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Bbonesnp «xJI€HOBOTO cupoma» — Haclel-
CTBEHHOE 3a00JleBaHUE W3 TPYIIBI OPraHUYECKUX
anuaeMui, OOYCIIOBJICHHOE IS(UIIMTOM JIETHIPO-
reHa3bl KETOKHCIOT C PAa3BETBICHHOW IEIbIO
Y HapylmIieHueM MeTa0oJu3Ma aMHHOKHCIIOT JIeH-
[MHA, U30JIeHIMHa, BamuHa. OTHOCHUTCS K KJAccy
peakux (opdanHbpIX) 3a0oneBaHuil. Bcrpewaercs
B PA3IUYHBIX MOMYJISAIUAX C YaCTOTOM CPeId HOBO-
poxnennbix 1 : 185 000.

3aboneBaHne BBI3BaHO ACPHUIINTOM AETHUAPO-
TeHa3bl KETOKHUCIOT C Pa3BETBICHHOW IICTIBIO,
obecrneunBaroeil OKUCIUTENBHOE JeKapOOKCHITH-
poBaHue (BTOpOil ATam Karaboju3Mma) JIeHIMHA,
W30JIEMIIMHA W BajiMHA. THIl HAcJIeI0BaHUS — ayTo-
COMHO-PELIECCUBHBIM.

ITATOI'EHE3 cBs3aH ¢ HapyIieHrneM 0OMEHa U
HAKOIUICHUEM PAa3BETBICHHO-LENOYECYHbIX aMUHO-
KHCJIOT, HAKOIDICHHEM B OMOJIOTHUCCKUX KHIKOCTSIX
WX JIEpUBAaTOB — 2-KETOW3OKATPOHOBOM, 2-KETO-3-
METHJIBAJIEPUAHOBOM, 2-KETOM30BAIEPUAHOBOM KHC-
joT. OcHOBHOM HelpoTokcudyeckuii 3ddekr 00y-
CJIOBJIEH BBICOKMM YpPOBHEM JIEMIIMHA U €ro MeTa-

6ommtoB. OT™MeudaeTcs AeuuuUT Apyrux HEUTpaib-
HBIX aMUHOKHCIIOT (aJTaHWHA, TIUIMHA, TIIyTAMHHA,
TUPO3MHA, TPUNTO(haHa), CTPagaeT UX BHYTPHUKIIC-
TOYHBIA TPAaHCIOPT, YTO BEJET K HEMpOMeauaTop-
HBIM paccTpoiicTBaM. BoJbIyro pojs B maToreHe3e
UTpaeT KeTOoal|103, THIIOHATPUEMUS, OTEK U aTpo-
(¢us TKAaHW MO3ra, BTOPUYHAS THUIIEPAMMOHUEMUS,
HEJ0CTAaTOYHOCTh TJIIOKOHEOTeHE3a U THIIOTJIHKE-
MUS, a TaKke IUCHYHKIHS MHUTOXOHAPUATBHOMN
JIBIXATeNFHOW IETM W OKUCIUTENBHOTO (ochopu-
nuposanus [1].

KIIACCUOUKALIUA. Belgenstoor cruenyro-
IMe KIMHUKO-TEHeTHYeCKrue (popMbl OOJIC3HU «KIIe-
HOBOT'O CHPOIIa».

- KJIacCHYecKasi, v HeoHaTanbHas (Hanbolee
qacras);

- MPOMEXYTOYHAS;

- HHTEPMUTTUPYIOIIIAS;

- THAMUH-3aBUCHMas;

- oOycnoBnennas nedunurom E3-mporenHa u
COMPOBOXKIAMOMIAACS JIAKTaT-aI[UI030M (MHUTOXOH-
IpuainbHOe 3a0oeBanue) [2].
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KIIMHNYECKAS KAPTHUHA. B OGonpmins-
CTBE Ciy4aeB 3a00JIeBaHHE HMEET MPUCTYIHOE Te-
yenue. llpuctyn mposomupyercst dakTopamu, Be-
OyIIUMHA K YCWJICHHIO TIPOIIECCOB KaTaboJm3Ma:
WHTEPKYPpPEHTHbIE 3a00JieBaHUs, XHUPYPTrUUECKOe
BMEIIIATENbCTBO, NMOTPeOIeHNE OOJIBIIOr0 KOJHYe-
ctBa Oenka wm ap. llepBbie cMMITOMBI KilaccHde-
CKOM (hOpMBI TIOSIBIISAIOTCS. HA TIEPBOM HE/IENe KH3-
HU peOeHKa, HHOTAa cpasy Mocie MePBOro Kopmire-
Hus. Octpo 0€3 BUAMMBIX MPUYUH YXYIIIACTCS
o0111ee cOCTOsSTHIE, OTMEUAIOTCS TeHEPaTN30BaHHbBIE
CyIOpOTH, TIOBBIIICHHA BO30YANMOCTh, PE3KUI
KpHUK, OTKa3 OT MHIIH, YIOpHAs PBOTA, MBIIIEUHAs
TUIEPTOHUS, Pa3BUBAIOTCS MPU3HAKH 00E3BOKHBA-
HUs. 3areM BO30YXKIEHHE CMEHSETCS BSIJIOCTBIO,
yrauerennem [IHC, xomoit. [lepuonbl MBIIIeIHOTO
TUIEPTOHYCA YEPEIYIOTCS C BBIPaKEHHON TMIOTO-
Hueld. Ha koxe MOSBIAIOTCS 3pUTEMATO3HBIE BbI-
ChIlTaHus, cyxocTh. OOpariaer BHIMaHAE HEOObId-
HBI apOMAaTUYECKUH 3amax MOYM, ONHCAHHBINA Kak
3amax KJIEHOBOTO cHpora. 3a0ojeBaHne MPOTEKaeT
OYEHb TSKEJIO U HEPEIKO MPUBOIUT K JIETAIILHOMY
HCcXoAy (OCHOBHAS MPUYMHA CMEPTH — OTEK MO3Ta).

JeTn pe3ko OTCTarOT B NCUXOMOTOPHOM pas3-
BUTHU. B HEBPOJIOTMYECKOM CTaTyce OMPEACISIETCS
MBbIIIEYHAsT JUCTOHUS, NMHPaMHIHBIE HapyIICHHUS,
CYIOPOKHBIH CHHAPOM [3].

B cBs3u ¢ pazBUBamOIUMCS UMMYHOACHUIIH-
TOM OTMEYaeTCsl CKIIOHHOCTh K TTOBTOPHBIM UH(EK-
LIMOHHBIM 3a0osieBaHusAM. B psige ciaydaeB BO3HH-
kaeT nankpeaTtuT. MPT rojioBHOTo Mo3ra BbISIBISET
mpu3Haku TUQQy3HOTO OTeKa MO3TOBOH TKaHU
(0coOEHHO B OCTpHBIM NEpHOJ), U3MEHEHUE OEJIOro
BEIIEeCTBA MO3ra, MO3KEUKa 1 0a3aIbHBIX TaHTJIHEB
(bnemHOTO mIApa), TalaMyca, CTBOJAa MO3ra, BHYT-
PEHHEN U HAapYHOU KaICyJbl.

WNuatepmurtupyromas ¢gopma OONE3HH Xapak-
TEepU3yeTcss BBIPAKEHHBIM IMPHUCTYNOOOpa3HBIM Te-
yeHrneM. B MeXnpHuCTyImHOM nepuojie y JeTei 4acTo
He 0OHAPYKMBAETCS KIIMHUIECKOW CMITTOMATHKH.

[Mpomexyrounast ¢dopMa OTIMYaETCS MeHee
37I0Ka4eCTBEHHBIM TEUCHHUEM 03 BBIPaKEHHBIX MPHU-
CTYTOB. JleTh OTCTaloT B ICHXOMOTOPHOM Pa3BHUTHH,
Y HUX OTMEYAIOTCS CY/IOPOTH, MBIIIIEYHAs TUIIOTOHWS.

TuaMuH-3aBUCHUMast GopMa 1O CBOMM IPOSB-
JICHUSIM ¥ TEYEHUIO CXOHA C HHTEPMUTTHPYIOIIUM
WM MPOMEKYTOUYHBIM BapuaHTaMM, HO BCTpEYaeT-
csl pexe M OOBIYHO MaHU(EeCTUpYyeT Mocie HeoHa-
TaJHHOTO ePUo/Ia.

OOMEHHBIE PAcCTPOWCTBA B IEPHOJ METaOOIH-
YeCKOro Kpu3a XapaKTepHU3yIOTCs amuIo30M, KeTo-
30M, BBICOKUM COZICPKaHHEM MOJIOYHOW KHCIOTHI
B KPOBH, TUIIOTJIMKEMHUEH. B KpoBH U MOoue Hakaruiu-
BAIOTCSI aMHHOKHUCJIOTHI C Pa3BETBICHHOW HEIBI0 —
JernH (B OOJNBITICH CTETICHH), W30JICHIMH, BaJIFH,
a TaKKe AJUIOM30JICHULIMH, CIyXalluil AUAarHOCTUYE-
CKMM MapkepoM 3aboneBaHus. C MOUOM 3KCKpeTH-
PYIOTCS OPTaHUYeCKHe KUCIIOTHI, TPUCYTCTBHE KOTO-
PBIX 00YCIIOBIHBAET HEOOBIYHBIH 3amax, a TaKKe Mo-
JIOXKHUTENbHYI0 TIpo0y ¢ peaktnBoM DemmHra wmm
2,4-muHUTPODCHIITHAPA3HHOM. B KpOBHM CHIIKEHO
colepKaHWE allaHWHA, TIWIMHA, MOXET HaOIIo-
JTATHCSI THIIOHATPHUEMHUSI.

AKTUBHOCTH KITIOYeBOro (hepmeHTa (AEruapo-
TeHa3bl KETOKUCIOT C Pa3BETBICHHOH LENbIO)
B JIeliKonuTax U ¢pubpodIacTax mpu KIacCHIeCKOH
(dopme Oosie3Hu cocTariseT MeHee 2 % OT HOPMBI,
[IPU UHTEPMUTTUPYIOLICH, MPOMEXYTOUHON U THA-
MUH-3aBUCHMOM Qopmax — 5-20, 3-30 u okoio
40 % COOTBETCTBEHHO.

I[Ipu ¢dopme 3aboneBaHms, 00yCIOBICHHON
nedumutoMm  E3-mporewHa, TiepBbIe  NPU3HAKU
0OBIYHO TIOSIBIISIIOTCS B BO3pACTe CTapiie 8 Helelb:
MPOTPECCUPYIONIEEe OTCTABaHHUE IICHXOMOTOPHOTO
pa3BUTHS, pBOTA, TUIIOTOHUS MM OWCTOHHUS, Hapy-
IIeHUA [bIXaHus. BeBisgeTcs MeTabonmdecKuit
alnuJ03, NOBBIICHHUE B KPOBU YPOBH: JIaKTaTa, Mu-
pyBara, KETOTJIyTapOBOW KHCJIOTHI, JIEWIIMHA, H30-
NefIHA, BAIMHA, IEPUONYECKast THITOTITUKEMHUSL.

JAUATHOCTUKA O6one3Hn «KJICHOBOTO CH-
poria» OCHOBaHa Ha aHAIH3€ POIOCIOBHOM, OIEHKE
JAaHHBbIX aHaMHE€3a, KIMHUYCCKHUX HpOHBHeHI/Iﬁ, pe-
3yNbTaTax aHaln3a YpPOBHS aMUHOKHUCIOT JIEHIINHA,
M30JICHIINHA, BaJlMHA B KPOBH C TOJCYETOM COOT-
HOILICHUS JICHIIMH/aJJaHWH, ONPEICIICHUU TOUYCIHON
OKCKpEIMN OPraHUYecKuX KUCIOT. OCHOBHBIMHU
METOJaMH TIOATBCPIKIACHUA JUArHo3a ABJIAIOTCA
6I/IOXI/IMI/I‘IGCKI/IGZ TaHACMHasd MacCC-CIICKTPOMETPUA
(MC/MO),
XpoMaTorpadusi-Macc-CreKTpOMETPHSI.

AMUHOKHCJIOTHBI  aHalu3, Tra3oBas

Jis TOATBEpXKICHUsI JUArHo3a W MEIUKO-
TFCHETUYECKOI0 KOHCYJbTUPOBAHMS —IPOBOIUTCS
MOJIEKYJIIPHO-TEHETHYECKOE MCCIICI0OBaHHE.

OO6cnenoBaHnio Ha OOJIE3Hb «KJICHOBOTO CH-
poIIay MOAJISHKAT CIICAYIONIUE IPYIIIbI ASTEH:

- netu JIF000T0 BO3pacTa U3 ceMel, MMEIOIINX
OOJIBHBIX C JJaHHBIM 3a00JIeBaHUEM (B IIEPBYIO OYe-
penn 6paThs U CECTPHI OOIHHOTO);
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- JICTH TIEPBBIX JHEH W HEIeNb/MECsIEeB XKN3-
HHU, y KOTOPBIX IOCJE€ HEKOTOPOro nepuoja (MHO-
r7la OYeHb KOPOTKOTO, B TedeHue l—2 CyTOK) yao-
BJIETBOPUTEIILHOIO COCTOSHUSI IOSBUIINCH OTKa3 OT
e/Ibl, PBOTAa, Pa3APAKUTEIBHOCTb WM JICTAPTHS,
TUIIOTOHMSA/JUCTOHUS, CYAOpPOTH, aTakCHs, Koma,
MeTabOIMYeCKHU anuao3, KeTOHYpHS, CBOEoOpas-
HBI{ 3a11ax MOYH;

- JeTu J1I000ro BO3pacTa B COCTOSIHUM KETO-
aIlMJOTUYECKOTO KPH3a;

- JIeTH, OTCTAIOIIUE B IICUXOMOTOPHOM pa3BH-
THH, C SMWICTICUH, HAPYLLIEHHUEM MBIILIEYHOIO TOHYCA.

Jns ycraHOBJEHUSI AMarHo3a OOJIe3HU «KJie-
HOBOTO CHPOMNa» Y MAIMEHTOB C KIMHUYECKUMHU
CHUMIITOMaMH 3a00JIeBaHUsI CIIEHUPUUECKIMU TUa-
THOCTHUYCCKHMMU TECTAMU CIICAYCT CUUTATD:

- KOJMYECTBEHHOE ONpEAeNeHHE JICHIMHA, H30-
JIENIMHA, BAJIMHA, AJUIOM30JIEUIIMHA, aJTAHWHA B KPOBH;

- KOJMYECTBEHHOE OIpeleeHne 2-KeTO-H30-
KalpoHOBOH, 2-KeTO-3-MEeTUIIBAIEPHAHOBOM, 2-KETO-
M30BaJIepUaHOBOM, 2-THIPOKCH-U30BAIEPHAHOBOM,
2-THIPOKCH-M30KATIPOHOBOM,  2-THIIPOKCH-3-METHII-
BAJIEPUAHOBOM KHUCIIOT B MOYE;

- BeisiBIeHUE MyTanuil B reHax BCKDHA nnu
BCKDHB unu DBT [4].

Buoxumuueckue memoowt SIBISIOTCS OCHOBHBI-
MH Uil TIOATBEP)KAEHHA AuarHosa. [loBelmieHue
KOHLICHTPAIlM aMHUHOKHCIIOT JICHIMHA, HM30JICHIIN-
Ha, BaJIMHA B KPOBH M MOYE BBISBISIOT C OMOLIBIO
METOJIOB BBICOKOA((EKTUBHON KHIKOCTHOH XpoMa-
Torpaduy WM TaHIEMHOW MacC-CIIEKTPOMETPHH.

BeicokocnenpuyHbIME - MapkepamMu  3a00JieBa-
HUS ABJIAIOTCS L-aion30Nelive U THIPOKCUU30BaJIe-
puaHoBas KHCHOTa (TIPOU3BOIHBIE HAKAIITUBAIOIINXCS
MPOIYKTOB aHOMaILHOr0 0OMeHa L-n3omeiinmHa u ke-
TOM30BAIIEPHAHOBOI KHCIIOTHI), KOTOpBIE OOHApY-
XKHUBAIOT B KPOBH OOJIBHBIX JIETEH.
Mertomom Ta3oBoit  xpomartorpaduu - Macc-
CIICKTPOMETPHU B MOYC MalMCHTOB BBIABJIAIOT BbI-
COKHE KOHIIEHTpALMH Pa3BETBICHHBIX KETOKHCIOT:
2-KeT0-U30KaIPOHOBOU, 2-KETO-3-MeTHIIBajepua-
HOBOW, 2-KETO-M30BAJIEPHAHOBOM, 2-TMAPOKCU-NU30-
BaJIEPUAHOBOM, 2-THAPOKCH-U30KAIIPOHOBOM, 2-THJ-
POKCH-3-MeTHIBAJICpHaHOBOM. B HOpME MX KOHIICH-
Tpauusi cocrasisier 0—2 MMOJB/MOJIb KpeaTWHUHA,
y MAIMEHTOB C OOJE3HBI0 «KIEHOBOTO CHPOIA» TIO-
BBIILIAETCS B JIECSITKH U COTHU pas.

Monexynapno-eenemuueckue memoosi. Buisis-
JICHUC MYTa]_H/Iﬁ B I'€HaX, OTBETCTBCHHLIX 3a pa3BU-
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THE OO0JIE3HU «KJIEHOBOI'O CHPOIAy, HE SBIISETCS
CTpOTO0 HEOOXOIWMBIM AJIsl TIOATBEPKACHUS Iua-
THO3a y manueHTa. [Ipu 3ToM BBISBICHHE MEpBUY-
HOTO MOJIEKYJISIPHOT€HETHIECKOTO AedexTa Tpedy-
eTcsl IUIsl TPOBEACHUS NpPEHATANBHOW W MpPEeuM-
IUIAHTALIMOHHON IUAarHOCTHKH B CEMbE.

VY nanueHToB ¢ 00JIE3HBIO «KJICHOBOI'O CHPO-
na» BBIBIAIOT MYTaldd B TOMO3MIOTHOM WJIH
KOMIIayHJ-T€TEPO3UTOTHOM COCTOSHUH. YacThIX
MyTalluii B JaHHBIX F€HaX HE OMMCAaHO, He0OXOIu-
MO TPOBEJECHUE IIOJHOIO aHajM3a I'€HOB METOIOM
IPSMOTO CeKBEHUPOBAHUS.

Huddepennumanbaas AUArHOCTHKA MTPOBOAUTCS
C TUIIOKCUYECKUMH NOPAXEHUAMH HEpBHOH cucTe-
MBI, BHYTPHUYEPETHBIMH KPOBOU3IUSIHUSMH, BHYT-
puyTpoOHBIME WH(EKUMSIMA M HacJIeACTBEHHBIMH
HapylIeHUAMH OOMEHa BEIECTB, B YacTHOCTH,
¢ IpyruMu GopMaMu OpraHMIECKUX alluTypHi.

JIEUEHUE. Crparerus neuenust OOTBHBIX 3a-
KIIIOYaeTcs B CHIDKCHHH OOpa30BaHUSI TOKCHYHBIX
METa0OJIMTOB, TPEXIE BCEro JIEHIMHA, a TaKXkKe
n30JIeHIIMHA U BaJIMHA, IPENYIPEXKACHUN Pa3BUTHS
KeTOoalu103a, MOpakeHsI TKaHEH TOJIOBHOTO MO3Ta
U BHYTPEHHHUX OPraHoB C oOecreueHHeM MpoLec-
COB aHa00JIM3Ma, HOPMAJIBHOTO POCTa M HYTPUTHB-
HOT'O cTaTyca JIeTe.

[Ipu momo3peHuMH Ha HACIEACTBEHHOE Hapy-
[IEHWE aMHUHOKHCIOTHOTO OOMeHa HayMHATh Jue-
THYECKOE JIEYCHHE HEeOoOXOIUMO cpa3y Iociie B3s-
TUSl aHAJIW30B, HE JOXKUAAACH HX PE3YJbTAaTOB.
Jlo nonydeHust pe3yibTaToOB, IOATBEPKIAIOIINX
MeTaboanyeckoe 3aboseBaHue, celyeT OrpaHu-
YUTH TOCTYIUIEHUE Oenka: /i JeTel mepBOoro Io-
JMYTOAHs JKWU3HU JIOMYCTHMO TOJBKO TPYAHOE
BCKapMJIMBAaHUE WM BCKapMIIMBAaHHE JETCKUMH
MOJIOYHBIMH CMECSIMH C HHU3KUM COJEpKaHUEeM
oenka (1,2-1,3 1/100 M3 BOCCTAaHOBIEHHOTO MPO-
nykta). s meredt crapiie 6 MecseB — UCKITIOYe-
HUE BBICOKOOEIKOBBIX MPOIYKTOB (MSICO, TBOPOT,
pBI0a) U3 paryoHa.

Tlocne noomeepoicoeHuss ouazHo3a MaKmuxa
Jleuenust OCHOBAHA HA CeOVIOWUX NPUHYUNAX.

- OrpaHWYEHHUE MOCTYIUICHUS JeHIMHA, W30-
JIEWIIMHA W BaJMHA C MHUIIEH 10 MaKCHUMAaJILHO IIe-
PEHOCHMOTO YPOBHS;

- obecrieuenmne (QPU3NOIOTHUECKON MOTPEeOHO-
CTH B JIPYT'HMX aMHHOKHCJIOTaX, SHEPTUH U HE00XO-
JUMBIX HYTPUEHTaX IJIsl MPEenyNnpekKAeHUs] UX He-
JIOCTATOYHOCTH U TOJJICPKAaHUS aHA00JIN3Ma;
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- KohakTOpHAS Tepanusi THAMHUHOM;

- Ha3HAYCHUE JIEBOKAPHUTHHA JJIs1 YCUJICHUS CBSI-
3bIBAHUS HAKATUIMBAIOIIMXCS] OPTaHUYECKUX KHUCIIOT;

- HCKJIIOYECHME TOJIONAaHUS, NPEIyNpeKICHUE
AKTUBAIUH MPOIIECCOB KaTa0OIU3Ma;

- KOHTPOJIMPOBAHUE KUCIOTHO-OCHOBHOI'O CO-
CTOSIHUSI KPOBH, MPEAOTBpAIlICHUE Pa3BUTHS KETO-
anuI03a;

- Tomnep)KaHWe BOJHO-IIICKTPOIUTHOTO Oa-
JIaHCA C TIPEOTBPAIEHUEM OTEKa MO3Ta;

- UHTCHCUBHAS Tepalus B MEPHOI METa0OIH-
YeCKOro Kpusa.

OCHOBHBIM KOMITOHEHTOM KOMILJIEKCa Jieue-
HUS OONBHBIX CIYKUT AUETOTEPAIHs C OTpaHu4e-
HUEM HaTypaJbHOTO Oelka W TUaMuH (NIpU THUa-
MUH-3aBUCUMON Qopme). Tepanuro IOMONHSIOT
Ha3HAaY€HUEM JIEBOKAPHUTHUHA, APYTUX BUTAMUHOB
rpynmsl B, 1o Moka3aHUSM aHTHUKOHBYJIHCAHTOB,
CUMIITOMATHYECKUX CPENICTB.

OcHo8HbIe NPUHYUNBL OUEMUYECKO20 NEeHEHUS.!

- CTpOroe orpaHuucHue OejaKa HaTypalbHBIX
MUIIEBBIX MPOAYKTOB C IENbI0 CBEICHHUI K HE0O0-
XOJAMMOMY MHUHUMYMY MOCTYIUICHUS B OpTaHU3M
JelHa, U30JellHa, BaluHa. s neteid nepBo-
o MOJYroAusl >KU3HU OTPAaHUYEHHE PacCIpoCTpa-
HSETCS HAa MAaTePUHCKOE MOJIOKO, AETCKHE MOJIOY-
HbIE WJIK COEBBIE CMECH, IJIs IETE BTOPOro moiy-
roausi >KM3HU U CTaplie — 3amnpeT Ha BBEICHHE
B Ka4eCTBE MPHUKOPMa BBICOKOOEIKOBBIX MPOIYK-
TOB (Msca, pbIOBI, TBOPOTa, SHIl, MOJOYHBIX TIPO-
IYKTOB, 0000BBIX);

- o0s13aTenbHas KOMIIeHcanus aeuimra oern-
Ka 3a CYET HMCIOJB30BAHHS CIEIUATHN3UPOBAHHBIX
cMecell Ha OCHOBE aMHMHOKHCIIOT 0Oe3 JeHInHa,
M30JIeHIMHA, BaJMHA, COOTBETCTBYIOIIMX BO3PacCT-
HbIM NOTPEOHOCTSM peOCHKa B OCHOBHBIX ITHIIE-
BbIX BEIIECTBAX W HHEpruu. B Havaie JedeHus
U B IICPUOJT META0OJUYCCKUX KPU30B B TEUCHUE
24-72 qacoB (He OoJee) HCHONB30BaTh TOJIBKO
CIEUUATU3UPOBAHHYI0 CMECh AMUHOKHUCIIOT;

- obecrieueHre JOCTaTOUYHOH DHEPreTHYeCKON
LIEHHOCTH palMoHa JJIA MOJACP>KaHUSA IPOLECCOB
aHa0oJM3Ma W TPEAOTBpAIICHUS aKTUBAIMHA KaTa-
Oonmu3ma;

- obecrniedeHune MarueHTa JJOCTaTOYHBIM KOJIH-
YECTBOM JKHJIKOCTH;

- 1poOHBIE KOPMIICHHUS 0€3 JUTUTEIbHBIX Tepe-
PBIBOB BO M30€KaHUE TOJIOJAHUS, OCOOCHHO Yy Jie-
TEW rpyJHOr0 U PaHHETO BO3PAcTa;

- TICHUXOJOTHYEcKas MOJAepkKa u oOydeHue
poIuTeNel MpaBuiiaM OpraHU3alUU TUETOTEPAITUN
B MEXIIPHUCTYITHBIN TIEPUOA U B MIEPUOJT YTPO3BI Me-
TabOJIMYECKOTO KpH3a [5].

Luemomepanus 6 medxcnpucmynuviti nepuoo.

B MexnpucTynHeli HEpHOJ IHUETOTEpaIus
OCYIIECTBISIETCSI B COOTBETCTBUHU C BHIIICONHCAH-
HBIMH [TPUHIIATIAMU:

- o0mmii OeJIoK JIeueOHOro paIfioHa paccyu-
THIBAETCSI MCXOIS M3 BO3PACTHBIX NOTpeOHOCTEH
pebeHka, a Takke C Y4eTOM TOJEPAaHTHOCTH TaIlH-
eHTa K OelKy B 3aBHCHMOCTH OT (hOpMBI 3a00IeBa-
HUS U TSDKECTU €T0 TeUCHHUS;

- KBOTa Oenka HaTypaJbHBIX MPOAYKTOB
Ha3HAYaeTcsl C y4eTOM MUHUMAIBHOW MOTPEOHOCTH
B IIAaTOI'€HCTHYCCKU 3HAYUMbIX aMHHOKHCIIOTAX
(TefimHe, BaNMHE, W30JICEUIIMHE) U C YUETOM CO-
Jiep>KaHus IeHI[MHa B HaTypaJIbHbBIX MpoaykTax (1 r
HaTypalbHOTO Oenka comepkut oT 50 mo 80 mr
JeHIIMHA);

- i1 peOeHka pa3palbaThIBACTCA WHIUBHITY-
aNbHBIA PAllMOH, B KOTOPOM KBOTa HATYpallbHOTO
Oenka cocTaBiseT oT 5 1o 12 T B CyTKH U obecneyn-
BaeTcs 3a CYET HU3KOOENKOBBIX TPOIYKTOB (OBO-
e, GpyKTOB, CHENMAIN3UPOBAHHBIX HU3KOOEIKO-
BBIX KPYII ¥ IPOAYKTOB Ha OCHOBE Kpaxmala);

- C IEeNBI0 KOMIICHCAH aeduimra O6emKa wmc-
MOJIB3YIOTCS  CHENUANN3UPOBAHHBIE TPOAYKTHI Ha
OCHOBE aMHHOKHUCIOT 0e3 JeWInHa, W30JeHIInHA
Y BAIMHA U JTO0ABKH OTIENBHBIX aMHUHOKHCIIOT Ba-
JIMHA U U30JICUIIMHA.

[ToTpebHOCTh B M30JEHIIMHE W BaJIMHE HUXKE,
4yeMm B JielinuHe. Eciu HaOmrogaeTcs pe3koe CHIbKe-
HUE PI3OJ'ICI>1HI/IH3 1 BaJIMHA B IIa3M€ KPOBHU MOI'YT
pa3BUBAThCSA TSDKENBIA JHTEPOIMATUYECKUI aKpo-
JIEpMaTUT U Merajo0nacTHas aneMus. B atux ciy-
Jasx HeoOXoauMa KOMIIeHcarus neduiura H30-
JefIMHa ¥ BaJMHA C MOMOIIBI0O MOHOA00AaBOK CO-
OTBETCTBYIOIIMX aMHHOKHCIIOT [HauyainbHas [03a
n3onernuHa wim BanuHa 50—-100 mr B cyTku (B 1Ba
MpremMa) ¢ Lebl0 MOJAepKaHUI X YPOBHS B CHI-
BOpOTKe KpoBu He Hike 200400 MxMonb/m].

[Ipu ycraHoBIeHHH JuarHo3a OOJE3HH «KIIe-
HOBOTO cuporay st auddepeHiupoBanus ¢ Tra-
MHUH-3aBUCHUMOM (OpMOii 3a0051eBaHIS PEKOMEHTY-
€TCSl OCYIECTBIISITh MPOOHOE JICYCHUE THAMHHOM,
KOTOPBIN Ha3Ha4yaeTcs B Jjo3e 10 Mr/Kr/cyT. cpokom
Ha 2 Heaenu. Hopmanuzanys ypoBHs pa3BeTBICHHO-
OETIOYCYHbIX aMHUHOKUCIIOT U UX MeTabO0JIMTOB aacT
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OCHOBaHHE JUIA yCTAHOBJICHUS THAMHUH-3aBHCUMOI
¢opmbl. B nanpHelimem AeTH MPOAOIDKAIOT TMOITY-
yate THamMuH B go3e 50-300 wmr/cyt. lomomHu-
TEJTHHO HAa3HAYAIOT JUETY C YMEPEHHBIM OrpaHude-
HUEeM OeJiKa HaTypaJbHBIX MPOIYKTOB [6].

C 1enpio YCUIICHHUS CBSI3BIBAHUS META0O0INTOB
AMUHOKHCIIOT C Pa3BETBIEHHOW IENbI0 OOIHHBIM
Ha JAJUTEIBbHBINA CPOK (Ha 3—6 MecsieB) Ha3HAYaroT
KapHUTHH U3 pacdera 50—75 mr/kr/cyt. B 2-3 npu-
ema. JIOMOJHUTENbHO B JIEYEHUU HCTIONB3YIOT BU-
TaMUHBI TPYNIEI B B BO3pacTHEIX J03aX.

ITo moxa3zaHWsSM HA3HAYAIOT AHTUKOHBYJIb-
canTel. HooTpomHble mnpenapaTsl MPUMEHSIOT
C OCTOPOXKHOCTBIO BO U30eKaHWE MPOBOKAIIUU
SMHUJIENITUIECKUX MPUCTYTIOB.

Jleuenue Oemeti 8 nepuod memadoOIUUECKo20
Kpuza. Metabonuieckne KpHU3bl, BEIyIIUe K KpH-
THYECKUM, YTPOXKAIOLIMM >KU3HU COCTOSHHSM, MPH
00JIE3HN «KJIEHOBOTO CHPOIIa» XapaKTePU3YIOTCS
OCTPO BO3HMKAIOIICH 3HIIe(PaIONaTHEH, COIIPOBOXK-
Jaromiencs IUCTOHUEH, CyJqoporamu, MPUCTYIaMHU
PBOTHI, IpuU3HaKaMu oTeka Mo3ra. CocTosHue je-
Tel OBICTPO YXYAIIACTCS, BIUIOTH 10 KOMBI. Kpu3bl
00BIYHO TPOBOLUPYIOTCS HEOIATOMPHUITHBIME (hak-
TOpaMH, KOTOpPBIE O00YCJIOBIUBAIOT YCHIIEHUE IIPO-
LECCOB KJIETOYHOTO KaTaboJiHM3Ma ¢ HAKOIUICHHUEM
MIPENMYIIECTBEHHO JICHITNHA, a TaKKe IPYTHX aMH-
HOKHCJIOT C Pa3BETBIEHHOM IETBIO.

®DaKkTOpBI, TPOBOIUPYIONIUE META0OTUICCKHUN
KpH3:

- mpueMm Oenka, JICHIMHA, W30JIeHIIMHA U Ba-
JIMHA B KOJHMYECTBE, MPEBBIIIAIONIEM TOJIEPAHT-
HOCTb OpraHu3Ma G0JIFHOTO peOeHKa;

- HeJloeJaHue, HU3Kas KaJOPUIHOCTH paIrfo-
Ha, JTUTEIHLHOE TOJI0IaHNE;

- UHTEPKYPPEHTHBIE PECITUPATOPHBIC WIIH JKe-
Ty TOYHO-KHIIIEYHbIe NH()EKIIMOHHEIE 32a00JIeBaHu;

- (¢usuveckas WM ICUXOIMOIMOHAIbHASL
Harpyska.

TskecTb COCTOSHUSL OOYCJIOBIIEHAa BBIPa)KEH-
HBIM METa0OJIMYECKUM KETOAIUI030M, THIIOHATPH-
eMuel, yrpo3oit oteka Mo3ra. MoxeT UMeTh MECTO
TUTIOTIIUKEeMHsI. MeTa0OMUIeCKUd KpU3 SIBISICTCS
MMOKa3aHWEM Il TOCHUTAIN3AIMN W TPOBEIEHUS
WHTEHCUBHOH TEpaIyH.

Jleuenue memabonuueckoeo Kpuza JIOIHKHO
HauWHATBCS He3aMeanuTenbHo. JledeOHble Mepo-
NpUATHST HaIllpaBJeHbl Ha MpeKpalleHue HaKoIlie-
HUS W yCWJICHWE BBIBEJCHWS W3 OpPTaHHM3Ma pas-

52

BETBJICHHO-IIENIOYEYHBIX AMHUHOKHCIOT (B TIEPBYIO
ouepeab JeHINHA) U UX TOKCHYHBIX TPOU3BOIHBIX.

WnrencuBHas Tepanus B IEpUOJ Kpr3a BKIIOYA-
€T KOPPEKIMI0 KEeTOala03a, BOIAHO-3JIEKTPOIUTHBIX
HapYILICHUH ¢ OTEKOM MO3ra, JOMOJIHUTEIBLHOE BBE-
JICHUE TIIOKO3bI JUISI JHEPreTHYCCKON MOIICPKKH
Y YMCHBIIICHUS] WHTCHCHBHOCTH IPOIIECCOB KaTabo-
TM3Ma, AaKTUBALMIO CBS3BIBAHMS HAKAIIIWBAIOIINXCSI
OpTraHUYECKUX KHCIOT IyTEM BBEICHUsI JICBOKAPHU-
THHA, KOPPEKIHIO JUETOTEPAITUH.

IIpu otcyTcTBHHM OBICTPOH TOJIOKUTEIHHOM
peakiMi Ha WHTEHCHBHYIO TEpAIHIO, COXPaHSIIO-
HIeMCsl KeTOAUI03€ 1 TUIIePaMMOHUEMHN, JJIs1 00-
nee 3P GEeKTUBHOTO BBIBEJACHUS TOKCHYHBIX MeETa-
OOJINTOB MPOBOJAT MEPUTOHEATBHBIA TUATN3 WIN
reMoIualus.

Juemomepanus Oemeii 6 nepuoo memabonu-
YecKoeo Kpuza:

- MepeBecTH peOeHKa Ha MUTAHWE UCKITIOYH-
TEJBHO CMECHhI0 aMUHOKHCIIOT Oe3 JIeHIHa, Ballu-
Ha, u3oJieiiuHa (He OoJyiee yeM Ha 72 yaca) B pe-
JKUME JPOOHBIX W YacCThIX KOPMIICHHH C TpoMe-
JKyTKaMM ~ MEeXIy KopMiIeHusMH 2-3  daca,
BO3MOXHO HETPEPBIBHOE KalelbHOEC BCKAPMITMBA-
Hue yepe3 nHdy3omat. [lpn Hanwmuum cprIrHBaHAMN,
PBOTBI, OTKa3a OT €/bl — KOPMJICHHE Yepe3 Hazora-
CTPANBHBIN 30H]] UM TACTPOCTOMY;

- KOJIMYECTBO 0O0IIero norpedisieMoro Oemnka
JIOJDKHO OBITh HE HMYKE 0€30MacCHOTO YPOBHS;

- 00ecCreynTh BBICOKOKATOPUHHOE TMUTAHUE
3a cueT ucnoyb3oBaHus 5—10 % TIIIO0KO3BI, IJIIO-
KO30MOJIIMMEPHBIX PACTBOPOB  (MaJIbTOICKCTPHH)
B JIOTIOJIHEHHE K CMECH Ha OCHOBE aMHUHOKHCIIOT,
a TaKKe JIMMUAOB 110 1 I/Kr/CyT., IpyU HEOOXOUMO-
CTH BBOJIAT UHCYJIVIH;

- yepe3 24—72 yaca OT Hayaja JEYEHHUS Me-
JICHHOE TIOCTETICHHOE BBEJICHHE TMPOJYKTOB, CO-
JepKalx HaTypaibHbelii Oenok. C 1enbio Moj-
JIepKaHUsl SHEPreTHUECKOHW IIEHHOCTH palfoHa

NPOJOJDKAIOT — WCIIONB30BaTh  MaJbTOICKCTPHH.
[Muma gomkHAa UMETh MAMSIIYI0 KyJIHHAPHYIO 00-
paboTKy;

- YBEITMYEHUE KBOTHI HATypaJIbHOTO OeNka Tpo-
BOJISIT B COOTBETCTBUH C HYTPUTHBHBIM CTaTyCOM pe-
OeHKa, JyIs eTel MIePBOTro TO/Ia KI3HU CIIEyeT yUH-
THIBaTh, 9TO COACPKAHUE JICHITMHA B TPYIHOM MOJIO-
K€ COCTaBJIsAeT 1 MI/MI;

- B TSDKENBIX ClydasX Ha3HA4alT MapeHTe-
pajpbHOE THTAHWE C HMCIOJB30BAHMEM aMUHOKHC-
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JIOTHBIX CMECEH, JIUNUI0B, PACTBOPOB INIFOKO3bI JJIs
B/B BBEIEHHUS;

- TIpU OTCYTCTBUHU 3((deKTa OT WHTCHCUBHON
TEparuy BO3MOXHO NPOBEACHUE I'eMOANAIN3a WK
MEPUTOHEATFHOTO THATU3A.

ITokazano, 4to OnaronmpusATHBINA dPdeKT maer
MOJAeP)KaHUE H30JICHIIMHA U BaJMHA B KPOBU Ha
BbIcOKOM ypoBHe 500-800 MkMomnb/m, coznaroriee
KOHKYPEHLIUIO JUISl TPAHCIIOpTa JIeHLIMHA B KIIETKY.

Kpome Toro, pexomeHmyeTcsi AOMOIHUTEIb-
HO€ Ha3HauCHHWE THPO3WHA, AJIaHUHA U [III0TaMHHA
(mo 100-200 Mr/kr) ¢ LENbI0 MHTHOMPOBAHUS I1€-
pexona JeHIMHAa dYepe3 TeMaTOdHUEe(aTHIecKui
Gapeep [7].

st ycTpaHeHHs: MOBTOPHBIX MPUCTYIOB PBOTHI
OONBHBIM PEKOMEHTyeTCs Ha3HauaTh 30¢pan (OHIaH-
ceTpoH) B cyrouHoi goze 0,1-0,2 mr/kr gersm pas-
Hero Bo3pacTta, 2 MI' — JIeTM B Bo3pacte 2—7 JeT,
4 Mr — netsM B Bo3pacte 8—12 et (OIHOKpPATHO).
[IpenapaT MOXeT BBOAUTHCS BHYTPUBEHHO, B CBe-
Yax, B Ta0JICTKAX WU B BHJIC CHPOIIA.

Koppekunss MeTabonu4eckoro KeTroauuaosa
OCYILECTBIISICTCS. BHYTPHBEHHBIM BBEJICHHEM IIe-
JIOYHBIX PAacTBOPOB I'MIpOKapOOHAaTa HATpuUs, TPU-
colsl WM TpucamuHa. l'mapokapOoHaT HaTpus
npumensiercss B Bunme 8,4 um 4,2%-ro pactBopa.
Kpome Toro, 0OMBHBIM PEKOMEHIYETCS LIEIOYHOE
MIUThE — PacTBOP COMBI U3 pacueTa 1 yaiiHas J0XkKKa
Ha 200 M1 BOJbI, HIEIIOYHBIE MUHEPAJIbHBIE BOJIBI.

s mpenoTBpalieHusl OTeKa Mo3ra, ycTpaHe-
HUS THIIOHATPUEMHUH HAa3HA4Yal0T BHYTPHUBEHHOE
BBeneHue 5—10%-To TrUMEepTOHWYECKOrO pacTBopa
xnopuna Hatpus (5—10 MOKB/KI/CyT.) IOA KOHTpPO-
JieM cojiepskaHus HaTpus B KpoBU. C 1IeTIbIO MOBHI-
LIEHUS] OCMOJISIPHOCTH IIJIa3Mbl M BBIBEICHMS KU
KOCTH M3 TKaHW MO3Ta UCIOJIL3YIOT MAHHUTOI BBO-
IST BHYTPUBEHHO B cyTouyHoil mo3e 0,5-1,5 T/kr.
Ho3a nns getedt mepBOro rojia KU3HU COCTaBIISIET
5-15 r/cyr., st meredt muajiiero Bo3pacta — 15—
30 r/cyr., B crapmiem Bo3pacte — 3075 r/cyT.

st yeunenus neruapartaionHoro 3ddexra,
TOPMOXEHHUSI TYOYyIApHOH peabcopOunM HATpHS
1 XJIOpa HazHavaroT GypoceMun (Jrasuke) B 1o3e 1—
3 mr/kr 1-2 pa3a B CyTKH C WHTEPBAJIOM HE MEHee
6 yacoB. C 1enbpl0 yCTpaHEHUS SHEPTETHUECKOTIO
NeQUINTa U TUIOTIIMKEMHUH TIPOBOJSAT BHYTPUBEH-
Hoe BBeneHue 10-20%-ro pacTBOpa TJIOKO3BI U3
pacuera 20 MJ/KI TOJ KOHTPOJIEM COAEPIKAHUS
TJTFOKO3EI B KPOBH [6].

JUis  akTHBalMM CBSI3bIBaHMs HaKaIlIUBaro-
IIMXCSI OPTaHMYECKUX KHUCIOT CYTOYHYIO 7103y Kap-
HUTHHA yBennuuBawoT 10 100-150 mr/kr, BHYyTpH-
BEHHO WJIM BHYTPUMBILIEYHO.

B cnyuyae Hu3ko# 5((EKTHBHOCTH MPOBOIU-
MO¥ Teparuu, IIpu HeOJIaronpusITHOM TEYCHHH 00-
JIE3HU C YacThIMU KETOAIMIOTHYECKUMH KpHU3aMH
OCYIIECTBIISIOT TPAHCIUIAHTALIMIO ITeYeHH [&].

BEJIEHUE ITAIIMEHTOB. [letu ¢ 60ne3Hbt0
«KJIEHOBOT'O CHPOIIa) YacTO MOMaJatoT B OTAEICHUE
[IATOJIOTMH JETEH paHHEro BO3pacTa, NHPEKLHUOHHOE
OTZAEJIECHNE WIN PEaHUMALMIO B COCTOSIHUM METabo-
JIMYECKOTO KpHU3a, pa3BHBIIErocs Ha (oHe MeTabo-
JIMYECKOTO allu103a, 0TeKa MO3ra, TUIIOTIIMKEMHUH.

[IpoaomKUTEIPHOCTh TOCTIMTAIM3ALMH 3aBHCUT
OT CKOpPOCTH BepU(HKAIMK JHarHo3a, KOPPEKIUH
METa0OIMYECKUX HapyLIEHUH IMyTeM HpOBEICHUS
WHTCHCUBHOH Tepanmuy W Hayajla MaTOrcHeTHYe-
CKOM JHETOTEpaIuH, a TAKKe OT CPOKOB MOSIBICHUS
MOJIOKUTENBbHON nuHaMuku co croponsl [[THC u
JIPYTUX OPraHOB, CKOPOCTH BOCCTAHOBJICHHS MMOKa-
3aTeleld IJIIOKO3bl KPOBH M KHCJIOTHO-ILEIOYHOTO
COCTOSIHUSI, OTBET Ha JICUCHHE OTMEYAETCS B TEUCHUE
57 nueii. [lpeOpiBaHWe B CTalMOHape B CpPEIHEM
cocTaBisieT 21 neHs.

[locne BBIMHMCKM W3 CTalMOHapa pPeOEHOK
JOJDKEH HaXOOUThCd Ha aMOyJIaTOPHO-TIOJHUK-
JMHAYECKOM HaOJIIOJICHUH Y TleAnaTpa, HeBpOIaTo-
Jora, TeHETHKa, OOJbHBIE C CHMITOMATHYECKOM
SMMJICTICUEH HYXIAIOTCS B HAONIONCHMU SIWIIC-
Tosiora. ExemecsuyHo HEOOXOAMMO MPOBOAMUTH HC-
cnenosanus KIIIC kposy, 1 pa3 B 612 mecsues pe-
KOMEHJyeTcs KOHTpPOJIUPOBATh COJEpKaHHE IaTo-
JIOTUYECKUX METabOJIMTOB B CHIBOPOTKE KPOBH HIIH
MOYe METOAOM TaHAEMHOM Macc-CEKTPOMETPHH.

E>xeromHo JeTH OJDKHBI MPOXOIHTH YIy0-
JICHHYIO JUCIIAHCEPH3ALHUIO B YCIOBHUAX THEBHOTO
cTaloHapa (AJUTENBHOCTh TOCIUTAIN3ANN He
MeHee 10 cyTok), I/ie TakkKe OCYIIECTBISIOTCS He-
00x0aAMMbIe peaduIuTalMOHHbBIE MEPOIIPUSATHSL.

Popurenu momxHBI OBITH 00yUYEHBI MPABUIIAM
OpraHM3allu TEPaNuu B MEKIPHUCTYIHBIH EPUO
U B TEpUOI YIpo3bl MeTabOoNMYecKOro Kpu3sa.
YV pebenka npu cebe Bcerna JOMKHA HAXOIUTHCS
naMsTKa C yKa3aHHEeM HEOTJIOXKHBIX MEpOIpHsi-
THW B MIEPHOJT HAYMHAIOIIETOCS MeTabOIHMIECKOTO
Kkpu3a [9].

[MPOD®UIIAKTHUKA. IIpodpunakruueckue me-
pBl BKJIIOYAIOT MEIUKO-TEHETHYECKOE KOHCYIIBTH-
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pOBaHME U MPEHATAIBHYIO TUArHOCTUKY. PHUCK I10-
BTOpPCHUS 3a00JICBaHUS B CEMbE COCTaBiseT 25 %.
B c¢Bsi3u ¢ ycTaHOBIIEHHEM T€HHOTO Ae(eKTa U JoKa-
JU3aIMd MYTaHTHOTO TeHa MpodiiakTHKa 3a0oe-
BaHUsl JOCTUTACTCS MyTEM MPOBEICHHS MPEHATAIb-
HOW JIMAaTHOCTHKA WM MOJICKYJIIPHO-TEHETHUECKOTO
HCCIICIOBaHMsL OHOINTaTa XOPHOHA C BBISIBICHHUEM
MyTaIliid COOTBETCTBYIOIICTO T'eHAa WM ONpeaeie-
HUSl OPraHUYECKUX KHCIOT B AMHHOTHYECKON XKHII-

ITPOI'HO3 cocTosiHus ¥ YPOBHS TICUXHIESCKOTO
pa3BUTHST OOJBHBIX 3aBUCHUT OT MHOTUX (HaKTOPOB:
(hopMBI 3a00JICBaHNS M CBSI3aHHOMW C HEH TSHKECTU 3H-
3UMHOTO ne)eKkTa; CPOKOB Hadana W afeKBaTHOCTH
CHEIUATM3UPOBAHHOTO  JIeUeHHs; S(PPEKTUBHOCTH
VHTEHCUBHOM TEpalUU KETOALUAOTHYECKUX KPHU30B,
BE/IYIIINX K OTEKY TOJIOBHOTO MO3Ta M TITyOOKOMY I10-
paxxenuto [{THC. IIporno3 ass KU3HH OTHOCUTEIHHO

OJaronpusTHRIA TPW paHHEH IWAarHOCTHKE W TIIA-

Koctu [5]. TEIILHOM MeTaboJIueckoM KoHTpodie [10].
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ABTOPBI 3a5IBJSAIOT 00 OTCYTCTBHH KOH(IHKTA HHTEPECOB.
Cratpst moctynuia B pegakiuio 24.02.2022; onodpena mocie pernensuposanus 16.03.2022;
npuHaTa K nyonukanuu 12.05.2022
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