MMHHMCTEPCTBO 3JIPABOOXPAHEHUSI POCCUIICKOI
®FEJIEPALIAN
CO103 NEJJMATPOB POCCUU

POCCHUHCKOE OBHIECTBO MEJUIIMHCKUX TEHETUKOB

®EJEPAJIbHBIE KJIMHUYECKHUE
PEKOMEHJALIMU 1O OKA3AHUIO MEJUIIMHCKOM
MNOMOIIU JETAM
C METUJIMAJIOHOBOW AIIMJIEMUEN

I'1aBHBIM BHEIITATHBIA
CHEHUAUCT MeAUATP
Munsapasa Poccun
akagemuxk PAH

A.A. bapaHnos

MocksBa 2015
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resetuke Munsapasa Poccuiickoii @enepanum A.M.H., npo¢p. C.U. KyueBbim.
Yreepxkaensl Ha XVIII Konrpecce mneaumarpoB Poccum «AKTyaJbHbIE
npodsembl nexuarpuw» 14 ¢espans 2015 r. u nva VII Cne3ne Poccuiickoro
o0uiecTBa MEIMUMHCKUX reHeTHKOB 19-23 mas 2015 r.

KomnektuB paboueit rpynmel:  HayuHo-umcclienoBaTeNbCKUA — KIMHUYECKUN
uactutyT neguatpun ['bOY BIIO PHUMY um. H.W. IluporoBa Mun3zapasa
Poccun (n.m.H., mpod. II.B. HosukoB, n.m.H. E.A. Hukomaera), ®I'BHY
«Hayunsiii nentp 310poBbs nerei» (uieH-kopp. PAH, npod. JI.C. Hamazosa-
bapanosa, n.M.H., npod. T.2. boposuk, k.M.H. T.B. bymryesa, a.m.H., npod. JI.M.
KysenkoBa, k.M.H. H.I'. 3BonkoBa), ®I'BHY «Meauko-reHeTuuecKuil Hay4HbIN
nenTp» (n.m.H., npod. C.U. Kynes, n.m.H. E.}O. 3axapora), ®I'BY «Poccuiickas
JeTCKas KJIMHWUeckas oonpHuIa» Munsapasa Poccuu (1.m.H. C.B. Muxaitnosa).

ABTOpBl  MOATBEPKIAIOT OTCYTCTBUE (PUHAHCOBOM  MOIAECPKKH/KOH(DIUKTA
MHTEPECOB, KOTOPBIA HEOOXOAMMO 0OHAPOAOBATH.
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METOA0JIOI'A

MeTo b, HCIIOJIE30BAHHBIC JJIA 060‘[)3/ CCJICKIINM J0Ka3aTCJILCTB.

KnnHnueckne MeToanvIecKue peKOMEH AN COCTABIICHBI HA OCHOBE METOI0JIOTHHI
SIGN (Scottish Intercollegiate Guideline Network; URL.: http://www.sign.ac.uk).
JlokazaTenbHON 0a30il UIsl peKOMEHIAIUHN SBIISIOTCS MyOJMKAIlMU, BOIICIIINE B
MEDLINE, EMBASE, ORPHANET, KoxpanoBckyto 6ubnnorexy, 6a3y JaHHBIX
OMIM. beumn wucnonb30BaHbl HHTEPHET JIaHHBIC, TMPEJCTABICHHBIC Ha
mexayHapoanbix  (http://newenglandconsortium.org) u HaMOHAIBHBIX caiTax
oOIecTB peakux Oosne3Held M OOIIECTBEHHBIX OpraHu3aunui. ['nmyOnHa mnowcka
cocraBmia ¢ 1994 no 2014 rr.

MGTOI[BI, HUCIIOJIb30BAHHBIC JJI1 OHCHKHKW KAauCCTBA M CHJIbI JOKA3aTCJIHCTB.

OneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHUHIOBOM CXEMOM ISl OLIEHKU CHJIBI
PEKOMEHIalMii: KAYECTBEHHO IPOBEICHHBIE METa-aHAIN3bl, CACTEMAaTHUYECKUE WU
PAaHIOMU3UPOBAHHBIE KOHTPOJUPYEMBIE HCCIEIOBAHUS C HU3KUM PHUCKOM
CUCTEMAaTUYECKUX OIIMOOK; BBICOKOKAUECTBEHHBIE CHCTEMaTHYECKUE 0030pbI
MCCIICIOBAHUM CJIy4ail-KOHTPOJIb 158105 KOTOPTHBIX HCCJIEJOBAHMIA;
BBICOKOKAQUECTBEHHbIE 0030pbl UCCIENOBAaHUM CIIy4ai-KOHTPOJIb WM KOTOPTHBIX
UCCIIEJIOBAaHUM C OYEeHb HU3KUM PHUCKOM 3(P(PEeKTOB CMEIIMBaHUS WU
CUCTEMATUYECKUX OIMOOK U CPEeIHEN BEPOSITHOCTHIO MPUYMHHON B3aUMOCBSI3U. B
COOTBETCTBHH C YPOBHEM JI0KA3aTEIbHOCTU (KaueCTBO J0KA3aTeNbCTB, Tabnuua 1)
10 XOAY M3JIOKEHUS TEKCTA MPEACTaBIEHA CTENEHb CUJIbl pEKOMeHaanui (Tadbauua
2). Jlns oOleHKH KauecTBa, CHJIBI JIOKAa3aTeIbCTB M (OPMYJIMPOBAHUS
PEKOMEHAAIMI UCIIOIb30BaJICs KOHCEHCYC DKCIIEPTOB.

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

DOKOHOMUYECKHM aHaliu3 W NyOonuKauuu 1o (QapMakodKOHOMUKE HeE
aHANMM3UPOBAIMCh. Banmumuzarus pekoMeHjanuid 0a3upoBajach Ha BHYTpPEHHEH

3KCHCpTHOﬁ OILICHKC. 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. 'pamanmst ypoBHS JOKa3aTEILHOCTH

YpoBeHb
JTI0Ka3aTellb-
HOCTH

Tun
JIOKa3aTeIbLCTB

JlokasarenscTBa ~ NHOJIy4EHBI B pe3yJbTaTe  MeTa-aHaIu3a
00JBIIOTO yucia XOpOLIO CIUTAHMPOBAHHBIX
PaHIOMU3UPOBAHHBIX MCCIIENOBaHUM.

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

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

JlokazarenbcTBa OCHOBaHBI Ha pe3yJibTaTax XOpOouIo
CIUIAHUPOBAHHBIX HEPaHIOMHU3UPOBAHHBIX VCCJIEIOBAHUM.
KoHTponupyemble HCCIICIOBaHUS C OJHOM TPYMIOW OOIBHBIX,
MCCIICIOBAHUS C TPYIION UCTOPUUECKOTO KOHTPOJIS U T.I.

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

VvV

JlokazarenbcTBa OCHOBAHBI Ha KJIMHUYECKHUX CIy4asx
U IIpUMEpax.

Tabnuia 2. 'paganusi CTENEHN CHIIBI pEKOMEHIAINH

Crenenn I'papganus

A JloxazaTenbcTBO | ypoBHSI WJIM yCTOWYMBBIE MHOTOYHCIICHHBIC
nanusie |1, 11 wim IV ypoBHS nokazarenbHOCTH.

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

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

D Cna0rnle 1583171 HECHCTEMAaTHYECKHE SMITUPUYECKHUE

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 pGKOMeH,ZIaHI/Iﬁ CBCACH K MUHUMYMY.

OIIPEJEJIEHUE

MetunmanionoBast anuaeMust (aluaypusi) — TEHETUYECKH T€TEPOTreHHOE
HACJIEICTBEHHOE  3a00JieBaHME€ M3  TPYIIBl  OPraHUYECKUX  aAllUJEMUH,
o0ycJOoBJIEHHOE OJIOKMpPOBaAaHMEM OOMEHa MPONMUOHATOB HA YpPOBHE Mepexoja
MeTwiMaioHUNI-KoA B cykuuHuwi-KoA u HapymieHueMm Metabonu3ma psja
AMUHOKHUCIOT (M30JCHIIMH, BaJIUH, TPEOHWH, METHOHHH), >KHUPHBIX KHCJIOT C

HEYETHBIM YKCIIOM aTOMOB YIJIEPOJA U XOJIECTEPUHA.
KOJI MKB-10 E71.1 - [Ipyrue Buasl HapylieHuss 0OMeHa aMHHOKHUCIIOT
C pPa3sBETBJIEHHOM IETIBIO.

AIMMUIAEMUOJIOTI UA

3abosieBaHuEe BCTpEUaeTCs B pa3IMUHbIX Momyisiusax. Yacrora cpenu
HOBOpOXAeHHBIX B cTpaHax Empomsr 1:48 000 - 1:61 000; monoBuHa ciyuaeB
npejacTaBiieHa Bi,-pesuctentHeiMu popmamu. B Poccuiickoit deneparuu TouHas

JqacToTa 3a00JICBaHKs HE OMPEICIICHA.
ITHOJOI'UA

Knaccuueckass ~ ¢opma  3abomneBanusi ~ oOycioBieHa  AehHUIIUTOM
meTuMaaoHmI-KoA mytassl (red MUT) ¢ momasiM (Mut0) wim yactTuyaHbiM (MUt-)
OTCYTCTBUEM aKTHUBHOCTH (pepMeHTa. KodakTopom naHHOrO depmMeHTa SIBISETCS
BUTaMHH Bj,, mosToMy pedekTsl MeTaboim3ma JaHHOTO (epMeHTa TaKKe
COIIPOBOXKIAIOTCS METWJIMAJIOHOBOM alUMAypUEd - H30JMPOBAHHOM WU B
coueTaHud ¢ romouuctunypueit. Jlokammzauus rema MUT - 6p2l. ®opwmbl
METUIMAJIOHOBOM allulypyH, CBSI3aHHBIE C HAPYIICHUSAMH MeTabOoIM3Ma BUTAMUHA
B1,, oOycnoBnenst myranumsimu reHoB MMAA, MMAB, koaupyroomux oOMeH

anenosmiko6anamuna (CblA, cblB ¢opmsl) wn gedpunmurom MetmmmanoHmi-KoA



snumepassl (reH MCEE). Jlokanuzamus renoB 4q31.1-931.2, 12924, 2pl13.3

cooTBeTcTBeHHO. KpaiiHe penko BcTpedaercs: popmMa METHIMATIOHOBOM alMIypuH,
CBs3aHHAsl C HEJOCTATOYHOCTHIO pEIEenTopa TpaHCKoOaJaMUHA M MyTallued reHa
CD320, xotopsrit kapTupoBaH Ha 19p13.2. ®opmMbl METUIMAIOHOBOH aIlUAypUH C
TOMOIIUCTHHYpHEH 00ycioBiieHbl MyTanusimMu reHoB: LMBRD1 — cblF ¢opwma,
MMADHC —cbID ¢popma 1 MMACHC- cblC ¢opma. Tun HaciieqoBanus mpu Beex
TCHETUYECKUX BapUaHTAaX — ayTOCOMHO-PEIECCUBHBIN. Takke omucaHbl (HOPMBI
MMA, o6ycnoBrnennsie ucromennueM MutoxonapuanbHoit JIHK u cBs3annbie ¢
myTanusmu reHoB SUCLA2, SUCLGI. /lanHbple 3a00€BaHUS OTHOCITCS K TPYIIIIE
MUTOXOHJPHAIBHBIX JHIE(DATONATH W TaKTUKa WX JICYCHUS OTIUYACTCS OT

Tepanuu Apyrux GopM METHIMAIOHOBOW allUypHUHU.
ITATOI'EHE3

[latorene3 3a0ofieBaHMs  CBSI3aH C  HAKOIUIGHUEM  IPOU3BOIHBIX
METUJIMAJIOHOBOW U MPOMUOHOBOM KHUCJIOT BCJEACTBUE OJIOKMPOBAHUS OOMEHA Ha
ypoBHE Tiepexosa MeTuaMaioHmn-KoA B cykuuHui-KoA. IlpeamecTBeHHUKaMu
MPOMMOHATOB B OPraHU3Me CJIY>KaT aMUHOKHUCIIOTHI U30JICUITUH, BAJIMH, TPEOHUH U
MeTnoHUH (50% o0miero Kojau4yecTBa IMPOMHOHATOB), XUPHBIE KHUCIOTHI C
HEYETHBIM YHCJIIOM aTOMOB yriepoja u XojectepuH (25%); ocTtaiibHas 4acTh
MPOMMOHATOB 00pa3yeTCsl B KUIIEYHUKE B PE3yJIbTaTe JAEATCIIBHOCTH dHIAOTEHHON
draopel. Hakorenue opraHuyecKux KHUCIOT (MPOMHMOHOBOM, METUIMAJIOHOBOM,
METWITUMOHHOW M JAp.) BEAET K TSKEIOMY METaOOJUYECKOMY KEeTOallu103Yy,
BTOPUYHOMI runepaMMOHUEMUH, TUTIEPIIIUIIMHEMUH, TUTIOTJIMKEMHUH.
[loBbIlIEHHBI  ypOBEHb B KPOBM M  BBICOKas IMOYEYHAs IKCKpEIus
MPONMUOHWIKAPHUTHHA OOYCJIOBJIMBAIOT MCTOIIEHUE 3allacOoB KapHUTHHA U €ro
BTOpHYHBIN AepuiuT. Cxema MeTaboIMueCKIX HapyIICHU, HAOTIOAAIONTXCSI TIPU

METWJIMAJIOHOBOM alliJIEMHH, PE/ICTaBICHA HA PUCYHKE 1.
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L-KapHUTUH
MponVOHWN-KaPHUTUH
SKekpeums ¢ Moyomn
Puc. 1 Cxema Meraboianueckux MpOIECCOB IpHU METHJIMaJIOHOBOM alUIeMUN:

MeTa0oIMuecKue  OJIOKM BbIJIENEHBl TodyObIM IBeTOM (1-mponnoHoBast,2-MeTHIMaToOHOBas
anuAeMHsl ),1aTOJIOTUYECKHE META0O0IUTHI BbIJIETECHBI IBOHHOM paMKOii.

KIACCHUOUKALUA

Boeigensitor Bpp-pesuctentHyro (okoso Y2 cioydaeB) u  Bip-3aBucuMYyO
(bOpMBI METHJIIMAJIOHOBOM anuaypuu. Bi,-pe3ncTeHTHas (Gopma XapakTepU3yeTcs
Oonee panHed maHudecTanMed M THKEIbIM MPHUCTYNMO0Opa3HbIM TeueHueM. 1o
CpOKaM TIOSIBJICHHSI TICPBBIX TPH3HAKOB OOJIE3HH PA3IMYal0T HEOHATAJBHYIO,
MITaJICHYECKYIO U TTO3HIO (DOPMBI.

KIIMHUYECKASA KAPTUHA

B OonpmmHcTBE ciyyaeB 3a0ojieBaHME HMEET KpPHU30BOE TEUYEHHE.
MeTtabonmuueckuii Kpu3 TPOBOIHUpYeTCsl (aKTOpamH, BEAYIIUMH K YCHIICHHUIO
OPOLECCOB  KaTaboiM3Ma: HHTEPKYPpPEHTHblE HMHQEKIHH, XUPYPrUYECKOe

BMEIIATENbCTBO, MOTpeOieHnEe OOIBIIOT0 KOJINYeCTBa OeIKa U JIp.



IIpu Bjj-pesucrentnoii dhopme MMA mnepBble CHUMITOMBI OOBIYHO
NOSIBJISIFOTCS. B BO3pacTe 2 Henelb — 4 MECSLEB: yHOpHas pBOTA, OTKAa3 OT €Ibl,
Jeruaparanusi, BsUIOCTb, COHJIMBOCTb, JIbIXaTE€JIbHbIE HAPYLICHUS, 3aJepKKa
NCUXOMOTOPHOTO M (U3UYECKOTO  Pa3BUTHS,  HWHOTA  Pa3BUBAIOTCS
WHCYJITONOO0OHBIE  3mM304bl. B Oonee  crapmeM  Bo3pacte, I[OMHUMO
3HAUUTENBHON 3aJ€pKKH ICHUXOPEYEBOIO W MOTOPHOTO pa3BUTHUS, Yy JETel
OTMEYAIOTCSl  HEBPOJIOTMYECKHE  HApylIeHus, B  BHUJIC Pa3IUYHbBIX
JKCpanMpaMUAHBIX  HAPYIIEHUH  (XOpEoaTeTOWIHbIE W  MHUOKIOHUYECKHUE
TUIIEPKUHESHI, MBIIIEYHAs  JTUCTOHUS, UHCYJIbTONOAO0OHBIE  3IMU30/BI,
AMUJIENITHYECKUE MPUCTYIIBI), MopaxeHue MOYEK 1o TUITY
TyOYJIOUHTEPCTUIIMATBHOTO HEPPUTA C apTEPUATILHON THUIEPTEH3UEH U MOYECYHOU
HEJIOCTaTOYHOCTBIO, 3PUTEMATO3HBIA JE€PMATUT, B OTHEJIBHBIX CIy4yasx -
MaHKPEaTUT U KapIUOMUOIIATHSI.

[Ipy KOMIIBIOTEPHOM ¥ MAarHUTHO-PE30HAHCHOM TOMOTpaduYECKOM
UCCJIEIOBAHUSIX TOJIOBHOTO MO3ra BBISBISIIOTCS  XapaKTEpHbIE HapyILICHUS:
KOpPTUKaJbHas aTpo(usi, paclIUpEHUE KETYJOUKOB, YTOIILEHNE O0pO3/I, 3a/1epKKa
MUETUHU3AINK, TIOBBIIICHNE WHTEHCUBHOCTU CHUTHaJa B 00JacTH Oa3ajibHBIX
TaHTJIMEB B T 2-B3BEIICHHOM M300payKCHHH.

Bi,-3aBucumas  gopma Oone3Hu OOBIYHO UMeeT 0oyiee  TMO3THION
MaHHeCTaIUIO.

IIpu Bcex popmax B meproJ METabOJIMYECKOTO KpH3a y JETE 0TMEeYaroTCs

CJIeIyIonue OOMEHHBIE PACCTPOMCTBA: TSKEIBIA META0OIUYECKUN allu03, KETO3,

TUNEPIIUIIMHEMUS],  TUIEPAMMOHUEMHUS, HEUTPO- U TPOMOOLIMTOIECHUS,
TUIIEPYPUKEMHUs, Y 4YacTh OONbHBIX — runornukemus. MHorma nHaOmromaercs
TUIIEPTIINKEMUS.

B kpoBu moBeIIaeTcst ypoBeHb nponuoHmikapauTuHa (C3), B HEKOTOPHIX
ciydasx merunmanonmwikapautuHa C4DC u cHmkaercs conep)kaHue cBOOOIHOTO
kapautrHa (C0). B Moue 3HAUMTENbHO TMOBBIMIACTCS  KOHICHTpALUs
METHJIMAJIIOHOBOM, a  Takke  3-TUAPOKCHIIPOIIMOHOBOW,  3-THAPOKCH-N-

BAJIEPUAHOBOW, METWJJIMMOHHOM KUCJIOT.



10

JAUATHOCTHUKA

JluarHocTka METWIMAJOHOBOM  aumuAypuM OCHOBAaHAa Ha  aHAU3e
POJIOCIIOBHOM, OIIEHKE JAHHBIX aHaMHE3a, KIMHUYECKUX MPOSBICHUN, pe3yibTaTax
aHaJl3a YpPOBHS aMHHOKHCIIOT M30JCHIMHA, BaJlMHA, METUOHMHA U TPEOHUHA B
KpPOBH, OIpPEIEICHUN COAEpKaHMS B KpoBH mnponuoHwikapHutuHa (C3) u
cBoOogHOro kapHutuHa (CO0), MOYEHUHON SKCKPEUUH OPraHWYeCKHX KHUCIIOT -
METWIMAJIOHOBOM,  3-TMJPOKCUIIPONHUOHOBOM,  3-TUAPOKCU-N-BAaJIEPUAHOBOM,
METUJUIMMOHHOM, MPONMUOHMATIUMIMHA. OCHOBHBIMA METOJAMHU IMOATBEPKICHUS

Juar"Ho3a SABJIAIOTCA OMOXMMHYECKHE MCTO/JIbI: TaHACMHAA MAaCC-CIICKTPOMCTPUA

(MC/MC), aMUHOKHMCIOTHBIH  aHajaW3, Tra3oBas  Xpomarorpadus-macc-
CIIEKTPOMETPHSI.
st MOATBEPKIACHUS JMarHo3a u MEJIUKO-TEHETUYECKOTO

KOHCYJIbTUPOBAHUS IPOBOJUTCS MOJIEKYJISIPHO-TEHETHUECKOE UCCIIEA0BAHUE.
Hcnons3yercss Takke MOAUPUUHUPOBAHHBIM aIrOpUTM  JabOpaTOPHOM
mudepeHIMaTbHON  TUAarHOCTUKA ~ METUJIMAJIOHOBOM auUAypUM U JAPYTUX
COCTOSIHUM, CBSI3aHHBIX C MOBBIIIEHHEM KOHIEHTPALMH METHIMATIOHOBOU KUCIIOTHI
B OMOJIOTUYECKHX JKUAKOCTAX (pHC.2).
OOcnenoBaHNI0O HAa METHUIMAJIOHOBYIO allMIypUI0 MOMJIEXAT CIEAYIONINe
IPYIIIbI JETEH:
- JIeTH J1I000r0 BO3pacTa U3 ceMel, MMEIOIIUX OOJIbHBIX C JaHHBIM 3a00JeBaHUEM
(B mepBYyI0 0uepenb, OpaThsi U CECTPhI OOIBHOTO);
- JIETU TEPBBIX HEJENb U MECALEB KU3HU, Y KOTOPHIX MOCJIE HEKOTOPOro NepHoa
(MHOrAAa OYEHb KOPOTKOIO, B TEUEHHE HECKOJBKHUX CYTOK) YJIOBJIETBOPHUTEIBLHOTO
COCTOSIHUA TOSIBWJIMCHh PBOTA, OTKAa3 OT €lbl, JIETApTus, TMIOTOHHUSA, CYIOPOTH,
KOMa, METa0OJIMYECKHUI allu103, KETOHYPUS;
- JeTH Jo0oro BO3pacTa C TMOBTOPHBIMH MPHUCTYIAMH PBOTHI, BSJIOCTH,
COHJIMBOCTH, TUIIOTOHUH, KETOAIIN1034;
- JI€TH, OTCTAIOLIME B ICUXOMOTOPHOM pa3BUTHUH, C SMHIEICHEHN, HAPYLIEHUEM

MBIIICYHOT'O TOHYCA.
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s ycmanoenenusi ouaecno3a METUIMAIIOHOBOM allUypyd y TALIUEHTOB C
KIIMHAYECKUMH CUMIITOMaMU 3a00J1eBaHUs CICIIMPUISCKUMHA THATHOCTHICCKUMU
TECTaMU clieayeT cuuTath (crmna A mo Okchopackoi mmkae):

- KOJIMYECTBEHHOE ormpejeneHre mnponuoHwikapuutua (C3), cB0oOOIHOTO
kapauTtuHa (C0), rmuunHa B KpOBH;

-KOJIMYECTBEHHOE OIpPECICHHE METUIMAJIOHOBOM, 3-THAPOKCUIIPOITMOHOBOM, 3-
TUJIPOKCU-N-BAJIEPUAHOBOM, METUJUIMMOHHOW KHCIIOT B MOYE;

- BeIsIBJICHHE MyTanuid B reHax MUT , MMAA \MMAB, MCEE.

-
Puc.2 I[H(b(bepeHuHaanaﬂ JAUarHoCTukKa COCTOSIHI/Iﬁ, BOIIPOBOXKAAOMIUXCA TMOBBIIICHUEM

C3u/umu C4ADC kapuutunHoB B kpoBu. MMK — merunmanonoBas kucnora, [IK —
IPONUOHOBas kucnoTa, I1I" — nponuonnnrimmumz, MJI- METWIIIIMMOHHAS KACIOTa

buoxumuueckue memoowv: ouacnocmuxu

Metonom TangeMHou Macc-cnekrpomerpuu (MC/MC) B miasme KpoBH, B
NSTHaX BBICYIIEHHOM KPOBH BBISIBISIIOT KOHIEHTPALMIO aMHUHOKUCIOT U
aIIKapHUTUHOB. [lpyu MeTHIMalloHOBOM auuaypuu HaOIIOJAeTCsl MOBBIIICHHE
koHneHTpanuu C3 (nponmonunkapauTrHa) u C4DC (MeTHIMaTIOHMIKAPHUTHHA).
Heobxonumo ¢ 607b1110i1 OCTOPOKHOCTBIO OTHOCUTBCA K MHTEPIIPETALlUU JAHHBIX
mokazaTenel, KOTOpble SBISIOTCS BO3PacT-3aBUCHUMBIMU. B psame ciydaes,

KoHieHTpaluss C3 MOXeT ObITh B Ipejiesiax HOPMbI, a MOBBIIIAECTCS COOTHOIIICHUE

C3/C2.
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VYpoBeHb H30i€iMHA, BaJuHA, METUOHUHA U TPEOHWHA B KPOBU Y MHOTMX
NAlMEHTOB MOXET OBITh B IpEAeSiax HOPMbI, YTO HE MO3BOJISIET HA OCHOBaHUU
aHaJlu3a aMHUHOKHUCJIOT MOJATBEPAMUTh WIM MCKIIOYUTH 3a00jieBaHME. Y MHOIHMX
NAUEHTOB ¢ METWJIMAJIOHOBOM alluAypHell B KPOBU U MOUYE MOXKET HAOIIOAATHCA
MOBBIIICHHE YPOBHS IiUIMHA. OJHAKO 3TO HE ABIAETCS CHEHUPUIHBIM U MOXKET
HaOJII0JaThCS MPU APYTUX HACIIEACTBEHHBIX HApYIICHUIX OOMEHa BEILIECTB.

Metogom ra3oBoil  Xxpomarorpaduu = Macc-CIEKTPOMETPUHM B MOUE
NAlMEHTOB BBISBJSAIOT MOBBIIIEHUE KOHUEHTPALMH METUIMAJIOHOBOM KHUCIOTHI, a
TAaK)KE psfla €€ NPOU3BOJHBIX, YacTO MX BBICOKHE KOHIIEHTPALUH BCTPEYAOTCSA
Py METUJIMAJIOHOBON auuaypuu, o0ycioBieHHOW myTrauusmu B reHax MUT u
MMAB (tabmura 3).

Tab6nuna 3. KonnenTpaiust MeTaboIuTOB B MOYE TIPU METHIIMAIOHOBOU allulypUn

Konuenrpanus B Moye, MMOJIB/MOJIb KpeaTHHUHA
MeTabonutel
METHIMAJIOHOBAs auuaypus | pedepeHCHbIE 3HAUCHHS
MeTtunmanoHoBasi KHCIOTa 150-15500 0-2
3-TUJIPOKCUIIPONMOHOBAs KUCIIOTA 20-2000 3-10
3-THIPOKCUBAIEPHAHOBAST KHCIOTA 0-2 0-1200
[TpormmOHUITTUITUH 0-450 0-2

B pasHo#l cTeneHn MOI'yT NMOBBIIIATHCS U APYTHE OPraHUYECKUE KUCIIOTHI U
170:¢ IIPOU3BO/IHBIE: 2-MEeTUITIIyTaKOHOBAA, 3-KeTo-2-MeTuIMacsHasl,
METWJITUMOHHAs, 3-THIPOKCHOYTHpAT, JaKkTaT, mupyBaT. Ha ocHOBaHMU aHanmm3a
OpPraHUYECKUX KHCIOT MOYM BO3MOXHO TMpoBeleHHe AudQepeHnnanbHoN
JMArHOCTUKH C IpyruMu (opmMamMu opraHudeckux auuaypuil. Hanbonee 6nmzkoi
[0 KJIVWHAYECKUM IIPOSBIICHUSM U II0 U3MEHEHUSAM CIEKTpa alWJIKapHUTUHOB
SBJIIETCSL TPOMHMOHOBAS alMIypus, MPU KOTOPOM HE HAOIIOAAETCS MOBBIIICHHE
KOHILICHTPAIMM METWJIMAJIOHOBOM KHUCJIOTBI B MOYE, a IPUCYTCTBYKOT TOJBKO
MeTabOIUThI MPOTTMOHOBOW KUCIIOTHI.

JIJist IMarHoCTUKY HanboJiee MHOOPMATUBHBIMU SIBIISIIOTCS TaHHBIE TPO(UIIS
AlMJIKAPHUTUHOB KPOBH (TaHIEMHOM MAacC-CHEKTPOMETPHUS) U TECTBI Ha

IPUCYTCTBHE METHUIMAIOHOBOU KUCIOTHI B Moue (B-C).
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Ha xynapType KOXHBIX (UOpPOOJACTOB BO3MOXKHO  OCYIIECTBICHUE
Harpy3049HBIX TECTOB, KOTOPBIE IO3BOJSIOT 0OO0JEe TOYHO YCTAaHOBHUTH (HOpPMY
METHUIMAJIOHOBOM anuaypuu. [IOCKOIBKY ATH UCCIIEIOBaHUS COMPSDKEHBI C
MPUMECHCHUEM WHBAa3UBHOW TEXHOJOTHH (3a00p KynbTyphl ¢GuOpo01acToB),
CBSI3aHbl C TEXHUYECKUMH TPYJHOCTSMH (MCCIEAOBAHUS MPOBOJATCS JHIIL B
SAMHUYHBIX JTA00OpaTOPHUAX MHpa) U pabOTOM ¢ MEUEHBIMH HM30TOMAMH, C IIEJIbIO
yCTaHOBJICHHS ()OPMBI 3a00JI€BaHUS MPEATOUYTUTEIHHBIM SBIISTIOTCS MOJICKYJISIPHO-
TeHETUYECKHUE UCCIICTOBAHUS.

MOﬂ@Kyﬂ}ZpHO'ZeHelilQCKue Memoowvl

C momo1mibpl0 CTaHJAPTHBIX MOJIEKYJIIPHO-TEHETUUYECKUX METOJIOB MPOBOST
HCCIICIOBAHUE T€HOB, OTBETCTBEHHBIX 34 PA3BUTHE METWIMAJIOHOBOM alUMAypHH.
IIpoBenaenue JIHK-muarHOCTMKM CTpPOro IOKa3aHO [Jig IpEHATaJbHOW WIIH
MIPEUMILIAHTAIMOHHOW JUArHOCTUKU. B psije ciiydaeB, yCTaHOBJICHUE TIEPBUYHOTO
MOJIEKYJISIPHO-TEHETUYECKOTO Ae(eKTa MO3BOJSET CKOPPEKTUPOBATH TAKTUKY
BEJCHUS ManueHTa. JIedeHne nmamueHToB ¢ METHIIMAJIOHOBOM alluayprueu JTOJIKHO
HAUYMHAThCS HE3aMeIIUTEIILHO TocJie MIOATBEPKACHUS JIMarHosa
OMOXMMUYECKMMH METOIaMH.

Juddepennmanbias  AUArHOCTHKA  MPOBOJUTCS C  THIOKCHYECCKUMH
MOPAXKECHUSIMHU HEPBHOM CHCTEMBI, BHYTPUYTPOOHBIMU uH(pEeKIusIMH,
MOCTBAKIIMHAJIBHBIMU OCIIOKHEHUSIMH, CaxapHbIM jJuabeToM (MpU BBISBICHUU
TUTNIEPTIIMKEMUM), HACIEJICTBEHHBIMU HApYIICHUSIMU OOMEHa BENIeCTB, B
YaCTHOCTHU C JIpyrUMH (HOpMaMH OpraHUYECKUX aluaypuil U ¢ aedexrtamu IuKIia

CHHTE3a MOYCBHHBI.
NPUMEPBI ®OPMYJIMPOBKH IUAT'HO30OB

- MetniimanoHoBast auuaypus
- MeTunmanoHoBas auuIeMus
- Hapymenust oOMeHa aMMHOKHUCIIOT C Pa3BETBICHHOMN LIETbi0 (METHIMAJIOHOBAs

aIyIeMHUsI)
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JIEHEHHUE

Crparterust JiedyeHus: OOJBHBIX 3aKJIIOYACTCS B CHW)KEHUM OO0pa3oBaHUs
MPOMMMOHATOB, TPEAYNPEKICHUN PA3BUTHSA KETOAIM03a, TUIIEPAMMOHUEMUH,
TOKCUYECKOTO MOPAKEHUs] TKAHEW TOJOBHOTO MO3ra MU BHYTPEHHUX OPraHOB C
oOecrieyeHneM MPOLIECCOB aHaboJIM3Ma, HOPMAJIbHOTO pPOCTAa U HYTPUTHUBHOTO
craryca JIeTeu.

[Ipu momo3peHnn Ha HACJIEICTBEHHOE HapyllleHHe 0OOMEHAa aMUHOKHUCIIOT U
OpPraHUYECKUX KUCIOT HAYMHATH AUETUYECKOE JICUeHHE HeOOXOIUMO Cpas3y Mocye
B3STUS aHAIM30B, HE JOXKHUAASICh WX PE3yJbTaToB. [[0 MONydeHHS pe3ysbTaToB,
MOATBEPXKIAIONIMX ~ MeTaboinyeckoe 3abojeBaHue, CleAyeT  OrpaHUYUTh
MOCTyIUIeHHE Oenka: Juisi JIeTeil MepBOTO TONMYroaus KH3HU — TPYyIHOE
BCKapMJIMBaHUE WJIM BCKAPMJIMBAHUE JIETCKUMHU MOJIOYHBIMU CMECSIMU C HU3KUM
conepkanuem Oenka (1,2 -1,3 /100 Ma BoccTaHOBIEHHOTO MpoayKTa). s nerei
cTapuie 6 MecsleB - UCKIIOUYEHHUE BBICOKOOEIKOBBIX MPOAYKTOB (MSICO, TBOPOT,
pb10a) u3 parmona (C-D).

[Tocne moaTBep KACHHWS aWAarHo3a TaKTHUKa JICYCHUS OCHOBAaHA Ha
cneayronmx npuHimnax (C-D):

- OrpaHUYCHHUE TOCTYIUICHHS W30JICHIIMHA, BajWHA, TPEOHHMHA M METHOHMHA C
MUILIEH 0 MUHUMaJIbHOW MOTPEOHOCTH;

- oOecrieyeHue (HU3MOIIOTHMUECKONW TMOTPEOHOCTH B JAPYTHX AMHUHOKHCIOTaX H
HEOOXOJMMBIX HYTPUEHTaxX JUIA TPEAYNPEKACHUS WX HEIOCTATOYHOCTH U
noj/iep>KaHusl aHa00JIN3Ma;

- OrpaHUYCHHE MOTPEOJCHUS >KUPHBIX KHUCIOT C HEYETHBIM YHCIOM aTOMOB
yriepoaa U X0JeCTeprHa,;

- Ha3HAYCHHE JICBOKAPHUTHUHA W TJIUIMHA ISl YCUJICHUS CBS3bIBAHUS TOKCUYHOTO
MPOMUOHUII-PATUKATIA;

- KOPPEKLHUA BTOPUYHON KAPHUTUHOBOM HELOCTATOYHOCTH;

- KopaKTOpHAs Teparnus BUTAMUHOM Byy;

- UCKJIIOYCHHUC I'OJIOAaHMA, IIPCAYIIPCIKACHUC aKTUBAIIUHA IIPOLIECCOB KaTa6OHI/I3Ma;
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- KOHTPOJIUPOBAHUE KUCIOTHO-OCHOBHOT'O COCTOSIHUSI KPOBH, MPEAOTBpALICHUE
pa3BUTHS allM103a, MOAJIEpKaHUE BOJHOIO OanaHca;
- YCUJICHHUE TepaIliy B MEPUOJI METa0O0IMYECKOTO KpU3a.

OCHOBHBIMH KOMITOHEHTaAMHU KOMILJIEKCHOTO JIEYEHHUSI OOJIbHBIX CITy>KatT
Majo0eIKoBast TUeTOTepaIsl, MpenapaThl JEBOKAPHUTHHA U BUTaMHUH B, pu Bi,-
3aBucumMoil  Qopme.  Tepanuio  AONONHSIOT  Ha3HAYCHUEM  TIIUIMHA,
aHTUOAKTEPUABHBIX MPENapaToB, IPYTrUX BUTAMUHOB TPpymIbl B, 1Mo moka3zaHusM
AHTUKOHBYJIbCAHTOB, CHMITOMATUYECKUX CPEJICTB.

OcHoBHble NPUHYUNDBL OUEMUYEeCKO20 NeUeHUsT "

- CTpOroe OrpaHhyeHue OelKa HaTypaJbHbIX MHILEBBIX MPOIYKTOB C LEJbIO
CBEJICHUSI K HEOOXOJAMMOMY MHMHHMAJIbHOMY IIOCTYIUIGHHE B OpPraHU3M
AMUHOKHCJIOT METHOHWHA, TPEOHUHA, BallMHA, W3ojeiiuHa. J{ins jgereit mepBoro
MOJIYTOJUsl ’KU3HU OTPAHUYEHUE PACIPOCTPAHAETCS Ha MAaTEPUHCKOE MOJIOKO WIIU
JIETCKHE MOJIOYHBIE WJIM COEBBIE CMECH, ISl AETEW BTOPOTO IMOJYTOAMS KU3HUA —
3ampeT Ha BBEJECHUE B KauyeCTBE MPUKOPMa BBICOKOOEIKOBBIX MPOJIYKTOB (Msca,
pBIOBI, TBOpOra, SIWL, MOJOYHBIX MPOIYKTOB, O0OOBBIX W T.H.), AJIA MallMEHTOB
CTapiile OJJHOTO T'oJla — CTPOTHE OTPAaHUYCHHS B UCIIOJIb30BAaHUHU BBICOKOOEIKOBBIX
npoaykToB (C-D);

- o0si3aTenbHasi KOMIeEHcalus naedunura Oeika 3a CYeT CIEIHAM3UPOBAHHBIX
cMecell Ha OCHOBE aMHUHOKHUCIIOT, COOTBETCTBYIOLUX BO3PACTHBIM MOTPEOHOCTSIM
peOeHKa B OCHOBHBIX MHILIEBBIX BEIIECTBAX M JHEPIHHM, HO HE COJAEpXKAIIMX
METUOHWH, TPEOHWH, BajWH, W30JEHIMH. B Hauane nedeHWss U B TEPUOT]
MeTaboIMYeCKUX KpU30B B TedueHue 24 — 72 yacoB (He Oonee!) ncmosb30BaTh
TOJIBKO CIEIHATU3UPOBAHHYIO CMeCh aMUHOKUCIIOT (C-D);

- C TIeJBI0 TOJJICP KaHMs TPOIIECCOB aHAa0OoM3Ma W TPEAOTBPAICHUS Pa3BUTHS
MPOLIECCOB KaTaboyiu3mMa OOEeCeuyeHHe JOCTATOYHOW YHEPreTUYEeCKO LIEHHOCTH
palroHa B OCHOBHOM 3a cueT yriieBooB (C-D);

- OrpaHUYeHUE KBOTHI )KUPOB 110 50-60% OT BO3pACTHBIX CYTOUHBIX MOTPEOHOCTEHN
BO M30€XaHUE HAKOIUICHHUS MPOMUOHOBOM KHUCIOTHI - MNPOAYKTa [-OKHUCIEHUS

JKUPHBIX KHCJIIOT C HEYETHOM JJIMHOW Menu. B KadyecTBE HMCTOYHHKA JKHUpPA
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NPEANOYTUTENbHEE  HCHOJb30BaTh  PACTUTEIbHBIE  Macia,  COAEpKalue
MIOJIMHCHACHITIICHHBIC JKUPHBIE KHUCIOTHI  (parcoBOE, JBHSHOE, OJUBKOBOE,
nojcoiaHeyHoe u ap.) (C-D);

- o0ecrieueHHe MaIMeHTa JJOCTATOUYHBIM KOJIM4ecTBOM )uakocTu (C-D);

- obecneunTh NPOOHBIE KOPMIICHHUS O€3 JUIMTEIbHBIX HOYHBIX TIEPEPHIBOB BO
n30eKaHUEe roJI0aHus, 0COOCHHO Yy JAeTel TPYIHOro U paHHero Bo3pacta (C-D);

- TICUXOJIOTHYECKas MOJJepKKa U 00ydeHUE pOAMTENICH IMpaBUiIaM OpPTaHHU3AIUU
MOMOIA M JUETOTEPAlMd B MEXKIPHUCTYIHBIM TMEPUOA W B TEPUOJT YIPO3bI
meTabonmudeckoro kpusa (C-D).

HHuemomepanus 6 mexcnpucmynnuwtii nepuoo (C-D):

- MEXIPUCTYIHBIN TEPUOJl JUETOTEpanusl OCYIIECTBISETCS B COOTBETCTBUU C
BBIIICONUCAHHBIMU MTPUHITUTIAMU;

- 00mmii Oenok JieueOHOro palMoHa PACCUUTHIBACTCS MCXOJsS M3 BO3PACTHBIX
notpebHoctert  pebenka (MP  2.3.1.2432-08 Hopmbl  (GU3HOIOTHYECKUX
MOTPEOHOCTEH B DJHEPrUU W THIIEBBIX BEIIECTBAX JUIA Pa3IUYHBIX TPYII
Hacenenust Poccuiickoit ®enepanun; Tabmuinel 4, 5), a TakkKe C Y4yeTOM
TOJICPAHTHOCTH TAaIMeHTa K OeJIKy B 3aBUCUMOCTH OT (GopMbl 3a00ieBaHUS U
TSHKECTH €r0 TCUCHMS,

- KBOTa 0ejKa HaTypaJbHBIX MPOJYKTOB HA3HAYACTCS C YYETOM MUHUMAJIHHOU
MOTPEOHOCTH B TATOTCHETHUYECCKH 3HAYMMBIX aAMHUHOKHCIIOTaX — METHOHHHE,
TPEOHUHE, BAJIMHE, H30JIeHIMHe (Tabauiel 6, 7, 8);

-  PEKOMEHAYeTCS TIOJIb30BaThCS OJHUMHU CIPABOYHBIMH MaTepuaiaMHu IO
XUMHUYECKOMY COCTAaBy TMPOIYKTOB, TaK KaK B Pa3HBIX CIPAaBOYHHMKAX JTaHHBIC
MOTYT OTJIUYATHCSI.

Tabnuma 4. CpenHecyTouHbIE HOPMBI IOTPEOHOCTEN B OCHOBHBIX MTHUIIIEBBIX
BEILIECTBAX M DHEPTUH JIJIs J€TEH MEPBOro rojia KU3HU™ .

Bospact DHeprus benok Kupsbr YTI1eBOIbI
(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

*-MP 2.3.1.2432-08 «HopMmbl (PHU3MOTOTHUYECKUX MOTPEOHOCTEH B HSHEPrMM U MHUIIEBBIX
BEILIECTBAX IS pa3MyuHbIX Tpynil HaceneHus: Poccuiickoit denepammm»
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Tabmuia 5. HopMbl pu3nonornaeckoit moTpeOHOCTH B OCHOBHBIX MTHUIIIEBBIX

BEIIIECTBAX M DHEPTUHU JIJIS 3I0POBBIX JIETEeH cTapiie rojaa™

Bo3spacr DHeprus benok, Kupsl, | YrieBoasl,
KKaJ I/CyTKH I/CyTKH I/CyTKH
ot | roma no 2 ner 1200 36 40 174
oT 2 jeT A0 3 JeT 1400 42 47 203
ot 3 1o 7 net 1800 54 60 261
or 7 mo 11 net 2100 63 70 305
ot 11 no 14 ner MapuUuKHn 2500 75 83 363
ot 11 mo 14 net neBo4ku 2300 69 77 334
oT 14 o 18 net roHOLIN 2900 87 97 421
ot 14 mo 18 et aeBymKku 2500 76 83 363

* - MP 2.3.1.2432-08 «Hopmbl (U3MOIOTHYECKUX TOTPEOHOCTEH B SHEPTHH M IMHUIIEBBIX
BEILECTBAaX JUIA pa3lMYHBIX Tpynm HaceneHuss Poccuiickoit ®demepaumm», s nereil c
METWJIMAJIIOHOBOH alluIeMUe CTapie rojga norpedieHue 6eiKa o CpaBHEHHUIO ¢ YKa3aHHBIMU B
tabmuie ymenblaercs Ha 10-25% B 3aBUcuMOCTH OT (POpMBI 3a00JI€BaHUS, TSDKECTH COCTOSTHUS
U HyTPUTHUBHOI'O CTaTyca peOeHKa.

Tabmuma 6. OpueHTHPOBOYHAS TOTPEOHOCTH B METHOHWHE, TPECOHWHE, BaJIMHE,

M30JICUIIMHE Y OOJIBHBIX METHIIMAJIOHOBOM aliuAeMUel B 3aBUCUMOCTH OT BO3pacTa

Bo3spact 605bHBIX CyTouHasi TOTpeOHOCTh B aMUHOKHCIIOTAX
N3onennun ‘ MeTtuonun ‘ Tpeonun | Banun

NeTH TPYIHOIO MI/KI Macchl Teja

BO3pacTa

0 - 3 mec. 75-120 30-50 75-135 75-105

3 - 6 mec. 65-100 20-45 60-100 65-90

6 - 9 mec. 50-90 10-40 40-75 35-75

9 - 12 mec. 40-80 10-30 20-40 30-60

JIETH CTapIie MT/JICHb

1 roma

14 rona 485-735 180-390 415-600 550-830

4 -7 ner 630-960 255-510 540-780 720-1080

7—11 ner 715-1090 290-580 610-885 815-1225
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Tabmuma 7. Cnenuanu3upoBaHHbIE TPOJYKTHl HA OCHOBE aMHMHOKHUCIOT 0e3

METHOHHMHA, TPEOHWHA, BAJIMHA, U30JIeHIIMHA™

HaumenoBanue benok Kup, YraeBojpl, DHepreTu Bospact
MPOJyKTa (3kB.) T r r qyeckas PUMEHEH
LIEHHOCTD, KKaJI us
«MTVI Anamix 13,1 23 49,8 469 ot 0 1o
infanty 1rona
«MTVI Maxamaid» 25 <0,5 o1 309 cTapiie
1 rona
«MTVI Maxamumy 39 <0,5 34 297 cTapiie
1 rona
«Hytpuren 14 -tre,- 14 23 50,5 471 ot 0 1o
met, —val,-ile»* 1 roma
«Hytpuren 20 -tre,- 20 18 50,4 444 cTapiie
met, —val,- ilen™ 1 roma
«Hytpuren 40 -tre,- 40 13 31,6 403 cTapiie
met, —val,- ile»* 1 roma
«Hytpuren 70 -tre,- 70 0 4,5 298 cTapiie
met, —val,- ile»* 1 rona

*-TIPOYKTHI 3apETUCTPUPOBAHBI Ha TEPPUTOPUH TocynapcTs TamoxkernHoro Coro3a.

Meoukamenmosnoe neuenue (D)

[Ipu ycraHOBIEHWM AMArHO3a METWJIMAJIOHOBOW aluaypud HEO0OXOAHMO

MPOBECTH MPOOHOE JieUeHUWE BUTaAaMUHOM B,

JUIsL  ompesesieHus  (popMel

3aboneBanus - Bi,-pesuctentHas unu Bip-3aBucumas. C 3ToM 1ebi0 Ha3HAYAIOT

Kopotkuit kypc (8-10 queit) Butamuna By, B 103e 1 MI/CyT 1o KOHTPOJIEM ypOBHS

MNPONINOHHUIIKAPHUTHHA B KpPOBH M OKCKPCIHMHU METUJIMAJIOHOBOM  KHUCJIOTHI.

CHmxenne »Tux mokaszareneii Ha 50% wu Oojiee OT HCXOOHBIX YpOBHEH

CBUJETENBCTBYET O Bi,-3aBucHMOi hopme 6onesnu. Jletsm ¢ yctaHOBIEHHON Bi,-

3aBUCUMOM (POPMOI METHUIIMAJIOHOBOM allUEMUN Ha3HAYAIOT JJIUTEJIbHOE JICUCHUE

BUTaMHHOM B, B cpenneii 1o3e 1-5 Mr/cyT. (B OTIEIBHBIX CiTydasx a0 15 mr/cyr.).



Tabnuua 8. IIpuMepHBbIil CyTOUHBINH HAOOP HATYpaIbHBIX MPOIYKTOB MUTAHUS
JUTSL IeTel JTOIIKOJIbHOTO BO3pacTa ¢ METHIIMAIOHOBOM aluieMHue
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[TponyxThl KonnuectBo XUMUYECKUHU COCTaB, T DHepreTuveckas
M/ T Oenku JKUPBI YIJICBOJIbI | LIEHHOCTD, KKaJl

Xed 140 1,06 3,5 84,2 378
HU3KOOEIKOBBIN
Xn1e600yII09HbIC 30 0,23 2,7 194 105
HA3IEIINS
Cyxas CMEChH 54 0,87 1,8 50 79,3
HHU3KO00EIKOBas
Bepmuriens 13,7 0,12 0,08 11,2 479
HHU3KO00EIKOBas
Kpyma 25 1,7
HHU3KO0O0EJIKOBas
Cyxoit 6/6 HanUTOK 24 5,0 17,2 114
Macio cauBo4YHOE 20 0,1 16,5 0,16 149
Macio TorreHoe 10 0,03 9,8 0,06 88,7
Macno 15 - 14,9 - 134,8
pPaCTHTEILHOE
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodens 100/70 1.4 0,28 11,4 56
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9
MOopKOBb 95/76 0,98 0,07 48 25,8
Csekna 60/48 0,72 0,05 4,32 20,2
Kabauxu 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
[Tomuopel 15/13 1,3 0,03 0,49 3,0
Tomar-mlacra 8/7 0,35 - 1,33 7
JIyx perryatsbrii 5/4 0,05 - 0,32 1,45
Kroksa 10 0,05 - 0,38 2,6
Coxu 100 0,5 - 11,7 47
OpPYKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cuer 9,5 70 258 1700
HATypaJIbHBIX

IIPOJYKTOB
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bonee »a¢dexkTuBHO TpPUMEHEHHE AKTUBHBIX (OopM BUTaMHHA —
TUAPOKCUKOOATIaMUH, METHIIKOOAJIaMuH, aaeHO3nIKoOaraMuH (kobamamun). Kak
MpaBUJIO, TMAalMeHTaM JOIOJHUTEIPHO Ha3HA4YaloT JIUETUYECKOE JICYEHUE C
YMEpPEHHBIM OrpaHHYeHHEM Oe€JIka HaTypaJbHBIX MPOJYKTOB (Hampumep, 10 1,2
r/kr maccel). B Tabmmme 9 mpuBeaeH mpumep JIUHAMUKH AKCKpEIUU
METHJIMAJIOHOBOM KHCIIOTHI Yy ©OoJibHOTO ¢ Bi,-3aBHCHMMOIl U GoJibHOTO ¢ Bi,-
pesuctenTHor dopmamu MMA mocne B/M BBeneHuss | Mr mmankoOaniaMuHa B

TeyeHue 8 queu

Tabmuma 9. JluHaMMKa 5SKCKpElMd METHUIMAJIOHOBOM KHUCIOTBI C MOYOH Yy
OOJBHBIX C pa3HBIMU (opMaMu 3a00JIEBaHUS

ConepxaHrue METHIMAJIOHOBOM
KHCJIOTBI B MOYE

®DopMbl 60NE3HH (MMOJIB/MOJIB KPEATUHUHA) Hopma

Jlo neuenus Yepes 8 nHei

MIPUMCHCHUS
B12

B1,-3aBucumMas 2020 480 <2
Bi,-pe3uctenTHas 3200 3180 <2

C uenblo YCUJICHHS CBSI3bIBAHUS MPOMUOHOBOTO pajuKajia M YCTpaHEHUS
KApPHUTWHOBOM  HEIOCTATOYHOCTH OOJBHBIM  Ha3HAYalOT OOJbIIHME  J03bI
KapHUTHHA. PeKOMeH1yeTcs UCIOoIb30BaTh TOIBKO L-hopmbl KapHUTHHA (DJIBKAp
30%, kapauTeH). JleTu paHHero Bo3pacTa MojaydaroT KapHUTUH u3 pacuera 80-100
MT/KT MaccChl Tella B CyTKH 3a 2-3 mpuema, netu crapuiero Bo3pacta - 50-80
Mmr/kr/cyt. CyTouHasi J03a HE JOJDKHA TpeBblmaTh 3 r. Tepamus mpoBOAUTCS
HenpepbieHo (D).

YuuthiBas, 4YTO OKOJO Y2 KOJWYECTBA TMPOMHOHATOB 0Opa3yeTcs B
KHUILIEYHUKE N0 BIUSHUEM (QYHKIMOHUPOBAHMS MECTHOM OaKTepuaabHOM (Iopsl,
JOTIOTHUTEBHBIM CIIOCOOOM KOPPEKIIMU OOMEHa SIBIISIETCS aHTHOAaKTepUabHas

TCpalius. C OCJbO IIOAAaBJICHUSA AKTHBHOCTHU KHIIEYHOM q)HOpBI OO0JILHBIM
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MOKa3aHbl Kypchl aHTHUOAKTepUaNbHBIX MpenapaToB. HazHayaroT aMIUUUIUIMH B
BO3pacTHOM A03¢e B TeueHue §-10 el umm metpoHuaason B go3e 10-15 mr/kr/cyt
B Teuenue 10-14 nueii; yepes 3-4 Henmenu kypc nosropsioT (D).

JIOTIOTHUTENBHO B KOMIUIEKCE JICUCHMs] JEeTe NPUMEHSIOT TJIUIIMH,
KOTOPBIM, MOJOOHO KApHUTHUHY, OO0JagaeT CIOCOOHOCTBIO KOHBIOTHPOBATH
MPOU3BOIHBIE OpraHndeckux kuciotT. CyTouHas ao3a B cpeaneM coctasisieT 300-
600 Mr/cyr B TEYECHHE JIMTEIBHOTO BpeMeHH (4-6 Mec.), TakKe Ha3HAadJaroT
U30JICUIIMH W BallMH NPU HMX HU3KUX KOHIEHTpamusx B kpoBu (Hmxe 100-10
MkMOJb/T (D). Mo moka3zaHWSM HCHOJB3YIOT AHTHKOHBYJIBCAHTBHI, BO3PACTHBIC
70361 BUTAMHHOB W BUTAMHHHOMHHEPATIbHBIX KoMIuiekcoB (D). Hoorpomnnbie
nopernapaTbl  Ha3HA4alOT C  OCTOPOXHOCTBbIO BO  H30€XkaHUE IPOBOKALUU
AMUJIENTUYECKUX PUCTYTIOB.

Jleuenue oemeti 8 nepuood memaboaUyecKko2o Kpuza

Mertabonuueckrue Kpusbl, BEIyIIUE K KPUTHUYECKUM, YIPOXKAEMBIM KU3HU
COCTOSIHHMSIM, TIPM METHJIMAJIOHOBOM alMIypuu TMPOSBISAIOTCS B BHUAE OCTPO
BO3HUKAWOIIEH »JHIEe(]aTonmaTud W TMPUCTYNOB PBOTH, BO3MOXKHO pa3BUTHE
cynopor. Kpusel 0OBIUHO MNPOBOLUPYIOTCS Pa3HBIMU  HEOJArONpPUSTHBIMU
dbakTopaMu, KOTOpbIe OOYCIOBIMBAIOT YCWJICHHE MPOIECCOB  KJIETOYHOTO
KaTaboyM3Ma ¢ 00pa3oBaHMEM TOKCUYHBIX IPOMMOHOBBIX Mpou3BoaHbIX (D):

- mpueM Oelka W JIMNUIOB B KOJMYECTBE, NPEBBIIIAIONIEM TOJIEPAHTHOCTH
opraHu3ma 0OJIbHOTO peOEeHKa;
- HeJloeJaHue, HU3Kasi KaJTOPUMHOCTh PallMOHa;
- UHTEPKYPPEHTHBIC PECTTUPATOPHBIC MM JKEITYAOYHO-KUIIEYHbIe NHPEKIINOHHBIE
3a00JI€BaHHUS;
- BaKIIMHAIINS,
- (huzmgeckast WM TICUX0-9MOIMOHAIbHAS Harpy3Ka.

PaHHUMU KIMHUYECKHMMH TMpU3HAKAMH METa0O0JIMYEeCKOro KpH3a CIIyKat
BSAJIOCTh, COHJIMBOCTh WJIHM Pa3ApaXUTEIBbHOCTh, OTKAa3 OT €Ibl, pBOTA.
HeBposoruueckue paccTpoiicTBa MPOrpeccUpyroT BIUIOTh JO CTYMOpPA WM KOMBI,

O6YCJ'IOBJ'II/IB21$I BBICOKYHO JICTAJIbHOCTD. TsxecThb COCTOAHUA, TJIaBHBIM O6p2130M,
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OTIPENICNIACTCS BBIPAKCHHBIM METaOOJUYECKUM KeToanuao3oM. Kpome Toro,
MOTYT WMETh MECTO THUIIOTJIMKeMHS (B HEKOTOPBIX CIydasx THUIEPTIIMKEMUS),
runepaMMoHuemMusi, o0e3BokuBaHue. CocTosiHHEe MeETabOoJMYeCcKoro Kpwusa,
OCOOCHHO Y JIeTel paHHEro BO3pacTa, SIBJIACTCS MOKa3aHUEM JJIS TOCHUTAIN3auy
¥ OCHOBAHHEM JIJIs1 TPOBEICHMSI HHTCHCUBHOM TEpaInu.

JlaGopaTOpHBIMHU TIPEABECTHUKAMH PA3BUTHS KETOAIUAOTHUYECKOTO KpH3a
CIIy’)KaT TEHACHINS K CHIDKCHHIO PH KpoBH, AepUIMTY OCHOBAHUN, YMEHBITICHUE
coliep KaHusl CBOOOHOTO KapHUTHHA, HApaCTaHWE YPOBHS MPOMUOHWIKAPHUTHHA
B KPOBH, TIOUYCUHOMN IKCKPEIIMHA METHJIMAJIOHOBOM KUCIOTHI U KETOHOBBIX TEJI.

[Ipu yrpose wiam B ciydae pa3BUTHS META0OJMYECKOTO KpH3a JICUCHHE
JIOJDKHO HaYMHATBCS He3aMeUTUTEIbHO. JIeueOHbIle MEepOpHsATHS HAMPaBJICHBI Ha
IpeKpalleHre 00pa3oBaHus U HAKOTUICHUSI TOKCHYHBIX OPTaHUYECKUX COCTMHEHUN
¥ BBIBEJCHUEC WX W3 OpraHu3ma. PomuTenn MOKHBI OBITH OOy4YEHBI MpaBHIIAM
OpraHu3allid Tepalmuud B MEXIPUCTYIHBIM TEpUOJ U B TIEPUOA  YIPO3bI
MeTab0JIUYECKOr0 KpHu3a.

TakTrka JiedeHUs JAE€TEed B MEPUOJA KpH3a BKIIOYAET KOPPEKIHIO
JTUETOTepany, aKTHBAlIMIO CBS3bIBAHHMS HAKAIUTMBAIOIIMXCS OpPraHUYECKHUX
KHCIIOT TIyTeM YBEIWYCHUS J03bl JICBOKAPHUTHHA W TJIMIMHA, KOPPEKIIHIO
MeTab0IMYECKOr0  amua03a, TUIEPAMMOHHUEMHH W BOJHO-3JIEKTPOJIUTHBIX
HapyIIeHWH, JOMOJHUTEIBHOS BBEACHHWE TJIOKO3BI JIJII  DHEPTETHYCCKOMN
MOIJICP>KKU U YMEHBIIICHHSI HHTCHCUBHOCTH TIPOIECCOB KaTaboIn3Ma.
Huemomepanus oemeti 6 nepuoo memabonuuecko2o kpusa (B-D):

- TepeBecTH peOcHKa Ha TUTAaHWE HCKIIIOYUTEIIHHO CMEChI0 aMHUHOKHCIOT 0e3
M30JICHIIMHA, METHOHMHA, TPEOHWHA W BaJMHa, HO He Oosee dyem Ha 24-72 daca.
CobOmronath peXUM JPOOHBIX M YAaCTBHIX KOPMJICHHH C MPOMEXKYTKAMH MEXKITY
KOPMJICHHSIMU 2-3 dYaca, BO3MOYKHO HETPEPBIBHOE KaleIbHOE BCKAPMIIMBAHUE
yepe3 wuHby3omar. [lpu Hammumum CpHITMBaHWM, PBOTHI, OTKa3a OT €IbI —
KOPMJICHHE Yepe3 Ha30TaCTPAJbHbIN 30H1 UK TaCTPOCTOMY;

- KOJIMYECTBO 00Iero moTpedisieMoro 0eika JTOHKHO ObITh HE HUXKE 0€30MacHOTO

ypoBHs (Tabwia 8);
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- obOecrieuuTh BBICOKOKaJIopuiHOe mnuTanue (Tabmume 10) 3a  cuer
WCIIOJIb30BaHUs 5-10% TJIFOKO3BI, [IFOKO30I0JIMMEPHBIX pacTBOpOB
(MaJIbTOJEKCTPUH) B JOINOJHEHHWE K CMECH Ha OCHOBE aMHUHOKHCIOT; pacyer
MPOU3BOAMUTCS HUCXONAd W3 KanopuiiHocth 1 r yrieBomoB = 4 kkam, 1 1
MaJbTOJICKCTPUHA TIPUPaBHUBAETCA K 1 T yriaeBoaoB. Bo3amMokHO mapeHTepanbHOe
BBeieHue yriieBoaoB (5%-10% riaroko3bl), a TAKXKe JUIUI0B 10 1 I/KI/CYTKH;

- 4epe3 24-72 wyaca OT Hayaja JEYEHHUsS MOCTEIEHHO BBOJAT MPOAYKTHI,
COZIeprKalllie HaTypaJibHBIM O€JoK, M3 pacuera Y4 HEOOXOIUMOTO0 CYTOYHOTO
oO0beMa — B NIEPBBIN JICHb, Y2 - Ha 2-3-U JeHb, ¥4 - 3-4-i JeHb, J1ajiee B IMOJTHOM
oOveMe. McTOUHMKOM HATypaabHOTO OeiKa JUIsl ACTeH MEPBBIX IIECTH MECSICB
JKU3HHU SIBIISIETCS MATEPUHCKOE MOJIOKO/JAETCKasi MOJIOYHAs CMECh, JUIsl JIeTel
BTOPOTO TMOJYTOJUs KU3HU — TAaKKEe HU3KOOEIKOBBIE MPOIYKTHI MPUKOPMA, IS
JeTell cTapiue roja - HU3KOOEIKOBBIE HATYPAJbHBIE NPOAYKTHI (KPYIbl, OBOILH,
GpYKThI, pacTUTENbHBIE Maciia) U CHEIUATU3UPOBAHHBIE MPOAYKTHI HA OCHOBE
KpaxMaJos;

- C IENBIO MOICP)KAHUS COOTBETCTBYIOMICH YHEPTETHUCCKOW IIEHHOCTH palioHa
MPOJIOJDKAIOT UCTIOJIb30BAaTh MAJIbTOJIEKCTPUH, a TAKKE HU3KOOEITKOBBIC MPOTYKTHI
Ha OCHOBE KpaxMana;

- B MEPUOJ BBIXOAa U3 METAOOIMYECKOT0 Kpr3a MUIlla JOHKHA UMETh IAJSITYT0
KYJUHapHYI0 00paboTKYy;

- TIOCJICYFOITIee YBEIMYCHHE KBOTH HATYPAIBHOTO O€lika B pallMOHE MPOBOJIST IO
Mepe CTa0wiIM3aluu  MeTa0OJIMYECKHX HApYyIICHWd, B COOTBETCTBHUH C

HYTPUTHUBHBIM CTaTyCOM pEOEHKA U €ro JBUraTeIbHOW aKTUBHOCTHIO.

Tab6muma 10. bezonacHsbiii ypoBeHb MOTpeOaeHUs OeTKa U TOTPEOHOCTh B DHEPTUHU
y JeTed pa3IMyHOro BO3pacTa C METWIMAJIOHOBOW AalUJIEMUEH B NEPUOL
meTabonuueckoro kpusa (B-D).*

0-12mec | 1-3roma | 4-6 ner | 7-10 mer | 11-18
Bospact

OO0t oemox | 18-131(13-12 | 1,1-1,0 1,01 - 1,14-
I/KT/CyT 0,99 0,99
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DOHeprus 150-120 | 110-80 80-70 60-40 60-50
Kxan/kr/cytku

XKunkocts 120 100 1200- 1500- | ot 2000
(B T.4. BOZA, mi/kr/cyt | 1500 2000 MJI/CYyT
TJIF0KO30COJIEBBIE, MJI/KT/CYT MII/CYT | MII/CYT
TITIOKO30TIOTMMEPHEIC

pPacTBOPHI)

*- amantuposano u3 Matthias R Baumgartner et al. 2014.

s akmusayuu ces3v618aHUsL HAKANAUBAIOWUXCS OP2AHUYECKUX KUCIOmM U
KOppeKyuu oCmpot 2unepammoruemMuy KapHUTUH Ha3HadaioT 6omocHo 100 mr/kr
Maccel Tella H Jajee moanepkuBaromyro go3y 100 wmr/kr/cytkm (D).
[IpeAnoyTUTENPHO BHYTPUBEHHOE WJIM BHYTPUMBIIIEUHOE BBEJCHHUE TMperapara.
[enp Tepanuu — HoOAAEpKaHUE COAEPKAHUS CBOOOJHOIO KapHUTHHA B KPOBU
BBHIIIIE HOPMAJbHBIX 3HAYEHUU ISl YCUJICHUS CBS3bIBAHWS HAKAIUTMBAIOIIUXCS
MPOMMUOHUI-PATUKAIOB W WX  BBIBEJACHUS W3  OpraHm3Ma B  BHUIE
MIPOTMMOHUIKAPHUTHHA.

Jo3y rnununa ysenuuuBaroT 10 100-200 Mr/kr s ycusieHus oOpa3oBaHUs
TJIMIITHOBBIX KOHBIOTATOB OpPraHUYeCKuX KUCIOT. [Ipu ucnonb30BaHNM yKa3aHHOU
JI03bI YMEPEHHOE TOBBIIIEHNUE YPOBHS 3TOW aMUHOKHUCIIOTHI B KPOBH HE SIBIISIETCS
OCHOBAaHMEM JUIsl OTMEHBI Tipenapara. B cnyuae HazHaueHus: 00see BHICOKOM O3B
BO3MOYKEH HEONaronpusTHeI 3 (EeKT B BUIE MOSABICHUS JETAPIUU U aTaKCHH,
00yCJIOBJIEHHBIX YPE3MEPHBIM HAKOIJICHUEM TJIUIIMHA.

Koppekyuss memabonuueckozo ayuooza OCYIECTBISAECTCS BHYTPUBEHHBIM
BBEJICHUEM IIEJIOYHBIX PACTBOPOB TUpOKapOOHaTa HATPUs, TpenapaToB Tpucosib
i  Tpucamun . I'mapokapOonat HaTpus mpumensercs B Bume 8,4% u 4,2%
pactBopa s yaooctBa nepepacuera Ha MMoiib NaHCO. Ero no3upoBka (MMOJIB)
onpenensiercs no Gopmyne: (-BE) X macca Tena (kr) X 0,3. Kpome Toro, 60165HBIM
PEKOMEHYETCsl IEJI0OYHOE MMUThE — PACTBOP COABI U3 pacyeTa 72-1 yailHas JIOKKa
Ha 200 MJT BOJIBI, 1I€JIOYHBIE MUHEPaIbHbIE BOAbI. MOXKHO HCIOIB30BaTh BBEJCHUE
COJZIbl B BUJIE PEKTaJbHBIX cBeuel. PerynsipHo (kaxablie 6-12 yacoB B 3aBUCUMOCTHU
OT TSXKECTU COCTOSHMSI) KOHTPOJMPYIOT TIOKa3aTeld KHUCIOTHO-OCHOBHOTO

COCTOSIHUSI KPOBH.
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Koppekyusi 600H0-21eKmMpoaumnblx HapyuleHuu, cUnepamMmoHuemMuu u
9Hepeemuyeckol  HedocmamouyHocmuy. Jnd  yCTpaHEHUs  TUIOTHUApATalUU
HA3HAYalOT BHYTPUBEHHOE BBEJIEHHE (DU3UOJIIOTMUECKOTO PacTBOpPA, HCIOJIb3Ys
CJIEIYIOUIUN pacyeT B 3aBUCUMOCTH OT Macchl pebenka: 100 mi/kr/cyTku (mMacca
<10 xr); 1000 ma + 50 mu/kr Ha TOCIeayrONTMI KuitorpamM mocie 10 kr (Macca
10-20 xr); 1500 M + 20 mu/kr Ha nocaeayronmi kujorpaMm mocie 20 kr (macca
>20 kr). B cnydae TsDKeNOW UWHTOKCHKALMM Uil JIy4IIed SJIMMHUHAIUU
HAKaIJIMBAIOIIUXCSl MPOMMOHATOB U METHJIMAJIOHOBOW KHCJIOTHI PEKOMEHIYETCS
UCITI0JIb30BaTh METOJ (POPCHUPOBAHHOTO JUYpe3a C JOMOJHUTEIHLHBIM BBEJIEHUEM
XKUJKOCTU M HazHaueHueM (ypocemuna (y1asukca) B go3e 1-3 mr/kr 1-2 paza B
CYTKH (C HHTEpPBAJIOM HE MEeHee 6-8 yac).

C 1enpbi0 yCTpaHEHHS] SHEPTreTUYECKOro JAePUIMTa W CHIDKEHUS YPOBHS
aMMHaKka B KpOBU NIPOBOAAT BHyTpuBEeHHOE BBeleHue 10%-20% pactBopa
roKo3bl U3 pacuera 20 mu/kr ¢ uHcyiauHoMm (1 En/8 r rmokossl). Ilocne
JIBYX4aCOBOTO BBEJICHUSI PEKOMEHIYETCS KOHTPOJb COJEpKaHUs JIaKTaTa U
[JIIOKO3bl B KPOBH; JOMYCTUMO TOJJIEPKUBATh YPOBEHb TJIOKO3bl BhINIE 3,3
MMOJIb/JT Y HOBOPOXKJICHHBIX M 5,5 MMOJB/I1 — y crapmux aerei. Ilpu ypoBHe
aMMHaka B KpoBH BbIlie 200 MKMOJIB/ JOTIOJHUTEIBHO JJII CTUMYJISIIIUA CUHTE3a
MOYEBHHBI IMOKa3aHO BBejeHHe aprunuHa (250-300 mr/kr) wm nutpysuiuHa (350
Mmr/kr). Haznavatotr ¢onueByto kuciaoty 0,1 MI/KTr/CyTKH, TUPUAOKCHUH 5 MI/CYT.
OCyIIEeCTBIISIOT 00513aTeIbHBIN KOHTPOJIb YPOBHS HaTpus U Kanus B kposu (C-D).

Jlist Gonee OBICTPOTO BBIBENCHHS] TOKCHYHBIX META0OJMTOB, CHIDKCHHS
YPOBHSI HOHOB aMMOHHUS B KPOBH TAlIUEHTaM, HaXOASIIUMCS B COCTOSIHUA OCTPOTO
MeTabOJUYECKOTO Kpr3a, IIPOBOIST MEPUTOHEATbHBIN quann3 win remoauanus (C-
D).

B mporiecce KOMITJIEKCHOTO JIEYEHHUS OCYIIECTBIISIOT KOHTPOJIb MTOKa3aTeen
KIIMHAYECKOTO aHajIn3a KPOBH, YPOBHS TeMOTJIO0NHA, 001Iero 0enka, apb0yMuHa,
TJIFOKO3bI, CBIBOPOTOYHOTO JKeJjie3a, DJIEKTPOJUTOB, JaKTaTa, aMHUHOKHUCIIOT,
CBOOOJHOTO KApHUTHHA M TPONMUOHWIKApHUTHHA. KOHTPOIMPYIOT mnapameTpbl

KHCJIOTHO-OCHOBHOI'O COCTOSIHMSI KpOBH. IIpoBoasT omnpeneneHue MOYeUHON
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HKCKPELMH METWJIMAIIOHOBOM KHUCIOThl. KpaTHOCTH MpoBeAeHHS aHAIU30B
3aBUCUT OT COCTOSHUS pPeOCHKa, HO B TEepHoJ WHQPEKIMOHHBIX 3a00JIeBaHUMH,
METa0OJIMYECKOTO0  KpU3a  ONpeleieHMe  aMUHOKHCIOT UM KapHUTHHOB
ocylecTBISIIOT He peke 1 paza B 7-10 guelt, KII[C - exeaHeBHO 10 cTaOUIn3aIuN
noka3zareneii (B).

YpoBHM METHOHWHA, TPEOHUHA, BaJIMHA, U30JICHIIMHA B KPOBHU B Pe3yJIbTaTe
JICYCHHS JOJKHBI OBITh MPUOIKEHBI K pePEpEeHCHBIM BO3PACTHBIM 3HAYCHHUSIM
(rabmuma 11), ocoOEHHO BaXHO OOeCIeYMBATh HOPMAJBHBIA CHIBOPOTOYHBIN
YPOBEHb aMUHOKHUCJIOT C PA3BETBICHHOM YIJIepoHOM 1iemnbio. Tak, HeocTaTouHoe
noTpedneHne Oenka U AePUUUT HK30JEHUUHA SIBISIIOTCA NPUYMHON pPa3BUTHS
TSDKEJIOTO aKpoJIepMaTUTa U CIIy»KaT OCHOBAHHUEM JJI JIOTIOJHUTEILHOTO BBEICHUS
B panuoH nurtaHus L-m3oneiiuua B go3e 50-100 mr/cyr B 3aBHUCHMOCTH OT
CTEIeHU JiepuiuTa.

Tabnuua 11. PedepencHbie 3HaueHUS N30JIEHIIMHA, METHOHUHA, TPEOHUHA U

BaJIMHA B TJIa3M€ KPOBU 3/I0POBBIX JIETEH

AMUHOKHUCIIOTa YpoBeHb B I1a3Me KPOBU
MKMOJIb/JT mr/100 mi
Wzoneiinun 25—-105 03-14
MeTuonuH 18 — 45 0,3-0,7
Tpeonnn 45— 250 0,5-3,0
Banun 65 — 250 0,8-29

[TokazaTenb cBOOOTHOTO KQpHUTHHA TMOAJICPKUBAIOT Ha BHICOKOM YPOBHE,
MPEBBIMIAIONIEM TPAaHUIIBI, OMNPEIAEICHHBIC JJIS  3J0POBBIX JEeTeH. ITO
oOecrieuynBaeT JIETOKCUKAIMOHHYIO (DYHKIIMIO KapHUTHHA, YIY4IlacT CBS3bIBAHUE
¥ BBIBEJICHWE W3 OpraHu3Ma TOKCUYHBIX MPOMHOHOBBIX MPOU3BOMAHBIX. [Ipu
WCITOJIb30BAaHUU BBICOKUX JI03 BO3MOXKHO pa3BHTHE 3(PPEKTOB B BUAC TONTHOTHI U
HEIMPUATHOTO 3araxa. Y Ka3aHHbIC SABJICHUS MTPOXOJIST IMOCE CHIDKCHHS JT036I.

Bo uzbexanue xarabomm3ma HEpeaKo TpeOyeTcs OpraHu3alys MHTAHUS
qyepe3 30H]] WM TaCTPOCTOMY, a TaKKe OOeCredeHUe HOYHOW THIIepaTUMEHTAITUN
C WCIIOJIb30BAHUEM CIICIIMATIGHON TOMIIBI IS TIOCTOSTHHOTO BBEACHUS MUTAHUS U

TIIIOKO3B, MAJIBTOJIEKCTPUHA B APyruX pactBopoB (B-D).
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HeoOxoaum  perynisipHbli  KOHTpPOJIb ~ HYTPUTHUBHOTO  CTaryca C
KOpPpEKIUEN MUTAHUS B 3aBUCUMOCTH OT COCTOSIHUSI peOEHKa U €ro TOJEPaHTHOCTH
K O0enky. KoHTposnb (pakTuueckoro nmutaHus (XUMHYECKOTO COCTaBa palloHa) s
NPEAyNPEeXKICHUS Pa3BUTHS JACPUUUTHBIX COCTOSHHM MPOBOAAT Yy JAeTel B
pEaHUMAaIMOHHOM IMEPUOIE — €KEIHEBHO, Y JETEH MEPBOro rojia )KU3HU - HE PEXKe
1 pa3a B 7-10 gneit, y nmamuenToB crapire 1 roga— 1 pas B 1-3 mecsna (B-D).

bosbHBIE ¢ METUIIMATIOHOBOW allMIEMHUEN MPEAPACIIONOKEHBI K PA3BUTHUIO
ocTeornopo3an3-3a AehuiuTa Kaublius W BUTamMuHAa D, mosTomMy HEoO0Xoaum
KOHTPOJIb 32 YpPOBHEM IMOTPEOJIEHNUsT BUTAMHUHOB U MUHEPAIbHBIX BEIIECTB U
CBOEBpEMEHHas Koppekius ux aedunura (B-D).

OO6mmmu ipobiaemamu 1715t 00JIbHBIX ¢ MMA  SBJISIFOTCS. pBOTHI U 3aIIOPHI,
O KOTOpBIX BCErJa CIeayeT IOMHUTh BOBpEMsl HX MpeaoTBpamiaTth U
KoppekTupoBarts (D).

Kpome Ttoro, OoibHBIE HYXIalOTCS B HaOMIOJEHUU HePpoJora,
KapJIMOJIoTa, TaCTPOIHTEPOJIOra B CBSI3M C PUCKOM TYOYJIOUHTEPCTUIIMATIHLHOIO
HepuTa, KaApAMOMHUOMNATUH, TAHKpPEaTUTa - KOHTPOJIb 3a KIMHUYECKUMU
ananmm3amu mMouu (1 pa3 B 6 mec.), 9x0-KI', Y3U BHyTpennux opranos (1 pa3 B
roju).

[Ipy  TsOKEIOM  MOpPaXEHUH  TOYEK, IUIOXO  KOPPEKTUPYEMBIX
MeTa00IMYECKUX HAPYIICHUSX BO3HHMKAET HEOOXOJUMOCTh pellaTh BOIPOC O
TPAHCIUIAHTAIIMU TICYEHU U TTOYEK.

Bo BpeMss mnpenonepalilMOHHOM TIOJATOTOBKH, AHECTE3HOJIOTHYECKUX
nocoOuii U B APYrux clydasx, Korjga TpeOyercs yIIMHUTH MEPUOJ TOJOAaHUs
UCIIOJIb3YETCSl BHYTPUBEHHOE BBEJICHUE PACTBOPOB IIKOKO3bI U AJIEKTPOJIMTOB M3
pacuera 8-10 MI/Kr/MUH IS IeTEH MEPBOrO Toja *KU3HHU, 6-7 MI/KI/MUH — IS

nereii ot roxa no 10 ser, 5-6 mr/kr/mMuH — ais pereit crapiie 10 ser (D).

BEJIEHUE ITAIIMEHTOB

JletTn ¢ METUIMAJIOHOBOHM amuaeMuedl OOBIYHO ITONAJAI0T B OTACICHHUE

I1aTOJIOTHH ,ZICTCI\/i PAaHHETO BO3pacTa, I/IH(i)eKHI/IOHHOC OTACJICHUEC WNJIKN pCaHNMAlNIO
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B COCTOSHMM  METa0OJIMYEeCKOro  Kpu3a, pas3BuBlierocs Ha  (GoHe
MeTabOIMYECKOTO aIi/103a U TUIIOTIIMKEMUH.

[Ipo10KUTENEHOCTS TOCTIUTAIU3AIMH 3aBUCUT OT CKOPOCTH BepUPUKALIUU
JIMarHo3a, KOpPPEKUHUH MEeTa0OJIMYECKUX HapyUIeHUH TyTeM MpPOBEIACHUs
VHTEHCUBHOW TEpANUW U Hayaja MaTOT€HETUYECKOM AUETOTEpPANUU, A TAKXKE OT
CPOKOB TIOSIBJICHUSI TIOJIOKUTEIIBHOW JIMHAMUKH CO CTOPOHBI IEHTPaJIbHOU
HEPBHOW CHCTEMBI M APYIHX OPraHOB, CKOPOCTH BOCCTAHOBJICHUS ITOKA3aTeen
IJIFOKO3bl KPOBH M KHCJIOTHO-IIEJIOYHOTO COCTOSIHUS, OTBET Ha JICUYCHHE
oTMeudaeTrcs B TeueHue S5-7 ngueit. [IpeObiBaHMe B CTalMoHape B CpEIHEM
cocTaBisieT 21 meHsb.

[Tocne BBIMMCKK M3 CTalMOHapa peOCHOK OJDKEH HAXOJWTHCS Ha dTare
aMOyJIaTOPHO-TIONUMKIMHUYECKOTO HaONII0IeHUsT 'y TeuaTpa, HEBPOIAToiora,
TE€HETUKA, OOJIbHBIE C CUMIITOMATUYECKOM SMUIICTICUEN HYKIAIOTCS B HAOIIOIEHUN
snunenrtonora. KoHCynbTanmuum Apyrux  CHEUHAIUCTOB  HA3HAYAKOTCA IO
nokazaHusiM. ExxeMecsauno HeoOxomumo mpoBoauTh uccienoBanus KIIC kposw,
KOPPEKIHIO JeueOHOr0 MUTAaHWS W CUMIITOMAaTHYecKod Tepamuu, 1 pa3 B 6-12
MECSILIEB  PEKOMEHAYETCA  KOHTPOJMPOBATH  COJAEPKAHUE  MATOJIOTHMYECKHUX
METa0O0JIMTOB B CHIBOPOTKE KPOBM WJIM MOYE METOAOM TaHJIEMHOW Macc-
CIIEKTPOMETPHH.

ExxerogHo et AOJKHBI MPOXOAUTH YIITYOJEHHYIO JHMCIAHCEPU3AIUIo0 B
YCIIOBUSIX JAHEBHOTO CTalMOHapa (JUIMTEIbHOCTh rochuTanu3anuu He Menee 10
CYyTOK), TIIe TaKK€ OCYIIECTBISIOTCS HEOOXOAMMBIE PEaOMIUTAIIMOHHBIC
MeponpuaTus. MOHUTOPUHT 32 COCTOSHMEM pEOEHKa M aJeKBaTHOCTHIO Teparuu
NPOBOIUTCS C YaCTOTOM, yka3aHHOM B Tabmuie 12 (D).

Tabmuma 12. MetaGonuueckuii KOHTPOIb, MOHUTOPUHT JUETUYECKOTO JICUCHUS,
HYTPUTHUBHOTO CTATyCa ¥ BO3MOYKHBIX OTJIAJICHHBIX OCIIOKHEHUH 3a00JIeBaHUS ™.

HUccnenosanue Yacrota
AMMUak, ra3sl KpoBH, JIAKTaT B kaxnplii BUSHUT
AMVHOKHUCIIOTHI IJIa3Mbl  KPOBU 1 pa3 B 3-6 mec

(mocne 3-449 royiogaHus)

MeTtunmanoHoBas KUCI0Ta 1 pa3 B 3-6 mec
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B Ij1a3M€ U MO4Y€

CBo6oansrii kapautuH (TMC)

1 pa3 B 6-12 mec

Koutposb quersi(nuieBoi JHEBHUK)

B xaxxnp1ii BUBHAT

AHTpOTIOMETpHUS

B xaxxaplii BUBUT

Knununyeckuit ocMoTp

B xaxxaplif BUBHUT

AnpOymMuH, peanbOyMUH KPOBH

1 pa3 B 6 Mecs1eB

CocrosiHEe KOCTHOHM TKaHM (KaibLuid, Gocdop,
[P, maruuii, maparropmoH, 25-OH ButamMun
D B muiazme kpoBu

1 pa3 B rog,
IIPU OPAKEHUH ITOYEK Yallle

[{uHk, ceneH, peppuTHH,
donmeBast KUca0Ta, BUT B1o

1 paz Brozg

OcMoTp HEBpoOIaToIora

Kaxxnp1ii BU3UT

Omnpenenenue riIOMepyIsIpHON U TyOynspHOU
GyHKIMM 1MOYeK (KpeaTUHUH, MOYEBMHA,
ANEeKTpoNuThl, uctatud C, MoYeBas KUCIIOTa,
AJIEKTPOJIUTHI U OETIOK MOYH )

1 pa3 B 6-12 MecsueB, HaunHas ¢ 6 JET, WIH
paHbllle IPU HAJTMYUU TPU3HAKOB MOPAKCHUS
MOYCK

HaHeraTI/I‘-IGCKaSI aMuJjiasa, JuIiasa

1 pa3 B 6 mec

Kapaunonornueckoe o6cinenoBanme
(OKT',9X0-KI)

B MOMeHT IMarHOCTUKH 3a00/1€BaHuA,
nanee 1 pa3 B rog nocie 6 jget

Koruurushsie pynkiuu (1Q)

I[J'ISI OIIpCACIICHHOI'O BO3pacTa

O¢ranbmonornueckoe odcae0BaHNE

1 pa3 B rog mocmnoe 6 et

900 ,MPT, cypronorundeckue TeCThbl

I1o nmokazanusm

CroMaronorundeckas IIOMOIIIb

He pexe 1 pasza B rox

*- anantupoBano u3 Matthias R Baumgartner et al. 2014.

Pogutenu nomkHbl OBITH OOy4Y€HBI NpPaBWIAM OpraHU3allMyd TEpanvuyd B

MEXITPUCTYITHBIN TIEPUOJT U B TIEPUO YTPO3bl META00IMUECKOTO Kpu3a. Y peOeHKa

Ipu cebe BCCra MAOJDKHA HAXOJUTBHCA IMMaMATKa C YKAa3aHUCM HCOTJIOXKHBIX

MEpPOTPUATUNA B MEPUOJT HAYUHAIOLIETOCS META00IMYECKOTO KpH3a.

IHPOPUITAKTHUKA

[IpodumakTuyeckue MephbI

BK/IIOYAarOT MCIHUKO-TCHCTHUYCCKOC

KOHCYJIbTUPOBAHHC ceMen u MNPpCHATAJIIbHYIO JUArHOCTUKY, KOTOpasA IIPOBOAUTCA C

IMOMOIIBIKO MOJICKYJIIPHO-TCHCTHYCCKOI'O HCCICOAOBAHUSA ouomnrara XOpHOHa C

BBIABJICHUCM MYTAallUH COOTBCTCTBYHOIICTO I'CHA.

Heonaranphsiit ckpuHuHT B Poccuiickon denepannu He IPOBOIUTCA.

NCXOAbI U ITPOI'HO3
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be3 mnartoreHeTMyeckoro JeudeHUs B TMEPUOJ METa0OJMYECKOrO Kpu3a
MOIaBJISTIOITEe OOJIBIIMHCTBO JeTel morubaet. [Ipu cBoeBpeMEeHHON KOPPEKINH 1
npouIIaKTUKEe METa0O0JIMYECKUX KpPU30B, COONIOACHUHM M CTPOTOM KOHTpOJIE
MAaTOT€HETUYECKON TUETOTepalliid U CUMITOMATHYECKOTO JICUEHHUS MPOTHO3 IS
YKW3HU OJIaronpusTHHIN.

[IporHo3 coCTOSIHUS ¥ YPOBHS TICUXMUECKOTO Pa3BUTHUS OOJBHBIX 3aBUCUT OT
TsokecTd U (Gopmbl 3aboneBanus (Bip-pesuctenTHas dopma mut 0 oTiamdgaercs
Oonee paHHeW MaHuMdecTaneli W HECTaOMJIBHOCTHIO TEYCHHS 3a00JICBaHMS),
BOBJICUCHHS] B MATOJOTUYECKUM MPOIECC BHYTPEHHUX OPraHoB (MOYKH, CEp/IIE,
MOJIKETyI0YHAsl JKeJie3a), a TAK)KEe CPOKOB Hayaja CIeHUaTM3UpOBaHHON Tepanuu
¥ KauecTBa JICYCHHS, CIOCOOHOTO MNPEayNpeluTh MPUCTYNBl METa0O0JINYECKON

JCKOMIICHCAIINH.
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