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JlaHHbIe KIMHUYEeCKHEe PEKOMEHIAUH MOAT0TOBJICHbI NPO(eCcCHOHATbHBIMHI
accoumanuaMu  «Corw3 mneaumarpoB Poccum» m  «Poccuiickoe o00mecTBo
MEJIMIUHCKUX FeHETUKOBY», AKTYAJIN3HPOBAHbI, COIIACOBAHbI ¢ JKCIEPTHBIM
COBETOM M TIJIABHBIM BHEIITATHBIM CHEHNUAJIUCTOM MO0 MeJIUIUHCKOI
resetuke Munsapasa Poccuiickoii @enepanum A.M.H., npo¢. C.U. KyueBbim.
Yreepxkaensl Ha XVIII Konrpecce mneaumarpoB Poccum «AKTyaJbHbIE
npo6Jembl neguarpun» 14 ¢espanas 2015 r. u na VII Cne3ne Poccuiickoro
o01ecTBa MeIMIUHCKUX reHeTUKOB 19-23 mas 2015 r.

KomnexktuB paboueit rpymnmel:  HayuHo-ucclienoBaTeNbCKUA — KIMHUYECKUN
uactutyT neguatpun ['bOY BIIO PHUMY um. H.W. IluporoBa Mun3zapasa
Poccun (a.m.H., mpod. II.B. Hosukos, a.m.uH. E.A. Hukomaesa), ®I'BHY
«Hayunbpiii 1ieHTp 310poBbs Aetei» (wien-kopp. PAH, mpod. JI.C. Hamasoga-
bapanosa, n.M.H., ipod. T.2. boposuk, k.M.H. T.B. Bymiyesa, a.m.H., npod. JI.M.
KysenkoBa, k.M.H. H.I'. 3BorkoBa), ®I'BHY «Menuko-reHeTHYeCKHii HayJHBIH
neHTp» (a.mM.H., npod. C.H1. Kyues, a.M.H. E.}O. 3axapoga).

ABTOpBl  MOATBEPKIAIOT OTCYTCTBHE (PUHAHCOBOM  MOJAEPKKH/KOH(DIUKTA
MHTEPECOB, KOTOPBIA HEOOXOAMMO 0OHAPOAOBATH.
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METOAO0JIOI'UsA

MeTo b, HCIIOJIE30BAHHBIC JJIA C6OD&/C€HCKHI/II/I JO0Ka3aTCIbCTB.

KnnHnyeckne MeToanIecKne PeKOMEH AN COCTABIICHBI HA OCHOBE METOI0JIOTHHI
SIGN (Scottish Intercollegiate Guideline Network; URL.: http://www.sign.ac.uk).
JlokazaTenbHON 0a30il UIsI PeKOMEHIAIUI SBISIOTCS MyOIMKAIIMH, BOIICIIINE B
MEDLINE, EMBASE, ORPHANET, KoxpanoBckyto 6ubnuoreky, 6a3y JaHHBIX
OMIM. beumn wucnonb30BaHbl HMHTEPHET JaHHBIC, IMPEJCTABJICHHBICE Ha
mexayHapoanbix  (http://newenglandconsortium.org) u HaMOHAIBHBIX caiTax
oOIecTB peakux Oosne3Held W OOIMIECTBEHHBIX OpraHu3aunui. ['nmyOnHa mnowcka
cocraBmia ¢ 1995 mo 2015 rr.

MGTOI[BI, HUCIIOJIB30BAHHBIC JJI1 OHNCHKHKW KAa4CCTBA M CHJIbI JOKA34TCJIbBCTB.

OneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHUHIOBOM CXEMOM ISl OLIEHKU CHJIBI
PEKOMEHIalMii: KAYECTBEHHO IPOBEICHHBIE METa-aHAIN3bl, CACTEMAaTHUYECKUE WU
PAaHIOMU3UPOBAHHBIE KOHTPOJIMPYEMBIE HCCIENOBAaHUS C HU3KUM PHUCKOM
CUCTEMAaTUYECKUX OILIMOOK; BbICOKOKAYECTBEHHbIE CHCTEMaTH4YECKHEe 0030pbl
MCCIICIOBAHUM CIIy4ail-KOHTPOJIb 158105 KOTOPTHBIX HCCJIEJOBAHMIA;
BBICOKOKAUECTBEHHbIE 0030pbl UCCIIENOBAHUI ClIydyail-KOHTPOJIb WJIM KOTOPTHBIX
UCCIIEJOBAaHUM C OYEeHb HU3KUM PHUCKOM 3(P(PEeKTOB CMEIIUBaHUS WU
CUCTEMATUYECKUX OIIMOOK U CPEeIHEN BEPOSITHOCTHIO MPUYMHHON B3aUMOCBSI3U. B
COOTBETCTBHH C YPOBHEM JI0KA3aTEIbHOCTU (KaueCTBO J0KA3aTeNbCTB, Tabnuua 1)
10 XOAY M3JIOKEHUS TEKCTA MPEACTaBICHA CTENEHb CUJIbl pEKOMEHAAui (Tadinia
2). Jlns oOleHKH KauecTBa, CHJIBI JIOKAa3aTeIbCTB M (OPMYJIMPOBAHUS
PEKOMEHAAIMI UCIIOIb30BAJICSI KOHCEHCYC DKCIIEPTOB.

WNunukaropsr qodpokadectBenHor npaktuku (Good Practice Points, GPPs)
0a3upoBaINCh HA KJIMHUYECKOM OMbITe pabodeil Tpymnmbel 1Mo pa3paboTke
PEKOMEH TN .

DOKOHOMUYECKHM aHaliu3 W NyOonuKauuu 1o (QapMakodKOHOMUKE HeE
aHANMM3UPOBAIMCh. Banmumuzaruss pekoMeHaanui Oa3upoBaiach Ha BHYTPEHHEU

3KCHCpTHOﬁ OLICHKC. KOMMCHTapI/II/I, INOJIYYCHHEIC oT OKCIICPTOB,


http://www.sign.ac.uk/

CUCTCMATU3HUPOBAJINCE U O6CY)K,Z[3JII/ICB npeaceaarciicM M YJICHaMHU pa60qeﬁ

rpynnsl. [IpoekT pekoMeHaanuii OplT pelieH3upOBaH HE3aBUCUMBIMU IKCIIEPTAMHU.

Tabmuma 1. I'pamanmst ypoBHS 10Ka3aTEIHHOCTH

YpoBeHb
JTI0Ka3aTellb-
HOCTH

Tun
JIOKa3aTeIbLCTB

JlokasarenscTBa ~ NHOJIy4EHBI B pe3yJbTaTe  MeTa-aHaIu3a
00JBIIOTO yucia XOpOLIO CIUTAHMPOBAHHBIX
PaHIOMH3UPOBAHHBIX HCCIIEN0BAaHUN.

PannoMu3upoBaHHbIE ~ UCCIEAOBAHMS  C HU3KMM  YPOBHEM
JIO’KHOTIO3UTUBHBIX U JIOKHOHETaTUBHBIX OIIHOOK.

I[OKa?)aTeJIBCTBa OCHOBAHBI Ha PE3yJIbTaTaX HC MCHCC OIHOI'O
X0pouio CriJIaHUPOBAHHOI'O PAHAOMU3UPOBAHHOI'O UCCICAOBAHMA.
PaHI[OMI/BI/IpOBaHHBIC HCCICAOBAaHUA C BBICOKUM YPOBHEM
JIO’KHOITO3UTHUBHBIX 1 JIOJKHOHETATUBHBIX OIITHOOK.

JlokazarenbcTBa OCHOBaHBI Ha pe3yJibTaTrax XOpOouIo
CIUIAHUPOBAHHBIX HEPaHIOMHU3UPOBAHHBIX VCCJIEIOBAHUM.
KoHTponupyemble HCCIICIOBaHUS C OJHOM TPYMIOW OOIBHBIX,
MCCJICIOBAHUS C TPYIION UCTOPUUECKOTO KOHTPOJIS U T.I.

Jloka3aTeNnbCTBA MOYYCHBI B Pe3y/IbTaTe HEPaHAOMU3HPOBAHHBIX
uccienoBanuii. HempsiMble  CpaBHHUTEIbHBIC,  OMKMCATEILHO
KOPEJUTSIIIMOHHBIC WCCIICIOBAHMS W UCCIICIOBAHUS KIMHUYSCKUX
CITydJacB.

VvV

JlokazarenbcTBa OCHOBAHBI Ha KJIMHUYECKHUX CIy4asx
U IIpUMEpax.

Tabnuma 2. 'pamganmsi CTENEHU CHIIBI pEKOMEHIAITNH

Crenenn I'papganus

A JlokazaTenbcTBO | ypoBHSI WM yCTOMYMBBIE MHOTOYHUCIICHHBIC
nanusie |1, 11 wim IV ypoBHS nokazarenbHOCTH.

B HoxazatensctBa Il, 11l wau 1V ypoBHs, cuuTarommecss B LEJIOM
YCTOMYUBBIMU JJAHHBIMH.

C HoxazarensctBa |Il, Ill, 1V ypoBHsS, HO JaHHBIE B ILIEJIOM
HEYCTOWYUBEHIE.

D Cna0rnle 1583171 HECHCTEMAaTHYECKHE AMITUPUUYECKUE

J0Ka3aTCJIbCTBA.




Jlji1 OKOHYATEIbHOW peAaKUi U KOHTPOJISI KadyecTBa peKOMEHJAlMK ObUIH
NOBTOPHO MNPOPELIEH3UPOBAHbl WICHAMH padouyell Ipymnmbl, KOTOPbIE MPHUILIM K
BBIBOJly, YTO BCE€ 3aMEUaHHMs U KOMMEHTApUU IPHUHATHI BO BHUMAHUE, PUCK

CHCTEMaTHYECKUX OITHOOK IIpu pa3pa60TKe peKOMCHI[aHI/Iﬁ CBCICH K MUHUMYMY.

OIIPEJEJIEHUE

bose3Hp «KJI€HOBOro CHpOIa» — HACJEIACTBEHHOE 3a00JIeBaHUE U3 I'PYIIIbI
OPraHUYECKUX  alUuJeMHil, O0O0YyCJIOBIECHHOE  ACPUIUTOM  JAECTUAPOTEHA3bI
KETOKHCIIOT C Pa3BETBICHHOM LIETbIO U HAPYLIEHUEM METa00JUu3Ma AMHUHOKHUCIIOT
JeiiuuHa, u3oieilrHa, BainHa. OTHOCUTCS K Kiaccy peakux (ophaHHBIX)

3200JICBaHUM.

KO/ MKbB-10 E71.0 — Bone3np «KJIEHOBOTO CHPOMay.
AIMNIAEMUOJIOI'USA

3aboneBaHre BCTpEUYAETCS B PA3IUYHBIX MOMysAnusx. Yacrtora cpeau
HOBOpOkIeHHBIX 1:185000.

ITUOJIOI'UA

3a0oneBaHue BbI3BAHO Je(PUIMTOM JETHMAPOT€HA3bl KETOKUCIOT €
Pa3BETBJICHHOW LENbI0, 00ECTIEUNBAIOIIEH OKUCIUTEIBHOE JEKapOOKCUINMPOBAHNE
(BTOpo#l »Tam karaOoyiM3Mma) JIEWIIMHA, W30JICWIIMHA ¥  BajuHA. OTOT
MyJIbTU(QPEPMEHTHBIA KOMIUIEKC HMEET CJOKHOE CTPOCHHE M COCTOMT u3 4
OenkoBbix coenuHenuii: E; (o0 u B-cyOowenununsl), E; u Ez. Kodepmentom E; B-
CyOBEIMHUITBI CIYKUT TUaMHUH Tupodocdar. YcTaHOBICHA JIOKaIU3alKs T'€HOB,
KOJUPYIOIIUX OTIEIbHbIE KOMIIOHEHTHl JAHHOTO 3H3MMHOro Komiuiekca: E; o-
cyobequaunbl (rer BCKDHA) - 19913.1-9q13.2; E; P-cyObenununpsl (reH
BCKDHB) - 6p22-p21; E,-npotenna (reu DBT) - 1p31; Es-nporeuna (reu DLD) -

7031-032. Tun HacnenoBanus 3a001€BaHUS — AyTOCOMHO-PEIECCUBHBIN.



IHATOI'EHE3

[Tatorene3 3a0oJieBaHMs CBS3aH C HApPYIICHHMEM OOMEHAa M HaKOIUICHHUEM
Pa3BETBJICHHO-LEIIOYEYHbIX AMUHOKHUCIOT, HAKOIUICHHEM B OHOJIOTMYECKHUX
HKHUTKOCTAX ux JIEPUBATOB — 2-KETOU30KaIIPOHOBOM, 2-keTo-3-
METHUJIBAJICPUAHOBOM, 2-KeTou30BaJIepUaHOBOMN KUCIIOT. OcHoBHOI
HelipoTokcnueckuid 3¢ ¢pekT oOyCIOBIEH BBICOKMM YPOBHEM JIEHIIMHA M €ro
MeTabonuToB. Otmeudaerca ACPUIUT JPYTUX HEUTPAIbHBIX AMHHOKHUCIOT
(amaHuHa, TIWIMHA, TIyTAMHUHA, TUPO3WHA, TpunTodaHa W Jp.), CTPagaeT UX
BHYTPHUKJIETOYHBIMA TPAHCIIOPT, YTO BEAET K HEUPOMEAUATOPHBIM PACCTPOMCTBAM.
bosnpuiyro posib B IATONE€HE3€ WIrpacT KETOALMI03, TUIIOHATPUEMUS, OTEK U
atpouss TKaHW MoO3ra, BTOPUYHAs THUIEPAMMOHUEMHS, HEIOCTATOYHOCTb
IJIIOKOHEOTE€HE3a W TUIOTJIMKEMUsS, a Takke IUCHYHKUIUS MHUTOXOHIPHUAIBHOU
JBIXaTEJIbHOM LIETIN U OKUCIUTENBHOTO (GoCc(hOpHINPOBAHUS.

IIpu 3a0oneBanuu, cBsizanHOM ¢ nedektom Ez-porenHa, maroreHes 6osee
CIIO)KEH. YKa3aHHas CyObEeIMHULA CIYXXUT KOMIIOHEHTOM  HECKOJBKUX
MYJIbTU(PEPMEHTHBIX KOMIUIEKCOB: JIETUAPOreHa3bl KETOKUCIOT C Pa3BETBICHHON
LEIbIO, NUPYBaTAECTUAPOr€HA3HOTO KOMILJIEKCA U o-
KETOIIyTapaTAeTHAPOreHa3HOr0  KOMIUIEKCA, NPUHUMAKOLMX  ydacTHE B
Metabonu3me nupyBata U (pyHkuuoHupoBanuu unukia Kpebca. CrneactBuem
nedexTa 3TUX KOMILJIEKCOB SIBJISIOTCSI pacCTPOMCTBA KJIETOYHOW OMOIHEPreTUKH U
JaKTaT-aluua03, IOATOMY JAaHHBIA BapUaHT OOBIYHO KJIACCU(PUUUPYIOT Kak
MUTOXOHJpHAIIBHOE 3a00JIeBaHUE.

CxeMa MeTa0ONMMUYECKUX HAPYIICHUM, HAOMIOMAIOMUXCSA TPU «OOJIe3HU
KJIGHOBOTO CUPOIIay, MPeCTaBlIeHa Ha pUCYHKE 1.

KIIACCUOUKALUA

Brigenstor cienyromniye KIMHUKO-TeHeTHYeCKUue (opMbl 00JIE3HU KIEHOBOTO
cuporna:

- KJIacCHuecKasi, WJIh HeoHaTalbHas (HanboJiee yacras);
- IPOMEXKYTOUHAS;

- UHTEPMUTTUPYIOILIAS;



- THAaMHH-3aBUCHUMas,

- oOycnoBneHHass nepunutoM Es-mporenHa W CONMPOBOXKIAIOLIASCS JIAKTaT-

anua030M (MUTOXOHIpUANIBHOE 3a00JIeBaHue).
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«KJIEHOBOTO cupornay, Hudpoii «1» 0003HaueH MeTabOINYECKH OJIOK.

KIMHUYECKAS KAPTHUHA

Kodbaktop-
TMaMuH

MNpUBOAAIINX K Pa3BUTHIO OoJe3Hu

B OonbmmHcTBE chnyyaeB 3abosieBaHHE HUMEET NPUCTYIMHOE TEUYEHHE.
[Ipuctyn mnpoBouupyercs (akTopaMu, BEAYUIUMU K YCHUJICHUIO TIPOLECCOB

KaraboimM3Ma: UHTEPKYPPECHTHBIE 3a00JI€BaHUs, XUPYPTUUECKOE BMENIATEIHCTBO,

notpebieHne OONBIIOro KOJM4ecTBa Oenka u ap.



[lepBble CUMIITOMBI Klaccuueckol (opmuvl OSBISAIOTCS pPaHO, HA TIEPBOU
HeJlene KU3HU pedeHKa, MHOTJAa cpa3y mociie nepBoro kopmieHus. Octpo 06e3
BHUJIUMBIX PUYUH yXYIIAeTCs oO1ree COCTOSIHUE, OTMEYAIOTCA
reHepaiM30BaHHbIE CYJIOPOTH, MOBBIIIEHHAs BO30yIUMOCTb, PE3KUIl KPHUK, OTKa3
OT MWW, YNOpHAas pPBOTA, MbIIIEYHAS THUIEPTOHUSA, PA3BUBAIOTCA MPU3HAKU
00e3BOKMBaHUS. 3aTeM BO30Y)KJIEHHE CMEHSETCS BSUIOCTbIO, YTHETEHHEM
LHEHTPAJIBHON HEPBHOM CHUCTEMBI, COMHOJICHIIMENW, KOMOM. [leproipl MBIIEYHOTO
TUIIEPTOHYCA YEPEIYIOTCA C BBIPAXKEHHOW rurnoroHuer. Ha koxke MnosBiIArOTCS
APUTEMATO3HbIC BBICHIMAHMS, CyXocThb. QOOpaiaer BHUMaHUE HEOOBIYHBIN
apoOMAaTHYECKHI 3alax MOYM, OIHMCAaHHBIA KAaK 3amax KIEHOBOIO CHpOIIA.
3aboneBaHue MPOTEKAET OYEHb TSHKEIO0 M HEPEIKO MPUBOAUT K JICTAIBHOMY
ucxony (OCHOBHOW MPUYMHOM CMEPTH CITY)KUT OTEK MO3Ta).

Jletn pe3Ko OTCTAlOT B IICUXOMOTOPHOM pPa3BUTHUU. B HEBPOJIOrmyecKoOM
CTaTyC€ OMNpENENAETCS MbIIICYHass JUCTOHUS, NUPaMHUJHBIE HapYIICHUS,
CYIOPOXHBIM cuUHApOM. B CBsI3u ¢ pa3BUBAIOIMIUMCS HUMMYHOJE(PUITUTOM
OTMEYAETCS CKJIOHHOCTh K TIOBTOPHBIM MH(EKIIMOHHBIM 3a00JieBaHUsIM. Y
OTHEJIbHBIX  MAlMEHTOB  ONUCAaH  MAaHKpPeaTUT.  MarHuTHO-PE30HAHCHOE
TOMOTPa(UYECKOE HCCIICIOBAHKE TOJOBHOTO MO3Ta BBIABISET IPU3HAKU
muddy3HOro oreka MO3roBod TKaHU (OCOOEHHO B OCTPBIM MEpPUO), U3MEHEHHUE
0eJyIoro BelecTBa MO3ra, MO3Xeuka 1 0a3alibHbIX TaHTJIMEB, B YaCTHOCTH, O€NI0ro
miapa, Tajlamyca, CTBOJIa MO3ra, BHYTPEHHEW W HAPY>KHOM KaTlCyJIbl.

Humepmummupyrowas ¢opma OG0NE3HN XapaKTEPU3YETCs BBIPAKEHHBIM
MPUCTYNOOOpPa3HbIM TE€UEHHEM. B MEXNpUCTYNMHOM Tepuoje y JeTeld 4acTo He
OOHapyKMBAETCS] HUKAKOW KIIMHUYECKOW CUMIITOMATHUKH.

IIpomesicymounasn ¢popma OTANYAETCS MEHEE 3JI0KAUECTBEHHBIM TEUEHUEM
0€3 BBIPAKEHHBIX MPUCTYIIOB. bOJbHBIE OTCTAIOT B MCUXOMOTOPHOM Pa3BUTHUH, Y
HUX OTMEYAIOTCS CyJIOPOTH, MBILIIEYHASI TUTIOTOHUS.

Tuamun-3asucumas ¢popma 007€3HU TIO CBOUM MPOSBICHUSIM U TEUECHUIO

CxXoaHa C MHTCPMUTTUPYIOIIMM WM IMPOMCKYTOYHBIM BapHaHTaMH, XOTi
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BcTpevaetcs pexe. [Ipu sTom BapuanTe 3a00jeBaHHE OOBIYHO MAHU(ECTUPYET
IIOCJIE HEOHATAIBHOIO MEPUO/IA.

OOmeHHBIE  paccTpoiicTBA B MEpUOA  META0OJUYECKOTO  Kpu3a
XapaKTepU3yIOTCA alWI030M, KETO30M, BBICOKHM COJEPKAHUEM MOJOYHOU
KHCIIOTBI B KpOBH, THIOINIMKEMUEW. B KpoBH W MouYe HaKaruMBarOTCA
AMUHOKHUCIIOTHl C Pa3BETBICHHOW IeMbl0 — JeHIUH (B OOJbllIel CTENeHH),
M30JICMIIMH, BaJWH, a TaKXKe AQJUIOM3OJICHMUHH, CIYyXallUi JHArHOCTUYECKUM
MapkepoMm 3aboneBaHus. C MOUOl SKCKPETUPYIOTCS 2-KETOM30KarpoHOBas, 2-
T'MIPOKCHUN30KaPOHOBAs, 2-KeTOU30BaJIEpUaHOBAas, 2-KkeTo-3-
METHUJIBaJIEpUaHOBas, 2-TUAPOKCHU-3-METHII-N-BaJIEpHAHOBAs u Apyrue
OpraHuyeckue KUcaoThl. [IpucyTcTBrEe B MOU€E 3TUX NPOU3BOAHBIX 00YCIOBINBAET
HEOOBIUHBIN 3amax, a TaKXkKe MOJIOKUTEIbHYIO0 Po0y ¢ peakTuBoM DeluHra win
2,4-muHUTPOGEHIIITHAPA3UHOM. B KpoBHM CHIDKEHO COAEpKaHHWE alaHHHA,
IJIMIUHA, MOXET HaONI0AaTbCcsd TUIMOHATPUEMHUS. AKTHUBHOCTb KJIFOYEBOIO
dbepMeHTa — AeruIpOoreHasbl KETOKUCIOT C Pa3BETBJICHHOM IEMbIO — B JICMKOIIUTAX
u ¢pubpobiacTax OOJBHBIX MPHU KIacCUYECKON (opme 0O0JIE3HH COCTABIIIET MEHEE
2% OT HOPMAaJIbHBIX 3HAYCHHM, TIPU WHTEPMUTTUPYIOIICH, MPOMEKYTOUYHOU U
THaMUH-3aBUCUMON  popmax — 5-20%, 3-30% wu oxomo 40% OT HOPMBI
COOTBETCTBEHHO.

IIpu popme 3abonesanus, obycrosnennou Oeguyumom Ez-npomeuna,
NepBble MpU3HAKK OOBIYHO TMOSABISIIOTCA B BO3pacTe crapmie &8 Hem.:
IIPOrpPECCUPYIOLIEE OTCTaBaHUE IICUXOMOTOPHOIO pa3BUTHS, pBOTa,
TUIIOTOHUS/TUCTOHUS, HapylIeHUs JbIXaHus. BeisgBiseTcs MeTaboJndYecKui
anua03, MOBBILIIEHUE B KPOBHU YPOBHS JIaKTaTa, MHPYBara, O-KETOINIyTapOBOM

KHCJIIOTHI, HeﬁHHHa, HSOHGﬁHHHa, BaJIMHA, IICPUOJUYICCKAA THUIIOTTINKCMUSI.
JTUATHOCTHUKA

I[I/IaI‘HOCTI/IKa 0O0JE€3HH KJIEHOBOTO Chporia OCHOBaHa Ha aHaJIMU3C
pOI[OCHOBHOﬁ, OLCHKC JAaHHBbIX aHAMHEC3a, KIMHNYCCKUX HpOHBJ’ICHHfI, pe3yiibTaTrax
aHaJin3da YpPOBHA aMHUHOKHCIIOT HeﬁHHHa, HSOHCﬁHHHa, BaJiIMHAa B KpPOBH C

HoaACYECTOM COOTHOIIICHUA J'ICIZHI/IH/&JI&HPIH, OIIpCACIICHNHA MOYECYHOM 9KCKpCIIUH
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OpPraHUYECKUX KHUCIOT - 2-KEeTOU30KAIPOHOBOM, 2-KE€TO-3-METUIIBAJICPUAHOBOMH,
2-KeTon30BaiepuaHoBOi. (OCHOBHBIMH METOJAMHU TOATBEP)KICHUS JTHarHO3a
SBJISIIOTCSL OMOXMMHUYECKHE METOJIbl: TaHJAeMHas macc-criekrpomerpus (MC/MC),
AMUHOKHUCIIOTHBIN aHAJIN3, Ta30Basi XpoMaTorpadus-Macc-CrieKTpOMETPHSI.

s MTOATBEPKIACHUS JIAAarHo3a 51 MEINKO-TEHETUYECKOTO
KOHCYJIbTUPOBAHUS TPOBOIUTCS MOJIEKYJISIPHO-TEHETUUECKOE UCCIIEIOBAHHUE.

OO6cnenoBannio Ha 00J€3Hb KJICHOBOTO CHPOIMA TOMJIEKAT CICTYIOIIHE
TPYIIIBI JETEH:

- JIeTU J1I000ro BO3pacTa U3 ceMel, UMEIOIINX OOJBHBIX C JIAaHHBIM 3200JIEBAaHUEM
(B mepBYyI0 04uepen, OpaThs U CECTPhI OOIBHOTO);

- JIETU TEPBBIX JTHEH W HENEIh/MECAIEeB KU3HU, Y KOTOPBIX IMOCIE HEKOTOPOTO
nepuojia (MHOTa OYeHb KOPOTKOT0, B T€YeHUE 1-2 CYTOK) yIOBIETBOPUTEIBHOTO
COCTOSIHUSI TIOSIBUJIMCHh OTKa3 OT €/bl, pBOTA, PA3APAXKUTEIBLHOCTh WIINA JIETaprus,
TUTMIOTOHUS/TUCTOHUS, CYIOPOTH, aTakCusi, KOMa, METa0OJUYEeCKUN aluio3,
KETOHYpPHS, CBOCOOpa3HbI 3aMax MOYH;

- IETH JIFDOOTO BO3pacTa B COCTOSHUM KETOAIMIOTUYECKOTO KpH3a;

- JETH, OTCTAIIIME B ICUXOMOTOPHOM pPa3BUTHUM, C SMWICICHM, HAPYLICHHEM
MBIIIIEYHOTO TOHYCA.

s ycmanosenenusa ouasrHo3a 60oje3Hu KIEHOBOTO CHUpONa y MAIMEHTOB C
KIIMHUYECKUMHU CUMITOMaMH 3a00JIeBaHUs CHEUUPUIECCKUMU TUArHOCTUYECKUMU
TECTaMH CJIEAYET CUUTATD:

- KOJIMYECTBCHHOE ONPEACICHUE JICMIINHA, N30JICUIINHA, BaJMHA, AJJIOU30JICUIIMHA,

aJlaHWHA B KPOBHU,

- KOJINYECTBEHHOE ONPENEIICHUE 2-KeTO-U30KalpOHOBOM, 2-keTo-3-

METHWJIBAJIEPUAHOBOM, 2-KETO-W30BAJIEPUAHOBOM, 2-TUAPOKCU-U30BATICPUAHOBOM,

2-TUJIPOKCU-U30KAIIPOHOBOM, 2-THIPOKCU-3-METUIIBAJIEPUAHOBON KUCJIOT B MOYE;

- eisiBiieHne myTanuid B reHax BCKDHA unu BCKDHB wnu DBT.
buoxumuueckue memooOwvr SBIAIOTCS OCHOBHBIMU JIJII TOJTBEPXKICHUS

nuarHo3a. IloBplllieHWE KOHIIGHTPAIIMM AaMUHOKHCIIOT JICHIIMHA, W30JeHIInHA,
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BajJIiHa B KPOBH U MOYC BBIABJIAIOT C IIOMOIIBIO METOJOB BBICOKOB(b(i)CKTI/IBHOI\/'I

AKHUJKOCTHOM XpoMaTorpaduu Uil TaHAEMHONU MacC-CIIEKTPOMETPHUH.

BI)ICOKOCHGHI/I(l)I/ILIHLIMI/I MapKEepaMu 3a00J1eBaHM SABJIIOTCA L-

annouU30NetuyuH

HaKaIllJIMBAarOMINXCA

eudeKcuusoeaﬂepuaﬂoeaﬂ

Kucioma

(mpou3BoOIHBIC

IPOAYKTOB  aHOMalbHOrO oOMeHa L-m3oneinuHa

KETOM30BAJIEPUAHOBOM KHUCIIOTHI), KOTOpble OOHApY>KUBAIOT B KPOBU OOJIBHBIX

JETEN.

Bo3MosxHBIE KOJNICOaHUS KOHOCHTPAIUN AMHUHOKHUCIOT B IUIA3MC KpPOBHU

npuBezeH B Tabnuie 3.

Tabmuma 3. Pa3dpoc KOHIEHTpauii aMHHOKHCIIOT ¢ Pa3BETBICHHOM IIEITBIO

B IJJa3M€ KPOBU YCJIOBHO 3710poBbIX 1 00sbHBIX BKC nereit

AMHMHOKHCIIOTA, VYcnoBHO 30poBeie neth | IlanmeHTsI ¢ 001€3HbIO
MKMOJIB/JI «KJIEHOBOT'O CHPOIIa
H3omnennmH 26-91 200-12000
Jletinuu 48-160 500-5000
Bamun 86-190 500-1800
Annons3oJieHIuH 0-5 72220

Memooom 2azoe0ii  xpomamoepaguu macc-cnekmpomempuu B MOUYE
MAIMEHTOB BBISBJISIOT BBICOKHME KOHIICHTPAIMM PAa3BETBIICHHBIX KETOKHCIOT: 2-
KETO-U30KAIMPOHOBOM, 2-KET0-3-METHUIBAJICPUAHOBOH, 2-KETO-U30BaJICPUAHOBOM,
2-TUJIPOKCH-U30BAJIEPUAHOBOM,  2-TUJPOKCU-U30KAIIPOHOBOMW,  2-TUAPOKCU-3-
MeTHJIBaJepuanoBoi. B HopMe ux KoHueHTpaiusi coctapisger 0-2 MMOJIB/MOIb
KpEaTHHHMHA, Y TIAIIHEHTOB ¢ 0OJIE3HBIO KJICHOBOTO CHUPOIIA TOBBIIIACTCS B ACCATKH
U CcOoTHM pa3. Pa3Opoc KOHIIEHTpaluili yKa3aHHBIX KETOKHCIOT B Moue (B
MMOJIb/MOJIb KpEaTUHIHA) COCTABIISIET:

- 2-rusipokcu-3-MetunBanepuanonas - 60-400;
- 2-THUJIPOKCU-U30KapoHoBas - 3-80;

- 2-Tusipokcu-u3oBanepuranonas - 850-3600;

- 2-xeto-3-MetunBanepuanonas - 500-2500;

- 2-xeTo-u3okarnpononas - 400-4400;

- 2-keto-u3oBanepuanonas - 300-800.



13

Monexynsapro-eenemuueckue mMemoonvl

BhisiBieHHEe MyTanpidi B TeHaX, OTBETCTBEHHBIX 3a pasBUTHE OOJIC3HU
KJICHOBOTO CHpOIA, HE SBJSIETCS CTPOr0 HEOOXOMUMBIM Ui TOATBEPKIACHUS
JMarfHo3a y mamueHTa. IIpd 3TOM BBISBICHHE IEPBUYHOTO MOJIEKYJISPHO-
reHeTnyeckoro jgedexra TpeOyercs Ul IPOBEIACHUS IMPEHATAIBHON |
NPEUMILIAHTAIIMOHHOW JIUATHOCTUKHU B CEMbE.

K ©Oone3nn «xienoBoro cupoma» (maple syrup urine disease - MSUD)
IPUBOJISAT MyTAIlMX B TPEX Pa3HbIX I'eHAX:

« BCKDHA (MSUD tum 1A);
. BCKDHB (MSUD tun 1B);
« DBT (MSUD Tun 2).

Y namueHToB ¢ OOJIe3HBIO KIEHOBOTO CHPOMNA BBISBISIOT MYTAallMd B
TOMO3UTOTHOM WJIM KOMITAyH-T€TEPO3UTOTHOM COCTOSIHMU. YacThIX MyTanuil B
JIAHHBIX TE€HAX HE OMHCAHO, HEOOXOJMMO MPOBEACHUE MOJIHOTO aHAJIN3a T'CHOB
METOJIOM TPSIMOTO CEKBEHUpOBaHWs. HamOoyee 4acTo BCTPEYAIOTCS MYyTalluU B
rene BCKDHB (~60% Bcex ciy4ae).

Mytamuu B reHe DLD Begyt k ocob6oit ¢popme 6onesnu (MSUD tum 3),
KOTOpasi pacCMaTPUBAETCS KAK MUTOXOHJIPUATBHOE 3a00JICBaHHE.

Jluppgepenyuanvnas OuacHOCMUKA NPOBOIUTCA C THIIOKCHYECKUMU
MOPAKCHUSAMH  HEPBHOW CHUCTEMBI, BHYTPUYCPCIHBIMU  KPOBOHM3JIUSHHUIMHU,
BHYTPHYTPOOHBIMH HH(EKIUSIMA M HACJCICTBEHHBIMU HApPYyIICHHSIMH OOMEHa
BEIIECTB, B YACTHOCTH C APYTHMHU POpMaMK OPraHUUECKUX alliaypHuil.

HPUMEPBI ®OPMYJINPOBKH IUAT'HO30B

- boJIe3Hb «KJIEHOBOTO CHUPOIIa
- Jletimmuos

JIEHEHUE

Crpareruss JsiedeHus OOJBHBIX 3aKJIIOYACTCS B CHHKECHHHM OOpa30BaHMS
TOKCUYHBIX METAa0OJMTOB, TPEXKIE BCEro, JEWIMHA, a TakKKe H30JCUIIMHA W

BaJIHA, MPCAYNPCIKACHUN PA3BUTHUA KETOANI03a, ITOPAKCHUA TKaHEH TrOJIOBHOT'O



14

MO3ra M BHYTPEHHUX OpPraHoB C OOECIEYeHHEM IMPOIECCOB aHa0OoIU3Ma,
HOPMAaJILHOTO POCTa U HyTPUTHUBHOTO CTAaTyca JIETEH.

[Ipu mnogo3peHMM Ha HACHEACTBEHHOE HAPYIIEHHE aAMUHOKHCIOTHOTO
oOMeHa HauyMHATH JAUETHYECKOE JIEUEHHWE HEOOXOJUMO Cpa3y Ioclie B3ATHS
aHaJIu30B, HE JOXUIAICh HX pe3ynbTaToB. Jlo TONydeHUs pe3yiabTaToB,
NOATBEPXKIAIONIMX ~ MeTaboinyeckoe 3abojeBaHue, CIeAyeT  OrpaHHYUTh
MOCTYIJICHUE OeNKa: JUIsl IeTeH MEepPBOTO IMOJYTOIUs KU3HHU JOIMMYCTUMO TOJBKO
TPyIHOE BCKapMJIMBAHWE WM BCKaApMIIMBAHHE JTETCKUMHU MOJIOYHBIMHU CMECSMHU C
HU3KUM cojepkanrem Oenka (1,2 -1,3 /100 M BOCCTaHOBIEHHOTO TPOJYKTA).
Jns nereit crapiie 6 MecsAleB — UCKIIOUEHHE BbICOKOOETKOBBIX MPOAYKTOB (MsICO,
TBOPOT, pbl0a) U3 palkoHa.

[locne moaTBepkAeHMS JAMArHO3a TaKTUKa JIEYEHUS OCHOBAaHA Ha
CJICTYIONTUX TPUHITATIAX
- OrpaHUYCHHE TOCTYIUICHHUS JIeHIMHA, W30JeHIMHA W BaJlMHA C MHUIIEH [0
MaKCUMaIIbHO TiepeHocumoro ypoHs (A. 1);
- obecnieyeHre (PU3MOJIOTUYECKONM NOTPEOHOCTH B JIPYTMX aMUHOKHUCIIOTAX,
SHEPTUU U HEOOXOUMBIX HYTPUEHTAX JJIsl MPEAYNPEKACHUSI UX HETOCTATOUHOCTH
U nojyiepxkanust anadonusma (A. 1);
- KopaKTOpHAs Teparvs THAMUHOM;
-Ha3HAYCHUE JICBOKAPHUTWHA JIJI1 YCHJICHUS CBS3BIBAHMS HAKATUTUBAIOIITUXCSI
OpPTaHUYECKUX KUCJIIOT;
- UCKJTFOYCHHE TOJIOJaHUs, TPEIyIpeKIeHNE aKTUBAIH MPOIIECCOB KaTadoim3mMa
(A.1);
-KOHTPOJIMPOBAHNUE KHUCJIOTHO-OCHOBHOTO COCTOSIHMSI KPOBH, IPEIOTBpAICHHUE
pasButus keroamumosa (A. 1);
-TIoJI/IepKaHKE BOJAHO-3JIEKTPOJIUTHOTO OajlaHca ¢ MpeaoTBpaIeHUeM OTeKa MO3ra
(A.1);
- MHTCHCUBHAs Teparnus B iepuo]i Metadbonamueckoro kpusza (A. 1).

OCHOBHBIM  KOMIIOHEHTOM KOMIUIEKCA JIEYeHHUS OOJIbHBIX  CITYXKUT

AUCTOTCpAIIMA C OIPaHUMYCHHCM HATYPAJIbHOTIO Oeaka W THAMHUH (HpI/I THAMUWH-
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3aBUCUMOI (opme), peKoMeHAyeTcs Ha3HAaueHWe THaMUHA BCE IMallUEHTaM,
umeromuM Mytanuio 1312T>A B romosurotHom cocrostaum (B. 11). Tepamuto
JIOTIONTHSIIOT HAa3HAYEHHEM JIEBOKAPHUTHUHA, JPYTMX BUTAMHUHOB rpymnmbl «By, 1o
MOKa3aHUsIM aHTUKOHBYJILCAHTOB, CHUMIITOMAaTUYECKUX CPEJICTB.

OcHosHble npUHYUNBI OUEMUYECKO20 1eYeHUS

- CTpOroe oOrpaHhyeHue OeiKa HaTypaJbHbIX MHIIEBBIX MPOIYKTOB C IEJbIO
CBEICHUS K HEOOXOAMMOMY MHHUMAIBHOMY IIOCTYIUICHHE B OpraHWU3M
aMUHOKHUCJIOT JIeWIMHA, M30JieiiuHa, BaiauHa. [[ns nerel mepBOro moyyroaust
KU3HU OrPAaHUYCHUE PACHpPOCTPAHSETCS Ha MATEPUHCKOE MOJIOKO, JETCKUE
MOJIOYHBIE WJIM COEBBIE CMECH, JIJIsl ICTEH BTOPOTO MOIYTOAMs KM3HU U CTapIle —
3ampeT Ha BBEJIEHHWE B KAaueCTBE MPUKOPMa BBICOKOOEIKOBBIX MPOJIYKTOB (Msica,
PBIOBI, TBOPOT'a, SIMII, MOJIOYHBIX IIPOAYKTOB, 0000BBIX U T.1.) (A. I);

- oOs3artenbHas KoMmmeHcauusi Jeduuura Oelka 3a CYeT MCIOJIb30BaHUS
CHEIUAIN3UPOBAHHBIX CMeced Ha OCHOBE AaMHUHOKHUCIOT ©0e3 JIeHIuHa,
W30JIeiMHa, BaJlHA, COOTBETCTBYIOUIUX BO3PACTHBIM MOTPEOHOCTSIM peOEHKa B
OCHOBHBIX THIIEBBIX BEIIECTBAX M JHEPruv. B Hauane JeUYeHWs] U B TEPUOJ
MeTabOoJIMYECKUX KpU30B B TeueHue 24 — 72 dvacoB (He Oosiee!) MCMOIB30BaTh
TOJILKO CHCIHMATM3UPOBAHHYIO CMECh aMHUHOKHCIOT (A. 1);

- obOecrneyeHHe JIOCTATOYHOM DHEPreTHYECKOW IIEHHOCTH palMoHa  JUIs
NOJAJCp>KaHUSl  MPOLECCOB  aHaboMM3Ma MW MPENOTBPAILCHUS  aKTHBALUU
karabommsMma (A. 1);

- o0ecIIeueHHE MalieHTa JOCTATOYHBIM KOIUYeCTBOM KuaKocTH (A. I);

- IpoOHbIe KOpMJICHHSI 0€3 JUIMTENBHBIX MEPEPHIBOB BO M30€KaHHE TOJIOAAHUS,
0COOEHHO y JieTell TPYAHOro U paHHero Bo3pacta (A. 1);

- TICUXOJIOTHYECKas MOJepKka U oOy4eHHe pOAUTENeH TMpaBHIaM OpTraHU3AINH
JTUETOTEPANINA B MEKIIPUCTYITHBIA MTEPUOT U B MEPHUO YTPO3bI META0OIUICCKOTO
kpu3a (A. 1).

Jluemomepanus 6 medxcnpucmynmwiii NEpUOO

- B MEXIPUCTYIHBIN MepUoj AUETOTEpANusl OCYIIECTBIISIETCS B COOTBETCTBUU C

BBIINICOITMCAHHBIMU IIPUHIUIIAMU,
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-00mui OeNoK J1eUueOHOTO palMoOHA PACCYMTHIBACTCS MCXOMAS W3 BO3PACTHBIX
norpebHocteit pebenxka (MP  2.3.1.2432-08 Hopwmbl  (u3HOIOTHYECKHX
NOTPEOHOCTE B HSHEPrUM M MHINEBHIX BEIISCTBAX IS PA3IAYHBIX TPYIII
HaceneHust Poccuiickoit  ®enepanum; Tadm. 3, 4), a TaKkKe C Yy4yeTOM
TOJIEPAHTHOCTH MAallMeHTa K OENKy B 3aBUCUMOCTH OT (OpMbI 3a00JIeBaHUS U
TsoKecTH ero Teuenus (A. 1);

Tabmuma 3. CpemHecyTOYHbIE HOPMBI TOTPEOHOCTEH B OCHOBHBIX IHIIEBBIX

BCHICCTBAX U SHCPIUK IJIA I[@TCIZ IICPBOIo roaa KU3HU (Ha KI" MaCChbl Tena)

Bospact DHeprus benok Kupsi YTrI1eBo bl
(mec.) KKaJj/ KT /KT /KT /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

Ta6nuua 4. Hopmbl pu3nonornyeckoil moTpeOHOCTH B OCHOBHBIX TMHUILEBBIX

BCIICCTBAX U OHCPIUU IJIA I[CTCfI cTapuce rona*

Bospacrt DHeprus benok, Kupsi, VrneBonsl,
KKaJ I/CyTKH r/CyTKH r/CyTKH

ot 1 roga o 2 net 1200 36 40 174
OT 2 JieT 10 3 JIeT 1400 42 47 203
ot 3 1o 7 net 1800 54 60 261
or 7 mo 11 net 2100 63 70 305
oT 11 mo 14 net 2500 75 83 363
MaJIbYUKQ

ot 11 go 14 ner neBouku 2300 69 77 334
oT 14 o 18 5et roHoIIH 2900 87 97 421
ot 14 no 18 ner aeByuIku 2500 76 83 363

* -171s1 AeTel ¢ 00JIE3HBI0 «KJICHOBOTO CHPOIIay CTapile rojia moTpedaeHue Oeka o CpaBHEHUIO
C YKa3aHHBIMU B Tabnuile yMmeHbinaetrcs Ha 10-25% B 3aBucumoctd OT GopMbI 3a00NIE€BaHUSA,
TAXKECTU COCTOAHUA N1 HYTPUTUBHOI'O CTATyCa pe6eHI<a.

- KBOTa OeiKa HaTypajbHBIX MPOJYKTOB HA3HAYAETCS C YYETOM MUHUMAJIbHOU

HOTpe6HOCTI/I B MaTOIr€HCTHYCCKHU 3HAYMMbIX aMHMHOKHCJIOTAX - HeﬁHHHe, BaJINHC,
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u3osieiiae (Tabiauia 5) ¥ ¢ yd4eToM COACpIKaHUs JICHIIMHA B HATYPaJbHBIX
npoaykrax (1 r HaTypanbpHOTO Oenka comepxut ot 50 10 80 mr neinmaa) (A. 1);

- UIsl peOeHKa pa3pabaThiBaeTCs WHAWBUAYAIBHBIH pallioH, B KOTOPOM KBOTa
HATYpaJIbHOTO OelKa cocTaBisieT oT 5 70 12 T B CyTKM B 00ecreunBacTcs 3a cueT
HU3KOOETKOBBIX  TMPOIYKTOB  (OBOmIEH, (PYKTOB,  CHEIHATHM3UPOBAHHBIX
HHU3KOOCJIKOBBIX KPYI M IPOJYKTOB Ha OCHOBE Kpaxmaia) (A. I);

- C TeNbI0 KOMITeHcannu AeduiinTa Oelika MCIOIB3YIOTCS CICIHAIN3UPOBAHHbBIE
MIPOYKTHI HA OCHOBE aMUHOKHCIIOT O€3 JIeHITnHa, U30JIeHIIMHA 1 BajrHa (Tabauia
6) 1 100aBKH OTACIBHBIX aMUHOKHUCIIOT BalnHa U u3oJeiuaa (A. 1);

Ta6nuna 5. OprueHTUPOBOUHAS TOTPEOHOCTh B U30JICHIIMHE, IEHIIUHE U BAJTUHE Y

JIETEH C 00JIC3HBIO «KJICHOBOTO CHUpoOIla» B 3aBUCHUMOCTH OT BOBpElCTa*

CyrouHas MoTpeOHOCTh B aMHMHOKHCIIOTaX MI/KT MaccChl Teja
Bo3spacT 601bHBIX

H3zonennun Jlennun Bamun
0 —6 mec. 30-90 40-100 40-95
7 —12 mec. 30-70 40-75 30-80
1 -3 rona 20-70 40-70 30-70
3 -7 ner 20-30 35-65 250-490
7-11 ner 20-30 30-65 30-50
11-14 ner 20-30 30-60 25-40
14-18 ner 10-30 15-50 15-30

*- amantuposano u3 Frazier DM, 2014,

Tabnuna 6. Crienmanu3upoBaHHbIE MPOAYKTHI HA OCHOBE aMUHOKHUCIIOT 0€3

JICHIIMHA, U30JICHIIMHA U BaJuHa™.

HaumenoBanue benok Kup, Yrnesonsl, DHepreTu Bospacr
NPOIOYKTa (3kB.) T r r yecKas NIPUMEHEHUS
OEHHOCTD, KKaJ

Hyrpuren 14 14 23 50,4 470 orOmolr.
—val,- ile,- leu
Hyrpuren 20 20 18 50,3 443 crapme 1 T.
—val,- ile,- leu
Hytpuren 40 40 131 31,3 401 crapuie 1 T.
—val,- ile,- leu
Hytpuren 70 70 0 3.9 296 crapie 1
—val,- ile,- leu roaa
MSUD Anamix 13,1 23 49,8 466 orOmolr.



http://www.ncbi.nlm.nih.gov/pubmed/?term=Frazier%20DM%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
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infant

MSUD 25 <0,5 51 309 crapmre 1 T.
Maxamaid

MSUD 39 <0,5 34 297 crapmre 1 T.
Maxamum

*- BCe MPOAYKTHI 3apETUCTPUPOBAHBI HA TEppUTOpHH PD.

- collep)kaHWEe JICHIIMHA B MPOJYKTaX OTIUYACTCA BapHaOCIIbHOCTHIO.
PekoMeHayeTcss TOJB30BAaThCA OJHMMH  CHPABOYHBIMHA  MaTepHajaMH  I10

XUMHYCCKOMY COCTAaBY IIPOAYKTOB, TAK KdK B PA3HBIX CIIPABOYHHKAX ITAHHBIC

MOT'YT OTJIMYAThCH,

- I 00JIerYeHHS pacducToB HeﬁHHHa B IIPOAYKTax HGJIGCOO6p33HO IIPUMCHATDH

CTaHJAPTHBIE

TaOJHIIEL,

CoJIepIKaIIue

JTaHHBIE

cooTBeTCcTBYIOmEro S0 mr jeinuaa (Tadmuma 7).

Ta6J'II/II_Ia 7. OpI/IGHTI/IpOBO‘IHOG KOJIMYCCTBO HCKOTOPLIX IIPOAYKTOB,

cooTBeTcTBYIOMIEE SO MT JIeHIIUHA.

O KOJIHUYCCTBC

IIPOAYKTA,

[TpoaykThl KomnuecTBo benox (1) Jletitun (Mr)
KopoBbe Mosioko 15 mn 0,5 50
Kaprodens 60T 1,0 55
Puc 25r 0,6 47
bpokkonu 45 1,4 51
nounar 20r 0,4 54
Bananebl 55T 0,7 53

[ToTpeOHOCT, B M30JEHIIMHE W BaJIMHE HUXE, 4eM B JelnuHe. Eciu

Ha6moz[aeTc>1 PE3KOC CHHIKCHUC HSOHeﬁHHHa M BaJIMHA B IINIa3MC KPOBH

MOTYT

pPa3BUBATHCA TSHKEINBIA SHTEPONATUYECKUM aKpOJEepPMATUT U Merano0jacTUuyecKast

aHemus. B 3TuX ciydasx HeoOXoauma KOMIIEHcCAIus AeQUuIuTa H30JICUINHA U

BajlnHa C IIOMOIIBIO MOHOI[O6aBOK COOTBCTCTBYHOIIMX AMHWHOKHCJIOT (Ha‘—IaJ'IBHaSI

no3a u3osiednHa w/munn BammHa 50-100 Mr B cyTku (B JBa MpUeMa) C LEJbIO

HOJIEP)KaHusl UX YPOBHS B ChIBOPOTKE KpoBH He Hike 200-400 mxmosn/i (B.11).

[IpumepHBIid CyTOUHBIH HAOOpP NPOAYKTOB Uil peOEHKa JIOMIKOJIBHOIO

BO3pacTa NpuBeJieH B Taduiie 8 .
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Ta6nuna 8. [IpumepHblii CyTOUHBIM HAOOP MPOIYKTOB, €T0 XMMUYECKHI COCTaB

N DOHCPICTHYCCKAadA LICHHOCTb OJIA I[CTGfI ¢ OOJIE3HBIO «KJIEHOBOI'O CHUpoIia»

AOHIKOJIBHOI'O BO3pacCTa

[IponykTs Komnuectso XHUMHUYECKUH COCTaB, T OHeproueH Jleinun
M/ T OenKH HKHPbI YTJIEBOIBI HOCTb, KKaJ MI
X1e6 06e30eIKOBEIi 140 1,06 3,5 84,2 378 -
Xnebo0ynouHbIe 30 0,23 2,7 19,4 105 -
W3 eIus
Cyxas cMech 54 0,87 1,8 50 79,3 -
«OnmagpImex»
BepMmurens 13,7 0,12 0,08 11,2 479
0e30enKkoBas
Kpyma oBcsinast 25 1,7 195
Cyxoit 6/0 HanUTOK 24 50 17,2 114 -
Macno ciiMBOYHOE 20 0,1 16,5 0,16 149 -
Maco TomeHoe 10 0,03 9,8 0,06 88,7 -
Macsno pacTHTEIbHOE 30 - 29,9 - 269,7 -
Caxap 30 - - 29,9 113,7 -
Bapenbe 20 - - 14,0 56 -
Kaprodensb 100/70 1,4 0,28 11,4 56 112
Karmycra cexas 55/44 0,79 0,05 2,1 11,9 225
MopkoBb 95/76 0,98 0,07 4.8 25,8 33
Caexkiia 60/48 0,72 0,05 4,32 20,2 32,4
KabGauku 25/19 0,12 0,06 1,0 4,75 6,3
Orypus 5/4 0,03 - 0,11 0,65 2,5
Caiat 10/9 0,12 - 0,18 1.4 5,2
[omumopst 15/13 1,3 0,03 0,49 3,0 55
Tomar-niacta 8/7 0,35 - 1,33 7 -
JIyk perrgatsrii 5/4 0,05 - 0,32 1,45 1,6
Kimroxsa 10 0,05 - 0,38 2,6 -
Coku 100 0,5 - 11,7 47 15
DpPYKThI CBEXUE 200/170 0,9 0,5 16,6 78,17 35
DpPYKTHI Cyxue 10 0,3 - 5,05 22,7 9,5
3a cueT HaTypallbHBIX 9,5 70 258 1700 465
MPOAYKTOB
IIpodyxkm 40 - leu 43,8 17,5 - 6,97 - -
Bcero 27 70 267 1800 465

HpI/I YCTAHOBJICHMH JOHAarHo3a 0O0JIE€3HU «KJIEHOBOI'O cupomna» O

muddepeHnupoBaHuss ¢ THAMHUH-3aBUCUMOW  ¢opMol  3a0oJieBaHUS

PEKOMEHyeTCSI  OCYIIECTBJISATh MPOOHOE JIeYCHHWE THUAMHUHOM, KOTOPBIU
Ha3zHaudaercs B no3e 10 mr/kr/cyt cpokom Ha 2 Henenu. Hopmanuzanus ypoBHs

Pa3BCTBJICHHO-LCTIOUYCYHBIX aAMHWHOKHUCJIIOT U HUX MeTa0O0JIUTOB Ja€T OCHOBAHUC
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JUIsL yCTAHOBJIEHMsI THUAMUH-3aBUCUMON (opmbl. B nanbHeimem netu
NpOAODKAIOT mody4darh ThamMuH B 1o3e 50-300 wmr/cyr. Kakx mpaswuio,
JIOTIOJIHUTEIBHO ~ HA3HAYalOT  JUETHUYECKOE  JIEYEHHE C  YMEPEHHBIM
OrpaHUYEHUEM OelKa HATyPaJIbHBIX IPOAYKTOB.

C menpl0 yCWUJICHHMSI CBS3BIBAHHUSA META0OJMTOB aMHUHOKHUCIOT C
Pa3BETBICHHON LIETIbIO OOJBHBIM HA JJIUTENBHBIM CpOK (Hamp., Ha 3-6 Mmec.)
Ha3HAYarOT KapHUTUH U3 pacuera 50-75 MI/Kr/cyT (B 3aBUCUMOCTH OT BO3pacTa)
3a 2-3 nmpuema (C. 1).

JIOMOTHUTENBHO B KOMILIEKCE JICYEHMS JIETE€H HCIHOJIb3YIOT BUTAMUHBI
rpymibl «B» B Bo3pactHbix no3ax (C. 1).

I[lo mokasaHusM  Ha3HAYaKOT  AHTUKOHBYJIBCAHTBI,  HOOTPOIIHBIE
npenapaTrbl IPUMEHSIOT C OCTOPOXKHOCTBIO BO H30€XaHHE IPOBOKALUU

SIHAIJICIITUYICCKUX ITPUCTYIIOB.
Jleuenue demeti 6 nepuo0d memaboauyecKko2o Kpusa

Merabonuyeckue Kpusbl, BEIyIIHE K KPUTUYECKUM, YTPOKAIOIIUM KU3HU
COCTOSIHUSIM, TP OOJIE3HH «KJIICHOBOTO CHPOIA» XapaKTEPU3YIOTCS OCTPO
BO3HHUKarOIIEH 3HIe(DATONaTHe, COMPOBOXKIAIOIICHCS NUCTOHUEH, Cyq0poraMu,
MPUCTYIIaMH PBOTHI, TpPHU3HAKaMU oOTeka Mosra. CocTosiHHME neTeil ObICTPO
yXyAIIaeTcsl, BIUIOTb 10  KOMBIL.  Kpu3bl  OOBIYHO  TPOBOIHMPYIOTCS
HEOIaronpusITHeIMU (paKTOpaMH, KOTOPbIE 00YCIOBIMBAIOT YCHIIEHHUE MPOIECCOB
KJIETOYHOTO KaTa0oJiM3Ma ¢ HAKOIJICHHUEM MPEUMYIIECTBEHHO JICHITMHA, a TaKkKe
JIPYTUX aMUHOKHCIOT C Pa3BETBIICHHON IIenbio. DaKTOpPHI, MPOBOIUPYIOIINE
MeTaOINYeCKUi KpHu3:

- IpueM Oelka, JCHITMHA, W30JICHIIMHA ¥ BaJIMHA B KOJUYECTBE, MPEBBIIIAONIEM
TOJICPAHTHOCTH OPTaHK3Ma OOJILHOTO PeOCHKA;

- HeJIOeTaHNe, HU3Kask KAJIOPUIHOCTH pallioHa, JNIMTEIHLHOE TOJI0AaHue,

- HHTEPKYPPECHTHBIC PECITMPATOPHBIC WM JKEITYI0OYHO-KUIIICUHbIC NH(EKIIMOHHBIE
3a00JI€BaHHUS;

- (1)I/ISI/IIICCK3}I HJIN IICUXO0-O3MOIIMOHAJIbHAA HAIr'py3Ka.
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TspkecTh COCTOSIHWS, TJIABHBIM 00pa3oM, OOYCIIOBIIEHa BBIPAKCHHBIM
MeTabOIMYECKUM KETOAIA030M, THIIOHATPUEMHUEH, YTPpO30i oTeka Mo3ra. Moxer
UMETh MecTo runormkemus. CocTosHHE METabOJIMYECKOTO KpH3a SBISETCS
MOKa3aHUEM JIJISl TOCTIUTAIN3AIMY U TIPOBEICHUS HHTCHCUBHOW TEPAIUH.

JleueHue MeTabOIUYECKOTO KpU3a JOKHO HAYMHATHCS HE3aMEeIUTEIHHO.
JleueOHBIC MEPOTIPUSATHSI HAMPABJICHBI HA TPEKpAICHIE HAKOIUICHHS M YCUJICHHE
BBIBEJICHUSI M3 OpPraHu3Ma Pa3BETBICHHO-IICTIOYCUYHBIX aMUHOKHUCIOT (B TEPBYIO
ouepeib, JCHITMHA) U X TOKCUIHBIX TIPOU3BOTHBIX.

WNuTeHcuBHas Tepanus JeTe B MEPUOJ Kpu3a BKIIOYAET KOPPEKIIHIO
KETOalu103a, BOJHO-DJICKTPOJIUTHBIX  HApyIIEHHH C  OTEKOM  MO3Ta,
JIOTIOJTHUTEILHOE BBEJICHHUE TJIIOKO3bI JUISI DJHEPreTHUYECKOW TOJIEPKKH U
YMEHBIIIEHUSI UHTEHCUBHOCTU MPOIIECCOB KaTaboJIM3Ma, aKTUBAIMIO CBSI3bIBAHUS
HAKaIUTUBAIONINXCSI OPTaHWYECKUX KHCJIOT TyTeM BBEICHHS JICBOKAPHUTHHA,
KoppekIuio quetotepanuu (A. ).

[TarueHTaM B COCTOSIHUM OCTPOTO META0OINIECKOTO Kpr3a, IPU OTCYTCTBUU
OBICTPOI TIOJIOKUTENBHON PEaKIM Ha MHTEHCUBHYIO TEPAIUIO, COXPaHSIIOMIEMCS
KEeTOoalua03¢ M TUNEepaMMOHHEMHH, I Oosnee d(O(PEKTUBHOTO BHIBEICHUS
TOKCUYHBIX META0O0JIMTOB MIPOBOIAT NMEPUTOHEATBHBIN arann3 uiu remoauanus (C.
).

HHuemomepanus oemeti 6 nepuod memabdoIU4ecKo20 Kpusa.

- TepeBecTH peOeHKa Ha MUTAHHE HCKIIOYUTENBHO CMEChI0 aMHUHOKHCIOT 0e3
JeiiiuHa, BaJivHa, U30JiehnHa (He OoJiee ueM Ha 24-72 gaca) B pexuMe IpoOHBIX
W YacThIX KOPMJICHHMH C TIPOMEXKYTKaMH MEXIy KOpMJICHHsAMH 2-3 daca,
BO3MOYKHO HEIPEPHIBHOE KamelbHOE BCKapMiMBaHue uepe3 uHby3omat. [lpu
HAJMYUA  CPBITMBAHWMA, PBOTHI, OTKa3a OT €Ibl — KOpPMJICHHE Yepes
Ha30racTpaJIbHBIN 30H] WK Tactpoctomy (B. 1);

- KOJIMYECTBO OO0IIIeTo MmoTpedisieMoro 0emka J0KHO ObITh HE HIKE O€301acHOTO
yposust (Tabmnuma 9) (D.11);

- o0ecreunTh BEICOKOKAJIOpUHOE nuTaHue (Tabnuia 9) 3a cuet UCToJIb30BaHUs S-

10%  rIrOKO3bI,  TJIFOKO3O0MOJMMEPHBIX  PAacTBOPOB  (MalbTOJNEKCTPHUH) B
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JIOTIOJTHEHUE K CMECH Ha OCHOBE AMUHOKHUCJIIOT; pacyeT MPOU3BOJAUTCS UCXOAS U3

KaJIOpuiHOCTH | T yrineBogoB = 4 Kkal, 1 r MalnbTOAEKCTpUHA ITpUpaBHUBaeTcs K 1
r yriaeBojoB. Bo3MoxHO mapeHTepaibHOe BBeAeHue yrieBodoB (5%-10%
TJIIOKO3bI), a TaKXKe JHUMHIOB 10 | I/KI/CYyTKH, TPU HEOOXOJUMOCTH BBOIST

uacyauH (B. 1);

Tabmuma 7. IlotpeGHOocTH B Oe€nke, XKUAKOCTU M DHEPTHUU Y JETeH C

00JIE€3HBI0 «KJICHOBOI'O CHUpoI1Ia» B ICPUOA M€ETa00JINIECKOTO Kpunusa

Bo3zpact 0-12mec | 1-3 rona 4-6 net 7-10 net
Obupi Genox 18-15 | 13-12 | 1,1-10 | 1,01-0,99
I/Kr/CyT
Jnepris 150-120 | 110-80 80-70 60-40
Kxan/kr/cyt
KunkocTs (B T.4.

BOJI,
120 100 1200-1500 | 1500-2000
IJIFOKO30COJIEBBIE,
MJI/KT/CYT. | MII/KT/CYT. | MII/CYTKH MJI/CYT.
JIFOKO30TI0JIMMEPHBIE
PacTBOPHI)

- yepe3 24-72 4vaca OT Hayaja JICYCHUS MEIJICHHOE IOCTEIIEHHOE BBEICHUE
MPOAYKTOB, COJIEpXKAIUX HATypaJibHbIA OenoK, U3 pacuera Y HEOOXOAUMOTO
CyTOYHOT0 00ObeMa B MEPBBIN JCHB, 2 - Ha 2-3-1 JIeHb, 74 - Ha 3-4-1i 1eHb, Janee B
noHoM oObeme. McTOuHMKOM HaTypaiabHOTO Oenika Jjisi JIeTed MEepBOro roja
JKU3HU SIBJISICTCS MAaTEPUHCKOE MOJIOKO/IETCKas MOJIOYHAsh CMECh, IS JIeTEH
CTapile roja TakKe HU3KOOEIKOBBIE MPOMYKTHI Ha OCHOBE KpPaxmayioB, KPYIIHI,
oBomM, GpykThl. B mepuoa BeIXOJa W3 META0OIMYECKOrO0 KpH3a C LEJbIo
NOAJCPKAHUSI ~ COOTBETCTBYIOLIEH  DHEPreTHYECKOM  I[IEHHOCTHM  paldoHa
MPOJIOIKAIOT HCIOJIB30BaTh MajdbTOACKCTpUH. [luila AoKHA UMETh MIASILYIO
KynuHapHy 00padoTky (D.I1);

- YBEIWYCHHE KBOTHI HATYpPAJIbHOTO O€lKa TIPOBOISAT B COOTBETCTBHUH C
HYTPUTUBHBIM CTaTycOM peOeHKa, Ui JeTe NepBOro roja >KU3HU CIeAyeT
YYUTHIBATh, YTO COJIEP)KAHHE JICWIIMHA B TPYJAHOM MOJIOKE COCTaBiseT | mr/mi

(D.11):;
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- B TSDKEJIBIX CIy4yasx Ha3HA4yaloT MapeHTEpalbHOE MUTAHUE C MCIOJb30BaHUEM
AMUHOKHCIIOTHBIX CMECEH, JIMTUIOB, pAaCTBOPOB TIIIOKO3BI /I B/B BBeAcHUS (B.I1);
- Mpu OTCYTCTBUHM 3(PdeKTa OT MHTEHCHUBHOW TEpamuy BO3MOXHO MPOBEICHUE
reMoJinann3a win neputoneanpaoro quanmsa (C. 11).

[Io HEKOTOpPHIM MaHHBIM, OJAarONPUATHBIA AG(EKT maeT moaaepKaHUE
W30JICHIIMHA W BaJMHA B KPOBU Ha BBICOKOM YypoBHE 500-800 MKMOIB/J, 4TO
CO3JaeT KOHKYPEHLMIO U1 TpaHCHopTa JelnuHa B KiIeTKy. Kpome Toro,
PEKOMEHYETCsl TONOJHUTEIbHOE HA3HAUEHUE THUPO3HMHA, aJaHWHA M TIII0TaMHUHA
(mo 100-200 wMr/kr) c¢ uenapl0 WHTHOMpPOBaHUA Tepexoja JeHlMHa dYepes
reMarosHuedainyeckuii 0apobep.

C 1uenblo ycmpaumeHus NOBMOPHLIX HNPUCMYNO8 p8ombl  OOIBLHBIM
pEeKOMEeHIyeTcsl Ha3HavaTh 30(ppaH (oHJaHCETPOH) B cyTouHo# no3e 0,1-0,2 mr/kr
JIETSIM paHHEro BO3pacTta, 2 Mr — JAETAM B Bo3pacte 2-7 ner, 4 Mr — JeTsIM B
Bo3pacte 8-12 ner (omHokpaTHO). [IpenmapaT MoO>KeT BBOJIUTHCS BHYTPUBEHHO, B
cBeyax per rectum, B TabneTkax WM B BUAE cupomna per o0s.

Koppexyus MemadoauyecKo2o Kemoayuoo3a OCYLIECTBISIETCS
BHYTPUBEHHBIM BBEJICHUEM IIIEJIOYHBIX PACTBOPOB THIpOKapOOHATa HATpHS,
Tpucons wim Tpucamuna. I'mapokapOoHaT HaTpus npuMmensaercs B Buae 8,4% u
4,2% pactBopa st ynobctBa nepepacuera Ha MMoib NaHCO. Ero mosupoBka
(mmonne) onpexaensiercs o popmysne: (-BE) x macca Tena (kr) X 0,3. Kpome Toro,
OOJBHBIM PEKOMEHAYETCS ILEJOYHOE MHUThE — PAcTBOpP COAbl M3 pacyera Y2-1
yaiiHast nokka Ha 200 M BoOXbI, IIENOYHBbIE MHUHEpalibHble BOABL. [Ipum 3TOM
MOKa3aTelid KUCIOTHO-OCHOBHOTO COCTOSIHMSI KPOBHM PEryisipHO (Kaxable 6-12
94acoB B 3aBUCHMMOCTH OT TSKECTH COCTOSHUS ) KoHTpoaupyroT (B. 1).

Jna npedomspawenus omeka Mo032a, YCMPAHEHUs 2UNOHAMPUEMUU
Ha3HA4Yal0T BHYTPUBEHHOE BBesieHUE S-10% runepToHnYecKoro pacTBopa xjaopuaa
HaTpus (5-10 MOKB/KT/CyT) TOJ KOHTPOJIEM COJNIEpPKaHHS HATPUS B KPOBH IS
obOecrieueHus: ChHIBOPOTOUHOrO ypoBHS >140 MOkB/A. C 11e7bI0 TOBBIIMICHUS
OCMOJISIPHOCTU IJIa3Mbl M BBIBEJICHUS >KUJIKOCTH U3 TKAaHU MO3ra HMCHOJb3YIOT

OCMOTHYECKHN ITUypeTUK MaHHUTON. [Ipenmapar BBOAAT BHYTPUBEHHO B CYTOYHOM
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no3ze 0,5-1,5 r/kr (3a 2-3 BBenenus B TedueHue 10-20 munu). Jlo3za mis nereit
MIEPBOTO T'O/Ia KU3HU COCTABISIET 5-15 r/cyT, miis aeTeit miuaamero Bo3pacra - 15-
30 r/cyr, B crapmeM Bo3pacte - 30-75 r/cyr. OCMOJSIPHOCTH TJIa3Mbl
pekoMeHayetrcss coxpaHarb Ha ypoBHe 300-320 mOcwm/n. Jns  ycuiieHus
JETUapaTallnOHHOTO 3 (dexTa, TOpMOKEHHS TYOYIIpHON peadcopOIuu HATPHs U
XJIopa Ha3zHauvarT pypocemuna (Jiazukc) B go3e 1-3 mr/kr 1-2 pasa B cyTku (c
UHTEpBAIOM He MeHee 6-8 wac.). C 1enpl0 YCTPaHEHUS JSHEPreTHYECKOIo
nebunTa W TUIOMNIMKEMHH TPOBOAAT BHYTpuBeHHoe BBeaeHue 10%-20%
pacTBOpa MIIOKO3bI U3 pacuera 20 MII/KT MO KOHTPOJIEM COJCPKAHUS TJIFOKO3bI B
kpoBH (A.l).

s akmueayuu ceA3v16AHUA  HAKANIUBAIOWSUXCA OP2AHUYECKUX KUCIOM
CYTOUHYIO J103y KapHUTHHA yBeaumduBaroT A0 100-150 mr/kr. IlpeanmoururenbHO
BHYTPHUBEHHOC WJIM BHYTPUMBIIIICUHOE BBeIcHHE TIpemapaTa (B. 1).

B cmydae Huzkoi 3¢h(EKTUBHOCTH  NPOBOJUMOI  Tepanuu, MpH
HEOJaronpusITHOM TE€YCHUH OOJIE3HW C YAaCTHIMH KETOAITMIOTHUCCKUMH KpHU3aMHU
OCYILECTBIISIOT TpaHcianTanuto rmeueHu (B.11), mis sToro HeodOxoamumo:

- TIOATOTOBUTH KAHAWAATOB JJIsi TPAHCIUIAHTAIIMM U OOECIIEYUTh XOPOIIUH
MeTaboIMYecKuid KOHTpouTb yTeM auetorepanuu (C. 11);

- MIPEAOTBPATUTHh META0OJUYECKYIO JEKOMITCHCAIIUIO B TIEPHOIIEPAIIMOHHBIN
nepuon (B.1).

Jist  OONBHBIX, YCIENTHO TEPEHECHIMX TPAHCIUTAHTAIMIO  TICYCHH,
pexomenayercst pacummputh auety (C. 1) m obecneunTh MOMOIIb B MEpeXojie Ha
PACHIMPEHHYIO JUETY C MOHUTOPUPOBAHUEM aHTPOIIOMETPUICCKUX TTOKa3aTelIe U
HytputuBHoro cratyca (E. II).

B mpoiecce  KOMIUJIEKCHOTO — JIEUEHHUS  OCYIICCTBIISIIOT ~ KOHTPOJb
HYTPUTUBHOTO cTaTryca H (PAKTUYECKOTO TUTaHUSA, KOHTPOJIL IOKazaTelieh
KJIIMHAYECKOTO aHajn3a KPOBHU, YPOBHS TeMOIrIO0MHa, obmiero 0enka, anp0yMuHa,
[JIFOKO3bl, MOYEBHUHBI, CBIBOPOTOYHOTO KeJe3a, Harpus, Jakrara, KIIC,
AMUHOKHUCIIOT, CBOOOJHOIO KapHUTHHA, SKCKPEIIMH KETOKUCIIOT C Pa3BETBICHHON

nensio ¢ moyoi (B.1).
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KpatHocTh mpoBe/ieHUsI aHAIM30B OMpPEAEIAEeTCS COCTOSTHUEM peOeHKa,
HO B TIepHO] MHMEKITMOHHBIX 3a00JICBaHUH, TIPH YIPO3€ METAOOTMIECKOTO Kpr3a —
He pexe 1 paza B 7-10 gueit, KI[C - exxenHeBHO 10 cTaOWIM3aIMU TTOKa3aTeeH.

YpOoBHM aMUHOKUCIOT JOJDKHBI OBITh TPHUOIUXKEHBI K pedepeHCHBIM
BO3pacTHbIM 3HaueHHsIM. ColepKaHue JEeHIMHA, U30JICHIIMHA U BAJIMHA B KPOBU
PEKOMEHJIyeTCsl MOJJEP>KUBATh Ha YPOBHE, CJIETKa MPEBBIIIAIONIEM HOpMaJbHbIC
napaMmeTpsl. ONTUMaTbHBIM CUUTAETCS YpPOBEHb Jeinmua 75-200 mMrMonb/n (y
neteit 10 5 met) ' 75-300 mxMmounb/n (y AeTei crapiie S5 JeT), pH BBIBEACHUU
pebeHka W3 MeTabOoIMYEecKOro Kpu3a YKa3aHHBIM YpOBEHb JICUIIMHA CIYKHUT
NIOKa3aHUeM JIJIsl Hayalla BBEICHUS HaTypainbHOTO Oenka (B.1).

B nomamHux ycrnoBUAX [JIi KOHTPOJIS METabOIMYECKOTO COCTOSHHS
BO3MOYKHO HCITIOJIb30BaHUE 00Jiee JOCTYMHOTO TECTa C TUHUTPOPEHUITUIPAZUHOM
(JJH®I -tect). KpatHOCTh IIpOBECHUS TE€CTA OMPEACIISIETCS COCTOSIHUEM PEOCHKa,
HO He pexke 1 pa3 B 7-14 nueii (D.11).

CBOOOJHBIN KApHUTUH B KPOBU HEOOXOAUMO MOJACPKUBATH Ha YpPOBHE,
COOTBETCTBYIOIIEM BepxHeu rpanuile HOpMBL: 40-60 mMxMonw/n. [lpu cHuxkeHUU
MoKa3aTelis Jlake B Mpejesiax HOpMallbHbIX 3HadeHuil (Hopma 20-60 MKMOJIB/1)
PEKOMEHYETCsl YBEJIUYUTD 103y JI€BOKAPHUTHHA.

OcCymIecTBIAIOT KOHTPOJIb HYTPUTUBHOTO CTaTyca ¢ KOPPEKIUEH MUTaAHUS
B 3aBUCHMOCTH OT COCTOSIHUSI pEOEHKA M €ro TOJEPaHTHOCTH K Oenky. KoHTpoib
(bakTHUecKOro mUTaHus (XMMHYECKOTO COCTaBa palMOHA) AJs MPEeAyNpeKICHUS
pa3BUTHS JEeDUIIMTHBIX COCTOSHUN TPOBOASAT y JETe B pPEaHMMAIMOHHOM
nepuojie — €XKeIHEeBHO, Yy JIeTell MEepBOTO rojia KW3HU - He pexe 1 pasa B 7-10
JHeH, y manuenToB crapiie 1 roma— 1 pa3 B 1-3 mecsia (D.11).

CHmwkeHne ypoBHSI TeMOTJIOOMHa, Kene3a, obmiero Oenka, anpbOymMuHa |
AMUHOKHUCJIOT YyKa3blBa€T Ha HEIOCTAaTOYHOCTh HYTPUTHUBHOM TMOAJCPIKKH.
Tenaenmuss k cHwkeHUt0o PH KpoBW, AEPUIUTY OCHOBAHW, YMEHBIIICHUE
coJiep>KaHusi CBOOOJIHOTO KapHUTHHA, TJIOKO3bl, HapacTaHWE YPOBHS JEHIMHA,

W30JICHIIMHA, BaJMHA W COOTHOIICHHS JICHIIMH/aJaHUH (WU JICUIIMH/TUPO3UH),
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YBEJIMYCHHE MOYEBOH  OKCKpEIIMM  METa0OJMTOB  KETOKHCIOT — CIyXar
NPEIBECTHUKAMU Pa3BUTHUS KETOAITUIOTHUECKOTO KPHU3a.

B kauectBe mpumepa B Tabimie 8 TMPENCTABICHO COJACPIKAHHE
AMUHOKHCJIOT C pa3BETBICHHON IIEMbI0O B KPOBH Y pPEOCHKA C «OOJIE3HBIO
KJICHOBOTO CHpOIa» J0 Havaja ¥ Ha (OHE aJeKBaTHOW TepamuH, IUarHo3 ObLI
YCTaHOBJICH B BO3pacTe § He/IeIb.

Tabnuna 8. /lunamuka cojepKaHUS aMHHOKHCIOT C Pa3BETBICHHOM LEMbIO

(MKMOJIB/JT) B KpOBU  peOEHKA ¢ Kiacchmuecko (opMor «OOJIe3HH KIEHOBOTO

CUpOTIa

Bo3spact pebenka Hopwma

AMHWHOKHUCIIOTHI
8 HeI. 2 roxga 9 mec
(10 neveHus) (Ha JICYEHUHN)

Jletinmu 3421 98 50-160
UN3oneiimna 472 305 30-90
Banun 754 434 80-290
Anannu 151 410 200-400
Jlenuun/amanug 22,6 0,24 0,1-0,4
BEJIEHHUE ITAIIMEHTOB

Jletn ¢ OONE3HBIO «KJIEHOBOTO CHPOINa» 4YacTO IMOMaJalT B OTIEICHUE
MaTOJIOTHUH JIETEH paHHETro BO3pacTa, MHPEKIIMOHHOE OT/ICJICHUE WIIH peaHUMAIIHIO
B COCTOSIHUM METa0O0JIMYE€CKOTO KpHU3a, pa3BUBIIEToCcs Ha oHE METabOIMUYECKOTO
arya03a, OTeKa MO3ra, TUIIOTJIUKEMHUU.

[TpoaomKHUTETbHOCTD TOCIIMTAIM3AIINH 3aBUCUT OT CKOPOCTH BepH(pHUKAIIUN
JIMarHo3a, KOPPEKIMU METabOJWYECKUX HapyIIEHWH IyTeM MpPOBEACHUS
VHTCHCUBHOW TEpalvy W HaydaJla MaTOTC€HETHYECKON JMETOTEpAIuH, a TAKXKE OT
CPOKOB TIOSIBJICHUS TOJOKHUTEIbHOW JWMHAMUKH CO CTOPOHBI LEHTPaJIbHOM
HEPBHON CHUCTEMBI M JPYTHX OPraHOB, CKOPOCTH BOCCTAHOBJICHUS IOKa3aTeleu
TJIIOKO3bl  KPOBH M KHUCJIOTHO-IIEJIOYHOIO COCTOSIHHMSI, OTBET Ha JICYCHHUE
oTMedaeTcs B TedeHue S-7 nHeil. [IpeObiBaHWe B cTallMOHape B CpeaHEM

cocTtaBiseT 21 neHsb.




27

[Tocne BBIMMCKU U3 CTallMOHapa peOEHOK TOJKEH HaXOAWUTHCS Ha dTare
amMOyJIaTOPHO-TIOIUKIMHUYECKOTO HAOMIOEHUST y Teauarpa, HEBPOIAToJIora,
I€HETUKA, OOJIbHBIE C CUMITOMATUYECKON SMUIIETICUEN HYKIAIOTCSl B HAOJIIOIEHUU
snuinenrtonora. KoHCympTanuu  Opyrux  CHEHHAIMCTOB — HA3HAYAKOTCS  I10
noka3anusM. Exemecsuno Heobxonumo mpoBoauth ucciaenoanus KILC kposw,
KOPPEKILIHIO J1eUYeOHOro NMUTaHWsS M CHUMIITOMAaTHYECKOM Tepanuu, 1 pa3 B 6-12
MECALIEB  PEKOMEHAYETCS  KOHTPOJIUPOBATH  COJAEPKAHME  MATOJOTMYECKHX
MeTaboMTOB B CBHIBOPOTKE KPOBU WJIM MOYE METOJAOM TaHAEMHON Macc-
ciekrpometpuu (A. 1).

ExxerogHo netv JOJDKHBI MPOXOAUTH YIIYOJEHHYIO JHMCIIAHCEPU3ALUIO B
YCIOBUSIX JHEBHOTO CTAallMOHAapa (JJIMTEIbHOCTh TOCHHUTaNM3auuu He MmeHee 10
CYTOK), TJ€ TaKXe OCYUIECTBIIIIOTCS HEOOXOJUMbIE PpeadMIUTAMOHHBIE
mepomnpustus (A. ).

Poputenu noimkHBl OBITH OOYyYEHBI IpaBUJIaM OpraHMU3alMM TEpanuu B
MEXIPUCTYITHBIN NEPUOJ U B MIEPUOJ YTPO3bl METAOOIMUYECKOTO Kpu3a. Y peOdeHka
npu cebe Bcerna JOJDKHA HAxXOJUThCA MaMsITKa C YKa3aHUEM HEOTJIONKHBIX

MEPOTIPUATUIN B MEPUOJT HAYNHAIOIIETOCS META00IMUECKOTO KPH3a.
IMPOPUITAKTUKA

[Ipodpunaktuyeckue MeEpBbI BKJIFOYAIOT MEJIUKO-TEHETHYECKOE
KOHCYJIbTUPOBAHUE U MPEHATAIBHYIO JUAarHOCTUKY.

Menuko-TeHeTHYECKU PUCK OBTOPEHUS 3a00JIEBAHMS B CEMbE COCTABIISET
25%. B cBs3M C yCTaHOBJIEHHEM T'€HHOro AedeKTa U JIOKAIU3alUd MYTaHTHOTO
re’a npoduiakThKa 3a001eBaHMsl JOCTUTAECTCA IyTEM MPOBEACHUS NMPEeHATaTbHON
JUArHOCTUKU U MOJIEKYJISIPHO-TE€HETUYECKOI'0 UCCIIeIOBAHMS OuonTaTa XOpruoHa ¢
BBISIBJICHUEM MYTAllMM COOTBETCTBYIOLLETO I'€Ha WM OINPEIEICHUs] OPraHUuYECKUX
KHUCJIOT B AMHUOTHYECKON KUIKOCTH.

Heonaranensiit ckpuauHr B Poccuiickon denepannu He IPOBOIUTCA.
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NCXO0AbI U ITPOI'HO3

[TporHo3 COCTOSIHUS M YPOBHS IICUXUYECKOTO PA3BUTUSI OOJIBHBIX 3aBHCUT OT
MHOTUX (PaKTOpOB: POpPMBI 3a00JIEBAHUS U CBSA3aHHON C HEW TSHKECTU SH3UMHOTO
nedexTa; CpOKOB Hayajla M aJ€KBAaTHOCTU CIIELUAIU3UPOBAHHOTO JICYCHHMS;
3 PEKTUBHOCTH MHTEHCHUBHON TEpanmuy KETOAUIOTHYECKUX KPU30B, BEAYIIUX K
OTEKy TOJIOBHOTO Mo3ra u riyookomy nopaxenuto [{HC. ITporuos 3abosieBaHus
OTHOCUTENIbHO OJAarompusITHBIA [ JKU3HM TPU paHHEH [HAarHOCTUKE W

TIIAaTCIIBHOM METa0O0INIECKOM KOHTPOIJIC.
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