['eHeTMKa onuropeHun.

KnnMHMn4eckn o4yepyeHHble
reHeTu4yeckmne CUHAPOMbI
C HESICHbIM XO40M
HacnegoBaHUA.



['eHeTuKa onuMropeHnn

OnurocdpeHuna (Manoymme), Kak n ncmxonaTusi, ABMASETCA aHOManmen
pa3snTuUs nMYHocTnU. OHa xapakTepuayeTca oOLMM NCUXNYECKNUM
HeJopa3BUTMEM, NpeobnagaHNeM UHTENNEKTYanbHOW
HeJoCTaTOMHOCTU, 0BYyCrNOBEHHOW HAaCNeACTBEHHOW NN BPOXAEHHOM
HEernoNHOUEHHOCTbLIO MO3ra U nNopaxeHmem ero Ha paHHux (4o Tpex
net) atanax oHToreHesa. «OnMrogpeHnay - NOHATUE KIMHNYECKOE, OHO
Y>XE NOHATUSA YMCTBEHHOM OTCTanocTu, pekomeHagyemoro BO3 ang
0003Ha4YeHUs UHTENNEKTYanbHON HEAOCTATOYHOCTU, BO3HUKLLEN B
pesynsrate MHPEKUNOHHbIX MPOrpeameHTHbIX HEPBHO-MCUXUYECKNX
3aboneBaHn, KOTOpPble Ha4YanNncb paHo 1 NPMUBENU K
onurodopeHndeckomy gedeKkTy, a TakKe 3a4epP>XKKN NCUXNYECKOro
Pa3BUTUSA KOHCTUTYLUMOHANbLHOrO0, COMaToreHHoro, uepebpanbHoro
NPONCXOXOEHUS.

[MokaszaTtenu pacnpocTpaHeHHOCTM onurodppeHnn konebntotcs ot 0,2
0o 0,89% .B ctpyktype onurodppeHun nanotns coctaensiet 4-5%,
nmbeumnbHocTb-18-19% n nedbunbHocTb - 76-78 %.



JTNONOrnyeckne akTopbl

ITnosnornyeckme gakTopbl OfiMroopeHnn B
3aBNCMMOCTW OT BPEMEHU BO3OENCTBUSA
NPUHATO AENMNTb Ha TPU OCHOBHbIE rPYyMnbl:

HacnencTBeHHble, B TOM YMCTe CBA3aHHbIe C
noBpeXXAeHNeM reHepaTUBHbIX KNETOK;
BHYTpUyTpOOHbIE, AENCTBYIOLLME HA 3apOoabiLL U
nnon;

[lepuHaTanbHble U NepBbIX 3 FIET BHEYTPOOHOW
XU3HW.



KnnHn4yeckne qoopmbl
ONMUroPpeHnn No
BbIpa)X€HHOCTU
craboymmsi:

NaonoTtng
NmOeunnbHOCTb
[1e6UnbHOCTb




onotus

onotna — camoe
TsKenoe craboymue
(fnybokas ymcTBeHHas
OTCTal10CTb)C NOYTH
MNOSTHbIM OTCYTCTBUEM
pPeYn N MbILLSIEHNS,
NOTPEOHOCTLIO B
NOCTOSIHHOM yXxofe u
Hagsope; 1Q<20.




ionoTus

Y 60nbHbIX MO0 HET peakumnmn Ha obblYHbIE pasgpaxuTenu, NMbo OHa HeageKkBaTHa.
Bocnpuartunsa nuu ¢ ngnotunen, no-BMANMOoMY, HEMOSHOLEHHbI, BHUMaHMe
OTCYTCTBYET UIIN KpanHe HeycTon4meo. Peyub He pa3BuTa, orpaHn4MBaeTcs
3ByKaMu, OTAENbHbIMU CrIOBaMK, HET NOHMMaHUS 0bpaLLeHHON K HAM peyn.
[eTun, cTpagaowme nanoTnen, UM CoBepLUEHHO He OBageBatoT CTaTUYECKUMU
N TOKOMOTOPHbLIMWN HaBblkaMu, UNU NpUobpeTatoT NX oYeHb No3aHo. Hepeako
OHM HE MOryT XeBaTb M NpornaTbiBaoT NULY HENPOXEBAHHOW, MOTYT NMUTATbLCS
TONbKO Xnakon nuien. Kakaa-nmbo ocMmbiCneHHas aesaTenbHOCTb NPy NanNoTum
HefoCTyrnHa. bonbHble He BragetoT gaxe NpoCTbiMU HaBbIKaMU
camMmoobcnyXuBaHmna, HeonpsaTHbL. [pegocTaBneHHble camum cebe, ocTaroTcs
HenoABWXHbIMWU UMK BNagarT B HeNpepbiBHOE 6eccMbICieHHOe BO3BYXXaeHME C
oHOO06pa3HbIMU OBMKEHNAMWN, aBTOMATUYECKUM packadnBaHNEM,
CTEPEOTUNHBLIM pasMaxmBaHUEM pyKkamMu, XnonaHbeM B nagowu un 1. n. Jlnua c
NONOTUEN HEPEOKO HE OTNNYALOT POAHbBIX OT NOCTOPOHHMX. SMOLINK
anemMeHTapHbl U CBA3aHbl TOSTbKO C YA0BONbCTBUEM UMW HEYLOBONLCTBUEM, YTO
BblpaXaeTca camMblM MPUMUTUBHBIM 00pa3oM B BUAE BO3OYXXOEHUS UK KPUKa.
OuyeHb nerko Bo3HMKaeT adpdeKT 35100bl, NPOSBAAIOLLMNCA B CIIENON SSIPOCTU U
arpeccuBHbIX TEHOEHUMAX, HEpPeOKo HanpaBreHHbIX Ha cebs (KycatoT, uapanatoT
cebs1, HaHocAT yaapbl). YacTo 6onbHble NOeaaloT HEYUCTOTHI, XKYHOT U COCYT BCe,
YTO nonagaeTcs Nog pyKy, ynopHo mactypbupytot. [my6okomy HegopasBuTULo
NCUXMKN HEPEOKO COOTBETCTBYIOT rpybble AedeKTbl OU3NYECKOro pa3BuUTUS.



IMbeLMnNbHOCTL

NmbeunnbHOCTb —
cpenHsist cTeneHb
cnaboymus. Peub n gpyrue
ncuxmyeckne yHKUnm
pas3BUTLI DoMbLUE, YEM NpU
NaOnoTmnKn, 0 aHaKo nuua c
NMMOEeLUUNNbHOCTbIO
Heoby4aembl,
HEeTPYyOoCMNOCOOHbI, UM
OOCTYMNHbI NULLb
arieMeHTapHbIe aKThl
camoobcnyXxXnuBaHus.
1Q = 20—50.




IMOeLMnNbHOCTL

Nmbeumnbl obHapyXusatoT JOBOSbHO AnddepeHUMpPOBaHHbIE U pa3HOObpasHble peakuumn Ha
oKkpyxatoLee. Nx pedb KOCHOSA3bIYHA 1 arpammaTuyHa. OHM MOryT NPOU3HOCUTL
HecroXxHble dopasbl, crioBapHbln 3anac gocturaet nHorga 200—300 cnos. XoTsa pasBuTtue
CTaTMYECKMX U TOKOMOTOPHbIX (OYHKLUI NPOMUCXOAUT NP MMOELNIbHOCTM C BOMbLION
3aQepXXKon, BornbHbIE YCBaNBatOT HaBbIKM OMPSTHOCTU, CAMOCTOATENBHO €AST, CNOCO6HbI
cebst obecnyxmeaTb. Jlnuam ¢ MM6eLmnbHOCTLIO AOCTYMHbI HECIOXHbIE 0600LLEHNS, OHM
obragatoT HEKOTOPbIM 3anacoM CBEAEHUN, HEMMOXO OPUEHTUPYHOTCS B OObIMHOM XXNUTENCKOM
obcTaHoBKe. Bcneacteme OTHOCUTENBHO XOPOLUEN MeXaHN4YeCKON NaMAaTn U NaCCUBHOIO
BHMUMaAHUS OHW MOTYT YCBOUTb 3fIeEMEHTapHbIE 3HaHWNSA, KOTOPbIMU NOSIb3YHTCA, Kak
lwTamnamu. Hekotopble nuua ¢ MMBeUnIbHOCTBLIO BiagetoT NopsaaKOBbIM CHETOM, 3HAKOT
oTaenbHble ByKBbI, HO YCBaMBatOT TOMbKO NPOCTbIE TPyAoBble npolecchl (ybopka, cTupka,
MbITbE NOCYAbl, OTAEMNbHbIE ANIEMEHTAPHbIE NPON3BOACTBEHHbLIE OYHKLUMN). [Tpn aTOM
OTMEYalTCS KpanHSAs HeCaMOCTOATENBHOCTb, NoxXas nepekntoyYaeMocTb. IMounmn 6egHsbl,
oaHOO6pasHbl, BCe NCUXNYECKME NMPOLIECCHI TYronoaBMXHbI U MHEPTHbI. Ha nepemeny
0OCTaHOBKM OHM JatoT cBOe0bpasHy HeraTMBHYO peakumio. B To xe BpeMs SIMYHOCTb UX
bonee passuTa, YeM Npu UANOTUN, OHN OBMAYNBLI, CTECHSOTCS CBOMX HEQOCTATKOB,
aZlekBaTHO pearvpytoT Ha nopuvuaHue unm ogobperHue. He obnagas nHMumaTmMeom m
CaMOCTOATENbHOCTbLIO, NMULA C UMBELNIBHOCTBIO NIErkO TEPSIOTCS B HEMPUBbLIYHbIX
YCMOBUAX N HY>KOAKTCH B MOCTOSIHHOM Hag3ope u orieke. CrieayeT yuntbiBaTh Takke
NOBbILLUEHHYIO BHYLLAEMOCTb MMBELMMIOB N CKIOHHOCTbL K CrienoMy nogpakaHuio.

B cootBetcTBUMM ¢ MKB-9 MMBeLnbHOCTL pa3fnensaeTcs Ha pesko BblpaXXeHHYHo
YMCTBEHHY0 oTcTanocTb (I1Q = 20—(%) |/|3yMCT4%e)HHy+o OTCTaNnoOCTb CPeaHEN TAXKECTU
= 35—49).



[1e6MnNbHOCTb — Nerkas
cTerneHb cnaboymus.
[1edunbl cnocobHbI K

oby4yeHunto, oBnagesatoT

HECMNOXXHbIMU TPYOOBLIMU
npoueccamMmu, BO3MOXXHO UX
coumnarnbHoe
npmMcnocoodrneHne B
N3BECTHLIX Npeaenax
(1Q = 50—70).




[1ebunbHOCTb

INerkyto 4eOUNBHOCTb TPYAHO OTANYUTL OT MCUXUKN HA HUXKHEN
rpaHuue Hopmbl. B oTnnyme ot nmbeumnos aebunesl Hepeako
OOHapy>XMBatoT AOBOMNbLHO BbICOKOE pa3BUTUE PEYN; NX
nosegeHne boree agekBaTHO U CaMOCTOATESIbHO, YTO B KAKOU-TO
Mepe MacKMUPYET crnaboCTb MbILLEHNS. OTOMY CNOCODCTBYIOT
XopoLlasa MexaHu4yeckas namsiTb, nogpaxarenbHocTtb. OgHako
HabnogeHue 1 cneuunarnbHble UCCegoBaHNS BbISIBASKOT Y
nedunos crnabocTtb abCTpakTHOro MblLLNEHUs, NpeobnagaHmne
KOHKPETHbIX accouuaunn. lNepexoq oT NpocTbIX K bonee
CIOXXHbIM OTBII€YEHHbIM 0600LEHNAM AN HUX 3aTPYyAHUTENEH.
B otnnumne ot umGeunnbHOCTY Npu 4eOUNBHOCTN BO3MOXHO
oOy4eHue B LLKONE, HO NPY 3TOM OOHAPYXXMBAOTCA OTCYTCTBUE
NHMLUMATUBbI B CAMOCTOATENBHOCTN B YY4EHUN, MEANUTENBHOCTb
N NHEPTHOCTL. JInua ¢ 4ebunbHOCTLIO OBNageBaoT
NPENMYLLIECTBEHHO KOHKPETHbLIMM 3HAHUSIMU, YCBOEHUE TEOPUU
UM He yOaeTcsl.



KnnHnyecku OYepyEHHbIE TEHETUYECKNE

CMHOPOMbI C HEACHBIM XO0M
HacneaoBaHus.

ITY rpynny 3abonesaHnin COCTaBNAET PS4 CUHOPOMOB, XOTS M OTHOCUMbIX K
reHeTM4eCcKn 0byCcnoBreHHbIM, HO BCTpeYatoWwmxcs rnasHbIM 0b6pasom
crnopagu4yeckn. OQHaKo ONMcaHNs MOHO3UMOTHBIX ONM3HELOB C JaHHOW
naTonornen Bceraa CBUAETENbCTBYIOT 00 MX KOHKOPAAHTHOCTU, KpOME

TOro, UHOI4a BCTPEeYatoTCs ceMerHble criydaun aTux 3abonesaHun.
BmecTe ¢ TEeM, HAaCKOJTIbKO MO3BOSIAET CYAUTb aHann3 3HaynTesbHbIX
BbIOOPOK 3TUX CMHOPOMOB, HacnegoBaHMe 30eCb HE UMEET XapakTepa
NpOCTON MeHAENEBCKON Nepegaym MyTaHTHOMo reHa. YacTb aTux
CUHOPOMOB, BO3MOXHO, OKaXkeTca rnpu bonee cosepLleHHOM
LUMTOreHeTN4eCcKoM nccnegoBaHnm XpoOMOCOMHOM NaToNnornen.
[TpuBOAUM ONUCaHWe Nnb Hanbornee pacrnpoCcTPaHEHHbIX N3 3TUX
cuHgpomoB. CuHgpom MopdaHa, CuHgpom KopHenuu ae JlaHre,
CuHgpom PybuHwTenHa — Tenbun, YMCTBEHHas OTCTanocTb C
rMNepTPMXO30M.



CuHapom MapdaHa-

ApaxHoOaKTUNuS

BriepBble onncaH 1896r.

KnunHnyeckune NPUN3HaAKN: NOABbLIBUX
XpyCTarnuka, NnOpoK MNTpasibHOIo
KrnanaHa, ninockocTtornume,
rmnonna3nd MblLuL,

Tun Hacneauns-All

asBuBaeTcs Bcrnencrene gedekra
N3MEHEHUS ) B reHe, KOTOPbIN
onpenendeT CTPYKTYpy
dombpunnuHa, KOTopbIN UrpaeT
OrPOMHYO POSib B COEQNHUTENBHOM
TKaHW(NnoKanmsauns B XxpoMmocome
15921)
YacToTa HacnegoBaHue
0,04-1000




BriepBbie onncaH B 1933T.

NHUYECKME MPU3HaKN: AriMHa n macca
2r1a 60MbHbIX 3HAYUTENBHO OTCTAaKOT OT

HopMbl. OTMeYaeTCcs BblpaKeHHOe
30e06pasne B CTPOEHUM nimua: ryctole
cpocLumecs 6posu, ASIMHHbIE TyCTble
3arHyTble peCHULbl, KOPOTKUN HOC C
pasBepHYTbIMU Briepes Ho34paMu u

BAABIIEHHOM NepeHoCcuLEN,

yBENUYEHHOE PacCTOAHME MexXay
OCHOBaHMEM HOCa 1 BepxHeun rybown,
HKMe ryobl C ONyLLEHHbLIMW yriiamu pTa.
epen yMeHbLUeH, bpaxuuedanbHou

CTPYKTYpPbL.*
YacToTta HacneposaHue

)T 1:30 000 POXOEHUIN OO0 1:10 000-12 000.




MHLWTEenHa- Tendu

Brnepseie onucan B 1963r. Ero BTopoe
Ha3BaHUE «CUHOPOM wiuporo2o I nanvya Kucmu u cmonwl ¢
JUYeBbIMU AHOMATUAMUY.

Kinanueckas kapTuHa XapakTepu3yeTcs YMCTBEHHOM
OTCTaJIOCThIO, 33/IEPKKOI pocTa U Crielu(pUIeCKUMHU
O0COOCHHOCTSIMU CTPOEHUS JIUIIA U TeJla, OCHOBHBIE U3
KOTOPBIX — KOPOTKHUH U WIMPOKHUI | rmasien Ha KUCTH U
CTOIIe, CBO€OOpa3HOE JIUIIO C JUTMHHBIM 3aTHYTHIM HOCOM,
AQHTUMOHTOJIOUTHBIM Pa3pe30M IJ1a3, TUIIEPTEIOPU3MOM,
HEJIOpa3BUTHEM BEPXHEHN UeNIOCTH, OpaxuriedanbHON
CTPYKTYpOM ueperna.

Ymemeennas omemanocms HOCUT Xapakrep
WHTEJUIEKTYaJIbHOTO HEI0Pa3BUTHS PA3IMUHON CTENIEHU;
KaK MpaBuJIO, OHA JOBOJILHO IITyOOKasi, HO OMKCaHbI TAKKE
CIy4ad MOTPaHUYHOTO CHUXeHHs nHTeekra (IQ =
70—80) 1 1ake CHHAPOMA C HOPMAJIbHBIM HHTEJIEKTOM.
Yaiiie Bcero MHTEIIEKTyaIbHOE HEJOPA3BUTHE
COOTBETCTBYET OIUTO(MPEHUH B CTEIIEHU NUMOCIIUIBHOCTH.

TouHBIX JaHHBIX O Yacmome cuHapoMa HeT. 1.B. Jlypee
(1983) mpuBOIUT OPUEHTUPOBOUHBIE CBEJICHHS O YaCTOTE
3a005IeBaHUsl Y HOBOPOXKJACHHBIX, PABHON MPUOIU3UTETHHO
1:25 000— 30 000.




YMCTBEHHAad OTCTaNOCTb C
TOUXQ3OMuco 1076

nnHnYyeckasi kaptuHa. OgHumM n3 Hambonee
XapaKTEePHbIX COMaTUYECKNX MPU3HAKOB
ABNAETCS 2Unepmpuxo3, KOTOPbIN OTMeYaeTcs
y>Xe nNpu poxgeHun pebeHka.

OCHOBHbIMU, OMOPHLIMY ANA AnarHosa
CUMMTOMaMu 3Toro 3aboneBaHns ABNAIOTCS
nepBuYHbIN 06U 2unepmpuxo3 u
ceoeobpasHoe nuyo. BcnomoratenbHyo posib
B AMArHOCTUKE UrpatoT gpyrue comatmyeckue
N3MEHEHMUS, a TakKke OQHOTUMNHAsA CTPYKTypa
YMCTBEHHOM OTCTaNOCTU C Bblpa)XEHHbIM
peyeBbIM HEQOPA3BUTUEM.

Cpeaun KOHTUHreHTa 6onbHbIX,
HabnogaBLUMXCA MEOUKO-TEHETUYECKON
KOHCynbTauunen, 3ToT CUHAPOM BCTpeyaeTcs
NPUONM3NTENBLHO C TOW XXe Yyacmomou, YTo U
cuHgpom KopHenuu ge JlaHre ©T
1:30 000 POXXAEHWN A0 1:10 000-12 000). C paBHOM
yacToTom nopaxatotcs oba nona.




CuHOpom Ynnbpuxa — HyHaH

BrniepBble onncaH B 1928T.

KnuHnyeckne npusHaku:
rMNepTenopusm, annukaHT, HU3KO
NOCa)XeHHbIe yLIW, HapyLleHne
npuBKyca, aHTUMOHIONOWAHbLIV
pa3pes rnas, KpUNToOXm3sm,
aHoManun rpyaHOW KNeTKu,
HU3KNK POCT, MOPOKN cepaua,
YMCTBEHHAsA OTCTasioCTb.

Tun Hacnegus : AP

[TonynaunoHHasa YacToTa : He
N3BecTHa.




Cungpom MaptuHa benn

370 peueccusHasi, cuernneHHasl ¢ nosiom
(MOMBKO Y MyXYUH)yMCMEeHHas
omcmajsiocme, cuernieHHasi ¢ JoMkou X -
Xpomocomodi. Brepsbie Gbiria onvcaHa B 1943r.

Yacmoma 3Toro JOBOMNbHO
pacnpocTpaHeHHoro 3abonesaHus
COCTaBMnAET 7:2000 HOBOPOXKAEHHBIX MY>CKOIO
nona. Cpean Manb4nKoB C BbipaXKeHHOM
CTEMNEHbIO YMCTBEHHOW OTCTANOCTM OHa
COCTaBISAET OKONO 6—10%, T.€. 3TO
3aboneBaHue no YactoTe cnegyer 3a
cuHgpomom [layHa.

KnuHnyeckne npusHaku: y ageten bonbLias
rorfloBa C BbICOKMM U LUMPOKMM Nbom, 6onbLume
OTTOMbIPEHHbIE YLUW, YASIMHEHHOE NNLIO C
yBesiM4eHHbIM NoAG0POAKOM M HECKOSBKO
YyNNoLweHHOM cpeaHen YacTblo. Hoc YacTto
ObiBaeT cBoeobpasHom dopMbl C
KNOBOBUAHbLIM, HO OKPYIMbIM KOHYMKOM U
LLUMPOKNM OCHOBaHMEM. Kuctu n ctonebl
Gonblune, gucTanbHble danaHrn nanbueB
LUMpOKMe Hepenko HabnogaTcs CBETbIE
pagyxku. Koxa runepnnactuyHas, nerko
pacTsiKnma, CycTaBbl C MNOBbILLEHHON
pa3r|/|6aeM0c:Tb|o Yy neTem 6onee cTapLuero

N30bITOYHOW MaCCG Terna.




