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MOYKEeTe 03HaKOMUTbLCA
C aHHOTALMAMMU U
K/ItOYEBbIMW CTATbAMM C
nomouwbto Unique.

Oynnukauuma 4-u XpoOMOCOMbI

[ynavKkauus KOpoTKOro naeyva 4-im XxpoMoCcoMbl — pesKoe
XpoOmMoCOMHoOe 3a60neBaHme, NPUY KOTOPOM Yy4aCTOK OLI,HOVI ns3
46 XPOMOCOM OKa3biBaeTCA y4BOEHHbIM. Kak 1 60nblIMHCTBO
APYrnx XPpOMOCOMHbIX 336OHEBaHMl;'1, AaHHOe COoCToAHue
conpoBoXaaeTca BpO)K,CI,éHHbIMVI NOpPOKamy, 3a,u,ep>+(K013'1
pPasBUTMA N TPYAHOCTAMU B 0BYYEHUN PA3INYHOM CTENEHM
BblPaXXeHHOCTU.

XpOMOCOMbI MOFYT BbITb Pa3/IMYHbIX PA3MEPOB, KaXKaan umeeT
KopoTKoe (p) 1 ganHHoe (q) nnevyo. OHU NPOHYMEPOBAHbI OT
CaMOWM KpynHOM 40 camoi maneHbKo, oT 1 1o 22, cornacHo mx
pasmepy, a KPOMe TOro, UMEIOTCA, MO/I0BbIE XPOMOCOMbI X 1 Y.
Y Ka)4oro yenoseka MMeoTCs ABe KOMUMU KaxkaoM 13
Xpomocom (23 napsbl), o4Ha HacaeayeTca oT oTua, BTopasa — oT
maTepu. Y nogen ¢ gynavkaumei 4p yaBoeH y4acToK
KOPOTKOro nseya 4-i xpomocomel. Mpu aTom apyran
Xpomocoma 4 nmeeT 06biuHble pazmepbl. Takxke AynavKaumio
4p MHOrAa Ha3bIBAOT TPUCOMMEN MO KOPOTKOMY Maedy
Xpomocombl 4 (Tpucomus 4p).

[aHHan 6poltopa cogepKuT nHbopmaumio 06 04MHaKOBbIX
WM NOXOMMX MPU3HAKAX, KOTopble Bblan 06HApYKeHb Y
noaen ¢ aynankaumeid KopoTKoro naeya 4-i Xpomocombl.
JllopamM ¢ HEOAMHAKOBBIMM TOYKaMM Pa3pbiBa XPOMOCOMbI
NPUCYLLM Pa3NMyHble 0COBEHHOCTH, HO N0AM C AyNAVKaumen,
KOTOpan NOKpPbIBAET, MO KpaliHel mepe, ABe TPeTU BepxXHei
YacTM KOPOTKOrO MNJjieva, UMEIOT yXKe onpegesieHHble oblme
NPU3HAKK.

B npouecce nccnesoBaHna XpOMOCOMbI OKPaLLMBaOTCA
Kpacutenem, KOTopblli NO3BO/IAET BbIABUTb XapaKTePHbIN
PUCYHOK TEMHBIX U CBET/IbIX MO0C. M0N0ChI Ha KaXKAoM nieve
NPOHYMEPOBaHbl OT LLEHTPOMEPbI (TOUKA CYKEHUA MeXay
nae4Yamm XpOMOCOMbI NOKa3aHa Ha AMarpamme HUXKe) K KoHLy,
M3BECTHOW Kak Tenomepa. Bbl moxeTe yBuaeTb obpasel,

4p
4q
Aynankauusa
KOpPOTKOro
4-an nneva
Xpomocoma 4-iA XPOMOCOMbI

MpuumnHbI

Y106bl OTBETUTL Ha BOMpocC "lMoyemMy 3TO Npom3owno?", reHeTUKaM HYXKHO 3HaTb O
XpOMOCOMaXx poauTeneit. HecnoxHbIM aHann3 KPoBKU 06bIYHO AaeT OTBET Ha 3TOT BOMNPOC U, B
60/1bLUIMHCTBE C/Iy4aeB AynanKauum 4p, MOKasbiBaeT, YTO OAUH U3 poauTenei umeet
HeobbIYHYI0 NEPECTPOMKY XPOMOCOM. B 3TOM HET HUYbel BUHbI, 1 3TO NPOUCXOAUT He U3-3a
YbUX-TMBO AENCTBUN.

Korpga ato HacnhepyeTca

D,Ba Bnaa TMNNYHbIX XPOMOCOMHbIX NepecTpoeKk y pop,VlTenef/'l MOTYT NPUBECTU K AynankKaummn
4p y pebeHKa. Camu pogmTenn obblI4HO 340P0BbI M PA3BUBAIMCb HOPMAJIbHO Baroaaps
HaANYNKO HOPMaAJIbHOIo Ko/1IM4eCcTBa XPOMOCOMHOIo maTtepuana.

Y poauTens co c6anaHCMpPOBaHHOM TPaHC/IOKaLMen NPOUCXoANT 06MEH XPOMOCOMHbIM
MaTepmraaom Mexay pas/iMuyHbIMU Xpomocomamn. O6bIYHO 3a4eMCTBOBaHbI ABE XPOMOCOMbI,
HO MOKeT 6bITb 1 BobLIe. 22-9 XPOMOCOMa AB/IAETCA BTOPON XPOMOCOMOM, KOTOpas valle
BCEro yyacTeyeT B AynauKkaumu 4p. Ecan nepectaHoBKa MMenia Mecto meskay 4-oi
XPOMOCOMOW M KOPOTKMMM naevamm 13-i, 14-i, 15-i, 21-1 nam 22-i4 XpOMOCOM, TO
nocneacTsus ana pebeHKa, ckopee Bcero, b6yayT TO/IbKO MO NpUyYnHe Aynankauum 4p. B
cnyyae noboi Apyroi TpaHCAOKaLUMM BEPOATHbI U AONONHUTENbHbIE NOCNEACTBUA,
BbI3BaHHble NoTepeit maTepunana Apyro XpOMOCOMbI.

KpaliHe pefKoi ABAAETCA CUTYaLMA, KOr4a MaTepuman KOPOTKOro nseda 4-oit XpoMoCOMbI
nepemelLaerca Ha X-Xpomocomy. TaK Kak 04Ha 13 ABYX X-XPOMOCOM Y KEHLLMH NouTH
COBEpPLUEHHO HEaKTUBHA, 3TO MOXET NO4AaBMUTL NOCAeACTBUA aynauKkauum 4p (Petit 1994).

Y poamTens ¢ NnepuLEeHTPUYECKON MHBEPCUEN B 4-1i XDOMOCOME MMEIOTCA [iBEe TOUKM PaspbIBa,
0ZHa B KOPOTKOM NJjieye v OfHA B A/IMHHOM. LleHTpanbHbIi pparmeHT XpomMoCoMbl NOBEPHYT
Ha 180 rpagycos v BCTaB/ieH 06PaTHO MeXAy ABYMA Pa3opBaHHbIMM KOHUAMMU. Y pebeHKa,
Kak npaswuno, 6yayT nocseacTeus OT yABOEHMA KOPOTKOrO naeya v noTepu matepuana B
AIMHHOM NJjiede XPOMOCOMbI.

M3penkKa yasoeHne HacneayeTca OT O4HOMo U3 po,u,meneﬁ, Y KOTOpOro Ha6J'IIO,EI,36TCF| B
TOYHOCTU TaKaA e XPOMOCOMHaA HEPECTPOVIKa. Takune Cny4yan U3BeCTHbl TOJIbKO C y4acTnem
KOPOTKUX CETMEHTOB.

I'Ile BCeX YHacnenoBaHHbIX CydaaX PUCK I'IOBTOpHOVI naTo/N0rM4ecKom 6EPEMEHHOCTVI
3HAYUTENIbHO yBENIMYMNBAETCA. Cembu MoryT 06CVLI,MTb CBOKO MHAMBUAYANNBbHYIO CUTYAUUIO B
MEAMKO-FEHETMHECKOVI KOHCY/bTalnn.

Korpga ato He Hachepayertca

Ecnu TecTbl NOKa3bIBalOT, YTO POAUTENBCKME XPOMOCOMbI aBCOMIOTHO HOPMasbHbI, 3TO
O3Ha4aeT, YTo AYyNIMKALMA NPOU30LLA C/TyYaliHbIM 06pa3omM. FeHEeTUKM Ha3bIBalOT 3TO
ABneHue de novo, NnoApasymeBas, YTO OHO He YHAacNeA0BaHOo, a TaK¥Ke, YTo pebeHOoK ¢
naTonornen — nepsblii B ceMbe C N0A06HbIM XPOMOCOMHbIM PacCTPOMCTBOM. B Takom cnydyae
KpaliHe ManoBepoATHO, YTO NOA0B6HOE MOXKET CNYYUTHCA CHOBA. TeM He MeHee, cylecTeyeT
O4YeHb HebOo/blLAA BEPOATHOCTb TOTO, YTO AYNJIMKaLMA Npom3oLia Bo BpeMs GopMUpOBaHUSA
KNETOK, KOTOpble B Aa/IbHENWEM AAI0T Hayano alLeKAeTKe Uan cnepmaTosonsy. 3To MoXKeT
NPMBECTU K CMELIEHMIO HOPMAJIbHbIX M aHOMAJIbHbIX ALEKIETOK MU CNepmaTo3onaoB
(roHaaHbIM MO3aNLM3M UM MO3aULM3M K/IETOK 3apOablLleBOi IMHUK) C peanbHbIM PUCKOM
elle o4HOM naTonornyeckon bepemeHHocTn. OgHaAKO, BEPOATHOCTb, YTO TaKOe CYUNUTCA,
0eNCTBUTENbHO KpalHe mana.



Mepwopa nonosoro

co3peBaHmA -

noan n cembu

roBopAf...
(11
Ee peakuus 6bina

33aTOPMOXKEHHOM, U Y Hee
6b1n1 )Kap. Mbl 6b111 B
nasaToyHOM flarepe BO
®paHumn 1 gymanu, 4To

OHa noAaxsaTtuaa

MHbeKuMIo B bacceliHe.

[lBa gHA cnycTtAa B

Bo3pacte 13 netn 9
MecALEB Y Hee Havanca
nepBbli MEHCTPYa/IbHbIM
umkn. Ee rpyab Havana

pa3BMBaTbCA, HO HE

CNINWKOM 3ameTHO. OHa

3Hana BCe nNpo

MeHCTpyauun, Habaoaan
33 MamoW 1 cTaplien
CECcTpoW, N0O3TOMY OHa He

ucnyranacb 1 He
”
becrnokouniacb -

dynaukayus 4p15.1 - pter
“ B 14 net mHe 6bina

Ha3Ha4vyeHa

ropmoHasnbHas Tepanus

TeCTOCTEPOHOM, A

NOoCTeNneHHO BbIPOC, Ny
MeHA CTazIn pacTu BONOCHI

Ha Tene. Mepuop,

noN0BOro cos3pesaHUA

HavancAa B 16 net. A
NPOXOANA Kypc

rOPMOHa/IbHOTO leYeHns
B TeYeHUe L0BO/IbHO
LNUTENbHOTO BPEMEHM.
Ha ToT nepuog, mHe 6bin0
TAMXKENO, TaK KaK Y MeHs
TpunaHodobua n mHe
BOODOLLE He HpaBATCA

60/1bHULLbI, HO MHEe

AEeNCTBUTENIbHO HY}KHO
6b1210 3TO IeYeHne, Mou
KocTu 6blv markumm > -
dynaukayus 4p16 - 16.3

CamocToaTeNnbHOCTb

OT4yeTbl YeHoB Unique NOoKa3aan: HeECMOTPA Ha TO, YTO BHa4yae
Aetam HEOGXOLI,VIMbI MHTEHCUBHOE Nne4vyeHne n yxon, so BSpOCﬂOVI
HKNU3HUN OHU CMOTIIN XKNTb OTAE/IbHO BAA/IXM OT AO0OMa B
NoAAEePKNUBAEMOM cpese.

OfMH B3POC/bIM OKOHYMA WKOAY B 19 fIeT M NpoLLes MHTEHCUBHYIO
NPOrpammy HaBbIKOB CAMOCTOSATE/NIbHOM XU3HWU B KOeAXKe ans
CTYAEHTOB € 0CO6bIMU NOTpebHOCTAMM. M03)Ke OH OKOHYMIT KYPCbl
rOCTUHUYHOTO BM3HEeca M Noay4YM NPOdECCUOHANbHYIO
KBannduKaLMIo B KyIMHapUK, OH paboTtan 5 gHen B HeAeN0 B KyxHe
oTena. OH cCaMoCTONATEIbHO XOAMA 33 NOKYNKaMuU U nepemellancs 6es
NOCTOPOHHEeN nomoLm. OH KU B KBAapPTUPE BMECTE C TPeMA ApYyrumu
N04bMU, INLOM, OCYLLECTBAAIOWMM YXOA4, U yNpaBasoLwmm. B
cBOb6OAHOE BpeMs OH XO0AWA B CNOPT3as, cmoTpesn GpyTbosbHblIe
maTyu, xogun B nab, cmotpen DVD-ancku u rotoBuna.OH cocTos B
rTMMHACcTUYeCKOM Kybe, a TakKe B Kybe NCNONHUTENbCKUX UCKYCCTB.

OH nogenwncsa ¢ Unique Tem, YTO XO4eT NOCTOAHHOrO NapTHepa.'Korga
A NO3HAaKOMMW/ICA CO CBOEM Noc/eAHen AeBYLIKOWN, OHa bblaia 04eHb
MU0, CNOKOMHOM, Becenol n obpoin. OHa pesKko U3MEHUNACH, YTO
O4YeHb pasgpaxkano MeHs, HO, B KOHLLE KOHL0B, C/leys COBeTaMm, A
nepebopon 310. Al YyBCTBYIO ceba HAMHOIO CNoKoMHee ceiyac.'

[pyran coBeplIeHHONETHAA AEBYLIKA }KWUNa C UHAMBUAYANbHON
cuaenkoi. Mocne WKobl OHA OKOHYMAA CNeluanbHbIi Kype ana
CTYAEHTOB C 0COBbIMM NOTPEBHOCTAMM B KOANELKE U YCTPOUAACH B
LeHTP MOMOLUM B3POC/bIM NHOAAM, CTPALAOLMX ayTUSMOM, F4e
y4acTBOBas/Ia B MEPOMNPUATUAX Ha OTKPLITOM BO34yXe BMECTe CO
CBOMMM OMEKYHaMM (nnLamu, ocyLiecTeasowmnmm yxoa). OHa He
morna pabotaTb, YaCTMYHO NOTOMY, UTO Bblna caenoi.

Ewe oaHa B3pocnas *KeHWmHa ¢ 21 roaa }Xuna B rpynnoBom Aome C
NATbIO APYFMMU N0AbMM, OHa Bblaa f0BObHO HE3ABUCKUMA,
nomorasa ¢ TakMmu goMalHMMM 06A3aHHOCTAMM, KaK rOTOBKa,
NOKynKu v y6opKa. Ei 6bli1a 4OCTYNHA KPYriocyToYHan nomolyb. OHa
HaBelLana CBO cembto B Micnanum 1 unm 2 pasa B roa v Bena
NONHOLEHHYIO aKTUBHYO 06LLEeCTBEHHYIO XM3Hb. OHa nocelyana
KypCbl CKOpOW nomowy CaToro MoaHHa, yyach B cpeaHeli WwKone,
3aTeM X04M/1a Ha NOArOTOBUTE/bHbIN Kypc ANA NOAyYeHUn aTTecTaTa
0 cpeaHem o6pasoBaHMm B 061aCTM APaMaTUYECKOro NcKyccTea. B 20
NeT OHa NPUHANA YY4acTUE B MPOEKTE PELMPKYAALMM B pamMKax
Mpemuu Toicauenetvs. Tam oHa paboTana oauH AeHb B Hegento. OHa
nocewana pag NnoLroToBUTE/bHbIX KYPCOB A NOAYYeHUs
npodeccroHanbHOM KBanMbUKaLMM,B TOM YMCE HABbIKK
CaMOCTOATE/NbHO HM3HW, KOMNbIOTEPHO rPAaMOTHOCTH, B 061aCTH
MOZAbI M YXOAa 32 BOSIOCAaMM, HOTTAMM M MakusaxKa. OHa obpyymnach B
CBOW 25-1 AeHb POXKAEHMA U HAaZEeANaACb BbIMTM 3aMy3K 3a CBOErO
napTHepa, TaKXkKe YenoBeKa ¢ 0cobbiMU NOTPebHOCTAMM.

Hymepaummn ansa 4-i XxpOMOCOMbI Ha cTpaHuLe 4.

OcHOBHbIE yepTbl

Moy ¢ abCcoNOTHO OAMHAKOBON XPOMOCOMHOM NepecTpoMKon MoryT
3HaAYUTE/IbHO OT/INYATLCA AaXKe B Npeseniax O4HOM M TOM e cembn.ITo
NPOMCXOAMT U3-3a MHOMMX GAKTOPOB: YHUKaNbHOE CoYeTaHMe NPOUNX
reHoB, OKpY»atoLLian cpesa, ToYHaA ToUYKa PaspbiBa XPOMOCOMbI, /itobble
Apyrue paspbiBbl XPOMOCOM U Npoumne GaKTopbl, KOTopbIe ele He bbian
NONHOCTbIO 06bACHEHbI.KaxKabli pebeHOoK YyHUKaNeH, HO NPWU HaAU4YnK
AyNAVKauum 4p yBeNMYMBAETCA BEPOATHOCTb NPOABAEHUA OAHOMO UK
HECKOJ/IbKMX M3 3TUX CUMMTOMOB:

3afeprKKa pasBuTuA.

3afeprKKa Pa3BUTMA peur UAKN ee OTCYTCTBME.

HeobbluHble 0CO6EHHOCTM NONOBbLIX OPraHOB Y MasIbY4MKOB, TaKMeE Kak
O4YeHb MaNeHbKUIM NO0BOM YNeH, HEONYCTUBLUMECA AUYKU UK
runocnagms, Npyu KOTOPOW OTBEPCTME MOYEUCNYCKaTENbHOro KaHana
Haxo4MTCA He Ha KOHLLe, @ HA HUXKHEW NOBEPXHOCTW MOOBOrO YaeHa. Y
AeBOoYeK 06bIYHO HET HUKAKMX OTKIOHEHWIA B CTPOEHMM NMOAOBbIX
OpraHos.

TUNUYHOE CTPOEHME ANLLA, BKNKOYAA MANEHbKYIO FOI0BY U
JIYKOBUL,EOOPA3HbIN "GOKCEPCKMI" KOHUYMK HOCca (cMm. CTp. 5).

MegneHHbI pocT pebeHKa, HECMOTPA Ha HOPMabHBbIN BEC NpU
POXAEHUM.

BO3MOXHbI KOHTPAKTYpPbI CYCTAaBOB.

OTKNOHEHMA B CTPOEHWUU PYK UAW HOT.

Apyrue yepThbl

Cnegytowme ocobeHHOCTU Bblnn 3amedeHbl Y MHOrMX aeten. OT
negnaTpos U cneLnanmncTtos No pa3BUTULO, Ha6mop,arou.|,mx 3a peﬁeHKOM
C AynnvKaumen 4p, MOXKHO OXMAATb OYEHb TLWATENbHOIO
OTCNEXNBAHUA 3TUX NPU3HAKOB. HEKOTOpre ocobeHHOCTH Pa3BMBaOTCA
nocne nepnoaa HOBOPOXKAEHHOCTH.

Heobbl4YHbIM MblLWEeYHbIM TOHYC. Y HEKOTOPbIX MNa4eHLEB
NMOHWMKEHHbIV TOHYC MbILL, U pebeHOK He MOXKET YNpPaBaATb CBOMMU
OBUXEHUAMU (rMNOTOHMSA). Y APYrnx AeTein yBennyeHHbI TOHYC MbiLuL,
(rMnepToHYC) AU MOXKeT BbITb CMELLaHHOE HapyLUeHWe TOHyca.

BbicoKoe apKkoobpasHoe (roTuyeckoe) HEGO.

NcKpuBaeHMe NO3BOHOYHMKA.

AHOMaNMK Pa3BUTUA KENYAOYHO-KULLIEYHOTO TPaKTa
(nMuweBapuTENBHOM CUCTEMBI).

YacTble 3a60/1€BaHUA AblXaTe/bHbIX MNyTeN.

Cypoporu.

Tpy4HOCTU NPU KOPM/IEHUN HOBOPOXKAEHHOTO.

OueHb ManeHbKue rnasa, Horga ¢ ,u,ecbeérom passuTUA,
M3BECTHbIM KaK KO1060Ma. ITO NMOXOXKEe HA 3aMOYHYIO CKBAXKMHY B
pagyKKe.

Kak yacro
BCTpe4yaeTca
AynanKauusa
4p?

B KauecTBe
M30/IMPOBAHHbIX
XPOMOCOMHbIX
nepecTpoeK
aynankaumm 4p
BCTpevatoTcA
O4YeHb pesKo.
Yaue oHu
HabntogatoTca
KaK YacTb
HecbanaHcupo-
BaHHOW
XPOMOCOMHOM
nepecTpomnKu,
06bIYHO
BK/tOYatoLLeln
notepto
maTepuana ot
Apyron
XPOMOCOMbI.
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aynankauum 4p.
Ynenbl Unique
UMeroT
pa3HoobpasHble
TOYKM Pa3pbIBa,
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NOMOYb CEMbAM
CBA3aTbCA ApYr
C Apyrom, ecnv
OHMU }KenatoT.
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OcobeHHOCTH, NpuBeAeHHbIE HUXKE, BblIY 3aMeyeHbl Y PasHbIX
MAageHUeB ¢ aynavkaumen 4p. OgHako Hanmume ntoboro
XPOMOCOMHOrO0 3a60/1eBaHMNA NOBbILIAET BEPOATHOCTb TOMO, YTO Y
pebeHKa 6yayT BpoXAeHHbIe NOPOKKN pa3BnuTuA. Bece atn
0CO0BEHHOCTM TaKKe MOryT BCTpevaTbcA y MnageHues 6e3
XPOMOCOMHbIX 3a60/1€BaHMIA U MOTYT C/Ty4ailiHO COBNAAaThb C
aynavkaupyen 4p: gedopmauma CTOM No TUMY CTOMbI-Ka4va/iku C
BbICTyMNatoLLLEel NATKOM, BPOXKAEHHbIE MOPOKM cepaLa, naxosas
rpbiXKa, CTPYKTYPHble aHOMannM ro/IOBHOro Mo3ra, OTCyTCTBUE
YKENYHOro Ny3blpA, NOPOKU Pa3BUTUA NOYEK, OTCYTCTBUE 12-i
napbl pebep, HeobblyHaa G¢opma UAK NPONOPLUM NafOHEN U CTON
CO CXKaTbIMU UM UCKPUBNEHHBIMW NasbLAMM, 60 HaNoKEeHNEM
nasnbLeB HOT, 3apalleHne HOCOBbIX X0A40B (aTpe3una xoaH)
(Bauknecht 1976; Dallapiccola 1977; Gonzalez 1977; Kleczkowska
1992; Lurie 1994; Petit 1994; Wyandt in Estabrooks 1995; Patel
1995; Mau 2000; Tschernigg 2002; Neas 2003; Gérard-Blanluet
2004; Zahed 2004).

Hebonbliue Aynankauyuu

NMoan c 6bonee menkMmm Aynankauuamm 4p moryT UMeTb MeHbLLe
npobaem co 3n0poBbeM. HuxKe npuBeaeH CNUCOK ciyvaes U3
MeANLNHCKOW NTepaTypbl U APYrnx n3secTHolx Unique
MCTOYHUKOB C YKa3aHWeM OCHOBHbIX CUMMNTOMOB.

® 4pter - p16 - nosefeHYeckme npobnembl, Hebonblume TPYAHOCTU B
0byuyeHuu.

® 4pter-pl6.1 - nerkas 3afep>KKka pasBUTUA, MHPAHTUIbHbIE CNa3Mbl.
® 4pter-p16.3 - cnabo BbiparkeHHble TPYAHOCTU B 06yYeHUM, BbICOKUIA
pocT.

® 4p16.3-p16 - nonycamocToATeNbHaA TPYA0BaA AeATENbHOCTD,
YyMepeHHble TPYAHOCTU B 0Oy4eHUU, 3a4eprKKa NO0BOro PasBUTUA.

® 4p16.3-p16.1- TMNUYHAA BHELIHOCTb AN1A CUHAPOMA AynanKauum 4p,
3a4epKKa pa3BUTUA, He3HaUUTe IbHble Npobnembl C cepaLem,
NaxoBas rpbia, Nerkuin NTos (onyLieHne BepXHEro BeKa).

® 4p16.3-p16.1 - 3a4eprKKa pa3BUTUA.

® 4p16.3-p15.3- 3aaeprKKa pas3BUTUA, 3a4epPKKa peyeBoro pasBuTma
WAV OTCYTCTBME peun

® 4p16.3-p15.3 - yutaeT, nuwweT, obWAETCA, OTIMYHbIE HAaBbIKK
MEeJIKOI MOTOPUKM.

® 4p16.3-p15.3 - 3HaUNTENbHAA 3a4epKKa Pa3BUTUAN HECNOCOBHOCTbL
K 0by4YeHuto, cyaoporu.

Hebonbluaa AynavKauua moxeT NPOU30MTN BMeCTe C AefleLmein B
obnactn 4pl6.1, KoTopan BbI3bIBaeT CUHAPOM Bonbda-
XvpuwxopHa. MNocneactsma geneumm Moryt JOMUHUPOBATbL Haf,
nocneacTeuamu gynankaumm (Wyandt inEstabrooks 1995;
Partington 1997; Zoé;no 1999; Cotter 2001; Tschernigg 2002;
Gérard-Blanluet 2004; Takeno 2004; Unique).

MosepeHue

Mpvmep ycnewwHow coumnanbHOM aganTaumm 6bin onucaH B
Hay4yHOM 0630pe; XOTA OTAEe/IbHbIe UCC/IeA0BaTENN OTMETUAN
HapacTaloLLy C BO3PacTOM arpeccuto 1 HEKOMMYHUKabenbHOCTb
Ha GOHe He3HauuTeNbHbIX NPobaem c 0byyeHMem y oTua U1
pouepu ¢ HebosbLWOM AynanKaumen KoHua 4p ot 4pl6.

CornacHo onbiTy Unique ans maneHbKuUx AeTelt B Lieiom
HeXapaKTepHbl cepbe3Hble NPobiembl NOBeAEHUA: POAUTENN
OMMCbIBAIOT CBOMX MasibllUei AOWKOAbHOIO BO3pacTa Kak
BOCMWTAHHbIX, PASOCTHbIX, XKMBbIX U BHUMATE/IbHbIX, CKPOMHBIX. B
HEKOTOPbIX CYYanX CUTYaLMA BbIFIAAUT COBCEM MHAYE: POAUTENN
3aMeyaltoT BblparKeHHble nepenagbl HACTPOEHUA, a Y O4HOTO
pebeHKa B BO3pacTe YeTbipex neT 6bla 4MarHoCcTMpoBaH ayTmusm. Y
Apyroro pebeHka Habloganack HEKOHTPOIMPYEMAs arpeccus Bo
Bpems NpebbiBaHUA B LETCKOM cajy.

C BO3pacToOM y HEKOTOPbIX AeTel Npobiembl C NoBegeHnemM
MHOTOKPAaTHO ycUAnBanuCh: TpeboBaHMe BHUMaHMA U arpeccusn
BbI3bIBa/IM Yy poauTesielt onaceHma. HekoTopble NoAPOCTKM
[EMOHCTPUPOBAAM HaBA3UMBbIE COCTOAHUA U MO/ MPUYMHUTD
cebe Bpea. Bo B3poc/siom Bo3pacTe TUMNUUHbIM ABAeHMeM 6b110 TO,
41O 60/IbHbIE NyLLE aANAN CO CBOMMM ONEKYHAMM, HEXKENN CO
CBEPCTHUKAMM, U cunTanm cebsa B LEAOM ypaBHOBELIEHHbIMMU
(Schinzel 2001; Garcia-Heras 2002; Takeno 2004; Unique).

CoH

Y 60/bLUIMHCTBA AeTel ¢ gynavkauuen 4p 13 cemei - 4ieHoB
Unique 6binn 6onblumne, yem y 0bbluHbIX AeTen, npobiembl co
CHOM. YeTKan KapTUHa HapyLEeHMWs CHA He OnucaHa, Ho
npo6aembl, BbIABNIEHHbIE CEMbAMM, BK/IOYAIOT B ceb1
cnepyowme:

® PebeHOK He MOXKET CnaTb BCHO HOYb A0 cemu fieT. Cembs
nepenpoboBana Bce 06bl4HbIE CPEACTBA, BKIOYAA CTaLMOHapHOe
Jle4yeHune HapyLlweHua cHa. Poautenn ybupanu us KomHatbl
pebeHKa BCE, 3a UCKIIOYEHMEM KPOBATK, YCTaHAB/IMBA/IM BOPOTA
6e30MacHOCTU B ABEPHOM NPOEME 1 He 06paLLaiv BHUMAHUA Ha
KPWKWM, KOrZa OH Npocbinancs.

® Ecnv pebeHOK BCTPEBOXKEH, OH HE MOXKET YCHYTb. CembA
NpUMMeHsAa LBETOYHYIO Tepanuto baxa, ycnokamsatoLime macna u
yrnpa*kHeHus "TMMHACTUKKM Mo3ra", YTObbl CHATb TPEBOXKHbIE
COCTOSIHUSA.

® [loBEPXHOCTHbIV COH: pebeHOK YacTo Npocbkinanca paHo
yTpom. CeMbs NO3¥Ke BbISCHWA, YTO Y/I0XKUTbL AEBOYKY CNaTb
nomoraet Tensblil HanuTok. Ee coH 6bin HapymeH n3-3a npuema
TabseToK ANA KoppeKLmMmM noBeaeHusA. B cBa3n c no6ovHbIMU
abdeKTammn oHa nepecTtana Ux NPUHNUMATb YEPE3 HECKOJIbKO
MEeCALEB U Tenepb CNUT NyydLle.

Jlrogm roBopAaT o

cebe...

“ 06b1uHO 5 OueHb
Becenad. A mory
NPOCHYTHCA
pasgparkeHHoM, Ho
AyMato, 3To OTTOro,
YTO yCTana U YyBCTBYHO
cebs He o4YeHb
xopowo. Ho, B
OCHOBHOM, A NpaBaa
oueHb Becenan.”

“ 9 3n10cH 1 mory
6bITb HEPBHOW U
HaKpuyaTb. Ho celtyac
A CTapatocb cpasy
06paLLaTbcA K TOMy,
KTO MOMOXKET MHe
B3rNIAHYTb Ha BCE
paLmoHanbHo".

"A 3510Cb, KOrga mHe
KakeTcs, YTo Noam He
YBaKatoT MeHA U Mo
YKenaHua, unm
o6maHbisatot.”

Cembu
paccKasbiBaloT
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O6bIYHO OYeHb
CMOKOWMHbIN, Nerkni B
06LeHnM yenosek.”

VY Hero ecTb
onpeneneHHble
HaBA3YMBbIE UAEN, U
OH CTpafaeT oT
cnabou
KOHUEeHTpaLumm
BHMMaHuA. Jlroan
OTMEeYatoT, YTO OH
OYeHb NPUATHbIN U
OPYKENo6HbIN U
IErKO UAET HA KOHTAKT
C TEMU, C KEM emy
komdoptHo...”



KoTopas oTaenseT 6PIoLWHYI0 NOAOCTb OT FPYAHOM; OTCYTCTBUE KENYHOTO Ny3bIps;
pasnnyHble aHOMaNUK rOJIOBHOTO MO3ra; OTCYTCTBYIOLLLEE UM HEL0PA3BUTOE ABEHAALATOE
pebpo; AMBePTUKYbI (aHOMa/IbHbIE BbINAYMBAHWUA) B MOYEBOW CUCTEME; aTPE3MA X0aH
(3apaLLeHre nnm upeamepHoe CyXeHne HOCOBOro X04a); TMNOTUPEO3 (BECb CMMUCOK
ncTouHMKOB; Unique).

Cnyx
MoTeps cayxa He ABAAETCA PacnpOCTPaHEHHbIM ABAEHMEM Y Jt0AeN C AynavKauuen 4p,
Kpome GNIOKTYMpPYIOLLEN TYroyXxoCTH, BbI3BaHHOWM 3KCCYAAaTUBHBIM CPELAHUM OTUTOM B
pesynbTaTe MOBTOPHbIX YLIHbIX MHOEKLMIA B ETCKOM BO3pacTe (0T paHHero aeTcTsa o 12
NeT). DTOT TUN FAYXOTbl, KOTOPAA Ha3blBAeTCA KOHAYKTMBHOM TYrOyXOCTbiO, 4acTO BO3HMKAET
y Bcex aeteit u 0cobeHHOo y Tex, Y Koro Habato4aloTca XPOMOCOMHbIE HapyLleHus. SledeHne
BK/ItOYaET B ce65 YCTaHOBKY LWYHTOB (BEHTUAALMOHHBIX TPYBOK), 04HAKO 04HA CEMbS
3aduKcmpoBana, uto bapabaHHble NepenoHKM nx govepu 6ol HeobbluHOM GopMmbl, B
CBA3M C YeM TPYOKM He yaep:KuBanuch. CepHble NPobku, TpebytoLme peryaspHoro
CMpPWHLEBaHMWA, OCTaBaaucb Nnpobnemoit ans Hee.

3peHue
HecmoTps Ha To, 4To Kocornasume (cTpabusm) yacto HabntogaeTca y geten ¢ AynavMKkaumen
4p, v TaKKe BCTpeyaeTcs NTo3 (onylueHne BepPXHEero BeKa), y 60bWNHCTBA U3 HUX
HOpMa/ibHOE 3peHue, XoTa HabnAaANCh CyYam AaNbHO30PKOCTU U BAN30PYKOCTU
(MHorpa TaxKenoi). CepbesHble fedeKTbl 3peHUn BCTpeyarTea Y HeboNbLIOoro KomyecTsa
ntogen, No oueHKam npumepHo y 15%.
AHaniM3 NOPOKOB rnasHoro A610Ka y Mtoaen ¢ aynavkauvein 4p Bbiasua Hanbonee
pacnpocTpaHeHHble aHOMa/IUK, TaKMe Kak MUKpodTasibM (KpaitHe MafieHbKWiA rnas) n
Konoboma (pedeKT, BOSHUKAOLWMIA NPy HENPaBUIbHOM 3aKpPbITUM 3apOAbILLEBON LWeu,
obecneymnBatoLLeit NOCTYNEHME NUTATENbHbIX BELLLECTB K Pa3BMBaOLLEMYCA I1a3HOMY
A6.10Ky), MHOrAa 06e aHOMannn Hab K AaTCA Y OLHOTO U TOro e pebeHka. Y AByx
MNaZleHLEB OAMH rna3 He chpopmmposasca. CornacHo NpesnosoKeHUI0 O4HOMO U3
uccaenoBaTesiel, 3a 3T CTPYKTYpHble AedeKTbl I1a3 oTBeYaeT U3bbITOYHAA IKCnpeccus
reHa uam reHoB B6/IM3M KOHL,@ KOPOTKOTO MJie4a XpOMOCOMbI 4 .

Ha moMeHT HanucaHuaA aTol 6powtopsbl rpynna Unique HacuuTbiBana 04HOMO yYacTHUKA C
aynnvkaumeit 4pl3 po pl2, cepbesHo NOparKeHHOro Konobomoi. B aeTckom Bo3pacTe oHa
6bla1a YaCTUYHO 3pPAYEN, ee 3peHmne YXYALMNOCh B HaYaie TPETbEro AEeCATUNETUSA KU3HM,
Korza npousoLU/io OTC/IOEHME CETYATKM Ha OAHOM rnasy, a Ha Apyrom chopmmnpoBanacb
KaTapaKTa. XOTA HEKOTOPOEe OCTaTOYHOE 3peHne COXPaHWUIoCh, B Bo3pacTe 25 net el 6bin
nocTasneH AuarHos 'cnenota’. Ewe oamH pebeHoK ¢ gynankaumei BCero KOPOTKOro njeya
Xpomocombl 4 obyyanca y npenogasatens ana cnabosmaawmx (Lurie 1994; Schinzel 2001;
Unique).

Mcuxuyeckoe 3poposbe

B oaHoW 13 cemei Unique y ao4depu B Nepmog, noIoBOro CO3peBaHns pas3suaca ncuxos. Y
Hee bblna ANarHoCTnpoBaHa AynanKauuna 6onblien Yactm KOPOTKOro nneva 4-i
XPOMOCOMbI Ha4YMHaA OT ZI0OKyCa 4p15.1 A0 KQHLUa XPOMOCOMbI 1 HebosblIan aeneuna
ANNHHOIO naevya oT Z1I0KyCa 4q35. HEVI3BECTHO, CBA3aHbl N npO6I'IEMbI ee ncnxmnyeckoro
3/10POBbA C €€ XPOMOCOMHbIM 3abonesaHuem (Unique).

MepBble NnpU3HaKu Cembu
Masno cemeli COOBLWNIN, YTO MasIEHbKUIA pa3mep ro10Bbl UX pebeHKa
ropopAr...
6b1n 3ameyeH Ha Y3U B cepeanHe 6epeMeHHOCTU UK YTO 3aZepPrKKa =
Ha Horax,

pocTa nnoga B TpETbeM TpUMecTpe 6epeMeHHOCTU HacTOPOXKMAa
Bpayvelt. OgHa cembs ¢ pebeHKOM ¢ AynaMKaumel BCero KOPOTKOro njaeya
coobLwmnna, YTO MHOTOUYUC/IEHHbIE MeJIKUE KUCTbI Bblin 3aMeyeHbl B
0AHOM nerkom Bo Bpems Y3U.

AroAMuax n B
nobkooi obnactu
Yy Hee 06UNbHbIN
pocT Bosoc, no

MHorune et ¢ gynavkaumeid 4p UMeoT y3HaBaemblil BHELIHWI BUA, MyxcKkomy TUny ” -
N3 NPU POXKAEHUN. Y HUX MOTYT BbITb Takne 0COBEHHOCTH, Kak @3pocsbili uneH
Ma/ieHbKas ro/10Ba, BbICTYNatoLWWiA 106, BbICTYNAKOLWAA KOCTb MeXay cembu

6poBsAMM (HaanepeHoCbe), BbICTYN nonepek 6PoBK, LWMPOKO

paccTaB/ieHHble r1a3a YacTo C Kocornasmem (cTpabmsm), 6onblune, HU3KO PACMOIOKEHHbIe
YLUK, WMPOKanA NepeHoCcmnLLa 1 TIYKoBULLEOBPa3HbIit KOHYMK HOCa, He6OIbLLIOK POT, TOHKKE
ry6bl, HeLOPa3BUTbLIM, 330CTPEHHbIV NOAGOPOAOK, MyX/Ible LWEKM U YAaCTO HU3KAA IMHUA
pocTa Bosioc. OAHAKO 3T 0COBEHHOCTM MOTYT BbITb e48a PasNMUuUMBI, a No onbiTy Unique
MOKHO CKa3aTb, YTO Y MaJeHLEB, KOTOPbIM NOCTaBUAW ANATHO3 MPU POXKAEHWUM, Bblan
TaKue OYeBMAHbIE aHOMAANM, KaK 3apalleHue HOCOBbIX XO40B (aTpe3us XoaH),
AedopMUPOBaHHOE YXO M Napasny IMLEBOro HepBa. boNbLUMHCTBY AeTel, 0 KOTOPbIX Y
Unique nmeetca nogpobHasn uHdopmaumsa, notpeboBanacb MeaMLMHCKan Uan
XUPYPruyeckas nomoLLb Npu PoXKAEHUN, HO AMArHO3 XPOMOCOMHOIO HapyLUEHUA B TOT
MOMEHT 6bl/1 NOCTAaBNEH TONIbKO NONOBUHE U3 HUX. HEKOTOpble AeTH OTCTaBanu B
bU3nMueckom pas3BUTUM U BbIAKM YPE3MEPHO TUXMMM, HO FPYNMe U3 Tpex AeTel anarHos 6bin
nocTas/ieH TO/bKO B LIKO/IbHOM Bo3pacTe. OueBnAHON B3aMMOCBA3M MEXKLY PasMepom
AYNJVKALMKU U CTEMNEHbIO BbIPaXKEHHOCTM NPobiem co 340p0BbeEM He 6b110 0BHapYKeHO
(Wyandt HE in Estabrooks 1995; Gérard-Blanluet 2004; Unique).

BHewHOCTb

B foNo/IHEHME K YepTam INLa, ONMCaHHbIM B lepBbix NpU3HaKax, Ana AeTein, Kak
npaBuo, XapakTepHa KOPOTKan wes, a 3y6bl pacTyT HepoBHO. CoobLiaeTcs, YTo, Koraa
OETU B3POC/IEIOT, MX KPYr/ioe UL 06bIYHO YANMHAETCA, HO He 6bI10 NPOBEeAEHO HUKaKNX
opULIMaNbHbIX UCCNe0BaHWNA, U AaHHbIe HEOAHO3HauYHbl. ECTb NpeanonoxeHue, 4To y
HEKOTOPbIX AeTel MMEEeTCA YCUNEHHbIN POCT BOIOC, U HE6O/IbLLIOE KOIMYECTBO CEMEN
Unique Takxke coobwmnm 06 atom (Kleczkowska 1992; Fryns 2000; Mau 2000; Takeno 2004;
Unique).

Yto HacueT pocra?

OLI,Ha TUNUYHAA moaenib, ONMCaHHAA B MeLI,MLI,MHCKOf;I anTepaTtype — HOpMaI’IbeIVI Bec npu
POXOEHUN, 38 KOTOPbIM ChegyeT Me,D,HEHHbIVI POCT B AeTcTBe U ,Cl,OI'OHFHOLLI,VIVI pocT B
nepuog, NosoBoro co3peBaHua. NpMmMepHO y O4HON YETBEPTOM YaCTW rpynnbl AeTen
HabntogaeTca BHYTPUYTPOOHaA 3a4epKKa POCTa, M OHWU POXKAAIOTCA C BECOM MeHee 2,5 Kr B
cpoke rectaumm 38 Heaenb. PocT B3poc/bIX Ntogel ¢ aynankaumen 4p sapbupyer B
LWNPOKUX npeaenax. MCC/’IeLI,OBaTe}WI TaKXe onncazam CMHAPOM YCKOPEHHOro pocCTa,
CBA3AHHbIN C AynnKaLmen reHos, PaCMoNOXKeHHbIX B palioHe 4p16.3, c nocieayoWmMm
BbICOKMM U KPYMHbIM TENNOCNOXKEHUEM. HEKOTOpre AEeTU MOTYT OTK/IOHATbCA OT 3TOM
MOZENN, K Npumepy, PpocT ogHoro B3pocsoro coctasnseT 130 cm. CornacHo onbiTy Unique,



BepemeHHOCTb

1 poabl

B meanLUMHCKOM
NMTepaType, NOMMMO
TOrO, YTO BEPOATHOCTb
npexaespemeHHOro
WKW No3agHero
poXKaeHUA aeTten ¢
aynavkauvei 4p He
60/blUe, YemM y Apyrux
LEeTeN, He yKa3aHo
KaKnx-nnmbo
KOHKPETHbIX AaHHbIX.
MpoueHT
pOXKAAEeMOCTU AeTel ¢
aynnankauuwen 4p oo 38
HeAenb cocTaBnseT
14,5% v nocne 42
Hegenob - 13,5%.
Unique TaKe He
BbIABW €e4MHON
33aKOHOMEPHOCTU
TeyeHusn bepe-
MeHHOCTH. B aByx
bepemMeHHOCTAX U3
LLIeCcTH BCe Kasanocb
HOPMabHbIM; OAHA
cembs coobumna ob
n3bbITKEe OKONO-
NAOAHbIX BOL,
(mHoroBoANK) 1
334EePrKKe KNOKOCTH, B
TO BpeMmsA Kak pa3mepbl
nnoaa 6binu oYeHb
ManeHbKMmu. He 66110
oYyeBMAHOM
B3aMMOCBA3N MeXaY
pasmepom
LyNAnKauum un
BEPOATHOCTbIO
33[epPKKM pocTa
naoAa uav aHomanum
B TeYeHune
b6epemeHHocTH (Patel
1995; Unique).

MHOrvMe get 6blIM HU3KOTO POCTa U, KOTAa BbIPOCAU, TaK U
OCTa/INCb O4EHb HEBBICOKMMM, POCT HEKOTOPbLIX U3 HUX He AO0CTUT
pare 150 cm, HO 0 AWH MOJIOAOM YeNloBeK ¢ gynanKaumeln 4pl6.3
Bblpoc 40 180 cm. Monoaown Yyenosek ¢ gynavkaumei 4pl5.2 —
p12 6bin HeobbluHO BbicokMM (Kleczkowska 1992; Patel 1995;
Partington 1997; Fryns 2000; Kondoh 2003; Unique).

nOABVI)KHOCTb U aKTUBHOCTb

B oTcyTcTBUE OPULMANBHBIX UCCAEA0BaHUI flOKa3aTebCcTBa
NOABUKHOCTM M XOPOLLEN PerynaLmmn Meako MOTOPUKMY,
BK/IlOYAA yAepK1BaHWE NPeAMETOB, NOCTYNALOT U3 OMUCAHWUI
C/ly4aeB B MegMLUMHCKON anTepatype u ot cemeit Unique.

Y HeKoTopbIX AeTel Habatoganack BbipaXKeHHan 3a4epKKa B
Pa3BUTMM Ha PaHHMX 3Tanax: B O4HOM c/ay4ae pebeHoK Hayan
cnpeTb B 12 mecAues 1 xoauTb B 24 mecALa; a B Apyrom —
YOEPXKUBAN FONOBY C 6 MecALEB, CMAEN CAMOCTOATE/IbHO C 2 eT U
Hayan xoguTb B 6 net (Tschernigg 2002; Kondoh 2003).

NHbopmaumsa oT Unique NnoaTBEpKAAET, UTO TaKan 3a4eprKKa
pa3BUTUA XapaKTepHa, a ee CTeNneHb MOXKeT BapbupoBaThb. [leTu
Haya/iv NepeBopPayYnBaTbLCA B MPOMENKYTKE mexay 2 1 11
MecALaMu1; CUAETb BepPTUKaNbHO mexay 9 n 19 mecauamu;
Non3aTb Ha YeTBEPEHbKaX UAKN CUAA — B MPOMENKYTKE Mexay 8

KopmneHue - cembu roBopAr...

Y MeHA NoYUMNIOCh KOPMUTB TPY/AbIO, XOTA Y MO Aouepy MaocKas
nepeHocMLa, 1 el 4acTo 6bII0 CIOXKHO OAHOBPEMEHHO AbILLATb U
cocaTb 1, 3aKOHUMB €CTb, OHa XBaTana Bo3ayx prom. OHa Bce elle
pasfaBaMBaeT NuLLy A3bIKOM BMECTO TOro, 4To6bl 3KeBaTb * -
dynaukayus 4p15.1 - pter, celivac oHa 83pocnas
““ OHa xopoLwo 6pana ByTbINOUKY, XOTA A HAKOTAA He KOpMUAa ee
rpyabto. OHa Morna ecTb TBepAyHo NuLLy B NepemMosioTOM BUAE, HO C
KycouKkamu efibl 6binu npobaembl. Celiuac OHa B OCHOBHOM €CT MEJIKO
Hape3aHHyIo NulLy, HO y Hee cnabble XeBaTe/bHble MbILlLbI, Y OHa
Nerko MoeT nonepxHyTbca. OHa ecT bbICTPO, YacTo HabuBaeT NONHbIN
pot” - dynnaukayus 4p13 -p12, celiuac oHa 83pocnas
“C KopmnieHnem Bce 6bI10 B NOPAAKE, HO € 3 40 10 MecALLEeB OH
cTpagan ot peoThbl doHTaHoM * - dynaukayus 4p16 - p16.3, celivac oH
83pocblli
“KaK TONIbKO OH POAM/ICA, ET0 KOPMUM Yepes Ha30racTPasbHbIl
30H4. Co BpemeHeM OH Hayan NuUTb ryCToe MOIOKO U3 BYTbINOYKM, HO
NOCTOAHHO AaBWACA U 3aabixanca. OH Bce elle ecT mopeobpasHyto
MM1LLY M Y4acTo OTKasblBaeTcs oT eapl. OH He ByaeT ecTb onpeaeneHHble
BUbI NeYeHbs. 1 AyMato, 4To 370 B 60/blUEel CTeneHn U3-3a ero
ayTM3ma U OTCYTCTBUS MOHUMaHUSA TOTO, YTO APYrMe NPOAYKTbI TOXKe
MOTyT 6bITb NeYEeHbEM, AaXKe ecM OHM BbIFAAAT No-pasHomy » -
dynaukayusa 4pter - p11, 11 nem

Kak npaBWa0, OHM HE3HAYUTENbHbI U MOTYT BbITb UCNPAB/IEHbI C MOMOLLbIO HEC/TOXKHOM
onepauun unu BoobLe He TpeboBaTb XMpypruyeckoro BmeLlaTtenscTea. Habaoaarowmecs
aHOMa/IMK BK/IIOYAIOT B ceba runocnaguio, Npyu KOTOPoi OTBEPCTUE MOYENCTTYCKATEIbHOIO
KaHana CMeLLeHo BHW3, SNUCNazuio, MpU KOTOPOI OTBEPCTUE CMELLLEHO BBEPX,
HeonyLeHne ANYEK, Koraa AUYKM, KOTopble 06bIYHO ONYLLLEHbI B MOLLIOHKY 10 POXAEHMS,
OCTalOTCA PACNO/IOKEHHbIMU Bbllle, U HEOBbIYHO ManieHbKMiM NofoBoi YneH (Schinzel 2001;
Unique).

Cypoporu
Mo gaHHbIM UccnenoBaTenel, NPUbAN3UTENBHO YETBEPTL AeTel C AynauKaumen 4p
NoZBEPNKEHbI PUCKY PA3BUTUA CYA0POKHOIO CUHAPOMA. ITM OLLEHKWN COFNacyoTca C
onbiTom Unique: faHHOe ocnoxHeHMe HabaoaaeTtca y yetbipex U3 15 aeteir. Tem He
MeHee, HET KaKon-1Mbo TUNUYHOW ANA AeTen ¢ AynavKaumein 4p pasHOBUAHOCTU
CYA0POXKHOIo CUHAPOMA, @ B O4HOW CEMbe C ABYMA BONbHbIMW AETbMM 3NUAENcHein
CTpagan ToNbKO OA4UH pebeHOK, B TO BpeMs KaK y BTOPOro NpunazKku He passuanch Ao 19
net (Patel 1995; Unique).

UcKpueneHne no3BOHOUYHMKA (CKOMO3)
Uccneposatenu obHapyunu, uto y 38% navumeHToB 6b110 UCKPUBAEHWE NO3BOHOYHMKA.
OnbIT Unique noptBepamnn 370, HO B 60NbLUMHCTBE C/y4aeB CTEMNeHb CKO/IMO03a bbina
NErKOM, U AeTU HYKAANNCb TO/IbKO B NepnoamMyeckom HabaoaeHnn, He 6b110 noTpebHocTH
B CMeuManbHbIX KPeciax, HoWeHMM KopceTa Uan Xupyprudeckom nederunmn (Patel 1995;
Unique).

AHOMmanuu 3y6os
AHOManMuM 3y60B YacTo BCTPEYAOTCA Y leTel C XPOMOCOMHOW NaTo/IorMel 1 B YaCTHOCTM C
aynnukaumeit 4p. Mo onncaHMAM uccnesoBatenei, BepxHue 3ybbl MOryT BbICTynaTb
Bnepes 1 pacnonaratbes 613Ko apyr K Apyry. Uccneposanma Unique noKasanum, utoy
60/1bLUMHCTBA AeTel MMeeTcA CKy4eHHOCTb 3y6oB Ha o6eunx YentocTsax. Y ogHoro pebeHka
6blna KocTHasA niomba, NnoTpeboBaBLLIAA XMPYPrMYECKOro BMeLlaTeIbCTBa, YCTaHOB/IEHUA
6peKeToB M KOPOHKM, Y elle oaHoro pebeHKa 6bi10 Tpu nepeaHux 3yba (Kleczkowska 1992;
Unique).

Mpouune HapyweHua
Puck Toro, uto y pebeHKa moryT ObiTb Apyrve BpoXaeHHble AedeKTbl UK BOSMOMXKHO
pa3BUTME KaKNX-TMOO MHbIX HAapyLLEHWIN, HEBENMK, O4HAKO Y itogel ¢ Aynankaumen 4p
npeacTaBaeHa WMPOKas NaamTpa NPoYMxX paccTponCTB. HekoTopble CBA3aHbI C
aynavkaumen 4-i XxpoOMOCOMbI, ApYyrMe MOryT UMeTb COBEPLUEHHO OT/IMYHbIE NMPUYUHBI.
MpoueHTHble COOTHOLWEHMA B3ATbl U3 Nybankaumm Matena 1995 roga. Cioaa BKAOYEHDI:
AHOMa/INU KeNyAOoUYHO-KMLWEYHOro TPaKTa - 30%; naxoBas rpbixKa - 15%; BpoXKAeHHbIe
NOpPOKM cepAaLa, B ToM yncie gedpeKTbl MexnpeacepaHoi neperopoaku (AMMMN,
OTBEPCTMA MeXAy ABYMA BEPXHMMM KaMepbiMK cepaua - npeacepanamm),
NepCUCTUPYIOLLMIA OTKPLITLINA apTepuanbHblii npoTok (OAN, nposasaeHne NepcucTUpyoLWwero
¢deTanbHOro KPoBoobpalLeHNA) U KoapKTaLMA aopPTbl (CyXKeHue r1aBHOro KPOBEHOCHOTO
cocyaa, nayuero oT cepAaua); pacliennHa rybbl; 6paHxmoreHHan KMcTa (KMcTa Ha Luee,
pa3BMBAIOLLLASACA M3 OCTATKOB 3M6pMOHaJ1be])g TKaHe#n);aHomanus LLnpeHrens (CnoxHbIN
BPOXAEHHbIN MOPOK Pa3BUTKA, NPU KOTOPOM JlonaTKa AedopMMpPOBaHa 1 CMeLLLeHa BBepX);
[,0NONHUTEIbHbIE NablLibl AN HU3KO NOCaXKeHHble 60/bluiMe Nasblbl; FpbiXKa Anadparmel,



MeauumnHcKue npobaembl

B uenom, no-sugunmomy, y ,a,eTe|7| C LI,yI'Il'IVIKaLI,Mef;I 4p HET 3HAYUTENIbHO NOBbLILWEHHOIO PUCKa
CEePbE3HbIX BPOXKAEHHDBIX MOPOKOB Pa3BUTUA. Tem He meHee, MOTYT pa3BUTbCA, B YaCTHOCTWH,

npo6aembl c cycTaBamu.

CycraBbl
CyCTaBbI mMmoryTt ObITb Tyronoasu»XHbl, BO3SMOXHbl KOHTPAKTYypPbl, a Nanblbl MOTYyT ObITb
CXaTbl. Ha6mo,u,anV|Cb BbIBUX 6e,u,pa MU CMHOCTO3 /Iy4e-/1I0KTEBOro coeanHeHunA: aABe
KOCTU,coeamnHatoWne IOKOTb C 3anACTbeM, CIUIUCb U OFPpaHUYNBAIN BPaALLLATE/IbHbIE
ABUXKEHNA npeanneybA.

OnbIT y4acTHUKOB Unigue CBA3aH C TYyronoABUKHOCTbIO M OrpaHuYeHrem obbema
OBUXEHWUI B HEKOTOPbIX CYCTaBax (KONEHHbIN, TOIEHOCTOMHbIV W IOKTEBOM), @ TaKKe ¢
TPYAHOCTAMM BbINOJHEHWA TaKUX AEWACTBMI, KaK NOACTPUraHWE HOITEN Ha Horax.
HeKkoTopble B3poc/ible CTPaAaloT CUHAPOMAaMM HaBA3UMBBIX ABUMEHUI PYK, HaNnpuUmep,
6ecnpepbiBHbIM NoaeprusaHnem KUcTbio. OamH pebeHoK cTpaaan BbipaXeHHoM
TYronoABUKHOCTbIO CYCTaBOB, 04HAKO Yy BONbLIMHCTBA OHa nNposasaseTca cnabo nam
ymepeHHo. Y apyroro pebeHka passuaacb 60s1e3Hb [epTeca. 310 601€3Hb, NPU KOTOPOI
ronoeka 6epeHHON KOCTU CTAHOBUTCA MEHEee XKecCTKoN 1 AedopmMupyeTca, YTO NPUBOAUT K
TYronoABUKHOCTM CyCTaBa M paHHeMy apTpuTy. BoNbWMHCTBY AeTeit NpoBoAnAM
buU3nYeckyto Tepanuio, a 0AHOMY NOAPOCTKY — HU3KOMHTEHCUBHYIO 1a3epHYI0 Tepanuio
(LLLT), HeMHBa3nBHOE NevYeHne ocTeoapTpuTa U XpoHMYECcKo 6oau B cycTaBax.
3¢ddeKTMBHOCTb ITOro MeToa nedeHus octaetcs cnopHoit (Kleczkowska 1992; Patel 1995;
Schinzel 2001; Unique).

Cronbl
HEKOTopre AETU POXKAOAKTCA C HeobblYHO MU30rHYTbiIMU CTONAMM, Yalle Bcero c
KOCO/1anoCTbO (BKBMHOBapyCHaﬂ KOCO1anocCTb, Npn KOTOpOVI CTONbl NOBEPHYTbI BHYTPb U
BHM3) UM CO CTOMNOM-Ka4anKol (NogoLLBa CTOMNbI BbIFHYTA HapYXKy TaK, YTO OHa
HanOMHUWHaAeT OCHOBaHUMe ercna-KaqanKm). Takue coCcTosHUA MOXKHO ncnpasuTb UAn
061er4ynTb XMPYPruyecknum nyTem.

3aboneBaHuA gblXxaTeNbHbIX NyTel
MccnepoBatenn oTMETUIM, YTO PECNIMPATOPHbIE MHPEKL MW BCTPEYAKOTCA YacTo, U, Mo
KpaiHel mepe, y YeTBEPTM AeTel OHU NPOTEKAIOT AOCTAaTOYHO TAXKENO, YTODObI BbI3bIBaTb
noTpebHOCTb B CTaLMOHapHOM fieveHnn. MHbeKumm ApixaTenbHbIX NyTei moryT 6biTb
BbI3BaHbl B MEPBY0 o4epeab acnmnpaLMen MUK NN COAEPKMUMOTO XKeyaKa B nerkue. Y
o4Horo pebeHKa 3To NPMBEJIO K XPOHUYECKOMY BOCNAANTENBHOMY 3a60/1€BaHUIO NETKUX.
OnbIT y4acTHUKOB NpoekTa Unique 3To noateepxaaet. OHM 60NetoT pecnvpaTopHbIMM
3ab60s1eBaHMAMM Hallle, Yem AeTh 6e3 XPOMOCOMHbIX HAapyLIEHWI, OAHAKO HET
3ab6on1eBaHuiA, KoTopble 6blM Bbl TUNUYHBIMUK N8 AeTel ¢ AynanKaumen 4p: 6PoHXMT,
acTMa, Kpyn v peLmamBupyloLLee BOCNaseHNe ropTaHu, Bbi3biBaloLwme Nnepnoamuyeckyto
06CTPYKLMIO AbIXaTe/IbHbIX NyTel, - oTMeYanuch Bce 3Tu 3abonesaHma (Bauknecht 1976;
Patel 1995; Mau 2000; Unique).

AHOManuun Pa3BUTUA NOJI0OBbIX OpPraHOB
[N MafbuyMKOB CYLLLECTBYET MOBbIWEHHbI PUCK POXKAEHUA C 04HOMN unn 6Gonee
aHOMa/iMel NoN0BbIX OPraHOB (4EBOYKM, NO-BUAMMOMY, HE NOABEPIKEHBI TAKOMY PUCKY).

Hasbiku menkoi

MOTOPUKMU

Cepus HabnoaeHUn
Unique BbiaBuna bonblioe
Ko/M4ecTso
UHOMBUAYANbHbIX
pasnnymnii, Npu sTom y
HEKOTOPbIX AeTeNn
pasBUTHE onpeaeneHHbIX
HaBbIKOB Me/IKoW
MOTOPUKM
COOTBETCTBOBA/IO
Bo3pacTy. B uenom, getam
6bIN10 CNOXKHO AepKaTb
BYTbIIOYKY ABYMA PyKamu,
UrPaThb C UrpyLLIKamu, a
no3¥e AepyKaTb PyYKy uam
dnomacrep. Y HEKOTOpPbIX
neTel coxpaHunaco
onpegeneHHaa TPYAHOCTb
npv ogHOBPEMEHHOM
MCMNoNb30BaHUK 06enx
PYK, TaK 4TO NI0BNA MAYA
noKa npeacrasnfer ans
HWUX CNIOXKHOCTb.

Ha ¢poHe 3Tol 0bLein
KapTUHbI HEKOTOPbIE AeTH
[0CTUrAN 6oNbLINX
ycnexos B pa3suTuUmK
Me/IKO MOTOPUKM, 3 OAMH
TPUHALLATUNETHUI
MaJsIb4UK MOT He TO/IbKO
nMcaTtb U PUCOBATL PYYKOM,
HO M HaHW3bIBaTb MefIKue
npeameTtbl, Kak bycbl, Ha
HWUTb. Bce B3pocabie ntoan
Hay4yManCb NneyaTaTb Ha
Knasumatype.

Kak oTmMevaloT HeKoTopble
cembM, HeobblyHoe
aHaTOMMYecKoe CTpoeHue
PYKM MOXKET nosseyb 3a
coboli Takme npobnemsl,
KaK HU3KO NOCaXKeHHbIM
6onbluoi nanew uau, B
OPYrUX cayyasx, ANUMHHble
KOHYCOBWAHbIE NabLibl.

1 20 mecauamum, a xoanTb B nepumog, ot 18 mecaues oo 5
net. CamocrosTenbHasn xoabba bbla 0CBOEHa Mexay
TPEMA W LWECTbI0 rogamu, a NOAHUMATLCA MO NeCTHULE
[,EeTU HAay4MnuCb B BO3pacTe OT ABYX 40 LeCTH feT.

OnpeAaeneHHble TPYAHOCTU 3aK04Ya/INCh B TOM, YTO Y
OeTel COXPaHANCA HU3KMIA MbILEYHbI TOHYC, XOTA OH U
He OblN HAaCTO/IbKO HU30K, YTOObI pebeHKy TpeboBanacb
noaAep Kka B BUAE KOPCeTa UM WuHbL. Y Tex geten,
KTO Mowlen paHo, 0TMeYasiacb HeyCTOMYMBOCTb NPU
xoabbe, HeYKNIOKeCTb, AETU MNaAaIN U HAaTbIKA/IUCb Ha
npeameTbl; 6er gasanca Um Henerko. Mo goCTUXKEHUU
NnoApPOCTKOBOro Bo3pacTa NOXoA4Ka yay4lianach,
OZlHaKO, KaK NpaBuio, ocTaBaiacb HeobbIYHOMN, C
LUMPOKO paccTaBAeHHbIMM HOFaMU, U B3pOC/ible Nt0aM
MOT/IM UCTMbITbIBaTb COXPaHSAOLWMECH 3aTPYAHEHUA NpU
ONVTeNbHOM xoapbe 1 coBeplueHnn
KOOPANHMPOBAHHbIX AENCTBUN, TaKUX KaK ber unm
NPbIXKK.

CycTaBbl HEKOTOPbIX AeTel BblIM MaNoNoABUKHbI, 1
OHW HY}KAa/IUCb B UHTEHCMBHOW GU3MUECKOM Tepanun 1
opTOneaNYECKOM JIeHEHUU, YTOObI COXPAHUTD
NoABWUKHOCTb. B ogHOM cnyyae pebeHKy ana
nepeasuKeHusa bbln HeobxoAnMM NONHBIN Habop
BCMOMOraTe/IbHbIX CPEeACTB, BKNOYAA UHBAUAHOE
KPecno, KOMACKY U NOABEMHUK.

Y MHOTUX AeTei MMeNNCh BPOXAEHHbIE NOPOKM
pa3suTua cton. ITM aedeKTbl BKAOYaNM B cebs
KOCOMaMnoCTb W CTOMY-Kayanky (Mo4oLwBa CTON BbIrHyTa
KHapPYKM, KaK HOMKKa Kpecia-KayasKku,), Bbi3biBaBimne
6011 Npu xoapbe; nepeKkpelLeHHble Naablbl HOT,
notpeboBasllee KOPPEKTUPYIOLLEN onepaLuu,
TAMNE/Ible KOHTPaKTYpPbl CYCTaBOB CTOMbI,
notpeboBaBLLME HEOAHOKPATHbIX ONepauui,
TMMNCOBAHUA U HANIOXKEHUA LMH.

[o nAT\ neT aeTam npoBoauaach pusmyeckas Tepanus,
4TOObI NOBBLICUTH MbILLEYHbIV TOHYC, Pa3BUTb TMBKOCTb
CYyCTaBOB M MOMOYb HAaYaTb XOA4UTb. HeKoTopbim
noTpeboBanocb NPOAOKMUTL Kypc pUsnyeckom
Tepanuu B NOAPOCTKOBOM BO3pacTe, a 3aTEM U BO
B3POC/IOM }M3HW, YTOObI YBENUYUTD NOABUNKHOCTD
CyCTaBOB M YMeHbLNTb 60/1b.
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Ob6yueHue
bonbwmHcTBO
OeTel, 0 KOTOpbIX
€CTb CBEJEHUA B
MeANUMHCKOM
nuTepatype, B TOM
WIN VHOM CTeneHn
MMeNu TPyaHOCTU
B 06y4eHUn, Ho Nno
onbity Unique n
HEKOTOPbIX APYrnxX
uccnegosartenemn
Oaxe npwm
NPOTSXKEHHOMN
AynavKaumm atu
TPYZLHOCTU MOTyT
6bITb cnabo
BbIPaKEHbI.

Y 60/1bLWNHCTBA
[AeTeM, cornacHo
onucaHuam,
yMepeHHasa unu
TAXKeNas cTeneHb
orpaHuyeHun
KU3HeeATeNbHOC-
TN, HO MHOTUE U3
HWX C BO3pacTom
cmoryT
CyL,ecTBOBaThL B
obuecTse npu
Heobxoanmonm
noaaepsKKe.

O6yuyeHue - cembM roBopAT...

“ Bekku 661710 OKO/I0 6, 1 Mbl 6b1M B MopKLWMpP-Jelinc, Henoaaneky ot
AepeBHM nog, HazaHMem JInTnbek, KoTopoe 6biNo BbIXKKEHO
6onblnmn bykBaMu Ha yKasaTesie. Mbl He morau yBecTu ee!l 3aTem A
Hanucan cobcTBeHHble KHUMM Mpo Hee. OHa 0boana noesaa, NnosTomy
"Tomac 1 ero apy3ba" o4eHb NOMOranm Ham B ee obydeHun. Y Hee
BCerza no/yyasnoch yyllie YTo-TO 3aNOMUHaTb, eC/IM OHA NOBTOPANA
9T0 MHOTO pa3 — MHe noTpeboBanock NATL NET, YTOObI HAy4YUTb ee
3aBA3bIBATb WHYpKK! [lo HacTynaeHus nybepTaTHOro nepuosa y Hee
6blI TPYAHOCTU B 0OYYEHUM OT IEFKON [0 YMEPEHHOW CTeNeHMU,
YuUTaTb OHa Hayumsiack B 8 1eT 1 3 mecAua, a C MOHUMaHUeEM
NPOYUTAHHOTO - B 8 1IeT M 6 mecALEeB. 3aTeM Y Hee pa3BU/CA NCUX03, U Y
Hee Hayannch 6onblune NPOBAEeMbI C KOHLeHTpaLmel » - dynaukauus
4p15.1

€y [IkeHHMbEp NyYLIE MONYHAETCA YUNTHCA, KOTAA OHA 3aHUMaeTCs
UHAMBUAYaNbHO € NpenogasaTtesiem. OHa XOPOLLO NOMHUT npoLleaime
cobbITWA, U, BO3MOXKHO, 3TO NOMOraeT el B 06ydeHnn. OHa unTtana
C/10Ba M NPOCTbIE KHUMU C KPYMHBIM LWPUGTOM M AOCTUIIA HAUAYHLINX
pe3ynbTatos B 12-13 net. Ceiyac ee 3peHme yxyaLnaocb HaCTONbKO,
YTO el AMarHoCTMPOBAN CNENOTY, U U3-3a 3TOTO OHA YTPaTUIA MHOTUE
HaBbIKM, OHa 60/blle HecnocobHa HanucaTb cBoe uma * - dynaukayus
4p13 - p12

“ Tomac yunTca nyuiue, Koraa TeMbl €My MHTEPECHBI, HANPUMED, eMy
HpaBATCA Noe3Aa, UK KorAa OH HaxoAuMTcA B 6a1aronpuaTHoM cpeae.
Koraa oH HacnaxgaeTtca NpoLeccom, OH y4nTca ropasgo aydwe. B 13
JIET OH YMTAET NPOCTbIe NPEASIONKEHUA U HEPa3bOPUMBO NULLET CBOE
nma n agpec. OH KonupyeT 1 cpucoBbiBaeT BykBbl. Ero uteHne n
NUCbMEHHbIE HaBbIKM AEACTBMTENbHO Pa3BM/IUCL B MOC/EHEE BpEMS,
HO BCe ellle OYeHb He3pesble, 1A HEro 3TO CAOKHO * - AynAuKayus
4p16.3 - p15

€ [keiimc yunTca ydwe B aTMocdepe N06BU U BHUMAHW, 1
Habntogan 3a apyrumu. B ceomn 11 neT oH o4eHb LieneycTpeMaeHHbIn 1
06bI4HO COCPeaOTauMBAETCA Ha OAHOM onpeaeneHHol npobneme ” -
OynAuKayus 8cezo KOPOMKOz20 rnae4a

MonyueHue cnpaBku

v hee 6bina CMnpaeKa, HO OHa NoJlyymna ee To/bKo B 9 f1eT, 0ba ee
poauTens 6bian yuUTENAMM, U OHA BECCMOPHO NMesa XPOMOCOMHOEe
3a6onesarue.”

Peub

Mpexae He NpoBOANNOCH
dopManbHbIX UCCNeAO0BaHNIA
pasBUTUA peun Ntoaen ¢
aynnukauuei 4p. Peub
33aBUCUT OT MHOTUX GaKTOPOB,
TaKMX Kak NOHMMaHwe,
YMeHMe KOOpAMHNPOBaTb
peub 1 KeCTUKYNALMIO UK
3HaKMK, a TaKxKe NoTpebHOCTb B
obLweHnn.

PeueBas Tepanusa
Jloroneguyeckoe nevyeHue
6b1/10 NPeaNoKeHO BCEM
petam rpynnol Unique, n
60/1bLLIMHCTBO cemelt counm
ero nosnesHsiM. Tom npowen
ioroneaunyecKkoe neyeHune B
AeTcTBe, YTOObl yYyYWNTL €ro
KOPMJIeHWe, 3 BCE OCTa/lbHble
AeTv B rpynne npoLwn
[OOLWKONbHYIO Tepanuio C
Le/blo NOMOLLM B Pa3BUTUN
A3blKa. JykeHHUdep npolna
TEpanuio B LUKOJIbHOM
BO3pacTe, YToObl HAyYnTLCA
cocTaBnATb Gppasbl U
npeasoxeHus, a bekku
BbINOJ/IHANG YMIPAXKHEHUSA,
YTOObI YNYYLINTL TOHYC MbILLLL
pTa 1 A3bIKa, TaK Kak ee A3bIK
6b11 60bWKUM U BANBIM. TOM
TpUKAbI Npuberan K
iororneanyeckomy Ne4YeHuio, B
nocneaHun pas
MHOMBMAYaNbHO B Bo3pacTte 11
NeT, 4To6bl YAYYLINTD
apTukynaumio. B Bospacte 5
net bekku 'Havana 6ontatb 1 €
Tex Nop HUKoraa He
ocTaHaB/MBaeTcs'.

O6uweHune - ceMbu roBOPAT...

“ CBou nepsbie cnoBa BEKKN NPOU3HECNa B 3 ro4a, HO
TONIbKO CMYCTA NOATOPa rof4a OHa Moraa roBoputb 6osbLue
ogHoro cnosa. OgHaxabl Ha oTApixe Bo PpaHLMM OHa
CXBaTWUNIA HOX U CKa3ana 'OCcTopoXkHO, Noeaellb B
60/1bHMLY': 3TO BbI/IO ee NepBbiM Npea/oxKeHnem. Mocne
3TOro ee nporpecc 6bl1 MeAeHHbIM M COCTOS/T U3 PbIBKOB
1 nnato. OHa npowia noroneamnyeckoe feyeHue, a ee
NMOHUMaHME M OCMbIC/IEHME BCEr4a OMNepeKanu HaBblK
YyTeHus.

“ OHa ysKe B3pOC/as, pasroBapuBaeT, a TakKe HEMHOTO
3HaeT A3bIK }KecToB, NOTOMY YTO Y ABYX AEBYLIEK, KOTOpble
JKMBYT C Hel, ecTb Npobaembl ¢ peybto. OHa faxKe HEMHOTO
roBopuT no-dpaHLyscku. OHa NPaBUIbHO UCMOIb3yeT
C/1I0Ba M XOPOLLO NoA6MpaeT NEKCUKY, a KOrAa XOpoLlo
cebs YyBCTBYET, MOXKET UrpaTb CIOBAMM U LLIYTUTb, XOTA
[LeViCTBUTENIbHOCTb U BbIMbICEN MOTYT MHOrAa cmeluaTbes!”
- bekku, 27 nem

“ MkeHHMdEp Hauana UCNONb30BATb A3bIK XKECTOB, a
3aTem, NpUMepHo ¢ 6 net, u cnosa. CerogHa ee peyb
OrpaHuYeHa, HO OHa MOKET MeaJIEHHO rOBOPUTL
npeanoXKeHUAMM 1 331aBaTb NPaBUIbHbIE, XOTA U
noBTopAtoLLMECs, BONPOCHL. Y Hee yaAuBUTeNbHas NaMATb
Ha MMeHa 1 cobbITHA. B LLeslom, y Hee cepbesHble
TPYAHOCTU C CEMAHTUKO-MpParmaTMYecKnMm acrekTom
A3bIKa, M ee MOHUMaHWe 1 UCMo/b30BaHWe BepbasbHOTO
A3bIKa CUNBHO HapyLleHbl ” - [iceHHugpep, 25 nem

“ [IkeiiMC MCMONb3YET CI0BA U COCTABAAET NPEANOKEHMS,
M XOTA OH He MOXKeT 06LLaTbCA KaK BCe, BCE XKe YyBCTBYyeTCA
nporpecc. [1o 7 neT oH roBopua KOPOTKMMM dpasamu 1
OTAENbHbIMK CIOBaMM. HeaBHO OH Hayumacsa obLiaTtbes,
HO B 22 roZ,a OH BCE elLLe yYnUTCA BblparkaTb CBOU MbIC/N.
TpyLHO CKa3aTb, HACKO/IbKO OH BCE OCO3HAET, MOKa YTo
HMYero cnoxHoro. OH pa3BMBaCA MeANEHHO U HUKOr4a
He perpeccuposan ” - Mucelimc, 23 200a

5 M>xeliMC TONKaET, TAHET, KECTUKYAUPYET 1 U3aaeT
ro/10CoBble LWYMbl, HO COBCEM HEe UCMO/b3yeT peyb. f
MCMO/b3YIO A3bIK }KECTOB B OBLLEHUMN C HUM, HO Cam OH UM
He nonb3ayetcsa. [IxKeliMc 3HaeT, rae fiexkaT onpeseneHHble
BELLM W, €C/IN OH XOYET YTO-TO, OH MOATANKMBAET MO PYKY
B Ty CTOPOHY, HO €C/IM A OTBEAY €€, OH He MOHWMAET U
HauMHaeT nepekusats * - Icelimc, 11 nem

“ Poys TonKaeT, TAHET 1 yKasbiBaeT nanblem. OHa Bee
XOPOLIO BOHMMAET, 1 ee Nporpecc 6b1/1 yCTOMUYMBBIM, XOTA
ceifyac ee pasBuUTHeE NPUOCTAHOBUIOCH > - Poy3, 3 2004



