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BBenenne. B Hacrosiee BpeMsi y HaC B CTpaHE MNPOYHO yTBEPAUIACH
pexoMenoBanHas BO3 kinaccudukanus 0eI1KOBO-IHEPTETUISCKON HeI0CTa-
tounoctu (BOH), a Taxke TakTuka auetndeckoit koppekiuu bOH I u Il cre-
nenu tspkectu, npunatas Corwo3om [lenuarpo Poccun. Omnako B omy0mko-
BAHHYI0 U JIOCTYIIHYIO TMPAKTUKYIOUIUM .IeAHaTpaM «HAIUOHAJIBHYIO IMPO-
rpaMMy ONTHMM3AIMK BCKAPMIIMBAHUS AETEH MEPBOro roaa ku3Hu B PO» He
BOLIUIA cOBpeMeHHbIe acnekThl koppekuuu bBOH III crenenu tsxectu. B cBs-
3M C 3TUM BECbMA aKTyaJIbHBIM SIBJISIETCS] U3JI0KEHHE JTAHHOTO aKaIeMHYECKO-
ro MaTepuaa.

[Tpu BOH III crenenun pe3ko HapymaroTcs Bce BUIbI OOMEHA, COCTOS-
HUE peOeHKa, KaK MPaBUJIO, ObIBAET OYECHH TSKENBIM, IMMOATOMY TaKHE ICTH
HYKJAl0TCSI B IPOBEJCHUM WHTEHCHUBHOM TEpANUHU, HUCIOJb30BAHUM DHTE-
paNbHOTO W MapeHTEePaIBLHOrO TIMTAHUSI, YTO TPeOyeT CTallMOHAPHOTO Jieue-
HUSL.

Juetnueckas koppexuusi BOH III ctenenu TskecTH.

[TapeHTepasibHOE MUTAaHUE HAYAIBHOTO MEPUOJIA JOJIKHO ITPOBOJAUTHCS
MTOCTENEHHO, C TPUMEHEHUEM B HA4YaJIbHbIN MEPUOJ MCKIOYUTEIBHO aMUHO-
KHUCJIOTHBIX IPENapaToB M PAacTBOPOB TIIOKO3bl. JKHpPOBBIE SMYJIbCUU MPU
BOH go0aasitorcs B mporpaMMbl NApeHTEPATLHOTO MUTAHUS TOIBKO CITYCTS
5-7 mMHEW oT Hayaja Tepanuu u3-3a HEAOCTATOYHOIO UX YCBOCHHS U BBICOKOTO
pucka pa3BuUTHs MOOOYHBIX P (HEeKTOB U ociokHeHui. [lapeHTepansHoe mu-
tanue npu bOH nomkHO OBITH cOaNTAaHCHPOBAHHBIM M MUHUMAJIbHBIM H3-32
OIMAaCHOCTH Pa3BUTHUS TSHKEIBIX META00IMUYECKUX OCIOKHEHUH.

[TapannenbHO NPOBOAUTCS NAapeHTEpaIbHAs KOPPEKILMS JIeTUapaTaluu,
Hapywmenuid KI[C (kak npaBuio, anuao3a) U 3J1€KTPOJIUTHBIX HAPYIIEHUH.

Haubonee onpaBiaHHbIM BUIOM SHTEPAIBHOIO MUTAHUS TIPU TAKEIBIX
dbopmax BOH sBnseTcss MOCTOSIHHOE PHTEPAIbHOE 30HJ0BOE MUTAHUE, KOTO-
pO€ 3aKJII0YaeTCSd B HENPEPHIBHOM MEJUICHHOM IMOCTYIUICHHHM MHUTATENIbHbBIX
BemecTB B JKKT. Ckopocts nmoctymenuss nurarenbHon cmecu B JKKT He
JIOJKHA MPEBbIIATh 3 MJI/MUH, KaJOpuiiHas Harpy3ka — He Oosee 2 KKaj/mi,
a ocMOJIIpHOCTh He 6osee 350 mocmon/n. i 3HTepaabHOTrO MUTAHUS JETEH

~ 255~



paHHEro BO3pacTa JIOJDKHBI MCIOJIL30BAThCS CIICIIMAIM3UPOBAHHbBIE MPOTYK-
Thl. Haubomnee onpaBaaHHBIM SIBISIETCS MPUMEHEHHE CMECEH Ha OCHOBE BBI-
COKO THUIPOJIU3UPOBAHHOTO MOJIOYHOTO Oe€lKa, HE COJEpKalluX JaKTo3Yy,
000TraIlIeHHbIX CPETHEIETOUYCUYHBIMU TPUTITHIICPUIAMH.

VYBenuueHue KOHIICHTPAllMM BBOAMMOM CMECH MPOBOJAT MEIJICHHO,
noBbImas Ha 1% B feHsb (Tabnuna 1).

Tabmuua 1— KoHueHTpamuu cMmeceil Ha OCHOBE THJpoJin3aTa Oelka,
ucnoJibzyembie y nereit ¢ bOH Il crenenn tsoxectn

JlH1 HA3HAYEHHUS CMECH KonnuectBo n1eueOHOI cMecH 1 BOABI
1-i1 TeHb 3 r cmecu + 100 mut Bogst (3% pacTBOp)
2- eHb 4 1t cmecu + 100 M1 BOABI

3-11 1eHp 5 r emecu + 100 MiLBOOEI

4-11 1eHb 6 r cmecu + 100 M1 BOAEI

5-# neHb 7 T cmecu + 100 M BOABI

6-11 1eHb & r cmecu + 100 Mi1 BOJIBI

7-11 NE€Hb 9 r cmecu + 100 M1 Boabl

Jlanee moCTENeHHO AOBOSAT KOHIIEHTpaIuio emecu 1o 13,5% (dusmo-
JIOTUYECKOI), a Mpu xopouiel nepenocumoctu. - 10 15%. Henocraronue ka-
JIOpUH, HYTPUECHTHI U DJICKTPOJIHUTHI B TIEPUOJT YITOTPEOJICHUS CMECH B HU3KOU
KOHIICHTPAIIUU KOMIICHCUPYIOTCA 34 CUET-HAPEHTEPATbHOTO MTUTAHUS.

[Ipy npoBeneHUU MNOCTOSHHOTO SHTEPATLHOTO 30HJIOBOTO MUTAHUS
JOJDKHBI COOJTIOIATHCS BCe TpaBuiia acenTuku. CTEPHIIBHOCTh MUTATEIhHBIX
pPacTBOPOB BO3MOXKHA TOJIbKO MPU HIPUMEHECHUHU TOTOBBIX XKUIAKUX MUTATEIb-
HBIX CMECEH.

JmuTenbHOCTh Nepruoja MOCTOSHHOTO YHTEPAIBHOTO 30HIOBOrO MUTA-
HUS BapbUPYET OT HECKOJBKHMX JHEU 10 HECKOJIBKMX HENEIb B 3aBUCUMOCTH
OT BBIPAKEHHOCTH HApPYIICHHOW MUILEBON TOJEPAHTHOCTH (aHOPEKCHSI, pBO-
Ta, auapesi). [[poBOANTCS MOCTENEeHHOE MOBBIIIEHUE KATOPUIHOCTH U U3Me-
HEHHUE COCTaBa MUIIM, OCYIIECTBIISIETCS MOCTENEHHBIN Mepexo/] Ha OOTI0CHOE
BBEJICHHE NMUTATeIbHON cMecHu nipu 7—10-pa3oBoM THEBHOM KopmiieHuu. [Ipu
YIIYYIIICHHH COCTOSIHUS M alMEeTUTa, MOSBICHUN 3HAYMMBIX TTPHOABOK MacChl
TeJa MPOU3BOIUTCS MOJIHASI OTMEHA TOCTOSIHHOTO 30H/I0BOT0 KOPMJICHUS.

Jlanee mpoBoauTcst nuerotepanws, kKak y aeteit ¢ BOH Oonee nerkoit
CTEHEHBIO TSKECTH, OCHOBHBIMH MPUHIIMIIAMUA KOTOPOU SIBIISIFOTCS OMOJIOMKE-
HUE MUIIU U TO3TAMHOCTh C BBIACICHUEM aIalTAllMOHHOTO, PEMAPallMOHHOTO
(IpOMEKYTOYHOT0) U YCHIIEHHOTO 3TAalOB MUTAHMUSL.

B 370 Bpems ocyiiecTBiasieTcsl aganTanys K He00OX0IUMOMY 00beMYy U
MPOJIOIKACTCSA KOPPEKIIUSI BBOJJHO-MUHEPAIBHOTO U O€JIKOBOTO 0OMeHa. [1pu
3TOM peOCHKY MHUIIY AAI0T 4acTO W HEOOJIBIIMMU MOPUUSIMHU, MOCTEIIEHHO UX
yBenuuuBas (Tadsuua 2). Hegocraronuii 00beM MUILK BOCIIOIHSIETCS 3a CUET
pueMa BHYTPb PaCTBOPOB JIJIsl pErUApaTaiiiu.
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Tabnuua 2 — Pexomenayembiii pexxum kopmuienust ipu bBOH 111 crene-
HU Ha dTtane agantaiumonHoro nuranus (BO3, 2003)

Tenn Yacrora PazoBriit CyTouHblii
00BeM, MJI/KT 00BbeM, MJI/KT/CyT
1-2 yepes 2 yac. 11 130
3-5 yepes 3 yac. 16 130
6-7mu yepes 4 yac. 22 130
nanee

B penapanuoHHbI nepuoji OCyIIECTBISETCS KOPPEKIUs OEIKOB, KU-
pPOB U YTJIEBOJAOB, YTO MPUBOJUT K MOBBIIICHUIO YHEPTETUYECKON HALPY3KU
(ycunennoe nutanue). HeoOxoaumelii CyToOUHBIN 00beM OHMINK Y-peOeHKa ¢
BOH B urore nomxen coctaBuTh 0koio 200 mu/kr, wiu 1/5 gacte daktuye-
ckoit Macchel. [Ipu 3TOM sHepeemuueckas u b6enkosas Hazpy3ka Ha axmuye-
CKYI0 maccy mena bonvule, vem y 300pogbix demeti. ITO CBAZAHO CO 3HAUU-
TEIbHBIM YBEIMYEHUEM HHEProTpaT y JeTell B MEepHoJ PEKOHBAICCICHIIUU
npu BOH. Pacuer npou3BoauTCs Ha JTOJKEHCTBYIOLIYIO Maccy Teja, YyTo U
IPUBOIUT K MOBBIIICHUIO SHEPTETUUECKON IIEHHOCTH pallioHa.

B nanpHeiiimem auera pebeHKa MPUOJKIKACTCS K HOPMaJIbHBIM Iapa-
MEeTpaM 3a CYeT PaCIIMpPEHUs] acCCOPTUMEHTa MPOJIYKTOB, MEHSAETCS COCTaB
npuMeHsieMbix cMecei. [Ipu xopolei MepeHOCMMOCTH Ha 3Tare YCUIEHHOTO
nuTaHus oOecreyuBaeTcs BbICOKOKajopuiiHoe mnurtanue (130 - 200
KKaJI/KI/CyT), C TMOBBIIICHHBIM COAEPHKAHUEM HYTPUEHTOB, HO He Oosee: Oen-
KU - 5 T/KT/CyT, KUpbl - 6,5-T/Kr/eyT, yrneBoasl - 14 -16 r/kr/cyt. Cpennsis
JUTUTENIbHOCTD ATarna YCUJISHHOTO MUTaHus cocTaBisieT 1,5-2 mecsua.

OCHOBHBIM TOKa3aTeIeM aJeKBATHOCTU JUETOTEPANIUU SIBISIETCS IMPH-
0aBKa Macchl Teja. XOpollel cuuTaeTcsl mpudaBKa, eciau oHa npesbimaeT 10
r/kr/cyt, cpeaueit - 5-10.r/kr/cyT n HU3KOM - MeHee 5 T/Kr/cyT. Bo3aMokHBIMU
OpUYUHAMU IHIOXOW NpuOaBKM MAcChl SIBJISIIOTCS: HEAJEKBATHOE IHUTaHUE
(HeTpaBWJIbHBIN pacyeT MUTaHUs, OTPAaHUYECHUE IO YacTOTE UM 00bEeMy MH-
TaHUs, HE COOJIIO/IEHNE TPABIII IPUTOTOBICHUS MUTATEIBHBIX CMECEH, OTCYT-
CTBHUE KOPPEKITNY MUTaHUs, HEJJOCTATKU yX0Jla 3a PeOCHKOM), Ne(UIIUT MHUK-
POHYTPHUEHTOB, TEKYIINI MH(DEKITMOHHBIN MPOIIECC, ICUXUIECKUE MPOOIeMbI
(pymuHaIys, BEI3BIBAHUE PBOTHI).

Meouxamenmosnas mepanus npu BOH Il cmenenu

Haunnast ¢ mepuona amanramum, 1enecoo0pa3Ha 3amecTurenbHas dep-
MEHTOTEpanusi mpernapaTamMmu Mo KETyA0YHON keme3bl. [Ipeanourenue otna-
eTcsi MUKpoKarncyiaupoBaHnHbIM mpenaparam (Kpeon). HeoOxonuma koppek-
U TUCOaKTepro3a KUICIHUKA.

[TomMmuMo MeaMKaMEeHTO3HOU (TapeHTepaTbHOM) KOPPEKIIMU 00E3BOKU-
BaHUS U DJIEKTPOJUTHBIX HAPYIIEHUH, B OCTPOM IEpUO/Ie HEOOXOIUMO MOM-
HUTh O HEOOXOJUMOCTH CBOEBPEMEHHOW JMAarHOCTUKH BO3MOKHOM HaAIo-
YEUYHUKOBOI HEJIOCTATOYHOCTH.

[Ipumenenue anabonmueckux npenapatos npu bBOH ocymectsnsercs ¢
OCTOPO’KHOCTBIO, TaK B YCIOBUAX JAe(PHUIMTA TUTATETHHBIX BEIIECTB UX IMPH-
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MEHEHHE MOXET BbI3BATh ITyOOKHE HApYIIEHUs OCJIIKOBOTO U JIPYTUX BUIOB
oOMeHa, yrHereHue (PEepMEHTOB MPHUCTEHOYHOTO muieBapeHus. [lokazano
NPUMEHEHUE BUTAMUHOTEPANIUU CO CTUMYJIUPYIOLIEH U 3aMECTUTEIBHOMN 1ie-
awto. [pu Tspxensix popmax BOH BuTamMuHbl Ha3HAYAOTCS TAPEHTEPATIBHO.
Jleuenue paxura, xene307eUIUTHON aHEMHUH TTPOBOJUTCS, HAUMHAS C
nepuoja pernaparmm.
B 2003 r. skcniepramu BO3 BbizienieHo 10 OCHOBHBIX 1IaroB Tepamnuu
BOH III crenenu: npeaynpexaeHue/IeyeHue TUIOMIMKEMUN; IPEAYPExKIe-
HUE/JIEUEHUE TUMOTEPMUM; TPEAYNPEKICHUE/ ICUCHUE ACTUApATAIINU; KOp-
PEKILMS 3JEKTPOJIUTHOTO AucOanaHca; NpeaynpexkaeHue/IeueHne nHpeKuuu;
KOppekius Aeduiiuta MUKPOHYTPUEHTOB; OCTOPOKHOE HAYaio KOPMIICHHS;
oOecrieyeHrne MPUOABKU MACChl M POCTa; 00ECTEYeHNE CEHCOPHOM, CTHUMYIIS-
MY U SMOLIMOHAJILHOW MOJJEPKKHY; NallbHEHIIas peabrinTalusi
MeponpusiTus TpPOBOAATCSA MO3TAMHO, C YYETOM TSHKECTH COCTOSHHS
00JBHOTO peOeHKa, U HAUMHAIOTCS C KOPPEKIUU U MPODUIAKTHKY KU3HHU yT-
POXKAIOMIUX COCTOSIHUU. JIeBATBIN 1Iar MpeaycMaTpuBaeT CEHCOPHYIO CTUMY-
JSIUHAEO M SMOLMOHAJIbHYIO nToaaep:kKy. etn ¢ BOH Hyxkaarorcs B xopoiiem
yXO0JI€, JJaCKOBOM OOIIECHUH, MPOBEJICHUN Macca)ka, JeUeOHONH T'MMHACTHKE,
pEryJIIpHBIX BOAHBIX IMPOLEAYpP M IPOTYJIOK Ha' CBEXeM Bo3ayxe. [lecArsiid
miar npeaycMaTpuBaeT JIUTENbHYIO peaOuINTalI0, KOTOpasi BKIIOYAET J0C-
TATOYHOE TI0 YacTOTe, 00BEMY, COJICPKAHUIO OCHOBHBIX HYTPUEHTOB U DHEP-
TETUYECKOUN IIEHHOCTU MUTaHUE, PEryJIIpHbIE MEJUIIMHCKUE OCMOTPHI, ajeK-
BaTHYIO UMMYHOTIPO(DHIIAKTHKY, BATAMUHHYIO U MUHEPATbHYIO KOPPEKIIHIO.
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