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Kiananueckoe HAO0JI01eHHE

s¢pdexTuBHocTH Tomamakca

y 00.1bHOI cunapomom PetTta
I.B. Odunuosa, U.B. Koavuoe

CuHppom PeTTa - nporpeccupytoLas
SHUedanonarusl, KOTopas BCTpevaeTcs y
ne.oyek ¢ yactoTo 1:10000-1: 15000.
Cpenun yMCTBEHHO OTCTanblX AEBOYEK
3a601eBaEMOCTb CHHPOMOM COCTaBNS-
eT 2,48% [1, 3]. Tun HacnegoBaHNS CUH-
apoma Petta — X-CUEnNeHHbIn AOMU-
HaHTHbI. Y aBCONOTHOro GOMbLUMHCTBA
NauMeHTOB BbISBASIOTCS PasnnyHble My-
Tauun B rene MECP2 (nokyc Xg28), ro-
pa3no pexe — 00bIYHO B TAXENbIX Mna-
[EHYECKMX cryyasx — 3aboneBaHve Bbl-
3biBaeTCA Mytaumsamu reHa CDKLS (no-
kyc Xp22) [OMIM]. 3aboneBaHue
NpPakTUYecky He BCTPEYaEeTCs Y Masnbyu-
KOB, U NPUYMHBI 3TOr0 PEeHOMEHA ANCKY-
TUPYIOTCS (BO3MOXHO, B YHaCTHOCTU, YTO
XY-dpeHoTun ¢ MyTaHTHOM X-XpOMOCO-
MoV netanex) [4, 8].

Passutne geten ¢ cuHagpomom Pet-
Ta B @aHTe-, NeprHaTajsbHOM Nepruoaax un
B TEYEHME NEPBLIX MECSALLEB XN3HW (MHO-
roa oo 18 mec) HopmanbHoe. 3atem
NMPOVCXOAST OCTaHOBKA B Pa3BUTUN 1 Ka-
TacTpodunyecknin perpecc Bcex Gopm
NCUXNYECKOW LAEATENBHOCTU C BO3HWK-
HOBEHMEM MOTOPHbLIX CTEPeoTUNui,
ayTMama 1 nporpeccupytoLlero MoTop-
Horo peduumta, ¢ nocneayoLlen nHea-
nnamsaumert u cmeptbio [7, 10]. TeveHne
cvHppoma PeTTa nogpasgensieTcs Ha
4 ctagun.

| ctagua - “aytuctuyeckas”. Xapak-
TEpHbl 3aMeJIEHNE MCUXMYECKOrO pas-

FanuHa BauecnaBoBHa OguHL0OBa —
Bpay-HeBposor, MHcTutyT mo3ra ye-
noseka PAH, kab1UHeT HEBPOJIOr1N MO
Bonpocam anunencun, r. CaHkrt-lNe-
Tepobypr.

WU.B. KonbuoB — Y3 “KoHcynbTatme-
HO-ANArHOCTUYECKUI LEHTP Ans ne-

Ten”, r. CaHkT-leTepbypr.
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BUTKS pebeHka, NoTeps MHTEpeca K ur-
pam. OnnTenbHOCTb 3TOW CTagun — He-
CKOJIbKO MECAILIEB.

Il ctagna - “6bicTporo perpecca”,
NPOSIBNSETCA ayTUCTUYECKMMMK pPaCCT-
poiicTBaMM 1 OLICTPO HACTYNALLUM
pacnafiom peuu, anpakcueri u obLimm
MOTOPHbIM 6GEeCrnoKoMCTBOM. B kncTtsx
PYK NOSIBASIOTCS ABUXEHUS MOIOLLETO 1
noTmpatoLlero xapakrepa. OTmevaetcs
HapyLleHre OblXaHWsi B BUAE rMNepBeH-
TUASLMK, anHoa. Ha aTon ctagum moryT
BO3HMKATb CYLOPOXHbIE MAPOKCU3MBbI.
[nuTenbHOCTb paccMaTpuBaeMoil CTa-
OWN — OT HECKONIbKUX Heaenb OO0 He-
CKOJIbKNX MECSILLEB, PEXE NET.

Il ctapms — “nceBoocTaumoHapHas” —
xapakTrepuayeTcs cnaboymmem ¢ nosn-
HOW yTpaToW peuu, CyA0POXHbIMU Napo-
KCu3mamu, aKkcTpanMpamMuaHbiMn Hapy-
WeHnsMKn. JTa cTagus MOXET OAUTbCS
Heckonbko neT (nHorga 10 net v Gonee).

IV ctagna - “toTanbHOro cnabo-
ymunst” — XxapakTepuayeTcst NOAHON yTpa-
TOI HE TONBKO PEYM, HO 1 CNIOCOBHOCTY K
xoabbe 1 XeBaHMIo, a Takke pacnagom
OPYrMX XU3HEHHbIX HaBblkoB. CMmepTb
HacTynaeT B pasHble CPOKM — 0ObIYHO
mMexay 12-m n 25-m rogamm OT Havana
3ab0neBaHns, 4TO MPaKTUYECKN COOT-
BETCTBYET BO3PACTY OOJIbHBIX.

Y 50-80% [eBoyek C CMHOPOMOM
PeTtta HabniopaloTcs anunenTuyeckue
NPUCTYMbl PA3INYHbIX TUMOB, NOX0 NOA-
Jarowpecs nNpoTMBOCYLOPOXHON Tepa-
nun. Heobxoommo npoBoauTb andode-
PeHLMANbHbBIA AMArHO3 C HeaNunenTuye-
CKUMW MapoKCM3MaMu, KOTOPbIE OLIn-
604HO NHTEPNPEeTMPYOTCS Kak
CYLOpOru: 310 anHo3, TPEMOP, pPeskme
OBWXEHWS, 3nu304bl  NPUCTANIbHOMO
B3rNs4a C 3amMupaHveM OBWUraTesibHON
aKTVMBHOCTW, MAPOKCM3MasibHbIE ycune-
HUS CTepeoTunui. MimeloTcst JaHHbIe BU-

neo- n O3l -MOHMTOPUHIra, KOTOpbIe
No3BOSINAY [10Ka3aTb, YTO NEPEYNCeH-
HblE CUMMTOMbI HE CBSI3aHbl C CYI0POX-
HbIMU M3MeHeHusiMKn Ha O3l OrpaHu-
YEHHbIE BO3MOXHOCTW LUMPOKOro Mpu-
MEHEHWS COBPEMEHHbIX METO[O0B MC-
CNnefoBaHWs  4acTo  CnocoOCTBYIOT
rMnepanarHoCTMKe Cyaopor npu CUHA-
pome PeTTa, 4TO BedeT kK He0OOCHOBaH-
HOMY Ha3Ha4YeHWI0 aHTUKOHBYJIbCAHTOB.
CyLopoxHble MPUCTYMbl NPY CUHOPOME
PeTTa LUMPOKO BapbMPYIOT MO YacToTe U
00bIYHO CTAHOBATCS pPexe No Mepe pas-
BUTMS 3abonesaHusa. Hambonee yacto
HabnopatoTcs hoKanbHbIe U reHepanu-
30BaHHbIE TOHWKO-K/IOHMYEeCKMe Cyno-
poru. cnonb3osanve 33 B guHaMumke
MO3BOJINET YYYLINTb ANArHOCTUKY 3Mu-
NEenTUYECKNX MPUCTYNOB, KOHTPOIMPO-
BaTb 3(dEKTMBHOCTb MPOTMBO3NUAEN-
TUYeckon Tepanum [2, 5, 6, 9].

Mopn HawmM HabnAEHWEM HAxo[m-
nacb 6onbHas ., 12 nert.

AHaMHe3 Xu3Hu. Pogunack B Cpok
oT GepeMeHHOCTW, npoTekaBllein 6e3
ocnoxHeHuin, y matepu 39 net. Bec npu
poxaeHun 3 kr 600 r, pocT 52 cM, OLeH-
ka no wkane Anrap 8/8 6annos. ®nanye-
CKOE pa3BUTUE Ha MEPBOM TOAY XW3HU:
ronoBy AEPXUT C 2 Mec, xoauT ¢ 1 roga
2 mec. B 1 rog ynotpebnsina cnoea “ma-
ma”, “nana”.

AHamues 6one3nu. C 1,5 net cran
0TMEeYaTbCs Perpecc npruobpeTeHHbIX
HaBbIKOB. K HeBponory KoHcynsTaTMBHO-
OMarHoCTMYECKOro LeHTpa ans neTen
(KOUA) poomTtenn Brnepsbie obpatu-
NnCb, Koraa aeBoyke Obino 2 roga 4 mec,
y HEe 0TMEeYanochb OTCYTCTBME NPON3He-
CeHMsi paHee MCMoNb3yemblX CJoB, OT-
CTaBaHME PEYEBOr0 Pas3BuTUs, Habsio-
Jannch TaKkke CTePeoTUNHbIE MNaToNOor-
yeckune encTeusa (TepeduTt NonoTeHLe),
oTCyTCTBME (OPMUPOBAHUS HABLIKOB



OMpsTHOCTW. B HEBpONorMyeckom cra-
Tyce: 3MOLMOHAbHOE 1 ABUraTesibHoe
6ecnokolicTBo pebeHka B BUAE CTepeo-
TUMHBIX PACKA4YNBAHWI B CTOPOHbI 11 MO-
HOTOHHOrO KPUKA; ayTUCTUYHOCTb MOBe-
[eHNS — OTCYTCTBME SMOLIMOHANIbHOMO 1
3PUTENBHOMO KOHTaKTa C OKPYXaloLm-
MW; XBaTaTesbHble [ABUXEHUS KUCTEN
pyK; oxupeHue 1 cteneHn. MposeneH-
Hbl€ KypCbl MEIMKAMEHTO3HOMO IeYeHUs
(uepebponnanH, KaBMHTOH, Auasenam)
NONOXUTENIbHON AUHAMWKN He Janu. Mo-
BTOPHbII OCMOTP U aHaNIOMMYHbIA KypC
NleyeHnst NpoBeaeHbl B Bo3pacTe 3 rofa.
KnnHnyeckaa kapTuHa naeHTUYHa, Ha
$OHe NPOBOAUMOrO NeYeHNs OTMEeHancs
OanbHenWwnin - perpecc MnCuUxnyeckoro
pa3suTus. B Bo3pacTe 3,5 roga npu no-
BTOPHbIX KOHCY/AbTaLMsX ncuxmatpa u
reHeTVika NOCTaBNeH ANarHo3 CUHAPOMa
PetTa.

C 5 neTt B KIMHNYECKOI KapTUHe Mno-
SABUANCH CYAOPOXHbIE MAPOKCM3Mbl B
BUOE KIOHUYECKNX CYOOPOr B BEPXHUX
KOHEYHOCTSX C MOCNEeAYIOLLMMY BTOPUY-
HO-reHepaIM30BaHHbIMY TOHUKO-KI1OHW-
yeckumu cygoporamu. [lBaxabl rocnu-
TanuaupoBanacb B HEBPOJOrnyeckme
oTOeneHns B Bo3pacTe 5 1 6 neT ¢ ava-
rHo3om: “CuHgpom PetTa. Snunentuye-
CKnin cuHapom”. MNpun KOMNbIOTEPHON TO-
mMorpadumn rofoBHOr0 Mo3ra naTonorum
He BbigBNeHo. C 5 net nonyyana kapba-
mMasenuH B no3e 30 Mr/kr B CyTKu, ¢ 6 net
K Tepanun gobasneH aenakuH 45 mr/kr B
CYyTKMW.

MoBTOPHOE 0OpAaLLEHNE K HEBPOOTY
KALL B BO3pacTte 9 net ¢ xanobamu Ha
NPOAOMKAIOLWMECH CYLOPOXHbIE Mapo-
kcu3mbl 1-2 pasa B Hepeno Ha GoHe
NpPOBOAMMOro neyeHns. Cynoporu B Bu-
e KIIOHNYECKMX NOAEPTUBaHNA BEPXHUX
KOHeyHocTel B TedeHne 30-40 ¢ ¢ no-
cneaylowmyMm 3ammpaHnemM n cHom. OT-
Meyanncb TakxXe HeanunenTuyeckne na-
POKCU3Mbl B BUAE 3NM30A0B NpuUcTasib-
HOro B3rnsa ¢ 3amvpaHneM aBuratesib-
HOM aKTMBHOCTW, MNAPOKCU3ManbHbIE
ycuneHnus crepeotunuii. lNnaHvpoBsas-
Lwascs 3ameHa kapbamasenvHa Ha na-
MOTPUOXMH He yaanacb No GpUHAHCOBbLIM
npuyYnHaMm.

B Bospacte 10 neT coxpaHsanmnch xa-
no6bl Ha CyZ0POr, NPOBOLMPYEMBIE M-
NepPBEHTUNSLMEN, B BUAE PACLUMPEHUS
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3PaykoB, TOHMYECKOrO HAMPSXEHNS Ty-
NIOBYLLA C NOCNEAYLWMM 0OMsKaHUEM
1N CHOM. B KnuHn4yeckom kapTuHe coxpa-
HAMNCb TMNEPBEHTUNALMS, XBaTaTefb-
Hble OBVXEHUS BEPXHUX KOHEYHOCTEW,
OTCYTCTBME 3PUTENLHOIO U 3SMOLMO-
Ha/lbHOr0 KOHTaKTa, MOSIBUIOCL Hapy-
LEeHNEe MOXOAKM B BMAE MNPUBELEHUS
npaBsow CTOMbI.

B nedeHun npowsBepeHa 3ameHa
kapbamasenuHa Ha Tomamakc B [03e
5 mr/kr B cyTku. Npn 3ameHe NpoTUBO-
SNUAENTUYECKMX NPENapaToB B Nepros,
HapawmBaHus 0o3bl Tonamakca Ha hoHe
OP3 oTmeuanock KpaTkoBPeEMEHHOE ycu-
neHve npunagkoB. C BBeAeHMs MOSHON
[03bl Tomamakca npunagku npekpatu-
nncb, pemunccunst 6eina B TedeHne 10 mec.
Mpy  KNIMHMYECKOM OCMOTpe u4epes
10 mec OT Havana npuema npenaparta

OTMEYeHa MONIOXUTENbHAs AMHAMMKA B
BUE OTCYTCTBUSI CYA0POT, CHUKEHWS Ya-
CTOTbI U BbIPQKEHHOCTU TMMEPBEHTUNISA-
LMK, MOSIBNEHNS 3NU304MHYECKOro 3pu-
TENbHOr0 KOHTaKTa.

OnHamnueckoe 93l-ob6cnenoBaHune
NPOBOAMNOCH Ha KOMMbIOTEPHOM 3/1EeKT-
poaHuedanorpade “HelipoH-CnekTp” B
COCTOSIHUM aKTMBHOIO M MACCUBHOrO
60PCTBOBAHNMS MPU OTKPBITHIX 1 3aKPbI-
ThiX rnasax. 99 peructpupoBanacb C
MOMOLLIO MOCTVKOBBIX 311€KTPOL0B OT
14 TO4eK Ha NOBEPXHOCTW rOJSI0BbI, pac-
NMONOXEHHBIX MO MEXAYHAPOOHO CXeme
“10-20", MOHONONAPHLIM, BUNONSPHLIM
N yCcpeaHeHHbIM cnocobamun perucrpa-
unn. Peructpuposanack ¢poHoBas 3a-
nUCb, N3 QYHKLMOHANBHBIX NPO6 NPOBO-
aunacb CBETOBasi putMuyeckass GoTo-
ctumynauus. NMpoba Ha OTKpbIBaHWE—3a-
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. ®oHosag zanuck (B3) |

KpbIBaHWE a3 U rMNepPBEHTUNALNS He
NPOBOAUAMCH MO COCTOSIHMIO pebeHkKa.
Ha 93T o1 29.11.2004 r., npoBOAMB-
werica Ha ¢oHe npvema Tonamakca B
cyToyHou no3e 100 mr, onpenensioTcst
rpy6ble obwme anddysHble M3MeHeHUs
O1O3NEKTPMNYECKON aKTUBHOCTU TOMOB-
HOrO0 MO3ra OpPraHMYeckoro xapakrepa.
BblpaxeHHoe HapyleHne ¢opmmpoBa-
HUSI KOPKOBOW BUOPUTMUKW: PETUCTPU-
pyeTCst HU3KOAMMANTYAHAS NONPUTMUS
¢ npeobnagaHvem TeTa-akTMBHOCTU, C
BbIPAXEHHbIM HapyLUEHWEM NPOCTPaH-
CTBEHHOM opraHusaumun. BbipaxeHHas
npputaums MeamobasanbHblX, OUSHLE-
danbHbIX CTPYKTYP, 4acTO MPUHUMAtO-
LLas NapoKCU3MasbHbI XapakTep B BU-
[le DAUTENbHBIX NepruoaoB bunatepans-

HO-TMNEPCUMHXPOHHOM TeTa-akTMBHOCTU
C MakCMMasbHbIM aMMINTYOHbIM 3Haye-
HMeM B nepenHux otBeaeHmnsx (puc. 1) ¢
YCUNEHNEM NPU PUTMUYECKON HOTOCTU-
Mynaumm (puc. 2).

Mpu koHTpONbLHOM I3 -06CneoBa-
Hum ot 18.10.2005 r., npoBOAMBLLEMCS
Ha hoHe GrBaNeHTHOM NPOTUBO3NUAEN-
TM4Yeckon Tepanuu Tonamakcom B Cy-
TOYHOM f03npoBke 150 Mr 1 AenaknHom
900 Mr, Npy COXPaHEHUU BbIPAKEHHbIX
06L1,eMO3roBbIX HapyLUEHWA MapOKCK3-
MasibHble  M3MEHEHUS  OTCYTCTBYIOT
(puc. 3).

Takum 06pasoM, 3NUNEnTUYECKMin
CVHAPOM Habnoaancs y AEBOYKA C 5 neT,
C Hayana “nceBnoCTauUMOHapHON CcTa-
amn”. OTmevanucb dokasibHble MOTOp-

Hble MapOKCU3Mbl C BTOPWUYHON reHepa-
nnsaupent, reHepan3oBaHHble TOHNYeC-
Kve napokcuambl. Ha ¢oHe moHoTepa-
nuy Kapb6amasenmHoM 1 Npu Npucoeau-
HeHUn Banbnpoara KynuposaTb CyHdO-
porn He ypanocb. [pu nepexone cC
kapbamasenuHa Ha Tonamakc nony4eHo
OTHYET/INBOE KJIMHMKO-3NEKTPO3HLEeDa-
norpaduryeckoe yny4LlieHne.
MonyyeHHble pe3ynsTaThl NO3BOASIOT
pekoMeHO0BaTb NpYMeHeHve Tonamak-
ca npv JIe4eHn SNUIENTUYECKOro CUHA-
pomMa y 6051bHbIX CUHAPOMOM PeTTa.
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HMypnan "ACTMA u AANEPTUA" - 5TO HypHAn gna Tex,
KTO GoficeT, U He TONLKO gNA HUX.

Bcé o gbixaHWM 1 anneprm

JKypHan BbIXOANT 4 pasa B rog,

2KypHan nonynspHbix 06pasoBaTesibHbIX NPOrpamMm B NyJibMOHOMOMMN U anneprosiorvu.
B nepByto ouyepenb, XypHana OpUeHTUPOBAH Ha MOMOLLb NPaKTUYECKMM Bpayam 1 Cpea-
Hemy MefnepcoHany B 00y4eHumn ntoaei, 6onetomx 6poHX1anbHOn acTMOM 1 ApYruMm
annepruyeckumy 3aboneBaHnsaMU, a Takke XPOHUYECKO OOCTPYKTUBHOW OONE3HbIO
JNIerkux, OApyruMu pecnmpaTtopHbiMu natonornamu. K coxaneHuto, 0OKTOp Oaneko He
BCEeraa MOXeT A0X044YMBO pacTO/IKOBaTb CBOEMY MaLMEHTY BCe AeTanu U TOHKOCTU Me-
XaHM3MOB MPOUCXOXAEHUS 1 JIEYEHUS aCTMbl 1 anneprui. BmecTe ¢ TeM ycnex nede-

.~ Huga noboro 3aboneBaHnsa HaNPAMyo 3aBUCUT OT B3aMOMNOHUMAaHMS MexXay JOKTOPOM
J 1 NauyeHToM.

CtoumocTb nognuckm Ha noaroga — 40 py0., Ha oguH Homep — 20 pyo.
MoanucHou uHpekc 45967 B katanore “Pocne4yatn” B pasgene “XXypHanbl Poccun”.
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