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JlaHHBbIe KJIMHHUYECKHEe PEKOMEHJALUH IOATr0TOBJIEHbl NPO(ecCHOHAIBLHBIMHU
accoumanuaMu  «Coro3 mneguarpoB Poccum» u  «Poccuiickoe 0011eCcTBO
MEIMIMHCKUX TeHEeTHMKOBY», aKTYaJH3HMPOBAHbI, COIVIACOBAHbI ¢ JKCHEPTHBIM
COBETOM U IVIABHBIM BHEIUTATHBIM CIELHAJUCTOM IO MEIMLIMHCKON IeHeTHKe
MunsapaBa Poccuiickoit  ®Pegepanmum  A.M.H.,, npop. C.HU. KyuebiMm.
Yreepaxaensl Ha XVIII Konrpecce neauarpoB Poccun «AKTyajbHbIe IPO0JIeMbl
nequarpun» 14 ¢espaas 2015 r. u Ha VII Cbe3ne Poccuiickoro odmecrBa
MeINIHHCKUX reHeTukoB 19-23 mas 2015 r.

Komnnexktus pabouei rpynnsl: HayuHo-ncciaenoBaTeNbCKUM KIMHUYECKUNH UHCTUTYT
neguatpun ['bOY BIIO PHUMY um. H.W. TluporoBa Munsapasa Poccuun (a.M.H.,
npo@. I1.B. HoBukos, n.m.H. E.A. Hukonaesa), ®I' bHY «HayuHblil ieHTp 310pOBbsI
nerei» (unen-xkopp. PAH, mpod. JI.C. HamasoBa-bapanoma, n.m.H., npod. T.D.
bopoBuk, k.m.H. T.B. bymyeBa, a.m.H., npod. JL.M. KyszenkoBa, k.M.H. H.I.
3BonkoBa), ®I'BHY «Menuko-renerndeckuii HayuHbid neHtp» (A.M.H. npod. C.H.
Kyues, a.muH. E.JO. 3axapoBa), ®I'BY «Poccuiickas nperckas KIMHAYECKAS
oonpHUA» Mun3apasa Poccun (n.m.H. C.B. Muxaiinosa).

ABTOpPBI  TOATBEPKAAIOT  OTCYTCTBHE  (DMHAHCOBOM  TOMAJEPKKH/KOH(IIUKTA
WHTEPECOB, KOTOPHIA HEOOXOAMMO 0OHAPOAOBATH.
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METOAOJIOI' U5

MeTopl, UCTIONB30BAaHHBIE sl COOpa/CeNeKIny JoKa3aTeabcTB. Knnandeckue
METOIMYECKHE PEKOMEHAIMK cocTaBlieHbl Ha ocHOBe Metoaoiorun SIGN (Scottish
Intercollegiate Guideline Network; URL: http://www.sign.ac.uk). Jloka3aTeJIbHOM
0a30il g peKOMEHIANui SBISIIOTCA Tyonukaruu, Bomenmue B MEDLINE,
EMBASE, ORPHANET, KoxpaHnoBckyio Oubnuoreky, 6a3y nanaeix OMIM. beuin
UCIIOJIb30BAHBl ~ MHTEPHET  JIaHHBIE, TMPEACTaBICHHBIE HA  MEKIYHAPOIHBIX
(http://newenglandconsortium.org) ¥ HalMOHAJIBHBIX CalTax OOIIECTB PEIKUX
Oomne3Hel W OONIECTBEHHBIX opranu3aiuil. ['nmyOuna moucka coctaBmwia ¢ 1994 mo
2014 rr.

MeToabl, MCHOJb30BAHHBIC JUISI OLICHKM KAauyecTBAa M CHJIbI J10KA3aTCIILCTB.

OueHka 3HAYMMOCTH B COOTBETCTBUHM C PEUTHUHTOBOM CXEMOHM I OLIEHKU CHJIbI
pEeKOMEHAaIui: KauyeCTBEHHO IPOBEJICHHbIC METa-aHaJIU3bl, CUCTEMATHYECKUE WJIU
PaHIOMU3UPOBAHHBIE  KOHTPOJUPYEMBIE  HCCIECJOBAHHS C HU3KUM  PHCKOM
CUCTEMATHUYECKUX OIIMOOK; BBICOKOKAYECTBEHHBIE CHUCTEMATHUYECKHUE O0030pHI
WCCIIEIOBAHU CJIy4ai-KOHTPOJIb WJIA KOTOPTHBIX VICCIIEIOBAHNUN;
BBICOKOKAQYECTBEHHBIC 0030phl MCCJICIOBAHUMN CIy4al-KOHTPOJb WU KOTOPTHBIX
UCCIENOBAHUM C OYEHb HU3KUM PUCKOM A()PEKTOB CMEUIMBAHMUS WU
CUCTEMATUYECKUX OIMUOOK M CpellHEH BEPOSTHOCTHIO MPUUYMHHOW B3aMMOCBs3U. B
COOTBETCTBHUH C YPOBHEM JOKA3aTEIHLHOCTH (Ka4eCTBO JOKa3aTeILCTB, Tabnuia 1) mno
XOJly M3JIOKEHHUS TEKCTa MPEJICTaBJICHa CTENEHb CHJIBI peKOMeHaanui (Tabmuma 2).
JIist OIeHKM KayecTBa, CHJIbI JOKA3aTeNbCTB U (POPMYIHUPOBAHUS PEKOMEHIAIMMA
MCITOJIB30BAJICSI KOHCEHCYC IKCIEPTOB.

Wuaukaropsl noOpokauectBenHoi mpaktuku (Good Practice Points, GPPS)
0a3upoBaiUCh HA KJIMHUYECKOM OIbITe pabdodeil Tpymmbl 1o pa3paboTke
PEKOMEH AN,

OKOHOMUYECKMM aHanmu3 u nyOonukanuu 10  (GapMaKOdDKOHOMHUKE HE

aHANM3UpOBAIMCh. Banupnanus pexkoMeHganui Oa3upoBajiacb Ha BHYTpPEHHEH



DKCIEPTHOU

CUCTCMATU3UPOBAIUCH U O6CY>KIL8JIHCL npeacecaarcyicM U 4JICHaMA pa60qel?1 I'PVIIIIBL.

OLICHKE. KommenTapun, IIOJTyYEHHBIE OT

[TpoekT pexomeHaaIuii ObLT PeLIeH3UPOBAH HE3ABUCUMBIMU IKCIIEPTAMH.

Tabmuma 1. I'pamanmst ypoBHS 10Ka3aTEIHHOCTH

YpoBeHb
JTI0Ka3aTellb-
HOCTH

Tun
JIOKa3aTeIbLCTB

I[OKEB&TCJ'IBCTB& IMOJY4YCHBI B pC3yJIbTaTC MEC€Ta-aHaJIn3a

00JBIIOTO yucna XOpOLIO CIUTAHMPOBAHHBIX
PaHIOMHU3UPOBAHHBIX HCCIIENOBAHUM.
PannioMu3upoBaHHbIE  HCCIENOBaHUSA

JIO’KHOTIO3UTHUBHBIX M JIOXKHOHETaTUBHEIX OITHOOK.

C HU3KHUM YPOBHEM

I[OKEB&TCJ'IBCTB& OCHOBAHBbI Ha PE3yJibTaTaX HC MCHEC OJHOIO0
X0poHio CINIaHUPOBAHHOI'O PaHAOMHU3UPOBAHHOI'O UCCICAOBAHM.
PaHI[OMI/BI/IpOBaHHBIC C BBICOKHUM

UCCIIEI0OBaHUS YPOBHEM

JIO’KHOITO3UTHUBHBIX 1 JIOJKHOHETATUBHBIX OITHOOK.

I[OKaBaTeJ'H)CTBa OCHOBAaHbI Ha pe3ylibTaTax Xopomo

CIUITAHUPOBAaHHBIX  HEPAHJIOMU3UPOBAHHBIX  HCCIIEIOBAHUM.
KoHTponupyembie HCCII€NOBaHUSI C OJHOM TPYyNMoi OOJbHBIX,

HCCICAOBAaHU C prnHOﬁ HCTOPHUYCCKOI'0O KOHTPOJIA U T.A.

I[OK&?;&TCJ'IBCTB& IMOJIYUCHEI B PE3YJIbTATC HCPAHAOMHU3UPOBAHHBIX

HCCHGI[OB&HHIZ. HGHpHMBIe CpPaBHUTCIILHBIC, OIINCaTCJIbHO

KOPEJUIALIMOHHBIE HCCIENOBAHUS W UCCIEHOBAHUS KIMHUYECKHUX
CJIy4acB.

\Y

JIOKa3aTCJ'IBCTBa OCHOBAHbI Ha KIIMHUYCCKHUX Ccly4dasax

U IIpUMEpax.

Tabnuia 2. 'paganusi CTENEHU CHIIBI pEKOMEHIAINH

CreneHb ['pamamus

A JlokazaTenbcTBO | ypoBHSI WM yCTOMYMBBIE MHOTOYHUCIICHHBIC
nauubie |, 11l wiu 1V ypoBHS n0ka3aTenbHOCTH.

B HoxazatensctBa Il, 11l wam 1V ypoBHS, cuuTaromuecs B LEJIOM

YCTOﬁqHBBIMH JaHHBbIMH.

JKCIIEPTOB,




C HoxazatensctBa |l, Ill, 1V ypoBHsA, HO gaHHBIE B LIETOM
HEYCTONYMBEIE.

D Cna0Onie WIH HECHUCTEMaTHYCCKHUE IMITUPUYECKHUE
JIOKa3aTeJIbCTBA.

JIJisi OKOHYaTEeNbHOW pedaklMd W KOHTPOJs KauecTBa PEKOMEHJAIMHU ObLIN
MOBTOPHO MPOPELICH3UPOBaHbl WICHAMH paboyell TpyMIbl, KOTOPhIE MPUILIA K
BBIBOJly, UYTO BCE 3aMe4YaHUs U KOMMEHTAapUU NPUHSATHI BO BHUMAHHUE, PHUCK

CHCTEMaTHYECKUX OITNOOK IIpu pa3pa60TI<e peKOMeHI[aIII/If/'I CBCIACH K MUHUMYMY.

OIIPEAEJEHUE

[IponmonoBass amuaemuss  (aUAypus) — TEHETHYECKH TETEPOTCHHOE
HACJIEICTBEHHOE 3a00JI€BaHME U3 TPYIIBI OPraHUYECKUX alluAeMuil, 00yCIOBICHHOE
neduiurom nponuoHuI-KoA kapOokcuiiasbl, 4TO BEJAET K OJIOKMPOBAHHUIO OOMEHa
MPOMHUOHATOB Ha YypOBHE mepexona mnponuoHui-KoA B wmermnMmanoHmwi-KoA wu
HapyIIeHUI0 MeTabolM3Ma psga aMHUHOKHCIOT (M30JICWIIWH, BajWH, TPCOHHH,

METHOHMH ), XKUPHBIX KUCJIOT C HEYETHBIM YKMCIIOM aTOMOB YIJIEPOJIA U XOJIECTEPHHA.
KO/l MKb-10 E71.1 1 - [pyrue Buasl HapyiieHdus OOMEHa aMMHOKHCIOT C
PAa3BETBICHHOU LIEMBIO.

AIMMUIAEMHUOJIOIUA

3abonieBaHue BCTpPEYAETCSd B Pa3JIMUHBIX MOmyJsuusx. Yactora cpeau
HOBOPOXJIeHHBIX B cTpaHax EBpombl m CIIIA - 1:350000. B oTnenpHBIX cTpaHax
(mamp., B CaynoBckoil Apasuu) uactora pocturaer 1:2000. B Poccuiickoii
®denepanuu yacTota 3a001€BaHUs HE ONpEIeiieHa.

ITHOJIOI'UA

Tun HaciienoBaHHsI MATOJIOTHH - ayTOCOMHO-PELECCUBHBIN. Bpiaenstor nsa

IFCHCTHUYCCKHU I'CTCPOrCHHbLIX, HO KIIMHUYCCKHN CXOJHBIX BapHaHTa HpOHPIOHOBOﬁ



armuaemMun (tun [ u tun 1), oOycnoBiaeHHBIX AePUIUTOM G- WU P-CyObeTUHUIL
nponuoHui-KoA kapOokcuiasbl, KOTOpas y4acTBYeT B MeTa0OJIM3ME H30JICHIIMHA,
BaJIMHA, TPEOHHHA, METHOHUHA, KUPHBIX KUCJIOT C HEUETHBIM YHCIIOM YTJIEPOJIHBIX
atoMoB u xonectepuHa. ['en PCCA, koaupyroumii akTUBHOCTh (-CyOBEIUHUIIBI,
JIOKaJIM30BaH Ha JUIMHHOM Iuiede xpomocombl 13 - 13932, ren PCCB, xoaupyromuii
B-cyObenuHuIly - Ha JUTMHHOM IIJIeYe XPOMOCOMBI 3 - 3021-022.

Tun HacrmenoBaHWA TPU BCEX TEHETHYCCKUX BapuUaHTaX — ayTOCOMHO-

pEUECCUBHBIN.
ITATOI'EHE3

[TaTtorenes 3a001eBaHUs CXO/IEH C TATOT€HE30M METHIMAIOHOBOM alluIeMUH U
CBA3aH C HAKOIUICHHEM IIPOM3BOAHBIX IPONMOHOBOM KHCIJIOTBI  BCIEICTBUE
OJIOKMpOBaHUsI OOMEHa Ha YpOBHE Iepexoja MponuoHuI-KoA B MeTHUIMalOHWII-
KoA. IlpenmecTBeHHMKaMU MPOMUAOHATOB B OPTraHU3ME CIYXaT aMHUHOKHCIIOTBI
W30JICHIMH, BaIUH, TPEOHUH U MeTHOHMH (50% 0O0IIero Kojau4yecTBa MpornruoHaTOB),
KUPHBIE KHUCJIOTHI C HEYETHBIM YMCIIOM aTOMOB yriepoja u xolyiectepuH (25%);
OCTaJIbHAas YacCTh MPOIUOHATOB 00Pa3yeTCsl B KUIIIEUHUKE B pe3yJIbTaTe ACATEIHHOCTU
SHJOTeHHOW  (uiopel. HakormyieHne  opraHu4eckux  KHUCIOT  (NMPOMHUOHOBOM,
TUIPOKCUNIPONIMOHOBOM, METWJIMMOHHOW KHCIOT Y JAp.) BEAET K TKEIOMY
METa0O0JIMYECKOMY KETOAIU03y, BTOPUYHON TUTIEPAMMOHUEMUH, TUIIEPTIUIITHEMUH,
runorjivukeMuu. [1OBBINIEHHBIN YpOBEHb B KPOBU M BBICOKAs MOYEUHAS] SKCKPELUS
MPONMMOHUIIKAPHUTHHA OOYCJIIOBIIMBAIOT WCTOIIEHHWE 3allacoB KApHUTHHA W €T0
BTOPHUYHBIN JTCPUITUT.

CxeMa MeTa0OJIMYECKUX HApYLIEHUH, HAOJIOJAIONIMXCS TMPU MPOMHOHOBOMN

aluJeMHH, PEJICTaBICHAa HA PUCYHKE 1.
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Puc. 1 Cxema Meraboin4ecKUX MpPOLECCOB MPH  MPOMHOHOBOM alUIeMHuU: MeTaboIuYecKue
Os10KH BBIJICJICHBI roiay0sIM LIBETOM (1-mponmoHoBas,2-MeTUIMaIOHOBAS

aLII/II[eMI/ISI),HaTOHOl"I/I‘-ICCKI/IC MeTa0OJIUTHI BBIZICIICHBI IBOMHOM paMKOﬁ.

KIACCUOUKALIUA

Bbiaenstor ABa TeHETHUECKH reTepOreHHbIX (KJIIMHUYECKH CXOJIHBIX) BapUaHTa
npornuoHoBoi aruaemuu - tun | (myramun rena PCCA) u tun II (mytamuu reHa
PCCB — Bcrpeuatotcs yaimie). Kpome toro, 3a0osieBaHue MMEET JIBE KIMHUYECKUE
(GbopMBI B 3aBUCUMOCTH OT CPOKOB MaHU(ECTALUU U TAKECTH
NPOSIBIICHUH, UTO, MO-BUIMMOMY, CBSI3aHO CO CTEIEHbIO METa00INYEeCKOro aAedexra —
HEOHaTaJIbHAS ¥ MIIafieHYecKas (MK Mo3aHss) POpMBI.

KIIMHUYECKASA KAPTHHA

B OonpmmHcTBE ciiydaeB  3a0o0yieBaHHE HMMEET KPU30BOE  TEUYCHHE.

Metabonuyeckuii Kpu3 MPOBOIMPYETCS (haKTOpamMH, BEOYIIMMU K YCHIJICHUIO



NPOLECCOB  KaTra0oiau3Ma:  HMHTEPKYpPpPEHTHbIE  HMH(EKIUH,  XUPYPTHUECKOE
BMEIIATEILCTBO, MPUEM OOJIBIIUX KOJIMYECTB OeKa 1 JIp.

3aboeBanne XapaKTepU3yeTCcsl OCTpol MaHU(ecTanuel B MepBbIe THU KU3HU (TIpH
HEOHATalIbHOM (opMe), pexke - B NEpBbIe MeECSlbl KU3HU (NP MIIAJICHYECKON
dbopme), mpoTekaeT npuctynoodpasno. HauansHble npu3Haku - pBOTA, IETUAPATALINS,
OTKa3 OT €/bl, CHIDKEHHUE MAacChl Teia, WH()AHTUIbHBIC CMa3Mbl, JbIXaTeIbHbIC
paccTpoiicTBa (TaxWITHO?, CMEHSIOIIEECs arHo3), TeHepaIu30BaHHAsS MbIIICYHAS
TMIIOTOHUSA, TUNEPpPEeQIIeKCHsi, BAJIOCTb, COHJIMBOCTb, KOMAaTO3HbIE COCTOSHUS. B
HEKOTOpPBIX cllydasx oOpaljaeT BHUMAaHUE CBOEOOpa3HO€ JIMLIO OOJBHBIX:
OJlyTJIOBaThl€ IIEKH, YBEIMUYECHHAas BepXHsAA I'yOa. JleTaabHOCTh B paHHEM BO3pacTe
noxomut 10 40%. Bo3MOKHO pa3BUTHE BHYTPUUEPENHBIX KPOBOU3IMSAHUM, OCTPOTO
MaHKpeaTHTa U KapAUOMHUOIIATHH.

Jletn oTcTal0T B (PU3MYECKOM M IMCUXOMOTOPHOM Pa3BUTHH, 4acTO OO0JICIOT
peCIMPAaTOPHBIMU U KEITYJOYHO-KUIIEYHBIMUA WH()EKIIMOHHBIMH 3a00JIeBaHUAMH (10
80% OonbpHBIX), y 1/2 manueHToB HAOMIOAAIOTCS CYJOPOTH (TOHHUKO-KJIOHUYECKHE,
abcaHChl, MHOKJIOHMM). YacTble NPOSABICHUS MNPONUOHOBOM  aUUAEMHH —
OKCTpaNupaMHUaHas CUMIITOMATHKA, WHCYJIbTONMOMAOOHBIC JMH30/bI, AMIATAIIMOHHAS
i pexe runeprpoduueckas kapaunomuonatus (y 20-30% nanueHToB), HapyIICHUS
puTMa cepAua, B ToM uucie, yanuHenue uHtepBasnia QT (moutu y 70%), octpsiii
MaHKpeaTuT, aTpodust 3puTeNbHbIX HEpBOB (y 1/2), sapureMarosnbiit gepmaturt (y 1/3).
VYka3aHHasi CUMIITOMATHKA MOKET JeOI0TUPOBATh B Pa3IMYHOM BO3PACTE U HE BCET/a
oOyclioBJieHa MeTaboIMYecKOr JeKoMIleHcauued. B  KIMHUYeckoll KapTuHe Yy
OOJBHBIX CTApUIETO BO3pacTa MPEeBAIMPYET YMCTBEHHAs! OTCTAIOCTh, MUKpOLedaus,
pE3UCTEHTHAs]  CHUMITOMATHYeCKas  JMMJICTCHS, CIACTUYECKHMH  TeTpamapes,
IKCTpANUpPaMUIHBIE HAPYIICHUSI.

[Ipy  KOMOBIOTEPHOM M  MAarHUTHO-PE30HAHCHOM  TOMOIpaduyYecKoM
WCCJICTIOBAaHMSIX BBISBIISIOTCS XapaKTepPHBIE HAPYIICHUS, CXOJHBIC ¢ HAOII0JaeMbIMU

Opyu  METWIMAJIOHOBOW  alUJeMUU: KOpPTUKaJbHas  aTpodus, pacHIMpeHHE
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KEITYJOUYKOB, 3aJ€pKKa MHUEIMHU3ALMNY, MOBBIILIEHNE WHTEHCUBHOCTH CUTHAJIA B
oOnactu  Oa3aJibHBIX  raHriveB B T2-B3BelmIeHHOM  u300paxkeHuu. llpu
naToOMOP(OJIOTHIECKOM HCCIECJOBAHUM B TKAaHU TOJIOBHOTO MO3ra OOJIBHBIX
OOHaApY>KMBAIOTCSI BAaKyOJIM3alllsid U CIIOHTHO3HAs JereHepanus Oeloro BEIeCTBa U
0a3ajbHBIX TAHTJIMEB, BACKYJISIpU3aAIUs C OTEKOM SHJOTEIUAIBHBIX KJIETOK, a TaKkKe
OCTpbI€ TMIOKCUYECKU-UIIEMUYECKUE TOBPEKICHUS B TallaMyCe, XBOCTaTOM SpE,
OJIeTHOM I11ape, CKOPITyTIE.

B nmepuony merabonumueckoro Kpusza |y JeTel  OTMedaeTcs  TSDKEIbIN
METa0O0JMYECKU KETOAIMI03, KOTOPBIA COMPOBOXKIAETCS T'MIEPAMMOHHEMHUEH,
TUNEPIIUIUHEMHUEH, CHIPKEHUEM YPOBHS TJIIOKO3bI, JIEHKO- U TpomOomuToneHueil. B
KPOBU ONPENENSAETCS BBICOKOE COJEpKAHUE MPONUOHOBOM KHUCJIOTHI, TJIMUMHA H
JM3MHA; TOBBIIIEH YPOBEHb NpONUOHMWIKapHUTHHA (C3), CHMIKEHO COJep KaHHue
ceobognoro  kapuutuHa  (CO).  IloBmimiena  »kckpenus ¢ Modod  3-
TUAPOKCUIIPOITMOHOBOMH, METUJIMMOHHOMN KHCJIOT, TUTJIWITJIALAHA,
IPONUOHWITIIMINHA, 3-THIPOKCUMACISAHOM, 3-TUAPOKCH-N-BAJIEPHUAHOBON KHUCIOT U
HEKOTOPBIX IPYTUX MPOU3BOJHBIX.

JAUATHOCTHUKA

JlnarHocTKa NPONMMOHOBOM alMAYPUM OCHOBAaHA HAa aHaW3€ POJOCIOBHOM,
OLICHKE JTaHHBIX aHAMHE3a, KIMHUYECKUX MPOSIBICHUH, pe3yibTaTax aHalau3a ypOBHS
AMUHOKHUCJIOT H30JICMIIMHA, BaJliHAa, METUOHWHA, TPEOHWHA, TJUIMHA B KpOBH,
OTIpEJICTICHUH COJepKaHusg B KpoBu mnponuoHmwikapautuHa (C3) u cBOOOIHOTO
kapuutrHa  (C0O), T1O4YeYyHON  BKCKpEeUUMH  OpPraHUYecKuX  KHUCIOT -  3-
T'MIPOKCUTIPONTMOHOBOM, METMILIMMOHHOM, MPONMOHUI- M TUTJIWJITIULMHA.
OCHOBHBIMM METOJaMM TOJTBEPKACHUS JUAarHo3a SBISIOTCS OHOXUMHUYECKHE
MeToabl: TanaemHas Mmacc-criektpoMerpusi (MC/MC), aMUHOKUCIOTHBIM aHau3,
ra3oBasi XpoMaTorpaQusi-Macc-CrieKTpOMETPHSL.

JIist MOATBEPKAEHUSI TMAarHO3a U MEIUKO-TEHETUYECKOr0 KOHCYJIbTUPOBAHUS

IPOBOJUTCS MOJIEKYJIIPHO-T€HETUYECKOE UCCIIEI0BAHNUE.
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OOciie1oBaHNI0O HAa MPONMOHOBYIO ALMAYPHIO NOMJIEKAT CIEAYIOIIME TPYyMIbI
ETEN:

- Jletd J1000ro Bo3pacTa U3 ceMell, MMEIOINX OOJIbHBIX C JaHHBIM 3a00JieBaHUEM (B
MIEPBYIO OUYEpEh, OpaThsi U CECTPHI OOIBHOTO);

- JIETU TIEPBBIX HEJIENb U MECALEB KU3HHU, Y KOTOPBIX MOCIE HEKOTOPOro Mepuoja
(MHOrAAa OYEHb KOPOTKOTO, B TE€YEHUE HECKOJBKHX CYTOK) YJIOBJIETBOPHTEIBHOIO
COCTOSIHUA TMOSIBUJIMCh PBOTA, OTKa3 OT €bl, JIETAPTHsl, TUIIOTOHMS, CYJOPOTHU, KOMa,
MeTaboIMYECKUH alu103, KETOHYpHUS;

- JIeTU J000ro Bo3pacTta ¢ MOBTOPHBIMH MPUCTYNaMHU PBOTHI, BSJIOCTH, COHIMBOCTH,
TMIIOTOHUH, KETOAIHN]1032;

- JIeTH, OTCTAIOlIME B TCUXOMOTOPHOM pa3BUTHH, C SIUJIEICUEH, HAPYIICHHEM
MBIIIEYHOTO TOHYCA, HHCYJIBTOMOJOOHBIMU COCTOSIHUSIMHU, KapIUOMHONATHEH,
HapyLICHUSMH PUTMa CEP/Lia, OCTPHIM NAaHKPEATUTOM.

JUIst yCTaHOBJIEHHS [MarHo3a TMPONMOHOBOM alMIypUH Yy MAlMEHTOB C
KJIMHUYECKUMH CUMIOTOMaMu 3a00JeBaHMs CHeUU(UUECKUMH JUarHOCTHYECKUMU
TeCTaMu cieayeT cunutath (cuia A mo OkchOpACKOH MIKaIe):

- KOJIMYECTBEHHOE omnpeeneHne nponuoHmikapauTraa (C3), cBOOOIHOTO KapHUTHHA
(CO0), rmunuHa B KPOBH;

-KOJIMYECTBEHHOE OIpEIEIeHNE 3-TUAPOKCUIIPONMOHOBOM, METHJUIMMOHHOM, 3-
I'HJIPOKCH-N-BaJIEPUAaHOBOM KUCIIOT B MOYE;

- BisiBNIeHHe myTanuii B renax PCCA, PCCB.

buoxumuuecxkue memoowt ouacnocmuxu

Metonom tannmemHoi macc-ciektpomerpuun (MC/MC) B mia3Me KpoBH, B MSTHaX
BBICYIIICHHON KPOBH BBISIBIISIIOT KOHIICHTPAIIUIO aMUHOKHUCIIOT U

alIKapHUTHHOB. [Ipu  TpOMMOHOBON  amuaypuu HAONIOAAETCS  TOBBIIICHUE
KOHIIeHTpanuu mnponuonuiakapautuHa (C3), HU3KOe cojaepKaHUE CBOOOIHOTO

kapHutuHa (C0), noseimenue cootHomenus C3/C0 u C3/C2.
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YpoBeHb U30JICHIINHA, BAJIMHA, MCTHOHUHA M TPECOHWHA B KPOBH Y OOJIBHBIX
MOXKET HaXxOJWUTHCS B IpEJeIaX HOPMBI, YTO HE IMO3BOJISCT HAa OCHOBAaHHWH aHAJIH3a
AMUHOKHCIIOT TOATBEPIUTh MM HCKIIOYUTH 3a0ojieBaHHE. Y MHOTHX NAIlMCHTOB
MIOBBIIIICH YPOBEHb TiMITMHA. OTHAKO 3TO HE SBIIACTCS CHCIM(PUIHBIM H HAOIFO1aeTCs
IIPY IPYTUX HACJICICTBCHHBIX HAPYIICHHUSIX 0OMEHA BEIICCTB.

MetomoM ra3oBoit XxpomaTorpaduu Macc-CIEeKTPOMETPHH B MOUYE TMAIMEHTOB
BBISBIISIFOT TTOBBIIIICHUE KOHIICHTPAIMH 3-THAPOKCHUIIPOITMOHOBON, METHILTUMOHHOM,
3-ruApoKCH-N-BajiepuaHoBOi KuciaoT. Ilpu 3ToM HE HAOII0JAeTCs IOBBIIICHHOIO
YPOBHS METHJIMAJIOHOBOM KUCIIOTHI.

MonexynapHno-eenemuyeckue mMemoovl OUASHOCMUKU

C T1OMOIIbIO CTAaHJAPTHBIX  MOJICKYJISIPHO-TCHETUYCCKUX METOJOB  IIPOBOJST
uccienoBaane reHoB PCCA u PCCB (mopaxkaeTcss daiie), OTBETCTBEHHBIX 3a
pasBuTHE MNponuoHoBOW amuaypuu. IlpoBemenne JIHK-muarHocTMKHM —CTpOro
MIOKA3aHO IS MPEHATAILHOM MITU MPEUMILTAHTAIlMOHHOMN JTHarHOCTHKH.

Juppepenyuanvrnas  ouacrocmuxa  TPOBOJAMTCA €  THIOKCHYCCKUMH
OPAKCHUSIMH HEPBHOM CHUCTEMBI, BHYTPHYTPOOHBIMHU UHOEKIUAMH,
MOCTBAKIIUHAJIbHBIMH  OCJIOXKHCHHMSIMHM, HACJICICTBEHHBIMH HApYIICHHSIMH OOMEHa
BEIIECTB, B YACTHOCTH C APYTHMMH (POpMaMH OPTaHHYECKUX allMIyPHH U ¢ TepeKkTaMu

IIMKJIa CHHTE3a MOYCBHHBI.
INPUMEPBI ®OPMYJIUNPOBKU IUATHO3A

- [IponmoHoBas aunaypus
- [IponmoHoBas anuaemust
- Hapymienuss oOMmMeHa aMHHOKHCIOT C Pa3BETBIECHHOW I1eMbI0 (MPOMMOHOBAS

alyIEMHS])

JIEHEHUE

CTpaTeFI/IH JeueHrus OOJIBHBIX 3aKJII0YaeTcsd B CHHIXKCHUH 06pa3013aH1/151

MNpoNnnoOHAaTOB, MNPCAYHPCKACHHUU pPa3sBUTHUA KETOAIMWA034, THUIICPAMMOHUCMUH,
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TOKCUYECKOIO TOPAXKEHUSI TKAHEH TOJIOBHOI'O MO3ra M BHYTPEHHUX OPraHOB C
oOecrieyeHueM IPoIecCCOB aHa0OIM3Ma, HOPMAJIBHOIO pPOCTa W HYTPUTHUBHOTO
craryca aeTe. TakThka Je4eHus OCHOBAaHA Ha CIEAYIOIMX MPUHIUIAX

[Ipn momo3peHMH Ha HACJIEICTBEHHOE HapylIeHHEe OOMEHa aMHUHOKHCIOT M
OpraHUYECKUX KHUCIIOT HAYMHATh JMETHYECKOE JIeUeHHWE HEOOXOJMMO cpasy mocie
B3STUSl AHAJIM30B, HE JNOXKUAASICH MX pe3ynbTaToB. [0 MOIydeHHs pe3ysibTaToB,
NOATBEPXKIAIONIMX  MeTadonuueckoe  3a0oyieBaHUE,  CIEAyeT  OTrpaHUYMTh
noctyruieHue Oenka: i JieTell [epBOro MOJYroAus JKU3HU — TPYIHOE
BCKapMJIMBaHUE WJIM BCKapMIIMBAaHUE JETCKMMH MOJIOYHBIMH CMECAMH C HHU3KHUM
conepxxanuem Oenka (1,2 -1,3 1/100 mu BoccTaHOBIIEHHOTO TpoaykTa). s mereit
cTapiie 6 MECSEB - HCKIIOYEHHE BRICOKOOEIKOBBIX MPOAYKTOB (MsCO, TBOPOT, pbIOa)
u3 panuona (C-D).

[Tocne moaTBep:KIE€HUS TUArHO3a TAaKTHKA JICUEHUS OCHOBAaHA Ha CIIEAYIOLIUX
npunnunax(C-D):
- OrpaHUYEHHUE MOCTYIUICHUS U30JIeHI[MHA, BaJlMHA, TPEOHMHA U METUOHHUHA C MUIIEH
710 MUHUMAJIbHOW TTOTPEOHOCTH;
- o0ecrieyeHue (HU3MOJOTUYECKOW TMOTPEOHOCTH B JIPYTUX aMUHOKUCIOTAX U
HEOOXOJMMBIX HYTPHUEHTaX s MpenynpexaeHus UX HEAOCTAaTOYHOCTH U
nojJiep>KaHusi aHaO0OIN3Ma;
- OrpaHUYeHHE TOTPEOICHUS KUPHBIX KUCIOT C HEUETHBIM YHCIIOM aTOMOB yIiepoja
U XOJIECTEPHHA,
- Ha3HAYCHME JICBOKAPHUTHHA W TIULMHA JJI1 YCUJICHUS CBSA3BIBAHUS TOKCHYHOI'O
IPONMUOHUII-PaIKaa;
- KOPPEKLUA BTOPUYHON KAPHUTUHOBOW HELOCTATOYHOCTH;
- kohakTOpHAs Tepanus OMOTHHOM;
- HCKJIIOUEHUE TOJIOIaHus, PEIyTPEKICHNE aKTUBALIMU TIPOIIECCOB KaTabOoIn3Ma;
- KOHTPOJHMPOBAHHE KHUCIOTHO-OCHOBHOI'O COCTOSIHUS KPOBH, HPEIOTBpallleHHue

pa3BUTHS AlN103a, TIOIepKAHUE BOAHOTO OallaHca;
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- YCUJIEHUE Tepanuy B Mepruol METab0IMUECKOro KpHu3a.

OCHOBHBIMM ~ KOMIIOHEHTAaMH  KOMIUIEKCA JIeYE€HUs  OOJIbHBIX  CIy>KaT
Majo0eIKoBas TUeTOTepaIns, MpenapaTsl JCBOKAPHUTHHA U OMOTHHA (B OTAEIBHBIX
ClIydasiX, TMPU HATWYUU YYBCTBUTEIBHOCTH K OWMOTHHY). Tepamuio AOMOMHSIOT
HAa3HAUYCHUEM TJIMIMHA, AaHTUOAKTEpPUAIbHBIX MpENnapaToB, JPYyruX BUTAMHUHOB
rpynisl B, o moka3aHusM aHTUKOHBYJILCAHTOB, CAMIITOMATHYECKUX CPEICTB.
OcHoBHble NPUHYUNBI OUEMUYEeCKO20 NeUeHU!

- CTpOTO€ OTpaHuYeHHUE Oelika HATypaIbHBIX MUIIEBBIX MPOJYKTOB C LIEJbIO CBEIACHUS
K HEOOXOIUMOMY MHHHMYMY IOCTYIUIEHHE B OPTaHW3M aMHUHOKHUCIOT METHOHHHA,
TPEOHMHA, BAJIMHA, W30JeHIIMHa. J1J1s1 1eTeil mepBOro Moayroaus >KU3HU OrpaHUYCHHE
pacmpocTpaHsIeTcs Ha MAaTEPHUHCKOE MOJIOKO WIIM JIETCKHE MOJIOYHBIC WU COEBBIC
CMECH, AJisl JETe BTOPOTO MOJIYTOAMs KH3HU — 3alpeT Ha BBEJACHHE B KaueCTBE
MPUKOPMa BBICOKOOENIKOBBIX MPOAYKTOB (Msica, pbIOBbI, TBOpPOTa, SIMIl, MOJIOYHBIX
MPOAYKTOB, OOOOBBIX W T.A.), JJIs MAIlMEHTOB CTaplie OAHOTO Tojla — CTPOTrHue
OTrPaHUYCHUS B MCIIOJIB30BAHUH BBICOKOOEIKOBBIX MpoaykToB (C-D);

- o0s3arenbHass KommeHcanus Aedunura Oenka 3a CuUeT CHelUaJIu3UupOBAHHBIX
cMecell Ha OCHOBE aMUHOKHCIIOT, COOTBETCTBYIOLIMX BO3PACTHBIM MOTPEOHOCTAM
peOeHKa B OCHOBHBIX MHINEBBIX BEIIECTBAX M DHEPTUM, HO HE COAEpIKaAIIUX
METHOHWH, TPECOHWH, BaJWH, H30JCHIMH. B Havase 7e4eHUS W B TEPUOJ
MEeTabOJIMYECKUX KpU30B B TeueHue 24 — 72 yaco (He Ooiee!) uCmoyib30BaTh TOJIBKO
CMEeUATN3UPOBAHHYIO0 cMeCh aMUHOKHCITOT(C-D);

- C IENbI0 TOJJCpXKaHUS TMPOIECCOB aHAOONMM3Ma W TMPEAOTBPAIICHUS Pa3BUTHUS
IpoleccoB KaTabonu3ma oOecreueHue JOCTATOYHOW SHEPreTHYeCKOM IEHHOCTH
parroHa B OCHOBHOM 3a cueT yrieBooB(C-D);

- OrpaHryYeHue KBOTHI KUPOB A0 50-60% OT BO3paCTHBIX CYTOUHBIX MOTPEOHOCTEN BO
n30eKaHne HAKOIUJICHUS MPOMUOHOBOW KHCIIOTBHI - TMPOAYKTA [-OKUCICHUS KUPHBIX
KHUCIIOT C HEYETHHIM YHCIOM aTOMOB yriepoja. B kadecTBe HCTOYHHMKA >KUPA

NpCANOYTUTCIILHCEC HUCIIOJIB30BAaTh pPaCTUTCIIbHBIC mMmacila, CcoACpIiKalue
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MOJIMHEHACHITIICHHBIC  JKUPHBIE KHUCJIOTHI  (parcoBoe, JIBHSHOE, OJIMBKOBOE,
nojcoiaHeyHoe u ap.) (C-D);

- o0ecTieUeHHE MAMEeHTa TOCTATOYHBIM KOJIMYECTBOM KHUIKOCTH,

- npoOHOe KOopMieHHE O€3 [JIMTEIBbHBIX HOYHBIX TIEPEPHIBOB BO HU30EKaHUE
roJI0JJaHusI, 0COOEHHO y JIETeH IpyJHOTO U paHHETO BO3PacTa;

- TICUXOJIOTMYECKas TMOJJCpKKa W OOyYEeHHE pPOJIUTECH MpaBWiIaM OpraHU3alud
MOMOIIM W JUETOTEPaMd B MEXIPHUCTYIMHBIA TIEPUOA W B TEPHOJ YrPO3bI
meTabomuaeckoro kpuza(C-D).

HHuemomepanus 6 mexcnpucmynnuwtii nepuoo (C-D):

- B MEXIPUCTYIHBIA MEPUOJ TUETOTEparvs OCYHIECCTBISETCS B COOTBETCTBUM C
BEITIICONTMCAHHBIMU TTPUHITUTIAMU,

- oOmuii OesoK JiIeueOHOro pallMoOHa PACCUUTHIBAETCA MCXOJS W3 BO3PACTHBIX
notpebHocTeit pedenka (MP 2.3.1.2432-08 Hopmbl pu3n0I0ru4ecKkux noTpeOHOCTeH
B DHEPIWH W THIIEBBIX BEMIECTBAX JUIsI PAa3IMYHBIX TPYIIT HaceleHus Poccuiickoit
deneparum; (taba 3, 4), a TakkKe ¢ Y4ETOM TOJEPAHTHOCTH MAIMCHTa K OCJIKYy B
3aBUCUMOCTH OT ()OPMBI U TSKECTH TEUCHUS 3a00JI€BaHNUS;

- kBoTa Oenka HaATypaJdbHBIX IPOAYKTOB HA3HAYACTCS C YYETOM MHHHMAIbHOU
NOTPEOHOCTH B TATOTEHETUYECKH 3HAYMMBIX aMHUHOKHUCIOTaX — METHOHUHE,
TPEOHUHE, BaJIMHE, H30JIeHIMHEe (Tabauna 5);

- PEKOMEHIYyeTCsl TMOJb30BaThCSd OJHMMH  CIPABOYHBIMM  MaTepuaiaMHu 110
XUMHUYECKOMY COCTaBY MPOJYKTOB, TaK KaK B Pa3HBIX CIPABOYHUKAX JAHHBIE MOTYT
OTJINYAThCH,

- C IeNbI0 KOMIIEHCAIMU jaeduimTa OelKa HCHOJB3YIOTCS CHeIHaIN3UPOBAHHBIC
MPOJYKTHI HA OCHOBE aMUHOKHCIIOT 0€3 METHOHWHA, TPEOHMHA, BaJMHA, H30JICHIIHA

(Tabnuma 6).
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Tabmuma 3. CpemHecyTOYHBIE HOPMBI TOTPEOHOCTEH B OCHOBHBIX MHIIEBBIX
BEIICCTBAX U SHEPTHHU IS JSTCH ITepBOro roJia )KM3HHU (Ha KT MacChl TeJia)

DHeprus benox Kupsbl YrneBoabl
Bo3spact (mec.)
KKaj/ 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 9,5 13

Tabmuna 4. Hopwmbl  (dusuonoruyeckol moTpeOHOCTH

BEILIECTBAX M PHEPTUHU JIJIsl 3I0POBBIX JIeTeH cTapiie rojaa™

B OCHOBHBIX ITHIICBBIX

DHeprus benok, Kupsi, VYraeBojsl,
Bo3zpacr
KKaJl I/CyTKH I/CyTKHU I/CyTKH
oT 1 roma o 2 ner 1200 36 40 174
oT 2 JIET A0 3 JIeT 1400 42 47 203
oT 3 10 7 11eT 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
ot 11 1o 14 sier 2500 75 83 363
MaJbYUKH
ot 11 10 14 sier 2300 69 77 334
JIEBOYKH
or 14 zio 18 nier 2000 87 97 421
FOHOILIA
or 14 zio 18 ner 2500 76 83 363

JEBYILIKH

*

-1 OeTeil ¢ HpOHHOHOBOﬁ aum[ypneﬁ crapuie rojaa HOTpC6HeHI/Ie Ocnka 1o CpaBHCHHIO C

yKa3aHHbIMH B Tabmuie ymeHbinaerca Ha 10-25% B 3aBucuMocTu OT GOpMBbI 3a001€BaHMsI, TIKECTH

COCTOSIHUA U HYTPUTUBHOTI'O CTATyCa peGeHKa.
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Tabmuna 5. OpueHTHpPOBOYHAST MOTPEOHOCTP B METHOHWHE, TPEOHUHE, BaJHHE,
M30JICUIIMHE Y OOJIbHBIX MPOMMOHOBOM alluIlypUeil B 3aBUCUMOCTH OT BO3pacTa

Bospact CytouHas noTpeOHOCTh B AMUHOKHCIOTAX

OOJIBHBIX N3onennun | MeTnoHuH ‘ Tpeonun | Bayun
JETH TPYLHOTO MI/KT Macchl Tena

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
JETHU CTaple MI/JEHb

1 rona

1—-4rona 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

Tabmuna 6. Creuuanu3upoBaHHbIE TMPOAYKTHI Ha OCHOBE AaMHUHOKHUCIOT 0e3
METHOHWHA, TPEOHNHA, BaJiMHa, u3ojeiimHa (B 100 r cyxoit cmecn)™

HaumenoBanue benok Kup, YraeBopl, DHepreTu- Bo3zpacr

MPOIYKTa (3kB.) T r r qyeckast MPUMCHCHHS
[IEHHOCTh, KKaJl

XMTVI Anamix 13,1 23 49 8 469 or 0 1o 1 roxa

infant

XMTVI Maxamaid 25 <0,5 51 309 crapme 1 roga

XMTVI Maxamum 39 <0,5 34 297 crapmie 1 roga

«Hytpuren 14 14 23 50,5 471 ot 0 1o 1 rona

-tre,- met, —val,- ile»

«HyTtpuren 20 20 18 50,4 444 crapmre 1 romga

-tre,- met, —val,- iley

«HyTtpuren 40 40 13 31,6 403 crapmie 1 roga

-tre,- met, —val,- ile»

«Hytpuren 70 70 0 4,5 298 crapuie 1 roga

-tre,- met, —val,- ile»

*-IIPOAYKTHI 3apErUCTPUPOBAHBI Ha TeppUTOpHH rocynapctB TamoxxeHHoro Coro3a.

B Tabnuue 7 mpencraBieH CyTOYHBIA Ha0Op TMPOAYKTOB JJisg JAeTel

AOIIKOJIBHOT'O BO3pacCTa C HpOHHOHOBOﬁ aHHHCMHeﬁ.
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Tabnuna 7. IlpuMepHblit CyTOUHBIN HA0OP MPOAYKTOB, €T0 XUMUYECKHI COCTaB U
DHEPIreTUYECKAs IEHHOCTD U1 AETEN JOLIKOJIBHOTO BO3pAcTa ¢ MPONMOHOBOM

anuaeMue
Konuyectso, XUMHUuUeCcKuil COCTaB, T SHepreTuyeckas
[TpomykThl r (M)
OCIIKH | JKHUPBI | YIJICBOJIBI LICHHOCTD, KKaJl
Xi1e0 HU3KOOEIKOBBIN 140 1,06 3,5 84,2 378
X11e600yII0UHbIC U3ACITUS 30 0,23 2,7 194 105
Cyxas cMech HU3KOOEIKOBast 54 0,87 1,8 50 79,3
BepMuiens Hu3Ko0emkoBas 13,7 0,12 0,08 11,2 479
Kpymna nuskobenkoBas 25 0,2 0,5 21,6 90
Cyxoii 6e30eTKOBBII HAUTOK 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 pacturenbHoe 15 - 14,9 - 134,8
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
MopkoBb 95/76 0,98 0,07 4.8 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
ITomuopel 15/13 1,3 0,03 0,49 3,0
Tomar-miacra 8/7 0,35 - 1,33 7
Jlyk peryarsbrii 5/4 0,05 - 0,32 1,45
Kroksa 10 0,05 - 0,38 2,6
Coxu 100 0,5 - 11,7 47
DPYKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cueT HaTypallbHBIX 95 70 258 1700
MIPOJIYKTOB

Meouxamenmosnoe neuenue (D)

[Ipu ycTaHoBIEHUN AMAarHO3a MPOMMOHOBOM allueMUd HEOOXOIUMO MPOBECTH

poOHOE JieueHnEe OMOTHHOM JTsI BBISIBJICHUS! YYBCTBUTEIIBHOCTH K 3TOMY KO aKTOPY.
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C 5T0il Henbi0 Ha3HA4YalOT 2-HENENbHBbIM Kypc OMOTHMHA B A03€ 1-2 Mr/cyT moa
KOHTPOJIEM ypPOBHS  MNPONUOHWIKAPHUTHHA B  KPOBM M  DKCKpeuuud  3-
TUAPOKCUIIPOITMOHOBOM, METHWJLIMMOHHOW KHCJIOT. CHI)KEHHE 3TUX IOKa3aTeleu
CBUJETENBCTBYET O YYBCTBUTEJIBHOCTH K OMOTMHY. B TakoM ciiydae mpoJoiKaroT
KO(aKTOPHYIO TepaIuio, 103a OMOTHHA OOBIYHO COCTABISAET 5 MI/CYT.

C wenpro yCHJIEHHS CBSI3bIBAHMS NPOIMMOHOBOIO paJvKala WU JIMKBUIALUHU
KapHUTUHOBON HEIOCTATOYHOCTU OOJBHBIM Ha3HA4yaloT OOJIbIIKE J03bl KapHUTHHA.
Pekomennyercss wucnonp3oBath ToJbko L-dopmbl  kapautuHa (dmbkap  30%,
KapHUTEH). JleTn paHHero Bo3pacrta Mmoiy4aroT KapHUTUH K3 pacuyeta 100-150 mr/kr
Macchl Tella B CyTKM 3a 2-3 mpuema, JeTu Oojee crapuiero Bospacta - 60-80
Mmr/kr/cyt. CyTouHass J103a HE JOJDKHA MpeBblmarb 3 r. Tepamnus mnpoBoauTcs
HenpepbiBHO (D).

VYuuThIBasi, YTO OKOJIO Y4 KOJIMYECTBA MPOMMOHATOB 00Pa3ylOTCs B KUIIEUHUKE
noa  BAUsSHUEM  (QYHKUMOHUPOBAHUS ~ MECTHOW  OakTEepHaJbHOM  (JIOPBI,
JOTIOJTHUTEJIHHBIM  CITIOCOOOM  KOPPEKIIMK OOMEHa SIBJISETCS aHTHOAKTEpHaJIbHAS
tepanusi. C 1e/bI0 MOAABICHHUS aKTUBHOCTH KUIIEYHOU (JIOPHI OOJIBHBIM MOKA3aHbI
Kypchl aHTHOAKTEpHAJIbHBIX TIpenaparoB. Ha3zHayaroT aMOMIMIIIMH B BO3PAcTHOM
no3e B TeueHue 8-10 muel wim meTpoHuaazon B poze 10-15 mr/kr/cyt B Teuenne 10-
14 nueii; yepes 3-4 Henenu Kypc noropsroT (D).

JIOTIOTHUTENIBHO B KOMIUIEKCE JICUEHUs JE€TEU MPUMEHSIOT IIIMLUHUH, KOTOPBIN,
MoJ00HO KApHUTHUHY, 00JIalaeT CHOCOOHOCTHIO KOHBIOTUPOBATH MPOU3BOIHBIC
OpraHUYeCKUX KUCJIIOT.

CytouHasa po3a coctasnsaet 300-600 Mr/cyT B TedeHUE JUIMTEILHOIO BPEMEHU
(4-6 mec.), TakKe Ha3HAYAIOT M30JICHIIMH M BAJIMH IPU MX HU3KHUX KOHIEHTPALHIX B
kpoBu (Hmwxke 100-10 wmxmonws/n (D). Ilo nokazaHusiM  MCHOJIB3YIOT
AHTUKOHBYJIbCAHTBI, BO3PACTHBIE J03bI BUTAMHUHOB W BHUTAMHUHHOMHHEPAJIHHBIX
koMiiekcoB (D). Hoorpomnuble mnpemapaTbl Ha3HA4yalOT C OCTOPOKHOCTBIO BO

n30exKaHne IMPOBOKAIMH SITHUIICIITUYCCKHUX ITPUCTYIIOB.
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Jleuenue oemeii 8 nepuod memaboIUyecKo2o Kpuzda

Merabonuyeckue Kpusbl, BEAYIIUE K KPUTUYECKUM, YIPOKAEMBIM >KU3HU
COCTOSIHUSIM, TMpU MIPONHUOHOBOM alMAYpUU TMPOSIBIAIOTCA B  BHJAE OCTPO
BO3HHKAIOMIEH HHIE(ATONATHH U MPUCTYTIOB PBOTHI, BO3MOYKHO Pa3BUTHE CYIOPOT.

Kpusbl 00bIYHO MTPOBOIUPYIOTCS PA3HBIMU HEOJIAronmpUATHBIMU (DaKTOpaMu,
KOTOpbIE OOYCIIOBIMBAIOT YCHWJICHHE TMIPOIECCOB KIETOYHOTO Karafoym3ma ¢
00pa30BaHUEM TOKCUYHBIX MTPOMMOHOBBIX MPOU3BOAHBIX (D):

- TIpreM OeJiKa U JIUMUJIOB B KOJMYECTBE, IPEBBIIIAIOIIEM TOJIEPAHTHOCTh OpraHu3Ma
00JILHOTO peOCHKA;

- HEI0€/IaHNEe, HU3Kasi KAJIOPUMHOCTD PAllUOHA;

- HUHTEPKYPPEHTHBIC PECHUPATOPHBIC WJIM JKEIYJOUYHO-KUIIECYHbIE HH(EKI[MOHHBIC
3a00JICBaHHUS;

- BaKIMHAIUS,

- pu3MUecKas WK MCUX0-3MOILIMOHANIbHAS HArpy3Ka.

Pannumu  npu3HakamMu =~ MeTa0OJIMYECKOTO  Kpu3a  SBISIOTCS — BSUJIOCTb,
COHJIMBOCTh WJIM Pa3Ipa’kKUTEIbHOCTh, OTKAa3 OT e€bl, pBoTa. HeBposiormueckue
paccTpoiicTBa MPOTPECCUPYIOT BIUIOTH JO CTYNOpa WIM KOMBI, OO0YCIIOBIMBas
BBICOKYIO JIETAJIbHOCTh. TSKECTh COCTOSIHUSI, TJIaBHBIM 0O0pa3oM, OIpeaesieTcs
BBIPQKEHHBIM METa00JIMUECKUM KeToanuao3oM. Kpome Toro, yacto orMmedaercs
TUIEPAMMOHUEMHSI, TUTIOTJIUKEMHSI, 00€3BOKMBAHKE, NHOT 14 TUTIEPTINKEMHUS.

CocrosiHue MeTaboJMYEeCKOTO KpH3a, OCOOCHHO y JIeTei paHHEro BO3pacTa,
SABJISIETCS TIOKa3aHWEM JUIsi TOCHUTAIU3allid W OCHOBAaHUEM JJIsi TPOBEICHUS
WHTEHCUBHOU Tepanuu. [Ipu yrpose win B ciydae pa3BUTHS METAOOIMYECKOTO Kpr3a
JieYeHUEe JIOJDKHO HAuMHATBCS  HE3aMEIMTENbHO. JleueOHble  MepOnpusTHS
HalpaBJICHbl Ha TMpPEKpallleHHe OoOpa30BaHUsI W  HAKOIUICHUS  TOKCHYHBIX
OPraHUYECKUX COCIMHECHUN W BBIBEICHUE MX U3 OpraHu3ma. TakThkKa JICYEHUS JETeu
B MEPHOJI KpHU3a BKIIOYACT KOPPEKIMIO IUETOTEpPANUM, AKTUBAIUIO CBSI3bIBAHUS

HaKallJIMBAXOIONUXCA OPraHNMYCCKUX KHUCJIIOT IMYTCM YBCIIMYCHUSA N03bl JICBOKAPHHUTHUHA
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U OMoTHHA (B Ciyyae YyBCTBUTEIBHOCTH), KOPPEKIHIO META0OINYECKOTO alua03a,
TUIEPAMMOHUEMHH U BOJHO-DJIEKTPOJIMTHBIX ~ HApYIICHWH, JIOMOJHUTEIHHOE
BBEJICHUE TJIFOKO3bI JIJISl SHEPTeTUYECKON MOANEPKKU U YMEHBIIEHNUS UHTEHCUBHOCTH
MPOIIECCOB KaTaboIn3Ma.

Huemomepanus demeti 6 nepuoo memabonuyeckozo kpusza (B-D):

- mepeBecTH peOeHKa Ha MHTAHWE HCKIIOYUTEIBbHO CMEChI0 aMHHOKHCIOT 0e3
U30JIeiIIMHa, METHOHWHA, TPEOHWHA M BaJMHA, HO He Oosiee yem Ha 24-72 yaca.
CobOmonath pexuM JAPOOHBIX M YACTBIX KOPMJICHUH C MPOMEKYTKAMU MEXIY
KOpMJICHHSIMU 2-3 yaca, BO3MOXXHO HEMPEPBIBHOE KalleJbHOE BCKapMIIMBAHHUE Yepe3
uHpy3zomar. [Ipu HanMuuM CpeIrMBaHUM, PBOTHI, OTKa3a OT €bl — KOPMJICHUE Yepe3
HA30racTPaJIbHbIN 30H/ UM TaCTPOCTOMY;

- KOJIMYECTBO 00HIero morpedssieMoro Oeika JOJKHO ObITh HE HMXKE 0€30MacHOTO
ypoBHsI (Tabmumna 8);

- 00ecreunTh BBICOKOKANIOpUitHOE TUTaHue (Tabnuia 8) 3a CYeT HMCIOJIb30BaHUS S-
10% TI1I0K03bI, TJIFOKO30MOJIMMEPHBIX PaCTBOPOB (MaIbTOJCKCTPHUH) B IOMOJTHEHHE K
CMECH Ha OCHOBE AaMUHOKHCIIOT; pacyeT MPOU3BOJAUTCS UCXOAS U3 KAIOPUHUHOCTU 1 T
yIieBonoB = 4 kkaj, | r MalbTONEKCTpUHA NPHUPABHUBAECTCS K 1 T YriaeBOJoOB.
Bo3MoxkHO mapeHTepaibHOe BBeleHUE yriaeBogoB (5-10% riatoko3bl), a Takke
JUTUA0B 10 1 T/KT/CyTKHU;

- yepe3 24-72 daca OT Havayla J€YEHUs MTOCTEIEHHO BBOJAT MPOAYKTHI, COAEPKAIIIHE
HATypaJbHBIN OENOK, U3 pacueTa %4 HEOOXOJAMMOTO CyTOYHOTO 00beMa — B TEPBBIM
JIeHb, Y2 - Ha 2-3-i neHb, ¥4 - 3-4-U neHb, Janee B MOIHOM o0beMe. MCTOYHHKOM
HATypaJbHOTO Oe€lKa JJIS JIeTeld TEepBbIX IIEeCTH MECSAIECB JKU3HU SBISICTCS
MaTEPUHCKOE MOJIOKO/JIETCKass MOJIOYHAs CMeCh, JUIsl JIe€Ted BTOPOrO MOJIYTOAUs
XKU3HU — TaK)Ke HU3KOOETKOBBIE MPOAYKTHI MPUKOpPMA, IJIsl JIeTed cTapiie rojaa -
HU3KOOEIKOBBIE HATYpaJIbHBIC MPOAYKTHI (KPYIIbI, OBOIU, (PPYKTHI, PACTUTECIHHBIC

Macja) U ClielUaTM3UpPOBaHHbIE MPOAYKTHI HA OCHOBE KPaxXMalloB,;
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- C LETBI0 MOJCPKAHUS COOTBETCTBYIOIICH YHEPTeTHUECKOW IIEHHOCTH pPAaIFOHa
POJOHKAIOT MCIIOIH30BaTh MAIBTOCKCTPHH, a TAK)KE HU3KOOETKOBBIC MPOIYKTHI HA
OCHOBE KpaxMaia;

- B TIEPHOJI BhIXOAAa W3 META0OJMYECKOT0 Kpu3a MHINA JOKHA MMETh MAISAIIYIO
KYJUHapHYI0 00paboTKy;

- MOCJIEYIONIee yBEINYCHHE KBOTHI HATYpadbHOTO OejiKa B pallMOHE MPOBOJIAT IO
Mepe CTaOMIN3aluyd MeTabOoIMYECKUX HAPYIICHUH, B COOTBETCTBUU C HYTPUTUBHBIM

CTaTyCOM pe6eHKa H €Iro ﬂBHFaTCHBHOﬁ AKTHUBHOCTBIO.

Tabnuna 8. bezonacHblil ypoBeHb MOTpeOsieHUs OelKa U MOTPeOHOCTh B DHEPTHH Y
JeTel pa3IMuHOro BO3pacTa ¢ MPONUOHOBOM alujaeMuei B mepuo MeTaboInuecKoro
kpu3a (B-D).*

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

Bospacrt
OO6mmwmit oemox | 1,8-131 | 13-12 | 11-10 | 1,01- 1,14-
T/KT/CyT 0,99 0,99
DHeprus 150-120 110-80 80-70 60-40 60-50
Kxkan/kr/cyTku
JKunkocts 120 100 1200- 1500- ot 2000
(B T.4. BOAA, mi/kr/cyt | 1500 2000 MJI/CYyT
TJIFOKO30COJIEBBIE, MJI/KT/CYT MJI/CYyT | MII/CYT
TJIFOKO30TTOJIMMEPHBIE
PacTBOPHI)

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

s akmusayuu c6:A36186aHUSI HAKANAUBAIOWUXCSL OP2AHUYECKUX KUCIOM U
KOppeKyuu ocmpoi sunepamMmonuemMuy KapHUTHH Ha3zHadaioT OomocHo 100 Mr/kr
Maccel Teda M Jgajnee mojiaepxuBaroniyto go3y 100  wmr/kr/cytku (D),
IPEIMOYTUTEIIBHO BHYTPUBEHHOE WJIM BHYTPHMBIIICYHOS BBEACHHE Iperapara C
IENBbI0  TOMJCP)KAHUS  COACpKaHWS CBOOOAHOTO KAapHHUTHHA B KPOBH  BHIIIIC

HOPMaJIbHBIX 3HAYEHUM.
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Koppekuuss meTabonnyeckoro amuao3a OCYLIECTBISETCS BHYTPUBEHHBIM
BBEJICHHEM IIIEJIOUHBIX PAaCTBOPOB TUApOKapOOHaTa HaTpus, npenapaToB Tpuconb
win TpucamuH. ['mapokapOooHat HaTpus npumensiercs B Buae 8,4% u 4,2% pacTtBopa
s yaooctBa mepepacyeta Ha Mmodib  NaHCO. Ero no3upoBka (MMOIb)
onpenensercs no hopmyne: (-BE) x macca mena (ke) x 0,3.

BonpHBIM peKOMeHIyeTcsl MENOYHOE MUThEe — PAacTBOP COMBI M3 pacyera 72-1
yaitHas j0xka Ha 200 MJ1 BOABI, IIIEJIOYHBIE MUHEPAJIbHBIE BOJIbI. PeryssipHo (Kaxble
6-12 yacoB B 3aBUCHUMOCTH OT TSDKECTU COCTOSIHUSI) KOHTPOJHUPYIOT MOKa3aTelu
KHCJIOTHO-OCHOBHOT'O COCTOSIHUSL KPOBHU.

s ycmpanenus eunoeudpamayuy Ha3HAYAIOT BHYTPUBEHHOE BBEJICHUE
(bM3HOJOTMYECKOTO PACTBOPA, MCIOJB3Ys CIEAYIOIHUA pacyeT B 3aBUCUMOCTH OT
Maccel pebenka: 100 mur/kr/cyt (mMacca <10 kr.); 1000 mn + 50 mu/kr Ha
nocienyronuit kwiorpamm mnocie 10 kr (macca 10-20 kr); 1500 mun + 20 mia/kr Ha
nocieaywmuil  kuiorpamm nocie 20 kr (macca >20 kr). B ciywae Tsxenoi
WHTOKCUKAIIMK I JIy4lled DIMMHUHAIIMK ~ HAKaIUTMBAIOIIMXCA TMPOMHOHATOB
PEKOMEH]IyeTCs MCIOJIb30BaTh METOJI (POPCUPOBAHHOTO JUype3a C TOMOIHUTEIbHBIM
BBEJICHHEM KHJIKOCTH M Ha3HaueHWeM ¢ypocemuzaa (yrazukca) B goze 1-3 mr/kr 1-2
pa3a B CyTKHU (C MHTEpBAJIOM HE MeHee 6-8 vac.).

C 1enbi0 yCTpaHEHMs] HHEPreTUYECKOro JeduuuTa M CHUKEHUS YPOBHS
aMMHaKa B KpOBH MPOBOAAT BHyTpuBeHHOE BBeaeHue 10-20% pacTBopa rItOKO3bl U3
pacueta 20 mur/kr ¢ uacynmuaoM (1 En/8 r rimrokossl). [locie aByx4acoBoro BBEeICHHUS
PEKOMEHJIyeTCsl KOHTPOJb COAEp>KaHUs JAKTaTa W TIIOKO3bl B KPOBH; JOMYCTUMO
MO/JICP)KUBATh YPOBEHBb TJIIOKO3BI BHINIE 3,3 MMOJIB/JT Y HOBOPOXKIEHHBIX U 5,5
MMOJIB/T — y cTapmux jered. [lpu ypoBHe ammuaka B kpoBH Bbilie 200 MKMOJIB/JT
JOTIOJTHUTENBHO JUIsl CTUMYJISIIMKA CUHTE3a MOYEBUHBI TIOKA3aHO BBEICHHUE aprHHUHA
(250-300 mr/kr) wiu nutpyiraa (350 mr/kr). Hasnauarot ¢donueByto kucmory 0,1
MI/KT/CYT, TUPUIOKCUH 5 Mr/cyT. OCYIIECTBISIOT 00s3aTeIbHBIN KOHTPOJIb YPOBHS

HaTpus u Kanust B kposu (C-D).
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[TarueHTaM B COCTOSTHUM OCTPOTO META0OIUYECKOrO KpH3a, MPU OTCYTCTBUH
OBICTPOI TOJIOKUTENBHONM pEaKUUMU Ha HMHTEHCUBHYIO TEPAINHIO, COXPAHSIOLIEMCS
KeToalua03¢ ¢ TUIepaMMOHHEeMHH, s ©Oonee 3(G(EKTUBHOTO BBIBEACHUS
TOKCHYHBIX METa0O0JIMTOB MPOBOJIAT MEPUTOHEATBHBIN nann3 win remoaunanms(C-D).

B mponecce KOMIUIEKCHOTO JIEYEHHUS! OCYLIECTBIISIFOT KOHTPOJb IOKa3aTenei
KIIMHAYECKOTO aHajn3a KPOBH, YPOBHsS TreMorjioOmHa, oOmiero Oenka, aap0yMHHA,
IJIIOKO3bl, CBIBOPOTOYHOTO  JKE€JI€3a, JJIEKTPOJIMUTOB, JIAKTaTa, aMUHOKHCIIOT,
CBOOOJIHOTO KapHUTHHA U MPONHOHWIKApHUTHHA. KOHTpPOIMPYIOT mapaMeTpbl
KHCJIOTHO-OCHOBHOI'O  COCTOSIHUS ~ KpoBH. IIpoBoAsT ompeneneHue mNOYEYHOM
DKCKpPEIMHU  3-TUIPOKCUIIPOIIMOHOBOW, METWJUIMMOHHOM  KucinoT. KpaTHOCTb
MPOBEICHUS AaHAJIM30B 3aBUCHUT OT COCTOSIHUS PeOCHKA, HO B EPHO] MH(PEKIIMOHHBIX
3a00s1eBaHUM, META0OIMYECKOr0 Kpu3a ONpeleSieHUEe aMUHOKHUCIOT M KapHUTHHOB
ocymecTBIsitoT He pexe 1 paza B 7-10 gneit, KIIC - exxenHeBHO 10 CTaOMIM3AIMN
noka3zareneii (B).

YpOBHHM METMOHMHA, TPEOHWHA, BAJIMHA, M30JICULIMHA B KPOBU B pe3yJbTare
J€YeHUsl JOJKHBI OBITh MPHUOIMKEHbl K PEPEpEeHCHBIM BO3PACTHBIM 3HAUYECHUSAM
(trabmuma 9). OcobeHHO BaXKHO 0OecTIeYMBaTh HOPMAJBHBIM CHIBOPOTOYHBIN YPOBEHB
AMHHOKHCJIOT C Pa3BETBJIECHHOW YIJIEPOJHOW Lenbro. Tak, HEA0CTaTOYHOE
noTpebnenre Oenka W JOePUUUT U30JEHIIMHA SBIAIOTCS NPUYMHOM PpPa3BUTHUSA
TSKEJIOTO aKpoJepMaTUTa U CIIy’KaT OCHOBaHUEM JUIsl AOIMOJIHUTEIBHOIO BBEACHUS B
parmod nutanus L-uzoneitimaa B mo3e 50-100 Mr/cyT B 3aBUCUMOCTH OT CTETICHH

nedurura. ConeprkaHue TIMIIMHA B KPOBU MOXKET OBITh YMEPEHHO MOBBIIIIEHHBIM.

Ta6numa 9. PedepeHcHbIC 3HAUCHUS H30JICHITMHA, MEeTHOHWHA, TPEOHWHA 1 BaJIMHA B
IJ1a3Me KPOBH JIETEN

YpOBEHb B I1a3Me KPOBU
AMMHHOKHUCIIOTA
MKMOJIB/J1 mr/100 mit
Uzoneiimu 25-105 03-14
MeTnoHuH 18 — 45 0,3-0,7
Tpeonun 45 — 250 0,5-3,0
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| Banun | 65-250 | 08-29 |

ITokazarenb CBOOOJHOTO KapHUTHHA TOJJIEPKUBAIOT HA BBICOKOM YPOBHE,
MPEBBIIIAIONIEM TPAHUIIBI, OMPENENICHHbIE Ul 3I0POBBIX JleTeld. DTo obecreunBaeT
JETOKCUKAIIMOHHYIO0 (DYHKIIMIO KapHUTHHA, YJIydIlaeT CBSA3BIBAHUEC W BHIBEACHHUE U3
OpraHu3Ma TOKCHYHBIX MPOMUOHOBBIX MPOU3BOJHBIX. [Ipy MCMONB30BAaHUU BBHICOKUX
7103 BO3MOXKHO pa3BuTuE 3(PPEeKToB B BHUJAEC TOIIHOTHI U HEMPHUATHOIO 3araxa.
VYka3zaHHbIE SIBJICHUS MPOXOJAT MOCIE CHUXKECHHUS T03BI.

Bo uzbexxanne kataboauzMa HEpeaKo TpeOyeTcs: OpraHu3aliis MUTaHus Yyepe3
30H]I WIM TacTpOCTOMY, a Takke oOOecreyeHne HOYHOW TUMEepAIMMEHTAIUU C
WCIIOJB30BAaHUEM CIIEIIMAIBLHON MMOMIIBI JJISI TOCTOSIHHOTO BBEJEHUSI TMUTAHUS U
TJIIOKO3B, MAJIbTOJICKCTPUHA U APYTHX pacTBopos (B-D).

OcCymIeCTBISAIOT KOHTPOJIb HYTPUTHUBHOIO CTaTyca C KOPPEKIMEW MUTaHUS B
3aBUCUMOCTH OT COCTOSIHUSI peOeHKa W €ro TOJIepaHTHOCTH K Oeinky. Kontpoib
dbakTHUecKOoro TMUTaHUS (XMMHUYECKOTO COCTaBa palMoHa) IJs MPEeayNpexaCHUs
pa3BUTHS ACUIIUTHBIX COCTOSIHUM MTPOBOMST y €T B pEaHUMAIMOHHOM MEPUO/IE —
€XEeIHEBHO, y IETEIl IEPBOTO ro/ia )KU3HU - He pexe | paza B 7-10 qHel, y malMeHToB
crapuie 1 roga — 1 pa3 B 1-3 mecsina (B-D).

OO6mmmu mpodsieMamu 17151 601bHBIX ¢ MMA  ABJISIFOTCS. PBOTHI M 3aIIOPHI, O
KOTOPBIX BCErJa CJeAyeT MOMHUTh BOBPEMSI MX MPENOTBpaIlaTh U KOPPEKTUPOBATh
(D).

JlabopaTOpHBIMU TIpEABECTHUKAMH PAa3BUTHSA KETOAIMJIOTUYECKOTO KpH3a
CIIy’>KaT TEHJICHIMS K CHIbKeHuo pH kpoBu, nepuiuTy OCHOBaHUMN, yMEHBIIICHHE
CoJIep>KaHMsl CBOOOJHOTO KapHUTHHA, HapacTaHWE YPOBHS MPOMUOHUIKAPHUTHHA B
KPOBH, MOYEYHON SKCKPELUU 3-TUIPOKCUIIPONMOHOBOM, METUJUIMMOHHON KHCIIOT U
KETOHOBBIX TeJ. Bo Bpems mpeaomnepalimoHHON MOATOTOBKH, aHECTE3UOJOTHUUECKUX
nocoOuid W B JPYrux clydasx, Korja TpeOyeTcs YUIMHUTH TEePUO]] TOJOJaHUs

HCIIOJIB3YCTCA BHYTPHMBCHHOC BBCJIACHHC PACTBOPOB IJIFOKO3bI M JJICKTPOJMUTOB H3
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pacuera 8-10 MI/Kr/mMuH JUIsl A€T€W TEPBOTO Toja XU3HH, 6-7 MI/KI/MUH — ISt

neTeit ot roga mo 10 met, 5-6 Mr/kr/muH — ais aereit crapiie 10 aet (D).
BEJAEHUE ITAIIMEHTOB

Jletn ¢ MPONMMOHOBOM alMAEMHUEN 4YacTO MOMNAJAIOT B OTAECICHHE IATOJOTUU
JIeTeN paHHETO BO3pacTa, MH(MEKIIMOHHOE OTMICIICHUE WIIM PEAHUMAITUIO B COCTOSTHUH
METa0OJIMYECKOT0 KpHU3a, pa3BuBLIErocs Ha (oHe MeTaboNIMYecKoro amuao3a U
TUTIOTJIMKEMHUH.

[Ipo10KUTENEHOCTS TOCHUTAIU3AIMU 3aBUCUT OT CKOPOCTH BepUDUKAIUU
JIMarHo3a, KOPPEeKIUU  METabOJIMYEeCKUX  HApYyIIEHWH TyTeM  IPOBEIACHHUS
MHTCHCUBHOW TE€pAaNMM W Hayaja MaTOT€HETUYECKOM IUETOTEpaNnuu, a TAKKE OT
CPOKOB TOSIBJICHUS MOJIOKUTEILHON JUHAMUKU CO CTOPOHBI LIEHTPAJIBHOW HEPBHOM
CUCTEMBI M JAPYTHUX OPraHoOB, CKOPOCTHM BOCCTAHOBJICHMS TOKAa3aTENeW TJIHOKO3bI
KPOBHU M KHCJIOTHO-IIIEJIOUHOTO COCTOSIHHSI, OTBET HA JICYEHUE OTMEYAECTCS B TEUEHUE
5-7 nueit. [IpeObiBaHMEe B CTAIIMOHAPE B CPEHEM COCTaBIsIET 21 JeHb.

ITocne BbIMMCKM W3 CTalMOHapa pPEOCHOK JOJKEH HAXOAUThCS Ha ITame
aMOyJIaTOPHO-TIONUKIMHUYECKOTO  HaOMIOACHUS 'y TeauaTpa, HEBPOMATOJIOra,
reHeTHKa. boJbHBIE C CUMITOMATHUYECKON AMUJIETICUEH HYXIAIOTCS B HAOJIOJICHUN
SMWICNTOJIOTa, a TAaKXKE KapAHOJIOra, TacTPOIHTEPOJIOra, OKYJIMCTa B CBS3H C
BBICOKMM PHUCKOM Pa3BUTHUSl KapAUOMHUONATHUH, HAPYIIEHUN pUTMA CEpJilia, OCTPOro
MaHKpeaTuTa, aTpopuu 3pUTENIbHBIX HEepBOB. HeoOxomum kouTposib D3OI, OKT,
Ox0KI', XonrepoBckoe monutopupoBanue IKI, Y3U BHyTrpennux opranoB (1-2
pasa B TOJI [10 TOKA3aHUSIM).

Exemecsiuno HeoOxomumo mnpoBoauTh ucciaenoBanuss  KIIC  kposw,
KOPPEKIMIO JIeYeOHOT0 THUTAaHUS W CHUMIITOMAaTHYeCKOW Tepamuu, 1 pa3 B 6-12
MECSILIEB ~ PEKOMEHIYETCS  KOHTPOJMPOBATH  COJAEpPKAHWE  MATOJIOTHYECKHUX
MeTabOJIUTOB B CHIBOPOTKE KPOBH WJIM MOYE€ METOJOM TaHJIEMHOM Macc-

CIICKTPOMCTPHUHU.
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B psame caydaeB (mpu  IUIOXO META00JINYECKUX

HapYHMICHUAX, YAdCThIX KCTOAHUAOTUYCCKUX Kpmax) BO3HHUKACT H€06XOI[I/IMOCTL

KOPPEKTUPYEMBIX

pemaTh BOIPOC O TPAHCIUIAHTALIUY IIEYEHH.

ExxerogHo netH OJKHBI IMPOXOAHMTH YIUIYOJICHHYIO JUCHAHCEPHU3aLUI0 B
YCIOBUSIX JHEBHOIO CTallMOHapa (UIMTENbHOCTh TrOCHUTaIM3aluu He MeHee 10
TaKXKe HEOOXOAMMBIE  peabUIUTAIlMOHHBIC

CyTOK), TJe

meponpustus (tadauna 10) (D).

OCYHICCTBIIAIOTCA

Tabmuna 10. MerabGoqudeckuid KOHTPOJIb, MOHUTOPUHT JAHETHYECKOTO JICUCHHS,
HYTPUTHUBHOTO CTATyCca U BO3MOKHBIX OTJAJICHHBIX OCIOKHEHHM 3a00JIeBaHUS ™.

Hccnenosanne Yacrtora

AMMMaK, ra3bl KPOBH, JIAKTAT B xaxap1ii BU3UT

AMUWHOKHCJIOTHI TUIa3Mbl  KPOBH
(mocne 3-44 rosoganus)

1 pa3 B 3-6 mec

MeTunmManoHOBasE KMCIIOTa
B I1J1a3M€ U1 MOYC

1 pa3 B 3-6 mec

CBo6onnbIit kapauTuH (TMC) 1 pa3 B 6-12 mec

KoHnTposb nueTsi(nuiieBoi JTHEBHHUK ) B ka1t BU3UT

AHTponomeTpus B kaxnablil BUSUT

Knuanyeckuit ocMoTp B kax b1l BU3UT

AnpOyMuH, npeanbOyMHUH KpOBU 1 pa3 B 6 Mecs1eB

1 pa3 B rop,
MIPU TOPAKEHUH MTOYEK Yalle

CocTosiHME KOCTHOM TKaHM (KanbLul, gpocdop,
[P, marauii, napatropmos, 25-OH Butamun
D B miia3me kpoBu

[{unk, ceneH, GeppuTHH,
dbonmeBast KUCIOTa, BUT B1o

1 pa3 B rog

OcMmoTp HeBpomaToJiora Kax b1t BU3UT

1 pa3 B 6-12 MecsueB, HaunHas ¢ 6 JeT, WIH
paHbllle NPU HAIMYUU NPU3HAKOB IOPAKEHUS
MOYeK

Omnpenenenue riaoMepyiIsipHON U TyOynspHOU
¢yHKIMU TOoYeK (KpeaTMHHH, MOYEBHUHA,
SJICKTPOJIUTEI, HUCTATHH C, MoO4YeBasg KUCJIOTaA,
AIIEKTPOJIUTHI U OEJIOK MOYHM)

ITaHKpeaTnueckas amuiasa, Jumnasa 1 pa3 B 6 mec

Kapanomnornueckoe obcinenoBanme
(OKT',9X0-KTI)

B MOMEHT TMarHOCTUKHY 3a00JIeBaHUS,
nanee 1 pa3 B rox nocie 6 Jer

Kornurusnsie ¢pynkuun (1Q)

I[J'I}I OIIPCACIICHHOI'O BO3pacTa
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Od¢ranbemonornueckoe odcae0BaHNE 1 pa3 B rog mocmnoe 6 et
O30 ,MPT, cypronorudeckue TeCTbl [To nokazanusm
CromMaronoruyeckas oMoIilb He pexe 1 paza B roj

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

Ponutenu nomxHbl ObITH OOy4YeHBI TpaBUIaM OpTaHU3AIMM TEPallud B
MEXIPUCTYIIHBIN MEPUOA U B MEPUOJA YTPO3bl METAOOIMYECKOro Kpusza. Y peOeHKa
npu cebe Bcerga JOJDKHA HAXOAMWTHCS TMaMsATKAa C YKa3aHHEM HEOTJIOXKHBIX

MEPOIPHUITHIA B IEPHOJ] HAYNHAIOIIETOCS METa0OIUIECKOTO KpHU3a.
MNPO®UITAKTUKA

[Ipodunaktuueckue MeEpBbI BKJIFOYAIOT MEJIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHUE CEMEN W IPEHATAIBHYI JUArHOCTUKY, KOTOpas IPOBOAUTCA C
IOMOLIBID  MOJIEKYJIIPHO-TEHETUYECKOTO MCCIEAOBAaHUsA OHWoNTaTa XOpPUOHA C
BBISIBJICHUEM MYTallMM COOTBETCTBYIOLLETO T'€HA.

Heonaranbnsiii ckpunuHr B Poccniickort @enepanny HE MPOBOAUTCA.
NCXoJbl 1 ITPOI'HO3

be3 maroreHeTM4ecKOoro J€YEHHS B NEPUOJ META0OJMYECKOTO KpH3a
MoIaBJISIIoIee OOJIBIIMHCTBO neTel morubaet. [Ipu cBOeBpeMEHHON KOPPEKIMU U
npoPUIIaKTUKE METa00JIMYECKUX KpPHU30B, COOJIIONEHHMH U CTPOrOM KOHTpOJE
[IaTOTCHETUYECKON JIUETOTEPAIMM M CHUMIITOMAaTUYECKOTO JIEYEHUS IPOTHO3 JUIS
YKU3HH OJIarOMPHUSTHBIMN.

[IporHo3 cocTosiHUS U YPOBHSI MCUXUYECKOTO Pa3BUTHsI OOJIbHBIX 3aBUCUT OT
TSOKECTH 3a00JIeBaHUs, HAJM4YUs HHCYJIBTONOJOOHBIX COCTOSIHHM, BOBJICYCHHS B
MAaTOJIOTMYECKUI MPOLECC BHYTPEHHUX OPraHoB (TOYKH, CEpAlE, MOKETydouHas
xKene3a), a TaKKe CpOKOB Hauaja CIEUUaJIu3UpOBAHHOM Tepanmuu W KadecTBa

JICYCHMS], CTIOCOOHOTO MPEAYNPEIUTH MPUCTYITBI META00TMYECKON TIEKOMITCHCAITHH.
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