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HemocTaT0qHOCTD OMOTHHHTA3HL

HepocrtatouHocTb 6uoTnHMpasel (Hb) — HacnepcTBeHHasA 6onesHb o6MeHa
U3 rpynnbl OPraHMyecKuxX aunaypuin c ayToCOMHO-peL,ecCMBHBIM TUMOM HacNeA0BaHUA.

20071€BaHUE OOYCJIOBJIEHO MYTALMAMU B IE€HE,

KOJMPYIOIIEM (PepMEHT GUOTUHUA3Y, YTO IIPH-

BOJUT K HAPYIIEHHIO PAOOTHI BCEX OMOTUH3ABH-
CHUMBIX KaPOOKCIIIA3.

Pacnpocmparnernocmp. 3a60EBAHNE ABIAETCA 1a-
H3THUUYECKUM, B €EBPONENCKUX CTPAHAX €TI0 YACTOTA
cocrasigeT 1:40000 XuBBIX HOBOPOXKIEHHBIX [2]. B
14 crpanax (CHIA, Wrtamms, Wcnanus, ABCTpus U
Ip.) OCYLIECTBIEH NPOOHBI CKPUHMHI HOBOPOX-
JEHHBIX, TIPOJIEMOHCTPUPOBABIINI BBICOKYIO 4ACTO-
Ty matonoruu 1:35 000 — 1:54 000, uTo NO3BOIMIO
CENMaTh BBIBOJ O HEOOXOAUMOCTU BKIIOYEHUS JaH-
HOI'O 3200JI€BAHUA B IPOIPAMMY MACCOBOIO CKPH-
HUHIA. [l 3TON LeMM pa3paboTaHbl YIPOILIEHHbBIE
METO/[bl ONIPE/ENEHN] OMOTUHU/A3B! B BBICYIIEHHBIX
Ha Gymare o6pasiax KposH [3]. B Hacrosiee Bpems
CKPUHUHT HE/IOCTATOYHOCTH OHOTHHU/A3BI TPOBO-
aured B 22 mratax CHIA, MmHOrMX cTpanax EBporbl
u fAnonnu [18].

HeoHnaTanbHBIM CKPUHUHT — MACCOBOE OOCIEN0-
BAHHE HOBOPOJX/ICHHBIX JICTEl — SBMSETCS OfHUM U3

NOBUJJHO-KJIETOUHYIO aHEMHUIO, HAPYIEHUA 0OMe-
Ha JKUPHBIX KMCJIOT U HEJOCTATOYHOCTb OHOTH-
Huja3pl. CENEKTUBHBIY CKPUHUHI HA BBIABICHHE
Ae@UuIuTa OMOTUHNA3B OB BIEPBBIE IPOBE/ICH
B Hamen crpaHe eme B 1989—1990 rr. cpeau
OO0JIBHBIX C NATOJOTUEN HEPBHON CHUCTEMBIL, KOXH,
aJIONENUEN; 4acToTa AeduiuTa GMOTHUHUAA3B B
ITON rpymnne 0o06CHeAOBaHHBIX cocTaBuaa 1:1000
[3]. B cBA3U € JOCTATOYHO BBHICOKOW PACIPOCTPa-
HEHHOCTBIO Je(uuuta OMOTHHHU/A3B, €€ Kypa-
OENBHOCTBI0 U BKJIIOUEHUEM B MEPCIEKTUBE B
IPOIpaMMy CKPHHUHIA HOBOPOXKIECHHBIX, 3HAHUSA
O JAHHOHU N4TOJOIMU HEOOXOJUMBI IIMPOKOMY
KPyI'y CIIELUAIACTOB.

Smuonoausn u namozeres. [leH OUOTHHUA3BI KAPTU-
POBAH B CETMEHTE P25 XpoMOocoMbl 3 [5]. I1pu JHK-nu-
AHOCTHUKE HauboJIee 4YaCTO BBUIBIAIOT MYTaLUU
(G98d7i3 u R538C, Bcrpevatomuecs 6onee yeM B 50%
MYyTaHTHBIX ajuieseit [11]. Haubonee yacroit Myrauuer
npu IMyOOKOU HENOCTATOYHOCTH
puotHHIA3E sBsieTcT Q456H
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M B ocHose 3a60/1e8aHUSA Jie-
JKum 6uomuH-oeguyumHoe
cocmosHue ¢ passumuem Hedo-
CMamoYHOCMU KapBoKcunas.

3P PEKTUBHBIX CIIOCOOOB BBIABIECHUA HAUOOJIEE Pac-
HPOCTPAHEHHBIX BPOX/JIEHHBIX U HACJIE/CTBEHHBIX
32607€eBaHuUiL. [Ipy BHIOOPE 3200/I€BAHUIN /I MACCO-
BOI'O OOCJIE0BAHNA HOBOPOX/EHHBIX IETEU B COOT-

[12]; mpy mapumaabHOM HEZOCTA-
Tounoctd — D444H [17]. Tun na-
CNEJOBAHUA — AYTOCOMHO-pe-
LIECCHUBHBIM,

BETCTBUY C PEKOMEHAALMAMU BceMrpHOI Oprannsa-
uuu 34paBooxpaneHus (BO3) y4MTBHIBAIOTCA TaKUE
(PaKTOPBL, KAK TKECTD U PACIIPOCTPAHEHHOCTD 3200-
JIEBAHUM, IPOCTOTA U JJOCTOBEPHOCTb METONOB HX
JUATHOCTHKH, HAIMYKE JOCTYIHBIX ¥ 3(P(EKTUBHBIX
CPEACTB JICYEHHS. B COOTBETCTBUY C MEKAYHAPOIHBI-
MU PEKOMEHJAIMAMU B POCCHM HA IPOTHKEHUH 110-
CIIEAHUX JAECATUIETHI IPOBOAUTCS MACCOBOE 0OCIE-
JIOBAaHNE HOBOPOXIEHHBIX HA (DEHHIKETOHYPHUIO U
BPOXKICHHBI THUIIOTHPEO3. B paMKax peanusanun
HALMOHAIBHOIO IIPOEKTA «300POBbE> IIPOrpaMMa
HEOHATAIBHOTO CKPMHUHTA pacmupena, u ¢ 2006 r.
OCYIIECTBIAETCA MUPOKOE BHEAPEHUE JUATHOCTUKA
BPOXICHHON AUC(YHKIMU KOPBI HAANOYECUYHHKOB
(paHee HA3BIBACMOH aJPEHOTCHUTAIBHBIM CHH/PO-
MOM), TJIaKTO3EMUM 1 MYKOBUCLI034. [IpoBeneHue
00CJIE/J0BAHNS TIO3BOJIAET BBUABUTD YKA3aHHBIE 3200-
JICBAHUA B IICPBLIC JHU KU3HU U HAYATh UX PAHHIOI
TEPAIHIO.

B 6mmkaiimen nepcrnekTuBe pacCMaTPUBACTCS
BO3MOKHOCTb IIPOBEACHMA B Poccun HEOHATAIb-
HOT'O CKPHHHUHIA €le Ha TPHU 3200J€BAHUA: CEP-
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B ocHOBE 32060/1€BAHNA JIEKUT
OUOTUH-JIE(PULIUTHOE COCTOSIHUE C PA3BUTHEM HEJO-
CTATOYHOCTH KapOOKCMIa3. Monekyna OMOTHHA COCTO-
UT U3 IETEPOLUKINIECKOTO KOJIbLIA C IPUKPEIUICHHBI-
MU K HEMy KapOOKCHIBHBIMU T'PYNIAMU. BHOTHH
(PYHKUMOHMPYET KAK KOSH3UM I 4 KApOOKCUIA3 [22]:
B [IMPYBATKAPOOKCWIA3BI (AB/LAIOMIEHCA OHUM U3
KIIOYEBBIX (DEPMEHTOB ITIIOKOHEOTEHESA);
® IPOMUOHU/-KOA-KapOOKCHIasbl (Y4aCTBYIOMEH B
META60MU3ME AMUHOKUCIIOT € Pa3BETBICHHON 1IETIBIO
Y HEKOTOPBIX KUPHBIX KUCTIOT);

B B-MeTWIKPOTOHMI-KOA-KapOOKCIIIA3hl (Y44CTBYIO-
1IeH B META00NU3ME JENIINHA);

m aneTwI-KoA-KapOOKCHIa3hl (KaTAIM3UPYIOMEH nep-
BYIO CTAJMI0 OMOCHUHTE32 JKUPHBIX KUCTIOT).

depMeHT OMOTUHUA32 YIACTBYET B OOMEHE OUOTHH:
B BBICBOOO/IAET OMOTHH, IOCTYNAIOMMIA € IUIIEN 1
CBA3AHHBII C GEIKOM, JJENAET €0 NPUTOAHBIM I
CBSI3BIBAHUSA C ATIOKAPOOKCHIA301 ¥ OOPA30BAHUSA AK-
THUBHOIO (DEPMEHTA;

B pacuiervseT OUOIUTUH (OMOTUHWUIM3UH), ABJIAIO-
IUNCA TPOJYKTOM JETPA/IAIN GUOTHUH-3aBUCUMBIX
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B B KnuHuYecKoli Kapmutxe
3a6on1es8anusa GoMUHUpYOM
HeBpo/Io2UYecKas CUMNMoma-
MUK, KOXHble NPOABJICHUS,
CHUXKeHUe C/IyXa U 3peHus.

MEIULIMHCKUM
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Ta6nuua. KnuHnueckme nposiBNeHMA HEQOCTaTOYHOCTM GMOTMHMAA3DI

CumnTOMbI B paHHEM BO3pacTe

Cynoporu; HapywWeHUs co3HaHWs (KOMa npu BbipaxkeHHOM NaKTaTauupo3e,
rMnepamMMOHWUEMUM); MbllEYHAA TUNOTOHUSA; HAPYLWEHUS MOTAHUSA;

[EPMATUT, KOXHAA CbiNb; anoneynsa

[lbixaTenbHble paccTpoicTea

OpbllWKa; TaxMNHO3 /anHo3; NapuHreanbHbIi CTPUROP

NmmyHopeduumnt

MuKO3bl; KAHANAO03HBbI KEPaTOKOHBbIOHKTUBUT,; AMcnenTu4yecKkne HapyweHus;

yacTble pecnuparopHble 3a6oneBaHus

HapyweHus B geTckom Bo3pacTe

KapOOKCIIa3, 00ECIEYNBAs, TAKIM 0Opa3oM, BOCCTA-
HOBJIEHUE HEYCTOMUYMBOTO CBOOOZHOTO OMOTHHA.

Jlepuuut OGUOTMHWIA3B NPUBOIUT K AC(PULUTY
BHYTPHK/ICTOYHOTO OUOTHHA, KOTOPHIE MOMKET ObITh
napuuanbHeM (10—30% oT cpeaHeit HOpMATbHON aK-
THBHOCTH B CBIBOPOTKE) WM INyoOKuM (menee 10%
HOPMAJIBHOW aKTUBHOCTU B CBIBOPOTKE). OlieHMBae-
Mas 4acToTa 06enx popm cocrasser 1:61000 [22]. Ha-
pymteHre (PyHKIUY KapOOKCHIIA3 TIPUBOJUT K HAKOII-
JIEHUIO CYOCTPATOB KOHTPOJUPYEMBIX KAPOOKCHIIA3-
MU (DEPMEHTHBIX PEaKuuil. JaHHbIE CyOCTPATBl U UX
TPOU3BOIHBIE TOKCUYHBI IS OPraHM3Ma YeJIOBEKA
IIPUBOJAT K PA3BUTHIO META00IMUECKOTO alU03a U
BTOPUYHON I'MIEPAMMOHUEMUN. KETOALM/I03 ABIAETCS
TIPU3HAKOM NIPOJO/LKUTENLHON HEIOCTATOYHOCTH GHO-
THHA B OPTAHU3ME 1 MOXKET HE BBIIB/IITHCS HA HAUAIb-
HBIX 3Tarax 601€e3HH [7].

[Ipu gedexre GUOTUHUZA3BL OCOGEHHO YA3BHMA
LICHTPA/IbHAA HEPBHAS CUCTEMA, TK. aKTUBHOCTb GHO-
TUHUJA3bl B TOJIOBHOM MO3T€ YEIOBEKA KPAMHE HU3-
Kad, U Jnd HOPMAJIbHOTO
(PYHKLMOHHUPOBAHUA HEUPO-
HOB HEOOXOAUMO JIOCTATOY-
HOE U IIOCTOSHHOE TIOCTYILIE-
HHe OMOTHHA Yepe3 reMaro-
sHLe(anuyeckuyl  6apbep.
DTO ABJAETCA NPUYMHON He-
BPOJIOTMYECKUX HAPYLIECHUH,
KOTOPBIE B TEUEHUE ONPEAENEHHOIO MNEPUOAA MOIYT
ObITb EIMHCTBCHHBIM HPU3HAKOM 32005€BaHus [15].
OnuCaHsl U3MEHEHUSI B MO3KEUKE, TOJKOPKOBBIX
CTPYKTYPAX, CIIMHHOM MO3T€, KOTOPBIE OGBSCHSIOTCS
TOKCHYECKUM 3(PdeKToM [4, 14]. MUETUHOBBIE BOOK-
HA TIOP2XKAIOTCA B OOJIBIIEN CTENEHH, YEM TENA HEUPO-
HOB, MO3TOMY IIPH HEZJOCTATOYHOCTH OUOTHHUJIA3HI
9aCTO HAGMIONACTCS JIC30PraHU3AIMS MUEIUHOBBIX
CTPYKTYp T'OJOBHOI'O MO3rd. [IpUUYMHON M3MEHEHUI
KOJKHBIX TIOKPOBOB B BHJIE AJIONELINU U KOKHOM CBITIH
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3ap,ep>KKa POCTa; 3aA€epXKKa ABUraTe/IbHOro pas3BuUTUA; aTaKCUA; HApYyLWEeHUA
pa3BUTUA pedun; oTCTaBaHUe B NCUXNYECKOM pa3BUTUN; CEHCOHEeBpaAJibHasA
TYroOyXoCTb N CHUXEHUE CnyXa; CHUXEHNEe 3peHunsn; HesponaTua;

HWXHWIA cnacTuyeckuit napanapes (HabnofaeTcs pefko)

ABJIAETCA CHKEHUE YPOBHA IIPOTEKTHBHBIX KMPHBIX
KUCTIOT (B PE3Y/IBTATE HAPYIIEHUA PAGOTHI MPOIUO-
Hi-KoA-kapGokcuaset) [16]. PasBurtie HEMpOCEH-
COPHO¥ TYIOYXOCTU MOXET OBITh CBA3AHO C HAKOILIE-
HHEM OPraHUYECKUX KUCIOT, OMOLUTHHA, 6071ee KpyI-
HBIX OMOTUHWIBHBIX GEJIKOB [22].

Knunuueckue nposeneniis HeoocmamouHocmi 6uo-
MUHUOA3bL. THKECTb KWIMHUYECKUX HPOABICHUN 33aBU-
CHUT OT YPOBHA aKTUBHOCTU OMOTUHM/IA3EL B KIMHMYe-
CKOHl KAPTUHE JOMUHHUPYIOT HEBPOJIOTUYECKAS CUMII-
TOMATHUK4, KOKHBIC IPOABNCHUSA, CHIKCHUE CIyXa U
3PEHUSA, 4 TAKKE BTOPUYHBIEC MH(EKIIMOHHBIE OCIOXK-
HEHMA, OOYCIOBNEHHbIE HAPYIIEHUAMU IMMYHUTETA.

Bospacr ze6iota cocrasser or 1 10 6 Mecsries.
B peaxux cydasx 3a00/IEBAHUE PA3BUBACTCA HA TIEP-
BBIX HEJE/AX JKU3HU WIHM B IIOPOCTKOBOM BO3PACTE
[23). IlepBbIMU NIPOABNEHUAMU ABJAIOTCA MBINIEYHAA
TUIOTOHHUA U Cy0pord. CylOpPOTU OTMEYAIOTCA 60s1ee
YeM Y IIOIOBUHBI ITALUEHTOB U IIPEACTABICHDI [CHEPA-
JIM30BAHHBIMU TOHUKO-KIOHUYECKUMY, MUOKIOHUYE-
CKMMH ¥ UH(AHTWIBHBIMU CTIa3MaMy. KaK MblmeyHad
TUIIOTOHUA, TAK ¥ CYJOPOI'Y HE CHUMAIOTCA IPU IIPO-
BE/ICHUH OOMIETTPUHATON TEPATINH, HO JOCTATOUHO Obl-
CTPO KYIUPYIOTCA IPY HA3HAYEHUY OMOTHHA.

K ApyruM cUMITOMAM OTHOCATCH /IBIXATENbHBIE
PACCTPOVICTBA (OABIIIKY, TAXUIIHO3/AIIHO3, JIAPUHTE-
AIBHBIA CTPUAOD), AEPMATUT U JIoNeLya. Bo3MOXHO
Pa3BUTHE HAPYLICHUI CO3HAHUS, JICTAPIUY, KOMBI Ha
(hoHe METAOONMYECKOTO ALM/033, JAKTATALUI034,
MHOIA COYETAIOMETOCA C TUIEPAMMOHMEMUCI.

B crydae nosaHeit MaHuGeCcTanyu 32001€BaHUA B
KIMHUYECKOH KAPTUHE HA IEPBBIA IUIAH BBICTYIAIOT
ATAKCHUSA, CUHIPOM MBIIIEYHOH JUCTOHUY B COYETAHUH
C AepMaTuTOM 1 anonenyed [10]. MuenonaTtus MoxeT
OBITb JIOTIONHUTENIBHBIM CUMIITOMOM 3a00/IEBAHMA, HE-
34BUCUMO OT BO3pacTa €ro Aebiora [21). Hapymenus
(DYHKLIMI OPraHOB YyBCTB NMPOABIAIOTCA CHIDKEHUEM
CJIyXa CEHCOHEBPAILHOIO TEHE3A Y 3PEHNS BCIEACTBUE




N MEIULIMHCKUN
(@] COBET w19

arpouu 3pUTEIbHBIX HEPBOB. B €IMHUYHBIX HAOMO-
JEHVAX ONUCAHBI JUCIVIA3KA CETYATKH, [TIAYKOMA, MHO-
s 13, 23]. He uCKMoYeHo, 410 60I1ee MO3HEMY IIPO-
ABJICHUIO ITATOJIOTUM CIOCOOCTBYET HMCKYCCTBEHHOE
BCKAPM/IUBAHUE PEOCHKA B CBA3H CO 3HAYUTEIBHO 60-
JIEE BBICOKMM COAEPKAHMEM OMOTHHA B MOJIOYHBIX
CMECAX 10 CPABHEHHMIO C IPYAHBIM MOJIOKOM.

HezocTarouHOCTh KIETOYHOIO MMMYHHTETA IPH-
BOJUT K PA3/IMYHBIM OCJIOKHEHMAM HH(EKIMOHHON
IPUPOABL  KAHAUIO3HOMY KEPATOKOHBIOHKTUBUTY,
JUCIIENICMYECKUM HAPYIIEHHUAM, YaCTBIM PECTIMPATOP-
HBIM 3200JIEBAHUSAM.

Jlabopamoprbie 1 UHCMPYMEHMATbHbIE KpUme-
pu duazHoCmuKy HedoCmamouHoCmu OUOMUHUOG-
3b.. K OCHOBHBIM METOJAM JMATHOCTUKA HELOCTATOY-
HOCTH OUOTHHUJIA3bl OTHOCATCA OHOXUMUYECKUE U
MOJIEKY/IPHO-TEHETUYECKUE METOABL. OCHOBY pa3Bu-
BAIOIIMXCA OOMEHHBIX HAPYIICHUI COCTAB/IACT METa-
GOMIMYECKUI alUJI03, BAIPLKEHHOCTh KOTOPOTO B 3H4-
YUTEIBHON MEPE ONPEAEIACT TOKECTb COCTOAHNA I1d-
LUECHTOB. ALIJI03 COMPOBOXKIACTCA KETO30M, MOJIOY-
HOM U TMPOBMHOIPAZHON alUAEMUEH, alUfypUEIL.
TToBblIIEHA 3KCKPENUA ¢ MOYOM OPIAHUYECKUX KHUC-
JIOT: 3-TUAPOKCUU30BAIEPHAHOBOM, 3-METHIKPOTOHO-
BOM, IIPOIMMOHOBOY, 3-THIPOKCUIIPOIIUOHOBOM, 3-OK-
CH-2-METWIMACJLTHOM, 3-METU/I-KPOTOHMITVIALVHA.

JU1sT IMATHOCTUKY 3200J1EBAHNS HEOOXO/IMIMO BBISIB-
JIEHUE CHEIU(PUUECKON OPIaHUYECKON ALMAYPUN U
HU3KON dKTMBHOCTH OMOTHHU/A3BL B CHIBOPOTKE KPO-
BU. B HOpME aKTMBHOCTb OUOTMHU/A3bL B CHIBOPOTKE

BPEMEHHOI'O NIPYMEHEHNA OMOTUHA OHU OKA3bIBAIOTCA
HEJJOCTATOYHO 3 pexruBHBIMU. KpoMme Toro, cieayer
YUUTBIBATD, YTO HA (POHE NIPHUEMA AHTUKOHBYILCAHTOB
CHIKAeTCA a6copbuus 6MoTHHA. TeM HE MeHee Mpak-
THYECKU BCEM MTAIIUEHTAM C AEPUITUTOM OUOTHHN/A3BL
HA3HAYAIOTCS AaHTUKOHBY/IbCAHTEI U3 IPYIIIBI BAIBIIPO-
4TOB, IIPUHUMAs BO BHUMAHKE BBICOKYIO YaCTOTY CYJI0-
POKHBIX IIPUCTYIIOB U HEPEAKO UX CEPUITHBII 1 MOJH-
MOPGHBIF XapakTep. Y JeTell PAHHETO BO3PACTa NPH-
MEHAIOT TIPENapaT KOHBYJIEKC U3 TPYIIIBL BAILIIPOATOB:
KAy il npuemMa BHYTpb (300 Mr Bambnpoara Ha-
TPpHA/MI, 4TO cooTBeTCTBYeT 10 MI mpenapata B 1 Kam-
7€, B0 (pmaxonax no 100 ) wm cupon (50 Mr/mi BO
(pnaxonax o 100 m).

Pannee Havano jeyeHus GUOTUHOM B HEOHATANIb-
HBI IEPUOA JAET BO3MOKHOCTD NPEAOTBPATHUTD (POP-
MHUPOBAHUE TXKENBIX KTMHUYECKUX IPOSIBIEHUI U YM-
CTBEHHOH oTcTanoctd [1, 8, 19, 23]. [lo3gHee Hauano
TEPANMU TIPUBOJAUT K MCYE3HOBEHHMIO HEKOTOPBIX
CHUMIITOMOB, TAKHX KAK JEPMATUT, AIONELUA, HO HE
HO3BOJLAET HOJTHOCTBIO KYNMHUPOBATh HEBPOIOTMYECKUE
Hapymenus [20].

[IpuBefeM mpuMep COOCTBEHHOIO HaOMIOEHUA
KIMHAYECKOTO CIy4as HEOHATAIBLHON (DOPMBI Kap-
OOKCMIA3HON HEZOCTATOUHOCTH (feduuuTa 6UOTH-
HUJIA3bI).

[Manpent KA, 2,5 MeC., B 3KCTPEHHOM MOPAAKE J0-
CTaBJIEH B OTJEJIEHUE IICUXOHEBPOJIOTMH B CBA3H C I10-
BTOPHBIMH CYIOPOKHBIMU IPUCTYIAMY, YTPATOMH IICH-
XOMOTOPHBIX HABBIKOB, 4TO-
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KPOBHU COCTABIIET 4,4—12 HMOMb/MUH/MI [6].

[Ipw anexrposHnedanorpapuaeckom (D3I) ucce-
JIOBAHUY U KOMIIbIOTEpHOI ToMorpaduu (KT) Ha pas-
HUX CTUAX OONE3HU HAPYIIEHUIT MOXET OBITh HE BbI-
ABJIEHO. B 6os1ee O3IHUE CPOKK Ha DII' ONPEAIENAIOT-
A1 IByCTOPOHHHUE OMOINEKTPUIECKIE U3MEHEHNA C Xa-

[IMYECKUM JIEPMATUTOM, TIEP-
CUCTUPYIOIUM KOHBIOHKTH-
BUTOM CO CJIU3UCTO-THOU-
HBIM OT/IEJIIEMBIM U3 7143,
W3 aHamHE3a: HayalIo 3a-
60J1eBaHNSA B BO3PACTE 2 MECH-

W Bo3pacm debroma cocmas-
n15em om 1 0o 6 mecaues,

8 pedKux cay4asx 3a6onesa-
Hue pa3susaemcsa Ha nepsbIx
HedenAax JU3Hu unu 8 noopoc-
MKoBoM Bo3pacme.

PAKTEPHBIMY MUKAMU BBICOKOAMILINTYAHON aKTHBHOC-
Td. 1 kapruns! KT XapakTepHbl pacimpeHue xeiy-
JIOYKOBOY CHCTEMBI 1 60PO3/; TOTIOBHOI'O MO3I4, IU-
(by3HblE M3MEHEHUS GENOTO BENIECTBA C IPU3HAKAMU
LEpeOPAIbHON U LEPEOEIUIPHON ATPO(UH, HHOIIA
HADYIIEHUA B OOIACTU XBOCTATOIO ¥ YEUEBULIEOOPA3-
HOTO 5/1pa 110 TUITy IEMOPPArndeckoro uHgapxkra. [lpu
MPT ronOBHOTO MO3ra MOATBEPAIAOTCA HAPYIIEHHA
MUETUHU3AINY, OTEK OENOro BEIMECTBA, aTPOpUIEC-
KHE U3MEHEHNS KODBL

IIpunyune: newerus. OCHOBHBIM METOJOM IIaTOTE-
HETHYECKOTO JIEUEHUS ABJIAETCA TIEPOPAIBHBIN TIPHEM
6uoTHHA B 103e 6—40 Mr/cyT. 103y YBEIMYHBAIOT TI0-
CTETNeHHO. [Ipenapar NpUMEHSIOT B TEYEHUE JUTUTENb-
HOTO BpeMeHH. Tepanuio 6MOTHHOM MOKHO HAUUHATD,
HE JI0KUIASACh PE3YIBTATOB ONPEAEIEHHA AKTUBHOCTH
OUOTUHUJIA3bl B CBIBOPOTKE KPOBU. EMHCTBEHHBIM
IPOTUBONOKA3AHUEM K TEPANUH GHOTUHOM SBJIACTCS
WH/IBUJYaJIbHAS HEIIEPEHOCUMOCTD. [1py HaIn4n Cy-
JIOpOT' IIPUMEHSIIOT AaHTUKOHBY/IBCAHTHL, HO 6€3 OfIHO-
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LIEB, KOIZA HA (POHE MONHOTO
3/I0pOBBS BO BpeMsI OOAPCTBO-
BAHNA BIIEPBbIE BO3HUKIN IEHEPATU30BAHHBIE MUOKJIO-
HUYECKHE TIPHCTYIIBL, 3aXBATBIBAIOMIME BCE OCHOBHBIE
TPYIIIBL MBIIILL, IPOJO/DKUTENBHOCTBIO 10 1 MUH, C 4a-
CTOTON 1 pa3 B CYTKY, OTMEYAIOCh MOCTIPUCTYIIHOE
BO30yA/IeHHE. B TedueHne Heiem HAGMOAAIOCh YYallle-
HHE TPHUCTYIIOB 10 2—3 Pa3 B CYTKH, NPUCOCAUHEHUE
CJIOKHBIX TTAPLUAIBHBIX IPHUCTYIIOB (C HOBOPOTOM I'O-
JIOBBI BJIEBO/BIIPABO, AIBEPCUEN I71A3), IPOAOJLKUTEIb-
HOCTBIO /10 1 MuH, € 4acToTOM 1—2 pasa B CyTku. B ¢Bi-
3U C YYALICHUEM ICHEPATM30BAHHBIX MUOKIOHUYECKHX
U HOSABJICHUEM CJIOXKHBIX TTaPIUAIBHBIX IPUCTYIIOB /IO
6—8 pa3 B CyTKH MAIMEHT ObUT FOCIUTAIU3UPOBAH B
OT/IEJIEHHE TICUXOHEBPOJIOTHH, I7i€ €My ObLIA BIIEPBBIE
HA3HAYCHA AHTUINWICITUYCCKAS TePAUA (KOHBYIEKC
JI0 75 MI'/KT/CYT) C HE3HAYUTENBHBIM TTONOKATEbHBIM
3 eKTOM (YPEKEHHE IPUCTYIIOB Ha 25%).

Ha Bropor Hepene TOCHATAIU3ALMU TI0 JIAHHBIM
(PMBUKAIBHOTO OOC/IE0BAHNS, PEHTTEHOIPAPUH IPy/I-
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HOM KICTKHU ObUIA JUarHOCTUPOBAHA OCTPAs IPABOCTO-
POHHsAA HIDKHELOJIEBAS ITHEBMOHMA C COIYTCTBYIOIMM
6pOHXUTOM. PeOEHOK nepeBe/ieH B MH(PEKIIMOHHOE OT-
Jenennre. Ha (poHe NpOBOAUMON aHTUATIUIIENITHYECKON
TEpANnY, UH(PY3MOHHON U aHTUOAKTEPUAIBHON TEPa-
UK COXPAHIUCDH CIOKHBIE NTAPLHUATIbHBIE TIPUCTYIIBI
€ 9aCTOTOM 1—2 Pa3a B CyTKH, NPUCOEAUHUINCD Ce-
PUVHBIE IPUCTYIIBI 110 TUITY HH()AHTIIBHBIX (HIIEKCOP-
HBIX CT1a3MOB (110 8 Ccepuil B CYTKY, 1O 5 NPHCTYIIOB B
cepun).

M3 anamue3a JKM3HY U3BECTHO, YTO MAIBYHMK POAWAI-
1 OT MaTepy 29 JIET ¢ HEOTATOIEHHBIM COMATHYECKAM
U AKYLIEPCKO-TUHEKOIOTMYECKAM aHAMHESO0M, OT I 6epe-
MEHHOCTH, NPOTEKABIIEN (PU3UOIOIMYECKY, OT I cpou-
HBIX POLOB Ha 39 Hepere, IyTeM 3KCTPEHHOM Oneparn
KECapeBo ceveHue (C1aboCTb POAOBOH JIEATENbHOCTH,
CTUMYJIATINS OKCUTOLIMHOM; GE3BOJHBIN IEPHOJ 6o7ee 9
9). OrjeHKa 1o mKanie Anrap 7/8 6awios. Keanoremato-
MA B JIEBOY TEMEHHO-3AThUIOYHOM 06mactu 2,0 X 1,5 cm.
Bec ipu poxzaennu 3520 1, poct 51 em. K rpyau npuo-
JKeH Ha 1 cyrku. HeBpOIOrn4eckux HapymeHuil B 1ie-
PUOZ IPEOBIBAHUS B POZMILHOM JIOME HE ObUIO. Bbinu-
CaH JIOMOIt Ha 6 CyTKU. JIedeOHBIX PEKOMEH/IALMIT HE
6bU10. [ICHXOMOTOPHOE Pa3BUTHE JI0 JE6I0TA 3200J1€Ba-
HISE: IEPAUT TOOBY B TIOJIOKECHUM HA JKUBOTE C 1,5 Me-
CALIEB, B BEPTUKAIHOM IOJIOKEHUY — C 2 MecALeB. Clie-
JUT 32 UTPYIIKOH, YIbIGAETCA, TYIUT C 2 MECALIEB.

CoMaTHYECKUI CTATYC P HOCTYIVIEHUM: COCTOS-
HHE TSDKENOE TI0 OCHOBHOMY 3260/1€Banuto. Conop. Pe-
OEHOK OTKa3bIBACTCA OT €/ibl. TeNOC/IOKEHNE IPABUIIb-
Hoe. KoxHble OKpOBHI OJ1€]1-
HBIC, CYXH€, KPYITHOIUIACTHH-

JONIO, 32 IPEIMETAMU IIPOCICKUBAECT HEMOCTOSHHO,
KPaTKOBPEMEHHO. [J1a3HBIE IEMN CUMMETPUYHBL, O0b-
€M JIBWDKCHUI ITI23HBIX AGJIOK IIOMHBIA. 3pAYKK OKPYT-
JIOM (POPMBL, CUMMETPHYHBIE. POTOPEAKINY JKUBBIC.
Tpopuka KeBaTENMBHON MYCKYIATYphl HE HAPYIIEHA.
JInno cCUMMETPUYHO B IOKOE, TIpH IU1ave. [010¢ 3B0H-
KW [7I0TaHKE HE HAPYIIEHO. SI3bIK B MOJIOCTU PTA 110
CpefHen JIMHUM. JIBUraTenbHO-peEKTOpHA cepa:
CHOHTAHHAA [IBUTATE/IbHAA AKTUBHOCTb HE3HAUMTEIb-
HO CHIKeHA. [JuddysHas MbleuHass TUHIOTOHUS. Mbl-
meyHasg cwia B HOpME. CyXOXWJIBHBIE Pe(IEKCH
OXKMBJICHBI, CHMMCTPUYHBL DBpIomubie peduIeKcr
CpeaHeN KUBOCTH, CUMMETPUYHbIE. Pepnexc babun-
CKOI'O NOJIOKUTEIEH C JIBYX CTOPOH. COXPaHEHBI pe-
(breKchl NEPUOZA HOBOPOKAEHHOCTH: ACUMMETPUY-
HBIY MEHHBIH TOHMYECKUiT pedieke, Mopo, PobuH30-
Ha. BereraTusHasA HEPBHAA CUCTEMA: JEPMOTPahu3M —
KPACHBIY, CTOMKUH, TUNIEPIUApo3d HeT. PYHKINY Ta30-
BBIX OPI'aHOB HE HAPYIIEHBL.

JlaHHbIE 1aOOPATOPHBIX U HHCTPYMEHTAIBHBIX M€-
TOIOB OOCIEAOBAHMSA IPY NIOCTYIUICHUM:
B B KIMHUYECKUX aHAIN32X KPOBU U MOYU B JUHAMU-
KE OTKIOHEHUIT OT HOPMBI HE BBIABJIEHO;
B B OMOXMMHYECKOM aHAIM3E KPOBU NOBBIIIEH YPO-
Benb [P — 1001 Ex/n (HopMa 10 727), CHIDKEH 00-
it 6enok — 43,0 v/ (HopMa 54—87) 32 CYET Aib-
Oymuna — 27 r/71 (HopMa 38—51);
B [TOKA32TEIN KUCIOTHO-OCHOBHOI'O COCTOAHUSA KPO-
BU: IIPY TIOCTYIUIEHNY BBIPLKEHHBIN META00TIMYECKHIT
auyuzo3: pH kanwuApHO! Kposu 7,22 (HopMa 7,37 —
745), ABE — 15,6 Mmmonb/n (HOpMa 0+2,3), pCO2
27,6 MM pT. CT. (HOpMA 32—45), pO2 71,9 MM pT. CT.

B [ina duazHocmuku 3a6one-
BaHUA HeobXx00uMo BbiAs/e-
Hue cneyuguyeckoli op2aHu-
yecKoul ayudypuu u HU3Kol
aKmusHocmu 6uomuHudass!
8 CbIBOPOMKeE KpoBU.

YaToe WIEIYIIECHUE IO BCEMY
Tesy. ToranpHag anoneuus.
[epudepuueckne mpoys-
JIbl HE YBEJMYEHDL BrpuMbie
CJIM3UCTHIE OOOIOYKA OObIY-
HOU OKPacKy, yncThie. Kons-

(nopma 83—108), HCO3 — 10,9 Mmonb/n (HOpMA
222—-279),

B KPOBb Ha COZICPKAHUE JIAKTATA: KOHIIEHTPAIIUS JIaK-
TaTa noBbimeHa — 4,8 (Hopma 0,9—1,8);

B KPOBb Had AMUHOAIIU/YPHH: BBIBJIECHO MOBBIICHHE
KOHIIEHTPAIMU 3-TUAPOKCU-U30BAIEPUII-2-METUII-3-

IOHKTHBA I7143 OTEYH4, TUIIE-
peMupoBaHa. KaTapanpHBIX SBJIEHUI HeET. [[pIXaHHE
CTPUIOPO3HOE. B JIETKUX [BIXaHUE JKECTKOE, IIPOBO-
JUTCA 110 BCEM IIOJIAM, XPUIIOB HET. [paHuLibl cepALa B
npefenax HOpPMBL TOHBI CEPALlA TPOMKHUE, PUTMHY-
Hble. JKUBOT MATKUI, 6€3601€3HEHHBIN. [IeUeHD U ce-
JIE3EHKA HE yBEIUYCHBL CTy/I HEYCTONYUBBI, JUYPES B
HOpME. PeGEHOK HAXOAWTCA Ha ECTECTBEHHOM
BCKAPMJIMBAHUH.

Hesponorndeckuii CTaTyC Ipu HOCTYIUIEHUH: 00-
IEMO3TOBBIX 1 MEHUHI€AIbHBIX CUMIITOMOB HET. Peak-
11 HAa OCMOTP Bs1asd. [ONIOBY yAEPAKUBAECT KPATKOBPE-
MEHHO. KOMMYHMKATYBHbIC HABBIKA CHYDKCHBL. He yiIbl-
6aercs, He rymt. COXPAaHEH PUTM CHA M GOAPCTBOBA-
Hug. OKPYAKHOCTb IosoBbl 39,5 cM. Popma ueperna 1pa-
BUJIbHAA. BOJBIION POAHUYOK 2 CM; MAJIBIA POAHUYOK
3aKphIT. CO CTOPOHBI YEPENHBIX HEPBOB: OOOHAHHE
OPUEHTHPOBOYHO COXPAHEHO. B3I (puxcupyer me-
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TH/IPOKCUOYTUPHIKAPHUTHHA (HEAOCTATOYHOCTb OHO-
THHH/A3bL);

B KPOBb Ha ONPEAETICHNAE AKTUBHOCTU OUOTHHI/A3DL:
AKTUBHOCTH 0,26 HMOJb/MUH /M (HOpMA 4,40—12);

B HCCIEN0BAHNE BHYTPEHHUX OPI'AHOB: BBIABJIEHDI

I Py3HbIE U3MEHEHYS TTO/PKEYIOUHOHN Kenesbl. [1e-
YeHb U MOYKU — 0€3 MATONOIHH;

m DKL HepesKas CUHYCOBas TaxuKApAus (IIpy 6eCcTo-
KOHCTBE peOEHKA). BepTUKaAIbHAS NEKTPUICCKAS OCh
cepana;

m OOI" (MEXIPUCTYIHBIN NEPUOJ, (PU3HOIOTHIEC-
KU COH) B BO3PACTE 2 MECALEB, Yepe3 2 HEAEIU OT
MOMEHTA MOABJIEHHA MEPBIX PHUCTYIIOB, Ha (POHE
TEPAIINK BAILIIPOEBON KUCJIOTON (KOHBYICKCOM)

20 Mr/Kr/cyT. dnmientu(OpMHasA AKTUBHOCTD HE 34-
PETUCTPUPOBAHY;

B DOI' (MEKIIPUCTYIHBI EPUOZ, (PUUONOTUYECKUI
COH) B BO3PACTE 3,5 MECALIEB HA (POHE Teparuu GHO-




N MEAULIMHCKUIA
COBeT wneue 009

TiHOM (BuTamuH H) (20 mr/cyr), Konsysexcom (60
MI'/KT'/CYT): YMEPEHHBIE OOLIEMO3TOBbIE N3MEHEHNA
BDA ronoBHOTO MO3Ird. SOHAIBHBIE PA3IAYUSA CTTIAKE-
HbL. HENoCTOAHHAs HErpy6ast MEXIIONYIIAPHAS ACHM-
METPUSL. DIUIENTU(HOPMHAS AKTUBHOCTD HE 3APETUCT-
PUpOBaH3;

B KOMITBIOTEPHAA TOMOI'Pa(hHA TOJIOBHOTO MO3I'a: Cpe-
JUHHBIE CTPYKTYPEI HE CMEIIEHBL JKenyouky He fie-
(hopMupOBaHbL. KOHBEKCUTAILHBIE GOPO3IBI YMEPEH-
HO paCIIMPEHEL JIaTepaIbHbIE WIEU MUPOKUE, CUM-
METPUYHbIE. MEXIIONyIIapHas Web PACIIMPEHa 10
0,6 cM. BRIPKEHHOE CHIKEHHME TIOTHOCTH BEIECTBA
T'OJIOBHOT'O MO3I'd IEPUBEHTPUKY/IAPHO U B JIOOHBIX
OTJENAX;

m OcMOTp OKy/ucTd: OU — CIM3UCTO-THOMHOE OTze-
JEMOE U3 I7143. KOHBIOHKTHBA ITMIIEPEMUPOBAHA.
[nasuple menm cuMMeTpuyHsL. Jlepuanuu Her. Ilo-
IBIKHOCTD 17123 HE OrPaHUYeHa. ONTUYECKUE CPEDL
IPO3PAYHEL [71a3HOE HO: IUCKU 3PUTENBHBIX HEPBOB
CBETJIO-PO30BBIE, KOHTYPBI YETKHUE. XOf U KaIMOp Co-
CYZOB HE U3MEHEHBL MaKy/LIpHAd 30HA U iepudepus
6€3 ATONIOrMHU. 3AKII0YCHNE: OCTPBII GaKTEPUAIbHBII
KOHBIOHKTUBUT.

Jlewenue: B TEYEHUE 2 HEZENDb O€3 3HAUUTENBHOTO
3¢ dexra TPOBOAUIACH TEPANHA ICKCA30HOM, BUTAMU-
HOM BO, KOHBYIEKCOM [IO 75 MI/KI'/CYT, MbKAPOM, K
KOTOPO¥ ObUI JIONOJHUTENBHO Ha3HAYeH 6uoTHH 10
MI'/CYT, C TOCICAYIOIMM YBEIMYEHHEM JO3BL O 30

Mr/cyr. Ha BTOpble CyTKM IPUMEHEHU TaTOreHeTrnye-
CKO1 Tepanuy OMOTUHOM CYOPOTU ObUIX MOIHOCTBIO
KyIMPOBaHbL [Tocre 31010 6110 HAYATO MOCTENEHHOE
CHIKEHHUE JI03bl KOHBYJIEKCA. PEOEHOK CTa)1 OCBAUBATh
COOTBETCTBYIOIME BO3PACTY MOTOPHBIC HABBIKY, YIIyd-
IIMINACH TIOKA34TENH €I0 IICUXUYECKOTO PA3BUTH.

[1py IMHAMUYECKOM HAGMIOICHUH Yepe3 6 MECAIIEB
B BO3PACTe 8,5 MeCAIEB HA (POHE MPOBOAMUMOI TTATOTE-
HETUYECKON TEPATINY OTMEYAIACH IIOJIOKUTEbHAA U~
HAMUKA: CYZIOPOT HE BO30OHOBIINCh, PEOCHOK K-
TUBHBIM, YBEPEHHO JIEPKUT TONOBY, CJIEAUT 32 UIPYII-
KOH, y/IBIGAETCS, TAHETCA K UIPYLIKE, EPEKIA/bIBACT
U3 PYKU B PYKY, IIOBOPAYUBAETCA CO CIIUHBI Ha KUBOT U
C KMBOT4 Ha CIIMHY B 00€ CTOPOHBL, CPEAU OKPYKAIO-
IIYX JIIOZCH Y3HAET CBOMX M UyAKHX, I'V/IUT, BCTACT HA
yeTBepeHbky. [lonyuaer Tepanmio: 6uotuH 30 Mr/cyr,
KOHBYJIEKC 15 MI'/KT'/CYT, 3/bKap.

JeNCTBYIOMMM BELIECTBOM IIPENAPATa /IbKAP AB/A-
erca L-KapHUTUH (JIEBOKAPHUTHH), KOTOPOE IIPE/CTAB-
JEIeT COOOM MPUPOAHOE GMOAKTUBHOE BUTAMUHOIO-
JOOHOE BEIIECTBO, MIPAIOLICE BAKHEHMYIO POIb BO
BCEX OOMEHHBIX NPOLECCAX, AKTUBHO YYACTBYIOLIEE B
06pa30BaHAN SHEPIUHU U ABJAIOIECECH YHUBEPCAIbHBIM
aHABGOMMYECKUM CPEZICTBOM HETOPMOHATBHON TIPUPO-
AbL. DIBKAP ABIACTCA MPENAPATOM CUCTEMHOTO ACHCT-
BUA U OKA3bIBACT IOJNOKUTEIBHOE BIMAHUE HA OCHOB-
HBIE 3BEHbA [TATOT€HE3d HAPYLIEHNI HEPBHO-TICUXUYE-
CKOTO Pa3BUTHA JETEN PA3INYHOIO BO3PACTA, B T.4. PAH-
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Hero. KpoMe Toro, a/mbkap peKOMEHYETCS BKII0YATh B
KOMIUIEKCHOE JIEYEHUE CYJOPOXKHBIX COCTOAHUIL V Jie-
TeM, OCOOEHHO NPH HUCTIOJIb30BAHUH BAJILIIPOATOB.
Obcyxcoerue. B cBAsu C TeM,
YTO Y MAIMEHTA HAOMOATHCH CY-
JOpOrY, IUVIOXO HOAJAIOMUECA
KOPPEKLU C IIOMOMIBIO Ga30BOI
AHTUANWIENTHYECKON TEPAINH,
yTpaTa NCUXOMOTODHBIX HaBbl-
KOB, HAPYIIEHUE DUTMA JIbIXa-
HYA, ATONMYECKUN JIEPMATHT,
HEPCUCTUPYIOUINA KOHBIOHKTU-
BUT, CTOMKUI META00TNYECKUIT
aU03 NpU MOCTYIVIEHUH U HA
(bOHE TIPOBOAMMON 10 TIOBOZy THEBMOHNK MH(DY3HUOH-
HOU U aHTHOAKTEPUATBHON TePaIyy, ObUIH IPOBE/IEHI
JIOTIONHUTEIIBHBIE  OUOXUMIUECKHIE UCCTIEIOBAHUS I
UCKIIIOYEHUS HACTIEAICTBEHHBIX 60s1e3Hel oomeHa (HBO).
OcTato4Had aKTUBHOCTb (hepMeHTa OMOTUHUJIA3HI Y a-
IUEHTA COCTABIUIA MEHEE 5% OT HOPMBI, 4TO XAPAKTEPHO
ISl TOTAIBHOI HEZIOCTATOYHOCTH GUOTUHI/IA3BL
MaccoBbIil CKPMHUHI HOBOPOX/ICHHBIX OABUJICA B
Pa3BUTHIX CTPAHAX MHPA C KOHIIA 1960-X IT,, KOr/1a cTa-
JIO POBOAIUTBCA OOC/IE0BAHUE HA (PEHIIKETOHYPHIO.
B paMKax pa3/MMyHbIX IIPOrPaMM BO MHOTUX CTPaHAX

B PaHHee HA4a10 eyeHus
6UOMUHOM 8 HEOHAMAbHbILI
nepuod daem 803MOXHOCMb
npedomspamums ghopmupo-
BAHUE MAXeNbIX KIUHUYeC-
Kux npossaeHuli U yMcmeeH-

Hol omcmanocmu.

CTIO TIPOBOAUTHCSA TECTUPOBAHWE W HA JIPYTHE Ha-
CIEACTBEHHbIE O60e3HU. OFHAKO HOBAA 3PA B PA3BU-
TUY HEOHATAIbHOI'O CKPMHUHI'A ObUIA OTKPHITA C I10SIB-
JIEHUEM TaHJIEMHON MACC-CIIEKT-
pomerpun [9] — TEXHOIOIHY,
CYILIECTBEHHO MOBBIIAIONIEH Ka-
YECTBO JMATHOCTHKU U NTO3BOJIA-
IOIEY 3HAYUTENBHO PACIIUPHTD
CIIMCOK BBIABIAEMBIX 3a00J1€BA-
HUIA, KOTOPBIE TIOJIAI0TCS Jieye-
HUIO, HO HE BO BCEX CY4asX 00-
HAPYKUBATUCH C TIOMONIBIO MeE-
TOJIOB, PAHEE TIPUMEHABIIUXCA B
HPOrpaMMax CKPUHUHTA,

BO3 pEKOMEHAYET BKIIOUEHUE HENOCTATOUHOCTU
OUOTHHN/IA3bI B IIPOIPAMMBbI CKPUHUHI'A HOBOPOK/CH-
HBIX [8]. IIpeACTaBIAeTCA NEPCHIEKTUBHBIM BBEICHUC
JUATHOCTUKU HEIOCTATOYHOCTH OMOTHHW/IA3bl B Ha-
LMOHAILHYIO IIPOIPAMMY HEOHATAIBHOI'O CKPUHHUHIA
B Poccurickort Penepanny B PAMKAX PEANTU3ALUN HA-
IIMOHATBHOTO MPOEKTA «30POBbE», YTO MO3BOJUT OCY-
IIECTB/IATh PAHHIO JUATHOCTUKY U JIEYCHUE JAHHOI
NATOJIOTUH, 4 TAKKE OYAET CIIOCOOCTBOBATD CHIKEHHUIO
JETCKON MHBAIUAHOCTH.
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