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IlepedyeHsb HCIOIb3yeMbIX COKPALLICHUI

3-OH-riyrapoBas kucioTa- 3-THAPOKCUTIYTapOBask KMCIOTa

GA — rayrapoBast KHCIIOTa

GCDH - ¢depment rmyrapuin-KoA geruaporenasa

T1W-T1 B3BemeHHOE U300paKEeHUE

T2W- T2 B3BelIeHHOE H300paKEHIE

I'A1 — rnyrapoBas auuaypus tan |

KT ronoBHOro Mo3ra- peHTT€HOBCKasi KOMITbIOTEpHAsi TOMOTpad st TOJIOBHOTO MO3Ta
MPT — MPT rosioBHOro mo3ra

TMC- TannemHast Macc CIEKTPOMETPHSI

LCX- nepedpo-cruHaIbHAS KUIKOCTh

Good clinical practice (GSP) — Haanesxarias KIMHHYECKast TPaKTHKA

Good practice points (GPPS)- uHauKaTOpbl J00pOKaYECTBEHHOM MPAKTHKH



MeTo010710THS

MeTtoabl, HCTIOJIB30BAHHBbIE 11 COOpPa/cesIeKIIUN 10KA3aTeJIbCTB:

[Towck B 3JIEKTPOHHBIX 0a3axX JaHHBIX

Onuncanue MeTO0B, UCII0JIb30BAHHbBIE VISl cOOpPa/cesleKIMHU 10KA3aATeIbCTB:

Kinnanueckne MeToaudecKkue pPEeKOMEHIAIlMU COCTaBJICHBI Ha ocHoBe Meroposioruun  SIGN

(Scottish Intercollegiate Guideline Network; URL: http://www.sign.ac.uk). Jloka3aTenbHoi

0a3oif  mus  pekoMeHmauuil  gBnsoTcs  myOnumkammu, Bomenmme B MEDLINE,
EMBASE,ORPHANET, KoxpaHoBckyto ©Oubmuorexy, 6azy manaeix OMIM. beum
UCIIOJIb30BaHbl HMHTEPHET  JIaHHBIC, MPEACTAaBICHHbIE HA MEXIYHAPOAHBIX U Pa3IMYHBIX
HAI[MOHAJBHBIX calTax OOMIECTB peakux OoJie3HEeW M OOMIECTBEHHBIX opranm3anuii. [yOuHa
noucka coctasmia ¢ 1985-2010 rr.
MeToabl, HCII0JIb30BAHHBIE /1JI51 OLEHKU KAYeCTBAa U CWJIbI I0KA3aTebCTB:

e KOHCEHCYC 3KCIIEPTOB;

e OneHka 3HaYMMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOI1 (CXxema IpuiaraeTcs)

PeiiTuHroBasi cxema JIJisi OEHKH CHJIBI pekoMeHaanuii (Tadauma Nel)

1** | High-quality meta-analyses, systematic reviews of randomized controlled trials (RCTs), or RCTs with a very

low risk of bias.

1* | Well-conducted meta-analyses, systematic reviews of RCTs, or RCTs with a low risk of bias.

1 Meta-analyses, systematic reviews of RCTs, or RCTs with a high risk of bias.

2** | High-quality systematic reviews of case control or cohort studies;
high-quality case control or cohort studies with a very low risk of confounding or bias and a high

probability that the relationship is causal.

2* | Well-conducted case control or cohort studies with a low risk of confounding or bias and a moderate

probability that the relationship is causal.

2~ | Case control or cohort studies with a high risk of confounding or bias and a significant risk that the

relationship is not causal.

3 Non-analytic studies, eg case reports, case series.

4 Evidence from expert opinion.

MeToabl, HCIOJIb30BAHHBIE [IJIA AHAJIN3A 10KA3aTEJIbCTB:
e (0630pHI, OITyOJIMKOBAaHHBIC METa-aHAJIN30B

e (CucremMaruyeckue 0030pbl C TAOIUIIAMU JJOKA3AaTEIHCTB


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

PeiiTuHroBasi cxema, 1jisi OLEHKHU CUJIbI peKoMeHaanuil (Tadauna Ne2)

A | At least one meta-analysis, systematic review of RCTs, or RCT rated as 1** and directly applicable to the
target population; or
A body of evidence consisting principally of studies rated as 1%, directly applicable to the target population,

and demonstrating overall consistency of results.

B | A body of evidence including studies rated as 2**, directly applicable to the target population, and
demonstrating overall consistency of results; or

Extrapolated evidence from studies rated as 1** or 1*.

C | A body of evidence including studies rated as 2*, directly applicable to the target population and
demonstrating overall consistency of results; or

Extrapolated evidence from studies rated as 2**.

D | Evidence level 3 and 4; or

Extrapolated evidence from studies rated as 2*.

OcHOBHbBIE pEKOMEHIALMH:
Cuna pexomenaanuii (A-D), ypoBuu gokazarenscts (1++,1+,2++,2+,2-3 4) u
UHJINKATOPBI JT0OpOKauecTBeHHOM mpakTuku —good practice points(GPPS)

IMPUBOAATCA IIPU U3JIOKCHUU TCKCTA peKOMCHIIaIII/Iﬁ

Onpene.ﬂemle, NPUHIMIBI TMATrHOCTUKH FﬂyTaPOBOﬁ AllMAYPHUH THUII 1

Omnpenesenune

[nyrapoBast aruaypus tan 1 (HegoctatodHoCTh iyTapui-KoA meruaporeHasbl, riiyTapoBast
armmaemuss tan 1) (kogq mo MKB-10: E72.3; MIM 231670) — ayTocOMHO-pEIECCHBHOE
3a0osieBaHre, OOYCIIOBJIEHHOE MYTallUSIMM B TeHe, KojaupyromeMm ¢epmeHT riayrapui-KoA
neruaporenady (GCDH). [lebunur nanHoro ¢epMeHTa NPUBOAUT K HAKOIUICHHUIO B
OMOJIOTUYECKUX JKUAKOCTAX U TKaHsix riayTapoBoit u 3-OH-rmyrtapoBoit (3-rumpokcu-
[JIyTapoBOM), KHUCIIOT OKa3bIBAIOIIUX HEHPOTOKCHYECKOE JEHCTBHE IPEUMYIECTBEHHO Ha
MOJIKOPKOBBIE CTPYKTYpPBI F'OJIOBHOTO MO3ra. /[narHo3 riryrapoBoi alluaypuu THII | He sBiIeTCA
KJIMHUYECKUM, OH YCTaHaBJIMBAETCS NMPU OOHAPYKEHUU OIPENEICHHBIX OMOXUMUYECKUX /WU
MOJIEKYJISIPHO-TEHETUUECKUX HW3MEHEHUH, BBIABIAEMbIX Yy TMAlUEHTOB C OMpeIelIeHHON
KJIIMHUYECKONH CHUMIITOMAaTHUKOM WJIM Ha JOKJIMHUYECKOW CTAaJUU NPHU IMPOBENEHUU MACCOBOTO
CKPUHHMHTA HOBOPOXKICHHBIX.

INuAEeMHUO0JIOTUSA

I'myrapoBast auunypus tun 1 (A1) oTHOcHTCS K YHCIy PEIKHUX HACJIEICTBEHHBIX OoJe3Hel

oOMeHa BemecTB. YacTora 3a00JIeBaHUs B CTpaHax 3ar1ale0171 EBpOHBI COCTAaBJIAICT B CPCAHEM 1:



50 000 >xuBBIX HOBOPOXKIEHHBIX. BbICOKas yactora BcTpewaemMocth ['Al oTmeueHa cpenu
ob0muH amumieir B Amepuke, Kanane u IlencuneBanum - 1:300. K HacTosiieMy BpeMeHHU B
auTepatype uMeroTcs ommcanus Oonee 400 cmyuaeB »Toro 3abosieBaHus. Bemymmmu u
OCHOBHBIMM  KJIMHUYECKMMH CHMIOTOMaMM 3a00JIeBaHUS  SBISIOTCS  IPOrPECCUpYOILUe
SKCTpanupaMuiable HapymeHus. ['Al oTHocUTes K TOM Ipynme HaciaeICTBEHHbIX 3a00JIeBaHull,
JUIE KOTOPBIX pa3paboTaHbl METOAbI METa0OIUYECKON KOPPEKIHH, OJHAKO 3(PPEeKTHUBHOCTDH
JICYCHHUsI BO MHOTOM 3aBHUCHUT OT CPOKOB YCTAHOBJICHHS IPAaBMWJIBHOTO JAMAarHO3a U Ha3HAYCHUs
naroreHeTnueckoi tepanuu. [lo3auss nuarHoctuka I'Al, HecBoeBpeMeHHas U HEKOPPEKTHas
Tepanusl NPUBOJAT K TSDKENBIM U HEOOpaTUMBIM JIBUraTEIbHBIM HAPYIIEHUS, @ B HEKOTOPBIX
cimydasix, - Kk rudenu pebenka. Jlns Al pa3paGoTaHbl METOIBI MOJEKYISPHO-TEHETHICCKON
JMarHOCTUKH, YTO TIO3BOJIET MPOBOJAUTH MPEHATAIBHYIO IUArHOCTUKY B OTSATOIIEHHBIX CEMbSIX.
[IpencraBieHHble METOIMYECKHE PEKOMEHJAIIMU CTaBAT Nepe] cOOOM 11eJIb 03HAKOMUTh Bpauei
C COBPEMEHHBIMHM JaHHBIMHM O INATOreHe3e, KIMHUYECKOM KapTHUHE, HeMpopaauoJOrHuecKuXx U
OMOXMMHYECKHX OCOOEHHOCTSIX, MeToAax AUarHocTuku I'Al, a Takxke O BO3MOXKHBIM METOAAX
MEIMKaMEHTO3HOH 1 IMETOTEPAITUH STOTO PEIKOTO 3a00JIeBaHusl.

I'eneTnka, OMOXMMMS M IATOreHE3 [JIYyTAPOBOM auuAypuu tum 1

I'en GCDH xaptupoBan Ha xpomocome 19p13.2. K nacrosimemy Bpemenun B rene GCDH
ormucano Oonee 200 pa3smUYHBIX MyTaluii, OJHOW M3 CaMbBIX PACHPOCTPAHEHHBIX SIBISETCS
R402W, Bcrpeuaromasicss ¢ dactoroit 12 - 40% B cTpanax 3amanHoit EBpombl. Hexotopbie
MYTallM¥ XapaKTepHBbI JUIS OINpPENEIEHHBIX ITHUYECKUX IPYNI M U30JATOB: MyTauuu P248L u
E365K B Typuuu, myranmu 1VS 1 +5G>T u A421V B o0mmHax aMuIei .

®epmenT rayrapuin-KoA-nerunporenaza (GCDH) yuactByer B MeTaboiau3Me aMHHOKHCIIOT
au3uHa, TuAponusuHa, Tpuntodana. GCDH nokanu3oBana B MaTpukce MUTOXOHIAPUN H
npezcTaBisier coboil romorerpamep. Kaxnas cyOpeamHuna storo Oenka coctour u3 438
aMUHOKHUCIOT, N-TepmuHanbHbIi  ocTtaTok (44  aMMHOKMCIOTHI)  yAalseTcs  Iocie
TpaHcmopTupoBku (pepmenta B muroxoHapuo. GCDH kataimsupyer 2 mocienoBaTelIbHBIX
peakuuu mnpeBpamieHuss riayrapuia-KoA B kpoToHmin-KoA (peakiuu AeruIporeHupoBaHHs U
nekapOoKcuianpoBaHus). B pesynbraTte OJOKMpOBaHUS JaHHOM (EpMEHTHOM peakiuu
NPOUCXOMUT HakoruieHue riayrapoBoii u  3-OH-rmyrapoBoii KHCIOT B OMOJOTHYECKHX
KHUIKOCTAX W TKaHAX. MYTaHTHBIH (EpMEHT OTHOCHTCS K Tpymme (IaBONpOTEHHOBBIX
JETUAPOTeHAa3 MHUTOXOHJIPHUAIBHOIO MAaTpPUKCa, YYaCTBYIOUIUX B IEPEHOCE DJIEKTPOHOB K
yOUXHMHOHY Yepe3 EeKTPOH-TIEPEHOCIINH (IIaBONPOTEHH B JbIXaTEIbHOM e MUTOXOHIAPHUH .
Mexanusmbl matorene3a ['A 1 He 10 koHna wu3ydeHbl. [IpenMyIliecTBEHHOE TOpaXeHUE
CTPUAPHON CHUCTEMBI CBSI3BIBAIOT C M30MPATEIHHON TOKCHYHOCTBHIO TIIyTApPOBOW KHCIOTHI W/WITH

€C IIPOU3BOJHBIX. Taxoke rjryrapoBas KUCJIOTa U €€ MeTa0OJIUTHI I/IHFI/I6I/IpyIOT ;[eKap601<an1a3y
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TIyTaMUHOBOW KHCJIOTHI ((epmeHT, ydacTByromuii B merabonusme ['AMK), uto BbI3BIBaeT
CHIDKEHHME KOHIIEHTPAIUU 3TOr0 TOPMO3HOro HeWpomenuaTtopa. Y OoibHbIX ¢ ['A 1 BbIABICHO
3HAYUTEIBHOE CHI)KEHUE JIeKapOOKCHIIA3HOM aKTUBHOCTH B JIOOHBIX OTAETaX KOPBI TOJIOBHOTO
MO3ra, XBOCTATHIX SApax U CKOpIIyne U cHuxkeHue konuentpanuu ['AMK B nepedpocnrmHabHON
xuakoctd (LICXK). OnHako MaHHBIE OMOXMMUYECKUE HAPYIICHHS MOTYT ObITh BTOPHYHBIMH U
BO3HHKATh BelieACTBUE OoBpexaeHnit 'AMK—eprudyeckux HepOHOB MO3ra.

MexaHu3MBbl MATOT€HE3a OCTPBIX <«OHIE(ATUTONOAOOHBIX» KPU30B 10 KOHIIA HE BBISICHEHBI.
Cunratot, yto riayrapoBas U 3-OH-riyrapoBasi KUCIOTBI, UMEIOIINE CTPYKTYPHOE CXOJICTBO C
[JIyTamMaToM, B3auMOJCHCTBYIOT ¢ N-MeTHi-acmapTaTHBIMU pelenTopamMH, s KOTOPBIX
rJIyTamar BJII€TCSl ECTECTBEHHBIM aKTUBATOPOM, UTO BBI3bIBAET UPE3MEPHOE HAKOIUIEHHE HOHOB
Ca?" B IIOCTCHHANTHYECKUX HEHpOHAX M MPUBOAUT K THOEIM KIeTOK. JpYruM BO3MOMKHBIM
HEHPOTOKCHMYECKUM (AKTOPOM CUUTAIOT HAKOIUIEHHUE MPOMEXKYTOYHOro MerabonuTa oOMeHa
TpuntodaHa M JIU3MHA — KBUHOJMHOBOM KHUCIOTHL. B HacTosiee BpeMs, A0 KOHIIA HE
pacrio3HaHa TpUYMHA JIOOHO-BHCOYHOW aTpouu W/WIM TUNOIUIA3MH M CYOXypajbHBIX
kpoBoussusaHuil npu I'Al. Cunraercs, 4yto Bo Bpems amOpuorenesa 3-OH-rimyrapoBas kuciaora
MOJKET HapymaTth (OpPMUPOBAHHE CTEHOK COCYJOB, B MEPBYIO OYepedb — COCYAOB T'OJOBHOTO
MO3ra, IPUBO/IS K MOBBIIICHUIO UX TPOHUIIAEMOCTH U BOSHUKHOBEHHUIO KPOBOUBIHUSHUM.

[lpu ayromcum y Bcex manueHTOB ¢ ['Al BBIIBISAIOT BBIPQXKEHHYIO CYOKOPTHUKAJIBHYIO M
KOPTUKAIBHYIO aTpOGHUI0 TOJOBHOTO MO3ra, arpo(UYecKyl0 BEHTPHKYyJIOMerainio. B
OOJIBIIMHCTBE CIIy4aeB BHU3YaIH3UPYIOTCS HEKPOTUYECKUE M3MEHEHHsI B 00JacTH CKOPIYIBI U
TOJIOBKM XBOCTaTOro sapa. Pexe mopakaloTCs 3pUTENBHBIE TPAaKThl, MO30JHUCTOE TEJO,
BHYTpPEHHSsl Karlcyla, IIyOOKHE OTJeNbl OeJoro BellecTBa MO3KEUKa, CTBOJA Mo3ra. Y psna
MAlMEHTOB OOHAPYKUBAIOT «T'y0UaTyr0» JEereHepalfio OeIoro BemecTBa, MPEeUuMYIIECTBEHHO B
NEPUBEHTPUKYISAPHBIX 00JIACTSX, peXe B TajgaMmyce, OJIEIHOM LIape U CTBOJIE FOJIOBHOIO MO3Ta.
VY GosIbIIMHCTBA MALIMEHTOB IPU ayTOIICUH MEYEHU BBISBIIACTCS KUPOBast MHQUIBTPALUS KIETOK
MEYEeHH, NTPOKCUMAJIbHBIX KAHAJIbLIEB MOYEK M MHOKAPAMOLUTOB, YTO MOXKET OBITh CBSI3aHO C

HecnenuprUIecKoi MUTOXOHPUATIBHOW JUCPYHKIIHEH.

Kannndyeckue nposiBJIeHUs IJIYTAPOBON anuaypuu tun 1

['A 1 o0blYHO n€0IOTHPYET B paHHEM JETCKOM Bo3pacTe - oT 3 10 36 MecsueB, C MUKOM
Manudecraruu ot 6 10 18 Mecsanes. [lo kmmHMYeckomy TeueHuro ['Al monapasnmenstor Ha aBa
OCHOBHBIX MOJTHIA: C OCTPHIM/«3HLE(PAIUTONONOOHBIM» U TOJOCTPHIM/I00POKaYECTBEHHBIM
TUTIAMU TEUCHUSI.

Octpslii/«3HuedaanTonono0HbIH» BapuaHT Teuenus ['Al.

B 75% cnyuyaeB HaOmomaeTcs «dHIEPATUTONONO0HBIN» BapuaHT 3a0oneBanus. Y 75-80 %

OOJIBHBIX MaKpOI_Ie(I)aJ'II/ISI MOJKET OBITh NEpBbIM CUMIITOMOM 60H63HI/I, KOTOpass OTMEYACTCA C
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POXKIEHMSI WJIM pa3BUBAeTCd B IEpBble MecCALbl >KU3HU. Hepeako, «IpOoBOIUPYIOIIMMI
daxTopamu MaHu(pecTauuu 3a00JeBaHUS SIBJISIOTCS YEPEHO-MO3r0Bas TpaBMa, XUPYpruuecKue
BMEIIATENIbCTBA, WHQEKIMH WIM BaKIMHAIMSA. B OonpIIMHCTBE ciydaeB, 3a0ojieBaHHE
HAYMHAETCS OCTPO, CIycTs 24-72 Yaca OT BO3JEHCTBUS «IIpoBoLUpyromiero» ¢akropa. [Ipu
pa3BUTUU <OHIEPATUTONONOOHOTO» KpU3a MPaKTHUYECKH y BcexX OOJbHBIX BHE3AITHO
HOSIBJISIFOTCSL JIMXOPAJKa, YacTble CPHITMBAHUS, HEYKPOTUMAs pBOTA, KUIIEUHBIE PacCTPOMCTBA,
SMUJIENTUYECKUE TMPHUCTYIBL, BbIpakeHHas AudQy3Has MbllIeyHass TUIOTOHUSA, pEXKe,-
MBIILIEYHAS PUTHIHOCTh. YacTO NPOUCXOAUT YrHETEHHE CO3HAHUS 10 COMopa M KOMBI, B
pe3ysbTaTe pa3BUBAIOIIETOCS OTeKa M Ha0yXaHHs MO3ra, HepelIKO MPUBOJSIIETO K JIETaTbHOMY
UCXOLY B HepBbIE CYTKH 3a00JIeBaHMUS. [TocnencTBusiMu IIEPEHECEHHBIX
«OHIIEPATUTONOIOOHBIX» KPU30B SBIISCTCS PA3BUTHE JBYCTOPOHHETO MOBPEXKACHUS MOJIOCATHIX
TeJ, CKOPIYIbI, XBOCTATHIX JIep U OJEeIHBIX mapoB. B pe3ynbraTe BOSHUKIIUX MMOBPEKICHHUN B
MO3r€ CIyCTS HECKOJbKO THEH WU Helelb MOSBISIOTCS pa3luyHble THIBl THIIEPKUHE30B
(opodanmanbabie, XOpen(OpMHBIE, XOpPEOATETOMIHBIC, OATMCTUYECKHE), W pPa3BHBACTCS
mudQy3Has WIM OJHOCTOPOHHSS MBIIIEYHAs JUCTOHHS, KOTOpas 4YacTo COYETaeTcs Co
CHACTHUYHOCThIO. MIHOT]a 3TO MPUBOAUT K OMIMOOYHBIM JHArHO3aM: OCTPOTO, PECIUPATOPHOTO
3a0o0NeBaHusl C HEHPOTOKCHKO30M, OCTPOH HEUPOMH(EKINMH, YEepPErHO-MO3TOBONH TpPaBMBI,
MOCTaHOKCHYEeCKol dHIehanmonaTuu. Kak mpaBwio, 3a00jeBaHUE HOCUT BOJHOOOPA3HBIN
XapakTep: Mocje MEePeHECEHHBIX «IHIEPATUTONOI00HBIX» KPH30B MPOUCXOAUT MEIJICHHOE, HO
HE TOJHOE BOCCTAHOBJICHHME HEBPOJOTMYECKMX HapylleHUd. B mocieayromem y MamueHToB C
IpyOBIM TUCTOHMYECKUM CHHIPOMOM YacTO Pa3BHUBAIOTCS BTOPUUYHBIE OCIIOKHEHMS, TaKue Kak
THIOTPOQHSI, XPOHHUYECKHI aCIIMPAMOHHBIA CHHAPOM, TIOJBBIBUXH CYCTaBOB W BBIPA)KEHHBIN
00J1€BOI CUHIPOM.

ITopocTpsoliti/nodpokavyecTBeHHbIN BapuaHT TedeHusi ['Al.

B 25% cnyuaeB 3abosieBaHue MMEET MOJOCTpOE, ToOpoKkadecTBeHHOe TeueHue. Ha mepsom roay
JKU3HU J€TH HaOJIoNalTcs € 3aJep’KKOW ICUXOMOTOPHOIO pa3BUTUS, a B JajbHeiiieM
MPOUCXOJUT IIOCTETEHHAsl yTpaTra paHee NIPUOOPETEHHBIX HABBIKOB, M IPUCOETUHSIOTCS
pasnyHble BUABI THIEPKUHE30B. J[MCTOHMUYECKHE THMIEPKUHE3bl MPHUBOIAT K HAPYIICHUIO
X0JIbOBI, MUChMa U peyeBbIX (yHKUUH. MHOrue GONbHbBIE ATUTEIbHOE BpeMsl HAOIIONAIOTCS Y
HEBPOJIOTOB CO CHACTHUKO-TUMEPKUHETHYECKON (opMoOil neTcKoro nepeOpajlbHOTO Mapaiuya.
JpyrumMu  9acThIMH  CHUMIITOMAaMH  SIBJISIFOTCS  TIPOQYy3HOE MOTOOTJIEJICHUE, AMHU30]IbI
HEMOTHBHUPOBAHHOM JIMXOPAIKH, SMWIENTHUECKUEe NpUcCTynbl. Cpenu odTanbMOIOrHYecKux
HapyLICHUH HepeaKo OOHApy>KUBAIOT KPOBOU3IMAHHUS B CETUATKY, KaTapakTy, opraabmonapes,
KOCOTJIa3U€ M MUTMEHTHYIO JETEHEPalHI0 CeTYATKH. Y HEKOTOpBIX MAaIlMeHTOB HaOII0JatoTCs

aTaKTUYECKHE pacCTPOMCTBA, OYEHb pPEAKO BCTPEYAIOTCS MHMOKIOHMM U Tpemop. Y



OOJBIIMHCTBA MAIMEHTOB WMHTEUIEKT HE CTPaJaeT WM HaOJIONAIOTCs JIETKHE KOTHUTHBHBIC
HapylIeHUus. Y He JIEYCHHBIX OONBHBIX CMEPTENIbHBIN MCXOJ] HACTYNMAaeT B TEUEHHUE IEPBOTO
JECATHIICTUS JKU3HH Ha (DOHE TSHKEIOro METa0OJMYECKOro Kpu3a WM B Pe3yJbTaTe Pa3BUTHS
Peiie-mogo6HOTO CHHIpOMA.

VY psana GonbHbIX ¢ 'Al Ha nepBom roay xu3uu B 10-30% ciyyaeB BO3ZHHUKAIOT CyOlypajibHbIe
KPOBOM3JIMSAHMS, KaK ITPABUIIO, IOCIIE IEPEHECEHHOW JIETKOW YEPEMHO-MO3TOBOM TPaBMbI, YTO B
HEKOTOPBIX CIIy4asX MPUBOJUT K YCTAHOBJICHUIO HETPABWIIBHOTO JUArHO3a- CUHJIPOMAa «TPSCKU

MIIaJICHIIAY .

Helipopaamnojiornyeckye JaHHbIE NIPH IJIYTAPOBOM anuaypuu Tum 1

HaunbGosiee dacThiMu HeWpopaauoiaorHyecKuMu npu3Hakamu mnpu ['Al  sBisroTcsa: J100HO-
TEMEHHasl TUIOIUIa3us/aTpodus, BEHTPUKYJIOMETalus, CyOIypajbHble IeMaTOMBbI, 3aJepiKKa
MUETUHU3AIMN/ IEMHEITMHA3ANS 1 HEKpo3 0a3aibHBIX TaHTJIMEB. Y MAIlUCHTOB 3TH W3MEHEHHS
MOT'YT BCTpEYaThCsl KaK M30JUPOBAHHO, TaK M MPAKTUYECKU B JII0OOOM codeTraHuu. [1o naHHbIM
auTepaTypsl Hauboliee XapaKTepHOU Helpopaauonorudyeckoid ocobenHocteio ['Al sBnsercs
CUMMETPUYHOE PacCIIUPEHHE CUIIBBUEBBIX IeNiell ¢ popmupoBanueM «3hdexra HaAKYIIEHHOTO
A0JI0Ka» UM «KPBUILEB JIETy4Yell MbIIIN», KOTopass BcTpeyaercss y 95%. VY OonbLIMHCTBA HE
JICYEHBIX NAIMEHTOB BBISBJICHO pAaCUIMpEHUE CyO0apaxHOWJAIbHBIX IIPOCTPAHCTB Jake Ha
IIPECUMIITOMATHYECKOM cTaguu 3a00JieBaHUs, KOTOPbIE HE NPETEPHEBAIOT HUKAKUX M3MEHEHUN
IpU MPOBeIEeHUU KOHTPOIbHbIX MPT roioBHOro Mo3ra M COYETAlOTCA C  HOPMAIbHOMU
TOJIIMHON KOPBI TOJIOBHOTO MO3Ta M HOPMAJIbHO PAa3BUTHIMU HU3BUIIMHAMH.

Y OoNbIIMHCTBA TMAIMEHTOB CYOAYpaJibHbIE THUTPOMBI/TEMATOMBI, YacTO PACIOJararoTcs
OuiaTepaibHO, peXe - HMEIT OJHOCTOPOHHION JoKaiu3anuioo. OnuchiBaloT 00pa3oBaHHE
OMTEeMIOPANFHBIX APaXHOUJANBHBIX MM CYOANIEHAMMAPHBIX KUCT, PEIKO BCTPEUAIOTCS HX
OJTHOCTOPOHHSA JIoKanu3aus. V3MeHeHus: 0enoro BelecTBa rojJJOBHOIO MO3ra BCTPEYAIOTCS Y
MHOTHX O0NbHBIX ¢ ['’Al M YacTo codeTaroTcsi C HEKpOo30oM Oa3anbHBIX raHriueB. [lopaxenue
0enoro BellecTBa, KaK MPaBUIIO, CHMMETPUYHOE, MPEUMYIIECTBEHHO B MEPUBEHTPUKYISIPHBIX
30Hax, B 00JIACTH MEPEeTHUX U 33JHUX POTOB OOKOBBIX JKETYJA0UYKOB U B 00J1aCTH CEMUOBAIILHOTO
[EHTpa, B HEKOTOPBIX CIlydasx, OOHApYKHUBAIOT JAEMUEITHMHHU3AIUI0 CYOKOpTHKaIbHBIX U-
BOJIOKOH. He coBceM MOHSATHO, MPEACTaBIAIOT JIU JaHHbIE 00aCTU O04aru JeMHUEINHU3ANN UITT
TUTIOMUETMHU3AUN. Y HEKOTOPBIX OOJIbHBIX OINMCAaHO MOpakeHue Mo3oiucroro Tena. llo
nanabiM Twomey and colleagues (2003) y 3 u3 14 00ciie1OBaHHBIX UMH TTAIACHTOB BBISBJICHBI
W3MEHEHHUs B O0JIaCTH KOJE€Ha MO30JHMCTOrO Tela, HO APYTrHe aBTOPhl HE HAXOJWJIM JaHHBIX
HapyLIEHUH MPU CXOJHBIX YCJIOBHSAX HCCIENOBAaHHs. XapaKTEpHbIE HEWPOPATNOIOTHYECKUE

u3MmeHnenus npu ['Al npusenens! Ha pucyske 1 (A,B).
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Pucynok 1. MPT ronosnoro mo3ra nanuenTos ¢ ['Al.

A. «Oddexra HAAKYIIEHHOTO A0JI0Ka» UIIN «KPBUIbEB JIETYUYEH MBI

B. Cy06nypanbHble reMaToMbl

JInarHocTuyeckue KpUTEPUH JUATHO3A IJ1YTAPOBOi auuaypuu tum 1.

Knunnueckuit nuarno3 ['A1l moxeT ObITh 3aM0JJ03pEH Yy MAUEHTOB, HMEIOIIUX B KIMHHUYECKON

KapTHHE Makpouedainio, >KCTpanupaMHIHbIe HAPYIIEHUS C AeOI0TOM B paHHEM JIETCKOM

BO3pacTe W XapaKTepHbIC HEWPOPaJMOIIOTHYSCKHEe HW3MEHEHHsA. B Tabnuie mnpeacTraBicHbI

KPHUTEPHH, TIO3BOJIAIONINE MPEANoN0okKUTh ['Al (Tabmuma Ne 3).

Tadauma Ne 3. JlnarHocTu4ecKkue KPUTEPHH, NMO3BOJIAIOIINE 3AMOA03PUTH IJIyTAPOBYIO

amuaypuro tan 1 (Hoffmann G.F.,1996).

BepostHOCTE Huskas YMepeHHasi Bricokasi
JMarHosa
Kimanueckue -Maxkponedanus; -Pelie-monoOnble 3mm3ozabl | -Octpas sHLEDaTonaTus
KpUTEPHUU -BricTynaromue (octpas Metabonuueckas | -POrpECCUPYIOIINE
TO0OHBIE OYTPBI; sHIedanonaTus) 9KCTpanyupaMHIHbIe HApyIIEHUS
-Hapymenus -3H1ePaTTONOT00HBIC -opodanuanbHbie TUCKUHE3UN
BCKapMJIMBaHUS SMH3015bI,
-3agepxxka -TUNIEpKUHETHYeCKas
JIBUTATEIIHLHOTO dopma JIETCKOTO
pa3BUTHSA HepedpaIbHOTO Mapainya.
-IEPHOINYECKas aTAKCHUs
CeMelnHbIi —_— Cunnipom «BHe3armHOHM | Hanmame B cembe OOIBHOTO C
aHaMHe3 CMEpPTH MIIAJCHLA» WU | MOATBEPXKICHHBIM IuarHo3om I'A
CMEpTENbHBI WCXOA OT | THN 1, HalW4yhe CMepTeNhbHOTrO
HEKYNUPYEMBIX CyJOpOr B | ICXOJa B CEMbE OT OCTPOIO
ceMbe CUMMETPUYHOTO HEKpo3a
0a3aJbHBIX TAHTJIHEB
Heiipopaauonor | -arpodwusi/runormnasust | -CyOnypanbhele ckomienus | -JIoOHO-BHCOUHAs atpodus

10




HYCCKUE JTIOOHBIX OT/EIIOB -arpodus/Tunoria3us TOJIOBHOTO MO3Ta,

KpUTEPHH -3aJIepIKKa BHCOYHBIX OTJICTIOB -M30JINPOBaHHbIC CUMMETPUYHBIC
MUETHHA3AINAN -nelfiko3HIe(haaonaTus HEKpO3bl 0a3albHBIX TaHIJIVECB
-BEeHTpUKYyJOMeTanus | (TIOJPOCTKH, B3POCIIBIC) (OnemHOTO MIApa M XBOCTATHIX
-pacmupeHue -H30JIUPOBAaHHOE sanep)
cy0apaxHOUIATEHBIX TTopakeHHue OJICTHOTO Imapa
MPOCTPAHCTB

.HaﬁODaTODHaH JUATHOCTHKA IJIYTAPOBOM anuaypuu tam 1

OCHOBHBIMH METOJaMH TMOATBepxkaaromeld auarHoctuku ['Al sBnstorcs Omoxumudeckue. B
OMOJOTrMYECKUX KUAKOCTAX (MOYa U KPOBB) OIPEAEIAIOT KOHLIEHTPALNIO OPIaHUYECKUX KUCIIOT
W/AW  alWIKAPHUTUHOB (TIyTapuiakapHUTHHA). [lpum nmaHHOM 3a00€BaHWM TOBBIIIAFOTCS
KOHIICHTpAIUU TriyTapoBoi, 3-OH-riyTapoBoil KHCIIOT U TIIyTapUIKapHUTHHA B JIECATKH pa3 1o
CpaBHCHHIO ¢ HOpMOW. OpraHuyYecKkre KHUCIOTHI OINPEACISIOT METOJOM XPOMAaToOMace
CIIEKTPOMETPHH, AIMIIKAPHUTUHBI - METOZOM TaHJIEMHON Macc-CIIEKTPOMETPHH.

VY HekoTopbix OonbHBIX ¢ ['A 1 KOHIEHTpaIusl TIyTapoOBOM KHUCIOTHI B MOY€ U KPOBH MOKET
OBITH B Mpeleiax HOPMBI, B TaKUX CIy4asX TUArHOCTHYECKH-3HAUMMBIM MapKepOM SBIISETCS
NOBBIIICHHE KOHIEeHTpanuu 3-OH-riryTapoBoii KUCIIOTHI, YTO TMO3BOJSET YCTAHOBHTH TUATHO3
r'Al.

JHK auarnoctuka v onpesesieHne akTUBHOCTH IiyTapui-KoA neruaporenass (B IEHKOLUTAX U
¢bubpobdrnacTax Koku) HEOOXOUMBI KaK 75 BepudUKaLUU TUArHO3a, TaK U Ui MOCIeAYIOIeH

MPEHATAIBHON THarHOCTHKH.

Jns moaTBepkaeHus AuarHo3a ['A 1 y manuMeHToB ¢ KTHHUYECKMMH CUMIITOMaMU 3a00JIeBaHuUs
CHEU(PUICCKUMH  JIMATHOCTUYCCKUMHU  TECTaMH  CIEAYeT  CYHTATh:  KOJMYCCTBCHHOE
ompezeneHue riryrapoBoit 1 3-OH riryTapoBoit KHCIIOT B MOY€ W KPOBH , BBISIBIICHUE MYTAIHHA B
reie GCDH u/unu camkenue aktuBHoct pepmenta GCDH (cuna D no peimunzosoii cxeme

0J151 OUEHKU CUIbL peKOMeHOayuil, maoauya 2)

B nocnennue rospl B CBSA3M € MIKUPOKUM BHEIpEHHEM TaHAeMHoN-Macc crniekTpometpuu (TMC)
BO MHOTMX CTpaHax IPOBEJECHBI MUJIOTHBIE MCCIEIOBAaHUS IO HEOHATAJIBHOMY CKPUHUHIY Ha
['A1.C momompio TMC onpexpenstor koHueHTpauuu riayrapuinkapautuHa (CSDC) B marHax
BbICylIeHHOM KpoBH. [loBblieHue ypoBHs 3Toro Mmerabonurta npu ['A 1 mpoucxomut no
MOSIBJICHUS KJIMHUYECKUX TPU3HAKOB 3a0osieBaHuA. MHOrMe HCCIeAOBATEIN CUUTAIOT, 4YTO
BKJItoueHue ['Al B mporpaMMbl MaccoBOrO CKpHHMHIA OIPABJAaHO, TaK KaK paHHEE Hadallo

JICYCHUS ITO3BOJIACT 3HAUYUTCIIBHO YIIYUIIUTH KAaYCCTBO KU3HU OOJIbHBIX.
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Jnst maccoBoro ckpuHHHTa HOBOpokIeHHbIXx Ha ['A 1 ompegemsior CS5DC B msTHax
BBICYIIEHHOM KpPOBM METOAOM TaHAEMHON Macc-clieKToMeTpuu (cuna B no peiimunzogoi
cxeme 0713 OUeHKU CUIbL peKomenoauuil, maoauya 2)

Jns noaTrBepxkaenust nuario3a ['A 1 y manueHTOB BbISIBICHHBIX P HEOHATAIbHOM CKPUHUHTE
HOBOPOXKICHHBIX cneun(UYecKuMd  TUarHOCTHYECKUMH  TECTaMH  CIIEAYeT CUUTATh:
KOJIMUECTBEHHOE olpeneneHue riayrapoBoil u 3-OH rmiytapoBoil KHCIOT B MOY€ U KpPOBH,
BeisBiicHre Mytanuii B rene GCDH (cuna D no peiamunzosoii cxeme onsa ouenxku cuiibl

pexkomenoayuil, maoauya 2)

OcHoBHbIE NPUHIMIIBI JI€YEeHHs] IJIYTAPOBOM anuaypuu Tum 1.

Bcem OoBbHBIM TMOKa3aHa MMAaTOTEHETUYECKAsl Tepamus, KOTopas HalpaBJicHA Ha KOPPEKIUIO
METa0OJMUecKoro aucOanaHca W BKJIIOYAET CIEHUAIM3UPOBAHHOE Jie4eOHOe MHTaHHe,
TUETOTepanuo, Ha3HayeHue L-xapuutuna u pubodnaBuna. JleyeHune MOMKHBI OBITH HAYATO
BCeM OOJIbHBIM C BBISIBJICHHBIM JIOCTOBEPHBIM MOBBIIIEHHMEM YPOBHEM IIyTapOBOW KHCIOTHI B
Moue g0 mnomydeHus  pesynbraroB  JIHK  guarnoctuxkm  T'Al. [Ins seuenus
<«OHIE(ATUTONIOIO0HOTO»  KpH3a B MEXIYHAapOJHbIE CTaHAAPThl BKJIKOYEHBI METOJIbI
WHTEHCUBHOW Tepanuu. Takxke NpOBOAUTCS CHUMITOMATUYECKAas Tepanus C THIATEIbHBIM
noI00pOM JIEKaPCTBEHHBIX IMPENapaToB, HANpPaBIECHHBIX HA KOPPEKIHUIO HEBPOJIOTHYECKHUX

HapyILIEHUN.

Jleyenne AOKHO HaA3HAYATHCA KOJUIETHAJIBHO B COCTaBe I€aMAaTpa, JUETOJIOra, HEBPOJIOTa.
Poaurenu v manmeHTh! JOKHBI ObITh MPOUMH(MOPMHUPOBAHBl 00 OCHOBHBIX IMPUHLMIIAX JICUEHUS

3aboneBanus (cura C no peimunzo6oil cxeme 015 OYEHKU CUNbL PEKOMEHOAYUIL, MAdIUUA

2)

IlaToreneruyeckasi (MeTadoJMuecKas) Tepanus

BONBIIMHCTBO MAIMEHTOB OCTAIOTCS OSCCUMIITOMHBIMH, €CIIM JIYeHHE (IHETOTeparuu C
npUMeHeHHeM L-kapHuTHHA) HavaTo B epuo] HOBOPOXACHHOCTH. HapyiieHnus pexomeHnauuit
10 HEOTJIOXHOMY JICUCHHIO HMMEET IUIOXOH MPOTHO3, 4YTO OBUIO IMOKAa3aHO B HCCIIEIOBAHUU
Heringer et al., 2010 (yposens ooxkazamenvnocmu 2++ no peiimunzogoii cxeme 013 OyeHKuU

cubl pekomenoauyuit, maoauya 1)

J{neTnyeckoe muTaHUE
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Juetnueckue peKOMEHAALMU TMOAOUpAIOTCS MNalMeHTaM HWHAWBHUIYyalbHO. IlpuBeneHHbIE
PEKOMEH/IalUH 110 OEJIKY, MIPUHSTHIX B PA3HBIX CTPAHAX MOTYT OTJIMYATHCS.

Juerorepanus mpu 3a00J€BaHUM HANpaBJeHA HA CHIDKEHHUE MOCTYIUICHHS JIM3WHA, TpUunTodaHa
U TUIAPOKCUIM3UHA, KOTOPBIEC SBJSIOTCS OCHOBHBIMU IPEIIIECTBEHHUKAMH HEHPOTOKCHYECKHX
MeTabonmuToB - riiyrapoBoil U 3-OH-rayrapoBoit kuciot. JlaHHbIE aMUHOKHUCIIOTHI COJIEPIKaTCs
B OOJBIIOM KOJUYECTBE B O€NIKax KMBOTHOTO MPOUCXOXKICHUs (pbIOe, MSCEe, MOJIOYHBIX
NpOAYKTax u Ap.). B cpemHem coxpepkaHue B HUX JIM3WHA COCTABISAET OT 6-9% u Tpunrodana
0,6-2%. B pactutenpHbIX K€ NpoAyKTax (OBOIIM, (PYKTHI) COACp)KAHUE YKa3zaHHBIX
AMUHOKHUCJIOT MUHUMaJbHO. C LeIbI0 CHIKEHUS 00pa3oBaHUs TOKCUYECKUX META0OJIUTOB MPHU
['Al npuMeHsIIOT JBa BapraHTa JieueOHOro nutanus: 1). /luera ¢ HU3KUM COJCpIKaHUEM JIM3UHA
C HUCHOJb30BAHUEM CHEIHMAIM3HUPOBAHHOTO NPOIYKTa; 2). Jluera ¢ HHU3KUM COJEpKaHHEM
obOmiero Oenka. B HEKOTOpBIX CTpaHaX OTCYTCTBYIOT JaHHBIE O COJEp)KaHWU JHM3WHA B
MPOJYKTaX, MOATOMY CIICIMATUCTBI IPUIEPKUBAIOTCS BTOPOTO BapHaHTa JUETOTEPAIUH.
[lepBblii BapuaHT naueTHl sABIsETCS Oojiee MPEANOYTUTENBHBIM, IPH HEM 00s3aTeIbHO
Ha3HAYaeTCsd  CHEIHATN3UPOBAHHBIA TPOIYKT 06e3 nmm3uHa W Tpunrodana ( Hampumep
Inyrapumon  XLIS, TRY, xommanus SHS International LTD, Nutricia, mnpoaykt
3aperucTpUpoBaH Ha  TeppuTopuu  Poccwiickoit  ®enmeparn). IIpOAyKT — COACPIKUT
cOaaHCUPOBAaHHYI0 CMECh 3aMEHHMBIX W HE3aMEHUMBIX aMHUHOKHUCIOT (32 MCKIIOYCHHEM
au3MHA W Tpunrtodana), yriaeBoAsl M MHHepanbl. [IpuMeHeHHe BTOPOTrO BapHaHTa IHETHI
MOBBIIIAET PUCK AITMMEHTAPHOW HEAOCTATOYHOCTH HE3aMEHHUMBIX aMHUHOKHUCIOT TaKHUX Kak
TpUnTo(aH, YTO MOXKET MPHUBECTH K PA3BUTHIO PA3IMUYHBIX HapYIIEHUI: TMOBBILIEHHOM
BO30Yy/IMMOCTH, HapyIIEHUIO CHAa, HEMOTUBUPOBAHHBIM KOJIEOAHHUSAM TEMIIEpaTypHl, rearpe (B
pe3yabTare, CHUKEHUsT 00pa3oBaHMsI HUKOTHMHOBOW KHCIIOTHI), B CBS3M C OTHM pa3pabOTaHBI
PEKOMEH/IAlM MHUHUMAJIBHBIX JIOMYCTUMBIX IOTPEOHOCTEH NaTOreHEeTHYECKH 3HAYMMBbIX
AMHUHOKUCJIOT B IUTAHUHU JIETeil pa3IMIHOro Bo3pacTta (Taduuma Ned)

Tab6auua Ne 4. MexRIyHapoaHble peKOMEHAAUUH M0 OTPAHMYEHUI0 MOCTYIJIEHUS JIM3UHA U

Tpunrodana npu I'A 1.

Boszpact PexoMeHayemble 10361
JInzun Tpunrodan
0-12 80-100 Mr/xr/neHp 17-20 Mr/kr/nesun
MECSIIEB
1-6 ner 50-80 mr/kr/nens 13-17 Mr/xr/nens

[TanmeHTh MITaICHYECKOTO0 BO3pacTa MOTYT HAaXOAUThCA Ha TPYAHOM BCKapMiIMBaHuM. [ pynHoe
MOJIOKO B JIaHHOM cllydae OyIeT SBIATHCS OCHOBHBIM HCTOYHUKOM HATypaJbHOro Oenka B
COYETAaHUHU CO CIELUAJU3UPOBAHHONW CMECHIO aMUHOKHUCIIOT, COOTBETCTBYIOLIEH BO3PACTY

pebenka. KonudecTBo Mu3MHA B TPYTHOM MOJIOKE U3BECTHO U cocTaBisieT 86 mr Ha 100,0 mut.
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Jluerorepanusi ¢ HU3KAM COJICpP)KaHHEM JIM3WHA C WU 0e3 J0OaBICHHEM CIICIIUATN3UPOBAHHBIX
cMeceil aMUHOKHUCIOT ( 0e3 NM3MHA ¢ HU3KUM TpUNTO(AaHOM) JOJDKHA CTPOrO COONIOAATHCS Y
nanueHToB g0 6 ser (cuna C no peiumunzo6oii cxeme 01 OWEHKU CUNbL PEKOMEHOAUuUil,

maobauya 2).

Ecnu mocnie mecTuieTHEro BO3pacTa y MAalMEHTOB HE BO3HUKAIOT <«HIE(PATUTONOT00HBIC
KpHU3bI, BO3MOYKHO HCII0JIb30BAHUE HU3KOOEIKOBOM AUETHI O€3 ClelnaIn3upoBaHHOTO MPOAYKTa,
OJIHAKO B 3TOM Cllydae HEOOXOJUM KOHTPOJb 32 HYTPUTUBHBIM CTaTyCOM peOeHKa, 4TOObI BO
BpeMsl MPEAOTBPATUTHh PA3BUTHE OEIKOBO-3HEPreTUYECKONW HEJOCTATOYHOCTH M AC(PUIUTHBIX
cocrosauuii. CymmapHbeie pekoMmeHmauuu Ttepanuu ['Al  (auerorepanuss U  OCHOBHas
MeTtabonnueckas koppekius) mo Hoffmann G.F., Kélker S. npencraBnens B Tabmuie Ne 9.
Cneunanu3upoBaHHas JueTa TpeOyeT MOHUTOPUHIa 3a YPOBHEM AaMHHOKHCIOT M HX
METa0OJIUTOB B IUIa3ME€ KPOBH M MoOuYe, OWOXMMHUYECKHMX MapKepOB HYTPUTHBHOIO CTaTyca
(oOmmii Oenok, MpOTEHMHOTpaMMa W JIp.), JUHAMHYECKOTO HAONIOACHUS 32 (PU3MYEeCKHM
pa3BUTHEM U  HYTPUTUBHBIM CTaTycOM TAaIllMeHTa, a TaKXkKe MePUOAUYECKON KOppPEKIUU
Je4eOHOro palioHa C PacyeToM ero Xxumudeckoro coctaBa. [Ipu pacuere HHU3KO-OEIKOBOIA
JMETHI CO CHIDKEHHBIM COJIEpKaHMEM JIM3WHA U TpUNTO(haHa HEOOXOAUMO TOMHUTb, YTO JIM3HH
U TpUNTO(aH CONEpIKATCA MPAKTUIECKH BO BCEX MPOYKTaX.

Hwxe npencraBneHsl TaOMUIBI, B KOTOPBIX COAEPIKATCA MEXKIAYHAPOJHBIE M POCCUHCKHE
PEKOMEH/IAllMU 110 CYTOYHBIM MOTPEOHOCTAM B Oelike, He3aMEHUMBIX aMUHOKHUCIIOTaX, APYTHX
NUIIEBHIX BEIIECTBAaX, U MPUBEACHBI JJAHHBIC 110 CPEAHEMY COJACP)KAHHIO JIM3WHA B HEKOTOPHIX
HaTypaJIbHBIX TPOayKTax (cM. Tabmuis 5,6,7,8).

Tabauma Ne5. MexkayHapoaHble PpeKOMEHJAUMM MO0 CYTOYHOW NOTpeOHOCTH B
HATYpPaJbHOM OeJIKe Il 310POBBIX JeTeil.

Pexomenayemblie MOTPeOHOCTH AJIsl 310POBBIX JIeTel Pa3JIMYHOIO BO3pacTa B OeJiKke

Bospact RDA CIIIA? BO3? Espocoroz® Poccus®
(r/kr/cyTKM) (t/kr/cyTKN) (r/kr/CcyTKH) (r/kr/CcyTKH)

2,2 1,38 - 2,2
1,6 1,21 1,6 2,6-2,9
1,2 0,97 11 53 r/cyt*
1,1 0,84 1,0 68
1,0 0,8 1,0 77
1,0 0,79 1,0 90
0,9 0,69 0,9 98
1,0 0,76 0,95 82
0,8 0,64 0,85 90

L. Recommended Dietary Allowances 10" edition. Washington. DC: National Academy Press, 1989.

2. World Health Organization (1985): Energy and protein requirements. Report of a Joint FAO/WHO/UNU Expert
Consultation(1985). WHO Tech Rep Ser No 724, Geneva.

3-Reproduced from Reports of the Scientific Commit for food (thirty first series) 1993.

4. HopwMmer ¢usnonoruueckux nmotpeOHOCTE! A neTed W moapocTkoB. 1991 ron. (*- morpeOHOCTH Ui JeTed u
MOJAPOCTKOB CTapuIe roJia AaHbl B pacyeTe I‘/CYTKI/I)
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Tadauma Ne 6. MexayHapoJHble PeKOMEHJAUWH IO CYTOYHOHl TMOTpPeOHOCTH B

AMHHOKHCJIOTAX.
AMHWHOKHCIOTBI 0-6 7-12 1-3 roma 4-8 et 9-13 ner 14-18
MeECSIIIEB MECSIIIEB JIET
MI/KT/1eHb
36 32 21 16 17-15 15-14
88 43 28 22 22-21 21-19
156 93 63 49 49-47 47-44
107 89 58 46 46-43 43-40
59 43 28 22 22-21 21-19
135 84 54 41 41-38 38-35
73 49 32 24 24-22 22-21
28 13 8 6 6 6-5
87 58 37 28 28-27 27-24

Tadiauua Ne7. CpenHee coaepxaHue JJU3HHA B 0eJIKaX Pa3JIMYHbIX IPOAYKTOB

IpoaykTsl Conep:xanne Jjm3uHa (% ot | JIusun/6enok (Mr/r 6enxa)
001ero 0eaka)

9 90
8 80
8 80
7 70
6 60
6 60
6 60

2-8,5 20-85

2-6,5 40-65

4-6,5 20-65

2-4 20-40

Tab6auua Ne8 . [IlpumepHoe KOIM4YeCcTBO 0e/1KAa HATYPAJIBHBIX MPOAYKTOB

8-10

420 450

480

480-600

Mertabonnyeckas Tepanus

L- kapHUTHH

VY OonpIIMHCTBA HE JICYEHBIX TManuMeHTOB ¢ ['Al KoHIeHTpaius o0mero u CBOOOTHOTO

KapHUTHHa B IIJIa3ME€ MW CBIBOPOTKEC KPOBH AOOCTATOYHO HU3Kas. L- KapHUTHH CBA3bIBACT

TIIYTapOBYIO KUCJIOTY U oOecreunBacT ee BBIBCJICHUC U3 OpTraHrU3Ma B BUAC ITyTapUJIIKaApHUTHHA.
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Havanpnas mo3a L- xapuutmaa 100 Mr/kr/cyTku, KOTOpas MOXET ObITh CHIbKeHa 10 50

MTI/KI/CYyTKH y JieTel crapiue 6 JieT.

Bcewm 6ombHbIM ¢ ['Al moka3aHa moku3HeHHas Teparnus npenaparom L- kapuutun (cura C no

Pelimunzo60il cxeme 0151 OUEHKU CUIbL peKoMeHOoayuil, maonuya 2)

PubodiaBun

Kpaiine penko Bcrpedaercs: pubodaaBuH-uyBcTBUTENbHAA Gpopma ['A 1. V nanueHToB ¢ qaHHOU
dbopmoii 3ab0oneBanus pu Ha3HaueHUU pudoduaBuna B no3e 100-200 Mr B cyTKH OTMeuaeTcs
YJIydli€eHUC COCTOAHHUA B BHUAC YMCHBIICHHA CTCICHHU BBIPA)KCHHOCTU HEBPOJIOTHUYCCKUX
HapymieHuid. [Ipu yiydmieHuu KIMHUYECKOTO M METabOJHMYECKOTO CTAaTycoB Y OOJBHOTO
pebeHka Mpu Ha3zHaueHUU puOOoQaBMHA HEOOXOAUMO MPOJOIIKUTH €ro MPUMEHEHHe, Mpu

OTCYTCTBHHU TAKOBLIX ITp€rapaT JOJKEH OBITH OTMCHEH.

Taoauuna 9. /Iuerorepanusi 1 ocHOBHasi MeTaboamueckas Tepanus npu Al (Hoffmann

G.F., Kélker S., 2006).

Uzberars

Ype3MEPHOTO
OCTYyIJICHUE
20 17 17-13 13 Oecnka.
Yrorpednarh
1,4-1,3 1,5-1,3 1,4-1,3 1,3-1,1 MPOJTYKTHI C
1,3-0,8 1,0-0,8 0,8 0,8 HU3KHUM
coJepKaHuEM
2,7-21 2,5-2,1 2,2-2,1 2,1-19 JIU3MHA

cMech AA*- crienManTu3upoOBaHHOE JIeYeOHOE MUTAHUE.

OcHOBHbIC NMPUHLIMIBLI HHTCHCHBHOW MH(Y3HOHHOH Tepanuu BO BpeMsl Pa3BHBIIEIOCsH
«HIedaInTOoNnoA00HOr0» Kpu3a

HecBoeBpemMeHHOE Haydaso JIEYeHUsT METa0OJIMUYECKOr0 Kpu3a UMEET Cephe3HbIe IOCIEICTBHSL.
Metabonuueckasi JEKOMIIEHCALUs MOXKET BO3HUKHYTb BOBpPEMs MH(EKIMOHHBIX 3a00JI€BaHUIA,
BaKIMHALIMY, ONIEPATUBHBIX BMEUIATENbCTB. TPEBOXKHBIMU CUMIITOMAMH B TAKUX CIIy4asiX MOTYT
ObITh: pPBOTA, Juapesi, IOBBIILICHHE TEeMIEpaTypbl, HapacTaHWE WM TMOSBJIEHUE HOBBIX

HEBPOJIOTUYECKUX HaPYIICHUH.
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Heotnoxxnast Tepanusi JODKHA HAUMHATBCS HEMEUIGHHO U TPOJOJDKATHCS BECh IEPUOJ
(beOpuIbHON JIMXOPAAKH, TTOCIE BAKIMHAIIMHU, O U MOCJIEe XUPYPrHUYECKOTO BMEIIATEIHLCTBA B
Bo3pacte 10 6 ner (cunra B no peiimunzoeout cxeme 011 OUEHKU CUbl PEKOMEHOAWUIL,

maobauya 2)

«OHuehanuTonog00HbIe» KpU3bl OOBIYHO Pa3BUBAIOTCS B paHHEM BO3pacTe, NPEHMYIIECTBEHHO
no mectu Jer. [lmaHoBas maTroreHeTHMYecKas Tepanus 3HAYUTEIBHO CHIDKACT PHUCK HX
BO3HUKHOBEHHUS, OJHAKO HE MpeAOoTBpaliaeT oT uX pa3BUTHA. (OCHOBHBIMM NpPHUHLUIIAMU
JCUCHHUsT BO BpeMs <«IHIE(aTUTONONOOHBIX» COCTOSHUH sBisoTcs: 1). Boccranosnenue
KaTaboJINYEeCKOro cTaryca, IMyTeM Ha3Ha4eHUs BBICOKO3HEPreTHYecKol MH(PY3MOHHON Tepanuu
(rII0KO3a B COYETAaHMU € MHCYJIUHOM); 2). OrpaHudeHue oOpa3oBaHMs OPraHUYECKUX KHUCIIOT,
IyTeEM CHIKEHHUS IOCTYIUIEHHUS JHUETapHOro Oelka. IIo BO3MOXHOCTM Ha3HAYarOT
0€3/IM3UHOBBIE CMECH aMUHOKUCIIOT. 3). Y CUICHHE I€TOKCUKALMOHHBIX MEXaHU3MOB OpraHu3Ma
U TpeloTBpAlllEHUE BTOPUYHOTO MCTOLICHHMS COOCTBEHHOro ITyja KapHUTHHA, IyTeM
JIONIOJIHUTENIBHOIO  BBeleHUs  L-kapHutuHa; 4).BoccraHoBieHMEe  KHUCIOTHO-OCHOBHOTO
PaBHOBECHS OPraHU3Ma.

Kak moka3piBaeT MEXIyHAPOJIHBI ONBIT HAYaJI0 MHTEHCHUBHONW WH(Y3MOHHOH Tepamuu Yy
6onmbHbIX ¢ ['Al He Bcersa CBOEBPEMEHHO, YTO  MOXET OBbITh CBSI3aHO C HM3KOU
UH(GOPMHUPOBAHHOCTBIO Bpauyel O JAaHHOW MAaTOJOTMH, OTCYTCTBHEM B3aUMOJECHCTBUS MEXKAY
Je4eOHBIMU YUPEXKJECHUSMU W HE BBINOJIHEHUEM OCHOBHBIX PEKOMEHJIALUN NalUeHTaMH.
OcHOBHbBIE MEpOTPUATHUS, KOTOPbIE JOKHBI OBITh NMPOBEJAEHBI MOCJIE YCTAaHOBJIEHUS JAMArHo3a
I'A1 cymmupoBansl B Tabaune Ne 10.

Tab6auua NelO. Ilnan meponpusTHii, HATIPaBJIEHHbI HA NPeAOTBPalLlleHUe PAa3BUTHA

MOBTOPHOI0 «3HLe(aTUTONOA00HOr0» KpH3a

[Inan MeponpusTHiA CozepxaHye MEpONPUSITHS U METObl MX peaii3alyu
POI{I/ITeHI/I JOJIKHBI OBITH OCBCIOMIJICHBI O KIMHUYECKOM TCUCHUU SaGOHeBaHI/IH u
Oo6pa3oBanue u ero ociokHeHUsx. OHM JOJDKHBI OBITH 4YETKO HH(OPMHPOBAaHBI O TAKTHUKE
o0OyueHue TEpanuy BO BpeMs Pa3BUBAIOLIETOCS «IHUEPATUTONOA0OHOT0» KpHU3a.
poautenen
HeoOxomumo oOecrieuuTh B 00s3aT€IbHOM — TOPSAKE HMHIUBUAYaIbHBIM
JleueOHO- MIPOTOKOJIOM OCHOBHOM METa0OMNYECKON W NMHTEHCUBHON WH(Y3MOHHOW Teparnuu
MPOCBETUTENBCKAsT | poauTesel, Bpadeld IETCKOW MOJUKIMHUKH TI0 MECTy JKUTEIbCTBA IalWEHTa.
pabota Pomutenu nomkHBI OBITH OOECTIeUeHBI IUTEPaTypol 10 KIMHHYECKON KapTHHE H

nederuto ['Al. B neueOHOM TmpoTOKOIIE MOJDKEH OBITH yKa3aH HOMeEp Tenedona
Jiedaniero Bpada, ¢ KOTOPBIM MOXHO CBSI3aThCS B JI0O00€ HEOOXOIUMOE JUIS
MAI[MCHTA BPEeMsl.

OKCTpeHHast Popurenn momKHBI MMETh BCe HEOOXOMUMBIE JIEKAPCTBEHHBIE CPEICTBA IS
MeAULHCKAsI Havajia THTEHCUBHON TepaIyy Ha I0OMY.

IIOMOUIb HA JJIOMY
ObecneueHne Bpaun JneTCKMX TNOJIMKIMHUK/PalOHHBIX OOJBHMIL 1O MECTY >KHUTEIIbCTBA
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MPEEMCTBEHHOCTH B
JICYCHUH (JIeTCKas

MAIUeHTa, JOJDKHBI OBITh MOCTABICHBI B W3BECTHOCTh O mMmaimueHTax ¢ ['Al, u
WHCTPYKTHUPOBAHBl 10 TaKTHUKE JedeHus. VHAWBHIyanbHBIA TMPOTOKON IO

TOJIUKINHUKA, JICYCHUIO TAIMEHTA JIOJDKEH OBITh BBICTIAH B MOJHMKIMHUKY/ CTAIlOHAP IO MECTY
parioHHBIE JKUTEIILCTBA OOJBHOTO HE3aMEUIMTEIBHO IIOCIE YCTAHOBJICHUS JUArHO3a.
OOJIBHHUIIBI, WNnTencuBHOE JeueHHWEe MOHKHO OBITh HAYaTO [0 TepeBona OOJIBHOTO B

METa0OTMYECKIH CTIEIMATN3NPOBAHHBIA METa0OIMIECKUN IIEHTpP, XOPOIIO BIAJCIONINI JIeUeHHEM
LIEHTD) JIAHHOW MaTOJIOTHUEH.

MenuuuHckast IIpu BBIE3mEe peOcHKA HAa OTABIX (B PETHOHBI BIAIW OT J0Ma), HEOOXOIUMO
[IOMOILb B OTMPaBUTh MO  MeCcTy TpeObBaHWA  OONBHOTO  pebeHKa  MPOTOKOI
BEIXO/IHEIE, WHAWBHIyaJIFHOTO JICUEHUs], HOMep TeneOHa Jedaliero BpaJa.

Npa3AHUYHbIE THU U
OTILYCKHOM MEPHOL,

MenunuHckast [Ipu Bo3HMKHOBEHNH MH(EKITMOHHBIX 3a00JI€BaHNN M TIOBBIIICHUN TEMIIEPATYPHI
ImoMoOIIb BO BpEMA TCi1a a0 38,5 C POAUTECIIN MALIMCHTAa KaK MOKHO CKOPEC, NOJIKHBI MOCTABUTH B
I/IH(I)GKI_II/IOHHI)IX HU3BECTHOCTH O CIIYUMBLICMCS JICUALICTO Bpaya.
3a00JIeBaHUI
MenunuHckast IIpu mi1aHOBOM XHPYpPrUU4E€CKOM BMEIIATEIBCTBE Bpayl XUPYPIH, aHECTE3HOJIO0ra
IIOMOIIHU IIpH JOJI2KHBI 6I)ITI) HHq)OpMHpOBaHBI O KIMHHUYECKOM TCUCHUU 3a6OHeBaHI/II/I,
IIJIAHOBBIX JeJaluid Bpad JOJDKEH OTIPABUTh B XUPYPIMYECKUH CTalMOHAp IIPOTOKOJI
XI/IpypI‘I/I'-ICCKI/IX HOCTOHCpaL{I/IOHHOFO BCACHUA ImangucHTA. OCHOBHBIMH pCKOMeHI[aLII/IﬂMI/I
BMCIIATCIIbCTBAX ABJIAKOTCA: I/I36CF3TI) rojiogannsd, Ha3HAYCHHUE pPaCTBOPOB IJIFOKO3bI U ﬂBOﬁHOﬁ

J03bI KApPHUTHUHA

TakTHka HHTEHCUBHON UH(Y3UOHHOM Tepanuu

Heo0xoauMo MOMHHTB, YTO OCTPBIA «IHIEPATUTONONOOHBI» KpPU3 MOXKET Pa3BUTHCA MpU
11000M MH(EKIMOHHOM 3a00JI€BaHMM, BaKLUHALMU WM XUPYPrHMUYECKHX BMEIIATENbCTBAX B
OCHOBHOM B Bo3pacTe A0 IuecT jeT. CrnenuduyHbIMU U HAaCTOPAXXMBAIOLIUMH CUMITOMaMH,
CBUJICTEJLCTBYIOIIME O Pa3BUTHM JECKOMIIEHCALMM 10 OCHOBHOMY 3a00JIEBAaHUIO SIBJISIOTCS:
MOBTOPHBIE PBOTHI, JHMApesi, HEBPOJOTWYECKHE pacCTpOiicTBa (MBIIIEYHAss TUIOTOHMUS/
PUTHAHOCTb, TOBBIIICHHAs BO30YyAMMOCTb, MBbIII€YHAs JAMCTOHMSA, YrHETEHHE CO3HaHus). B
BO3pacTe mocie 6 JeT PUCK Pa3BUTHUS OCTPBIX HEBPOJOTMYECKUX HAPYLIEHUM BO BPEMsI KPHU30B
CHU)KAETCS, YTO CBS3aHO C TIOBBIIIEHHEM TOJEPAHTHOCTH MO3ra K KOJeOaHUSM KHCIOTHO-
IIEJIOYHOTO COCTOSIHUSL M BO3JCHCTBUIO TOKCHUYECKUX METa0OJIMTOB. VIHTEHCHBHYIO Tepamnuio
HE00X0/IMMO HAYMHATh HE3aMeIIUTEIHHO BO BpeMs 3a00J1eBaHHH, TPOTEKAOIUX ¢ (GeOpHIbHON
JUXOPAaJKOM, TMOCIEe BaKUMHAIMM M XUPYPrUYeCKUX BMEIIATENbCTBAX. PaHHee Hadaio
MHTEHCUBHOI'O JIEYEHMsI TIO3BOJIIET MPEAOTBPATUTh PA3BUTHUE TSDKEIBIX HEBPOJIOTHYECKHX
HapyIeHni y OONBIIMHCTBA arueHToB ¢ ['Al.

HNHTeHCcHBHAS Tepanusi HA JOMY

[Tpu Hamuuuu y 6oabHOrO ¢ 'Al (ebpunbhoii muxopaaku Hwke 38,5 C M OTCYTCTBHM TaKHX
CUMITOMOB KaK, pBOTa, OTKa3a OT €/Ibl U Pa3JIMYHBIX HEBPOJOTUYECKUX HAPYIICHUH MMOKa3aHO
MPOJOKUTh OCHOBHYIO METaOOIMUYECKYIO TEPaNui0 U MAaKCUMalIbHO OTPAaHUYUThH MOCTYIIEHUE
Oenka c numei Ha cpok 10 12 yacoB. B maHHBINM neprnos HEOOXOIUM OCMOTP Bpaya Kaxkable 2

yaca ¢ OLICHKOM YPOBHA CO3HAHHA, HCBPOJIOTMYCCKOI'0 CTATyCa U KOHTPOJISI TEMIICPATYPHI. HpI/I
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CTaOMIBLHOM COCTOSIHUM IManMCEHTAa HAa MPOTAXKCHUN BCET'O Ha6n}onaeMoro nepuoaa npoaonKaroT

IUTAHOBYIO METa0O0JIMYECKYIO TEPAIUIO U TMOCTEIIEHHO BBOSAT OEJIOK 10 pa3peiieHHONH HOPMBI B

teueHue 24-48 yacos (Tabmuna Ne 11).

Taoauna Ne 11. OcHoBHbIE TPUHIUIIBI TEPATIMHA HA IOMY.

A. YrieBozpl ManbToaekcTpuH
Bospact % Kxan/100mn OOBeM KHUIKOCTH (MIT) B ICHD
4yepes poT
Crapme 0,5 10 40 Mun. 150 mut/kr
0,5-1 12 48 120 mu/xr
1-2 15 60 100 mut/kr
2-6 20 80 1200-1500
6-10 20 80 1500-2000
Crapuie 10 25 100 2000-2500
B. benok
Benoxk HatypanbHbIX | [lomHast oTmena Oemka ot 24 mo 48 dacoB, gamee € TMOCTENEHHBIM
NIPOJIYKTOB MOBBIIIICHUEM JI0 HEOOXOMMOTO KOJMYECTBA OCJIKa B CYTKH
CrnenmanmsupoBanible | Crienuanu3MpoBaHHbIE  CMECH  aMHHOKHCIOT  Ha3HA4alOT  COTJIACHO

CMECH aMHHOKHUCIIOT

pa3paboTaHHBIM CTHaJApTaM JIeUeHHs 3a0oJieBaHUS ( CM CBOJIHYIO TaOiuvIa
No)

C. ®apmakorepanus

L-Kapautuu [ToBsimenue 10361 L kapauTHHa B 1Ba pasza: 200 Mr/Mr/cCyTku yepe3 poT
’Kapononmxkaromue [Ipn nmoBeleHNM TemnepaTypsl Tena cBeimie 38,5 C Moka3aHO Ha3HAYEHHUE
cpeacTsa KApOIIOHKAIOLINX CPEACTB, B TOM uHcie, HOynpodeH WM napaneramoi B

nose 10-15 Mr/kr/cyTkn, MakcUManbHOE Ha3HAUYEHHE Mpernapara 10 3-4 pa3 B
CYTKH 1 He Ooiee ueM 60 Mr/CyTKH.

NHTeHcuBHAs HH(PY3HOHHAA TEPANKUsd B CTAllHOHApeE

[Ipu nosiBneHnun y OOJBHOTO MOBTOPHBIX PBOT, MOBBIIMIEHUsS TemmepaTypsl Bbimie 38,5C,

HEBPOJIOTHUYCCKUX paCCTPOfICTB IIOKa3aHa CpoYHasA rocCruruTain3alnusda B CTaquoHap C OCJIbIO

MPOBEJCHUSI MHTEHCHBHON HWH(Y3MOHHOM Tepamnuu.

OcHOBHBIE MIPUHIHAIIBI MHTEHCUBHOMN

TCpaIiiu B YCIIOBUAX CTallUOHApPA IMPEACTABJICHLI B Ta6J'II/II_Ie Ne 12.

Ta6auma Ne 12. OcHOBHBIC IPHMHIUIIBI TEPANIMHU B YCJIOBUSIX CTALIMOHAPA.

A. BoccTaHOBIIEHHE HEPTETHIECKOH TOTPEOHOCTH

Kannopun IoBritenne sHEepreTndeckoi norpedHoctu 10 120% ot Bo3pacTHON HOPMBI
120% (pacuet auetsl Ha | 0-6 mecsueB 7-12 mecsiueB 1-3 rona 4-6net
KKaJI/KT//1eHB)!

98-128 96-109 98-109 96-98

b. BHyTprBeHHas HH(Y3MOHHAs TEpaIus

T'moxo3a 20%

15-20 rp/kr/nesp

Kuper 20%

HauanpHast 103a 1-2 rp/Kr/neHb, €CJIM BO3MOXKHO, TOBBIIICHHE J103bI 10 2-3
I'/KI/1eHb
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KoppeKLu/m BHCKTpOHI/ITBI KpOoBU H€O6XOI[I/IMO noAACpKMBATL Ha BerHeﬁ TrpaHune
OJICKTPOJIMUTHBIX HOPMAJIBHBIX 3HAYCHUM.

HapylIeHu’

WucynuHOTepanus [lpn TpaH3WUTOPHOW THUNEPrIMKEMUH Bbiie 150 Mr/mn W/WiaM TIIIOKO3ypHH
MONKIIOYAIOT WHCYMWH - craptoBag pno3a 0,05 ME wHCynmHA/KT/49ac
(KOHTPOJIMPOBATH YPOBEHH KAJIMSI B KPOBH)

L-kapHUTHH 100-200 mr/kr/neHsp

PubodiaBun 150 mr/nens

C. [TotpeOHOCTH Oelika

Harypanbasrii 6enok [TomHoe mckmoyeHne Oenka MakCMMaibHO Ha 24-48 dacoB, B AaidbHEHIEM C

MTOCTETICHHBIM BBEACHUEM B TeueHHUe 3-4 mHeil. Ecnm peOeHOK HaxoguTcs Ha
HU3K0-0CIKOBOM JueTe 0e3 mprueMa aMUHOKHCIOTHBIX CMECEH, OCYIISCTRIISIFOT
MTOCTETICHHOE BBEJICHHE OCJIKa B TCUCHHE 1-2 qHEH.

AMUHOKHUCIIOTHBIE AMUHOKHUCIIOTHBIE CMECH Ha3HayaloT Per 0S WM 4Yepe3 Ha3oracTpallbHbIN
cMmecH (Oe3nmm3nHoBbIe) | 30HM B no3e 0,8-1,3 r/kr/neHb

J. ®apmakorepanus

Kapononmxkaromue ITpu moBeimenue TemmnepaTypbl Boime 38,5C — ubympoden B moze 10-15

CpesicTBa MI/KT/IEHb 2

AHTHOaKTEpHATIbHAS Ha3nauatoT B 3aBHCHMOCTH OT IPEAINOJIaraeMoro MaTOICHHOIO areHTa B

Tepanus BO3PACTHBIX J103aX

[IpoTuBOpBOTHEIE Lepykan B mo3e 0,1 mr/kr (He 6onee 3 BBEACHUN B CYTKH)

cpencTBa

JeruapoTannoHHas Ecnu nuypes menee, uem 3-4 MuI/Kr/ieHb, Ha3Ha4daroT Qypocemun B no3e 0,5-

Tepanus 1,0 mr/kr (ue Gonee uem, 3-4 HHBEKIMU B ICHB) (CIIEANUTH 32 ANEKTPOITUTHBIMH
HapyIICHUSMHU B KPOBH)

buxapboHaT HaTpus [Ipu BeIpaKEHHOM alMJI03€

AHTHANUIIENTUYECKAs IMpu cynmoporax Ha3zHauaroT (GeHoOapOuTan WM (HEHHUTOMH B BO3PACTHBIX
Tepanus J03ax

E. KoHTpOJ1b )KM3HEHHO-BAXHBIX (PYHKIMHA 1 7a00paTOPHBIX MOKa3aTeNIeH

JKn3HeHHo-BaKHBIE YacToTa CcepAEYHBIX COKpPALIEHUM, 4YacTOTa [bIXaTEIbHBIX JBHXKCHUU,

byHKIUH KOHTPOJIb apTE€pUaANbHOIO JaBJIECHUS, TEMIIEpaTypsl, quypesa. 1Ilpu yraerenun
CO3HAHUS- OLICHKA YPOBHS CO3HAHUS 1O mikajue ['masro.

Kposb I'moko3a KpoBH, TMOKa3aTend KHCIOTHO-OCHOBHOTO pPaBHOBECHS, KalbIUH,

¢bocdop, obmuil aHanu3 KpoBH, KpeaTHHUH, MOueBHHA, C peakTUBHBIN OEIoK,

AMUHOKHUCJIOTE KPOBU, KApHUTHHOBBIA cTaryc, KpeaTuH(pochokuHaza’,

AMnasa/aMunasa’, Maraui®.

Moua KetoHnoBsIe TCIa, pH MOYH, OPraHNYCCKUC KUCJIIOThI

IMpumeuanue: 1. Bo Bpemst «3HIe(DATUTONOT00HBIX)» KPU30B HEOOXOUMO YBEIHYHBATH MOCTYIUICHHE SHEPTUH JI0
120-% oT HOpMAaNbHOW JHEPTETHYECKOW NOTPEOHOCTH B  CYTKH, C IENBI0 TNPEAYIPSKICHHUS Pa3BUTHS
HEBPOJIOTHYECKUX HapYIICHUH. B0 MoKka3aHO, YTO BO BPEeMs OCTPBIX COCTOSHHN 3HEpreTndeckas MoTpeOHOCTh
Bo3pactaeT Ha 30-40% oT ¢usnonoruueckoil HopMel. 2. Y OonpHBIX ¢ 'Al npu nmxopaake omacHO MpUMEHEHHE
naparneTaMosa, B CBS3M C JIONOJIHUTEIBHOIO HCTOIIEHHEM 3araca IJIyTaTHOHAa B OpPraHU3Me, SIBIISIOIIETOCs
C€CTCCTBCHHBIM AHTHUOKCHIAAHTOM. 4. OnpeﬂeneHHe YpOBHSA AMHWHOKHUCIOT OCYHICCTBIIAIOT Ha BbIXOAC U3
MeTaboJIMYeKoro Kpu3a. 5. JlaHHble moka3areny KOHTPOJIUPYIOT MPH MOJ03PEHUH Ha MaHKpeaTuT (JIMma3a/amuiasa)
win padmomuonu3 (kpearnnpochokunasza). 6. KOHTpoab MarHusi OCYHIECTBIISIOT MPH HATWYMH SMUICITHUCCKUX
MPHUCTYIIOB.

HNuTencuBHasi HHPY3MOHHAS Tepanus MoCJIe MeCTHJIETHEer0 BO3pacra

VY nereii crapuie 6 et «3HIEYATUTONONOOHBIEY» KPU3bl BO3HUKAIOT PEAKO, MPEUMYIIECTBEHHO
Ha (oHEe MHPEKIMOHHBIX 3a00JIeBaHUN, XUPYPIrHUECKUX BMELIATENbCTB U IOC]IE€ BaKIIMHAILINU.
Cpenu OONBHBIX JeTell JT@aHHOTO BO3pacTa BBICOKMM PHCK pa3BUTHUS THIEPTEPMUU U

aCHHpaHHOHHOﬁ INMHCBMOHHWH, UYTO B HCKOTOPLIX CJIy4asaX, MOXKET NpuUBOAUTL K
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HeOIaronpusITHOMY ucxony. HTeHCHBHAS HH(Y3HMOHHAs Teparus O0JbHBIX JieTel crapiie 6 Jer

IPOBOJUTHCA MO Pa3pabOTaHHBIM MEXIyHApOAHBIM cTaHAapTaM Tepanuu ['Al.

Heotnoxunas tepanust AeTeil crapiie MIECTH JIET JOJKHA HA3HAYATHCS BOBPEMSI  TSIKEIBIX
3aboneBanuid. CTaHgapT Tepanmuu CXOJIEH C Tepanued mamueHToB or 0 mo 6 Jer, mo3a

npenapaToB HazHavaeTcs uHauBHIyanbHO (GCP).

Jleuenune, HanpaBJIeHHOE HA KOPPEKIMIO HEBPOJIOTHYeCKNX HAPYIIeHHIA.
HeBponornyeckune HapylieHus, KaKk IpaBUiIO, BO3HUKAIOT y HE JICUCHBIX MAIUEHTOB. YacThiMu
HEBPOJIOTUYECKUMHU HAPYUICHUSMU SIBIISIOTCS:

e DkcTpanupamujHble Hapymienus (6onee yem B 95% ciyuyaeB, pa3BHBAIOTCS IOCTE

HIEPEHECEHHOT0 OCTPOr'0 TOKCHKO-METa0O0IMYECKOTO KpH3a)

e Dnuientuueckue npuctyisl (4-40%)

e CyOnypanbhbie kpoBomsnusiaus (10-30%)

e Cnenyer  yuuThIBaTb M BBICOKYKD  BEpOSTHOCTb  pa3BUTHS  JIBYCTOPOHHUX

ApaxXHOUJAJIBbHBIX KUCT

Bce manmentel ¢ I'Al nomkHbl HaOMIOATHCS HEBPOJIOTAMU JUISL OLIEHKH TSKECTH
HEBPOJIOTUYECKUX  HapylleHui. Takke NAlUEeHThl JODKHBI  HAXOAWUTHCS  IOJ]
HaOJI0IeHNEM Bpaveill pa3IMYHBIX CIIEHUAIBHOCTEH: opTonena, (hu3noTepaneBTa 1 Bpaya

JeueOHOM HU3KYIBTYpHI, a Takke Joromnenaa, nedekxronora (GCP).

dapmakoTepanus IKCTPANMPaMUAHbIX HapyeHus npu 'Al.

[IpenapaTamu mnepBoil ouepenu A KOPPEKIMHM MBIIIEYHOW TUCTOHUU sBIseTCS OakinodeH u
mpenaparbl W3 Tpynnbl  OCH30Ma3eNUHOB  (IMa3ernam,KjIoHa3eraM), HalpaBlICHHbIE Ha
KOPPEKIIMI0 TEeHEPAIM30BaHHBIX M (DOKANbHBIX MAUCTOHMM. JlaHHBIE TmpemapaTbl MOTYT
MPUMEHSTHCS, KaK B MOHOTEpamuu Tak W B KoMOuHarmu. Jloza mpemapaToB MOa0OMparoTCs
WHAMBUAYAJIbHO  COTJIaCHO  OOUIETNPUHATBIM  CTaHAapTaM  TEpanud  HEBPOJIOTHYECKHX
HapymeHuid. VHTpaTtekaibHOE BBeJeHUE OakiioeHa BO3MOXKHO Ha3HAYCHUE TMPU THKEIBIX
dopmax TUCTOHUI.

[IpemapatoM BTOpOM ouepennd MpPU BBIPA)KEHHOM JUCTOHUYECKOM CHHIPOME CUHUTAETCS
npenapat Luxnonon ( Tpurexkcudenuamn), KOTOpbI Ha3HA4aeTcs JETSIM B BO3pacTe cTapuie 5
net. [lpuMeHeHne aHTUXOJIMHEPTUYECKUX TPENapaToB ciaeayeT OrPpaHUYUBATh B CBSI3U C PUCKOM
MOSIBJICHUS WJIM YCYTyOJIeHHH KOTHUTHBHBIX U MICUXUUYECKUX HAPYIIECHUH.

ATNBTEpHATUBHBIM METOJIOM JIe4eHHs] (OKAIbHBIX JUCTOHMA W CIACTUYHOCTH SIBIISETCS
borynorokcun A, oIHaKo Npu €ro UIUTEIbHOM NPUMEHEHHUH BO3MOXXHO (OPMHUPOBAHUE

TSYKEIION AyTOMMMYHHOM pEaKINH.
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Takxe g JedeHHs] TOJKOPKOBBIX HAPYIIEHUM MPUMEHSIOT PAd  aHTUAMHIECHTHYECKUX
npenapaToB BUTAa0aTpHH, KapOamas3enuH, KOTOpble B OOJIBIIMHCTBE CIy4aeB OKAa3bIBAIOT
HE3HAUUTENIbHBIA TOJOXKUTENbHBIA dPGeKT uiau BooOIie sABistoTes He dhdexktuBHbIMU . [Ipu
I'A1 He pekomeHIyeTCs Ha3HayaTh IMpenaparbl COJIEM BaJbIIPOEBOM KHUCIOTHI, TaK Kak
BaJIbIPOAThl BBIBOJAATCSA W3 OpPraHu3Ma B BHUJE BaJbIPOMWIKAPHUTHHA, YTO HMCTOIIAET PE3EpB
cBOOOHOrO KapHUTHHA. Kpome TOro, BagbmpoeBas KHUCIOTa YIHETAeT PadOTy ABIXaTeIbHOU
nenu MutoxoHapuil. Hu y omnHoro manmenta ¢ I'Al He BO3HMKIIO YJIY4YLIEHUH CO CTOPOHBI
SKCTpaNMpPaMUIHBIX HapyIICHWH mocie HazHaueHuu npernaparoB L-DOPA. VYV psga GoibHBIX
Opy Ha3HAYEHUHM T[penapara aMaHTaJuH OTMEYaeTcs YMEHbBIICHHE BBIPAXKEHHOCTH
TUIEPKUHETUYECKUX pacctpoiictB. B HekoToppIX chy4asx, mpu HedhdeKTuBHOCTH
KOHCEPBAaTUBHOTO JICYCHUS JUCTOHHUYECKOTO CHHIPOMA IPUMEHSIOTCS CTePEOTaKCHYEeCKHe
orepanuu. B oCHOBE CTEpeOTaKCHYECKOW XUPYPrUH JIKHUT pa3pylleHHUE MOJKOPKOBBIX SAEp,
KOTOpBIE YYacCTBYIOT B ()OPMUPOBAHUHU MATOJIOTHMYECKHX (YHKIIMOHAIBHBIX cucteM mpu ['Al.
Hanbonee yacto mpuberaroT K pa3pylIeHUIO OTIEIOB BHYTPEHHEr0 CerMeHTa OJeAHOro Iapa
(mammupotomun). K HacTtosmieMy MOMEHTY NaHHBIH METOJ JICUeHHs ObUI NPUMEHEH TpeM
nareHTam ¢ 'Al. ¥V aByX GOJBHBIX MOJOXKUTENBHOTO 3P QeKTa mocie mpoBeJeHHOrO JeUeHUs
MOJlyYeHO HE OBLJIO, y OJHOTO - pPe3yJabTaTOM OIepaluy SBJSUIOCh HE3HAUYUTEIbHOE

YMCHBIICHUC BBIPAKCHHOCTHU III/ICKPIHGSPIﬁ.

baknoden u npemaparbl U3 rpymibl 0eH301Ma3€TMHOB KaK B MOHOTEPAIINH, TaK U B KOMOMHALIUU
SBJISIIOTCS penapaTaMu BbIOOpa NEpBOil JIMHUY, KaK IPU (POKANbHBIX, TAK U I'€HEPAIN30BaHHBIX
mucToHusx. MHTparekanbHOEe NpuMeHeHue OakiaodeHa MOXKET OBbITh pacCMOTPEHO Kak IMpu
TeHEpAIM30BaHHbIX JIUCTOHUSAX, TaK M BBIPAKEHHOM CIACTUYHOCTH. TpUrekcupeHuamn —
npernapar BTOPOM oOdYepeau NpHU JICYEHWHM JIUCTOHUMN, NMPEUMYIIECTBEHHO Yy IOAPOCTKOB U
B3pOCIbIX. BOTYIOTOKCHH A — MOMOMHUTENBHBIN Mpenapar Npu JICYEHUH TSKENIbIX (OKAIbHBIX

nuctonusix (cuna D no peiimunzoeoii cxeme 0na oyenku cuivl pekomenoayuil, maoauya 2).

Tepanus snuiaenTudyeckux npucrynos npu I'Al.

VY He0oJbIIOro 4Yucia MNAlUEeHTOB, IOC]Ie NEPEHECEHHBIX <GHLE(PaTUTONOI00HBIX» KPU30B
pa3BHBAIOTCS AOWIENTUYECKHE NpucTynbl. OAHako B pAle ClIy4yaeB 3a SMNHIENTHYECKHE
OPUCTYIBl Bpayd OIMIMOOYHO TNPUHUMAIOT TPyOble JTUCKUMHE3UH. YacTo 3MUiIenTHYECKue
IOPUCTYIBl BO3HHMKAIOT BO BpeMs <QHIE(PATUTONOJOOHBIX» KPU30B U HE MPOJOIDKAIOTCA B
nanpHenmem. [Ipu pazButum smusencuu y 60apHbIX ¢ ['A]l Ha3HAYaIOT aHTUAIUJICTITUYECKHE
Ipenaparsl COMIACHO CTaHAAPTHOMY MEXIYHAPOAHOMY MPOTOKOJY MO JIEYEHHUIO SIHJICIICHU.
[Ipenapatamu BbIOOpa Ui JIEYEHUS SHUICITUUYECKUX HPUCTYHOB SBISIOTCA: (eHobapouran,

(I)CHI/ITOI/IH, Kap68.Ma3eHI/IH, TOMUPpOMAT U JIAaMOTPUJIKUH .

22




[Ipu pa3Butum Hsnuiencud 'y OodbHBIX ¢ ['Al Ha3HaAyalOT aHTHUAMUJICHTHYCCKUC
mpenaparbl  COIJacHO CTaHAAPTHOMY MEXIYHAPOIHOMY IIPOTOKOIY IO JICYECHHIO
SMWJIETICUY, 32 MCKJIIOYEHHWEM Ha3Ha4YeHMsl IpernapaToB W3 TPYIIBl  BaJbIPOEBOIl
KUCTOThl. Takue manueHThbl JOJKHBI HaXOAMThCA 1O HaOII0JeHHeM Bpaya HEBPOJora,
SIUJICIITOJIOTa, HWMCHOIIMUX OIIBIT BCACHUA MAUCHTOB C PA3JIMYHBIMU q)OpMaMI/I

srunenicun (GCP).

Tepanus cy0oaypajJbHbIX THAPOM H aPAXHOUJATBHBIX KHCT.

Ocraercs JUCKYCCUOHHBIM BOIIPOC 0 1eJ1eco00pa3HOCTH IIPOBEJICHUS
BEHTPUKYJIONIEPUTOHEATHHOTO HIYHTUPOBAHUS U IBaKyallM CyOypalIbHbIX CKOIUICHHH B MO3Te
npu nporpeccupyromein  makpouedanuu. Helipoxupypruueckue MeETOABI TaKUe — Kak,
denecTpanusi, Mapcynuaau3alus, BEHTPUKYJIO- WIM LHUCTONEPUTOHEIHHOE UIYHTHUPOBAHUE,
ObUIM TTPOBEACHBI HEKOTOPHIM manueHTaMm ¢ ['Al. BreisiBIeHO, 4TO y OOJBIIMHCTBA MAIIMEHTOB,
MOCJIE€  MPOBEACHHBIX  OMNEPATUBHBIX  BMEIIATEIbCTB HE  BO3HHUKAIO  CYIIECTBEHHBIX
HEBPOJIOTUYECKHUX YIYYIIEHUH. Y TMalMeHTOB HE MOJIyYalolUX OCHOBHOHM MeTabonnuecKoit
TEepanuu I0CJIE€ IPOBEAECHHBIX SKCTPEHHBIX HEMPOXUPYPrUYECKUX OIlEepaluil pa3BUBAINCH
TSDKETIbIE «QHIIe()aTUTONOA00HBIEY KPHU3HI, UTO YXYIIIATI0 COCTOSIHUE OOJBHOTO MU TIPUBOTUIIO

K CEPbE3HBIM HECBPOJIOTHYUCCKHUM HAPYUICHUAM.

[TanmenTel ¢ CyOaypadbHBIMM Te€MAaTOMaMH W /WM OUTEMIOPAIBHBIMH apaxHOUAAIbHBIMU
KHCTaMH B COYCTaHHUH C MaKPOLIe(baJII/IeI\/JI u JUCTOHUAMU OOJIZKHBI OBLITH OTIIPAaBJICHBI B
reHeTuueckyr sadoparoputo st uckimoueHus ['Al  (cuna D no peiimunzosoii cxeme 0nn

OUEHKU CUIbL peKoMeHOayuil, maoauya 2).

['Al1 npomxHa OBITH 00s3aTENPHO HUCKJIIOYEHA IJIA0OPATOPHBIMH METOJAMU Yy TMAalMEeHTOB C
npenoiaraeMeiM cHHApOMOM «Tpsicku mianeHua» (cuna D no peiimunzosoii cxeme 0ns

OUEHKU CUlbl peKoMenoayuil, maonuuya 2).

Hetipoxupyprudeckas Tepanusi apaxHOUJAIbHBIX KUCT U CyOypaIbHbIX T€eMaTOM y MallMeHTOB
¢ 'Al nomxHO MPOBOAUTHCS KpaifHE OCTOPOXKHO MOJ HaOII0EHHEM JETCKOTo HeWpoxupypra

(cuna D no peitmunzosoii cxeme 013 oyeHKu cunvl peKomeHoauuil, maoauua 2)

JIncnancepu3anus 00JLHBIX € [JYTAPOBOM anmaypuen tum 1.

OcHoOBHBIMU u CEpbE3HBIMU OCJIO)KHEHUSIMU Al SABIIAIOTCA MIOBTOPHBIE
«OHIE(DaTUTONON00HbIE» KpPU3Bl C Pa3BUTHEM TIPYObIX HEBPOJOTMYECKUX HapyLIEeHUH,

cyOaypanbHbIX ruapoM H runorpoduu. C 1enpio NpoPUIAKTUKH BO3MOKHBIX OCJIOKHEHUMN
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HEOOXOIMMO aKTHBHOE AWHAMHYECKOEe HaOmojgeHue 3a OompHbBIMH ¢ ['Al, BKIIIOUaroiee
KOMIIIICKC JTHAarHOCTHYCCKHUX, HpO(bI/IJ'IaKTI/I‘-IeCKI/IX, u Heqe6HO-03HOpOBHTeHLHBIX MepOHpHHTHﬁ.
JluHaMu4yeckoe HA0II01eHHe 32 00JILHBIMU € IJIyTApPOBO# anuaypueii Tum 1.

B cBsa3u ¢ memieHHO mporpeccupyromuM TedeHneM ['Al ¥ BBICOKMM PHCKOM pa3BHTHS
MOBTOPHBIX  «JHIE(PAIUTONONOOHBIX»  KPHU30B  TIOKAa3aHO  PETYSIPHOEC  KIMHHYECKOE
o0cieoBaHUE MAIIMEHTOB C OI[CHKOW BCEX OCHOBHBIX MEIUATPUUECKUX MMapaMETPOB HAUWHAS C
OLCHKHN AHTPOIIOMCTPUYICCKUX JAaHHBIX )51 3aKaH4YHuBas IIOJIHBIM IICUXOJIOT'NYECCKUM
TECTUPOBaHUEM. BOJIbHOI JOIKEH HAOMI0IAThCS B MHOTONIPO(MUIBHOW OOJBHHIIE M MPOXOIUThH
OCMOTpPBI Bpaueil pa3IMyYHBIX CIICIUAIBHOCTEH: JETCKOTO HEBPOJOra, NeauaTpa, JUETOJora,
oprorena, odTaabMoiora, Bpada JiedeOHOH (U3KynbTypbl M (¢usnorepaneBTa. OCHOBHBIMU
OLCHUBACMbIMHU ITapaMETpaMu HUCCIICAOBAHUA SABJIAKOTCA: 1) OI_ICHKa AHTPOIIOMCTPHUYCCKUX
JMaHHBIX: BecCa, pPOCTAa, OKPYKHOCTH ToJIOBBL. 2). OIeHKa ICHUXO-MOTOPHOTO pAa3BUTUSA C
3aMOJIHEHUEM OOIIENPUHATHIX MEXAYHApOAHbIX mIKal. 3). CTaHOapTHBIM MPOTOKOM MO OICHKE
COMaTHYECKOTo cTaTyca OosibHOro. 4). CO0p aHamHe3a Ku3HHU u 3aboneBanus. S). [IpoBenenue
THIATEIHLHOTO HEBPOJIOTHUECKOT0 ocMoTpa. 6). Benenne Buaeo-nokymentauuu. 7). [lpoBenenue
NICHXOJIOTHYECKOTO TECTUPOBAHUS C LIEJIBIO OIICHKH PEUEBBIX HAPYIICHUH, MHTEIUICKTYAJILHOTO U

MICUXOCOUIUAIIBHOI'O PA3BUTUA pe6eHKa.

Teparmuss ['Al  nmomxHAa TPOBOIUTHCS TMMOJ  TOCTOSHHBIM  MPO(ECCHOHATBHBIM
MOHMTOPUHIOM Pa3JM4YHBIX CIECHHUAIUCTOB. AKTHUBH3alMsl MOHUTOPHHIA MOXKET
OPOM30WTH B JIIOOOM BO3pacTe, 4YTO MOXKET ObITh CBS3aHO C BO3HUKHOBEHHEM

OCJIO)KHEHUH MO 3a00JeBaHUI0, JUOO0 NpHU HECOOIIOJEHUH OCHOBHBIX PEKOMEHIAIUI

(GCP).

JlabopaTopHbIii MOHUTOPHHT y 00abHBIX ¢ I'Al.

K  HacTosmeMy  MOMEHTy, ONpeIeNeH  CIeKTp  HcciaeloBaHUH  (OMOXMMHYECKUX,
I/IHCTPYMGHTEU'II)HI)IX), HO3BOJ’I$IIOHIHI>1 BbIIBUTH HWJIM  3all0OJO03PUTH HAJIMYUC Y pe6eHKa
JIEKOMIIEHCALUU [T0 OCHOBHOMY 3a00JIEBAHUIO, U IIPU HEOOXOAUMOCTH, CBOEBPEMEHHO IIPOBECTH
KOPPEKLIMIO OCHOBHOM TEPAINH, YTO UIMEET MEIUKO-COLMAIbHYIO 3HAYUMOCTb.

MoHnuTOopUpOBaHHE YPOBHS OPraHMYECKHX KHCJIOT

B ocnoBe natodusuonorun pazputus 'Al JeKUT TOKCHYECKOE MOBPEKIEHIE TOJIOBHOIO MO3Tra
nrytapoBoir  w 3-OH-ruryrapoBoit kucioTamMu, 9TO JIeJlaeT HEOOXOJUMBIM TPOBOJIUTH
WCCIICIOBaHMs JAHHBIX TMokazaTtenedl. CHIDKEHHWE KOHIEHTpanuu  riayrapoBoid u  3-OH-
TJIyTapOBOM KHUCIOT B MoOue HAOMIOJAeTCsl y MAallMEeHTOB, HAXOJSAUIMXCS Ha CHEIUPUIECKOU
HU3KO0-0enmkoBoi quete. OMHAKO KOHIIEHTPAIIMU JAaHHBIX KHCIOT B ChiBOpoTKe kpoBHu u [ICXK He

CHWXaeTcsa. YpoBeHb TiyrapoBoii u  3-OH-riryTapoBoil KHCIIOT CleayeT B MEPBYIO OYepehb
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oTpeAenaTh y OONBbHBIX C U3HAYAJIBHO BHICOKOM 3KCKpelUnel JaHHBIX KUCIOT U HaXOASIINXCS Ha
UETOTEepanuu, a Takke Npu  pubodIaBUH-4yBCTBUTENbHBIX (popmax ['Al. Jlo Hacrosmiero
BPEMCHH HE BBISIBJICHO KJIMHUKO-OMOXUMHUYECKUX KOPPEJSAIHii: MAlUeHThl, KaK C BRICOKHM, TaK
U C HU3KHM COJEpKaHHEM OPraHUYECKUX KHUCIOT UMEIOT OJWHAKOBBII PUCK MO Pa3BUTHUIO
«oHIEe(haTUTONOA00HBIX» Kpu30B. Pasnuuume mno KoHIeHTpauuu riiyTapoBoii u  3-OH-
[JIyTapoOBOM KHCIOT B MOYE M HEPBHOW TKAHH MOKHO OOBSCHUTH (PU3MOJOTHUYECKUM CHHTE30M
JAHHBIX KHUCIIOT B TI€YEHM UM HEPBHOM TKaHW H  HM30MpATENbHOM MPOHHIIAEMOCTHIO
remMaTo3HIedaTnIeckoro Oapbepa JUId TUKApOOKCHUIBHBIX KHUCIOT (TiayrapoBoit u  3-OH-
riryrapoBoid kuciot). Konnentparuu riyrapoBoit 1 3-OH-riryTapoBoii KUCJIOT B MOY€ U KPOBH,
HE JaroT MHPOpPMAIMU O COACP)KaHUHM JaHHBIX KUCIOT B TOJIOBHOM MO3ra. bojee HamexKHBIM
METOZIOM 10 ONPEACICHHIO YPOBHA JTUX KHCIOT SIBJISETCS MarHUTHO-pPE30HACHAS

CIICKTPOCKOIINA I'OJIOBHOI'O MO3ra.

Onpeznenenue B Moue ypoBHA I1yTapoBol u 3-OH-rimyTapoBoil KUCIOT B MOYE HE SIBJISIOTCA
UH(GOPMATUBHBIMU KpUTEpUSMH Ui oueHku dddekruBHocTH Tepanuu ['Al  (cuna D no

Peiimunzo6oil cxeme 01 OUEHKU CUIbL peKomenoauuil, maoauya 2)

MoHnuTOopupOBaHUe YPOBHS AaMUHOKHCJIOT.
VY nanueHToB, COOIIOAAIINX CTIEHU(PUUECKYIO TUETOTEPAIIUIO C IIEJIBI0 MPO(PUIAKTUKU
THIOTPOPHH HEOOXOIUMO OTIPENIENATh KOHIICHTPAIINI0 AMUHOKHCIIOT B KPOBH, B TOM YHCIIE U

TpunTodaH.

OnpeneneHne aMUHOKHCIOTHOIO CHEKTpa IUIa3Mbl KpOBU  (MA€aJbHO B35Th KPOBb Ha
uccienoBaHue uepes 3-4 yaca mocie e/1bl) He0OX0IUMO MOHHTOPUPOBATH BOBPEMS MTPOBEACHUS

nuetotepanuu (cuna D no peiimunzoeoii cxeme 011 OueHKu cuibl peKomenoayuii, maonuuya

2)

OneHka KApHUTHHOBOIO CTaTyca

Bcem 0onbHBIM MMOKa3aHO OMpPEACIICHUE YPOBHsS CBOOOJAHOTO KapHUTHHA B TUIa3Me KPOBU H B

IIAATHE BBICYH_ICHHOI\/'I KpOBHU JIsI BBISIBJICHU A BTOpI/ILIHOI‘/’I KapHHTHHOBOﬁ HEIOCTAaTOYHOCTH.

OmnpeneneHne KapHUTUHOBOIO CTaTyca B IUIa3Me JOJKHO MPOBOAMTHCS BCEM MalMEHTaM AJis
VICKJIFOUCHHUS] BTOPHYHON KapHUTHHOBOW HeZocTaToyHocTH (cuna D no pelimunzoeoii cxeme

0J151 OYeHKU CUbl peKoMeHOauuil, maoauya 2)
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MoHuTOpHpPOBaHHE ANMIKAPHUTHHOBOTO MPOQUIIst

Metonom TannemHoit macc cnektpomerpun (TMC) mpoBoasT JUHAMUYECKUH KOHTPOIb 3a

YPOBHEM aIMJIKaPHUTHHOB B IISITHE BBICYHICHHON KpoBH. HeoOX0IMMO OTMETHUTH, UTO YPOBEHB

AMUJIKAPHUTHHOB MOXKET IIOBBIIIATECA TP HA3HAYCHHUN L'KapHI/ITI/IHa.

JlonmoiHUTEIbHBII OMOXUMHYECKU A MOHUTOPHUHT

Bcem 601bHBIM HEOOXOAMM PETYJISPHBI KOHTPOJIH OOIIET0 aHaIM3a KPOBU, OMOXUMHYECKOTO

aHaJM3a KPOBH
TpancamuHa3. B Tabmume No

MOHHUTOPUHTY.

Ta6auna Ne 13. bnoxumudeckuit Mmonutopunr npu I'Al.

OreHka o0111ero
AMHUHOKHUCIOTHOI'O
craryca

Kaxnmeie 1-2 Kaxnpie 3 mecsaia

McecAna

C HCCJIEIOBAaHHMEM YPOBHS anbOyMuHa, Kanublus, (ocdopa, MEeUeHOUYHBIX

11 npencraBieHbl pEeKOMEHAANUU MO OHOXUMHUYECKOMY

Kaxnpre 6 -12
MECSIEB

PE3KOTO CHHKEHUS
Oelnka

IpenoteparienHue HaznauaroT nanueHTaM, HaXOJAIIUMCS Ha JUETe CMECSMH
PE3KOr0 CHWIKCHUS | aMUHOKHUCIIOT, JIMIICHHBIX TPUNTOPaHA W JH3UHA MPU
Tpuntodana B | BOSHUKHOBEHUH MPOOJIEM C IIUTAHHUEM.
KpPOBHU
[Ipodunaktuka Kaxnpie 1-2 Kaxnapie 3 mecsia Kaxpie 6-12
BTOPHYHOTO Mecsia MeCSIICB
HCTOILICHUS
KapHUTHHOBOT'O
nyJsa, KOHTPOJIb
OCJIOKHEHUH
ITnanoBbIi Kaxnasie 6 Kaxnasie 6 Kaxnpre 6 -12
KOHTPOJIb MecsIIeB MecSIIeB MeECSIIeB
IIpenoTBpartieHue Ha3navaroT manueHTam, UMEroIIne IpooJIeMbl C MTUTAHHUEM

[Ipodunakruka Kaxxapie 3 mecsma Kaxere 6 Kaxpie 12
OCTEOoIIopo3a, MeECSIIEB MECSIIIEB
TyOysonaTuu

IInaHOBEBIH Kaxxapie 3 mecsma Kaxpre 6 Kaxpie 12
KOHTPOITb, MeECSIIEB MECSIIEB
npouIaKTHKa
MeTa0O0IUYECKOM
JIEKOMITCHCAI[UU

Heiipopaauosiornueckuii koutpoJs npu I'Al.
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Bcem 6ompHBIM TIpoBOAT Helpopaauonorunueckue (MPT/KT) uccrienoBanus roJJOBHOTO MO3Ta.
MPT wuccnenoBanusi MPOBOJATCS B CTaHIAPTHBHIX mocienoBaTenbHOCTsIX SE u FSE B T1 u T2
B3BCLICHHOM HM300paXCHUH B aKCHAIBHOM, KOPOHAPHOW W CaruTTaJbHON MPOEKIHX, B PAIC
CIIy4aeB MPUMEHSIOT PEKHUMbl MHBEPCHUS-BOCCTAHOBJICHHE C PEIYyLUPOBAHHBIM CHUTHAJIOM OT
cBooonuor xuakoctu (FLAIR). Ilokazano mnposenenune MPT/KT rosoBHoro mosra mnpu

YCTAHOBJICHUU AHWArHo3a, a TaKXE MMOCIIC IICPCHECCCHHOT'O «3HI.IC(1)EUIPITOHOI[O6HOFO» Kpusa.

Heiipopaguonoruueckoe HCCleAOBaHUE  JOJDKHO OBITh O0SI3aTENIBHO HMPOBEICHO IPH

BO3HHUKHOBEHUH HeBpojoruyeckoro yxyamenus (GCP).
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