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Cunzapom Jlayna (Tpucomus 1o xpomocome 21) — ogna u3 GopM reHOMHOIT
MaToJOTUHA, NpPU KOTOPOM 4Yalle BCEro KapuoTum TmpeacrabieH 47
XPOMOCOMaMHM BMECTO HOPMaJIbHBIX 46, MOCKOJBKY XpPOMOCOMBI 21-i maphl,
BMECTO HOPMAaJbHBIX JBYX, HPEIACTABICHBI TPEMsI KONMHUSAMH (TPUCOMUSA).
CymiecTByeT €€ aBe PopMbl JaAHHOTO CUHAPOMA: TPAHCIOKALIUS XPOMOCOMBI
21 Ha gpyrue xpoMocoMsbl (yaie Ha 15, pexxe Ha 14, em€ pexe Ha 21, 22 u Y-
xpomocomy) — 4 % ciydaeB, 1 MO3auMYHbIM BapuaHT cuHapoMa — 5 %.
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CpegHecTaTUCTNYECKNE OaHHbIE

[lo cTtaTuctuke, 1 MmnageHeu
n3 600-800 nosBndaetTcss Ha
cBeTr c cuHgpomom [layHa.
Takme Oetn poxgawTca U B
Adpuke, u B A3un, u B
EBspone,

HESABVNCWUMO ot obpasa
XU3HU poauTenen

(MHOrMEe OWKNDOYHO CHUTALOT,
4YTO aTa reHeTnyeckas
aHomanusa  --  creacteue
npuema arnkoross NI
HapKOTMKOB).



DIHUIEMHOJIOT U

Cunapom [layHa He sIBIIIETCS PEIKOM MATOJOTHMEN — B CPeAHEM HAOMIOAAETCsl OJUH Clydail Ha
700 ponoB; B JaHHBIM MOMEHT, OJiarofaps MpeHaTalbHON JUAarHOCTUKE, YaCTOTa POXKICHUS JIeTel
¢ cunjapomoMm Jlayna ymenspmmiach a0 1 k 1100. VYV ManpumkoB M y JI€BOYEK AaHOMAJIMS
BCTPEUYAETCS C OAUHAKOBOM YaCTOTOM.

Yacrora poxnaenuid aerert ¢ cuHapomom Jlayna 1 wa 800 mnm 1000. B 2006 rony LlenTp mo
KOHTPOJIIO U MpoduiIakTuKe 3a00JIeBaHUN OIEHMJ Kak oauH Ha 733 kuBOpOokAEHHBIX B CIIIA
(5429 HoBBIX ciaydaeB B rof). Oxono 95 % u3 Hux no tpucomuu 21-ii xpomocombl. CUHIPOM
JlayHa BcTpedyaeTcs BO BCEX STHUUYECKUX TPYNIaxX M CPeu BCEX YKOHOMUUECKUX KIIACCOB.

Bo3spacTt Marepu BIMsET Ha IIAHCHI 3a4aThs peo€HKa ¢ cuaapomoM Jlayna. Eciau marepu ot 20 110
24, BepossiTHOCTB 3TOTO 1 K 1562, ecniu marepu ot 35 10 39, To 1 x 214, a B Bo3pacte crapiie 45,
BEpOATHOCTh 1 K 19. X0Th BEpPOSTHOCTh M yBeIWUYUBAETCS C Bo3pactoM marepu, 80 % mereit ¢
JAHHBIM CHUHJIPOMOM POXKJIAIOTCSl Y KEHIIMH B Bo3pacte A0 35 Jer. OTo oObsicHsEeTCs Oolee
BBICOKOM POXKIAEMOCTHIO B JTAHHOW BO3pacTHOM rpymnre. [lo mocieqHuM MaHHBIM OTHOBCKUU
BO3PACT, 0COOCHHO €clu cTapiiie 42 JIeT, TAKKEe YBEIUYUBAECT PUCK CUHAPOMA.

CoBpeMeHHbIe HccaenoBaHus (Mo cocrosHuio Ha 2008 rox) mokaszaiu, 4yto cuHAapoMm JlayHa
O0OyCJIOBJIEH TaKX€e CIy4YallHBIMU COOBITUAMU B MpoLiecce GOPMUPOBAHUS TTOJIOBBIX KJIETOK W/HIIH
OEpPEMEHHOCTH.



BeposSsTHOCT, BOSHMKHOBEHHUS CHHIpOMA J/layHa B 3aBUCMMOCTH
OT BO3pacTa Marepu

Maternal age as effect on Trisomy 21
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[TaTopuznonorus

Tpucomus
TpucoMust — 3T0 HAUTMYKE TPEX FOMOJIOTUYHLIX XPOMOCOM BMECTO Iapbl B HOPME.

TouHast nprUYKMHA 3TOTO HEU3BECTHA, HO, MMO-BUINMOMY, OHA KaK-TO CBSI3aHA C BO3PACTOM SIMIIEKIIETOK MAaTEpHU.
TprcoMust MPOUCXOAUT M3-3a TOTO, YTO BO BpEMs Meiio3a XpomMocombl He pacxondarcs. [Ipu cnusaaum ¢ rameroi
IPOTUBOIOJIOKHOTO T0J1a y dMOproHa obpasyetcst 47 xpomocoM, a He 46, Kak 0e3 TPUCOMHUH.

Tpucomus 21-it xpoMocombl B 95 % ciydaeB sIBISE€TCS IPUUYMHON BO3ZHUKHOBEHUs cuHapoma JlayHa, u B 88 %
CJIy4aeB U3-3a HEPACXOXKCHUSI MATEPUHCKUX TraMeT U B 8§ % — MY»KCKHUX.

Mo3anumsm

Tpucomusi 0OBIYHO BBI3BaHA HEPACXOKICHHEM XPOMOCOM TIpH (HOPMHPOBAHWUU TOJIOBBIX KIETOK POAMUTENS
(rameT), B 9TOM clydae BC€ KIETKH OpraHu3ma peO&Hka OyayT Hectu aHoMmanuioo. [Ipu mo3zaunusme ke
HEPACXOXK/ICHUE BO3HHUKAET B KJIETKE 3apO/Iblllla HA PAHHUX CTAJIUAX €0 Pa3BUTHUS, B pe3yJIbTaTe Yero HapyluIeHue
KapuOTHUIla 3aTparuBaeT TOJbKO HEKOTOphIE TKaHU W OpraHbl. JlaHHBIN BapuaHT pa3BUTHsS cuHApoMma JlayHa
Ha3bIBaeTCA «Mo3amuHblii cuHapoMm JlayHa» (46, XX/47, XX, 21). [annas dbopma cUHIpOMA SBISETCS Kak
paBmIO OoJiee JIETKOM (B 3aBUCUMOCTH OT OOIIMPHOCTH M3MEHEHHBIX TKAHEH U MX PACIIOJIOKEHUS B OPTaHU3ME),
OJTHAKO OoJiee TPyIHA JUIsl MPEeHATATBLHOW TUAarHOCTHKHU.

[To nanHoMy THIY cUHAPOM TosiBIsieTcst B 1—2 % cinydaes.

PoOepTCOHOBCKHE TPAHCJAOKALIMH

JlononHUTeNbHBIA MaTepuan 21-i XpoOMOCOMBI, BBI3bIBAIOMINI CUHAPOM JlayHa, MOXKET MOSBUTHCA 3a CUET
POOEPTCOHOBCKUX TPAHCIOKAIMKA B KapUOTHUIIE OHOTO M3 ponauTesneil. B maHHom ciydae miumHHOE Tuiedo 21-i
XPOMOCOMBI TIPUKPEIJICHO K IJIeuy APYyroil xpomocomsl (darie Bcero 14-it [45, XX, aep (14; 21) (q10; q10)]).
deHOoTUIT Y YeTTOBEKa ¢ POOEPTCOHOBCKUMH TPAHCIOKAIMSIMU COOTBETCTBYET HOpMeE. Bo BpeMsi pempomyKium,
HOPMAaJIbHBIM ME03 MOBBIIIAET IIIAaHC Ha TPUCOMHUIO 2 1-i1 XpOMOCOMBI U pOXKIeHUS peOEHKa ¢ cuHapoMoM JlayHa.
JIaHHBIN THUII OSIBIICHUSI CUHApPOMA 3aHUMaeT 2—3 % OT BceX CIydaes.




XapakTepHbIE YEPTHhI, COMYTCTBYONINE CUHIpOMY JlayHa

AHDHNCKUH Bpay
TIEPBBIN B
1862 romy omucain u
0XapaKTepU30Ball
CHHJIPOM, BIIOCIIEICTBHH
Ha3BaHHBIA €T0 HMCHEM,

Kak popmy

. [lInupoxo

HU3BCCTHBIM IIOHATHE
CTaJIo MocCiie
OIyOIMKOBAHUS M
JIOKJIa[a Ha 3Ty TEMY B
1866 romy. 13-3a

Hayn
WCIIOJIb30BaJl TEPMUH
MOH20110UObL (CUHAPOM
K€ Ha3bIBaJIn
MOH2OTUIMOMY).
IIpencrasnenue o
cunapome JlayHa Ob110
OYCHb IMPUBA3AHO K
pacusMmy BIUIOTH 10 1970-
X TOJIOB.

-«mtockoe uno» — 90 %

-Opaxunedanus (aHOMallbHOE yKOpoueHHe uepena) — 81 %

-KOYKHasl CKJIaJIKa Ha 11ee y HOBOPOXKIAEHHBIX — 81 %

-NMKAHTYC (BepTUKAIbHAs KOXKHAS CKIIa/IKa, IPUKPHIBAIONIAs MEIHATIbHBIA YToJl IIa3HOH MIen) —
80 %

TUIEPIOABUAKHOCTB cycTaBoB — 80 %

-MbIeyHast runoronns — 80 %

-IJIOCKUH 3aTbUIOK — 78 %

-KOpoTKue koHeuHoctd — 70 %

-Opaxumesodananrus (YKOpOYEHHE BCEX MANBIEB 3a CUET HEJOPa3BUTHS cpeanux ¢ananr) — 70 %
-KaTapakTa B Bo3pacTe crapiie 8 1er — 66 %

-OTKPBITBIA POT (B CBSI3U C HU3KUM TOHYCOM MBIIIIL U 0COOBIM CTpOoeHHEM HEOa) — 65 %

-3yOHBIe aHOMaIUU — 65 %

JKJIMHOIAKTIIINS 5-T0 majbia (MCKpuBIEHHBIN Mu3uHel) — 60 %

-apKo0OpasHoe («roTHIeckoe») HEOo — 58 %

-‘0cKas nepeHocuna — 52 %

-0opo3muarhiit 361K — 50 %

-TIONIepevHast JaJI0HHas CKiIaJiKka (Ha3pIBaeMas Takke «00e3bsiHbei») — 45 %
-KOpOTKas 1mupokas mest — 45 %

-BIIC (Bpoxxaénnsblil mopok cepaua) — 40 %

-kopotkuii Hoc — 40 %

.cTpabu3M (kocomtazue) — 29 %

-neopmanus TpyJHOM KJIETKU, KWIEBUAHAs WM BOPOHKooOpasHast — 27 %
JIMTMEHTHBIE MIATHA 110 Kparo pamayXku = naTHa bpymdunsaa — 19 %
-ANUCUHAPOM — 8 %

-CTE€HO3 WJIM aTpe3usi JBEHAAATUIIEPCTHOM KUIIKK — 8§ %
RO TTATHILINT Tetivor — Q 0/




XapakTepHble 4epTbl, CONyTCTBYOLIME cMHapomy [dayHa

HONLMOW
2 eﬁeHOH




XapakTepHble 4epTbl, CONyTCTBYOLIME cMHapomy [dayHa




IIepcneKkTuBbI pa3BUTHS PEOEHKA/B3POCIIOro ¢ CUHIPOMOM
JlayHa

CreneHp nposSBICHUS

HaBpikn HopmarTuBhbIe Cunppom flayna Cunppom flaysa

3aﬂep>KKH YMCTBGHHOFO Aanusie (Aanneie no NMyweny*) (naunnie [1CA)
U PEUYCBOI0 pa3BUTUA =™ ‘ c s
MepepopayuneaeTca 5 8 6
BaBI/ICI/IT KaK OT CHauT CamoCTOATENbHO 7 10 8.5
Bp O)KI[éHHI)IX Mon3aet Ha xueoTe 8 10 87
Mon3aeT Ha YETBEPEHbKAX 10 15 12,5
(baKTOE)OB, TaK H OT CTouT 6e3 onopel 1 20 14,5
3aQHITUN C PEOEHKOM.  yopn " 24 182
I[GTI/I C CHHI[pOMOM [0BOPMT cCNoBa 10 16 147

* From Down Syndrome Growing and Learning. Siefried M. Pueshe! (Ed) P. 70

JlayHa oOy4aeMsl.



[lepcnekTuBbl pasBuTust pebeHKa/B3poCcnoro ¢ CUHAPOMOM
[ayHa

ITpoOIKUTENIBHOCTD KU3HU B3POCIBIX ¢ CUHAPOMOM JlayHa yBenuyniiach — Ha
CETOJIHSIIHUN JICHb HOpMaJIbHAs MPOAOJDKUTEILHOCTD KU3HU Oosee 50 eT. MHorue
JIFOAM C TAaHHBIM CHHJIPOMOM BCTYTAIOT B Opaku. Y MyX4UH HaOJIIO1aeTCst
OTPaHUYECHHOE YHCIIO CIIEPMATO30MI0B, OOJIBIIMHCTBO MY KYHMH C CUHIApOMOM [layHa
OecrIoHbI. Y KEHIIUH HAOII0A0TCs perysapHble MecsiuHble. [1o kpaiiHeit mepe
50 % »xenmuH ¢ curapomom Jlayna Mmoryt umets gerer. 35—50 % neren,
POXKIEHHBIX OT MaTeper ¢ CUHAPOMOM JlayHa, poxKIaroTca ¢ CHHAPOMOM JlayHa unu
APYTMMU OTKIIOHEHUSIMU.

Nmerorcst manHbIe, 4TO OOIBHBIE CHHAPOMOM JlayHa peke UMEIOT PAKOBBLIE OIYXOJIN.

OpHako JIroau ¢ CMHIpoMoM JlayHa HaMHOTIO Yalle OObIYHBIX CTPAgaloT OT
KapJIMOJIOTUYECKUX 3a00JIeBaHUM (OOBIYHO 3TO BPOXKAEHHBIC IIOPOKHU CEP/ILIA),
0oJie3HU AJblIreiMepa, OCTPhIX MUEIOUIHBIX JICMKO30B. Y JIIO/Ie ¢ CUHIPOMOM
JlayHa ocia0iieH UMMYHUTET, IO3TOMY JI€TH (0COOEHHO B paHHEM BO3PACTE) 4acTO
OOJICIOT THEBMOHHUSMH, TSHKEJIO MEPEHOCIT AETCKME HHDEKIMU. Y HUX HEPEAKO
OTMEYAIOTCSl HAPYIICHHUS MTUIIEBAPECHUS, aBUTAMUHO3.



KOrHuTuBHOE pa3BUTHE

KorauutusHoe pasButue aereil ¢ cuHapomoM JlayHa B pasHBIX CIIydasx CHIbHO pazianyaerca. Ha JaHHBII MOMEHT HEBO3MOXKHO 10
POXKICHHS ONPEAETUTh, KaK XOpoIIo peOEHOK Oyaer oOydarhcsi M pa3BUBaThCs (pusnuecku. OnpesnereHrne OnTUMAIbHBIX METOJ0B
IPOBOAMUTCS IMOCIE POXKICHHUS MPH MOMOIIY PaHHET0 BMEUIATENbCTBA. Tak KaK JeTH UMEIOT IIUPOKUI CIEKTp BO3MOXKHOCTEH, UX
ycIiex B IIKOJIE TI0 CTAHAAapPTHOM mporpaMme oOy4eHUsI MOXKET CHIIBHO BapbupoBarbes. [IpodieMbl B 00ydeHnH, TPUCYTCTBYIOIINE Y
nerei ¢ cuHapoMoM JlayHa, MOTYT BCTpEYaThCsl U y 30POBBIX, MMO3TOMY POJHMTEIM MOTYT IMONPOOOBATH HCIIOIB30BATH OOIIYIO
nporpaMmy oOy4YeHHs, IPENnoAaBaeMyIo B IIKOJaX.

B OonbpmmHCTBE ciydaeB y JeTell ecTh MpoOjeMbl ¢ peublo. Mexay MOHMMaHHEM CJIOBa M €r0 BOCHPOHM3BEICHHEM IPOXOIUT
HEeKoTopasi 3ajiepkka. [losTomMy poauTensM pekoMeHAyeTcs BOOUTh peOEHka Ha oOydeHwe K Jjoromeny. Menkas MOTOpUKA
3aJIepKUBAETCS B PA3BUTUH U 3HAYUTEIHHO OTCTAET OT APYTHX JIBUTATENIBHBIX KauecTB. HeKoTophle €T MOTYT HauaTh XOIUTH YK€ B
JIBa rojia, a HEKOTOPbIe TOJBKO Ha 4-M rogy nocie poxaeHus. OObIYHO Ha3HAYAIOT (PU3NOTEPAITUIO, YTOOBI YCKOPHUTH 3TOT IPOIIECC.
YacTo CKOpPOCTh pa3BUTHs PEYU U KOMMYHUKAaTHBHBIX HaBBIKOB 33JI€PKHBAETCS M IOMOTAET BBIABUTH MPOOJIEMBI co ciyxoM. Ecnu
OHH IPUCYTCTBYIOT, TO IIPY IOMOIIM PAHHETO BMEIIATENILCTBA ITO JiedaT JM00 HA3HAYAIOT CIYXOBBIE aIllapaThl.

Hereit ¢ cunapomom JlayHa, ydamuxcsi B IIKOJE, OOBIYHO PACHpPEAEISIOT IO KJaccaM I0-O0COOCHHOMY. OJTO OO0yCIOBICHO
NOHMKEHHONW 00y4aeMOCThIO OONBHBIX JI€Te W OYeHb BEPOSTHBHIM OTCTABAHMEM HMX OT CBEPCTHHKOB. TpeOoBaHHMS B HayKax,
HCKYCCTBE, HICTOPUH U APYTHX MPEeIMETax MOTYT OBITh JUIsl OOJIBHBIX JEeTel HETOCTHKUMBIMU WM TOCTUTHYTHI 3HAYUTEIBHO TO3XKE
0OBIYHOTO, TIO 3TOM MPUYMHE paclpeieieHUue MOJ0KUTEIBHO BIMAET Ha 00yueHHe, 1aBasi JeTAM IaHC. B HEKOTOPBIX eBpONeHcKux
cTpaHax, kKak I'epmanus u JlaHus CyliecTBYeT CHCTEMa «IBYX yduTelneil», B KOTOPOM BTOpOHl yuurTenb OepéT Ha ceds neTei ¢
KOMMYHUKAI[HOHHBIMH TPOOJIEeMaMUd W YMCTBEHHOW OTCTaJOCTBIO, OJHAKO 3TO IMPOUCXOAWUT B TpeAeiax OJHOrO Kiacca, 4To
HPEMSATCTBYET YBETUUYEHUIO YMCTBEHHOTO pa3pbiBa MEXAY JA€TbMH M MIOMOTaeT peOEHKY pa3BHBaTh KOMMYHHKATUBHBIE CIIOCOOHOCTH
emi€ U CaMOCTOSTEIIBHO.

Kak anprepHaTHBa METOAY «JIBYX YYHTEJEH» CyIIECTBYEeT HpOrpaMMa COTPYIHHUYECTBA CIEHUAIBHBIX M 00I1e00pa30BaTeIbHBIX
nikos1. CyTh 3TOM MPOrpaMMBbl 3aKJIK0YAETCS B TOM, UTO OCHOBHBIE 3aHATHUSA JJIs1 OTCTAOLIUX JETEN MPOBOASATCS B OT/EIbHBIX KJlaccax,
4yTOOBI HE OTBJIEKATh OCTAJBHBIX YUYEHUKOB, a Pa3IUYHBIE MEPONPUATHS, TaKue Kak: MPOTYIKH, 3aHSATHS HCKYCCTBOM, CIIOPTOM,
IIEPEMEHDI U IIEPEDBIBBI HA ITUTAHUE IIPOBOIITCI COBMECTHO.



