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BHJICNIACh MTPOCBETHTEIIO B TOM, YTOOBI COXPAHUTh
3aKIIFOYCHHBIN B HEM «OoraTedmii Matepuai st
W3yYEHHS] JKU3HH W TBOPYECKOH IEATETHHOCTH
MOPJIOBCKOTO Hapoza» [6].

JoxymeHnTtansubsiM noacnopseM M. E. Esce-
BBEBY B E€ro Hay4yHOW U yueOHOH pabore cramu
ero (ortorpaduueckue MUKIbL. YUEHBIH OTHUM W3
TIEPBBIX OIIEHWI TaKUe TOCTOMHCTBA (poTtorpadmu,
KaK I03HAaBaTeNFHOCTh, TOYHOCTH, JOKyMEHTANb-
HOCTh. EMy ymanoch 3aHUKCHpPOBaTh HEKOTOPHIC
MOMCHTBI PEJIMTUO3HBIX OGPHI[OB, XOTsA BO MHOTHUX
CeJICHbSIX U OOSUTUCH OCKBEPHUTB 001, pa3pernB
«caenarb W3 Hero moptper». dDortorpaduueckne
CHUMKH OOWJIBPHO HWILTIOCTPHPYIOT PabOTy y4YeHO-
ro «bpaTd4nHBl W APYTHE PENUTHO3HBIE OOPSIbI
MopaBeI [Tenszenckoit ryoepuun». B 1911 roxy pas-
HOOOpa3Hbie (ororpad)ui MOPIOBCKHX MOJICHUH,
CJ/IeNIaHHbIE B MECTaX UX COBEPIIEHHMS, IEMOHCTPHU-
poBanmch Ha 3acemannu OOmIecTBa apXeoJoTuH,
HUCTOPHHU ¥ STHOTpAdUH U BBI3BAIHN OOJBIION HHTE-
pec y cobpasmmxcsa. M.E. EBceBbeB Takxke neman
(dhoTorpadmyeckre CHUMKH, KOTOPBIE ITO3BOJISIIOT
3pUTENILHO PEKOHCTPYUPOBaTh Hanbojee BakKHbIC
MOMEHTBI MOPIOBCKOH CBaabObI.

Hayunsie uccnenoBaHusi y4eHOro, MOCBSIIEH-
HBIC PA3IMYHBIM aclleKTaM PeIUTHO3HO-00psI0-
BOH JKU3HENEATENBHOCTH MOPABBI, COAEHCTBOBAIN
OCHOBHOM 11e/in: C(OPMHUPOBATh B HAYYHOH H 00-
IIECTBEHHOW CpeJie sICHOe TPECTaBIIEHHE O pas-
JIUYHBIX CTOPOHAX OOBIICHHOW KYJIBTYPBI POTHOTO
Hapoma. [TogoOHas paboTa Takke MPsIMO H OIOC-
PEIOBaHHO pa3BHBajia HAIIMOHAIHFHOE CaMOCO3HA-
HHUe TpeacTaBuTeneii 3THoca. OHa criocodcTBOBaIA
BOCCTAHOBJIEHUIO OOTaTeHIero 3THOKYJIBTYPHOTO
[J1acTa, B KOTOPOM THPOSBISJICA HAlMOHAIbHBIN
MEHTAJIMTET Hapo/a.
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OCHOBHBIMH KJIMHUYECKUMH JTHarHOCTHIECKHU-
MU TIpu3HaKamu cuHapoma MapruHa-benna (CMB)
SBJIAIOTCSI yMCTBEHHAs! OTCTAJIOCTh Pa3IMIHOM CTe-
IEHNU BBIPAXKCHHOCTHU, KPYIIHBIC OTTOIIBIPECHHBIC
YIIHBIE PAKOBUHBI, BBICTYMAIOUINNA 100 U MacCHB-
HBII og0oponok, Mmakpoopxusm. CMBb skenpeccn-
pyercst BecbMa BapHaOeiIbHO, TPUIEM yMCTBEHHAS
OTCTAJIOCTh SIBIISICTCS HambOojee OOLIMM IIpH3HAa-
KOM.

HeoOrranocts HacnmenoBanuss CMb  3akimro-
YJaeTcsi B CIEAYIOLIEM: TIepegada 3abosieBaHUS
MIPOUCXOANT 4Yepe3 (EeHOTHITUYECKH HOPMAalbHBIX
MYXYHH (MX Ha3bIBAlOT HOPMAJIbHBIMH TPAHCMHT-
TepaMu — normal transmitting males); mogepu HOp-
MaJIbHBIX TPAHCMUTTEPOB HUKOI/IA HE OBIBAIOT yM-
CTBCHHO OTCTAJIBLIMU U HUKOI'Ja WJIN IIOYTU HUKOTAa
HE UMEIOT JIOMKOTO caiiTa Ha X-XpoMocoMe, OfHa-
KO, B CJIEJYIOIIEM ITOKOJICHUH TPETh KEHIIUH yM-
CTBEHHO HETIOJHOLECHHBIMU CO CPEIHHM 3HAYCHU-
€M 3KCIPECCUH JIOMKOTO CaiiTa paBHBIM MPUMEPHO
30 %, a mX CHIHOBBS, B CBOIO OUepelb, KaKk MpaBH-
JI0, OKa3bIBAKTCs OOJIbHBIMU. BpaTI)H KIIMHUYECCKH
HOPMAJIBHBIX MY>KYMH-HOCUTEJEH MapKepHOU Xpo-
MOCOMBI UMEIOT HU3KNH pHck 3aboseBanust CMb,
B TO BpeMs Kak Ul UX BHYKOB U IPaBHYKOB PHUCK
3HAYNATEIFHO BBIMIE. Takoi HEOOBIYHBIA XapakTep

HacnenoBarust CMb momy4u HazBaHWE TIapaokca
[Hepmana [1].

[Mpuunnamu cunapoma Mapruna-benn (CMB)
n YO FRAXE saBnsiercs skcnaHCHs TPUHYKIIEOTH -
HBIX TTIOBTOPOB (CGG)n B MPOMOTOPHBIX 00TACTAX
reaoB FMR1 nu FMR2. Dkcnancus TpUHYKICOTHI-
HBIX TIOBTOPOB — OCOOBIH KJIacc MaTOTeHHBIX MyTa-
LM, M3BECTHBIM OTHOCHUTEILHO HENAaBHO, ¢ 1991 1.
W3ydyenue MyTalMOHHBIX HPOLECCOB B 00J1aCTH
pacnonoxenuss reHoB FMRI u FMR2 aBnsercs
Kak (yHZaMEHTAIFHOU MPOOJIEMOH, CIOCOOCTBY-
IOLEH MMOHUMAHHUIO 3aKOHOMEPHOCTEH SKCIAHCUU
TPUHYKJICOTHIHBIX ITOBTOPOB BOOOIIIE, TaK M COILU-
aJIbHO 3HAYMMOM 3aj1a4eii 1o ANarHoCTHKE, Mpodu-
nakruke, ckpunuary CMb u YO FRAXE [2].

D} deKkTHBHBIX CPencTB IS ICUSHHS OOTHHBIX
¢ CMb u YO FRAXE He cylIecTBYET, MOAITOMY
0CcO0yI0 3HAYMMOCTH MPHOOPETAIOT BBISABICHUE
OONIbHBIX W MEINKO-TEHETHYECKOe KOHCYJIBTHPO-
BaHUE POJCTBCHHUKOB. HeoHaranbHBII CKPUHUHT
manpuukoB Ha CMB, YO FRAXE wu uucnenHbie
aHOMaJIMN X-XPOMOCOMBI ITO3BOJIUT HE TOJILKO CHH-
3UTh 9acTOTy psina Gpopm YO, HO U CBOEBPEMEHHO
OKAa3bIBaTh MEJUIIUHCKYIO U IICHXOIOTHYECKYTO M0~
MOIIb OOJBHBIM C STUMH TTO3THO BBISIBISEMBIMH 3a-
ooseBanmsIMH [3].

Heo0xomnMo OTMETHTH TpPYAHOCTH JHMArHO-
CTHKH, 00YCIIOBJICHHBIE HECKOJIBKUMH (DaKTOpaMH.
BapunabenpHOCTD M HEONPEAENEHHOCTh (DEHOTUIIN-
YECKUX MPOSABICHUH (yBEIMYEHHAsT OKPYKHOCTh
TOJIOBBI, TPyObIe YepThI JIMIA, TUIIOTOHUS, BBICTY-
TAOIIKE YN, JI00 M YeTIOCTh U MAaKPOOPXH3M) Jie-
JIAIOT HEBO3MOXKHOM MOCTAHOBKY JAMArHo3a TOJIbKO
Ha OCHOBaHMHM KJIMHHYECKHX JAHHBIX. [loCKOIbKY
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CHHJIPOM OOBIYHO TIPOSIBIISIETCSI 33/ICPXKKOM peve-
BOTO pa3BUTHS, NEPBbIC ITOJJO3PECHUSI HA HAJIW4HE
CMB y peG&nka BOSHUKAIOT JIUILB 110 JIOCTHKCHUH
UM BO3pacTa AByX-Tpéx JeT. Kpome Toro, y 0oib-
HeIX CMDB MOryT BBIABISTBCS THIIEPAKTHBHOCTH
W TIPU3HAKKU ayTHU3Ma, XOTd OHU U HE ABJIAIOTCA
00s13aTeNIbHBIMU aTpUOyTaMK JIJAHHOTO CHHAPOMA.
CylecTByeT LUTOT€HETHUYECKUI METoJ AUarHo-
CTHKH, HO OH ycTapell W JaéT 3HaYMTEIbHYIO MO-
TPEIIHUCTD, TAKMM 00pa3oM, ONTHMAJIBHBIM SBJIS-
etcst Be1oop TP merona nuarnoctuxu CMB [4].

OCHOBHOH 1LIeBI0 HAIIeH pabOTHI CTAJIO MpaK-
tryeckoe onpenenenue MerogoM IIIP nuarno-
cTHKH cuHapoMa Mapruna-bema (CMbB) y mmn
MyXxcKoro roia B PoctoBckoii obrmactu. Hamu 6611
WCIIONB30BaH MpaiiMep crenn(uuecKoro ydacTka
CpG ocTpoBKa HAXOAAIIETOCS B TPOMOTOPHOM 30HE
resa FMR1, 4To 1aet BBICOKYIO TOUHOCTH JUArHO-
CTUKH. [laHHBII METOA paccuuTaH Ha MPUMEHEHHE
KOHTPOJIb JIMI[AM MYXXCKOTO II0JIa, MOXKET J1aBaTh
JIO>)KHOTIOJIOXKHUTEIIBHBIA pe3yabTaT IpH CHHIPOME
KnsitadenTep, T0KHOOTpUIIATEIEHBIC PE3yIBTATHI
He BeisABIeHBI (CtpensanukoB, 2000). PaboTsr mpo-
BOJMIUCH Ha 0a3e KIMHUKO-AarHOCTHYECKOH J1abo-
paropun 3A0 «Hayxka» crenuamicTaMu BEICOKOTO
poQuIIsL.

ITo pa3HbIM TUTEpaTypHBIM JaHHBIM CPEIU HO-
BOPOXXKJCHHBIX MAaJIBYMKOB YacToTa 3a00ieBaHMs
CcHIIBbHO KosteOmuThea u cocrasisier oT 1 Ha 1000 no
1 Ha 4000 y manpuukoB u 1 Ha 8000 y neBouek. Ta-
KUM 00pa3zoM, 4acToTa pacripoCTPaHEHHOCTH ITOi
(OpPMBI YMCTBEHHOH OTCTAJIOCTH CPEAN HOBOPOXK-
JICHHBIX JIMIIb HEMHOTO YCTYIIAaeT PacnpOCTpaHeH-
HOCTH cuHJIpoMa JlayHa..

Hamu Obutn mccnenoBansl 172 manueHta u3
PoctoBckoit obnmactu ¢ mopo3pennem Ha CMB, u3
KOTOpBIX BbIsiBIIeHBI 4 cityyast CMb. Takum oGpa-
30M, obmmas gosst 6onpHBIX CMbB K 310pOBOMY Ha-
ceneHnio B POCTOBCKO# 00acTH HECKOJIBKO BBIIIIE,
YeM B JINTEPATypHBIX HCTOYHHKAaX. Bo3MOXHO,
9TO CBS3aHO C HE OOJBIION BBIOOPKOHW TMAIMEHTOB
C TIOIO3PEHUEM Ha JaHHBIM CHHIPOM, BO3MOXKHO
C IUIOXOH AKOJIOTHYECKOi 00cTaHOBKOII [5-8], KoTO-
past TO)Ke MOXET ITOBJIMSATH Ha CHOHTAHHBIN MyTa-
LIMOHHBIA MPOLECC, CBSI3aHHBIN C MOBPEKICHUSIMA
X XpOMOCOMBI YEJIOBEKA.
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Cenesenka u mumdoyzen (JIV) umeror obmee
B (DyHKIIMOHAJILHON MOPQOJIOTHUH: OHU TIPEJCTaB-
JSIFOT cO00M MMQOUIHBIE OPraHbl-OMO(GUIBTPBI
Ha TyTSX OTTOKAa KPOBH, BEHO3HOW WM JIMM(QBI.
B ommmume OT TedeHH, celle3eHKa HE COAEPIKHT
BOPOTHYIO CHCTEMY M UyAECHYIO CETb BEHO3HOTO
pycna. Ho cenme3eHka mMmeeT crenuaan3HpOBaH-
HbIE KPOBEHOCHBIE MHUKPOCOCY/bI (KHCTOUYKOBBIE
apTepHOIIbl U BEHO3HBIE CHHYCOM/bI), IPUTOKAMHU
WIN OIYHTaMH KOTOPBIX CIIY’)KaT TKaHEBbIE KaHAJIbI
(mpencraBiieHHe O HE3aMKHYTOM KpOBOoOOpariie-
HuM). B otnmume ot ceneszeHkH, AeUHUTHBHAS
[IEYEHb HE COJEPKUT KPOBETBOPHYIO TKaHb, a JIY —
MUEJIHOHMHYIO TKaHb. SIBISSICH 4acThlo Hempe-
pBIBHOTO JuMaTndeckoro pycia, JIY opranusyer
TPAHCIIOPT JMMQBI, IMaCCUBHBIA W aKTUBHBIH, HO
TaK)Xe OCYIIECTBISIET OYUCTKY JIUM(BI OT UyKe-
pomsbIX Ter. JIY — 310 auMdaHTHOH (MBIIICYHBII
ME)KKIJIATTAaHHBIA CETMEHT JIMM(paTHIEeCKOTO PycClia)
¢ uMbOUTHON TKaHBIO B cTeHKax. JIY MiekomnuTa-
IOIINX YCTPOCH KaK MaTpOHHbIH OMO(UIBTP: BETBU
apPepeHTHBIX JTUM(PATHIECKUX COCYJ0B, KpacBOM
W TIPOMEXKYTOUYHBIE CHHYCBHI CXOISITCS B BOPOTHOM
CHHYCE, TIe HAYMHAIOTCS dPPepeHTHBIC THMpaTH-
YECKHE COCYHbI; CHHYCBI OKPY’KalOT U IIPOHHU3bIBA-
10T JuMponHyto TkaHb. CXOIHO yCTPOGH BEHO3-
HBI OMOMWIBTP TIEUEHH: BEHO3HBIC CHHYCOMBI
NepeMexaroTcs ¢ Tshkamu rernarouutoB. JIY kax
4acTh OSKCTPAOPTaHHOIO JHMMQaTHUECKOTO pycia
pacronaraiTcst OKOJIO apTepuil. MIX BETBH BXOIST
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