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AHHOTauunA

B nocnegHne pecatvnetTus oTmevaeTcs LOCTO-
BEpPHOE yBENUYeHne criy4yaeB BO3HUKHOBEHUSA CUH-
apoma [layHa. BblpaXXeHHOCTb HEBPOMOrMYeCcKUX
HapyleHun y Takmx geTed He oguHakoBa. He
CMOTPSI Ha LUMPOKYI BCTPEYaeMOCTb JaHHOM reHe-
TUYECKON aHOoManuu, HegocTaToYHOe KOMMYecTBO
paboT MOCBSILLEHO aHanu3y M3MEHEHWA B HEBpPO-
NOrMYecKoM cTaTyce y Takux AeTen, He OO0 KOHua
OCTalTCA M3YYEHHbIMW MaTOreHeTUyeckMe mexa-
HU3MbI, NpUBOAALLME K KOTHUTUBHOMY AeduunTy. B
JaHHON paboTe MpUBOAATCA pe3yrnbTaTbl OLEHKU
M3MEHEHUI B HEBPOMOIMYECKOM CTaTyce naumeH-
TOB C cuHgpomom [ayHa, MopdomeTpuyeckue
0COBEHHOCTN CTPOEHMS TOFIOBHOrO Mo3ra, 060CHO-
BaHME BO3MOXHbIX NAaTOFEHETUYECKUX MEXaHN3MOB
NporpeccMpoBaHns U BO3HUKHOBEHUA Liepebpanb-
HbIX HapyLLEHWI y Taknx AeTen.

KnroueBble cnoBa: cuHapom [layHa, Tpucomust no
21 xpomocome, HeBponorudeckuin crtatyc, MPT
rofloBHOro Mo3ra, MopgomMeTpust

Abstract

In recent decades, there has been a significant
increase in the incidence of Down syndrome. The
severity of neurological disorders in these children
is not the same. Despite the wide occurrence of
this genetic anomaly, the insufficient number of
works is devoted to the analysis of changes in neu-
rological status in such children, pathogenetic
mechanisms leading to cognitive deficiency are not
fully understood. In this paper, we present the re-
sults of the assessment of changes in the neuro-
logical status of patients with Down's syndrome,
morphometric features of the structure of the brain,
the rationale for possible pathogenetic mechanisms
of progression and the occurrence of cerebral dis-
orders in such children.

Keywords: Down's syndrome, trisomy of 21 chro-
mosomes, neurological status, MRI of the brain,
morphometry.

CvHpgpom [ayHa OTHOCWUTCS K OQHOW U3
pacnpoCTPpaHeHHbIX rEHEeTUYECKNX aHOMarumn,
NpMBOAALLMX K WHBanugusaumm OeTCKOro
HaceneHus. B nocnegHue pecAtuneTns oOT-
Me4yaeTCcs JOCTOBEPHOE YBENUYEHNEe Cryvyaes
BO3HWKHOBEHWS1 AdaHHOro 3aboneBaHus, 4TO
MoXeT ObITb 06ycnoBneHo HebnaronpuATHbI-
MW  9KOMOrMyeckumun paktopamm, OGECKOH-
TPONbHBIM MPUEMOM MeOUKaMEHTOB Oepe-
MEHHbIMW JKEHLUMHaMK, YBEeruMyeHneMm BO3-
pacta poxeHuy [4]. Y Takux geten oTmeda-
IoTCA cneundurdeckne eHoTunmyeckme npu-
3Haku, gepmartornuduryeckne 0CobeHHOCTH,
3a4acTyl0 CMHAPOM COMPSXKEH C MOpoKamu
pa3BuUTMSA CepaeyYHO-COCYaANCTOM, MuLieBapu-
TenbHOM n Apyrmux cuctem [2]. CornacHo nu-
TepaTypHbIM [aHHbIM, nNpy cuHapome [ayHa
OTMeYaeTCad CHWXKeHWe NNOTHOCTU HEPBHOW
TKaHW, yMeHbLUeHne obbema LepebennsapHbIX
CTPYKTYp, HE3penocTb MU natorornyeckas ak-
TMBHOCTb KOPKOBbIX HEWPOHOB, HapylleHue

CuMHTe3a u yHkuun Hevipomeguatopos [1,3].
Mpn 3TOM, BbIPAXEHHOCTb HEBPOSIOMMYECKMX
HapyLLleHnn y Takux aeten He oauMHakosa. He
CMOTPS Ha LUMPOKYH BCTPEYaeMOCTb JaHHON
reHeTM4eckorW aHomanuu, HegocTaTtovHoe
KonuyecTBo paboT MOCBSALLEHO aHanu3y us-
MEHEHUN B HEBPOIOrM4eckoMm cratyce y Ta-
KUX [OeTen, BCTpeyalTcs eQuHWYHble cBefde-
HUS O MOPdOMETPUYECKMX OCOBEHHOCTAX
CTPYKTYp TOMOBHOMO MO3ra, OTBETCTBEHHbIX
3a BbICLUME KOPKOBblEe (DYHKLUMK, HE A0 KOHLUA
OCTalTCA W3YyYEeHHbIMW MaToreHeTuyeckue
MeXaHW3Mbl, NpUBOASALNE K KOTHUTUBHOMY
AeuumnTy y Takmx geten.

Llenbto HacTosLero uccriefoBaHnsa ABU-
nacb oueHKa N3MEeHeHUI B HEBPOSTOrMYECKOM
cTaTyce nauueHToB ¢ cuHapomom fayHa, uc-
crnegoBaHne MopdgoMeTpuyeckux OocobeHHOo-
CTeN CTPOEHUS rONIOBHOIO MO3ra, MOUCK BO3-
MOXHbIX MaTOreHeTUYECKMX MEXaHU3MOB MpPo-
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rPECCUPOBaHUA U  BO3HUKHOBEHUSA
OpanbHbIX HAPYLLIEHUN Yy TaKNX AETEN.

Matepvanbl n meTogpl: Hamm Obino 06-
cnefosaHo 25 geten ¢ AMarHO30OM CUHAPOM
[ayHa B Bo3pacTte oT 4 go 18 net (14 geBo-
yek, 9 manbumkoB). Bce cnyvaun 3abonesaHus
ObINM NoaTBEPXKOEHblI FEHETUYEeCKn, y BCEX
oTMevanacb nofnHas Tpucomusi no 21 xpomo-
come. B nccnegyemyio rpynny 6binm Bkode-
Hbl OeTn 6e3 TshKenow ConyTCTByOLLEen ae-
KOMNEHCUPOBAHHOW MaTOMNOrMn CO CTOPOHbI
Opyrux opraHoB u cuctem. laumeHTbl Gbinu
OCMOTPEHbI MeanaTpoM, HEBPOSIOroM, 3HAOO-
KPMHOMOromM, opToneaoM, HEenpOrnCUXOroroMm,
ObIno npoBeaeHo nabopartopHo-
WHCTpyMeHTanbHoe obcnegoBaHue, Y3
cocynoB ronosbl 1 wewn, 33, OXO-KI, peHT-
reHorpacusa LWenHoro oTaena No3BOHOYHMKA.
MPT ronoBHoro mosra npoBogunacb B pexu-
max T1, T2, FLAIR (3 Tecna). W3mepeHue
obbema uepebpanbHbiX CTPYKTYp OCyLLecTB-
nsnock no T1 B3BELUEHHBIM M306paXeHNsIM C
TOYHOCTbIO A0 3 MM Ky6. [pynny cpaBHeHus
coctaBunu 11 yenosek 6e3 cuHgpoma [ayHa
(6 manbumkoB, 5 geBo4ek). MaTemaTnyeckas
obpaboTka pe3ynbTaToB UCCNEOOBaHUSA Mpo-
BOAMIAcb C MOMOLLBI MakeTa NpPUKNagHbIX
nporpamm CCS «Statistica for Windows»
v.6.0.437.0».

B pesynbtaTte uccnegosanusa 6binu nony-
YeHbl pesynbTaThl, CBMAETENbCTBYOLME O
TOM, YTO y AeTen ¢ Tpucommern no 21 xpomo-
COME B HEBPOSOrM4eckom cratyce npakTuye-
ckn Bo Bcex cny4asax (92%) oTmevanucb Ko-
OpAVHATOPHbIE HapyLEeHUs pasfi4yHOM Bbl-
paxeHHocTu. MNpucyTcTBOBana MoOTOpHasi He-
NOBKOCTb, HEC(OPMMPOBAHHOCTb  TOHKMX,
anddepeHUNPOBaHHbIX ABUraTeNbHbIX aKTOB.
Y 30% BcTpevanacb nupamuaHas cumnToma-
TWKa, NPV 3TOM €€ BbIPaXEHHOCTb JOCTOBEP-
HO KOoppenupoBana C HapylweHUsAMU LeH-
TpanbHOW remoavHamukm (No AaHHeim Y3
BpaxuouedancHbIX apTepui), CTPYKTYPHbIMU
n3aMeHeHnsmMum (No gavHeim MPT ronosHoro
Mo3ra), W3MEHEHUSIMU  JMKBOPOANHAMUKM,
HeCcTabuNbHOCTBIO CErMEHTOB LLEeNHOro OTAe-

Lepe-

na No3BOHOYHMKA.

Y Bcex o6cnefoBaHHbIX AeTen oTmevarn-
Ca CUHOPOM AN Y3HON MbILLEYHON MMNOTO-
HUM. TloMMMO [OBUraTenbHbIX HapyLIEHWUR,
00yCNOBMNEHHbIX FEHETMYECKON aHOManuvewn, a
Takke BepTeOPOreHHbIMU BAMSIHASAMU Ha Mo-
3BOHOYHbIE apTepuy B cuny cnaboctn Mbl-
LLIEYHO-CBA30YHOro annapaTa LUEeNHOro oTae-
na MNO3BOHOYHUMKA, Y AeTel oTMevancs Ko-
FHUTUBHbIV OeduuuT B BUAE HAPYLUEHMIN NCK-
XN4YecKoro u peyesoro passutus, y 60% oT-
MeYanucb HapyleHus (opMnpOBaHNSA HaBbl-
KOB OMPSATHOCTW. Y Tpex Aeten c Hectabwnb-
HOCTbIO LUEWHOr0 OTAena MO3BOHOYHKMKA,
HapylleHMeM KpOBOTOKa B MO3BOHOYHbIX,
CcpegHnx MO3roBbIX apTepusix (Mo AaHHbIM
Y3I), pacwumpeHnem xenyaovykoBO cCUCTe-
Mbl Mosra (Mo AaHHbiM MPT) 6bino guarHo-
CTMPOBAHO pPacCTPONCTBO  ayTUCTUYECKOrO
cnektpa. Y nAtM M3 0b6CnefoBaHHbIX OTMe-
Yyancs rmnepauHaMmmnyecKkmin CUHOPOM.

Y peten ¢ cuHgpomom [layHa B CBfA3M C
OCOBEHHOCTAMN CTPOEHUS apTUKYNSALMOHHOIO
annapara, MbILLUEYHOWN TMMNOTOHUEWN, CHUDKEHU-
eM criyxa, Hu3kum obbemMom nNamsTu, He pas-
BUTbIMWA BbICLUMMMW KOPKOBBIMU  DYHKLMSMNA,
CTPYKTYPHbIMW  OCODEHHOCTAMU  FOMIOBHOTO
MO3ra OTMeYanuCb peyeBble HapylleHus
pasnMYHON CTEMneHu BblpaxeHHocTn. Hanbo-
nee yacto HabnpaswMecs nNposiBNeHus y
Takvx geTew: ananvs, ausapTpus, 3ankaHue,
rpaMmartumyeckas HenpaBwuibHOCTb peyn. B
HaweMm wuccnepoBaHun y 30 % peten oTme-
Yanucb NPOSIBNIEHUS CEHCOPHOW, MOTOPHON
ananun, y 65% gnsaptpus. Y Bcex obcrneay-
eMbIX JeTen cTtpagana yHKUMA MPOU3BOSb-
HOro BHMMaHus. [aHHble U3MeHeHust JOoCTOo-
BEPHO KOppenupoBanu ¢ N3MEHEHMSMUN NOSY-
YeHHbIMW B X04e MOpPdOMETPUYECKOrO aHa-
n13a CTPYKTYp rofloBHOro Moa3ra.

Mpun nposegeHumn uepebpansHOn Mopdo-
MEeTpUM ObiNn BbiSIBNEHbl JOCTOBEPHO MEHb-
lWMe pasmepbl rofoBHOIO Mo3ra Mo CpaBHe-
HUIO C rpynnow koHTpons. CpegHuii o6bem
nobHown Jonu Npu AaHHOM CUHAPOME CocTa-
Ban  350,5+21,5 cm3, TemeHHOM ponu

Ta6bnuua 1.

MopdomeTpuyeckune 0COGEeHHOCTU FOJIOBHOTO MO3ra y neTen c CNHOPOMOM ﬂayHa

U B rpynne KOHTponsd

Mccnenyemble CTPYKTYpbI ro-
NOBHOrO Mo3ra

Wcenepyemas rpynna, n=25

KoHTponbHagd rpynna, n=11

Mo3xeuok

90,5 +8,4 cm3*

140,4 + 6,5 cm3

JNobHaa gonsa

350,5+21,5 cm3*

400,6+ 36,1 cm3

TemeHHas gons

250,3+29,4 cm3*

290,3+ 26,2 cm3

Buco4ynas gons

170,5 + 34,1cm3*

230,5+ 30,1 cm3

*p<0,05
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250,3+29,4 cm3, BucovHon 170,5 + 34,1cm3,
YTO [AOCTOBEPHO OTNMYanocb OT MokasaTe-
new, NoNy4YeHHbIX B rpynne KoOHTpons (NobHas
pona 400,6+ 36,1 cm3, BucodHaa pons
230,5+ 30,1 cm3, TemeHHaa ponda 290,3+
26,2 cm3) p<0,05. MNpu saTtom 6bino obpatye-
HO BHMMaHue Ha npeobnagaHue 6Genoro Be-
LecTBa BWMCOYHOM [OMNMW, yBenuyeHve napa-
rmnnokamnanbHOM U3BUIMHLI Y BCEX AeTel C
cvHgpomoMm  [ayHa. OG6paTHas kapTuHa
Habnwganacb Npy oUEeHKe COCTOSHWUS TEMEH-
HOW KOpbl TOMOBHOrO Mo3ra. ¥ Bcex obcne-
AyeMbIX OTMeYarncs AUCnpOnopLMOHanbHON
MarnbIin Mo3xe4ok (ero o6bem coctaensn 90,5
+8,4 cm3) (Tabnumua 1).

BbisiBNEeHHbIE  CTPYKTYpPHbIE  U3MEHEHUSsI
ronoBHOro Mo3ra JOCTOBEPHO KOppenvpoBa-
NN C U3MEHEHUsIMW, MOMYYEeHHbIMU B XoAe
HEBPOOrM4eCcKoro 0OCMoTpa 1 HEMPONCMXOro-
rmyeckoro tectupoBaHusa (p<0,05). Tak, y
BCEX OeTel OTMevyanucb [OCTOBEPHO MEHb-
lWMe gucnponopunoHanbHble pa3mepbl MO3-
Keyka Mo CPaBHEHMWIO C TPYNMOW KOHTPOIS.
OTMM MOXHO OOBACHWUTL KOOPOUHATOPHLIE
HapylweHus, Habnopawwmeca y peTten ¢
cvHgpomom [layHa, MOTOPHYK HENOBKOCTb,
ANPPY3HYI0 MBILLEYHYK TUMNOTOHMIO, Hapy-
LeHMe MMaBHOCTM U 4YeTkocTM peun. [lpu
3TOM, BbIPAXEHHOCTb MO3XXEYKOBbIX HapyLle-
HUA OOCTOBEPHO KoppenupoBana CO CHuXe-
HMEM CKOpPOCTHBbIX MokasaTenen B apTepusx
BepTebpanbHO-6a3unnsapHoro baccenHa
(p<0,05) n HapyLweHnem aHaTOMNYECKOro CO-

ORIGINAL ARTICLES

OTBETCTBMS BEPXHMX LUENHbIX CErMEHTOB MO-
3BOHOYHMKA.

OcobeHHOCTN CTpoeHuss nobHow gonu
00BACHAIOT  MMewLlneca  noBefeHYeckne
paccTponCcTBa — CHUXEHWE BHUMaHWS, Hanu-
yne nepcesepaLnii, CHUXEHWE BONEBbLIX Ka-
yecTB. Takke cnegyeT OTMETUTb, YTO Yy BCEX
geten ¢ cuHgpomom [layHa oTmevanucb AoO-
CTOBEPHO MEHbLLME MO CPABHEHMUIO C Fpynnou
KOHTpONs  pas3Mepbl  rMnnokamna,  Mno-
BMAMMOMY, CHVXEHMEe KpaTKOBPEMEHHOW Mna-
MSATM 1 npoueccoB obyyeHus y Bcex obcre-
AyeMbix AeTen MOXeT OblTb OOBSACHEHO 3TUM
dakToMm.

Takum o6pa3om, 0cobEeHHOCTN CTPOEHUS
rONOBHOIMO MO3ra y Takux AeTen reHeTU4ecku
OEeTEPMUHMPOBAHbLI 1, NO-BUOUMOMY, SIBNSOT-
Csl OOHUM N3 MEeXaHU3MOB MPOrpeccupoBaHnst
HeBpororuyeckoro  geduuynta. Mommmo
HacrnegyembiXx OCOOEHHOCTEN CTPOEHUs Le-
pebpanbHbIX CTPYKTYP OOHWM W3 BeayLmX
(haKkTOpOB NPOrpeccMpoBaHUsl HeBPOIOrMye-
cKkoro gedwuunta SBNAKTCA Hanuyine Jud-
(PY3HON MBbILLIEYHOWN TUMOTOHUKN, crabocTun
CBSI304HOrO arnnapara LWeWHoro oTtgena no-
3BOHOYHMKA, HapylleHne KpoBoobOpallueHusi B
BepTebpanbHO-6a3mnnspHomM baccenHe.
Cnepnyet oTMETUTb, YTO CBOEBPEMEHHO CKOP-
PEKTUPOBAHHbIE HEBPOSOrMYECKME CUMMTOMbI
MOTYT YMYyYLWMWTb Ka4eCTBO >KM3HW Takux fae-
TEN W YNEHOB MX CEMeW, cnocobCcTBOBaTb MX
CBOEBPEMEHHOW ajantauumn B COLMyMe.
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