOppelMpoBaia ¢ YpoBHEM LUPKYIUPYIOMIUX 3CTPO-
TCHOB. DTH PE3yJIbTaThI IPEIIOJIATa0T, YTO OOJIBIIHH-
CTBO IOJNOBBIX paznnunii B AR u okpammsanun ERP
ObUIO aKTHBHUPOBAHO Pa3HBIMH YPOBHSIMH IOJOBBIX
TOPMOHOB, a HE ONPEJICIICHO 3apaHee.

B ciyuae, korjia iudhepeHInpoBKa MO3ra U TOHa/I
HE COHAIPaBJICHBI, BO3MOYXHO BOBHUKHOBEHHE TaKOTO
COCTOSTHUSI, KaK TpaHcceKcyalu3M. TpaHcceKeyann3M
XapaKTepU3yeTcs BhIPaKCHHOH YOCIKICHHOCTBIO B IPH-
HaJUISKHOCTH K TIPOTUBOTIONIOKHOMY TIOITY B OTCYTCTBHE
AHATOMHYECKUX HApYyIICHUH, CBUICTEIbCTBYIOMIMX
o HOII. [lanHas yOekIeHHOCTh MIMEET OMOJIOTMYECKY IO
MIPUYHHY | HE SIBISIETCSI PE3YJILTaTOM BO3ICHCTBHSI CO-
IUaNBbHOM cpenbl. OUylieHne TPaHCCEKCYaIbHOCTH
BIIEPBBIC BBIpa)KacTcs B PaHHEM JETCTBE, HO JIUIIb

23 % ciry4aeB BEIyT K TPAHCCEKCYAIN3MY BO B3POCIIOM
Bo3pacte. PacpocTpaHeHHOCTh TpaHCCEKCyanu3ma
MYXCKOH-B-)keHCKUU moa — 1:30000, xeHckuii-
B-My>kckoit ot — 1:10000 [19]. Muorue roas! miu
MHUCKYCCHH O BBISICHCHUW TPHUPOILI TAHHOTO SIBJIC-
HUS — MICUXUYECKON MiTi Oronornyeckoi. B ncropun
HayKH CyIIECTBOBAJIO HEMAJIO BU/IOB JICUCHHSD» TAKOTO
COCTOSTHUSL: HAIIPAMeED, JICUCHUE MYKCKUMH U KCHCKHU-
MU TIOJIOBBIMH TOPMOHAMH, KaCTpaIus, ICUX0aHaIn3,
MCCEYEHNE TUIOTAJIaMyca, JIEYEHNE DIEKTPOIIOKOM,
MEIMKAaMEHTO3HAS MPOBOKAIIHS TTHIICITHYCCKUX TTPH-
CTYTIOB, TIOpeMHoe 3akitoucHue. B 80-e rogpr XX Beka
TOCIIO/ICTBOBAJIA TEOPUsI OMXCBHOPU3MA, 3aKIHOYAF0-
1Iascsi B TOM, 4TO TIOJ 4eloBeKa (GOpMHUPYETCsI TIOJT
JICHICTBHEM OKPY>KaIoIIeil cpe/ibl B BU/I€ BOCITUTAHNUA,
obmectBa u apyroro [8]. I[lociencTBueM mpuBepKeH-
HOCTH JAaHHOMY YYEHHUIO SIBIISIETCS IeYaIbHO N3BECTHAS
ucropus [xona-/Ixoansl PeiiMep, korga B paHHem
HEOHATAJIbHOM ITEPHOJIE B XOZIe ONIEPaTUBHOTO BMEIIIa-
TEJILCTBA Y MAJIBYMKa OBLTH pe3eIUPOBAaHbI TCHUTATUH
Y TIPUCBOCH JKCHCKUU TOJI. Y 3TOH «IECBOYKM» OBLITH
npoOieMbl ¢ TeHJIepHOW UAeHTH(UKAIMEH B TIEPHOJ
MOJIOBOTO CO3PEBaHUS, M B JaJbHEHIIEM OH CMEHHUI
110J1 00paTHO Ha MysKcKoi [20].

IToMuMoO 9yBCTBa MPUHAMICKHOCTH K MPOTUBO-
MOJIOKHOMY TIOJTY, TPAHCCEKCyalaM MPUCYIIHA COOT-

Tabnuya 2

DAKTOPBI, CIIOCOBCTBYIOIIHUE ITOBBIINEHWIO PUCKA PA3BUTHUSA
HAPYIIEHHUM MOJIOBOM TU®PEPEHI[MPOBKH MO3TIA

I'enetndeckne GakTopsl

Penxue xpomocomubie mytanuu: 47 XYY (My>KCKOH-KEHCKHHA TIOT),
47 XXX (5KeHCKUH-MYKCKOH ITOI)

bimn3HenoBkle ncciaen0BaHus

Cunpnpom Kmartadensrepa XXY (MyKCKOH-KEHCKHIHA TTOT)

OnureHeTHYecKre GpakTopel

I'eHOMHBIN UMIIPUHTHHT

®denobapOuTan/nedanTonH

YnorpeOieHne MaTepbio pu OEpeMEHHOCTH

T'opmoHbI OkcTpodust KII0aKu

Hedurmr dpepmenTa S-a-peaykrassl win 1 7B-rumpokcu-
CTEPOUIICTUAPOreHasbl-3

npobieMamMu

JleBoukH ¢ BpOXKIECHHON runepIiiazueil Kopbl HaJAlOYEYHUKOB U I€HIEPHBIMU

CHHJIpOM NOJTHON HEUYBCTBUTENBHOCTH K aHjiporeHam 46 XY — >KEeHIIMHbI
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BETCTBYIOIINE YEPTHI, TAKKE KaK MpeANoYTeHus, X000n
U SMOILIMOHAJIBHOCTH [3].

B HacTostiee Bpems JoCTaTOYHO Maio nHpopMa-
1K 0 (haKTopax, ClIOCOOCTBYIOIMX ITOBBILICHHIO PUCKA
pPa3BUTHsI HapyLICHUU MOJIOBOW U (HEpeHIUPOBKI
Mo3ra. B trabnuie, nocTpoeHHOM Ha 0OCHOBaHMH pabo-
el Swaab D.F. (2004), npencrasnena uHpopmanus
0 Takux ¢axropax (Tadm. 2).

bnu3HenoBble nccien0BaHys TOKA3bIBAIOT, UTO Ha-
CIJICICTBEHHBIE (PaKTOPBI UTPAIOT 3HAYUTEIBHYIO POJIb
B 10J10BOH Anddepenuuposke mosra [21, 22]. Ectb co-
OOILIEHHST O HECKOJIBKUX CITyUasiX TPaHCCEKCYaTbHOCTH
«MY>KCKOW-B-)KEHCKHH MO Yy MAI[IEHTOB C KapUOTH-
oM 47 XY'Y, ciryuail «oKeHCKHUI-B-MYXKCKOU IoJ» pu
nonucoMuu X (47 XXX) 1 «MyXKCKON-B-KEHCKHUH MO»
ipu cunapome Knatingensrepa (47 XXY) [19]. 3naun-
MBIX JJAHHBIX 110 HAJTMYHUIO WM OTCYTCTBHIO MYyTaIUH
B rere SRY He O6bu10 omyueHo [23]. [Torumopdusmer
acTporeHoBoro penenropa anbda (ERa), actporeHo-
Boro peuentopa 6era (ERP), nnuHa moBTOpOB B rene
aniporeHoBoro perenropa (AR) u nomumop¢usm rena
apomarassl CYP19 yBennuuBaroT puck HapyIIeHus Mo-
noBoit nuddepenmpoku mo3ra [22, 24, 25]. Kpome
TOTO, pa3IUYHbIE TOPMOHAJIBHBIE HAPYIIECHUS YBEIIH-
YHBAIOT PUCK TPaHCCEKCYalbHOCTU. TakuM oOpaszom,
Ha MOJIOBYIO TU(PEepeHINPOBKY MO3Tra B MPEHATAIIb-
HOM IE€pPHOAIE BIUSET NMPAMOE JEHCTBUE aHJIPOI€HOB
Ha Pa3BUBAIOIINNCS MY’KCKOH MO3T U €r0 OTCYTCTBHE
B ClIy4ae >keHCKoro Mosra. K cocTosiHHIo TpaHccekey-
ANTBHOCTH TaKXe MOTYT NMPUBOJUTH JIEKAPCTBEHHBIC
npenaparsl (IU3panTopbl), IPUHUMAaEMbIe MaTepPbIO
BO BpeMst OepeMEHHOCTH, HarlpuMep, penodapOouTa.

MHOXeCTBO Hay4HBIX HCCIIEOBAaHUN MO JaHHON
TEMaTHKe CBUJETENBCTBYIOT, YTO MOJOBBIE TOPMOHBI
UTPAIOT BaXXKHYIO POJIb B M0JI0BOU AuddepeHunpoBke
Mmo3ra. OngHako, Hanboee BeposSTHO, YTO TOPMOHAIIb-
Hble ¥ T€HETHYECKUE MYTH NEPErIeTeHbl U 3aBUCAT
IpyT oT apyra [26]. Hanpumep, reH aHIpOreHoBOro
pelenTopa pacroJyiaraeTcs Ha X-XpoMOcoMe, U €ro
IKCTIPECCHSI CEKCyaJbHO AUMOpGHA. DTOT peLenTop
CBA3BIBAECT aHAPOTEHBI, UPKYIUPYIOUINE B Pa3HBIX
KoHUeHTpanusax. CienoBaresbHO, pa3BUTHE MO3ra
OyzeT 3aBUCETh OT OObEAMHEHHON (YHKIHMH YpOBHS
9KCIPECCHH FeHa JJaHHOTO PEeLeNTopa U KOHIEHTpaluit
auaporeHoB [27]. icxons u3 3Toro, NOMKHBI CYIIECTBO-
BaTh U APYTHe OOBSCHEHUS SIBICHHIO TPAHCCEKCYallb-
HOCTH, U 3TO TpeOyeT HOBBIX HccieAoBaHM. [ eHbl,
HMMEIOIME OTHOIICHUE K CTepouoreHesy, Haubomuee
BEPOSITHO BOBJICUEHBI B ((OPMUPOBAHUE TPAHCCEKCYaITb-
Hoctu. [lyOnukanus HeoqHO3HAYHBIX IaHHBIX CBS3aHa
C T€M, YTO 3HAYMUTEIbHAs YaCTh HACEJIECHHUs, UMEIolIast
reHeTH4Yeckrue e(eKTbl, KOTOPble MOTYT MPHUBECTH
K mpobieMam MmojoBoW UASHTH(UKAIMHY, HE SBIISETCS
TpaHCCeKcyajlaMu, U Ha00OpOT, TPaHCCEKCYaIbHOCTD

HE BCerja MMeeT F'eHETHUYEeCKOe MOJTBEPKIEHHUE.
[TosToMy BHMMaHuE HCcliefoBaTeneld JOKHO OBITh
OTBJIEUEHO OT F'€HETHUUYECKUX JETEPMUHAHT CTEPOUIO-
TeHe3a B CTOPOHY T€HETHKH U SIIUTE€HETUKH.

Wzmenenus B eHOTHUIIC, BBI3BAHHBIE Pa3IMYHBIMU
MeXaHU3MaMH, KpOMe MYyTaliil, B OCHOBHOW IoOcCIe-
JIOBaTEIILHOCTH J1€30KCHPHOOHYKIENHOBOM KUCIOTHI
(AHK), Ha3pIBatOT SUUreHeTHYECKUMH. DT MEXaHH3-
MBI BKIIoUatoT Metuiauposanue JJHK, moandukanun
THUCTOHOB, PEMO3ULINIO HyKJIeocoM U pyrue [28]. Me-
TUJIMPOBAaHUE TUCTOHOB ACCOLIMMPOBAHO C perpeccuet
TPAHCKPUIILUU U ALETUIUPOBAHUS CO CTUMYIHPYIO-
nieit akcrpeccuei renoB. ['eH hepmenTa geMeTnassl
JoKanu3yeTcs Ha X- U Y-XpOMOCOMAaxX, YTO MOYKET
CHOCOOCTBOBAaTh MOJIOBBIM PA3IMYMsM B SIHUTCHETH-
YECKUX MEXaHU3Max.

Eme ogun Mexanu3M, crnocoOHbIN 0OBSCHUTH TO-
JI0BOM TUMOP(U3M, — WHAKTHBALHUS X-XPOMOCOMBI.
[enbl, ygacTByromye B peryasiuuu QyHKIUH Mo3ra,
CUJIbHEE DKCIPECCHPYIOTCS Ha X-XpOMOCOMax, 4YeM
Ha ayTocoMax [29]. IlockonbKy y My>K4HMH €CTh TOJIBKO
oJHa Komusi X-XpOMOCOMBI, a y KE€HIIUH JIBE, T€HBI,
JOKJIM3YIOIHecsd Ha X-XpOMOCOMax, MOTYT 3KC-
MPEeCcCUPOBATHCS CUIIbHEE Y KEHIIMH. 3HAUUMOCTh
9THX KOMIIEHCATOPHBIX MEXaHU3MOB OTYETIINBO MOYKHO
NPOCIIEAUTH y JIIOACH, UMEIOIINX OOJIbIIe WM MEHb-
I1e KONui MoJjoBBIX XpoMmocoM. Hampumep, y auig
¢ cunapomom IlepemeBckoro-Tépuepa (MOHOCOMUS
X-XpoMOCOMBI) Halle HaOMOAat0TCsl HEBPOJIOTHUECKHE
U moBeJeHuYeckue oTkiIoHeHus [30]; Takxke B psae
MCCIIeIOBaHNH TIOKa3aHbl U3MeHeHus:1 o0beMa B pas-
JIMYHBIX 00MACTSX MO3Ta [0 CPABHEHHMIO C JKEHIIIMHAMH,
HMMEIOIMMH HopManlbHbIHN kapuotun 46 XX. [Ipuunna
9TUX PA3INYUA MOXKET COCTOSTH B TOM, YTO ONpese-
JICHHBIE T'€HBI YKCIPECCUPYIOTCS HA HEJOCTaTOYHOM
ypoBHe. D dekTsl X-HHAKTUBALMU 3aBUCAT OT TOTO,
Kakasi 13 XpOMOCOM 3a/IefiCTBOBaHa (MaTepUHCKAast WIH
OTIIOBCKAs), U OT BHEIIHUX BIMSHUH, BKIIIOYAs MOJIO-
BbI€ TOPMOHBI. /|71 TOJIHOTO MOHMMAaHNsI TeHETHYECKU
000CHOBaHHOT'O KOHTPOJIS MOJOBBIX Pa3Inyuii BasKHO
MIPOBECTH UCCIIE0BAHMSI T€HOB, KOTOPHIE HE MOBEpPra-
10Tcsl X-MHAKTUBAaLMU. B pe3ynsrare 10303aBUCMMOro
addexra sKcnpeccun X-CUETICHHBIX TeHOB, My Talui
WIN TONUMOP(HU3MOB B HUX, IIPOSIBICHUS Y MYKUHH
MOTYT OBITh 00JI€€ BBIPAXKECHBI, UTO MOKET OOBSICHUTH
0oJiee BEICOKYIO PaCpOCTPaHEHHOCTh TPAHCCEKCYallb-
HOCTH y MY>K4HH.

Janublii 00630p MOKa3bIBaCT, YTO TEHETHYECKUE
1 STIUTEHETHYECKUE (PaKTOPBI UTPAIOT HEMAJIOBaKHYIO
poJIb B 010BOH AnddepeHunpoBke Mo3ra. Bkman rop-
MOHOB B ATOT IPOLIECC CYIIECTBEHEH, HO HE SBIAETCS
€IMHCTBEHHO 3HAYUMBIM. MHOECTBO T€HETHUECKHUX
(axTOpOB BRIXOIAT Ha MEPBBIH IIaH MOJIOBOU TUdde-
PEHIIMPOBKY MO3Ta e1le 3340JIT0 A0 aKTUBALIUU TOPMO-
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HOB. [To110BBIE XpOMOCOMBI SIBJISIOTCS TTIaBHBIMU KaH -
JaTaMu JUIsl U3y4eHUs] MOJIEKYIISIPHON Peryssiuu CeK-
cyanbHOro aumopdusma. I'ensl Ha Y- 1 X-xpomocomax,
KOTOpbIE HE MOJBEPraroTcs X-MHAKTUBALWU, — KaH-
JUIAThl Ha 3aIyCK paHHeH (a3bl MONOBBIX Pa3IHIUi
mosra. Jlo Toro, kak cOpMUpPOBAIKCh TOHAMDI, CLE-
IUIEHHBIE ¢ Y-XpOMOCOMOii upstream u downstream
TeHbI 1 cLietuIeHHbIH ¢ X-xpoMocomoii red DAX-1 npu
MYTallM{ MOTYT BJIMATH HA pa3BUTHE TOHAJ U MHOTJA
JlaXke TMPUBOJUTH K HECOOTBETCTBUIO T€HETUUYECKOTO
U roHajHoro nosia. HenasHee nccnenoBanye nokasaio,
4yTo reH SRY He TONbKO BIUSET Ha IeHBbI, 3aIlyCKaro-
M€ Pa3BUTHE SUYEK, HO TaKXkKe PEerylIupyeT FeHHYIO
tupamunazy A (MOA) cueruieHHyTo ¢ X-XpOMOCOMOH,
KOTOpasi KaTaJlu3upyeT OKUCIUTEIbHOE yJaJieHhe
aMUHOTPYMIBI HEMPOMEANATOPOB, TAKUX KaK CEPOTO-
HUH U gonamuH [31]. DTu cuctemsl HelipomenuaTopa
SIBIISIIOTCS CEKCYaJIbHO AMMOP(QHBIMU U OKa3bIBAIOT
0osbIIoe BIUsTHUE HA MO3T [15].

XoTs y onpe/IeIeHHOI0 KOJIN4ecTBa JIFJeH ¢ TpaHc-
CEKCYaJIU3MOM BBIABIISIIOTCS MYTallMU PELENTOpPOB
CTEpOMIOTEHE3a, MTOCIIEIHIE NCCIIEA0BAHUS HE MOTIIN
UACHTH()UIMPOBATD Pa3IMUUs MEKAY TPAaHCCEKCyaa-
MU U Tpynnoi kouTpois [32]. Kpome Toro, MHOkeCTBO
JIOfIEM C TeMHU K€ caMbIMHM MYTallUsIMHU pelenTopa
CTepOUAOTeHe3a He UMEET MPOOJIEM € TIOJIOBON UIeH-
TU(PHUKALUEH.

OueHb Ba)XHOE OTKPBITHE COCTOUT B TOM, YTO
nosnoBasi AuepeHIMpPOBKa MO3ra CYIIECTBYET eLle
JI0 pa3BUTHUSA TOHAJ, yKa3blBas, YTO APYTHE T€HBI, BHE
TOPMOHAJIBHOM CHCTEMBI, MOTYT BHOCHUTB CBOM BKJIaJ
B ATOT mpouecc. BepoarHo, ecTs B3aumoneicTaue
MEX/1y MPSIMBIM BIIMSHUEM I€HOB M KOCBEHHBIM BO3-
JieficTBEM TOPMOHOB.

B oTnnume ot reHeTHYECKUX My TalUi, STUT€HETH-
Yyeckre MoAu(UKaINH, TaKKe KaK X-WHAKTUBALIKS, SIB-
JISIFOTCSL HEMOCTOSTHHBIMU U MOTYT OBITH OOpaTHMBIMHU.
Ecnu a1 snureneTrnyeckre Moaudukanuy yBeaIuauBa-
10T WJIM YMEHBIIAIOT SKCIPECCHIO TeHa, KOTOPbIM BbI-
3bIBa€T HapylIeHUs] OPMUPOBAHUS T10JIA, BOBMOXKHO,
OHH MOTYT OBITh HACHTH()UIUPOBAHBI U UCIIOTB30BaHBI
KaK METOJIbI JISUEHHUS U MPeOTBPAIEHUs TeHIEPHBIX
po0i1eM, MPUBOISIINX K TPAHCCEKCYaIbHOCTH.

Camast O6ompmiasi mpoOiemMa M3y4eHHsI JaHHOTO
BOIPOCA COCTOUT B TOM, UTO, HCIIOJIb3Ys SKCIIEPUMEH-
TaJbHbIE MOJIEIH, HEBO3MO)KHO OLIEHHUTH NOBE/IECHUE
1 TeHJEPHYIO MPUHAAJIEKHOCTh JKUBOTHBIX. B cBs3n
C 9TUM HCCIIEJ0BATENN BBIHYXIEHBI TPOIOJIKATh HC-
M0JIb30BaTh YEJIOBEUECKUE «IKCTIEPUMEHTHI PUPOIBI»,
4TOOBI UCCIIEI0BATh MONOBYIO HACHTU(DHUKALIUIO.

3akJIroueHue

B IOCJICAHHUEC I'ObI OBLIO MOJIYY4Y€HO MHOT'O OOKa-
3aTCJIbCTB BIIMAHUA 'CHETUYCCKUX U SIIMI'CHETUYCCKHUX

46

0630p / Review

(axTOpoB Ha MOJOBYIO (PYHKLHUIO U CTPYKTYPY MO3Ta.
PasznuuHble pe3ynbTaThl YKa3blBalOT HA BAXXHOCTb
JaybHeHel HayqHO! pa3paOoTKH B ATOM HarmpasJie-
HUH, BEAYIIUX K OOJbIIEMY MOHUMAHHUIO MPOOIEMBI
1 pa3paboTke croco0O0B MPEJOTBPAIICHHS U JICUSHHUS
TPaHCCEKCyalIn3Ma.
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Hndopmanus 06 apropax:

Kynpsimosa Enena KoHcTaHTHHOBHA — Bpay-T€HETHK, aCUPaHT
kadenper nemmarpun GI'BY «C3OMMUIL» Munzzapasa Poccnm;

Macens Amnca CepreeBHa — KIMHHYECKHH OpPAMHATOP HAyYHO-
MCCIIC/IOBATENBCKO J1ab0paTOpHu AETCKOH 3HIoKkpuHONornn MuctuTyTa
sugokpuHonorun ®I'BY «C3OMMUIL» Munznpasa Poccny;

Haropnas Mpena UropesHa — KaHAMJIaT MEJUIMHCKHX HayK,
Bpad BEICIIEH KaTerOPMHU, CTAPLIMI HAay4dHBIH COTPYIAHHMK HaydHO-
HCCIIC/IOBATENBCKO J1ab0paTOpuu AETCKOH 3HIoKpruHONornn MuctuTyTa
sugokpuHonorun ®I'BY «C3OMMUIL» Munznpasa Poccny;

Huxuruna Mpuna JleopoBHa — JOKTOpP MEMIIMHCKUX HayK, 3aBETYI0-
11ast Hay4YHO-UCCIIEN0BATENbCKOM TabopaTopyeit 1eTCKOi SHI0KPHHONIOTHH
Huctutyta snpokpunonorun GI'BY «C3OMUIL Munsiapasa Poceun.
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