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METOAOJIOI' U5

MeTopl, UCTIONB30BAaHHBIE sl COOpa/CeNeKIny JoKa3aTeabcTB. Knnandeckue
METOJIMYECKHE PEKOMEHIAIMHA COCTaBIIeHBI Ha ocHOBe MeTomonorun SIGN (Scottish
Intercollegiate Guideline Network; URL: http://www.sign.ac.uk). Jloka3zarensHoii
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) ¥ HalMOHAIBHBIX CalTax OOIIECTB PEAKUX
Oomne3Hel W OONIECTBEHHBIX opranu3aiuil. ['nmyOuna moucka coctaBmwia ¢ 1994 mo
2014 rr.

MeToabl, MCHOJb30BAHHBIC JUJISI OLICHKM KAauyeCcTBA M CHJIbI JIOKA3aTEJIbCTB.

OueHka 3HAYMMOCTH B COOTBETCTBUHM C PEUTHUHTOBOM CXEMOHM I OLIEHKU CHJIbI
pEeKOMEHAaIMi: KauyeCTBEHHO IMPOBEJICHHbIC METa-aHaJIW3bl, CUCTEMATHYECKUE WJIU
PaHIOMU3UPOBAHHBIE  KOHTPOJUPYEMBIE  HCCIECJOBAHHS C HU3KUM  PHCKOM
CUCTEMATHUYECKUX OIIMOOK; BBICOKOKAYECTBEHHBIE CHUCTEMATHUYECKHUE O0030pHI
WCCIIEIOBAHU CJIy4ai-KOHTPOJIb WJIA KOTOPTHBIX VICCIIEIOBAHNUN;
BBICOKOKAQYECTBEHHBIC 0030phl HCCJICIOBAHUN CIy4al-KOHTPOJIb WU KOTOPTHBIX
UCCIENOBAHUM C OYEHb HU3KUM PUCKOM A()PEKTOB CMEUIMBAHMUS WU
CUCTEMATUYECKUX OIMMUOOK M CpelHEeHd BEPOSTHOCTHIO MPUUYUHHON B3aMMOCBs3U. B
COOTBETCTBHUH C YPOBHEM JI0KA3aTEIHLHOCTH (KaueCTBO JOKa3aTeIbCTB, Tabyuuia 1) mo
XOJly M3JIOKEHUSI TEKCTa MPEJ/ICTABIIEHA CTETNCHb CHJIbI peKOMeHaaIui (tadnuma 2).
JIist OIeHKM KayecTBa, CHJIbI JOKA3aTeNbCTB U (POPMYIHUPOBAHUS PEKOMEHIAIMMA
MCITOJIB30BAJICSI KOHCEHCYC IKCIEPTOB.

Wunukaropsl noOpokauecTBenHoi mpaktuku (Good Practice Points, GPPs)
0a3upoBaIUCh HA KJIMHUYECKOM OIbITe pabdodedl Tpynmbl 1Mo  pa3paboTke
PEKOMEH AN,

OKOHOMUYECKMM aHanmu3 u nyOonukanmuu 10  (GapMaKOdKOHOMHUKE HE

aHANM3UPOBAIMCh. Banuauzanus pekoMeHnanuii Oa3upoBanach Ha BHYTpPEHHEH



DKCIEPTHOU

CUCTCMATU3UPOBAIIUCH U 06CY)I(,H8,JIHCL npeaccaarcyicM U 4JICHaMA pa6oqeﬁ I'PVYIIIIBL.

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& IMOJIY4YCHBI B PC3yJIbTaTC ME€Ta-aHaJInu3a

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
X0pouio CriJiIaHMPOBAHHOT'O PAHAOMU3UPOBAHHOI'O UCCICAOBAHNA.
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 HCCIIEIOBaHUS C OJHOM TPYNMoi 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 HCCIEAOBAaHUS Y UCCIEHOBAHUS KIMHUYECKUX
CJIy4acB.

\Y

HOKa3aTCHBCTBa OCHOBAHbI Ha KIIMHUYCCKHX Ccly4dasax

U IIpUMEpax.

Tabnuma 2. 'pamanust cTeneHn CUiTbl pEKOMEH IaluN

CreneHb ['pamamus

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

B HoxazatensctBa |l, 11l wau 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 OKOHYATENBbHOW pEedaKIMA W KOHTPOJIS KadecTBa PEKOMEHIAIMU ObLIN
MOBTOPHO MPOPELICH3UPOBaHbl WICHAMH paboyedl TpyMIbl, KOTOpPbIE MPUILIA K
BBIBOJY, UYTO BCE 3aMe4yaHUsi MU KOMMEHTApUU NPHUHATHI BO BHUMAaHUE, PHUCK

CHUCTEMaTUYECKUX OIHUOOK MpHU pa3paboTKe peKOMEHAALNN CBECH K MUHUMYMY.

OIIPEJAEJIEHUE

Hedunur ammn-KoA gerusiporeHassl >KUPHBIX KUCIOT C OYEHb JJIMHHOMN YTIIEpOIHOM
LENbI0 — HACJIEICTBEHHOE 3a00JIeBaHUE M3 TPyNmbl AePEKTOB MUTOXOHIPHAIBHOIO

B—OKI/ICJIGHI/UI JKUPHBIX KHUCIIOT, O6YCHOBJIGHHOG IIG(l)I/IHHTOM YKa3aHHOT'O (I)epMeHTa.

KOJ/I MKB-10 E71.3 - Hapyuienus o6MeHa )KMPHBIX KHUCIIOT.

AMMUIEMHUOJIOIUA

3a0osieBaHnEe BCTpeYaeTcs B pa3IMUHBIX momyisinusx. Yacrora cpenu
HOBOPOXJEeHHBIX B cTpaHax EBpomsl u CIIIA cocrasmser 1:30000 - 1:50000. B

Poccuiickoit @eaepannu yactora 3a00JI€BaHUS HE ONIPEIeTICHA.

ITHUOJIOI'UA

3aboneBanue oOycnoBieHo myrtauuei reHa ACADVL, koTopwlii KoaupyeT
aimi-KoA nermaporeHasy >KMpPHBIX KHUCJIOT C OY€Hb JUIMHHOW YTJIEPOIHOM ILEMblo.
JlanHbli (hepMEHT y4acTBYeT B MUTOXOHJPHAIBHOM —OKHCICHHH >KUPHBIX KUCIOT,
yTJIepoaHas 1enb KOTOPBIX coaepxuT 14 — 20 aromoB. Jlokanuzanus rena ACADVL -

17p13. 3aboneBanue HacleayeTcs ayTOCOMHO-PELECCUBHO.



ITATOI'EHE3

Hedbunut amuin-KoA nmeruaporeHasbl >KUPHBIX KHCIOT C OYEeHb JTMHHOMN
YTIAEPOIHON LENbl0 BeJAET K OJOKUPOBAHUIO (MM PE3KOMY CHUKEHHUIO aKTUBHOCTH)
MUTOXOHJPHAIBHOTO [—OKUCIIEHUS Ha YPOBHE >KHPHBIX KHUCIIOT, YIJIEpOIHAs IICTh

KOTOpbIX coaepkut 14—20 aTromoB yriepoaa.

B o ¥
. = = =» CHy ~~_CH, - CH, - CH, - C~SKoA Auun-KoA
77 C=n
’ F H <
y P— AD Aumn-KoA-geruaporeHasa
% — FAD-H, —= 2AT®
! B %
! CHy~~ CH, - CH = CH - C~SKoA Evonn-KoA
I
|
: L—— H,0
. Exounn-KoA-rvpgparasa
B-Oxucnenue BCIDH 0
1l
: CHy~~s CH, - CH - CH, - C~SKoA B-Muppoxcuaumn-KoA
1
: — o fimiocng
: N—s NADH + H+—= 3AT® R
1
1
: 8% S
: CHy~~— CH,-C - CH, - C~SKoA f-keToaumn-KoA
|
1
: HSHoA B-keToaumn-KoA-Tuonaza
'\
\
\‘ ? ?
=~ === CH, ~~/CH, - C~SKoA + CHj - C~SKoA
C=(n-2)
UTK

Puc.1 Cxema MUKJIa B-OKI/ICJ'ICHI/IH JKHUPHBIX KHCJIOT: OJHHU U TC XK€ PCAKIHUH ITIOBTOPAIOTCA C
paaruKaiIoM )KHpHOfI KHUCJIIOTBI OO TEX IIOp, IIOKa BCA KHCJIOTAa HE HNPECBPAaTUTCA B allCTUJIBHBIC
OCTaTKH.

OT0 00YCIOBIMBAET PE3KOE CHIDKEHUE KETOTeHe3a, HAKOIUICHHE >KUPHBIX
KHCIIOT C O4YeHb JUIMHHOW IIEMbIO, AaKTUBAIMIO IMPOIIECCOB (M-OKHUCIICHUS C
MOBBIIICHHBIM ~ 00pa30BaHWEM JUKAapOOHOBBIX KHCIOT. HakorieHwe JTaHHBIX
COCIMHEHUN OKa3bIBaeT HEOJAronpusTHbIM 3(P(EeKT Ha TKAaHU TOJOBHOTO MO3Ta,

cepauia, IEYEeHH, HMHTUOMpPYeT psAA (EpPMEHTOB, B UYACTHOCTH LIMKJIA CHHTE3a



MOYEBHMHBI U TJIIOKOHEOT€HE3a. 3allyCK YKa3aHHbIX HETaTUBHBIX MPOLIECCOB
MPOUCXOJUT B YCIOBUAX METAOOJIMYECKOTO CcTpecca - MPU HHTEPKYPPEHTHBIX
UHGEKINOHHBIX 3a00JIEBaHUAX, TOJIOJAHUN WM MIPUEME KUPHOW MHUIIH, (PU3nUecKon
WM SMOIMOHAIBHOW TMeperpy3ke M JAp. DTO CBA3aHO C TEM, YTO B IMOJOOHBIX
00CTOSITENIBCTBAX MPU UCTOILIEHUHU YTIJIEBOJHBIX 3al1aCOB HEOOXOJUMBIM UCTOYHUKOM
BOCTIOJTHEHHSI JHEPreTUYECKUX TMOTPEOHOCTE OpraHu3Ma CTAHOBSITCS JIMITH[IBI.
OnHAako NpH HAJIMYUMU TEHETUYECKH JETEPMUHUPOBAHHOTO 3H3UMHOIO Je(eKTa
aKTUBalLUs KaTa0OJU3Ma MXHUPHBIX KHUCIOT CTUMYJIHMPYET 00pa3oBaHUE TOKCHUYHBIX
METa0OJUTOB. IJTO BEAET K METa0OJMYECKOMY alua03y, THIepaMMOHUEMHUH,
yCYI'yOJIEHHIO TUIIOTJIMKEMUH, TOPaXKEHUIO BHYTPEHHUX OPTaHOB.

3amacel SHIOTEHHOTO KapHUTHHA TPATATCA Ha CBS3BIBAHHE TOKCHYHBIX
MPOM3BOJHBIX JKUPHBIX KHCIOT, OOpa3yloTcs AaINIKapHUTUHBL. B pesynbrate B
OMOJIOTMYECKUX J>KMJKOCTSIX M TKAHSIX PE3KO CHMXKAETCA KOJIMYECTBO CBOOOJHOTO

KapHUTHHA, Pa3BUBACTCS BTOPHUHAS KAPHUTHHOBASI HEJJOCTATOYHOCT.
KIJACCUDPUKAILINUA

BreinensroT cnenyromnme KIMHnIecKrue GopMbl 00JIe3HU:
- CHCTeMHOE 3a00JIeBaHUE C TIOPAKEHUEM CEP/IlIa U TICYCHH,
- meueHouyHas ¢hopma;

- MHOIIaTh4YecKasi popma.

[To cpokam mosiBIEHUS MEPBLIX MIPU3HAKOB Pa3INYaOT (POPMBI:

- HEOHATaJIBHYIO (OKOJIO %2 OOIBHBIX);

- IETCKYI0 ¢ MaHudecTaleil Ha NPOTsHKEHUH TEPBbIX JBYX JIeT >ku3Hu (okoiio 40%
OOJBHBIX);

- IO3IHIOXO.



KIIMHNUYECKAS KAPTHHA

Cucremnas ¢opma Oone3HM XapakTtepuzyercs AcOOTOM B TEPHOJE
HOBOPOXK/ICHHOCTU WJIM B paHHEM JETCKOM Bo3pacTe. 3a00JieBaHUE MMEET TSKENOoe
TE€UEHHUE, BBICOKYIO JIeTalbHOCTh (0K0JI0 30%), pruck BHE3amHOU JgeTckoit cMeptu. Ha
dboHE TUNOTIMKEMHH W METa0OJMUYECKOTO aIuo3a IMOSBISCTCS PE3Kas MBIIICUHAs
TUIOTOHUS, MPUCTYTBI PBOTHI U CYAOPOT, MPOTPECCUPYIONIAs BSIIOCTh, COHIUBOCTb.
N3 BHYTpEHHHX OpraHoOB TMPEUMYIIECTBEHHO CTPAJalOT CepAle U ICYEHb.
PasBuBaercs  rumeprpoduueckas  wiIM  JWJIATAllMOHHAs  KapJUOMHOIIATHUSA,
KEITyJOUKOBasi ~ TaxuKapjus, OJiokaga  cepjia, TrernaroMeraivs, I KUpOoBas
WHOUITBTpAITUS TICUCHH.

[leyenounass gopMa Takke OTIMYAETCA paHHEH MaHudecTalnuei, HO UMEEeT
MEHEE TSDKEJIOE TEYEHHUE C TMEePUOAUYECKUMHU TMPUCTYIIaMH THIOKETOTUYECKOM
TUTIOTJTUKCMHH.

MuonaTtudeckass ¢popMa MaHU(DECTUPYET Yy MIKOJIBHUKOB WJIM y B3pocibix. Ee
OCHOBHBIE TIPOSIBJICHHUSI: HEMIEPEHOCUMOCTh (hPM3UYECKON HArpy3KHu, OOJIM B MBIIIIAX,
pab10MH0IIN3, U3MEHEHHUE 1IBETa MOYH BCJIE/ICTBHE MUOTJIIOOMHYPUHU.

IIpu naGopaTopHOM OOCIEIOBaHUM Yy JETEH BBISABISIOT METaOOIUYECKUI
anya03 MPU OTCYTCTBUU KETO3a, THIOTJIMKEMHUIO, TUIIEPAMMOHUEMHUIO, TOBBIIICHHUE
YpOBHs JakTara, KpeaTHHGOCHOKHHA3BI, aMUHOTpaHc(]epa3 B KpOBU, HHU3KHIA
YpPOBEHb CBOOOJHOTO KapHUTHHA MPU YBEJIUUYCHUH COJEPNKAHUS JITUHHOIEITOYEUHBIX
AlUIKAPHUTUHOB - mipeumylectBeHHO Cl4:1 (ocHoBHO# Mapkep) u Cl4, a Takxke
Hepenko Cl12 u Cl16. I'unokeroTuyeckasi TMIOTJIUKEMUS SIBIISIETCS XapaKTEPHBIM
Ja00paTopHBIM Tpu3HaKoM Jeduiura ammi-KoA geruaporeHasbl )KUPHBIX KHUCIIOT C
OYCHb JJIMHHOW YTJIEPOJHOM IEMbI0, a TakXKe APYruX 3a00JIeBaHUN W3 TPYIMIIbI
ne(exToB TpaHCMOpTa W [—OKUCICHUSI JKUPHBIX KHCJIOT. Y OOJIbHBIX MOXKET
BBIBJISITBCSA JIMIIb YMEPEHHAas CTENeHb KEeT03a, HE COOTBETCTBYIOIIAS TSXKECTH
runorinukemud. [IpeanonaraeTcsi, 4YT0 KCTOYHHUKOM KETOHOBBIX TEJ IIPU ATOM CIIyKaT

HC )KXMPHBIC KMCJIOTEI, @ KETOTCHHBIC aMUHOKHCJIOTEI.
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JAUAT'HOCTHUKA

Huarnoctuka gedunura ammi-KoA neruaporeHasbl >KUPHBIX KHCIOT C OYEHb
JUIMHHOW YTJIEPOJHOM LIETIbI0 OCHOBAaHA Ha aHAJIM3€ POJIOCIOBHOM, OLIEHKE JTaHHBIX
aHaMHe3a, KJIMHUYECKUX IPOSIBICHUM, pe3yJibTaTax aHalli3a COAEpPk AaHUS B KPOBU
TeTpaJelieHOWIKapHUTUHA U TeTpanekanomnkapuutuna (Cl4:1 u Cl14), ceobogHOTO
kapuutrHa (CO) (C). OCHOBHBIM METOAOM TOJATBEPXKIACHUS TUArHO3a SBIISIECTCS
OMOXUMUYECKU METOA: TaHAeMHas Macc-criektpomerpust (MC/MC). s
NOATBEPKIACHUS TUAarH03a U MEANKO-TEHETUYECKOr0 KOHCYJIbTUPOBAHUS IPOBOAUTCS
moutekyisipHoe uccienoBanue rena ACADVL (C).

OO6cnenoBanuio Ha JnepuuutT ami-KoA neruaporeHasbl KUPHBIX KHUCIOT C
OYEHb JUIMHHOW YTJIEPOJHOM LEMNbIO MOJIEKAT CIEAYIOIIUE IPYIIbI JETEH:

- et J1000ro Bo3pacTa U3 CeMeil, UMEIOIMMX OOJIbHBIX C JaHHBIM 3a00JIeBaHUEM (B
MEPBYIO O4Yepelb, OpaThsi U CECTPhl OOJIBHOTO) WM HMMEIOIIUX CJIy4au BHE3aITHOM
JIETCKOU CMEPTH;

- JEeTH TEpBbIX [HEW/HEeNeNb M MECALEB XU3HU C TUINOIIMKEMHEH, aiuao30M,
IIPUCTYIIAMH PBOTHI U CyIOPOT, IOPAKEHUEM CEPALIA U [IEYEHU;

- gerd mo00Oro BO3pacTta C MOBTOPHBIMHU MPUCTYNIaMH PBOTHI, THUIIOTOHHH,
MOPaKEHUEM Cep/lla U MEUEHU;

- IETH CTapIlero BO3pacTa U B3POCIHbIE C HEMEPEHOCUMOCThIO (PU3UYECKON HArpy3KH,
IpUCTyNaMH 00JIM B MbIIIIAX, Pa0IOMUOJIN30M, MUOTJIOOMHYPHUEH.

Jlis ycraHoBieHus nuartosa aedunura auui-KoA neruaporeHasbl >KUPHBIX KHCIOT
C OYEHb JUIMHHOW YIJIEPOAHOW LENBI0 y NAUMEHTOB C KJIMHUYECKHUMH CUMIITOMAaMH
3a00seBaHus cieuu(PUUECKUMHU TUATHOCTUYECKUMHU TECTAMU CIEAYET CUUTATh!

- KOJIMYECTBEHHOE  ompenaelieHue  TerpaneueHowikapuutuHa  (Cl4:1) w
teTpaaekanomnkapautraa (C14) B kpoBu;

-KOJIMYECTBEHHOE omnpeeneHue ceodoaHoro kapuutrHa (C0) B KpoBy;

- BoisBiieHre mytanuid B reHe ACADVL w/unu cHUKEHHOM akTUBHOCTH armi-KoA

ACTUAPOrceHa3bl ) KUPHBIX KUCJIOT C OYCHb ,Z[JII/IHHOI>’I yrﬂepoz[Hoﬁ I CIIBIO.
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buoxumuuecxkue memoow (C)

Meronom TanaemHoit macc-criektpomerpun (MC/MC) B mia3Me KpoBH, B
IIATHAX BBICYIICHHOW KpPOBH OIPENEISAIOT KOHIICHTPAUMIO aMHUHOKHUCIOT |
aruiikapHuTHHOB. [lpu gedummre ammn-KoA permaporeHasbl >KUPHBIX KHCIOT C
OYEHb JUIMHHON YTJEPOTHON LENbl0 HAOMIOJACTCS YBEIWYEHHE KOHLIEHTpAIuU
terpaneneHonnkapautuHa (C14:1 — oCHOBHOM JUAarHOCTUYECKUNA MapKep), KOTOPHBIM
00b14HO mipeBsbImiaet 0,7 MkMoib/a (HopMma 10 0,43); oTMeyaeTcsi MOBBIIIEHUE YPOBHS
TeTpagekaHomikapautuHa (Cl4 — JONOJHUTENbHBIA JUArHOCTUYECKUN MapKep),
nHorna mnoBbimieH ypoBeHb Cl2 u Cl6 - anumnkapautuHOB. Kpome Toro,
XapaKTEepHBIM J1A0OPATOPHBIM MPU3HAKOM SIBJISIETCSI HU3KUH MOKa3aTellb CBOOOAHOIO
kapHutrHa (C0), B HOpMe npeBbIaromuid 20 MKMOJIB/II.

Cnenyer umeTh B BUAY, UTO B PSAAE CIy4yaeB HU3KUU YpPOBEHb CBOOOIHOTO
KapHUTHHA CIY>KUT NEPBbIM JUArHOCTUYECKH 3HAYMMbIM  OHMOXUMHYECKUM
NPU3HAKOM 3a00J€BaHUs, KOTOPBIM YKa3blBa€T Ha BBIPAKEHHYIO HEIOCTATOYHOCTH
KapHUTHHA. B Takoil cuTyaluu NpoUCXOAUT TOTaJIbHOE CHUKEHUE B OMOJOTHYECKHUX
KUJKOCTAX KOHILIEHTpAallMM BCEX aUWJIKAPHUTUHOB. OTO HE TMO3BOJIAET NIPH
TaHJIEMHOW MacC-CIIEKTPOMETPUM BBISIBUTh 3HAYMMbBIE HApYLIEHUS B CIIEKTPE
ALUIKADHUTUHOB M MOXET IIPUBECTH K JIOKHO-OTPULATEIBHBIM pE3yJIbTaTaM.
[loaToMy mpu BBISBICHUM HHU3KOIO TIOKa3arels CBOOOJHOrO KapHUTHHA IS
YCTaHOBJIEHHsI JIMAarHO3a HEOOXOJIMMO IOBTOPHOE HCCJIEIOBAaHUE AalMJIKAPHUTHHOB
KpPOBH TIOCJIE TIPUEMa IIPEenapaToB JICBOKAPHUTHHA B CPEIHEH CyTOUHOM 103€ 50 MI/KT
B TeueHue He MeHee 7-10 nHeil. MetomoMm ras3oBoil Xxpomarorpaduu Mmacc-
CIEKTPOMETPUM B MOYE TMAlMEHTOB OOHApPYKMBAIOT BBICOKOE COJIEpP)KaHUE
JTUKApPOOKCUIIBLHBIX KUCTOT C IJIMHHOW YIJIEPOIHOM IETBIO.

OHzumamuyeckoe  uccieoosanue. Jlig  BepuPUKaUUM  MAarHo3a  BO3MOKHO
ONpEJENCHNE AKTUBHOCTH auui-KoA nerumaporeHaspl XUPHBIX KHUCJIOT C OYEHb

JUTMHHOM yTJIEpOJHOM 1eTbio B (UOpoOIacTax KOXKH.
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Monekynsapno-eenemuueckue memoowt (C)

C moOMOIIBI0 CTaHIAPTHBIX MOJEKYJISIPHO-TEHETHUECKUX METOJOB MPOBOJIST
uccienoBanne rena ACADVL, 0TBETCTBEHHOTO 3a pa3BUTHE 3a00JICBAHMS.

Hugpgepenyuanvnas  ouacHocmuxa  TPOBOAUTCA C  TUINOKCUYECKUMU
TIOPaKCHHSIMU HEPBHOM CUCTEMBHI, BHYTPUYTPOOHBIMH UHQEKIUIMH,
MOCTBAKIIMHAIHBIMH  OCJIOXKHCHHSIMH, HACJICICTBEHHBIMH HapYIICHHSIMH OOMEHa
BEIIECTB, B YAaCTHOCTH OPTaHWYCCKUMH alHIEeMHUSAMHU, AePeKTaMu IMKIa CHHTE3a
MOYEBHHBI, JpyrumMu (opmamu aeEeKTOB TpaHCHOpTa W [-OKUCICHHUS >KUPHBIX

KHUCJIOT, a TAK)Ke ¢ KapANOMHOATHSIMHI, TETaTUTAMHU Pa3IMYHOTO MPOUCX 0K ICHHS.
NPUMEPBI ®OPMYJINPOBKHU IUATHO30OB

-Jlepuuut anmwi-KoA nmermaporeHasbl JKHPHBIX KHCIOT C OYEHb JJIMHHOU
YIJIEPOIHOM LEMBIO;
-Hapymenne oOMeHa JXHUPHBIX KHCIIOT;

-JlepexT MUTOXOHAPUATTEHOTO B—OKHUCIIEHUS KUPHBIX KUCIIOT.

JIEHEHHUE

Crparerusi JiedeHUs MAIlUEHTOB C HACJICACTBEHHBIM JedekToM ammi-KoA
JEeTUAPOTeHAa3bl KUPHBIX KUCJIOT C OYEHb JUTMHHOMN YIJIEPOIHOM IEMNbI0 3aKIII09aeTCs
B CHIDKEHUHM TOTPEOHOCTH OOJIBHOIO OpraHM3mMa B JIUIUAAX Kak pe3epBHOU
COCTaBJISAIOIICH TKAaHEBOW OMOIPHEPreTUKH, MHUHHUMH3AIMM KaTaO0oJIM3Ma IKHUPHBIX
KHCIIOT ¥ YMCHBIIICHUH WX 3HAYMMOCTH JIJI1 BOCITOJIHCHHS DHEpPro3arpar KJICTKH C
oOecrieueHneM HOPMAJIBHBIX TIPOIIECCOB aHA00JIM3Ma, POCTa U HYTPUTUBHOTO CTaTyca
nereid. JledeHne MOJDKHO OBITH HAYaTO BCEM OOJNBHBIM C IOJ03PEHHEM Ha JeuIuT
armui-KoA neruaporeHasbl )KUPHBIX KHCIIOT C OYCHD JUIMHHOHN YTIEPOIHOM IENbIO 10

nojaydeHus moarBepxkaamomux pesyiabratoB JHK muarnoctuxku (D). Pomutenu wu
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MAIMEHTHI TIOJDKHBI OBITH TPOUH(POPMUPOBAHBI 00 OCHOBHBIX MPUHITUTIAX JICUSHUS
3a00J1eBaHUSI.
Jleuenue demeii sne nepuoda memabonuuecxkoeo kpuza (D)

JleyeHne HOCUT KOMIUIEKCHBIA XapaKTEp, B €ro OCHOBE JISKUT KOPPEKIIMS
METa0O0JMYECKUX HAPYIICHUM MOCPECTBOM IUEThI. [ TaBHAs 3a/1aya TUETOTeparnuu —
3TO TPO(WIAKTHKA TOJOMAHUSA, TPEAYNPEKICHUE THUIOTIMKEMAN W MHUHUMAIHHO
JOMyCTUMOE CHH)KEHHUE MOCTYIUIEHUS C MUIIEH MaTOT€HETUYECKN 3HAYMMBIX )KHUPHBIX
KHUCIIOT (B JAHHOM CJy4yae >KHPHBIX KHUCJIOT C OUYEHb JUIMHHOW YTIEPOJHON LEMbI0) U
UX MCTOYHMKOB. B 3aBUCUMOCTH OT COCTOSHHMSI pPEOCHKAa TMUTAHUE MOXKET
OCYILIECTBIISITECSA SHTEPAIBHBIM IIyTEM, a TAKKE YEPE3 30H]I HIIM TaCTPOCTOMY, pacUET
MPOBOAUTCSI CTPOTO MHIMBUIYAIBHO.

OcHosHble npasuia Ouemomepanuu 8 MeXCHPUCHYNHbIU NEPUOO:

- COOIOZICHUE PEeKUMA KOPMIIEHUH (CTpOro Mo yacam): Jisi JeTel TpyAHOro Bo3pacTa
MPOMEKYTKU MEXIY KOPMJICHUSIMU - HE OoJiee 3-X JacoB, s AeTed 1 roga »Ku3Hu —
He 0osee 4-X 4acos;

- 00s3aTenbHbIE HOYHBIC KOPMJICHHSI (C HMCIOJB30BAHHEM MAaJbTOACKCTPUHA WITU
KYKYpYy3HOTO Kpaxmania JJi JIeTeid ¢ 2-X JIETHEro Bo3pacTa u3 pacyera 2-2,5 1/Kkr
MaccChl Tena);

- IO/I/IEp>KaHKUE PHEPTETUUECKON IIEHHOCTH TMUILEBOTO panroHa He Huke 100 kkamn/kr
JUISL AETEN TPYJHOTO U PAHHETO BO3PaCTa;

- HH3KO€ cojepKaHHe >XUpOB (A1 AeTeld IpyAHOro Bo3pacta He Ooiee 25% or
HPHEPreTUYECKON ILIEHHOCTU BCEro paluoHa, Jjig jaered | roga xu3Hu — He Oosee
20%);

- JKMPOBOM KOMIIOHEHT pallMoHa JOJKEH OBITh NpPEACTaBIEH MPEUMYIIECTBEHHO
CpEOHELENOYEYHBIMU TpUMUepuaamMu - oT 15-18% sHepreTuyeckoil 1EHHOCTH
palmoHa Ha TMEepPBOM Trojay >ku3Hu (0Koyio 2 r/kr maccel Tena) no 10-15% y nereit

crapuie 1 roma (e Gomee 1,2-1,3 r/Kr Macchl Teja);
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- BO3MOXXHO MHHHUMAJbHOE TMOCTYIUIEHUE OSCCEHIUATIbHBIX >KUPHBIX KHUCJIOT
(0cobeHHO a-TMHOIEHOBOM) - 10 3% OT 00IIel SHEPreTUUeCKON IIEHHOCTH pallMoHa,
9TOOBI H30eKaTh TITyO0KOTO AehHUIINTA;

- mpomIakTHKa  CTPECCOBBIX  COCTOSIHUM,  CIIOCOOHBIX  IPOBOIUPOBATH
MEeTa0O0INYECKUMA Kpu3 (MHGEeKINOHHbIE 3a0o0JieBaHUs, XUPYPrudecKue
BMENIATEIbCTBA, ICUXOAMOIIMOHAIBLHBIE CTPECCHI U T.I1.).

OCHOBHBIE THILEBBIE HMCTOYHUKH CPEAHEIENOYECYHBIX HKUPHBIX KHUCIOT,
KOTOPbIE UCIIOJIb3YIOTCSI B TUTAHUU OOJIbHBIX:

- 50% omynbcus cpeanenenodeydslx tpuriuinepuaos (MCT - Medium Chain
Triglycerides);
- HaTypaJibHbIC PaCTUTEIbHBIEC Maciia (KOKOCOBOE Macjo, Maclio TPEIIKOTO Opexa).

JUist Bcex OOJIBHBIX HE3aBUCHMO OT BO3pacta TpeOyeTcss WUHAMBUIYATBbHOE
COCTaBJIEHHE paluMoHa, JJIsi JIeTed TEepBOro Toja JKU3HU PEKOMEHIYeTCA
UCIIOJB30BaHUE  CHEUUAIM3UPOBAHHBIX CMECEH C  KUPOBBIM  KOMIIOHEHTOM,
MPEACTABICHHBIM CPEIHELIENIOYECYHBIMU TPUTIIMIIEPUIAMMU.

OCHOBHbBIE MUIIEBbIE UCTOYHUKH >KUPHBIX KUCJIOT C OYEHb JJIMHHOW IENbIO,
KOTOPBIE JTI0KHBI ObITh UCKJIFOUYEHBI (MJIM PE3KO OTPAHUYCHBI) U3 MUTAHUSI OOJIbHBIX:
- J)KEHCKOE€ MOJIOKO;

- CTaHJAPTHBIC JIETCKUE MOJIOYHbBIE CMECH,

- HEKOTOPBIE MTPOAYKThI )KUBOTHOTO MPOUCXO0XKACHUS - MOJIOKO, TBOPOKHBIE U3EIUS,
KHCIIOMOJIOYHBIC TTPOTYKThI, MSICO CBUHHHBI, CaJI0, KOJI0ACHI;

- pbiOa,

- MOPENPOAYKTHI;

- Oypbie MOpPCKHUE BOJOPOCH;

- pIOHii xKup;

-CTICIIMAIbHBIC  THINEBbIE  JO0aBKH,  COJAEpKalue  puiOMid  KUp  WIH

JJIMHHOLICTIOYCYHBIC ITOJIMHCHACHIIIICHHBIC ) KUPHBIC KUCJIOTHI,
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- PacCTUTENbHBIC KUPHI, OOTATHIE KUPHBIMH KUCJIOTAMU C OYEHBb JJIMHHOM IIETIHIO
(HM3KOOJIEMHOBOE IOJICOJTHEYHOE, PAIICOBOE, KYKYPY3HOE Macia).

C uenbro yCUIeHUsl CBA3BIBAaHUS META0OOJIUTOB KUPHBIX KUCIOT U JIMKBUIALUU
KAPHUTUHOBOM HEJOCTATOYHOCTH OOJBHBIM Ha3Ha4yaroT KapHUTUH (Anbkap 30%,
kapHuteH). IlpuMmeHeHMe mpemapaToB KAapHUTHHA OOOCHOBAHO MATOTE€HE30M
UMEIOIINXCA METa0O0IMUYECKUX PAaCCTPOMCTB, M HHU3KMMHU TIOKAa3aTENSIMH YpPOBHS
CBOOOJHOTO KapHUTHMHA B KPOBU. YUHUTHIBas CBEIEHUS O BO3MOXHOM
HeOmaronpusiTHOM 3(Qekre npenapaToB JIEBOKAPHUTHUHA Yy JETEH C HapylIeHUEM
OOMEHA XUPHBIX KUCJIOT C JJIMHHOM LIENbI0 B CBA3U C M30BITOYHBIM HAKOIUJIEHUEM
TOKCUYHBIX JJIMHHOLIETIOYEYHBIX  AI[WJIKAPDHUTUHOB, BHA4aJlle PEKOMEHAYETCS
UCIIOJB30BaTh HEOObIIME 103l mpenapata (10 20 MI/KT) ¢ TOCHEAYIOIIUM
yBeIMYEeHHEM 10 50 MI/KT Macchl Tejla B CyTKH (B HEKOTOPBIX ciydasx a0 80 MI/Kr)
3a 2-3 npuema.

JIOTIOJTHUTENBHO B KOMIUIEKCE JIEUECHUS ACTEH MPUMEHSIOT TJULUH, KOTOPbIH,
n0JI00HO KapHUTHUHY, 00JIaJaeT CIIOCOOHOCTHIO KOHBIOTUPOBATH JEPUBATHI KUPHBIX
kuciotT. CyrouHas 103a B cpeanem coctasisier 200-600 mr B TeueHue 2-3 MecsIIEB.

Kpome Toro, HazHauarOT BUTAMUHBI TPYIIILI B 1 )KUpOpacTBOPUMBIE BUTAMUHBI
B BO3PACTHBIX MPOPUIAKTUYECKHUX J103aX Kypcamu 1o 2-3 mecsna. [lo mokazanusm
UCIOJIb3YIOT HOOTPOIIHBIE IPenapaThl, FrenaTronpoTeKTopsl. B ciydae HeoOXxoaumocTu
MPUMEHEHUS AaHTUKOHBYJIBCAHTOB ClEeIyeT u30eraTh Ha3HAYEHHUs BaJIbIIPOATOB,
KOTOpbIE Yy TAIMEHTOB C JAePEeKTaMh MHUTOXOHIPHAIBHOTO [-OKHUCICHUS MOTYT
IIPUBECTU K PA3BUTUIO TSHKEION ITIEYEHOUYHOU HEAOCTATOYHOCTH.

Jleuenue oemeii 6 nepuoo memabonuuecxkozo kpuza (D).

Octpas Merabonuyeckas JeKOMIIEHcalusl y nerei ¢ aeduuutoMm ammi-KoA
JErUIPOTreHa3bl )KUPHBIX KUCIOT C OYEHb JJIMHHOW YIJIEPOJHOM IIENblo, Beayllas K
KPUTHYECKUM, YIPOXKAEMbIM >KM3HU COCTOSIHHSIM, MPOSIBISIETCS B BHJIE OCTPO
BO3HMKaroIeH sHIedanonaTuu (BajI0CTh, COHJIMBOCTb, JIETAPTHUsl, KOMa) U MPUCTYIIOB

PBOTHEI. MOFYT Ha6JIIOI[aTLC$[ TOHUKO-KIIOHMYCCKUC CYHOPOIrHu, IMNPHUCOCIAUHAIOTCA
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NPU3HAKM CEPJIEYHOM M TEYEHOYHOM HeIOCTaTOYHOCTU. Kpusbl 0OBIYHO
IPOBOLMPYIOTCS ~ HEOJAronpusiTHBIMU  (pakTOpamMu, KOTOpbIE  OOYCIOBIMBAIOT
YCWJICHHE MPOLECCOB KJIETOYHOIO0 KaTabOoJM3Ma C MCTOLIEHUEM 3amaca yrieBOJAOB H
aKTUBalMenn wMertabonu3ma JIMNUJ0B, HMHTEHCHU(UKAIUEH [-OKUCIEHUS KUPHBIX
KHCJIOT KaK pe3epBHOI0 UCTOUYHMKA 00pa30BaHUS MAaKPOIPTUUECKUX COETUHEHUM.

[Tpu Hannuuu nedexrta GpepMeHTa, y4acTBYIOIIETO B OOMEHE KUPHBIX KHCIIOT,
Takasg CHUTyalUsl BENET K HAaKOIUJICHUIO TOKCHYHBIX MeTa0oauToB. OCHOBHBIE
IPOBOLMPYIOIIHE (PAKTOPHI:

- JUIUTENbHBIA MPOMEXYTOK MEXKIY MpUEMaMH [HIIM, TOJOJaHuEe, HU3Kas
KAJIOPUMHOCTD PallMOHA;

- IOBBIIIEHHOE MOTPEOJIECHUE )KUPHOUN MUILIH;

- UHTEPKYPPEHTHBIE PECHUPATOPHBIE WJIM >KEIYJIOYHO-KHUIIEYHbIE WH()EKIMOHHBIC
3a00JICBaHHUS;

- (pu3nyeckas WM NCUX0-3MOLMOHANIbHAS HATPY3Ka.

[IpenBecTHUKamMu  METa0OJMYECKOTO  KpH3a, NpeXkAe BCEro, Ciyxar
KJIMHUYECKHE NpPU3HAKK HApYLIEHUS COCTOSHHUS peOEHKa — CHIDKEHUE allleTuTa,
BSUJIOCTh, TUNIEPTEPMHUSI. 3aTEM MOSABISETCS PBOTA, U30BITOUYHAS COHJIMBOCTH, MOXKET
HaOMOaThCsl HapylleHue cryna. HapacrailoT HEBpOJOTrHYecKHe paccTpoicTBa
(BIUIOTH 10 CTYHOpa WUJIM KOMBI), TOSIBJISIFOTCS IbIXAaTEJIbHBIE U CEPACUYHO-COCYIUCThIE
HapylieHus. TspKecTh COCTOSIHMS, TJIABHBIM 00pa3oM, ONpEeesieTcsl TUIOIIMKeMHUen
(uHOTZIa MOXKET OBITh HE PE3KO BBIPAXEHHON), META0OJMYECKUM aIiI030M C
TMIIOKETOHEMUEN (v HEOOJILIITUM KETO30M), TUIIEpaMMOHHUEMUEH,
o0e3BoxkuBaHueM. OTMEUYEHO, YTO B pPaHHEM IMEpHOJe Kpu3a JaHHbIE MOKa3aTeln
OCTAIOTCS HOPMAJIbHBIMU 32 HMCKJIIOYEHHEM PaBHOBECHUS KHUCIOT-OCHOBAaHUN KpPOBH,
JIEMOHCTPUPYIOLIET0 YMEPEHHBIN alua03 ¢ A1e(PUIIUTOM OCHOBAHUIA.

CocTtosiHHE  METa0OJMYECKOrOo  KpH3a  SBJISETCS  TOKa3aHHEeM  JJIis
TOCIUTANU3AMNA U MTPOBEACHUSI UHTEHCUBHOM, B TOM 4Kclie MH(Y3UOHHOMN Teparuu,

KOTOpasa OO0JUKHA HAYMHATBCA HC3aMCIJIMTCIILHO. TakTuka nedyeHus ,ueTeﬁ B IICpUoAa
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KpH3a BKJIOYAET JIOMOJHUTEILHOE BBEJICHUE TIIOKO3bl [IJI SHEPreTUYECKOM
MOJAJICP)KKA M YMEHBIIECHUST MHTEHCUBHOCTH MPOIECCOB KaTabOJIU3Ma, KOPPEKIHUIO
METa0OJMYECKOTO  anua03a, THINEPAaMMOHUEMHH W BOJHO-DJICKTPOJIMTHBIX
HapyIlIeHUH, aKTUBAIIUIO CBSI3bIBAHUSI HAKATUTMBAIOIIUXCS AEPUBATOB KUPHBIX KUCIOT
MyTEeM YBEJIMYEHUS J03bl IEBOKAPHUTHUHA, KOPPEKIIUIO JUETOTEPATUY.

Yempanenue eunoznuxemuu u smepeemuyeckou HeOOCMAMOYHOCMU WMEET
MEePBOCTENICHHOE 3HAYCHUE JJII COXPAHEHHS KU3HU U 370pOBbs jereld. [IpoBoautcs
BHYTpHUBEHHOE BBejieHUE pacTtBopa 10% riroko3sl u3 pacuera 7 — 10 Mr/kr/MuH moa
KOHTPOJIEM €€ YpOBHSA B KpoBU. [Ipu BBIpOKEHHOW TUMOTIUKEMHUH HWHQPY3HUIO
HayMHAIOT ¢ 25% pacTBopa JEeKCTpO3bl (2 MII/KT), Jajnee MpoaobKaroT BBOAUTE 10%
TJIFOKO3Y CO CKOPOCThIO 7-8 Mr/kr/MuH. HazHaueHue TIII0KO3bl HE TOJIBKO BOCIIOIHSET
TKQHEBOW HHEPreTUYECKUM NIePUuIuT, HO U TOAABISET JMIOJIU3 U CHHXACT
MPOAYKIMIO TOKCUYHBIX IEPUBATOB KHUPHBIX KHUCIIOT.

Koppexyus  memabonuueckoco ayuooza (npu ypoBHE OuKapOOHATOB
CBIBOPOTKM KpoBU <16 MDKB/I) OCYIIECTBISETCS BHYTPUBEHHBIM BBEICHHEM
HIEJIOYHBIX pacTBOpPOB rupokapboHara HaTpus, TPUCOJIS W
(Tpucoydepa)rpucamuna (THAM). I'mapoxapOoHat HaTpus TpUMEHSIETCS B BHJIE
8,4% u 4,2% pactBopa nns ynmooctBa mepepacuera Ha mmoiib NaHCO. Ero
no3upoBka (MmoJib) omnpenensiercss mo gopmyne: (-BE) X macca tena (kr) X 0,3.
Kpome Toro, 60JIbHBIM PEKOMEHIYETCS MIEJI0YHOE MUThE — PACTBOP COBI U3 pacyeTa
75-1 yaiiHas noxkka Ha 200 M BOJBI, IIEJIOYHBIE MHHEpPAJbHBIE BOALI. MOXXHO
WCIIOJIb30BaTh BBEJICHUE COMbI B BUJE PEKTAIBHBIX CBeueh. PerymnsapHo (kaxabie 6-12
YacoOB B 3aBUCHUMOCTH OT TSIKECTU COCTOSIHHS) KOHTPOJIMPYIOT OKA3aTEIN KUCIOTHO-
OCHOBHOT'O COCTOSTHUSI KPOBH.

Koppekyusi 600HO-91€KMpoIUmMHbIX HaApYWleHul U 2unepamMmoHueMuy Tpu
COXPAaHSIOWIEHCS TUMOTHAPATALIMM TMPOBOJUTCS IMYyTEM BHYTPUBEHHOTO BBEICHUS

¢dbusznonornyeckoro pactpopa. OgHaKO HEOOXOIUMO HMMETh BBHJY, YTO TJIABHBIM
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MEpONPUSTUEM B KOMILJIEKCE MHTCHCUBHOW TEpANUU SBJISIETCS BBEICHUE PACTBOPOB
TJIFOKO3BI U IIEJIOYHBIX PACTBOPOB.

[Ipu ypoBHe ammuaka B KpoBu Bbiie 200 MKMOJB/T JONOJHUTEIBHO IS
CTUMYJISAIIMA CHHTE3a MOYECBHHBI TOKa3aHO Ha3HaueHue apruHuHa (250-300 mr/kr)
i mutpyimuHa (350 wmr/kr). OcyiecTBISIOT 00s3aTeNIbHBIA KOHTPOJIb YPOBHS
HaTpUs U KaJausi B KPOBHU.

Axmusayus  C6A3bI8AHUA  HAKANIUBAIOWUXCS — OP2AHUYECKUX  KUCIOMm
OCYIIECTBJISICTCSl MyTEM YBEJIMYECHHUS CYTOYHOM J103bl KapHUTHHA 70 80-100 mr/kr.
OmHako 3TOT BOMPOC CIEAYET peliaTh CTPOrO0 MHAMBUAYAIbHO, TaK KakK JOTallUs
KAPHUTUHOM TIPUBOAUT K IOBBIIIEHHOMY MPOJYUUPOBAHUIO AIUIKAPHUTHHOB C
OYCHb JUIMHHOM 1I€ThI0, YTO MOXKET CIPOBOLIMPOBATH PA3BUTHE CEPJICUHON apPUTMUU.

Jluemuueckue meponpusmus 6 nepuoo MemadoaIUyecKo20 Kpu3a:

- TIOJTHOCTHIO MCKJIFOUUTHh MOTPEOJICHHUE KUPOB Ha MEPHOJI OCTpOro kpusa (Ha 24-48
yac.), Jajee BBOJUTh MHUHHMMAJIbHOE KOJUYECTBO CPEIHEIECTOYCUHBIX KUPOB IPHU
COXpaHEHUM BBICOKOW KajmopuiHOCTH (He MeHee 100-115 kxan/kr) parmuona B
OCHOBHOM 32 CUET YTJIEBOJIOB;

- u30eraTh roJIoJaHus, Korja MpeKpamarTcss UHPY3UU, UCTIOJIb30BATh MPUEMIIEMbI
UIsi peOeHKa crnoco0 KOpMIJIEHHUS (PHTEPATbHBINA CaMOCTOSITENIbHO, Yepe3 30HJ WM
racTpoOCTOMY).

B mpouecce KOMIUIEKCHOTO JIEYEHUS OCYIIECTBISIOT KOHTPOJb MOKa3aTenei
KJIIMHAYECKOTO aHajin3a KPOBH, YPOBHS TeMOryioOmHa, o0Imiero Oernka, albOyMuHa,
IJIIOKO3bI, OWIMpyOMHA, TpaHCaMUHAa3, KpeaTuHPOC(HOKUHA3bI, CHIBOPOTOUHOIO
JKeyne3a, OACCEHIMANbHBIX  KUPHBIX  KHUCIOT, CBOOOJHOTO  KapHUTHHA W
AlUIKAPHUTUHOB. KOHTpOJIMPYIOT MapaMeTpbl KHCJIOTHO-OCHOBHOTO COCTOSIHHS
kpoBu. [IpoBoadT onpeseneHue coaepkaHuss OPraHMUIeCKUX KUCJIOT B MOYE.

CHmwkeHHe ypoOBHA TeMorjioOuHa, jernesa, ofmiero Oenka W ambOymMuHa
yKa3blBaeT Ha HEIOCTAaTOYHOCTh HYTPUTUBHOM  TOJICPKKH. YMEHBIICHUE

COJCPIKAHUA CBO6OI[HOF0 KapHUTHHA, I''TFOKO3bl, TCHACHINA K CHUKXCHUIO pH KpOBH,
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neUInUTy OCHOBAaHWM, HapacTaHWE COJEPKAHUS AIUIKAPDHUTHHOB C OYCHD

JUIMHHOW 1Ienbl0 (MpU CHIDKEHWM TOKa3arelsiss CBOOOJHOTO KapHUTHHA) B KPOBU H
MOBBIIICHUE DJKCKPEIUA OPTaHUYECKHX KHUCIOT — HEOJaronpusTHBIE MPU3HAKH,
CBUJETENBbCTBYIOIIME O HECOATaHCUPOBAHHOCTU TEpalmuud M YrpO3€ pa3BUTHUSA
MeTabonnyeckoro kpusa. Huskuii ypoBeHb B KPOBU 3CCEHIIMAIBHBIX KHUPHBIX KUCIOT
(JIMHOJIEBOM, JTMHOJICHOBOM, apaxuJA0HOBOM, JOKO3areKCaeHOBOM U JIp.), HAPYIICHHOE
COOTHOIIICGHUE JIMHOJICBOM/IMHONIEHOBOM Kkuciaor (B Hopme 5:1 — 10:1) moryt

06YCJIOBI/ITB 3aCPKKY pOCTa, III/ICTpO(bH‘-IGCKI/Ie N3MCHCHMU KOXXH U BOJIOC.

BEJIEHUE INTAIIUEHTOB

Hletn ¢ npedpunutrom aruia-KoA neruaporeHasbl >KUPHBIX KUCIOT C OYE€HBb
JJIMHHOM YIJIEpOJHOM MLENbI0 YacTO MOMAaJal0T B OTJEJICHUE MAaTOJOTUU AETeH
paHHEro BO3pacTa, WH(EKIMOHHOE OTHCICHHE WIA PEaHUMALUI0 B COCTOSIHUM
MeTab0JIMYECKOr0 Kpu3a, pa3BHUBIIETOcs Ha (OHE METa0OJIMYECKOTro aiuao3a |
TUIIOTJINKEMUH.

[TpoaomKUTENBHOCTh TOCHUTATU3AIMN 3aBUCUT OT CKOPOCTH BepUPUKAIIUU
JMarHo3a, KOPPEKIUHW  METAaOOJMYECKUX  HapyIICHWH TyTeM  IPOBEACHHUS
WHTCHCUBHOW Tepanmuyd W Hayajla MaTOreHETUYECKOW IUeToTepanuu, a TaKxke OT
CPOKOB TOSIBJICHHSI MOJIOKUTEIBHON JUHAMUKU CO CTOPOHBI LIEHTPAJIBHOW HEPBHOM
CUCTEMbl M APYTUX OPraHOB, CKOPOCTHM BOCCTAHOBJIEHUS IOKAa3aTElE€d TIHOKO3bI
KPOBH U KHCJIOTHO-IIIEJIOYHOTO COCTOSTHUSI, OTBET Ha JICUCHUE OTMEUACTCS B TCUCHHUE
5-7 nueii. [IpeObiBaHMe B CTaIlMOHAPE B CPEAHEM COCTaBIACT 21 JeHb.

[Tocne BBIMHMCKM W3 CTalMOHApa JETH HYXIAIOTCS B HAOMIOJECHUU TEAUaTpa,
HEBpOJIOTa, KapJuoJiora, racTposHTeposora, odraibMorora, IUETosora, reHeTHKa,
nposeaeHun JKI' (mo mokazanusam - XonrepoBckoro MonuropupoBanusa IKI'), 9xo-

KT', Y3 opranoB OproliHOM MOJIOCTH HE pexke 2 pa3 B roj.
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ExemecsyHo HEOOXOIUMO MPOBOAUTH KOPPEKIHIO JIEYCOHOTO MHUTAHUS U
CUMIITOMATHYECKON Tepanuu, | pa3 B 6-12 MecsIieB peKOMEHIyeTCSI KOHTPOJIUPOBATH
CoZIep KaHMNE MATOJOTHICCKUX METAO0OIUTOB B CHIBOPOTKE KPOBH HMJIM MOUYE METOIOM
TaHJEMHON MacC-CIIEKTPOMETPHH.

E>xeromHo meTd JODKHBI TPOXOAUTH YIIyOJICHHYIO IHCIAHCEPHU3AIHMIO B
YCIIOBHUSIX JHEBHOTO CTalMoHapa (MIUTETLHOCTh TOoCTHTAIM3aul He MeHee 10
CYTOK), TH€ TakXe OCYIICCTBISIOTCS  HEOOXOAMMBIE  peaOWIMTAMOHHBIC
MEPOTIPUSATHUS.

Pogutenmn nmomkHBI OBITH OOYYEHBI MpaBWJaM OpTaHU3AIlMU TEparuu B
MEXIPUCTYITHBIN MEPUOJT U B MEPUO]T YTPO3bl META00IMUECKOTO Kpu3a. Y poauTenen
pebeHka U mpu pedeHKe Bcerja J0KHA OBITh MaMsATKa C YKa3aHUEM HEOTJIOKHBIX

MEPOIPUATHNA B MEPUOJT HAUMHAIOLIET0CSI META00IMYECKOTO KPH3a.

HPO®UIAKTHUKA

[TpodunakTuyeckue MEpBI BKJIFOYAIOT MEINKO-TEHETUIECKOE
KOHCYJIbTUPOBAaHHUE CEMEH W TPEHATANIbHYIO TUATHOCTHUKY, KOTOpas MPOBOIUTCS C
MOMOIIBIO  MOJICKYJISIPHO-TEHETHYCCKOTO HMCCJICAOBaHMs OWomnTaTta XOpHOHA C
BbIsIBIIcHHEM MyTanuu rena ACADV.

Heonaranbnsiii ckpunuHr B Poccuiickoit denepanny He NPOBOINUTCS.

NCXOJAbI U ITPOT'HO3

[IporHo3 cocTosiHUS U YPOBHS ICUXUYECKOTO Pa3BUTHUS MMALIMEHTOB 3aBUCHUT OT
TSKECTH 3a00JIeBaHUs, CTENICHH MOPAKEHUSI BHYTPEHHUX OPraHoB (Cep/Le, eUeHb) U
[MHC, cpokoB Hauana sedeHus U SP(OEKTUBHOCTH HHTEHCHUBHOW Tepanuy TpH
MEeTa0OIMYECKON JeKkoMIleHcamu. PaHo wmaHudectupyoomas cucreMHas ¢opma
3a0oeBaHusl OOBIYHO HMeEET OoJiee TSKENOe TEYEeHHUE M MeHee OJaronpusiTHBIN

IIPOTHO3.
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