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O cuaapome
Yro Takoe cuHaApOoM AHreabmaHa?
Ilope:xaennsnrii ren UBE3A ua 15-i

XPOMOCOME BbI3HIBAET CHHIPOM
AHresbMaHa M IPUBOJUT K TAKEIBIM
HapylmreHusaM B passatun. CHHIpOM
AnrespMaHa HA3BaH B Y€CTh AHIJIMHCKOTrO
nexuaTpa, KOTopbii B 1965 roxy BnepBsie
€ro oImcaJl.

Cunapom Aureasmana(AS)-sTo opdanHoe
3abosieBaHue, KOTOPOe BIIHsIeT HA (PYyHKIIUN
[IEHTPAIBHON HEPBHOM CUCTEMbI. AHOMAJIHS
reHomMa pebeHKa IIPOUCXOANUT C MOMEHTA ero
3a4aTus, I0ITOMY BPady OTHOCST €ro K TPYyIIie
HeUpOreHeTHYeCKUX CUHIPOMOB.

Ileneruueckas aHOMAIHUS ABJISAETCSI IPUIMHON
HEBPOJOTHYECKUX HAPYIIIEHUH, CIeICTBUEM
KOTOPOM SBJISIOTCSI PACCTPOMCTBA MOTOPHBIX
HaABBIKOB, KOOpAWHAIUU, CCHCOPHbIEC 1
HUHTE/IJIEKTyaJIbHbIE HAPYIIIEHU .

Ieru ¢ curmpoMoM AHresbMaHa JaCKOBBI U
OOIIUTENBbHBI, HO UX YCTHAS PeYb OCTAeTCA OUYeHb orpanndeHHoi. OHU 4acTo 6BIBAIOT
PAIOCTHBI, HO BO30YIKAAIOTCA P MAIEUIIIEM BO3IeMCTBUH, BO3OY K IEHINE TPOIBIAETCA
YaCTBIM CMEXOM. ¥ STHX JeTel 4acTO BCTPEUAETCs SIMIIETICUS C IEPBBIX JIET JKU3HU, TAK
JKe KaK U HapylleHue cHa. [IpooKuTeIbHOCTD JKU3HH B IIPeeiax-HOPMbL.

Kaxk gacro BcTpeuaercsa 3aboxeBanue?

B nacrosmiee sBpemsa B Poccun niposxuBaer Beero mpumepuo 10000 60abHBIX CHHIPOMOM
Anrersmana. Bo Bcem Mupe esxeqHeBHO poskgaercs 18 meTeir ¢ 9STHM CHHAPOMOM.
3aboseBanue Becrpedaerca 1: 15.000 HOBOPOK/IEHHBIX.

3a cueT 4ero 3To HIPONUCXOTHUT?

B 95% cnyuaes B JHK mereii mpoucxogut crionTanHoe usMenenvie. OHO BOSHUKAET
CIIy4aiHO IPHU 3aYaTUH ¥ HHKAK He CBI3aHO C BO3PACTOM HIK 00pa3oM JKUBHU OTIA UIH
MaTepH.

Y 5 % 60nbHBIX 60I€3Hb TIepeaeTcs 0 HACIEICTBY.

YueHble HAILIA BO3MOKHOCTh KOMIIEHCHPoBaTh nedexT rena UBE3A.

Kro mo:xer 3a60eTs?

Bomesus MoxkeT mopasuTs 1060T0: IOHOILIN U AEBYILIKH YSI3BUMBI B OJUHAKOBOT
CTEIeHH .

Bonesus Berpeuaeres y Bcex HAITMOHAIBHOCTEH M 9THUYECKHUX TPYIIIL.

Mo:KHO JTH BBLI€YHUTH 9Ty 60JI€3Hb?

Y4eHble CIUTAIOT, YTO HTO TeHHBIN [e)eKT MOKHO OyIeT UCIPABUTH yiKe B OJIMIKAAIIIeM
Oymymem.

B macrosiee BpeMs CyIiecTBYIOT CHUMIITOMATHYECKIE METO/bI JIEYEHHUS 7151, HAIIPUMED;
SIIUJIEIICHH U HapylueHui cHa. [lcuxorepamnus u goroneans (moagepixya
KOMMYHUKAIIUK)0ECIEYNBAIOT OIITUMAIBHOE PA3BUTHE GOJIHHBIX.




Jranbl B HCCIAETOBAHAH CHHAPOMA AHTEILMAaHA:

1965 Hoxrop 'appu AHressMaH IMyOJHKYeT CTATHIO O TPEX ETAX, KOTOPHIX

i
1980-e
|
1982
|
1987
I
1997
I
2007
I
2011 — 2015

I Tpu xpynHble (papManmeBTHYECKHE KOMIAHUHN OOBABHUJIH O

e 2019 npoBemenun samnarupoBaHHBIX Ha 2020 rox HcciaexoBaHHM
IMPHUMEHEHH S AHTHCMBICIOBBIX OJIUTOHYKJICOTHAOB(ACO):

HoxTrop K. Buabsavmc Bo ®PIOPHACKOM YHHBEPCHTETE HAYHHAET
HccJIeJoBaHUe CHHAPOMAa AHTe/IbMaHa.

HasBanme cumHApOMA, KOTOPOE IOCYHUTAIH AUCKPUMHUHAIITHOHHBIM,
usMeHeHo Ha «CHHAPOM AHreIbMaHa».

Pasamunble HcCciemoBaTe Id yCTAHOBHIN, YTO CHHAPOM AHTEIbLMAaHA
BO3HHUKAET B pe3yIbTaTe H3MeHeHuH B 15-ii xpomocome.

Hoxrop . Barcradd u noxrop A. Bone onpenennin, 4To IpUINHOMN
cuHapoma Aurensmana asiasercs nedexr reara UBE3A.

Hoxrop U. dasrepcma 1oxkasbIBaeT, YTO T€HHBIN AePEKT MBITIIHA C
CHHIPOMOM AHTe/JIbMaHa MOKHO YCTPAHUTD.

Hokrop B. ®uinmo u nokrop A. Boxo nokaspiBaior, 4YTO reH
UBE3A M0:KXHO aKTHUBHPOBATbH.

¥ Bamero pe6éHKa cHHAPOM AHTeIbMaHa?

Br1 me oguHOKH. MBI 31eCh, 4TOOBI IIOMOYB U CKA3aTh BaM, YTO €CTh HALex1a.

Bai pe6énox yaukanbubii u ocobennstit. OH O6yget MHOrO yabibarsesa. OH 6yxeT
cmesaThess. Kamabiil meHs Oyaer Bac 1e10BaTh U 00HMMAaTh! Harmu geTkn - 1ackoBbie
anrenouku! Y MBI BepuM, 94TO MEIMIIMHA HE CTOUT HA MECTE U B OIMsKaimem OymyeM
HAIIHU JeTH OyAyT 370POBHL.
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IlepBbIe 3 Mecsala MoOC/Ie ITOCTAHOBKH THATHO3a
Juaruos "Cuaapom AHreabMaHa' - 5TO He
KOHEII, 9T0 HAYaJI0 HOBOTO IyTu. Kak MbI
3HaeM, CHHAPOM AHrenbMaHa HEeH3IednM Ha
Pumpe, Despans ceropaamani MmoMenT. Ho ceifuac BemyTea
X o JeCATKU KINHUYECKUX UCIBITAHUH JEeKapCTBa
s Hamwmx gerei!!! MbI Becem cepiiieM BepuM,
YTO HAIIK JEeTKU OyIyT 3M0pOBbI. MbI
TIOHUMAaEM, YTO OCO3HATH ITOCTAHOBKY 9TOTO
IUArHO3a OYEeHb TSIKEJI0 U BBI ceiyac
HCIIBITHIBAETE MHOKECTBO dMonwit. Heemorps
Ha BTO, MBI PAJIbI IIOMOYb U IIPEIOCTABUTH BaM
nH(MOPMAIINIO U IOAIEPKKY, TAK HE0OXOIUMYIO
B IIOCJIEAYIOIIVE JHU, HEAEMN U MEeCSI[bL:

e Co00111€CTBO POAUTENEH IETEl ¢ CHHIPOMOM

AwnrenbMana, a Takke 001[eCTBEHHAsN

opranusanus «CuuapoM AHreTbMaHa» MPUBETCTBYIOT BAC B CBOUX PAIAX.
Muccua POO «Cuaapom AHreasMaHa» - paclpocTpaHeHre HHPOPMAIHU O CTOIh
PEIKOM CHHAPOME, KOTOPOM IIOUTH He HAWUTH B PYCCKOA3BIYHOM HHTEpHETe. MbI
CO3[aJIH 3Ty O0IIECTBEHHYIO OPTAHU3AIIMIO IS IIOEPKKY HAYKH B Bpadeil, KOTOPhIe
HIIYT CII0cO0 BBLIEYUTD HAIuX qerei. [loceruTe Hal caiiT, 4TOOBI 03HAKOMHUTHCS C
HaIel JeaTelbHOCThIO, a TaKKe CIIocobaMi B3anMOIeHCTBHS ¢ AHTeThbMaH-
coobmecrBoM Poccuu.
«IlepBble 3 MecsAIa Mocjae TUATHO3A" - 3TO PYKOBOJICTBO, KOTOPOe OBLIO CO3LaHO
poxurensamu gereit ¢ CA, KOTOpbIe yiKe IPOIILIN 3TOT IIyTh, A TOr0; YTO0BI IIOMOYb
BaM B IIepBbIe JHU II0CTE TOCTAHOBKY aAuarHo3a. Mbr oOpaliiaeM Baiile BHUMaHHE Ha TO,
9TO BBI HEe 00513aHBI IeJIaTh BCE, UTO 371eCh YKA3aHO. JTO JHUIIE CPELCTBO. I0IAEPKATD
BAC M IMOJEIUTHCI HH(MOPMAIIHEH 0 TeX BAKHBIX I1arax, KOTOPBIE BbI MOKETe
NIPEAIPUHATD, YTOOBI IIOMOYb CBOEMY PeOEHKY, a TaKKe O JOCTYIIHBIX pecypcax. Eciuny
BaC ecTh BOIIPOCHI, BBl MOKETE 3aaTh UX HMPEICTABUTENO O0IIIeCTBEHHON OPTaHU3aITHN
«Cunppom Aurensmana». Mbr paboraem, 4To0bI IOMOYb Balllel CEMbe ITOIYIUTh
HEeoOX0oAMMY0 MH(OPMAIIKIO, a TAKKe HAEXK Ay Ha Jydliee OyayIee.
IlepBoIi Mecan
Cemba u Coo0iecTBo
-ITomenuTech BaIIMM TUATHO30M.
-OxpysxuTre ceds MOSUTHBHO HACTPOEHHBIMH JIIOJbMH, KOTOPhIE OKAKYT BAM
IO IEPIKKY .
-IlosBosbTE CEbE EPEIKUTD T€ YUyBCTBA, KOTOPHIE BAC O0JIEBAIOT.
-N3yunre nrgopmaliuio Ha HaIIEM caiTe, 3aperucTPUPYHUTECh B peecTpe.
-ITopocure uneHa cemMbu WK IPyTa COMPOBOKIATH BaC Ha IIPHEMe Bpada, 4TO6bI
TIOMOYb ¢ pebeHKOM (HeoOXO0AUMO JIJIsI TOTO, YTOOBI BBl MOTJIN CDOKYCHUPOBATHCS U
3aIIOMHUTH BAKHYI0 WH(OPMAIIHIO).
-ITo He06XOMMMOCTH CBSIKMUTECH C HAIIIMM KIMHWYECKHM Icuxojiorom: MBanosa
Banentuna +7926-671-58-87. Ilena ceanca: 1 gac co ckunkoit 1500p. (Tompro st
ponureneii nereit ¢ CA).




Memumuua

-3aBequTe OTIENbHYIO MTAKY, Kyia BbI
Oyzmere CKJIAabIBATH BCe Oymaru, pesyrbTaThl
aHAJIN30B, BBIMTUCKH, HYKHbIE KOHTAKTHI 1
T.I.

-IIpoananusupyiite, 4o 471 Baliero pebeHkKa
HanboJee BAIKHO B JAHHBIA MOMEHT; 1
CKOHIIEHTPUPYHUTECH HA 9TOM
(KOMMYHUKAIHs, COH, IUTAHUE, KPYIIHAT 1
MeJTKasg MOTOPUKA | T.1.).

-O6mymaiiTe BO3MOMKHOCTD IIOE3KH HA ITPUEM
B kauHuKy Cungpoma Aurensmana (CIIIA,
Wspauns, Hunepnauasr, ApreHTHHA) WL K
[JIABHOMY HEBPOJIOTY TI0 CHHIPOMY
Amnrensmana B Poccun IN'opuxanosoit 3apere Kaszoynarosue (r. Mocksa).

-Haiinure nndgopmaruio o Bpayax u ApyTUX CIIEIUAINCTAX, KOTOPbIe IOTPEOYIOTCS
Balemy pebeHkKy.

-Asyuyure nHpOpPMAIHIO 0 TEKYIIIUX U OYIYIINX KINHUIECKUX UCCIeAOBAHUAX HA
HAaIeM caure.

Tepanua

-Kakwue tunsr peabunuranuu momrydaeT Bail pebeHOK B JAHHBIA MOMEHT? IBIISIOTCS X
OHM PEeKOMeHI0BaHHBIMHY i peberka ¢ Cunapomom Anrensrmana?

-CdokycupyiiTech Ha TPEX OCHOBHBIX IIPO6IeMax, KOTOPbIe Bl XOTHTE HCHPABUTH Ha
JMAaHHBIH MOMEHT (KOMMYHHKAIH, COH, TUTAHNE, KPYIIHAS U MeJIKas MOTOPHKA U T.1.).
-3amnuInuTeCh HA KOHCYJIBTAIHIO CO CIIEITHATMCTAMHY 110 STHM TPEM BOIIPOCaM, YTOOBI
00CyIUTD IIyTH PEIIeHHUS.

XpaneHue uHpopMaIHH

-3aBeiuTe THEBHUK, rie OyZere 0TMeYaTh HOBbIE JOCTHUKEHHS PEOeHKA, IIPOTPecC 1
OTKATHI B PA3BUTHH.

- 3amuchIBaiTe Ha BUEO J000e HeoObIYHOE TTOBeIeHre PeOeHKa, YTOOBI MOKHO OBIIO0
IIOTOM ITOKa3aTh Bpady.

Pacmpocrpanenne nadopmanmu

Cungpom AurenbMaHa - O4eHb pefKoe 3a00IeBaHue, 0 KOTOPOM CIIBIIITATH U
emuuunbl. [Tomorure Ham momectu uHpopmaruo o CuumgpomMe 10 JI0ei, YT00BI T0MOYb
WM TIOHATH 3TOT JUATHO3, a TAK:Ke MPUBIeYb uxX BHUMaHue K Coob1ecTBy.

Bropoii mecsang

Cemba u CoobirecTBo

-O6cyxmaiiTe CUTyaIHIo C BAIIUM CyIPYTOM/CYIPYIOH, IeTbMU U APYTUMU YIeHAMU
ceMbH, YTOOBI HE OTHANIATHCA APYT OT APyra.

-IIpenmno:xure cembe u APY3baM CIIOCOOBI BaM 110MOYb. OHU XOTSAT 9TO CHeIaTh; HO'HE
BCerja 3HAIT, KaK.

-CBSIIKUTECH C IPYTUMU CEMbIMU, KOTOPbIE IIPOXOAAT Yepes TO JKEe CaMOoe, YTO U BEL
Hau caiiT momosxer Bam B aToM. Berymaiite B coobitectBo pogureneii B WhatsApp, rie
POIUTENH AEIAATCA CBOMM OIIBITOM H IIOCTAPAIOTCH HOAEePIKATh.

-ITognummureck Ha Bee Hatu corcetr. Telegram:AngelmanFuture,Instagram:
@angelman_syndrome_russia @rusangelman




Memunuua
-3anuinTech HA MEPBUYHBIM IPHEM K HEOOXOJUMBIM CIIelHaaucTam (HeBpOJory,
oproreny, opraxsmoinory, I3, AK'ur.1.).
-3anuceIBaiTe BCe N3MEHEeHUsA COCTOAHMs peberka. OOHOBIIINATE CBO HAITKY ¥ [[HEBHUK.
-3anuceIBaiiTe BaXKHbIE IIPUEMBI B KAJIEHIAPh, ITOOBI HITYETO He 3a0bITh.
Tepanus
-CuoBa obcyauTe MHOAXOfAINue PeOeHKYy MeTOAbl PeabHINTAIAN €O CHeHaIuCTaAMT
(mederromorom, soromenoMm, (pusmorepaneBToM). Bo3MOMKHO, OHH 324 3TO BpeMsd
[IOYEPIIHYJIN HOBYIO HH(OPMAIIHIO.
-Onpenenure 11€11, KOTOPBIX BBI XOTHUTE JOCTUYG B OIIPEeI€HHbIH IepHo (HaIpuMep, B
CJIeIYIOIHE TPU MECSIIa HAYUYUTD ITUTH U3 TPy6oukH). O6CYIUTE CO CIIEITNATHCTOM.
IIxousa /[{eTckuii cax
-Ilpemocrasbpre yuumremio/Bocmurarento wHopMmanuio o CumHgpome AHreIbMaHa;: O
CUJIBHBIX M CJIA0BIX CTOPOHAX Balero pebenka. Hamummure cimcok 3HAUMMBIX-(DAKTOB O
CuHIpoMe U 03HAKOMbTE YIUTE.
TTouck pecypcos
-IToceruTe HAaII passes caiTa «IoIydeHe HHBATUIHOCTH» , YTO0BI Y3HATD; KAk 0(DOPMUTH
WHBAJIUITHOCTH ¥ BHIILIATHI I10 YXO/LY 38 PEOSHKOM.
-M3yunre MecTHBIE 3aKOHBI BAIllEr0 PErdoHAa IMPOKUBAHUA. BO3MOKHO, BaM I10JI0KEHbI
peruoHa/IbHbIE BBIIIJIATHI WJIX APpYyTras IIOMOIIb.
I'pernii MmecAn
Cembsa u CoobiiecTso
-Hatigure meponpusiTus 1151 0COGEHHBIX IeTeH B BAIlleM PErHOHE:
-Tlompocure cembio u py3eii momoub Bam. CKOpee BCero, OHU XOTAT [IOMOYb.
-Y3uaiiTe, MOJIOKEH JIU BaAM COI[HAJBHBIA PAOOTHHUK, KOTOPBIA MOT OBbI IIOMOYb Bam C
YXO0[I0M 32 pe6eHKOM.
-3anummuTrech Ha MOBTOPHBIE IMPHEMBI K BpadaM, a TaKKe Ha BCE OCTABIIHECT
HeO6XOJII/IMI)Ie IIPHUEMBbI X ITPOIIe Ay PhI.
Tepanua
-OrcnexuBaiiTe v JOKyMEHTHPYITE IIporpecc pedeHka.
-Ilenurech CBOMMU HAOIIONEHUIMH CO CIIEIIUATTUCTAMHE, YTOOBI ITOBBICATH 3 (PeKTHBHOCTD
3aHATHU.
-Ilogenurecy HamwM cafiToM CO CHEIUATHCTAMH, KOTOPHIM OyZeT IO0Je3HO y3HaTb
noapo6uroctu mpo CuHapor AHTeTbMaHa. G

» S

IIkousa /[NeTckmuii cax
-llerutecs cBoMMU HAOIIOAEHUAMH C y4UTeleM, 4TOObI IIOBBICUTH 3(P(PeKTHBHOCTE

-OrcnexuBaiiTe v JOKyMEHTHPYITE IIPOrpece pé&mca.
3aHATHH. O (\ ,“ . \

1T A




Ilomck pecypcos

-Msyunre [10moaHATENbHBIE CIIOCOOHI PEabUIuTAIMK U 001yMaiTe BO3MOKHOCTD
nofrmiounTh ux (ABA-Tepamus, unmnorepamnus, 1en1bQpUHOTepanusi 1 T.1.).
Hudopmarnuio o Becex Bunax peadUIUTAIUN BbI MOMKETE IIPOYECTh HA HAILIIEM CAlTe.B
paszeie «peabuaIuTaIus>.

-Cnenute 3a mporpeccom B usyuenuu CuHapoma AHreabMaHa, a TAKKe 32 HOBOCTSIMHU
KJIMHUYECKHMX UCCIeIOBAHMUM Ha HAIIEM caiTe.

-l pUHAHCOBOM TOMOIIH U IMOAJEP/KKA BbI MOKETe CBA3aThCI CO BTOPHIM (DOHIOM
Cunnpom Amrerna.

Ilocnemyromue marm

OcraBaniTech B KOHTaKTe ¢ AHreJIbMaH-COOOIEeCTBOM U CIIEIUATE 3a 00HOBICHUAMEI-Ha
HAaIlleM cauTe.

ITepsoucrounuk asf-100-day-journey-for-newly-diagnosed.pdf (angelman.org)

JAunaraocTuxa
Kaunangeckne mpusHaku y 100% mammueHTOB ¢ CHHIAPOMOM AHTeIbLMaHa
ITpucyrcrByer y Bcex, HO B pa3HOM CTEIIEHHW BBHIPAKEHHOCTH B 3aBUCHMOCTH OT THIIA
TeHeTUYeCKON aHOMAaJIUH:

3a/iep:KKa MOTOPHOTO PA3BUTHS,

HapyllIeHHe KOOPAUHAIUN IBKEHUMN: Mo3Hee (DOPMUPOBAHNE HABBIKOB XOALObBI U
HeyCTOMYMBAS X0Ib0a;

TUIIEPAKTUBHOCTD C TPYAHOCTAMHY KECTHKYJISAIINHI: HEYKIIOMKNE, OTPhIBUCTHIE
IBUKEHUST;

CMEIIINBOCTD, MHOT/IA BHE3AMHbIA HEKOHTPOIUPYEMBIH CMEX,
THUIIEPYYBCTBUTENHHOCTH (TIOBBINIEHHASI 1YBCTBUTEIBHOCTD K BBICOKOM TEMIIEPAType);
Mpo6IeMBbI C KOHIIEHTpAIHeH BHUMAHHUS;

3a/iepiKKa PeYeBOr0 Pa3BUTHA,

YMCTBEHHAS OTCTAJIOCTb.

YacTo BCcTpeyaonecsa IPU3HAKH

ITpucyrcrBytor 60see uem B 80% ciryyaeB, CBOMCTBEHHBIX JIJIS HEKOTOPHIX THIIOB
TeHEeTUYECKUX aHOMAJIHUH:

SIIJIENTHYECKHE [IPUCTYITBI (B OCHOBHOM HAYMHAIOTCS q

110 3 JIeT), MPUCYTCTBYIOT aHOMAJIbHbIE

ocoberHOCTH sHITedamorpaMmmb (),
KOTOPBIE MOTYT IIOMOYb B JUATHOCTHUKE;
MUOKJIOHUH - HEOOIBIIIHE
MIOIEPTUBAHUS PYK U MAJIBIIEB,
co3aroIre BliedaTieHue
“BagparuBaHus’, HEOOBIYHbIE
MOPTaHUA I71a3;

HapyIIeHHUs CHA B IETCTBE, HO
BO3MOKHBI U B JTIOOOM BO3pacTe;
3aMe[JIeHre PoCcTa OKPYKHOCTH
T0JIOBBI ¢ DOPMUPOBAHUEM
MHUKPOIe(aINH K 2 TOfaM.




JomomanuTebHbIE IPHU3HAKHT

IIpucyrcrBytor 6oimee uem B 50% ciyuaeB, CBOMCTBEHHBIX [Jid HEKOTOPBIX THIIOB
TeHeTHYeCKUX aHOMAaJIHHI:

paccTpoiicTBa IUIeBOTO IIOBEIeHN T,

IPo0JIeMBbI C COCAHUEM U IJIOTAHUEM;

TPYIHOCTH C IIepeKeBbIBAHNEM ITHIIIH;

CJIIOHOTEYEHHE;

O0YEHbB YaCTO TaCTPO330¢areaabHBIN peq)IOKC.

HesnauureabHbIe PU3HIECKHE 0COOEHHOCTH (00HAPYKEHHBIE TEHETHRKAMMT):
TUIIONUTMEHTAIUA KOKM (O/eHas KOKA), a TaKke BOJIOC W Iias: 0ojiee CBETIbIE II0
CPaBHEHWUIO C JOMUHAHTHBIMHY [IPU3HAKAMHY CeMbH (B CIyJyae JAeIerui);

crpabusm (Kocoriasue);

TSra K BOJie ¥ K HEKOTOPBIM OJIECTSAIIUM H IIIyPIIAIINM [IPeIMeTam;

AHOMAJIMYU MHINEBOT0 MOBEIEHHUA Y IOAPOCTKOB, MPOSBISIONINECS B IIOBBLILICHHOM
ammeTuTe U PUCKe Habopa M30BITOYHOTO BECA, BIUIOTD [0 OKAPEHMS.

IToBemeHuYecKHE PACCTPOICTBA HJIH MIOBEIEHYECKHE 0COOEHHOCTH:

YpesmepHble SMOIIMOHATBHBIE PEAKITHH, 0ECTIOKOHCTBO, TPYAHOCTH C KOHTPOJIEM SMOITHH,
CBA3aHHBIX C IepeMeHaAMHU U Pa304apoBaHUAMHE (YCHIUBAIOTCS C BO3PACTOM).
Opronemunueckue 3a00I€BaHUA:

Bosmosxub! cromros u qedopMariuu KOHEYHOCTEH.

HapaBHe C KIMHUYECKUMHU IIPpU3HaAKaMU, IIO3BOJAIOIIUMUA yCTAHOBUTHL JUATHO3, OE€THU C
cuHAPOMOM AHTenbMaHa MOTYT PasBUBATH HABBIKM B OIPEHEIEHHBIX 00JIACTIX. ITO
OT3BIBYUBBIE IETH, KOTOPbIE JIIO0AT «00IIaThCI» ¥ B3aUMOJEUCTBOBATH C JIoabMu. OHH
yabIbaoTCsA, cTapaloTcad KOMMYHHUIIHPOBATH B3TAAAOM, IpukocHoBenueMm. OuHu
HaOI0ATeNbHBI, U Y HUX OYE€Hb XOPOIlas 3PHUTEeIbHAS TaMITh;~0CO0eHHO Ha JHIla 1

Mecra.




IlepciekTUBBI PA3BUTHA JeTEH ¢ CHHAPOMOM AHre/JIsMaHa
Cr10co6HOCTH B PA3BUTHH Y KaKIOTO
pebenka pasubie. Ha 910 Bamser tun
TEHETUYECKOH TIOJIOMKU U TAKECTh
smwrericuu. Bee ety mpomoinKaoT
PasBUBATHLCS TI0 MEpe pocTa, HO
HYKIAIOTCA B yXOJie Ha TMPOTIKEHUH
Beeit sxusan. Ponurenu, 6parbd u
CeCTpPbI COBMECTHO CO CITEITHATUCTAMUI
[IOMOTal0T MM IIPH00peTaTh HABBIKA
IIOBCEIHEBHOM JKU3HH.

Iletu ¢ cuampomMoM AHrerbMaHa
HYJK/IQIOTCH He TOJBKO B HAOIIOAEHNN
U JIeYeHUH Y Pa3INIHbIX
CIIEIIMAJIUCTOB, UM Takie Tpeodyercs
00BIYHOE HAOIIONEHNE U MENUIIUHCKOe
o0CIIy:KMBaHMe, KaK U JI000MYy APyroMy pebeHKy: KOHTPOJIb POCTA U Beca, BAKIMHAITHS,
MOHMTOPHHT 3peHUs, IPOBEPKAa ClIyxa, HabIoIeHne y cromarosora. Takke He CTOUT
3a0BIBATh, YTO B3POCJIBIM JIFOAAM C CAHAPOMOM AHTeIbMaHa TAKKe HyWKHO ITPOXOANUTD
CKPUHUHTOBBIE 00C/IeJOBaHUs, KOTOPbIe PEKOMEHIYIOT IIPOXOIUTH BCEM (PAK MOJIOYHOM
JKEeJIe3bl, PAK TOJCTOM KHIIKH H T.1I.).

Jmaraos ycraHaBIMBaeTCA COBMECTHO C IIEIHATPOM, HEBPOJIOTOM H F€HETHKOM
Cungpom AHresbMaHa XapakTepusyeTcsa HaGOpOM AOBOJIBHO CHEIM(PUIECKUX
MIPU3HAKOB, KOTOPhIE MO3BOJISIOT BpayaM “pacrio3HaTh’ ero, MHOT/A Ja:Ke Ha ITepBOH
KOHCYJIbTAIMH. B HacTosIee BpeMs AUarHos3 Jalle CTaBiT B TEYEHHEe TIePBOTO TOna
sKU3HA Win 10 2-3 per. OmHAKO MHOTIA IUATHO3 HE MOTYT IIOCTABUTD BILJIOTH 10
MIOAPOCTKOBOTO, & TO ¥ B3POCJIOTO BO3pacTa.

KoHncynbpranua reHeTHKa HEO0X0AUMA:

Il Mo TBEepIKIeHNS JUATHO3a CUHAPOMAa AHTeIbMAaHA ¢ IIOMOIILI0 TeHETUIECKOTO
aHammMsa.

Il yTOYHEeHUA TeHeTHUECKOM aHOMAaJIHU:

M3BECTHBI 4 THIIA aHOMAJIHH, BCE 3aTPATUBAIOT

obmacts 15q11-q12. [laa kamgoro Tuma

XapaKTePHBI PA3HBIE CTEIIEHU TIKECTH o -
HapyLUIeHN . -Q:\\_

Il HampaBiieHus HA HEOOXOIUMYI0 4 \\ L.,'”
IUarHOCTHUKY IIPU IIJTaHUPOBAHUU ClIemyolen - ' \\ E
OepeMeHHOCTH. BoJIBIITUHCTBO ciiyuaen y - >
cuHApOMAa AHTeIbMAaHA CAyJYadHbI, U

BEPOATHOCTb POUTH IIOBTOPHO PEOEHKA C TAKUM o 9 9
JKe CHHAPOMOM o4eHb Masia. Ho 111 HeKoTophIx . & @ §
THIIOB CyIIIECTBYET PUCK PELIMIUBA, II0ITOMY

NIpY IUIAHUPOBAHUH TIOCIEAYIOMIEro pebEHKa

Heo0X0uMa KOHCYIbTAIlUA T€HEeTHUKA 110 IIOBOLY v a‘
[IPOBEIEeHHS IIePeHATAIbHON IUATHOCTAKH.




IIpenaranbHad JMArHOCTHUKA
Puck nepenauu cuagpoma AHrerbmana
IPYTUM JETSIM B CEMbE 3aBHCHT OT

[ 4 » TUIa reHetTrdeckoi anomanuu. Ox
- IIOYTH PABEH HYJIIO B CIydae [JeJIelun
y LAy WX JUCOMHHM, KOTOPbIE OOBIYHO

IIPOUCXOIAT CAYIANHO, HO CYII[ECTBYET
& B ciIy4dae gedeKra HMIPUHTUHTA U

myraruu reaa UBE3A.

ELLI 1 ¢ - Ananus ObIBaeT HeMHBA3WBHBIN WIIH

UHBa3WBHbBIHU.

HewnnBasuBHBIN METOJ ITO3BOJISIET CIEIATh AHAIN3 HA TeHEeTUUYECKHe OTKIOHEHUS Y
mwioza 1o kposu marepu. C 9 meenu 6epeMEeHHOCTH B KPOBD KEHIIIUHBI B HEOOIbIIOM
KOJIMYECTBE IMPOHUKAIOT KPOBSHBIE KIETKH ILT01a. VIMEHHO UX BBIIEIAIOT U3 O0IIei
maccsl, ooHapy:xuaT JIHK u mpoBoasaT mogpoOHbIil reHeTHYeCKUI AHAIH3:
HewnnBasuBHBIN TeCT MOMKHO CIEIATH B MEIUKO-T€HETHYECKOM IleHTpe «I eHomen»
https://genomed.ru/nipt/ Haunbonee ToOYHBIM ABIgEeTCI KHBASUBHBIA METO/,.
IIpoBenenre npeHaTAIBLHOM JUATHOCTUKYM PEKOMEHAYETCH B CIy4YasX TeHeTHIECKOTO
noareep:kaenns Cunapoma AurenbMana y mpeabiayinero pebeska B cembe. Ocobenmoe
3HAYEHHe IPeHaATATbHASA JUATHOCTUKA UMEeT B CLydasx ¢ BHICOKMM PHUCKOM-DOKICHUS
pebenka c AS — mpu OTITOBCKOM MHCOMEH IT0 XpoMocoMe 15 ¢ TpaHciokauei,
HecOaJIaHCHPOBAHHOM TPAHCIOKAINEH XPOMOCOMEI 15, B ciaydae medexrTa MMIIPUHTHHTA
u myTanuu reia UBE3A.
WNuBasuBHAA TUATHOCTUKA IIPEICTABIAET CO00M METOIbI UCCAEHKOBAHMM IPH
0epeMeHHOCTH, KOTOPbIe IT03BOJIAIOT JUarHOCTUPOBATH HACAEACTBEHHbIE,
MMMYHOIe(PUITUTHBIE, XPOMOCOMHBIE M MHOTHE JIPYTrHUe MATOJIOTHH eIIle 10 POKIEHUS
pebeHKa. OTO AUATHOCTUYECKHE METObI, OCHOBAHHBIE HA aHANIM3E OHOTOTIIECKOTO
Marepuasa.
Ananus [IHK mpoBogaT B KieTkax GuonTara XOpruoHA Win aMHuomuTax. Hexoropbie
KJIMHUYECKHE J1a00paTOPUH U3-38 OTHOCUTEILHOTO THIIOMETHINPOBAHNS
ILTAIEHTAPHBIX KJIETOK MPEIIIOYUTAIOT UCII0Ib30BATh AMHUOLIUTHI JIJId IIPOBEAEHUs
ananusa metunuposanua J[HK B mporecce mpenaranbaoro TectupoBanus. OeHOBHBIMHA
METOJAMHU MOJIEKYISPHO-TeHETUIECKOT0 UCCIIeOBAHMUS IPH IIPOBEICHUHI
npenaranbuoi guarHoctuku AS seastores FISH, XMA, ananus MeTUInpOBAHUA
I HEK, MS-MLPA u meTozmst
00HapPYKEeHUA OJHOHYKICOTHIHBIX
MOIUMOPQH3MOB.

[Ipo6a BOPCHHYATOTO XOPHOHA * n
. A )

6epérca ua 10-13 Hememsax
0epeMeHHOCTH.

Ecnu roBoputh 0 prcKax, TO Ipu
IAHHOU IIPOIleype OIMACHOCTh
MpepbIBaHUs OepeMeHHOCTH
cocrasisier He 6omee 1-2%.




Kaxkoii reHeTHUYECKHUH aHAINA3
nejaath mpu nomxo3peHuu Ha CA?

MoekyasapHO - TeHeTHYeCKaA JHATHOCTHEA

OCHOBHBIMU METOIAMH BePU(PUKAIUY AHATHO3a AS SBIAIOTCH MOJICKYIAPHO=
reHeTHYeCKHe MEeTO/bI uccieqoBanua — ananus Mmeruiauposanus J HK (merwni-
crrentripuueckas [II[P (MS-PCR), meruin-cieniripuieckas My IbTHILIEKCHAA TATAH=
sapucumas ammmuuranus (MS-MLPA), dayopeciienTaas rubpunusarus in situ
(FISH-ananus), XxpoMOCOMHBIN aHaau3 MUKpounuIioB (XMA), IeTeKIus OTII0OBCKOMI

HM30IMCOMUU IIPH IMIOMOIIH TIOJTUMOPQHBIX
mapxkepos JJHK, MukpounnnpoBaHHbIii
reH-TapreTHbIN aHAN3, aHATU3
nocnegosarenbrHoctd reHa UBE3A u
npyrue. Ananus merunuposannsi JHE u
aHanus nociaenosarenpHocTu rena UBE3A
II03BOJIAIOT 000CHOBATH JUATHO3
npubausuTensHo y 90 % naiiueHTos.
MoiekynsapHO-reHeTHIeCKHEe METO/IbI,
HCIIOJIb3yeMbIe JIJIsT BePUUAKATTAN
IUAarHo3a U ONPeNeleHusd IeHeTHIECKOT0
MexaHusMma AS, mpeacTaBIeHbl B Ta0IUIIe:

I
leHeTMYecKe MexaHn3Mbl cuHapoMa AHrensmaHa wﬁggiﬁo@\’
MeToabl MOTSPEX
neenenosanns Oeneuyss | OTuoBCKas | Hapywenne, Myraws, | Aynnvka- %eiaﬁ”abl i
15q11.2-q13| Aviccommst | umnpuTural resa UBESA| 2 [9H3 sodleTonoln
AHanuns
[OHK-meTnnmposaxus X X X 80
MS-MLPA X X X 80
FISH-aHanm3 ¢ D15S10
nm ¢ 3oHaom SNRPN X 68
XMA X X 68
Oetexuma UPD nipu
MOMOLLI MOTNMMOPIHBIX X 7
mapkepos AHK
OnpeneneHue X
peneunn AS-SRO 3
CekBeHvpoBaHue
reHa UBE3A X o
Onpegenexve
Hanuuyus aynnukaumm X penko
UBE3A reHa




_ Hawubomee 4yBCTBUTEILHBIM METOIOM IS

muargocTuku CA aBisieTcs UcclIegoBaHnue
= vetunuposanus JJHK B o61actu 15q11-q13,
B 9aCTHOCTH, fudpepeHIuanrbHo
METHJINPOBAHHOTO 9K30HAa-1/ITpOMOTOPHOM
obmacru rera SNURF-SNRPN. ¥ 3nopoBbix

3

P4
=

L o o
% JI0/Ied METHINPOBAH MATEPUHCKUYN aJlIeTb U
.:r,:;? He METHJINPOBAH OTI[OBCKUH aJIenb. ¥

e

naruenToB ¢ CA, 3a6oeBanre KOTOPHIX
% > obyciosieHo de novo jeseruei B 001acTu
15q11-q13 MmaTepHHCKOrO e, OTIOBCKOMN
= mucomued 15 win nqeexToM UMIPUHTHHTA,
HaXOJAT TOJbKO HEMETHUIUPOBAHHBIN
OTIIOBCKUH ajiienb. [laueHTs ¢ MyTauaMu
rena UBE3A xapakTepusyoTcs HOPMaIbHOH
CTPYKTYypo# MerunupoBaunus. Merora MS-
MLPA mosxer He TOIBKO 00HAPYKUBATDH Te()eKT METHINPOBAHNI, HO U PA3INYaTh
neneruu 15q11-q13 u umnpunaTHHroBoro reutpa. Ho MS-MLPA neugentrdunupyer
OTIIOBCKYIO ITMCOMUIO II0 XpoMOcoMe 15 m HapyIeHnus UMIIPUHTHHTA, KOTOPbIE He
00yCJIOBJICHBI JIeJIeIel, B CBI3H C YeM JalIbHelIee TeCTUPpOBaHue Tpedyer
mukpocareutaoro ananusa J[HK. Ilpu nposenenun uccnenosarams meroqom MLPA
perxomenayioT ucnoabsosarb SALSA MLPA KIT ME028-B1(MRC-Holland) niu
IUATHOCTUYECKNE KOMILIEKTHI IPYTHUX IIPOU3BOANUTEINEH, KOTOPBIE COMEPRAT 30HIbI,
cuenuduunble 114 perunosa 15q1113.11pu npoBeneHuN MOIEKYIAPHO-TEHETHIECKOTO
obciemoBanus nanueHToB ¢ CA pekoMeHIyeTcs UCII0Ib30BATh MOCAEA0BATEIbHOCTh
71a60paTOPHO-IUATHOCTUIECKUX AeHCTBHUH, IPEICTaBIEeHHYI0 Ha CXeMe:

MeTtuanposanue [HK

NO3UTHBHBIA | __—
+

-FISH SMRPN

11

;:43

T HETETHBHbIA

CEKBEHMPOBSHHE rEHa
UBE3A

-FISH D15510
-XMA

-

-
NOIUTHEHBIH _ NO3UTHBHBIA |—Hem1'uaﬂbm
[

e - I|

[ nosuTneHmI | [ neraTwsnbi |

~ LY
CEeKBEHHpOBaHHE
- ikl

[ noauman;ﬂﬁ | —— i

i




Pazbacuenns JJISA pOI[HTeJIeflt
Idran 1. Craryc merunuposaunus [l HK Beiasnsger npobaemy y 80% miomeii ¢ CHEAPOMOM
Amnrenpmana. ITo3Bonser onpeeanTh, HAMHHA WX MaMHUHA XPOMOCOMA -
coorBercTBeHHO nuaruo3 IIpanep-Bumin (manuuaa xpomocoma) mu6o Curgpom
Amnrenpmana (MmamuHa xpomocoma). Meromasr MS-MLPA, Q-MSP, metwui-
yyBCcTBUTENbHAT U MeTui-crieruduunas [T1[P. B Menuko-remerudeckom meuTpe
«['eHOMen» IIpefcTaBIEH BapHAHT UCCIEOBAHUA: MeTUI-dyBcTBUTEnbHAA [1I1P.
Ecnu pesynbraT mo3uTHUBHBIH, TO HY/KHO IIEPEXOIUTh K dTamy 2. Kcru ke pesyabrar
HETraTUBHBIH, TO HY:KHO CIEJAThH eIllé OMUH aHAIN3: CeKBeHupoBanue rena UBESA;
4TOOBI UCKJIOYUTh WJIH ITOATBEPIUTH MyTalluio. Man KIMHHYECKOe CeKBeHUPOBaHUe
9K30Ma, B paMKax 9TOTO TeCTa MOYKHO OyIeT IOCMOTPEeTh MyTAIHH, MPUIeM He TOIHKO-B
UBES3A, z0 u XMA (5T0 MOKHO ce/IaTh B MEIUKO-TeHETHIECKOM IieHuTpe «['eHoMen»).
ITo croumocru cexBennpoBanue rena UBE3A Takoe ke, Kak ¥ KIHHUYECKOE
CEKBEHHUPOBAHUE DK30Ma.
IAram 2. FISH - ugentuduranus BapuanTa aejeun ¢ IoMoibio 1HK-30H1a SNRPN
wir XMA. Ecinu pesynbrar mo3uTHBHBIH, TO cTaBuTca quarao3 Cuuapom AHrersMaHa -
JIeJIeIHs, C IePeYnCIeHHeM OTCYTCTBYIOINX reHoB. Eciau pesynbTar HeraTUBHBIH, TO
IIepexouM K dTaIy 3.
IAramn 3. [I1IP - amminduramnms 111 TOUCKA OTHOPOAUTEIBCKOM qrccoMuu. Kemu
pes3yabTaT IO3UTHBHBIH, TO cCTaBUTCS Auardo3 Cuuapom AurensMana -
OJTHOPOIUTENBCKAS MUCCOMHUS/ OMHOOTIIOBCKAS AuccoMus. Kcvi HeraTUBHBIHN, TO HYKHO
IIepeXOIUTh K oTaIry 4.
Idran 4. CekBeHUpPOBaHeE IIEHTPA UMIIPUHTHHTA. Kciu pe3yabraT TO3UTHBHBIH, TO
crasurcd guaruo3 Cungpom Auresrbmana - ge)eKT UMIPUHTHHTA.
B MI'HIT akan. H.II. BoukoBa 1o HampaBieHnio Bpada-HeBPOJIOTra-MOKHO.CAeIaTh
ananus merumupoBanusa JIHK 6ecruiaTHo, HO TONBKO mMOCe KOHCYIbTHPOBAHUS
(ocMoTpa pebeHKa) reHeTHKOM UX IIeHTPa, KOTOPOe TOKe MPOBOAUTCA GECIIIIaTHO.
C auBaps 2017 roga PI'BHY “Meauko-reHeTudecKuil HAyYHBIN HEHTP  OKa3bIBAET
TIEPBUYHYI0 MEIUKO-CAHUTAPHYIO MEIUIIMHCKYI0 ITOMOIIb (MEeIUKO-TeHETHIECKOe
KOHCYJIbTHPOBAHHNE U T€HETHUECKYI0 TUArHOCTUKY) Ha 6I0MKeTHOH (0eCcIiaTHOM) OCHOBE
aIyeHTaM ¢ IIo[03PeHneM Ha HACIEeCTBEHHOE UIN BPOKIEHHOe 3a00/I€BAHIE.
Il mostyyeHus: mepBUYHON MEIUKO-CAHUTAPHOM IOMOIIIH Ha 0I0IKeTHON 0CHOBE
MaIMeHTaM C MPeAnoaaraeMbiM JUATHO30M HACIEICTBEHHOTO WX BPOKIEHHOTO
3a00J1eBaHuA HEO0XOIUMO HAIHYHE CIEAYIOIUX JOKYMEHTOB:

1. ITacmopt rpasxmanuua PP, cBuaeTeabCTBO 0 POKICHUN UIIH

macmopT pebeHKa.

2. Komus ucropuu 60s1e3Hu win Mogpo0HAasA BEIIKUCKA U3
- ueropur 00JIE3HH, MHbIE MEIUIIUHCKNE JOKYMEHTHI
- 110 TIPEIoIaraeMoMy TUATHO3Y, BEIUAST
BpavyeOHbIe 3aKII0UeHN, KOITUHN
pe3yabTaToB 1a60pPATOPHOTO U

QpyHKIMOHAIBEHOTO 00CIET0BAHUA.
3. OMC mommuc u CHUJIC (8 cooTBeTCTBHH C
npukazom Munsapasa Poceuu or-19 Hos6pa-2012
r. Ne 9501 ).




T'eneruueckue uccnenoanus B naboparopusx PI'BHY «MI'HIl» BeimonusaioTcd Ha
OroKeTHOH (6eCIIaTHOM) OCHOBE II0 Pe3yIbTaTaM MeIUKO-TeHETHIECKON
roucynpranuu Bpada PI'BHY «MI'HII» u mo HanpaBieHuio Bpada-reHeTHKA
roucynbsraruBHoro otaenenud PI'BHY «MI'HII» B cooTBeTCTBHH C MOKA3aHUAMHU K
3a00JIeBaHUIO.

Mepuko-renernyeckoe KOHCYIbTHPOBAHUE U T€HETUIECKUE UCCIELOBAHN IIPOBOATCS
mo axpecy: T. Mockea, 115522, yi. MockBopeube, 1.1, Menuko-reHeTHIeCKUH HAyIHbIN
IIEHTP.

IIpenBapurensHas 3anuch Ha aMOyIaTOPHBIN IIPHEM K Bpady KOHCY/IBTATHBHOTO
ornenenus PI'BHY «MI'HII» ocyrecTBiasiercs: 10 MHOTOKAHAIBHOMY Tele()OHy
peructpatyps! +7 (495) 111-03-03 wiu npu IpeaBapUTeIbHOM JTHYHOM BUSUTE. B
perucrparypy PT'BHY «MI'HII».

ITompo6uocTu https://med-gen.ru/spetcialistam/nauchnye-diagnosticheskie-
programmy/

Bosee mogpobHbIe reHeTHYECKE AHATU3BI MOKHO CAEIATHh B MEJUKO-TEHETHIECKOM
uenrpe «['emomen». [To HanpaBieHn0 Bpaya — HEBPOJIOTA-3IIMIIEIITOIOTa
TopuxanoBoit 3apersr Kas6ymaToBHbI, BBI MOKETE MOMYYUTh CKUIKY HA T€HETHYECKUH
anamus (XMA crangaptHoe).

HEO «Cunnpom Arrensmana» paboraer Ha BOIPOCOM IIOIyIeHUs 0ECIIATHOTO
PACIINPEHHOr0 TeHETUYECKOT0 aHAIN3A IS JeTeH C IOTBEPIKACHHLIM TUATHO30M
«Curgpom Anrensmana». [lompo6HocTH 6yAyT OMyOIMKOBAHBI HA HAIIIEM CANTE B
bimkaiiniee BpeMs.




03bI CO CXOKNMHM CHMITTOMAMM
XoTs cuHAPOM AHreJIbMaHa MOMKHO ONTHOOUHO IPHUHATE
3a 1epeOpaTbHBIN APAINY UK PACCTPOUCTBO
ayTHUCTUYECKOI'0 CIIEKTPA, CyII[eCTByeT HECKOIbKO
JIPYTHUX CHHIPOMOB, KOTOPhIE UMEIOT OOIIHE CHMIITOMBI C
CA, u ux ciefyeT yIuTHIBATh [IPU IOCTAHOBKE
JIMarHO03a, BKJII0YAsT U3BECTHbIE TIOX0KNE CHHIPOMBI:
Cungpom Ilpanepa-Bunan — taxxe asaaerca
pesyabTaToM nrenenuu Ha 15 XpoMocoMe, KoTopast
nepegaeTcs 10 OTIIOBCKOHN JuHUU. [[0CKOIBKY 9TOT
CHHIPOM IIPOSABIAETCI TAKEIOHM TUIIOTOHUEH 1
mpobaeMaMu ¢ KOPMJIEHUEM, €70 MOKHO OIITHO00THO
IUATHOCTUPOBATH KAaK CHHAPOM AHrenbMana u Hao60poT. TecrupoBanue
METHUIUPOBAHUS HEOOXO0MUMO /I OIPEee/IeHIA TOTO, UMEeeT JIU JeJIelisd Ha XPOMOCOMe
15 marepuHckoe (cuHapOoM AHrebMaHa) WiH oTioBcKoe (cuuapom IIpamepa-Bummm)
MIPOUCXOKIEHUE.
X-criemieHHbIH CHHAPOM yMcTBeHHOH orcrasioctu (XLMR), Tun Kpuctuascona. dtor
CcHUHIpPOM BbI3BaH MyTtanuaMu B reHe SLCIA6 u 6b11 HA3BaH «KaK CHHAPOMOM
Anrenbmanar.
Cungpom Perra — Hapylienne NCHXWYECKOTO PA3BUTHI, KOTOPOE BCTPEYaeTCs TIOYTH
BCerja y JIeBOUeK. XapaKTepu3yeTcss yMCTBEHHOM OTCTAIOCTHIO, CYOPOTaMu, ToTepe
peYHr U PerpeccoM IPUOOPETEeHHbIX HABBIKOB.
Cunnpowm generuu xpomocombr 22q13.3 (Peman-Mak{epMuAa) —. 2TOT CHHAPOM
XapaKTepu3yeTcs TUIOTOHUEH, OTCYyTCTBUEM HJIN CePhEe3HOM 3aJIeP:KKOU pPeun U
ayTUYHBIM IIOBEIEHUEM.
Cunapom MoBara-BuiscoHAa — CIIOKHOE HAPYIIIEHUE Pa3BUTH, KOTOPOE
MIPOABIAETCS YMCTBEHHOH OTCTAJIOCTHIO, 3a/IEPKKOM MOTOPHOTO PA3BUTHA U
STIUIETICUEH.
Cunapom monocomuu 1p36 — nenerus o6mactu 1p36 MpUBOAUT K MHOKECTBEHHBIM
BPOKIEHHBIM aHOMATUAM U YMCTBEHHOH OTCTAJIOCTH.
Cungpom Cmura-Marenunca — pgenerus obmacreit 17pl1.2 mpUBOAUT K yMCTBEHHOMN
OTCTaJIOCTH, TUIIOTOHUH, 3a/IePIKKEe PeYN U HAPYIIEeHUAM CHA.
Cunapom MUKpoaeaennn Xxpomocombl 17q21.31 — sra menerus MpuBOIUT K
YMCTBEHHOH OTCTAJIOCTH, TUIIOTOHUU U JPYKETI00HOMY TIOBEIEHUIO C XapaKTePHbIMU
JIUTIEBBIMU AHOMAJTHUAMHU.
Cungpom IIurra-XonkuHca — BbI3BaH ramiaoHenocrarounocteio reaa TCF4 na
18921. ATOT CHHAPOM MOKET IIPOSIBJIATHCS IOBEIEHYECKUMH XapaKTePUCTHKAMU,
MOAO0HBIMY CHHAPOMY AHTe/nbMaHa, BKIIYAsd OTCYTCTBHE PEYH U CIACTIUBBIN
XapakTep, HO TAKMKe UMeeT OTINIUTEIbHbIC YePThI JIUIA U PYK. *
CuHIapoM MHKpOAeIenn XpoMocoMbI 2q23.1 — 3TOT CHHAPOM HEAABHO GBI
onucan B Pubmed; o BKIO9aeT MukpoIedannio, CyIoporu U HU3KHi pocT. B oTueTe
TOBOPHUTCS, UTO JIIOJH, H3HAYAIBHO CIUTABIITHECST GOJBHBIMH ¢ CHHAPOMOM AHreIbpMaHa,
IIpanepa-Bummu nnu Cmura-Marenuca, gany MOJI0KATEIBHBIN PE3yIbTAT HA 3Ty
nenenuio. 3ydeHHble HA CETOMHAIIHUN AeHb Aeenuu yaansaior rea MBD5, uro
TI03BOJISIET TPEAIION0KUTh, YTO OTCYTCTBHE 3TOT0 T€HA MOKET BhI3BATH KIIMHUIECKIE
MIPU3HAKU 9TOTO CHHIPOMA.




Mytamusa HERC2 — tak:xe uspecrnas kak MRT38 — ayrocomHo-perieccuBHas,
YMCTBEHHAs OTCTAIOCTD, pacmonoxkenuas Ha 15q13.1. Hapymenne gpyarmuun HERC2
CBSI3aHO CO CHIIKeHHeM akTUBHOCTH E6-AP, uTo IpuBOAUT K TII06ATBHOM 3aiepiKKe
PasBUTHA ¥ ayTHIHBIM 0coOeHHOCTAM, aHanorudHbiM CA. ¥ mdiomeit Takixe MOTyT ObITH
cuHUe paay:KHble 000104KH (T71a3a).

* Xorst omucanre OMIM me mpesmoiaraeT HaIWMdus CAHAPOMA AHrerbMaHa, CM. 9Ty
HEJIABHIOO ITyOJIMKALINIO, B KOTOPOH y JeTel ¢ KIMHNYEeCKUM JHATHO30M CHHIPOM
Anrensmana, cuagpom [Ipamepa-Bumnu unu cuaapom Perra oOHApy:®eH CHHAPOM
ITurra-Xonkuuaca PMID 18781613

cchutka Ha meporcrouHnk —Common Misdiagnoses FAST (Foundation for Angelman
Syndrome Therapeutics) (cureangelman.org)

Tunsel cuHIpoMa AHreJbMaHa
MexaHu3MbI T€eHETHIECKOM ITOJIOMKH:
Hamwm xnetku comepsxar 23 mapsl xpoMocoM. B kaskmoii mape ecTs OTIIOBCKAA 1
MaTepuHCcKad Konuu. 15 xpomocoma comepskut red UBES3A, KoTopblii BBIMOMHAET
ompejieneHHble (PYHKINH B KJIETKaX M0O3Ta MaTeprHCKOH Konwu. OTIOBCKAsd KOs
HEeaKTHUBHA UJIU MOJJIYUT.
CunppoM AurensMana 00yCIOBIE€H OTCYTCTBUEM HJIN HEUCIIPABHOCTBIO STOTO TeHa Ha
MaTepPHUHCKOM KOHU XpoMocoMbl. IloaToMy y Balero pebeHka 0TCyTCTBYeT
npeobpasoBanue B Mo3re Koruu reia UBE3A, uro HapyIaer pa3BuTie HepBHOM
CHUCTEMBI.
IIprnumnHoOil ABIAIOTCA 4 THIIA TeHETHIECKOH aHOMATHH:
Ilenerus (oxkomno 70% ciayuaes) - ciydaiHas moTeps HEOOIBIIOTO yIAaCTKA B JIOKyCe
15q11-q13 MaTepuHCKO# KoIHu XpoMocoMbl 15, comepskareiiren UBE3A.
Myrarmus rema UBE3A, KoTOpbIi ABIsI€TCS ITOBPEKISHHBIM H, CIIEA0BATENBHO,
He(YHKITMOHATBHBIM (0K0J10 20% ciyuaes).
Omuoponurensckas gucomus (UPD) xpomocomsr 15 (3-5% ciyaaes):-06e-komum
xpomocoMblI 15 - orroBckue, nBe Kouunu reHa UBE3A HeakTrBHBI.
Hedexr nmuapuaTuara® (3-5% city4aes): MaTepUHCKaA KOIIHUI XPOMOCOMBI 15
MaTePHUHCKOTO ITPOUCXOKIEHUA IIPUCYTCTBYET, HO He HMeeT OTIedaTKa, KOTOPbIH
UIEHTU(PUIHPYET ero Kak TakoByio. [losaromy rex UBE3A marepuruckoi Komvuu
XPOMOCOMBI "MOJTIHUT".
Puck nepemaun cunapoma AHrenbMaHa IPYTUM JETSAM B CEMbe 3aBUCHUT OT THIIA
reHeTHYecKor anoManuu. Ou
FEHETMYECKWA MEXAHW3M CHHAPOMA AHMEJIbMAHA rouru pasen Hymo B ciydae
& % 5 % 5 FleTeTH M TUCOMUH, KOTOPDIe
00BIYHO MIPOUCXOAT CIYIANHO,

P M PP

9 9 00 O HO CyLIECTBYET B CIIydae

s ® Q ag @ YHIECTEY v
15q13 | | = Hin [ nedexTa UMIPUHTUHTA U

myrtanuu reaa UBE3A. B
m000M ciiydae, moapobHas
KOHCYJIBTAIINs TeHETHKA
BO3MOKHA TOJIBKO ITOCTIE

HOPMA MATEPHHCHAS ~ OTLIOBCHAR UBESA  WMMPMHTHHT OoIIpenesieHus TUIIa aHOMAJINA Y
AENEUHA UPD (3-7%)  MYTAUMA [JEGEHTA (3%) eGeHkKa
(65-15%) (5-10%) p :



CBaA3b MeKIYy KIHNHUIECKUMHA MMPHU3HAKAMH U THIIOM F'€eHeTHYeCKOH
aHOMAJIHH

4 THIIA U3BECTHBIX I€HETHUYECKHUX
aHOMAaJIUH WK 'TEHOTHIIOB' HMEIOT
OJIHU W Te K€ IIOCTOAHHbIE IPU3HAKH,
HO C pa3HOM CTEIEHbIO PA3BUTHS.
[enenuu xpomocombr 15
BcTpeuarotes yarre scero (70%
CIIy4aeB) U BBI3BIBAIOT Hawmboee
TUIINYHBIE U CePbe3Hble HAPYIIICHUS
B OTHOIIIEHUH MOTOPUKH H-PEUH:
YMepeHHasT MHKpoLedanrus
IIPUCYTCTBYET BCEI/IA, TAK ke KaK 1
SIIUJIETICHS, MHOTAA B TAKEIO0MN
dopme. Taxsxe s geaenuu
XapaKTepHa TUIONUTMeHTaIIA.
ITanuenTs! ¢ nucoMuen UK
nedexToM UMIIPUHTHHTA
BecTpeuatoTcs pexe. Ux HABBIKK
MOTYT OBITH JIydliie PA3BUTHI: PAHBIIE
HAYMHAIOT XOIUTh, X01b0a 6osiee yBepeHHa, 6osiee pasBuUTas MEIKad MOTOPHUKA, PeYb
CKY/IHA, HO C HECKOJIbKUMU JECITKAMHU CJIOB, SIIUJIEIICHS MaJI0AKTHBHA HUJIU BOOOIIEe
OTCyTCTBYeT, pasMep deperna B HopMme. [10sToMy WHOTIA CHMIITTOMBI BEOAAT B
3a0Iy:KIeHIe U MOTYT OBITh HE PACIIO3HAHBI, ¥ YACTO JHUATHO3 yCTAHABINBAIOT HAMHOTO
O3:Ke.

ITanwenTs! ¢ myrarueit UBE3A uMeroT cpeiare HABBIKM MEKAY JeIeIlnedl U AByMs
apyrumu tunaMu. IMeHHO B 9THUX TpeX ITOCAEIHUX TUIaX Yaule MOKHO HAOII0IATE B
MIOJIPOCTKOBOM BO3pPAacCTe MOBBIIIIEHNE alllIeTUTA, H30BITOUHbIM BEC C PUCKOM OKHPEHUS,
a uHorjaa u OBICTPOro pocra.

OpHako UrpaoT OOIBIIYIO0 PO U INIHbIE 0COOEHHOCTH PEhEHKA.

Tax:xe cyiecTByerT elie OIWH TUII CHHIPOMAa AHTeTbMaHa — «MO3aAWYHBIN», KOTOPBIN
BCTpeuaercsd Kpaiiue penko. B mozamumnom tune CA HEKOTOPBIH MPOIEHT KIETOK MO3Ta
nMeeT HOPMAaJIbHYIO Konnio MmarepuHckoro reia UBE3A. ¥ 60abHBIX ¢ aHHOR (hopMOLt
Cungpoma AnresbMana 00BIMHO MEHbIIIE ITPOSIBICHUN 3200/ I€BAHUI.

MpeI oueHb 00€CIIOKOEeHBI TeM (PAKTOM, YTO HEKOTOPKIE CIICI[UAIHNCThI CTaABAT HAEHTAM
nuaruos «Cungpom [Ipagepmana» i aBoiHoM quaruos: CuugpomMbr AHTeTbMaHa 1
IIpamepa-Bumnu.

CosmectHo ¢ Acconmannet Cungpoma Ipanepa-Bunnu B Benurkobpurannu (PWSA
UK), a raxxe Knuanaeckum u Hayuunsiv Komurerom Mesxayrapoamoit Opranusanmu
Cunppoma IIpanepa-Bumiu (CSAB) cnemanu coBmecTHOE 3asiBJI€HHUE O TOM, UTO
JMAHHBIH JUATHO3 HEBEPEH U He JIOJIKEH ObITh UCIT0Nb30BaH. «Tepmun «Cunapom
IIpamepmana» wiu aBoiiHoM quaruo3: Cunapombr Aurensmana u [Ipagepa-Bumiu
SBJIIETCS HEBepPHbIM ¥ cOmBamouM ¢ Toaky. Jloxrop IIpagep Hukorma He mpuHAMAT
MMAIMEeHTOB C TAKUM JHATHO30M M, COOTBETCTBEHHO, He MOT ObI OIIECATH TaHHOE
COCTOSIHHE W HA3BATH €r0 CBOMM HMEHEM.




JIroqu ¢ mosanunoi hopmoii Cuaapoma AHreabMaHa UMEIOT HECKOIBKO 6osee
pasBuThie (DYHKIIHOHAIHHBIE HABBIKH U CIIOCOOHOCTH IT0 CPABHEHUIO € JPYT MK
dopmamu CA, a Takke 9aCTO UMEIOT TOPa3/0 AYUIIue PeUueBbie HABBIKH, YeM JIIOMIH C
npyrumu gopmamu CA. MHorma sToT hakT MOKET 03a1a4iTh TE€X CIEIHATUCTOB;
KOTOpPBIE paHee He CTAIKUBAJIKNCH C TAKUM (peHOTHUIOM. OTHAKO CHMIITOMBI 1
xaparrepuctuiku Cungpomos Arrensmana u [Ipagepa-Buiiu ouens pasHsie.

¥ mHorux namuenTos ¢ CuapoMoM AHreIbMAaHA TaKxke HAOI0maeTca Tunepgarus u
IPyTHEe PacCTPOMCTBA IIOBEIEHUs, CBA3aHHbIE C enoi. Horma 5TH MposBIeHH
Ha0II0AI0TCA Y TAIMEeHTOB ¢ Mo3andHoM dopmoii Curnapoma AHrersMana,
BO3MOJKHO, 110 IIPUYKHE UX 60Jiee pasBUTHIX (PU3MYECKUX CIIOCOOHOCTEH.
CymectByer Tak HasbiBaeMmbIi atiaac reaos (OMIM, pasHsie 6paysepsbl TEHOMHEBIE);
I7ie BbI MOJKETE BBECTH YJIACTOK [EIEI[NH, KOTOPbIH MOKAKeT, KAKUX UMEHHO TeHOB
He XBaTaeT IIPH JIeJIeIHH.

Ccwvutkn: Chromosome 15: 25,333,728-25,439,051 - Region in detail - Homo sapiens
- Ensembl genome browser 102 ,Human hgl9 chr15:1-102531392 UCSC-Genome
Browser v408

Tunel meaerui

Henemuonunie CA cocTaBaaioT 60abIuHCTBO (0K0s10 70%) ciyuaeB CA.
CymiecTByeT 2 0CHOBHBIX THIHA Jejenuil B o6aactu ql1-q13 xpemocomsr 15.

Bce ouu Brimouaror rer UBE3A, a Tak:ke mpyrue reHbl, KOTUpPYyoOIwe 6emok,
MHOTOYHCJIEHHbIe TeHbl Manbix sapeiinex PHK u mexomgupyroinue obaactu
MMOTEHITHATHFHOTO (DYHKIIMOHAIBHOTO 3HAYEHUS.

1 tum: genenusa or BP1 no BP3

2 tumn: nenenus or BP2 o BP3

Hemernna 1 Tuna uMeeT TeHOMHYIO JIJIHHY IPHUOIU3UTEIbHO 5,69 MO.

Henerusa 2 Tuna uMeeT reHOMHYIO JIUHY IpuOIu3uTeabHo 4,82 mo6.
Mugpopemenuu TPOUCXOIAT B 06JIaCTH TEHOMHOTO KjiacTepa, KoTopas
pacmonaraercsa mexxay BP1 u BP2, BP3 u BP4 u kpaiiue penko BP5.

Henermuu 15q11-q13 Braouator knacrep renoB GABRB3-GABRAS-GABRGS,
KOTOPBIHA KOIUPYET CYObeIUHUIILI PELeNTOPa raMMa-aMAHOMACTTHOM KHCIIOTHI THITA
A (GABAA) b3, ab u g3. YunursiBas Ba:xkuyio ponb 'TAMKeprudueckoit cuereMbr
(l'amma-aMuHO MaciIgHAS KACIOTA - AMUHOKHCIIOTA, TOPMO3HOHN HEeHpoMeauaTp
ITHC) B pasBuTyuu u (pyHKIIMOHUPOBAHUN MO3Ta, VIAJIEeHHbIE Te€HbI CyOhe HHMUI]
penerrropa GABAA MoryT BeI3BIBATh BaskHbIE pasiauuud B remoruriax CA.

B nemom marmenTs! ¢ AS, BOSHHKIIIUM B pe3yIbTare O0IBIINUX JeTeIHi XPOMOCOM,
OKa3bIBAIOTCS 00JIee TAKEIBIMU, YeM MMAaI[HeHTbI, IPUHAIIEIKAIINAE K JPYTHM
TeHEeTHYECKUM KJIacCaM.

Ianubre Hayunbix uccaenosanuit European Journal of Human Genetics
MIPeAII0IAraioT, YTO Ae/Ielui TeHOB, 0TOOpaKeHHbIX B oOmacTtu Mesxay BP1 u BP2,
MOTYT OTBEYATH 3a HAPYIIIEHHE PEUH U 3aeP:KKy IPHOOPETEHHs CII0COOHOCTEH K
Pa3BUTHIO, IIOCKOIBKY Bce narueHTsI ¢ genenueir BP1-BP3 mponemoncTprpoBanu
TIOJTHOE OTCYTCTBIME BOKAIU3aIluu, B TO BpeMsd Kak 38,1% BP2-BP3 narmuenTos ¢
nemerueii ObLIN CIIOCOOHBI MIPOMBHOCHUTE CJIOTOBBIE 3BYKH, U 3a/[€PIKKA PA3BUTHA
onL1a 6ostee cepbesHolt y AS-mmanimenTos ¢ BP1-BP3, uem ¢ gemerusavu BP2-BP3.




Hayunoe mcciaegoBanme

Crarbs European Journal of Human Genetics (2004) «®enorunuyeckas H3MEHINBOCTh
mpu cuHApoMe AHTeTbMaHa: CpaBHEHNE MEKIY Pa3HBIMU THIIAMH JEIeIni U MeKIY
JeTIeIUAMH ¥ OJJHOOTI[OBCKOH JAUCOMUEH »

B uccnemoBanusax ygacteoBaiu 49 maiueHTOB C AeJIeluel pasIudHON CTelIeHH, a TaKKe
9 manueHTOB ¢ OTHOPOJUTEIbCKOM AricoMuel. [lnarnos3 651 IOCTaBIEH ¢ IOMOIIBIO
ananusa Metunupoanud sk30Ha 1 rera SNRPN-SNURF, a Tax:xe anannsa
MHKPOCaTeJIJINTHOTO JIOKyca BHYTPH U 3a IIpefenaMu peruosa 15q11-ql3.

He o6uapy:xeHbl 3HAYUTENbHBIE (DEHOTUITHYECKHE PA3TUIUA MEKIY ABYMs OCHOBHBIMHU
knaccamu (BP1-BP3; BP2-BP3) nmarnuenTos ¢ Cungpomom Arrenpmana (memerus), 3a
HWCKJI0YEHNEeM OTCYTCTBUS BOKAIU3AIHi, KOTOPbIe 00JIee XapaKTepHAI JJI IaI[eHTOB C
nenemueii BP2-BP3, a rak:xe Bospacra, Korma pebeHOK Hadall CuaeTh 6€3 moaIep KN
(paubine y manuenTos c generueiit BP2-BP3). Cormacuo HammmM JaHHBIM, JeJeIun B
reaax NIPA1, NIPA2, CYF1P1, GCP5, cooTHeceHHbIE ¢ PETHOHOM MEJKIY TOUKAMHI
paspsiBa BP1 u BP2, MmoryT GbITh CBSI3aHBI C CEPbE3HOCTHIO HAPYIIEHUS PEYH,
TIOCKOJIBKY Bee maiueHThl ¢ generneit BP1-BP3 nemoHcTpupoBaiu moHOE OTCYTCTBHE
BOKam3anui, Torna kak 38.1% nanuenTos c genenueii BP2-BP3 6b11m criocoOHbI
MIPOM3HOCUTH CJIOTH HEOIPEeIeIEHHOTO 3HAYeHNU .

Ilo cpaBHEHHIO ¢ TAIIIEHTAMU C OTHOPOIUTEIHCKOMN JUCOMHUEL, Y TAIIUEHTOB C Jejernen
yarre Habsogaauchk Hapynenus rorauus (73.9% - nenernus u 22.2%---OP/1), a Takike
runorouus (73.83% - memerus u 28.57% - OP1). Kpowme Toro, y mereii ¢
OTHOPOIUTETECKOM JUCOMUEH HaGI01aI0Ch Iydiinee (pusndecKoe pasBuTHe, OTCYTCTBHAE
WA MEHbIIlee KOJMJIECTBO IIPUCTYIIOB, MEHbIIIE CIyIaeB MUKPOIe(alni, MeHee
BBIpaKeHHAsd aTakcud U 60jee BHICOKHE KOTHUTHBHBIE CITIOCOOHOCTH.

B pesynwrare Toro, uto CurmpoM AHreabMaHa UMeET MeHee BhIPAKeHHBIN U MeHee
THIUYHBIA (PeHoTHI, TaHHbIH CHHIPOM MOKET 0CTaThCsA HeIUarHOCTHPOBAHHBIM, YTO
pUBEET K 001ei HeoCTaTOYHON JuarHocTuke saboneBauusd. (EBpomeiickuit sy pHaax
reHeTHKM yenaoBeka 2014)

YersIpe pa3nudHbIX MEXaHU3Ma MOTYT IIPHUBECTU K (peHOTUILy AS: IBE TPETH CIy4aeB
AS umeroT MaTeprUHCKYyI0 aenmenuio B mpenenax 15q11 — q13; ormoBckas
oxHOpoAuTeNbcKasa qucomusa xpomocombl 15 (UPD15) Beiasasaercsa B 2—3%; mMpuUMeEpPHO
2% WIMEIOT MyTAIT|IO B [IEHTPe UMIPUHTHHTA ¥ IPUMepPHO B 8% 00HAPY:KHUBAIOTCSA
mytanuu B reie UBE3A. Ilanuents! knacca I mokassiBaioT KoHTponbHbIEe Touku Ha BP1
(mpoxcumanbaoM) u BP3 (qucranbproM), B TO BpeMs Kak MmarueHTh! Kiacca 11 umeror
KOHTpoJbHBIEe Toukn HA BP2 (nmpokcumanbuom) u BP3 (mucramprom). Ocranbabie 5%
MMEIOT JUCTATbHYI0 KOHTPOIbHYI0 Touky BP4. O npyroit kouTpoabHOI Touke, BP5,
CO00IIIATIOCH TOIBKO B MAPKEPHBIX XpoMocoMax inv dup (15) 5,6 i B HEKOTOPBIX CIyIaix
MHTEPCTUITNATBHBIX AYILUIMKAIIMH U yTPOEeHUHU XpoMocoMbl 15q11- q13.7-9.



B mesrom manmenTh ¢ AS, BOSHHKIIIUM B pe3yIbTaTe OOIBIITNX AeIeIIUi XPOMOCOM,
OKa3bIBAIOTCA 00JIee TAKeAbIMHE, YeM MMallMeHThl, IPUHAIeKaIie K JPYIHIM
reHeTH4YeCcKHM KjaaccaMm. HekoTopble aBTOPHI ITOKa3aan, 4T0 AS-IamuenTsI ¢
OTHOOTI[OBCKOM JHUCOMUEI UMEeIOT 6ojiee MATKHUI (PeHOTHUII, YeM TMAIHEHThI C AeIeIHIMUI
10-13. OHu OTMETHIH, YTO AETH C OJHOOTI[OBCKOHN JUCOMUEH UMEIOT JIYUIITHiH
(puBHUECKHA POCT, YACTO C BECOM BBIIIIE 75-T0 IEHTHIIS, MEHBIITUM KOJIUMIECTBOM
MIPUIIAAKOB MK WX OTCYTCTBHEM, MEHbIIIEH aTaKChel U JIydIIIMMHA KOTHUTHBHBIMI
HaBBIKAMU. [ 'MIIOIUTMEHTAIMA Yallle BCTPEYaeTCsa y MaIleHTOB C [eJIeIUAMU,
TIOCKOJIbKY HEMMIIPUHTHPOBAHHBIM TeH, OTBETCTBEHHBIHN 3a mUrMeHTanuo (P); koropas
BBI3BIBAET OKYJIOKOKHBIN anbbuausM 11 Tuma, pacmnososxkeHn B gucTanbHOM yactu 15911 —
ql3.

Y 6oapubIX ¢ gerxernmeil rena OCA2 oculocutaneous albinism mabmogarorcsa
deHOTHIIMYECKHE TPU3HAKH MEIAHUHOBOr0 00MEeHA: THIIOMUIMEHTAIINSI KOMKHU, BOJIOC,
IJIa3HBIX PALYIKeK.

ITo cpaBuenuio c moapmu ¢ genernueiit CA-marueHTs! ¢ fepeKTaMu UMIIPUHTHHTA C
MEHBIIIEH BEPOATHOCTHIO UMEIOT MUKPOITe(ATHIO, THIOMUTMEHTAIHAI0 WIH CYJI0POTH 1
JEMOHCTPHUPYIOT JIyUIIIHHi POCT, [BUTATENHHbIE BEXU ¥ KOMMYHUKATHBHBIE HABHIKH.
OsxupeHue ABIAETCA OTHOCUTEIHHO OOBIYHBIM SBJIEHUEM B 9TOU rpynire. [lammenTs: ¢
myraruamu UBE3A o6imamaioT crrocobHOCTIME, KOTOPbIe HAXOIATCS TIe-TO MEKTy
CITOCOOHOCTSIMH T'PYIIIIBI C JeJIelNel U TPYIIHOM JII0IeH C OMHOOTHOBCKON JUCOMUEH. Y
HFX 9aCTO BO3HUKAIOT CyJOPOTH U MHUKPOIE(aus, HO TUIIOIIUTMEHTATIAT HE
obHapy:kuBaercsd. [ BUurarenbHble 1 KOMMYHHUKATUBHBIE HABBIKY BBIIIE, YEM B TPYIIIE
nenenuu. B aT0i rpyIimne yacTora OKUPEHUs 0CO0EHHO BhICOKA 0. Mepe B3POCIeHUs
MMaIMEeHTOB.3IeCh MbI CO00IIaeM 0 IIPOKCUMAIbHBIX U JUCTATBHBIX TOUKAX PA3PhIBA
xpomocoMHOTO cermenTa 15q11 - q13, obHapy:xeHubIx y 46 namuenTos ¢ aenerusvu AC
(13 BP1-BP3 - tun I; 22 BP2-BP3 - tun II; xsa BP2-BP4 - tamn II1, oqgua BP2-BP5 - tun
IV, Bocemb Ge3pesyIbTaTHBIX) U OMHCHIBAEM PA3IWYNSI B (DEHOTHUIIE W [IOBEIEHUH,
obHapy:KeHHbIE Cpeau 35 MarMeHToB ¢ Pa3InIHbIMK Bugamu generui (13 tuma I; 22
tumna II) u cpegu 49 manueHToB ¢ AeaenuaMu U AeBaTu namueaTos ¢ UPD.
Marepuaasl 1 METOIBI

ITanueHTHI

HccnemoBanme KOHTPOIBHBIX TOYEK OBLIO MIPOBeREeHO cpenu 46 marreHToB ¢-CA ¢
nenenuei, a QeHOTHITMYECKUE U ITOBeleHUYeCKHe UCCAeOBAHMUSA - CPeIH H8 TTallMeHTOB
(34 xeumuHbl 1 24 My:KYUHBI B Bo3pacre oT 1 roga u 3 mecsaies 10 30 aeT u 5 MecAIes):
49 narmenToB ¢ 15q11 — q13 ¢ genenwmeit u gesatu ¢ UPD (ogHOpoauTeabcron
JIHCOMHUEL). JTUM MalueHTaM ObLT IOCTABJIEH JUAarHo3 B HAIlleH 1ab0paTOPUH C U0
1996 rozga mo uroan 2003 roxa.

BonbimuucerBo nanuenToB ObLIM HATIPABJIEHBI HA reHeTHYeCcKoe TecTupoBanne Ha CA
BpayaMu OTeIEeHHUA HEBPOJIOTUHU ¥ J|eTCKOro HHCTHTYTa MEIUITHHCKOTO (haKyabrera
Yuusepcurera Cau-Ilayny u 6611m 06cien0BaHbl 10 KPaHHENH Mepe OJHUM 13 aBTOPOB B
COOTBETCTBHU CO CTAHAAPTHBIM IIPOTOKOJIOM, KOTOPBINA BKIIOYAIL OIEHKY (DU3UYECKHUX U
MOBeJIeHYEeCKUX XapakTepucTuk. MudopmanmonHoe coracue 6bII0 I0IydeHO IS BCeX
MANMeHTOB OT 3aKOHHOTO OIEeKyHa.

B nemom 21 marnmenT ¢ penernuei u yersipe naruenta ¢ UPD panee 6bu1v OmucaHbI
Ppuamanom u ap. 13, a erre Bocems u3 aesatu namuentos ¢ UPD, mpencraBienabix
37ech, Ob1u onrcanbl Ppuamanom u ap. 18




I'enernueckue ncciaeroBaHUS

JIHK Bbimensanu u3 JTEUKOIMTOB Ieprd)epryecKoil KPOBH 110 CTAHIAPTHLIM METOAMKAM.
Jluarsos ObLT yCTAHOBJIEH IyTeM aHaIn3a MaTTepHa MeTHInpoBanusa B obmacta PWS / AS.
JTHK 6bu1a Moguduiuposana o6paboTroi oucynbgurom, u 9308 1 SNURF-SNRPN
amrmucpurrposan ¢ momoibo [T1[P.19. XapakrepHas kapruHa AS pacrio3HAETCT TOTBKO 110
TIPHCYTCTBHIO OTIIOBCKO IT0I0ChI 221 11.0. (TaHHBIE HE ITOKA3aHbI).

Tpu maprepa B Kputudeckoit obimactu 15q11 - q13 (D15S11, D15S113 w GABRB3) 20 % 110
KpaiiHeil Mepe OUH MapKep 3a mpexenamu 3toit obaactu (D155984, D15S131, D15S117,
D15S115 wau CYP19) 66Ut u3ydeHbl y HAIMEHTOB U WX POAUTENEH, YTOObI Pas3IudaTh
JIEJIEITUI0 U OTHOPOIUTEIBCKYIO JUCOMUIO (IAHHBIE He IIOKA3aHbI).

HccenoBanue crereHu esIeryu IPOBOIMIN C IIOMOIIBI0 MUKPOCATE/UIMTHOTO AHAIN3A C
MapKepamu, KapTupoBaHHbIMU B cermenTe 15q11 - q14 (D15S11, D15S113, GABRBS,
D15S1002, D15S1048, D15S1019, D15S165, D15S1031, D15S1043, D15S1010) y
TAIMEHTOB U UX POIUTEIIEH.

XpOMOCOMHBIE UCCIEJOBAHUS MAIMEHTOB BBIMOIHAINCH HA TUMQOIUTAX TepruhepruIecKon
KpOBH C ucnosb3oBanreM TexHukr GTG-0aHauHra 11 uecienoBatusa CTPYKTYPHBIX |
YUCIIOBBIX N3MEHEHHMA,

CrarucrTruiyecknii aHAIN3

Yacro BcTpeuaeMble (DEHOTHITIYECKHE XaPaKTePUCTHKN B MOATPYIIIAX TAIAEHTOB
CPaBHUBATH B 2 TaOIHUIIAX CONPAKEHHOCTH, UCIIONB3YS TOUHBIN Kpurepuit Ouirepa,
KOTOPBIH TeHEPUPYET TOYHBIE BEPOATHOCTH, COOTBETCTBYIOIINE HyI€BOU THITOTE3E
HEACCOIMAIIVH.

PesyabTarsl

Bce maruenTs! uMenu HOpManbHbINA Kapuotuil. M3 46 manuenToB ¢ pesernyei AS,
MPOAHAJIU3UPOBAHHBIX C TOMOIIBI0 MapkepoB D15S541 / D15S542;.41 661t
MH(OPMATHBHBIM II0 KpaifHel Mepe I OTHOIO M3 AByX MapkepoB. B menom y 34,46%
(14/41) 6puTa OOHApy:ReHa menenumsa S541 / 542, uto yraspiBaeT Ha T0, uro BP1 6611
MPOKCHUMAJIBHOM TOYKOM moTepu reHoB npu aenenun. Ocransubie 65,54%(27/41) 661
rerepo3uroTHbIME 110 S541 / 542, uTo yrassiBaeT Ha To, 4T0 BP2 6b1T mpoxcumMansHOiM
TOYKO# paspbiBa. Y3 43 nndopmarusabix ciaygaes 40 (93,02%) iMesi AUCTAIBHYIO TOIKY
paspriBa Ha yposae BP3 (mpoxcumansuee D15S1048 / 1019); 4,66% (2/43) npu BP4 (mesxmy
D15S1019 u D15S165) u 2,32% (1/43) npu BP5 (mesxay D15S1031 u D15S1010).

Taxum 06pasoM, MbI OGHAPYKUIN TIATH 00IACTeH KOHTPOIBHBIX TOUEK Y TAIUEHTOB. C
neneruer AS: BP1, BP2, BP3, BP4 u BP5. B o6ieii cioskaoCTH 38 HAIeHTOB
MIPEICTABIIN HH(POPMATHBHbBIE PE3YIbTAThI I MPOKCHMAIBHBIX W JACTATBHBIX
KOHTPOJIBHBIX TOYEK oguoBpeMeHHO: 34,21% (13) oruocumrch K tuiry 1 (BP1-BP3);-57,9%
(22) & Tumy II (BP2-BP3), 5,26% (nea) x tumy III (BP2-BP4) u 2,63% (omum) mo tumna IV
(BP2-BP5).

Tab6auia 1 MOKasbIBAET YACTOTY KIMHUYECKUX U IOBEIEHUYECKHUX JAHHBIX CPEIH MAIHeHTOR
C pasIuYHBIMU Kiaccamu jenenwii (13 nampeHTos ¢ genenusamu Ha yposHe BP1-BP3, 22
BP2-BP3, nsa BP2-BP4, onun BP2-BP5). Tabauma 2 nokaspiBaer 4acToTy KINHUIECKUX U
MIOBEJIEHYECKUX XapAKTEPUCTHK 49 manpeHToB ¢ aeseruei u nesaty namnveraTos ¢ UPD.
O6Gcy:xnenue

CpaBHeHe TIOBEIEHIECKHX U KIMHUYIECKUX JIaHHBIX Y MAIIHeHTOB ¢ aeneruei AS c
Pa3HBIMH KJIacCaMy JeJIelVn.Y HAIINX HAI[HeHTOB C JeIenuel ObUIH Te jKe TOUYKH TIOTePH
TeHOB, KOTOpbIE YiKe ObUIHM OIUCAHBI, 2-4, 32 UCKIIOYEHHEeM TUCTAIBHON Touku BP5,



o0HApy:KEeHHOH y 0gHOro namuenTta. Jlucranpaas Touka paspeisa BP5 panee BoisaBisinach
TONBKO B 6osbiux inv dup (15) xpomocomax 5,6 ¥ B HEKOTOPBIX CIyJasax IPH
MHTEPCTUIINATBHBIX AYITUKAIAAX ¥ TPOMHBIX TYIUIMKANNAX XpoMocoMbl 156q1l - q13.7 - 9.
Bce manuenTs ¢ genenvieil nMenu KIMHUYECKUH peHoTuIr, Tunndubii s AC: 3anepixka
PasBUTHA, TSAKEIAd YMCTBEHHAS OTCTAIOCTh, MAKPOCTOMUS, BCIIBIIIKY CMEXa 1
aTakcuueckas moxonka. I[lanuenTs! ¢ generueii Tuna 11 mokasanu jgydiine pesyabTaThl,
YeM MalHMeHThI ¢ TUIOM I, B IByX 06/1aCTAX PA3BUTHS: CHIEHUN 03 MOATEePKKN T
Bokanmsaruu.Cunenne 6e3 OmopsI JOCTUTAIOCH B CpeAHEM B 16 MeCAIeB y MaIrfueHToB
tuna II u B 19 mecsues y nmanuenTos tumna I. Bokanuzanus Obura 6oiee BuipaskeHa B 11
THre, B KoTopoM 38,1% mamuesToB MOTJIN IIPOU3HOCUTD CIOTOBBIE 3BYKHU COMHUTEIBHOTO
snavenus. [lamuenTs! Tuna I Moriu u3gaBaTh TOMBKO HEAPTUKYAUPOBAHHBIE 3BYKH.
Hurakux craTrcTUYecKuX pasjandyuil B OTHOIIIEHWH BO3PACTa JAeP/KaHus FOJI0BBI U
He3aBUCHUMOM MOXOIKH MPOIEMOHCTPUPOBATD HE YIaI0Ch, HO y TTAIIMEHTOB ¢ TUToM 11
JBUTATEJIbHOE pa3BUTHE ObLIO HEMHOrO Jryuiie (Tabauna 1).

ITauments! knacca I Takske memMoHCTpHpPOBaIH 60JIee BHICOKYIO YACTOTy TUIOTOHUH (84,6%
B Kiacce I, 61,1% B xmnacce II), mukponedanuu (75% B kiaacce 1, 55% Bo BTopoM Eaacce);
cynoporu (mpucyrcrByior B 92,3% wnacca I 85% wiacca I1) u 6osree HU3KYI0 €IIOCOOHOCTH K
006111eHMIO ¢ TTOMOIIBIO sKecToB (60% B kiacce I, 84,6% Bo BTOPOM Kiiacce); XOTs
CTATUCTUYECKAS 3HAYUMOCTD HE MOKeT OBITH IIPOJIEeMOHCTPHPOBAHA.

Hacrosmee uccrenoBanue mo3BOIMIO0 YCTAHOBUTE KOPPEJIAIIMIO MEIHKLY TBYMS
PasIMYHBIMY KJIACCAMY OCHOBHBIX peneruil u peHorunom AS. HemaBHo geTsipe rena
(NIPA1, NIPA2, CYF1P1, GCP5) 6b11H KapTUPOBAHbBI B OOIACTH MEKILY TOTKAMU
paspeiea BP1 u BP2, Ho ux dyurnus sce eme HeusBecrHa.21 Rainier et al22 coobiuan o
JIOMUHAHTHO-0TpHUIAaTebHON MyTamuu B reie NIPA1 B pozxcrse ¢ ayTocoMHO-
JIOMUHAHTHBIM HACJIEICTBEHHAS CIIacTUIecKas rmaparierus, cesgsannas ¢ Jokycom SPG6.
Tor daxrr, uro manmenTs! ¢ gemenueii I kaacca c PWS u AS me mposiBisior
TPOTPECCUPYIONIEH CITACTHYECKOH ITapaIjiernu, yKa3bIBaeT Ha TO, UTO
ramnoHenocrarouHocTb NIPA1 He BuI3BIBAET 5T0 3a00I€BaHue.

Hamm mammbie mpeamosiaramT, 9To JeIellMi TeHOB, KAPTHPOBAHHBIX B 00IaCTH MEKIY
BP1 u BP2, moryT 6bITh BOBIIEUEHBI B HAPYIIIEHUE PEUH U 3a[ePIKKY MPHOOpeTeHus
crroco0HOCTEeH K PasBUTHUIO, TIOCKOIBKY BCe HAlUeHTsl ¢ aenenueit BP1-BP3
IIPOJIEMOHCTPUPOBAJIN IIOJTHOE OTCYTCTBUE BOKAJIM3AIINH, B TO BpeMs Kak/38,1% BP2.
ITaruents! ¢ nenernueit — BP3 6butu CIiocO6GHBI IIPOM3HOCHTD CIIOTOBBIE 3BYKH, 1 3aIEP:KKA
pasButus 6b11a 60stee cepbesHoi y nanuerTos ¢ AC ¢
BP1 - BP3, uem ¢ meneruavmu BP2 — Bp3.

B menaBuem uccienosannu batiep u coaBTophl
obHapy:xuiIH, uTo cyoberTsl ¢ PWS ¢ nenerusamu
rimacca I nmeror 6osee TaKenbId heHOTHII, YEM
THAIUeHThI ¢ aeneruamu Kiacca I, Braouas
CaMOIIOBPERIAIOIIee ITOBeIeHre, TeUIUT
amanTUBHOTO HOBeneHus:A (BKII0YAS IBUTATEIbLHBIE
HaBBIKH), 00CECCUBHO-KOMITYILCUBHOE TTOBE/IEHIE 1
TPYIHOCTH C YTEHUEM, MATEMATHIECKUMU HABBIKAMU U
3PUTEIBHO-MOTOPHOU MHTeTpaIuen.

CpaBHeHue TOBEIeHYECKUX U KIMHUYECKUX JaHHbBIX
nanuenTos ¢ aenenuei AS u nanuentos ¢ UPD.




B namem npepbiayiiem otaere o 21 mamuenTe ¢ gesnernreid AS 1 9eThIpex TaIueHTax C
ormoeckoit UPD13 6nu10 yrasawo, uro nanvesTsl ¢ UPD 06b14HO 1UATHOCTHPYIOTCS
II033Ke, YeM ITAIlMeHThI C Jejellrell, B OCHOBHOM II0TOMY, UTO (DE€HOTUIUYECKHE U
MoBeJIeHYecKue uepThl MeHee oueBUAHbI y nereit ¢ UPD. Mukponedanus u mosamoe
OTCYTCTBHE PEYH Uallle BCTPedaInuch y namuenTos ¢ aesnernuei. [lanuentsr ¢ UPD
O0OBIYHO paHbIlle XOMUIN U UMEeH MPUCTYIILI IT033Ke, YeM IaI[UeHTHI ¢ Jenernueii. B
HACTOSIIEM MCCIEI0BAHNUN MbI TaK:Ke HAOM0maIu 60jiee CTapIliui BO3PACT [IOCTAHOBKHU
muaraosa UPD (8 cpemuem 9 ner), ueM y mamueHToB ¢ Aeseluen (B cpeaHem 5 mer u 8
mecsaies). 06 arom Takske coobuuau borranu u ap., 10, M'unenccen-Kaecoax-wmpr
11 u Cmur u gp. 12.

Mps1 He 06HAPYKUIN KaKOH-THO0 CYyIIIeCTBEHHOH PA3HUITBI MEKIY MaTePUHCKUM. 1
oTIoBCKuM BospacroM naruenToB ¢ UPD u generueit AS (tabmuna 2), XoTs
mpoucxoaenue cuaapoma y namueHToB ¢ UPD 00bMHO 3aBUCUT OT COOBITHI
HepacXO:KIeHuUs, KOTOPhIE CBI3aHbI C YBEJIMUEHNEeM BO3pacTa MaTepHu.

IIpu AS 6onbiuaeTBO oTII0BCcKHX UPD15, mo-BuguMomy, ABIsg0TCA
IIOCT3UTOTHYECKUMHU COObITHIMI24,18

B macrosiiem uccieoBaHuy B IOMOTHEHNE K PA3IHYHUIM, OITUCAHHBIM paHee, y 13
MMAIMEeHTOB C Jiefielreil Habroaanachk 6oee BLICOKAS YacTOTa HAPYIIIEHNH VIO TAHUS
(73,9 = 22,2%) n runorouuu (73,3 + 28,57%), uem y narueraros ¢ UPD.

Jlpyrue 0co6eHHOCTH, CBI3aHHBIE C KIMHUYECKHM auarao3om AC, Takve Kak:
Opaxwurtedasins, 3aTbII0YHAsS 00P031a, MAKPOCTOMIUS, IITUPOKO PACCTABIEHHbIE 3y0HI,
BCIBIIIKK CMeXa, THIIePAKTUBHOCTD, HAPYIIIEHNe CHA U YaCTO€ CAI0HOOTIeIeHNUE -
ObLTH 60JIee YACTHLIMU CPeH MAITHEHTOR C JeelHel, YTO M03BONIET MPEAIOI0KUTD,
9TO 9THU ITAITMeHThI UMET 60J1ee TH?KeJIbeI u 60J1ee TUIUYHBIA (beHOTI/IH, X0Td 9TH
pasIuYMs He JOCTUTIIH cTaThcThueckor sHauumoctH (Tabmmma 2)-
lamnoHemoCcTaTOIHOCTD TEHOB,
JIOKaJTHM30BAHHBIX B.CEIMEHTE. yAaIeHHOM
XPOMOCOMBI, BEPOSITHO, OTBETCTBEHHA 3a
6osiee cepbe3uble DEHOTUITMYECKUE U
MOBEIeHUYECKHEe XapaKTEePUCTUKN
TIAIMEeHTOB C JIeJIel[er M0 CPABHEHHIO C
naruenTamu ¢ UPD, UMIPUHTHHTOBBIMU
mytauusamu 1 mytanuavu UBE3A.

Tor daxrr, yro manuenTsl ¢ UPD mvetor
0oJ1ee MATKUHU UK MEHEe THIIHYHBII
deHOTHI, TIPEAIIOIATAET, YTO JUATHO3
AC mozxer 6bITh He quarHocrupoBan-Ha
OCHOBE HAIIIET0 MUCCIEeOBAHUS MbI
peKOMeHIyeM 3aePKKY PA3BUTHI,
TSIIKEIIYI0 YMCTBEHHYIO OTCTAJIOCTh,
HapyllleHue PedHr, CUaCTIUBOe
TIOBeleHNe, C HAIMYHUEM CyIOPOT Uan 0e3
HHX, PACCMATPUBATh KAK MUHUMATbHBII
KPUTEPUH IS TecTa HA METHINPOBAHIE
skzoua 1 SNURF-SNRPN.




deHoTHIINIECKHE XAPARKTCPHUCTHURH IIAITNCHTOB C AC

COIVIACHO THUIIAM JeJIeIui

Class | Class Il
deletion BP1 deletion BP2

-BP3(13 -BP3(22
patients) patients)
BospacTt Ha MOMEHT
NOCTaHOBKWA AWarHosa
(net) Sanz B2
BoapacTt matepwm (nert) 28 27112
Boaspacrt otua (net) 34 sz 291112
TpyaHocTh ¢ rmoTadvem | 42.85 (3/7)  75% (9/12)
FunoToHuA 84.6% 61.1%
(11/13) (11/18)
Bec npu poxaeHun
(cpeHwiA-rp) 2997 2949.5
PocT npu poxaeHun
(DR ] 48.4 49.2
Mopnepxka wew (ner) 9/12 6/12
CugeHwe Gea onopkl (NeT)
Tma 1412
CamocToaTensHoe
xowaeHue (neT) 5212 41z
100% 61.9%
OTcyTcTBME peyn (1212) (13/21)
100% 100%
OTcraBaHne B passnTun (13/13) (21/21)
Bec (ueHTnne)
43.75%
<25 40% (4/10) (7116)
25-75 37.50%
40% (4/10) (6/16)
Lt 18.75%
20% (2110) | (3/16)
PocT (ueHTuns)
=25 42.85% 41.2%
(37) (7117)
25-75 42.85% 41.2%
(317) (717)
=75 17.6%
14.3 (1T) (317)
Mukpouedanwsa 75% (9/12) 55% (11/20)
Mnockui 3aTeinok 85.7% (6/7) 77.8% (7/9)
100% 100%
MakpocTomMua (13/13) (20/20)
66.7%
BhiCyHYThIA A3bIK 77.8% (7/9) (12118)

Class Ill deletion BP2—-
BP4

AS20

3750

51
4712

812

AS37

1812
16

22

2760

43

4/12

Taoaumal:
Class IV P
deletion
BP2-BP5
AS8 1 2 _‘
1
4 0.984. 1 :
28 0.711
27 0.159 |
0 0.326 ]
1
+ 0237
3110 0.841
S
49 | 0,337
4112 0.484
- 004
= 0,214,
+ 0.030
1
+ 1.000
1
1.000
x 1.000
1.000
" 1.000
2 1 1'.000_1
1.000
= " os3s
0 1.000
+ 1.000

i
0676 <J



deHOoTHIINIECKHE XAPARKTCPHUCTHURH IIAITNCHTOB C AC

COTJIACHO THUIIAM JieJIeIui
LLiupoko paccTaBneHHble 81.8% 94.1%

3y0oi @11) | (1617)

Tawenan ymcTBeHHan 100% 100%

oTcTanocTs (13M13) (22/22)
92.3%

Cypnoporu (Hanudue) (12113)  85% (17/20)

Cynoporn (Bospact

Havana) (net) 1712 1oz
n

(Rlepon) 412-27112  8/12-3
Bapuisel cmexa 100% 100%
(13/13) (21/121)
ATakcudyeckan noxogka 100%
100% (8/8)  (13/13)
100%
[MnepakTMBHOCTL 88.9% (8/9)  (15/15)
84.6%

CnocoBHocTs k obljernmio  60% (3/5) (1113)

HapyweHue cHa 80% (8/10) 80% (12/15)

94.5%
Yactoe crioHoTeuenne  100% (8/8)  (17/18)

[wnepdarun 1 patient = 3 patients

+ 0
+ +
+ +
1 M2
+ +
0 0
+ 0
= 0
- +
+ 0
- 0

2

Taomaumal:
. 0543

ol

0638

| 0.375

0533

1.000

1.000

1.000



PeHOTHIIMIECKHE XapaKTepuCTHKU mamueHToB ¢ AC ¢
meaemuavu 1 UPD

>08
Mukpouedanns
lMnockuii 3aTblNoK
MakpocTomusa

BoicyHyTbIf R3bIK

LUupoko paccTaBneHHsle
36kl

Tsxenan yMcTBEHHas
oTCTaNnoCcTL

Cynopory (Hanudme)

Cypoporu (BoapacT Hayana)
(ner)

Cnektp
Bapbiebl cMexa
ATakcudeckas noxoaka
lMnepakTMBHOCTL
CnocobHocTs obiweHns
HapyweHwve cHa
YacTtoe cne3zote4eHne

lnepdarus

0/46

54.35% (25/46)
73.9% (17/23)
100% (47/47)

70% (28/40)

87.2% (34/39)

100% (49/49)

89.4% (42/47)

172
212-4
95.8% (46/48)
93.1% (27/29)
94.3% (33/35)
73.1% (19/26)
80.5% (29/36)
96.9% (32/33)

8.1% (4/49)

22.2% (2/9)
11.1% (1/9)
50% (2/4)
88.8% (8/9)

66.6% (6/9)

62.5% (58)

100% (9/9)

44.4% (4/9)

6412
16/12-13
71.7% (7/9)
100% (8/8)
80% (4/5)
57% (3/4)
71.4% (5/7)
87.5% (7/8)

33.3% (2/6)

Tao6amma 2:

0.024

' 0.027
=
0.161

1.000

0.123

1.000 I

0.006

0.113

0.337

1.000

0.624

| 0.123



PeHOTHIIMIECKHE XapaKTepuCTHKU mamueHToB ¢ AC ¢

meaemuavu 1 UPD Taoauma 2:
Deletion (49 patients) UPD (9 patients) ’
1 2
BoapacT Ha MOMeHT j]
nocTaHoBKK AMarHosa (ner) 58112 9 0.087
(Cnexrp) 1312 — 30512 2m2-21
29F; 20M 5F; 4m
Boapact marepmu (net) 2782 29512 0.562 l
Cnektp 16 -39 23-40
Boapact otua (ner) 32in2 33wz 0.497 - j
Cnektp 20 - 52 25-47
Bec npu poxgeHum L
(cpeaHwiA-rp) 2981 3328 0.055
PocT npu poxaeHnu _— y
(cpegHmit-cm) 49 485 0.447_
TpyaHOCTH C rNoTaHuem 73.9% (17/23) 22.22% (2/9) _ I 0.015
MnoToHWA 73.33% (33/43) 28.57% (2/7) p— 0.031
Mopaepxka wewn (neT) 712 4/12 I_ 0.059 !
Cwpenue Gea onopel (ner) 1512 1 0.184
CamocTonATensHan xoas6a '
(net) 44112 3 0.136
OTcyTcTBME peyu 91.5% (43/47) 66.6% (6/9) 1 0.074
OTcTagaHue B pa3suTHM 100% (49/49) 100% (9/9) P 1.000
Bec (4eHTHNL) N |
=25 35% (14/41) o9 4’» 0.047
al 47.5% (19/41) 44.4% (4/9) 1.000
=B 17.5% (8/41) 55.5% (5/9) 0040
PocT (YeHTuNe) o
=" 33.3% (12/38) 22.2% (2/9) 0.698 |
I8 52.8% (19/36) 33.3% (3/9) 0.727
=ih 13.9% (5/36) 44.5% (4/9) 0.063 1
OFC (centile)
<50 84.78% (39/46) 44.44% (4/9) 0.017 !
50-75 13.04% (6/46) 22.2% (2/9) 0.604
75-98 2.17% (1/46) 11.1% (1/9) 0.303 4|



IlaTorenes

Knrouepoit npuuantoit passutud AS ompenener pedurut sxcrnpeccuu reia UBE3A ma
KOIIMH MaTepUHCKOH XpOMOCOMBI 15 B HEHpOHaX rOJIOBHOTO MO3Ta.

I'eu UBES3A He aBisercsa quddepeHImpoBaHHO METHINPOBAHHbBIM;
WMIIPUHTUPOBAHHOCTH €T0 SKCIPECCUY KOCBEHHO PETyIUPYETCS IITUHHON
arTucmbicnoBoi Hexonupyoineii PHK (UBE3A-ATS). Tpauckpunt UBE3A-ATS
asaaerca 6onbinoi (> 600 k6) PHE, curtes KoTopoit nHUnmupyeTed B 061aCTH
yupasnenus umnpuaTuara PWS-SRO. Oxcnpeccus w/wmu npoueccunr UBE3A-ATC B
TKAHM FOJIOBHOTO MO3Ta U [PYIUX TKAHAX OPTAHM3MA CYI€CTBEHHO OTINYAIOTCA JAPYL-OT
npyra. Tpauckpunt UBE3A-ATC o6Hapy:xuBaercs BO BCEX TKAHIX, HO TOJIBKO B
HeHpOoHAaX PacHpoCcTpaHdAeTCd B TUCTAIHHOM HaIpaBieHuU U mepekpbiBaeT reH UBE,
AnrtucvbicioBas PHK UBE3A-ATC 6nokupyer skcrnpeccuto reia UBE3A cis-3aBucumbim
obpasom. Usmenenus B yposue merwiuposauus I HK u anernnrpoBanns rucTOHOBBIX
6enxoB PWS-SRO moryt npuBoauts k akruBHocTu dKcnpeccur UBE3A-ATC. Mexanuawm,
nmocpeznctBoM Kotoporo Tpauckpunta UBE3A-ATC 6mokupyeT TpaHCKPHIIINIO [eHA
UBE3A, ocraercs neusBectubiM. [Ipexmosnaraior, uro tparckpunta UBE3A-ATC mosxer
MHIYIIMPOBATH TUCTOHOIIOCPEIOBAHHYIO PEIIPECCHIO0 TPAHCKPHUIIIIHH.

I'en UBE3A (120 k6) komupyer nporenH youksutuaaurady E3A (ubiquitin protein
ligase E3A) — E6AP/ UBES3A, ocHoBHOIt yHKIHEH KOTOPOTO ABISETCH YIacTHe B
Ipoliecce Jerpajanuy MPOTEHHOB Yepe3 YOUKBUTHH-IIPOTeACOMHBIH ITy Th.
ITepeonauansuo nporerns E6AP/UBE3A 6511 onpeienieH Kak IPOTEHH,
B3auMopecTByomuii ¢ E6-BupycHbIM 6eIKOM, KOMUPYEMbIH TEHOMOM BHPYCa
nanwToMs! yeaoseka 16 (HPV16). BoabmuscrBo (80-90%) BHYTPUKIETOIHBIX OEIKOB
paciersiores mpu momolru 26S-mmporeacombl. [Iporeacoma oTémpaer s qerpagaunu
TOJIBKO T€ IIPOTEUHBI, KOTOPbIE KOHBIOTHPOBAHBI C IIOINYOMKBUTHHOM.
YOUKBUTHHHUPOBAHNE IPOTENHOB — KOBAJIEHTHOE [IPHUCOeANHEHHEe YOUKBUTHHA K
0enkoBOMy CyOCTpaTy — BBIMIOJIHAIOT ClieruduyecKkre yOUKBUTHHAUTA3bL. [Iporenn
E6AP/UBESA sinsierca npencraButesnem cemeiicrsa mporenroB gomerna HECT. Ero C-
TepMuHATBHBIN KaTamurudecknit fomen HECT xapakrepusyeres HaauaueMm caura
AKTHBHOTO IIMCTEMHOBOTO OCTATKA, 00Pa3yoIero THOA(UPHYIO CBA3b C YOUKBUTHHOM I
IoCJIeAyIOIei ero mepenadyu crernnuduaecknm 6eaKoBbM cyocrparam. CrexTp
MIPOTEHHOB, ¢ KoTopbiMu B3aumoeticrsyer E6AP/UBES3A, onpeznensier ero
¢dusuonoruueckue pyuruyu (Tadi. 2).

IIporenna E6AP/UBE3A mokanusyercs B sape KIETOK, AeHAPUTHBIX MIKIIAX (Spine),
MPECUHANITUYECKUX U MIOCTCHHANITHYECKHUX OT/Ie/IaX CHHAIICOB HEHPOHOB.

Cumxenne pyHKIMOHAILHOM akTuBHOCTH npoTenHa UBES3A 3a cuer medunmra ero
TIPEICTABUTEIbCTBA WY HATUIUA HEAKTUBHBIX (DOPM H3-32 HAPYIIEHUS
yOMKBUTUHUPOBAHUS IPUBOIUT K CHHKEHUIO YPOBHS JIerPafalliil U H30bITOYHOMY
HaKOILIEHHIO ero IesieBbIxX cybcrpaToB.Taxk, nedunut nporensa E6AP/UBE3A nnu
MPOJYKITUS €710 MyTAHTHBIX (DOPM, XapaKTepu3yeMbIx orcyTcTBreM gomerHa HECT,
IIPUBOIUT K HAPYIIEHUIO Aerpaganuu neiaesbix mist E6AP/UBE3A nmporeunnos — memeit
HMOHOTPOITHBIX TJI[yTAMATHBIX PEIEIITOPOB, [IUTOCKEIeT-aCCOITMAPOBAHHOTO TPOTENHA
(cytoskeleton- associated protein — ARC), acpercuna-5 (ephexin-5), cakcuna (sacsin).
Heob6xogumo ormeruts, uro youksurunaurasa E6AP/UBE3A He TobKO crioco6cTByeT
nerpaganun nporernsa ARC, HO u mogasisieT sCTPaguOINHIY IUPOBAHHY O
Tparckpumniuio ero resa ARC.



Michel Baudry u coaBt. cumrator, uro medunur akrusaoctu nporernna E6AP/UBE3A
MIPUBOAUT K U3OBITKY IpeactaBuTeabeTBa nporenHa ARC, Bexyiero Kk usMEeHEHUIO
opranu3anyuy MUTOCKeJIeTa NeHAPUTHDBIX IITUIIOB HeﬁpOHOB.

JleHapUTHBIE IIHUIIBI IPEACTABIAIOT COO0I IPUOOIIO00HbIE BHIITIYNBAHNS JITHHON 0KOJIO
OJTHOTO MHUKPOHA MeMOpPaHbI JeHAPUTHBIX 0TPOCTKOB. Bosee 90 % cuHamcoB o6pasyercs
Ha IeHJPUTHLIX ITUIIax. BoapimeeTBO IOCTCHHAIITHYECKUX MHUIIeHEeH
IJIyTaMaTepruiecKux aKCOHOB B TOJIOBHOM MO3Te PACIIOIaralTcd Ha JeHAPUTHBIX
mumax. Mopdomornyeckne u (PyHKIIMOHAIbHBIE N3MEHEHUS JeHIPUTHBIX IIIUII0B MOTYT
JIeKATh B OCHOBE PA3BUTHUA HAPKOMAHUN, HEKOTOPBIX IICHXOHEBPOIOTHIECKHAX
3a060JIeBaHMA, IATOJOTHH IIPOLIECCOB 00yIeHNs U MaMiaTH. TaK, yCTaHOBIEHO, YTO
cHHZPOM hparmIbHOH XpoMocoMbl X u cuHApPoM PerTa conpoBokaaoTca pasBUTHEM
AHOMAQJIbHO [JIMHHBIX JeHAPUTHBIX IITUIIOB U YBEJIHYEHUEM IINIOTHOCTH HUX PACIIOJIOKEHUA
Ha JeHAPUTHBIX OTPOCTKAX KJIETOK Pa3JIUIHbIX HEHPOHHBIX momyadnuii. [Iporens
E6AP/UBES3A xota u He peryiupyeT HEHpOreHe3 KaK TaKOBOM, HO JIOKATHHO YIACTBYET
B hOPMUPOBAHKH [EHIPUTHBIX IIIUIIOB ¥ PA3BUTHU CHHATITHYECKOH IIIACTUYHOCTH.

TaGnuua 2. MpoTentsl, B perynaunm KOTOPbIX yiacTeyeT youkeutnHanrasa EGAP UBESA [41]

Cy6erpar DyHkuus
Arc, 3(QeHCHH 5, CaHCHH CuHanTHYecKan NaacTM4HOCT
BMAL1 » BMAL2 LMpHanHsIA puTM
HHR 23A, Src-cemeicTao TMpo3nHKuKa3s Blk, P53, P27,
PML-onyxoneasii cynpeccop PocT u anidepenumposic gy
REST CyROpOMMBEA CHHAPOM
TMOKOKOPTHKOMAHEIA PELENTOD; peuentop, NOAOGHSIR ax-
APOFEHOBOMY peLenTopy HoaxTuaaTop CTeponaHLR feuenTopos

MoAUrMyTaMHHOBLIE NPOTEHHLI, C-CHHYKNEHH, Hedonampo-

T
BEHHIE NPOTEMHM HoHTpone KayecTaa KIETOMHOrO Benna

Hdedunut nporerna E6AP/UBE3A compoBo:xmaeTca hopMupoBaHHeM TeHIPUTHBIX
[IIATIOB TIPEUMYIIIECTBEHHO C KOPOTKUMHU «IIESMH» ¥ OTHOCUTEIBbHO HU3KOM ILIOTHOCTHIO
UX pacrpejie/ieHns Ha JeHAPUTHBIX OTPOCTKAX KJIeTOK IlypKuHbe MO3KEIKa,
MUPAMUIHBIX HEHPOHOB THIIIIOKAMITIA ¥ KOPBI TOJIOBHOTO MO3Ta.

HsBectHo, 9TO mIepeiaya CUTHAIA B TJIyTaAMATEPIHYECKIX CHHAIICAX OCYIECTBIIETCA
PeleNnTOPHOTPAHCMUATTEPHBIMU CUCTEMAMU, OHUM U3 IEHTPAIbHBIX KOMIIOHEHTOB
KOTOPBIX ABJIAIOTCS HOHOTPOIHBIE TIIyTaMaTHbie perentopsl N-metun D-acraprara
(glutamate receptor, ionotropic, N-methyl D-aspartate (NMDA) — GRIN), -amuso-3-
TUIPOKCH-5-METHII- 4-M30KCA30JIITPOIIMOHOBOMN KUCIOTHI (-amino-3- hydroxy-5-methyl-4-
isoxazole propionate acid (AMPA) receptors/glutamate receptor, ionotropic — AMPAR/
GRIA) u kaunara. B QpyHKIIMOHUPOBAHMY PEITETITOPHOTPAHCMUTTEPHBIX CHCTEM TAKIKe
npuauMalioT yaactue Ca2+/kaabMoayInH3aBHCHMAA IpPoTenHKHHAa3a 11
(calcium/calmodulin-dependent protein kinase I — CAMK2/CaM-KII), discs, 60sbImioin
romoutor-4 (discs, large homolog-4 — DLG4/PSD-95) u nporeus-1, akrusupymomuii Ras-
GTPasy (synaptic Ras GTPase activating protein-1 — SYNGAP-1) nocrcunantudeckon
3oubI. MoHoTpomHkIe riayramarHbie pererntopbl NMDA perynupyioT TpasciopT HOHOB
Na+, K+ u Ca2+, a perieiropst AMPA — tpasncmopr Tonbko noHoB Na+ u K+
repenaiT ObICTPhIE BO30Y:KIAIOINE CUTHAIIBI.



Konmuecteo GRIA Ha mocrcuuanTiuueckoir MeMOpaHe 3aBUCUT OT AKTUBHOCTH IIPOTENHA
ARC u apercuna-5, KoTopbie OMPeaeaoT CKOPOCTh HHTEPHAIU3AIUH 9THX PEIEIITOPOB.
Henocrarournocts akruBaoctu nporenaa E6AP/UBE3A obycmoBauBaeT cCHUKEHE
mporeacoMHo# ferpanaruu nporenHoB ARC, sekcuna-5 u u36bITOUHOE UX HAKOIIEHE
B J€HJPUTHBIX IINIAX, YTO IPUBOANUT K CHIKeHuUIo npeacrasurenbecrsa AMPAR/GRIA
¥, KaK CJIe/ICTBYe, K HAPYIIEHUIO CHHAIITUYECKOHN IIACTHYHOCTH — CIIOCOOHOCTH
HEWPOHOB M3MEHSTDH U aalTHPOBATH CHHANITHIECKYI0 AKTUBHOCTD B 3ABUCUMOCTH OT
BHEIITHUX Bo3zelcTBuil. B HOpMme amexBarHoe comep:xanue nporenHoB ARC u sercuna-
5 obecrieurBaeT paBHOBECHOE COCTOSHUE IIPOIIECCOB CHHTE3a U JIerpajaiiuim
AMPAR/GRIA, noanep:xuBas HE0OX0AUMOE IPEACTABUTEIBCTBO PEIEIITOPOB
AMPAR/GRIA B mocrcunanTudeckoi mrorHocTu. Pererrropet AMPAR/GRIA asnsirores
BAXKHEHUIIIUMHU MOJICKY/IAPHBIMYA KOMIIOHEHTAMH MEXaHU3MOB CHHAIITHIECKOMH
mwractuyaoct. Pertenropet AMPAR/GRIA mpencrasiaioT TerpaMepHble JIUTaH/-
3aBUCHMbIe HOHHbBIE KAHAIBI, B (DOPMHUPOBAHNHU KOTOPBIX yIACTBYIOT YEThIPEe
peuenrropubix cyobenuauIbl (GluR1-GluR4). Boasmuncreo AMPAR/GRIA-ueiporos
TOJIOBHOTO MO3Ta SABJAIOTCA reTeporerpamepamu, cocrosmumvu us GluR1- u GluR2-
numMepoB. CoracHo MOIeTH CHHAIITHYECKOTO CKeHINHTa H3MeHeHIHEe AaKTHBHOCTH
MIOCTCHHAIITHYECKOTO HeHPOHA 00yCIOBIEHO MOU(HUKAIINEH CHHATITUIECKHUX BXOI0B.
®u3MoIOrnIecKas CyIIHOCTb CHHANITHYECKOTO CKEHINHTA 3aKII09aeTCsA B TOM, YTO CHJIa
CHUHANTUYECKOH Tepeay YBeINIYUBACTCS IPY CHUKEHWUH ¥ TI0CJIE IOTHOTO TIOABIeHUs
HEeMPOHAIBHON aKTUBHOCTH. M3MeHeHrs CHHATITHYECKOTO BX0/[a MOTYT BIIAATH HA
WHTETPATUBHBIE CBOMCTBA CHHAIICOB U ITOTEHIIUAIHHO MOIYIUPOBATH CHHAIITUIECKYTO
mwiacTugHOCTh. CHHATITUYECKHUH CKEHIUHT B IIOCTCHHANITHYECKOM HeHpoHe
COIIPOBOKAAETCA IIePecTPOUKOU Ilepejlaul UMITyIbCca, B YACTHOCTU U3MeHeHueM
AMIUIMTYIbI MUHUATIOPHBIX BO30Y:/KIAOIINX IIOCTCHUHANITHIECKAX TOKOB,
onocpenoBanabix AMPAR/GRIA. 9tu uaMeHeHUsT 4aCTO COIPSAKEHbI C U3MEHEHUEM
cocrasa u npejacrasurenbcrsa cunantudeckux AMPAR/GRIA. Penenropsr AMPAR/
GRIA urparor BaskHEHIIYIO POJIb B PA3BUTHUH TOJITOBPEMEHHON CHHATITHIECKOM
norenruaiuu (long-term potentiation — L'TP), koropas xapakrepusyercs
coXpaHeHHeM aKTHBHOCTH CHHAICA Ha IPOTIIKeHUN HECKOJbKUX YACOB MIH-CyTOK IOCTIe
€ro KpaTKOBPEeMEeHHOM aKTHBAIUH U J0JITOBPEMEeHHOM CHHAIITHYeCKoM nemnpeccun (long-
term depression — L'TD), nposBisiomeiics CHI:KeHHEM CUHAIITHYECKOHN TIepefadn
TIocJie Ieproia aKTUBHOCTH CHHATICA.

Pasnuyator pannow u mosguon dassl LTP. Pauusas dasa LTP, kak npasuio, anurcs
1-2 gaca nocne uaayknuu L'TP u compoBoxaeTcs moCcTTpaHCIIITHOHHBIMKA
MOMU(UKAITUIMH yiKe CYIeCTBYIOIIUX TPOTENHOB ¥ OTCYTCTBUEM CHHTE3a HOBBIX
nporennoB. Pauuas ¢gasa LTP o6ycnosaena Tem, 4To mocse CBA3bIBAHUA C [JIyTAMATOM,
KOTOPBIH BHICBOOOIUIICS U3 IPECHHANITHYECKOTO HEHPOHA, OTKPBIBAIOTCH KaHAbI
AMPAR/GRIA, npomyckaromue nounsl Na+ BHYTPS KIETKH, YTO IPUBOIUT K CHIKEHUIO
MeMmbpanHOTO MoTeHImana. CHIKeHe MEMOPAHHOTO TOTEHIIHATIA CII0COOCTBYET
axruBanuu perentopos NMDA 3a cueT BbICBOOOKIEHNS HOHOB MATHHS. AKTHBAITHAIO
peuentopoB NMDA o6ycnosnuBaer nputok Ca2+ B knerky. [loBbimenue ypoBH:
BHYTPHKJIETOYHOTO comep:kanns noHoB Ca2+ uaMeHseT aKTHBHOCTh MHOKECTBA
CUTHAJIbHBIX IyTeH, (PYHKIIMOHUPYIOIIUX B TOCTCHHAITHIECKOM
npocrpancree.lloBbIleHre BHYTPHUKIETOUHOM KOHIleHTpalunu noHos Ca2+
COIpoBO:KIaeTca akrTuBarmuei nporenukunassr CaM-KII,



SKCTPAIIEIIIIJIIPHOM CATHAIPETYTUPYEeMOH IpoTenHKnHAash! (extracellular signal-
regulated protein kinase — ERK), nporennkunassr A (protein kinases A — PKA) u
nporennaknHasbl C (protein kinases C — PKC). [lanubie curHanbHbIe MyTH yIaCTBYIOT
B PETYJIAIAN 9HI0COMANbHOU nHTepHanusanuu pernentopoB AMPAR/GRIA u
MOJIy/IALMH JUHAMUKYA AKTHHOBOTO I[UTOCKEJIETA B JeHAPUTHBIX munax. X akTusarnms
MPUBOJAMT K yBeaudeHuto npencrasienus penentopoB AMPAR/GRIA ua
[IOCTCUHAIITHYECKON MeMOpaHe U TPAH3UTOPHOMY PACIIUPEHUI0 II0BEPXHOCTH
IeHAPUTHBIX munoB. J[asa popmupoBanus crabunsHoi nozaueir L'TP, koropas maures
MHOTHE Yachl WU AaKe JHU, TPeOyI0TCA 9KCIIPECCHU HOBBIX T€HOB ¥ CHHTE3 TTPOTEHHOB!
TlepBeiit nepros cuHTE3a IPOTENHOB IIPOMUCXOAUT B TEUEHKE TIEPBBIX [[BYX YaCOB IIOCIIE
naayknuu LTP. [losnasaa LTP ceazana co ctabuabHOM PeKOHCTPYKITHAEH
IIOCTCUHANITHYECKOH IIIOTHOCTH (MeMOpaH-aCCOIUUPOBAHHOIO HOIBIIIOTO
MyJIBTHOEIKOBOTO KOMILJIEKCA), YBEJIUUEHUS YIKEe CYIIeCTBYIOMINX JeHIPUTHBIX IIUII0B,
a Tak:xe de novo (OPMUPOBAHMS CHHATICOB.

B ocuose LTD sesut ymeHblieHre MOJEKYIIPHOTO IPEICTABUTEIHLCTBA PEIEIITOPOB
AMPAR/GRIAR mocTcrHATITUYECKHUX YIACTKAX AeHAPUTHBIX muoB. [loirospemennas
CHUHANTHYECKAs JEIPeCccrus MOKeT ObITh BhI3BAHA aKTUBAIIMEH MeTa00TPOIHBIX
rnyramarabix penentopoB (mGIluR) u NMDAR. Beipamxenuocts LTD sasucur ot
akTuBaruu ocdaras — cepuHTPEOHHHOBOM pocharassl (serine-threonine protein
phosphatase — PP1), kanbiiuaeBprHa — U COMPOBOKIAETCA YAATEHHEM
AMPAR/GRIA c mocrcunantudeckoit membpanst. Jloxrospemenssie LTP u L'TD
aCCOIMUPOBAHBI C MEXaHU3MaMU HaMATH U 3a0biBaHud. I30bITOUHOE HAKOILTIEHHE
nporenHoB Arc u 3(peKcuHa-5 00yCIOBINBAET YCKOPEHIe HHTEPHATN3AINN PEIIEIITOPOB
AMPAR/GRIA, koTopoe compoBo:kIaeTCs yMEHbIIEHHEM HX IIPEICTaABUTENhCTBA HA
[IOCTCUHANITHYECKHUX YUACTKAX, YTO IPUBOIUT K CyIllecTBeHHOMY Heduiury-LTP u
yeunenuio LTD.

B skcmepumentTe moxasamHo, uTo AS COPOBOKAAETCH YCHICHHEM SKCIIpeccuu. resa Arc.
Wsmenenus sxcmpeccuu reHa Arc acCOIMUPOBAHBI € IIPOSBICHUAMU U HEKOTOPBIX

Ipyrux 3abomeBanuii (Tadi. 3).

Tabnuya 3. Mamenenne axcnpeccun rena Arc B HeHpoHax nNpw HEKOTOPbIX 3aboneBaHnax
M accounaumn sKcnpeccum resa Arc c pyHKUHSMIU ronosHoro moara [45]

3aGoneBaHna/ npoleccsl Mopens n

MNoBbilexHan akcnpeccuil Félos Arc
W GluAl

AS Muilin ¢ HoKayToM reva Ube3a

TpaHCreHHble MbILLM, IKCNPeccHpyio-
Bonesxs Anbyrefimepa wme npeawecTBeHHWK 6eTa-amunonga | NosbiweHHan IKCHpeccHA rexa Arc
(amyloid precurosor protein — hAPP)

ANKOrONE-MHAYLMPOBAHHAA NNACTHY- 3JxcnpeccHa rexa Arc nocne npuema

MbiLLK C HOKBYTOM reHa Arc

HOCTE ankorans
Metunuposanmke rena Arc u nojasne-
Crapesue Crapbie HpbiChl s i
MillUi ¢ HOKAYTOM réHa Arc 8 run- HapyweHne KOHCONMAALMK NAMATH
HoHconuaauma NaMaTi rioKamne, MMHaanMHe Wik nepeaxen B0 BPEMA NPOCTPAHCTBEHHOTO 06yve-
NOARCHOW KOpe HHA W PA3BUTHA BHYCOBLIX OTBPaWEHHA

BeHM MHH H I
Mbilln ¢ HOKAYTOM réxa Arc B narte- HAZSRITNG BOMHIGHOBMNA CTRO%A

06paTHO® YNNOTHEHWE NAMATH HOHAWUMOHWPOBAHWUA B Gase peaxTu-
PANLHOM AQPE MHHAANEBMAHOrO TeNA | o) Lol

Bo36yANMOCTL HEePOHANLHOR CaTH Mbilum ¢ HOHayTOM rexa Arc CHumeHue I3 -aHTHBHOCTH




IIporenn Arc yepes B3auMOEHCTBHE C APYTUMHU OeIKAMU yYacTBYeT B PETYJIAIHN
CHHANTUYECKOH IIACTHYHOCTH. B yacTHoCTH, TpoTenH Arc 06pasyeT KOMILIEKC C
9HIOP(HUHOM U AUHAMWHOM, KOTOPBIHM CITOCOOCTBYET YBEIMIEHHUIO CKOPOCTH SH/IOIIUTO3a
HMOHOTPOIHBIX rryramMaTHbIX penentopoB AMPAR/ GRIA. Kommnekc mporenna Arc.c
IUHAMUHOM paciieruiser perenTop nporenna Notch, akrusupys Notch-
aCCOIMUPOBAHHBIE CUTHAIBHBIE IIyTH, KOTOPhIE TAKKE YIACTBYIOT B II0JAE€PIKAHNN
CHHANTHYECKOH IUTacTHYHOCTH. KirroueBoe 3HaueHue mmporenHa Arc B I03IHEHN ase
LTP u LTD noguyepxuBaer ero pyHKIIMOHAIBHYIO POJIb KaK B IIpollecce 00ydeHusd, TaK U
B )OPMHUPOBAHMH J[OJITOCPOUHOM maMaTh. [ [0KkasaHo, YTO BHICOKHI YPOBEHb CONEPIKAHMST
nporenna Arc B oomactu CAl rummoxamiia CompoBOKIAETCA MIOTEPEH A0JITOCPOTHOM
naMaTHu y B3pocibix ocobeit kpric. PHR Arc mossisiercs B aape HeiipoHa uyepes
HECKOJIBKO MHHYT II0C/I€ HEHPOHHOM aKTUBAIINH KJIETKU U YIEPKUBAETCA B [IUTOILIA3ME
0K0510 30 MHHYT, BHICOKAsS KOHIIEHTPAIIMA U [IUTEIHHOE ee COXPAHEHNEe, BEPOSTHO,

IO IeP:KUBAIOT HeaJTeKBaTHOE BO30Y:KIeHIe HEHPOHA. JKCIePUMEHTAIbHbBIE KPBICHI €
BBICOKHM yPOBHEM JKCIIPECCHU reHa Arc B HEMPOHAX THIIIOKAMIIA OTIMIAIOTCI Oosiee
MeJ[JIEHHBIM TEMIIOM O0yJEeHHs.

Jpyrum mexanusmoM, KoTopbIil obyciaosiauBaer meduiut LTP mpu AS, aBasercs
anomanbHoe ochopuruposanme Thr286 u Thr305 monexynsr CAMK2, koTopoe
uHTHOMpPYyeT ee akTuBHOCTh. Huskas akTusHocTs CAMK2 mpuBoguT K HE1oCTaTOYHOMY
docopunuposanuio cyopenuaui; AMPAR, Tem cambIM yMeHbIIaA IIPOBOIUMOCTD
noHHBIX KaunanoB. Ca2+/kambpmonynuH-3aBucuMas nporenakuuasa Il nmeer peraroree
suauyenue B uaaykiuu LTP, onpenensioneii 101rocpoyHyo maMaTh.

YcTaHOBIIEHO, YTO ¥ MBIIIEH CO CHIKeHHOM dKcpeccueii rena UBE3A B Heliponax
Ilyprunbe HaOIOAAETCSA IOBBIIIIEHHE AKTUBHOCTH KOMILIEKCA | CepUH-TPEOHUMHOBOM
kuHaskl mMTOR (mammalian target of rapamycin complex 1 — mTOR-C1l)-1 ypoBHs
dochopunupoBanus ero cyocrpara — S6 kuHasbl-1 (S6K-1) B coueranuu co
cumrenneM aktuBHOCTH MTORC2 u ypoBHa docdopunrpoBasis ero cy6CcTpaToB —
AKT u N-Myc. U3BectHo, uto cepun-rpeonnHoBas kunaza mTOR mosxer
B3aMMOJIENCTBOBATH C npoTerHamu Raptor (regulatory associated protein of mTOR) u
Rictor (rapamycin-insensitive companion of mTOR). Bsanmoneitereue mTOR c
nporerHoM Raptor IpuBOAKMT K 06pa3oBAHUIO UyBCTBUTEIHHOIO K I€UCTBHIO
panamunuaa Komiiekca mTORCI, a ¢ He 4yBCTBUTEIBHBIM K IEHCTBHIO pariaMUiHAa
nporenroM Rictor — xommiexca mTORC2. Kommzexc mTORC1 raxsxe comepskmr
nponus-6orarerii Akt/PKB-cy6erpar 40 k[la (proline-rich Akt/PKB-substrate 40 kD. —
PRAS40), a kommiekc mMTORC2 — mporewnsn, Bsaumozneiicrsyiormuii ¢ SAPK1 (SAPK
interacting protein-1 — SIN1), u 6emox Protor (protein observed with rictor).
Kommneke mTORC1, akruBupys kuHasy S6K (ribosomal protein S6 kinase) u
perpeccupys IPOTerH, CBI3bIBaOIIKE (hakTop uuuInanuu tpadcaanuu elF4E, 4E-BP
(eukaryotic translation initiation factor 4E binding protein 1), yuacTByeT B peryaamnuu
tpaucnanuu. Takum ob6pasom, komiekc mMTORC1 sBnseTcsa KII0YEBBIM PETYIATOPOM
CHHTe3a IIPOTENHOB U POCTA KIIETOK, a TAKKe He0OX0quM I (DOPMUPOBAHUSA
noarospementoi mamatu. Kommiexc mTORC2 Bo36y:xmaer CUrHAIbHbBIE [Ty TH, KOTOPBIE
y4YacTBYIOT B IOAJEPIKAHUN IUTOCKeIeTa KieTKH. OCHOBHBIM (DH3HOIOTHYECKUM
a¢pderrom akruBamu mTORC] B mocTcrHANTAYECKOH TIOTHOCTH ABISETCH
IIOBBIIIEHNE BBICBOOOKIEHUT HEHPOMEINATOPOB U3 IPEeCHHAIITHIECKUX HEHPOHOB,



Taxk, ycranosieno, yro runepakrusaiud mTORC1 conpoBozkmaeTcs ob1um
YBeJIUYeHHEM IIPECHHANITHYECKOTO BhICBOOOKIEHNS KaK BO30Y:KIA0IIET0, TAK U
TOPMO3SIIET0 HeHpoMeauaTopa — IIyTaMara U raMMa-aMIUHOMACITHON KACAOTHI
(T'AMEK) coorBercrBenno. Crenyer ormeruts, uto runepakrusanui mTORCI we
npuBoaut K usmenenusm LTP wiu LTD. Oxuako Beicokuii ypoeeub mTORCT
KOppeupyer ¢ unuiuaruei cygopor, a uaruburopsl mMTORC1 obmagaor
MIPOTHUBOSIIHIENTHYECKON akTuBHOCTBI0. KoMmmurexe mTORC2 neobxomum mtst
crabumusanuu psaga raknx AGC kunas, kak AKT, PKC u SGK1, B cBa3u ¢ yem
orcyrctBue mTORC2 (moxayt rena Rictor) He coBmectumo c :xusubio. Wei Huang.u
COaBT. TTOKa3ay, uro crenududeckoe yaasenue mTORC2 B Bo30ysxnaroriinx HelpoHaX,
JIOKAJIUBYIOIINXCS B IUMONIECKOH U KOPKOBBIX 06JIACTSIX, NCKAYAET BO3MOKHOCTh
pasButus nosauel dasel LTP u conpoBokmaercsa yxyameHueM a(ppeKTHBHOCTH
o0yuenus, akTUBHOCTH J0ATOCPOouHO mamaTu. [lenernus rena Rictor B Heiiponax
IepeIHero MO3ra MbIIIIeH COIPOBOIKIAETCA 3HAUNTEIbHBIM CHIKEHHEM aKTUBHOCTH
mTORC2 B coueranun ¢ HHrHOMpPOBaHIEM MTOMMepu3anuu F-akTrHa. ABTOPHI/CIATAIOT,
gyro mMTORC2 saBnsgercs moTeHIIMaIbHOM MUIIEHbIO [IJIS BO3MOKHBIX TEPAIEBTUIECKUX
CpPeCTB, KOTOPBIE MOTJIN ObI OBITH UCIIOAB30BAHBI [JI JIEUEHUST KOTHUTHBHBIX
paccrpoiicts. Takum 06pasom, KOTHUTUBHBIH qeduiut npu AS 06yCIoBIAEH TEM, 4TO
orcyrctBue E6AP/UBE3A npuBoauT K HEBO3ZMOKHOCTH MOMYIHPOBATH AaKTHBHOCTD
CHHATICOB WJIH TEePEIOKATN30BbIBATh CHHAIICHI B COOTBETCTBUHY C TPE0OBAHUAMU
JeATeTHHOCTH.

Hedumur youksuruuaurassl EGAP/UBE3A compoBo:kmgaercs HaKOILIEHHEM CaKCHUHA.
ITokasano, uro myrarus c.11,104A > G rena SACS, koropas HPUBOAKUT K 00Pa30BaHUIO
aHOMAJBHOTO IIPOTENHA CAKCUHA, INIIIEHHOTO CAWTOB CBI3bIBAHUS C YOUKBUTHHIUTA30H
E6AP/UBES3A, dpeHoTunudecku mposiBIsIeTCs ayTOCOMHO-PEIIECCHBHOM CIIACTHIECKOH
arakcuei lllapneBya— Carene (autosomal recessive spastic ataxia of Charlevoix —
Saguenay — ARSACS).

YuureiBas, 4To Hauboiee 4acTo y 60abHBIX ¢ AS nenenupoBaHHas 9acTs obractu q11-
q13 xpomocomsI 15 cofiep:KUT KiIacTep TeHOB TPeX CyOheInHuIT b,

3 u 3 penenTopa A raMMa-aMAHOMACIAHON KHUCIOTHI (gamma-aminobutyric.acid (GABA)
A receptor — GABR), paszButue cy1oposxHOTO CHHAPOMA y JAHHBIX HANNEHTOB
ceasbiBaioT ¢ qucyurnrei GABR. TAMK ob6pasyercs npu qekapO0KCHARPOBAHUN
[JI[yTAMHUHOBOM KHMCJIOTHI TiiyTamataexapookcrmiasoii. TAMK akrususupyer nsa
ocHOBHBIX Tuma perentopoB: GABR, kKoTopbie yHKIMOHUPYIOT KaK XJIOPHUIHBIE KAHAIBI,
¥ 4yBCTBUTENbHBIE K 6arnodery Meraborponubie perenitopsl GABRB. Penentopsr
GABR npejcraBasior co00i TeHTaMepHbIe KaHAJIbI, COCTOAIINE U3 PA3IHIHBIX
KOMOMHAIIMU HEeCKOIbKUX cyobenuuui: (1-6), (1-3), (1-3). ObasarenbHbIMU
rommonenTamu GABR aBisioTca yeTsipe CyObeqUHUITBI — IBE - U ABE -IIeH, IAaTasd
cyObeIHIIIa MOKET IPUHAJIEKATD K JII000My IpyroMy Kiaaccy cyonenunui. Coueranue
cyObeIMHUIL OTIpeeser (papMaKkoIoruiecKue 1 (papMakOKMHETHYECKIe CBOMCTBA, B. TOM
yucse Ipoguiib arOHUCTOB, AQ(PUHUTET K AJIJIOCTEPUIECKHM MOLYJIATOPAM HJIN
aHTaroOHUCTaM ¥ CyOKIeTouHyIo Jokanusanuio. Cair ceaspiBanua GABR dopmupyior u
cyobenuuunbl. AkruBanys GABR okasbiBaeT mHruOupyioilee IeHCTBHE HA AKTUBHOCTh
HeliponoB. B ymporenrom Buse neticrsue TAMK mosker ObITH IpEACTaBIEHO B BUIE
clemyIoIel mocieaoBarenbHocTu coobiThin: Bo3oy:xaenrne GABR — ummopt noros Cl- B
HEWPOH — TUIIEePIOJAPHU3ANIA KIeTKH WHTHOMpPOBaHUE HeHpoIlepeaadn,



Hduchyurmua GABR mpuBoaut K HapyIeHuo MPUTOKA B KIeTKy noHoB Cl-, uto
00yCIIOBIMBAET HEKOHTPOJINPOBAHHOE MTOBBIIIIEHNE AKTHBHOCTH HEHPOHOB W PA3BUTHE
cynoposkuoro cuaapoma. Haunbosee cyiiiecTBeHHBIM (DAKTOPOM, OTIPE e ITIOIHAM
pasBuTHe cymopor, asiasiercs aenerud reia GABRB3 win napyienue
yurmuonuposanus cyobequauibl 3 GABR.

Hedunut nporenna E6AP/UBESA Takixe IPHUBOANUT K YBEIUIEHUIO PEIIPECCOPHOTO
daxropa REST (RE1-silencing transcription factor). IIporesna REST nepsonadanbao
ObLT UAEHTUPHUITUPOBAH KaK (PaKTOP TPAHCKPHUIIUN, KOTOPBIA IOIABIIAET TeHbI,
cofiepsKalIe PeIIPecCOPHBIN dIeMeHT-1/HepOoH, OrpaHYHBAIOIIHI CAIeHCOPHBIH
anement (RE1/ NRSE) cis-perymnaropnoit nocrienosarensuoctu I HE-mpomoropHoit
obsractu. B ¢Bs3u ¢ 9THM IOBBIIIIEHHAA KOHIIEHTpAIus pernpeccopaoro ¢gakropa REST B
HeHpoHax IMPUBOIUT K roaasienuio Tpanckpumnnuu reia GABRBS, B pesynbrare
koropoi Bosuukaer qucynknua GABR, deHoTHIIIUECKN TPOSBIAIOMIAACT
KOTHHUTHBHBIMHU PACCTPOMCTBAME U CyZOPOKHBIM cuHapomoM.Shu-qun Shi u coasr.
ycranoBwiH, uro aeduiur K6AP/UBE3A Moxer mpuBOAUTS K HAPYIIIEHHUIO ITUPKALHOTO
puTMAa, KOTOPBIH 00yCIOBIEH yBEIHUEHHEM IIPeICTaBUTeNbCTBA mpoTernHoB- BMALL
(brain-muscle-arnt-like protein-1)/ARNTL (aryl hydrocarbon receptor nuclear
translocator-like 1) ¥ BMAL2/ARNTL2. B macrosauee Bpems unenTuuurposas 21 rew,
YUaCTBYIOIIUH B MOAEPKAHNH IUPKAIHBIX puTMOB opranusma yesnoBera (CLOCK,
NPAS2, ARNTL1, ARNTL2, PER1, PER2, PER3,RY1, CRY2, TIMELESS, NR1D1,
RORA, RORB, RORC, CSNK1, CSNK1, GSK3, DBP, BHLHB2, BHLHBS3,
PPARGC1A). C HeKoTopbIMH reHaMu JaHHOH TPYIINbI ACCOIMAPOBAHBI FeHETHUECKHE
opmer Hapyienus cHa. Taxk, myraruu rena PER2 conpsi:keHbI ¢ pasBUTHEM CEMEHHOTO
cuHapoma cmererusa gaswl cHa (advanced sleep phase syndrome — ASPS). [Tupkagmsbrit
PUTM OpraHH3Ma MJIEKOIIUTAIOIINX ONIPEeiesieH TeHCTBHEM CMEHbI [Hs-1-HOUl; CBETa 1
TbMbI. OCHOBHBIM MOP(OIOTHYECKUM CyOCTPATOM, KOTOPBIA CHHXPOHU3UPYET
(byHKIMOHANIBHYIO AaKTUBHOCTD BCEX OPraHOB U CHCTEM CO BPeMEHEeM CYTOK, SBIAEeTCS
CyIpaxuasMaTudecKoe Sipo TUI0TAIaMYCa, BOCIPUHUMAIOIIEE CUTHAIBI, BI3BAHHBIE
(horopenenuumeii ceryaTku riuasa. BosOysknenue cynpaxuasMaTiIecKoro sapa
rUnoTajaMyca mpuBoauT K aktusaruu dgaxropos Tparckpuniuu CLOCK,
BMAL1/ARNTLI. Jauubie ¢hakTopbl TPAHCKPHUIIIMHI, 06Pa3ysi eIUHbINH KOMILIEKC,
caspIBaoTed co cuenuduaecknmu snemernramu JHEK E-box (5-CACGTG-3 ") u E'-boxes
(5'-CACGTT-3") mpomoropos renos-muiiieneit PER1, PER2 u CRY1, CRY2, upoayxrs:
KOTOPBIX MOAABILIOT TPAHCKPUMIITHOHHYI0 akTuBHOCTH renoB CLOCK, BMAL1/ARNTL1,
dopMupys ceTh OTpUIIATEIHHBIX 00paTHBIX cBsi3ei. Habmogaemoe npu AS cumkeHne
yposus aerpagaruu BMAL1/ARNTLI o6ycioBiuBaeT ux HAKOIIEHUE U YBEIHICHNE
ITUTETLHOCTH JIEMCTBUS HA Ie/IeBble TeHbI, UTO IPUBOIUT K HAPYIIEHHIO bajiaHca
BpeMeHU 00PCTBOBAHUS U CHA 34 CYET YBEIMIEHHUS IIPOAOLKUTEILHOCTH BPEMEH!
60IPCTBOBAHUSA, KOTOPOE COMTPOBOKIAETC HEIP(PEeKTUBHOCTHIO CHA.

Hapymenne mupkagaoro purMa GyHKIMOHUPOBAHUS KJIETOK MPUBOANUT K PA3BUTHIO
MeTab0IHIeCKUX PACCTPOHCTB. BOIBITHHCTBO crcTeM MeTab0Iu3Ma YETI0BEYECKOTO
opraHu3Ma MOJUUHIETCS UPKATHOMY PUTMY. B MHOTOYHCIIEHHBIX MCCIEI0BAHUIX
[IOKA3aHO, YTO M3MEHEeHNe PACIUCAHN Pabouero BpeMeHH COIIPOBOKAAETCS
[IOBBIIIEHHEM 3a00JI€BAEMOCTH JUAGETOM, OKUPEHUEM U YACTOTHI CEPIEIHO-COCYTACTHIX
COOBITHIA.



Hapyienne o6MeHa MIIOKO3bI, TUMHI0B, HAKOILUIEHHE H30bITOYHOTO KHPAa,
paccrpoiicTBa TepMOTeHe3a COILyTCTBYIOT U3MEeHEeHUAM IUpKaaHoro purMa. Ilo Beei
BEpPOSTHOCTH, IPH AS HapyLIeHNUS MOJIEKY/ISIPHbBIX «JACOB» HE OTPAHUIHBAIOTCS TOIHKO
IPOABIEHUAMH PACCTPOMCTBA CHA.

Taxmxe nmporena E6AP/UBES3A neticTByer Kak TPAHCKPHUIIIIHOHHBIN KOAKTHBATOD
PerernTopa CTeporIHOr0 TOPMOHA, YIACTBYET B PEryJISAIMH KIETOYHOTO [IUKIA.
IIporensn E6AP/UBESA peryaupyer TpaHCAKTUBHOCTH INIIOKOKOPTHKOHUIOTO PELEIITOPA
(glucocorticoid receptor — GR) u ero curunansuoro mytu. ¥ UBE3A-neduurabx
MBbIIIeH HAOII0IA0TCI 60JIee BHICOKHUE YPOBEHb KOPTUKOCTEPOHA B KPOBHU U
HEeJI0CTAaTOYHAs dKCIpeccus HecKoabkuX GR-3aBHCHMBIX T€HOB B HEKOTOPBIX 00JIACTAX
rosmoBuoOro Mosra. CemexkruBubli nedunut GR conpoBoxaaeTcs yMeHbIIEHEEM
KOJIMYECTBA MapPBAIb0YMUH-II0I0KATEIbHBIX HHIHOUPYIOIINX HHTEPHENPOHOB B
TUIIIOKaMITe U 6a30J1aTepaabHON MUHIAIWHE, 9YTO B KOHEYHOM UTOTE CII0COOCTBYET
YCHJIEHHIO CTPECCA U TPEBOKHOCTH.

Cxemarnuecku natoreses AS mpejicraBieH HA puc.2

Pucywox 2. MTarorese3 cumgpoma Arenssana

Taxum o6pasom, mopdosiorudeckne win PyHKIIHMOHATbHBIE HAPYIIeHus JoKyca q11-
q13 KoMy MaTepUHCKON XPOMOCOMBI 15 00yCIOBIMBAIOT IIOTEPIO HKCIIPECCUH TEHA
UBES3A B Hetiponax romosaoro mosra. Jledurur nporenna UBE3A npusoguT®
n30BITOYHOMY COEPIKAHUIO €T0 IIeIeBbIX TPoTenHOB. M36b1ToK mpoTenHoB ARC,
acercrHa-5 06yCI0BINBAET HAPYIIIEHUS IIUTOCKEIeTa TeHAPUTHBIX HIUIIOB, YTO
CHUIKAET CHHANITHIECKYIO INIACTHYHOCTD U MPOSIBJISIETCA KOTHUTHBHBIMU U
moBeeHYecKnMH paccrporcrsamu, REST-accoruuposanuas qucyHKIMS PELENTOPOB
raMMa-aMHHOMACIAHON KUCIOTHI 00yCIOBINBAET TIOBBIIEHHYIO CYOPOKHYIO
TOTOBHOCTB, a U36bITOUHOE cofiepskanue nporenana BMALL npuBoguT K HApyIIIEHUIO
CHA U, BO3MOIKHO, TPOPHUKHU.

Hayunasn crarhs A6aTyp0B AE. HeTpeHKo JLJL., Kpusyma E.JI. Ccmmca Ha CTaThIio

patogenez/viewer




Croucox mpo6jeM u IIyTH pelleHna

Jlexapcrea Moryt ObITh
NONEe3HBLI A
yIpaBJieHHd
CHMITTOMAaMH.

Haumenosann Onucanne CHMIITOMA Buemarensetso / Hom.
e cuMIrroMa Jleraperea [ Ilopnep:xia HHCTPYEKITHA
Tpesomuocte | Ypeamepnoe, IToneiTEH YMEHBLIHTE
HEeMMpPoImopHHOHAI BHOe DecrroroicTBO,
becrioxoiicTBO MM CTpax, | CIOKOHHBIN pasroBop
BhI3BAHHBIN mobbm | obbacHeHue, aTO
cTpeccopomM, HITH | IIpoHCXOnuT u 4610
pasouapoBaHUe. Moser | MOHHO OHIATE. B
NpHBECTH K | cnomAasx  cnyuaax ans
HEBI[ERBB.THUMy CHHHEeHHA TPEHOM-IDETH
HOBEIEeHHIO. MOryT OBITE HaAIHAYEHBI
TICHXOTPOITHBIE
Ipenaparsr .
Hexanue Ilonanamue nmmu mnu | Onenxa Jgoromemom HIH
CII0OHBI B JbIXaTejbHbIe | aprorepanesrom. MoryrT
nyru. Mowxer nocnenosath | norpeboBarhesa
Kamejdlk HIH OPpOYHCTEA | ANETePHATHBHEIE
ropna, a TAK¥KEe MOTYAHHE | MeTOALI KOPMIIeHH,
(fez ABHBIX CHMIITOMOE). | TAKHE Kak KOPMJIEHHE
MosceT IPHEECTH | Uepe3 30HA HIH JKHIKOS
HeJIOBeKA K INOBRIIICHHOMY | IHTAHHE,
pﬂcr:y MHEBMOHHH.
HMedumur CloHOCTB ITocrosuHBbIE
BHUMAHHSA / | xounenTpauu BHUMaHHA | HANOMHHAHUA o
Koporkas, HA B3aja4dax, oco0eHHO | BO3BpAallleHHH K aajade,
HEeNPOAOIKHT HeReIaTelTbHBIX. KOTOpbIe HeobhXOAMO
eJIbHAasT MeHATH. A CcHHMteHHS
KOHIIEHTPAIH pazouapoBaHusd,
A BHHMaHHA becniokoicTBa H
HETraTHBHOIO IIOBEJEeHHA
MOET norpebosarses
IOMOIIE B Bbmomm
3anmaqdH.
Ayrucrugeckn | Pacerpoiicreo  mepsuoro | Jlesenue srmogaer | IToapobuee
i CIIeKTp Pa3BUTHS HAYMHAETCA B | HHTEHCHBHBIE uuTAaiTe B
AeTcTBE W HNPOAOIIKAETCH | IpPOrpaMMbL pasanene ABA-
BCIO JXH3HB. BEmIOUaer B | HOCTOAHHOIO TepPaTHA "
cebs cIeKTp COCTOSHHMH, | cnenmansHOro obyuenus | obyuenue.
XapaKTepHIYIONTHXCH H IIOBEIEHIECKYIO
HPDGJIEMEMH C TEPEIIHED B Pa}l'l-IEM
cOonMaJIbHBIMH HABbBIKAMH, | BO3pacre. JoctynHabie
MIOBTOPHAOIIHMCH TIOIXOJIBT BEJIIOYAIOT:
NOBEIeHHEM, PedYbi0 | | NPHKIATHOH apanu3
HeBepbarIbHBIM NnoBeIeHHA (ABA);
o6IIeHHeM. Moser | CTPYKTYPHPOBAHHOE
cocymecrBoBars ¢ CA. obyueHue; peYb "
ASBIKOBYIO TEePAaIuio;
TEPAITHIO  CONHANBHBIX
HABBIKOB "
TPYIOTEPAITHIO.




Hapymenne Cnowuoere moanepskanus | Tpebyerca wnabmonenne
pﬂ.EIHDBeC}IH BBp'ImJ]hHDﬁ OCAHKH H3- H pEKDMEHWE’l‘CH
3a HEXBATKH CHOCOOHOCTH | MONIepHHBAOIIAT
YIIPABIATEH TenoM B | O0OyBb. MoryT
IpoCTpaHCTBe. Moser | norpeboBaTbes
MPOABIATHECA B PE3KHX | BCIOMOTATeNbHEIe
NBHKEHHAX HIIH | yCTPOMCTEA, TAKHE KAK:
Hey KJIIoeH xoaebe. | mogTamKKH, cTeNnbEH,
Boamomaa GplcTpas | XOMYHKH W TpeHamephbl
Y TOMJIAEMOCTE. Cwm. | gna xopsber.  Illaemsr
ITponammo. MOLYT noHAAo0ATECH
TEM, KTO PHCEYET YIACTh.
HupanuaHas KOJficKa
HITH OpOoryaoaHAR
KOJACKa MOTYT
norpefoBarbes, ecnu
HMEeeTCH cephesHoe
HAPYINEHHE PABHOBECH.
Duanveckan TepamnH#d
TS yCTpaHeHHusA
OCHOBHEIX MOTOPHBIX
nedHIHTOR. Ecnw
HCHOIB3YIOTCA
MOITAKKN, HeobXomHMo
clemHTh 3a Komel Ha
npeaMer BOJLABLIPE#H
H/MJIA HATHPaHHH:
Hapymenne IMpoasnaerca B | ABA-repanusn, Cmorpure
noBegeHu  / HeKeIaTeILHOM nepeHarpasjieHue, pasnen obyueHue
Heanantusno | nosenenuw, Harpumep, | oobacuenus, nodemy | u
€ NoBeJleHHe TACKAHMH 3a  BOJOCHI, | TAKOE NOBEJAEeHHe | aAJTbTePHATHBHAN
XBATAHWH, IMATIAHAA. HEIPHEMJIEMO, CBEIeHHE | KOMMYHHKAITHA.
Crioco6 MPHEBIEYE | BOBIeYEHHOCTH K
BHHMAaHHE HIH Dﬁ]llﬂ’[‘l:cﬂ. m«l:lnmyuy npﬂ
Arpeccnsi 06BIMHO  He | IPOJOIIKEHHH
oaHaYwaeT HEMEPEI—!I{H BEI3BEIBAKOIIIETO
HPHYHHHATE Bpes cebe HIH | NOBeIeHHA.
APYTrHEM. MysbikanbHad Tepands
MOYKeT HOMO4YEb
PeryImpoBsars
HACTpOEHHE H
NoOBeIeHHE.
Jedumar Bonsmmuacerso nwonei ¢ CA | Odbunupaneaas onenka | CvorpuaTe
obureHHs HeBepOATEHEI H | alETePHATHEHEIX pasgen obnieHHe.
HCHONB3YIOT  MHOMKECTBO | METOLOB obmenus | Cmorpare
ANBTEePHATHBHEBIX H | JJOTrOoImmemon. HEDﬁxOﬂ,!mO BHOEOPDOJIHKH Ha
MOMONHHTENBHBIX MeTOnoB | ybenguTses, gTO | aHrTHHCKOM
obmenna (AAC). MOCTYITHBL BAPHAHTEI | A3bIKE FAST
KOMMYHHUKAIAHA, Education
BEJIOYAS mecersl, | Summit 2019 o6
uaobpakeHus H oﬁmeﬂuﬂ,
BIIEKTPOHHEIE CPEeJICTEA. IPAMOTHOCTH H
ABBIKOBOM

PasBHTHH




Sanopsl HKeerruit cryn, vegacrtsnt, | Moaguduranua aueTsl H
OPOXOJAINMH € TPYAOM | paaMATYHTENIH cryna
H/unu 6oabo. MOTYT  HCIOJIB30BATHCH
ans MpPeAoTBPALEHHT
JOJITOCPOYHBIX
nocneacTBHH
(HapymeHus
MOYEHCIIYCKaHMA).

Hapymeﬂne AHoManbsHOE 3pHTEeIbHOe Jleuenne Hamnpas/IeHO Ha

KOPKOBOTO MOBEIEHHE BBI3BAHO | yCTpaAHEHHe  OCHOBHOH
3peHan npobaeMon TOJIOBHOTO | mpoGaeMbI MO3Ta.
moara (HeBponormdeckoii), | Jleuernne JOMHHO
a He CTPYKTYPHBIM | HAZHAYATLCH
saboneBaHHeM raas. 0 TAIBMOIOTOM !
CTIEIHATIHCTOM, H MOTYT
norpeboBaTbea

YCHIeHHOE€  OCBelleHHe,
fonee KpynHBIe 00BEKTHI

H VIPOIeHHEIE BHIEL

Sanepxku B | OrcyrerBue omupaemoro | Tepanus Bwirouaer .8 | Cmorpu

PasBHTHH THIIHIHOTO ceba cusmaeckyo | nogpobuee B
dusHOMOrHIEcKoTo TEpamuio, DProTepanuio, | pasaene
Pa3BHTHA B JEeTCTBE. peveByio MOTOPHYIO | peabHInTaALHA.
Tepanuio, JOroHeAnio
IpyrHe MEeTONEBI,
MOMOTAIIIHE  JOCTHID
MAKCHMATIBHOTO
HOTEeHITHATA. Miorue
TAKHE METOAbI _MOLYT
BEIIOYATH VPOKH
MY3BIKH, TAHIEB "
HCKYCCTBA.
Caonoreuenn | Henmpexnamepernoe O6cymaenue ¢ Cmorpu
e BBITEKAHHE CIIOHBI W30 | JIOTOMENOM HIH | Hogpobuee B
pTa, CBABAHHOE C HH3KHM | 3proTepameBToM paajxene pe4eBOH
MBIIITEeYTHBIM TOHYCOM | A3bIKOBBIX MOTOPHBIX alIl]apB_.T'.
MIOJIOCTH PTA. yOpasRHeHHH Ans

MOMOIIH TIPH HH3KOM
ToHyce. Harpyaumem m
fanEmansl, 4TO0OBI OXesIa
ocrasajiach CYXOH.
JlekapcTea, cHEEAIOIIHE
BBIPaboOTEKY CJIIOHEL,
MOZKHO HCIIOJIL30BATD
nomn HabmonerueM
Bpada, HO OHH MOTYT
OTPHIATE/ILHO MOBIHATE
HA 3[0pOBbE MOIOCTH
pra.




Hucharns ITpo6aemer c | KorTpons Bo EpeMsA exbl
nepeeBbIBAHHeM, " HepeKycoB H3-3a
rIoTaHHeM HIIH | OIIACHOCTH VAYUIbA.
ynpasireaueMm  texctype! | Kopmrenne m  onenka
IHILHA. TIOTAHWA, BREINOJTHEHHAR

JIOTOIIeLoM HIH
3proTepaneBToM pis, ¢4
YIydlIeHHs
cnocoGHOCTEH H
npefocTaBlIeHHA
COOTBETCTBYIOMIHX
PeKOMEeHIAaIIHI,

Céeranna Brixox 6ea paspemenmns, | Henmpeprisasri
MOIKET YTPOKAaTh | MOHATOPHHT (MosHO
cobcTBeHHOH paccMoOTpeTs  KaMepkl).
fesonacHoOCTH " | CarHanusanmusa Ha BCEX
bezonacHOCTH OPYTHX. | BEIXOZAaX, BEIIOYAA OKHA
O6bMHO TPOHCXOOHT H3- | M IBepPH JJA JIHI, paHee
aa mo6onBITCTEA u | coBepmasmux mober.

HecocoGHOCTH
OCOZHABATE OMACHOCTE.

Dnunencus Hesponoruueckoe O6yueHHe nepcoHaja | - KeTo-IHeTa
saboneBanue, OpH | THIIAM  OPHOAOKOE | - THeTa ¢ HHIKHM
KOTOPOM HapylaeTcs | yIpaBleHHIO HMH. | TTTHEeMHY9ecKHM
aAKTUBHOCTH HepBHBIX | Jleuenue MOMKeT | HHAeKCOM
KIeTOK TONMOBHOIO MOS3Ta, | BEIIOYATE JIeKaApeTEa I | - CTHMYIIATOPD
BhI3BIBas cynoporu. Tune: | kouTpoms NPHIIALKOB, | 6ayKaa0Iero
OPHIATKOB BKJIIOYAIOT | HeTy Mol MeJHIHHCKHM | HepBa
OPHCTYIIBI MPHCTAJIBHOrO | HabGmogeHHeM H | - nIaH aeHcTBHH
B3raAnA, PBIBKH, | AMILIAHTHPYEMBIE [pH OpHCTYIE
H3MEeHeHHOe CO3HAHHe H | ycTpoiicTBa (CTHMYJIATOp | - crnacaTejJIbHbIe
Opyrae. 6nysxpaloniero  HEPRA). | npenaparsl  OpH

Hesponor HOOJKeH | 10ATOBpeMeHHBIX
COCTABUTH mwiaH | unmn

deiicTBHil Mo Gopkbe ¢ | HOBTOPAIOIIHXCH
CYAOPOHBIME TIpHUCTYIAX
OpHIagKaMH, - CIIHCOK
BEJIIOY A0 MEeIHKAMEHTOB
HCIOIB30BAHHE '
MOATOTOBIEHHBIX IMoapobaee B
cracareJIbHBIX pasnese
npenaparosB SHUITercHd.
COTPYAHHAKAMH.

Boabyaumocts | Xapaxrepuayerca Heobxonumo obecrieunTs
CIAHUIITKOM BBICTPBIM | CIIOKOHHYIO O0BCTAHOBKY
Bo3OyHmaeHHEM, LS obyueHuA. B
nepeso3byiKaeHnemM. KAavecTBe ANbTePHATHBLI,

ecs pefeHOK YpeaMepHo
BO3b6yKaeH, HeobXOAHMO
ofiecrieduTh (hH3HUECKYIO
AKTHBHOCTD, YTOORI IaTh
eMmy BO3MOKHOCTE
pacxogoBaTh 3HEPTHIO.




T'acTposzodar | Caryamus, worna | He cnmepyer nesmare Ha

eanbHAaA comepiRuMOoe JReIyAKa | cIiHHe mociae ensl;
pedmoxcuasn BO3BpAallaeTed B IHINEBOA, | BMecTO 2TOTO
6onesHb Tagme  HIBECTHA  KAK | HCIIOIL30BATH OMOPY IOX
KHCIOTHBIH pedmoke. | yrmom 30  rpamycos.
Moxer BbIzBaTh | MaMeHeHna B 2 auere
[OJITOCPOYHBIE PHCKH | MOTYT YMEeHBIIHTh

HOBpekIeHud muinesoaa. | pedumoxe. Jlexapersa
MOTYT  HCHOJIB30BATHCH
ns brnoxmpoBaHuA
BEIpAGOTEH KHCAOThI

/A VIAYHIIeHH
TIOIBHIKHOCTH.

Tacrpocromusa | Xupyprudeckoe seegenme | O6brdH0 He Tpebyeres
TpyGKH B IKeIyJOK A | afMHHHCTPHpOBaHHE B
OCyIleCTBIIeHHH ITHTAHHSA, | Te4eHHe OHA.
ecrn  wopmienue uepes | Ilomynennsrit npueM
POT HEBO3MOJKHO HJIH He | JIeKapcTB  IOCPe[ICTBOM
PeKoOMeHAyeTCcH. 30HIAA A KOPMJIeHHA
IOKEH OCYIIECTBIATLCH
OOy1eHHBIM TIEPCOHAIOM.

I'nnepaxtusH | YpeaMepHaa aKTHBHOCTD, | ObecneunTh YacThie
ocTh MOCTOAHHOE NBHIKeHHE., mepephIBEI ¢ (PHAATECKOH
AKTHBHOCTBIO, arobbr
OaTh BO3MOMKHOCTE

HOTPATHTE CHIIbL:

I'mnmororna Husgmit MBINIEYHBIH | PakTop pHCKA HOAXEHHH
ToHyC (TOHYCc = HcxomHoe | H CKOJIHO34a. MaeT
HANpAMKEeHHe MBIINOBI B | criocobcTBOBATE
COCTOAHHH HOKOHA). | cIIoHOTEYeHHIO "
A"oMansHO HH3KOe | 3anepixke MOTOPHEM.
COIIPOTHBIEHHE Yacro IOCTEeNeHHO
MACCHBHOMY JBHKEHHIO. yayamaeres

BpeMeHeM H Oaaromapsa
TEpPANHH, HAIIPABICHHOH
Ha VEpeIJeHHe.
DprorepanesTt H
¢dhusHOTEpALIEBT HOIKHEI
paborate BMecTe, YTOOBI
coafaTe OAAH  yXOua,
KOTOpBIH crocobeTEyeT
PasBHTHIO HeoOXOmHMBIX

HABLIKOB LIS
obecriedeHHAA
6ezonacHOCTH "
MOOHIBHOCTH
(HanpuMmep, cHOeHHEe HA
HIKOJIBEHOM cTye,

6esontacHas  xoxasba 1O
TEPPHTOPHH LIKOJEL).




INunomurmenTt | ¥YMenbinenune ConHuesanuTHbIH KpeM,

anusa IHTMEeHTAI[HH KOJKH, | TONOBHEIE y6opHI,
BOIIOC H r7as, | COMHIEe3aluTHEIE 049KH
BEHI3BIBAIOLIEE  CBET/]bIH | H 3AlUTHAA OEKIA.
HBer nuna u
YyBCTBHTEJNBHOCThL I7IA3 K
CBeTY.

Hepepskanme | OrcyrerBue cnocobuoctu | ObecrieunTh

MOYH YIOpaBIfATh KHIIEYHHKOM | BOBMOMKHOCTH (cMm.
HJIH MOYEBBIM IIy3bIpeM. «ledmmpr  obmennsa»)
4ell0BeKy COOBIHTE O
TOM, Korzua eMy
HeobxoaHMO
BOCIIOJIE30BATHCA
panHoi. Muorme mogu
MOTYT oCTaBaThCA
CYXHMMH H YHCTBIMH, €CITH
HX peryJiapHO OTBOIHTE

B Tyaler.
Hnrennexrya | Hapymenne Pannsaa repanma Momer
JbHAT MBICTHTEIBHBIX YIAYYIIATh KOTHHTHBHBIE
HefeecnocobH | mpoueccoB, IPHBOAAINX K | QYHKIIHHA.

OCTh/ nonydenuio uHbopManmn | [lognepxusalonasn
Koraurussseii | 1 3HAHHAH H | Tepanud ANA HeTeil Beex
nedumar ONpefeailuX TO, Kak | BO3pAcTOB, TAKAd Har:

[NAaIAeHT [TOHUMAeT MUP H | 5proTeparnus,
nedicreyer B Hem. O6nacru | ¢pusuorepanus,

KOTHHTHBHBIX  (DYHKIHH | JIOTOTIEHS, ABA,
BKIIOYAIOT BHHMAaHUE, | ALTePHATHBHOE 1
NpHHATHE pelueHui, | ycanusaomee obleHHe,
CyKaeHHe, BH3YAJIbHOE | IanTHBHAS "
[POCTPAHCTEO, A3BIK, | peryaspHas

aMATE, BoCHIpHATHE, | QHIKYALTYPA H
IUIAHUPOBaHHE, ajlanTHPOBAHHOE
paccy:RaeHue, obyueHue MOLyT

VIY4IIHTE

GYHKIIHOHUPOBAHHE |
NpegocTaBuTh  peleHky
JOTIO/THATEILHEIE
HABLIKH, KOTOPLIE OH
MOIKET OCBOHTE.
Henpepeisasri
KOHTPOXb, oObecneueHune
6esonacHoi cpesl,
obydyeHHE  TIPOTOKOJaM
6e30macHOCTH,




Por Hayuenne obwexror ¢ | IIpenocrasnenue
OOMOIIBI) MAHHIYJIAIHE | HSTOKCHYHOTO IIPOYHOrO
Bo pry. Hopuansuas dasa | :meparensHoro

pasBUTHA, KOTOpas | HHCTPpYMeHTa MOYKEeT
moMoraeTr B npHoGpeTeHHH | MOMO4YE  yIOBIETBOPHTE
verHoit motopuru. Momxer | norpebuocts B
oTpaykaTk NoTpefHOCTE B | cCEHCOPHOH HHGpOPMAIIHH
cerncoprHoil muboOpManuu. | 1 MOZKeT HOMOYE
Yacro BBI3bIBAET | MPEeXOTBPATHTDL JHeBaAHHE
[OBBIIIIEHHOE HebezonmacHBIX
CIIOHOTEYEHHE. HOpeaMeTOB HIIH Okl
IlpokoHCcynBETHPYHTECE ©
JoromnenoM /

sprorepamnesToM, YTobEI
Y3HATE O CTPATErHaX JUJid
VYMEHBIUCHHA JKelaHu#d
6pars uTO-TO B POT,
KOTOpOe MOKeT ocnabuTh
criocobHOCTH K
obyuenno. O6ecneubre
MOCTOAHHBIN HAI30p B
nenax 6e30MacHOCTH.

Ilponamma IleperaTeiBanue cronel | JleanTea

BHYTPb, BOZHHKAIOIIEE B | MOANEPIKHBAIOIIE
pesynbTaTe  YacTHYHOTO | 06yBBIO W  CTenLKaMH.
paspymenusa csojga cronsl | Mower ObITh mHONE3HOI

OpH VAEp/KAaHHH  Beca. | KOHCYJIbTAlHA OpTomena.

Jlrogu ¢ CA uacro mmeror | ITograncxi MOTYT
Ype3aMepHYIO IIPOHAIHIO, | MOMOYEL IIPH TPOHAINK.
KOTOpad aenaerca | Ecnan HCIoibayeTe

cdarTopoM pHCKAa APYrHX | NOATIKKH, CleguTe 3a
npoblieM cO  CTOIAMH, | KOKeH Ha nopeaMer
TAKHX KAK [IOAOMIBEHHBIH | BOIALIPEH H/HIH TPEeHH.

chaciuAT. PuzHoTEpaAnHA MOKeT
MOMOYE YKPEITHTE CTOILY
H YMEeHBIIHTE
MPOHAIHIO.

Cronuos Cronuoa - ato | Metu JOIHHBL
narepaibHOe (B6OK) | HAaXOMHUTHCH o,
HCKPHBJIEHHE HabmogeHneM Bpada Ha
no3BoHO4YHHKA. Huakwi | npegmer CKOJIHO34.
MBIIIEYHBIH TOHYyC MokeT | Pusmorepanus  MOKeT
CIIOCOGCTBOBATE CKOJHOZY, | IOMOYE VEpenuThb
KOTOPEBIH MHOTAA ABIAETCHA | MBINIIEI KOPA H CHOHHBL,
cammrromom CA. HCIOPABHUTH /T

OTpAHHYHTE

HCKpPHBJIEHHE # JaTh
pebfeHKY  BO3MOMKHOCTE
MPABHALHO CHIETH 34
IIKOJBHOH maproi. B
THMKEIbIX CIIydasx MOoeT
norpeGoBaThCA
onepanus.




TpynsOCTH CnoxHOCTh WHTErpamud | Jleuenue 0BBIMHO

CeHCOPHO- BCEX OpPraHoB  YyBCTB: | COCTOHT H3 TepanHd
MOTOPHOH 3pPUTENBHOTO, CEHCOPHOH HHTETPAIHH C
HHTETpaIHK TAKTHJIBHOTO, CIYXOBOro, | 0co6BIM BHHMAHWEM K
BecTHOYIApHOMH H | HHTerpamun
MPOIPHOIENITHBHOMH 3pHUTEJNILHOM,
CHCTEMBI. TAKTHJIBHOH,
CuMIToMEI BRIIOYAIOT | BecTHOYIAPHOH H

HapyllleHHe pABHOBECHH, | IPOIPHOIENTHBHOMH
HapyllleHHe BOCOPHATHA | cHcTeM. MoryT HOMOYb

Ty GHHBL H | yTAHeNeHHBIe KAJeThl |
SMOILMOHATBHY 0 ofesna, a TaKKe
HecTabHIBHOCTD. JeceHCHOMITH3NpYomIas
TepamuA. OproreparesTt
MOKET TIOMOYb o
HACTPOMKOMH Knacea,
9T06BI obecrevnThb
HaWIydIIHe YCIOBHA 1A
obyuenus.
PaccrpoiicrBo | CuMimrromst Brmouaior | Perynasproe ppema | CmotpuTe
cHAa TPYAHOCTH C 3aCHIIAHHEM | OTXofa KO cHY  H | moapofHee

HMIH CcOXpaHeHHWeM CHa. | ycmokauBaiommii pesum | pasnen Con.
IIpo6memser co cHOM MoryT | mepen  cHoM. - llpmem

NOBIHATE HA CHUOOGHOCTB JeEapcTs, KOTOpDbIE
E o0ydennio u obmee | nomoraior YCHYTb,
COCTOAHHE 3[JOPOBbA. clenyer HCOONB3OBATH
13 ()i HabmogerneM
Bpada. Hexroropsiv
JIIONSAM Tpebyerca
3aKpeITafd KpPOBATh HIH
CIIAJIBHA, qT00BI
NpefoTBPaTHTL HOYHOE
6my:RIanme.
Kocornasue CrpemuBanue rnas win | Cienyer Cumorpure
BayxaaHue raas; riasa He | IPOKOHCYILTHPOBATHCA ¢ | ogpobHee
JBHTAIOTCH BMecTe. | opransmonorom. Moryt | pasnen

Brurouaer OTKJIOHEeHHd | 6BITE HasHa4eHbl oukH, | OdransMororas.
BOBHYTpE (230Tpommsi) H | moBA3ka, YIpaKHEHHS,
Hapyxy (sK30TponHa). I7IasHele  KallH  H/HIH
oneparus. Caenyer
MPOKOHCYIETHPOBATHCH
€O CHeHAIHCTOM TI0
3PEHHI0 1A IOMOIIHA B
MpOBeiIeHAA

MonH(pHKAIIHIH B IITKOTE.




Mosker OBITH HOPMATIBHOM
(hasoif, Korma HEKOTOphIe

Peryauporanu | IloBrimennan Orpannusre BpeMA
e 9yBCTBHTENEHOCTE K | mpe6piBaHMA Ha yaune B
TEMIEpaTypsl | TEILIy, BO3MOKHO, | JKAQpPKyI0 TIOTOAY; IIpH
CBf3aHHAA ¢ | meobxoguMocTH
JACYHKIHEH BO3BMHTE ¢  coboi
THIOTANIaMYyCa; MOKET | BEeHTHIATOD, GYTBUIKY ¢
BBI3BATh BHE3AITHYIO | PACIILLIHTENEM,
BBICOKYIO TEMIIEPATYPY. XOJIO[{HbIE HAIUTKH,
OXTaMJAOIHNA  IKHIeT;
ofecriedbTe  4eJI0BEKa
BOJIOH. Tennosoe
HCTOILIEHHE M TeILIOBOH
yaap _ TpeGyior
HEOTIIOKHOH
METHUITHHCKON TIOMOIITH,
Xonpba Ha | Mogens  xomebnr  Ha | Ilpm crofikocTm Momer
HOCKax [OAYIIEYKAX CTOI, IATKH | IOMOYb neYenne
OTOpBaHbl OT  3eMJH. | (PH3KYJIBTYPOIi,

turcanuas © runcoBas
moBA3Ka. B  TAMEIBIX

JIeTH yYaTCA XOAHUTb. cay4aax MOeT
norpeboBaThCH
oneparus 1o
VAIMHEHHIO  axMIIOBa
CYXOKHITHA.
Crnorsocth K |JIlomg ¢ CA  wmoryr | HenmpepriBasIit
BOJIE 9Ype3aMepHO KOHTPOIb st
HHTEpPecoBaThCA BOJOH. TIpe0TBpaIIeHAA
YTOILTIEHHH, Korja
mobIH30CTH €CTh

facceiHBI HJIH BOIOEMBL
CHrHanH3amuda, JaTIAKH
H OTPaKJAEHHA MOTYT

HCIIONB30BAThCH s
NIpeI0TBPAIeHHUS
NIPOHUKHOBEHUA "
TpeayTpeskIeHns
B3POCIIBIX.

IlepBoucrounurk Angelman syndrome Foundation www.angelman.org
Foundation for Angelman Syndrome Therapeutics www.cureangelman.org



Cncox MeUIIMHCKOI'0 00C/IeIOBAHUA

J1s HOBOPOKIEHHOTO
Moropuka / Kunesurepamnus, JI®K / Ilcuxomoroprka
Peuepoii anmapar,KoOMMyHHKAIAS U PeUb, PAHHSISA JIOTOHEANsS (OpaTbHOCTD M
KOMMYHHUKAITHA)
Ecnu racrpossodareansuas pedokcuas 6onesus (I'IPB): meuenne
IIposepxka cayxa / Odranbmomnorus
Ecnu xocormnasue: opranbMoI0rndeckoe u/uiau OPTOITHIECKOe 00cIe0BaHme
Hesponorusa
Ecan suunencusa: mabmiogenue sauiaenroiaora, 991
Opronenwst (IT03BOHOYHUK,CyCTABbI)
Ecnu ciacruunocTs: HabmioneHue opromena
Perynsapuoe nabmonenune B apyrux cdepax ((PyHKIIHMOHATBHAS METUIIMHCKAST
peadwmIUTaIH).
Has pebenka
Moropuka / Kunesurepanus, JIOK / Ilcuxomoropura / Iprorepamnus
Peuesoii anmapar,KoMMyHUKAIIASI U pedb,HAG0eHHe Joronea, 1ed)eKToaora
IIpoBepka ciyxa
Ecnu racrpossodareansuasn pedurorcuan 6onesus (I'DPB): neuenue
Odranbmosorndeckoe u/uiyu OPTONTHIECKOE HAOIIOIeHe
Hesponorusa
Ecan suunencusa: mabmiogenue sauiaenroiaora, 31"
OHIOKPUHHAS CHCTEMA
Hab6nromenvie sHIOKpUHOIOTA: IIIUTOBUIHAS Kejesa U JIp.
Opronenus (IT03BOHOYHUK,CYCTABHI)
Perynsapuoe nabmonenne (pyHKIIHMOHATLHAS METUIIHHCKAS PEAOHIHTAIIN)
Jaa monpocTka ¥ B3pOCaoro
Moropuka / Kunesurepanus, JI®K / Ilcuxomoropuka / Iproreparnus
Peuesoit anmapar,kommyuukaius u pedb / Habmomerue sroromesa
Ecnmu I'OPB: neuenne
Odranbmomornyeckoe u/Uau OPTONTHYECKOEe HAOIIOeHIe
Hesponorusa
Ecan suunencusa: mabmonenue sauaenrosaora, 31
OHIOKPUHHAS CHCTEMA
# M Hab6mromenvie sHI0KpUHOIOTA:
@ <1 o IIATOBUIHAS JKeyiesa U JIp.
o B nepuion momoBoro cospeBaHud u

B CJIy4ae O:KMpPeHMs: HAOI0IeHne
SHIOKPHUHOJIOTA
Opronenus
(II03BOHOYHHUK,CyCTABbI)
Perynsapuoe mabaogenwue ¢ 0ocoobmM
BHHUMAaHUEeM ((PYHKITHOHATbHAS
MEeIUITNHCKAS peabuaInTaIius).

N
\"\"ﬁ"




Peaouaunramusa

Cy1mecTByeT HeCKOIbKO BUIOB peadbunuranuu. ClieIyOIuil CIINCOK ABIAETCI Hauboee
WCYEPIILIBAIOIIMM, HO Balll PeOEHOK MOKET U He HY:KIaThCS BO BCEX ITUX
BMeIaTeIbcTBax. IIporpaMma peabuaInTanuy T0JKHA HAYNHATHCI KAK MOKHO PaHbIIe
¥ TIOJICTPAUBAThCA IO HABBIKU ¥ IIOTPEGHOCTH Balero peberka. [lnan peabumurarinu
IOJKEH PeryJIsipHO IepecMaTpUBaThCI BAMU U BPavoM, HaO/II0IAI0IIUM Balllero pebeHKa.
Kak momo4s peGeHKy B MOTOPHOM PasBATHH?

¥ Barriero pebeHKa BO3HHUKAIOT MPOOIEMbI ¢ KPYITHOH 1 MEeIKOH MoToprkoii. CrerpanmcT
neuebHo rskyabTypsl (JIOK) Habmomaer Bamero pebeHkEa B 0074CTH MOTOPHOTO
pPas3BUTHS.

Baxuo He mporryckars sramnsl passuTtus. CHavana pebEHOK IepeBUraeTes Ha KUBOTE «II0-
IJIACTYHCKH», 3aTeM HA YeTBEPEHbKAX, 3aTeM xoab0a. JIJIs JOCTHKEHHA KAsKI0T0o STarna
pasBuTHS HEOOXOTUMO BPEM.

Crermasnucr JI®K momoraer chopMupoBaTh ITPABWIBHBIN CTEPEOTHIT ABUKEHIS 1 PASBUTH
(usmonormueckre HaBbiku. OH IIPeIOTBpAIIAeT ATOJIOTHYECKY0 YCTAHOBKY CTOL; CHAMAS
YACTO BCTPEYAIOIIMECS HAPYIIIEHHS MBIIIIEYHOTO TOHYCA.

ITo cornacoBanmio ¢ BpauoM-peabrInTOIOTOM MOKHO MCIIOIB30BATh TEXHUUECKHE CPECTBA
peabrIuTAIY 1A KOPPEKIUH IIOJIOKEHUS CyCTABOB, IPUCITOCOOICHNMS [IJIA CUASHS, IIs
WTP WK KOPMJIEHWs, MHOT/A CPECTBA MIEPeIBIKEHUS — XOAYHKHU (ObIBAIOT 3aIHEOIIOPHBIE 1
TIEPEIHEOIIOPHBIE), 0COOEHHO B IIOJIO;KEHUH CTOS.

Pa6ora ¢ pebeHKOM IPOBOAUTCI B UTPOBOH (hOpMeE, HCITOIB3YIOTC CPEACTBA OOIIEHUS,
MIOAXOISAIITHE BallieMy pebeHKY, B €0 TeMIle U B COOTBETCTBHHM ¢ €r0 XapaKTepOM.

Bce, 4TO BBI JO/GKHBI 3HATH 0 peabmwmaranuu aronei ¢ CA

Bpau-peabuiurosior

Kax u mpu pabore ¢ 100bIM YETOBEKOM, KOTOPBIH HY:KIaeTcs B (DH3MUECKOI TEPaITiy, Bpad-
PeabIINTOIOr HAYMHAET C OLIEHKH KOTOpas MpeqHasHAueHA IS OIPeleIeHns aKTyalbHOrO
CIIMCKA JIBUTATEIbHBIX HABBIKOB YEIOBEKA, 4 TAKIKE €T0 CIIOKHOCTEH B-0CBOCHUH-HABBIKOB I
B CIIO}KHOCTSIX TEX HABBIKAX, KOTOPBIX OH ceruac mpuobperaer. B urore mpemiaratores
HAIpaBJIeHUs PeabuInuTAaINN, aATTUPOBAHHbIE K KayKIOMYy HAITHeHTy. IIpy OlleHKe Takxke
JIeTATbHO PACCMATPUBAETCS COCTOSHIEE TTO3BOHOYHUKA U CTOIL.

ITpoBenmenrie Takoi OIEHKH OTHOCHTEIBHO CJIOKHO BBITOJHUTD JIJI MAIEHBKOTO pebenka. Ee
HEOOXOIMMO TIPOBOJIUTH 3a 6OJIbIIIee KOMMUECTBO BCTPEY M OYeHb IIOCTEIeHHO, u3berasd B 9T0
BpeMs BO30Y:KIAIOIINX UTP, KOTOPhIe MOIJIH Obl BHI3BATH M3MEHEHS MbIIIIEIHOTO TOHYCA,
BJIMSIOIIEr0 HA OIEHKY KOHEYHOTO pesyJIbTara.

IIaccuBHOE 3aK/IIOYEHHE BKIIOYAET B Ce0s MCCIEIOBAHHE:

OcobeHHOCTelH, CBA3AHHBIX C KPUBOIIIEEH MIN HEIIPABUWILHBIM IIOTIOKEHEM CTOIL.
I'umoroHmY MOCTYPATIBHON MYCKYJIATYPbI.

JIokamI30BaHHOM MK 00IIel CIACTUIHOCTH, B YACTHOCTH, HIKHUX KOHEYHOCTEH.

Beex s1eMeHTOB, KOTOPbIE MOIVIHA ObITH YKOPOYEHbI, JIETKO BBIABIIEMbIX /I MBILIIL
crebaresieil KosieHeii Gefiep, KOTOpble MOTYT, HAIIPUMEP, OCOOEHHO B IIOJPOCTKOBOM BO3PAacTe,
BBI3BATH X0Ab0Y C TPONHBIM CruOaAHUEM

Bosmo:xHOI fuiciiasuy, ycuaeHa TUHIIOTOHMIECKIMH MBIIIIAMHE, KOTOPas OU€Hb YacTo
MIPOSIBJISETCS HA YPOBHE CTOIL Takue marueHThl, TAKUM 00pasoM, OITUPAIOTCS CTOS U IIPH
xo7ib0€e He Ha TOIOIIBY CTYITHEH, a HA BHYTPEHHIO MX YacTb.Bo3aMoKHAA accuMeTprs
CIIpaBa U ClIeBa.



Y MOAPOCTKOB aHOMAJIMH PACIIONI0KEHNA HATKOIEHHUKOB (BBICOKHE HATKOTEHHUKHN),
0c0GeHHO eciiy X0[b0a BCET/a BBIMOIHIETCH ¢ TPOMHBIM CTHOAHUEM.

Cy1iecTBOBaHMs BO3MOMKHBIX CKOJTHOTHYECKUX UCKPUBIICHUH.

OcmoTp pebeHKa B aKTUBHOM COCTOSHUH (IIPH IBUMKEHUN).

B sakaroueHuu MPUHUMAIOTCA BO BHUMAHHE:

Bce MoMeHTBI, KOTOpBIE Bpady yiKe BBISBHII, TAKHAE KAK CIIACTHYHOCTH (IOCTOSTHHOE
yBeIWJeHNe TOHYCA OJHON MM HEeCKOJbKUX TPYIII MBIIIIII).

Arakcus (HapyleHue PAaBHOBECHUS U JBUTATENIHHON KOOPIUHALIMH ABUKEHUH).

B orenke Bpau puKCHpyeT YPOBEHD IBUTATEIBHON AKTUBHOCTH PEOEHKA (COBOKYIIHOCTE
IBUKEHHI, KOTOPble PeGEHOK OCBOWJI B CBOEM JBUTATEeIbLHOM passurun). OHu
ONHMCHIBAIOT AaKTUBHbIE IBUKEHUSI HA KOTOPHIE BIHMAET JBUTATENBHBIN aBTOMATHM
(HOCTypaJIBHbIe U aHTUT'PABUTAIITUOHHBIE MeX&HI/I3M]'::I).

Ilocne mpoBeeHus OIEHKH, OIIPEAENIIOTCS HAIPABICHHS U e PA00THI, KOTOPhIE
MMeEIOT J[Ba 9Tama:

ITACCHUBHAS PABOTA (MCITIOJIb3YETCSA TOJIBKO CUJIA TAKECTU, CUJIA
CIIEITUAJIMCTA MJINU BOSMOKHOE OBOPYIOBAHUE)

Y caMbIX MaJIeHbKUX 3TO KACAeTCs, B OCHOBHOM, JIEUEHU BO3MOKHBIX ITPOOIEM, TAKAX
KaK BPOXKAEHHAA KPHUBOIIES WK HEIPABUIbHOE IIOJ0KEHIe CTOI, KOTOPhIe HE
ABJIIOTCS CIIeNU()UIECKUMH JIJIST CHHIPOMA.

Y Goiiee crapinx OCHOBHAA paboTa — 3TO MeJJIEHHOE U IIOCTEIIEHHOE BEITATHBAHNE
XOPOIIIO pacciabIeHHbIX MBIIIII], €CJTH BOSMOKHO C KOPPEKI[He Mo3bl B KOHITE
IBIKeHH, 71 TOTo YTOOBI ATO MPOUCXOAUIO HAWIYIIIUM 00pa3oM, peGeHOK T0KeH
[IOJIy4YaTh II0Jb3Y OT IOCTEIIEHHBIX TPEHUPOBOK, 00513aTeIFHO HE00X0AUMO IPEII0KUTh
pebeHKy BO BpeMms pacTs:kku (He mpeBbliiias 15 MUH. 3a ceaHe) MOTHBHUPYIOIIYIO U
paccrabaAoIy0 aKTHBHOCTD, alallTHPOBAHHYIO K ero passutuio. Takas pabora
[IPOIJIeBAETCA BO BPEMEHH IIPU HEe0OXOJUMOCTH IIPUIAHUS TIOJIOKEHUS TeJIa C IIOMOIIbIO
obopymoBaHus (HampuMep, JHEBHbIE/HOYHbBIE OPTOMEIUIECKHE TIPUCIIOCOOTIEHT)
BBITATHBAHHE.

AKTHUBHA{ PABOTA

Omna 3aBUCHT OT JBUTATEILHOrO Pa3BUTHS pe0eHKa, TOHYC yBeINYHUBAETC B.00IIEM ¢
BO3PACTOM.

I'pyanoii pebeHoK

OH B 11€JI0M TUTIOTOHWYEH. 34 UCKIIOYEHNEM HETPaBUIbHBIX MTOJIOKEHUM (CM. BBIIITE),
Heob6X0IMMOCTH B TIACCHBHOM pabore Her, u cueruanuct JIPK, kunesurepanest Mmoxer,
TakuM 00pas3oM, IIOCBATHTD BeCh ceaHc aKTUBHOU pabore. OH HArpy:KaeT Bce MBIIIIIbI
0e3 MCKIIOUEHNs, a O[[HA YaCTh CEAHCA IIOCBIIIAETCI COBETAM, KOTOPhIE OH [aeT
POIUTENSM IS IOBCEHEBHOM KU3HHU.

Kunesurepanesr, ciierrnanuct JIOK paboraroT HA ypOBHAX IBUTATETHHOTO PASBUTHS
pebeHka, yBeauuanBasi 00beM paboThl (KIacCHUEeCKH B MTOPAAKE IOIBICHUI, CKAKEM TaK,
HOPMAaJILHOTO PAa3BUTHA PeOEHKA): 4acTo HAOIAaeMble CPbITHBAHN A, Jaske HAMHOLO
rosske mpuema nuiny, y perei ¢ CA menaror jesxadee mMoONI0KEHNE OUeHDb HEITPUATHBIM U
HEeMPOAyKTUBHBIM, BOSMOKHO paboTaTh HAJl OCAHKOM CIIMHBI B CHITIEM II0JIOKEHIH,
noagep:kuBaeMoM TepaneBToM. [y paboThl B KAYECTBE OMOP BEPXHUX KOHEUHOCTEH
BO3MOJKHO UCIIOJIH30BATh IOJIOKEHIE «MAJEHBKII KPOJIMK», IIO/JIePIKUBAEMOe
TBEPAbIMHU IIOAYIIIKAMHU, WJIN IOAIEPKKY «CUAA Ha IUIgKe», KOTopasd TakKe II03BOIdeT
paboraTh HAJ paccTPOMCTBAMH.



BosmoskHO TakKe genaTh yIpaKHeHHs Ha 00IbIIoM Made, uTOoIIe B IeiKadeM
IOJIOYKEHUH, TIOAMEPKUBAs TOJIOBKY MJIa/IeHIIa Ha BEPIIKHE [1apa, YTO MO3BOJIET TAKKe
paboraTs C IOBOPOTAMHU U IIOJI3aHUEM, JI0 JOCTHKEHHUS XOPOIIero TOHyca.

Masensknii peGeHOK

ITepBbie MBIIIIIBI, KOTOPHIMU OBJIAIEBAET PEOEHOK, — 3TO MBIIII[LI-CTHOATENH,
BBIINOTHAIOIINE, TAKUM 00pa3oM, BajKHbIe CHMMeTpHUYHbIe ckaTud. KuHesuTepanesr,
crrenmasuct JI®K mosromy mpenaraer cuayana paboty Ha crubamnume. Bo Bpems
mepexoa B MOJI0KEHUE CTOSI CUCTeMa, Haob0poT, 60JIbIlle UAeT K 00IIeMy pasrudanuio, u
KUHE3UTEPAIIeBT CTPEMHUTCS K TOMY, YTO0OBI COAIaHCHPOBATH CTHOAHYE U PasTHOaHve:
Omn paspabarbiBaeT acCHMMETPUYHBIE T0JI0KEHHs, KOTOPBIE II03BOJISIIOT IIEPeXO0/bI C
MEHBIINMY YHEPreTHIECKUMH 3aTparaMu (IpuMep: IOI0KeHHe «CH/A Ha IIKe» UIIH
«MaJIeHbKAA PyCaIKa» II03BOJIAET [IEPEXO]| 3 CUATIEr0 [IOJOKEHNU B IIOIOKEHNE Ha
YeTBEPEHBbKAX, [IOJIOJKEHNE «BCATHHUK» CILYIKUT VI [I€PeX0a U3 CUAAYETO IIOI0KEHUA B
croauee). [lepemeliieHne Ha YeTBEpEeHbKAX PA3BUBAET OBICTPYIO OIIOPY Ha BEPXHUE
KOHEYHOCTH, He0OXOJUMYIO B CIydae IafeHusd, a TakikKe CyII[eCTBeHHOe YKPEITIeHHe
HUKHAX KOHEYHOCTEH JIJIs MPHOoOpeTeHns HaBbIKa X0as0b1. HekoTophie geru; B
YaCTHOCTH, Te, Y KOTOPBIX IIPUCYTCTBYIOT IIOCTOSHHBIEC COBITUBAHUS, NCIIOJIB3YIOT
cusIee OJI0KEeH e IS IIepeMelleHus 1o 3eMie (ép3aHre Ha Aroquiax) B
roBceqHeBHOM xu3uu. [lepexoy B crosuee MOIOKEHHEe KAKETCs, CIe0BaTeNbHO, O0ee
JIETKUM, €CIIA JOCTUTAETCA IepeMellieHie Ha YeTBepeHbKaX, 4To AefiaeT 9Ty paboTy
TI0JIe3HOM.

Xoan0a

B nono:xenun cros, Kak u Ipu xoab0e, pe6EHOK 4acTo ePEeXOUT B TI0I0KEHTe
pasrubanusi, KOTOPOe CHUMMETPUIHO.

Runesurepanesr, ciienuanucr JI®K nomxer, Takum 06pasoM, YEPenHTh HIKHIE
KOHEYHOCTH, B HaCTHOCTH, C aCHUMMETPHUYHBIMHU ITIOJIOKECHUIMHA. FJIaBHLIe MBIIIIIBI,
KOTOpPBIE BBITATUBAIOTCS IIPH X0b0€, — 3T0 O0JIbIINE ATOANYHBIE MBIIIIEI,
YEeThIPEXTJIaBble MBIIIIBI X CPEAHNE ATOJUYHbIE MBIIIIIHI HAWMEHBIIIET0 pasMepa.
BOJII)HII/IB ATOAUYHBIEC MBIIIITHI — 9TO €AUHCTBEHHBIE MBIIIIbI, KOTOPBIE YAJIUHAIOT 6eﬂp0
6e3 BO3IEHCTBUA HA KOJIEHO, OHU B 0COOEHHOCTH PACTATHBAIOTCA PAO0TOM B ITOI0KEHIH
«C IIOAHATBIMHU KOJIEHAIMMN».

UeThIpexriaBble MBIMIBI (POPMUPYIOTCS IIPH pacTIsKeHNN KomeHed. [Tomomkenue cros
BAKHO JJIs PaG0ThI, HO HYKHO IIPEIBAPUTEIHHO TACCUBHO PACTAHYTh KOJEHO W TAKHM
00pa3oM pacTAHYTH YeTHIPEXTIaByI0 MbIIIIy. MIHOra nHTepecHo moMecTUTh PebeHKa B
JIETKOE TI0JI0}KEeHre HePAaBHOBECH criepesn, obierdas cixarve. [ moBceiHeBHON
JKU3HM TI0JIE3HO IPEJIOKUTH POIUTENIM TPEXKOJIeCHbIN Besocunes. [
YETHIPEXTIIABOM MBIIIITHI MOKET OBITH IOIE3HO KPYTUTH IIEeJATH C CEJJIOM B BHICOKOM
IIOJIOKEHUH. C?KaTI/IH He BCerjga O4YeBHOHBbIe, HO II0 MEeHbIIIeHn Mepe Mbl uMeeM aKTUBHYIO
paboTy 1o PACTIIKEHUI0 KOJIEHEH.

CpenHHe AroAUYHBbIEe MBIIIIBI TaAKHEe PACTATHNBAIOTCA B IIOJOKEHUU IIOJHATHIX KOJIEHEH C
KOHTPOJIEM TYJIOBHINA, KOTOPOE He IOJLKHO HAKIOHATHCA, U PA60TAI0T ¢ YepesoBanmeM
omop. Jra pabora TakKe BHIIOIHAETCA B IIOJIOKEHUH CTOA. JTY Pa00Ty MOKHO IIPOIINUTH
rocjie nproOpeTeHus HaBbIKa X0AB0bI B Clyuae OPTONeIUYecKUxX Hapyiuenuii. Bo Bcex
cinydasx KuHesuTepanesT, cienuanuct JIPK 06bequHNUT aTaKCHIECKYIO COCTABIITIONYIO,
KOTOPYIO IaIfueHT, uMemoiuil auarao3 CA, moKeH KOMIIEHCHPOBATH JIy4IINM 00pa3oM.



HO MEeJUITUHCKOMY HPEeAIINCaAHNI0 MOKeT 6I)ITIJ IIpemyIoxreHa BCIIoMoraTe/JbHasa cucreMa
st xoxw0b! (Tun Motilo wiu Dynamico) a5 yBenndeHnss aBTOHOMHUH ‘B IIOBCEHEBHOM
HKHU3HU U BSaHMOHeﬁCTBHﬁ, IIpH 9TOM CTapasiChb He YyBeJIMYUBaTh CUCTEMY PACTAMKCHUS.
Ilepenmeonopuble XOyHKH MTOJIE3HBI JJIs1 OMIPEIeIeHHbIX marueHToB. MokeT ObITh
KOM(OPTHO HCIIOJIb30BATH BCIIOMOTATEIBHBIE CPEJCTBA B (DOPME UTPYIIKHA I
TOJIKAHUA, YeM B (popMe METUITMHCKOTO aIapara, Ipu YCIOBUH YCTOMIUBOCTH
WUTPYILIKA U PETYJIHPOBKOM BBICOTHI.

TpexkosecHbBIH BEJIOCUIIE]]: UCIIOIb30BAHIE TPEXKOJIECHOTO BEIOCUTIENA C
(bHKCHPOBAHHON 3BE3/I0YKOM CIIOCOOCTBYET MPUOOPETEHNI0 HABBIKA KPYUIeHU TIeael,
CTYIIHH TOIEP:KUBAIOTCA efaIsIMU 110 MEHbIIIeH Mepe B Hadase, C BO3MOKHOCTHIO
MIPUMEHEHUs ONIIUH B 3aBUCHUMOCTH OT ITOTPEOHOCTEH KaKI0ro maiueHTa (IogaepiKKa
IUUIs1 COUHBI, TATKa [1A TonKkanusd). KunesurepamneBT BhIIOIHAET HEOOXOIUMbIE
WCIIBITAHUS Y TTOCTABIIMEA 060y I0OBAHUS TIepe]] OKOHYATEIHHOM MOKYIIKOL.

Oco0bIii caydaii CToIl

Omnpegenentoe KoaudecTBO nanueHToB ¢ CA MMEIOT TUIIEePTOHYC TPEXTIAABHIX MbIIIIII
rojienu (JIOTBIKKHN), CBI3AHHBIN C pacceueHueM CTOII (IIJI0CKOBaIbIyCHBIE CTOMEI). B
3aBUCHUMOCTH OT CUTYaIlUH ¥ [0 MEAUITMHCKOMY Ha3HAYEHUIO ITOKA3aHO HOIIEHNE [ITHHBI
Ha UKpe U MOJO0IIBe, WX 0T(DOPMOBAHHON BCTABKHU-TIOACTABKY JJIs CTOIT; UIH
OpTOIEANYECKOH 00YBH.

Coopr

CropT — 9TO IIeHHOE [OIIOJHEeHHE K KHHEe3UTEPAeBTHUECKOMY BOCCTAHOBJIEHUIO, TOTBKO
HY:KHO n36erath aCHMMETPHUYHBIX BHIOB crIopTa. MOMKHO BHIIENUTD BOMAHBIE BUIBI
AeATeJIbHOCTH (BBITHQKGHI/IG BCeX MBIIII] TyJIOBHIIA, KOOPAWHAIIUA IbIXaHWd, aBTOHOMUA
B KPYITHOM MOTOPHKE), KOHHBIH CIIOPT 71 yIOBOJbCTBHUA (PACTAKEHIE BCEX MBbIIIIII
Tasa, BOBJIEUEHHBIX B CHCTEMY XOIb0bI, ¥ pab0oTa HaJ OCAHKOM TY/IOBUIIA); KOTOPBIH
MOJKET TaKKe pacCMaTPUBAThCA B (popMe TEePAINH - UIIIIOTEPATTHA.

IIcuxomoTopuka

Jlronu ¢ cuappomom Aurenbmana (CA) mpencTaBigoT pa3indHbIe KAPTHHBI TEUEHUS
3a00/IeBAHUA B 3aBUCHMOCTH OT THIIA T€HETHUYECKOU AHOMAJINH, ABIAIOIIEHC TPUINHON
3a00JIeBAHUS, U TSIKECTH CUMIITOMOB SIIHJIEIICHH, YaCTO BCTPEUAIOIIEHCS [TPU CUHIPOME.
Pa6oTa Hajg NCHXOMOTOPHKOM

Tem He MeHee pa3TUYHBIE OCMOTPHI CEHCOMOTOPHOTO PA3BUTHUA MIPUMEPHO AECATH JAeTei
¢ CA cucremaTryeckn JeMOHCTPHUPOBAIHN 3aJ€P/KKY MOTOPHOTO PA3BUTHS, MOTOPHYIO
PacTOPMOKEHHOCTD € IIPOOIeMAaMHU JKeCTUKYIIAINA ¥ HAPYIIEHH TOHHUKO-
SMOIMOHAIBHOM peryisaiuu. Kak nmpasuiro, HabI0AaeTCs 3HAYNTETHHOE HApYIeHne B
00paboTKe CEHCOPHOM MHMOPMAIINH, 0COOEHHO B TAKTHIHHOM OOIACTH, YTO IPUBOAUT K
[e30PraHu3aIuU HA TOHUKO-MOTOPHOM YPOBHE, M B CIIOCOOHOCTSIX B3AUMOMEHCTBHUA
pebeHKa ¢ OKPYRAIUMI.JTH Pa3INdHbIe aCIeKThl HAXOAATCA B IIeHTpe PaboThI HAJ
IICUXOMOTOPHBIMU HaBBIKAMHY, KOTOPYIO HEOOXOIUMO HauyaTh KaK MO:KHO paHbiie. Lleab
COCTOUT B TOM, 4TOOBI IT03BOIUTH JeTAM ¢ CA 4yBCTBOBATH CBOE TEJIO, IOJIyJaTh
VIOBOJILCTBHE OT COOCTBEHHBIX JIEHCTBHMA, OT SKCIEPUMEHTOB, OT u3ydyenus. Pabora Hasx
IIPOIIPHOPENIENITHei JOMKHA IOMOYb IIPEICTABUTH IOI0KEHIe YaCTel COOCTBEHHOTO
Tejla OTHOCHTENIHHO JPYT APYyra U B mpocTpancTse. [lcnxoMOoTOpHAS IPaKTHKA — 5TO
YacTh KOMILIEKCHOM peabuauTanuu pebeHKa, KOTopas OCYIIEeCTBISETC B TECHOM
COTPYIHUYIECTBE C CEMbEH.



CeHCOPHOMOTOPHBII METO],

Baxxno momuuTE 00 9Tanax sToro passurus. Kaxue HaBbiku y pebenka? Kak stu
HaBBIKHU CBA3AHBI MeKIy c000ii? KakoBbI TOYKH OMOPHI, GOPMUPOBAHIE TIOTOKEHU
Teja, HeoOX0qUMOro peOeHKY IJIf CAMOPETYJ/IAIMA Ha TOHUIECKOM YPOBHE, KaK
BBIIIOJHATD IMPOCTPAHCTBEHHO-OPUEHTUPOBAHHbBIe MaHumysanun? Kak eMeHUTH 1103y?
IlepenBurarbca?

CeHCOPHO-MOTOPHBIH MTOIXOJ II03BOJISET:

TlousaTb, Kak MOOUTHCS OMPENEIEHHOT0 OBEIEHHS C YUeTOM HHIUBHU/IYATHLHOTO
[IOTEeHITHAIA.

OmpenenuTs, 4ero Xouer JOOUTHCSI STUM ITOBEIEHUEM.

OmpeneuTs cpecTBa, KOTOPhIE MIO3BOJIAT PEOEHKY OTKA3aThCH OT TAKOTO IIOBEeACHMS.
Paseurue pedGeHka

ITOT MPOTHO3 PA3BUTHA MBITAETCA 00BACHUTD HabIIOMaeMbIi (peHOMeH. OH BKIIOYAET
ocobenHOCTH peOEHKA, PECYPChI CPEMibl, B KOTOPOM OH JKUBET, U C TEYEHWEM BPEMEHH!
“YypOBEeHb U BHA HHCTPYMEHTAPUI U CYObEKTUBALINH , KOTOPbIE BOSHUKAIOT B
pesyibTaTe UTPOBOH JeATeIbHOCTH.

Ero cienmduka cocTouT B TOM, 4TOOBI IIPOJIUTH CBET HA JOUHCTPYMEHTAIBHBIN [T€PUO]
passutus (A. Bymmunrep): Takum 06pasoM OH IBITAETCA OMKUCATH, KAK OMPEIeIsTI0TCs
pasIMYHbIE MHCTPYMEHTAIbHbBIE (DYHKIINH Tesa (opanbHas IeATeIbHOCTh,
KOMMYHUKaTHBHOE [I0BEeIeHHe, IIPAKCUC (CIIOCOOHOCTD K IIPOU3BOIBHOMY
BOCIIPOM3BEIEHUIO 1103 U JEHUCTBHH), CIIOCOOHOCTH KOHTPOIUPOBATH MOUEHCILYCKAHUE U
nmedpekarinio, mepeaBKeHne U T.1.). B To ke BpeMs peOeHOK OTKpPhIBAET cebs Kak
«00BEKT» B IIPOCTPAHCTBEHHBIX OTHOIIEHUSIX C APYTUMHA OOBEKTAMU U JIOTHMU.
Cuwnraercs, 4TO pa3BUTHE 3aBUCHUT OT CEHCOPHBIX IMIOTOKOB, KOTOPHIE Pe0EHOK HAXOIUT B
CBOEM OKPY:KEHHH, OT (PU3HUECKUX (POPM, KOTOPBIE OKPYKAIOIHE-€MY-[Hal0T; 0T TOHUKO-
SMOI[MOHAIBHBIX KOJIEOAHMI, [IEHTPOM KOTOPBIX SBJISETCS €ro TeJI0. ¥ CTAaHOBIEHHOE
MOKa3aTeJ IbHOe [OBeIeHre IOHNMAaEeTCs Kak 9peKT aganTuBHOro Meroaa. Briasienue
OTPeOHOCTEH, KOTOPhIE OHU
CTPEMSTCA YIOBIAETBOPUTD, TA€T
BO3MOKHOCTD aJJalITAPOBATD
OKpY:KeHUe U YCTPOUECTBO
OKpYKalolllel cpesbl, B KOTOPOU
[IPEATIOIOKATEIBHO COKPATATCS
MIPOSABJICHHUA WU UX BOOOIIE HE OyierT.
Buas1 peaGuinrannmu

B nanHoM paspese mepedncieHbl
CYIIECTBYIOIIE BUABI (DU3UIECKOMH
MEHTAJIBHON peaduInTAIUY.

X0oTHUM HOAYEPKHYThH, YTO HET
HCCIeOBAHUN 110 CUHIPOMY
AnrenbMmana, JOKa3bIBAIOLINX
2(ppeKTUBHOCTD JAHHBIX METOIHK.
31ech MbI MOKEM CChLIATHCS JIUIIb Ha
MHOTOJIETHUI OIBIT POJUTENEN U
HEKOTOPBIX CIEI[HATNCTOB.




Bob6ar-repanusa

Hetipopassupatomas tepanus (Neuro Developmental
Treatment, NDT) okazamna cyiecTBeHHoe BIUAHUE Ha 00IIee
pasBUTHE IPUHITAIIOB peabuaIuTaIny [eTeil C OpTaHNUYeCKOH
IaToJIOTHEN HEePBHOM cucTeMbl B XX Beke. Ceromus 5To ogHa
13 6a30BBIX KOHIEIITUN COBPEMEHHOH MEKTUCIIUILTHHAPHOM’
peabHUIUTOIOTHH ¥ U3BECTHA 110 (DAMUIUKA OCHOBATEIeH —
Kapena u Beprsr Bobar.

B nare Bpems Bobar-Tepanus npusHaHa METAITHHCKAM
co001I[eCTBOM KaK OJuH 13 Hanbosee 5(pheKTUBHBIX IOAX0I0B
K peabuInTaruoHHON paboTe ¢ JeThMH, KOTOPhIE HMEIOT
opranudeckue mopaxkenus, nopoku passurtud [[HC unu
HEBPOJIOTUYECKHE IOCIEICTBUA IPYTUX 3a60I€BAHNH.
Konmnemnmua BobaT onupaercsa HA TpeAcTaBIeHUA 0 TeHeTHIECKH IeTePMUHUPOBAHHOM
PasBUTHUM HEPBHOH CHUCTEMBI U BPOKIEHHOM moBefieHuu. ['eHeTryeckasa mporpaMmma
nospeBauus [THC aBisgercs mporpaMMoi pasBUTHUSA 37I0POBOTO PEOEHKA.

ITpu poxnennn peGeHOK HaENeH HAYAIBHBIME pediieKcaMy U HeOCO3HAHHBIMU
(hopmamu moBeneHusA (CIIOHTAHHBIE ABU/KEHHUS KOHEYHOCTSIMH, TYJIOBHUITNIEM, COCAHUE,
TIOMCKOBBIE pedpJIeKChI), KOTOPhIE IIOMOTAIOT €My KOHTAKTHPOBATb C BHENTHEH CpelTon 1
MoJIy4yaTh u3 Hee uH(opMaruo. BpoxaenHoe pedieKTopHOe OBEIeHNEe CYIIeCTBYeT
1o TpexMecsaaHoro Bozpacra. C 3-ro mecsma KU3HU I0BefeHre PeOeHKa HAUMHAET
PeryInupoBAaTh BCA MOJIyYEeHHAS K 9TOMY BPEMEHH CeHCOPHAs MH(OopMAIusi,
(hopMuUpyeTCs epBhIi OMBIT.

['maBHBIM ycIOBHEM Pa3BUTHS ABISAETCI HEIPEPhIBHOE MOCTYILIEHNE 3PUTEIbHBIX,
CIIYyXOBbIX, TAKTUJIbHBIX, IIPOIIPUOIEIITHUBHBIX, BeCTI/I6yJIHpHBIX CTHUMYJIOB, KOTOPbIE
IOJIKHBI OBITH IIPABUIBHO 00paboTaHbl COOTBETCTBYIOIMMHY aHAIN3aTOPAMH U
HCITOJIb30BaHbI TOJIOBHBIM MO3TOM [JIS1 YIIOPSAA0YEeHHU MOTOPHBIX peakiui. Ilpu
HAJUYUH TTOBPEKAEHUH B 1I0001 13 (PyHKIIMOHATHHBIX CUCTEM (CEHCOPHO, MOTOPHOH,
KOTHUTHBHOM) MO3T HAUMHAET MOIyJYaTh UCKAKEHHYI0 HH(OPMAIHIO; KOTOpas He
COBIIA[IAET C TEHEeTHYECKOH IIPOTPAMMOM PA3BUTHS, BCIECTBYE YETO He CO3MAI0TCs
yenoBus s pusuonorudeckoro passutud L{HC. BosuukaioT mpucmocoduTeabHbIe
peaxiuu, 60IBITHHCTBO U3 KOTOPBIX ABIAIOTCA TATOJIOTHIECKUMHE, TIOCKOIBKY TOPMO3AT
PasBUTHE MOBPEKIEHHBIX (PYHKIIMOHATBHBIX CHCTEM, 3aKPEIIIAIOT HeaeKBaTHbIe
CTepPeOTHIIbI IIOBEACHUd, IIPDUBOAAT K BTOPUYHBIM OC/IOHEHUIM CO CTOPOHBI OIIOPHO-
JIBHUTaTEIBLHOTO allllapata — arpousaM, KOHTPAKTypaM, 1edopMaITHuIM.

Cytpb Bobat-Tepanuu COCTOUT B MCIIOIB30BAHUHN CIIEITHATBHBIX CTUMYJIOB U BIUAHUN
(3pUTENBHBIX, CIYXOBBIX, TAKTUIBHBIX, TIOJIOKEHU TeJIa B IPOCTPAHCTBE U
OTHOCHUTEJBHO IIPEIMETOB), KOTOPBIE BKIIOUAIOT B PAOOTY MOPAKEHHBIE CTPYKTYPhI
ITHC, xoppuUrupyOT UX B3AUMOEHCTBUE C IPYTUMHU (PYHKITHOHATILHBIMYI CUCTEMAMU U
YTHETAIOT IATOJOTHIYECKHE IBUTATEIbHBIE U Mo3HbIe cTepeoTunbl. Ob6a3aTenbHOe
yCIOBHE — TIPUMEHEeHWe CTUMYJIOB B ONIPeeIeHHOM TOCaeI0BaTeIbHOCTH, KOTOpasi
IOJIKHA COBITanaTh ¢ mepuogamMu usuosorundeckoro passutusd [ITHC u moTopHBIX
HaBBIKOB PeOEHKA: yiep:kaHue rojoBsl, IepeBopaunBatne, CUIeHne, I0I3aHue,
crosHMe, X0ab0a. J[pyrumu croBaMu, He0OX0UMO OBTOPUTH IPUPOTHBIE STATIHI
PasBUTHA B peabHUINTAIMOHHOM IIPOITECcCe.




Tepamnus opreHTHPOBAHA Ha ITOTPEOHOCTH KaKIOTO MAIIHEHTA ¥ eT0 OKPYKeHre: JTO He
KOMILJIEKC TUMHACTAYECKUX YIIPAKHEHUM, a IeJias CUCTeMA CIeIHaIbHbIX 3aHATHM,
[IOCTPOEHHBIX HA TOYHOM (DYHKI[MOHAIHHOM aHAJIM3€e CIIOCOOHOCTEH YeI0BEKa
BBIIEPKUBATD CTATHYECKHE W JUHAMHUECKHE HATPY3KH, YIUTHIBAOIIAS STATThI
OHTOTEHETHYECKOro pa3sutusi. B mpoeenennn BobaT-repamnuu mupoKo UCIOAb3yI0TCA
TUMHACTHYECKHE MAYM, BATUKH, KAYelu U MHOTHe apyrue mpucnocodmenns. OmHako
OCHOBHOE BHUMAaHUE yIeJseTcs mpeaMeram ObITa.

OcnoBHo# ipuHITUI BobaT-KOHIIENTa — MaKCHUMAIBHO 3a/IeHCTBOBATH IOBPEKICHHYIO
YacTh Tejla, CTUMYJIHUPYS €€ UyBCTBUTEILHO, YTO CIIOCOOCTBYET BOCCTAHOBIIEHUIO CBA3EH
B KOpe TOJIOBHOTO Mo3ra. | 1aBHoe mpu Bobar-Tepamnuu — peryidaiusa MbIIIIEYHOTO TOHyCca
u o0yueHne (PU3HOTOTUIECKUM [BIKEHUAM.

Jaunbrii MeToz 93(p(PeKTUBHO pelraeT CIeAyolre IPo0IeMbI:

-IleHTpaJIbHbBIE IAPATUIH JYaCTeH Terna,;

-HapyIIeHUsI PABHOBECUS U [IBUKEHUH;

-HAPYIIIEHUs B BOCIPUATHH COOCTBEHHOTO Tela;

-HEeKOHTPOJIUPYEMBbIN TOHUKEHHBIA MBIIIIEYHBIN TOHYC (CIAaCTHKA).

Hauunars Bobar-Tepamnuio Mo:xHO B 11060M Bo3pacTe pebeHKa: OT poskaeHns a0 18 mer,
HO HAWIYYIIIAE PE3YIbTATHI JOCTUTAIOTCS IIPHU PAHHEM BMEIIATEIhCTBE: 0
TPEXMEeCIYHOTO BO3PacTa, B IIEPHO]] IIEPBUYHOT0 cO0pa CeHCOpHOi nHpopMmaruy. He
CYIIIECTBYET YEeTKUX KPUTEPUEB BKIIOYEHN pebeHKa B peadMInTaMOHHbIN IIPOIIECC 110
CTEeITeHH HEeBPOJIOTHIECKOT0 WIN KOTHUTHBHOTO fnedunura. Bobar-repamms
MIPUMEHSIeTCS KaK IPU MUHUMAIBHBIX HAPYIIEHUAX, TAK U IPHTPYObIX,
WHBATAIA3UPYIONINUX ATOJIOTHYECKUX U3MeHeHusax. Kouremnmus Bo6aT MoxKeT 65ITh
3a/lelicTBOBaHA Ha BCEX 3Tanax OKas3aHWd IIOMOIIHM IETAM ¢ OpTaHUYEeCKOM ITaToIoruei
HEPBHOM CHCTEMBI, B Hieale — HAYWHASI C OTIEIEeHUH aTOJIOTUH. HOBOPOKIEHHBIX.
O6opynosanue kabuuera bobar-repanuu HATOMUHAET UTPOBYIO KOMHATY, 1a U CaMm
TIpoIiecc TePaInH I YeJI0BEeKa HEIOCBAIIIEHHOTO BBITIAINUT Kak urpa. JlefcTBuTensHo,
KOHTAaKT C IeThMH MJIQIIIEr0 BO3PAcTa JOCTUTAETCS TOIBKO B (DOPMe UTPhI, HO Kamaasa
WTrpyIIKa B pyKax bob6ar-repamesra HeceT «[03UPOBAHHbBIE» CTUMYJIBL, KOTOPHIE
PACKPBIBAIOT TeHETUYECKUH ITOTEHITNAN PASBUTUA HEPBHOM CHCTEMBI U IIPEIIATCTBYIOT
(hOopMHEPOBAHUIO CTOMKUX MATOJIOTHIECKUX CTEPEOTUIIOB. TepaneBT YeTKO 3HAET, KaKue
W3 CIIeICPEe/ICTB (MIPYIIeK) ¥ KaKUM
00pasoM IPeIIoKUTh PEOEHKY B TOT
U WHOU MOMEHT COTIJIACHO
TIOCTaBIE€HHBIM PeaOHIHTAIIHOHHBIM
[eJIAM U [IePHOAaM Pa3BUTHI HEPBHOU
CUCTEMBI.

IIpouecc Tepanuy HAYUHAETCS C
MepPBBIX MUHYT MPeObIBAHNA PEOEHKA B
KabWHeTe U TIePEeHOCUTCS POTUTEIIIMU
B IIPUBBIYHBIE [JIS HETO JOMAIITHUE
ycnosua. Pogurenu ocraiorcs
[JIaBHBIMU EACTBYIOIIUMH JTHIIAMU
mporiecca peadbInTAIH ¥ COTHATBHON
aganTanuu 60JI5HOTO peOeHKA.




Meton Penbaenkpaiisa

[ BurarenbHasa mpakTuka, paspaboranHas Mormie PenpreHKpaisoM 1 CTaBAMIAT IIETBI0
pasBuUTHE YeI0BeKa Yepe3 0CO3HABaHUe ceba B Ipoltecce paboThI HAJ ABHKEHUEM
COOCTBEHHOTO Tejla. JTO CHCTEMATHIECKUH ITOX0/T K YIIYUIIEeHHI0 IBUTaTeIbHON
(byHKIMY ¥ TydiiieMy KOHTPOJIO HAJ ABUKEHUSIMHU.

Merton Penprenkpaiisa Ha3bIBAIOT TAKIKE METOJIOM COMATUYIECKOTO 00yueHusa (somatic
education). M® sBisercs yHUKAIbHBIM U PEBOJIIOIMOHHBIM IIOJX0I0M K IIOHUMAaHUIO
HaIero obyuyenus, qBU:KeHus u fAericTuii. Omupasich Ha TIIy00KOe 3HAHUe
OMOMEXaHUKH, HEBPOJIOTHH, PA3BUTHS KUHE3MOJIOTHHY, IICUX0JIOTHI, TIeAaroTuKm 1=p-V:
®PenpaeHKpaii3, 0CHOBATEIb METOA, CO3/1aJI CBOH reHUAIbHBIN U 9(p(heKTUBHBIN METO.I
CEeHCOMOTOPHOTO (COMATHYECKOTO0) MIPEIIOIaBAHNUA U 00yUeHUsA MearoruKu.

Merton @enbaenkpaiiza 0CHOBAH Ha IPHOOPETEHHH OCMBICIEHHBIX OIIYIIEHUH B
mmporieccax, KOTOpbIe MPOUCXOIAT IPY U3YYEHUH HOBBIX ABHIKEHHUHA. ITO
CHUCTEeMATHYECKUH TTOAX0] K YAYUIIEHHUIO IBUTATeIbHON (DYHKITMH U JyJIIeMy KOHTPOJIO
Haj aBwKeHusMu. MeToauka mpeamonraraeT UCIoIb30BaHNe MTPOCTHIX W CITOKOMHBIX
IBUKEHUH, KOTOPBIE IIOMOTYT BOCCTAHOBUTE OCAHKY, THOKOCTH, CHUILy ¥ KOOPAHHAIIHIO.
JlaHubIi METO] CTaJl HHHOBAITMOHHBIM IIOAX00M K IIPEOI0ICHHI0 00U U YIIYUIIeHUI0
nogsuskHOCTH. [Ipu sTOM U151 pasBuTHA 60/Iee YeTKUX ABH/KEHUM NCHOIB3YETCs
CIIOCOOHOCTH HEPBHOM CHCTEMBI K CAMOOPTAHU3AIUNA U CAMOPETY AU,

Korma 1iepebpaibHbIil Tapaaind MpensaTCTByeT Pa3BUTHIO MJIaieHIla,; MeTo T
DenbaeHKpaiisa MoKeT IOMOYb PA3BUTHIO IIPUHATH HACTOIBKO «HOPMAILHOE»
HaIlpaBJIieHue, HACKOIBKO 9TO BO3MOKHO. [Ipy momoru 1aHHero 06yJaoiero mpoiecca
COGCTBEHHBIE GUOIOTHIECKHE UMITYIBChI M CHUJIBI PA3BUTHS PEOEHKa 0CBOOOKIAIOTCS OT
MPEATCTBYIOUUX OTPAHUYEHHH U OJHOBPEMEHHO IOIyIaloT HoanepkKy. lleabo
ABJIAETCA IPELOTBPAIleHHE UIH MAKCUMAIbHOE CAEPKHUBAHNE MOCAEHCT B
CIACTHYECKOTO IIapainda, KOTOPbIi WHAYe MOBIUIET HA JATBHEHIITHH X0 PA3BUTHA
pebeHka.

Tpu Bompoca xapakrepusyioT noaxoq PenvreHkpaiisa:

1) Kakue npeanocbuIky rapaHTHPYIOT 3[0POBOE Pa3BUTHE HEPBHOM CHCTEMBI
HOBOPOKIEHHOTO?

2) Kakue u3 HUX 0Ka3bIBAIOTCA PaspyllleHbl B pe3yrbraTe 1epedpaabHoro napaimda?

3) KaxoBbI cr10co6bI cO3aHMs YCIOBUH IS 30POBOTO PA3BUTHUA, €CIH HEPBHAA CUCTEMA
ObLIa TIOBPEKIeHA IIepedpaIbHBIM TapaTuIOM?

IIpeamnoceinku

Bocnpusarue cebs (omrynesHne cOGCTBEHHOTO Tella) U BOCIPHUATHE CHUJIBI TAKECTH,
JIEeHCTBYIOIIEHN Ha TeJ0, SBJISI0TCA 00513aTeTbHBIMHU (DAKTOPAMU HOPMAIHHOTO PA3BUTHI
pebenka. Cuia TAKecTr — 9TO caMblil IEPBBIN CTUMYJI U1 HAIIeH HEPBHOM CHCTEMbI;
0e3 HEro MBI He MOYKEM IIOJIYYUTH OIIBIT HOPMAaIHHOTO pasBuTHA. HopMaabHbIH peGeHOK
YUHUTCS PETYIUPOBATH MBIIIEYHBIH TOHYC (HATIPS/KEHNE MBIIII), He0OXOAUMBbIH IS
KOHKPETHOTO I[eJIeHAIPABIeHHOTO JBIKEHU, 38 CIET TOTO, YTO YyBCTBYET BIUSIHHE
CHJIBI TSI3KECTH HA PA3IUYHbBIE YACTH CBOETO TeJd. 30POBOMY PebeHKy HEOOX0TUMO
HECKOJIBKO HeJ[eJIb /[0 TeX 0P, IOKa OH He CTAHET JOCTATOYHO 3HAKOM C STOU CHIIOWH,
9T00BI 3aTeM OBITH CIIOCOOHBIM HCCIEN0BATH B3AUMOOTHOIIIEHHS MEKAY BOCIIPUATHEM
cebs1, OIIBITOM CHJIBI TSKECTH U JBI:KeHHeM B ee moje. Obsa3arensHOe B3anMoiecTeIe
MEKIY 9TUMH TPeMs dJIeMEeHTAMU MOKET rapaHTHPOBATh 3[[0POBOE PA3BUTHE MJIAIEHIIA.



Y pebenka c nepebpaabHbIM IAPATHIOM TAKOe B3AMMOJIEHCTBIE 3SHAUNTEIBHO
HapyIIeHO. JTO BHI3BAHO MTOBPEKIEHUEM CEHCOPHOM CITIOCOOHOCTY HEPBHOU CHCTEMBI
W3-3a paspyllIeHns HEPBHBIX KIETOK MO3Ta. 3a/leThie TIPU 9TOM KJIETKHM MO3Ta OTBEYAIOT
3a PETryJIAIUIO OIpee/eHHbIX HEPBHBIX I[EHTPOB U MBIIIII, KOHTPOJHUPYEMBIX STUMU
LIEHTPaMH. ITO ITOBPEKIEHUE IPOABIIETCI KAK YBeIUIeHNe MBIIIIEYHOT0 TOHYCa B
YaCTAX TeNa, KOTOPhIe He MOTYT KOHTPOIUPOBATHCA MO3TOM. [ pyrumu cioBamu,
B3aHMOI[eﬁCTBHe MEXAy MBIIIIITIAMHA-arOHUCTaMi U aHTAaroHUuCTaMu (CI‘I/I6aTEJIHMI/I n
pasrubaressiMu) He IMPOUCXOAMT; BMECTO 3TOTO OHHM 00BIYHO PA00TAIOT OXHOBPEMEHHO.
IleticTBHE, KOTOPOE IIBITAIOTCS IPOU3BECTH IIPH IIOMOIIY HAIPKEHHUS arOHHUCTOB)
OJIOKHPYETCS UX MBIIIIAMA-aHTaroHrcTaMu, u Haobopor. Taroe noBenenue BoobIe
THIIMYHO JJIS1 TI000H HeameKBaTHO WIN HEJIOCTATOUHO PasBUTOM qyHKmuu. Bo.Becex
TAKKX CIydasx HaMepeHHe U JOCTYITHASI SHEePTUs He TPAHC(OPMHUPYIOTCH B IBUKEHIE;
BMECTO TOTO CHJIBI YXOAAT HA MOJIepKAHNEe IPOTUBOCTOSHUSI MEKIY MBIIIIIAMH.
OTcrozia ¥ CIIOKHOCTh WIN HEBO3MOKHOCTD IIPOU3BECTH KelaeMoe ABu:KeHue. [ lpu srom
WMeeT MeCTO HeBEPHOE HAIIPaBJIeHNe SHEPTUH, 4 He, KAK 9TO YaCTO IPEIIoIaraercs,
HEIOCTATOK WK CBEPXU300MIie SHEPTHUH.

BbI Moz%eTe MOHATH, YTO TAKOE HECIIOCOOHOCTD aIallTUPOBATHC K CUJIe TAMKECTH U, KaK
CIIe[ICTBYE, HEIIPABUIbHOE HAIIPABJICHUE SHEPIUH Ha IIPUMeEpPe YeI0BeKa, KOTOPbIN He
yMeeT IIaBaTh U MO03TOMY 0ECIIOPSIOYHO MOJIOTUT PYKAMHU, €CIH ero OPOCUIN B BOLY:
IBUIKEHUS B a06COIIOTHO HE3HAKOMOH OKPYsKAIOIed 00CTAHOBKE OYAYT CTOJb 3Ke
HECKOOPAWHUPOBAHHBIMYA U KOHTPIPOAYKTUBHBIMY, KAK U [BH/KEHHS CIIACTHYHOTO
pebeHKa, IBITAOEr0Cs XOUTh.

Il TOTO YTOOBI IOHATD, KaK (DH3MUYECKOe PasBUTHE PEOEHKA MOKET OBITH 3aTPYIHEHO
W3-3a HEJIOCTATKA KOHTPOJIS BCIEACTBUE CIIACTUYHOCTH, JOCTATOUHO MIPEICTABUTE
MIOCJIEICTBYS HEOOBIION CIIACTUIHOCTH B MBIIIIAX I1eu. KCliu HenpaBuiibHbIN TOHYC
MBIIIII] IIIeM He 03BOJIsAeT PeOeHKY IBUTaTh TOJ0BY B OTBET HA CTUMYJI U3 OKPYIKAIOIIEH
00CTaHOBKY, MJIa[[eHel] HUKOT[a He CMOKeT HAUTHU CII0co6 NepeBopaduBaAThCI HA
JKMBOT. JTO MAryOHO CKA/KETCS HA PASBUTHUY MBIIIII] CIIUHBI, CAIA KOTOPBIX B
JabHeHnIeM HeoOXouMa IJIs MoJI3aHuA Ha 6oiee MO3HUX CTaAuAX pasBuTud. Ecin
Pe6eHOK He HAYYUJICA M0JI3aTh, OH He CMOKET CHUIEThb, CTOSITh U XOAUTh. JTO JIUIIIH
TOJILKO (PU3UUECKHE ITOCTECTBUSI CIACTUIHOCTH MBIIIIIT IIIeH MJIAIeHIIA.

Oo0yuenue, a He JTedYeHHE:

OG6yuenne naBuKeHwHI0, paspaboranunoe Moire PenbaeHKpaisoM, HAMEPEHHO He
YKas3bIBAETCS KAK METO]] M3JIeYeHNsI. BMECTO 5TOr0 JaHHBIN TOAXO0/ O3UIIMOHUPYETCST
KakK MeToJ 00y4eHHUs], ¥ 9TO He ITOTOMY, UTO ero MpUMeHeHne He
MOJKET YCTPaHUTDh WU 00JerduTh (pusrdecKre mpodaeMbl, TO eCTh
u31ednBaTh. UTO Ba)KHO, TAK 3TO TO, UYTO IOZOOHBIE PE3YIbTATHI
IOCTUTAIOTCS IyTeM obyuenus. MianeHerr, monyJanonmit
«JIeueHue» («y4eHuK», TOBOPI A3bIKOM MeToza PenbaeHKpatiza),
MIPOXOMMT IPOIiecC 00yJYeHuUsI Ha KHHECTETUIECKOM, TeIeCHOM,
YPOBHE. JTO ITOMOTaeT PeOeHKY II09yBCTBOBATD, I1le HAPYIIIEHBI €T0
CIOCOOHOCTH K PEIIeHUI0 KHHECTeTUIECKUX 3a/1a4, BKIIOYAIOIINAEe
OILIyIlleHNe U ABUKeHUe. B To ke BpeMs peGeHOK OTKPBIBAET IIJIst
ce0st 1 u3y4aet 6osee s(ppeKTUBHBIE CITOCOOBI TBUKEHU,
CILy:Kallye I ero Iejiell ropasmo Iydiie.




Habmronenne 3a poctoM pebeHkKa IOKa3bIBAET, YTO PASBUTHE €T0 (PYHKIHN 00pasyer
ompeesIeHHYI0 NEPAPXUIO B CTPOTOH BpeMeHHOH mocienoBareabHocT. CHadata
HepBHAA CHCTEMA 3[OPOBOTO pebeHKa JeHCTBYeT U pearupyer HequddepeHIIHPOBAHHBIM
00pasoM ¢ ucmorb30BaHuEM Beero Tena. Eile HeT Kakux-1100 YeTKO ONpeeTeHHbIX
dyurnwmii. [[pyrumu croBaMu, ©3HAYATEHO PeOEHOK MOKET TOIBKO JIEKATE TaK, KAk ero
TIOJIOKUIIN: HA CIIMHE WK Ha JKUBOTE; OH HEe MOKET [IEPEBEPHYTHCI B IIPOCTPAHCTBE UL
TIepeMeCcTUTh CBOE TeJI0 KaKuM-Iu00 apyrum obpasom. Ha aroit cragun ero qBIRKEHTT
HeperyJIapHbI ¥ B HUX OTCYTCTBYeT YyBCTBO HampasiaeHud. MoXKHO ckasars, YTO BO
BpeMd IEePBBIX MECAIEB JKU3HU PEOEHOK PearupyeT «Kak CIaCTHIYHBIM».

Hosaropckuii acriekr moaxona PenbaeHkpaiisa 6asupyerca Ha MOHUMAHWH, ceiuac
TIOATBEPIKIEHHOM HAYYHBIMU UCCIEAOBAHUSAMHU U IPAKTUIECKUMU PE3YIbTaTaMU, YTO
HOBOPOJKIEHHBIN HUJIX B3POCIBIA CO CIIACTUKOM — 3TO He «Ie()eKTHBIA OPraHu3M>»; 4TO
€r0 WJIU ee He JOJIKHBI JIEYUTh, KAK 9TO YaCTO ObIBAET, CJIOBHO MCHOPUEHHYIO MAIINHY);
KOTOPYIO HY’KHO «OTPEMOHTHUPOBATH» WIIH «IIepejieiaTh» ¢ IOMOIIbI0 6olee NI MeHee
Cephe3HOro BMeIIaTeIbCTBA B OPraHusM. B 1eficTBUTeILHOCTH PEOEHOK CO CIIaCTUKOM
TaKKe crrocobeH K 00yJ4eHHI0 KOPPEKTHOHN aIalTallii K CUJIe TSKEeCTH U, TAKUM 00pasoM,
HOpPMaJIbHOMY Pa3BUTHIO, KaK U 370pOBbIH MiasneHell. HoBoposkaeHHbIHN (U 10
OTIpeIeJIEHHOM CTEIIeHN B3POCIBIN YeI0BEK) 001a71aeT 9TOH CI0COOHOCThIO 6aroaaps
TOMY, YTO OTPOMHOE KOJIMYECTBO KJIETOK MO3ra MOTYT B35Th Ha ce0s POJIb TeX; KOTOPhIe
ObLIH pa3pylleHbl BCIeICTBHE 1epebpanbHoro napainda.Yem pasbliie HauHETCA TAKOH
mporiecc 06ydeHusa y 4eJI0BeKa CO CIIAaCTUKOH, TeM Oojiee OBICTPHIM M MEHee
pobIeMaTHYHBIM OH OYZIET, TIOTOMY UTO «IIaTOJIOTUIECKHe» UIH CKOpee
Hea(peKkTHBHBIE TATTEPHBI (IPUBBIYKHN) He OyAyT UMETh BPEMEHH AJId YCBOSHUI 32 CUET
¥X IPaKTUKH, ¥ OHU He OyIyT MHTETPUPOBAHBI B BOCIPHUATHE YEIOBEKA KaK
€JITMHCTBEHHO BO3MOXKHBIE /711 Hero. HeBepHBIe CBI3U BHYTPH MIUPOKOM
KOMMYHUKAIIMOHHOM CeTH MO3Ta U HEPBHBIX KJIETOK ele He OyAyT CO3MaHbI 3a CUET
XA0THYECKH TIOCIAHHBIX COOOLIEHNH; «JIMHUH KOMMYHHUKAIIUK» elile OyIyT CBOOOTHBI 1
OCTYIIHEI.

ITpu momorIy ymMmenoro HAMpPAaBIeHNU BO3MOMKHO MOOMIN30BATh MUJLITHOHBI «PE3ePBHBIX
pabourx», T.e. 3MOPOBBIX KJIETOK MO3Tra M HAYATh MCIIOJIb30BATh UX I Oosee

s perTrBHOr0 PyHKIIMOHUPOBAHHS.

OueBuaHO, YTO MJIaJeHeI] BO3pacToM 1-2 Mecsria erre He crrocobeH HaMEPEHHO, XBaTaTh
4T0-TH00, IT0JI3aTh, XOAUTH, TOBOPUTD U T.J., APYTUMH CIIOBAMHU, BHIIIOTHATH BCE T€
yHKIIIY, KOTOpBIE OB ICHO TOKA3aIN BO3MOKHBIE CHMIITOMBI CIIacTUIHOCTH. 1losTomy
1epeOpaIbHbBIM Hapaand YacTo PACIO3HAETCA TONBKO B CBA3H C 3aII034AIbIM
(pyHKIIMOHATBHBIM PAa3BUTHEM, KOT[[a PeOEHOK He MOKET BBIITOJHATDH JBUKEHUT;
KOTOPBIE 3[0POBBIN PebEHOK yixe MoxkeT aenarh. OqHaKO, KaK y:Ke 6bLJI0 0TMEYEHO,
ropaso Jierde CIoCOOCTBOBATH OTHOCUTEIHLHO HOPMAIHFHOMY PA3BUTHIO ¥ MATEHBKUX
JleTel, ueM y JeTe, CliacTUYHbIe MATTePHBI ABMIKEHUH KOTOPhIX YiKe ChOPMUPOBAIHUCE.
Bonee crapinue neru Tpe6yoT ropasmao 60ee CI0KHOTO U AeTaIbHOTO BOCCTAHOBICHUS
3aI03/IaJIbIX WX OIMIUO0YHO pasBUTHIX (pynkwmii. Eciau pebeHKy nars mauc
BOCCTAHOBHTH €r0 HOPMAaIBHYIO CIIOCOOHOCTD OIIYIIATh CHIY TAKECTH, PA3BUTHE 00BIYHO
MIOMIET 110 HOPMATHLHOMY IIyTH (€3 IOCTOPOHHEeH moMoIH. [l pyruMu ciioBaMu, OHO OyIeT
CII0COOHO MIPOMTH Uepes BCe CTATUU Camo 110 cebe, Kak y J060ro HOpMAaIbLHOTO PebeHKa,
KOTOPBIN YYUTCA IIEPEBOPAYUBATECH, II0JI3aTh, CUIETh, XOIUTH U PasroBapuBats. Mo
OIBIT B PaboTe CO CIIACTHYHBIMHU J€THMHU TTOKA3bIBAET, YTO TEXHUKH BOCCTAHOBIEHHUA



CII0COOHOCTH HEPBHOM CHCTEMBI K BOCIIPUATHUIO SIBJISIOTCI OXHUM U3 CAMBIX BAKHBIX
anemenToB Merona Penpaenkpaiiza. CrrocOOHOCTH K BOCIIPUATHIO SABJISTETCS
Heob6X0IUMOM 17151 06ydIeHus 11000 (PYHKITUH.

Muorue ynpakHeHus MpeJHA3HAYEHbI [ BIPAOOTKY OBCETHEBHBIX HABBIKOB:
IBUKEHNS PYKH, YMEHHE COXPAHATH IOJI0KEHHUEe CTOS, CUIIS, IIOMHUMATHCA,
IIOBOpaunBaThCA Haszal. Jlpyrue yupaskHeHUd IPeICcTaBIAgIoT cofoi 6oee abCTpaKTHBIE
IBYKEHUS JIJIsI PA3BUTHS CYCTaBOB, MBI, ()OPMUPOBAHUS OCAHKH.

Kypc, mpoeopsiuiicst B Hamem [lenTpe, amanTupoBaH CHEIUAIBHO A paboThI ¢
nmerbMu. Mconb3yercs moTeHIuas (IJIacTHYHOCTh) MO3Ta 00y4aThest,; M3MEeHITHCT 1
[peooIeBaTh OrpaHrYeHus B passuTuu. C IIOMOIIBIO JAHHOM TEXHUKH MOMKHO PaboTarh
¢ meTbMH co ciexytommumu 3abonesanuavu: J[1I1, cacTimamnocTs B pesyabrare
HECYACTHBIX CIIyYaeB, MIeTCKUI UHCYJILT, 60Ie3HN ay TUCTHIECKOTO CIIEKTPA,
reHeTH4ecKue cO0H, CKOIN03a U PA3INYHBIX HeJUATHOCTUPOBAHHBIX 3a/IePIKEK B
Pa3sBUTHU U MHOTHE JPYTHE OTKIOHEHUA B PA3BUTUHU JETEH.

[TpuMeHsSTh MOJKHO C MJIAJIEHYECKOr0 BO3PACTA U BBIIIIE VI BCEX [eTeH ¢ HapyHIeHHIMU
IBUTATEJILHOTO PA3BUTH.

IIpoTuBoOmOKA3aHUS TOTBKO MEAMITUHCKNE (€CITH JIEYAII[UH Bpay 3arlpelaer Jo0bie
IBUTaTE/IbHbIE 3aHATHS). Bo3meiicTBrHe MATKOe, HEMHBA3UBHOE, W, 3HAT OCOOEHHOCTH
pebéHKa, TPAKTHK MOKET COOTBETCTBEHHO IIOJICTPANBATEH CBOE B3aNMOMEHUCTBHE C
pebénkoMm.

B oxguH neHb coBMeIaTs ¢ I00LIMA ABATATEILHBIMY 3aHATUAMMA He cTouT. C
HEeJIBUTaTebHBIMU MOKHO, HO JIOJIKEH OBITH IIepephIB He MEHBIIe Yaca 0 U I0CiIe.
Boiira-Trepamua

Meron neuenusi, paspaboTaHHbIi JOKTOpOM BoiiTa cTan ceromta HeoTheMIEeMOM YacThIO
COBpPEMEHHOH opToleauu, HeBposoruu u neguarpuu. Hespomnor Baiyias-Boiira
paspaborai stot Buj Tepanuu B 1950-1970 rr. Bo Bpems paboThb! Ha KOHITEIIIHEH
JIeUEHUs JIeTeH ¢ IepedpaIbHbIM IApATHIOM OH OOHAPYIKUT Y, MAueHTOB PedIeKTOPHOoe
IBH:KeHue Tena Breper (pedIeKTOPHYI0 JIOKOMOIIHIO). EMy yAaa0eh TOUHO OIpeienuTh,
KaKye UMEHHO CTUMYJIbI B PA3HBIX IIOJIOKEHUAX TeJIa BhI3LIBAIOT 6ECCO3HATEIBHYTO
PEeAaKITHIO JIBMKEHUS TYJIOBHUINA U KOHEYHOCTEH, IIPEsKIe BCEro MBIKEHNS TeIa BIepe/.
Ero rumoresa o cyiiecTBOBAHUY BPOKIEHHBIX MOJEIEH ABUKEHUA ObLIa OATBEPKIeHA
¥ IIPOIEMOHCTPHUPOBAHA Y 3[0POBBIX HOBOPOKAeHHBIX. OH IIPHUIIE K BBIBOLY, UTO ¥
IeTel ¢ 1epeOdpaIbHbIM IapaIndoM CyIeCTBYeT (DYHKIIMOHAIbHAS 0JI0KaIa B TEUeHHe
Pa3BUTHUA JBUTATENBHBIX PE(IEKCOB.

ITpununun Boiira-Tepanun

Ilennio BotiTa-Tepamnyu BoBce He SBIAETCS CTPEMJIEHNE HAYYNTD PebeHKa IIPOU3BOIUTh
Takue "00bdHbIe" IEHCTBHUA, KAK XBaTaHUe, BcTaBanue Win xonab0a. Tepamusa Boiirsr
MIOCHLIIAET UMITYJIBChI B MO3T, KOTOPhIE, B CBOIO OYepe/Ib, ITO3BOJISIOT AKTHBHU3UPOBATh
BpOKIEHHbBIe 00pasIlbl JBI:KEeHN. PesypraroM Oymer yirydileHune KOOpPIUuHAIIUN
JIBIKEHUH TYJIOBHNIA ¥ KOHEYHOCTEH.

OcHoBHBIE 6JI0KH YEJI0BEUECKOTO JIBH/KEHU BIepe

BoiiTa-Teparmnusa 4acTUYHO MOKET BOCCTAHOBUTH OCHOBHBIE BPOKIEHHBIE 00Pa3IIb
ABUKEHUS y IMMAI[UeHTOB C IIOPAKEeHUIMU I.IeHTpaJ'II:HOfI HepBHOﬁ CHUCTEMbI U OIIOPHO-
JIBUTATENBHOTO amnmapara. T'epamesT IyTeM HaaBIUBAHUS HA ONpPEAeIeHHbIe ARTUBHBIE
30HBI HA TeJle MAIlMeHTa, HAIlpUMep: B ITO3UIIMH Ha CIIWHE, HA JKUBOTE U Ha OOKY -



AKTUBUBHUPYET ABa KOMIIIEKCHBIX pediiekca, IMpUdIeM He TOJIbKO Y AeTel, HO U Y JIAeH
B3POCIBIX U IANMEHTOB IOKIIIOT0 BO3pacra. JTo ped)IeKChl IOI3aHus | II0BOPOTA. OTH
JIBUTATENbHbIE KOMIUIEKCHI BKIFOYAIOTCS HE3ABUCHUMO OT BOJIH MAITHEHTA.

AdderT aKTUBU3UPOBAHUS

Ob6a ynoMaHyThIX KOMILIEKCA BKIOYAIOT B ce0S aBTOMaTUYIECKOe yIep:KuBaHITe Oalamnca
BO BpeMs JBUKEHUE BIIEPeJl, BhIIPAMIECHHE Teja, eleHalpaBIeHHbIe XBaTaTeIbHbIe
JIBUKEHUS PYK U HOIIAroBoe ABmiKeHne HOT. CunTaercs, 4To IOBTOPHbBIE BHI3OBEI 9THX
pedekcoB IPUBOAAT K PA36IOKHPOBAHHUIO CYIIECTBYIONINX CBA3EH UIN CO3AHUI0
HOBBIX B 320JI0KMPOBAHHOM HEHPOHHOH CETH MEKAY T'OJIOBHBIM U CIMHHBIM MO3LOM.
PesynbraTom BBI30BA STUX KHHETHUYECKUX KOMILIEKCOB SBJISETCS OOHOBIEHME
(PyHKIIMOHUPOBAHUS MBIIIII] ITI03BOHOYHUKA, PYK, HOT U JIUIA: B 3aBHCHMOCTH OT THIIA
IUArHo3a yIAeTCs JOCTUIh HEKOTOPOTO YILYUIIEeHUs Y HEIIPOU3BOJIbHBIX IBIKEHUH. JTO
TI03BOJISIET TAI[UEHTY C ABUTATEIbHBIMHU HAPYIIIEHUAMHU PA3BUTh HABHIK KOHTAKTA U
peueByo PyHKIIHIO.

[Henbio pedeKTOPHOTO TOI3AaHUS ABIAETCA AKTHBU3UPOBAHNE MBIIIII JbIXaTeIbHBIX
IyTeH ¥ MBIIII] OPIOIITHOTO IIpecca, MBIIII] TA30BOTO AHA, COUHKTEPOB MOUYEBOTO IY3bIPS
¥ TIPSIMOY KHUIITKH, MBIIIII, YYACTBYIOIIUX B (DYHKIIUHU TJIOTAHUS U KeBAHS, TIA3HBIX
MBIIIIII.

Yewm pawubiiie, Tem jrydime!

BoiiTa-Tepanuio MOKHO IPUMEHSTD Y MAINEHTOB BCEX BO3PACTOB €. JIF00bIMU
HapyIIeHUIMHU BUTATEIHHO-0IIOPHOro annapara. Ee Heab3sd IPUMEHATE BOBpPeMs
OCTPBIX IIPUCTYIIOB 3a00/IeBAHIH, 6ePEeMEHHOCTH, a TaKKe 10 pelreHnto Bpaya. HyxHo
MIPOBOAUTH ee 0 4-X pas B feHb. [l IuTeIbHOCTD Tepanu MOKeT ObITh 0T 5 10 30 MUHYT,
B 3aBHCHMOCTH OT BO3PACTa U CTEIIeHH HapylieHus/3abonesanus. Periaroryio pois B
9TOU Tepanuy UTPAIOT POAUTEH, KOTOPBIX TEPANEBT 00yIUIL M KOTOpbIE OyayT ee
MIPUMEHSAThH €KeHEBHO B JOMAIIHUX YCIOBUIX. JP(PEKTHBHOCTH TEPAIINY 3ABUCUT OT
WHTEHCHUBHOCTH, TOYHOCTH U MHOTOKPATHOCTH €€ IIPOBEIeHN . 1 epanesT
paspabaTbIiBaeT HHIUBUAYAIBHYIO IPOrPAMMY TEPAIINH, OIPEIeIaeT Ty ek KOTOPYIO
MOSKHO TOCTHYB C IIOMOIIBIO OIIPENeIeHHBIX TPHEMOB. [[IUTeTbHOCTh, HHTEHCHBHOCTD U
Tay3bl YCTAHABIUBAIOTCSI COOTBETCTBEHHO PA3BUTHIO TAIMeHTOB. BpomaeHHOE
IBIIKEHVE BIIEPE] ABIIAETCA Ype3BbIMaiHO 9(h(hEeKTUBHBIM, HO OTHOBPEMEHHO ABJIAETCA
HEOOBIMHBIM U OYEHb CIOMKHBIM KaK I MIATEHIIEB, TaK U /I MAJeHbKUX JeTe.
ITosToMy Ha akTHBAIMIO STHUX pPedIeKCOB OHU pearupyior madeM. [loctemenHo mmay
CTAHOBUTCA MeHee HHTEHCHBHBIM, a B II€PEPBIBAX MEKIY YIPAKHEHUAMH U [OCTe HUX
npekparaercd. [letu crapuiero Bo3pacra, Kak IPaBUiIo, y:Ke He IIadyT.

I pyrue scpperTs! Tepanuu

Y CKeleTHBIX MBIIIIIL:

-II03BOHOYHHUK CETMEHTAPHO BBIIPAMIAETCA, PA3BOPAuYNBAETCA H CTAHOBUTCS Ooiree
TUOKUM,

-yJIydiaeTcs (PyHKIHUS CyCTaBOB,

-CBOOOIHBIH TIOBOPOT TOJIOBHI,

-pPyK¥ ¥ HOTHM MOTYT JIy4Ille BBIIOIHATE CBOM (DYHKIINY U MOALEPIKUBATD TEJIO.

JIu1o u por:

-yJIydIIaoTcsa pedIeKChl COCAHU, TIOTAHUS U JKeBAHU,

-IBIKEHHE T71a3 JIydllle yIIPaBIAeTcsa IallieHTOM, He 3aBUCHUT OT ABHKEHUA TOTOBET,
-TOJIOC ¥ PeYb YCUINBAIOTCH,



-peueBas (DyHKITHA IOIBISETCA paHblile, YIyUIIaeTCs MPOU3HOIIEHHE.

I pixaTenbubie QyHKITAN:

-paciupsiercs rpy/gHas KIeTKa,

-yBEIMYUBAETCSI 00bEM JIETKHUX,

-IbIXaHue yriy0aaeTcs.

BocropusitTue okpy:xaoiiei cpes:

-yJIydInaercs peakius IJisd Hojiep:xanus bananca,

-yIIydInaeTcs IPOCTPAHCTBEHHAS OPUEHTAIINS,

-60Jiee YeTKOe BOCIIPUATHE rOPIIEro/X0I0LHOTO, OCTPOTO/TYIIOTO,

-yJAydInaercs BOCIIPUSITHE COOCTBEHHOTO TeJa,

-oca3aTeNnbHble (PYHKIUH YIIy4IIaioTcs,

-yJIydiaercs Crroco0HOCTh KOHIIEHTPALIHH,

-IIOSIBJISIETCS TUOKOCTb.

Ilcuxura

ITanuenT cranoBuTcs 6osiee cOATAHCHUPOBAHHBIM, CIIOKOMHBIM ¥ CIIOCOGEH
BBIIEPKUBATH GOJIBIIIYI0 SMOIMOHAIBHYI0 HATPY3KY.

Meron noxropa BoiiTa,Takixke n3BeCTHBIN Kak MeTO pedIeKTOPHOHN JIOKOMOITHY HUJIN
Boiita-repanus mpencrasisieT co00i ClIeruaIbHbBIN HA00D yIpasKHeHU,
MIPUMEHSEeMbIX /IS JTeueHuA (PU3NIEeCKUX U IICUXUIECKUX PACCTPOUCTB. ITOT METOJ
ObLT OTKPHIT U pa3paboran noxTopoMm Barmasom Boiiroii, orciofa uero Haspanue.
OCHOBHOH IIPUHITUIT TEPAIIUK OCHOBAH HA TOM, UTO B IIEHTPAIbLHOMN HEPBHOM CHCTEME
(ITHC) yenmoBeka reHeTHYECKH 3aKOAHUPOBAHbBI BPOKICHHbBIE 00pa3Ibl JBUKECHHUA.
Pesynbrars! ucciaenoBanus JedeHUA qeTel ¢ 1epedpalbHbIM mapanndoMm B 50-e TOabI
IOKa3aJjIH, 4TO B TeJie CYI[eCTBYIOT OIpeneIeHHbIe TOYKH (pa3IpasKUTeN ), KOTOpbIe
3aCTABJISIOT MBIIIIITEI Ie/IaTh OIpe/ieIeHHbIe IBUKEeHUS. JTH TOUKH-HAX0AITCI B
dacumax u Ha HagKoCcTHUIE. B [0M0MTHEHME K CIOHTAHHOM (PUSUIECKON AKTUBHOCTH
OTHOBPEMEHHO ITPOUCXOUT (PU3UO0IOTHIECKAA aKTUBAIINA AHAMPATMbL 1 MbIIIIIT
OPIOIITHOM CTEeHKH, YCTAHABIMBAETCS PETyJsIpHOe TIy00Koe AbIXaHue, MPOUCXOIUT
KOPPEKITUA YACTOTHI CEPIeYHBIX COKPAIIEHUH, ITONI0KUTEIBHO CTUMYIUPYIOTCS
HEpBHBIE [IEHTPHI U YIy4IIaeTCs YMCTBEHHAS IeATeTbHOCTb.

Teoperuyeckue ocHoBbI BoiiTa-Tepanunu

Meron ocHOBaH Ha 3HAHWM PA3BUTHS BPOKIEHHBIX 00Pa3I0B MBHUKEHNAT PEOSHKA.
PasButne Mo6UIBHOCTH (MOTOPHBIX (DYHKIIHIT) Yel0BeKa 00yCI0BI€HO TreHeTHIECKH,
MIPOUCXOUAT aBTOMATHYECKH U SIBJISIETCS MPOJOIKEHNEeM PA3BUTHS IIOJA B YTPoOe
MaTepHu.

Kumnesnomnorus pasBuTus UMeeT Jej0 ¢ pasBuTHEeM MOTOpuku peberka. OHa maer
TepaneBTy [IpaBHUJIA [JJI OIPEeeIeHNII HaeaIbHbIX MOTOPHBIX (DYHKINI pebeHKa:
3HaHue KUHEe3UOJIOTHHN PA3BUTHS SABJISETCS IMOJIE3HBIM He TOJIBKO 71 peabuaInTaiium
JIBUTATEIbHBIX PACCTPOMCTB B MEIUATPHUH, HO UTPAET HE3AMEHUMYIO POJIb B
peabuaIuTaIui B3POCIBIX.

TepamepTuueckas cucrema aoKTopa Boiita BRIOUaeT B cebsa TPH Mozenu (MIO3UIUH), B
KOTOPBIX IIPOBOAUTCSA CTUMYJIALINS ONPEIEIeHHBIX TOUCK-Pa3ApasKuTesIewn):
-TIO3UIIMS B MOJIOKEHIH JIejKa HA JKUBOTE HA3hIBAETCS PEIEKTOPHBIM ITOJI3aHUEM,
-TIO3UIIKS HA CIIMHE Ha3bIBAeTCA PeqIeKTOPHBIM IIOBOPAYNBAHUEM,

-IIO3UTIHS Ha 000MX KOJEHAX HA3hIBAeTCS 1-i MO3UITHEH.



IIpu momoIy TepameBTHIECKUX MOjIeIeH pPedIeKTOPHOTO MoJI3aHus, pedierca
IIOBOPOTA ¥ IEPBOY MO3UIIMH U HAMABIWBAHUS HA COOTBETCTBYIOIINE TOUKH
(pasmpaskuTeNnn) TepareBT BhI3LIBAET Y MAIMEeHTA OIPeNeJeHHy0 IPYIIIOBYI0 paboTy
MBI, ITH 6€CCO3HATENHHO ITOBTOPSIEMbIe MOTOPHbBIE PEAKIIMH ITOJTHOCTHIO UIeHTHIHBI
MOI06HBIM MBIIIEYHBIM PEAKIIMSIM y 3M0POBBIX JETeH B IIPoIlecce PA3BUTHS 10 OJHOTO
roza.

Ilenp Tepamuu COCTOUT HE B TOM, YTOOBI HAYYUTD MAIIUEHTA [TOI3TH UK
[TIOBOPAYUBATHCS, & B TOM, YTOObI BO30OHOBHUTH BPOKIEHHbBIE 00PAasIIbl IPYIIIIOBOMN
IeATEIBHOCTH MBIIIII, KOTOPbhIE MI03BOJIAT JAETAM XOPOIIIO CTOSATH U XOMHUTS.

Ilokazanus y merei:

-niepebpanbubii napaaud (II1)

-UKCHPOBAHHOE ACHMMETPHUYIHOE II0JIOKEHNE TOJO0BhI (KPUBOIIEes) U KOpILyca
-Iapaivd IJIeYeBOro CILUIEeTeHUs

-paciienuHa Mo3BOHOYHUKA

-KOHCKAs CTOIa

-CKOJIFO3

-oproneauyeckue AedeKThl IPYAHON KIeTKH

-IpyTHe HEBPOJOTHYECKHE PACCTPOMCTBA M OPTOIIeIUYECKre 3a601eBaHus

Y B3pOCTBIX:

-HHCYJIBT

-nepud)epuiHbIE TAPe3bI

-601 B TI03BOHOYHUKE

-CKOJIFO3

-IEePUAPTPHUT ILIeUa

-COCTOSTHUS TI0CJIE TPABMbI CIIMHHOTO MO3Ta

-IpyTHe HEeBPOJOTHYECKHNE PACCTPOMCTBA

3aHaTuda B Koctiome "Anenn

Jleuebnsiit koctiom (JIK) «Amenn» npencrasisier co60i OPUTHHAILHYIO CHCTEMY
(puKCcaTOPOB U AMOPTHU3ATOPOB, IPUKPEILUIEHHBIX K CIEI[HAIBHON OENH1e, COCTOIIIEH
U3 IIaII0YKH, KyPTOYKH, II0PT, HAKOJIEHHUKOB 1 00TrHOK. HaTsaneHne aMopTusaTropos
MT03BOJISET YCTPAHUTD IMOPOYHBIE TTONIOKEHU YacTel Tejia, HOpMaIn30BaTh MbIIIEYHBIH
TOHYC 34 CUET PACTIKEHUS CIACTUYHBIX MBIIIII] U CO3MaHUs 00JIEeTYatoIUAX YCIOBUH IJIs
ux anrarouncroB. CosgaBas IpaBUIbHBIE B3AUMOOTHOIIIEHHS MEKIY YaCTIMHU Tera U
yCTpaHsisA [OPOYHbIE YCTAHOBKH, KOCTIOM CIIOCOOCTBYeT (DOPMUPOBAHUIO IIPABHIIHHOM
cxXeMbl B3aNMOPACIIOJIOMKEHUI JacTel Tela U CXeMbl IBIKEeHUH, YTO ABIA€TCI 0CHOBOU
17151 POPMHUPOBAHUS MOTOPHUKH.

JleueOHBIN HATPY30YHBIM KOCTIOM SBJISETCS OJJHOBPEMEHHO MSATKHM OPTOMEINUECKIM
anmaparoM ¥ HATPY30YHBIM TPEHAKEPOM, BIUAIOIMIMM Ha MHOTOKPATHOE yCUIEHUE U
KOPPEKITUIO IIPOIIPHOIIENITHBHOM UMILYJIbCAI[UN B KOPY U ITOJKOPKY TOJIOBHOTO MO3Ta,
HOPMAaJIU3YOIUM (PYHKITUN TOBPEKIEHHBIX CTPYKTYP MO3Ta, KOHTPOJIUPYIOIIHX
MOTOPHEKY.

Kax opronenuueckuit anmapar OH CII0COOCTBYET OAHOMOMEHTHOM KOPPEKIIUN IT03bI
TYJIOBUIIA ¥ HUKHUX KOHEYHOCTEH, BHIBEJEHUIO CYyCTABOB B MAKCUMAIBLHO BO3MOKHOE
(usmoOrHYecKoe MOMI0KEe e, BhIMOMHAS (PYHKIIUN 3JIACTUIHOTO (DHUKCHPYIONIETO
Kapkaca.



Biuser Ha ycTpaHeHEEe CKOIMOTHIECKON YCTAHOBKY II03BOHOYHUKA, THIIEPI0OP03a U
Ku(o3a, MaToJIOrMIEeCKUX CrubaTeIbHbIX YCTAHOBOK B Ta300€IPeHHBIX, KOJIEHHBIX I
TOJIEHOCTOIIHBIX CyCTaBaX.

Kak Harpy304HbIi KOCTIOM OH IIOMOTAET TACUTH IATOJIOTHIECKHEe PedIeKCh 1
MI03BOJIAET AATh JO3UPOBAHHYIO HATPY3KY HA HEOOXOAMMBIE MBIIIIIbI, YCHIUBAT
BIHAHUE JIe4e0HbIX TUMHACTUIECKUX yrupaxkueHni. COMmKan co BHAUUTEIbHON
Harpys3KOH CyCcTaBHBIE IIOBEPXHOCTH, HATPYIKAA WK PACTATHBAST HEOOXOANMbIe
MBIIIITBI, KOCTIOM PE3KO YCUIHUBAET (PU3UOIOTHIECKH HeOOXOAUMOE IIPOIIPHUOIIEITHBHOE
BIMSHHUE HA IEHTPATBHYI0 HEPBHYIO CHCTEMY, KOTOPasA MOAyJaeT MOIHBIH UMITYITHC
uH(MOPMAIINHT 0 IPHOOPETEHNH IIPABUIHHOM IT03bI TYJIOBHINA ¥ KOHEIHOCTEH,
BO3MOJKHOCTH IIPABIJIHHO CTOSITh U XOIUTh, JeJIaTh (DU3NIECKUE YIPAIKHEHUS
(HopManmu3aIusa cTaTuk U KuHeTHKn). [Ipu 5TOM IToIaBIsAI0OTCS ¥ IPAKTHIECKH
HMCYEe3aI0T THIIEPKUHE3bI MBIIIII, BKI0YAd TUIIEPKUHE3hI PEIeBOMH U MUMHYECKOU
MYCKyJIaTyphl JINIIa, Pe3K0 yIyduiad pedb pebEHKa.

Monas npompuorentusHas uMmiyabcarusa crumyaupyer IITHC u crmocobcTByeT
aKTUBAINU €€ JeATeTFHOCTH BO BCeX HAIIPABIEHUAX: OT PA3BUTHA [ICUX0-PEYEBBIX U
(pusmuecknx QyHKIMHA 10 HOPMAIHU3AUH CyI0POKHON akTuBHOCTH Ha . Onuako
cliefyeT IMOMHHUTD, YTO MIPH aKTHBHBIX SITHIENITH(OPMHBIX CYI0POrax MIPUMEHEHHE
KOCTIOMa MOJKeT BBI3BATh UX YCHJIEHUE, B CBA3HU C YeM IIPOTHBOIIOKA3AHO.

A derTUBHOCTD NEHCTBHUA KOCTIOMA «AIEIN» 3aBUCHT OT CTEIIEHH TSKECTH
3ab0/ieBaHNA, XapaKTepa, HHTEHCUBHOCTH, PACIIPOCTPAHEHHOCTH MATOJIOTUIECKIUX
ABIIEHUH, HO YJIyYIIIeHUS PA3IHYHON CTelIeH! HabmoaanTca B 98 % ciydaes.

B pesynbraTe mpuMeHeHUsT HATPY304HOI0 KOCTIOMA Pe3yIbTaTuBHOCTE JIOK u neuenus
B 11€JIOM MHOTOKPATHO BO3PACTAaEeT U HyKHBIH 9 (PeKT MOKHO JOCTUTHYTH B
KpaTyaiime cpoku. [leTu HAYMHAIOT CAMOCTOATEIbHO ITepeJBUTaThCA-Ha-1-2: roga
panbliie, YeM IPHU 00BIYHOM JIEYEHUH.

Meropn nckycCTBEHHOM KOPPEKITUY IBHKEHUH IT0CPEJICTBOM MHOTOKAHAIBHOKN
(PyHRIIMOHAIHHON SIEKTPUIECKON CTUMYJIAIAN MBIIIII] B COOTBETCTBHUY C €CTECTBEHHOH
IPOTPaMMOM ABUKEHUN YeI0OBEKA.

B mporiecce meueHna MHOTOKPATHO YCUIUBAETCA CHJIA U (DYHKIIUA CTAMYIHPYEMBIX
MBIIIIT], YTO ITO3BOJITET ObICTPEE HOPMATHU30BATh CTATHYECKHE U JBUTATEIbHbIE
HapyIIeHus, a TaKKe BhIPaboTaTh IPaBUIbHBIA PUCYHOK XOIH0bL.

B xome neuenus orMedaeTca KynupoBaHYE KOPEIIKOBBIX 00JE€BBIX CHHIPOMOB,
BOCCTaHOBJIEHNE 00bEMA IBUKEHUH B II03BOHOYHUKE W KOHEUHOCTIX, PE3KO
YBEIMYUBAIOTCA OCHOBHBIE XapaKTEPUCTUKH 11ara (JIhHA, TEMII, CKOPOCTh),
YBEIMYUBAETCA OIOPHAA ¥ TOIYKOBAA (DYHKIIHNA HIKHUX KOHEYHOCTEH (1 BEPXHUX, IIPH
UX JIEYeHUN), BO3PACTAET HIEKTPUIeCKaa aKTUBHOCTD MBIIIIII, YIYYIIAIOTCS Ta30BbIe
dbyuKITN.

IIpumenenue merona "Amenu" B peabunuramuu gereit ¢ JI 11 ecrumymupyer
BO300HOBIIEHUE IIPOIIeCCa PA3BUTHUA CHCTEMBI NIpeAIBepUd. Y IydleHne
(PyHKIIMOHUPOBAHUS HTOH CHCTEMBI IPUBOJUT K YMEHBIIEHHUIO THIIEPKUHE30B U
YMEHBIIEHHUIO - WU IOJIHOMY MCU€3HOBEHUIO - CHHEPTHH JIAOUPUHTHOMN CHCTEMBL.
PesynbpTaTom Bcex 9THX IO3UTHUBHBIX N3MEHEHHUH CTAHOBUTCA HOPMATH3AIIAI
MBIIIIEYHOTO TOHYyca. [TocTenenHo, mocie TPOX0KIEHHUS MAITHEeHTOM 0JePeTHbBIX
Je4eOHbBIX KyPCOB, (PYyHKIIMH, OTHOCAIIHECH K 00JIACTH MOMYKPYKHBIX KAHAIOB 1



OTOJINTHYECKUOHN CUCTEMBI, IIPUXOAIT B HOPMAJIBHOE COCTOSHHIE, YTO IIPOABIIIETCI B
YMEHBIIIEHUH CITACTHIYECKUX PEeaKITuil.

IIporuBonorasanus:

- BO3pAacT o 2 JeT

- maToJorus T/6 CycTaBoB

- DIIMJIETICUS HeKyITUPOBAHHAST

Heiipoxoppexkmus

Pa6ora c Heiporicuxoa0roM HaIIpaBIeHA Ha JUATHOCTUKY MICUXUIECKOTO PA3BUTHI
pebeHKa, BBIABIEHHUE CHIIBHBIX U CIA0BIX CTOPOH B €T0 IT03HABATEIBHOM PAa3BUTHN; &
TaK/kKe WHIUBULYATbHBIX 0COOEHHOCTEH, KOTOPhIE MOTYT BJIMITH HA YCIIEIIHOCTD
obyJueHus.

JluarHocTrKa MIPOBOAMUTCS C IIOMOIIBIO CIIEITUAIBHBIX TECTOBBIX METOAMK, HAOMIOASHUS
3a pebenroM. Ha ocHOBe MOIy4eHHBIX JaHHBIX COCTABISETCA MPOrpamMma
KOPPEKITMOHHO-PA3BUBAIINX 3aHATHM, IPOBOAUTCI KyPC MHANBHAIYAIbHBIX 3AHITHM.
W nuarHocTHKY, ¥ pasBUBAIOIINE 3aHITHSI JETCKUM HEHPOIICUXO0JIOT CTPOUT HA OCHOBE
3HAHWM 0 3aKOHOMEPHOCTAX PA3BUTHUSA IICUXUKNA U HEPBHOM CHCTEMbI PEOCHKA.
O6cenoBanye HEHPOIICHXOJIOTA IT03BOJIAET POAUTEAM MIOHATH 0COOEHHOCTH PA3BUTHS
uX pebeHKa, ero aKkTyaIbHbIe M [OTEHI[HATbHBIE BO3MOMKHOCTH.

IIporpamma HEHpPOIICHXOIOTUIECKON KOPPEKIIUY MOA0UPAETCS HHAUBUMYAIBHO I
Kaaoro pebeHka. B Hee BXOAUT HCIIONIB30BAHKE KJIACCHIECKUX HEHPOIICUXOIOTUIECKUX
METOJIOB C DJIEMEHTAMH TeJIeCHO-OPHEeHTHPOBAHHOM Tepauy U Hauboiee
3(p(peKTUBHBIX MPHEMOB, 3aMMCTBOBAHHBIX M3 CMEKHBIX 06J1acTel (JIoronenus,
nmedeKToIoTHs, Iearoruka u ap.). Kammoe 3aHsaTHE COMEPIKUT ABUTATETHHbBIE
YIpaKHEHUs W [I03HABATEbHbIE UTPHI, & TAKKE 3aJaHMsI HA PA3BUTHE BBICIIUX
IICUXWYECKUX (PYyHKITMH peOeHKa.
Jloromen-nedexroaor

BMmemarenscTBo joronena Ajs I0OLEH ¢
CHUHIPOMOM AHrenbMaHa OXBATHIBAET JABA
HAIIPABJIEHUS: OPATBHOCTD C OJHOMN
CTOPOHBI (;KeBaHWe U IVIOTAHUE CIIIOHBI) U
KOMMYHHUKAIIHIO - C JPYTOM.

Y MaJbIIe ¢ CHHIPOMOM AHreIbMaHa
9acTo GBIBAIOT TPYAHOCTH C KOPMJIEHHUEM W
MTOBBIIIIEHHBIM

cironooraenenueM. [[puauHbr 9TUX
po6JieM OfHY U Te Ke: Pe6eHOK ILT0X0
3aKPBIBAET POT M3-34 TUIIOTOHHUH, IIJIOXO
pasiuyaeT, 4TO y HETO BO PTY: TO JIX
CIIIOHA, TO JIX IHIIA - U ILI0X0
KOOPAMHHUPYET IJIOTATEIbHbIE IBHKEHUS.
Peub uger 06 opaabHO-ITHIIEBOI
nucnpakcun. K sTuM TpyaHOCTAM MOTYT H06GABUTHCSI HEIIPUATHBIE BOCIIOMUHAHUS B
obmacru pra, eciu, HapuMep, peGeHKa IPHUIILIOCh KOPMUTE Yepe3 30H]I B
HEOHATAJIbHBIN IIEPUO], TO POT 6OJIbIIE HE BOCIPUHUMAETCI KaK 00JaCTh OTKPBITHHA U
YVIOBOJIBCTBUS, ¥ PEOEHOK OTKA3bIBAETCS OT KAKON-T100 TEKCTYPhI UK HOBOTO BKYCA.




Ecnu y sero racrpossodareanpuas pediorcaan 6oie3us (I'IPB), uactas npobaema,
eMy MOKeT OBITH O0JIBHO, KOTJ]A OH TJIOTAET UIX BO BpeMs pedyIoKca, TI0STOMY
MOSABJISAIOTCA PACCTPOMCTBA IIUILEBOTO ITOBEAEHUs, OTKA3 OT eIbl WK, HA000POT,
yBIIeUeHUEe eI0M.

Bcem sTum 3arumaercs sorormes.

B crpykTypy 3aHATHS BEIOYAIOTCS:

-opMHpOBaHTE HAYAIBHBIX PEYEBBIX HABBIKOB, CTUMYJIAIHS PEUYEBOT0 PA3BUTHSI;
-3a/JaHUs HA CEHCOPHOE PasBUTHE (BOCIIPUATHE IBETA, 3ByKOB, TAKTUIBHOE
BOCIIPHUATHE);

-yIIpaKHEeHUS JJIs1 PA3BUTHUA MEJIKOM MOTOPUKH PYK;

-yIpasKHEeHUS JJIs1 PA3BUTHUA aPTUKYIAIUOHHON MOTOPUKH;

-II0OCTAHOBKA ¥ ABTOMATU3AIIUA 3ByKOB, (DOPMUPOBAHKE CIOTOBOU CTPYKTYPHI CIIOB.
CrpykTypa 3aHATHA U BBIOOP HAIIPABIEHUN KOPPEKIHMOHHOH PaGoThI moa0upaeTca
WHIWBUIYAITHHO JJIST KAMKI0T0 pedeHKa, 00bITHO B 3aHITHE BKIIOYAETCA KaK MACCAXK, TAK
¥ pasIuyHbIe 3aJaHUI II0 CTUMYJISIINYN Pedr, (POPMUPOBAHKIO METKOM MOTOPUKH M T.JI.
JloromeagumyecKkuii Maccak

Yro Takoe JIOromegudecKuil Maccax?

Jloroneauueckuii Maccax SIBJISI€TCS METOIOM KOPPEKI[HOHHO-IIeAarOrMdecKOoro
BO3IEMCTBUA U YACTO IPUMEHAETCS IIPH HAPYIIEHUIX PEYEBOro pasBUTHsA. HecmoTpa Ha
TO, YTO JAHHBIN CIIOCO0 ycTpaHeHus 1ed)eKTOB IPOU3HOIIEHUs He SBISeTCs
TPAIUITHOHHBLIM U 0013aTEIbHBIM, OH yiKe JOKA3aJl CBOI0 COCTOSITENBHOCTD U
adderruBHOCTD. [Ipruem Takas mpoieaypa MoKeT O6bITh U YACTHIO KOMILICKCHON
peabuIuTAIIuN, U CAMOCTOSTEIbHBIM BHIOM JICUCHUS.

Jloromenuueckuii Maccask ObIBAET HECKOJIBKUX BUIOB:

-Knaccruecknit maccax. EMy cBOMCTBEHHBI CTAHTAPTHBIE MACCAMKHBIC TIPHEMBbL:
MOTIAKUBAHUE U PACTHPAHHUE, pAa3MUHAHNE U BUOpAIHs.
-CermenrapHo-pedieKTOPHBIA Maccask. [IpueMsl Te e, 4To u'B RIaCCHUYECKOM
BapUaHTe, HO BBIMOIHIETCS OH COTJIACHO CETMEHTAPHOMY JIETeHHUI0 Ha 30HbL T0 ecTh
IIJISI PEIeHMUSs JIOTOIIeUIECKUX IPO0IeM MACCAK BBIITOJIHAETCS B 00/IacTh
BOPOTHUKOBOM 30HBI, IIIEHHOTO OT/E/IA, JIUIlA U BOJIOCUCTON YaCTH TOMOBEL.

-Toueunsrit maccax. Kak ciemyer us HasBauwus, STOT CIOCO0 BO3IEHCTBYET TOJIHKO HA
OumoJtoruuecKky akTuBHbIe TOYKH. OCHOBHAA Macca 9THX TOYEK PACIIOJIOKEHA B 00/1aCTH
BOJIOCHCTOM YaCTU I'OJIOBBI.

-30HIOBBIH Maccask. MeTo I0roneIuIecKor0 MacCaska, BhIOMHIETCS IPY TIOMOTI[H
CIIeIMATIbHBIX HHCTPYMEHTOB — 30H/OB.

IIporuBonokasauusa. Hu B KoeM ciiyuae Helb3s MIPOBOAUTH IIPOLELYPY, €CIH y peOeHKa
HaOJIIOLAI0TCA:

-MHQEKITHOHHBIE WIN COMATUYECKHe 3a00IeBatusd;

-KOHBIOHKTHBHT;

-BOCITAJIUTEILHBIE TTPOIIECCH;

-BBICBHITIAHUS HA KOKe;

-repIec;

-yBenuyeHune TuMQpaTHIECKUX Y3II0B;

-IIOBBIIIEHHOE BHYTPHUYEPEITHOE IaBICHHE;

-CTOMATUT WJIH THHTHUBUT.




ABA-tepanmusa

Yro takoe ABA-Tepamnusa

IIpurnaguoit ananus nosegenns niu ABA (Applied behavior analysis)

ABJISIETCS MOy IAPHBIM IIOIX00M KOPPEKI[UH JJIf JIUIL C OTPAHUYEHHBIMU
BO3MOKHOCTSIMH, 0COOEHHO JIJIsI IeTeH C ayTU3MOM.

ABA-Tepanus mpezicrasisier co00i CMeCh IICUXO0JI0THUYECKUX U 00Pa3oBaTeIbHBIX
MEeTOZI0B, KOTOPBIE ITO0UPAIOTCA B COOTBETCTBHH C ITOTPEOHOCTAMHM KAKIOT0 OTIEIHHOTO
pebénKa, YToObI U3MEHHUTD ero nosenenwue. 1lenbio Tepanuy ABIIeTCS paclIupeHe
peYeBbIX HABBIKOB, UTPbI, COIMAIH3AIIAN U YMEHbIIIeHNe HeKelaTeIbHOTO TIOBEIe s
ABA-repamnusa moMoraer yCTaHOBUTD JIyUIINH KOHTAKT IJIa3, CIIOCOOCTBYeT 00y4eHuIo,
pasBuTHio umuTanuu. HakoHer, getu nproOpeTanT ClI0COOHOCTD U JKeIaHIe. yIUThCT Y
MHOTHX JIET€H YMEHbILAETCS WIH IIPOXOIUT IIOJTHOCTHIO CAMOATPECCHS, CAMOCTUMY JISIHS
(cTEepeoTHIINHN) U PUTYAIBHOCTD B IIOBEIECHUH.

[leru ABA

KonkpeTHbIe ey BMeIaTeIb5CTBa BHIONPAIOTCI HA OCHOBE WHIMBUIYAILHBIX MIPO0IeM
pebénka u ero paccrpoiictea. Jletu ¢ cuaapoMoM AHreabMaHa 4acTo JeMOHCTPUPYIOT
TaKoe MOBeJeHre, KaK: OTCYTCTBHE 3PUTEIBHOTO KOHTAKTA, OTCYTCTBHAE KOHIIEHTPAIUU
BHUMAaHMUA. I/IMeHHO COKpalIeHusa aTOro IoBeAeHUs SABJISIETC IIePBbIM 06'I>eKTOM
BMeIaTeabCTBa. [locie Toro Kak mosemeHUecKre Ipo6aeMbl YyCTPAHEHBI M HAXOASITCS
10/ KOHTPOJIEM, I1€JIbI0 BMEIIaTeIbCTBA MOKET CTATh YIydIlleHHe KOMMYHUKAIIUN U
COITUATILHOTO B3aUMOJIEHCTBHS.

B sroit ABA-Tepanuu He00X0IUMO yCTAHABIUBATE I€TH U ITOCTOSHHO KOHTPOJIHUPOBATD
U OIIeHUBAaTh IIporpecc.

OCHOBHBIE TPHUHITAIIBI

I'naBupmv mpunmunom ABA cunraercs, 94To eciu MOBeieHre BO3HAFPAKAACTC, TO 0HO
ITOBTOPHUTCSA BHOBb. J[JIs1 9TOTO CIIEIUAIMCT WIA POAUTEND TAET PEeOEHKY MOTHBATOP:
BoIIpoc wiu mpockly. Jloxumaerca peakiuu. Kciv oHa MOM0KHATENbHAST, CIEIIUATNCT
KCITONIb3yeT MOXBALY WK (DAKTHIECKHUI CTUMYJI (UTPYIIKa, KOH(ETa U T.]1.).
HeraTtusHyo :%e peaknuio Hy:HO urHOpupoBarh.Ha camom 6a30BoM ypoBHE, KOTOPbIHI
BKJIIOYAET B ce0s:

-ctuMy (3ampoc) st peOGEHKA,

-CJIe[ICTBUE — PeaKITus peOEHKa,

-«IIOJKpeIUIeHUe» WA «HAKA3aHWe» - OCHOBAHO HA Peaknuu peGeHKa.

Tlopkperutenue 5T0 TO, Y4eM BO3HATPAKAAETCA PEOEHOK 3a IPABUIBHBINA OTBET, OHO
MIOBBIIIAET BEPOSITHOCTD 3TOr0 OTBeTa. [IpuMepsi
BO3MOKHBIX TOIKPEIIJIEHUH I MaJIeHbKUX JTeTeM:
IIOXBAaJIa, yAbIOKA, UTPYIIIKA, MbLIbHBIE Iy3bIPH; MYJILTHE,
JIAKOMCTBA H T.[I.

Haxasauwue He mogpasymeBaeT HUKAKOTO (DH3UIECKOTO
Hacwus! ATOT TEPMUH 03HAYAET Heomobpenue u
OTCYTCTBHE TIOOIIPEHU.

Heob6xoxmmo mpoBecTs (PyHKITHOHAIBHYIO OIIEHKY
BO3MOJKHBIX ITOJKPEIICHIH WM HAKA3AHUIA, YTOOBI
omnpeznenuTts Hanbosee 3(pheKTUBHBIE B (POPMUPOBAHUN
IoBeJeHus PebEHKA.




CeHcopHasa MHTErpaIus

ITox ceHcopHO# WHTErpamued IOHUMAT 00paboTKy HH(OPMAIUK, KOTOPYIO HEPBHAS
crcTeMa IOIy4aeT OTO BCEX OPraHOB UyBCTB.

Iletn ¢ CA 4acTo UMEIOT HCKAKEHHOE CEHCOPHOE BOCIIPUATHE, 0COOEHHO 3TO OTHOCHTCS
K KOKHOH YYBCTBUTEJIBHOCTH. B pesyabpTare AeTH MOTYT HeTaTUBHO pearupoBaTh Ha
TAKTHJIBHYIO CTUMYJ/IAIINI0 — HETATHBHO PEArupoBaTh HA JII00bIe MPUKOCHOBEHHUS.
Paspaboranubie MaccasKHble [IETKH, MACCAKHBIE MAYUKH, BUOPUPYIOLIAA TAKTHUIbHAS
BapeKKA a TAKIKE JPyTUe IPUCIOCOOIEHU MOTYT CTATh BAYKHOU YACTHIO «CEHCOPHOU
IUeThl» — 3aIUIAHUPOBAHHON CEHCOPHOM CTUMYJISIIUN Ui KOPPEKIIUN TAKUX TIPOOIIEN:
IIpaBuabHO UCITONB3YS WX, MOKHO YMEHBIITUTD ITIOUCK CEHCOPHBIX OILYII[€HUIA
HelpueMIeMbIM 00pa3oM, a TaKKe CHU3UTD 3al[UTHHIEC PEaKIIUH, CBI3aHHbIE.C
NIPUKOCHOBEHUSMH K KOJKe.

CeHCOpHBIE UTPYIIIKU: AaHTHCTPECCOBBIE UTPYIIKH, IN3YHbI, Te/IeBbIe JA0OUPUHTHIL,
urpymka «bo6», Habop TpyOOUeK, MUTAOIINE MOXHATHIE UTPYIIKH, TAKTHIHHbBIE
rejieBble BOJIHBI, TAKTHJIbHBIN CEHCOPHBIA HAGOP, I[BETHON KMHECTETUIECKUH IIECOK,
$KBAYKH JJId PyKH U T.J,.

TIpomecc ce:ﬂcopnoii'um'erpama:

TakTHnbHan

3puTensHan Bectubynsmiiaa

Biyconas lponpronenTueHasn
(cHOBHBIE :

CeHCOpHbIE
CHCTEMBbI

ObousrensHan

10 ynpaskHeHUH IJI1 CEHCOPHOH WHTErpanuu

1./rpsI ¢ IIaCTHJIXHOM, TJIMHOM, TECTOM, CIIEITHATLHON IIEHOH U T.1.

HersM oueHb HPABUTCA UTPATH C IUIACTHINHOM ¥ JPYTUMHU ILUIACTUIHBIMU MACCAMMU, - ITO
OYEeHb TOJIEe3HO JIJI MaJIBIIIEH ¢ TAKTUIBHBIME IpobaemMamu. B HacTosee BpeMs ecThb
OTPOMHBIN BBIOOP IIACTUIMHOB: BbI MOKETE KYIIHUTh TOTOBBIA, M3TOTOBUTH €r0 0MA,
CyIIleCTByeT KaK apoMaTH3UPOBAHHBIN IIJIACTHIINH, TAK U 6e3 3amaxa. Ber MmokeTe
3aMECHUTH C MAJIBIIIIOM TECTO TI0 CIIEIHATBLHOMY PEIEeITy, YTO, HECOMHEHHO, TOCTABUT
eMy MHOTO PaJIOCTH U 000TaTUT eT0 TAKTHUIBHBIHN ObIT. [[eTaM He0OX0AMMO TPOTaTh
pasHoO0OpasHbIe TEKCTYPhI U UIPaTh ¢ HUMHU, YTOOBI PA3BUTH HOPMAIHHOE TAKTHIHLHOE
BocmpusaTHe. KcIu BaIl MasbIIll OTKA3bIBAETCA UTPATh C IIACTUINHOM U TTO00HBIMH
MaccaMmu, BaM TeM 0ojiee He0OXOUMO YBII€Yb MAJIBIIIA TAKOH UTPOM.



2. «Taxxenaa padora»
BTI/I BUABI 1eATEeJIBbHOCTH HeO6XO,I(I/IMBI AJIsT ].'[eTefI, KOTOpBIE UCIIBITHIBAKT TPYAHOCTH B
PeryIupoBaHUN YPOBHS CBOET0 BO30y:kaeHus. Takue qeTh 4acTo JIOMAIOT BEIy,
MPBITA0T, 6ETaI0T U, KajKeTcsd, IPOCTO He MOTYT CUIeTh Ha MecTe. J[eTu MoTyT
JeACTBUTEIBHO UCIBITHIBATH TEPIIEHNE POAUTENIEH, U JaKe CIIeI[HAINCTOB 110 TEPAIIHH.
Perynapnble Harpysku Ajid X HEPBHOU CHCTEMbBI IIOMOTYT UM YCIOKOUTHCA. Taxue
MEPOIIPUATUA OKA3BIBAIOT BOSﬂeﬁCTBHe Ha UX TeJIO0, MBIIIIIBI ¥ CYCTaBhbI, IIOMOrasi BEYHO
SKQKIYIINM IBHKEHNA MaJIbIIaM HOAyIUTh Heo0X0oquMyIo Harpy3ky. OueHnb XOpoIIu
VIpaKHEHU C yTKEeIeHHBIMY IIPeMeTaMHu, IPbLKKN Ha 6aTyTe, TONKaHVe TIPeIMeTOB
WK packaynBanve. TakuMm MasbiiiaMm 0COOEHHO MT0JIE3HO YyBCTBOBATh ceOs
«CHKATBIMU», KOT/IA HA UX TEJI0 OKA3bIBAeTCA IIy0OKOe JIaBIIeHHE.
B mesrom moo6HbBIE ypaskHeHus HeooxoauMbl BeceM petam! Ho meram ¢ peakTuBHOMK
HEPBHOM CHCTEMOH 5TO HEOOXOAMMO BBOIMHE, Belb MMEHHO aKTHBHASA J1eITeTbHOCTh
IaeT UM HeoOXOIUMYIO CEHCOPHYIO HATrpy3Ky, a 3eKT oT 3TOr0 MOKeT OBITH
YAUBUTEIBbHBIM: Balll MAJIBIIII CMOKET PeryjainpoBaTb CcBOE IIOBeJeHHne U YPOBCHb
BO30YIKIEHMUS.
Coser:
Bcerma nyuriie uepenoBaTh 3aganusi, TpeOyoIre YCUTIABOCTH, U AKTUBHY O
eATEIbHOCTD.
KcraTu, urpsI ¢ meckoM Takke OYeHb IMOJIE3HbI JJIS IOBUKHBIX AETel, KAK U IS IeTeH
C TAKTUIBHBIMH IIPOOIEMaMH.
3. rpsI ¢ BOAOH U IIECKOM
HrpsI ¢ BOmoii 1 1eCKOM — 9TO Becesbe, KOTOpoe, KpoMe TOr0, AaeT peOeHKY
TaKTUIBHYIO CTUMYJIAINI0. BbI OTpaHNYeHBI TOJBKO Ballled paHTasuel. 3amacuTech
MTOJIOTEHIIAMHY ¥ 3aTeBaNTe UTPHI C BOJOMH, ITIECKOM, PHUCOM, [IEHOM JIJIf-OPUThS 1
M00BIMY IPYTUMHU BEI[AMH, KOTOPBIE €CTh IO PyKoi. [lepemuBaiiTe By B pasHbIe
COCYIIbI ¥ CIIyINIAMTE, KaK OHA 3By4uT. [IpaubTe ManeHbKHNe UTPYIILKI, B, IECKE HIN
TIIIeHe U IMOMPOCUTE MAJIBIIIA HAWTH UX.
4. BecTuOyaapHBIE IBUKEHHAI
Iersim Heobxommmo aBurarhes! [l HEKOTOPHIX MABIIIEH 3TO CTPAIIIHO, & HEKOTOpbIe
IPOCTO HE MOTYT OCTAHOBUThCH. BaM ciiefyer ycTaHOBUTH, €CTh JIM y BAIIET0 pebeHKa
HapyIIIeHWs, CBA3aHHbIE C BECTHOYIAPHBLIM anmnaparoM. BecTuOyisipHbIe ABUKEHU
(MM IPONIPHOLIEITHBHAS CTUMYJIAIIHAS) MOKET B30OIPHUTH MaJIbIIIA WK, HA000POT,
yCIOKOUTH. B 1060M cityuae, Takas CTUMYIAIASI HEOOXOAUMA U HOKHA ObITh YaCTHIO
Tepanuu. Huike HECKOIBKO TIPEIOKEHUH IJIsT
nosiy4ueHus pebeHKoM I10J00HOTO OIIBITA:
-KpBITbIE 0ATYTHI,
. -BOJIHBIE TPAMILIHHBI (0aCCeHH I 03ep0);
-Kayenu,
-pacKaYMBAIOIIMECS UTPYIIKH;
-CAMOKATBI;
-CKeUThI;
-pONTHKH;
-LIBE[[CKasi CTEHKA;
-60JIbIIIME TEPATIeBTUYECKIE MIIH.

v



5. Apomarepamnusa

Apomarepanus — 3TO IPEKPaCHBIH CI0co0 1A 3aHATHH C JeThMH, KOTOPBIE He
YyBCTBYIOT HEKOTOPBIE 3alaxy WK, HA000pOT, OYeHb K HUM YyBCTBUTE/IBHBI. BaM u
MaJIBIILY JOCTABAT YA0BOJILCTBHE apoMaTHIeCKHue Macia, cBeun, nuddysopsl. Bol
MOKeTe IIOMOYb CBOeMy pe0eHKY HAyUYHThCA TepIeTh 3alaxy WIH UCI0Ab30BATh UX I
paccnabieHua u yCIOKOeHHA. ApoMaTepanisa — 9TO OTIUIHOE CPEICTBO CTUMYJIAIIHNH,
OHA 3aBHCHUT BO MHOTOM OT TOTO, KAKOH 3aIax BbI BhIOepeTe (HAIpUMeD, 3aIax KOPUITEL,
cKopee, B360puT pebeHKa, a JaBaHIbI paccaabur).

Coger:

Ecnu Bam massIiil 04eHb YyBCTBUTENEH K 3aIiaxaM, MPeJIOKUTe eMy HOCHUTBH C CO00H
0aHOYKYy apoOMaTHYECKOTrO Maciia, 3amax KOTOPOTO eMy IPUSITEH (HAIpHUMep,. MsTa), H
HIOXaTh €T0, KOT/[a IPYTHE 3aIlaX¥ CTAHOBUTCA TPYHO TEPIIETD.

6. Macca:xepbl, BHOPHUPYIOIIHE UHTPYIIKH

Bubpanus — 9T0 OCHOBHOM IpHeM 3aHATHH [Jd CEHCOPHON HWHTErparuu. BbL pemko
BCTPETHUTE CIIEITHATIUCTA IT0 OKKYIAITMOHHOM Teparui, KOTOPbIi 661 paboTas ¢ 1eTbMH, He
HWCIOAb3ysa Bubpupymomue uagenus U urpymgu. OHH HCIONB3yIOTES KaK s
CTUMYJISILIVIH, TAK U VI yCIIOKoeHus pebeHka. Bor HexoTopsie nuen:

-BUOPHUPYIOIHe TOAYIIKHA U MaTPACHI JJI YCIOKOEHHUST;

-pydYHbBIe Maccaskephl B BUJE JKUBOTHBIX JIJIT Maccaxa Bcero teia (KpoMe *KUBOTa);
-pOTOBBIE Macca:Kkephl, HaIIpuMep, z vibes;

-MacCayKHbIEe MaThI;

-IeTCKUE BUOPUPYIOIIKE CTYIHLUNKH;

-MaccasKHbIe Kpecyia U PACKIaAYIIKH;

-BuOpupyioiue 3yonsnie métkn.7. Illérka Wilbarger

Braumanme: 370 MIMPOKO UCIIOIB3YEMBIi, HO 04€HB 0COOBII BU JI€UEH, KOTOPHII MOKET
OBITH IPUMEHEH TOJIBKO IO/ PYKOBOACTBOM CIEITMAIHCTA 10 OKKYIIAI[MOHHOM TepPAaIuH.
Jaa Takoro meueHus: tpefyerca MIETKA W YETKHE HHCTPYKIIMHA 'O TOM, KAK U C KAKUMU
WHTEPBaJIaMH UCITOIH30BaTh €€ B T€YEHUe JHS.

Tem HE MeHee, 3TO OAWH W3 YCIENUIHBIX METOJOB JIEUeHUS NETeH C TAKTHUILHBIMU ¥
ceHcopHbIME Tpobaemamu. OHOM U3 TIaBHBIX MPUYHH [JIA UCI0IB30BAHUS 9TOTO METOIA
ABJAAETCA yMEHbIIIEHHE UYYBCTBUTEIBHOCTH KOKH, UTO IIOMOTaeT PEO0eHKY Jjerde
TIePEeHOCUTH IPYTHE CEHCOPHBIE OIIYIIIeHHUS.

8. UrpsI ¢ TOHHEIAMHA U TAJTaTKaMu

U To, u gpyroe oueHH IIOJIE3HO [JIA CEHCOPHOU MHTETPAIlNM, M, KaK BCETAa, IIABHOE —
posiBUTh panTasuo. Huxe mpencrasieHbl HEKOTOPBIE COBETHI.

-UcnonnayiiTe TOHHEIU I PA3BUTHS KPYITHON U OHIaTePAIBbHON MOTOPHKH.

-Jla:xe mpocTo T0I3as Yepe3 TOHHEb, peOeHOK pa3sBUBAET KOOPIUHAIIMIO.

-O6oraTure TaKTUIBHBIHN OMBIT pebeHKa, pasMeIas B TOHHEIU PasHble IpeaMeThl HITH
TIOMeIasa B HETO KOBPOBOE ITOKPBITHE.

-Bb1 MoixeTe HEMHOTO TIOTPACTH TOHHED (HACTOsIIee 3eMIeTPACeHue!), KOTIa MaTbIIII
BHYTPH, YTOOBI YIYUIIIUTH €T0 MPOIPHUOIEIITHBHBIE W BECTHOYAAPHbIE PEaKIIHH.
-UcnonpayiiTe manaTku Ad co3manus 6e30IacHoi aTMocepsl, HEOOXOIHUMOM 1eTdM,
TeperpyKeHHbIM CEHCOPHBIMH CTUMYJ/IAMH, MAIBIIIT MOKET Jajke IoApeMaTh B TAKOM
YIOTHOM MECTe, OTIOXHYTH (BhI MOKETe ITOJIOKUTH TaM MATKUE TTOAYIIKN, Oflesira; TaBa-
JIaMIIbI, HOYHUKH, YTOOBI CO3aTh PacCIa0IsIoIyi0 aTMocdepy).



9. IlporpuonienTHBHAA I€ATEILHOCTD

Konuuecrso Takux 3amaTuii — rmoutu 6eckoHedyHO. IIpornpuoneniiusa OTHOCHTCS K
BO3/IEMCTBUIO HA MBIIIIIIbI, CYCTABbI, CBA3KH, CYXOKUIUA U COEIMHUTEIHHbBIE TKAHU. JTO
KacaeTcs KOHTPOJIS MOTOPUKH, YIIPABJIEHUS TeJIa, INIAHUPOBAHUS IBHKEHUH, 0CO3SHAHUS
IIOJIOKEHH TeJIa B IIPOCTPAHCTBE U IIOCTYPAIbHON CTAOUILHOCTH.

Ecnu npomnprorienrtuBHOE 4yBCTBO paboTaeT mioxo, pedeHKy MOMKET ObITh TPYIHO
JIBUTATHCA IIABHO, OBITH CKOOPUHUPOBAHHBIM B CBOUX JBI/KEHUAX. TaKkWe MeTH UMEIOT
po6IeMBbI KaK ¢ KPYIIHOH, TAK U C MEJIKOM MOTOPHUKOM, UM TSIKEJIO0 e3IUTh Ha
BEJIOCHUITE/IE, IIUCATD, TYJISTh, 3AaHUMATHCI CIIOPTOM, U JAsKe [10JI3aTh.

HexoropbiM geTsam HeoOXxoauMa IPONPHUOIIEIITUBHAA CTUMYJIAIUA, /IS TOIO YTOOBI UX
TEJI0 YCIOKOWJIOCh, 8 OHHM CMOTJIN PEryJIHPOBATH YPOBEHD BO30YKACHMI.
IIponpuorienTuBHOE YyBCTBO — 3TO OrpOMHAs cdepa IJId Pa3BUTHI U JIEYEHUs y IeTei ¢
mpobieMaMy CeHCOPHOTO BOCIIPUSTHS, U OY4E€Hb YACTO TAKKE MPOOIEMbI MOMKHO PEIIUTh
eIllé B caMOM paHHEeM JIeTCTBe.

10. CencopHbIE€ KOMHATHI

B kamgom peabuauTarinOHHOM IIEHTPE, KIMHUKE, J0Me, IeTCKOM Caay B Hiealle MOJKHbI
OBITH CEHCOPHBIE KOMHATEL. UTO e pasMEeCTHTh B TAKOU CeHCOpHOHU KomHuATe? Bo MHOrOM
9TO 3aBUCUT OT TOTO, /I KOTO BbI €€ JiefiaeTe M KaKUM IIPOCTPAHCTBOM IS 9TOTO
pacrmosaraere.

Bor Heckonbko ueii:

-Paccnabnsromasn mysbika

-Hounmnkwu, oco6bre CBETHILHUKH, TaBA-TaMIIbI
-IIposkekTOpHI IKUAKOTO CBETA
-Mamusb! 17151 MBIIBHBIX ITy3bIpei

-MaruuTodoH, BOCIIPOU3BOAAIINI 3BYKHU TPUPOIHI
.E ‘ @ -.“,. TN -Apomaruueckue mpucmocobienus (quddysopsi,
JI TeX, KTO Hy:KJaeTcd B JONOJHUATENbHOM ceHCOPHOU
CTHUMYJIATIIH:
-TaxkTunbHbIE
-YTsKeIeHHbIE OfIesyia U UTPYIITKH
-TakTuabHBIE UTPYIITKH
-CBHUCTKH, CBUCTYIBKH, MY3bIKAIbHBIE

JIAMIIBI)
-Msirgue moayuUKy U ofiessia
-ITysbipbKOBBIE TPYOBI
-Kpecna-mermxu
MaThI ¥ MAYH
-Kpecna-kayanku, ramaku, kauenu
-Bubpupyrorre packiagynku, TOLyIIKA U
WUTPYIIKA
WHCTPYMEHTBI
-JlecTHUIIBI, IIBEICKHE CTEHKH, TEEKKH, CKEUTHI
IlepBoucrounux http://www.sensory-processing-
disorder.com/sensory-integration-activities.html

-MaccasxHbIe Kpeciia 1 MaThI
-HTepakTUBHBIE IIy3bIPHKOBBIE TPYOBI




JApyrue BUAbI peadHIATAITNII
Muorue ceMbu 0TMEYAIOT, YTO AIbTEPHATUBHAA TePAINA A JeTeil 1 B3POCIBIX C
cuHAPOMOM AHreIbMaHa MOJIOKUTEIBHO CKA3hIBAETC HA UX 6JIATOIOJIY k.
[IpuBenennble HUKE IPUMEPDI IPEACTABIISAIOT JIMIIL HEKOTOPhIE U3 TEPAIINil, KOTOPhIE,
110 MHEHUIO POJUTENIEH, IBIAI0TCA 3(PPEeKTUBHBIMHE.

CienyeTr OTMETHTD, YTO HET JOCTOBEPHBIX HAYYHBIX [OKA3ATEIbCTB, II0TBEPKIAIOLAX
HCITOJIb30BaHUE TAKUX BHIOB TEPAIIU.

HNnmorepanusa

Tepanus c ucronb3oBanuem somraau. CoobIiaercs, 4To OCAHKA,
MBIIIEYHBIH TOHYC, KOOPAUHALINS, pABHOBECHE,
CEHCOPHOE/MOTOPHOE PA3BHUTHE, a TAKIKE PEUYEBbIe U A3BIKOBbIE
HaBBIKW MOTYT OBITH yIIydIlleHbl umorepamnuei. Her
opuIMaTBHBIX UCCAEROBAHUHN 9)(PEKTHBHOCTH UIIIIOTEPAIINH B
AS, HO ecTh HEKOTOpbIE HAYYHBIE JOKA3ATENIbCTBA TOTO, IYTO
IAHHBINA METOJ IPHUHOCHT II0JIb3Y JETAM C I[epeOpaabHbIM
mapanaoM.

. Apomarepanus
%J'l Mauorue monu ¢ CuaapoMoM AHreabMaHa HACTAKAAIOTC
= P }} YYBCTBEHHBIM OIIBITOM IPHKOCHOBEHUA U 3arnaxa (060HIHNA).
- B ATOT IOXO0] MOKET CII0COOCTBOBATH PaCCIabIeHII0, COBMECTHOM
» paboTe ¥ yMEHHIO CIyIIaTh.
© Pedrexconorua
Pedexcomorus (Maccamk wiu
IIPpUMEHEHNEe JaBJI€eHUd K OIIpeaeJIeHHbIM YaCTAM CTyHHteI,
KOTOpPBbIE, KAK I10JIaraioT, AIMEIOT B3aUMOCBA3b C IPYTUMHU
YacTAMH TejIa) ObLIa OIUCAHA KAK II0JIe3HbIH, HeNHBA3UBHBIN
TIOAXON K JIEUEHUIO JIIOJeH C
m TPYZHOCTSMYU B O0yUEHIH.
e ] 2 T'naporepanmus,
b moaeieiS
2 aKBapeaOcHIATAIAA
L Bogubre Tepanuu 6bUIH YCIEIITHO IPUMEHEHEL B
x peabuauTaIuy II0eH ¢ CHEAPOMOM AHrebMaHa B 'CBISH C

4 ob111e# JII060BBIO K BOZIE ¥
moneit ¢ CA
MysbpikagabHad TEpaANUA
MysbIkanbHAA TEPATIHS UCIIOIB3YETCS IS TOTO,
YTOOBI IIOMOYb JIFOJ[SIM, HCITBITHIBAIOII[AM TPYIHOCTH
B 00y4eHWH, BEIPA3UTH CBOU MBICIH U YYBCTBA U
OCMBICJIEHHO
obmarsed ¢
IPYTUMU JIIOBMH.
(Taxxe Tepanus
BAK u Tomaruc.)
Beaocnoopr
Muorue cembr AS cunTaioT €314y Ha BEJIOCHIIEE
6ecrieHHOH (TOJILKO IION KOHTPOJIEM CHEHAINCTA).




Apr-Tepanusa
YcrmokanBaeT U IPUBOJUT B HOPMY SMOITMOHAJIBHBIN (DOH.
Anar Banuaa
Merton ycraHaBiuBaeT KOMMYHHUKAIUIO C MO3TOM
0COOEHHBIX MaJIBIIIEH U [BITAETCA PACKPHITH IOTEHIHA,
3aJI0KEHHBIN B HEM.
HeabduHoTepanmsa
HUrpa ¢ nenbuHOM JaeT CTUMysI B Pa3sBUTHN
Ao II03HABATENbHBIX IIPOIIECCOB U IICHXOMOTOPHOH cepsr. Cam
MIPUHITATI JIEYEHHUS C TIOMOIIBI0 KOHTPOJIUPYEMOTO HU3JIyIeHUs
I COHapa OCHOBAH HA YJIbTPa3ByKOBOM BO3/IEHCTBHNIeHb(IHA:
& Dusnosorudeckuii 3pEKT Tepau C IIOMOIILI0
VIIBTPa3ByKa OTMEYAEeTCs CyIeCTBeHHBIMU U3MEHEHUIMU/B
OMO3JIEKTPUYIECKON aKTHBHOCTU MO3T4a.
Ilepsoucrounuru Association Francaise du syndrome d'Angelman - AESA (angelman-
afsa.org) Metoauku - ConHue Moe (solnce-moe.com)

InuiIencud

Kaxk pacnosuarts nmpuctyn snmwiaencun?/Kak ce6a Bectu Bo BpeMst
npucryna?/Kak seanrs?

IIpumepno y 95% nereii ¢ cuaapoMoM AHTelbMaHa TUATHOCTHPYIOT STTHIETICHIO.
OnUIenTHIeCKUe IPUCTYIIBI MOTYT HAaYaThCd B JIFOOOM BO3pacre, HO darie Bcero (B 75%
ClIydaeB) BOSHHKAIOT 0 3 JIET, CTA0MIN3UPYIOTCA B CPeJHEM 0K0I0-8-9.jieT;-a 3aTeM
HabII0jaeTcs TeHEHITNA K UX CHIUKEHHUIO. OMIMIIEIICUS ABJIAETCA OCHOBHOU IPUYMHON
rOCIHUTAIN3AIUY PebeHKa B CTal[uoHAp.

BrifBIeHME STHIENTHYECKUX IIPUCTYIIOB IT03BOMIAET OBICTPEE I000PATh TEPATINIO U
B3ATH IO/ KOHTPOJIb drmiencuio. [IpumepHo moroBuHe eTeil JoCTaToqHO
monotepanuu, 30% OyayT HYKIAThCA B IOTHTEPAIIUH.

OnpeneneHne sMMIENICHA

Amunencus (ILAE, 2014) — 3a6oneBanue roJI0BHOTO MO3ra, COOTBETCTBYIONIEE JTI060MY
U3 CIEeAYIOINX COCTOSHUMN:

1.He meHee AByx HECIIPOBOIIMPOBAHHBIX (M peIeKTOPHBIX) SIIUIEIITUIECKUX
IIPUCTYIIOB ¢ HHTEpBaIoM 6oiee 24 4.

2.01uH HECIIPOBOLMPOBAHHBIH (MU Pe()IEKTOPHBIN) SMUICITUIECKUN IPHUCTYIT U
BEPOATHOCTD ITOBTOPHBIX IIPUCTYIIOB, COOTBETCTBYIOIIAA 00IeMy PUCKY PelUINBa
(paBuHOMY mitu 6ostee 60%) 1IoCiIe ABYX HECIPOBOIIMPOBAHHBIX SIMUICIITUIECKUX
OpUCTYHOB B mocienyromiue 10 ser.

3.Jlmaruos soUIEenTHYECKOr0 CHHAPOMA.

ONUIENITUIECKUH IPUCTYI — 9TO IPEXOAAIINe U 00paTUMble KINHUIECKHEe
TIPOSABJIEHUA ATOIOTHIECKON H30BITOYHON UIN CHHXPOHHON HEMPOHHON aKTHBHOCTU
rosioBHOTO Mo3ra. Kinnaryeckre MposBIeHns SMHISIITHYECKOr0 IPUCTYIA PA3InIHEbIE,
MOTYT COIIPOBOKIATHCA KPATKOBPEMEHHBIM BHE3AIIHBIM HAPYIIEHUEM CO3HAHN,
TIOSIBIIEHUEM PAa3IHYHbIX OIIYIIeHUH, [BUTATEIbHBIX (DEHOMEHOB.

Kiannaugeckye IpoABIeHU IPUCTYIIA 3aBUCAT OT JIOKAIU3ANNH SJIEKTPUIECKOr0O
paspsama ¥ ero pacIpoCcTpaHeHus .




dnunentudeckuii craryc (ILAE) — snunenTtudeckuil IpUCTyII, IPOLOIKAIOIIHMICA B
teuenne 30 MUH, WU cePUsI MPHUCTYIIOB,
CJIeMYIOIIMX APYT 38 APYTOM C TAKOHU YACTOTOMH,
4TO B MIPOMEKYTKAX MKy HUMU MalueHT. He
ycueBaet npuiiTu B cosHanue. CyecTByoT
pasauyHbIe (POPMBI SIIMAEIITUIECKOTO CTATyCa,
KOTOpbIe BOBMOKHO JHATHOCTHPOBATD TOIHKO
¢ oMo1bo JAI.

OIUIENTHIECKAN CTATYC MOKET ITPOUZ0UTH Y
nauenTa ¢ JUarHOCTUPOBAHHOHN SIIUIeTICUel,
HO TaKKe MOKeT ObITh U IEePBbIM IPU3HAKOM
neb6iora smrtericuu. 1lpu snumentudaeckoM
craryce Tpefyercs CpOYHOr0 MEIUIIUHCKOe BMEIIIATeIbCTBO IJIs HagHAYeHUs ObICTPOTO U
2(ppeKTUBHOTO TeUeHus.

Kak pacniosHaTh SIMJIEeNTHYECKUI IPUCTYII?

IIpu cunzppome AurenbMaHa BCTPEUAIOTCS PA3IIMYHBIE THUIIHI IIPUCTYIIOB, HO HAMboIee
YaCThIMU ABIAIOTCA ATUIHYHBIE a0CAHCHI 1 MUOKIOHHYECKHE TIPUCTYIIbl. PedpuibHbie
MIPUCTYIIBI MOTYT OBITH IMEPBHIMH SMUIENTHYECKUMHU IPOSIBICHUIMU / CHHIPOMA
Awnrenpmana.

PeOpuIbHBIE MPHUCTYIBI — IIPUCTYIIBI, KOTOPhIe BO3HUKAIOT B PE3yIbTaTe BO3PACT-
3aBHCUMOH U IIPEUMYIIIECTBEHHO T€HEeTHIECKOH ITPEePACIOI0KEHHOCTH K
SITMJIEIITHYECKUM MIPUCTYIIaM, IPOBOIUPYEMbIM JUX0PaaKoi (He MeHee 38 rpaycos).
Knuanaeckn pebpuIbHbIe IPUCTYIIHI TPOSBISIOTCI OrIaTePaTbHbIMU TOHUKO-
KJIOHUYeCKHMHU IIPUCTYIIaMHu, HO MOT'YT 6I>ITI: " B BHUE O6H.Ief1 THUIIOTOHHNHK MBIIIIII,
3aBeJIeHUs I71a3 B CTOPOHY, OTHOCTOPOHHUX KJIOHUYECKUX VA MUOKIOHUYECKUAX
TO/IEPTUBAHUM KOHEUHOCTEH.

ATtunnyHbie a0CaHChI, ATOHUYECKHE U MHOK/JIOHHYECKHE IMPUCTYIIBL

Ab6caHchl XapakTepu3yOTCsI BHE3AIHbIM HapyleHneM co3Hanua. Ormeuaercs
OCTaHOBKA JIBUTATENIHHOM aKTUBHOCTH, 3aBUCAHIE, 3aCThIBAHNE B3TJIANA HA HECKOIHKO
ceryun (ot 5 1o 10 cexynn, pexxe mo 30 cexywn). [Ipu curmpome AHreabmana abcaHCh
06BI‘-IHO aTUIMU4YHbIe, MOTYyT COIIPOBOXAATHCA MUOKJIOHUIMHU, TO €CTh MBIIIEYHbIMU
MIOIePTUBAHUAMU, KOTOPbIE 0COOEHHO TPYAHO JUATHOCTHPOBATH y Miaaenma. Hamxo
obpararsk 0coboe BHUMAHHE HA TLIEYH, PYKH ¥ HOTH. MUOKIOHIMYECKIe TPUCTYIIbI
MOTYT BBI3BIBATH IIOTEPIO Oasianca, HAKJIOH TOJIOBBI WK Tella, pelKo najenne. MHorma
MHUOKJIOHHUHU TPYAHO YBHAETH, OHU MOTYT OCTaBaTHC HEe3aME€I€HHbIMU. BHI/IJIeHTI/I‘IeCKI/IfI
CTaTyC aTUIMNIHBIX a6CAHCOB C MUOKJIOHHYECKAM KOMIIOHEHTOM OTMeYaeTcs 6oiee 9eM y
TIOJIOBUHBI IETEH C CHHAPOMOM AHTeTbMaHa U MOKET AIUTHCI SJHAMM, HeeIIMU W Taske
MecAIlaMH, K COKAIEHHIO, B HEKOTOPBIX CIyYadx OCTAeTCA He3aMEUYeHHBIM POMUTEIIMH.
KinnaugeckuM nposgBieHneM SMUIEITHIECKOTO CTaTyca MOKET ObITh perpecc
HEBPOJIOTHYECKOH CUMIITOMATUKN. PeOEHOK CTAHOBUTCH CIUIITKOM CIOKOMHBIM, BSIBIM,
HEAKTUBHBIM U KaJKETCS OTCYTCTBYIOIIMM C PEIKUMU HJIH YACTHIMA MUOKIOHUIECKAMU
MOIEPTUBAHUAMHY, KOTOPhIE YCHINBAIOT ATAKCHIO M YXYALIAIOT PABHOBECHE.
ATOHUYECKHe IPUCTYIIBI COIPOBOKIAIOTCA KPATKOBPEMEHHOM BHE3AIHOMH II0Tepei
roryca. OHU IPOSBIAIOTCA B Pe3KOM HAKJIOHE TOJIOBbI (KMBOK) WM TYJIOBHINA, NHOTAA B
IaJIeHUH.




MuoxkIoHHYECKHEe MPHUCTYIIbI — 9TO Pe3KHe, CeKyHIHbIE, BHE3AMHBIE,
HEIPOM3BOJIbHBIE, [IOBTOPHBIE COKPAIIEHUS (MIH IOJIePTUBAHNS) TPYIIT MBIIIIIT, TI0 THITY
B3IparvMBaHus, KOTOPHIE BOBIEKAIOT TEJIO IEITUKOM HJIH €r0 YaCTh, Yalle PYKH I
BEPXHIOIO YACTh TYJIOBHINA. JlaHHBIH THI IPUCTYIIOB MOKET OBITH KaK B CTPYKTYPE
ATUIINYHBIX a0CAHCOB, TAK U U30JIUPOBAHHO. [/ MOATBEPKICHNS UX SIUIEIITHIECKOTO
remesa Heo0xoauMo mpoBeenue JII, 0cobeHHO y meTel ¢ CHHApPOMOM AHreabpMaHa
(mudppepennmaTbHbIN TUATHO3 C TPEMOPOM, MHOKJIOHUIECKUMHU PBIBKAMH - «mioclonic
jerks»).

Kpowme Toro, MoryT ObITh ¥ TeHEpaATM30BAHHBIE TOHUKO-KIOHHYECKIe TIPUCTYITH;
(hokanbHbBIE SMHMIENITHIYECKHE IIPUCTYIIBI, Yallle UCXOAIINe U3 KOPhI 3aThUIOYHOM TOJIH,
peKe SIUIENTHYECKHEe CIIa3Mbl M TOHHYECKHE IIPUCTYIIBI.

Korma u sayem genars 3jeKkTposHIiedarorpacgpuro?
ArxexrposHnedanorpamma (I3I") — merorn uccieqoBaHuA, KOTOPHIA PETUCTPUPYET
BJIEKTPHUYIECKYI0 aKTUBHOCTD M03ra. II]' — 310 6e360/1e3HEeHHOE HEHHBA3UBHOE
HCCIIeIOBAHNE. JIEKTPUUECKUE UMILYJIbChI MO3Ta PETUCTPUPYIOTCS HEOOMBIITUMHA
MeTaINIeCKUMHU TUCKaMH (3JI€KTPOfaMH), KOTOpbIe PasMelanT Ha KOKe TOIO0BbI U [Ipu
IIOMOILIY IIPOBOIOB MOAKII0YAIOT K ammapary 99l

Buneo-99I" MOHUTOPHHT — TJIABHBIH JUATHOCTUYECKUH METO/ IIPU JIIUAETICHH,
KOTOPBIi TTO3BOJISIET COMIOCTABUTD BUIEOM300PaKEHHUs IIPUCTYIIOB CHHXPOHHO C
BJIEKTPOIHIIE(PATIOrPAMMOH, SIEKTPOKAPANOTPAMMON U MHOTPAMMOR B CJIOKHBIX B
IUTaHe IUATHOCTHKHY CIydasX, yTOYHEHUS TUIa IpucTymoB. I u Bumeo-09I°
MOHHUTOPHHT UTPAIOT BAKHYIO POJIb B BEPU(PUKAIINH SITHIEIICHAY JeTed C CHHIPOMOM
AmrenpmaHa, a B pajie ciaydaeB — u camoro 3abosneBanus. OCHOBHAT aKTHBHOCTD
(oHOBOI 3amucH, KAk IpaBuiIo, 3amezjieHa. Jlumb y 20% manueHToB OCHOBHOM PUTM
COOTBETCTBYET BO3pPACTHBIM HopMaM. [lpu cunapomMe AHrelbMaHa-Cyill€CTBYIOT OUeHb
cueruIHbIE TATOJIOTHYECKHe H3MeHeHNa Ha JII', KoTophle BhiABaA0TCA B 96-98%
ClIyJaes.

K HuM oTHOCATCA BBICOKOAMILIUTYAHBIE BCIBIIIKY €IbTA BOJIH 3a3y0PEHHOTO,
pacmemiensoro xapakrepa (Notched delta), koropsie MoryT 66ITh AU QY3HbIE, YaIIlE €
aKIEHTOM B 3aTBIJIOYHBIX OTEIAaX, 3aHUMAI[He OOBIIYI0 YacTh 3aIUCH.
ITaromormueckue nsmenenus (Notched delta) na 991" mossnsored y meTei B Bospacre
4-9 Mecs11eB ¥ 06BIYHO HCUE3a0T 1ocie 12 jer.

Perucrparua za 991" aHHBIX TATOJIOTHYECKAX U3MEHEHUH He CBUETEIHCTBYET O PUCKE
BO3HHUKHOBEHHS SITAIETITHIECKIIX
MIPUCTYTIOB, OHU HEe MEHSAIOTC B
pesyabTraTe BOSHUKHOBEHMUS
SITUIETITHYECKUX MPUCTYIIOB - H-HX:
JIeYeHu .

Haxomerr, ouesb BaKHO eIaTh
Buneo-d3I' B curyarun
HEBPOJIOTHYECKOT0 perpecca, aaxe
KOTJa HeT BUAUMbIX MHUOKJIOHHUH,
YUYHTBIBAS JUATHOCTUIECKYTO
[IOrPEIIHOCTD, KOTOPAas MPeCTaBIIeT
€000¥ MHOKJIOHHYECKHH SITUCTATYC.




Hawub6omee Tunrasbivu naMenenusamu 91" mpu
AS siBaioTes: 1) mpoberu reHepasin30BaHHON
PUTMHUYHOM BHICOKOAMILTMTYIHOU (4acto 6osee
300 mkB) menbra-akTUBHOCTH, OOBIYHO C
AMIUIATYIHBIM IIpeobaamganueM B JIOOHBIX
oTmenax, HEPeIKO B COUETAHUH C
SITMIENTH(OPMHOM AKTUBHOCTBIO; 2)
BBICOKOAMILIUTYIHAS AKTUBHOCTh TETA-
nuanasoHa (200 mxB u 6osee) ¢ yacroroii 4—6
I'u, Tokanu3oBaHHad B 3aJHUX OTAEIAX WA
mudysHo; 3) UBMEHEHUS B 3aIHUX OTIeIaX — PUTMHYHAS BBICOKOAMILINTY/LHAST
SIIMIENTH(OPMHAA aKTHBHOCTD 9acTOTOM 3—4 ['I1 B BH/e CIAaWKOB, KOMILIEKCOB OCTpAasi-
MeJIeHHAasA BOJIHA, JIOKAJTM30BaAHHBIX IPEUMYIIIECTBEHHO B 3aTHIIOYHBIX 001aCTIX. TH
M3MEeHEeHUs IIPOBOIUPYIOTCS 3aKPhIBAHUEM IJIa3 U MOTYT ObITh aCHMMETPUIHBIMH.
Jleyenne snuIencun

Jleuenne OTAEIHLHOTO MJIH 3aTAKHOTO IIPHUCTYIIA

Korpa y peberka smurenTudecKknii mpucTyr 6oiee 3-5 MUHYT WA TPUCTYIIBI
IIOBTOPSIIOTCA B TeyeHne 15 MUHYT, MOKeT IoTpeboBaThCs BBeIeHue OeH30Ina3eruHa
IUIS1 KyITHPOBAHUS IIPUCTYTIA.

B ocuosHOM mcnonbsyerca mugasonam (Buccolam ®) BHyTpuBEHHO MIH I€POPATBHO.
Jlosa ompeensgercs B 3aBHCHMOCTH OT BO3PacTa, MPeABaPUTEIbHO H03UPYETCI B
IITPUIAX. ¥ TAKOBKA U IIIIPHUIL JJIT [IePOPATIBHOI0 IPUMEHEHUT IMEIOT IIBETOBYIO
MapKHUPOBKY, YTOOBI IIOMOYb POIUTEIISIM:

Il mereit B BospacTe oT 3 MecsiieB 0 1 roga mosa cocraBisger 2,5 MT, U IIIIPUI] AMEeT
I[BETOBYIO MAPKUPOBKY JKEJITHIH.

s nereit B Bo3pacte ot 1 rosa o 5 JIeT 103a COCTABISAET S MT, U IIIIPUI] UMEET
IIBETOBYI0O MApPKUPOBKY CHHUI.

s nereit B Bo3pacte ot 5 10 10 et mo3a cocrasider 7,5 MT, B IITIPUAI] IMEeT
IIBETOBYIO MAPKHUPOBKY ILyPILyPHBIH.

s nereit B Bozpacte ot 10 mo 18 net nosa cocrasader 10 Mr, v UIIPHI] UMEET
I[BETOBYIO MAPKUPOBKY KPACHBIMH.

Taxk:xe MOKHO HUCIIONB30BATD AWA3EIIAM PEKTANBHBIH B BUIE CYIIO3UTOPUEB UJIH B
BHJIe TIOOMKOB-KIN3MOUEK 110 5 1 10 Mr, BHyTPHBEHHBIH B aMITyiax 1mo 2 Mia-10 mr.
Koneuno, 111 KynupoBaHusA IPUCTYIIOB B JOMAIIHUX YCIOBUAX, O0JIbIIIE ITOIXOIUT
nuasernam B TioOukax. l[0sa ompezensercs B COOTBETCTBUH C BecoM (B Bo3pacTe-0T 2 110
5 net 0,5 mr/kr; ot 6 mo 11 jer 0.3 mr/kr, s B3pocabix 0.2 Mr/Kr).

B oTHOLIEHUY 5THX ABYX JIEKAPCTE MOKET ITOTPe60BaThCA BTOPA 034, HO OHA-TOMKHA
MIPOBOIUTHCA B IMPUCYTCTBUH Bpada, IIOTOMY YTO €CTh PUCK OCTAHOBKH [IbIXAHMUI.
Mugasomam (Buccolam) u pexranbubiil auasenam mo pereanio BE BrinuckiBaeT Bpay
B JIe4eOHOM YUPEKIeHNH, T7e IPUKPEIIeH PeO6eHOK.

C nexabpsa 2020 roga mOsIBHJINCH OTEYECTBEHHbBIE AHAJIOTH:

Cubason (MHH JInaszemnam), pacTBOp PEKTAIBbHBIN B MUKPOKIU3Max (2mr/mi- 2,5 mi, 4
mr/mi- 2,5 mi). g muiageHies ¢ 6 MecsIieB JeTeil IpyaHoro, JOIIKOAbHOT0, MIAIIIEero
IIIKOJIBHOTO BO3pacTa U IMoapoCcTKOB (10 18 mer);

Mugasomam (MHH Mwupnasonam), pacTBop 3aiiedHbrii B TIOOMEKax (SMr/mia-1mr)."




IIpenaparsi, nCHOJIB3yeMbIe HA IIOCTOTHHON OCHOBE

IIpenaparsl, ucronb3yeMbie Ha TOCTOSHHOM OCHOBE, HEOOX0JUMO IIPUHAMATE KaKIBIA
IleHb, YTOOBI M30eKATh PEIUANBA SIIUIEIITUIECKOro mpuceTrya. X 00bI4HO BBOAAT
T10CJIe TIEPBOrO MPUCTYIIA IIPY CUHAPOMe AHreIbpMaHa.

MoryT 6BITH IPeIIoKEeHbI Pa3IUYHbIe IIPOTHBOIUICIITHYECKUE IIPeapaTsr, B
3aBHCHMOCTH OT THUIIA IIPHUCTYIIA U Bo3pacra pebeHKa.

Hecrkonbko uccneqoBanmii MOKasaio, 4YTo HEKOTOPbIE JIEKapCTBa 0COOEHHO
3(ppeKTUBHEI y IOHEH ¢ CHHAPOM AHrelbMaHa: JJaMOTPHU/KUH, JIEBeTHPAIIeTaM,
6ensoauasenuHbl: Kirobazam, kroHasernaM. OHE MOTYT KOMOMHHUPOBATHCS A 60IbIIeH
a¢ppexruBHOCTH. OHM MTO3BOJIAIOT KOHTPOJIUPOBATH 0K0I0 80% MPUCTYIIOB.
OmnuceiBaercs u BeIcOKad 3(p(PeKTUBHOCTH BAIBIIPOATOB, HO II0 JAHHBIM HCCIETOBAHUH
(Thibert, Epilepsy Behavior, 2016) B 60% ciaydaeB npHIILIOCH 3aMEHUTD ITpPENapaT Ha
IPYTro¥ aHTHUAIMUIEIITUIHCKAN [IPenapar ns3-3a Mo00YHbIX JeHCTBUN B BU/E YCUJICHUI
TpemMopa, perpecca MOTOPHBIX HABBIKOB.

Memnee xenanubie mekapcersa: Banbipoar ([lemakor, lemakus, BanblipoeBas KHEIOTA)
B Gosbioit cepun uccneqoBaHuil MaueHThI, IOIyIaBIINe TEPAINI0 BAIbIPOEBOM
KHCJIOTOH, IEMOHCTPUPOBAJIN YCUJIEHHE TPEMOopa, CHI/KeHre Oasianca ¥ / Wiy perpecc
MOTOPHBIX HABBIKOB, KOTOPBIE UCYE3IIH [TOCTIE TIPEKPAIeHUsA IPUeMa STOT0 JIEKAPCTBA
(Thibert, Epilepsy Behavior, 2016).

Menee 5 peKTUBHBIMY CIUTAOTCS STOCYKCUMHUT, 30HUCAMuU, Tonmupamar. OHH 06BIIHO
HCIIONB3YIOTCS IPH PE3UCTEHTHOCTH K IEPBOMY IIPEapary M MI0X0n
[1ePEHOCHUMOCTH.

C mpyroii CTOPOHBI, 110 JAHHBIM HUCCIELOBAHUN, HE PEKOMEH/LYETCA UCIIOIb30BAHNUE B
JIeYeHUH SIUJIETICHH, 0COOEHHO IIPY HAIWYUY MUOKJIOHUYECKHUX IIPUCTYIIOB
kapbaMasennHa, OKCKapOaMasenuHa U BUurabaTpuHa .

B mocienavie rogpl MOSIBHIIOCH MHOTO HOBBIX JieKapcTB. [lake ecnu ux 3 eKTuBHOCTD
He JI0Ka3aHa KOHKPETHBIMHU MCCIeM0BAHUAMY IIPU CUHIPOME AHTeIbMaHa, OHH MOTYT
OBITH HA3HAUYEHBI HEBPOJIOTOM W SIUIenToa0roM. OHM 06BITHO BHISHIBAIOT MEHBIIIE
mo609HBIX 3hEKTOB, ueM “crapbie” JexkapcrBa THIA QeHobapouTama u-(heHuTOnHA.
IIpoTuBosnuIenTuyecKre METOABI IEUEHHA HHOTIA MOTYT COMPOBOKIATHCA ITI060UHBIM
nmericreuem. QueHb BaXKHO CO00IIATH 00 9TOM JiedareMy Bpady. BGosibinHcTBe
CllydaeB OHU BPEMEHHBIE, IIPOXOAT CAMOCTOATENIHHO U He TPeOyI0T KOPPEKIUH
JI€YEHU.

-IloBenenueckue n3aMeHeHUs BISIOTCA HAU00IEE PACIIPOCTPAHEHHBIMHA
MIPOABIEHUAMHU: YCTAIOCTh, COHIHUBOCTD, HEOOBIIHOE BO30YIKAeHIE, IPOIBICHUT
TPEBOTH UJIH arpPeCCUBHOCTH.

-Ilo6ounbie meticTBuA Ipu HAUOOJIEE YACTO UCIIOIb3YEMBbIX IIPOTHBODIUIEITHIECKIX
rpernaparax:

-Bansopoar Hatpus: BO3MOKHO yBeJIUdeHUe Beca, BbIIAeHue BOJIOC, 0COOEHHO Y
MOIPOCTKOB M B3POCIbIX. VI30BITOUHOE yBeIUYEeHHE Beca MOKHO KOHTPOJIUPOBATD
[1eToi, 0cOOeHHO B Havase jedeHus. [IpobiemMsl ¢ meueHnio (0CTPhIH rernaTur)
BCTPEYaeTCs OYeHb PEIKO, II03TOMY HeT He0OXOJUMOCTH B CHCTEMATHIECKOM KOHTPOIIE
[EYEHOYHBIX IIPOO.

IIpuem BanbIpoara sKEHIUHON BO BpeMs 6€PeMEeHHOCTH MOKET BbI3BaTh PasIuIHbIe
BPOKIEHHbIE AHOMAIMY WA KOTHUTHBHbBIEC HAPYIIICHUS Yy peOeHka.

Taxxe, 10 JTaHHBIM JTUTEPATYPHI, ¥ AeTel ¢ cuHAPoMOM AHreabMaHa Ha (hoHE JIeUeHUsT
BaJIBIIPOATAMY BO3MOKHO HEKOTOPOE YXYIIIIEHHE MOTOPHBIX (DYHKIUH, ATAKCUY U
[IOBEIEHUS.



-KJIOHaSeHaM MOET YBEJIUNYUTDH CIIOHOTEYEHHUE U BbI3BATh HpO6JIeMbI C ,T.[BIX&TGJIBHOI;'I
CHCTEMOH.

-JIaMOTpI/II[?KI/IH MOJKET BbISbIBATh a/lVIEPIrUieCKYI0 peaKIInuIO, BBICBIIIAHUA Ha KOiKe
(0cob6eHHO IIPU COYETAHNH C BAIBIIPOATOM HATPHUSA), TPEOYIOIHE CPOUHYIO
KOHCYJIbTAIIUIO Bpa4a.

I[eTHM ¥ B3POCJIBIM, IPUHUMAIOUIUM IIPOTHUBOSIIHIEIITUYECKHUE IIPEIIapaThl B TEYECHHE
JJINTEJIBHOTO BpeEMEHHU, PEKOMEeHAYyeTCda ,I[O6aBJIeHI/Ie BuTaMuHA D Kaxabie 4-6 MecdleB
13-32 [IOBBIIIEHHOTO PUCKA PA3BUTHS OCTEOIIOPO3a.

Kerorennas nquera: HeMeIUKaMEHTO3HOE JiedeHHue (hapMaKope3snCcTeHTHOH
IIINJICEIICHHA

"Herorennas nquera” — 3TO jieueHre, OCHOBAHHOE HA CO3[JaHWN CTPOTrO-IHeTh;
HCIIOTB3yEeMOH B CIIydae, eCU STUIeNITHIeCKHe IPUCTYIbI CTAHOBATCS
YCTOWUYHMBBI K OOBIYHBIM METOAM JIEUeHUs, UIH B ClIydae SMAIENTHISCKOLO.
craryca.

Kerorennas nuera — 3TO pamuoH, B KOTOPOM IPeo0IaaoT IPOAYKTHI €
BBICOKHM COJIep:KaHUeM KUpa, HO B MAJIIOM KOJIHMYECTBE MTPUCYTCTBYIOT
yriieBoabl. Takoe muTaHue mepekaIodaeT MeTaboIn3M B COCTOSAHEE, TIPH
KOTOPOM OKHCJIAeTCA OO0JIBIIIOEe KOJIHYECTBO JKUPOB U 00pa3yeTes MHOTO
KETOHOBBIX TeJl.

Hcmonb3oBaHe KEeTOTEHHOH TUEThI TIPU STUIETICHH TT03BOIIET JOCTHID
TIOJIOKUTEIBHOT0 3(hheKTa B BUe CHIIKEHU YacTOThLAIpucTynoB Ha 50 — 75%
0oJiee 4eM y TIOJIOBHHBI AITMEHTOB U IIOJHOE IIPEeKpaIeHne IPUCTYIIOB — Y
18%. B mpakTuke UCIOIL3YIOTCA PA3IHUYHbIe MOIHU(PUEAIINY KEeTOT€HHOH JUeThI
B 3aBHCHMOCTH OT BO3pacTa U WHANBHUAYAIbHBIX 0COOEHHOCTEH pebeHka.
Kertorenuyro auety BBOAAT 00BIYHO B CTAIIMOHAPE U TPEOYIOT CTPOrOTO
MEIUITMHCKOTO HAOIIONeHU 1 00yJIeHUA CeMbH IIPaBUjiaM JUETHI.

ITogpobHee mpo KeTo-AueTy U ApPyrue BUALI AUET YUTAUTE B pasnaene «/[uersr u
MHHUILEeBbIe T00aBKU».

Jleuenne samucraryca

MuokIoHHYECKHIT SITHUCTATYC Yallle BCEeTO MOAaeTcsd IepopaIbHOMY JIEIeHHTO
OensoguasenuHamu (kinoHasemam: Pusorpmin). [lia gpyrux TUIOB smucTraryca (TOHUKO-
KJIIOHU4Y€eCKue IIPUCTYIIbI, aTUIINYHbIE a6cchm) HeO6X0,Z[I/IMa rocrmuTajanu3anund.
Xupypruaeckoe JedeHue

R TaKOMYy JIEHEeHHIO npn6eranT TOJIBKO B UCKJIIOYHUTEJ/IbHBIX CIy4dadaX IIPpU CUHAPOMEe
Amnrenpmana. [Ipu oueHb 9aCThIX IPUCTYIIAX, PE3UCTEHTHBIX K MEANKAMEHTO3HOMY
JIEYEHHIO, MOKXHO YCTAHOBUTH CTUMYJIATOP
omy:xmparomero Hepsa (VNS). Kopmyc, moxo:xuii Ha
KapAUOCTUMYIATOP, UMIIIAHTHUPYETCA B IPYIHYIO
CTEHKy marueHTa mop obrum Hapkozom. O
IIOCBhLIAET JIEKTPUYIECKHe UMILYJ/IbChI K
OJy:KIaroIeMy HEePBY, KOTOPBIH mepeaeT ux B MO3L.
OTO MOMKET IIPUBECTHU K COKPaAIIEeHHUIO
IIPOAOKUTEJIBHOCTH W KOJIHYEeCTBA HPUCTYIIOB.




Xupypruvyeckoe BMEIIATeIbCTBO B BH/E KAJNIO30TOMUHN — TePeCceYeHmI MO30IUCTOrO
Tejia, KOTOpOe COeMUHIeT MeK Iy coboi mBa momyiapusa mosra. [locie Kamio3oroMun
COOO0IIIeHre MEKIY IIOJIYIIAPUIMHE IIPEPhIBAETCSA U, KaK IIPABUIIO, IIPUCTYIILI He
MIPOXOAT MTOJTHOCTHI0, HO OTMEYAETCS BHIPAKEHHOE YMEHbBIIIEHUE TIKECTH
SITMIEITUIECKUX IIPUCTYIIOB U CHUKEHHE UX 4acTOThI. MoKeT ObITh MPeIoKeHa IPu
HEKOTOPBIX popMax smumencuu. MoKHO cMeluBaTh IpernapaThl ¢ X0JI0JHOH WITH
TEILJION eJ[0M, cliels 3a TeM, YTOObI BCA 103a ObLia mpuHATa. J[Jis 9Toro coBeTyior
MIPUHUMATD UX C HeOOJIBIITUM KOJMIECTBOM e[bl WJIM [UThS B HaUaje IIprueMa MUIIlH.
Ecnau Heo6xoauMo IPUHUMATE HECKOIBKO JIEKAPCTB, MX, KaK MPABUIIO; MOMKHO
CMEIINBATh.

He cnemyer maBarh iekapcTBa yepes OyTHLIOUKY, TAK KAK OHHU MOLYT YACTHIHO
0CTaBaThCS Ha CTEHKAX WK B COCKe, CIIeOBATEIHHO, HeobXoaumas 103a He 6yaer
TOCTYIATh.

B cayuae mpormycka e cieayeT AaBaTh ABOMHYIO 03y AJIS CIEAYIOIIEr0o IpremMa, HO
OyabTe OAUTENbHBI B OTHOIIIEHHH ITOBBIIIIEHHOTO PUCKA IIPUCTYIIA SITUJIEIICUH B
OnmKanIIe JHU.

Ecnu y manuenTa HaunHaeTcs pBoTa MeHee yeM yepes 1/4 yaca mocie mpuemMa JedeHus,
HEeOoOX0UMO ONSITh IPUHATD TY e n03y. Eciu pBoTa BOSHUKAET M0o3iKe, He00X0IuMO
MPUHATH ITOJIOBUHY J03bI IEKAPCTBA MK He IPUHUMATh, €CJIH PBOTA IIOBTOPIETCA.

ITpu mporycke niu paccTpoiicTBe IUllleBApeHus (Tuapes, pBoTa) YPOBEeHb IIpernapara B
KpOBH OyZeT MeHbIIIe ¥ eCTh PUCK BOSHUKHOBEHHUS IIPUCTYIIOB. B memom sTa curyarus
He TpebyeT CMeHbI TAKTHUKH JIEUEHUSI, HO MOKET IT0TPe60BaThCH BPEMEHHOE YBeINIeHNe
0eH30IMAa3eIINHOB, HAIIPUMED, WU ITOTPebyeTcsd KpaTKOBPEMEHHAT TOCTTUTATN3ATTUA
IUISL CTAOMIM3AIIUY COCTOSHMA.

Bripa:xennbie u HEOObIYHBIE H3MEHEHHUS B ITOBEJeHUH (TUIIEPBO30Y KA He MK,
Ha000pOT, «CTYIIOPHOE COCTOSTHHE», AlIATUYHOE) MOTYT OBITH CIEICTBHEM CKPBITHIX
mpuctynoB. Pogurenu 4acTo mepBhIMU PACIO3HAIOT STH MPU3HAKKA U IPELyIIPEKIAI0T
Bpaua. JHenareabHO mepen BU3UTOM K Bpady caejlaTh BUIE03AMUCH IPUCTYIIOB.
Benenue "mHeBHHKA MPUCTYHOB" TAKMKE MOKET OBbITH OY€Hb IT0JE3HO I OIEHKH
9(p(HEKTUBHOCTH TePAIINU U KOPPEKIIVH JIEKAPCTB.
Buumanue! ITpokoHCYIBTHPYHATECH CO CITEIIMAIHCTOM.
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IIpuem NpPOTHEOBNMIENTHICICKUX [IPEIIAPATOB B CIyIaAAX JATHHAX
mepeIeToB

[nsa mpenapaToB, KOTOpble IPUHUMAIOTCA 3 pa3a B JIeHb, CIEyeT
OPOJOJIKATH UX IIPHUEM Yepes KaKable 8 4acos.

1 mpenapaToB, KOTOpble TPUHUMAIOTCSA OJIWH WJIH JBA Pasa B CYyTKH:

B ciygae mepemelnneHuns B 3alIaJTHOM HaIIPaBJI€HUH:

-Ecnu neub yqauunicsa MeHee ueM Ha 3 daca: 03a IIpenapara He MeHAeTCs
(amanTUpOBATH MIPHEM IIpernapaTa K MeCTHOMY BPEMEHH).

-Ecnu neus ynnmunwics na 3-6 yacos: mpuHuMaeTcs 1/4 CyTOYHOM 035l
TIOTIOTHUTENIHFHO TIPH TipusieTe. Jlanee mpoaoKuTh IpUeM mpenapaToB, 10
MEeCTHOMY BpeMeHH.

-Ecnu nenp ynnuuuics 6osee uem Ha 6 4acoB: nmpuHuMaeTes 1/2 CyTOIHOM
JTO3BI IOTIOJTHUTEIBHO Ipu npuiieTe. [lamee MpogoLKUTE TPUEM IIPeraparoB
10 MECTHOMY BpPEMEHHU.

B cayuae mepemelneHus B BOCTOYHOM HAITPaBJICHHH:

-Ecnu nenp yropoTuiaca MeHee 4eM Ha 3 yaca: 03a mperapara He MeHIeTCs
(agamTupoBaTh IPHUEM IIperapaTa K MeCTHOMY BPEMEHH).

-Ecnu nens yropotuaca Ha 3-6 4acoB: BO BpeMsd IIpueMa CAEHLY IO 10351
(10 HOBOMY MECTHOMY BpeMeHH) YMEHBIIHUTH ee B 2 pasa. Jlamee IpomoKuThb
IpueM IpernapaToB II0 MECTHOMY BpeMEHH.

-Ecnu nensp ykopotuics 6oee yem Ha 6 4acoB: BO BpeMsa IpHeMa Clenyomei
03bI (IT0 HOBOMY BpPeMEeHH) YMEHBIIUTh ee B 4 pasa. Jlajee mpoaoKuTh
OpHUEM IIperapaToB II0 MECTHOMY BPEMEHH.

Bssito uz “Compendium antiepileptic drugs. Pharmacotherapy of epilepsy.
4th revised international edition”, 2008/2009

Ilepras mOMOIUEL IPU HPHUCTYIIE

Uro memnaTs, €CIU Y KOTO - TO CIYJIHICA OeCCYAOPOKHBIM MPUCTYIT (IPH3HAKN:
«3aCTBHIBIINM» B3IV, BHE3AITHOE 3aMUPaHue, 4eJI0BeK He OTBeYaeT Ha-0bpalileHue,
OecropAI0YHbIE IBUKEHN):

1.OcrasaiiTech pAgoM ¢ 4eaoBeKoM. [103BosbTe MPUCTYITy WATH CBOUM YEpPEeIOM.
CrokoiHO 00BACHANTE IPYTUM, UTO IIPOUCXOIHT.

2.Y¥6epure omacHble MPeMeThI 38 MPEIebl JOCTHHKUMOCTH.

3.HE ynep:xkuBaiiTe uesmoBeKa B OJJHOM ITOJIOKEHUU CHUJIOH.

4.0CTOPOKHO HATIPABJANUTE JBUKEHUS Y€JI0BEKA OT OIIACHOCTH WK [IPErPauTe
IOCTYII K OIIACHBIM MECTaM.

5.11ocne nmpucrymna ycnokoiite yenosexa. OcraBaiTech ¢ YII0BEKOM [0 €T0 IIOJIHOTO
mpuxoaa B ceds.

Yro menaTs, €Cau y KOTO - TO CIAYYHIICA CyIOPOMKHBIN IPUCTYH (MPU3HAKH:
HAIPSKEeHUe MBIIIII, TaJeHue, CyIOPOTH):

1.Coxpansiite criokoiicTBue. 1103B0IbTE IPUCTYITy HATH CBOUM YEPEHIOM.
2.3anoMHUTE BpeMs HAYajaa ¥ OKOHYAHUSA IPUCTYIIA.

3.3amuTuTe yeaoBeKa oT TpaBM. IIpu HEOOXOAUMOCTH TIOJIOKITE YEIOBEKa Ha IIOJL.



Y6epure 3a mpeesbl JOCTHRUMOCTH OCTPBIE HITH
TBepjbie mpeaMeTrsl. [1o10KuTe MO TOI0BY UTO-
HUOYIH MATKOE.

4. Paccreraure win ociabbre Bee mpeaMeThl
OJIEIKIBI B PAloHe I11er, 0CBOOOIUTE OT TECHOM
OJTEKTBI.

5.HE ynep:xuaiiTe ueoBeKa B OJHOM
TIOJIOKEHUH CUIIOH.

6.HE knamuTe HUYEro B pOT, He MBITAUTECH
pasKuMaTh 3yObl, IPUIEPKUBATD I3bIK. Uel0BeK
HE CMOJKeT IPOTJIOTUTD S3bIK.

7.Ilocne Toro, Kak CymoOpoTH 3aKOHUATCS, OEPEIKHO
IIOBEPHUTE Ye0BeKa Ha 60K, 4T0ObI TI03BOJIUTH
CITIOHE U APYTUM (DU3HOJIOTHIECKHUM KUTKOCTSIM
BBITE€YD W30 PTa U OYHUCTUTH AbIXaTeJIbHbIE ITyTH.

8.Ilocie mpucTyma CIIOKOHHO IIOTOBOPUTE C YEI0BEKOM, YCIIOKoiTe ero. He ocrasisiire
YeJI0BeKa, JOKAUTECH, IIOKA OH He HAYHET XOPOIII0 OPHEHTHPOBAThCH B IIPOCTPAHCTBE.
Bosmo:xno, uenoBeky morpedyeTcss OTIOXHYTh WA OH 3aCHET.

Br130B cKOpOI TOMOIITH

IIpunumMas pelieHue 0 BbI30BE CKOPOM ITOMOIIH, YYUTHIBANTE PASIUIHBIE (PAKTOPHL.
Ecnu Bo Bpems mpucTyna HabomaeTces muanos (KoxKa CTAHOBUTCS CUHIOIITHOTO MJIH
ceporo 1(BeTa) Jub0 3aTpyAHEHHOE AbIXaHue, He00X0IUMO BBI3BATb CKOPYIO ITOMOIIb
KaK MOKHO ObICTpee.

Ecnu ke nsBecTHO, 4TO Y€I0BEK CTPALAET SIIUIETICHEH U IPUCTYII IIPOXOIUT II0
CTAHIAPTHOMY CIIEHAPHIO, TO HEOOXOIUMOCTH B BHI3OBE CKOPOI ITOMOIH-HET:
BriswiBaiiTe CKOpy0 OMOIIb

-eCJIH CYZOPOKHBIN IPHUCTYII JTUTCA O0IBIIIEe 5 MUHYT;

-eCJI¥ TI0cie OKOHYAHUS IIPHCTYIIA YeI0BeK HAXOUTCA 6e3 cO3HaHus JTH00 JbIXaHue He
BOCCTAHOBHJIOCH;

-eCJIM IIPUCTYII IIOBTOPHUJICST 0e3 TIOJHOTO BOCCTAHOBICHUA MEIKIY MPUCTYIAMHE;

-eCIY YeJI0BEK JIe30PHUEHTHPOBAH GObIIe Yaca Iocae OKOHIYAHUA IPUCTYIIA,;

-eCJIY TIPUCTYII CIIYYHUIICA B BOJIE ¥ €CTh BEPOSITHOCTH TOTO, UTO BOJA IIOMAJA B JIETKHE
(ecnu yeI0BEK BIOXHYJI BOJY, TO 9TO MOKET BbI3SBATh MOBPEKICHIE CEPIIA MK
JIETKHX);

-eCIY TIPUTAJIOK CIYYHUIICA BIIEPBEIE,

€CJIX YeJIOBEK IT0Iy4Hu TPaBMy BO B ) A
BpeMs IIPUCTYIIA; ' & ] ‘
-TaKKe HaJ0 BbI3BAThH CKOPYIO )

u
IIOMOIITb B TOM CJIydae, eClIy IIPUCTYI + .
CIIyYHIICA Y YeJIOBEKa, CTPAJAIOIEero

nrabeToM: SKCTPEeMAIbHO BBICOKUM & O' _
WM HU3KHH ypOBeHb caxapa B l & | =2 a ..
KPOBH HJIX €r0 CTPEMHUTENIBHOE . !
M3MEHEHHE MOTYT CIIPOBOLIMPOBATH ‘
CY/IOPOTH.




HayuyHnoe ucciiezioBaHue JJe4eHUs SMUIENITHIECKUX IIPUCTYIIOB. IIPH CHHIAPOME
AHreJgsMaHa: HCCIIETOBAHHUE

CepHH CIy4YaeB U3 KJINHHKH CHHIPOMAa AHrejlbMaHa MpHA 00JILHUIE 00IIEero
npodmiaa Maccauycerca

Anuac A. Illaas, Onmusus P. I'pokorr, Onusus Jlsitar, Poransy JI. Tubepr *
Knunwka cunngpoma AurenbMana, oTaejleHre HeBpoaoruu, Maccadycerckas 60JIbHUIIA
o61rero mpodmis, Bocron, Maccauycerc, CIITA
IlepBoucrounukhttps://www.epilepsybehavior.com/article/S1525-5050(16)30052-
X/fulltext

Axnoramusa

ANuIencus aBIsgeTcs obIel XxapakTepHON 0COOEHHOCThI0 CHHAPOMAa AHTeIbMAHA. (~
80-90%) ¢ maunbosiee pacipoCTpaHEeHHBIMHU TUIIAMY IIPUCTYIIOB, BKIFOYAST
MHOKJIOHUYECKHE, aTOHHYECKHe, AaTUIINYHbIe a6caHchl, (DOKAIbHBIE U
reHepaIn30BaHHbIE TOHHKO-KJIOHMYECKHEe. THUIIbI IPUCTYIIOB CXOMKH CPEIU Pa3IuIHBIX
reHeTUYECKHX IIOJTHUIIOB, HO SITMJIEIICUS Y JIUI] C MATEPUHCKUMHY JIeJIeIUIMA
BCTpedaeTcd Jaiie U 6ojiee CTOMKas K JIeUeHHI0. JleueHre KIacCuIecKuMu
MIPOTUBOSIIMIECIITHYECKUMH TIPeraparaMu, TAKUMHE KaK BaJIbIIPOeBas KUCIOTA 1
KJI0HAa3enaM, 3)(peKTHBHO, HO 9TH IIPeraparhl, KaK IIPABIIIO, UMEIOT MEHee
61aroIpPUATHBIE TPOIIIH TOO0UHBIX 3(P(PEKTOB IPH cHHAPOMe AHreIbMaHa 110
CpPaBHEHUIO C HOBBIMHU JIEKAPCTBAMHU. JTO UCC/Ie0BaHue ObLIO HAMPABIECHO HA OIEHKY
KCII0JIb30BAHUS HOBEHIIIKMX ITPOTHBOSIUICIITHYECKUX IIPEHapaTOB Y JIFOIEH C
cuHapOoMOM AHrenbMaHa, HaOmogasiuxcs B ktuauke CA mpu Maccauycerckoi
6osbHUIIE 0011ero mpodmisd. Muorre U3 y4aCTHUKOB 3TOTO UCCIETOBAHUA Oy YA
TEPAINIO BAILIIPOEBOM KHUCIOTOM 0 MEePBOHAYAIBHOMN OIEHKH M JeMOHCTPUPOBAIN
yCUJIEeHHEe TpeMopa, CHIUKeHre OajaHca U/UiIu perpecc JBUNaTeabHbIX-HABbIKOB,
KOTOpPbIE UCUE3JTH IIOC/IE ITOCTEIIEHHOT0 CHIKEHUS 9TOr0 MequkamMenTa. Hosbie
[IPOTUBOSIUJIEIITHIECKHE TIPerapaThl, TAaKue KaK JIeBeTupaleram, JaMOTPUIKAH 1
Ki106a3aM, ¥ B MEHbIIIEH CTEIIeHH TOIMPaMaT, OKa3aiCh TAKUAM e d(D(EeKTHBHBIM,
ecu He 6osee 3 heKTUBHBIM, YeM BATIIPOEBAA KUCI0TA U KIOHAZEHAaM, HO ITPH STOM
uMenu 6osiee 6IATOMPUATHBIN TPOQHIIL TOOOUHBIX d(hekTor. JIeuenre nreTo ¢
HU3KHAM INIMKEMHYECKHM HHIEKCOM TaK:Ke 00eCreunBasio 5(p(peKTHBHBIN KOHTPOIIb
[IPUCTYIIOB C MUHUMAJIBbHBIMHU IT000UYHBIME d(pperramu. BoabIInHCTBO MAIMEHTOB
MIPOIOJIKAIIH [IOJIyYaTh KOMOMHHPOBAHHYIO TEPAIIUIO IEBETHPAIIETAMOM,
JIAMOTPHKUHOM U K100a3aMOM, SBIISIONIUMHUCA HAKO0JIee IacTO UCITO0Ib3yEMBIMHU
JIGKAPCTBAMH, YTO YKA3bIBAET HA N3MEHEHNE TeHIEHIINH 10 CPABHEHMHIO C
MPEeABIIYIIAMHY UCCAETOBAHUIMHU.

1. Beenenue

Cungpom Aurensmana (CA), BriepBble onucanubli B 1965 roxy, mpeacrasiser co0oi
reHeTHUYeCKoe 3ab0JieBaHue, CYIIeCTBEHHO BIUAIOIIee Ha HEBPOJIOTHIECKOe PA3BUTHE
[1]. Cumnpom Arrensmana ¢ yacrorou mpumepro 1 usz 15 000 xapakrepusyercs
aTaKTHYECKOU ITOXOKOH, 3a/IePiKKON B PA3BUTHUH, HAPYIIIEHUEM SKCIIPECCUBHOU pPeYHU B
00JIbIIIel CTEeTIeHH, YeM PEIeITHBHOM, a TAKKe CYaCTIAUBbIM MOBEeHHEM U BHICOKOM
pacrpocrpaneHHoCTbI0 snuiencud, [2]. CuuapoM BeI3BaH IOTEpei (PyHKITUU

Hacnexyemoro ot matepu reia UBE3A, KoTopblil KogupyeT YOMKBUTHH TPOTEUHITUTAZY
E3A [3-5].




ATOT MepUITUT MOKET BOSHHUKATH C IIOMOIIBI0 PA3IMYHBIX MEXAHU3MOB: MATEPUHCKAS
nmenerus xpomocombl 15q11.2-13.1 (68-75%), myranuu B rene UBE3A (UBE3A:
8-11%), omuopoaurenbckas gucomus (UPD: 2-7%) u nedekT meHTpa IMOPHAHTHHTA
(IC: 2-5%) [6,7]. OnHAKO HEKOTOPBIH MPOIEHT JUATHO30B CTABUTCSA HA OCHOBAHUU
KJIMHUYECKUX JaHHBIX 0e3 BbIABJIEHHBIX reHeTrndecknx anomanunii (10-20%) [6,7]. B
9TOH TpymIe y OOJBIIIMNHCTBA, BEPOSITHO, €CTh CHHAPOM AHreIbMaHa, KOTOPBIH eIle He
nuaraoctupoBan [8].Y 6onbinuacTBa d07ei ¢ CA (80-95%) B KAKOI-TO MOMEHT KU3HHA
pasoBbeTCd TreHepaau3oBaHHAdA snuiencusd [7,9-12]. ¥ 76% miogel Hadano IPUCTYIIOB
Hacrymnaer B Bozpacre 3 et [11], cyoporu 06bMHO IPOXOAT B [IEPHOL TTOIOBOTO
CcO3peBaHUsd, HO MOTYT BEPHYTHCA B 3PEJIOM Bo3pacTe, 3aTpoHYB 10 40% crpamaroniux
CA. [13]. Cymoporu moryT uMmeTh pasinuduyio cumnromatuky [10,14,15], u nauboiee
YaCThIMH SBJIAIOTCA MHOKJIOHUYECKHE, ATUITHIHbIE a0CAHCHI, TeHepaTH30BaHHbIe
TOHHUKO-KJIIOHUYECKHe U aToHuueckue mpumnanku [7,9,11,16]. Kpome Toro, y 13-39%
JIIOJTEH ¢ SIUJIeTCHel ObLTH 3aperuCTPUPOBAaHbl (DOKAIbHBIE cymoporu [7,16], a Takme
penkue caydasx uH(paHTWIbHBIE cuasMbl [17]. Pasnmudabie mpoTHBOIIAIEITUYECKHTE
npemnaparsl (ITAI]) ucnonbsyrores mis asedenus npuctynos y moaei ¢ CA-mwumveroT
pasHbIe pesyabTaThl. Bajabipoesas KUCIOTA U KIOHA3eIaM, OOBIYHO UCIIQIB3YEeMbIe
npu CA, oxasasiu BBICOKYIO0 3(p(peKTUBHOCTS [ 7] 1 ObLIN €AMHCTBEHHBIMU
MIPOTHUBOSIIUICIITHIECKUMH TIPerapaTaMu IIIUPOKOTO CIIEKTPA JeHUCTBHS, NOCTYITHBIMU
1o cepenuubl 1990-x romoB. B 6onbiiom mccieqoBaHuy Ha OCHOBE ompoca 461
maruedTa ¢ CA wieHbI ceMbH COOOIINIHN, UTO JIeBeTHPAIleTaM | JIAMOTPUKUH U, B
MEHbIIIEH CTEIIeHH, TOMMMPaMAT UMeIN aHAJIOTHYHBIE ITOKA3aTEN: 5(P(DEKTHBHOCTH B
CpPaBHEHWH C BAJIBIIPOEBOM KUCIOTOM W KJIOHA3EIIAMOM C TOYKH 3PEHUT KOHTPOJIA
MIPHUCTYIIOB, HO ¢ Oojee OIaronpuATHBIME MpoduisaMu m0609HbIX 3¢ dexTor. Kimobazam
eme He 6611 moctymeH B CIIIA Ha MOMEHT uccieoBaHusd, T03TOMY-JAHHbIX -He OBLIO.
Ilensbio aToro uccaenoBanus ObITO OIEHUTH IOKAa3aTenu 3(PPERTUBHOCTH U IPOPIIN
110604HBIX 9)PEKTOB STUX MIPEIIAPATOB B OOJIBIION KATETOPUH AeTeil 1 B3pocabx.c CA,
HCIIOIb3YSA MEeIUITUHCKNE 3anucy 3 KinHuku cuaapoma AHTeIbMaHa Ipu
Maccauycerckoii 60bHHITE 0611I€T0 TPOQHIIA.

2. MeTonnl

Mpb1 peTpoCcreKTUBHO U3YUHIN MEIUITHHCKIE KapThl IeTel U B3POCIbIX,
nabmopasmuxcsa B knuauke MGH AS ¢ 2008 o 2015 roger. Jlanabie ObLIH
MIPOAaHAIU3UPOBAHBI HA IIPEMET Te€HEeTHIECKOTO ITOATHUIIA Cy0OhEeKTOB, THIIOB
MIPUCTYIIOB, JIEYEHUS IIPUCTYIIOB,

BKJIOYAS TO3UPOBKHU JEKAPCTB U PEAKITHHU

Ha smeuenne. Cy6ObeKTs! ObLIH

WCKJIOUEHbI, €CJIN Y HUX He 6BLIO0 e
TIOTBEP:KIEHHOTO TeHETHYECKOT0 H
muaraosa AC, y HuX ObLIn ﬁ?
OTIOJTHUTEIbHbIE TeHeTHUECKUe
aHOMAJINH, OHYM He HAXOIUJINUCh Ha
nepBuyHOM Jeuennu B kiaunuke MGH AS
WM MMEJIH YacThie HEeSUIETITHIECKHE _
MUOKJIIOHUHU, KOTOPhIE 3aTPYAHAIH OIEHKY £ £ d
UX UCTUHHOM peakIuy Ha JeKapcTBa.



Il1s1 obecriedeHnst TOUHOCTH B MCCIEI0BaHKe ObLIM BKIIOYEHBI TOJbKO JAHHbBIE O
Tepanuy, THUITMUPOBAHHON MUY IIPOBOJUMON B Hamed KiuHuke. Ha MOMEHT
poBeeHus sToro uccienosanusa B knuauke MGH AS mabmogamocs 153 genoseka ¢
AC. ¥ cemu u3 HUX ObLI KIMHHUYECKHUH TUATHO3 03 YeTKOTO MOJIEKYISIPHOTrO TIOATHIA, a
y ceMHu ObLIH JOIIOJIHUTEIbHEIE reHeTudeckue anoMaauu. COpok [eBITh YeI0BEK ObIIN
OCMOTPEHBI TOJBKO OJMH Pas, MJIN UX SIIHJIEIICHUIO JIEYUIH B OCHOBHOM HEBPOJIOTH 34
mpeaenaMy KIUHUKY, a Y IIATH ObLIa BEIPAYKEHHAS HESIIUICIITHUYECKUT MUOKIOHHUS.
Taxum o6pasom, HAIlIA KOTOPTHAA TPYIIIa COKpaTuiach mo 85 uemosek. Hexkoropbrie
CyOBEeKThI OBLTH UCKIIOYEHBI TOIHKO U3 PACIETOB CPEeIHEH [03UPOBKH BaIbITPOEBOIN
KHCJIOTHI (YeThIpe), JaMOTPUIKMHA (1Be), TeBeTuparierama (1Be), kaodazama (omua),
Ka0HA3enama (o7Ha) U Tonupamua (0fHa), IOCKOABKY JaHHBIE 0.HX Bece
orcyTrcrBoBasu. JlaHHbIe OBLTH COOPAHBI U3 3AIIMCEI O IOCEIeHNH KINHUKH,
HAITMCAHHBIX OJHUM U TEM K€ BpauoM B OHOM hopMare, 4TO 00ECIEIHIIO
COTJIACOBAHHOCTD. B 3ammcsax o mocerenns KINHUKN 0TMeYaaach 9ppeKTHBHOCTD 1
mo6ounbIe 3dderTh! mocie Kaxmaoro usmenenus [19I1. Jlanubre 06 addeKTHBHOCTH
JIEKAPCTB U TOOOYHBIX 3(P(heKTax perncTpUpPOBAINCH C MOMEHTA ITEPBOTO MOCEITeHH
KJIMHUKY YYaCTHUKOM KMCCIeIOBAHUM 10 KOHIA coopa mauubix 1 gmexadps 2015 roqa.
Jlro6as ucropus o npueme cyoberTom II3I1 mo cBoero nmepBoHaYaIBHOTO IOCEIEHUS
KIUHUKY TaK:xke ObLTa IPOAHAIU3UPOBAHA, €C/IH IPeAbIIyIIie 3allUCh ObLIH TOCTYITHBL.
3. PesyasTarhl

Jamubie 6bUIH IOIyYeHBI OT 85 yIACTHUKOB UCCIETOBAHUA, 56 U3 KOTOPHIX UMEIH
MaTepPHUHCKYI0 aenenuio (66%), 14 nmenu myramnuio reia UBESA (16%), 10 -
OIHOPOAHUTENBCKYIO aucoMuio (12%) u 5 nmenu gedekrt nenrpa ummpuntunra (6%).
JTo pacrpenenenne aBiferca penpesenraruBubiM 11 AC U cooTBeTCTByeT
npenbiaymmuM qoknaanam. Mz 85 cyonekTos uccnemnoBanus 63 - crpamaii-smuiencuei
(74%), B TOM 4mCIIE Y UETBEPHIX 3aPETUCTPUPOBAHBI HH(PAHTHIBHEIE criasMbl. OHAKO
YaCTOTA SIWIEIICHH PA3Indaaach Cpeir TeHeTHUYECKUX OATHIIOB: y.CyOBEeKTOB C
nmenenrielt 6b11a 60see BhICOKAs yacTora snuiercuu (88%) mo cpaBHEHHUIO ¢
omHOpoauTEabCcKOM qucomueii (40%), medekt meutpa umnpunTuara (40%) u
myTanuei rena UBE3A (57%). Ilogpo6ubie pesynbTaTsl IpeacTaBaeHb! B Tabmure 1.
Pacropenenenne cy0beKTOB IO TEHETHIECKHAM MOATHIIAM H 9aCTOTA JHHICIICHA

TemeTnueckuit C osnunentuueckumu| Bes Bceero
IHATHO3 MIPHUCTYIIAMHA SIUANENITHIECKUX

MIPHUCTYIIOB
Ilenernus 49 (88%) 7 (22%) 7 (22%)
Myramuu B rene| 8 (57%) 6 (43%) 14 (16%)
UBE3A
OnHOpoxuTenbCKAas 4(40%) 6 (60%) 10 (12%)
IHCOMHUS
Hedexrr uenrtpal 2 (40%) 3 (60%) 5 (6%)
UMIIPUHTHUHTA
Bcero 63 (74%) 22 (26%) 85




KoroprHas rpymnma cocrosina us 48 mysxaus u 37 :KEeHIIUH CO cpeHuM Bospacrom 12,4
rojia, MpUYeM caMoMy MJIAJIIIeMy U CAMOMY CTApIlIeMy HUCIBITYeMbIM OBLIO 3 U 38 et
COOTBETCTBEHHO.

IO Bannars math (40%) y9aCTHUKOB HCCIEOBAHUSA IIPOILIHN KyPC BAIBIPOEBOUN KHUCIOTHI,
mpu 3ToM y GosbiruHCTBa (67%) HabII0AaI0Ch COKpallleHre IPHUCTYTIOB 0oiee 9eM Ha
90%, a 'y ocranbubx (33%) cHmkenre Kak MuauMyM Ha 50%. OgHAKO BOCEMHAIIATD U3
IBaAIIIATH IIATH YeoBek (72%) ucublTaau mo6odHbie 9(PQEKThI - B 0CHOBHOM YCHITCHIE
TpeMopa, HO TaK:Ke yCUIeHNe aTAKCHU U CHIKEHUE 00IIeH W/WIN MEIKON CeHCOPHO-
MoTopHo# dyHKnuu. Toasko 10 (40%) cy0BEKTOB OCTaBANTNCh HAa BaJIbIPOEBOI-KHCAOTE
u TOJbKO 2 (8%) HA MOHOTEpANuH, TOTa KaK Cpeausas qo3a cocrasisiia 26,4 (8,7-60,5)
MT / KT' / IeHb.

ITects (10%) cy6BEKTOB MPOILIH Kypc KIOHA3ermaMa, 3 U3 KOTOPBIX COOOIIHIIH O
CHIIKEHUH YaCTOThI MpUcTynoB 6osee ueM HA 90%. ¥ nByx (33%) paspunuch MO6G0IHBIE
a(ppeKThI, BKIOUAS CeaTUBHBIN 2(P(EKT, CHIKEHUE TOHyCa U YCUIeHe
caronoTevyenus. J[Boe (33%) ocranuch Ha Tepanmuy KIOHA3EIIAMOM, HU OIUH U3 HUX He
TIOJIyYaJl MOHOTEPAITH0, HECMOTPA Ha TO, YTO CpeaHad ao3a cocrasisaaa 0,04
(0,01-0,133) mr / kr / meHsb.

HeBars (14%) cyOBEKTOB IPOILIHN Kypc TOMAPaMarTa, Tpoe U3 KOTopbix 3. (33%)
COOOIIHIIN O CHUYKEHUH YaCTOThI IIPUCTYIIOB Oosiee ueM Ha 90% u 4 (44%) €oob1unu o
CHUIKEHWH YACTOThI PUCTYTIOB Kak MUHUMYM Ha 50%. OnuH yea0BeK He IepeHOCHII
JIEKAPCTBO U IIPEKPATUII €T0 BCKOPE IIOCIIEe IIOABIEHHUS ChIU. ¥ YeThIPEX (44%)
pasBuiHch 0609HbIe 3 EKThI, BKIIOUAA YCTAIOCTD, PA3APaKUTEILHOCTD U ITOTEPI0
amnmerura. Tpoe (33%) ocranuch Ha TEPATUY TOITUPAMATOM, HAKTO. HE. IOJLyYal
MOHOTEPAIHIO, TOTAA KAK CPemHsas no3a cocrasiana 7,22 (2,5-10) mr / kr / meHs.
BoabmumcerBo cyopexToB (n = 42; 67%) mpolui Kypc JeBeTApPAIieTaMoOM C OTIHYHOK
a¢pexruBHOCTHIO. TpUALIATE IIECTH U3 COPOKA ABYX CyOBHEKTOB (86%) yBUILTH
CHMIKEHHE YacTOTHI IIPHUCTYIIOB Oosiee ueM Ha 90% mocie Hadaia IprueMa
nmeperupanerama. [lo6ounbie apperTh! 6bLIH 0TMEUEHBI y 21% MAUEenTOB U COCTOSIN
13 TIOBEIEHYECKUX U3MEeHEeHHUH, ObLIIO TAKKE OHO COO0IIeHre 00 000CTpeHNHI
MIPUCTYIIOB, HO TOJILKO IPH 60Jee BHICOKUX M03ax. Tpuanars Tpu demoseka-(79%)
ocranuch Ha JeBetuparerame, 15 (36%) Ha MOHOTEpamuy, B TO BPEMS KaK CPeIHAd
no3a cocrasmia 56,83 (6.15-210) mr / kr / cyT.

Bocemuaanars (29%) manmueHTOB HPOLLINA Kype JaMOTPUIKKUHA, a y 16 (89%)wacTtora
MIPUCTYIIOB cHuU3mIach 6omee ueM Ha 90%. ¥ Tpex (17%) pasBuiuch Mo609HbBIE B(EKTHI,
BRKJIOuas nosexpenue, mogodbuoe OKPJI, Tnkn u mpobiemsr co caom. JBenannats (67%)
MIPOIOJIKAINA TPUHUMATH JIAMOTPUIKIH, 5 (28%) MoIyyan MOHOTEPAIHIO IIPY CPEAHEeH
mose 6,32 (2,5-11) mr / kr / neHsn.

Tpunmnars asa (51%) cyoberTa mporin Kypc krobasama, 27 (93%) coobimiu o
CHIIKEHUH YacTOThI mpucTynoB 6oree yem Ha 90%. Tpoe (9%) He iepeHOCHIN TIpemapar
¥ TIEPECTAJIN €T0 IPUHUMATD II0CJIe TIEPBBIX HECKOJIBKHUX 7103, 8 Y OHOTO IMOSBHIIACH
CBITIb Ha pyke u Hore. OpmauannaTh (34%) coobuman 0 MO60IHBIX d(peKTax, BEIOUAST
BAJIOCTD U arpeccuio. | Baanars yetsipe (75%) ocranucs Ha Tepanuu Kiaobdasamom, 10 u3
uux (31%) ua MoHoTepamnuu, mpu cpeauei gose 1 (0,18-2) mr / kr/ geusb. Ilo
CPaBHEHHUIO C JPYTHMH ITPOTHBOSIHICIITHIECKUMH CPEICTBAMH He 3a(pHUKCHPOBAHO
6oJiee YACTOTO YBEJIMUEHHUS 035 IIPH 060CTPEHUH IIPUCTYIIOB, YTO YKA3bIBAET HA TO, ITO
TaxuuIakcus He ObLIa 3HAYMMBIM (PAKTOPOM IIPU MCIOIb30BAHUH 3TOTO JEKAPCTBA.



Kpome Toro, maTh uinu MeHsbIIe Cy0beKTOB MPOIILIH Kypchl py(puHAMHA/IA, TAK03aMHUIa
Y/Way 30HHUCAMU/A C pasHbIMU pesyibraramu. [lokazaTens mo60IHbIX S((DEKTOB U TEX,
KOTOpPbIE MOTYT COXPAHATHLCS IIPH MOHOTEPAIINH, IPeICTaBIeHbI Ha pucyHke 1. (Puc. 1.
IIporeHT HCIBITYEMBIX, IIPOLOIKAOIIUX KYPC, MOHOTEPAIIHS IJIS KAIKIOTO
MIPOTHUBOSIIMIETITHIYECKOTO TIpernapara (CHHH), a Tak:kKe IPOIEHT CYOBEKTOB, ¥
KOTOPBIX BO3HUKIHU I10604YHbIE 9h(heKThI Iocie [00aBIeHUA IPOTHBOIMIIEITHIECKUX
[pernaparos Jub0 B KauecTBe HAYaIbHON MOHOTEPAINH, TU00 B KAYECTBE
JIOTIOJTHUTEILHOTO JIeKapeTBa (KpacHsbrit)). (J[1a uaTepnperanuu CChIIOK HA IIBET
YCIOBHBIX 0003HAYEHUH K PUCYHKY YUTATE0 OTCHLIAETCS CChLUIKA Ha BeO-BepCHI0-3TOMN
CTaTbu.)

I Benannaru cy0bekTaM 6bUI0 HA3HAYEHO JIEYEHUE C IIOMOIIBIO JUEThL C HU3KHM
TITAKEMHUYECKUM HUHEKCOM, W BCe COOOIIHMIN O CHUKEHUH YaCTOThI IIPUCTYIIOB, a 10
(83%) coobrunu 06 ymenbiiienuu 6osee uem Ha 90%. Ha JITU'T ocramocs BoceMb
cyonexToB. [logpobubie pesynbTarsl 3PeKTHBHOCTHA BCEX METOIOB JIeUeHHUs
MpEeICTABJIEHbI B TabauIe 2

PazouBka n3aMeHeHH I 9aCTOThI IIPHUCTYIIOB IIPH PA3JIHIYHBIX BUAAX JICYCHHU I

ITpenapar 6e3 usmeneunit | Menee geMm | Mexnay 50% u| bomee 90%
50% 90%

Banbnpoesas 0 0 8 (33.3%) 16 (66.7%)

KHCIOTa

Jlesetupaneram | 0 0 5 (14.3%) 36 (87.8%)

JlamoTpumKue 0 0 2 (11.1%) 16 (88.9%)

Kno6azam 2 (7.1%) 0 2 (6.9%) 27 (93.1%)

Tonupamuz 0 1(12.5%) 4(50%) 3(37.5%)

Knonazemam 0 0 3(50%) 3(50%)

JITUT 0 0 2 (16.7%) 10 (83.3%)

4. O6cy:xkaenue

Y 6onpuinHceTBa monel ¢ CA mpucTyIIbl pa3BUBAIOTCA B paHHEM Bo3pacre. XOTs
cymoporu 6oJiee 4acThl y ULl C MATEPUHCKUMHE [EJIEIHAMHY 110 CDABHEHUIO C APYTHMHU
reHeTHYECKUMH MO TUIIAMH, CHMIITOMATHKA IIPUCTYIIOB CXOAHA [JI BCEX MOJTHIIOB,
pasIuuns peaklyy Ha PasindHbIe BUIbI IEIEHUI HEe MOTYT OBITH TOIHO
MHTEPIIPETUPOBAHBI 13-32 HEOOIBIIIOTO pasMepa Halllell KOrOPTHOM TPYIIIb.
HeckomnpKo 0T4€TOB II0KA3a10, YTO BAIBIIPOEBAS KUCIOTA ABJIAETCI 3(P(EKTHBHBIM
CPEICTBOM JIEUEeHUS SIMUIEIITHYECKHX pucTynoB y naruentos ¢ CA [18]. Hecmorps Ha
TO YTO HAIIK PE3YJIbTATHI ITOJTBEPIKIAIOT, YTO BAJILIIPOEBAT KUCIOTA IBIIIETCI
a¢perTuBHBIM eKapcTBOM OT cymopor mpu CA, MbI 00HAPYKUAIN, UYTO OHA TAKIKE
yCyrybusgeT TpeMop U yXyAllaeT KOOpAUHALNIO: 72% yIaCTHUKOB HCCIeJOBAHNUS,
IIOJIyYaBIIUX BATBIIPOEBYIO KUCIOTY, COOOIIMIN, YTO UCHBITHIBAINA ST THIIBI TOO0THBIX
a¢ddeKTOB BO BpeMs IpreMa JIeKapcTBa, BKI04Yasa 0ojiee 3HAYNTEIBHOE YXYATITEHIE
KPYIIHOM W/WIU MEJIKOM MOTOPHUKH C ITOTEPEe CIIOCOOHOCTH IIePeIBUTATHC.



IToutn Bce manMeHTHI HAIIIEH IPYIIILI, IPUHUMABIITHE BATBIIPOEBYI0 KUCIOTY, HAYAIN
MIPUHUMATH STOT ITPETIapar eire J0 TOTO, KaK IOMaIN B KINHUKY. B 60IBIINHCTBE CIIyyaes
OHM OBLIH OTJIYYEeHBI OT BAIBIIPOEBOM KHUCIOTHI M3-3a YCUIEHHS TPEMOPa ¥ YXYIIIIeHH
KOOPAMHAIINHN, HECMOTPS Ha aIeKBATHBIA KOHTPOJIb Haj nmpuctynavu. Msvenenne
pekuMa mpreMa JeKapCeTB 00bIYHO IIPUBOIUIIO K CHHKEHHUIO ITOO0YHBIX 2(Pp(heKTOB; a
HOBBIE JIEKAPCTBA, HA KOTOPhIe OHY OBbLIN IT€PEBEeIeHbI, UMEJH JIyYIne 00Iue IpoQrin
M0604YHBIX 3)EKTOB U AHAJIOTHYHBIE YPOBHU KOHTPOJIA HAJ IPUCTyIamMu. He6obiiast
yacTb (8%) cyOBEKTOB, UCIIBITABIINX BAIBIIPOEBYIO KUCIOTY, IIPOIOJIKala MOHOTEPAIIHIO.
Jpyrum npemnaparom, KOTOPBIH O4€Hb YACTO MCIIONB30BAJICS B HAIIIEM MCCIE0BaAHNI
2009 roga, 66wt KiIOHAsenaMm [7]. Hamwu pesynbrars! MIOKa3bIBAOT, YTO KJIOHA3EIIAM HMEET
AHAJIOTUYHYIO YACTOTY OOOYHBIX 2(P(DEKTOB B CPABHEHUH C KJI06a3aMoM (BBIIIIE, YeM
JIeBeTUpaIeTaM U JAMOTPHUIKHAH) ¢ MeHbIel 3 peKTUBHOCTHIO, XOTS 3TO OUEHb
MaJIeHbKUY pasMep BbIGOpKH (n = 6). ToabKo ofHA TpeTh CyObeKTOB OCTaBaIaCh HA
KJIOHA3elamMe, H OJJMH U3 HUX B HACTOMAIIlee BpeMs He I0Iy4al MOHOTEPAIINIO, TI0
CPaBHEHUIO C TPEMs YeTBePTAMH MAIMeHTOB, OCTAIIINXCA Ha KiIo0asame, 31% BKOTOPHIX
Ha MOHOTEPAITHH.

B ompoce 2009 roxa 65110 06HAPYIKEHO, YTO IIPEIApaThl HOBOTO MIOKOJE€HU, TaKVe KaK
JIeBeTHpAaIeTaM U JAMOTPHUIKUH, U B MEHbIIIeH CTEeIIeH! TOMMPaMAar, ObWIN TaK JKe
3(p(EeKTUBHBI, KaK BaIbIIPOEeBad KHUCI0TA U KI0OHA3EIaM, C MEHBIITNM KOINIEeCTBOM
no604HbBIX 3ekToB. B Tekyiem uccneqoBanuu 66110 06HAPYIKEHO, UTO TONHpPAMAaT
MeHee 3 EeKTUBEH, YeM JIPyrue U3yIeHHbIe MEeTO/IbI JeUeHus (XOTA U c HeOOmbIIToMn
BBIOOPKOI N = 9), mpu 9TOM GoJiee MOJIOBUHBI CyOHEKTOB, TPUHUMABIIINX TOMUPAMAT,
ucnbiTanu menee yeM 90% cuuxenue npuctymnos. Kpome toro, y 44% cyObeKTOB,
MPUHUMABIIHAX TOMMUPAMAT, TOIBUINCH T000YHBIe 3)(PEeKThI, TAKHE KaK YCTAIO0CTh,
PasIpaKUTeIbHOCTh U OTCYTCTBHE AIIETUTA, YTO MOKET OBITh; IO KpaHel Mepe, YaCThio
MPUYUHBI, TI0 KOTOPOi OH 6bLT MeHee 3(P(PEeKTHBHBIM, YeM B IIPEABILYIITNX JOKIa1axX.
TonbKo TPeTh CyO'BEKTOB, IPOIIEAIINX KypC TOMNpaMara, Bce ellle MPUHUMAIH ero, HA
OJIMH W3 HUX HE IT0JIy4asl MOHOTEPAIIHIO.

JleBeTuparieram okasasica HanboJIee IePEHOCUMbBIM IIPEmapaToM B HaIled KOTOPTHOe
rpymre. Y 21% y4acTHUKOB IOABUWINCH PA3IndHbIE TIOBEeHIECKHE TIPOOIEMbI BO BpeMs
TpreMa 9TOro Ipenapara, u 9To [IOBeJeHNe UCUe3II0 MOCie MPEeKPAaleHNs preMa. JTO
COTJIACYeTCS ¢ TPeAbIIYIINMHI COOOIEHUIMHU O TIOBEIEHIEeCKUX ITO00UHBIX dheKTax
JIeBeTHpareraMa cpeau o0IIero KoJMdecTsa JIIIel, crpagamlnux snurencuei [19].
JleBeTuparieram TakKe MOKa3asl BHICOKYI0 3(D(EeKTUBHOCTH B JIEUEHHUH IIPHUCTYIIOB: y BCEX
cyObeKTOB HAOII0IAIOCH CHIKEHUE YaCTOThI IIPUCTYIIOB 110 Kpaiiueil mepe Ha 50%, ay
88% cybberToB - cHmkenue 6osee uem Ha 90%. Hecmorps Ha 910, TOTBKO 15(36%)
MAIMEeHTOB OCTABAINCH HA MOHOTEPAIINY JIeBeTUpaleTaMoM, B To Bpems kak 18 (43%)
MIPEeATIOWIN KOMOMHAIIMOHHYIO TEPAIINH, YTO YKA3hIBAET HA TO, YTO JIEBETHPAIIETAM MOKET
0bITh Hanboee 5)(PEeKTUBHBIM IIPHU H00ABIEHUH K IPYTUM IPOTHBOSIIAIEIITHIECKAM
mpeniaparam U3 3TOH KaTeropuu. JlaMOTPU/IKUH UMell IPO(UIb TOO0UHBIX 3(P(EKTOB,
CXOKUH ¢ IMpoduiieM jieBeTuparerama, mpu 3ToM y 17% cyobeKToB HabI0IaAINCh
1mo6ouHbIe 5(P(PEKTHI, U OH OKa3aica He MeHee 3))eKTUBHBIM, UeM BAJbIIPOEBas KUCIOTA,
ecu He 6oiee [7]. lllectaanmars us 18 (89%) cyObEKTOB, IPUHUMABIIHX JIaMOTPHUIKAH,
OTMETHJIU CHUKEHUE YaCTOThI MPUCTYIIOB 6oee ueMm Ha 90%, HO ToabKO 5 (28%) 6bLIH Ha
MoHoTepanuu. B cepuu ciydaes coobiraercs 06 aHAIOTHYHON 3(PPEKTHBHOCTH
JaMoTpuIKuHA y maTy nanuenTos ¢ CA [20].



Knobasam - erre offH X0pOIIIO IEPEHOCUMBIH IIpernapar, KOTOPbIi COBCEM HEeIaBHO CTAaJ
nocryneH B Coequnennbix [lltarax. Tpunnars yeTbipe mporeHTa cyoHeKTOB,
MPUHUMABIIHAX KJI06a3aM, COOOIIUIN 0 HEKOTOPBIX MOO0YHBIX 2(pheKTax - B OCHOBHOM
COHJIMBOCTH W, peike, Bo30y:xaerun. Coobianocs, uro 75% nanueHToB Mpo 10 KA
npuHUMAaTh Kinobasam, a 31% - MmoHoTepanuio 6e3 SBHBIX M0O0YHBIX 3(hPerToB. OdeHb
MaJIo OIyOIUKOBAHO 00 UCIIOIB30BaHUM KiI0Oa3ama i sedenns smurerncuu upu CA, Ho
ObLIO BBICKA3aHO mpearnosokenue, uro arouuctsbl [TAMK cranossresa Bce 6omee
2(p(peKTUBHBIMU B 3TOH KAaTETOPUH, YUUTHIBaA pacrnosoxenre reHoB TAMKA-
perenrTopoB B Kputrdeckou obmactu CA [21,22].

Juera ¢ HU3KUM TIIMKEMUYECKUM HHIEKCOM OKa3aiach 04eHb 9eKTUBHOHN B 60phbe ¢
npucrynamu y nanueraToB ¢ CA. B namreit koropraoii rpymnme 9 us 12 (75%) cy0peKTOB,
npunep:xusaroiuxca JIIUT, mpogeMoHCTPUPOBAIN CHUKEHHE YaCTOThI IIPUCTYIIOB Ha
90% wnnu 6osee. Ouars :xe B 6onbinuucTBe ciaydaes JIIUT ucmonb3oBaicsa B COUETAHUH €
OJTHVIM WJTH HECKOJIBKHUMU ITPOTHBOIIHUICIITHYECKUMU TIperapaTaMu, 4aie BCero ¢
Ka00a3aMoM. JTO IIOATBEP:KIAeTCI HeOOIbIIUM MOIOJIHUTEIbHEIM ucrbitanuem JITUT
npu CA. [23]. Illectb Cy6BEKTOB B 3TON KOTOPTOM IPYIIe ObLIH YacThI)
momonHUTENbHOTO uccaenoBauusd JIIUT, mpoBeneHHOTO B Hallled KIMHUKE, H
noxpoOHbBIEe PE3yIbTATHI OBITH OIy0anKoBaHbI B 2012 roxy: y 4eThIpex M3 [IECTH JeTel
oTMedanoch cHuKeHue cynopor Ha 90%, a y oguoro - Ha 50-90% [23].

ITockonbKy B HallleM HCCIETOBAHUN PACCMATPUBAINCH TOJIBKO T€ JAEKAPCTBA, KOTOPhIE
MBI TIpomTHcand, 3 PeKTHBHOCTD, OTMEUEHHAA B HAIIIEH KOTOPTHOM TPYyIIe; BEPOATHO,
[IpeyBeInYeHa, ITOCKOAbKY MHOTHE U3 POIIMCAHHBIX TPOTUBOIMHIEIITUYECKIX
mpenaparoB ObUTH 106aBIeHbI K yixe npumensembiM 11911, w aTtu nokasarenu

9 eKTUBHOCTH BBIIIIE, YEM OIIKUCHIBAIOCH paHee [7]. ITu moKasaTeln He OTPAKAIOT
TOYHYIO 3(PPEKTUBHOCTD KaKIOT0 JIEKAPCTBA B KAUeCTBe MOHOTEPAIINH, TIOCKOIbKY
srmtenicus y perei ¢ CA TpymHO moagaercs JIeUeHuI0, U 6OJBITHHCTBO AeTeH T0IydaioT
reckosbKo [III1. Cxopee, omu ayuiite oTpa:kaoT ux 3PPEKTUBHOCTD II0 OTHOIIEHUO
IPyT K apyry. B 6ymyiem HeoOX0AuMO IPOBECTH MOJHOIIEHHBIE HCCISNOBAHMS
acpperxruBHOCTH pasauuabix [I3I] B kauecTBe MonoTepanwu mpu CA. Bonee Toro, Bo
BCEX CIIy4asax, KpoMe OIHOI0, HAYao Tepalluy BAIBIPOEBON KHUCIQTOMN IIPOBOIUIOCH 10
WX TTOCEIIeHUA KINHUKH, IIOCKOJIBKY MBI 00BIYHO HE Ha3HAYaeM ee' B KavueCTBe JIEYeHU
IIePBOH JIMHUY U3-3a ee MPOoQuiIA MO60IHBIX 3(PEKTOB, ITOITOMY V¥ HEKOTOPBIX M3 STHUX
HCIIBITYEeMbIX [IOHAYAY MOTJIH ObITh Jy4iiue peakunn. Hainu pesynbraThl MOKa3bIBAIOT
HM3MEeHSIIyIocs Tenaentuio ucrnoab3osanusd 11911 mpu CA. B uccienoBanuy,
omybaukoBanHoM B 2009 r. (manubie cobpaub B 2006-2007 rT.), cemby (B OCHOBHOM. Hi3
CIITA) ykasanu, 4To BaIbIIPOeBas KUCIOTA ABJSETCS HAauboIee 4acTo HasHauYaeMbIM
[I9II (62%), B To Bpems kak kimoHaszemnam (34%) u romupamuy (30%) Tak:xke JOBOIBHO
YaCcTO HA3HAYAHUCH, a JaMOTPUIENH (24%), neBerupanieram (20%) u knobaszam(4%)
MPUMEHSINCH PeKe. ITO KOHTPACTUPYET C UCIIOIH30BaHUEM B HAIIEH KINHUKE
BAJIBIIPOEBOM KUCIOTHI (39,7%, HO IIOYTH BCe MPOITHUCAHBI 0 MIEPBOT0 ITOCEIeHMUST
KJIUHUKN), KIoHasenam (9,5%) u Tomupamuy (14,3%) 110 cpaBHEHUIO C JIAMOTPHIKHHOM
(28,6%), neseruparneramom (66,7%) u kmobazamom (50,8%). llockonbKy 910 6BLTO
PEeTPOCIIEKTUBHOE UCCIEI0BAHNE, IIPOBEIEHHOE C UCIIOIb30BAHNEM TOTHKO JAHHBIX U3
HaIllel KJIUHUKH [ 00eCriedyeHuss TOYHOCTH, HUMEJINCh HEKOTOPbIE OFPAHUYEHNS,
0CO0EHHO OTCYTCTBHE JAHHBIX, ITOJYYSHHBIX [0 [IEPBOTO BU3UTA, U BMEIIHBAIOIHHCS
daxTop, 4TO MAIMEHTHI yiKe IPUHUMAIN JIEKAPCTBA, Korja 0butu mobasiessb: otu 11911



5. 3akaoueHne

Takum o6pasom, Hama KoroprHas rpymnmna us 85 gyemosek ¢ CA mokassIiBaeT
PacIpoCcTpaHEHHOCTh SMUIEIICUU Ha YPOBHE 74%, 4TO COTJIacyeTcd ¢ yYIOMUHAHUAMU B
IMyOIUKAITUAX paHee. PacmpocTpaHeHHOCTh SIIMIEIICHH B HAIIeH KOTOPTHOM TPYIIIie
MOJKET OTIHNYATHCI OT (PAKTUUECKON PacCIPOCTPAHEHHOCTH, ITOCKOIBKY KIMHUKA
cungapoma Aurenbmana mpu MaccadyceTckod 60abHUIE 00111ero PO s HaXOTUTCI B
BEIEHUH JETCKOTO SIIMJIEIITOIOTA U, CIe0BATEIbHO, MOKET IIPUBJIEKATH 00JIbIIE
MMAIMEeHTOB, KOTOPbIE CIEIMAIBHO 00PAIIAl0OTCA 34 JIeYeHNeM MPUCTYIIOB, U ITIOTOMY YTO
y caMbIX MAJIEHBKUX MMAI[MEHTOB B HAIIIEH KOrOPTHOE TPYIIIIE IIPOCTO, BO3MOIKHO; eIlle
He pas3BUIKCH Cygoporu. B 6ombiniom uccnemosanuu, omyoauroBanaom B 2009 roxy,
Ipenaparsl HOBOTO ITOKOJIEHUS, TAKHe KaK JIEBeTUpAIleTaM U JIAMOTPUIKIH (1B
MEHBIIIEH CTEIIeHN TOMMPAMUL), IIOKA3AIM AHATIOTHIHY0 3(P(IEKTHBHOCTE C MEHBIIIAM
KOJIMYECTBOM IT000YHBIX 3)(PEeKTOB 110 CpaBHEHUIO ¢ 6osiee Kinaccuaeckumu (1911,
TAKMMHU KaK BaJIbIIPOEBasd KHCIOTA U KIOHasemaMm. Haiiu pesynbTarbl HOATBEDKIAIOT
9TH BBIBOJBI, IOCKOJIBKY U JIEBETHPAIIETAM, ¥ JIAMOTPUMKUH TOKA3AJIH JLYYIILYi0
2(p(peKTUBHOCTD, UeM BAIBIIPOEBAS KUCA0TA U KJIOHA3EIAaM, C MEHBIIIUM KOJIHIECTBOM
MOGOYHBIX 5(P(EKTOB, YeM KIOHA3EIIAM, ¥ 3HAYUTEIHLHO MEHBIIIUM KOIUIECTBOM
M060YHBIX H(PPEKTOB, UeM BaIbIPOeBad KUcaoTa. TomupaMar 6bLT HOYTH TAK JKe
a¢perTHBEH, KaK JeBeTHpAlleTaM U JAMOTPHIKUH B MCCIEI0BAHUH, HO C Oosiee
BBICOKOH 4acTOTOHN MOOOUHBIX 3(P(PeKTOB, a B TEKyIlleM UCCIeI0BaAHNN YACTOTa
M0G0YHBIX 9(P(PEKTOB CHOBA ObLIA 3aMETHO BHIIIIE, YTO, BEPOSTHO, 00bSICHAET Ooiree
HU3KHUH ypoBeHb spderruBHocTu. Kiaobasam me 6but mocryner s CIITA na momenTt
IIPOBEIEHH UCCIEI0BAHNSI, II09TOMY JAHHBIX 110 9TOMY IIpemaparTy ObLI0
HemocTaTouHo. Harrm pesynbTaThl IOKA3bIBAIOT, YTO KI06a3aM OueHb 3(p(PEeKTHBEH C
npoduireM T060YHBIX 3(PEKTOB, AHAJIOTMYHBIM KIOHA3EIIaMy, H-HaMHOro-0oee
OIarOmpHUATHLIM, YeM BalblpoeBas kuciora. Kpome Toro, JIFUT ocraerca
a¢perTUBHBIM cpefcTBOM JedeHus cyaopor npu CA ¢ oTiInaHbIM IPOopUAEM. IT000UHBIX
acpdexrroB. [l momyueHus 60ee TOUHBIX Pe3yIbTATOB IOTPEOyeTcs
KpyITHOMACIITa6H0e MHOTOIIEHTPOBOE MUCCIEI0BAHME IS OIEHKU S(PheKTHBHOCTH
HOBBIX I1OI] 1 queTHYeCKOl Tepanuu B 3TOH KOHKPETHOH IOILYJIAIUN, 0COOEHHO IS
TOYHOH OTleHKN 3(PEKTUBHOCTH
IIPOTHUBOSTUIETITHIECKUX IPEIIapaToB B
KayecTBe MOHOTEPAIIUH.

Hayunoe ncciaenoBanmue.
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AHresnpmMaHa
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AnHoranusa

Cungpom Aurenpmana (CA) - aTo
HeHpOoreHeTHYeCcKoe HMIIPUHTHHTOBOE
paccTpoicTBO, BHISBAHHOE TTOTEPEH
HACJIeIyeMOro IT0 MATEPUHCKOM TNHUN
rena Ube3a, KoTopoe xapakTepusyercs
TreHepaTU30BaHHOM SITHJIETICUEH,
OTPAHUYEHHOM SKCIPECCUBHOMN PeUbio,
IUC(YHKIMEN CHA U JBUTATEILHBIME
paccrpoiicrBamMu. MUOKIOHUYECKHE
MIPUCTYIIBI YACTO ABIAIOTCS ITEPBBIM
THUIIOM IIPUCTYIIOB, U MUOKJIOHUYECKUI
CTAaTyC, CBI3aHHBIN C PEerpeccoM B
Pa3sBUTHUHU, MOKET BOSHUKHYTH B
TepBbIe HECKOJBKO JeT Ku3Hu. Kpome
TOT0, OBLITH PefKre COOBIIEHUS O
IIPOIOJIKUTEIBHBIX SIIA30aX
MHOKJIOHUH 0e3 DIeKTPorpaduaecKomi
Koppesanuu y B3pociabix ¢ CA. s
BBISBJIEHUSA U XapaKTEPUCTHKU MHUOKIOHHYECKUX IIPUCTYIIOB 1 /SMHU3010B
HESIUIENITHYECKOr0 MUOKJIOHYCA ObLIN PETPOCIIEKTUBHO TPOAHATUSHPOBAHBI
MegunuHCcKre sanucu 200 YenoBek, HAOMIOABIINXCS B KJINHAKE CHHIPOMA
Anrenpmana mpu MaccadyceTckoii 6oabHEIIIE 001ero mpoduis u L{eaTpe ayTusma
JIypre. Muoknonmyeckre cymoporu ObLTH 3aperucTpupoBanbly 14% mutl ¢ 1e610ToM B
BO3pacTe 10 8 jeT. ITO KpaTKOBPEeMEeHHbIE SIIH30/Ibl, 32 UCKII0UYEHHEM-CIIydaes; Korma
y 4eJI0BeKa HaOII0IaICca MHOKIOHHYECKHA CTATYyC, a DJIeKTPOdHIedasorpadsl He
TIOKa3bIBAIOT MHTEPKTAIBHOU TeHepAIN30BaHHOM CITaUKOBOM M BOJIHOBOU AKTHBHOCTH.
Hesnunentuueckas Mmuokaonusa Berpeudaerca y 40% mionmeit crapine 10 set, u ero
pacIpoCTpaHeHHOCTDb C BO3PACTOM YBEIHIUBAETCH. OTHU30/IbI HEINMIEITHIECKOM
MHOKJIOHHUY BO3HUKAIOT B IIEPUOJ ITOJIOBOTO CO3PEBAHMUS WU TI03KE, € 1e0I0TOM B
Bospacte ot 10 10 26 smer. ITH SMU30/bI OBLTH 3a(PUKCHPOBAHLI HA 5 BHIEO
pIeKTposHIledanrorpaduy u He UMEIH diIeKTporpadgudeckoro Koppensra. OHu MoryT
IUTATHCA OT HECKOJIBKUX CEKYHI 10 HECKOJIbKUX YACOB, BCET[A BO3HUKAIOT B PYKaX U y
HEKOTOPBIX JIIOJIeH PACIIPOCTPAHIIOTCS HA JIUI0 U BCe KOHEYHOCTH. U300
HESIUIEIITHIECKOH MUOKIOHUY UMEIOT TUCKPETHOE HAYAJIO U KOHEIl, HE HMEIOT
IIOCTUKTAJIBHOTO IIEPHUOiA U He CBA3aHbI CO 3HAYNTENIHHBIM U3MEHEHUEM CO3ZHAHWS WIIN
perpeccoM B pasBUTHHU. OTH SIIU30bI MOTYT OBITH TPYIHO H3IEIUMbI U YACTO
PEe3HCTEeHTHBI K Iperaparam; OJJHAKO ¥ HEKOTOPbIX JII0IeH 0TMEIAIUCH YIyUIIIeHHUs
mocse IpreMa JieBeTupalerama, kiobasama u kronasenama. MUOKIOHWYIECKHe
npucTynbl pacupocrpadedsl npu CA, 00bIMHO y MATIEHBKUX JETEH U CBI3AHHBI C
anuIenTuOPMHEbIME u3MeHeHuIMH Ha JII. J[auTenbHbIe SIIH30IbI CBI3AHBI C
perpeccoM B pa3BuTHu. HampoTus, HesnuienTHyeckas MAOKIOHUA 0ObIIHO
HAYWHAETCS B MOAPOCTKOBOM WJIM FOHOIIIECKOM BO3PACTE W HE MMEET KOPPEIIIINU Ha
anexTposuIiedanorpamme (A1), usMeHeHN COSHAHUS WX PErpecca, HO MOKET
3HAYUTENHHO TIOBIUATh HA KAUECTBO JKU3HU.




1.Beenenue
Cungpom Anprensmana (CA) - 5T0 HEHPOreHETHYECKOe PACCTPOMCTBO, BEI3BAHHOE
morepei Haciemxyemoro oT marepu reaa Ube3a, KOTOPBIN KOOUPYyeT YOMKBATHHOBBIH
6esok sturasa E3A [1-3]. Ube3a ormeuarbiBaeTcss B TOJIOBHOM MO3Te ¥ IepPenaeTcs B
MOB:K€eUOK, KieTkr [lypKkuube, 060HATEIbHBIE TPAKTHI U THUIITIOKAMIT [4,5].
Hesponoruueckuii peHOTUII BKIIOYAET CUMIITOMATHIECKYTO, TeHEPATN30BAHHY O
SITUJIEIICHUIO, I[I/IC(byHKHI/IIO CHaA, KOTHUTHBHBIC HAPYIIIE€HUA, OTCYTCTBHE NN
OTPAHUUEHHYIO A3bIKOBYIO 9KCIIPECCHBHOCTH U IBUTATENIHHbIE PACCTPOcTBa [6].
I Burarensuoe paccrpoiicteo mpu CA BRIIOUAET 38/IeP:KKy KPYITHOM M METKOH
MOTOPHKH, ATAKCUYECKYIO ITOXO/KY, KOAKTHBAIIMIO arOHUCTO-AaHTATOHUCTUYECKUX TPYIIL
MBIIIIIL, TPeMOp ¥ abeppanTHbIHi TOH [7,8]. [l Bi:KeHIs KOHEYHOCTEH NMEIOT OTPHIBECTO-
MIPEPBIBUCTHINA XapaKTep U YacTO JOBOJIBLHO CTEPEOTUIIHLI. LcTeCTBeHHAS HCTOPHUA
abeppaHTHBIX JBU/KEHUN B OCHOBHOM HEM3BECTHA, HO CO00IIAI0Ch, uTo Tpemop mpm CA
yeunupaercs ¢ BospactoM [9]. [Tomumo TumuaHOro Tpemopa u atakcuu, Xapbopz
omucas AByX B3pocibix ¢ CA, y KOTOPBIX PA3BHJINCh CHMIITOMBI IIAPKUHCOHU3MA, B TOM
YHCIIe ¥ PUTHUIAHOCTD 3y0uaToro Kojeca, U 6pajuKuHesus; 9TH CUMIITOMBI BIIOCTEICTBUHI
OTpearupoBaiM Ha HJodaMuHeprudeckoe tedenue [10].
CuMnToMbI TIepBUYHBIX MPUCTYIIOB ITpu CA BKIIOUAIOT aTHIHIHbIE /a0CAHCHI,
reHepaNTn30BaHHbIe TOHUKO-KIOHUIYECKHEe, ATOHUYECKIE U MUOKJIOHUUYECKHE ITPUCTYIILI
[11]. MuokIOHWYECKHE TIPUCTYIIBI IBJISIOTCA HAnOO0JIee PacIpoCTPAHEHHBIM TUIIOM IIPH
TIepBUYHOM O0PAIIeHHH, HO TN YaCTO UCIBITHIBAIOT HECKOJIBHKO THIIOB IIPHCTYIIOB B
TedeHUe CBoeH :xu3Hu [5,12]. B momorHeHne kK MUOKJIOHHYECKAM IPUCTYIIAM Y JIIOJIeH C
CA MoskeT pasBUTHCI MHOKJIOHHUYECKUH SITUISITHIECKUI CTATyC, KOTOPbIH TaK:ke
OIHMCHIBAETCS KAK MHOKJIOHHYECKUH CTATYC IIPU HEITPOTPECCUPYIOITUX SHIE(PATOTATHIX
(MCH9). 9ra snunenTtudyeckasd sHiledasonaTus 00bYHO BOSHUKAET B-HePBhIe FObI
JKU3HU U CBSI3aHA CO CHIMKEHWEM B3aUMOeHCTBUA M KOTHUTHBHOM perpeccuei.
Ilarrepn snexrposuiiedamrorpaMmmsr (AII') cocTouT 13 reHepain30BaAHHBIX
PUTMHUYECKUX Pa3pAm0B, COOTBETCTBYIOIIUX SITMIEIITHIYECKOMY craTycy [13-19].
B oTtmume oT MEOKIOHUYECKHUX IIPUCTYIIOB ¥ MEOKIOHUYECKOTO SMAJIEITHIECKOTO
craryca coo0IIaIoch, UYTO y MOKUIBIX dofei ¢ CA HabIomaIinch TPOAOTKATETbHBIE
SMHU30[IbI MUOKJIOHUHY 0e3 Koppessanuu JJI, koTophie paHee ObLIH OITUCAHBI KaK
KOPTHUKAJIBHBIA MUOKJIOHYC [16]. ¥ mroell MOTYT BOSHUKATD ITIEPUOANIECKHE DIIN30/IbI
MIPOIOJLKUTENHHBIX HEPETY/ISPHBIX MTOIEPTUBAHNM, KAK IIPABUIIO, OMHON UIA HECKOIBKO
KOHEYHOCTEH, KOTOPBIE PA3INIal0TCA 110 IIPOJOIKATEIHFHOCTH U HE CBI3aHBI CO
3HAYUTENHHBIMUA U3MEHEHUAMH CO3HAHMS Ml
KOTHUTHUBHOU perpeccuu. BajkHO OTMETHUTD, YTO 9TU
SIIM30/IbI He UMEIOT HKTAIBHOI0 Koppensara Ha-99F
[16,20-22]. 1o mepe TOTO, KaK KOJTMIECTBO B3POCIBIX
' mrofied ¢ moATBepKaeHHbIM quarnozom CA
MPOIOJKAET PACTH, YBEIUIHBAETCS U
PACIIPOCTPAaHEHHOCTD SITU30/I0B HEIIMIENTHIECKON
vuoraouuu (HOM). Ilennpio mamHoro ucciaeqoBanus
OBLIO JanbHeHIIIee ONUCAHNE SIIM30,0B MHOKIOHYCA
KAaK SIHAJIETITHYECKOT0, TAK U HESMIIETITUIECKOTO ¥
6osbIron mormyssimuu Jiogei ¢ CA.




Marepuaasl 1 METOIBI

C umrona 2008 roga 1o aBryer 2016 roga 6bLT IPOBEEH PETPOCIIEKTHBHBIA 00301
MequUMHCKUX 3amucei qysa 200 yeroBek, HAGTIOAABIINXCA B KINHUKE CHHAPOMA
Amnrenpmana nmpu MaccadyceTckoii 601bHHIIIE 00IIero mpouiisd U IEHTPe ayTH3Ma M.
JIypne. [lanubie 6b1IH COGPAHBI B X0/I€ KOHCYJ/IBTAIINI C HOBBIMU MAIHEHTAMH U 13
MIOCTIEAYIONNX KINHUIECKUX 3aIIUCeH, HATMCAHHBIX UCKIIOIUTEABHO TOKTOPOM
Pouansmgom Tubeprom B momosHeHHE K 0030py HEHPODHU3HOIOTHIECKUX
IHUATHOCTUYECKUX 0T4eTOB. VICKII0UeH e U3 NCCIeJOBAHUS OTAETbHBIX JIHI]
00BSICHAIOCH CAEAYIONTUMH IPUINHAMA: TPUHAAIATH U3 HUX UMEJH KINHUIECKHII
muarao3 CA; 1y1st 0{HOTO, ITOTOMY UTO T€HETHUECKOe MUCCIeN0BaHue ObII0 HEIIOJIHBIM; U
JI7IS OHOTO, TIOTOMY 4TO Auarto3bl kak CA, Tak u 1iepebpaabHbIN mapaaind ObLIH
MIOTBEPIKIeHbI HA OCHOBAHHUU POIOBOH TpaBMbL B pesynbrare ocranack rpymnmna us 185
YeJIOBEK C TeHEeTHUYECKH MOATBEP:KIeHHBIM quarno3oM CA u oTCyTCTBHEM IPYTroi
STHOJIOTUH JIBUTATEIHLHBIX PACCTPOHCTB. BB yCTAHOBIEH BO3PACT, IO U TeHETUIECKUN
IIOATHII BCeX YIACTHUKOB HccirenoBanua. Bospacr yrasaH 1o 3aBepiieHun cbopa
IaHHBIX B aBrycre 2016 roga.

CobpanHble faHHBIE 0 MUOKJIOHHYECKUX IIPUCTYIIAX BKIOYAIN BO3PACT [ebioTa
IIPUCTYIIOB, OMMCAHNE DIIU30A0B U 3(pPeKTUBHOCTS JeueHud. OquH YenoBek 6bI1T
HCKJIIOYEH M3 9TOTO ITAla UCCIeJOBAHU HU3-3a HeJOCTATOYHON HH(OPMAITHN
OTHOCHUTEJIBLHO UCTOPHH IPHUCTYITOB. BodpacTt ne6oora mpucTynoB-ObL1 H3BECTEeH IS
26/27 ue0BeK ¢ MUOKIOHWIECKHUMH IIPUCTYIIAMH, IIPOJOLKUTEIBHOCTE = 6/27 4eI0BEK U
gacrora 16/27 gemoBek. [1oCKOMBKY 1711 TMArHOCTUKY SIUIEIICHH IIPU CHHAPOME
AnrenpMaHa OCTATOYHO aHAMHE3a U HHTEPAKTAIHHON aKTUBHOCTHU, TO.BHAE0 dII
PeIIKO HCIIOIB30BANIKCH s (prKcaIuu coOBITHH. [|HarHo3 MAOKIOHUIECKUX IIPUCTYTIOB
CTaBWJICS HA OCHOBAHUY MCTOPUY 60JIe3HU ¢ HAOIIOeHueM 3@ COOBITHIMY B KIUHUKE
WY Ha BUJEO Uau 6e3 Hero, a Takke ¢ HHTePKTATLHBIMU reHEPATN30BaHHbIMU
craifkaMu ¥ BOJHOBBIMU paspanamu Ha cranpaptHoi III'. Jlanubie, cobpanHbIe
OoTHOCUTEIBHO 3130108 HOM, BKI0Yamu Bo3pact ae6ioTa MPHUCTYIT0B, 9acToTy,
[IPOIOJIKUTEIFHOCTD, OIIICAHNE SIIU30/10B, pe3ynbTaThl IJI' Bo BpeMs u MexR Iy
COOBITHAMY, a TaKKe IPUMeHAeMble MEeTOAbI JeUeHud, UX 3 (heKTHBHOCTD M- I000UHbIE
apderTol.

IIpomomxnuTenbHOCTD SIIM30/10B ObLTa M3BecTHA y 29/35 yenoBek, yacrora — y-30/35
YesioBeK, Jeuenue — y 34/35, a Bospact gebrora — y 27/35 yenosexk. [luarmos HOM 6611
IIOCTABJIEH UCXOMA U3 KIMHUIECKOH KAPTHUHBI, COCPEIOTOUEHHOM Ha COXPAHEHHOM
CO3HAHWH, OTCYTCTBUH IMOCTUKTAIHLHOTO IIEPHUO/IA, IPOIOIKATEIBHOCTH SITH301a ¥
TUNWYHOU KapTUHBI Hadyala IBUKEHUN B pyKaX, BpeMeHaMU paclpoCcTPaHdoIerocd Ha
JIUIIO ¥ HIKHUE KOHEYHOCTH. BOJIBIIMHCTBO STHUX SMIM30{0B OBLIH 3aCBUAETEIHCTBOBAHBL
160 B KIMHUKE, TU00 B OTAEIEHNUH HEOTIOKHOM ITOMOIIH, 11060 Ha BUEO0, a SIIHU30bI §
11/35 6buIH 3apUKCHPOBAHBI HA AIUTEIBHONR JIT .

Taxecrs HOM rnaccuduiimpopaiach o 4aCToTe U MPOJOIKATEILHOCTH SMH30/[0B:
YacroTa mogpasiensiach Ha TPU [IEPHUOIa BPeMeHH: e:KeTHEeBHO — OIpeneaseTcs Kak
IIPOUCXOAAIIee KAKIbIH JI€Hb, BKII0YAsa HECKOIbKO SIIH30/I0B B IEHb; €:KEHEIEeIbHO —
ompefensgeTca KakK IIPOUCXOAAIEe He Peske OJHOTO pasa B eHb, HO He Peske OTHOTO pasa
B HEJEJII0; ¥ CIOPAIUIeCKUe — OIPEAEIATCI KaK MPOUCXOANINE He KAKAYI0 HEJel0,a
KaK MUHHUMYM HECKOJIBKO pas B rofi. IIpomomxuTenbHOCTD STIM3010B ObLIA pacipeneaeHa
Ha 4 KaTeropuu: CeKyH/IbI — OMPENeIAI0TC KAK KOPOTKIE SIIH30/bl, KOTOPHIE B CPeAHEM




IIATCA KOopode 1 MUHYTBI; MUHYTHI — OIIPEENIAI0TCA KaK DIIN30/bl, KOTOPhIE B CPEIHEM
naaTca 1 MUHYTY WIH A0JIbIe, HO 00bIYHO Kopoue 1 yaca; 6omee 1 yaca —
OTIPeNeNa0TCs KAk SIHU30/IbI, KOTOPbIe 00BIYHO AmaTcs 6osiee 1 yaca 6e3 mepepbIBOB, HO
He COCTaBJIAIOT OOJBIIYIO YACTH YaCOB 6OAPCTBOBAHUS YEIOBEKA; U IOYTH ITOCTOSHHbIN
— OIIPENENIIITCI KaK SIIHU30/bl, KOTOPKIE JJIATCA OONBIILYI0 YACTh BPEMEH!
6ompcTBOBaHMA YeloBeKa. YacToTa 1 MpOJOKUTEIFHOCT YKa3aHBI KaK Te, KOTOpbhIe
WMeJIX MeCTO 0 Havyasa 3eKTUBHOTO JeUeHUud U ObLIN KIaCCH(MPUITUPOBAHBI HA
OCHOBE THIIMYHBIX SIIH30/[0B, C KOTOPHIMU KaKIbII [TAIIHEHT CTAIKHBaETCI Hanboee
9acrTo.

A PeKTUBHOCTH UCIIBITAHHBIX IPOTHUBOAIIIenTHIecKux npenaparos (I11911) 6su1a
paszenena Ha 4 Tpynnsl: yaydiienue 6omee yeM Ha 90%, yayanrerue ot-50-%-10-90%;
yayuamenvie MeHee 50%; ¥ HUKAKOTO YIy4IlIeHHUs WU yXyALIeHNe SIIU3010B. J[1060
TI91I1, koTopsIit yCyryOmiI SIIKM304bI [10CIE IPUHATHS, ObLI OTMEYEH B PE3yJIbTaTax.
JlanHoe uccmegoBanue 6610 0100PEHO MHCTUTYITHOHAILHBIM HAOMIOMATETHbHBIM
coBeroM MaccauyceTckoii 60IbHUIIBI 00IIeT0 PO HIIS.

3.PesyansTarsi

3.1 lemorpacduiueckne XapaKTEPUCTHKH (AHKETHBIE TAHHBIE)

Koropruas rpynmna Braouana 185 gemosek, 102 (55%) my:xckoro mosa u 83 (45%)
JKEHCKOT0, Bo3pacT otT 1 10 44 jet, cpequuil Bo3pact yuacTHHKOB 13 et. B Harei
KOTrOpTHOU rpymmne 121 yeroBeK ¢ MAaTEPUHCKOH Aesenuei xpoMocombl 15q11.2-13.1, 26
(14%) nmenu myranuio Ube3a, 30 (16%) - omHOPOAUTENBCKYO AucoMuto, 6 (3%) -
nmedexT meaTpa umMnpuaTHHTa U 2 (1%) - MO3auIIH3M.

3.2. MuoxjI0oHUIECKHEe IIPHUCTYIIbI

B anamuese MuoKIOHWYECKHE CYIOPOTH ObLIM 3aperucTpupoBanbl y 27 (15%) us 185
4eJIOBeK u pacipenenenbl Mexxny 15 (55%) my:xuunamvu u 12 (44%)-sxenmuaavu. ¥ 20
genmoBek (74%) 6puia genenus, y 3 (11%) - omHopoauTenbekas gucomus, y 3 (11%) 6puia
myramusa B rere Ube3a uy 1 (4%) Obu1 fnederT menTpa uMIpuaTrELa. U3 sTnx 27
4esioBeK y 21 ObLIM MUOKJIOHWYECKHE IPUCTYIIBL, Y 2 - MUOKIQOHHYIECKUE TIPUCTYIIbI
abcamca, y 2 - MUOKJIOHHYECKA-aTOHUYECKHE IPUCTYIIBL, ¥ 1 - MUOKIIOHUIECKUH CTATYC
npu Hemporpeccupyomux suredanronaruax (MCHI) u y 1 6puin Kak
MUOKJIOHWYIECKHE, TAK U MUOKJIOHWIECKHEe IPUCTYILI abcamca. Bospacr pebrora
3ab0s1eBaHus BapbHUPOBAJICSI OT MeHee 1 roga mo 8 e, mpu stom 18 (78%) coobirumu o
HauaJse 3aboseBaHusa B Bodpacte 7o 5 ner. [14Ts 3aperucTpupoBaHHbBIX HIIN30]0B
MIPOIOJKAINCH BCETO HECKOIBKO CEKYH/I, ¥ TOTBKO OJUH COOBIIHI O TIOCTOSHHOM
MUOKJIOHWIECKOM TPeMOpe K3-3a MHOKJIOHUYECKOTOo craryca. CeMb 4eI0OBeK COOOIIHIN O
€IKeTHEBHBIX WU IIOYTHU €/KeJHEeBHBIX SIIM30aX, 5
COOOTITHIIHN O CIIOPAINYECKUX SIIM30/[aX, OPENeIAeMbIX
KaK IPOUCXOAAIINE OT MeCsIa 10 Toaa, u 4 cooOIImIn
0 MUOKJIOHUYECKHUX IIPUCTYIIAX TOIHKO Ha (POHE
6osesuu. MUOKIOHUIECKHE TIPUCTYIIBI
IUarHOCTHPOBAJINCH HA OCHOBAHWH UCTOPUM 00JIesHU U Nt T 0
HMHTEPKTAJIbHOM reHepaIu30BaHHOM CIIaiKOBOU H > ‘
BOJIHOBOH aKTHBHOCTH Ha O9I, mockonbry BuneodOl’ N . gb r 2
PenKo TPeboBaIoCh I AUATHOCTHKY U JIEY€HU UX /
SIUJIETICHH.




3.3. HesnmmienTu4aecKHuii MUOKJIOHYC

W3 185 yenosex HOM 6bLtu 3apeructpupoBansl y 35 (19%). On 6611 paBHOMEPHO
pacupenenen mexny 18 (51%) my:xunaavu u 17 (49%) xennuaamu B Bozpacre ot 11 mo 44
aer. [IBaguats qBa (79%) us atux el nMenu genenuio, 9 (32%) uMennu MyTaluo resa
Ube3a, 3 (11%) - omHopoauTenbeKyo aucomuio u 1 (4%) medert neHTpa UMIPAHTHHTA.
OrnpenenenHas Ha MOMEHT cOOpa JAHHBIX PACIPOCTPAHEHHOCTh HESUIETITHIECKON
MUOKJIOHHMH YBEIUIUBAETCI C BO3PACTOM, [IPK STOM B HAIIeH KOTOPTHOM TPYIIe He 6BIT0
qar mutagine 11 mer ¢ HOM, 15 (29%) B Bospacre ot 11 mo 20 ner, 14 ( 54%) B Bo3pacre oT
21 no 30 xer, 4 (50%) B Bospacre ot 31 mo 40 ner u 2 (100%) crapmie 40 sxer (puc..1).
Bospact macrymnenus stux snuson0B cocrasist oT 10 1o 26 mer. BoabimuacTBY
ucnbiTyeMbix 66110 0T 11 10 20 net. Tonpko y 1 gyemoBeka (4%) HOM nebrotupoBai B
Boapacre 10 11 set, y 19 (70%) B Bospacte ot 11 1o 20 net, y 7 (26%) B Bo3pacre ot 21 10
30 set, a y ocranbHBIX 8 HET AAaHHBIX 0 Bospacre Hadama HOM (puc. 2).

Amuzonsl HOM, mpoucxopsiue y mofei B Bospacre 10 20 jeT, pasiudanuch 1o
MIPOJIO/KUTETHFHOCTH: OT HECKOIBKHUX CEKYH/ 10 HECKOJIbKUX MUHYT, 33 UCKIIOYeHHEM
OIIHOT'O YeJI0BEKa, COOOLIMBIIIErO O IOYTH IIOCTOSHHOM MUOKIOHYyce. V3 13 uenoBek B
Boapacre 10 20 set 8 coolbiuan 06 SMHU30aX MIPOI0IKUTEILHOCTHIO BCEr0 HECKOIBKO
CeKyHI, 4 coobImIH 00 SIIM301aX IMPOAOJIKUTEIbHOCTHI0 OKOJI0O MUHYThLH 1 €006IITHI O
TIOYTH [TOCTOSHHBIX 3mu3onax. M3 16 genosek crapiue 20 set 7 (44%) mepemxuau TpUCTyIIbI
MIPOJO/KUTEIHFHOCTI0 Ooitee 1 yaca, 4 eperuIn SIIU30/1bI IPOJOKUTETHEHOCTHIO 6otee
MUHYTHI, a ocTasibHbIe 5 coobiuan 0 HOM mpomo/mxuTe IbHOCTHI0 BCEro"HECKOIIBKO CeKY H
(puc. 3). ¥ GOJBIIUHCTEO JIOAEH STH SMHU30/bI IPOUCXOIAT €KeIHEBHO WX YACTO, U TOJIBKO
11 uenoBex (37%) coobiaroT o criopaguyeckux ciaydasx. Korma Koropruas rpymmna 6buia
paszeneHa o Bo3pacry, y 0oJbIlel yactu aojaei crapire 20 JeT eIy4aauch JHeBHbIE WU
esxenenenpubie HOM no cpaBuenwuio ¢ mogsmu 10 20 ner (13 (76%) u 6 (50%),
cooTBeTcTBeHHO) (puc. 4). uuszonst HOM, kax MuHuMyM, BCET/Ia 3aTPATUBaIOT PYyKH U
YaCcTO PACIPOCTPAHAIOTCA HA KOHeYHOCTH, ipu 9ToM 11 us 28 (40%) raxxe coobrumiu 06
MopaykeHu  Jinbo PyK, 1u60 06eux pyk u Hor. OMUH YeIOBEK COODIIMII0-PACTIPOCTPAHEHUH
MHOKJIOHYCA TOJBKO HA JIUI0, 3 YEJI0BEKA COOOIIMIN O PACIIPOCTPAHEHNH HA JIUI0 U
KOHEYHOCTH, a 1 coo0IImI 0 pacrnpocTpanenund o Bcemy ey (puc. 5). Bee cobbrTrs nMeioT
JIUCKPETHOE HAYaJlo ¥ KOHEIl, TAK KaK HU OJINH M3 3TUX JI0fIell He MCIBITHIBAJ CIIyJaHbBIX
PBIBKOB B TeueHUe [HA. UJIeHbI CEMbU, CTABIIINE CBUAETEIAMH STHX COOBITHM, HE
COOOIIHIIH O TIOCIECYAOPOKHOM 3aMeNIaTeIhCTBe, XOTS COOBITHSA MOTYT BBI3BATH
yTOMJIEHUE, U 3aSBUJIH, YTO BO BPEMs COOBITHI CO3HAHNE COXPAHSIOCH.

3.4. T HE’IMUJIENITHIECKOTI0 MHOKJIIOHYCA

Jnurenbusiit MmoruTopuHr I 66T IpoBeneH y ogquaHAAIATH YeaoBek ¢ HOM.-B-aamem
YVUpEeKAeHUH ObIT0 BBIOIHEHO TPHU Bue0dd'; oHu 3aduKcrpoBaan HECKOIBKO SIIN300B
MHOKJIOHYyCa, KOTOpbIe He umenu kKoppessaiun no . [[Bym apyruM namueHTam
npoBoarIH BUe0dI]' B CTOPOHHUX YUPERIEHUAX, KOTOPhIE, KAK COODIIAIOCH,
(puKCHpPOBAIM HECKOIBKO TUITHYHBIX MHOKIOHUYECKUX COOBITHM KAKI0TI0 YEJI0BEKA, OIIITh
JK€ HU OJIUH M3 KOTOPBIX He Koppeiauposai ¢ III'. Hakouer, cemu naruentam ObLIn
BBIMOJIHEHBI aMOynaTopHble JOI, IATH - B CTOPOHHUX YUPEIKISHUAX U [BYM - B HAIIIEM
VUpEIKIeH!H, Bce (PUKCHPOBAIIH COOBITHSI MUOKJIOHYCA, HA OJUH U3 HUX HEe UMeJl
roppessaiuu IO, Ha BuneoddI” us namero yupesxaenus He ObU10 3a)MKCHPOBAHO
MIPUCTYIIOB, & B OTYETAX BHEIIHUX YUPEIKICHUH He ObLI0 3a(DUKCHPOBAHO HUKAKHUX
MIPUCTYIIOB.



3.5. JIleueHnEe HEAMUIENITHIECKOTO MHOKIOHYCA

Irtu snu3oa61 HOM TpynHO mogmaioTes Je4eHnio U 4acTo pedypakTepHbie K JEKAPCTBEHHBIM
npenaparam. Jdderruabivu B tedenre HOM y HEKOTOPBIX CyOBEKTOB HAIIEH KOTOPTHOMN
rpymmnst okasanuchk kinobasam (CLB), meserupaueram (LEV) u knonasenam (CLZ). U3 35
YeJI0BEK, Y KOTOPBIX 0buin smu30a61 HOM, y 7 aniu301bI ObLIH JETKUMY /AN TOCTATOYHO
PEeAKUMH I Ha3HAYEHW JiedeHus, 1 60JIble He HyKIAJICAd B IEKAPCTBAX, IIOCKOIBKY
SIU30/IbI CO BPEMEHEM CTA/IM He3HAUYUTEIbHBIMU, U 1 JISYUIICS IPyTUMU
IIPOTHUBOSIIHUJIEIITUIECKUMHU IIpernmaparaMu OT IIPUCTYIIOB, HO HE BHOCHJI HUKAKUX
U3MeHeHHH, YT06bI KOHKPEeTHO KoHTpoaupoBath HOM. Il ocrambHbIx 26 YeIoBer
KOJIMYECTBO HUCIIBITAHHBIX JIEKAPCTB BAPBHUPOBAIOCH OT 1 710 8, B cpefHeM 3 IeKapCcTBa.
TIpumeuarensHO, 4TO 3 UEIOBEKA, KOTOPhIE IPHHUMAIH TOJIBKO OIHO JieKapcTBo oT HOM,
HAYaJI¥ JIedeHue coBceM HeaaBHo, U ux HOM asmaerca nerxkum. M3 35 wenoser v 17 (49%)
OBLIU SMM30/bI, KOTOPBIE B HACTOSIIEE BPEMS X0POIII0 KOHTPOJIUPYIOTCS, HO BCE eIle
mpoucxonar, ay 18 (51%) snu3oabl MpomoOKAI0T MENIaTh JKU3HEIeATeAbHOCTH.

Hawubosee yacro npumensiembie u Hanbosiee 3 (peKTUBHBIE IPenaparsl B HALIEH KOFOPTHOM
rpyIIe - IeBeTuparneram, KrobazaM 1 KJIOHA3emaM, a TaKKe JiopasenaM 1 JuasenaM o
Mepe HeobxoxuMocTH. JleBATHAIATE YeI0BEK [OIyJal JieBeTupaneram, 6 ug KoTopbix
(32%) coobuimau 06 yrayumenuu Ha 90%, 10 (53%) coobumnu 06 yayuinenun Ha 50-90% u 3
(16%) coobirumnu 06 ynyurnenuu Ha 50%. ¥ ofHOTO YeoBeka HAOIIAAI0Ch yXY/IIIIEHHE
SIIM30/I0B IIPU IIpHEMe TeHePUIEeCKOoH (POPMBI IeBeTHparerama, KOTOpoe YIIYIIIHIoCh 10
N90% npu nepexojie Ha TOProByio MapKy Keppra (3T0oT 4enoBex BKIIOYEH B 6 4eI0BEK, y
KOTOPBIX Habmomamocs yayumenue 90%). IIpobiemsl ¢ moBegenneM ObLIH
3aPETUCTPUPOBAHBI ¥ 6 4eJI0BEK, OMUH U3 KOTOPBIX IIOKA3aJl HEKOTOPOe YIIyUIIIeHUe C
TeYeHHeM BPEeMeHH, a JPYroi MoCTPagas TOIBKO OT BHICOKUX 03. ['eHeputieckas opma
JeBeTHpareraMa, 1o CpaBHEHHUIO ¢ TOProBoi Mapkoit Keppra, 0blIa mpuanHon
BO3HMKHOBEHUS arpecChy y OJHOTO Ye0BEKA.

TpunaaaTe 4eaoBex noxydanu krobazam, 4 u3 Koropbix (31%) co001nian 00 yIydieHnu
Ha 90%, 5 (38%) coobiunu 06 ynyumennu Ha 50-90%, a 2 (15%) coobiuau 00 yIydieHnn
Ha 50%. I derTuBHOCTL HE MOrJIa OBITH OINpeeIeHa I 2 YeI0BEK, TTOCKOIBKY TIPHeM
npemnapara ObLI IpepBaH: y OMHOTO U3-3a CUILHOM YCTAJIOCTH, & APYTOro W3-3a
Bo3Oy:kmenusa. O cemaruu coo0mmnay 4 4er0BeKa, 3 KOTOPBIX 3 IPeKPATHIN JIedeHue, a
OJIMH TIOCTPAAJ TOJIBKO OT H0JIee BHICOKHX J[03.

YerhIpHAAIATE Y€T0BEK MOIyJaan KIoHAa3enaM, 1 u3 KoTopsix (7%) coobuini 06
yayuirerauu Ha 90%, 8 (57%) coobmmnu 06 yayumrernuu Ha 50-90% u 5 (36%) coobiiumam 06
yayuimesnnu Ha 50%. Coobianrochk 06 yTOMISEMOCTH U 3aTPYAHEHHOM IIePeBIKEHIH Y
OOHOI'O M3 3THUX IIAIlTMEeHTOB.

Bensonunasenuunl, mpuHUMAaEMbIe 110 MEpPe HeOOXOAMMOCTH B HAYAIE MUOKIOHUIECKUX
3MHU30/[0B, 0OBIYHO ObLIN 3(P(PEKTUBHBIMU; TPU YEIOBEKA ITOKA3aIH YIIyIIIeHne II0CIe
npreMa JiopasernaMa, U YeThipe 4eloBeKa - Iocie IpreMa Juasernama. ¥ 0JHOT0 U3 3TUX
JI0/IeH TakKe HAOII0AAI0Ch IIOI0KUTENbHAS JHHAMUKA [IPU [IPHEeMe eKeJHeBHOH J[03bI
Jopasernama, HO 3TO JIeUeHUEe He MOTJIO IPOAOJIKATHCI B JI0JITOCPOIHON IEPCIIEKTURE.
Yersipe Apyrux mpenapara UCIoIb30BaIUCh 11 tederus HOM pexe ¢ pasiuaHoM
adderruBHOCTHIO. M3 12 yemoBeK, KOTOpbie IPOOOBAIN BAIBIIPOEBYIO KHCIOTY, 7 COOOIIMIN
006 yiyurnenun cocrosuus Ha 50%, HO 6OJIBIINHCTEO JII0AEH IPEeKPATHIIN IPUEeM 3TOT0
JIeKapcTBa u3-3a Mo60yHbIX 3dQderTos. M3 8 yemoBeK, UCIBITABIINAX TaMOTPUIKIH, 1
coo01ut 06 yaydrnenun cocrosuus Ha 50%, a 7 He COOOIIUIN O IIOIOKATENbHON TUHAMUKE.
W3 4 gyenmoBek, uCIbITABIINX 30HUCAMU], 1 coobirmi 06 ymyurnennu Ha 50%, a 3 He
COOOLIMIN 00 VIIYYILIeHUH.




Y onHOro nanueHTa, HOJIy4IaBIIero 30HHUCAMU/I, IIOIBUICA II000YHbBIN 5(h(EKT B BHIE
yromnsemoctu. Hakonerr, u3 3 4eoBek, uCmbITaBmux pypuHamus, 1 coobIuI 0o
yayuwennn Ha 50%, a 2 He coobuuau 06 yryuinenuu. Ilo6ounnie adpderThl
pydhuHaAMIIA BKIOYAIN COHIUBOCTD ¥ OJHOTO YeJI0BEKA U JKeIyJ0IHO-KUIIIeUHbIe
CHMIITOMBI ¥ IPYTOTO Y€JI0BEKa, KOTOPhIe MIPUBENIH K IPEKPAIeHUI0 JEeUeHNS.

Haxomer, 5 uenoBex ucmonb30BaIu AueTndeckyio repanuio 111 HOM. ¥ gyernipex 66110
HaYaJIbHOE, HO BpEMEHHOe yIIydllleHre MUOKIOHYCa, Y OHOr0 HA KeTOTeHHOH JUeTe U V.
Tpex Ha JIeYeHUH ¢ Hu3KuM riukemudeckum ungexcom (JITUT).Oxvu yemosek Bumen
HEKOTOPOE YCTOMYHBOE YIIyUIlleHre Ha KeTOTEHHOM PaIlhoHe,

4. O6cy:xaenue

ITockonbKy epBOe AMATHOCTHPOBAHHOE IIOKOJIeHwe fnerel ¢ auarHo3om CA ceiyac
BCTYIIAeT BO B3POCIYIO JKU3HB, ITOABIAETCA BCe 00IbIe COOOIEHWH O IPO0IKATENHHBIX
SIHU30/[aX TPEMOPA, KINHIUYECKH COOTBETCTBYIOIHAX MUOKIOHYCY. OTH SIHU30/bI, XOTS
KJIMHUYECKH CXOIHBI C MHOKJIOHMYECKUMH IIPUCTYIIAMH 10 CBOEH CEMUOJIOTHH,
OTJIMYAOTCS IO CBOUM IIPOSBIEHUAM OT MUOKJIOHUIECKUX IIPUCTYIIOB, HAGIIONAEMBIX B
nercrBe. MUOKIOHUYECKHE IPUCTYITHI PACIIPOCTPAHEHbI ¥ MajleHbEuX aerei ¢ CA
(06BIYHO HAUMHAIOTCA B BogpacTe 2-3 yer) u Berpeuatorea y 12-50% nmereit B 06111t
momysanuu ¢ CA [11,22,23]. Touno Tak sxe y 14% Haleil KOTOPTHOU FPYIIIBI ObLIH
JIUarHOCTUPOBAHBI MHUOKJIOHMYECKHE IIPUCTYIIBI, 8 BO3pACT [e0i0Ta IPUCTYTIOB
BapbUpPOBaJICS OT MeHee 1 roja 1o 8 jier, mpu 9TOM GOIBIITHHCTBO-COOOIITAIO O HAYAe B
Bo3pacte 5 mer. MUOKIOHHYECKHe IPUCTYIBI UMEIOT KOPOTKYIO0 MPOAOTKATETLHOCTD,
00BIYHO JJIATCS HECKOJIBKO CeKYHI, & MHOTA 10 1 MUH.

B 10 e Bpems snuzoabl HOM MOryT AIUTHCS OT HECKOIBKUX CEKYH/, 10 HECKOIbKIX
YacoB U UMETh ropaso 6ojee mo3aHui 1e0i0T JIU60 B HOAPOCTKOBOM, JTH00 B IOHOIIIECKOM
Bo3pacte. I3 27 uenoBek, y KOTOPhIX ObLI M3BECTEH BO3pacT Aebiora, oH Kosrebancsa ot 10
10 26 siet, Ipu 3TOM GOJIBIITMHCTBO COOOIIMIIO 0 HaYasie 3a6oeBanus B Bo3pacre ot 11 10
20 ser. B oTmume 0T MUOKIOHUYECKUX IIPUCTYIIOB HIIH STU300B MHUOKIOHUIECKOTO
CTaTyca 3TH IPOAOJLKATEIbHbBIE SIIU30bI MUOKJIOHUN He CBA3AHBI CO 3HATUTETHHBIMHI
M3MEeHEeHHUsMH CO3HAHWS, PErPecCOM HABBIKOB WJIH ITOCTUKIOHNYECKHM repuoaoM. Bo
Bpems snnr30108 HOM Bcerma KaseTcs, 9TO MOPaKeHbl PYKH, 1 MHOKIOHYC-YACTO
pacmpocTpaHaeTcs Ha BepXHUe U/WIM HUKHNE KOHEUHOCTH, & MHOTA W HA JIUTIO.

W snunentudeckue, U HEINMUICNTHYECKHE MUOKIOHUH, TI0-BUIUMOMY, [IOPAKAIOT JIIOIeH
¢ CA Bcex reHeTHYECKHUX MTOATUIOB. Tpoe M3 HAIIKMX TAIlMeHTOB UMEIH HCTOPIO
MUOKJIOHUYECKUX IIPUCTYIIOB ¥ B HACTOsIIIee BpeMs ucnbIThbiBaloT HOM, u, rioxoxe, HeT
KOPPEJIANNN MeKAY HAIMIUEeM MUOKIOHUIECKUX IIPUCTYTIOB B IETCTBE U
BosuukHOBeHreM HOM B Gosiee mo3mgHeM Bo3pacre.

Ha ceropusiuiamii eHb CyIIECTBYET OYeHb MAJTI0 HH(POPMAIIUN B JIUTEPATYPE B
OTHOIIIEHUH SITU30/[0B [JIUTEILHOTO TPEMOPA ¥ IOAPOCTKOB 1 B3pocibix ¢ CA.
Kopruranpabie Muokmonuu 6putn BriepBbie onucanbl Guerrini et al. B KoropraHOM
uccnenoBanuu u3 11 yesaoBek B Bozpacre ot 3 10 28 mer [16]. UaTEpecHo, uTo HaYaio
KOPTUKAIBHOM MUOKJIOHUM BAPHUPYETCA OT 8 MecsAIes 10 12 JIeT, YT0 OTIIUIaeTcs OT
HAIIIKX JaHHbBIX 0 HAYaJle IMOSBICHH IPUCTYIIOB B Bodpacte oT 10 mxo 26 mer. Oguaxo,
KakK U B HAIIEM HCCIeJOBAHUN, MOHUTOPUHT I He mokasan smumentudopMHOM
aKTUBHOCTH BO BpeMd 31n3010B Muoknonuu. Guerrini et al. mcmosb3oBanu MeTon
00paTHOTO yCpemHeHusI, YTOOBI OMPEeIeIUTh, YTO MUOKIOHYC SABJIAETCI KOPTHKAIbHON
MUOKJIOHUEH.



Jra merouKa ObIIa HEMOCTYITHA HAM IIPU PYTUHHOM TECTUPOBAHUH, II03TOMY MBI MOKEM
OTIPe/IeNIUTD TOJIHKO TO, YTO OHA HESIIMIECTITUIECKAS; MbI HE MOYKEM C YBEPEHHOCTHIO
OTIPeNIeNIUTD, IBJISETCS JIU MUOKJIOHUI KOPTUKAIBHOM, XOTH 9TO, BepOosaTHO, Tak. CoBcem
uegaBHo Goto et al. coobIMIN 0 KOPKOBOM MUOKJIOHYCE ¥ 4 YeI0BEK B Bo3pacTe OT 3 /10
38 mer ¢ myranuamu UBE3A [24]. Coobiiamoch, 94To y IByX JIofel B Bodpacre 15w 38
JeT HAbIOIAINUCh O0Jiee MIUTeNbHbIE SMM30/1bI MUOKIOHUY: OT 10 70 15 MuHyT y 01HOTO
YeJI0BEKA, U 710 3-4 4acoB y APYroro. Mu30/(bl ObLIN CBI3aHBI C UBMEHEHUEM (POHOBOM
akTUBHOCTH ' y 0MHOTO YeioBeKa, HO He SITIIeNTHKA. JIMU30/bl IPYroro cyobexTa
HMHOrIA OBLIU CBA3aHbI C HEAIMIENITUPOPMHBIM KoppeiaaToM 99l Ho B Apyrux. ciaydaax
HabI0aI0Ch 0TCyTcTBHE HaMeHeHui B JII. Xora Hallle uccaemoBanne He BBIABIIO
rkoppensanuu I cpeu HAIHUX YIACTHUKOB, MHOKJIOHUYECKHUE SIHU30/bI Y 9TUX IBYX
mofew B uccaenosaauu Goto et al. Kakyrcs Hanboiee COBMECTUMBIMHY C 35 TOIBMU C
HOM B HameMm ucciefoBaHuN.

Crenensb Tsixectu HOM minpoko BapbupyeTes; OGHAKO, IT0X0Ke, 9T0 ¢ BospacTom HOM
HE UMeeT TeHIEHIUN K YXYIIIeHUIO C TOYKH 3PEHHS YaCTOThI, IPOOKUTENHHOCTH 1
KOJIMYECTBA MOPAKEHHBIX yuacTKOB Teina. [llectu yuacTHukam u3 HAIIEH TPYIITHI HE
Ha3HAYAJIOCH JIEYEHHE U3 OTCYTCTBH HeobxoaumocTy B HeM. OHAKO Te, KTO PEIuI
JIeIUTD T s1u30161 HOM, 060HADY KUK, YTO STH SIH30bI TPYAHO MOALAIOTCA JIEUECHIIO
¥ 3a4acTyI0 Pe3UCTeHTHBI K Ipernaparam . 28 4eIoBeK, HaYaBIINUX JIEYEHUE, TIOTTPO6OBATH
ot 1 1o 8 mexapcTB, B cpegHeM 3 U3 HUX OBUIH OIPO00BAHBI paHee: DIIU30/[bI XOPOIIIO
KOHTPOJIHUPOBAINCH TOIBKO ¥ 13 u3 aTux 28 uenorek (46%). B nemom, Hanbomree
a(ppeKTUBHBIMU METOAMY JICUEHUs B HAIIIEH KOTOPTHOM IPyIine ObLIN JeBeTHPALIeTaM,
K100a3aM U KioHasernaMm. Kpome Toro, coobIamoch, 94To Jopasenam i Juasenam,
MpUHUMAaeMbIe II0 Mepe HeOOXOAUMOCTH B HAYAIe SIIU30/I0B, OBLIH 3(P(PeKTUBHBIMY IS
yayumenns HOM y Bcex Jrojieit, MpUHUMABIINX WX, XOTS U HE BO, BeexX vrusonax. Bee atu
Mpernaparsl B I[eJI0M XOPOIII0 IePEeHOCHIMCh, XOTS CO00IIaI0Ch 00 YCTATOCTH IPH
JIeUeHUH KaK Ki100a3aMoM, Tak 1 KiroHazemamoM. Coobamoch 0 ITOBeIeHIeCKUX
1mo60YHbBIX 3dheKTax Mpu MPUMEHEHNHN JEeBeTUPALIeTaMa; OTHAKO Yy dIieHie 0bII0
OTMEYeHO C TeYeHHEeM BPEMEHH IPU N3MEHEHUH 035l UIU OT ITePexo/a Ha TOPTOBYI0
mapky Keppra. B apyrom mccnemoBanuu KOPKOBOTO MHOKJIOHYCA JI€BeTHpaueram bt
apexTuBen y 2 u3 3 yenoBek, HAUABINKX JieueHue [24]. B Hamrem ueenenoBauuu qpyrue
JIEKapCTBa, KOTOPbhIE UCIIOIb30BAIKCH C PA3IUIHON 3()(EKTUBHOCTHIO, BEIIOYAIOT
BAJIBIIPOEBYIO KUCJIOTY, JTAKOCAMU], B0HUCAMHU/I, TAMOTPUIKUH U PyQUHAMHA/T, HO HI
OJIHO U3 9THX JIEKAPCTB He 6BLI0 0CO6EHHO 3(P(EKTHBHBIM.

B nmomosmenve K mekapcTBaM OIWH YeI0BEK Havall KeTOTeHHYIO JHUeTy, a TPoe Hauaju
JITHUT; Bce coobIuam 0 HEKOTOPOM YJIy4YIIIEHUH B HAYAJIE JIEYEHUs, HO d(P(PEeKTHBHOCTD
OKa3aiach BpeMeHHOMH I BCceX, KpoMe OAHOro desnoBeka. [Ipu takoil HeOOIbIIONH IPyIIne
¥ KOPOTKOH IIPOJOJIKUATENHHOCTH JIE€IEHU TPYIHO aJIeKBATHO OMPENeTUTh
apderTuBHOCTD qUETHUecKou Tepanuu ;i1 HOM . Haubomee appexTuBabIMEI
nmekapcrBamu ot HOM, mo-BuguMomy, ABISIOTCA T€, KOTOPHIE Yallle BCero UCIOAb3YI0TCs
IS JIEYeHUS MHUOKJIIOHHYECKHUX IPUCTYIIOB, 0OCOGEHHO JIeBeTHpAIleTaM U 6eH30IMa3eIIHHEI,
XOTS HU OTHO U3 STHX JEKAPCTB He MMeeT BhICOKOU aderTuBHOCTH. BpuBapaieram cran
IOCTYIIEH HEeJaBHO U MOKET UMEeTh TaKHe JKe IPEeUMYIIecTBa, KaK 1 JeBeTupaieram, HO
OH IIPUMEHSETCS He [OCTATOYHO JIOJIT0, YTOOBI cOOpaTh Kakue-11b0 JaHHbIe IJI 9TOH
MyOIMKAIIIH. JTHOJIOTHUS STHUX JJIATEIbHBIX SMIU30/[0B MUOKIOHUM, XOTI U
HEeSIMUIeTITUYECKAs], 0CTAeTCS HeM3BeCTHON. HesicHo, SBIISIOTCS I OHU KOMIIOHEHTOM



IBUTATEIbHOTO paccTpomcraa, cesazanuoro ¢ CA, niu :xe HOM - nereneparnBHbIN
CHMIITOM, KOTOPBIH CO BpEMEHEM YXYAIIAeTCA. XOTs B I[eJI0OM 3IIH30/Ibl, I0-BUIUMOMY,
6osiee yerkue u 60jiee KOPOTKHE II0 MIPOIOJLKUTEILHOCTH Yy 601ee MOJIOIBIX JIIO/IEH,
Hallla KOTOPTHASA TPYIIa CJIMIIKOM Maja, 4TO0BI CAeaTh BEIBOJ O TOM, YXYMIIAETCS U
MHOKJIOHYC CO BpeMeHeM, 0COO@HHO IIPH OTCYTCTBHH JIEYEHUs, MU OCTAETCS
CTabUIbHBIM, IIPH 9TOM HEKOTOPbIE JII0U IIePEKUBAIOT (0JIee TAKEIbIe SIMU30bI, YeM
npyrue. TodHO Tak ke JIedeHne, Mo-BUIUMOMY, 06J1er4aeT CUMIITOMbI, HO HEO0XO{UMBbI
B Oy/ayIleM HMCCIeI0BaHusA, YTOOBI OIIPEeeIUTh, BAUET JIX JIeUYeHre Ha obiee
IIPOrpeccrupoBaHre MUOKIOHUH. 2 cyobekTa crapiie 40 ser umeror HOM, Ho-6e3-aBHOTO
perpecca Win OTePH HABBIKOB. OTO OYeHb MAJIEHbKHI pasMep BHIOOPKH, HO
OTCYTCTBHIE PErPeccHy OOHAIEKIBAET.

ATOMY HCCIIeTOBAHUIO IIPUCYIIHM HECKOIBKO COMBAIOIIUX C TOJKY (haxropos. Bee
[AIUEeHThI OBIIH OCMOTPEHBI B IIEHTPE TPETHYHOHN HOMOIIH II0 [TOBOAY SIIMJIEIICHN U
CA. ITosToMy BITOJIHE BEPOSTHO, UTO IIAIMEHTHI, 00PAIIAOIINECT B HAILY KIUHHUKY,
MOTYT UMeThb Goiee Tsasxenble peHoTunsl. Taxum o6pazom, HOM mosker 6b1TH 6osee
PAacCIIPOCTPaHEHHBIM, YeM I0Ka3bIBAIOT HAIIY PEe3yJIbTaThl, ¥ MOKET OBITH 0oiiee
MATKHM B I[€JIOM, ITIOCKOJIBKY MHOTHE JIIOU [TEPEKUBAIOT (0JIee JIeTKIe SIH30/IbI,
KOTOpBIE He MEeIIAaloT IIOBCeIHEBHOM KU3HH U B CBA3H C KOTOPHIMH QHH He 00PAaIajIuch
3a jedeHreM. Kpome TOro, 5TH SIIH30/bI TOXOKYU HA IIPUCTYIIBL U 4ACTO
XapakTepusyTCsa KaK TAKOBbIE, 0COOEHHO eCiId BO BpeMs COOBITHH He IIPOBOIUTCS
99T, uTo CHOBA MPUBOAXT K 3aHI/KEHUIO JAHHBIX. KpoMe TOro, OCKOIbKY 9TH JaHHbIE
ObLTH COOpPaHbI B paMKAxX KIMHUYECKOU IIPAKTUKH, BuAe0d)'-moaTBepiK e
MHOKJIOHWYECKUX IIPUCTYIIOB He OBLI0, XOTA HAOIIIAINCH, HHTEPUKTATHHBIE
anomanuu, a HOM 6bu1 3acdukcupoBan Ha anureabHoi II31" Toxpko y 11 us 35
cyObexToB. Takum 06pasom, MbI ITOJATAINCH HA KINHUIECKHAE ITPOABIICHNS 1
pesyabTaThl HHTEPUKTATBHOU I 11 TUATHOCTUKY BCEX MHOKIOHHUYECKUX
npuctynoB u 6oxabinuacTBa HOM. Heobxoxrmmo mpoBecTu B OYAyILEM HCCAET0BAHMIA
I majdbHeUeld XapakTepUCTHKY IIPOABIeHUd U eCTeCTBeHHOM NCTOPUHU SIIN30/I0B
HoM.

5. 3akmroueHnEe

Ilo mepe yBemuueHus YnCIa B3POCIBIX C TEHETHYECKH MOATBeP:KIeHHBIM CA MbI
BUIMM, 4TO BCe GOJIbIIe U GOJIBIIIE JIF0eH UMEIOT JIUTEIbHbIE SIIH30/[bl MHOKIOHHUH,
KOTOpBIE C BO3PACTOM CTAHOBITCS Bee 60jiee paclpoCTPaHEeHHBIMU. OTH COOBITHS
MMEIOT IUCKPEeTHOE HAvallo ¥ KOHEeIl ¥ MOTYT AJUThCA YaCaMH IIPU COXPaHEHHOM
CO3HAHUU U OTCYTCTBHUY YETKOTO ITOCIECYIOPOKHOTO Irepuoza. [lisa Tex, y Koro-sTu
SIIM30/IbI ObLIN 3a(PUKCHPOBAHBI BO BpeMs BHae0dI ] -mouuTOpHHTa, He 6BLIO0
obHapy:xeHo Koppersanuu I, 4To yKa3bIBaeT Ha TO, YTO STH COOBITHA
HESIMUIEIITUYECKUE U, BEPOATHO, ABJAIOTCA YACTHIO JBUTATEIBHOTO PACCTPOMCTBA,
ceazanHoro ¢ CA, KOTopoe Takike BKIYaeT TpeMop u aTakcuo. OHu OTINYAI0TCSI OT
MUOKJIOHWYIECKUX IIPUCTYIIOB CBOEH IIPOI0JIKATEILHOCTHIO, YDOBHEM CO3HAHUS,
BO3pacTOM Havasa u Koppensnuei OOI'. 9Ty sBleHns MOryT ObITh
HEBOCIIPUMMYHUBBIMHU K JIEYEHHUIO, HO HEKOTOPBIM JIIOSM ITIOMOTJIH JIeBeTUPAIleTaM, U
OeHsonuasenuHsbl, U K1obaszam. Heo6xomgumbl 60siee MaciTabHbIe MPOCIEKTHBHBIE
HUCCIeIOBAaHUA I JaJIbHeHIIed XapakTepUCTUKY 9TUX IBJIEHUHU U OIeHKU
MMOTEHITUATBHBIX METO/IOB JIEYEHHUS.



Odransmonorusa

AnomMasbHOE 3pUTEIHLHOE ITOBEIEHNE BHI3BAHO IIPO0JIEMOii TOJIOBHOTO MO3Ta
(HEBPOJIOTHYECKOIT), a He CTPYKTYPHBIM 3a00j1eBanneM ri1a3. Kak 1 MHOTHE CHHIPOMBI,
CBSI3aHHBIE C XPOMOCOMHOM aHOMAMEHN, CHHAPOM AHrebMaHa IPOSIBIISETCS

0P TATEMOJIOTTYECKUMHU TPOOIEMAMH.

Ilo crarucTHUyecKuM AaHHBIM PA3IUYHBIX UCCIEOBAHNI, BHICOKA YACTOTA 3a00/1eBaAHNN
IJ1a3 ¥, Kak ClIeJICTBUE, HEOOX0IUMOCTDb PEryJIAPHOr0 HAGII0IeHHs 0(DTATIHLMOJIOrA.
IlepBoe o6cnenoBanme MoskeT OBITH TPOBEIEHO B 1 roj, moroM B 3 roza, 6 mer, 9 jer, a
3areM Kaskible 5 jier, eciu Her mpobsiem. B ciayyae nanuyus 3a6oneBanus
0)TaTBEMOJIOT KOPPEKTUPYET YACTOTY OCMOTPOB: KAMKIbIE 6 MECAIEB B CIydae
KOCOTJIa3us, KAKIBIN IO B Cllydae HasHAUYeHUs OUKOB.

-lleram ¢ curapomMom AHresbMaHa 4acTo HYKHO HOCHUTH OYKH.

-Kocornasue — o0braHOe siBICHHE.

-Hapyuienus nurmenTamum, KOTOpbie CIy4arTCa YACTO, He JOCTABIIAIOT 0COOBIX
xsonoT. (¥ 6onbHBIX ¢ neaernmeit resa OCA2 oculocutaneous albinism mabmaronarmTcs
eHOTHIINUECKE TTPU3HAKYM MEIAHMHOBOTO 00MEHA: TMITOMTUTMEHTAITUSA KOMKH, BOJIOC,
TJIa3HBIX PAIYIKEK.)

-Kocormnasue jeunrcs Tax ke, Kak u y Bcex gereid. Ero HabmoneHne 0CyIECTBIAETCS
Bpada opTanbMOoIIoTa.

Yro HY:XHO 00 9TOM 3HATH?

Keparokonyc Berpeuaercs peko, HO TpeOyeT JeueHus.

Keparokonyc — sTo0 mporpeccupyomias gedopMarus poroBUIThI, KOTOPAL MOKET B
JIOJITOCPOYHOM IEPCHEKTUBE IIPUBECTH K 3HAYUTEIbHOMY YXYAIITEHUIO 3PEeHU.
Tlomnagany mocraBuTh AMArHO3 HempocTo. Tpebyercs peryIsapHBI KOHTPOIb, YTOOBI
MIPaBUIBHO MOa00paTs Jedenue. B merckoM BospacTe KpaiiHe peaxo. B spemrom
BO3pAacTe OIMCAHHBIE CIyYaur BCTPEUAIOTCSI PEITKO.

YTo BAKHO, HO HE IPOAHATU3HPOBAHO

-Hanuune HelipoBU3yaIbHBIX PACCTPOMCTB HECOMHEHHO, HO UX YACTOTA HEM3BECTHA,
IIOCKOJIBKY, HACKOJIbKO HAM M3BECTHO, OHU HUKOT/IA He U3yJAJNCh B IUTEPAType. Boiio
ObI Ba’KHO 9TO 3HATH, YTOOBI OPraHU30BaTh COOTBETCTBYIOIIYI0 peadwnuraiuio. C
IPYTOH CTOPOHBI, O HEHPOBU3YAIbHBIX PACCTPOMCTBAX, KOTOPhIe 0OHAPYKUBAIOTCS,
coobraercs penko. FIx pacmpocTpaHeHHOCTh He He3HAYUTEIbHA, XOTS OHA HE TaK
BEJIWKA, KaK IPHU JPYyTUX CHHIPOMAX, HAaIlpUMep, TAKUX, Kak CHHApoM Perra.
Odranbmomornyeckoe o6cIem0BaHNe MPOBOIUT O(PTAIBMOJIOT, 3AHUMAOIINICS JaHHOH
mpob6emoii. BaxHo ymeauTs BpeMs HAOMIOJeHHIO 38 pe0eHKOM ¢ Hadasia KOHCYIbTaIiu
[0 TIPUHATHUS CUAAYEro nojoxenusn. Heobxoqumo onpenenuTs pedpariuio (C IOMOIIIBI0
pedpakTOMeTpHN) U HAETh OUKH, €CJIH 9TO He0OX0IMMO, a 5TO ObIBaeT 4yacTto. MbI He
MOKEM CKA3aTh, YTO HEHPOBU3YAIbHbBIE PACCTPOMCTEA IIPUCYTCTBYIOT, €CIIH KA4eCTBO
3penus He ObLIO CKOPPEKTHPOBAHO C ITOMOIIbI0 04KOB. [Ipu MameiiieMm COMHEHUMA
TOYHOE OIIpejie/ieHre pedPaKIIuy He00X0AUMO IIPOBOIUTE C IIOMOIIBIO IJIA3HBIX KAIle/lb
¢ mustorternei. [IpaBuiabHOE 3aKanbIBaHNe TTIA3HBIX Kallellb M0 PEIErTY,
COOTBETCTBYIOIIIEMY BO3PACTY, JAeT BO3MOKHOCTH KOPPEKTHO IT0100paTh OYKH,
TIOAXOAIIINE 10 3PEHUI0 U yIo6HbIe 1y peberka. Takum 06pasoM, OUKH Oy Ay T-XOPOIIIO
[IePEHOCUTHCA U PeOEHOK OyIeT UX HOCHUTH.



Bo Bpemsa o6creroBaHNA HEOOX0IUMO

-Cremyer orpenenaTs OCTPOTY 3PeHus,
[IOICTPAuBAsiCh I10]] BO3MOKHOCTH PEOEHKA.
Ouenb yacTo MbI OIIpeenseM 6oIbIne
CIIOCOOHOCTH [[eIaTh OIPEIeIEHHBIE BEIH, YeM
HWCTHUHHYIO OCTPOTY 3PEHUS.

ITose 3penus: MoxKeT 6GHITH ©BMEHEHO II0—PA3HOMY
B 3aBHCHMOCTH OT JIOKQJIU3AI[UU [TOPAKEHUS, U
OTIPENIEINTh €T0 KPalHe CIO0KHO; CKOPEe TOKe
WCXOIS U3 KINHUIECKOTO HAOIIOIeH S,
[IBeToBOE 3peHue MOIE3HO 3HATD; YTOObL
ONITHMH3UPOBATH cpeny peabunuraruu. OueHb
BaKXHBIM 9JIEMEHTOM ABJIAETCA KQ4eCTBO
MOTOPHKH IJI1a3. OTO Hy*HO 09€Hb TOUHO
oneHuBarb. Ml3MeHeHus, KOTOpbIe MOTYT
[OKa3aThCid He3HAUYUTEIbHBIMHA, MOLYT UMETH
BaiKHBbIE IIOCJIEeCTBHUA 1 4aCTO CBA3aHBbI C Hp06.TIeMaMI/I C MaHHHyJIHL[HefI npeaMmeTraMu,
KOTOpPbIE€ OHU BHI3SBIBAIOT.

JlonomHuTEIBLHBIE U PEryIAPHbIE OCMOTPHI

-J[ 151 3aBepIIeHus 0(PTATBMOIOTHIECKOTO 00CIeIOBAHNS HEOOXOMUMO KAK MOKHO
CKOpee IIPOBECTH HEeHPOIICHX0JIOTHIECKYIO OIEHKY, IIPOCTOe OPTOITHIECKOe
obcenoBanve U PyHKIIMOHAIBLHOE OPTOITHYECKOe 00CaeI0BaHIe, CAMOe MTO3THee B
Bospacre ot 4 10 6 get. OHE MOTYT ObITH IlepefenaHsl B Caydae 3aTPYAHEHHH I0IyIUTh
BCe JJaHHbIE,

-Heiiporncuxomornyeckyio OleHKY MPOBOAUT HEXPOIICUXOJIOT; STO-0UeHbIIINTEIBHOE
KOMILIEKCHOE 00C/IeJOBaHre HeBPOJOTHIECKON CTOPOHBI 3PEHH, 4 TAKKe IPyTrHe
acmeKThl, 60JIee OPUEHTHPOBAHHBIE HA BO3MOKHOCTH O0yUEHUS.

-OpTONTHYECKYIO OIIEHKY TPOBOAUT OpTonTUK. OH aHATM3UPYET OTKIOHEHUS IJ1a3 U
MIOATBEPIKIAET OTCYTCTBHUE KOCOTIIA3HsA, OMUCHIBAET MOTOPHBIE HABBIKHU I71a3, BAKHOCTH
COBMECTHOTO HCIIOJIb30BAHM 000UX IJI1a3, YTO HA3BIBAETCH OUHOKYAAPHBIM 3PEHUEM.
Oxn Tax:xe u3MepseT MPOIEHT CXOMKICHU U PACX0KIEHUA 11a3 (KOHBEPreHIINIO 1
nuBepreniuio). Opronrudyeckas peabUINTAIIA MOKET UCIIPABUTh HEKQTOPbHIE
BBIIBJIEHHBIE HapyIlienus. PyHKIMOHATIHHAS OPTONTHYECKAS OLIEHKA TTPOBOAUTCS
OPTOIITHKOM, IIPOIIEAIINM CIEI[HAIBHYIO IOATOTOBKY, ODHEHTHPOBAHHYIO HA
cnabosumenne. OH 6ojee MeTaNIbHO OMKUCHIBAECT PA3IHYHbBIE IBUKEHUA 1Jias, PasobuBas
ux Ha cocrasisonue. O6Hapy:KeHHbIE HAPYIIEHU HyKHO BOCCTAHABINBATH UK
YIIy4IIaTh C IOMOIIILI0 HA3HAYEHHOTO Kypca JIEUeHUs.

ITO TakKe MOKET IIOMOYb B IPHHATHUY Mep II0

aganranuu paboyero Mecra B IIKOJIe WK [EeHTpe. OTH

pasIuYHbIE 3aKII0YEHUT U BO3MOKHbBIE

BOCCTaHOBUTEJ/JIbHbIEC MEPHhI JOIHHBI pPaACCMAaTPUBATHCI G L=

KaK 4acTh 00Iell peabuIuTAIINY, TIPH TOM Balll " =
JIeUanui Bpad aejiaer 3aKkiIoueHre, Ha3Hauyaer T[:_r!‘j’ ﬁ%“ . {'¥ lj
pasIHUYHbIE BUABI JEUCHHU U OIIPENeaeT uX

[IPUOPUTETHOCTD.




Hapyumienue cHa nipu cuHApoMe AHTeJIbBMaHa

Bonvmnacerso gereii ¢ AS (80%) ornudaroTces HU3KOU IOTPEOHOCThIO B CHE.
IIpomomxuTensbHOCTh CHA PEIKO IPEBhIMAeT 5—6 4acoB B CYyTKH, OHAKO B JHEBHOE BPEMS
OHHU WCIBITHIBAIOT YYBCTBO COHANBOCTH. HOUHOI COH 6ECIIOKOMHBIH, YaCTO MPEPHIBAEMBIiH
npoby:kaenusamu. [Ipu mpoby:xaeHru 60IbHbBIE TPOABISIOT BHICOKYI0 aKTHBHOCT,
HACTOMYHBO TPEOYIOT K ce0e MOBBIIIEHHOT0 BHUMAHMUS, IIPUBJIEKA €r0 CaMbIMU
pasHoobpasHbMu crtocobamu. Hapyienne purma coH— 60ApCTBOBAHKE COIPOBOKIAETCH
CHUKEHUEM YPOBHS MeJIaTOHWHA B ChIBOPOTKe KpoBu. Shu-qun Shi u coaBTops! nokasammy,
49TO0 UMEHHO HapylleHne nMnpuHTrHra reHa Ube3a JexuT B OCHOBE HAPYIICHUS
IUPKATHOTO puTMa (PyHKIMOHUPOBAHUSA TOIOBHOTO MO3TA.

Hapyienus cua oueHb pacnpocTpaHeHbl y geTed ¢ cuuapomMom Arrenbmana. OHU MOTyT
ObITh BPEMEHHBIMHY WJIH TIPOO/IKUTEIHFHBIMY, B 9TOM CIydae OHHU MOTYT IIOBJIHATH HA
roBefieHune pebeHKa u ObICTPO HAPYIIUTH PABHOBECHE B CEMbe M3-3a UCTOIIEHUA, KOTOPOe
OHU BBI3BIBAIOT KAK y peOEHKA, TAK U y ero poaureseil. Jleuenne paccTpoicTsa CHa
BKJII0YAeT HECKOIHKO 3TAI0B, KOTOPbIe HEOOXOAMMO 3HATH, YTOOBI I10[00PAThH TEPAIIHIO.
Hy:xHo cHavana yCcTpaHUTh MEAUIIUHCKYE IPUINHBI HAPYIIEHWH CHA, TOTOM OIPeIeInTh
COCTOSHHUE OKPY:KalOIel Cpebl U IPOAHAIN3UPOBATH PobieMbl co cHoM. [loTomy uTo He
CyIIECTBYeT OECIIPUUMHHOTO PACCTPOHCTBO CHA, & CYIIECTBYIOT PACCTPOMCTBA CHA,
XapaKTepHbIe AJIA KaKI0ro pebeHKa U T OpefeeHHON OKPYKaloel Cpenbl i
CEeMEeNHOI0 OKpPYKeHH.

OpranuyeckKne NPUIHHBI

Hy:xHo Bceraa, mpeskie BCEro, yCTpaHATS:

Bonesnennbie MposgBIeHNs, KOTOPhIE 0YEHDb YaCTO HE0OIEHUBAIOTCS.
TacTpossodareanbublil pedIIroKe, COMPOBOKIAMIIMICH 930()aTHTOM, IIOCTYPAIBHON 6OIBI0
(pebeHOK HCIIBIThIBAET AUCKOM(OPT M3-3a CBOETO IIOJOKEeHU WJIM KPOBaTH, He
MIOXOAIIEH /I eT0 Bo3pacTa), 3yOHou 60u. MoryT 6bITh pECIIHPATOPHEIE WITH
OTOJIapUHTUYEeCKUue ITPUIUHBI: DUHUT, OTUT, aCTMa, peixe — altHod BO CHeE.

CymoposkHbBIe IPUCTYIIBI IIPEICTABIIIOT c060it 0co0yro mpobmemy mipu CA, oHE MOTYT
HAYaThCd PaHo, 10 3 jer. OHU MOTYT MPUBECTH K HEOOBIYHOU CHMIITOMATHUKE BO CHE,
HEHOPMAJIbHBIM JIBIKEHUAM, IIyMY B TOpJie, KPUKaM, BO30Y:KIeHU0 6e3 P00y K IeHus:
TIpY MaJIeHInux coMHeHnIX Heobxoaumo mpoBectu IOI'. Hounoit I MokeT 6BITh
He00XO0IUM JJIs 3aMUCH ITPUCTYIIOB. PoxuTenn, eciii OHU 3aMeJYaoT CTEPEOTHIIHBIE U
MTOBTOPAIOIINECH HEHOPMAIbHbIE BUKEHU B HOUHOE BPeMs, TAK/Ke MOTYT CHUMATh CBOETO
pebeHKa HA BHIE0, YTO IIOMOKET HEBPOJIOTY JHATHOCTHPOBATH THUII IPUCTYIIOB,
Ilapacomanu

Houmbie kommapsl B IepBO#i MOJIOBUHE HOUM (KPUK U MOTIUBOCTD, TOKA PEOEHOK CITAT),
Opyxcusm (CKpe:xeraHue 3y0amu), pUTMUYHBIE IBKeHUsA ([IOKAYUBAHUS IIPH 3aChIIIAHUH)
— 00BIYHOE ABIE€HUE. JTU IPOABIEHNUsA, Ha3bIBaeMble IAPACOMHHUAMHE, MOTYT OBITH
[PEMETOM CIIeIMAIBHOTO JISYeHUS: HAJOKEHUS IIUMH Ha HUKHIO YEeNI0CTh [IPU
OpykcHusMe, U30JIAIUNA KPOBATH WJIM MaTpaca, PasMeIleHHOr0 Ha MOy IPA PUTMUAYHBIX
IBIKEHUSX BO CHE.

Hounoe Hemep:xanue Moun, OU€Hb PACIPOCTPAHEHHAS IAPACOMHNA, KOTOPAI YaCTO AIHATCA
rofiaMu, MOKeT OeCIIOKOUTH pebeHKa, eclIi OH CHUMAET CBOU MTOATY3HUKU WIN €CIIH
niocrenbHOe Oenbe Mokpoe. HyskHo Gymer mo3ab0TUTHCA O TOM, YTOOBI YMEHBIIUTH
KOJINYEeCTBO KUJAKOCTH, 3alIpETUTh €My IIUTh HOYbIO, HaJleBaTh IIaMII€PChI U ITOAXOAAITY IO
one:xay. Ecau oH ¢ TpyIOoM coep:KUBaeTCs, OH MOKET IPUCIYIIATHCA K HACTOHIUBBIM
npock6aM U He CHUMATh MMOATY3HUK HOUBIO.



Buenraue pakTopsl

Heobxomgumo TIIaTETBHO YIUTHIBATH
okpy:xarue ycaosus. Kak pebeHok
IIPOBOJUT CBOW JIeHb, XOJUT JIX OH B
caJvK U KaKue y Hero MOTOJHUTENbHbIe
3aHATHS (JIOTOIIEINs, HEHPOKOPPEKIIHS U
T.7.), KOTOpbIe MHOT/IA TIePETPYKAIOT eT0
rpadur. U Ha060pOT, HYKHO 3a8aTHCS
BOIIPOCOM O THEBHOM CHE.

Yacro Bo3HHKAET Ipobaema
TPAHCIOPTHUPOBKH M3 I0Ma B I[EHTP, I1Ie
TIPOXOIUT PeabUIUTAIINI0 PEOEHOK, 9TO
BpeM1 /I HEKOTOPBIX JeTeH MOKeT
IIOCTUTATh 2 YaCOB €/KeIHEBHO: HEKOTOPKIE CIIAT B TPAHCIIOPTE, YTO HAPYIIAEeT MX
HOYHOM COH.

Homa, kak pebeHOK IIPOBOIUT BeUep, Te OH CIIKT, OPTAHM30BAHO JIU 9TO BPEMs B
COOTBETCTBHUY C PEAIbHBIMU ITOTPEOHOCTAMH PebeHKa B CHE C YUETOM ero BO3PacCTa,
3aHATHH U ce30HAa. [IoTpe6HOCTh B CHE 3aBUCHUT OT Bo3pacTa pebenka. 11-i1eTHuii
peberok He cuT 12 YacoB MOAPA/, KAk 4-TeTHUH.

Ecrb 111 y HEro cBOsS KOMHATA WK OH JIEJIUT €€ C OJHUM U3 CBOUX OpaTheB Wi cecTep?
IIpocTsie mprcnocobIeHus TeHCTBUTEIHFHO MOTYT YIIYIIINTD COH PeOeHKa: 00eCIeYnTh
YAOOHBIN MaTpac, MOAeP:KUBATH TEMHOTY B CIIAJIbHE WY HOYHUK, ITOLYMATh O
KOM(OPTHOH ITHUKaMe WM TOAXOIAIINEM ofiesiie (B craabHe BBIKIIOYNTE 3BYK
TeJIeBU30PAa, BHIKIOUNTE 3BYK Y MY3bIKAIbHBIX UTPYIIEK, eCIH PeOeHOK HOUBI0 UTPAeT C
TAKUMH UTPYIIKAMH).

Kak TakoBoe HapynieHue cHa

¥ Kaxkqoro pebeHKa [0-pasHOMY IIPOSBIAETC HapyIlIeHue CHa, HO MX MOKHO. Pa3JeIuTh
YCJIOBHO HA TPU pasHble KATETOPUH: HAPYIIIEHHEe OPTaHU3aIUH CHA U OOPCTBOBAHHUA,
PaccTpoiCTBO 3achInanus, HOYHbIe TpobykaeHnsa. OYeHb I0Ie3HO s POAUTEIeH
BeJleHHe THEeBHUKA CHA, B KOTOPOM YKa3bIBAe€TCA TOUHOE BpeMs, KOT/Ia HYKHO JIOKUTHCS
cIaTrh U BCTaBaTh. TeM caMbIM MOKHO IIPOAHATIH3UPOBATH IIPOGIEMBI CO CHOM y CBOETO
pebeHKa, 1 3TO YaCTO HEOOXOAUMO IIePe TeM, KAK IPEAI0KUTH TEPAIIHIO.

Hapymenne opranusanuu 60IPCTBOBAHUA U CHA

Heru ¢ CA oueHb 4acTO MaJIOCIIAIAe, HEKOTOPBIE CIIAT HOUBI0 5-6 uacoB. BoT mouemy
Jaske Tociie KOPOTKUX HOUel OHU He oueHb ycTaoT gueM. O1HAKO HEeJ0CTATOK CHA
YBEJIUYHBAET BO30YIUMOCTE U GECIIOKOMCTBO.

Hexoropsre uccienoBanus MOKa3bIBAIOT CHIKEHNE (DH3NOIOTUIECKON COKPeIIAn
menatonunHa y nereii ¢ CA. MemaTonuH cexkpeTupyercd B Te€UeHHE HOUM, HO B MEHbIIIEM
KOJIMYECTBE, YeM Y HOPMOTHIINYHBIX [ETEH.

Hexoropsre netu He coBmanaoT o ¢ase ¢ 24-4aCOBbIM PUTMOM IHs/HOIU. PebeHOK
YacTo HAXOAUTCS B paHHeH ase: ycTas 3a IeHb, OH CIUIIIKOM PAHO JIOKUTCA CIIATh U
[I09TOMY OY€Hb PAHO IIpockInaercs. MiHorma Hao60poT: y Hero mpobiieMbl ¢ 3aChIIaHueM,
OH TI03/THO JIOKUTCS CIATH U CIIMIIKOM IIO3HO BCTAET yTPOM HJIH HEYMECTHO JPEeMJIET
nueM. JlHEeBHUK CHA O4YeHb YETKO IIOKA3bIBAaeT 9TH (pa3oBble cABUTU. Busyanusupys
PaccTPOMCTBO, POAUTENN CMOTYT BCE UCIPABUTD.




PaccrpoiicTBo 3achIimanusa
OHH 9acTo OTHOCATCA K paccrpoiicTBy pasiyku. Jletu ¢ CA oueHb 3aBHCHMBI OT
B3POCJIBIX, MAJIO ABTOHOMHBI, ¥ [TI03TOMY MM TPYIHO PA3JIyYUTHCA C POAUTEIAMHE IIepe]
cuoM. Houb — vicTouHHUK 6ECIIOKOMCTBA KaK [JIs POIUTENeH, TaK U AJisd AeTel, 0COOEHHO
€C/IX y HUX HOYHBbIC OIIHJIEIITHYEeCKUEe IIPUCTYIIbL.

C paHHero Bospacra MbI JTOJLKHBI OIIPENEIATh HAeadbHOe BpeMs IJisd CHA U
POOY:KIEHUs B COOTBETCTBHUU ¢ ITOTpeOHocTaMu pebenka B cHe. O6yCcTpoiTe CIATBHIO
¥ IPOBEJUTE C HUM KOPOTKUU PUTyaJ mepen cHoM, usberas ero ykauunsauus. C paHHero
BO3pacTa HeoOXO0AUMO TBEPIO YCTAHOBUTD IpaBuiia. CTPOrocTsh He ABIASETCH JTHITCHIEM
M00BH, a ToMoraeT pebeHKy KUTh B o01ecTBe. OMHAKO STUM JETIM TPYIHO
OIIPEIENIUTH U IIPUHSITH COIUATbHbIE OTPAHUYEHHUs, KOTOPBIE HOJIKHBI TIOBTOPSITHCS
IeHb 38 THEM.

Tot hakT, 4TO pebEHOK IIJIOX0 BIIafieeT PeYbi0 WIIM BOOOIIE He BIAJEeT €10, He JOJLKEeH
MeliaThb HaM IIOHATH €Tr0o YyBCTBa. BBI OOJIKHBI MHOTO TOBOPUTH C HUM, tITO6I:I
yCIIOKOuTbH ero. Mcrmonb3oBaHme MAKTOTPAMM MM UTPOBBIX 00BEKTOB (MaieHbKHE Yachl
B BHUJIe KPOJIMKA, KOTOPBIN CIIMT WK IIPOCHYJICI) IIOMOTaeT eMy CTPYKTYPHPOBATH
TIePHOIBI CHA.

Hexoropsie crioco05I, yIydIIaloniie 3achbIIaHUE, COH

Y TsI3KeIeHHOe OIS0 — 9TO OESJI0 C MOTIOIHUTENHHBIM
BecoM. Bec ofiesiiia o6ecrrieanBaeT MponpHoHenTHBHOE
wiu riryboKoe CeHCOPHOe aBjeHue Ha BCe Ballle TeJo,
YTO ITOMOTAeT PEryJIUPOBATH MEHTPATbHYIO HEPBHYIO
CHCTEMY U CITOCOOCTBYET pacCaabiieHnuio U yIIydIlIeHUu 0
cua. [lenrpanbuas HepBHAS CHETEMAa pearupyer Ha
riry60KOe JaBiIeHre yTIKeJIeHHOro O/lesa,
BBICBOOO:KIAs CEPOTOHUH U MEJATOHUH, U CHU/KAET
YPOBEHb TOPMOHA CTpecca — KOpTusora. Ml 3HaeM, 94To
MeJIaTOHUH UTIPaeT BaKHYIO POIb B PEeTyIUPOBAHUNI
IUPKATHBIX PUTMOB, KOTOPbIE BIMAIOT HA HAII I[UKJI CHA/60pCTBOBAHUS:-CepOTOHIH —
9TO TOPMOH, KOTOPBIN PEryJupyeT HACTPOeHHE U (DYHKI[UY [IEeHTPAIBHON HEPBHOM
CHUCTEMBI. ¥ BeIMYUBasA KOJIUIECTBO dTUX TOPMOHOB, yUEHbIE TOKA3aIN, YTO
YTSKEeJIeHHOe OIeSiIO YIIyUIlaeT HACTPOEHHE U HOJOKUTEIHLHO BIUSET HA COH.
MeIIoK-IpoCThIHA. JTO ATbTEPHATHBA YTAKEICHHOMY OesIy: 00eCIIeInBaET TEPAIIUI0
IIIyOOKUM JaBJieHreM 0e3 TSKEeIOro Beca, HejKelaTeIbHOTO TeIlia WiIH YTKeIeHHOTO
omesna. Ilomoraer Baiemy pebeHKy pacciabuThes,
3aCHYTb ¥ CIIaTh Bcio HOub. OH HazieBaeTcs Ha
Marpac Baiero pebeHka, KaK HOCOK (HO
paccreruBaercs ¢ 0beux cropoH). ObecrieurBaer
BaIeMy pebeHKy HEeKHYI0 U PACCIAOIIAIOLILY IO
CTUMYJIAITUIO I‘JIy6OKOI‘0 AaBJIEHUS U 9yBCTBO
6esomacuoctu. Tax:xe obecriednBaer
YCIOKauBaIOII¥e U MPUATHBIE CEHCOPHBIE
ouryienus. JonoaHuTeNIbHOE IPEUMYIIEeCTBO -
6osbllle He HYKHO [IaaTh C KpoBaTH!




Hounsbie mpo0y:kaeHuA

Ecnu pe6EHOK CIIUT OWH B OTAENHHON KOMHATE, OH MOKET UCIBITHIBATH CTPaX, eMy
MOTYT CHUTBCA KOIIIMAaphbl B T€YE€HUE HOYU, U 6y,ue'r II0JIE3HO BBIACHUTD Y pOI[PITe.TIefI
rnoBejieHue peOeHKA: BBITJISIIUT JIM OH OY€Hb TPEBOKHBIM HJIU IIPOCHIMAETCS CIIOKOMHO,
BO300HOBUB JIeITEILHOCTD, KOTOPAasa, KOHEYHO, MHOTA ObIBAET IIyMHOH, HO 6€3 0C000ro
Bonuenusa? [IpucyTcTByeT in HEHOpPMAaIbHOE TIoBefieHre (KPUK, JKelaHne M0eCTh,
IIOUTPATh C BOMOH, ITIOKAKATH T.J.), ONPABILIBAIOIIEE TPUCYTCTBHE PAIOM C HUM
B3pocsoro? OH 4acTo OYeHb Ie30PUEeHTHPOBAH, KOT/IA ITPOCHINAETCS, HEIOBKUH M3-3a
aTakcuu, U HyKHO 00K IATh, YTOOBI OH COPHEHTHUPOBAJICA B KoMHATe. Ha sTorBompoc
HeT IIPOCTOTO OTBETA: JINOO MBI BMEIITUBAEMCSI O4€Hb OBICTPO ¥ HEHAI0JIT0, YUTOOBI
M03BOIUTE PeOEHKY OBICTPO 3aCHYTH CAMOCTOSTEIbHO, 663 BMEIIaTeIbCTBA €E0
poxurenei (06ycTPOMCTBO KOMHATHI, HOYHHK, TUXUE UTPEI). Takke ciaemayer UMeTh B
BHUY, 4TO uHOrAA pebenok ¢ CA, Majo Crsuuii, IPOBOAUT CIMIIIKOM MHOTO BPEMEHH B
TIOCTEIN ¥ MOJKET MPOILYCKATh ITUKJI CHA MOCPEIH HOYH WU IIPOCHIMAThCA OUeHb. PAHO.
PasButne

Hapymienus cua ymensbinawores ¢ BodpactoM. COH CTAaHOBUTCS JIydllle B TIOAPOCTKOBOM
¥ B3POCJIOM BO3pacTe, HO BCe M3MEHEHHUs B yCAOBUAX JKU3HU HEOOX0IUMO 0YEHb
XOPOIIIO 00BSICHATD yesioBeKy ¢ CA, mesas puTyaibl KpaTKUMU, HO 00HANEKUBAIOIIUMU
¥ TapaHTHUPYIONUMU KOM(OPTHYIO Cpefy IJisd CHA.

Cembsa

Jleuenue paccTpoiicTBa CHA HEBO3MOKHO 0€3 HOPMAIU3AI[UU CHA Ero0 POIUTENIel. Y HUX
yacTo HAOMIOAAETCSI 3HAUUTENIbHBIH HeOChII, (DparMeHTapHBIN COH, OHU HUCTOIIEHEI,
YTO, KOHEYHO K€, IIPUBOUT K JHEBHOH yCTAJIOCTH, 4 TAKKe K OECTIOKOMCTBY, CHUKEHUIO
CaMOOITEHKH M YACTO K JEIIPECCHH. ¥ POAUTENEH GOJbIlle HET O0IIEeCTBEHHOM KU3HH,
OHM M30JIMPOBAHBI OT OOIIECTBA U MOTYT CTOJIKHYTHCSA C TPYAHOCTAMU-CEMEHHOMN KUSHU.
B 10 :%e Bpems aTH cepbe3HbIe TPYIHOCTH, B CBOIO OUuepe/b, BIUIIOT HA COH pebeHKa,
KOTOPBIN 0COOEHHO YYBCTBUTENIEH K HACTPOEHUIO CBOMX POAMTENei. JacTo. oauH 13
POIUTENEH CITUT B J€TCKOH KOMHATE.

Msr1 Takske He TOTKHBI 3a0bIBATH O ITOCAEIACTBUAX HAPYIIEHUA CHA [iIA OpaThes U
cecrep W paccrpaliuBaTh 0
KadecTBe CHa OpaTrbeB u

! . cecTep, YTOOBI IMETH
MM oot .
. ' WHOT/IA ¥ IpejiaraTh UM
| HICHXOJIOTHYECKYI0-HOMOIIb.
| Tsxeno nmers 6para WU
. CecTpy € CHHIPOMOM
Awnrenbmana, ¥ COH — 9TO
l X ocobas IPUINHA BOIIPOCOB,
& ! KOTOpPBIE MOTYT
: BOBHUKHYTb.
CyiecTBy 0T
CIeIUATA3UPOBAHHbIE
KpPOBATH, 3aKPHIBAIOIINECH C
BHEIITHEH CTOPOHBI.




Iloamep:xkka (1euenne)

TexHUKM peJaKcalyu, yCIOKOeHNe, BBEIeHHe KPATKOT0 PUTYaJa IIOMOTYT CHUBHTh
TPEBO/KHOCTH CHA.

ITomumo mOBeEHYECKOH IOAIEPIKKN, KOTOPYIO MBI Y3Ke 00CY:KIaIn, CyIecTByeT
MIOIEPIKKA € IIOMOIIBIO JIEKAPCTBEHHBIX CPE/ICTB.

Hcnpo6oBaHbl MHOTHE METO/IBI IEUEHUs: TOMeoTaTus, ourorepamnus, ocreonatus. Oum
[IOMOTAIOT PebEHKY, KOraa Mpo0ieMbl IUKINIECKUe WU IPUXOAIINeE.
AHTHTHCTAMUHHBIE CPEJICTBA M 0COOEHHO IHAPOKCHU3UH (ATapakc) 4acTo MoMOTraoT
YCIIOKOUTS JIeTeH U IIOMOYb UM 3aCHYTh, OCOOEHHO B pAHHEM BO3pacCTe WJIH HA
HaYaIbHOHM CTAJUU HAPYIIIEHHS CHA. JTO IEePBOe JIeUeHHe, KOTOPOe MOKeT OBIThH
MIPEIJIOKEHO, HO YACTO Yepe3 HeCKOIbKO THEH WK Helelb HAPYIIeHus CHa
BO3BPAIIAIOTCS.

Heitipomenturu (Hosunan, [lunumepon, Pumepman) crmoco6CTBYIOT 3aChIIa R0, MMEIOT
IUIATENbHYIO MIPOIOJLKATEILHOCTD IEMCTBUA, HO UX HA3HAYAIOT TOABKO B TOM CIIydae,
ecnu y pebeHKa Takke eCTh IPO6IeMbl ¢ TIOBEJeHUEM, [I09TOMY OHU B OCHOBHOM BIIHSIOT
HA JHEBHYIO akTUBHOCTb. OHU MOTYT UMeTh MO60YHbIE 3(P(PEeKThI, ¥ UX BAUAHNE HA COH
YacTo BpeMEHHOe.

CI103XHOCTB COCTOUT B TOM, YTOOBI yU€CTh COILYTCTBYIOIIHE IPOTHBOSIMHICIITHUECKIE
MEeTO/IbI JIeueHHUs. JledeHne cieayer 00CyIUTh C HEBPOJIOTOM, KOTOPHIM HaOI01aeT 3a
pebeHKoM.

MenxaroauH

HepnaBuue mccnemoBanusa MoKasaaiyu XOpoIire pesyabTaThl JAHHOTO IIpernapara B
JleueHUU HapylleHUH CcHA.

Menarouus feficTByer GBICTPO: 9TO HATYPAIBHOE BEIECTBO, KOTOPOE OYeHb JIETKO
cuHTe3upoBaTh. Jlo3y onpenender Bpau (ot 0,5 10 4 MT B 3aBHCHUMOCTH OT BO3pacTa u
Beca mnaruenTa). MccaenoBaHus, IPOBOIUMEBIE B HACTOSAIIEEe BPeMs, [I0KA3bIBAIOT, YTO
HUBKHE JI03bI CTOJIb Ke 3(P(PEeKTHUBHBI, a MOKeT, U 60jiee 4eM BbICOKME W3-3a UX
PeryIupyIOIero AefCTBUA HA CyTOUHBIN pUTM. Eciu pebeHOK He MOKeT MPOrIOTUTh
KAaIICyJIbl, X MOYKHO OTKPBITH U JaTh JIEKAPCTBO B JIOYKKE KOMIIOTA I HOTYpTA.
Menarouun crnenyer npuauMarts 3a 20-30 MHHYT 10 HOYHOTO CHA, 0€3 eIbI.

Menarouun gaurensHoro aeticteus (L{upkagus) — 9T0 IeKapCcTBO, pa3pernieHHoe st
JIeYeHUs TaIuenToB ¢ cuuapomoM Arrenpmana. OH BhIyckaeTcs B hOpMe TabaeToK 1Mo
2 MT, KOTOpbIE Hellb3s KeBaTh Win usMenbuaTh. OH cCKopee mpemHA3HAYEH IS HOUHBIX
POOY:KIEHUH.

IlepBonayanbHO Ie4eHUE MOKET OBITh
TIPEJIOKEHO B TeUeHUE 3 MeCAIleB I
peryisamuu cyTouHbIx puTMoB. ET0o MOKHO
[IPOJIOJIKATE [OJITO, €CIAN HAPYIIEHUS CHA
BO300HOBSATCS II0CJIE IPEKPAIIEHUS JIEYeHUS.
Muenmne cneruanuctos kauaukn CumapomMa
AHI‘eJII)MaHa, 9TO MEeJIaTOHHUH IIoMOraeT
TOJIBKO JIJIs1 OBICTPOTO 3aChIIAHUA U HE
BIIHASIET HA MPOAOJLKATEIBHOCTD CHA.
IIepBoucrounux https://www.angelman-
afsa.or




AnbTepHaTHBHAA KOMMYHHUKAITHA
st moboro peberka obieHre, a 3aTeM U Pedb OCHOBAHBI
Ha KOMMYHHUKAaTHUBHBIX, KOTHUTUBHBIX, MOTOPHBIX,
% HEBPOJIOTUYECKHUX HABBIKAX U HABBIKAX MEKIMIHOCTHOTO
_ o0111eHus.
« 3 Kaxnprii MmaneHbknii pe6eHOK CTPOUT CBOe O0IIeHHe, a
' 3aTeM CBOIO PeYb uepes3 IMOCTOSTHHOe B3auMOJIeCTBHE
. MeXRAy IIPUCYIITUMHA €My HaBbIKaMU 1 OTBETOM
Waws®  OKPYKAIOIIHX.
Y HOBOPO:KIEHHOTO ecTh cpeacTBa o01enus. OH CIBIIINT,
OH BHJIUT, OH YyBCTBYET, YK€ 00IIAeTCsA, HO OH UCITONB3YeT
TOJIBKO HeBepOaIbHbIE KAHAJIBL: 9TO €r0 10334, MEMHKA, B3TJIA[, 3aTeM yJIbIOKa U
BOKasm3anusi. .ro HeBpoIoruyeckoe co3peBaHue MPoI0JIKaeTcs, 0CO0eHHO baaroaaps
CTHUMYJISLIHAAM, KOTOPbIE IIPUBHOCUT OKPY:KAIOIIAA CPea, SMOI[HOHAILHOE OKPYIKEeHIe,
CEeHCOPHO-MOTOPHOE U JTUHTBUCTHYECKOE Bo3/eicTBre. B3pocblil moorpsaer;
MoBTOpseT, obecrieanBaeT 06pPaTHyIO CB3b. FIMEHHO 5TO ITOCTOSHHOE COOTBETCTBHE
MEK/Ly 9BOIIONHEN peOeHKA, er0 HEBPOJIOTHYECKUM CO3PEBAHNEM ¥ BKJIAIOM
OKPY:KEeHH [T03BOJIET PeOeHKY PasBUBATh €0 KOMMYHUKAIIUIO U €10 IICUXUKY.
Y nereit ¢ CuagpomMom AHresbMaHa HAPYIIEHBI IPUYNHHO-CIE[CTBEHHBIE CBI3H,
moBefieHre pebeHKa TPYIHO HHTEPIIPETHPOBATh, OHO KAMKETCs HEOOBIMHbBIM, JeHCTBUI U
PeaKIuy 3aMeJIeHHbI; POAUTENH YyBCTBYIOT ce0s 6eCIIOMOIIIHBIMHE [I€PE STUM
peberrom. Ero ycraas peub OyaeT CKopee BCero CHIIbHO OTpaAHMYEHA U CBOIUTCS K IIape
CIIOB.
Tewm me MmeHee OH 00II[AETCA U B3AaUMOJIEHCTBYET C IIOMOIIbIO.- alIbTePHATHBHOM
KOMMYHUKAI[UW, ¥ BBOAUTH €e HyKHO KAK MOKHO paHbIe. PE0EHOK ¢ CHHIPOMOM
AnrenrpMana MPOSBISeT O0JIBINOE JKeJIAHNe 00IaThC U UCIOAb3yeT BCe UMEIoIuecs B
€ro pacIopsKeHUH CPEICTBA: OH BOKAIU3UPYET, PA3BUBAET CMBICIOBYIO
SKECTUKYJIAINIO, TIOIXBAThIBAET U UMHUTHUPYET HoBefeHue. [[18 MaKkCHMaibHO
3(ppeKTUBHOrO PA3BUTHUA U UCIOIb30BAHUS STUX HABBIKOB CEMbS/IOMKHA
MOIEP/KUBATH CAMOBBIPAYKEHNE CBOUX [€TEH, 3HATh O PA3IMYHbBIX BOBMOMKHBIX
CpeICTBAaX KOMMYHUKAIIAH,
I'oBopuTe ¢ peOEHKOM, IBITAACH IOMMATD €r0 B3IJIA, UCIIOAb3Ys IIPOCTHIE CIOBA,
ycunuBasa UHTOHAIIUIO U aPTUKYJIAIIUIO, CTapasCh YYUTHIBATH €T0 HHTEPECHL.
Yem 6oJIbIle y HETO Omop (3pUTENbHbBIE, CIIYXOBbIE, TAKTUIbHbBIE), TeM 0OJIbIIIe Y HEro
IIIAHCOB MHTETPUPOBATDH U 3alIOMHUTH HOBOE TIPEIoKeHHOe cI0BO: “MbI cMOTpUM Ha
cobaxry, MbI CIIyIIIaeM, KaK OHA JIAeT, MbI IJIAJNM €€, MbI I[JIaAM IUIIOIIEBYI0 COOaUKY,
CMOTPUM Ha (PoTOTpadHIO, IeIaeM KECT, KOTOPbIi CUMBOIU3UPYET ee”.
Cawmoe riaBHoOe, oKasaTh pe6eéHKy ¢ CA Kak MOMKHO paHbIlle BCe CPeiCTBA, KOTOPhIe
MOTYT IIOMOYb €My BBICTPOUTH O0IlleHre, KaK [aCCUBHOE, TAK U HKCIPECCUBHBIE. (3KeCThL,
doTorpacun, KAPTOYKH U T.1I.).
Kaxnprit pebeHOK MHIUBUYAIeH U PA3BUBAETCI B CBOEM PUTME B COOTBETCTBHHU CO
CBOMM ITOTEHITHAJIOM ¥ HHANBUIYAJIbHBIMU 0COOeHHOCTAMH. [LyTem TouHOM 1
perynapHO KOPpPeKTUPyeMOU OIleHKH, IIPOBOJUMOU B TECHOM B3aUMOAEHCTBUU C
POIUTENIAMU, JIOTOIIEe]] MOKET OIIPeNeIUTh YPOBEeHb KOMMYHUKAIINN Pe0eHKa, 4 TAKKe
[IIaT¥d ¥ WHCTPYMEHTBI, CIIOCOOHBIE IIOMOYb €My B PA3BUTHH.




Tounasa omeHka

Heob6xoammo kak MOKHO paHblile IPOBecTH KakaoMy pedeHkKy ¢ CA upesBhIuaiiHO
TOYHYIO OIIEHKY, YTOOBI ITOHATH, B UYeM 3aKI0YAIOTCSA ero TPYIHOCTH, OCOOEHHO B TOM,
YTO KaCaeTcs ero HaBbIKOB U (DOPMUPYIOIIeca KOMMYHUKALINK, U Pa3paboTars
ROHCprKTI/IBHBIﬁ nu peaJIHCTH‘IHBIfI IIJIAH B COOTBETCTBHUHU C €TI0 IIOTEeHIITUAJIbHBIMI
BO3MOKHOCTSIMH ¥ 0COOeHHOCTSIMH. Takas oleHKa J0/KHA ObITh MHOTOIIPO(MUIBHON 1
OCHOBBIBATHCSA, B YACTHOCTH, HA HAOIIOACHUIX POIUTEIeH peOSHKA. JTO I103BOJIAET
OKa3bIBATH KaKIOMY PEOEHKY HEOOXOMUMYIO ITOMOIITb.

OrieHKa BBIABIAET:

-Ero HeBepbaibHbIe HABBIKU: B3AUMOIEHUCTBHE Yepe3 103y M B3TJIAL, COBMECTHOE
BHUMAaHWe, BOKAJIU3AIINN, BbIPAKEHUS JINIA, YMEHUS CILyIIATh.

-Ero monumanue pedn (peub B KOHTEKCTE BCET/a JIydllle TIOHUMaHUA OTAEIbHbBIX CIOB).
-Ero cnioco6HOCTH K 9KCIIPECCHBHOM pedwn.

-Ero OTKPBITOCTH K IIOJIyYEeHHI0 COOTBETCTBYIOIIUX 3SHAHUN M HABBIKOB (ITOCTOSHCTBO
[pEeIMEeTOB, CHMBOJIMYECKAs UIPa, IPUINHHO-CIeICTBEeHHAA UTPa/ddEKT).

-Ero BBOZ B BepbasibHyI0 peub, 6yab TO CII0BAMH, KECTaMHU UK 0003HAYCHUAMI
00BEKTOB MIIM H300PaKEeHUMA.

-IIpenmoururensHble ycaoBus i 00IIeHNs (B3aUMOIEHCTBIE TET-a-TET. UIH
TPYIIIOBOE U T.[.).

-Crosker, TeMa, MOTHBUPYIOIIUE YeJI0BEKA UCII0Ab30BaTh CTPATETHN [TOBEICHMS, YUTO0BI
ObITH MOHATHIM (IIpochba 0OHATHCS, KOH(ETHI, BhIpaskeHre O0IN U T.1.).

Ilenn omeHOK M KOHTPOJIA

Wmenno Ha 0CHOBe 3TOM OIEHKH KaxaIoMy pebeHKy OyaeT npenaoxeHa
COOTBETCTBYIOIIASA IIOMOIIb. J[r00ast moaepKKa JOKHA ITIOMOYb PEOEHKY BhIPAKATh
CBO# IOTEHITUAI, & POAUTEISIM U CIIEIHAIKCTAM BOCIPUHIMATD H-yBaKaTh €ro.
IIpesxne Bcero:

-4TO0BI COXPAHUTD JKeIaHue K OOIIEeHHIO, [IOHATh, YTO HEKOTOPOE BhI3bIBAOLIIEE
MOBEIeHNEe TOIHKO 03HAYAET PA309apOBaHUE OT HEIIPABIIHLHOIO IOHUMAHWS,

-IaTh pebeHKy IPUHATH KOM(OPTHYIO M03y, KOTOpPas CIIOCOOCTBYET €ro
B3aMMOJEHCTBHIO,

-paboraTh HaJ HHCTPYMEHTAMU KOMMYHHUKAIIHAH.

Yro6bI HAYATH TOBOPUTDH, HEOOXOAMMBI HHCTPYMEHTHI, MOTOPHBIE U CEHCOPHBIE B
0COOEHHOCTH:

-Ilo3BosKTH MAJBIILY ABIMIATE HOCOM, IIOMOTas €My 3aKpPBITh POT, JIyUIIe
KOHTPOJIUPOBATH [BHKEHUS SI3bIKA, MBIIIII] IIEK, Ty uepes u3MeHeHre KOPMIIeHH, a
TaKKe IIOMOYb eMy JIy4Ille OBJIaJAeTh p€4eBbIMU MeXaHu3MaMu u HeBep6aJIbHOﬁ
KOMMYHUKaIel yepe3 MUMUKY.

-Heob6xoanMo Tak:xe IIPOBEPUTDH CAyX0BOE U 3PUTEIHLHOE Pa3BUTHE pedeHKa.

I s nHpOPMAIIMOHHOTO CTUMYTHPOBAHUS:

He caumikom crumynupyiite pebeHKa, HO MPeJOCTABbTE eMy IT03HaBaTeIbHbIE
CTHUMYJISIIVH, KOTOPHIE IIO3BOJIAT eMy camopasBuBarbesa. Hamo ymers Momgars, 9T066I
MO3BOJIUTE eMy 06paboraTh HH(OPMAIIHNIO U IOIBITATHCS OTBETUTD HA Hee. IloonpsaTs
BBIPA3UTEIBHOCTh MUMHUKH, OOIIEHUs B3IJISAI0M, COBMECTHOE BHUMAHUE. SAaHUMANUTECE
¢ pe6eHKOM B JTI060M MecTe, TIe 6bI OH HH HAXOAUJICH, YTOOBI IIOMOYb €My Pa3sBUBATHCA
IIar 3a MIarom.




ComnpoBo:xieHre BBICTPAUBAETCS STAIIAMH U IIPEUMYIIeCTBEHHO OCHOBBIBaeTCH Ha
MMUTAI[IOHHOM MOBEIEHUH: PeOeHKY MpeiaraeTcs moApasKarh, KaK MOKHO JaIre
HCIIONb3Ys TIOJIOKUTENbHBIE OIIEHKH, KOTa PeOeHOK 0TBEUaEeT Ha IMPOCKOY.

YerHas peub PemaKo HCIOIb3yeTcs, XOTSI HEKOTOPhIe IeTH YIIOTPeO/ISTIoT B peun
HECKOJIBKO cJI0B. [ToaroMy 1erecoo6pasHo mMOmBITATHCS IPEAIOKATh HEBEPOAThHYIO
KOMMYHUKAIHIO, KOTOPAas MPEAIoJaraeT UCII0Jb30BAHNE BU3YaIbHOU MU KECTOBOM
MIO/IIEPIKKH.

Cucrema CAA (Yayumennas u Anbrepuarusras KomMyHuKaiys), Wi
ApnanrupoBannas KommyHukanus, (pyHKIHOHUPYET, UCIOAb3YS TOTIEPKKY Ha
ocHOBe (poTorpadmii, n306paAKEHUN WU TPOCTHIX TUKTOTPAMM.

KoamuecrBo nzobpaskennii 6yner 3HAYUTEIBHO OTIUYATHCA Y PASHBIX IETEH B
3aBHCHMOCTH OT MX CITocoOHOCcTe# u motusamuu. [lereit ¢ CA oueHb gacTo
MIPUBIIEKAIOT (POTOTPAIH, U YACTO 6Iarofaps 3TOMY OHHU HOIYIAI0T JOCTYIL K
obmenwnio. [IpaBuia KOMMyHHUKAIMK, OCHOBAHHbBIE HA CUCTEME YMEHbBIIIEHHBIX
nzo0paskenuii (IOKa3aTh WK JATh), IBJISIOTCI Hanboiee pacpoCTpAHEHHBIMHA.
Ocraercs ompeneauTbh MECTOIIOIOKEHNE dTUX TUKTOIPAMM, UX pasMep, IBEeT,
n3obpakeHre, KOTOPOe OHKU 00603HAYAIOT, UX IMOPSIIOK C yI€TOM BU3yaJIbHBIX U
MOTOPHBIX CIIOCOOHOCTEH KaKI0TO.

Hosbie Texmonorun (KOMIbOTEPHI, ITU(POBBIE ILIAHIIETHI U T.J,.) MOTYT
CII0c00CTBOBATH HEKOTOPOMY O0YUEHHIO, aJalTUPYACh K IOTPebHOCTAM pebeHKa,
0CTaBAfACH IIPU STOM UTPOBBIM ¥ MHTEPAKTUBHBIM CPeICTBOM. PE6EHOK CTAHOBUTCS
AKTHBHBIM YYaCTHHKOM CBOMX JEHCTBHH, YTO [O3BOJIIET €My OBITH Oosiee
MIPU3HAHHBIM B €r0 KOMMYHUKAITHOHHBIX HABBIKAX.

B nro6om ciyuae, korma Mbl mpeasiaraeM Kakoe-JIu00 IIPaBWIIO; BAMKHO, YTOOBI JIIO/IH,
OKpYy:KaloIue pebeHka, MpuIep:KuBaIuCh 9Toro mpasmia. (Jloma, Ha Iporyike, B
peabuaurarmoHHoM neHTpe u T.4.) HyskHo ybesxnars peberka, 4To0bI OH
KCIIONIb30BaJI KAPTOYKY i obenus. PasrosapuBas ¢ pe0EHKOM, HYKHO YRA3bIBATH
Ha u300paskeHue, 1eMOHCTPUPYIOIIEE TO, O YEM UAET PEUb.

Hrak, peub uaet 06 UCHOIb30BAHNYN BU3YAIbHBIX 3JIEMEHTOB JJI CONeHCTBUS
MMOHUMAHUI0. JTH HATJISAIHBIE IT0COOHS IIOMOTYT OOBACHUTD JIOIIM, 4T Oy aer
MIPOUCXOUTH, MPOUH(MOPMHUPYIOT UX O TOM, Ky/ia BbI COOMpaeTech: 0 MOXO/e Ha
KOHCYJIBTALIMIO CO CTOMATOJIOTOM, O IIporpamme . Busyanbubie aderTsi Tar:xe
MIO3BOJIAT BaM BOCCO3/aTh XOPOIIMe BOCIIOMUHAHMUS: JIETHUE KAHWKYJIbI, 1eHb
poOsKIeHns, IpebbIBaHKe B IapPKe.

Busyanbubie ahpeKThI TaKiKe MOTYT IIOMOYb pasBUTh Beipaskenue. OHU CMOTyT AaTh
BO3MOKHOCTD CIIPOCHUTH, BEIPA3UTH 3MOIIVMH, PACCKA3ATh, IPOKOMMEHTHPOBATE,
IIOrOBOPUTH MJIM BHICKA3ATh CBOE MHEHUE.

Bri6op dororpaduit u/unu nuKTOrpaMm, MpeaCcTaBIeHne ITUX BU3YaIbHBIX
371eMeHTOB (OTHeNbHbIe KAPTOYKH, OJI0KHOT, pabodas TeTpajib), UX pasMep, ux
BUBYaJIbHBIA KOHTPACT, UX OPraHU3alus B Cpelie, UX WCIOIb30BaHue (YKasblBas Ha
BU3yaJbHBIE DJIEMEHThI B3TJISI0M, PYKOH, MAIbIEM WIH AaBas KapTy U METOOJIOTHIO)
— BCe 5TO DJIEMEHTHI, KOTOPhIE He MOTYT ObITh OJUHAKOBBIMHU I Beex momei ¢ CA.
JT0 HOBOE 00IIIeHHe, KOTOPOE IIOCTEIIEHHO ITprobpeTaer pedeHOK, CMOKeT
pasBUBATHCS, 000TAIATHCS, HO HA HTO IOTPEOyeTcss MHOTO BPEMEHH.



Jlronu ¢ curgpoMoM AHTeTbMaHa IIPOIOJLKAIT PA3BUBATHCA HA IIPOTIKEHUN BCEH
CBOEI JKU3HU, U Y TIOJPOCTKOB, U JaKe BO B3POCIIOM BO3PACTE MOTYT IIOABJIATHCA HOBBIE
CII0COOHOCTH K 00y4JeHUIO (IIOBBIIIIEHNe HABBIKOB BHUMAHUS ¥ KOHIIEHTPAIIUHA HAPLY C
COKpAallleHreM I'HIePaKTHBHOCTH, MOKET IIPUBECTH K HAPYIIEHUAM CHA U JaKe
cyzoporam).
Basxuo npogomxaTs o0yueHue.
Ilagum UM BO3MOKHOCTD YIUBUTH HAC!
Ilepsoucrounur https://www.angelman-afsa.org
Hayuurecs o6miarsca nHade. MeToabl
BosmoskHocTel passuTus obierus s aoaei ¢ CA MHOTO, 1 POAUTENIIM YacTo ObIBAeT
CJIOJKHO OPUEHTHUPOBATHCS B HUX.
MoryT 65T TIpeaIoKeHbl HHCTPYMeHThI CAA (yaydilleHHad U aJbTepHATUBHAA
KoMMmyHuKanusa win Ananruposansas Komvysuganms).
3 OCHOBHBIX BOIIPOCA, KOTOPHIE CTOUT 3aaTh cebe IJisd Havaja:
Yro cerofus CyIecTByer B BUjie OyMa/KHBIX WM He OyMaKHBIX CPEICTB
KOMMYHHEKAIIUU, B BHA€ KOMMYHHUKAITHUOHHBIX HpI/IJIO)KeHI/Iﬁ U KOMMYHUKAIITOHHOTO
IIPOTPAMMHOTO 00eCIIeueH s, afanTUPOBAHHOTO s aozei ¢ CA?
C y4eToM OIeHKH Wi MHEHWUS JII0JIeH, KOTOPhIe COIIPOBOKIAIOT BAIIETO pebeHKa, 1,
KOHEYHO ke, BaC KakK POJUTels, KaKue MPeII0o:KeHus ObUIH 6bI HanboIee
HOAXOISAIIAMHA?
CylinecTBYIOT pa3IHIHbIE METOIbI:
SIBBIK :KecToB
JItogu ¢ CA He rityxue uiau crabocabIaliie, I03TOMY pedb HAeT He 00 00yaeHun
A3BIKY skecToB. Peun umer, Hanmpumep, o metoge MAKATOH (MACATON) — sro
YHUKAIbHASA I3bIKOBAS IPOTPAMMA, COYETAOIIAS JKeCThI M ¢HMBOJIBL M. 3BYyYALIYIO PEUb.
Hexoropsie momu ¢ CA BImosHe CrI0COOHBI 00YUUTHCS TAKOMY METOLY .
CHESSEP - KoMILIEKC CPeCTB CHEeIUaIbHON KOMMYHUKALINA: OL€HUTh, PACIOI0MKUTD,
MIPUCIIOCOOUTHCS, COCTABUTH MHANBUIAYAIbHbBINA ILIAH.
PECS: 510 cucrema KOMMyHHUKAIHHU IIyTeM o0MeHa n3obpaskenusamus [l oxrop Bouau u
Jlopu ®pocr - ocuosarenu merona PECS (KoMmvyuukaTusHas cuerema ooMeHa
usobpaxkenusamu) B 1985 roxy.
PODD: ITparmarnunsiit Opranusosauusiil [lunamuaeckuii Jlucrreit win
«luHaMmIecKre TabIUIIBI C TPATMATHIECKOM OpraHu3aIieii» — 3T0 CUCTEMA
KOMMYHHUKAI[UH, XapaKTePU3YIOIIAAcA OpraHn3anuei u kiaccuduranuei MUKTOTpaMMm,
oHa 6nu1a co3znana ['eitn [TopTep, aBeTpamuiickuM J0romIesoM.

WecT CUMBON IlepconanunsnpoBaHHbIE CPEICTBA
[ | KOMMYHUKAITAH, TIpearaemMble Joaam ¢ AC,
HCIIONb3YIOTCS, K COKAIIEHHIO, CIUIIKOM PEIKO WK
CIIMIIIKOM MAaJI0 B yYpeskaeHuax. X nHorma mpruHOCIT
camu ceMbH, KOTOpbIe (DOPMHUPYIOT, paspabdaTbIBal0T
¥ CaMU Pealu3yioT OIIOPbl KOMMYHUKAIIUHN.
Crrenma/iuCThl IPUAEPKUBAIOTCA MHEHS, 4TO
[IEPCOHAIN3UPOBAHHBIE CPEICTBA KOMMYHUKAIINHI
|OrpaHUYHBAIOT BO3MOKHOCTH OOIIEHMS W JIyHIile
PUIEPIKUBATHCS OIPEIEIEHHBIX METOIMK.

CUAeTb




BusyaarHoe pacnmcanme. Pacnucanve BrIi04aer B ce01 HECKOIBKO KAPTOYEK
OIIpEeIeIEHHON TEMATHUKH, PACIIOIOKEHHBIX IPYT 3a APYTOM B OIIPEIeIEHHOM IIOPSIKE,
OHO co001IaeT pebeHKy Cepuio COOBITHIH, KOTOPhIe OyayT npoucxoauTs. TakTHALHBIE
cuMBOJIBI. B 1anHO MeTOAMKe HCIIOIB3YIOTCA pealbHbIe IPEeIMEeThI, UX YaCTU U
MUHUATIOPHBIE KOIIUH, YCIIOBHO 0CSI3aeMble CHMBOJIBI OTHOCATCS K IBYX- HJITH
TPEXMEPHBIM TAKTHUILHO BOCIPUHUMAEMbBIM CHMBOJIAM, KOTOPbIE UMEIOT PSJI
[IPEUMYIIECTB: ITOCTOSHCTBO, BHICOKYIO CTEIIEHh MKOHUYHOCTH (CX0KECTD C IIPEIMETOM),
Yy3HaBaeMOCThb IIPH OCA3aHHUHU, BOSMO¥XHOCTHb MAaHUITYJIMUPOBAHUA. HCHOJII)ByeMLIe B
KayecTBe CUMBOJIOB peabHble 00BEKTHI MOTYT OBITH UIEHTHIHBIMH, TIOM00HBIMI HITH
CHUTYaTHBHO-CBA3aHHBIMH. KOMMYyHHUKAIIMOHHOE MIPOTPAMMHOE O0€ecIieueHue.
JIrogam ¢ CA MoryT mpepraraTbesi HOBbIE TEXHOJIOTHH U, B YACTHOCTH, IJIAHIIETHI I
pasnmuunbix menei. [logpobHee B pasmene rexauueckue cpencTsa.CyIiecTByOT u
Ipyrue KOMMYHUKATHBHBIE CHCTEMbI, €CJIM OHU Pa3pab0TaHbl U UCIOIL3YIOTCS CO
3paBbIM CMBICIIOM, METO[0JIOTHEH, CTPOTOCTHIO ¥ MOCIEI0BATEIBHOCTHIO.

Maxaton (MACATON) - 510 yuuKanbHAsA I3bIKOBASA MIPOrpamMMa, CoueTamas
3BYYAIIYIO PeUb, JKECThI ¥ CUMBOJIBI. 1]esib 3T0M IporpaMMbl — aTh BOBMOMKHOCTD
00IIe U JIIOIAM ¢ (PU3MIECKUMU U UHTEIICKTYaIbHBIMYU HAPYIIeHuIMu. [ 1aBHoe
oranyre MakaToH OT JPYrUX IPOrpaMM albTePHATUBHOM KOMMYHUKAIIANA — 5TO
HCIIOIb30BAHKE PA3HBIX KAHAJIOB Mepeladyr U BOCIIPUATHI WH(POPMAIIHH, KOTJa OTHOMY
MIOHATHIO COOTBETCTBYIOT Cpasy KeCT U CUMBOJI. Bmecre ¢ :kecramu Bcerma
HCIIOIb3YeTCA TPAMMATHYECKH IIPABUIbHAS PeUb IeIarora.

MaxaTou — ouenb rubKas mporpamMma, KOTopas MOMKeT ObITh afanTHPOBAHA MO HyK/IbI
Ka:K[0TO ¥ IPUMEHIThCA Ha MOAXOAAINEM I Hero yposHe. MagaToH — IIpeskie BCcero
BCHOMOI‘aTeJII:HbeI BUI KOMMYHHUKaIlUU, U JIUIIb B C/Iydae, KOrjga pasBuTue pedu
HEBO3MOKHO, OH CTAHOBHUTCA aJIbT€PHATHBHBIM. He ciaenyer ImyTaThk MaKaTOH n
JKECTOBBIN A3BIK, KOTOPBIHM MCIIOIb3YIOT INIyXOHeMble. MakaToOH — 5TO cucremMa
VIIPOIIEHHBIX JKECTOB, KOTOPbIE JIETKO IIOKA3aTh U, YTO CAMOE TIIABHOE, JIeLKO IIOHATh.
W3 s3bIKa TIIyXOHEMbIX B YIIPOIIIEHHOM BapHUAaHTe

\
3aMMCTBYIOTCA TOJIBKO HEKOTOPHIE ITOHATHA.

M xoro sro npeaHasHaveHo? MakaToH IpuMeHAOT B | Jlars

6osiee yem 40 crpanax mupa. [IeYeHbE

Ecnu pebenok obyuaercs maHHOHU cHCTEMe, €T0
OKpy:KeHUe (POIUTENH, CIIeITUATUCTDI, POICTBEHHUKN

¥ IPY3bi, IPEICTABUTEIN COITAATBHBIX U
00pa3oBaTeIbHLIX yUPEKIeHNI) TaKkKe ee Con @
HCIIONb3YIOT.
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Tlorennmanbubie moab3oparenu «MaraToHar:

-IIETH ¥ B3POCJIBIE C IITUPOKUM CIIEKTPOM KOMMYHHUKATHBHBIX TPYAHOCTEH (C
paccrporicTBamu aytuctudeckoro crekrpa, L1111, remeruueckumu cuaIpoMam,
MHOKECTBEHHBIMY HAPYIIEHUAMH U T. JI.), & TAKKE UX OKPY:KeHUe: POIUTENH,
CIIenmuaJaInucCThl, POACTBEHHUKH U OPY3bd, IIPEACTaBUTEJINU COITUATBbHBIX U
06pasoBaTEIbHBIX YUPEIKICHIH.

OcCHOBHBIE XaPAKTEPUCTUKN ITPOTPAMMEBI:

-pyHIaAMEHTAIbHBIE OTIHYMS OT HAIIMOHAIBHBIX JK€CTOBBIX J3bIKOB JAHHOU CTPAHBI;

- COBMECTHOE HCIIOJIb30BAHME KEeCTOB, KAPTHHOK-CUMBOJIOB U 3ByJalllei PeUH;
-«OCHOBHOM» M «BCIIOMOTATEJbHbBIN>» CI0BAPU MOHATHUH, OPTaHU30BaHHBIE 110 CTYIIEHIM
¥ TeMaM;

-I[Ba TI0AX01A K (DOPMHUPOBAHUIO HABHIKOB KOMMYHUKAIINN U PEUN: PA3BUBAIOIIIAI
(obyuyenue) u pyurImoHaIbHbIH (00menue). [loaHas Bepcusa a3bIKOBOM ITPOTrPaMMEL
«MaxraToH» BRJIIOYAET B ce0s [Ba CIOBAP:

-OcHOBHOM crtoBaph ABIAETCS PyHIAMEHTOM IIporpamMmbl. B Hero Bxomsar Hanbomee
BaKHbIE ¥ YaCTOTHBIE ITOHATHI, PacIpeaeIEHHbIe 10 CTAMUIAM 110 IIPHUHIIHILY
yenoxkaenua. C Hero HAYMHAIOT PaboTy B paMKax 00yd4eHus 0 IporpamMMme
«MaxaTom»;

-PecypcHbriii ciioBapsh, COCTOSIIUEN U3 OTPOMHOTO MHOKECTBA IOHITHIH,
PacIpeieIéHHBIX 110 CAMBIM PA3HOO0PA3HBIM TeMaM (My3bIKa, OTOPOAHUIECTBO, IOCYT,
IIKOJIbHBIE IpeaMeTsl 1 11p.). Ou Heo6xomuMm TeM 64 JTI0asIM, BOSMOKHOCTH KOTOPBIX
[IO3BOJISIIOT UM BBIATH 3a Ipefesbl orpanndeHHoro OCHOBHOTO €I0Baps C TEM, YTOOBI
pacCIIMpPUTh CBOU KU3HEHHBIH OBIT. PecypcHbIil cI0Baph BCETia HCITOIb3YETCI BMECTE
¢ mousitusamu u3 OcuoBHoro. KasmoMmy moHsATHIO B CIOBApe MPOrpaMMbl COOTBETCTBYET
CHUMBOJI 1 3KeCT. JKeCThl ¥ CUMBOJIBI HCIIOIB3YIOTCH COBMECTHO CO"3BYJAIIEH MITH
MMCbMEHHOU PEYbI0, YACTO B COYETAHMH APYT C APYIOM, & B HEKOTOPBIX CIIydasx CaMmu
o cebe (HampuMep, CyIIecTByeT CUMBOIBHOE TUCHMO). JHecThl i CUMBOIbL
00eCIeunBaIOT 3PUTEIHHOE COMPOBOKIEHUE PEUH, UTO YIIyIIIAeT IOHUMAHNEe U
o0JierdaetT obIIeHHe.

Ba:xHoit 4acThI0 IPOrpaMMbl ABAAIOTCA CUMBOJIbI. OHH MOTYT HUCHOIB30BATHCI B
COYETAaHWH C JKeCTaMH U PedYblo WK TOJIBKO ¢ peubio. Kak u :xect, CHMBOI hopMupyer
nukrorpadguyecknii 06pas mouaTusa. Cumpossl «MakaToH» MOKHO HCIIOIB30BATH HA
PA3HBIX YPOBHIX:

-HA yPOBHE TAK Ha3bIBAEMbIX KIH0UEBBIX 0B (key words), Korma cumBoaaMu
MOAKPEIUIIOTCS TOIBKO Te CI0Ba, KOTOPhbIe Hanboiee BaXKHbI 1JIA IOHUMAaHUACMbICIIA
dpassr;

-Ha TpaMMaTHYECKOM YPOBHE, KOT/ia CUMBOJIAMH 0003HAYAIOTCA BCE WIEHBI
MpeJIoKe s, BKIYas BTOPOCTEIIEHHbBIE | T.1I.,

-Ha (DYHKI[MOHAJIBLHOM YPOBHE, KOTJ]a OJWH CHMBOJI IIPECTABIAET 1[I0
npemoxenue. [Ipenmyiecrsa cucremMbl «MakaToH»:

-COBMECTHOE HCII0JIb30BaHUe JKEeCTOB, CAMBOJIOB U 3ByJall[el PEYH, YTO IPUHOCHUT

s peKTUBHBIE PE3yIbTATHI IIPH 00YUYEHNH, TAK KAK 3aIeCTBOBAHO CPasy HECKOIbKO
KaHAJIOB Ilepeiavyy HH(POPMAIINY;

-CITI0cOOCTBYET PA3BUTHIO TAKUX BAXKHEHIIINX IICUXUIECKUX (PYyHKIHH, KAK MBIIILICHHUE,
peYb, BHUMAaHUE, BOCIIPUATHE.



Hepocrarku cucrembr «MakaToH»:

-IIPHU UCIIOJIb30BAHUY cUCTEMBI «MaKaToH» MOTYT BOSHUKHYTD TPYIHOCTH Y JIOMAEH C
IBUTATEJIbHBIMHU HAPYIIEHUIMH, 4 TAKKE C PACCTPOMCTBAMH Ay THCTHIECKOTO CIIEKTPA.
et ¢ curIpPOMOM AHTEIbMAHA UCIIONb3YIOT YACTHYHO JAHHYI METOMUKY.
Kaprouku PECS (IIEKC)

ITEKC (PECS - Picture Exchange Communication System) — 970 yHHKanbHAS
aJbTepHATHBHASI KOMMYHUKAI[MOHHAS CUCTEMA C IIOMOIIbI0 00MEHa KapTOYeK.
Paspa6orana B CIITA B 1985 rogy moxropom Junu Bornu, nokropom dpumocodun, u
Jlopu ®pocr, moronexom. IIEKC 6b11a BiepBbie npruMeHeHa [JIs AOIIKOIEHIKOB €
ayTusMoM B mporpamme ayrusma mrara Jexassp. C rex mop cucrema ITEKC 6b11a
YCIIEIIHO BHEIPEHA BO BCEM MHPE C ThICAYAMHU YUIAIUXCA BCEX BO3PACTOB, -C
PA3IHYHBIMY TUIIAMHW WHBAIUIHOCTH, KOTHUTUBHBIMH, (DU3UIECKUMU 1
KOMMYHUKATHBHBIMH TPYJHOCTAMH.

Hpes cucremsr «PECS» — mogBecTH siofied K TOMY, 4TO6bI KOMMYHHKAIIAS UCXOLHIIA OT
HHUX caMuX. MHOTMM HETOBOPSIIAM CJIOKHO IIPUBJIEYb COOTBETCTBYIOI€Ee BHUMAHNE
OKpPYsKaloOIINX K cBouM motpebHocTaMm u sxenanuam. Cucrema «PECS» mpusana
HAYYUTh MX CAMOCTOSITEIFHO HMHUITUHPOBAThH OOIIeHNe U BCTYaTh B KOMMYHHUKAITHIO C
npyrumu aogbmu. «PECS» cBomuT CcyIiecTBEHHYI0 4acTh KOMMYHHUKAIIAYN — PEYEBOM
00MeH — K HeImoCpeICTBEHHOMY 00MeHy KAPTHHKAMH, UTO AJISI MHOTUX HETOBOPSIIAX
SABJISIETCA OTPOMHBIM YCHIIMEM, & C IPYTrO¥ CTOPOHBI — U AocTH: EHueM. BasucHbie
HeobXoMMbIe HABBIKH i Hadana ocsoenus «PECS»: naunnaeres obyuenre pabore ¢
«PECS» mociie ycBoenus pebeHKOM 6a3MCHOTO Kypca, BKIIOUYAIOIIEro OTPab0TKY
CPaBHUTEIBHO YCTONUMBOTO 3PUTEIBHOTO KOHTAKTA, CJIOB N JKECTOBBIX 0003HAYCHUH
"ma", "wer", "mai'.

Kax mpaBuiio, megaroru COBETYIOT BBOAUTh IIEPBLIMHU [Be KAPTOUKu-PECS —«mer» u
«ma», T.K. IeTH 4acTO He yMeIOT KOIUPOBATh U ITOBTOPATH JIBWKEHUS, TAKHE KaK KHUBOK
U OTPHUIATEIbHbIE MaXU F'OJIOBOM.

OcBoenue 9THX ABYX KapTOUYEK SHAUNTEIHLHO O0JETYNT KU3HB POAUTEIAM U PeOeHKY.
Basxuo! Eciu pebeHoK MOKeT IIPOU3HECTH CI0BO «HET» U «Ja» WK MOKA3aTh JKEeCTOM;
KapTOYKH UCIIO0JIH30BATh HE HY:KHO.

Y pebéHka mosKeH ObITh YCTONYUBbIHA yUueOHbIH
HAaBBIK, TO €CTh B paMKaX I0JIEBOT0 XA0TUYHOTO
noBegenus ocsoenne «PECS» mpobmemaTuaHo.
Emé oguu Ba)KHBIN HABBIK — AMATAINS TEHCTBHIMI:
"cmenmai, kak d". Pe6EHOK m0IKeH yMeThb
TIOBTOPUTDH CEPUIO U3 IIPOCTHIX 2—-3 NEeUCTBUH,
Korja gedicTBus He HasbiBaoTca. C 1eabo
YCIIEIITHOTO OBJIAIEHU KOMMYHUKATHBHOM
cucremoii «PECS» JI. Bouau u 9. ®@poct B cBoeM
PYKOBOJICTBE COBETYIOT IIOCTIEA0BATEIBHO IIPOUTH
CJIEYIOIIHE IIIeCTh STAIIOB

Jranbl 00yYeHN UCIOAb30BAHUA CHCTEMbI
raprouex PECS:

Ha nepBom sTare ocyIecTBiasiercs (pusnIeckuii
00MeH KapTHUHKH Ha IpeaMerT.




JlBa memarora v OGUH YIEHUK HAXOIATCA B IIOMEIIEHNH. ¥ YeHUK CUIUT.3a CTOJIOM, 38
HHM PaCIIOJIaraeTcs yIuTesib (accucrent). [ pyroi megaror (KOMMYHUKATHBHBIN
mapTHep) cuauT HanpoTus. Ha croire mexar m00MMBIN TpeaMeT yueHuKa (CIamocTH,
HAIIUTOK, UTPYIIKA) ¥ KAPTHHKA C u300paxeHueM qansoro npeamera. Crenyer
YYHUTBHIBATH CIIOCOOHOCTh YYEHHUKA PACIIO3HABATH KAPTUHKY: OyIeT 9T0 u300paKeHue B
BHe (pororpaduu, KAPTUHKN-CUMBOJIA WIIA BOOOIIE B BH/E
HAKJIEeeHHOT0/3aIaMIHUPOBAHHOTO PeaIbHOro Ipeamera. Keiu KapTuHKa U IpeaqMeT
JIeKAT Ha CTOJIe, TO yYeHHK OyaeT 6paTsh mpenmer. B 9T0T MOMEHT MOAKII0IaeTCst
ACCHUCTEHT, HAIIPaBJIAIONIHIA 3aXBaT yIEHNKA He Ha IIPeIMET, & Ha KaPTHHKY: 3aTem
PYKY C KAPTUHKOH IIepeMeIlaioT K CHIANEeMY HAIPOTHB KOMMYHUKATHBHOMY IIAPTHEDY.
Kaxk Tonbko KapTHHKA OKaKeTCs y HETO B PyKe - YUeHUK II0JIyIaeT sKelaeMblii IPeaMeT:
Ha BropoMm srane yueHuk qoiiKeH qedicTBoBaTh crionTanHo. Ho 3xech ysxe Tpebyercs
IIOMOIIh TOJIBKO OJHOTO Iefarora. Y4eHuK HaeT K KOMMYHUKaTUBHOM Ta0IuIle/KHUTE,
W3BJIEKAeT HEeOOIBIIYI0 KAPTUHKY, IOAX0AUT K KOMMYHUKATHBHOMY [IaPTHEPY K
Bpy4aer eMy KapTUHKY. B KOMMyHUKATUBHOM KHUTe 3aKPEeILICHbI HA JIUITyYKe BCe YiKe
3ay4eHHbIEe 10 9TOT0 MOMEHTA KAPTUHKH.
KomMynurarusHaas tabnuiia — 910 [0CKa, pasMelleHHas B KJIacce, K KOTOPOM TakiKe
MOJKHO IIPUKPEILIATE 3ay4eHHbIe KapTuHKU. CHavaia KOMMYHUKATHBHBINA [TAPTHEP
co3maer MexIy co00M M yUeHUKOM JAUCTAHIINIO B HECKOJIBKO MeTpoB. IIpexae yem
cocTouTcs 00MEH, YIeHHUK J0JLKEeH CHAYAJIA IPUOIU3UTECI K IAPTHEPY. JTOT IIIar
BAKEH, ITOCKOJIbKY YUEHHUK JTOJIKEH IIPOSBJIATH elre 60Jbiiie COOCTBEHHON WHUITUATUBHI,
yeMm Ha mepBoM srane. OLHAKO YCIOKHEHNE OPUEHTHPOBKY IO OTHOLIEHUIO K
KOMMYHUKATHBHOMY IIAPTHEPY He MPUBOAUT (II0 KpaiiHel Mepe, He BCeraa) K
YCHUJIEHHIO 3PUTEILHOr0 KOHTaKTa. B 060M ciiyyae y4eHUKY HyKHO AaTh Y€TKO
IIOHATH, HACKOJIBKO BaXHO ﬂO6I/ITbCH BHUMAaHHUA KOMMYHUKATHBHOro IrapTHepa 10
obMena KapruHKaMu. B KpaiiHeMm cirydae MOKHO MPUOETrHYTH K TIOMOIIH BTOPOTO
negarora. B To BpeMs Kak KOMMYHMKATHBHBIN [TAPTHED AEMOHCTPATUBHO. HE 3aMeYaeT
YYEeHHKa, BTOPOH Iefaror MOsKeT IOMOTaTh YUeHHUKY IIPUKOCHYThCS K ILUIeYy WIH K PyKe
mapTHepa [ IPUBJIEUeHHI ero BHUManud. Ha BTopoM sTame TpeHHHT aBTOMATUIECKH
IIPOXOANT B COLIMATHLHOM KOHTEKCTE: YIEHHUK TOLKEH ABHO 00paiiaThes K
KOMMYHUKaTUBHOMY napraepy. Heobxomumo Takke nsberars (pOpMyIHPOBAHUS
BompocoB. ToabKO mocie Toro Kak
KOMMYHUKATHBHBIHA [IAPTHEP IIOJIyYU KAPTHHKY,

OH MOKET CKa3aTh, Hanpumep: «Ax, BOT 0HO-YTO,
ThI X0uelnb Ma4!» OueHb BaKHO U TO, YTO-HA
BTOPOM STalle YYEHHUKY IIOCTEIIEHHO

MIPENIATaloTCs 0 OTAEIbHOCTH PA3INIHbIe
Maneuuk pagyerca... kapTuHKY. [lemaror [oKeH CIeuTh 3a TeM,
YTOOBI y yYeHHUKA OBLIO0 JOCTATOUHOE KOJIUIECTBO
OYEBHUIHBIX, HO HE CPAa3y M0CATaeMbIX CTHMYJIOB.
OH BHEMATEIbHO HAOIIOAACT 38 YICHHUKOM,
pacIio3HaeT ero MpeIIoYTeHus ¥ TOTOBUT HA
OCHOBE 3TOT0 KapTHUHKHN. Ha 9ToMm sTamne Hy:KHO
Manbuuk Becenbiit... TaKkKe PA3MECTHTD B KlIacce KOMMYHUKATHBHYIO

TabMHILy (IOCKY), HA KOTOPYIO KPEmAT KaPTHHKH.




Ha tpernem sTame peub uger o BHIOOPE U3 ABYX-TPeX
Pa3IHYHBIX KAPTUHOK. ¥ YeHUK J0JKEH TPeboBaTh
JKEeJIAaeMyI0 Belllb, OH ITOJXOJUT K KOMMYHHUKATHBHOM
IOCKE/KHHUTe, BLIOMPAET U3 Habopa COOTBETCTBYIOIILYIO
KapTUHKY, HAET K KOMMYHHKATUBHOMY TTApTHEPY U
Bpyuaer emy. Ha KOMMyHUKATHBHOM JOCKE TOJLKHBI
HaXOJUTHCS K 9TOMY MOMEHTY TOIBKO 2 KapTHHKN:
o/lHA — C JII0OUMO¥ Belbio (Hampumep, meveHbe),
BTOpAasd — ¢ HETIOOUMOM/HEUTPATLHOMN (HaIpuMep;
ropunria). B komHaTE HaXOAUTCA TOJABKO J06MMas Berb. Eciau yueHUK BhIOHpaeT
KapTO4Ky C IIe4eHbeM, IIefaror IoKas3bIBaeT 00braHy0 peakumio. Ho eciau yueHHK
BBIOMpAET KAPTOYKY C TOPYHUIEH, TO [IeAaror FOBOPHUT: «Y BbI, HO y MEHS TAKOr0 HeT!»
BaskHo, 4T06BI KAPTOYKH HA KOMMYHHKATHBHOM [[OCKE BCEr[a HAXOIUIUCH B
PAa3IHYHBIX MECTAX ¥ COOTBETCTBEHHO B PA3JIUYHOH II0C/IEI0BATEILHOCTH, YTOOBI
YVUEeHUEK AeHCTBUTENBHO YUHICA BBIAEAATh KAPTUHKHA. [[/Id TPEHUPOBKYU MOKHO TaKiKe
BHAYAJIe UCII0JIb30BATh HEKEIaeMy0 Belllb U 1aBaTh YUEHUKY B IPUBEIEHHOM IIpUMEpe
0aHOYKY FOPUMITHI.

Ha yeTBepTom sTamne Ha EPBBIH IIJIaH BBIHOCUTCS CTPYKTypa mpenaokenusa. K Hauamy
9TOTO JTAIa YUeHHUKH UCIOIb3YIOT, KAK MPaBuio, 12—20 KapTUHOK I KOMMYHUKAIIHH.
Y4eHUK NoKeH TpeOoBaTh MPUCYTCTBYONINE U OTCYTCTBYIOINE BEIlH, HCII0Ib3Y
[IPEeJIOKEHNE, COCTOSIIEee U3 HECKOIBKUX cI0B. Ilpu aTOM OH GEpeT w3 cBoeH
KOMMYHUKATUBHON KHUTH CUMBOJI JJII BhIpaKeHUd «f1 X0uy/XoTes 6bI» U MPUKIEHBAET
€ro Ha «II0JIOCKY IS TIpeIoxKeHus». Ha 9Toi ManeHbKoi, ¢ TOAKIaAKOM 13, IIaCTHKA
IIOJIOCKE C JIMILYIKOM MOKHO Pa3MECTUTH PANOM 3—4 KapTOUKHU. SaTeM YIEeHUK JOJIKEH
IOCTATh «IIPEIJIOKEHNE» U3 KOMMYHHUKATHBHON KHUTH, 0OPATUTHCS C HIUM K CBOEMY
KOMMYHHKATHBHOMY ITapTHEPY WK BPYYUTh eMy. B KoHIle 3Tanma B KOMMYHHUKATHBHOK
KHUTE YIYEHUKA COMEPIKUTCA, Kak IpaBuio, 25-50 HeGOMBIITHX KapPTOUeK, YTO0bI
00II1aThCA C PA3TUIHBIMA KOMMYHUKATHBHBIMY NapTHepaMmu! HysKHO UCXOIUTH U3 TOTO,
9YTO BCE JIIOAY O0LIAIOTCA U YTO KAKIBIN 9TO [ejaeT CBOMCTBeHHBIM eMmy crocobom. To,
YTO TPYIHO IIOHMMATh TAKYI0 KOMMYHHKAIIUIO, 00BICHIETCA He TOMBKO-IPO6IeMOLt
TearoTUIecKO MOBCeMHEBHOCTH. KOMMYHUKAITNA BCETa OCYIIIECTBAAETCI MEXKIY
oTupaBuTeneM u noixyuareaeMm. Ho ecnu mocienHuil He MOKET WIIH He XOUEeT-HHIET0
[IPUHATH, COOOIIEHNE He JOCTUTAET CBOEH I[eTH U KOMMYHHUKAIIN He YIAeTCsH:
KoukperHOo 5T0 IPOUCXOAUT TAK: €Ciu 1 GYKBAILHO AEPIKY B PyKe HHMOPMAIIHIO,
KOTOPYIO MHE IepeaeT y4eHUK, OHa J0JTOBeYHee U 6ojiee oca3aeMasi, 4eM KOPOTKHM
MOMEHT, B Te€JeHIe KOTOPOTo MTOKa3hIBAIOT HA KapTouKy. [loKkaspIiBas TOMHKO HA
KapTUHKY, HeNb3:A ObITh YBEPEHHBIM, YTO TaKad (hopMa KOMMYHUKAIIUY JOCTUTHET
[I0JIy4JaTesis, IOCKOIbKY OH He CMOTPHUT HA Hee WX OTBOPAYMBAETCS UMEHHO B 9TOT
MOMEHT OT oTupaBureis. Eciu KoMy-To TaloT B pyKy KAPTHHKY C ACHO 0603HAYEHHBIMHU
cuMBoOJIaMH, POTOrpadUIMH HUIKU BOOOIIE C 3aIaMIHUPOBAHHBIMHE PeaATbHbIME
peaMeTaMu, TO STO MOHATHO, KAK IIPABUJIO0, BCEM, IIPH YCIAOBHUU OTCYTCTBUI
HapYIIeHUH 3pUTEILHOTO BOCIIPUATHUA. TO OTHOCUTCA U K JKEHIUHE B OYJIOYHOM, U K
BOJMTEII0 aBTO0OyCa, Iefarory, Apy3baM — Ko BceM. HeynaBinasces KoMMy HIKALIVS
4acTO MPUBOAUT K (PPYyCTPAIIHH, ITOCTEIIEHHOMY yX01y B cebs. EcTb Takke MHOTO
JI0JIed, KOTOpbhle BOOOIIEe He YIHUINUCh BCTYIIATh B KOMMYHHKAIIHNIO C APYTHMH UIN HE
MPOABIAIOT K Hef HUKAKOTO HHTEpeca.




B rakux ciyuanx cucrema «PECS» npumensaercs Kak KOMMYyHHKATHBHBIN METO], TAK KaK
YUEHHUE C IIOMOII[BI0 Y€TKO CTPYKTYPHUPOBAHHOM IIPOrPAMMBI-TPEHUHTa YIUTCT OBITH
WHUIMATOPOM KOMMYHHUKaIuu. ToT, KTO HAyYUICA caM JaBaTh KOMY-TO APYTOMY
KapTUHKY U TAKUM 00pa3oM ¢ HUM 00IIaeTCs, CaeIal 60IbIION TPOPHIB U3 COOCTBEHHOMN
usossauu. Eciu pebeHoK BEIOMpaeT KApTHHKY U JaeT ee CBOeMy Ie[[arory B PyKy, T
mo0y:KIeHne K KOMMYHUKAITUN abCOMI0THO MOHATHO. [[pryeM HeBaMKHO, CMOTPHUT OH Ha
KOTO-TO IIPH 9TOM, IIPOMSHOCUT KaKHe-Iu60 3BYKH WK KauyaeT rojioBoi. meHnHo
3PUTEIHHBIA KOHTAKT BHI3BIBAET OJKUBJIEHHYIO JUCKYCCHIO B IPYIHUX (popMax
MoAIePsKUBaOIe KoMMyHUKauu. [[oAIMHHOCTD KOMMYHUKAIIAN YaCTO CTABUTCS O]
COMHEHWeE, eC/Iu HA KAPTUHKY, TOCKY ¢ OyKBaMH WU KiaBuaTypy He cMoTpsar. Kpome
OIHO3HAYHOCTH IepemaHHoro coobmrenus cucrema «PECS» obmamaer emre Tem
MIPEUMYIIECTBOM, YTO YU€HHK MOTHBUPOBAH OCBAWBATH IIOHATHBIE JIJI «BHEIITHEr0 MUpPa»
KOMMYHHUKATUBHBIE (DOPMBIL.

Ha maTom sTane yaeHUWEK HOKEH 0TBEYATH HA BOIPOC: «UTO ThI X0Uelrk?». [lensio
SBJIAETCS CIIOHTAHHBINA BHIOOP M3 MHOKECTBA Bellled ¥, TeM CaMbIM, OTBET Ha BOIIPOC:
«Yero 6bI THI X0TEI?» POPMYIUPOBKA BOIIPOCA COIIPOBOKIAETCA YKa3aHUEM Ha
COOTBETCTBYIOIIYIO KapTouKy: «fl 6b1 xoTen». IlocrenenHo sTo BcromorareibHOE
IBUIKEHUE BBIMIOJIHIETCS OTCPOYEHO, 3aTeM U BOBCE UCUE3a€eT, U YICHUK PearupyeT TOIHKO
Ha BepOATbHBIN pasapaskuTesnb. OH TAKKE YIUTCSI MPUKPEIUISTh Ha TOM0CKY. I
MPeIoKEHU N KapTOUYKy «f1 6bI XOTeN» ¥ KapTOUYKY JKelaeMOoi BeIly/1eHCTBUA U BPyIaTh
IIOJIOCKY TIeJIaroTy.

Ha mecTom 3aKI09UTEILHOM TAME PeYb UAET 00 OTBETHBIX U CIIOHTAHHBIX
KOMMEHTapPHIX. Y YeHUK J0JLKEH aJleKBaTHO OTBEYATH Ha 3a/aHHbIe B CIIyYalHOM IOPSIKe
Bompockrl: «4To 6bI THI X0TEN?>, «TO THI BUAMIIL?», «dTO Tam y Te6s1?». BHuManme
obpaiaercsa He CTOJBKO Ha TpeboBaHUe BeIlH/1esITeIbHOCTH, CKOJIbKO HA HA3bIBAHUE
JAHHOTO ABJIeHuA. BHauase memaror IeiCcTByeT Tak e, KaK U Ha MPeIbiiyiihx dTanax:
3aj1aeT BOIIpoc, Harpumep: «4To Thl BUAUIIL? », ONHOBPEMEHHO MOKA3bIBas Ha KAPTOUKY
«§1 Buiky». Ilocrerrenso BusyabHasd OIOpa MCYe3aer.

OcHOBHBIE IPENMYINECTBA UCIOaAb30BaHusA cucTeMbl «PECS»

IIpeumyiectso cucrembr «<PECS» B ToM, 4TO KOMMYHHKAIIMIO MOKHO OCBAWBATH IIIaT 3a
mrarom. U HOT1a BHIOOP MEKYy HECKOIBKHUME BelllaMi MOKEeT 0Ka3aThCs TAKUM JKe
CJIO}KHBIM, KAK ¥ KOMMYHUKAIIVS C JIIOJbMHU.

1.«<PECS» — 510 mporpamma, KOTopasi II03BOJIsIeT OBICTPO IprodpecTr 6a3uCHBIE
QyHKIMOHATBHBIE HABBIKK KOMMYHUKAI[AHN.

2.C nomompio «PECS» moskHO 6bIcTpee 00yunuTh pebeHKa IPOABAATh HHUITHATABY U
CIIOHTAHHO TTPOHU3HOCUTH CJI0BA, YEM C TIOMOII[bI0 00YUYeHHUsT HAUMEHOBAHUY IIPEIMETOB,
BOKQJIbHOW MMHUTAIINY WU YCUJIEHUS B3TJIAIA.

3.C nmomompio «PECS» obiienue 1151 pebeHKa ¢ OKPYIKAIOIUMHY JIFOABMU CTAHOBUTCS
6oJiee OCTYIHBIM ¥, TAKKM 06Pa3oM, CTAHOBUTCS BO3MOKHBIM 0000II[eHIe
Ipro6peTEeHHbIX BePOaTbHBIX HABBIKOB.

HenocraTku nenons3osauusa cucreMsl « PECS»

Tak xax «PECS» aBiserca KOMMyHHKATHBHOM CHCTEMOM 00MeHa KapTUHKAMU, TO
HEJIOCTATKU KCITOJh30BAHUI JAHHOTO MeTo/ia OYIyT CBA3aHbI C OCHOBHBIMU MPO0IeMaMu
HCITO/Ib30BAHUSA KAPTUHOK B MOAIEPIKUBAIOIIEN KOMMYHUKAIIMH, 8 UMEHHO:

- OTpPAHUYEHHOE TOHUMAaHWe KAPTUHOK JJIS J0/Ield C MHTEIUIeKTYaIbHBIMU HAPYIIIeHUAMHU,
- cMelleHre, HepasaudeHne COIePIKAHNI KAPTUHKH ¢ e€ yHKIHeld 0003HaYeHHs CI0Ba
(3HAYEHWSI, OMIPEIENIIEMOTO COITPOBOKIAIOIINM TOTKOBAHUEM).




AnsrepaHarusHasa Kommynukanusa ¢ PODD
AnprepHaTHBHAST KOMMYHHUKAIIAI ABIAETCI BAKHOU
TEMOH B MOAEPIKKE J0eH ¢ CHHAPOMOM AHreJabMaHa.
Hamwmm mersm He A0OCTyIIHA yCTHASA pedb, MU OHA
ouyeHb orpanndera. OHHU TaKKe CTAIKUBAIOTCH C
MHOTOYHUCIEHHBIMA TPYIHOCTSIMH B IIJIAHE MOTOPUKH,
KPYITHOM WX MEJIKOH, CEHCOPUKH, 3PEHHUA, TI0BEeIeHHUA
H T.J., ¥ 9TO HEOOXOIMMO YIUTHIBATH IIPHU CO3MAHUN
aIbTEPHATHUBHOTO CPEJICTBA UJIH WHCTPYMEHTOB
KOMMYHUKAIIHAH.

Kommynukanmuonusie manku PODD

YT00BI yI0BIETBOPUTH ITOTPEOHOCTH HAIIIUX JIeTeH B
BBIPAKEHNH, Y HAC €CTh HECKOJIbKO BAPHUAHTOB,
HECKOJILKO IOAX0m0B. Kaxmaa ceMbsi, 00BIYHO
COIIPOBOJKa€MAst OHIM I HECKOJIBKAMU CIIEI[HAIHUCTAMY II0 STOMY ILyTH, MOKET
BBIOPATH TO, YTO MPEACTABIIAETCI HArbosIee IOAXOAAIINM I UX PeOSHKA; L WX
cembH, 3Hasd, yTo «OJHOI'O» coBepieHHOro MeToa He CyIIeCTBYeT U B JII000M ciydae
Ba)KHO yBasKaThb Bce (DOPMBI O0II[eHNA HAIIUX AeTel (BoKanusalus, 0003HadeHue,
BBIpKEHUE JIUIA, 3HAKH, IMKTOTPAMMBI U T.[.), 3TO TO, YTO HA3LIBAETCH
«MYJIBTAMOIATHHAST KOMMYHUKAIIUI».

Hapsany ¢ apyrumu mogxogaMu CyIiecTByeT OfWH, KOTOPBIY TIPHIIEN K HaM U3
ABcTpanuu ¥ KOTOPBIH BCe Jallle IpeaIaraeTcs J0aM ¢ CHHAPOMOM AHreabMaHa B
anrmorosopsux crpanax (Coemunennsnie lllTaTer, ABcrpanus, Benukobpuranus,
Tlommanpws): sro kommyHnukarusable nanku PODD, usobperernsie u paspaboTaHHbIe
noromemom et [TopTep. OTu manku O6bLIH TEPBOHAYATHHO CO3AAHBIIIS-JIOIEH ¢
1epebpaIbHBIM MAPATUYIOM, HO TIOCTEIIEHHO CTAIH 00JIee IMTHPOKO MPeIaraThCs JIOAIM
€ KOMMYHHUKAITHOHHBIMY HAPYIIEHUSIMH (HEBO3MOKHOCTD MIN TPYIHOCTH
WCIIOJIb30BAHUSA YCTHON PeYn), HE3aBUCHUMO OT TOTO, CBI3aHBI JIX OHU C JPYTHMU
pobieMammu.

ITO TOJXOM MOKET OBITH MIPEJJIOMKEH U JEeTAM, ¥ TOAPOCTKAM, H B3POCIBIM C CHHIPOMOM
Anrensmana. B Aecrpanum accommanus, MoCcBAIIeHHAS CHHAPOMY AHrenbmMana,
BOBTJIABMJIA IIPOEKT 10 MOAIEP:KKe mpoaBmkenus peanusanuu PODD, u sToT
WHCTPYMEHT ObLI MPEJJIOMKEH J0IIM C CHHAPOMOM B Bo3pacTe oT 18 mecsares mo 40 mer!
ITo croBam Mopu-Jlynssr Beprpam (aBcTpanuiickoi yIUTEILHUIIBI,
CIIeNMaIu3uPyoIIeicsa Ha aTbTepHATUBHON KOMMYHUKAIIHAN), B3POC/IbIE HOKA3AIH
OTJIMYHBIE PE3YIbTAThI, KOTOPbIE 00ECIeYNIN PeaInu3aIfiio IPoeKTa.

Yro Takoe PODD?

PODD 6yxBansuo o3uauaer «IIparmaruansiii OpranuszoBansbril [l nHaMuaeckuit
Hucrneii». Ilog 9TriM HECKOIBKO a6CTPAKTHBIM HA3BAHMEM Ha CAMOM Jejie CKPhIBAETCS
Hab0p KOMMYHHUKAIIMOHHBIX CUCTEM, OCHOBAHHBIX Ha MHKTOTPAMMAax, 00IeH TOUKOH
KOTOPBIX ABJSETCI OYEHb CIIeIN(pHIIecKas OpraHu3aIius cioBaps, KOTopas J0IKHA
[I03BOJIUTH PEOEHKY TOBOPUTH «ITO XOUEIIIb CKA3aTh, [10-CBOEMY, KOT/Ia H KOMY XOUellb».
Ilenbio JaHHOTO MHCTPYMEHTA ABJISIETCA 00ecIIeYeHne «aBTOHOMHOT0» O0IeHUS
YeJI0BEKA ¢ KOMMYHHUKAIIMOHHBIMU TPYAHOCTSIMH, TO €CTh BhIPA/KEHHE eT0 COOCTBEHHBIX
MBICTIEH (IaKe ecliv OHU OYE€Hb IIPOCTHI).




Msorue crnoBa (TEKTOTPaMMBbI) COZIEPIKATCA B TAOIUIIAX, HO KOHKPETHASI OPTaHU3aLNsI
TI03BOJIAET CTPOUTD IIPEAIOKEHHUA OT IIPOCTHIX /10 CAOKHEHIINX.

PODD =e orpanwyuBaeTcs CpeCTBOM BbIPAKEHU JKeJIaHUH (CoenarTs WK CIPOCUTD), a
CTaBUT I€JIb JATh BO3MOKHOCTD BBIPA3UTH BCE BUBI COO0IIEHMH (CKa3aTh, 9TO HE TAK,
BBICKa3aTh CBOE MHEHUeE: CKa3aTh, YTO BAM HPABUTCSA WK He HPaBHUTCH, 3a1aTh
BOIIPOCHI, BEIPA3UTH CBOU SMOITUH U T.A.).

CymecrByet maoKecTBO Bepcuit PODD (oTkpseiTie Ha 1 cTrpaHuIle, 2 CTPaHUITET, 2
CTPAHHUIIBI ILTIOC IPUII0KEeHIE/KOAUPOBAHHBIN JOCTYII, BCIIOMOIaTEIbHBIH
JIOCTYTI/3JIEKTPOHHAS BepCUs U T.1.). BpIOOp MeKIy HeCKOIbKIUMHE TabaAUIaMU. AeIaeTCs
Tiocye OIleHKHM MOTOPHKY pebeHKa (B YACTHOCTH, MEJIKOH MOTOPUKN), BUSYyATbHBIX,
KOTHHUTHBHBIX, & TAKIKE CEHCOPHBIX ITOTPEOHOCTEH. 3aTeM 10 MEPe TOT0, KAK OH YIUTCA U
€ro SA3bIK Pa3BUBAETCS, YEIOBEK CMOKET IIePEMeI[aThCs OT OJHOM TA0IUIIBI K APYTOH,
TaK KaK CyIIeCTBYeT [I0CIe[0BATEIbHOCTh MEK/LY Ta0IUIaMu, C TOYKY 3PEHUS PA3BUTHS
A3BIKA.

B uem npenmymecrsa PODD? ITouemy o mogxoaut mpu cuapoMe AHrenbMaHa?
Oxasxmoro pebeHKa U IIpeAiaraeT HHANBHUAYaTbHBIE CTPATETUH JOCTYIIA.

IIpaxruanas oprasusarus I03B0IAeT pebeHKy IepefaBaTh MHOKECTBO COODIIeHMI, a

He TOJILKO CTPOUTH IIPEJIOKEHHS THIIA «5 X0UY...». [[oueMy HaIM NeTH JOIKHEI OBITH
OrpaHUYEHbI B BHIPAKEHUN CBOUX MPOCh0? ¥ HUX eCTh MHOTOE, YTO OHH XOTAT HaM
pacckasarhb.

Hanwuwne nucTpy™MeHTa ¢ 60/IBIIAM CIIOBAPHBIM 3aIIACOM B BHZIE MHKTOTPAMM TAKKe
[I03BOJIAET YCTPAHUTD [BYCMBICIEHHOCTD, IPEAJIOKUTD BOSMOKHOCTH HIOAHCOB:
HaIpuMep, Korjaa pebeHoK [aeT HaM KapTOuKy ¢ Kapycenblo, KAk y3HATh, YTO OH
JeMCTBUTEILHO HAM TOBOPHUT: «fl X0uy mokaTaThes Ha Kapycemu/f mobio KaTaTbes Ha
rapycenu/fl Bumen kapycenb/Buepa karasics Ha Kapycean»?

PODD — 570 Bu3yanbHBINA HHCTPYMEHT, KOTOPBIH ONUPAETCA HA 3PUTENbHYIO TaMATh
pebeHka, OMHAKO U C CHHAPOMOM AHreabMaHa 4acTo 061aJal0T XOPOIINMHU
HaBBIKAMHU B 9TOH 00JIACTH.

PODD, ucnons3yemsiii ¢ «IapTHEPOM>», KOTOPBIY II€PEBOPAYHBAET CTPAHUIIBI U
03BY4YHBAET MIPOUCXOJAIIEE, JeHCTBUTEIHHO BIIUCHIBAETCS B B3aNMOJEHCTBYE U
KOMMYHHKAIMOHHOE oTHOLIeHre. Hamu netu 0605Ka0T KOHTAKTHPOBATD C JIOABMU U
0COOEHHO IIEHAT O0IIeHNE C POJHBIMHU, ITOITOMY KayKeTCs, YTO STO CPEIECTBO 0COOEHHO
COOTBETCTBYET YepTaM UX XapakKrepa.

C xaKuMH TPYTHOCTSIMH MOKHO CTOJIKHYTHCA?

Beenenmne sToro cpescrea Tpedyer CyliecTBEHHOTO MATEPUATBLHOTO BKIAIA CEMBH.,
ITOT MHCTPYMEHT TaK:Ke TpeOyeT BRIIOUEHUI CO CTOPOHBI OKPYKAIOIIUX, TIOCKOIBKY
PODD ocuoBaH Ha moaxojie, H3BECTHOM KAK «BCIIOMOIaTeIbHAS S3bIKOBAST
CTHUMYJIAIHA»: 9TOOBI peOeHOK Hayumica ucnoiab3osars PODD, Heobxoxnmo, 9To65L
CeMbs TOKe ero MCII0Ib30Bala, TaK KaKk peOeHOK yuuTes, moapaskas csoeit moxenu. Ho,
YeCTHO rOBOPS, TAK OOCTOUT JEJI0 CO BCEMU aJbTePHATHBHBIMU METOAAaMU O0IIEHHU:
pebeHOK HUKOTA He HAYYUTCA UCIO0Ib30BaTh MAKH KaKUM-TO MarmdeckuM o6pasom,
HYKHO €T0 IOJIePKUBATH B 3TOM 00ydIeHNN, HACKOIBKO HTO BOBMOKHO, TAK IT00
obLieHre He pacCMaTPUBAIOCH KAK paboTa MM [JesiTeIbHOCTb, KOTOPOUA PYKOBOIUT
B3POCIIBIH, 8 KaK MHCTPYMEHT [JI1 TOTO, YTOOBI TOBOPUTH U BBIPAKATH TO, YTO XOUET
CKa3aTh, KOT/Ia X0UeT 3TO CKa3aTh.

IlepBoucrounuk https://www.angelman-afsa.org



BusyaasHoe paccnucanune

s gero Hy:KHO pacuucanue?

-Jl 11 KomcpopTa peberka. MabIlll HOHUMAET, 9YTO €T0 He MPOCTO B3I HA PYKU U Kya-
TO IIOHECIIH, & 0CO3HAET, YTO €ro JKIET U K UeMy eMy Hy:KHO roToBuThCa. U dyBcTByeT
cebs 6osee CIIOKOWHO U KOM()OPTHO.

-l g MuauMu3aIuy KOHQIUKTOB. PebeHok 3apaHee sHaeT, UTO IIPOU30UIET, BEIb
[IpaBUIa AUKTYeT PACIUCaHue, a He MaMa WM I1amna, ¢ KOTOPhIMU MOKHO ITOCIIOPUTb.
-l 151 pasBuTHA camocToATeNbHOCTH. Pacnucanue yuur pebenka 00XoauThbesa 6e3
[TOJICKA30K ¥ MHCTPYKIIHUH OT IPYTUX JTIOIEH.

-5 cumxenus tpeBoskHocty. Ecnu peGeHOK 3HaeT, 4To OH efeT Ha 3aHaTHe 10 JIPK,
OH TOTOBUTCH K BBIXOJy HA YJIHILYy, BCTPeUe C HHCTPYKTOPOM, aKTUBHOCTH. BusyanbHoe
pacrucanue moMoraer pebeHKy IOHATh, YTO IPOUCXOIUT BOKPYT, U oberdaer
KOMMYHHKAIHIO C OKPYIKAOIIUMHU. JTO 3P(PEKTUBHBIN CII0C00 YIIOPATOIUTH OBITOBYIO 1
yuebHyI0 [eATenbHOCTh pebenka. BaskHo moHUMAaTh, 4TO BU3yaIbHOE paclIrucaHue He
Oymer paboraTh camo 10 cebe, 1axe eciiu ero MPUKPENUTD Ha BUAHOE MecTo. KeTh
OIIpeieIeHHbIe aJITOPUTMBI er0 BeeHMUs.

Pacrniucanue Beerma pacrosaraeM B 30HE BUIUMOCTH H JOCITAEMOCTH Pe0EHKA, 4TOOKI
OH MOT C HAM B3aMMOJ€HACTBOBATD.

BricTpauBaTs pacnucanue Mbl HAYMHAEM C KOPOTKOM U IIPOCTOM ITOCIE0BATEILHOCTH.
Hampumep, «cHauama» — «IIOTOM»: TAK MbI yIUM pPeOeHKA IIOHUMATH
[I0CJIeI0BATEIBHOCTD MeHCTBUH BO BpeMenu. CHavaia Mbl 3aBTPAKAEM, IIOTOM MbI
urpaem. CHauama Mbl UleM Ha 3aHATHS, [IOTOM — TYJIEeM.

Kax Tonbko pebeHOK YCBOMI 9Ty IPOCTYIO II0CIEA0BATEIbHOCTD, MOKHO AeIaTh
CIIeYIOLIUH AT — PACIIUPATH BpeMeHHbIe mpoMeskyTKH. Co3naBaTh BU3yaIbHOE
pacrucanve Ha 3aHITHE, HA YaCTh [HS, 3aT€M — Ha JIeHb. V1 [TOIbKo-3aTeM MOKHO
OpraHM30BBIBATH PACIHUCAHNE HA HEIEIIO0.

ITpumeps: BU3YATIBHBIE PACMNCAHUA (planik.org)

TakTHIbHBIE CHMBOJIBI

Jlannas dpopMa KOMMYHHKAIIUH TOAXOIUT JIMIIAM, HAXOIAIIUMCS Ha PAHHUX TANax
pasBuUTHS JTU00 UMEIOIUM HAPYIIIEHUS 3PEHUs, TSKEeIble MHOKECTBEHHbIE HAaPYIIIeHHUS
HCI/IXO(bI/ISI/I‘{eCKOI‘O pasBuTHUA. PeaJII)HI)Ie IpeaMeTsl, uX 4aCTU U MUHHUATIOPHbIE KOIIUH,
YCIIOBHO OCS13a€MbI€ CUMBOJIBI OTHOCSTCS K JBYX- WU TPEXMEPHBIM TAKTHIBHO
BOCIIPUHUMAaEMbIM CHUMBOJIAM, KOTOPbIE UMEIOT P [IPEUMYIIECTB: IIOCTOSHCTBO,
BBICOKYIO CTEIIeHb HKOHUYHOCTH (CXOKECTh
C IIPeaMeTOM), y3HABAEMOCTh IIPH
OCSI3aHUY, BO3MOKHOCTD
MaHuIy/IupoBanus. Hcmonbsyembres
KavecTBe CHMBOJIOB PealbHbIE OO BEKTHI
MOTYT OBITh HIEHTHYHBIMUY, I1000HBIMI
WIN CUTYaTHBHO-CBsI3aHHBbIMU. Hampumep,
HUIEHTUYHBIM CUMBOJIOM [IJIsi BHIPAKEHUS
«JUCTUTD 3y0ObI» ABIAETCA 3y0HAA 1ETKA,
10 IBETY U (popMe HuIeM He
OTIMYAIOIIAACT OT PeaTbHON 3yOHOM
IIEeTKH pebeHKa.




Ilomo6ubIM cuMBOIOM MOrIa GBI CcTaTh 3yOHAS IIeTKA JPYIOro I[BeTa 1 (PopMbl. B To Bpems
KaK CUTYaTHBHO-CBI3aHHBIM C PEATLHBIM IIPEMETOM CUMBOJIOM HOCIYKUIH ObI TIOOHK C
3yOHOU TacTod win 3yOHas HUTh. CUTYyaTHBHO-CBA3AHHBIE CUMBOJIBI TAKIKE MOTYT OBITH
MIPEeJICTaBIEHbI «00bEKTAMU», BHI3HIBAIOIIIUMH ACCOI[UALIMH C TOM HJIH WHOM JeATeIbHOCTHIO
win coObITusaMu (Harmpumep, o6epTra oT ramOyprepa - MoCcelleHre PecTopaHa
«Magmonannc»). B HeKoTOpbIX cuTyaruax 6osee MPAKTUIHBIM OKA3BIBAETCA IPUMEHEHHe
MUHHUATIOPHBIX KOMHH peaIbHbIX 00beKTOB. OIHAKO OYeHb MaIEHBKHE KO TT0"CPABHEHIO
C ABYXMEPHBbIMHU CUMBOJIaMU 6yI[yT C TPyAOM OIIO3HABATHCA JUITAMU C YMCTBEHHBIMU
orpaHnueHusIMH. JacTu 00bEKTOB HUCIIOIL3YIOTCA O0BIUYHO, KOTA PEaIbHbIN IIPEIMET NMeeT
O4eHb OoubIlve pasMepsl U HeyJ00eH /7 IpUMeHeHns B KadecTBe cuMBosia. Hamprmep,
KPBIIIKA OT GYTHUIKH CO CTEKIO0YUCTUTEIEM MOXKET 0003HAYATE «MBITh OKHO». K dacTsam
00BEKTOB TaKiKe [1e1ecoo0pasHo o0palarbes, eciid TpeboBaHue «TaKTHIBHOIO II000H» He
MOJKET OBITH BBIIIOIHEHO B OTHOIIIEHUH MUHUATIOPHBIX KOIIUH PEaTbHBIX 00HEKTOB. Y CIIOBHO
ocsi3aeMble WIH TEKCTYPHbBIE CUMBOJIBI MOTYT ObITE JIOTHUECKU WU MPOU3BOIBHO CBA3AHBI C
peanbHbIM 06BeKTOM. Hanpumep, Kycouek 6apxara CHMBOIM3HUPYET JIOOUMYIO ey.
TakTunbHBIH CUMBOJI «3yOHASA MIETKA» 0603HAYAET BHIPAKEHNE «IHCTUTD 3y0BI»:
KoMMyHHKaTHBHBIE KHOIIKHA

KoMMyHUKATHBHBIE KHOIIKH — 3TO CPEJCTBO aIbTEPHATHBHON KOMMYHHUKALIMHA, KOTOPOE
MOZKET UCIIOIB30BAThCA I eTel B KaYecTBe JOIOIHUTEIBHOTO CPEACTBA OOILEHNUS WK Ke
KaK CPeJICTBA, 3aMEHSIIOIIEero BepOaIbHyo pedb. VIrphbl ¢ KOMMYHUKATUBHBIMY KHOITKAMA
CTHMYJIAPYIOT TOSBIEHNE PEYH U YCKOPSAIOT €€ pa3BuUTHe 061arofapsa BEIIOYEHHIIO
HECKOJBKHX CTUMYJIOB: ayIHATHHOIO0, CIOBECHOTO ¥ BH3YaIHHOTO.

Bo Bpems urp ¢ KOMMYyHUKATHBHBIMU KHOIIKAMH Y PeOSHKA pasBUBAIOTCS BHUMAHUE,
MBIIIIEHNE, TIAMATh U CEHCOPHbBIE STAJIOHBI, YBEIMINBAETCS CAOBAPHBIN 3arac U
KOMMYHUKATHBHAA QyHKIuA peun. Vcroap30BaHue MOMOIHATEILHBIX 3HAKOB B BU/E
MHUKTOTPAMM Ha KHOIIKE CIIOCOOCTBYET Pa3BUTHIO a0CTPAKTHOTO MBIIIITICHUS 1
CHMBOJIMYECKOH [IeATEeTHLHOCTH, TAKHM 00pa30M CIIOCOOCTBYS PA3BUTHIO IOHUMAHUSA PEUH U
TIOABJIEHUIO BepOAIbHOM PeYn.

Ha KoMMyHMKATHBHYIO KHOIIKY MOKHO 3aIIUCAThH CJIOBO, HECKOJIBKO CI0B, pasdy obieit
MIPOIOIIKUTENHHOCTHIO 10 20 CeKyH/. Saliuch BOCIIPOM3BOANTCS HAKATUEM Ha KIABHUIILY.
Hcnonb3oBanue JaHHOTO CpeCcTBa TOCTYIIHO gake AId peOeHKa ¢ TAKEeMbIMU
JIBUTaTEJIbHBIMU HAPYIIIEHUIMHU, TAK KaK PeOeHOK MOKET HAKATh Ha KIABUIILY HE TOJIHKO
PYKO#, HO ¥ IPYTUMH JacTAMHU Tesa (TOJI0BOMH, JIOKTeM, HOrou u ap.). Ha kiraBuiry
PeKoMeHyeT s IPUKPEIUIATh rpaduaeckoe usobpaxenue (gpororpaduio, KApTUHKY,
MUKTOTPaMMY ), CJIOBO WX IIPEJIOJKEeHIE, HILTIOCTPUPYIOIHE COAePKaHre 3aITUCAHHOTO
BBICKA3bIBAHUS.

lypoBeHb PEKOMEHAYeTCH I JeTel, KOTOPBIM HEOOXOAUMO JOHECTH, YTO TAKOe
KOMMYHHUKAIUSA U IS 9ero Hy:KHO 00IIaThCA.

PebGenox nayuwrcs:

* oTBEYATH HA BOIPOCHI cobecemnuuka mpoctbivu ciaoBamu «JA/HET»;

* [IpUBETCTBOBATh cobeceqHuKa (IIPOIIATLCI C HUM);

* IOTOBAPUBATH CKA3KH, ITECHU, CTHUXY,;

* MCIIOIb30BATh KOMMYHHUKATUBHBIE KHOIIKY JJIA OOIIeHUS.

Cy1ecTByeT MHOTO pPa3iIMIHBIX KOMMYHUKATHBHBIX crcTeM. PoauTenn coBMecTHO co
CHEIHAIMCTAMY JIOJKHBI BRIOPATH JI00YIO, TOAXOAIIYI0 UX PEOEHKY CHCTeMY, U
HCIIOJIb30BATH €€ CO 3[[PAaBbIM CMBICIOM, METOJ0JIOTHEH, CTPOTOCTHIO0 1
IOCJIEIOBATEIHHOCTHIO.



TexHnueckne CpejcTBa

Ipad u maanueTsbI

Cerogns nnanmersl 1 iPadbl sBagores
pacrnpocTpaHeHHBIMU HHCTPYMEHTAaMH,
TIPEICTABIAIONINME UHTEPEC AT JTHAEH C
OTPAHUYEHHBIMHA BO3MOKHOCTSIMM, B TOM YKCIIE U I
nrofieit ¢ cuaapoMoM AHrenbMaHda. SIpKun SKpaH, CBeT,
My3bIKa, pasBjieKaTeIbHAS N MHTEPAKTUBHAS CTOPOHA
— BTO BJIEMEHTBI, KOTOPBIE OYIVT MOTHBHPOBATE
HAIIUX [eTeH UCI0Ib30BATh [LIAHIIETHI.

Hocyr

[InaumeTsr 06BIMHO OUEHb HPABATCS JIIOIAM C
CUHIPOMOM AHre/lbMaHa BHE 32BHCHMOCTH OT
Bospacra. OHu MOryT cMOTpeTh (hororpaduu (uro OHE
4acTo J00AT [enaTh), BUAe0, 6e3 ycTami CavInaTh
MYBBIKY, UTPATh CO 3BYKOBBIMHU, CBETOBLIMEE
IPWIOKEHUAMHU 1 MHOTOoe npyroe. Ecre MuOro
OPUIOKEHUH I 03HAKOMJIEHUA C TAKTUILHOM CTOPOHOM TeXHUYIECKOI() CPEICTBA, a
TaKKe JJIT U3yYeHNs ¥ HACTPOUKHN Pa30I0KUPOBKH: IIPUKOCHYTHCS, HPOBECTHU MAlbIeM
U T. .

Oo6pasoBanue

OnmuuM 13 OCHOBHBIX IIPEUMYIIECTB IIAHIIIETA SBISETCA TO, U1 MHOTHE 3HAHUS
CTaHOBSTCA OOCTYIIHbIMHU, TAK KaK UMH Jierde OBJIaJdeTh B MOTUpHOM I/I/I/IJTI/I CeHCOpHOM
IUTaHe. YYUTHIBASA TO, UTO JEP:KAaTh KapaHIall u PUCOBATh OYKBBLI OHM MIPAKTUIECKU He
MOTYT, PHCOBATH OYKBBI HA DKPAHE C IIOMOIIBIO CHEIAATbHEIX [IPHA0KeHIIT-eTaHeT
BO3MOKHBIM JIajKe C IJIOX0H KoopauHaImei pyk. Kpome TOro, T€XHOIOTHA TIO3BOIIET
TpaHC(POPMHUPOBATH KAPAKYJIU B MIPOU3BEeHNE UCKYCCTBA B 3 HiIHEA. Y BROIMINRAIOTCS
BO3MOIKHOCTH 00yueHws (11BeTa, (popMbl, pasMepsl U T. 1.). [IpHio:KeHn MHOKECTRBO,
XOTsI BCE PA3HOTO KauyecTBa. BaskHO, YTOOBI IPUIOKEHNE ObII0 HAWIIHLIM (4TOOBI
3ajaHne ObLIO OYEBUIHBIM U ACHBIM), €10 OOIUHA AU3aiH ObLI IIOHATEH 1 T. 1.
ConuanpbHaA aJanTaua: yIpaBJIeHHe BpeMeHeM (BU3yATbLHOE
IUIAHUPOBAHHUE ), YIIPABJIEHHE MMOBEeAeHUEM (COMUAIBHBIE CIIEHAIIH)
CrpykTypupoBaHHad BU3yaTbHAA MOAMEPIKKA
ABIIAETCS OCHOBHBIM HHCTPYMEHTOM I 00JIeTYeHUsA
TOBCEeHEBHOU JKU3HU, IIEPEXO0/I0B, AT
nH(MOPMUPOBAHUSA O TOM, YTO OyIEeT IPOUCXOAUTH, a
WHOTA U JIJIS YIIPABICHUSI HeKelaTeIbHBIM
ToBeleHHeM. OTH CTPATETHH MOKHO IPUMEHATh Ha
IUTAHIIIeTe: CO3IaHke BU3yaIbHOTO PACIUCAHMUS,
BBIMIOJTHEHUE COIMAIBHBIX CIEHAPHUEB 71T paboThI
HaJ TOBeIeHUEeM, OCIEN0BATEIbHBIX JEUCTBUH I
TIOITEPIKAHIUA HABBIKOB CAMOCTOATEIHHOCTH | T.1.
Kpowme Toro, mmanimier - 570 oueHb 1eHHBIA 00BEKT B
COITUaJIBHOM ILJIaHe, KOTOprfI HHOraa 11o3BoJjadeT
peo0eBaTh 6apbepsl. ' l‘




AnsrTepHaTHBHASA KOMMYHUKAITAA

Haxkomerr, maHmeTs 0CO6EHHO [T0Ie3HbI I MPUI0KEHUH albTePHATHBHOM
KOMMYHHKaITUH.

KoMMmyHuKaImoHHOE IpOrpaMMHOe 06eCIIeYeH e U IPIIOKEHI I03BOIAI0T TOBOPUTD
[IOCPEJICTBOM CHHTe3a peun. Takum 00pasoMm, IIeNKHYB TUKTOTPAMMY CAHKH, MbI
CMOJKeM YCIIBIMAaTh: «§I X049y moKaraThCs HA CAaHKAX» - WX MIEJIKHYB 10 (poTorpaduu
renedona u ororpaduu ero 6abymuirm: «Mbl 3BoHEM 6a0yIIIKE?>»

OTHU CpefCcTBa CBA3K MOKHO YCTAHOBUTH WJIH MCIIOIb30BATH HA IITAHIIETE.

CerojHs ux O4€Hb MHOTO HA PHIHKE, IPHYEM PAa3HOrO KadyecTBO. llena yacrosBnaercs
roKasarejieM KadecTBa, HO He Bcerga! Bor HekoTopble U3 HUX, KOTOPbIE KaKyTCI HAM

0COOEHHO aKTyaJIbHBIMU:

aJlbTepHAaTUBHAsA KOMMYHHUKAaITHUA

urpa

ob6pasoBaHue

Cucrema JI€Ga (Lob) - Brmogaer 60
CHMBOJIOB (HﬂETOl'pﬂMM [
Hanme4YaTaHHbIM IO PHCYHKOM
3HaYEHHEM CJIOB) U3 obacrei
IOBCEIHEBHOIr0 06HUxX0Ia.

ITasnsr s gereit (Bimi Boo
Kids Learning Games) —
BEKJIIOYAET B ce6sl paCKpacKy u
0o0yJaromuii masi.

Yaum nsera (Aramais
Airapetyan) —-Urpsr mias
Aered —cepusa
Pa3sBHBAIOIIUX UIP.

Cucrema Bancca (Bliss) mmm
6IHCCHMBOIMKA - ceMaHTOrpadms:
COTHA KapTHHHBIX HaeorpadeM u
IPOH3BOJILHO BEIGPAHHEBIX CHMBOJIOB,
KOTOpBIE MOIYT HCIIO/IH30BATHCH KaK
CaMOCTOATENBHO, TAK U B

peneIéHHbIX X.

Yuum xuBoTHEIX (Amaya Soft
MChj) - 6 xareropmii:
JKHUBOTHLBIE, HACEKOMbIe,
oBomH, PPYKTHI H T.J.

Toca boca - cepus
o0yJaromux
IPHIOKEHNH Ha
Pas3IMYHbIE TEMATHKA

PECS-cucreMa KOMMYHHKALINH C
IIOMOIIBIO

Tpu kora (DevGame OU) -
MHHH-HIDBI, PAHHEPEI,
MyJbTHKH U BeceJble IIeCeHKH.

dr Panda - cepua
O0y4aIOIHX
IPHIOKEeHUH Ha
Pa3IMIHbIE TEMATHKH

MIND EXPRESS 5 — nporpamma
COIEep:KUAT O6IHPHYIO 6a3y y:xe
xXopouro 3HakoMbIx B Poccun kaprouex

IISKC. IloMuMO roTOBBIX p

Iorpemymka (PassuBaromue
urps! mua gerei — Gennadii
Zakharov) — npocroe s
HOHHMAaHHA PeGeHKOM 1

CTPaHMII, IEeJATOTH IOy aloT
IpeKpacHoe CPEICTBO JJIS CO3XaHUA
KapTOoYeK /I 3aHATHH.

YBI €eIbHOE PA3BH
TIPHIIOKEHHe.

Kueoii yroaok (Fox
and Sheep GmbH) -
HHTEPAKTHBHAA
KHHIKKA C KApTHHKaMH.

IIO0 Grid 3 - onep:kuT 7 pasnesos ¢
Pa3IMIHBIM KOHTEHTOM: /LA
CHMBOJIEHOTO H TEKCTOBOI'O

ua pB’K'RI/I ne
HMHTEPaKTUBHBIE IPHIOKEHN,
OPHIOKEHHA I yIPABIeHHA
YCTpPOHCTBaMH, A1 yIPABICHUA
KOMIBIOTEPOM C AUTPEKEPOM H
KHOIIKOH-IIePeKII09aTeIeM.

Baro-Baii: 6ebIil HIyM, 3ByKH
NPHPOABI /1A XOPOLIETO CHA
(Parents2ParentsApps) —
yCIOKaHBalomue 3ByKH
HOPHPOABI H 6eJI0ro IIyMa.

PepiBath (Pepi Play)-
poJeBas urpa, Koropas
IOMOKeT
03HAKOMHTECH C
THTHEeHOH




Toca Band (Toca Boca
AB) - urpa co 3ByKaMH,

Hrpa Coprep (Gennadii
re MOKHO CO3JaTh

Zaharov) - conocrasiaeM u

JABtalk (Toabko gaa Android)-

GecuIaTHOE IPHUIOKEHHE Ha PYCCKOM COpTHpYeM 06'bEeKTEI OHEM

A3bIKE KacaHueM. COGCTBEHHYIO TPYIIILY.
JleTckne UrphI AJd geTei Pucosankal -

LetMeTalk (ni1a Android u iPad)- nasasl 3 (Victoriya Tumanova) NPWIOKEHUE IJIs

YAOGHBIN X HHTYHTHBHO NOHATHBIH HIpa IOMOXKeT peGeHKy PHCOBaHHA H
uHTepdeiic, CHokoHHad NBeDBAA Pa3sBHBATH MbBINLICHUE. packpamuBaHusA
BHPTYAIbHBIMHA
KapaHxanmaMun

ramma.
Y4yum nsera Beceso!
(Aramais Ayrapetyan)

JKuBoTHBIE U UTrPHI AJA
— BeceJioe U JIeTKoe

MaJbIHIein pasBuBaIue

T'oBopu Momx4ga- (ana Android u iPad)-
xommyHukarop ot Indigo Kids (MagisterApp)
oOpasoBaTeJabHAdA U o0yJeHue mBETaAM.
CTHMYJIHpPYIOIIAd UIpPa,

IIOMOIIBI0 KOTOPOH peGeHOoK
CMOKeT O3HAKOMHUTHLCHA, KaK
IIPOXOJMT KH3Hb Ha pepMme.

Hrpsl aiasa Mmajabiniei u gerei Smart Grow (Smart
nasasl (Bimi Boo Learning Grou 000)-
Games) - pasBuUTHE MEJIKOR oGpa3oBaTeabHAd IpPa

AJIA KeTeH

AyTH3M: OGIIIEHHE - peIeBOH
KOMMYHHKATOP, KOTOPBIH IIO3BOJIAET
06IaThCA JETAM ¢ HApyIIeHUAMHA
peda 1 NOJTHOCTBIO HeBepﬁaJII)HI)IM
JeTAM.

MOTOPHKH U MBINIJI€HU

Cut the rope (ZeptoLab
UK Limited) -co6pars

Toddler Tapping Zoo- saTo
30JI0THIE 3BE3bI

IIPHIOKEHHuEe pasindarb 3ByKH
M acConuupoBaTh UX C

Kommynukarop /IAP- umeer 6asoBbie
KapTOYKH ¥ €CTh BO3MOKHOCTH
Hu300paKeHuAMHA

A00aBHUTH CBOH

DUKCHKH - CEepH,
o6yJaromux
OPUIOKEHHN HA

Moii roBopsamuii Tom 2 (Outfit7
Pa3aHYHbIe TEMAaTHKHA

Limited) - BupTyansHbIH
nuToMeIy

OH-j1alilH KOMMYHHKATOP- 6€CIIaTHBINA

KOMMYHHKATOP C PACIIHPEHHOR

(GYHKIHOHATHHOCTHIO, JOCTYIHBINA HA
JleTckoe muaHAHO

KOMIbIOTEPAX M ILUIAHIIETAX.
Mu-mu-mumkn: Hacroamui
urpsl (Bimi Boo Kids

npyr (Interactive Moolt DTv)-
BBIPACTH COGCTBEHHOTO MEMH- learning)-
My3BIKAJIbHAA UTPa IJIA
merem.

MHUIIKY

Ayrnzm KommyHHKaTOp- HE Ha BCEX
YCTPOMCTBAX 3aIlyCKaeTcs, XOTA 0
3aABJIE€HHBIM IIapaMeTPaM yCTPOHCTBO

momnamaer .

IlepBoucrounux ITepBorcrounuk https:/www.angelman-afsa.org



IIpnno:xenns njasa cmaprdoHoB u mwianmeToB «Kommyaurkarop [IAP»
«Kommynurarop JJAP» paspaboran 6eI0pyCCKUMU CIIEIUATUCTAMU I JeTer 1
B3POCIBIX € ayTH3MoM. JlaHHOe IporpaMMHOe 06ecIieueHre UCII0Ab3yeT
aJIbTePHATHBHBINA CII0CO0 KOMMYHHUKAI[UN HA OCHOBE KAPTHUHOK, B PE3YJIbTATE Yero. JasKe
HETOBOPSIIHE JIIOIN MOTYT BBIPA3UTH CBOH JKEJIAHWS, [IOHATH, YEr0 OT HUX JKIYT,
PasBHUBATH PEYb U YCIIEIIHO B3aNMOEMCTBOBATE C APYTUMU JIIOAbME. [Ipuioxenue
IT03BOJISET UCIIOIb30BATh IS O0ILIEeHHs TpaduuecKue CUMBOJIBI (KAPTHHKY), IIOHATHBIE
mobomy denoBeky. Kammoe nusobpaskenue o003HaYaeT KaKoe-aub0 moHsaTHe (9MOIIHH,
IBUWKEHUS U T.JI.) U UMEEeT Tr0JI0COBOe CompoBokaenue. «Kommyrnrarop J[APs>momxHO
HCIIOJIb30BATh AETAM, HAYMHAS ¢ TPEX-4eThIpEx yeT. Jlocrynen aisa cucrembl Android.
IIpuno:xenue «IloiMmu MmeHsI»

Puc. 38, eRKowaviusamop JAP»

HpHnomeHHe "HOI/IMI/I MeHA" ABJIAETCA UCKYCCTBEHHBIM 3aMEHUTEIEM PEeYH I

14 HETOBOPSAIIUX JIIOJeH UIH JJII TeX, Ybd PeYb MaJIo
moHsaTHA OKpyxaniuM. C MOMOIIBI0 03ByYeHHBIX
¥ BBIPA3UTEJIbHBIX MHKTOTPAMM HE TOJIbKO JETH,
HO ¥ B3POCJIbIE, I10 PA3HBIM TIPHYWHAM JIUIIEHHBIE
€CTEeCTBEHHOH PeYH, CMOTYT CTATh MOHATHIME B
BBIPQJKEHUY CBOUX IIOTPEOHOCTEM U JKeIaHIH.
[TukrorpaMmsbI 03By4eHBI IPO¢eCCHOHATBHBIM

oBuenme i
o ' ’ d mukropoM. [IpenHasHavYeH 11 UCIIOIb30BAHNS. B
‘@ ‘aj’ & TAKUX CIIyJasx, KaK: ananus, adasvs; aHapTPud,

ayrusm, JJIII, cuagpom Jaysa, nHCYyIBT T AP.

nocyr onemaa | ywea |
Py '3 ' MosxHO UCIIOIB30BATH IOYTH HA JTIOOBIX
“ cmaprdonax. «Pecs» g nmaniiera u cMapTgoHa
{ / )’ L J Ha Android u iPad. Kaprouku «pecs» Ha
(“won nanwTpa ) (“Mon (won ) ILUTAHIIIETe OYEeHb YI00HBIE B UCIIOIh30BAHUN TEM
6oiee, 4TO COBPEMEHHBIE YCTPOHCTBA PEATHPYIOT
Ha JeHUCTBUE II0JIb30BATENI IIPAKTUIECKH

MTHOBEHHO, & CAMU TPUIOKEHHS OTINIAIOTCS
HEBEPOSATHOM (PyHKIMOHAIBHOCTHIO M Y{0OCTBOM
uHTeperica.

Puc 39. Ipunosicenue «llotimu mernay



Hpuiaoxenne «LetMeTall

IIpeumyiecrsa:

1.Y106HbBIA ¥ MHTYUTHUBHO IIOHATHBIA UHTEP(QEC, CIIOKOMHA
IIBeTOBasA ramMma.

2.Basa maunerx, Brmogaromasn 6omee 9000 kauecTBEHHBIX
M300pAKEHUH, PA3MEIeHHBIX 110 KATETOPHAM.
3.Pyccroasbranas ronocoBas MOAMeP:KKa (03ByIUBaHUE) KAK
OTHETHHBIX N300paKEHUH, TAK U COCTABIEHHOTO IIPEIJIOKEHH.
4.B03MO:KXHOCTH CO31aBaTh U PEJAKTHPOBATH KATETOPHH, & TAKIKE
YAQIATH HEHYKHBIE.

5.B0o3MOKHOCTD MEHATH MECTAMH KaTerOpHUU W KAPTUHKH, YTO
obJIerdaeT UCIoIb30BaHue IpuaokeHus pederkxom ¢ SI1P.

6.BosMoskHOCTD 3aXBaTHIBATD M300PAIKEHUA C KAMEPHI YCTPOMCTBA - . -

¥ 100aBIATH U3 rajiepey IUIAHIIeTa Wik cMapTOHA. - -

7. Ilopmepsxka PyCCKOTO 3BIKA: TOJIOCOBOE O3BYUMBAHUE —
CHHTE3aTOPOM PEeYH IOIIHCEH Ha PYCCKOM A3bIKe, IIOMCK Ha

PYCCKOM SI3BbIKE KApPTOYEK pecs B 6ase MPUIOKEHUS. Puc. 41. Mpui@ieiiue «LetMeTalky
ITpunosxkenne «JABtalk»

IIpenmyecrsa:

1.¥no6uas maBuramus, MHTyUTHEHO TTOHATHAS A/
pebenxka.

2.CocTaBeHne IpeaIoxKe i 13 OTIeIbHbIX CI0B.
3.B03MOKHOCTD 3arpysKamh KADTUHKA U3 TAJepen
BAIlIETO YCTPOHUCTRA, NENATE QPOTO ¢ RAMEPE]
YCTPOMCTBA, a TaKiKe 3aIpyKaTh H300paKeHUA U3
HurepHera HANPAMYIO] He BRIXOIA U3 IPOTPAMMEL.
4.B03MOKHOCTD 03BYUHBAHISI KAPTHHOK (3aIIUCh
COOCTBEHHBIX ay/H0 CJIOB.CIIOMOIIIHI0 MUKPOdOHA
WJIH aBTOMATHYIECKOro JOPMATHPOBAHNSA TEKCTA B
peusn).

5.I'pynmupoBKa C/I0B [0 KATErOPHUAM, BOSMOKHOCTD CO3JIABATH U yAAMATE RATETOPIT.
6.Bo3MoskHOCTD MEHATH pasMepsl KAPTHUHOK, a TAKKe 3aJaBaTh PasandHble PA3MephI I
SKpaHa B MOJIOKEHUH JAHIIAMT U IOPTPET.

7.Hanuuue o6paTHO# cBA3H — BUODAIUH [IPY IPUKOCHOBEHUH K CIIOBY HIIH KATETORUY.
8.ITomHOSKpPaHHBIH PEKUM, KOTOPBIHA HE JaeT PeOeHKY 3aKPhITh IPUI0KEHNE.

9.PesepBHOE KOIIPOBaHNE U BOCCTAHOBIIEHUE [AHHBIX.

IIpuiao:xkenne «'opopu Momua»

IIpeumyecrsa:

1. Yno6ubIit uaTEpdEiic, HECKOIBKO BAPUAHTOB IIBETOBBIX CXEM. |
2. KauecrBeHnHoe 03ByurnBaHue (PyCCKUM, AHTTIUACKUN). ' ;
3. Bo3MOKHOCTD 106ABIATH CBOM COOCTBEHHBIE CI0BA U Sl 8.5 @’ ot
03BYyYHMBATDb UX CAMOCTOATEIbHO, UCIIOIb3YSI MUKPO(OH.
4. B mpuno:xenuun ectb 6a3osbie KapTuuku PECS.

5. Bo3MOMHOCTE OTIIPABIATE HaBpaHHOE IIPEIOKEHHE II0 @E R
cvc u iMessage. ‘

Pac. 40, Moo «JABwlks

6. Brictpoe dhopMupoBaHue IpenIOKEeHUH U3 TOAO0PKU
CaMbIX PACIPOCTPAHEHHBIX.

[ e —



Hexoropebie neTH He BOCIPHHUMAIOT
IUIAHIIET KaK 00y4aiollee CPenCcTBO.
Jl7151 HEKOTOPBIX TeTel IUIaHIIeT
aCCOIUUPYETCS C MyJIBTHKAMU U
urpamu. B Takom ciyuae MOKHO
HCIIO0JIb30BATh CHEIUAIbHbBIE
KOMMYHUKATOPBL AJIS OOIIEHNUA.
Kommynukrarop «['oyToxk-9»
(«GoTalk-9») — BcmomorarensHoe
TEXHUYECKOE CPEICTBO KOMMYHUKAIINN
C peueBbIM BBIBOZOM, KOTOPOE
Oaromapa He3HAYUTEIHFHOMY BECYy U
BCTPOEHHOH PYYKE MOKHO HOCHUTD €
CO001i.

Puc. 33. Kommynuxamop «loyTox-9» («GoTalk-9») B Hem uMmeercsa 9 moneit, 7 13 KOTOPHIX

MOJKHO 3aHUMATH COODIIEHUIMA

MPOJIOJIKUTENBHOCTRIO He Oosiee 8 ¢. CooOIIeHns I IBYX OCTAIBHBIX ITQJIEH MOTYT
HMMETH IIPOJI0JLKUTENBHOCTD 10 15 . Biarogaps Hammuuio yeTbipex JpPoBHEH, B
KOTOPBIX MOKHO COXPAHATDH BHICKA3hIBAHUSA, B PACIIOPIKEHIH II0Ib30BATEIIS HMEETCs
36 coobIreHnit 00111el MPOIOIKUTEILHOCTHI0 6 MUH. ' pOMKOCTS 3ByIaHM
peryimupyercs KJIABHIIAMU CO CTPEIKAMHU HA HUKHEH KPOMKe KOMMYHHKATOPA.
Kaprourka-sacraBka ¢ u3obpaeHHeM IIOJIEH BCTABIAETCA IO BAIIUTHYO PEIIETKY
c6OKy. 3anuch COOOLIEHN IPOU3BOAUTCA Yepe3 BCTPOSHHBIA MUKPO(OH. JTU CBOUCTBA
pubopa MO3BOJIAIT aIalTHPOBATh BhICKasbiBauus «['0yToK-9» K MHAMBHUIYaIbHBIM
moTpebHOCTIM MoJb30BaTesa. biarogaps mpocToTe KOHCTPYRIIAH-IIPHOOP-He3aMeHHM
IUIST JTIIOMIEH, IIPHOOPETAIOIIUX CBOM IIePBBIM OIBIT PabOThI ¢ MOAOOHBIME YCTPOMCTBAMHU.
Kommymukarop «MuuTokep» («MinTalker») — BcrmoMoraTensbHoe TEXHUIECKOE
CPeICTBO KOMMYHHUKAIIUH C [IU(PPOBLIM PEYEBHIM BHIBOIOM U CEHCOPHBIM I[BETHBIM
nuciieeM. Hapsany ¢ mpsaMbiM BEIGOPOM — HAIpUMED, IOCPEACTBOM KaCcaHUA HYKHOTO
I10JIs1, CYL[eCTBYET BO3MOKHOCTb KOCBEHHOTO BhIOOpA — HAIIPHMED, € IIOMOIIIBIO
MIO[[COEAMHEHUS OJHOM WJIH IBYX KJIABWUII JJIsI OJHOKIABUIIHOTO WU ABYXKJIABHUIIHOIO
crkaHupoBaHusa. Kpome 9Toro, BO3MOKHO IIOACOETUHEHNE AHAIIOTOBOTO IFKOUCTUKA.

‘!I.ﬁ lmbmur
=.-.I.~ Blsle
blomw|

Puc. 34. Kovmynurkamop «MunToxep»



Oo0yuenne
Jltomu ¢ cuagpoMomM AHrenbMaHa IIPOSBITIOT
crIoco6HOCTH K 00y4eHHI0, KOTOPhIE MOTYT Pa3BUBATHCA HA
MIPOTSKeHUH Beew skusuu. MM meobxommma
KOPPEKI[MOHHAS IIeJJarOrMKa, IT03BOJIAIONIAT UM Pa3BUBaTh
10 MAKCHUMYMY CBOY HABBIKW. [IprHMMAs BO BHUMAHME
[aTOJIOTHIO, TUYHOCTh KAKIOT0 YEIOBEKa, a TaKiKe
OKPYKAIOIIYIO CPEeAy, ClIeLyeT 3a4aTh 3 BOIpOCca:
Yuurhbes:
-JI7ISI Yero u yemy?
-KaK?
-korza?
Yaurbscd I 9ero U 4emMy:
-Jlyis1 pasBUTHS CAMOCTOSITESTLHOCTH B OIPEIeIeHHbIX c(pepax IMOBCEIHEBHOM KI3H,
-Jlyis1 oOIIeHusI.
-J71s1 pasBUTHA MHTE/UIEKTYAIBHBIX CIIOCOOHOCTEH.
-Jloist yuacTvsi B OOIIIECTBEHHOM KU3HHL.
O6yuerme yarie BCEro OCYIIECTBISETCA B CPEIHECPOUHOM, 8 MHOTA ¥ IOJITOCPOYHOM
niepcnexTrse. | eficTBUTENIBHO, BCe TPY/IHOCTH, CBI3AHHbBIE C CHHIPOMOM 1 OCOOEHHO C
YMCTBEHHOM OTCTAJIOCTHIO, TPeOYIOT TIOBTOPEHMS 1 IIOBTOPEHS €Ill¢ Pas Jijisi-Toro; YTO0kI
[IPUMEHATD B JKU3HHU TO, YTO BBIYYEHO.
Taxmv 06paszoM, HEOGXOIHUMO PACCTABUTE IIPHOPUTETHI B OTHOLIEHWN 3HAHMIM, TI0JI€3HBIX B
TeKyIed u Oymyimest xusau. OrpenereHre moIyYeHvs IPHOPUTETHRIX 3HAHMH I03BOJISET He
PACIBUIATECI ¥ KOHKPETH3UPOBATh TO, HAZL YeM PeGEHKY Hy:KHO paborarh B JAHHBIA MOMEHT
passurus. o Mepe B3pocierus pebeHKa HOBBIE I1eJTH IOSIBIIIOTCA WK BIMCHIBAIOTCA B
IIPOJIOJKEHKE CTAPDIX.
Bor Heckombko TprMepos:

TleticTBUA B CHEPE . Timimam namen

6 * 3amoMUHATD JKECTBI
(0] HleHHﬁ *IIpocuTs, pac&assiBaTh, KOMMEHTHPOBATE,

CTBA A

kommyrukanun (CAA)
* BoickasaTs cBoe MHeHHE

o *OpeBarbea 1 pasueBaTbea
Heiicreus B FMonssosansen ryaterou
.~ *CamMOoCTOATENbHO ~ KyWIaTh, TOIB30BATHC
TTOBCEHEBHOM MUBHH frononun . npusopas,  mocysod -
5IEKTPOGBITOBON TEXHUKON
. K Ha
* Kararbes Ha IByXKOJIECHOM BeIOCHIIENE
* BhiiepskaTh IMHHBL Iy Th HA MAUIMHE

«#Knars cBoeit ouepenu
COHHaJILHaH HKHU3HD  .Vicnonsosars conHanbHbIe HKECTh]
(3npascrByiiTe, cnacu6o ...)
* Ciymars yCTHbIE KOMAaH/bI
* Urpare B IPOCTHIE HACTOJBHbIE MIPHI ¢
SPaThAMH H CeCTpaMu
* XomuTh B KHHO
* Kymars B pecropane
* 3aHMMaThCA ANANTHBHBIM CIIOPTOM HIF
x0661
« Jlerars Ha camosere, e3UTh HA H0E31IE

* “Unrars” pacmopaok gHI
W HTENTEKTYAIBHBIE | Copmmposam memerme sareropusms

* Cobupars J10rayecKue Urpbl/nasibl

CII0COOHOCTH - Vonanars namcante cvoero nem

¢ Caywmars ckasku

* Cobuparb KOHCTPYKTOPBI

* CobmioaTs NpaBmIa Hrphl

d KOHCTP_YHPOBBT!: H COCTaBJIATH B yMe



Kaxk yunts?

Jlropu ¢ CA HEKOTOPHIM HABBIKAM YyYATCS CAMOCTOATENHHO, €3 BMEIaTellbCTBA TPETheM
CTOPOHBI, UCIIOIB3YS CBOU CHJIBHBIE CTOPOHBL: HAOIOAATEIbHOCTD, OTCPOYEHHOE
opaskaHue 1 yrnoperso. UTo Kacaercs OCTAIbHBIX 3HAHUH, TPOOJIEMBI 1 YMCTBEHHBIE
Bo3MoKHOCTH Jofeii ¢ CA He I03BOJAIOT UM YUUTHCA O0BIMHBIM CIIOCOO0M, HO OHU MOTYT
yuutbeda "uHaue'.

Peus uzmer o ToM, 4TOOBI [ATH UM BO3MOKHOCTD IIOIPaKaTh, IOHUMATh, MHTETPUPOBATh,
3aIIOMUHATH U WCIIOJIb30BATh TO, YTO OHU Y3HAIH B 00bIMHOM :Ku3HU. Takum o06pasom,
JIIO/IM TTOJIyYAIOT JOCTYII K MHOTMM 3HAHUSM, €CJIU UX HAIPABIIATH, COIPOBOKIATE. 1
ooIPsATh. [IpoheccroHanbr ¥ ceMbH UCIOAb3YIOT AMANTHPOBAHHYIO IICHX0JIOTO-
[1eAaTOTUIECKYI0 METOAMKY U CTPATETHIO.

Jls1 KamKIoro W3 HAC JIerde YUUThCA, KOTIa Mbl UCIBITHIBAEM YIOBOJILCTBUE, KOTIA
YCHJIUSI COM3MEPHUMBI C HAIITUMHU BO3MOYKHOCTSMU. ¥ CIIeX TPUHOCHT YI0BIETBOPEHUE.
Taxum o6pasom, uem obyuernue OyaeT 6ojiee TOYHBIM, eJIeHATTPABAEHHBIM U
aIanTUPOBAHHBIM K MOTPEOHOCTAM, OyIeT YUUTHIBATH TPYAHOCTH U CIIOCOOHOCTH
pebénka, Tem Gombliiie OyaeT ycrexa.

O6yuenrie caMoCTOSTEILHOCTH TpedyeT MoTuBauu. Poquressam jierde moHATH
MOTHBAITHIO CBOETO PEGEHKA, CO00IAas O CBOMX HAOMIOIEHUIX TPO¢)eCCHOHATIAM.
Hexoropblie Texauueckre cpezcrsa 06/1erdarT 00yd4eHne caMoCTOATEIbHOCTH.,
CaMoCTOATENbHOCTD B IPUHATHH MUIIY MOKET 00JEerYUTh IJI HEKOTOPBIX Tapeika,
KOTOpPAas KPEIUTCA K CTOJLY IIPUCOCKOM - YCHUIIUSA COCPEAOTOUEHBI HA CIEAYIOMUX 3a1aYax:
HAIIOJHUTH JIOKKY TIHINEH U IOJHECTH ee KO PTy, HO 6e3 HeOOXOMMMOCTH Jep:KaTh
TapeIKy.

Heob6x01M0 perysisipHO aKTyalnsupoBaTh HABBIKK CAMOOOCTYKMBAHUSA B IIOBCEHEBHON
IeATEILHOCTH JJIS TOTO, YTOOBI CPEICTBA, IPUMEHAEMbIE POAUTEIIMHU U WICHAMHI
00pasoBaTebHOM KOMAH/IbI, ObLIN aJalTHPOBAHBI K CTAIUAM PA3BUTHA, KOTOPbHIE
MIPOXOUT YEJIOBEK.

B rimobanbHOM 1uTaHe J0CTYI K 00y4eHU0 00/I1erdaeTcs, ecim:

-OnpepenenHoe 00yJeHne COM3MEPUMO C BO3MOKHOCTSIMU Y€I0BEKA.

-Ucnonbsyioresa nemoncrpanuu. [leru ¢ CA m064T 6BITH ¢ IPYTAME, MHOLO. HAOIIOAAI0T
¥ MOTYT IMHUTHPOBATh (B OCHOBHOM OTCpOYeHHAas umuranus). Ouupasch Ha 9TH 3HAHW,
MBI Oy/IeM OT[aBaTh MPEAIIOYTeHNE IEMOHCTPAIIUN U YIUTh UX KOHKPETHO, “Kak
Ienarn”’.

-3amaua, KOTOPYIO HEOOXOIUMO BBIIIOJIHUTD, IIOBTOPAETCA B KOPOTKHIA CpoK. B KauecTse
[puMepa Hay4YHUTeCh IOAHOCHUTD JIOKKY KO pry. PebeHok Oymer mooupes 601bIMHHETBOM
JKeIaeMbIX OJIFO/l He /IS TOTO, YTOOBI HAYYUTHCS €CTh II0JHOCTHI0 CAMOCTOATENBHO, & IJIst
TOTO, YTOGBI TOJBKO ITOJHECTH JIOKKY KO PTY IOC/IEeIHIe 5 CAHTUMETPOB.

-PebeHKka compoBoKIAI0T HA KAKIOM M3 9TAIOB, B PA3HBIX 00/IACTAX, YTOOBI BEIABATE U
MOAJIeP/KAaTh HOBBIE IIPOABJIEHHUs, YTO0BI 3AKPEIIUTh X U IIPeo0pasoBaTh UX B HABBIKH.
-O6BI4HO eTH JIETKO 3aIIOMUHAIOT BU3YAJIBHO, OHU JI00SIT PACCMATPHUBATE JIIOAEH,
obcTaHoBKy, pororpadun, nsobpaskeHusn. PassuBaTh 5Ty ClI0COOHOCTD, HAYUYUTD
CMOTPEeTh BHUMATEIbHEE CIIOCOOCTBYET MCIIOIb30BAHUIO BU3YAIbHBIX CPEICTB OOIIeHN,
a TakKe [MO3BOJIUT UM HAYIUTHCH HAOIIOIATh, CDABHUBATH, PACCYIKAATh.
-AKIeHTHPYiTe BHUMAHUE, KOTIa y pebEHKa uT0o-T0 moaydaercs. Pamyiitecsh ycmexy
pebenka, 5To MObY:KIAET ero K MpooKeHno o0ydenns. Takum 00pasoM, TOBBIITAETCA
YBEPEHHOCTH B cebe U Jierde IMOAIeP/KUBATD :KeJIaHUe YTO-TO JAeJaTh U YIUTHCH.



-O0y4eHre 0CyIIeCTBIAAETCS IOCIEI0BATEIBHO, YTO I03BOJISET U3MEPSITH IIPOTPECC
pebeHKa, TOAPOCTKA UM B3POCIIOTO.

-TIlemaroruueckwuii mporpecc HaYUHAETCS TPOGQECCHOHATIAMH U TIOIEP/KUBAETC CEMbEH.
-Huuero Bokpyr He JO/KHO OTBIIEKATh, Pa3apakaTh, YTOOBI CII0COOCTBOBATD JIyUIIIEMY
BHUMAHUIO.

-PaszmecTuth pe6énKka HaO TaK, YTOOBI YMEHBIIIUTD ABUTATEIHHYI0 AKTHBHOCTD.
-Marepuasnbl 1 Urpsl 0GHOBIIAIOTCS, YTOOBI HE HOIMYCTUTh CKYKH BO BpeMsi 00yJeHUs.
-BBomarcsa putyasnsl, :KU3HEHHBIE TPUBBIUKH, YTO CIIOCOOCTBYET IIOBTOPEHUIO TEKYIIIHX
HABBIKOB U 3aKPEILIEHUIO JOCTUTHYTHIX.

-HOBbIe TEeXHOJIOTHUHY, TaKHe KaK HHTEePaKTUBHbIE JOCKH, IIJIAHIIIEeThbI, KOMIIBIOTEPbI UJIN
cMapTQOHBI UCIIOIb3YIOTCI B KAYECTBE PEAbHOT0 yueOHOTO ITOCO6Hs (IIPOrpaMMHOe
obecrreueHune 1 IPWIOKEHNUS MHOTOYNCIEHHBI, U UX HYKHO 0TOODPATH).

-IIpumeHsaTH TO, 9YTO GHLIO U3YYEHO IOMA, BHE I0MAa, B PECTOPAHE H T.]I., ABJISETCS
obst3arenpHbIM. B KauecTBe mpuMepa: HAKIEHTh BRIOpAHHBIE TUKTOTPAMMBI Ha
OTKPBITKY, YTOOBI PACCKA3aTh O CBOEM OTILyCKe, CBOei OalyIirke, a 3aTeM IOIIACATS,
HAKJIEUB APJIBIK ee MeHH. [[puMeHeHe B IOBCEHEBHOM KU3HY TAET PEATBHBIN
CMBICJI YU€OHBIM CHTYALHSIM.

Korga yaurs?

Msz1 yunmces B mo6om Bospacre! Kpome Toro, sHanwus, moxydaembie pEOEHKOM, MOTYT
OBbITH IPUMEHEHBI UM CPa3y, WX MHOTO TI033Ke, WIH Jaje MHOLDO JIET CIIyCTs, YTO
IOJKHO CTUMYJIMPOBATH HAC ObITH YIIOPHBIMY U PEIIUTEILHBIMA, Barisan B Oyayiiee ¢
PaAHHETO JIeTCTBA MT03BOJISET OPUEHTUPOBATHCS Ha OCHOBHBIE BHAHWS, TIOJIE3HBIE B
JKUSHHU.

U moTom, ecTb :KU3HB, OKPYIKAIOIIUE, OIArONpPUATHbIE CIyYan, BCTPEYH, KOTOPbhIe
IIO3BOJIAIOT JOCTHUYb HEOKHNJaHHbIX YCIIeX0B (HaHpI/IMep: Hay4YHUTHCA UCIIOJIB30BaTh
iPod, HayunThCs HCIIONB30BATH HOBYIO KodheBapKy). CoxpaHsasa 3apaBblii CMBICT U
MIOJICTPAUBASCH TIOJ] PUTM KAMKIOTO, MBI MOKEM MIPEICTABUTD JMOCTHKUMBbIEC 3SHAHMUI,
OnHaKo WHOTA yBEJIHUYEHHE YUCIA 3aHATHH MOXKeT ObITh KOHTPIPOLYKTUBHBIM. T04HO
TakK e OTCyTCTBHE CTUMYJIOB U aJICKBATHBIX HpeﬂJIO?KeHI/Iﬁ nHOorAa IIpUuBOIAAT K CKYKEe,
MACCUBHOCTHY U TAK HA3BIBAEMOMY «HeaJeKBaTHOMY» mnoBenenuto. ObIree cocrosHue
pebeHka Taksxe caeLyeT yIUThIBATh, YTOOBI He TPeGOBATh OT HEr0 3aHUMATHCS TOT/A,
KOT[a OH yCTAaJI WU MCIIBIThIBAET 60Jb. [IpOIo/KHTEIPHOCTS CEaAHCOB TAKIKe JT0JKHA
YUHUTBIBATH €T0 CIIOCOOHOCTH K KOHIIEHTPAIlMK BHUMAHU: 30-MUHYTHOE 3aHATHE,
BO3MOKHO, OyZIeT CIIUIIKOM JOJTUM U TOoTpedyer aganranuu (4epeoBanue pabounx
HABBIKOB, IPEJIOKEHHUE IEPEPHIBOB).

Taxum 06pasom, JOKHA YIUTHIBATHCI U PErYJISIPHO [I€PEeCMaTPUBATHCA B PA3IUIHBIE
[IEPUOIBI JKU3HHU I1€JI0CTHOCTD COIPOBOKAeHU. J[aBaiiTe 1aquM UM BO3MOMKHOCTE
yAuBUTH Hac!




Y4e6HO-IICHX0/IOTHIECKAs IIOIIEPKKA

Heo0ObraHoOE nmoBegeHue

Bam pe6eHok 4acTo HAXOAUTCA B XOPOIIIEM HACTPOEHUH U YaCTO [IPHUBJIEKAET Balle
BHHUMAaHNE KaCaHueM NN BOKaJIPI3aI_II/IefI. O]_'[HaKO Y HEero MoryT 6I)ITI:) HEOXHNIaHHbIC
MIPUCTYIIBI CMEXA, HWJIM OH OBICTPO IIEPEXOJUT OT CIIOKONHOTO COCTOSHUSA K CHIIHHOMY
Bo30y:xmennio. OH a00UT 06II[aTHCH, HO €My O4YeHb TPYIHO CTPOUTH UTPY U UTPATh
camMocToATeNbHO. UTOOBI TOMOYb €My PEryJIUpPOBATH CBOU SMOIIAHA W PA3BUBATHCS
CaMOCTOATE/IbHO, IICUXO0JIOT U Ilefaror IroMoryT BaM TPaKTOBaTh HeEOIIpaBJaHHbIE
IeHCTBUA BalIero pe6eHKa U BBECTH B HCIIOJIb30BAHUE CPECTBA IS PELIeHUT 9TOH
IpO6IEMBI.

Bo usbexanve HeaqeKBATHOIO MOBEIEHHUI HEOOXOIUMO YIelaTh BHUMAHNE CPeACTBaM
KOMMYHHUKAIIUH, 6JIaT0yCTPONCTBY OKpY:KalolIel cpenbl, paboTe ¢ SMOIIUAME U
CTUMYJaM, IIpeajaraeMbIM Ha IIPOTAKECHUN BCEU JKU3HU.

Apyrue crioco6b1 00yIeHH s

Ber mognep:xuBaere u obyuaere Bamrero pebeHka, 9T06bI OH MOT JKUTH KaK MOKHO 0oiree
ITOJIHOIIEHHO ceiuac, a TakKe KOrJa OH CTAHeT ITOJPOCTKOM, B3POCIAbIM. EromyTs 6yner
yHUKAIbHBIM. Eciu 3arimaHyTh B Oyayiiee cefuac, 9T0 I03BOJIUT CHOKYCAPOBATHCI HA
OCHOBHbBIX 3HAHUSX, KOTOPbIE IPUTOIATCI €My B JKH3HH.

AnanTupoBaHHad IefaroruKa MOCTEIIEHHO IT03BOJIUT €My JIerde YUUThCH:

-O061maThCs m0-APYroMy, UCIIOIb3Ys TEXHUKU AJbTEPHATHBHOM @ JOIIOJIHUTEIHHON
rommynukamuu - CAA miu mo-pyccku AJIK.

-Kak moxHO 6osiee HE3aBUCHMO BBINOJIHATH OIPeNeIeHHbIe AEHCTBHI II0BCeTHEBHOMN
sKU3HU (€CTh, 0JI€BAThCS, YIACTBOBATD B IIOBCEHEBHBIX eax | T.1.).

-CobmofiaTh ompeieieHHbIe COITUATbHBIE TpaBuia (yMeTh K /IaTh, 6;IaroJapuTh U T.J1.).
-I/ICHOJII)SOBaTI) U pasBUBaAThb CBOU HHTEJIJIEKTYaJIbHbIE CHOCO6HOCTH B PA3IUYHBIX
o0J1acTaAX, OIUPAACh Ha X CHJIbHBIE CTOPOHBI (3pUTENbHAS ITAMATh, CIIOCOOHOCTH
VMHUTHPOBATH U T.JI.).

Ormpenenenvie IPUOPUTETHBIX 3HAHUM (TO €CTh UMEIOIAX CMBIC B JKU3HU BAIIIETO
pebeHKa) Takxe MOMOKET u30e:KaTh PACCETHHOCTH U YHBIHUS Pe0eHRa, POIAUTEN 1
npodeccroHasia B MOJIb3y MOJOKATEIBHON TUHAMUKHA.

TpynHOCTH ¥ yMCTBEHHAs OTCTAJIOCTD JeTe ¢ CHHAPOMOM AHreabMaHa He II03BOJISIOT
UM YYIHTBCS 10 «O0BIMHOMY» IIyTH, HO PeOEHOK MOKET YUUThCH «II0-Ipyromy». Ilcuxo-
o0pasoBaTeJIbHbIE CTPATETHUH, IIOCTPOEHHBIE HA €T0 HHTEPecax, [IOMOTYT eMy M, TAKUM
o6pasom, 06sIeryarT JOCTYI K OIIpeaeIeHHOMY 00yUeHUo.

OOGyuenue TpebyeT BpeMeHU, TEePIIeHH, II0CIe0BATEILHOCTH, IIOBTOPEHHS, HO-KaKIBIN
yCIex mepeskuBaeTcs Kak mobena pebeHka, ero poauTenei u npodeccruoHatos, KOTOPbie
ero noaaep:kuBawT. Hukro He Moxer
CKa3aTh, YTO OHU MOTYT U CMOTYT y3HATh.
OnHako oH OyAeT MpoLoJKATh YIUTHCA B
IIOIPOCTKOBOM ¥ B3pocioM Bospacte. To,
4eMy ero y4WIn B JeTCTBe, MOKET
MIPOSIBUTHCSA CPasy, MJIM HAMHOTO II03IKe,
WIN JaiKe Yepes HEeCKOMBKO JIeT; 3TO
IOJKHO OOy KAaTh HAC OBITH CTOHKUMU U
pemuTe/TbHbBIMA.




PeueBoii anmmapar

Kopmiaenne pe6eHKa ¢ CHHAPOMOM AHre/JibMaHa

Egna u nuThe - 9T0 OCHOBHBIE IIPOIIECCHI, KOTOPhIE KKy TCS
ecrecTBeHHBIMH. C caMoro poskaeHus y 60IbIIMHCTBA
HOBOPOKIEHHBIX €CTh COCATEIbHBIN pedIieke, KOTOPbIi

3 IT03BOJISIET MM COCATh, & 3aTEM II0 Mepe PasBUTHs peOeHKa
npuoGpeTaTh HOBbIE MOTOPHBIE HABBIKH, KOTOPBIE II03BOJISIOT
eMy KyIIaTh JOXKKOH!, IOTOM BHJIKOM M IIUTH M3 CTaKaHa. JTa
00J1aCTh PTa OUEeHb PA3BUTA B PAHHEM JIETCTBE, OHA
IpefHA3HAYEHA He TOJIHKO I TUTAHUS, HO U JIJIS YIOBOIBCTBHS
U OTKPBITHH.

Tewm He MeHee, peueBble PYHKIIUN TPEOYIOT HECKOIBKUX HABBIKOB:

-CeHCHUTHBHbBIE HABBIKH, UTOOBI BOCIIPUHUMATD, 4 3aTEM aHAIN3UPOBATH TO, YTO
HAXOAWUTCA BO PTY, IIPEsKIE YeM IIPOTIOTHT €ro.

-JlBUrarenbHbIe HABBIKU SI3BIKA, IIEK, Ty0, HeOHOM 3aBeChl, TVIOTKU U MHINEBOAA.

-Bosnee obume MOTOpHBIE HABBIKY JJIs MOAEPKAHNS IPABUILHONM OCAHKH, & WHOTIA U JIJIs
IOCTHKEHUS CAMOCTOSATEIBHOCTH.

Y pebenka ¢ cuagpomom Arrenbmana (AS) KopMiIeHHe YacTo 3aTpy/IHEHO U ObIBaeT
yacroe caHoTeueHue. [I[pUYrHbI 9TUX TPYIHOCTEH OJHU U Te jKe: peOeHOK II0X0
3aKpBIBAET POT M3-38 TUIIOTOHMH IIOJIOCTH PTa, He BOCIPUHUMAET XOPOIIIO TO, YTO Y HETO
BO PTY, Gy TO CIIOHA WU IHINA, ¥ IUIOX0 KOOPAUHUPYET JBUKECHUS, HEOOXOAUMBbIE JIJIs
rmoranus. Peub uper 06 OpanbHO-JIUIIEBOM AUCIPAKCHH.

K sTuM TpyaHOCTSIM MOTYT H06ABIATHCA HENPUATHBIE BOCIIOMAHAHMS, OTHOCAIIIAECST K
obiactu pra, eciu, HapuMep, pebeHKa MPHUILIOCh KOPMUTD Yepe3 30H/ B HEOHATAIbHOEe
Bpems. Torma pot yie He BOCIIPUHUMAETCS KaK 00IaCTh OTKPBITHN - W-y/I0BOJIBCTBUM, U
pebeHoOK OTKa3bIBaeTca OT KaKOM-T1u00 HOBOHM TeKcTyphbl nin Bkyca. Eciau y Hero
racrpoasodareanbHas pedIroKcHasa 001e3Hb (CPhIrHBAHNE) - PACHPOCTPAHEHHAS
npobiiemMa - eMy MOKET ObITh 6OJIBHO [IPY INIOTAHWY WK [IPH PEQIIIOKCE, II0ITOMY
MIOSIBJISIETCS IEBUAHTHOE MHINEBOE TIOBEIEHNE, 0TKA3 OT e/Ibl WU, HA000POT, HABI3YHUBOE
OTHOIIIEHVE K IIUTAHUIO.

B m1060M citygae, OCHOBHAS LIEJIb COCTOUT B TOM, YTOOBI O0JIEIYUTh IPHeM !N U
[JIOTaHUE CIIOHBI U MOMBITATHCS MPEIOCTABUTD PEOEHKY MTPUATHBIE OPATBHBIE Oy IIEHNS.
Kak 06/1er1uTh MOTOPHKY PTA B PErYJIHPOBATH YYBCTBUTEIbHOCTH, KOTOPHIE
HEOO0XO0XUMBbI JIJIA IMTATAHUA

Yro6bI IOMOYb PEGEHKY COCATh, MBI MOKEM IIOMOYb €My 00XBaTUTh

b Y

“
=

.

N

COCKy ry0amu, yOeIuThCsI, YTO COCKA XOPOIIIO JIOKUTCSA HA S3bIK,
IPUBO/IS [IOJIOKEHUE S3bIKA B KeJI00 IJI TOT0, YTOOBI COCAHHE
66110 d(pperTrBHEe. BBI00OP COCKM TOXKE BaiKeH.

Il 6osee B3pocioro pebeHKa KOpMIEHHE JIOKKON Tpedyer
XOPOIIIEro 3aKPLITH PTa (Yelcrei U ryd), MOTOPHBIX HABBIKOB
A3bIKA KAK HA KOHYHKE, TAK ¥ Ha KOPHE A3bIKA W CEHCUTUBHBIX
CII0COOHOCTEM, KOTOPBIE ITO3BOIAIOT PEOEHKY OIIyIIaTh, YTO Y HETO
€CTb BO PTY efia, ¥ paclio3HaBaTh ee.

Mo3kHO IOMOYB 3aKPBITH POT CIIEPENH WU COOKY, KAK IIOKA3AHO
Ha CJIeAYIONIUX PUCYHKAX:




MeToabl MIOMOIIH 3aAKPBITHSA PTA

HapasmuBauwus JI0MKKOH, IZIOTHO YJIOKEHHOM HA A3BIK BO BpeMA KOPMJIEHHS, ITOMOTYT
S3BIKOBOM MOTOPUKE.

Korma pebenok mogpacrer, 1o peKOMeHAAIMH Bpadya MOKHO IPEIIOKUTD KeBaTh
HebOoJIbIIINe MATKNE KyCOuKH (6aHaH, O4eHb CIiesible TPYIIH, IPUTOTOBIEHHBIN HaA Tapy
KapTodenb U T.JI.) HA KOPEHHBIE 3y0bI TO CI€BA, TO CIIPABA, IIOMOTas 3aKPbIBATh POT H;
KOHEYHO, HAKJIOHATDH [OJIOBY.

Ecnu pebeHok 06;1a1a€T TOBBINIIEHHOH 1yBCTBUTEIBHOCTHIO, HEOOXOAMMO 03260 THTHCS
00 amanTanuy TUTAHUS, OTAABAA IPEANOYTEeHNe MAIeHbKUM JIOMKKAM CMeIlIaHHOH
ALK OJHOPOIHOM TeKCcTypbl 1 Terwioi! Eciu pebeHOK, Ha000pOT, TUITOCEHCHYEH, HA0
KOPMHUTD OOJIBIIION JIOMKKOM, 60iee 60raToi BKYyCHOM ITHINEH W PA3HO00PA3HOI 110
TeMIieparype.

Yro6bI UTH U3 CTAKAHA, CIEAYeT YCUIUTD IIOCTYPAIbHbIE MEPHI IIPEIOCTOPOKHOCTH,
YTOOBI OTPAHMYUTE PUCK ITONAJAHUA “HEe B TO TOPJI0”, MOBECTHU KUTKOCTD 10 KOHTAKTA C
BepxHel ryboii pebeHKa, 9To0bI ITIOMOUYb eMy cocaTh. Hu B KoeM ciIyuae MbI He Oymem
BJIMBATDH €MY KHAKOCTD B POT, TeM 0oJjiee C OTKMHYTOM HA3a]] TOJOBOH.

ITuth mpocTyio BOAY MOMKET ObITh TPYAHO, €CIH PeOeHOK CTPaaaeT
TUITOCeHCHOMIu3aIel moaoctu pra. Ilosromy ernemyer
BapbUPOBATH JKUIKOCTH, UTPas HA BKycax (BOma C CHPOIIOM),
¢ ra3oM (rasupoBaHHAS BOJA WK COAA); C KOHCHUCTEHITHEH
(dbpyKTOBBIM HEKTAP, KOKTEHIHN U T. [I.),  TEMIIEPATYPOH.
CaMoCTOATEeILHOCTS B ee

YUro6bI pe6EHOK CAMOCTOSATENHHO KyIIIal; MPUHATHE AL
IOJIAHO OBITH MaKCUMaIbHO ob6aerdeno. Heckonbko
IIPUCIIOCOOIEHUH MOTYT B 9TOM IIOMOYb: HECKOJIB3SIIHE
KOBPHKH [JIs1 TAPEJIKH, TAPEIKa ¢ BBICTYIIOM JIJIs 00JIerdyeHust
3axBara IHIIK, CTOJI0BbIEe IPUOOPDL €.y IINHEHHBIMA

» - py4YKaMu, HHOTIA U30THYTHIMH, YAIlIKa Ha IIPUCOCKE,
- CTAKaHYHK C "HOCUKOM'", YTOOBI O0JIETYUTD yIePIKaHNe
TOJIOBBI B JIETKOM HAKJIOHE.
ITocyna Ha mpucocke JIo:kKa ¢ peMenIkomM

-
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m OYTHLIOYKH: CTKaH C BLIEMKOI AntupedrokcHbIE
ARK Therapeutic TPYyOOUKH




WHorma Takxe HEOOXOAMMO HAWTH HYKHOE PACIIOIOKEHNEe, KOTOPOe 00JIerduT
CaMOCTOSITEIHLHOCTD: CIETKA MPUIIOAHATHIA ¥ HAKIOHHBIN CTOJI, YTOOBI IIOMOYb YCTOWIHUBOCTH
pebeHKa, KOTOPBIN MOKET OIePeThCs Ha HEero JOKTIMU, ITOIXO/AIINee CUIeHbE,
o0BoTaKuBarIee, yao0HOe /JI PABHOBECHS.

Koneuno, xorga pe6eHOK CTAHOBUTCS CAMOCTOSTEIBHBIM, €My CTAHOBUTCS CIIOMKHEE
KOHTPOJILPOBATH MOTOPUKY PTA U OCOOEHHO 3aKPBITHE PTA. JTO JOIIOIHUTENbHAS IPUINHA I
paboThl HAJ (POPMHUPOBAHKEM STUX HABBIKOB: YEM PaHbIIIe, TEM JIyUIlle.

Bo3Mo:KHBIE TOCTEACTBUA IIPOGIEM € €T0i

IIpob6ieMbl ¢ emoit MOTYT MMETh Cepbe3HbIe, HHOT/A KU3HEHHO BAMKHBIE TIOCIECTBIUA, PeOEHOK
MOJKET ITOITABUTHCA, MOKET OBITH racTpo-530(haraabHbIH pedIioKe, PUCKH HETOeTaHIT U
obesBoxmBanusi. MeHee cepbe3HbIe IIOCIEICTBUA TAKKE HAOIIOMAIOTCI B OPTOAOHTHIECKON
obmactu. OTKPBITHIHA MPUKYC (IJI0X0€ 3aKPhITHE 3yOHOTO CyCTABA) - PeajibHasd IPobieMa. -
YacTO HAIIPIMYIO CBA3aHHASA C TPYAHOCTSIMH IVIOTAHUSA, YCYTYOIAET TPYIHOCTH KOPMIICHUS
pebenka.

ITH HapyIIeHHs TaKiKe BIUSIOT HA JbIXaHue, Ha (DOHAIINIO, HA HeBepOaIbHOe ODIIeHrne
(MUMUEKA, yIbIOKA, MAJIO BHIPA3UTEIbHBIN B3IVIA) U OTPAHUYUBAIOT YIOBOALCTBUE U
OLLYII[EHUS OT efbl. ITO TAKKe BIUAET HA COIUATN3AIINIO: OTHOLIEHUE OKPYIKAOIIAX
MEHSIEeTCS, KOT/Ia OHKU CMOTPSAT Ha peOeHKa, KOTOPBIH IIJIOX0 €CT U ITyCKAET CIIOHH.

C srumu mipobiiemMamu HyKHO 60poThesi. KOHTPOIMpOBaTh III0TAHUS CIIIOHBL, KOHTPOIMPOBATE
YYBCTBUTEIHHOCTS, JI€JIATh AbIXaTelbHbIE YIIPAKHEeHNs. JI0rome] IOMOKET BaM. IOHATh
MIPUYMHBI IPO6IIEM, BOSHUKIIINE Y BaIlero pe6eHKa, ¥ HAWTH [10JIe3HbIE IIPUCITOCOOIeHN I
HX YCTPaHEeHUs.

CiaroHoTeueHue

TpynHOCTH € TIIOTAHHEM CIIOHBI UMEIOT, KAK MbI YK€ TOBOPHIIN, T€ JKe MPUIHUHBI, 9TO U
TPYIHOCTHU C IPUHITHEM ITUIIHA: CEHCUTHUBHBIE PACCTPONCTBA U HAPYIIEHNT MOTOPUKHU TT0IOCTH
pra. MoKHO IPeIoKUTh MaIEHbKOMY PeOeHKyY 'opasibHOe jiedeHne” COTTIACHO KOHIEIIUN
Bobar. Ugest - momous manbiieM BO PTY, YTOOBI BBI3BATH CIIOHOOTAEIEHNE U

06JIETYHTH TIIOTAHKE B COOTBETCTBHUY C IIPABUJILHOM [[BUTATEIHHOM CXEMOH.

JTo JIeUeHNe TAKKe HAIIPABIEHO Ha CHIKEHIE THIIEPUYBCTBUTEIbHOCTH PTa: i
-Ycrpoiitech ¢ pebeHKOM moynoOHee. : -
-ITombrTaiiTech 3aHATH €70 YEM-TO, PACCKAIKUTE eMy CKa3Ky, CIIOHTE éMy IEeCEHKY.
-KouTponupyiite 3axpsiTue ero pra (cuepenu wiu cO0Ky), Ciiens 3a TeM, YTOObI

PeOEHOK MOT IBIIIATH HOCOM.

-CrumysupyiiTe ero JecHbI, ero He6o.

-ITpoBenure namgpeM Tyga ¥ 06PATHO 10 JECHE CIIPABA CBEPXY.

-ITogomxaure, moka peGEHOK TIIOTHET.

-Takuwm sxe 06pazoM chenaiire 10 JIecHe CBEPXY ClIeBa, a 3aTeM CHU3Y CIpaBa U CHU3Y CIIeBa;
nocpenuse Heba, ¢ JIEBOM CTOPOHBI, 3aTEM C IIPABOX CTOPOHBI.

-3areM CTUMyIUPYHTE A3bIK 3 TABICHUAMH BIIEpEN ¥ HA3a/l, B CEPEIUHy, 3aTeM BIPaBO 1
BJIEBO.

Mesgmy KamKIbIM 3TAOM CTUMYJISIIMK MBI JKIEeM, II0Ka PEOEHOK IVIOTHET, JePHKa POT 3aKPhITHIM.
Peromenmyercs mpoBoquTh STH MPOLEAYPHL TPH Pasa B I€Hb, 110 BO3MOKHOCTH [0 ebl, B
TeueHue 3-6 mecsanes. Uepes 3 MecsAIa OIEHUBAIOTCA PE3YIbTATHI 3TOTO JIEIEHUSA JIOTOIIENIOM,
KOTOpbIH Habmogaer pebenka. Eciu oHu HemeiCTBEHHBI, IeYeHne IPEKPAIaeTcs, eClIH OHU
YACTUYHO IIOMOTa0T, IIPOJOJIKAIOT ellle 3 MeCsIa.

Iens - aBTOMATHYECKOE IPABHIBHOE [JIOTAHUE.

Ecnu sT0 euenve He IeHCTBYeT, MOMKHO ITOIPO60BATEH TEHITBI, KOTOPBIE OTPAHNYUBAIOT
BBIPabOTKy ciatoHbl. OHU He 6e3 T060YHBIX d(P(PEKTOB, MX BHIMHCHIBAET BPay, H OHHU TPEOYIOT
TIATEIHHOr0 HAOMIOAEeHNUS.



B nr060M cyuae, HedaBHCHUMO OT Bo3pacTa pebeHKa, CieqyeT CTapaThbCa II0MOYb €My
3aKpPBIBATH POT, ¥ PErYJSIPHO BBITHPATEH €My POT, YTOOBI IaTh €My OIIYIEHHE CYXO0T0
ox60poIKa M CII0COOCTBOBATH COIMATBEHOMY UMUIKY .

Crnenyet usberatb NH(AHTHUIHHBIX HATPYAHUKOB U OTAABATh IPeIIoYTeHne OaHaHaM
Pa3IHYHBIX [IBETOB, IPABUILHO BHIOMPASI UX BIKUTHIBAIOIIYIO CIIOCOOHOCTH. PeGeHKy
TaKKe MOTYT ObITh IIPEJIOKEHBI OPACIEThI TEHHUCHCTOB, KOTOPHIE II03BOJISIOT
BBITEPETH POT CAMOCTOATEIBHO U IIOMOTAIOT eMy 3aMedaTh ero CAIOHHU.

IIpucnoco61eHne AJIA ;KeBAHUA:

¥ muorux gereii ¢ CA, ocobeHHO B MIIa/IIIIEM BO3pacTe, HAbGII01aeTCs TaKOe TOBEeIeHNe,
KaK MONBITKY CHECTh WM JKeBATh HECheOOHbBIE IIPeAMEeThI. JTO CBI3AHO C
0COOEHHOCTSIMU CEHCOPHOTO BOCIIPUATHS, CKOPPEKTUPOBATH TAKOE ITOBEIEHIE MOKET
ObITH 0ueHb CI0KHO. [Ipucnocobnenus (Tpy6OUKH, IPYKUHKN U T.IL.) 11 JKeBaAHU
C/leNIaHbl CIIEIUAIBHO JIJIS IeTel ¢ 0COOeHHOCTAMHY pasBuTHsi. VX Marepuasnbl
COBepIIIeHHO 0e30IaCHbI, OHU JIETKO MOIOTCS, H JaKe J0CTATOYHO 00JIbIIN0H peOeHOK He
CMOZKeT MX PasrpbI3Th WIH OTKYCUTH KyCOK. X KOHCTpYKIIUS HaNpasieHa Ha
MAKCHUMAJIbHYIO OPAIbHY0 cTUMy/IAnui0. OHU MOTYyT 3aMEHHUTD IPyrHe Hecheqo0HbIe
NpeaMeThl KaK albTePHATHBA U HEOOXOMUMBI JJIA KOPPEKIIUH MOA00HOL0. IIOBEIeHHU.
OHM TakKe MOTYT UCIIOJIb30BATHCSI KAK JOMOJHUTEILHOE CPEICTBO MIPH KOPPEKIIHH Y
IeTed IoBee s, KOTOpbIe KycaroT cebs win apyrux. Kpome o010, 10MOIHUTEIHHAL
OpasibHAA CTUMYJIAIMS IIOMOTAeT MHOTHM JeTAM ObITh O0Jiee COCPe0TOYEHHBIMU BO
BpeMsd 3aHATHH.

Kaxnpii pebenok yaukamen. Mexmy poauTensiMu, peabuanToI0raMiu, Be Ly [IIHMU
BpadyaMu, BOCIUTATEISIMHY JOJIKHA ObITh OPTaHU30BaHA KOOPAMHAIINOHHAS paboTa JIJIs
CO3IaHUS UHIUBHUIYJIbHOU IIPOrPAMMBIL, I[eJIb KOTOPOH COCTOUT B TOM, YTOOBI IIOMOYb
pebeHKy pasBHBATH CBOM pedyeBOH ammapar. Pe6EHOK pacTéT u pasBUBaETCs), MOSTOMY
HYKHO KasKIble [TOJITOfla IIepecMaTPpUBaTh METOIbI U [IeU PeabuIuTaALH.

Pa6oTa BCceoOIINMHU yCHIAAMMA

T'naBHoe feticTByIOIIEE U0 - HTO PEOEHOK, KOTOPBIH ITOCTEIEHHO BOCIIPHHUMAET, 9TO
€r0 POIUTENH U COIIPOBOKIAIOIINE eT0 PO eCCHOHAIBI IIOMOTAI0T eMy HAyUHThEs:
KyIIaTh CAMOCTOATENHHO U I0JIy4aTh YI0BOJIBCTBHE OT /bl

Be,uyl_uaﬂ POJIb IPUHALJICKUT POAUTEIIIM, KOTOPbIe BBOAAT B IIOBCEIHEBHYIO JKNU3HDb
pebeHKa TEXHOJIOTUH U CPEJICTBA, KOTOPbIE MPEJJIATAI0T UM UCIOIb30BATh
TIPOPEeCCUOHAIBL.

«Bropocrenennas», Win, BO BCAKOM ciIydae, ojiee OrpaHUYeHHas , POJib
MIPOEeCCHOHAIOB, IIOMOTAIOIIHNX Pe0eHKY Pa3BUBATHCSI U COMPOBOKIAIOIINX POIUTEICH
B IIOMCKE II0JIe3HBIX IIPUCIIOCOOIEHHM I ITOBCEIHEBHON JKU3HHU, IIPUCAYITUBATCE K UX
OITIaCeHUAM U TpeBOraM, U He CHHUTad UX MeIUITUHCKUMHA pa6OTHI/IKaMI/I.



JMuera ¢ HUBKUM I'NIMKEMHUYE€CKNM UHIEKCOM,
KeTOTr€eHHasdA THueTa U MUIlleBbIe JO0aBKH
B Tepanuu CuHapoMa AHreJabMaHa

YIrNEBOOLT " 5%
AN

25%

ITouemy cTonT MOIIPOGOBATH AHETY?

CoracHo pasandHBIM UCCIETOBAHUAM (B T.4. IpoBemeHHBIM B Maccadycereckom
I'nasuom INocriurane, rae pacnonaraercs ogna us kIuHUK CuHApOMa AHTEIBMAHA),
KeTOreHHAas AHeTa U JueTa ¢ HU3KUM INIMKeMHUYECKHM UHIEKCOM SBJISIOTCS OYeHb
3(p(PEeKTUBHBIMY B IIPEJOTBPAIIEHNH IPUCTYIIOB SIIUJIEIICHH ¥ TanneHToB ¢ Cuuapomom
Anrenbmana.

Taxsxe ObLTa IPOBEeHA PAO0OTA 110 U3YUEHUIO PA3TUIHBIX TUIEBBIX 00aBOK, KOTOPhIE
MOTYT YAY4IIIATh Ka4ecTBO Ku3Hu nanuenTos ¢ CA (BKIoUad yiaydIleHre OBeIeHus,
CHa, U JIp.).

Knuanka Cunppoma AHrerbMaHa PeKOMEHAYET POTUTENAM PACCMOTPETh BOZMOKHOCTD
BBEICHHUS JUETHI C HUSKUM INIMKeMHUYECKAM HUHIEKCOM B CBA3H C OOMBIIHM
KOJIMYECTBOM YJIy4IleHNH, OTMEUeHHbIX [IPH IPOBEIeHUN UCCIeI0BaHul (1axe y
MaIMeHTOB, KOTOPhIE He MMEIOT IIPUCTYIIOB SITHIETICHH).

KeToreHHas aueTa: BbicoKoe NoTpebaeHue M1pos

YpoBeHb MIoKo3bI Nunasa sbiceobomaaer Huphble kucnotel  (Meygns Buipabeveisser
CHUWAETCA 3anacel TPMIMLEPUMAOE  NMOCTYNAKOT B NEYEHb KETOMOBbLIE TEN3

JHEPIUA

1 roga Nocne Havyana KeToreHHoN AWeTe
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9D eKTHBHOCTS IMPH SIUIEIICHHI

ITpu KeTO3e aKTUBU3UPYETCA MEXAaHU3M YAAIECHU IIIyTaMaTa ud CHHAIITHIeCKOH
mutenu. ['iyramMar ABAAETCS OJHUM U3 TVIABHBIX BO30OYKIAIOIINX HEMPOTPAHCMUTTEPOB
B HEPBHOU cucteme denoseka. OH mpeobpasyercs B raMMa aMHHOMACISHYIO KHCIOTY
("”AMK)) - cHOBHOIT TOPMO3HOIH HEHPOTPAHCMHUTTED Yepes UK myramar-FAME-
IJIyTaMHH, YTO IIPUBOIUT K TOPMOKEHHUIO aKTHBHOCTY HEPBHBIX KJIETOK. Alleroamerar
u 6eTa-TUIPOKCUOYTHPAT TIOABIAI0T HEHPOTPAHCMHUCCHIO TAyTaMaTa, HHTHOUPYA
aKTUBHOCTH BE3UKYIAPHBIX INIyTAMATHBIX TPAHCIIOPTEPOB.

Kerorennas quera Tak:xe yaydIiaer METOXOHIPHUATbHbIEC HAPYIIEHWS, UMEIOIIUECH Y
mozeit ¢ Curapomom AHrerbMaHa, KOTOPBIE CIIOCOOCTBYIOT SIHJIEIITOTEHEsY.

Tuner guer

Oo6brunasa nuera (nuarpamma Yriaepoasl Benku Hupbr)

Huskmnii 'Y (quarpamva Yrinesoabt benku HKupor)

Kero (muarpamma Yriaesoxasr benkn Hupor)

Kerorennasa nuera

-CooTrHolleHHre KUPOB K yriaeBoaaM u 6eaxam — 4:1 wim 3:1

Juera ¢ HUSKHUM
TIIMKEMUAIECKHM HHIEKCOM
-40-60 r yraeBoJoB ¢ HU3KUM
TIMKEeMHUYECKUM UHIEKCOM B JIeHb
MomudumnpoBannas /luera
AtkuHca

-10-20 r «9uCTBHIX» YIIEBOXOB B
IIeHb

* Bee nueTbl HE0OXOIUMO
co0TI0aTh IO KOHTPOJIEM Bpaya
¥ UeTOoJIora.




BBenenune nuersl
Koncyabrammua guerosora:

&, Hcxomublii Bec, pOCT U COOTHOIIIEHUE Beca K POCTY.
Wupnexc macce! Tena.
C6op maHHBIX 0 IAI[HEHTe: 3-THEeBHbIN THEBHUK TUTAHI,
MIPeIoYTeHus B efie,
aJlJIEPTUH, HETIEPEeHOCUMOCTh HEKOTOPBIX ITPOLYKTOB.
Omnpepenenne Tuna nuTanusa (OpaabHOe, SHTEPATHHOE WITH

KOMOMHHPOBAHHOE).

Bri6op guersr (MCT, nuera ¢ uuskum 'Y, mogudunmposantas quera ATKUHCA).
Pacuer guesnoit HopmbI Kasopuii, BIKY, munkocrn.

Ornpenenenre HEOOXOAUMBIX MUIIEBBIX 00ABOK B COOTBETCTBHUY C BHIOPAHHOM JUETOM.
Anannser:

Oo6muit ananus KpoBH (BKIIOYAS TPOMOOITUTHI); aHAIN3 Ha AMHUHOKHUCIOTHI.
AnerTposuThl (6MKApPOOHAT IIA3MBbI, OOIIMI OE/IOK, KaJIbIUM, [IUHK, CeIeH, MATHUAH,
docdarsr).

Juarnocruka medenu u mouyek (Bri. ansbymus, AJIT, ACT, a30oT MOYeBUHBI B KPOBH,
KpeaTWHUH), JTUITAIHBIA TPO(QUIb — HATOIIAK, allMIKAPHUTHHOBBIH TIPOQUIb.
Ananns MOYH, KaJIbIUH ¥ KPEaTHHUH B MOYE, OPTaHUYECKHE KHUCIOTHI B MOYE.
Amanus Ha comep;KaHue B OpraHu3Me IIPOTUBOSMIIENITHIECKUX IIPEapaTos.
JlomonHuTeIbHBIE UCCIEN0BAHUA (OMITHOHAIBLHO):

Y3U mouek u KoHCyIbTaIUs Hedposora (eC/Iu ecTh IPodIeMbl ¢ ITOYKAMU).

93T, KT u MPT.

Tepanusa KeTOr€eHHOH THETOH

OcHoBaHa Ha COOTHOIIIEHUH JKUPOB K OeIKaM U yIiIeBOIaM.

Buael keroreHHoOM HeThI:

- 3:1 — Ha xasxpie 3 rpaMMa :KHPOB MPUXOAUTCI 1 rpaMM GeaKOB. +. yIIeBoA0B

-4:1 - Ha xasxapie 4 rpaMMa jJKAPOB IPUXOAUTCA 1 rpaMM GeIKOB + YIIEBOAOB.

MCT macio mpu KeTOTeHHOH auere:

MCT macio cocTouT U3 CpeIHeIeIrouYeYHbIX TPUTIUIIEPUIOB ¥ MOKET TIOMOUYb YCUIUTh
KEeTO03 U yCKOPUTH €ro HACTyILIeHue. *

* UeenemoBanus mokasanu, 9ro aonaM ¢ CuagpoMom AHrerbMaHa 4acTo ObIBaeT
JIOCTAaTOYHO 3HAYUTEIHLHO YBEIUYUTD KOJIHYECTBO YIOTPEOIAEMbIX KHUPOB, YTOO5I
OpraHusM mpebbIBajl B COCTOSHUM KeT03a ([ase mpu 06bIYHOM queTe).

Ha ypoBeHBb K€ETOHOB BIHNAET HE TOJHKO THETA:

1. YckopeHHBIH MeTab0IHu3M

-Craugku pocra

-T'onoganue (y mopeit ¢ CA maer oueHb BHICOKMH yPOBEHb KETOHOB
— BO3MOJKHO, CBSI3aHO ¢ ocobeHHOocTaMu MeTabonusma mpu CA)
-Bonesuu (memocrarounoe nuTanve B eprUo 3a00IeBaHMI)

2. 3anopsl

3.Hcmonb3oBanue HEKOTOPBIX MEJUKAMEHTOB, COMHIIE3aI[UTHBIX
KPEMOB, a TaKKe IIPeIrapaToB HAPYKHOI0 IIPUMEHEeHHUs, KOTOPbIe
MOTYT BbI3BaTh MPOHUKHOBEHHE YIJIEBOJOB B OPTAHU3M Yepes
IIOBEPXHOCTh KOKH.

&,
“



BBemeHne KeTOT€HHOM THUEThL
-IIpokoHCcymbTHPYHTECH C TEPATIEBTOM

(meguaTpoOM) M IHUETOJIOTOM.
a—m
e -O06bIMHO PEKOMEHIYeTCsI HAYUHATE C

¢ o : cooTHomenus 3:1.
Q
Q@

-OpanbHoOe muTaHue: PeKOMEHI0OBAHBI YaCThIe
MIPUEMbI IHIIH MATIeHbKAMU ITOPIIHIMH.
-JHTEepaIbHOE TUTAHKE: UCII0Ib30BAHNE
JIe4e0HOHU MUTATEIbHOM CMECH ¢ BEICOKUM
cofiep:KaHreM KUPOB (KeTo-dopmyia):

o Cambrooke: KetoVie

o Nutricia: KetoCal

OO6mme pexkomeHaanmuu npu Kiaaccuueckoit KJI:

Heo6xoauMo B3BeNIABATH U Hcooasayiite He ;xkupHOoe  HMcmoab3yHTe TOJIBKO CBEKe
YYIHUTBHIBATH BCIO €y MsCO0,00pe3anTe MIKYpPY U SKHAP
M HAIIUTKH.

YuraiiTe yIakoBKU IIPOAYKTOB U CAEAUTE, YTOOBI KX COCTAB OCTABAJICA IIPEKHUM.
BriGupaiiTe MpogyKThI B COOTBETCTBHUH C IIPOIEHTOM COOTHOIIEHUA KUPOB K yTAEBOIAM
u OeKaM.
HNzo6eraiire:
Hcnonb3oBaHus «JIETKUX» MPOLYKTOB. «JIerKWii» 00BIYHO 3HAYMT, YTO B IIPOLYKTE
COZIEPIKUTCS GOJBIIE YIIIEBOIOB.
Hecmonb3oBanus NIAaHUPOBKY U PA3HOOOPA3HBIX CIIEIHI, KPOME COJIH: JaKe B IePIle eCTh
YIJIE€BOABL, T.K. €0 JeIal0T U3 PACTEHHA.
CrapaiiTech TOTOBUTD BCIO IIHIIY CAMOCTOSITEIbHO UIH YIOTPEOIITh HE00pabeTaHHbIe
MPOIYKTHI, HE COIEePIKAIe HUKAKUX T00ABOK.

Heo6x0a1uM0 IINTH MHOI'O BOIbI




IIpumep MeHIO HA KeTOTeHHOH nueTte (5-J1eTHUH IarueHT)

3aBTpak: O6en: YmuH:

70rp. B36I/ITBIX CTIUBOK 70rp. 3361/1'1‘1;1)( CITUBOK 70rp.B36UTHIX CIHBOK
20rp. KJIy6HPIKPI 20rp. 6p0KKO.TII/I 15rp.crprourosoit acomru
40rp.omaera 21rp.roBAAUHbI 19rp.xypu1bI

4rp.ceipa 7rp.ceIpa 6rp.ceipa
8rp.macna Trp.mMacna 11rp ManioHe3a
10 00 15 00 19:30
7 30 12 00 17 30
Ilepexkyc: Ilepexyc: Ilepexkyc:
27rp.B36UTHIX CTUBOK 27rp. B36I/ITI>IX CIIMBOK aBOKAJI0
17rp.srop, npiay, 90rp.:xerne Ges caxapa
aHaHaca

MomgundumupoBanHasa gueTa ATKHHcCA

(MAD - modified Atkins diet)

-O6neruennas (popMa KeTOT€HHOH UeTHI, TAKKe IIPeANnoIaraeT HU3Koe COLepiKaHme
YIJIEBOZOB, BHICOKOE COIEPIKAHNE JKUPOB U CPeJHee comepKanue 6erKoB:

-Ilaer 6ombItie cBO6OABI B BHIOOPE IPOLYKTOB.

-O6bryHO pekoMenmgyercsa 0koso 10-20 rpaMMOB YHCTBIX YIJIEBOLOB B JICHb.
Yucrble yrieBoabl = 06Ilee KOIUIECTBO YIJIEBOIOB MUHYC KIeTdaTKA.

Juera ¢ HHUSKHM IIMKEMHYECKHM HHIEKCOM
(LGIT - low glycemic index diet)

-OTnuuHasn aabTepHATUBA KIACCHYECKOH KeTOTeHHOU JIueTe, MOKa3hIBAeT OYeHb
xopormue pe3yabraTsl uMeHHo npu Cunapove AHrenpMmaHa (HE3aBHCHMO 0T HATMIUST
IIPUCTYIIOB DIIUJIEIICUN).

-Bricoko:xupoBasd [ueTa co CHIKEHHBIM COIEPKAHNEM YIIEBOLOB, MMEIOIINX. HU3KUI
TIINKEeMIYEeCKUH HHIEKC.

-I'mukeMudeckuii HHIEKC YKa3bIBAET HA TO, KK OBICTPO IPOLYKT MOBBIIIAET YPOBEHD
caxapa B KPOBH.

-Pexomenmyercs ynorpebiars 40-60 rpamMoB yrieBonos ¢ uuskum ['VI'B gens (MeHee
50).

-IIpopyxts! ¢ HuzkuM "Ml He BBIZBIBAIOT PE3KOTO ITOBBIIIIEHUS [VIIOKO3bI B KPOBH.




TABJIMLA TNUKEMUYECKUX UHAEKCOB
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Kax magars nuery ¢ Husknm I'

HcxmounTh U3 pamuona IpoCcThie yIIeBOAbl, TAKHE KaK: COKH, Ta3UPOBAHHbBIE HATUTKH,
CIIagOCTH U BBIIIEYRY.

HcrmounTh U3 panuoHa MpoayKThI CO CKPBITHIM caxapoM (Harp., KeTUyII).

M3yunTh TabIHILI TITHKEMUYECKOTO HHAECKCA U [IOCTEIIEHHO HAYaTh MOTPEOIATH TOABKO
YIJIEBOMBI C HU3KUM TIIHKEeMHUYecKuM uHpercoMm (Menee 50).

ITocrenento orpaHuauThb 00IIIEE KOJIHIECTBO yIiaeBomoB 10 40-60 rpaMMOB B J€Hb.
ITocrenenso yBemnunuTh KOIMYECTBO KUPOB B auere, nobasisas MCT maco mo
Heo0XOIUMOCTH.

IIpu sT0it MeTe MOKHO He TaK CHIBHO GECITOKOMTHCS O B3BEIIMBAHUN BCEX IIPOIYKTOB
Ha HAYAIHHOM STAaIle, MOKHO IIOCTEIIEHHO ITEPECTPOUTECS U TPUBBIKHYTh K IPHHIALAM
JTUETHI.

PexomenmoBaHHbIE MMPOAYKTHI:

ITo cpaBHenuro ¢ kmaccrueckor K]l quera ¢ HUBKMM INIMKEMHYECKHAM UHIEKCOM
[I03BOJIIET TOpasio 6ojee pa3HOOOPA3HO IUTATHCS, COXPAHIA B PAI[OHe 00JIbII0e
KOJIMYECTBO OBOLIEN U (PPYKTOB.

Braromapst aTroMmy ee jierde cobomaTh Uy Hee MEHbIIE IT000UYHBIX 3(h(heKTOB.

Myxka: MuHIAIbHAS MYKA, KOKOCOBAasA MyKa, (DyHIydJHAST MyKa.

Hcrounnku Geska: HeXXUpHAST FOBAANHA; KyPULla U HHAEHKA; THIa; PhIda; Opexu u
CeMEeYKH; OpexoBasd macra u ypoed; 6060Bbie (yMepeHHO): (hacoiib, Cosi, HyT, YeYEBHIIA.
MosoguHbI€ IPOAYKTHI: JKUPHBIE CIUBKH; HECIATKUI HOTYPT; CBIP; CMEeTaHa,;
CJIMBOYHBIU CBHIP; KUCIOMOJIOYHbBIE IIPOAYKTHI; TBOPOT.

OBouru: HeKpaxMaIHuCThIE OBOIHM (Kallycra, criap:a, 6pOKKOJIN, MOPKOBb, IIBETHAS
KaILyCTa, CeNIbIepe, orypelr,0akaa:kan, seieHas (acoyb, 3eJIeHbIN CalaT, mepelr,
LIIMHAT, KA0a40K, TOMAT.

®DpPYKTHI U ATOIBI: BUIIHSI, TPEHI(pPyT, 160;I0K0, rpyIia, CIUBa, aBOKAI0, KIyOHUKA,
YepHUKA, MaJIMHA.

Mac1o: cIuBOYHOE MACiIo, Macjao IXH, KOKOCOBOE MACJIO, MaC0 aBOKaI0, OJIMBKOBOE
Maciio, maiones (6e3 caxapa), MCT macio.

Hanwurku: Boza, 6y/Ib0H, IPOTEMHOBbIE KOKTEMIN 6e3 caxapa, KOMIIOT U3 (DPYKTOB 1
arox ¢ uuskuM 'Y (6e3 caxapa), KOKOCOBOE MOJIOKO, KOKOCOBasA BOJa, MAHAATHLHOE
MOJIOKO.




IIpumep MeHIO Fia 9-IeTHETO peGeHKa

-1400 KuIOKaAIOPUH B IeHb

-31 rpamm yrieBomos (9% ot 06111ei KaJTOPUHHOCTH)
-109 rpammos xupos (70% oT 061Iel KATOPUIAHOCTH)
-80 rpamMmoB 6eTKOB (22% 0T 06111elT KaIOPUITHOCTH)

Memntro:
3aBTpak O6Gen
Berunna - 30 rp. 3eseHblii canaT
2 stitia Casar u3 TyH1a (TyHell KOHCEPBHPOBAHHBIN — 85
CauBounoe Macio — 1.5 ¢T. oKk [1p., cenbaepeit — 20 rp., comensii oryper — 20 rp.,
fA6m0x0 — 20 rpamMmoB MaroHes3 — 2 CT. JIOKKH).
Bopa Bozna
IIepexyc Coip
Yxun Ilepexyc
TloBaauua -85 rp. ABoxkayio—80 rp.
Bpoxroau—100 rp. Cenbzmepeii— 80 rp.
OnuBkoBOe Macio—4 cT. T0KKH  |Boga
Kowmmor - 1 crakan
Bopa

MoHUTOPHMHT aHAJIHU30B
-Jleuaruii Bpay oJKeH OCyIIEeCTB/ISATh PEryIapHbIi MOHUTOPHEL. BCEX. AHAIN30B,
0CO0EHHO MIPH COBIIOIEHUN KIACCHYECKOH KeTO JUEeTHI:

-OeKTPOIUTHI (0COOEHHO KATBITHE), ITOKA3aTeNH arua03a, HeYeHOUHbBIH TPOQHIh,
caxap KpOBH, YPOBEHb KETOHOB, KADHUTHH.
-Perxomenmyercs uCmonn30BaTh TECT-MOIOCKH IS
W3MEPEeHUs YPOBHI KETOHOB B JOMAIITHUX YCIOBHIX. Q
-MOHUTOPHHT aHATIM30B II03BOJIAET YIOCTOBEPUTHCA B .
3(P(EKTHBHOCTH JHUETHI, a4 TAKKE [IPEAYIPEIUTH T0O0UHBIE
apderTsI.

-AHanu3sbl TaKKe MO3BOJIAIOT OTKOPPEKTUPOBATH
Mom00PaHHYIO AUETy IIOCIEe TOTO, KAK OPTaHu3M
Hayasl [MoJy4aTh SHEPTHIO U3 JKUPOB. BO3MOIKHO,
MpHUAETCA U3MEHUTh HAOOP IIPOAYKTOB, CITOCO0
IIPUTOTOBJICHUS, WJIM BKIIOYUTH IUIIEBbIE
IO0ABKH.

-¥Y merotopsix faerei ¢ CA maxke mpu
cobmonennu quetsl ¢ Huskum 'Y Hacrymaer
COCTOSTHHE TIOBBIIIIEHHOTO KeT03a, ITI09TOMY
MOJKET IIOTPEGOBATHCS YBEIHUCHHE

KOJIMYECTBA YIIOTPEOIsIeMbIX YIJIEBOIOB.




BBeI[eI-II/Ie npnlcopma Yy MUI1ai€HIIEeB IIpu KEeTOTeHHOH auere:

Besonacuoct > Hagamno > IIponom:xenne > Ilognep:xanne

IIpo6aemsbI ¢ HAGOPOM Beca HA KeTOreHHOH nuere/muere ¢ uuskum I'H:;

¥ meroTopsix gereit ¢ CuHapoMoM AHrenbMaHa B IePBbIE TOMBI KU3HHA €CTh IIPOOIEeMBI ¢
Habo0pOM Beca, KOTOPbIe MOTYT yCYTYOUTHCA IPY BBEIEHUU THUETHL.

K cosamennio, MOIOKO He pPEKOMEHIOBAHO K YIIOTPEOIEHHUIO HA KETOTeHHOU JTHETE B
CBf3HU C BBICOKHM COZIepiKaHueM yriaeBooB. B ciayuae, eciu pe6beHOK yoTpebsier
00JIBIIIOE KOIMYECTBO MOJIOKA, PEKOMEH/YIOTCS CIEAYIOIINe BapUaHThI:

-3aMeHa 060BIYHOTO MOJIOKA Ha MUHIAIBbHOE MOJIOKO ¢ fooasnerneMm MCT macaa (nan
JIPYTOTO Macia).

-Beenenue B paiuoH je4e0HbIX MATATENBHBIX CMECeH /I KeTOreHHOM aueTnl: KetoVie,
KetoCal, u np. (MosxeT 6bITH CI0XKHO IprOOPeCTH).

HapymieHusa o6MeHA BEIIECTB U APYTHE OCJIOKHEHUA IIPH
COOIIONEeHUUKETOT€HHOH THeThI (B OCHOBHOM HAOIIOGAIOTCA IIPU
cob6monennu 3:1 nmau 4:1 KJI)

-O6esBoxuBaHue (BAYXHO IIUTh MHOTO BOIBI).

-Huskuit yposens caxapa B KpoBH (YpOBEHbB ITIIOKO3bI B KPOBH HEsKe 40 ML/ u
CHUMIITOMATHYECKAs THIIOTIUKEMU KOPPEKTHPYIOTCS IPUEMOM HAIIUTKOB, COILEPIKAIIUX
YIJIEBOJBI, HAIIP., AIIeJILCHHOBOTO COKA).

-M30bITOK KEeTOHOBBIX TEJI.

-Mera6oaudueckunii ampmos.

-Ocnoxuenns co cropousl JKKT: samopsi, 60516 B :uBOTE, TOIHOTA. KaK TIpaBmiio, To
BpeMeHHbIe IP00IeMbI, KOTOPbIE PEAKO TPEOYIOT MIPEeKPAaIeHUs JUEThI, OQHAKO MOKET
oTpeGoBaThC YBeIUIeHHe KOJIHIECTBA YIIOTPeOIIeMbIX YIIEBOIOB.

*Panee xnunuku CIIIA ocyiecTBIsaI1 MOHUTOPHHT YPOBHSA caxapa B KPOBU B
cTanyoHape, OTHAKO cefuac yXOQAT OT STOU IPAKTHKN U BBOJAT THETY aMOyIaTOPHO.
Ocio:xuenuns co cropoasl JKKT

-YmoTpebaenue 60IBIITIOT0 KOJMYECTBA JKUPA MOKET BbI3BaTh TOIIIHOTY U PBOTY, & TaAKKe
YBEIMUUBAET BPEMs OIIOPOKHEHHS JKeLy KA.

-CHmxenune o6beMa IoTpPebIseMOH UK U HU3K0e COflep KaHue KIeTYATKU B IHUIIe
NIPUBOIUT K 3amopaM. Ketorennas auera B cOOTHOIIEHHY 3:1 BBI3BIBAET MEHBIIIE
npobaem ¢ KT, gem 4:1.

IIpu BosHUKHOBEHMHM 3a1I0POB pekoMmenayercs npuaumarb: MCT macio, cox amos,
LATPAT MArHUS.

-B penkux ciy4yanx BO3MOKHO pasBuTHe remarura u nankpearura. He pekomenmyercs
BBOOUTH KETOTEHHYIO UETY JI0AAM, IIPUHUMAIIUM IIperapaTbl Ha OCHOBE
BaJIBIIPOEBOM KHMCJIOTHI, IOCKOJIBKY OHH YBEIMYUBAIOT PUCK PA3BUTHA IAHKPEATHTA.



Kavmuu B moukax
-Puck BosHuKHOBEHUS KamMHuel B moukax mpu cobmonenuu K]l cocrasmset or 2 1o 6% u
MOKeT JocTUraTh 25% y Jiofel, coOOII0NAIOIIUX KeTOTeHHYI0 TueTy 6ojee 6 et momaps,.
-Ymiorpebiienre IUTPaTa KAIusa MOKET CHU3UTh PUCK 10 0.9%
-PexoMeHnmoBaH MOHHTOPUHT KAIBIIMH-KPEaTHHUHOBOTO COOTHOIIIEHH B Mo4e (B
Havaje ANeThl U Kamable 3 Mecsra mocie). B ciyuyae BOSHUKHOBEHHS CUMIITOMOB
00JIe3HH TTOYEK peKoMeHoBano0 ¥ 3U mouexk.
3agep:xkka pocra 1 1e(pAIMATHHIE COCTOTHUA
-Y mereii, cOOIIOMAIOIINX KETOTEHHYIO TUETY, MOKET HAOMIOIAThCS 3afep:Rra poera: Ke
MOKHO CKOPPEKTHPOBATH, YMEHBIIIUB 00beM ITOTPEOIIEMbBIX KUPOB U YBEIHIUB 00HEM
YIJI€BOJOB.
-¥Y nanuenTos, cobaonaomux K], Habaogamucs cienyroniue fe(UIUTHLIE COCTOSHUS:
-llecurur kanbiya U BUTaMUHA D MOXKET CTAaTh IPUUNHON PA3BUTHS OCTEOIIEHUH U
0CTEOII0po3a.
-Ilpu mosroBpeMeHHOM COGJIIOEHUN KeTOIreHHOM qUeThl PEKOMEH/y eTCs
MIePHOIUIECKOe IIPOBEeHNEe BYX9HEPreTUYECKOH PEHTTeHOBCKON a0COPOIHOMETPHH.
-PexomennoBamno ymorpebienne HUSKOYTIJI€BOAHBIX MyJIbTHBUTAMHHOB,
coZlep:KaIUX TAKKE MUHEPANBI ¥ KAIbI[Ui + BuTaMuH D.
-Mosxer BOSHUKHYTH Je(pHUIIAT KAPHUTHHA, B TAKOM CIydYae PEKOMEHIOBAHO €T0
IOTIOTHATENIHbHOE YIIOTPeOIeHue.
-ITpu cobmiofieHny KeTOreHHOM JUeThl Y HEKOTOPBIX JeTel HabII0AaIuch
KapIHOMHMOIIATHSA U YIJIUHEHHEe KOPPUTUPOBAHHOTO HHTepBaia QT, KoTopbre. Moriu
OBITh BBI3SBAHBI A€(OHITATOM cejieHa. PexoMeH0BaHbI MyIBTHBUTAMUHEI C
colep;KaHreM CeJieHa, a TaKKe aHAIM3 HA KOHIIEHTPAI[AIO CeJIeHA B KPOBH.
Jucannunemusa
-I'unepxonecrepunemus
-I'uneprpurnunepunemus
-ITpu xpoHryecKkol AUCIUITHAEMUN PeKOMeHI0BaHo mposectd ORI -nccnenosanue u
JoTLIepoTrpaduio, YTOOBI UCKIIOYUTh KAPIHOMHUOIIATHIO.
-J[J151 cHUIKEHUSA PUCKA PA3BUTHSA TUCIUIIUIEMUAN PEKOMEH/YEeTCA OTAaBaTh
MIpeAIIoYTEeHHE YIIOTPEOIEHNI0 HEHACKIIIIEHHBIX KHUPOB, 100aBuTh B paruon MCT
Maciio ¥ KAPHUTHH, a TAKKe CHU3UTH COOTHOIIIEHNE KUPOB K YIJIEBOIAM B JIKETE.
JApyrue daxTopsl, KOTOPbIe HEOOXOINMO YIUTHIBATH:

-Hacro# mpuyruHON BO30OHOBIEHUS IIPHUCTYTIOB TIPH

K]l aBmstorca pacTBOPSI /i BHYTPUBEHHOTO

[ I 7 - BBEJIEHU, COfIepsKallie TeKCTPO3Y.

e -B cayuasx, korma pe6eHOK HAXOAUTCS B OTAETEHUN
WHTEHCHUBHOM TepaIiuu, IPU BBEIeHUH porodoia
PEKOMEH/IyeTCs OTKA3aThCS OT COOJII0IeHUS
KETOTeHHOM AueThl BO u30eKaHne BO3SHUKHOBEHUS
OCJTIOKHEHUH.

-Hexkoropbie MemukaMeHThI MOTYT COJIEPKATH
YIJIEBOJIBI, UYTO MOKET IIPUBECTH K BBIXOIY U3 KeT03a 1
BO300HOBJIEHUIO TIPUCTYIIOB.




IIpocrynunie 3a6o1eBaHuA/TEMIIEPATYPA
-Ucmonbayiire maponoHm:KaIue 6e3 caxapa
(cBEYM ABIAIOTCS OTHUM K3 OITHUMAILHBIX
BapUAHTOB, T.K. HE BIMIIOT HA KETO3).

-Ecnu Temmneparypa He cHMKAETCS, BBI3OBUTE
CKOPYIO IIOMOIITb.

-¥Y6enurech, UTO Bee JIeKapcTBa, MPeAICcaHHbIe
pebeHKy, He coiepsKaT yrieBo10B.

IInmmeBbie 1oGABKH

-MCT macmo
-JleBOKapHUTHH
-IIpebuorurmu/IIpobuoTnrmn
-JK30Te€HHbIE KEeTOHBI
-Taypun

-Uepnas cmopoauHa

-B12

-Menarouuu

-DHA (IT'K — [lorosarekxcaenoBas
KHCIIOTA)

-Keneso

-L-Tpeonuu

MCT Macao
-MCT - aro cpennernenoueunnie Tpurauiepunbl (Medium-Chain Triglycerides),
KOTOpbIE, B OTINYHE OT [IINHHOIIETIOYEUHBIX JKUPOB, JIeTYe U ObICTpee YCBAUBAIOTCS
oprauusmom. MCT 6bicTpo momafaioT B e4eHb, Ie PaCIleITI0TC Ha. KeTOHbI 1
IIOCTYTIAIOT B KPOBOTOK, O6ecriedynBasi Oprauu3M IIOYTH MIHOBEHHBIM 3aPSII0M SHEPIHH.
-MCT macno moMoraeT yCHINUTh H YCKOPUTD COCTOSHHE KeT03a; KOTOPOE UMEET Maccy
npeumyiitects npu Cungpome AHrenpMaHa.
-MCT macino ymnydiiaer KOTHUTHBHbBIE CIIOCOOHOCTH.
-ITomoraer mipu 3amopax.
-MCT yBenwmuusaror sxcupeccuio UBE3A B kimeTkax mo3sra.
-MCT macno MokeT comepskaTb HECKOIBKO
CPemHEeIeII0UYeYHbIX JKUPHBIX KHUCIOT
(rampuioBas, kampuuosas u ap.). Cormacuo
HEKOTOPBIM JAHHBIM TPUTJIHUIIEPUILI KATTPUIOBOM
kucaoTel (C8) mydrre crrocoO6CTBYIOT BhIPAOOTEE
UBE3A, yem xanpuuosoi kuciaorsl (C10). (Her
omy6nuKoBaHHbBIX ucciaenoBanuii). Cm. Tabmuigy:
Bepxwuss quarpaMmmva — IOBBIIIIEHWE YPOBHS
UBES3A B xnerkax mosra mpu npueme C8.
Hwuxuas guarpamva — npu npueme C10.
-Haunwure ¢ 1 yaiiHOM# JT0KKHA B IeHb U
YBENMYUBAWTE B 3aBUCUMOCTH OT PEaKI[UU
oprauusma. (CaMbliil cepbe3HbIH T060IHBIN
adpderr MCT macna — quapest).




JleBokapHHUTHH

-JleBOKapHUTHH PEeKOMEHyeTCa IPUHUMATD IIPH
HEXBATKE KAPHUTHHA.

-Kapuurun urpaer oueHs BaJKHYIO POJIb B
BbIpaboTKe opranuamMoM sHepruu. OH IEPeHOCUT
IIMHHOLIETIOYE€YHbIE JKUPHbIE KUCIOTHI B
MUTOXOHPHH, IJie OHH IMPeobpasyioTcsa B
SHEPTHIO.

-Heobxoxmmo craBaTh aHAMN3bI HA KAPHATHH
repe;| Ha4uaJIOM [UEeThI ¥ Pas B IOJ IOCIe Havaua
IUEeTHL

-Mosxer nperoTBpaTUTH pa3BUTHE
IUCITUITHIEMUH.

Koauzum Q10

Kosuszum Q10 — oueHb BasKHOE BEIIECTBO 11 MUTOXOHAPHUH. MUTOXOHAPHH — 3TO
SHEpreTHYECKUe CTAHITUY KIeTOK opranusMa. IIpous3BoaCTBO 9HEPTUr B OpraHmusMe
OCYIIECTBJIAETCS TIOCPECTBOM JBUKEHUA SIIEKTPOHOB TI0 3JIEKTPOHHO-TPAHCIOPTHON
IeNH B MUTOXOHIPHSX.

Kosusum Q10 urpaer BazkiHyio poab B fanuoM mporiecce. CyiecTByer uccienoBaHue, B
KOTOpOM MbIuHON Mogenu Curapoma AHrenbMaHa (Heserusa) BBOGUIn Koou3uM Q10.
B pesynbraTe BBegeHusa kosu3uMa Q10 6bUIH OTMEYEHBI CIEAYIOIINE YIIyUIIeHH:
yiydilleHre MOTOPHBIX HABBIKOB, KOOPAUHAIINY, CHIKEHIE TPEBOKHOCTH, a TaAKKe
noBbImenue sxcpeccun komrurekcos 111 u IV B sonax CAl'm CA2 Tumnmokammna u B
MO3IKEUKe.

IlamnHas qob6aBKa TaK:Ke ABISETCS OTHOCUTENIHHO 0e301acHOM, PeKOMeHIyeMast
nmosupoBka: 100-200 mr B meHb.

ITepBoucrounur —Corrigendum to “Administration of CoQ10 analogue ameliorates dysfunction of the

mitochondrial respiratory chain in a mouse model of Angelman Syndrome” [Neurobiol. Dis. 76C (2015) 7786] -
ScienceDirect

DYHKUMNA MUTOXOHOPUA




IIpe6uoTHKHN M HPOOHOTHKH

-CyI11ecTByIOT TaHHBIE O TOM, YTO 3J[0POBbE KAIIEYHUKA BIIMIET HA HEPBHYIO CHCTEMY U
MOJKET TaK:Ke BIUATDH Ha MOBefieHue (KOPPEKIIHIO HeKelaTeIbHOTO ITOBEIeHNs).
-ITpebuoTrky 1 MPOGHOTHKYN PEKOMEH/AYIOTCSA K YIIOTPEOIEHHIO IIPY 3amopax.
-IIpebuornku 1efCTBYIOT KaK yIOOPEHs, IUTAOIINE CYIIECTBYOIIYI0 MUKPOQIOPY
KHIIIEYHUKA.

-IIpo6buorrku BocmomHAOT HEXBATKYy HOBbIX 6akrepuii (B. Fragilis; akTusHbIe
KyJIBTYPBI B HOTYPTaXx)

BeeaeHHe NPpOGHOTHKOB MblWAaM C NPHIHAKAMY ayTHIMa

HameHRET cocTan
MHEPOGNOPE KMLWEYHHKS

NoBpIWaeT HENPOHMLAEMOCTE
anuTenHansHoro Gapsepa

CHHM¥MaeT BePOATHOCTE
=YTEYKH~ HEKOTODBIX

METAGONUTOR KT - >
BoccTaHaBMBaeT MeTatonmTsl m
B CHIBOPOTKE KPOBM.

YAyuwaeT NPoRBAEHMA HEMENATENLHOMD NoBeaeHMs|,
ACCOLHMPYEMBLIE € AYTHIMOM

JK30reHHbIE€ KETOHbBI

-Kananueckoe ncememoBanne BINAHNAS S9K30T€HHBIX KEeTOHOB Ha mamueHToB ¢ CA
3aBepIIeHo B AHBApe.

-B uccnenoBanuu yuactBoBanu 13 gesoBex.

-PesynbraTsl ;anHOIO MCCIEI0BAHK €Ile He MMPOaHaTU3UPOBAHBI [0 KOHIIA.

-Y HEKOTOPBIX IAITUEHTOB OTMEUEHO 3HAYNTEIHbHOE N3SMEHEHNE JTeIbTa-BOJIH, 10
CpaBHEHUIO ¢ u3HAYAILHOH I (He cTaTHCTHYECKH 3HAYNMBIE).

-B n106m0# mone ormeuensr usmenenns [ICC (moreHmuana, CBI3aHHOIO ¢ COOBITHEM),
yIydIleHre KOTHUTHBHBIX CII0COOHOCTEHH.

-ITomoraer mpu 3amopax (Boamo:kHO, 6maromaps cogepsxauuo MCT).

-Bnusinue Ha amnmneTuT, KOPPEeKIys MPUCTPACTHS K BHICOKOYTICBOAHOM ITHIIIE,
CBOMCTBEHHOT0 HEKOTOPbIM mamuenTam ¢ CA, cHUKeHMe Beca y JaHHBIX MTAIlNEHTOB
(IaueHThl ¢ U3JIUIITHAM BECOM).



Taypun
-CormacHo HeJJaBHO OITyOJTMKOBAaHHOMY MCC/IEIOBAHUIO BBEIEHNE TaypUHA
CII0COOCTBOBAJIO BOCCTAHOBJIEHHIO MOTOPHBIX HABBIKOB, KOTHUTHBHBIX CITOCOOHOCTEH 1
maMsaTH B MbIIITHHON Mozeau Cuaapoma AuresbMaHa.

-Mosxer ucnons3oBatbed namuenTamu ¢ CA B KauecTBe Tepanuu I YIyIIIeHud
MOTOPHBIX ¥ KOTHUTUBHBIX CIIOCOOHOCTEH.

-UsBecrHo, uyto Taypusn sasiasercsa arouucroMm pererrropoB AMKA (ocuHoBHOU
TOPMO3HOM MEeIuaTop).

-fABnsieTcss MOBOILHO 6E30IACHOM T00ABKOM, T03UPOBKA BAPhUPYETCA B Ipemenax-20=
2000 Mr B 1eHB (IIPOKOHCYILTHPYHUTECH C BPAYOM).

*(He obuapy:xeHo mo609HbIX 3)eKToB mpu ynorpednerun 10 3000 Mr/aeHb.y:
B3POCTIBIX).

L-Tpeonun

-Heszamenumasn aMuHOK#CIOTA (CTPOUTEIHHBIN MATEPUAI [IJIs OEIIKOB).
-UcnonpayeTcs A1 KOPPEKINH CIACTUIHOCTH IIPHU APYTUX HEBPOJIOTHIECKHUX
3a001eBaHUAX.

-Her nanusix 06 spdperrrBHOCTH KOHEpPEeTHO Ipu CuHApoMe AHrenpMaHa.

-Taxsxe Mo:KeT crrocO6CTBOBATH CHIIKEHUIO T PeBOKHOCTH.

ITono:xkuTENHLHBIE CBONCTBA TPEOHHUHA:

1. Heo6xomum miis Beipaboren B12.

2. Ilomnepsxka IMMYHHOU CHCTEMBI.

3. Ilpenymnpesxnaer muppo3 medeHu.

4. ITo3BoseT manueHTaM ¢ IeHaKkuel yuoTpedisaTh MIIeHHILy.

5. Mosxer ObITh 5(p(PeKTHUBEH B JIEUEHUN TUPO3WHEMUHU (THUM 1), CIIACTUIHOCTH U
(heHUITKETOHYPHH.

6. Mozxer 0bITh 9dpperTruBeH npu 6osesuu Jly ['epura.

7. Coco6eTByeT HOPpMaIbHOMY (PYHKITHOHHPOBAHUIO KUIITEYHHUKA.,

8. YxpeluieHue MBIIIII U COeIUHUTEIBHON TKAHMU.

9. ¥YcropdAeT 3a:KUBIEHUE PaH.

10. CHIIKAeT TPEeBOKHOCTD.

11. Crabunusupyer caxap KPOBH.

12. Yuacrsyer B nukie Kpe6ea.

13. Yayuraer coH.

Yépuaa cmopogmuHa

-CorsiacHo coO0ILIEHUAM HEKOTOPBIX POIUTEIEH IIPHU IIPHeMe
yepHO# cMopoauHbl mamueHTaMmu ¢ CA OBII0 0OTMEUEHO
yIydIlleHre MOBeIeHUs U 3HAUUTEIbHOe YIydIlIeHne
KOTHUTHBHBIX CIIOCOOHOCTEH.

-Ucmonbsosainca onpenenennsiii Bug BAJla — Brain Shield
komnanuu Vitality NZ (1 kamcyra B 1eHb IIpH Jelerind uin 1
KaricyJsia yepes feHb mpu Apyrux sumgax CA).

-Hexroropsie poauTesnu Takke OTMEYAIH OBBIIIIEHHYIO
TPEBOKHOCTD.

-Ha manubiii MOMEHT HET OIyOITMKOBAHHBIX UCCIEIOBAHUM O
moabse npu CA.




BuramMuHbI -Buramuna B6 mosxer cHu3uTh
rpyuansi B pasapaKuTeTbHOCTD, BHI3BAHHYTO
mpueMoM Ipenapara Kemmpa
Bi1 B3/Bs Bes B7 Bo Bi2 (Jleserupaueram).
-~ Pty B -Buramuu B12 ouenn BaskeH misa

HEBPOJIOTUYIECKOTO PA3BUTHUA.

e A b - m-ﬂo HeU3BeCTHHIM IPUINHAM MHOTHE

narueHThl ¢ CA uMeIoT BHICOKHH YPOBEHD

e 0 A% ¥gP A% - suravuna B12, gawe He memomssyn

4 ' mwuiresble J00ABKH.
& @ ﬂf m ﬁ; ﬂ' -Uccnenosanns He JeMOHCTPHPYIOT

HO3UTHUBHOrO BIugHuI B12.

ﬁ s e O ‘ a -B12 6e3omacen B HCIOIb30BAHNH,
- : €KOMEeHJ0OBaHHAT TO3UPOBKA: 1 ML B
- L A P &0 w.°’ p

IIeHb JIJI JII000TO BO3pACTa U Beca.
Keaezo
-Pexomenyercs cuenarb aHaaus Ha
cojiep:kanue xeme3a ((pepputrHa), 0COGEHHO et =
€CIIH eCTh IIPOBIIEMBI CO CHOM. ";it" - a m ﬁ
-Eciu BbIABIEH HU3KHIT ypPOBEHb JKeresa, N g
100aBbTE B PALMOH IIPOAYKTHI C BHICOKAM

Mpewxa Kepposwie opexn  F4Hesan kpyna OmcauKa Nweknua
CoZiepiKaHueM xejieda Uil MyJIbTUBUTaAMUHBI o ’
A
C CogepraHueM xeuaesa. ﬂ‘.‘i T
. 5o

-BA]l :xenesa MoKeT yXyAIIUTE 3aII0PbI,
OJHAKO MOKET IIPUMEHATHCA KPATKOBPEMEHHO Rk W — o
IUIST BOCITOJIHEHHMS 3aI1aCOB JKejesa. # ’ 2 v
-Bocronaenune 3amacos xeire3a MOKeT ObITh > % *@
a(ppexTUBHO MTpU MPO6GIEMAX CO CHOM Y

nanuenTos ¢ CA.

Menarounn

-I'opmoHn, BEIpabaThIBAEMBIH IIUIITKOBUAHON KEIE30M.
-ITomoraer ycHyTS.

-He s¢ppexTuBen B momnep:xanum cHa.

-Crout monpo6oBaTh JaBaTh PebEHKY KA IbIA Beuep B OIHO
BpeMs IIepej OTXOJ0M KO CHy (IIpM HAJIHYHWHU IIPo0IeM co
CHOM).

DHA (AT'K - Joro3sarexcaeHOBaA KHCJIOTA)

-HKupnuas gucnora omera-3, HeoOxoauMas i1 PA3BUTHUS MO3Ta BO
BpeMs 6EPEMEHHOCTH U B PAHHUE TOJbI JKU3HHU.

-Jlo6aBnAeTca B HEKOTOPBIE MIHUIEBhIE IPOAYKTHI.

-CormnacHo uccIe0BaHIi0, IPOBEIEHHOMY Ha MOAEIH MyXH C .
Cungpomom Aurensmana, DHA yayuimmna crioco6HOCT =
B30UpATHCA BBEPX I10 IIOBEPXHOCTSIM.




Bianaaue guarsHosa Ha CEMbBIO

OO0bsiBlIeHHE O TUATHO3€ CHHIPOM
AnrenbMaHa — 9TO MOTPICEHHUE,
KOTOPOE HAMPSIMYIO 3aTPOHET BCEX
YJIEHOB CeMbH. OTa HOBasd
PeaIbHOCTh KOCHETCH POAUTENEH,
Jereii, OpaThbeB u cecrep, 6abyIIek u
JeAyIIeK, KaI0ro IM0-CBOEMY.
Cemeiinoe Buzenue cebsi, CBOEro
MIPOIILIOr0, HACTOSIIIETO U, 0COOEHHO
Oy/Ly1ero, BMECTe CO BCEMH yCTOIMHU,
PHCKyeT IOTepIeTh KPax.

O0BaBIeHHEe TUATHO3A

Ilenb, KorJa cTaHeT U3BECTEH AUATHO3, HABCETIa OCTAHETCS B IaMATH poguTeien. Ouu
yacTo OyIyT BCIIOMUHATD STOT JE€Hb M IIOCTOSIHHO K HEMY MBICJIEHHO BO3BPALIATHC:
«Kax cuer Ha rosoBy», «Kakoe Gymyimee y aToro peberka», «Bce pyxHy0, Kak ¢ 5TUM
JKUTH» - T€ CAMbl€ BBIPAKEHUS, KOTOPHIE YACTO UCIIOIB3YIOTCS ISl OMUCAHHAST
TIEPEKUTOTO 1I0KA.

IlepBsie c10Ba MEIUITMHCKUX PAOOTHUKOB O COCTOSHUY PeOeHKa W BEPOSITHOM €ro
Pa3BUTHHU, KAKUM 00pPa30M OHU ero IPUHSIIIH, BCETIa UMEIOT O0MbIIoe 3HAYEHUE IS
ponurenei. Bepa Bpaueii B Gynyiiee Takoro pebeHKa OueHb BajKHA. B TakoM ciyuae sTo
HEMHOTO yCIIOKAuBAET POMUTENEH U CIIOCOOCTBYET YCTAHOBIEHHIOTIOBEPUTEITEHBIX
OTHOIIIEHUH MEJKIy HUMH U MMaTPOHAKHBIMHA PAGOTHUKAMHU, KOTOPhIE TaK HE0OXOIUMbI
Iuis OyyIero pebeHka ¢ cuHapoMoM AHrenbmana. Takke ¢cTaHOBUTC BO3MOKHBIM
ILUIAHUPOBATH OyayInee 6e3 crpaxa 3a Hero, IOCTEIIEHHO BHUKAA B CyTh 3a00/IeBaHUA U
IBUTASCH BIEPE B MHTEPECax CBOEro pebeHka, Beps B Hero. LloeraHoBKa Tuarnosa
penKo ObIBaeT eIMHUYHBIM MOMEHTOM, 9TO CKOpPee MOCAeI0BATENBHOCTD PA3HbIX
KJIMHAYECKUX COOBITHH B Te€UeHHe BpeMeHHU. I Ipy BhISABIeHUN HOBBIX. KPUTEPHUEB
CHHIPOMA B aHAMHEe3€e II03BOJIIeT MeIUIIMHCKUM PAOOTHUKAM IIPABHIBHO YCTAHOBUTH
JIUarHo3.

Il71s1 poguTeieii 9TO MePeIOMHBIA MOMEHT B UX JKU3HH, T. K. TElepb UX JKASHD JEIUTCS
HA «JI0» U « TIOCJIe», W 3TO 3HAYMT, YTO HYKHO YUUTHCH JKUTh 3aHOBO.

B nporiecce mpoxokeHNs MOTHON JUATHOCTUKYM POAUTENSIMU OBLI 3a/[aH THICAYA U
OJIVH BOIIPOC O TPYAHOCTSX B OyayIieM cBoero peGeHKa, T. K. OHUM BU/EJIH, YTO_«ITO-TO
He TaK», HO CTAPAIUCH YCIOKOUTh APYT APYTa, MBITAACEH 3alleUThCT 38 MAJICHIILYIO
Hage:xny. OrmagsBasch Hasajl, POAUTENIH BCIIOMUHAIOT STOT IIEPHUOJ KAK IIEPUOL
HEJOIIOHUMAHUA U OMUHOUECTBA: «fl 3HaII, UTO y MOe# JoYepH 9TO-TO eCTh 3aI0JIT0 10
TOTO, KAK €d IOCTABUIM JUATrHO3. I 4yBCTBOBAI 3TO INIy0OKO BHYTpU celsi, HO BCe
TOBOPHJIM MHE, UTO 5 COIIEIN C yMa, U4TO 5 MPEyBEINYNBAL0, YTO MHE IIPOCTO IMTOKA3aJI0Ch.
Iaske meguaTp CKasaja MHE, 9TO S CAUIIKOM BOJIHYIOCH U CIMIIKOM MHOTO CPABHUBAIO
BTOpPOTrO peberka co crapinum!» Tpesora poxureneii ycuausaeTcs, KOTma
MEIUIITMHCKUMH pa6OTHI/IKaMI/I npemjararTcCa IICUX0JI0TUuIeCKue 06'bHCHeHI/IH IIPUYUHBL
«BBI upe3aMepHO OIeKaeTe CBOETro ChiHa», «Baia 10ub coBepIIeHHO HOpMaIbHAS; HO-BbI
CITAIIIKOM OGECIIOKOEHbBI, ¥ BbI He I03BOJIAeTe €i pa3BUBATHCA B €€ COOCTBEHHOM TeMITE>.



IlepBblie peakmun
Yarre Bcero mocraBjIeHHbIN PEGEHKY
IUATHO3 CHHIPOM AHTreJbMaHa IPHBOIUT
ponutenel B 3ameniaTeabCTBO. O6bIIHO
OTIIbI HE CKJIOHHBI JPaMaTH3UPOBATh
CUTYALVIO, B TO BPeMs KaK MaTEePH YaCTO
BIIA/IAIOT B [IEIIPECCUI0, UCIIbITHIBAT YyBCTBO
q- BuHbI. [loaTOMy y Marepei, Kak IIpaBwiIo,
— MPOSIBJIsIETC GOMBIIE TICHXOTOTHIECKIX
CHMIITOMOB TaKOU JEIPECCUHU B CBSI3H C
00J1e3HbI0 peOeHKA, HEKEIH Y OTH0B:
MenunuHCKUN AHATHO3, ONPEeIeISIOIIHI
cyns0y peberka, MOKeT ObITh ITOCTABJIEH 10/l COMHEHHE HEeKOTOPBIMY POIUTEIIIMH,
KOTOPbIE OTBEPTAI0T 00JIE3Hb U XOTAT YCIBIIIATE YTO-TO APYTOE, UCKII0YAIOIee STOT
«IIpUTOBOP». HEKOTOPhIE M3 HUX CTAHOBSATCA arpPeCCUBHBI U 3JIbI, 4 TAKHKE MOIYT IOUTH
Ha KOH(IUKT C BpayoM, 00bIBUBIINM quarto3. He uckmrouaercs Tot gakr; 9To Bpad
cTaHeT 00bEKTOM SIPOCTH POAMUTENEH, T. K. OHU OyIyT CYATATD, YTO STOT BPaY OTHI y
HHX Yy HHX CAMOe JIOpOroe: ux 6e33a00THOCTD. B 9THX yCIOBUAX MEIUIHHCKAM
paboTHHUKAM TPYIHO CO3ATh TEPATIEBTUYECKHUH albIHC, KOTOPBINA TAK HEOOXOIHUM BO
6sraro pebeHka.
I pyrue ponuTenn MeHee OTKPHITO BHIPAKAIOT TiIyboKyio Tpesory. ComaTusaimsa — ogHa
W3 PEAKIIHH, 4acTO HAOMI0IaeMbIX Yy POIUTENIEHN: TEeJI0 CTAHOBUTES MECTOM BhIPAKEHUS
60JiM, KOTOpAas IO-APYTOMY HE MOKET HAUTH BBIXO/A.
Msuorue pogurenn 4yBCTBYIOT, YTO OHHM HABCETIA YHUUTOKEHBI TSIKEIOH 60IE3HBI0
peberka. Bopuc [luprosbHIK BBIIBUHYJ TEOPHIO O CIIOCOOHOCTH HEKOTOPHIX;CEPhEe3HO
TPaBMUPOBAHHBIX JIFOEH, HECMOTPSA Ha HEB3TObI, [IPEO0JIE€BATh CBOU CTPATIAHNA,
BOCCTaHABIUBAsACH mocse KaracTpodbl. OHM HAXOAAT B cebe CHIIBL, 8 3HAUNT,
OKA3BbIBAIOT COIIPOTUBIICHNE K PA3PYIIEHUIO U YIATCSI CIIOCOOHOCTH CTPOUTE JKU3Hb JIJIS
cebs1, HeCMOTPs Ha TPYAHbIE 00CTOITEILCTBA U e HeOIaronpuaTHY0 BPAKIeOHyI0
cpeny. Teopusa mo3BossgeT HaM yTBEPKIATD, UTO IPOIILIOE He 0013aTeIbHO 00peKaeT
OymyIiee u 9To B JI000H MOMEHT ;KM3HEHHYI0 TPAEKTOPHIO0 MOKHO U3MEHHUTD,
TpancgopmupoBars. bes meramopdos Her 60sn. «TsaKer0 paHeHHbIe TYIITH
CBHUIETEJILCTBYIOT O PA3BUTHUH HOBOM (PHUIIOCO(IHH CyIIIeCTBOBAHUSI»,- ITOACHAET Bopuc
Hupronpuuk. Heobxogumo cripocutsb cebst, I094eMy BbI CTONKHYJIUCEH C TAKOM
CHUTyaImel, KoTopas, B CBOIO O4epensb, mobyxaaeT Bac OTKPBITH Ty 4acTh cebsi;KoTopast
JK/IaJia CBOEro BhIpaKeHus. Takum o6pasom, aBTOP XOYET JOHECTH; YTO B JII000H
CIIOJKHOM CUTYyaIlly CTOUKHH YeJI0BEeK He MOKeT n30eKaTh OKCIOMOPOH, 00pa3 KoToporo
MOJKET OBITH YCTPUUHAS MKEeMUYKUHA: KOrJa TeCUNHKA MPOHUKAET CKBO3b YCTPHUILY, Ta
IOJKHA BBIIENATh KPYTJIbIi [IepaaMyTp, U 9Ta 3alllUTHAA PeAKIU JaeT TBePIbIH,
OJIECTAIIUY U JPArolleHHbIA KaMeHb. Peub uieT He 0 Tepousallii CTPaJgaHui, a 0
3HAHWUM TOTO, YTO JAKE B CIIOKHOM CUTyaI[dU MOMKHO IIPOIOJLKATE YUUTHCS, CO3MaBATh U
TBOPUTD. MHOTHE POAUTENN YTBEPKIAIOT, YTO Oaaromgaps 60Je3H) CBOero pedeHKa OHU
OTKPBLIH I ce0s JII0fied, KOTOPBIX HUKOra Obl He BCTPETUIH, a TAKKE IOy IUIH
HEeOoOBIKHOBEHHBIH OIbIT. HeemoTps Ha 6016, 60/1€3Hb pebeHKa 1aeT BO3MOKHOCTD
TMO3HAKOMHUTECS C COOCTBEHHOM YEI0BEIHOCTHIO.




Cynpyru ociabieHbI
Ilo mepe mporpeccupoBanus 60Ie3HA B CEMbe
CYIIPYTOB MOTYT BO3HUKHYTb IIPO6IEMBI B
TIO/I/IEPKAHNY TEILIBIX SMOITMOHAIBHBIX OTHOIIIEHHNH,
T.K. JUArHO3 PeOEeHKA UMeeT IIaHC ObITh
MIePBOCTEIIEHHBIM B JKU3HHU JIIOOAIINX JIIOIEH, a
3HAYUT, 3aXBATUTh UX. JacTO POAUTEIN TOBOPAT
TIPEsKIe BCETO O CIIOKHOCTH OPTAHU3AITHI
[IOBCEIHEBHOM KM3HU PEOEHKA, ero PacIuCaHuN,
rpobiemMax peabUINTAIlUN, TPYAHOCTIX B IIKOJIE
wiu Tpaucopre. Co BpeMeHeM 06pas KHu3HH
ponuTeNel BUIOU3MEHSIETCs, OH BOCIIPUHUMAETCS
KAk PyTHHA, ¥ OCTAIIbHOE YXOIUT HA 3aHUM ILIdH:
«§1 Gosblie He 3aHUMAIOCH JOATOCPOYHBIMY IPOEKTAMH, KaKIbIH JEHb OJHO U TOJKE»,-
00BACHSET OTeIl, Yeil ChIH CePbe3HO 0OJIeH.

CBoboma meiicTBHI OrpaHUYeHa IIOTOMY, YTO YXOJ 33 PeOEHKOM 3aHMMAaeT Bce BPeMs
poauTeneii. M TpyaHO M30IMPOBATHCA OT MUPA, IMTOOBITH HAUHE ¢ COOOM, B3ITh
OTILyCK WJIM IIPOCTO HEMHOTO OTIOXHYTb. «Bosle3Hb HUKOTIA HAC He IHOKUIAeT, y Hee
HEBO3MOKHO B3STb OTILyCK»,- TOBOPUT OTEII.

Cynpyru MOryT 4yBCTBOBATh ce0sl I0IaBIEHHBIMY 13-3a 60Ie3HH PeGeHKA.

Y TOMHUTENBHO OJTHOBPEMEHHO ITPOTHBOCTOATD HAKOILIEHHON YCTANIOCTH, IIOCTOSHHOM
reperpyske TEKyLUMU 3aa4aMy U CTpaxy nepex oyaymum, Borux ycioBusax oyeHb
CIIO/KHO COXPAHUTD CYIIPYIKECKYIO JKM3Hb, YyTPO30i KOTOPOU ABIAETCA €€ 1oTeps.

Orcrofa BasKkHA ITOMOIIb HE TOJIBKO 60IbHOMY pebeHKy, Ho u ponutensm. Cympy:xeckue
OTHOIIIEHUS OJIKHBI OBITH IIPEBBIIIIE BCETO, O UeM, K COKAIEHUI0; 3a0bIBACTES B CBI3H C
00J1e3HBI0 PeOeHKA.

Pacnpenenenne posen

JIr060e 3aboneBaHme ABAAETCA CTPECCOM /I UeI0BEKa, U YeM TAKelee CTPECC, TeM
0oJree THAKEIBIM WK 3aTA/KHBIM SBJISIETCI JaHHOe cocTosnue. Ho MecoMHeHHO, 4To
IIOCTAHOBKA JIUATHO3a 3aCTAB/IIET UX U3MEHUTHCH. JTO U IIPABUIBHO, Belb 00JIe3Hb
pebeHKa SBHO He BXO[IWJIA B UX ILUIAHBI, KOT/IA OHM BCTPETUIUCH. Terneph UM IIPEaCTOUT
MIPEOI0JIETD PSIJ] MIPEIISTCTBUM, U 0COOEHHBIM IIPEIISTCTBUEM SBJISETCA PaCIpeie/ieHne
poJIelt repes JIUIIOM AeTcKoM 0oe3Hu. CTOMKHYBIIKCH C TS/KEIOH Tepeccuei u
caMopaspyIleHreM, MOKHO ITOIBITATHCS
3aIUTUTH ce0si, pasBUBAs CTEPEOTUITHOE
MOBeJIeHre, B KOTOPOM MbI 3aKPbIBAEMCS IS
TOrO0, YTOOBI BBIIEP:KATH UCIIBITAHMUS, IT000POTH
TPEBOTY Iepe]i HEM3BECTHOTO U CTPAX IIePEMEeH.

OmHAaKo OIIyII[eHHe CTATUIHOCTH 1
IPUBSA3AHHOCTU K OIIpe/ielIeHHOU
MMOBTOPSIOIIENCS POJIH BhISBIBAET pa3ouyapoBaHue
¥ MOJKET HOPOKIATH YyBCTBO HeobumocTu. Bor
rmoueMy Iapam Ba;KHO paspaboTarh YeTKUH TUIaH
IeHCTBUH, a 3aTeM paboTaTh HAJ H3MEHEeHUEeM
IUHAMUKH, KOTOPAs MCCYIIaeT UX OTHOIIEHHUs.




Heobxoqumo HAXOAUTH BpEMs U BOZMOYKHOCTD HA TO, YTOOBI Ye3:KaTh BIBOEM, OCTABUB
6a0yIIKy ¥ [eIyIIKy WIK KOTO-TO eIlle, CII0COOHOTO 00ECIIeYnTh YXO07I, 3a00TUTHCS O
pebeHKe, T.K. 9TO eIMHCTBEHHBIN CII0c00 HAOPATHCS CHUJI U OCTABATHCSI OOAPBIMHU IS
TOr0, YTO0BI IIPOJOJIKUATE EKEeIHEBHY0 00pb0Y ¢ 60Ie3HbIO0.
Taxxe 970 ABAETCA HAIOMUHAEM PEOEHKY O TOM, YTO Y POIUTENEH eCTh CBOS KU3Hb U
UM HEe0OXOZMMO IOCBAIIATEH BPpeMs APYT Apyry. JeTu cMoTpaT HA 9TO ¢ 60IBIITHM
orrrumusmoM. MopanbHas u dusudeckas paspsaara A0KHA ObITh He HCKIIOUUTEIbHOH,
a TIOCTOSTHHOM: POMUTENH HE JO/IFKHBI TEPITD CIIOCOOHOCTh BECTH JIMYHYIO JKU3Hb, &
TaKKe NMETh BO3MOKHOCTD BBIMIOJIHATE 3aHATHI BHE JI0Ma ¥ BHE 0OIBHOTO pefeHKa:
Boiee Toro, ux mpuMep II03BOIKUT €My MOHATh, YTO OH CAM MOKET Pa3BJIEKAThCA HE
TOJIBKO B TO BpeMsi, KOT/J[a IPOBOMT €r0 C POAUTENAMU. JTO 0CO3HAHUE OyaeT
3aCTaBJIATh €T0 CTPEMUTHCA y3HATh APYTUX JIIOJEU U OTKPHITHCA BHEITHEMY MHUDPY.
N3omanua
YacThIM 3aMETHBIM SBICHUEM B jKU3HU MIAPHI ABIAETCI TOT (DAKT, YTO HEKOTOPBIE
Ipy3bs oTceruBaioTca. [[puopUTeThI CTAHOBATCA PA3IUYHBIMH, O0IIHE YePThI
Pa3sMBIBAIOTCS, UTO JAeT OIIyIleHHe OTCYTCTBUA 00IKX nHTepecos. MHoraa rakoe
TeHeTHYeCKoe 3a00JIeBaHNe MOKET HAIyraTh POJACTBEHHUKOB CEMbH, T.K. OHH
HAIyMBIBAIOT, YTO TAKMKE HAXOMATCS MO YTPO30M.
OpuHOYECTBO CYIPYTOB Iepe]l IUIOM 00JIe3HU — OJIUH U3 CAMBIX CEPBE3HBIX OIILITOB
YA3BUMOCTH, KOTOPBIA TOJIBKO MOKET CyIleCTBOBaTh. He MeHee mpaMaTudHO
coruanabHoe 6eCTBIe, B KOTOPOM MOTYT OKa3aThCs MAIMEHT U ero ceMbsi. bes
MHHHMYyMa CPEJCTB OHU PHUCKYIOT 3aIIePeThCA B U30JALUN, OTYadHUY U KpaiHel
numere. Hukakas meuxosormdeckas IOMOIIb He MOKET KOMIIEHCUPOBATH HEXBATKY
IeHEeKHBIX CPEICTB Jaxe Ha camoe Heobxoxumoe. TolbKo mpeacraBbTe cede HU3Hb
CeMbH, B KOTOPOX Pe0EHOK MOKET BBIUTH U3 [OMA TOJIHKO HA PyKaX-0THA- Wik MATEPH,
T.K. OHH JKUBYT B JloMe 6e3 mud)Ta U KAy T JOCTYITHOTO KUIbS!
Tsxenoe OIOKEHTE MOKHO 00JIETYUTD U IIPEO0JIETh, €C/IU PEOEHOK 1. er0.CeMbsl
MOJIy4YarOT JOCTATOYHYIO IOIIEPIKKY CO CTOPOHBI CBOEH CEMbH, COIUATBHON U
PoPecCuOHANTBHON CPeIbI.
Bosers — 310 ucnbITanue, 6bITH OHOMY IEpEJ JIUIIOM GOJIE3HU — 9TO HACTOAIIAL
KaracTpoda.
Boprb6a cemeit
B conmanbaOM cdepe pOAUTENIM IPUXOTUTCI UMETD JIeJI0 C COLTUATBHON
CTUrMaTHU3aIuel, 0Pk IaeMoi 6onesHbi0. Ha ceromHanuuil 1eHb TIKeNI0 BEINTH Ha
yIUILy ¢ pe0eHKOM-UHBAIUIOM, He YBUIEB TAMKEI0r0 B3rIana. [l poauTeneioTo
BOIIPOC HE TOJIBKO €KeHEeBHOU 6OPHObI ¢ 60/Ie3HbI0, HO U ee IpHHATHE u3BHe. TaKron
B3IVISA]] BOCIIPUHUMAETCS KAK JABJAeHUe WIN OCYKIeHNEe. OTO MOKET BHI3BATH YYBCTBO
BUHBI 34 TO, YTO, KAK UM KAIKETCS, OHHU He ObLIn
JOCTATOYHO XOPOIIMMHY POJUTEIIMHU, 4UTOOBI POIUTh
3I0POBOTO PebeHKa, a TaK:Ke BbIZBATH 6OJE3HEHHOE
YYBCTBO CTHIZIA, KOTOPOE, B CBOIO OUEPEb, MOKET
: TIPUBECTHU K CEPbe3HOM ceMeHHON NWHBAIUIHOCTU:

a MHBAJIUIHOCTH Pe0EHKA CTAHOBUTCSI 00pa3oM BCer
CeMbH, KOTOPAasd IIOCTOSHHO HUCIBITHIBAET TPYTHOCTH B
BOCIIPUATUH OOJIE3HHU.




Poxgurensiv Ts:Ke5i0 BBIHOCHTD B3TJISA]] OKPYIKAMOIINX, JaKe eClIi 9TO HHOTIA
BBIpAKAETC JKeJlaHneM OKa3aTh COYYBCTBHUE U MOAMEPKKYy. HekoTopble L0X0IAT K0
TOTO, YTO IIPOBO3TJIAIIAIOT CTPAAAHUA OOJIBHOIO YEI0BEKA U ero CeMbH, TOBOPS O HUX
KaK 0 HeOOBIKHOBEHHBIX JIFOMISIX, CIIOCOOHBIX BHIHECTH UyA0BHUII[HbIE UCHLITAHN. TaKoe
OTHOIIIEHHE He TOJHKO He JILCTUT, HO ¥ PAaCCMATPHBAETCS KaK KIeiMo, OTTATKABAIee
IPYTHX.

B Gyay1iem mpemcTouT mpogenaTsh OTPOMHYIO COIUATBHY0 paboTy, YTOOBI HU3MEHUTH
[PEeAPACCYAKH U B3TJIAIbI OKPY/KAOIINX HA UHBAIUAHOCTh. I ceMbH, IOMUMO CBOEH
[TOBCEHEBHOM 60PHOBI ¢ 00JIE3HBIO, TAKIKE HOJIKHDI IBUraThCI B 9TOM HATIPABIICHUH:
CyuiecTByeT orpoMHOE HEPABEHCTBO B TOM, KaK MbI BefieM 9Ty 60pb0y. Hexkoropnie us
HUX SBJISIOTCS AKTUBUCTAMHY, 3HAIOT U OTCTAWBAIOT CBOM IIPABa, B-TO BPEMs KaK-APyTHe
HCIIBITHIBAIOT 60JIE3Hb M €€ OTPAHUYEHUS B OOIBIIIOM OJMHOYECTBE 34 CUET W30JISAIINH,
KOTOpas MOKET OKa3aThCs MaryOHOH.

IToMoums 00 BEeAUHEHUH NAINEHTOB

Il ipeoosieHus W30JALIUU CEMEH C NeThbMU-UHBAIUIAMY HY#KHO OTMETHTEH OTPOMHY O
paboTy, TPOBOAMMYIO ACCOIMAIIMSAMHU MAIIMEHTOB. SHAKOMCTBO C IPYTHMIL POAUTEIIMH,
KOTOpPBIE IPOXOAT Yepes3 TAKOe JKe WIN AHAIOTUIHOE UCIBITAHUE, IT03BOJIAET MM
«HOPMAJIN30BaTh» CBOU TPYAHOCTH M YyBCTBOBATH Ce0s MeHee U30THPOBAHHBIMU.
OO1ieHure ¢ IPyrUMH POIUTEIIMU IT03BOJIET UM YBUIETh, YTO OHM HE OMUHOKU B
MOMOOHBIX CUTYAITHAX, YTO HET HHYEr0 HeHOPMAIBHOTO, CTPAHHOTO HJIH YYIOBUIITHOTO B
TOM, YTO OHHU TIEPEKUBAIOT. M 5TO MPUHOCUT UM HEKOe 06JIerYeHre U MOPATBbHYIO
crabmabHOCTD. Takoe 06IIIeHNe «OIBITHLIX» CEMEH, 3HAIIINX WSHAHKY 00JIe3HH,
SBJISIETCA OPUEHTUPOM [IJIsI MHOTHX POIUTENEH. JTO IIOMOTAeT UM OO0 BEeTUHUTHCA.
CBsiKHUTECH C IPYTUMU CEMbIMH, KOTOPbBIE IIPOXOAAT Yepes TO e caMoe, 4TO U Bbl. Har
CalT MOMOKET BaM B 9TOM. BerymaiiTe B pyCCKOA3bIYHOE COOOIIECTBO-POIUTENECEH B
WhatsApp, rae poguTens qessaTes CBOUM OIIBITOM M CTAPAIOTCT [TOJIEPIKATh.

C mIoMOIIBIO TUYHBIX UCTOPHUH HAIMEHTHI ¥ UX CEMbHU IICHXOJIOTHUECKH CIIPABJISIOTCS C
00JIe3HBI0, KOT/IA OHA BO3SHUKAET. JIMUHbIE NCTOPUU TAKUX CEMEH IOMOTaioT IPaBUIBLHO
pearupoBaTh, COITPOTUBIATHCA M BOOPYKAThCH B 60phGE ¢ HEAYroM, IPOTUBOCTOSITh
emy.

Ilo muEeHHUIO OMMaHy?Ia XUpIil, yCIIeX IIPOTUBOCTOSIHUA 00JIE3HHU 3aKII0YaeTCd B
cTpeMiIeHHH K 60pbbe, ceMeHHOM U KOJUIEKTUBHOMN COMTMIAPHOCTH: «Y MEHUE
CIIPABJIATHCS € 60JIe3HBI0 3aKII0UYAETCI B TOM, YTOOBI UIMETh BO3MOKHOCTD
[I0JIH30BATHCS BCEMH CIIOCOOHOCTIMU, HHUIIMUPOBATH U IPUMEHATH CTPATETHU O0PHObL,
HHOT/IA [OJITOCPOYHBIE. JTa CIIOCOOHOCTH CPAKATHCA 00YCIOBIEHA HE TOIBKO
MOOMIM3AIMEeH JIMYHBIX PECYPCOB, HO M METOJAMH IMOIIEPIKKY POICTBEHHUKOB, & TAKKE
PA3IUYHBIMEA MEXaHU3MAaMHU, CBUIETEILCTBYIOIIUMHE O I0JITe COMUTAPHOCTH .

Yr0o66I BOCCTAHOBUTH Ce0s ITOCIE 3eMJIETPSICeHUS, OYeHb BAIKHO MOIYYATH IMOIIEPKKY,
3HAKOMHUTBCS C JPYTUMHU CEMbSIMHU, CTOJIKHYBIIUMICH C 00JI€3HBIO0, M CO3/1aBATh CBA3H.
Jl1s1 HeKoTOPBIX 60/Ie3HDb pe0eHKa JaeT BO3MOKHOCTh OTKPBITE JJIs1 ce0s, TaK | IJId
IPYTHUX, HOBBIE I[€HHOCTH.

BbI TOIBKO y3HAIN O JHATHO3€E H HE MOYKETE CIPABHTHCA C IMOIUAMM?
CBsa:xuTECH C HAIINM KJIAHHYECKHM IIcuxoJorom: Meanosa Bamentuna +7926-
671-58-87. Ilena ceanca: 1 gac co ckumkroit 1500p. (Tonbko 11 pomuTeneir 1eTei ¢

CA).



HNuaBajinaHOCTh, HOCOOH A, IHIOTHI

Kax opopmMurs HHBATIHTHOCTS?

CoracHO IOCTAaHOBIEHHIO IPaBUTEILCTBA No95
rpaKIaHUH MPU3HAETCA WHBATUIOM TOJbKO Ha
OCHOBaHUH 3aKIOUEHNUA METUKO-COINATBHOMH
arcreptusnl (MCI).

ITocite POXOKIEHUA MEIUKO-COITUATBHON
srcrieptusbl (MCO) mpucBamBaeTcsi KATETOPUs
«pebeHOK-MHBAIHT».

Hanpasinenns Ha MeIUKO-COUMATHHYIO SKCIEPTUIY
BBIJAIOT MEIUIIMHCKUE OPTaHU3AINN
(opranusanoHHO-IpaBoBas opMa MeIUITHHCKOM
OpPraHU3aIUy U MECTO BAIIETO JKUTEIHCTBA HEe WMEIOT
suavyenusn). Ecnu mpoctbiMu ciroBaMu, TO BaM HYKHO
00paTUThCA B MOJTUKINHUKY, K KOTOPOH BBI IPHUKPEIIEHbI, K Bpady-neauarpy. Bpay-
mmexuaTp, B CBOIO OUepeb, BhIACT BAM HAIIpaBIEHUE K HEBPOJIOTY, OPTOIEAY 1
odrampmornory. Ha mpueme y kammoro Bpaya He0OXOLMMO BIIMCATH TEXHUYECKIE
cpencrea peabunuraruu (TCP). [lepeuens Bcex TCP Boucan B mpruKas MHHHCTEPCTBA
tpyna Ne 888H ot 28.12.2017. [l;1a Toro 4YTOOBI MOAYIUTH HMEHHO TY KOJACKY, KOTOpAsd
MAaKCHMAJIBLHO ITOJOUIET BAIIeMy MAJIBIILY, BAM HYKHO IIOIPOCUTH BPave BIIUCATD
«apaBuibHbie» TCP. a5 sT0r0 He06X0AMMO 06PATUTHC B TEXHUUECKIH OT/eI
KOMIIAHUH IIPOU3BOAUTEN KOIACKU, OHHU IIOJCKAKYT «IIPaBHUIbHBIE» TCP;

Ecnu Bam oTKA3bIBAIOT B BhIZa4Ye HAPABIEHUsA - TpebyiiTe cpaBKy 06 orkase. C sToi
CIIPaBKOU BBI UMeeTe IIpaBo obpaturbesa B 6:opo MCO camocrogrensHo. B sToM ciyuae
obcesioBaHrie BaM HaszHa4daT cOTpyAHUKHU 6:10po MCO u 1Mo ero pesyabraTtaM OIMpeaesrT,
€CTb JIX HeOOXOAUMOCTD B IIPOBEIEHUN MEIUKO-COITUATbHOM sKemepTussl (MCI).
[Tonyuue B monukauHUKe cripaBky gopmbr 088/y-06, B momkHBI 3amucarbed Ha MCI
(cripaBKa JaeTcs Ha MECSIT) [0 MECTY JKUTEIBCTBA IJIS YCTAHOBIEHU IPYIIIbI
WHBAIUIHOCTH U paspaborku Wunusuayansroi [Iporpammer Peabunuramnum (UITP).
C moaTBep:KIeHHBIM TeHETUYECKUM aHanu30M pebeuky ¢ Cunapomom AmrenrbmMana
IOJIKHBI JaBaTh UHBAJIUIHOCTD 40 18 jer.

IIpaBurenbcrBo PP BHECIO n3MeHEeHHUA B MPABU/A YCTAHOBICHUA HHBATHUIHOCTH.

B mocramosienun ot 29 mapra 2018r. N339

B npaBumax nosiBuics mnepedeHb 3a60aeBaHUH, IPU KOTOPBIX YiKe TIPU MEPBUUHOM
oOpalleHny HHBAIUIHOCTD OyIeT yCTaHABIMBATHCA 0€CCPOYHO I B3POCIBIX, & JIJIsT
IeTeH-unHBATUIOB — cpasy xo 18 mjer.

B 14 nyuxkTe mpaBui yrKaszaHo:

Bposxnennnie anomanuu (IOPOKH), IepopMaIiy, XPOMOCOMHBIE ¥ T€HETHUECKHE
60ste3HU (CHHIPOMBI) C IPOTPEAUEHTHHIM TEYEHUEM HIIM HeOIaronpusTHBIM
IIPOTHO30M, IPUBOASAIINE K CTOMKAM BbIPAKEHHBIM U 3HAYUTEIHHO BHIPAKEHHBIM
HapyueHusM (PyHKIHH OpraHnu3Ma, B TOM YHCJIe HAPYIIIEHUO MICUXUTIECKUX (PYHRITHH
JI0 YPOBHS YMEPEHHOM, TAKEI0HM U TJIyOOKOH yMCTBEHHOM oTcTanoctu. [Toraas
Tpucomus 21 (cuaapom JlayHa) y meTed, a Takxe APyTHUe ayTOCOMHBIE YHCIOBBIE I
HecOaIaHCUPOBAHHbBIE CTPYKTYPHBIE XPOMOCOMHbBIE AHOMAJIUH.




Ilocne BhIHECEHUA 3aKTIOUEHNA C JOKyMeHTOM obpartiatoorca B [leHcuonHbIH oHT,
Oprasbl CONMATBHON 3AIUTHI HACETEHUI PACCKAZBIBAIOT O IPEIOCTABIIEMbIX JIBIOTAX
¥ TI0COOMSX:

- eJKeMeCIYHOe I0JyYeHHUE IIEHCHH;

- GecrraTHOE MEAMKAMEHTO3HOE JIeYeHUe, [IPOXOIKICHIe UCCIIeJOBAHNM,
peadbuIuTAaIMA, XUPYPrUdecKre BMeIlaTeIbCTBa;

- [yT€BKH B CAHATOPUH;

- becILTaTHBIN IPOE3]T B 00IIIECTBEHHOM TPAHCIIOPTE JJIs TIAIIMeHTa, €T0 POJICTBEHHUKOB
¥ COITHAJIBHOTO PA0OTHUEKA, KOTOPBIA €r0 COIIPOBOKIAET;

- IbroTHad yueoda;

- CKHJIKM Ha IPEIOCTABJIEHNE KUIbS U KUIUITHO-KOMMYHAIBHBIE Y CILY T .

Pasmep nencuu 3aBUCHT OT ropojia MPOKUBAHUS, TAK KAK B HEKOTOPBIX PErHOHAX
CyMMa yBelnJYeHa.

Hocruruys 18-1eTHero Bospacra, pe6EHKY ciaeayeT IOBTOPHO MPONTH KOMUCCHIO- IS
repecMoTpa aeJa.

YiaydureHue KUIUNIHBIX YCIOBHH

3aronomarenbcTBoM Poccuiickoit @emeparuu u
3aKOHO/IATEIbCTBOM CyObeKTOB Poccuiickoi
Oenepaliny yCTaHABIMBAIOTCS CHEITAATbHBIE
NpaBuia 00ecredYeHns KHIbEM HHBAIUIOB U
ceMell, UMEIOIINX JeTeH-UHBATHUIO0B, KOTOPhIe
HYKIAI0TCS B YIYUIIEHUH KUIUITHBIX YCIOBUM,
IIPY 5TOM TAKas TPYIINA TPAKIAH UMEET IIPABO
MOJIYYUTh JKAJIILIONIATH BHE OYePeH.
3akoHomaTeIbHY0 623y Bompoca
MIPeIOCTABICHHUS KUTAMHBIX JTbIOT UHBAIHIAM
¥ CeMbSIM, UMEIOIUX [IETeN-NHBAIUI0B
COCTABJISIIOT:

DenepanbubIil 3aK0H oT 24:11.1995 N 181-®3
(pex. or 08.12.2020) "O commanbHOM 3aIUTE
nuBanunoB B Poccuiickoii Penepanuu’ (c uam. u
oM., BCTyIL B cuiy ¢ 19.12.2020) — cratba 17 “Ob6ecrneueHne HHBATHIOB HKUILEM
ITocranosnenwne IIpaBurenscrea P® or 27.07.1996 N 901 (¢ usm. ot 13.03.2014) "O
MIPe0CTABIEHIH JILIOT HHBAIUIAM W CEMbSIM, UMEIOIIUM JeTeH-HHBATUIOB, 10
00€eCIIeYEeHHUI0 UX JKIIBIMU [TIOMELIEHUIMHY, OILIATE KIS U KOMMYHAIbHbIX YCIyT
"Wunumasri kogexce Poceuiickont @eneparun” ot 29.12.2004 N 188-P3 (pen. ot
30.12.2020) (¢ uam. u moir., Beryi. B cuiry ¢ 02.01.2021) - 3KK P® Crarba 57.
IIpenocraBienue KUIBIX ITIOMEIIEHHUI 110 JOTOBOPAM COIMAIBLHOTO HAUMA IPaskIaHaM,
COCTOSIIMM Ha y4YeTe B KAYeCTBe HYKIAIOIUXCH B JKUIbIX TIOMEIIeHHUAX.

ITpukas Munsgpasa Poccun ot 29.11.2012 N 987w "O6 yTEEpKIeHMH II€PETHS
TSKEIBIX POPM XPOHUYECKHUX 3a00I€BAHHUMH, IIPHU KOTOPHIX HEBO3MOKHO COBMECTHOE
[pOKUBaHUeE TPAKIAH B ofHOM KBapTupe" (3aperucrpuposano B Muniocre Poccuu
18.02.2013 N 27154) — IIpuno:xeune [IEPEYEHD TAKEJIBIX ®OPM
XPOHUYECKUX 3ABOJIEBAHU, IIPU KOTOPBIX HEBO3SMOKHO
COBMECTHOE IIPOKUBAHUE I'PAKIAH B OJTHOU KBAPTUPE.




Tpasknane, crpagaioniue TsxeabMu hOpMaMy XPOHUYECKUX 3a00J€BaHUH, UMEIOT IPaBO
Ha BHeoYepeaHoe YIyIIleHne JKUIHIHBIX YCIOBUM HE3aBUCHMO OT BPEMEHU IIOCTAHOBKH
ua yuer. [lepeuens Takux 3aboneBanunii ycranosied [locranosnenunem [IpaBurenscrea
P® ot 16.06.2006 N 378 "O6 yTBepskIeHUH IEPEIHA TIIKEIBIX (DOPM XPOHUIECKUX
3a00J1eBaHUH, IPH KOTOPHIX HEBO3MOKHO COBMECTHOE MPOKUBAHNE TPAKIAH B OHON
kBaptupe'. Crenyer o0paTuTh BHUMAaHUeE, 4TO ¢ 1 auBapa 2018 roga oH yTpaTui CUILy 1
nepeueHs Oyaet ycranosieH [lpukasom Munsapasa Poccuu ot 29.11.2012 N 9871 "06
YTBEP:KIEHUN IePEUHS TAKEIbIX POPM XPOHUUECKUX 3a00/IeBAHUMN, IPU KOTOPBIX
HEBO3MOKHO COBMECTHOE IIPO/KUBAHNe TPAKIAH B OHOH KBAPTHUPE".

Ilepeuens 3aboaeBaHmi:

IIpuras Munsgpasa Poccuu ot 29.11.2012 N 9871 "O6 yTBepRKIEHNN TEPEYHS TAKEIBIX
dopm xpoHHUECKUX 3a60I€BAHUH, IPU KOTOPHIX HEBO3MOKHO COBMECTHOE TPOKUBAHNE
rpaknan B oguoi kBaptupe" Kox 3abomesanuit mo MKB-10

*TybepKyses J00bIX OPTaHOB U CHCTEM C 0aKTepHUOBbIIEIeHHEM, TIOATBEPKIEHHBIM
merozmoM mocesa Al5, A17 - A19
*XpoHHUYECKHE U 3aTS/KHbIE IICUXUIECKUe PACCTPOUCTBA C TAKEIbIMUA CTOMKIUMI HUIN
qacTo obocTpsammuMuca ooaesnenabivMu npossiaenuavu F20 - F29, F30 - F33

*Ouunerncus ¢ yactbiMu npunagkamu G40 - G41
*3abosieBaHus, OCIOKHEHHbIEe raurpenoi koneunoctu A48.0, E10.5, E11.5;E12.5,
E13.5, E14.5,170.2,173.1, 174.3, R02
*['anrpeHa u HEKpPO3 JIerKkoro, aberecc serxkoro J85.0 - J85.2
*Tsxenble XpOHUYECKHE 3a00IeBAHNS KOKH C MHOKECTBEHHBIMU BbICHITIAHUSIMUA U
obmnsHBIM oTnensembiM 110, L12.2, 1L.12.3, 1L.13.0, 1.88, .98.9
*Kureunbie CBUINM, He MTOAIAIOIIHECT XUpPyprudeckoi koppekmuu K60.4, K60.5, K63.2,
N28.8, N32.1, N82.2 - N82.4
*YporeHuTasbHbIE CBUINY, He TIOAIAI0IIHNECT XUPyprudeckon Koppeknun N32.1, N32.2,
N36.0, N50.8, N82.0, N82.1

B npenocrasnenve sKUIUIHBIX JIBIOT HHBAIUAY HWIH CEMbIM, HMEOTNM pebeHKa-
WHBAIUA, YIUTHIBAETCS PAM YCIOBUH:

TlepBoe - 3ab0s1eBanre HHBAIKUAA JTHO0 PeOCHKA-MHBAIUIA NOKHO BXOLUTH B.OTOT
nepedensb (cM. Beorre).

Bropoe - ua sunmnoiany, rae B JaHHBIH MOMEHT 3aPETHCTPUPOBAH TPAKIAHNH
(pebeHOK-MHBaNHA 00 B3POCIBIN HHBAIN), JOIKHBI ObITH 3apeructpuposasbt HE
WIEHBI Ballei cembu (0a0yIIKy, MeAyIIKH, TeTH, IA1H, INIEeMAHHUKNA, COKATENH | T.1.).

Tperbe - IpoKUBaHNE HA TEPPUTOPHHU OJHOTO CyOHeKTa He MeHee IISITH JIeT.

YerBépTOE - OTCYTCTBHUE OTAEIBHOTO COOCTBEHHOTO JKIIbS ¥ WICHOB CEeMbH. RaiKmasa
CUTyaIusa OYeHb WHAWNBUIYyaJIbHA U PACCMATPUBAETCS OPTAHOM MECTHOTO
camoympasienus (Hanpumep, B Munucrepcrse crpourenscrsa u JHKX cnenmanucrom), a
Jlajiee TOCyIe TMOavy MOIHOTO MaKeTa JOKYMEHTOB 10 IIEPEeYHI0 CIeIHaIbHOM KOMUCCHEH
B Teuenue 30 pabouux mHEH.

IIepeuenb HEOOXOAUMBIX JOKYMEHTOB /IS IIOCTAHOBKH HA YUYET B KA4eCTBE
HYKIAIONUXCSI B YIIYYIIICHUH JKUTUIIHBIX YCIOBUN MOKET MEHATHCH B 3aBUCHMOCTH OT
peruoHa MpoKUBaHU, IIOCKOJIbKY MECTHBIE BJIACTH CAMOCTOSTEILHO pa3padaThiBaloT
METOUKY NPUHATHA TPAKIAH B o4epensb. boiee TOro, UMEHHO HA MECTHBIH
MYHHUITUTIAJIUATET BO3JIATaeTCs OTBETCTBEHHOCTD 34 PeIleHHEe BOIIPOCOB 00ECTIeueHU T
cemei, UMeIoIuX pebeHKa-UHBAIHU/IA, COL[AATBHBIM JKAITBEM.



IIpumepHBbIil TIEpEYCHD TOKYMEHTOB:

1.Komwu 1oKyMeHTORB, yI0CTOBEPSIOIIUX JUIHOCTh BCEX YJIEHOB CeMbH (BCE CTPAHUIIBI
macmoprTa).

2.CrpaBka 0 3aperuCTpUPOBAHHBIX JUIAX U JIUIAX, CHATHIX C PETUCTPAILIMOHHOTO yJyera, HO
COXPAHUBIIUX IIPABO [T0Jb30BAHUSA JKHUJIBIM IIOMEIEHUEM, BbIIaBaeMasi COOTBETCTBYIONIEH
JKUJTAITHO-9KCILIy ATAIIMOHHOM OPraHu3anue, SKUIUIHBIM WIH KAIRLHO-CTPOUTEIbHBIM
KOOIIEPATHBOM H T.I., IN00 B CIlydyae OTCYTCTBHS Y 3aSBUTEJIS WU Y 3aIBUTEISI U UIICHOB-€I0
CEeMbH PETUCTPAIUH 10 MECTY KUTEIbCTBA — KOIIMS BCTYIIMBIIETO B 3AKOHHYIO CHILY
CcyneOHOro pereHus 00 YCTAHOBIEHHU MECTA JKATENhCTBA YKA3aHHBIX JIUII.

3.J[0KyMeHTBI, IOATBEPKIAIOIINE COCTAB CEMbH (KOIUA CBUIETEIbCTBA O OpaKe, KoK
CBUJIETEIHECTBA O PACTOPKEHIH OpaKa, KOIUK CBUIETEILCTBA O POKICHUN BCEX YIEHOB
CeMbH, KOIIWS PEIIeHHUsT COOTBETCTBYIOIIEr0 CyIa O IPU3HAHNUN TPAKIAHMHA YICHOM CEMBH
3afgBUTENA; B CIIy4ae pacTopskeHud Opaka - CIpaBKy O 3akiIrodeHun Opaxa us opranos SAI'C).
4 Konuu [OKyMEHTOB, IOATBEPIKIAOIINX IIPABO COOCTBEHHOCTH HA JKUJIbIE IIOMEIEeH,
MIPaBO COOCTBEHHOCTH HA KOTOPHIE HE 3aPETrUCTPUPOBAHO B KAMHOM TOCYIapCTBEHHOM
peecTpe MpaB Ha HEJABUKMMOE MMYIIIECTBO U CIEJIOK C HUM (B Clydyae HAJTHUYMS TAKUX FKAJIBIX
IIOMEIIeHWH y 3asIBUTEJIS U YIEHOB €r0 CEMbH).

5.Jl0KyMeHT, TIOATBEPKAAIOIINA (PAKT YCTAHOBIEHUS OIEKY WU MONEYNTeIHCTBA (115 JIuII,
HaJ{ KOTOPBIMH YCTAHOBJIEHA OIIE€KA, IIOIIEYUTEIHCTBO).

6.MenuiuHCKOe 3aK/II0YeHNe 0 XPOHUYECKOM 3a00JIeBaHuy, faollee rpaskaanaM [IpaBo Ha
MIOJIyYeHHE JKUIIBIX TIOMEIIeHUM,

7.Komwio cipaBku BTOK 06 uaBanugnocTH.

8.CHUJIC.

JlOKyMeHTBI IPeIoCTaBIAI0TCA BMeCTe ¢ OpurnHaiaMu (JTub0 3aBePEeHHbIe. KOIIUM).
I'pa:knane, KOTOpbIE B TEUEHME IISTH JIET, IPEIIIECTBOBABIINX THIO O0paIeHus s
MPU3HAHKS UX B KAYECTBE HYKIAMIIUXCH B JKHUIBIX [IOMEIeHHUIX, HBMEHIA CBOe MECTO
JKUTEIBCTBA, IIPEICTABIAIOT JOKYMEHThI, YKa3aHHbIE B IIyHKTaX 2, 4, 3a II0C/Ie[HUE [IATh JIeT
C KaJKI0T0 MeCTa KUTEIhCTBA, B KOTOPOM OHU IIPOKHUBAIIA.

Opras, 0CyIIeCTBIAIINIA IPUHATHAE HA yIET, KPOME JOKYMEHTOB, YCTAHOBIIEHHBIX
HACTOSIIEN CTaTheH, CAMOCTOSITEIBHO C COTJIACHUS IPaKIaH (3aKOHHBIX IIPEICTABUTENIEH
HEeJIeeCIIOCOOHBIX IPAKIAH) U YIEHOB MX CEMEH 3aIlpalluBaeT U IPUOOIIAeT K MaTepraIam
YUYETHOTO Jiejia JOKyMEHTBI OPraHa, OCYIIeCTBIISIONIEr0 roCy JAPCTBEHHYI0 PETUCTPALINIO IIPAB
Ha He[BI/KMMOe UMYIIIECTBO U CIEJIOK C HUM Ha Teppuropun cyoberra P® 00 orcyrcrBuun
(HaMYMK) HEABUIKUMOCTH Y JAHHBIX TPAKIAH U WIEHOB X CEMei, B TOM YHCJIE BbIIaHHbBIE
Ha (aMUINIO, UMSI, OTYECTBO, HUMEBIIIUECS Y HUX [0 UX U3MEHEHUs.

I'pasknane (3aKoHHBIE IPEACTABUTENN HEEECIIOCOOHBIX TPAKIIAH), YWIEHBI HX CeMeH, He
JIABIIIHE COTIJIACHE OPTaHy, OCYIIEeCTBIIAIIIEMY IPUHATHE HA yIEeT, 3alpalliBaTh JOKYMEHTHI,
MPEACTABIAIOT UX IIPU [T0JaYe JOKYMEHTOB BMECTE C HHBIMU JOKYMEHTaMH.

IIpu npemocTaBiIeHny SKUIOTO TOMEIEHU MHBAIUIAM U CEMbSIM, AMEIOIIUM [eTei-
WHBAIUIOB, J0JIKHBI YIUTHIBATHC:

PEKOMEHIAINY WHINBUAYAIBHOHN IPOrpaMMBbl peabuInTaIud HHBAIU/AA,

COCTOSIHHE €T0 3[0POBB, & TAKIKE APYrHe 00CToATeNbCcTBa (IPUOIMKEHHOCTD K JIe1e0HO-
PO UIAKTHIECKOMY YIPEKISHHUIO, MECTY KUTEIbCTBA POMHBIX, OJM3KHUX U T. IL.);
3aHMMaeMble MHBAJIUIAMYI U CEMbIMH, UMEIOIIUMHU JIeTeH-NHBAIUI0B, Kbl IIOMeIICHISs
MOTYT OBITh 3aMEHEHBI 10 UX JKEJAHWIO0 Ha IPYrHe PABHOIIEHHBIE KUJIbIE IIOMEIIEHUs B
COOTBETCTBHUY C HHAUBHUIYAJIBHOM IPOrPaMMOM peabuInTallii HHBAIKAA (HAIIpHMep, ¢
LIEJIBIO [IEPECESIEHNS C BEPXHUX TAKEN OMOB HA HUKHUE, IPUOIIKEHUI K MECTY
JKUTEIBCTBA POJAHBIX, OJU3KUX U T. II.).



O6ecneuenne JKHUIANIHBIX IIPAB HHBAJIHAIOB OCYIIECTB/IIETCA TAKKe Yepes
CHCTEMY JBIOT Ha OILIATY KUJIHITHO-KOMMYHAJIBHBIX YCJIYT.

NuBanmugam u ceMbaM, UMEIOIIUM JeTeH-UHBAINUI0B, IPEeI0CTABIAETCA KOMIIEHCAITHA
PAacXoMIOB Ha OILIATY JKUJIBIX IIOMEIIeHUN U KOMMYHAJIBHBIX yCIyT B pasmepe 50% ot:

IUTaTHI 32 HAEM U 34 COMEepPIKaHue JKUI0TO TOMEeIleHNs, BRII0JaloIei B cebs IIaTy 3a
yCIyTH, paboThI IO yIPABIEHHU0 MHOTOKBAPTUPHBIM JOMOM, 38 COMEPIKAHNE U TeKYIIHI
PEMOHT 00111er0 UMYII[eCTBa B MHOTOKBAPTUPHOM JIOME, HCXO/A M3 3aHUMAaeMOot 00TIei
ILTOIIAU KUJIBIX IIOMEIeHUH TOCyAapCTBEHHOTO ¥ MYHHUITUIIAIBHOTO SKHUITHIIHBIX
¢ 0HI0B; LIATHI 38 XOJIOAHYIO BOJY, TOPIIYIO BOJY, SIEKTPUIECKYIO DHEPIHUIO, TEII0BYIO
SHEPTuio, MOTPebIsieMble IPU COAEPIKAHUN 00IIero UMYI[eCTBa B MHOTOKBAPTHPHOM
JI0Me, a Tak:Ke 338 OTBEeIeHHE CTOYHBIX BOJ[ B IIEJIAX COJEP:KaHMsI 00IIero NMyIeCcTBa B
MHOTOKBAPTHPHOM J[0OM€ He3aBUCHUMO OT BH/IA KIJIHUIITHOTO (DOHIA;

IJIATHI 38 KOMMYHAJIbHbBIE YCIYTH, PACCIUTAHHON UCXOMS U3 00beMa HOTPeOITeMbIX
KOMMYHAJIBHBIX YCIIYT, OIIPEIEIEHHOTO 0 TIOKA3aHUsIM IIPUOOPOB yuera, HO He 0osree
HOPMATHBOB MOTPEOIeHNs, YTBEP/KIaeMbIX B YCTAHOBICHHOM 3aKOHOAATEIbCTBOM P®
nopsake. IIpu orcyTcTBUY yKa3aHHBIX MPUOOPOB yUeTa IiaTa 3a KOMMYHAJIbHBIE YCIyTH
PAcCCYUTHIBAETCS, KCXOMA M3 YTBEPKIEHHBIX HOPMATHBOB IIOTPE0IeHIT KOMMYHATbHBIX
yCIIyT;

OILIATHI CTOMMOCTH TOILIHBA, IPHOOPETAeMOTO B IIpeiesiax HOPM, YCTAHOBIEHHBIX I
TIPOJAKY HACEJIEHUIO, ¥ TPAHCIIOPTHBIX YCIIYT AJIA JOCTABKY 9TOTO TOILTHUBA - IIPU
MIPO’KUBAHUHU B IOMax, He UMEIOIUX IEHTPATBLHOTO OTOILIEHU.

IIpu sTOM OrOBapUBaeTCs, YTO YKAa3aHHBIE MEPHI COIUATHLHOU TOIEPKKNA NHBAIHUIOB 110
omaTe KOMMYHAJIbHBIX YCIYT IIPEIOCTABIAIOTCA:

JIUIAM, TIPOKUBATOIINM B JKUJIBIX MIOMEIEHUIX He3aBUCUMO OT BUA JKUIUIIHOTO (PoH/A,
T. €. KaK B TOCYJapCTBEHHbBIX, MyHUIIUTIAIBHbBIX, TAK U B YACTHBIX JKUJIBIX IOMEIIEHUIX, 1
He PacIIpoCTPAHAIOTC HA ycTaHoBIeHHbIe IIpaBurenscTBoM P® enydan mpuMeHeHUs
TIOBBIMIAOIUX KO3((MUIMEHTOB K HOPMATUBAM ITOTPEOIeHUI KOMMYHATbHBIX YCIYT.
Kpowme Toro, nomonauTenpHasd JKUIaA WIOMALb, 3aHUMAaeMasi WHBAUOM, B TOM YUCTIE B
BHUJE OTAEIbHOM KOMHATHI, HE CUMTAETCA UBIHUIIHEN U TIOJIEKUT OILIATE B OAUHAPHOM
pasMepe ¢ y4eToM IIPeJI0CTaBIIEMbIX JIbIOT.

Jly1s mosTydeHusi JIbTOT 110 OILIATE KHJIbS, KOMMYHAIBHBIX YCIyT U MPHOOPETaeMOTo
TOILIMBA WHBAJIUIAM U CEMbSIM, HMEIOIINM JAeTeH-HHBAIUIOB:

HY’KHO 00PaTUTHCSI B OPTaHU3AIHI0, OCYIIECTBIISIONIYI0 COOP IIATe e 3a OIIaTy
JKHJIbS, KOMMYHAIbHBIX YCIYT U Ipro0peTaeMoe TOILIUBO (J0MOYIIPABIIIIONIAE
KOMITAHWUH, KOMMYHAJIbHbIE IPEJIIPUATHL U T. II.);

OCHOBAHUWEM /I NIPEIOCTABICHNUA JILTOT II0 OIIaTe JKUIbA, KOMMYHAIBHBIX yCIYT |
Mpro6pPeTaeMoro TOTUINBA SBJISETCA CIIPaBKA 00 HHBAIUIHOCTH.

C npunaruem PegepanbHoro 3akona or 22 asrycra 2004 r. Ne 122-®31 BBegen
MeXaHHU3M 3aMeHbI COUAIBHBIX JbIOT ICHE:KHON KoMIeHcanuen (Tak
Ha3bIBaeMasg «MOHETH3AIUA» JbIOT):

B COOTBETCTBHUU ¢ 3T0¥ KoHIenIued ¢ 2010 r. IbroTsI mo onaTe KOMMYHAIbHBIX YCIYT
MIPeOCTABIAIOTCS B BUE eKeMecaaHoi nenexnoi kommencanuu (EJ1K);

9TO He 03HAYAET, YTO JILI'OTHI AJII WHBAIUIOB IIEPECTATH AeWCTBOBATh, MBMEHUJICI JIUIID
MeXaHU3M UX peaju3aliiy; KOMMYHAaIbHbIE YCAYTH OIIaYuBaIOTCA AbroTHUKaMu B 100%
pasmepe, a Yepe3 OpraHbl COIMATHLHOHN 3aI[UTHI HA CUeT WHBATU/IA ITEPEIUCIIETCA
KOMIIEHCAIIUA B JEHEKHOM pa3Mepe, SKBUBAJIEHTHOM pPasMepy ero JbIoT.



N3 ncropuum Cuaapoma AHresabmMaHa

Awurnuiickuit neguarp lappu Aurensman onucan cuagpoMm Arrensmana B 1965 rony y Tpex
PasHBIX JeTel ¢ HAPYIIeHUIMU WHTEeJUIEKTa, HEyCTOMYMBON X01b00MH, OTPHIBUCTHIMK
IBUKEHUAMHE, OTCyTCTBHEM PEYH, IPUCTyIaMu cMexa u snuierncuei. B 1987 roxy cuampom
OBLI IIOITBEP:K/IE€H, ObLIA BBIABIEHA JOKATU3AIUSA MOJIOMKH B 15-i XpOMOCOMe Ha y4aceTKe
ql1-q12. B 1997 roxy 6b110 BhIABIEHO, uTo quchyHknus reia UBE3A aBisercs npuauHoi
cuHIpoMa AHreJabpMaHa.

OTkpbITHE TOKTOpPA AHreJIbMaHa

B 1965 roxy aurnwmiickumii neguarp ['appu AHrenbMaH OIHCAT TPEX PASHBIX JIETEH;
“HMEIOIINX TAKHE CXO/ICTBA, KOTOPbhIE JOKA3bIBAIOT IPUHAJIEKHOCTD K OIPeeIeHHOM
rpynmre 3a60JeBaHui, IOKa HEU3BECTHBIX . ¥ eTel OTCYyTCTBYET PeYb, ATAKCHII,
SIIWJICIITUYECKHE IIPUCTYIIbI, HO OT/IMYUTEJ/IbHASA 4YepTa, IIPUCyiiasda BCeM AeTAM - UX
BHEIIIHUH BUJ] ¥ OAMHAKOBOE MOBEIeHHUE: IBI/KEHISI OTPBIBUCTHI, YTO MPUIAET UM CXOACTBO
C MapHOHETKAMU, TEPMUH HEHAYIHBIN, HO IIPOYHO BOIIET B OOUXOJ IIPU OMTHCAHUH
cuHIpOMa. JOTHU "MEeTCKUE KYKOIKH' TaKKe HAIOMHIIN AHTeIbMaHy KapTHHY, YBUAEHHYIO B
Wranuu, koropas nsobpakaer Becesoro Majib4yuKa, aep:xaiiero mapuonerry (“Mampunk ¢
kyksoi” J[:xoBauu @panuecko Kaporo).

B 1967 roxgy Baysp u [[:XxuBOHC IpeAIOKUIN Ha3BaHUeE "CUHIPOM CUACTIMBOM KYKIbI', HO
BCKOpE MpeIoYTeHne 6bII0 OTAaHo Apyromy Hazsauuio - 'Cunapom Auremxsmana’ (CA).
HccaemoBanua 80-x

B 19883 rogy ITamnunson u Maprusec o6patuiv BHUMaHVe Ha IPEABAPUTEIbHbIE
ocobeHHOCTH diieKTposHItedanorpammsel (9I'), mpopaboranubie mosxke Boiigom B moMoIrsb
JTUATHOCTHUKE.

JlBuraTenbHbIe HAPYIIEHUS, C IPUCTYIIAMH "TpeMopa', MPAKTHYECKH MUOKIOHUH OYIyT
onpepenens! mosxe (Guerrini, 1996) ¢ HOMOIIBIO 3aIIHUCH CIIEIUAILHBIMA
37eKTPOU3UOTOTHIECKUMH METOJAMU KaK «KOPTUKATbHAST MAOKIOHWT>:

B 1987 rogy uuTepec kK 3TOMy CHHIPOMY, A0 CHUX IIOP MAJIO U3yIeHHOMY, BO3POIHUICS C
oTKpbITHEM Mareuuca, OH 00HAPYKII MUKPOJEIEIHio 15-i XpOMOCOMBbL
IIUTOTEHETHYECKUMU METOIaMHU BBICOKOTO pasperenus ((pryopecieHTHas THOpuan3ausa
in situ nnu FISH meton).

Jra menenus OTHOCUTCA K ToMy ke ydacTky (15 q11-q13), uyro u mpu curgpome Ipanepa-
Bunu (orkperroro emie B 1981 roxy). C mosiBiennemM MeTO[0B MOJIEKY ISPHOM OMOIOT MK
BCKOPE BBIACHIETCA, YTO OTIUINE MEKAY ABYMA CHHAPOMAMH - B POJUTEIHCKOM
TIPOUCXOKIEHUN XPOMOCOMBI: OTIIOBCKAas Komus mid Ilpanepa-Buinu u maTepusckas nis
cunapoma Aurensmana. Torga 6pU1a OTKPBITA ITEPBAS MOJIENb B XPOMOCOMHOM TATOIOTUH
YEeJIOBEKA - POJUTEIHCKUN FeHOMHBIN UMIPUHTHHT (imprinting), (heHOMEH, Py KOTOPOM
reHeTudeckas WH(MOPMAITUA BbIpAKAETCA II0-PA3HOMY B 3aBHCHMOCTH OT €€ POLUTETBCKOTO
TIPOUCXOKIIEHHUA.

IIpoxosmxenue ucciaegoBaHUi

Bnocnencreuum 66110 H0Ka3aH0, YTO CHHAPOM AHresbMaHa MOKET ObITh BhI3BAH
PA3THYHBIMY T€HETHIYECKUMU MEXaHU3MaMH, KOTOPbhIe 3aTPArkBaI0T TOT YIACTOK TeHOMa,
KOTOPBIU ITOJ[BEPIKEH UMIIPUHTHHTY. Bee 9TH MexaHW3MBbI BIUAIOT HA IpeodpasoBaHue
MmarepuHckoi konuu rena UBE3A, koropsrit HaxoguTes Ha ygacTke 15q11-q13.

IIpuuuna cuaagpoma Aunrenpmana B rene UBE3A 6bu1a Beiasiaena B 1997 rony (Kumuso u
Maryypa), o kogupyet 6enoxk E6AP, mpuHuMaroiuii yaactue B Ipoiecce Aerpagaiuu
0€eJIKOB uepe3 yOUKBUTHH-IIPOTEACOMHBIH myTh. OHAKO ATOreHe3 CHHAPOMA 0 CUX TI0D
JI0 KOHI]A HEU3BECTEH U ABIIAETCA IIPEIMETOM HCCIETOBAHHUH.



KOO noanep:sxkku gereii c CA

POO «Cunaapom AHreabMaHa»
Caiir: Angelmansyndrome.ru

IToura: angelmaninfo@gmail.com

Instagram: @angelman_syndrome_russia

B® Cunapom Axresna

Caiir: sabf.ru

IToura:sindromangela@gmail.com; sindromangela@mail.ru

Instagram: @ rusangelman
https://www.facebook.com/CharitableFoundationAngelmanSyndromeRussia
Temn.: +7(966) 178-46-81

Bporropa moarorosirena KOOO mogupepsxku mereit ¢ CA, POO «Cummpom Anrenbvanar
COBMECTHO C BPauoOM- HEBPOJIOTOM, SITHJIEIITOIIOTOM, KAHAUIATOM MEIUI[UHCKUX HAYK,
TNopuxanogoit 3.K.

B Poccun na 6aze HUKUW neguarpuu umenn 10.E. Benbrumesa B 2020 ¢ cosmana
«IIxama denoruna gereu ¢ CHHAPOMOM AHTeIbMaHA».
Kourakrer: http://www.pedklin.ru/; zgorchkhanova@pedklin.ru; zaretal106 @yandex.ru.

B nozaroroBke ucronb3oBanacsk urgopmanusa ¢ caita: https:/cureangelman.org ;https://www.angelman.org
HWcnonssosans: marepuanss: Sarah F. Pollack 1, Olivia R. Grocott 1, Kimberly A. Parkin, Anna M. Larson,
Ronald L. Thibert * Angelman Syndrome Clinic, Massachusetts General Hospital, Boston, MA; United States.
University of Arkansas for Medical Sciences, Debopam Samanta.




