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BH\{TPI/IKJ'IETO‘IHbjIﬁ METABOJIU3M U UMMYHUTET
Y OETEW C 3AJEPXXKOW PA3BUTUA: OMbIT KOPPEKLIAK

HapyweHus duanueckoro M HepBHO-MCMXMUYECKOTO
pa3BUTUS Y AeTel HEPEAKO BbI3BAHO HW3KWM 3HEPreTH-
yeckuM obmeHoM KeTku. [puunHamu aToro moryt 6biTh
TSXKesible MeTansibl, MeMKaMeHTbl U anuMeHTapHas He-
JocTtatoyHocTb. K nposiBneHuWsM 3HeprogedUuUTHOro
COCTOSIHUSI OTHOCSIT YacTble UH(DEKLUH U HapyLUEHHs CO-
efmHuTenbHon Tkanu [1]. O6bluHoe neueHue geduulTa
3Hepruu Mano 3peKTUBHO W TpebyeT creuudryecKom
«3HEProTponHon» Koppekuuu [2].

Llenb pabotbl — u3ydeHWe BHYTPUK/IETOUHOrO 06-
MeHa M MMMYHHOro cTaTyca [eTel C 3aJepXXKOW pas-
BUTHA, a TaKXKe 3HEProTponHoro adpexta 6Henkoso-
aHabosIMHecKon Tepanuu.

Matepuanol u meTofbl

B nomax pebeHnka obcnepnosanbl 68 geteit 10—18 mec
YKM3HWU C NepuHaTasibHbIMKU NOPAXKEHUSMU LLeHTPaIbHOM
HepBHoM cucTembl (LLHC). Bce aet pogunvcb B cpok ¢
maccom Tena 2550£150 r. BonbwKnx NOPOKOB Pa3BUTHS U
Hac/1eCTBEHHbIX 3a001eBaHUN Y HUX He OblI0, HO YKCIIO
Manbix aHoManun paseutus (7,5£1,5) ykasbiBano Ha
NaTosorMio  COeAWHUTENbHOM TKaHW. [locTHaTtasbHoe
pa3euTHe feTed 6bino KpalHe 3amepneHo. [Hedwuuut
maccbl Tena coctasun 28—44%, uto sBnseTca npuaHa-
KoM 6enKoBo-aHepreTUueckomn HegoctatouHocTu [3]. Ha
NnepBOM rogy >KU3HW LeTu nepeHecnn no 7—12 OPBMW,
MHEKLMM KOXKHU U MOAKOXKHOW KNETUYATKM.

CocrosHue MeTabosmMama Ha K/IETOYHOM YPOBHE
M3yueHO MeTOAaMW LUMTOXMMUW B HEUTPOMIax nepu-
chepuyeckon KpoBWU. AKTUBHOCTb MUENONepPOKCHAA3bI
onpeneneHa 6eHsupuHoBbiIM MeTogom Cato, Kucioh
W WwenoyHon cocatasz — no bypcTtoHy. CopeprkaHue
rMKOreHa ycTaHoBfneHo MeTofoM Mak-MaHyca, npu-
meHsa LUNK-peakumio. Jlunupbl okpawwvBanu cynaHom
yepHbIM. DepMeHTHbIW NPOKUIb HEUTPOHUIOB OLEHEH
no [nosie MOJIOXKUTEIbHO MNpPOpearMpoBaBLUMX KIETOK
(cpegHWM  UMTOXMMUUECKMHM Ko3adpdpuumeHT). [laHHble
aHa/nM3a CpPaBHWU/IM C BO3pacTHbiMW Hopmamu [4]. Um-
MyHOr 106y inHbI Knaccoe M, G u A B CbIBOPOTKE KPOBH
onpegesneHbl METOAOM paguanbHOM WMMYHOILUMMY3UH
[5] v conocTaBneHbl ¢ BO3pacTHOM HOpMOM [6].

EEEEEEEEEEEEEEESEEEEEEEEEEEEEEEER
NoANMUCHON MHAEKC 72075

U3-3a nporpeccupytoliero Ha goHe peabuintauuu
UcToweHus 6bino pelweHo fob6aBUTb LETAM B MWLy MO
30—50 mn/cyt 15% pacTtBopa 6enkosoro npenaparta
«3IHnuT» [7]. Ona ctumynaumu cuHtesa benka U pocta
TKaHeM opraHW3Ma (MbIlEYHOM, KOCTHOM, KIEeTOK Kpo-
BM) OAHOBPEMEHHO C JHMUTOM MpPUMeEHeH aHabosunue-
CKWM cTepouiHbii npenapat «Petabonun» (Retabolil).
C pacueTom Ha ero npoJIoHrMpPOBaHHOE LEUCTBUE U MH-
HWMaJibHbIA aHAPOrEHHbIN APEKT ero BBOAWINU BHYTPH-
MbllweyHo 2 pasa B Mec no 5—7,5 mr B 3aBUcMMOCTH OT
maccbl Tena [8]. Jleuenuwe pnaunocb 2 mec. lpu atom
He npeKpalianicb Kak 6azosBas HelpoTponHas Tepanus,
TaK U MWHble sieuebHble MeponpusaTus. JlabopatopHbii
KOHTPOJ/Ib BbINOJHEH A0 W nocne nedenus. CratucTu-
ueckas o6paboTka MOJyHEHHbIX [AHHbIX BbINOJHEHA
c nomolublo tkputepus CrblogeHTa.

PesynbTatbl n 06CyXaeHue

Mp¥ LUMTOXMMHUUECKOM MUCCNefoBaHUKU HEWTPO(UIOB
Ha (poHe 6a30BOro fileueHUst OblK BbISBAEHbI 3HAYU-
TeslbHble HapyLleHUs (pepMeHTHoro npoduns. Tak, ak-
TUBHOCTb KWCNOM cpocchatasbl MpeBbiCUIa BO3PACTHYHO
Hopmy (0,95+0,04) 8 cpenHem Ha 26%; p<0,05. AxTus-
HOCTb LLENOYHOM hocdaTasbl Takyke Oblia MNoBbllieHa
(1,01%£0,04) 8 cpeagrem Ha 100%; p<0,001. Cnepyet
NOAYEPKHYTb, YTO MPWU 3HAUUTENbHOM BapuabesIbHOCTH
BEJIMUMH JaXKe MMHUMaJIbHble 3HAUEeHUS| aKTUBHOCTH chep-
MEHTOB MpeBbllasu Bo3pacTHylo HopMmy. Kucnas v we-
JNlouHas pochatasbl HEMTPOUIOB OTHOCATCA K rpynne
rMAPONUTUUECKUX hepMeHTOB. [1o3ToMy MoBbileHHWe UX
aKTUBHOCTW OTpaykaeT YCW/IEeHHbIM KaTaboniu3Mm, xapak-
TEPHbIM ANA nepuoda NpPorpeccUpoBaHUsl GUCTPOHUH.

AKTUBHOCTb MWEIONEPOKCHAa3bl y AeTel Obina HU3-
KoW M cocTaBuna nvwb 58% oT BO3pacTHOM HOPMbI
(2,42+0,06), p<0,001. BbissiBNeHHOEe HapylueHWe YyKa-
3a/10 Ha YrHeTeHUe OKMUC/IUTEeNIbHO-BOCCTAHOBUTEJIbHbIX
NPOLECCOB M, KOCBEHHO, Ha HEAOCTaTOuYHylo harouu-
TapHylo oyHKUUIO HenTpodunos. CoaeprkaHue BHYTPH-
KNeTOYHOro rAWKoreHa B nemlkouuTax coctasnno 77%
OT BO3pacTHoM Hopmbl (2,19%+0,06), p<0,001. Tak
KaK rnioKo3a, Kotopas obpasyercs npu pacliensieHuu
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FIMKOTeHa, SIBASETCS MeTabOJIMYECKUM  «TOMIMBOMY
KJEeTOK, OeULMT FIMKOreHa CBUMAETENbCTBOBASl O HU3-
KoW 3HeproobecneueHHocTH HekTpodunoe. Copeprka-
HWe nunuaoB coctaBuno 76% oOT BO3pacTHOM HOPMbI
(2,41%+0,06), p<0,001, uTo ykasbiBasO Ha HapyLleHUe
AMNugHoro obmeHa B opraHuMamMe W AedUUMT 3HEPrHU
HenTpodunos. He meree cyuwiecteeHHbiM 6bi10 06Hapy-
JKEHWE MENKOAWUCMEPCHOCTH JIUMOCOLEPIKALLUX TpaHy,
YKa3bIBAIOLMX HA NOBPEXKAEHWE CTPYKTYpbl NUMUAOB.

Mop BAvsiHMEM BbICOKOBENKOBOrO MUTaHWUS U CTUMY-
naumu aHabonmama y BGOMbHbIX AeTel OTMEUEHO YJyu-
lWeHWe (pepMeHTHOro cratyca HelTpodunos (puc.]).
Tak, aKTMBHOCTb MWENONEepPOKCHMAA3bl BO3poOcCna Mno-
cne OKoHuyaHua neuvenus (p<<0,05), opHako oHa He
JOCTUr1a HOPMbI, TO €CTb HapyLlleHUs OKUCIWTENbHO-
BOCCTAHOBWTE/IbHbIX MPOLLECCOB B HEUTPOMaax nepw-
dbeprUecKor KpOBU coXpaHuaucb. MNMpu3HakoMm ynydie-
HUS 0BecrneyeHHOCTH HEMTPOMUIIOB 3HEPryen SBWIIOCH
CHWXKEHWE BapuabesIbHOCTU COLEpPXKaHWs FIMKOreHa W
yBEeJIMYEHWE ero ypoBHS 1O Bo3pacTHou HopMbl (p<0,05),
TaKXXe B HEMTpO(UIax BO3POCIO COLEPXKAHUE NIUMUAOB.
Ux auMHamMuKa Oblia [OCTOBEPHO MONIOXKMTENbHOW. B TO
>Ke BpeMsi, CTPYKTypa JIMNOCOAEpP’KallUx rpaHyn ocTa-
nacb CTosb e AeOpMUPOBaHHOM, Kak U Ao 6enkoso-
aHaboIMUeCcKoW Tepanuu.

Lo eeepenns Iunuta u Petabonuna ypoeseub /gM
coctaBun 2,72*+0,28 r/n npu Hopme 0,54%+0,23 r/n,
1gG — 3,00%0,23 r/n npu Hopme 6,61%£2,96 r/n, IgA —
0,21%£0,02 r/n npu Hopme 0,37%0,18 r/n, p<0,001.
Bbicokuit ypoBeHb WMMyHOrnobynuHa M npu HU3KOM
COfEPXKaHWU B CbIBOPOTKE KPOBU MMMYHOI/100YNMHOB
knaccoB G u A no3Bosua onpeaenntb AUCUMMYHOT/IO-
ByNuHeMHIO 2-ro TWna y GoNblMHCTBA BOMbHBIX AeTeM.

Mo OKOHYAHWHK NEeYeHHss CNEKTP UMMYHOTrI0BYNUHOB
uamenusncs. Ypoeenb /gM cuusunca go 0,96+0,14 r/n
(p<0,05), HO ewe He JocTur Bo3pacTHoW Hopmbl. [lpu
WMHOWBMAYA/IbHOM pacyeTe OKa3anocb, YTO OO JieueHus
HOpMasibHbIM ypoBeHb /gM 6bin 'y 4% peteit, nocne ne-
uennsa — y 57%. CopepskaHne ummyHornobynmHa Knac-
ca G noebicunocb B cpegHem po 4,42+0,29, p<0,05.
Mpwn 3ToM OH Hopmanu3osancsa y 716% peten. YposeHb
IgA nogHsanca po 0,39%+0,02 r/n (p<<0,05) u poctur
Hopmbl y 94% obcneposanHbix. Bosgehcteune 6enkoso-
aHaboNMUECKON Tepanuu Ha WMMMYHWUTET aeTed npej-
CTaBNeH Ha puc. 2.

Mon BAMAHWEM BbICOKOBENKOBOrO MUTAHWUS U CTU-
MynsaumMu aHabonuama y feted CyLIeCTBEHHO BO3POC/IM
cpenHecyTouHble NPUOABKM MacChbl Tefla U YMEHbLIWICS
ee necduuut. B nocnenyrolime mecaubl et pexxke bone-
JIU UHTEPKYPPEHTHBIMU UHPEKLUSAMMU.,

Y neTen paHHero Bo3pacta C NepuUHaTalbHbIMU MO-
BpexkxaeHuamu LIHC, nporpeccupyrowmm pacctpoicteom
MUTaHWA W BbICOKOM WH(EKLMOHHOW 3ab0NeBaeMoCTbio
BbISIB/IEHbI FTyOOKHE HapYLLEHWS BHYTPHK/IETOUHOIO MeTa-
601M3Ma U ryMmopasibHoro MMmyHuteta. Lintoxumuueckoe
uccrefoBaHue nokasano mMetabosMueckue U3MEHEHUA B
HeMTpoduiax KPOBH LeTen, B TOM YUC/ie IHepreTUYecKo-
ro obmeHa. CnefcTBueM 3TOro MoxeT ObITb yrHeTeHue
arouuTapHOM (PYHKLUK HEWTPOMUIOB M MOBbILLEHHAS
UH(eKLMOHHas 3abonesaeMocTb. B yactHocTH, nosbilie-
HWEe aKTMBHOCTM hochata3d KOCBEHHO yKasasio Ha TeKy-
LMe MHPEKLUOHHO-BOCNAIUTEIbHDBIE MPOLECChI PA3HOM
atvonoruu. Huskas aKkTMBHOCTb nM30cOoMasibHOro dhep-
MEeHTa MWefionepoKcuaasbl cBuaeTenbcTeoBana ob yrhe-
TEHWU  OKWC/IUTESIbHO-BOCCTAHOBUTE/IbHbBIX  MPOLECCOB
U harouutapHon YHKUMK HeHrTpodunos. HapyeHus

BHYTPUKIETOUHOrO 0BMeHa CBUAeTe b-
CTBOBa/IM TaKXKe O KaTabosMueckom
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HarnpasJeHHOCTH oBMeHa BelecTB B
opraHuamMe HOosbHbIX feTel.

Cpean npuunH, o6bACHAIOLIMX 3a-
LEPXKKY Pa3BUTUA OeTed, MOXKHO OT-
MeTUTb HebnaronpUsaTHbIE YCNOBUS MX
BHYTPUYTPOBHOro paseutua. K HuM
OTHOCATCS XPOHWUYECKAs TMMOKCUS M
a/IkorosibHasi MHTOKCHKAaUMsA M1oAa,
a/IMMEHTapHbIM  AeUUNT Y TMbIOLKUX
mMatepen U MaTepen-oauvHouek. Bce
3TM paKTopbl, @ TaKXXe TOKCHKO3bl,
pecnuMpaTopHble W TMHEKOJIOrMUYecK1e
UH(DEKLMU BepeMeHHbIX NpUBEnU K

Ivn

|l:|3.uoposble D bonbHble 8o neveHna @bonbHble Nocne neveHna |

paHHEMY aHTMreHHOMY CTUMYJIMPO-

Puc. 1. JuHamuka nokazameneli BHymMpUK/IeMO4YHo20 06MeHa; cpedHull yumoxumuydeckul
Ko3gpuyueHm onpedeneH npu nodcdyeme 100 Helimpogusios 8 Maskax Kposu [4].
K® — Kucnaa occpamasa; O — wenoyHaa pocgpamasa; MIT — muenonepokcudasa;

'n — anukoeeH; Jlun — aunuodsbi
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BaHWIO U YBEJIMUEHWIO YPOBHA WMMY-
HornobynuHa M. 3tomy >ke cnocob-
CTBOBa/IM uacTble OaKTepuasbHble
3aboneBaHusi feted B MNocTHaTalb-
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HOM nepuvoge. Hespenoctb HoBo-
POXKLEHHbIX C HU3KOW Maccon Tena

o
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W nepuHaTasbHoe nopaxernuwe LHC,

OTCYTCTBUE TPYAHOrO BCKapMJ/IMBAHUSA
y LEeTEN-CUPOT SBUIUCH BEPOSTHBIMM

pakTOpamMH, KOTOpble TOPMO3WJU

co3peBaHWEe  MUMMYHOKOMMETEHTHOM

CUCTEMbI B MOCTHaTa/lbHOM OHTOre-
Hese. CnepgcteMeM 3Toro 6biio  He-

JjoctatouHoe obOpasoBaHWe WMMYHO-
rnobynuHos knaccos G, A u uyacTble
uHgekunu. [JlanbHedwas 3ageprkka ) |E

O = N WP W~

co3peBaHHUA MMMYHOKOMﬂeTeHTHOﬁ IgM
CUCTEMDI O6YC}'IOB}'IEHa npeo6nap,aHV|—

IgG Igh O6wui ypoReHs

emM KaTa60}'||/|l-|eCKHX npoueccos B ne- ||:|3,|10poable D bonbHble A0 neveHnAa @ bonbHble nocne neveHua

pvoAe nporpeccHpoBanHns 6enKoso- Puc. 2. [JuHGMUKQ YPOBHSA UMMYHO2/106Y/IUHOB, 2/

3HEpreTUYecKon HefOCTaTOYHOCTH.

MpuMeHeHWe BbICOKODENKOBOM AMeTbl B COYETaHWM
c aHaboNMUeCKUM NpenapaToM MPUBEH K YJydlleHUIo
pepMeHTHOro npoduna HenTpodunos. JIunugbl, Kak u
T/IMKOTEH, SBNSAIOTCS T/IaBHbIM 3HEPreTUYecKUM pesep-
BOM KJIeTKWM, KOTOpPbIM pacxomyetcs B Npouecce WM-
MYHHOW W (parouuTapHOW aKTUBHOCTH. [loBbilueHWE WX
coflep>KaHusa crieflyeT pacueHWTb KaK MOJIOXKMUTESbHbIN
3apcpekT nevenus. OgHaKo NOMHOW HOpMasU3auWMK BHY-
TPUKIETOUHOrO MeTabosnM3Ma, OCOBEHHOro JMNMAOB,
He [OCTUrHYTO M3-3a reHepaNM30BaHHOIO HapyLUEHHs
obMmeHa BellecTs y obcnenosaHHbix aeTel. onyueHHble
JaHHble MOATBEPXKAAIOT —PaLUOHaIbBHOCTb  WCMOJ/Ib30Ba-
HWUS LUMTOXMMHMUECKOTO WCCNENOBAHUS HEWTPOMUIOB ANis
WHIOWBUIYa/IbHOW OLIEHKW TpodpHUyeckoro cratyca pered
paHHero Bo3pacTa, a TakXke ah(hpeKTUBHOCTb COUYETaHHOrO
npuMeHeHns JHnuta M Petabonuna B KauectBe cpencrs
MeTabo/IMUECKOM W IHEPrOTPOMNHOM Tepanuu.

BbiBofbl

CopepykaHue KUC/IOM W LLenodYHoM dhochaTtas B Hew-
Tpodhunax nepudepryeckon KpoBU Yy AETEN C XPOHUYe-
CKWUM PacCTPOWCTBOM MUTaHUSI MOBbILLIEHO, YPOBEHb MUeE-
JIONEPOKCHUAA3bI, TTIMKOTEHA U JIUMUAOB — CHUXKEH.

CnekTp MMMYHOrNOOY/IMHOB XapaKTepu3yeTcs OUCHUM-
MYHOrIOBYIMHEMHEN C BbICOKMM COLEpPXKaHWeM B CbIBO-
poTke KpoBu /gM v HU3KKUM ypoBHeM /IgG n IgA.

Bo3MOXHbIMK NPUUYMHAMU IHEPTO- U UMMYHOLE(ULUT-
HOTO COCTOSIHUSA [eTeW-CUPOT SBNAIOTCSA 3KOMATOreHHble
chakTOpbl, KOTOPblE BO3LEWUCTBOBA/IM B NMpPeHaTalbHOM ne-
pvoae oHTOreHesa (FMNOKCHS, afiKorosib, ajlMMeHTapHbIN
LedULUT U MaTEPUHCKHUE WUHPEKLMK).

BbicokobenkoBoe nuTaHWe B coueTaHWW C npena-
paTtoM aHabosIMUecKoro [OeWcTBUsl CrnocobCTByeT — aK-
TUBaLMKW BHYTPWUK/IETOYHOTO MeTabosM3Ma, a Takxke
KNETOYHOrO W TyMOPasbHOrO 3BEHbEB MMMYHHOM CHCTe-
Mbl. [pu aTOM ynydwaetcs TPodpUUeCcKUW cTatyc Oetewr
U CHWXKaeTCca MHGEKLMOHHas 3aboneBaemMocTb.
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