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BAXHAA UHOOPMALIUA

e [lauMeHTbI C UMPPO3OM MEYEHU YACTO HEMOSHOLEHHO MUTAKOTCS;
e [logo6HOE HenpaBu/IbHOE MUTaHMe CaMo CO6OM YXyALWaAEeT NPOrHos;
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e HyTpuupoHHas noaaepsKKa Cnoco6CTBYET BbIXKMBAHMIO MALMEHTOB C HU3KUM NOTPEBIEHUEM NULLY;

e VYXe cyllecTBylWWas WM pasBuBalolWasaca nedyéHoyHas 3sHuedasonatMa He ABASETCA
NPOTMBOMNOKA3aHWEM K MPOBEAEHMI0 HYTPULIMOHHOM NOAAEPIKKM C HEO6XOAUMbIM HAaBOpoM 6eJlKa;

e Y NauMeHTOB C LUMPPO30M NeyeHu HabaaaTca cneumduyeckme HapyLeHUs o6MeHa BELECTB, HO
B 60JIbLUMHCTBE C/Iy4aeB MOXHO MCMO/b30BaTb CTAHAAPTHbIM CNOCO6 KOPMJIEHUA O6bIYHOM MULLEN.

1. BBegeHue

B 60/blUMHCTBE MCCIEA0BAHMI MOCBALEHHbIX AAaHHOMY BOMPOCY FOBOPUTCA 06 a/IKOro/IbHOM LMppo3e
neyeHu, HEMHOrMe UCCNeA0BaHUA Obl/IM NOCBALLEHbI U3YYEHMIO MALMEHTOB C APYrMMU STUOJIOTUAMM.
HenpaBuibHOEe nUTaHWE ABAAETCA OC/OXHEHMEM Ha (bOHe uuppo3a MeyeHu, KoTopoe HeobxoaMMOo
JleYnTb COBMECTHO C APYrMMM OC/IONKHEHUAMM. He cyliecTByeT 0COGEHHOr0 MeTaaHa/m3a, KOTOpbIM
MOHO 6blJI0 6bl MCMO/Ib30BaTb B KayecTBe PYKOBOACTBa MO siedeHuto. MocneaHum o63op ctater Ha
OCHOBE CTaHAAPTM30BaHHOIO aHa/M3a Mo BOMPOCY HYTPULIMOHHOM MOAAEPXKKM MALMEHTOB C LMPPO30OM
neyeHu (1) 6bl1 HanMpaB/IEH Ha 6osiee TOYHOE onpejesieHMe Toro, Korga HYTPUUMOHHaA noajepiKka
MoKasaHa JAaHHbIM MaumMeHTaMm. JlaHHble MucciefoBaHMA 3aTPOHYJIM BOMPOC OTHOCMTENbHO 3ddeKTa,
KOTOpOe MMTaHMEe OKa3blBaeT Ha CMEPTHOCTb. McciefoBatenu MpuWIM K BbiBOAY, YTO HYTPULMOHHAsA
noAJep:KKa rnoKasaHa naumMeHTam (yBe/IMYMBAET BbIXKMBAEMOCTb), MOTPEGAAIOWMM Masoe KOJIMYECTBO
NUWK, a UMEHHO, MeHblie 50 r 6esiKka B AeHb, HanpuMMep M3-3a M3-3a CHUKEHHOro annetuTa M3-3a
OCJIOXKHEHWH, BbI3BaHHbIX 60/1e3Hb10, Hanpumep, UHbeKuma, acumT, KpOBOTEYEHME,
sHuedanonatMyeckaa peakuma. O4YeBMAHO, YTO HYTPMUMOHHAs MOAAEPIKKA JaBasia MNOJIOKMUTE/IbHbIE
pesynbTaTbl B TeX C/yyasx, Korja HaMoZancs Masnblii 06bem NoTpebnieHns nuwm. JaHHas
pekoMeHZaumsa 6bl1a BKAoYeHa B 06WmMM Aoknag ESPEN no Bonpocy HYTPULMOHHOM MOAAEPHKM B
OTHOLUEHMM BOJIbHBIX C 3a60/IEBAHUAMM NEYEHHU (2).

2. NMatodumsmonorma

MauMEHTbl C XPOHMYECKMM LMPPO30OM MEYEHW CTA/IKMBAIOTCA C TPEMSA OCHOBHBIMM MPOG/IEMaMM:
HenpaBWIbHOE MUTaHKUE, aCLMT M NeYéHoYHasa 3HUedaonaTHs.

2.1 HenpaBuibHOE NUTaHUe

CywecTByeT HECKONbKO (DaKTOpPOB, BbI3bIBAOWMX HEMPaBMIbHOE MMTaHWE: MoTepsa anneTuTa,
Manabcopbuus, NoBbILEHHbIE TPEOOBaHUS.

2.1.1 NoTepa anneTuTa

MHorve mccnefoBaHMA NoKasanu, YTO Y MALUMEHTOB C LMPPO30OM NeYeHM HabaogaeTcs HU3KUMA 00bemM
noTpebieHns MULLM, KOTOPbIM B CBOK 04Yepesb CBA3AH C yXyZWeHWMeM NporHosa no ucxogy 6onesuu (3,
4). [3BMACOH M Apyrve ydeHble (5) nonaraloT, 4YTO MEYEHb UrpaeT BaxHY POJib B perysiMpoBaHUM
HOpMaJIbHOr0 anneTmMTa YesoBeKa, a 3ab0/1ieBaHUA NeYEeHU MOryT 0C/1abMTb 06BEM MOTPEBEHMA NULLK,
Hanpumep, MyTEM CHUXEHUA OYMILEHMA MEeAMATOPOB HACbIWEHWA, TaKUX KakK XONEUMCTOKMHUH WU
BbIpabOTKa LIMTOKMHA, YTO OCNAbNAET CTMMYNIALMIO anneTmTa. BAo6aBoK, BaXKHYO po/ib MOXKET CbirpaTtb
MeXaHMYeCKUM 3 DEKT acumTa U MHTECTUHANIBHOIO OTeKa. J3BUACOH M Apyrue yyeHble (5) ycTaHOBMAM,
YTO Y NaLMEHTOB C LMPPO30OM MEYEHM MPEANOYMTAIOT MAIOKMPHYIO, MULLY, C HEGO/BLIMM COAeprKaHUEM
YrNeBOAOB (MOPOXKEHOE) MM BOraToM KMPOM MULLE C BbICOKMM COAEPMKAHMEM YT/IEBOZOB MO CPaBHEHMIO
CO 340pOBbIMM MaLMEHTaMM, KOTOpble OTAaBaIM NPeANoOYTEHUE NULLE C BbICOKMM COAEPXKaHUEM Xupa U
YMEPEHHbIM COoAep}aHWeM YrneBofoB. JaHHble M3MEHEHMA HaxoAWAM napasneslb C U3MEHEHMAMWU B
YPOBHE OKWCJIEHUS] MAKPOIJIEMEHTOB BO BpEMA r0JI0OAAHMUSA, MNOKasbiBas 60/iee BbICOKMM YPOBEHb
OKMCJIEHWSA KMPOB Y NaLMEHTOB C LMPPO30OM NeYveHu. MNprem numM AaHHbIX NauMeHTOB XapaKTepusyeTcA
BbICOKMM KOJIMYECTBEHHbIM COOTHOLLEHMEM YI/IEBOJHOM 3HEPruM (6, 7), YTO OTparkaeT HU3KMUM 3anac
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rnavkoreHa (8). Mpegnonaraetcs, YTO 3TO MPUBOAUT K BbICOKOMY YPOBHK OKMC/IEHMA XWMpa BO BpeMS
rosioAaHus.

CHMKEHHbIM 06beM MOTpe6AEHMA NMUWM Y 6GO/bHBIX CTPAJAlOLWMX LMPPO3OM MEYEHM, B KIAMHMYECKM
CTabUIbHOM COCTOSHWMM, YPaBHOBELIMBAETCA MX CHWMMKEHHbIMM MOTPEGHOCTAMM, BbI3BAaHHBIMM HU3KOM
MaccoM Tena/HWM3KOM 6Ee3KMPOBOM KOMMOHEHTOM MacChl Tefla M COKpaTMBLIUENCA (PU3MYECKOM
aKTUBHOCTbIO (6). Y nauMeHTa yMeHbluMacA pasmep Tena U dU3MyYeckas akKTMBHOCTb MNocje notepu
anneTmnTa UM e 06bem NOTPEBIEHMS NULLM CHUBUIICA M3-3a YMEHbLIEHMS pa3Mepa Tea M (pUsnyecKon
aKTMBHOCTM. Bo BpemMA BO30OHOB/JEHUA KOPMJIEHMA pa3Mep Tena YBEJIMYMICA A0 HOPMAJbHbIX
nokasatesiel (9), npeanosaras TEM CaMbiM, YTO MOTPEBJIEHME MMM SABISETCA  OCHOBHbIM
JIMMUTUPYHOLLMM (PaKTOPOM.

HecKkonbKo wMccnefoBaHWMM MpPOTECTUPOBAZIM MYTM  YYYILIEHUA annetMTa M NOTPEBSIEHUS NULLM.
Mapue3suHu (Marchesini) u apyrme ydeHble (10) OTMETMAM, 4YTO JOGaBNEHWE AMMHOKMCIOT C
pa3BeTB/IEHHOM LEMbl0 Ha CaMOM Jese Y/yylWalT anneTuT Yy MauMeHToB, CTpajalolmx LMpPO30OM
neyeHu. Bo3mokHble cnocobbl Ao6aBieHMA 6blIM HEAABHO AETa/IbHO M3J10XKeHbl JlaBMaHo (Laviano) um
APYTMMHU yueHbIMK. (11)

2.1.2 Mana6copbums

Manabcopbums MOXKET pasBUTLCS Y NMALMEHTOB C KENYHOM 06Typaumen LUMppo3a NevyeHu, 0CoBEHHO 3TO
KacaeTcA MauMeHTOB C OMIMAPHbIM LUMPPO30M MeveHu. MNpu aaHHOM 3abosieBaHWM GyaeT HabnwAaTbCA
Kak cepbe3Has Manabcopbums xupa Tak U BUTaMMHOB, PaCTBOPUMBIX B XKMpax U Macnax.

Mpu apyrux popMax XpOHUYECKOro 3abosiIeBaHUA NEYEHU He HABNAAeTCA ManabcopobLmm Kupa 1 6enka
(12, 13) 1 deKanbHble BblAENEHUA CUNTAIOTCA HOPMabHbIMK (9).

Y naumMeHTOB NPMHUMAIOLMX JTaKTY/103Y, YBEMYMBAETCA BblpaboTKa (peKasMi U a3oTa, BEPOSTHO M3-3a
6aKTepuanbHOM nponaudepauum, |KotTopasa npuBoAMT K Manabcopbumm (13). CnegosatesibHo, Y
LUMPPOTUYECKUX MALMEHTOB, MOJIyYaloWMX PacTUTENbHOE MUTAHUE C BbICOKMM COZEPKaHUEM KNIETHYATKM,
Hablo4aeTca pocT BbiaeneHus dheKkanui 6akTepuanbHoro asota (14).

2.1.3 MNoBblWweHHbIe TpeboBaHMA

2.1.3.1 DHeprua

MpenmyLuectso REE 6b1710 06HapyxeHo npu nccaeaosaHmm 473 naumeHToB, No CPaBHEHMIO CO 3HAYEHUEM
ypaBHeHMa Xappwuca-beHegukta (Harris-Benedict), Ho y 34% nauueHtoB Habntwoganca REE >120%
OXMIAEMOM Be/IMYMHBI. Y AaHHbIX MALMEHTOB C FMNEPMETABOIM3MOM, KOIMYECTBO OBLLErO Kaius 6bi1o
HUXe, npeanaraeTca Tem CamblM MPOBECTU aHaNorMI Mexay noBbiweHHbIM REE M HenpaBuAbHbIM
MUTAaHUEM, MO KpaMHeM Mepe Yy HEKOTopbIX naumeHToB (15). Bbi3BaHHOE M3MUECKOM HarpyskoM
yBe/IMYEHNE YTUAM3AUMM KMCIopoJa ABNAETCA OOblYHbIM JAeNOM [ANA MauueHToB, CTPajalolmx OoT
uupposa neyeHn (16-18). loTpebneHne 3Heprum coBnagaet ¢ REE y cTabuibHbIX Hefoeaarmx
NauMeHTOB C LUMPPO30M MneveHu (6, 18). MoaTomy, rMnepmeTaboIM3mM MOXKET CNOCOBCTBOBATb Pa3BUTUIO
HefoefiaHUA, HO Korga NaumeHTbl yXKe CTpajaloT OT HejoefaHMsA, OKasblBaeTCA, YTO B 6GO/bLUIMHCTBE
c/lyvaeB AOCTUraeTCA HOBOe CTabubHOe cocTosAHMe, T.€. YTo REE agantMpyeTca K HOBbIM YC/IOBMAM.

2.1.3.2 benok

MoTpebHOCTM B 6esKe YBENMYMBAIOTCA Y KJIMHMYECKM CTAbMJIbHbIX NMaUMEHTOB C  LMPPO3OM MEYEHM,
06bl4Hble TpeboBaHuA 310 0,8 r/Kr B AeHb. PekomeHaoBaHHOe noTtpebnenune 1,2 r/Kr B aeHb (9, 19, 20).
MoTpebHOCTb B 6e/IKE MOXKHO YBEIMYMTD M3-3a:

1. CHMXKEHHoe BCacbiBaHUE;

2. CHMXXEHHOE BCacCblBaHUE;

3. noBbilWEHHbIM pacnaj 6esKa;

4. CHWXEeHHas neYyeHo4YHas BblpaboTKa MOYEBMHbI C MOBbILEHHbIM BbIAE/IEHMEM a30Ta MOYM;
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5. yBenuuyeHHble MHTECTMHA/IbHbIe GE/IKOBbIE NOTEPU.

B BblileyNnOMAHYTbIX MCC/IeA0BaHMAX, KOJIMYECTBO BblAeiseMoro (hmMKabHOro a3oTta He 6bls1o yBeIMYEHO,
T.€. HM MaslabcopbLMa HU MNOBbILLEHHOE MHTECTUHA/IBHOE CHMMXEHME 6eka He NOB/MAIM Ha yBEeIMYEHUE
noTpe6HoCTM B 6enKe. NpoBOANIOCHE MCCIeA0BaHME NPM MOMOLLM CTABU/IbHBIX M30TOMOB, XOTA MPU 3TOM
yBE/IMYMBAETCA CKOPOCTb  paclieniieHus 3HAOreHHOro 6enka Kak BO BpeMsA MNPOAOJIKMTEIbHOMO
ronogaHusa (21), Tak M BO Bpems AHEBHOro ronogaHua (22). Moao6HbIM pocT B pacliensieHun 6eska
accouMMpoBasiCa C pOCTOM YPOBHA aMMHOKMC/IOT B MJla3Me, YTO FOBOPMT O TOM, YTO MepBOHayvasibHas
peakuuAa cKopee ABAAETCA CNeACTBUEM pocCTa pacluen/ieHns 6e/ka, a He pocT 06pa30BaHUA MOYEBUHDBI B
neyeHu (22). CornacHo Ha6nwaeHusm OysHa (Owen) (8) MOAOGHLIM POCT pacliensieHns 6enka npu
ro/IOAaHUM  MOXKET MPOMCXOAMTb M3-3a HeOOJ/IbLIOro COAEpKaHMA [JIMKOreHa, BbI3biBasd Mepexos
rJIMKOHEOreHEe3a M3  aMMHOKMUCJIOT, TMOJIYYEHHbIX M3  OGE/IKOBbIX 3arMacoB opraHuama  (21).
MpeaBapuTe/ibHble [JaHHble TOBOPAT O TOM, 4YTO YBEJIMYEHME paclensieHUsa 6esika npu AHEBHOM
rosI0A4aHUM MOKET MPOUCXOAUTb M3-3a OTHOCMTE/IbHOM HEXBATKM aMMHOKMC/IOT C Pa3BeTB/IEHHOM Lenbto
(BCAA), Hanpumep, cornacHo uccnenoBaHusaM Xauawwu (Hayashi) (24)., ana yganeHusa ammuaka (23).
MUTaHMe o4MH pa3 B AeHb He CNoCOGCTBYET POCTYy CMHTE3a 6e/iKa y NauuMeHToB, CTPajalolwmx LMppPO30OM
neyeHu, B OT/IMUME OT 3[40POBbLIX JOOPOBO/BLEB, NPU MCCAEA0BAHMM KOTOPbIX HA6G/II0AANCA POCT CUHTE3
6enKka (25). Mpeanaranocb cUYUTaTb, YTO AAHHBIM HELOCTATOK BbI3BaH YCTOMYMBOCTBIO MHCYJIMHA, YTO
TaKXe Habaloanoch NpM NpoBeAeHUN UCCNef0BaHuMA.

B C/lyvae, ecim 06beANHNTL BCE UCC/IEA0BAHUA Mbl YBUOUM, YTO YyBeJIMYEHUE I'IOTpe6HOCTM B Geske
NMPOUCXOANT KaK WU3-3a OLIMOOK CBA3aHHbIX C CHMHTE30M 6enKa, BbI3BaHHOIo I'II/ILIJ,el‘;I, Tak U U3-3a
yBe/IMHEHMNA pacluenieHnAa 6em<a, KaK npu nosIHOLUEHHOM MNMMTaHMU, TaK M1 BO BpEMA rosiogdaHnA.

HecMoTpsa Ha noBbiweHHble TpeboBaHMA B 6Genke (Ha Kr. Maccbl Tena), HempaBWJIbHO MMTaloLMecs
NauMeHTbl C LUMPPO30OM MNEYEHM, HAXOAALWMECA B CTaOMJIbHOM COCTOAHMM C MOTpebsieHMEM a30TMCTOro
6anaHca (Ha 4YenoBEKA) HUXKE, YeM Yy 340poBOro Hacenenus (9), npegnonaras, 4Yto 6bI10 AOCTUFHYTO
CTabu/IbHOE COCTOSHUE.

Mpu 0GOCTPEHUM MNPOUCXOAUT AasibHEMIIEE CHUMKEHME MOTPEGNEHUS, HanpuMmep, M3-3a MHGEKUMH,
acumTa, KpOBOTEYEHMS, 3HUedanonaTMyeckoro npuctyna, Bo3moxHoro pocta REE v notpe6HocTel B
6e/Ike NoCnocobCTBYET ObICTPOMY YXYALUEHWUIO HYTPULIMOHHOIO CTaTyca.

HenepeHocMMocTb 6e/ika

MpUHATO CcuYMTaTh, YTO NEYEHOYHAA SHLEedaIoNaTMA MOXKET PasBMUTLCA MOC/E YPE3IMEPHOro NoTpebaeHmA
6esika, HeCMOTPA Ha OTCYTCTBME [OKYMEHTa/IbHbIX [JOKa3aTeNbCTB B /MTEpaType, CMOCOGHbIX AOKa3aTb
3TO M/IM Jaxke MOoKasaTb KaK 4acTo M36bITOYHOe noTpebieHne 6enka ABMASETCS NPennosioXRMTEIbHOM
MPUYMHOM an 3HUedanonaTUYeckoro npucTyna. BeposTHO, HemepeHoCMMOCTb 6esika AeMCTBUTENIbHO
MMEET MEeCTO B HECKOJIbKMX C/lyYasdX, HO OLIMOOYHbIM ABJIAETCA MHEHWE O TOM, YTO OrpaHMyeHWe B
notpe6aeHnm 6eska A0MKHO 6biTb 06bIYHOM MPOLEAYPOM BO BPEMSA NIeYeHUA (CM. HUKe). B aHanuse, o
KOTOPOM rOBOPMUTCA Bblle (1) He AaBasoCb CBEAEHMM O TOM, YTO afeKBaTHOEe MOTpe6/eHMe MULLM,
BKJIlOYasA 6€/IKM, YXYALWAET COCTOAHME HACTOALLEN NEYEHOUYHOM SHUEedanonaTum.

2.1.4 PaCHPOCTpaHEHHOCTb M ANMArHOCTMKa HenpaBWUJIbHOIro NMUMTaHUA

B npoBegeHHOM B MTannMmM MHOMOLEHTPOBOM MCCIE40BAHUKM NMPUHMManNo yyactve 6onee 1400 naumeHTOB,
CTPaJalolliMx LUMPPO30OM MevyeHu. PacnpocTpaHeHHOCTb MasoM MacCbl Tefa OTHOCWUTE/IbHO pocTa
coCTaBMla /Mwb 5%, HO y 20% naumMeHTOB B MocsiegHee BpeMa Habawganacb notepsa Beca >10%
HOPMaJIbHOM Macchl Tesfla. Ha oCHOBaHMM M3MEPEHUIM 0671aCTU MbIllL, B CpeaHel TpeTu naeda (MAMA)
MM XuMpa B cpedHeM TpeTu naedva, 6bla caenaH BbiBog, 4To 30% MAaUMEHTOB MOXKHO TOBOPWUTL O
HernpaBu/IbHOM MUTaHMKM (26). Bo Bpems NoAroToBKM K MPOBEAEHMIO UCC/IeA0BaHUA OblI0 0B6HAPYKEHO,
yto Npu nerkoM (A) u cpeagHem (B) HapylueHUM (DYHKUMM NMeYeHM, HO He NpU TAXKEeNoM nevyeHOYHOM
HegocTato4yHoCTH (C), BbIXKMBaHWE MaUMEHTOB 6bl10 CBA3aHO ¢ MAMA, npegnonaras TeM CaMbIM, YTO
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HYTPULMOHHBIM CTaTyC MMEET 6oJiee BaKHOE 3HauyeHWe ANA MaUMEHTOB C ONTMMMCTMYHBIM MPOrHO30M
(27).

HyTpMUMOHHBIM CTaTyC TakKe CBfi3aH C ocnabneHuem M3MoNorMyeckon hyHKUMK. Mpr ankorosbHOM
LUMppo3e neyvyeHW HabNIAaNoCh CHUMXKEHME CWMJIbl MbIWL, KONEHA M LUMKOJIOTKU, YTO B CBOK OYepejb
CBA3bIBAETCA CO CHMMKEHMEM GE3KMPOBOM KOMMOHEHTHI MacCbl Tesa, B CBA3M C BblAE/IEHUEM
KpeaTMHMHA, a He M3-3a HapylUueHUM YHKLUMM NeYeHrn MaM nosmHeBponatim (28). Cuna pyk npu 3TOM
6blla CBA3aHa C MacCcoOM COMaTM4YecKMx Knetok (BCM), B COOTBETCTBMM C M3MEpPeHMEM O6LLEro
cozep:kaHnA BoAbl M BHEKIETOYHOM KMAKOCTU (29). Mpr M3yYEHUM NALUEHTOB C JIETKMMM HapyLIEHMSAMMU
dYHKLUMM nedeHn (A), oKasanocb, YTO y BCEX MAUMEHTOB, C HEMPaBMJIbHbIM MUTAHWEM coriacHo SGA
(Cy6bekTuBHOM O6Liel OueHKe) TaKKe Habodanca ynagoK cma B pykax (30).

Ha cerofHsAWHWIM AeHb He cylecTByeT «30/10TOr0 CTaHAapTa» AJ1A 06bIYHOr0 KJAMHUYECKOTO CKPUMHMHIA
WM OLEHKM HYTPMLMOHHOIO CTaTyca NauueHToB, CTpaJalolmx LUMPPO30OM NeveHn. MHAEeKC Macchl Tena
(BMI) MoKeT oKa3aTbCA HEHAZEXKHbIM CPEACTBOM B HYTPULIMOHHOM OLEHKE, T.K. YBE/IMYEHME MacChl TeNa
M3-3a 33JEPKKU HKUAKOCTM MOXKET CTaTb NPUYMHOM HEBEPHOM OLEHKM WM/IM HOPMAJIbHOTO MoKasaTtens
BMI. B 60/IbIUIMHCTBE C/y4aEB, B KJAMHWMYECKOM OLEHKE BO3MOXKHO OMpPeAe/MTb KOJIMYECTBO acLMTOB M
3TOT NoOKasaTe/lb MOXKHO OTHATb M3 LMdPpbl, OTpaxKatollen Maccy Tena. MaumeHTbl C acuMTamMmM U HU3KMM
BMI KoHEYHO e MMTalTCA HenpaBw/bHO. B KayecTBe anbTepHaTMBbl BMI, MOXKeT BbICTynaTb MPOCTOM
Cnocob, TakoM KaK MeTog Cy6beKTMBHOM 06Lel oueHkM (SGA) MM aHTPOMOMETPUYECKMI METoA, ANS
TOro, 4YT06bl AaTb MH(MOPMALMIO O TOM, HA YEM OCHOBAHO COOTBETCTBME MEXAY TEYEHMEM GONE3HU U
HYTPULMOHHBIM CTaTyCOM (CM. HUKe).

Mcnonb3oBaHWe aHanM3a CONPOTUB/IEHUA OpraHM3Ma A/l TOro, YTOObl BbIYMC/IMTL COMATUYECKUE KNETKM
NyTeM YypaBHEHWM. Bbino nokasaHo, YTO asHblM Yroa, MoAyYeHHbIM MYTEM aHa/M3a COMPOTUBJIEHUA
OopraHM3Ma, O4YeHb TECHO CBA3aH C YPOBHEM BbIXXMBaHMUA MaUMEHTOB, YeM ¢ MAMA, obluee coaepxaHue
KasivA B TeNe 1M 6e3:KMpoBas KOMNOHEHTA MacChl Tela, NoJlyYeHHasa Npu noacyeTe 24-ror KpeaTMHUHA,
Yy NauMeHTOB C LUMPPO30M nevenn (31).

AnAa HYyTPUUMOHHOIO CKpuHUMHra, ESPEN pekomeHnayeT npumeHeHne NRS-20002 (32).

2.2 Acuyumrt

Matodum3anonorna acumta C/A0XKHA M BKAKOYaeT B cebA NOpTasbHY rMnepTeH3uio, nepudepuyecKkyto
BasoAunartaumio, LEHTPaJibHYI0 TUMOBOJIEMUIO M 3a4epXKy BoAbl M HatpuA. CerogHAa cTporue
orpaHuyeHuss notpebneHns Hatpua (20-40 Mr-3KB./JeHb) HE UrpaloT HWMKAKOM posM B Tepanuu, T.K.
COBPEMEHHOE JleYEHME MOXKET NOMOYb YCTPaHMTb M3OLITOK CO/IM, 3TO ABAAeTCA 6onee 3bdEeKTUBHBIM
MeToaoM. PekoMeHAOBaHO yMepeHHOe orpaHuMyeHue noTpebneHuna Hatpua (2 r wam 90-100 mr-
3KB./AeHb) (33, 34), XO0TA CylecTByeT HeJoCTaTOMHOE KOJIMYECTBO [OKasaTe/bCTB ANA onpejesieHus
nonb3bl AaHHOro Metoda npu JsieveHun (33). He pfonyckaeTcA 4pesMepHoe cojepiaHue HaTpus,
Hanpumep, Yepes BHYTPMBEHHOE BBEJEHUE.

2.3 lNMe4veHo4YHaA 3HUedanonaTma

3TMONOrUA MeYeHoYHOM 3HUedanonaTMm Takxe aBnsetcsa npobnemor. CerogHa CyllecTByeT MHeEHMe,
YTO OCHOBHbIMM MEXaHU3MaMM ABAAIOTCA KyMyAAaUMA BHYTpUUEpebpasibHOro amMMuaka M ryTamuHa,
HapyLLEHMA peLenTopoB ramma-aMMHOMAaCAAHbIX KMcoT (35). CumTaeTca, 4TO aMMMaK MpenAaTcTByeT
UMPKYIAUMM  acTpoumTa TPUMXI0PYKCYCHOM KucaoTbl (TCA), KoTopas NpUMBOAMT K CEPbE3HOMY AeDULMUTY
3HEpPrMu, 4YTO B COBOKYMHOCTM C ApPYrMMM 3ddeKTamu ryTaMMHa M amMMaKka, Bbi3biBaeT OnyXaHue
acTpoumTa M oTeK Mo3ra (36). JleueHue cHOKYyCMPOBaHO Ha JIMKBMAALMU MPELUNUTUPYIOWMX PaKTopax U
NPUMEHEHNM HEBCaCbIBaLWMXCA  AMCaxapuaoB MAM aHTMOMOTMKOB. CerogHA MPUHATO CuMTaTb, YTO
HeNb3A BOAMTb OrFpaHMYEHMA MO NOTpebsieHUo 6enka AN NauMeHTOB, MUTAKOLWMXCA HEMOJIHOLEHHO M
CTpajanWmx oT nevyéHoyHoM 3Huedanonatu (2, 37-41). OrpaHuyeHne noTpebneHus Genka yxyalaert
COCTOSIHME HEMOJIHOLEHHO MUTAKLWMXCA MALMEHTOB, OCOOEHHO 3TO KacaeTcA MauMeHTOB, CTpajatoLimx
LMPPO30M MEYEHM, ¥ KOTOPbIX BO3pacTaeT NOTPEOHOCTL B 6esiKe.
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3. MeTaboanuecKana peakuus

MeTabonmyeckas peakumsa TMpU  XPOHMYECKOM MEYEHOYHOM HEeAOCTATOMHOCTM  XapaKTepu3yeTcs
U3MEHEHMAMM METab0/IM3Ma T/I0KO3bl, KMPa M AMUHOKMUCIOT.

3.1 MeTab60/1M3M r/110KO3blI
Y MHOIrMX MauMeHToB, CTPajallMX LUMPPO30OM MeYeHM, Hab/ilogaeTcsa HENEepEeHOCUMOCTb [JIHOKO3bl MU

amnabet. CywectByeT aaHHble o 20-30% cnyyaeB (42). HenepeHOCMMOCTb T/IIOKO3bl HE CBA3aHa KaK C
K/IMHUYECKUMMU UM BUOXMMUYECKMMMU UHAEKCaMKU 6GonesHn (43, 44), TaKk U C 3Tvonoruven (45).
HenepeHOCMMOCTb T/1lOKO3bl MPOMCXOANUT M3-3a CHUKEHWMA BblAENIEHMU MHCYMHA, YTO B CBOK ovepejb
BbI3BaHO MWLLENM, KOTOPYID MPMHUMAET MaUMEHT (46), MOBLILIEHHOIO CUCTEMATMYECKOrO O6pa3oBaHMA
r/II0KO3bl, BbI3BAHHOIO NMULLENM, KOTOPYIO MPUHUMAET NauMeHT (47) U M3-3a CHUXKEHMS nepudepuyeckoro
NpUMEHEHMA TI0KO3bl (48), CBA3AHHOI0 C TMMNEPUHCYJIMHEMMEN M CHUKEHHOM CEHCUTUBHOCTM MHCYJIMHA
(44). CHukeHWe nepudeprnyecKoro NPUMEHEHUA TJIHOKO3bl OTparkaeTcA Ha CHUMKEHMM MeMOPaHHOro
TPaHCNopTa U CHUXEHMM BE30KUCIMTENIBHOIO pacxoja r/IloKo3bl, T.e. CMHTe3a r/IMKoreHa, (49) B apyrmx
opraHax, Ho He B ne4yeHu (50). Heo6x0aMMO MPUCTAIHO CNEAMT 3a COAEPXKAHMEM T/IIOKO3bl B KPOBU BO
BpeMsl MPOBeAEHMA HYTPULMOHHOM Tepanuu Npu UUMppO3e MEYEHU, T.K. FMMNEPr/IMKEMUS CKOpee BCEero
OKaxKeT nary6Hoe BO3AeNCTBME Ha 3/0pOBbE MALUMEHTOB, CTPAAAIOLMX OT LUMPPO3a NeYeHM, TaKKe Kak U
Ha MaUMEeHTOB, HaXOAAWMXCA B NanaTe MHTEHCMBHOM Tepanmu (51).

3.2 /IunuaHbi 06MeH

Mocne HOYHOro rosofaHmsA, y MauMEHTOB, CTPAJaloWMX LMPPO30M MeYeHM, HabIoaaeTcs MOBbiLUEHHbIM
YPOBEHb OKMCJ/IEHUSA KMPA, CXOAHbIM TOMY, YTO HabloAaeTCs Y 340POBbiIX 406POBO/IbLEBR MOCae 3-X AHEN
ronogaHua. ConyTcTBylolWe, HAGIIOAAETCA CHUMKEHME OKMUC/IEHMA T[/1I0KO3bl. [MOBbILEHUE OKMC/IEHUA
Xupa 06bACHAETCA 6oJiee GbICTPbIM NEPEXOAOM K NPOAOIKUTENBHOMY FON04aHMIO M3-3a HU3KMX 3anacos
r/MKoreHa B nevenu (8). B cOOTBETCTBUMM C 3TMM, YPOBEHb OKMCJ/IEHMA KMpA HOpManM3yeTtcs cnycta 1
Mecs rnocsie BO306HOBIEHUA KOPMIEHUA (7).

Mpu BHYTpMBEHHOM BBeAEHUM IMynbcun LCT, npu HabaloAeHUM 3a NaupeHTamMu C LMPPO30M NeYeHn 1 3a
340pOBbIMW  A06GPOBOJIbLAMM, HAGJIIOAA/IMCb  OfMHAKOBbIE MMOKAa3aTe/IM OKUCIEHMA XMpa, MJia3Mbl
CBOBGOHBIX XMPHBIX KMCOT U TpUraMUepuaa nnasmbl. OaHaKo, Habl04ancs MEHbLLUMIM POCT KOIMYECTBa
KETOHOBbIX Tesl y 60J/IbHbIX. JTO MOKa3biBaeT, YTO yaasieHne u3 opraHusma LCT He mM3MeHseTcsa npu
UMppO3€e NeYeHu, NpM 3TOM NEYEHOYHbIN KeToreHes cHuKaetcs (52).

M3yyeHne nepopasnbHOro notpebneHua xupa (12) nokasano, 4YTO nauumeHTbl, CTpajarolpe LMPPO30M
neyeHW, B CpPaBHEHMM C MUCCNeLOBaHMEM 340POBbIX J0OOPOBOJILLEB, aKKYMY/IMPYIOT MEHblUe Xupa B
XMIOMMKPOHAX M JIMMONPOTEMHOB OYeHb HM3KOM NIoTHOCTKM (VLDL) M nokasbiBaeT 6osiee GbICTpbIM poCT
NA1a3MEHHbIX CBOGOAHbBIX YXMPHbIX KMCNOT. JaHHble M3MEHEHMA Yalle HabnoJanucb y MNauMeHToB C
acuMToM (NopTasibHas runeprteHsus). JaHHas uHdOPMauMsa MOKasbiBaeT, YTO Yepe3 BOPOTHbIM MyTb
abcopbupyeTca 60/blue KUPHbIX KUC/IOT.

3.3 AMMHOKMC/IOTHbIM O6MeEH

Mpu ronogaHmMu cocTaB NAA3MEHHbIX aMMHOKMCJ/IOT XapaKTepu3yeTCA POCTOM 4YMC/la apoOMaTHMUeCKMUX
AMMHOKUC/IOT M CHUMMKEHMEM YMCNa aMMHOKMC/IOT C pas3BeTBNAEHHOM uenblo (53-55). PocT uucna
apOMAaTUYECKMX AMMHOKMC/IOT BEPOATHO CBSi3aH CO CHMMKEHMEM (YHKLUMOHA/IbHLIX BO3MOMKHOCTEM
MeyeHn AN UX YAANEHMA M CHUKEHME KOJIMYECTBAa aMMHOKWMCJIOT C Pa3BETBIEHHOM LEMNbl0 MOXKeT
oTpaxaTb POCT UX UCMNOJIb30BaHMA AN1A YAaNeHUs aMMMaKa (24).

Mocne npuema NPOTEMHOBOM MMILM, MNA3MEHHAA KOHLUEHTpaUMsi apOMAaTMUYECKMX aMMHOKMCIOT,
TpunTohaHa M aMMHOKMCIOT C pasBeTB/IEHHOM LEMbl0 Yalle yBeJMYeHa Yy MaUMEHTOB C LMPPO30OM
neyeHu, a He y 340pOBbIX A06POoBOJbLEB (56). TakKe y 60MbHbIX YBE/MYEHA KOHLEHTPaUMA MHCYIMHA U
rNtoKaroHa. PocT umciia aMMHOKMCNIOT C pa3BeTB/IEHHOM LIEMbIO TECHO CBSA3aH C YBE/IMYEHMEM YPOBHS
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MHCY/IMHA WM YPOBHS YCTOMYMBOCTM MHCY/IMHA. POCT apoMaTMYeCKMX aMMHOKMCIOT M TpunTodaHa
BEPOATHO CBA3aH CO CHUMKEHMEM (DYHKLMI NeYeHn COBMECTHO C POCTOM aMMHOKMC/IOT C Pa3BeTBNEHHOM
uenblo, KoTopble npeABapuUTeNIbHO METAboM3MPYIOTCA B MbILAX, YTO MPOMCXOAMT  M3-3a
HEYCTOMYMBOCTU MHCY/IMHA.

4. DHeprua U NOTpPeBbHOCTb B cyb6CcTpaTax

4.1 NoTpe6bHOCTb B S3HEPrUM

MauyeHTam, NUTAKLWMMCA HEMOJIHOLEHHO, CTPaJAaloLWMM LUMPPO30M MEYEHN, PEKOMEHAYETCA NOTPebNATb
35-40 KKan/Kr/aeHb. 3TO NOMOXET MOKPbITb UX SHEPreTUYECKUE NOTPEBHOCTH, YBESMYMTL MacCy Tena m
obecneynTb NOTpe6HOCTU (DU3UYECKOM aKTMBHOCTM, KaK M MO3BONSAET YBEMYMUTL Maccy Tena (2, 37).
JlaHHble peKoMeHZauMM TaKXe COOTBETCTBYEeT JaHHbIM, MOJIyYEHHbIM M3  paHLOMM3MPOBAHHbIX
uccnenoBaHui, KOTOpblE I0Ka3a/IM CBOK KMHMYECKYH NMoJb3y (paccmatpuBaeTcs B (1)).

4.2 MNoTpebHOCTb B 6enkKe

Kak y»ke roBopunocb paHee, y KJIMHMYECKU CTABM/IbHbIX MaUMEHTOB C LMPPO30OM MEYEHM HabadaeTca
pocT noTpe6HocTM B 6enke. [l03TOMy, peKOMEHAyeTCA CTabu/ibHbIM NauMeHTaM PEKOMEHAyeTCs
npvHmMmMatb 1,2 r/kr B geHb M 1,5-1,8 r/Kr B AeHb 4719 NALUMEHTOB C MOBbILEHHbIMM TPEGOBAHMAMM (2,
37).

4.2.1 AMMHOKMUCNOTDbI C pa3BeTB/IEHHbIMU LenAaMu (BCAA)

AMMHOKMCIOTbI C pa3BeTB/ieHHOM LUenbio (BCAA) A0 cux Mnop M3yvaloTCA B KauvyecTBe nMTaTeslbHbIX
J06aBOK AN Y/IyylleHMA HYTPMUMOHHOTO cTaTyca M Mcxoda 6onesHu. Jna 6onee noApo6HOM
uHdopMaumm cm. (11, 57-59). Mpu npoBegeHUM Tr106aIbHOrO MHOrOLEHTPOBOrO MCC/AeA0BaHMUA,
anvBluerocs 1 rog msydanack ponb BCAA B KayecTBe nutatesnbHoM aob6asku (10). B mccnepoBaHmu,
MOCBALLEHHOM M3YYEHUIO CJIOXKHbIX 3a60/eBaHMM MeYeHM, MNpUHMManM YydyacTue 174 naumeHTa,
CTpaJanWmMX UMPPO30OM MNeYeHu, CO cCpeaHMMM (B) HapyleHUsMM (YHKUMM NEeYeHU U OCTpOM
neyeHoOYHOM HeJocTaTouHOCTbO (C), M C NpM3HAKaMM MOPTasIbHOM runepTeH3mu. MaumeHToB pasgenmiu
Ha 3 rpynnbl, OHW MOAyYanM pas/iMuyHble A06aBKM, cofepiKawme m6o BCAA nMBO M30a30TUCTLIM +
M303HEPreTMYECKMM  NaKTa/ibbyMMH (@30T M KOHTPOJIb  3HEPruM) MAM  U303HEPreTUYECKUM
ManbToAeKCTpUH. BCAA CHMKaeT ypoBEHb CMEPTE/IbHBIX UCXOA0B, Aa/lbHEMLIME Cepbe3Hble OC/IOKHEHUS
60N1e3HM NEeYeHU, M KOMMYECTBO MNOCTYNawlmX B 60/IbHMLY, TaKKE aMMHOKMCIOTbI C Pa3BeTB/IEHHOM
Llenblo Cnoco6CTBYIOT YYULIEHWMIO anneTMTa M KauyecTBa M3HW. OCHOBHOM MPOGAEMOM M3y4YeHUs 6bin
60/1blLIOE KOIMYECTBO NaLMEHTOB, BbINaBLUMX M3 YYACTUA B SIKCNEPUMEHTE B AaHHOM rpynne, B OCHOBHOM
M3-3a BKYCOBOM rpuB/AeKaTeNbHOCTM. WccnefsosaHme npeanoniaraeT, 4to BCAA  okasbiBaeT
NOJIOXKMTE/IbHOE BO3JAEMCTBME HA MCXOZ GOMIE3HWM, YEro He yAanocb AoKasaTb MpU MCMOJb30BaHMU
[06aBOK Ha OCHOBE NlaKTa/lbbyMMHa, COCTaB KOTOPbIX OblJ1 CXOX C COCTAaBOM CTaHAAPTHbIX NepopasibHbIX
[06aBOK.

BCAA TaKke M3ydYanmcb B KadecTBe crnocoba seyeHus nedéHoyHoM sHuedanonatum (HE), ana Toro,
4yTOGbl CHM3UTb NOTpe6seHne TpunTodaHa Mo3rom (58, 59). MMpu npoBegeHWM MeTaaHaM3a MNpu
ucrnonb3oBaHnn BCAA pgna nevenua HE, okasanocb, 4to BCAA 6b110 3(PHEKTUBHO TONBKO MNpU
BKJIIOMEHMM BCEX MCCNeAoBaHUM. Korga MCKIUMIM HM3KOKAYECTBEHHbIE MCCeA0BaHUA (HEM3BECTHLIM
MeToj caenoro otTéopa), adpdeKkTa He Habaaanoch (60).

OaHUM M3 NepBbIX UccaeoBaHUM NpumeHeHus BCAA 6bi10 npoBefieHo AN NaUMEHTOB, He NepeHOCALMX
6esoK, T.e. crnocobHbIX nepeHocnTb MeHee 40 r. 6esiKa. MaumeHTbl 6blIM pacnpegenieHbl B C/ly4alHOM
nopsAake Agns Toro, Ytobbl yBe/IMUMTL NoTpebaeHme 6enka o 70 r., B BUAE KasemHa Man ¢ JobaBsieHNeM
BCAA (61). Mpu yxyaweHun sHuedanonatmm, AaHHblM akT pacCMaTpUBasICA Kak HeyAauHoe JieyeHue u
MauUMeHT MCK/YaNcs M3 MccneioBaHus. M3 12 naumeHTOB B rpymnne, NMPUMEHSIOWEN Ka3euH, 6blau
UCK/IloYeHbl 7 YeIoBeK; Npu UCC/IeloBaHMM, B KOTOPOM NMPUMEHANACb aMMHOKMC/IOTA C pa3BETBJIEHHOM
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uenbto, 13 14 nayMeHToB 6bln MCKIOYEH 1 4yesoBeK. B AaHHOM MccnefoBaHWWM co4veTaeTcs [ABe
noTeHupasbHble BO3MOXHOCTU npumeHeHmMa BCAA, Bo-nepBbix, AuetoTepanusa, a BO-BTOpbIX, AN
npeaynpexKaeHus nevyéHo4dHor sHuedanonatum (HE) npu neveHun 60/bHbIX C HAPYLWIEHHbIM MUTAHUEM,
KOTOpble He nepeHocAT 6enoK. JaHHoe mccaefoBaHME ABASETCA AOCTYMHbIM C MOYYEHHbIMU AaHHbIMM
Nnpy ero npoBeAeHWM, OHO MOC/YKMJI0O OCHOBOM pekoMeHAaumam ESPEN no wmcnosib3oBaHuio BCAA B
JaHHoM cutyaumm (2) Plauth, 2006 #4161. Ho, KOHEYHO, AaHHble, MOJlyYeHHblEe MpM NPOBEAEHMU 3TOMO
uccnenoBaHMA, A0/KHbI ObiTb NOATBEPXKAEHbI MHMOPMALMEN, MOSYYEHHOM U3 APYrMX LEHTPOB, HO [0
TEX NOp, MOKa AaHHble UCCNeA0BaHUA HE AOCTYMHbI, JaHHaa CUTyauums, T.e. HENEPEHOCMMOCTb GesKa,
OCTaeTCs YETKMM MOKasaHWemM ana ucnosb3oBaHuAa BCAA npu nedyeHMM MauMEHTOB, CTpadaroLMX
LUMPPO30M MEYEHM.

4.3 NoTpebHOCTb B MnMnpax

He cyuwecrteByet 0CO06bIX Tpe6OBaHMl\/’1 0 Ko/in4ecrtee, Bnage nmMnnmaos, ManM O COCTaBE XHMPHbIX KUCJ/IOT.
BHyTpMBeHHOG BBeAEHME JIMMNMNOHDBIX 3My)'|bCMF1 HE CJNYyXHUT NpOTMBOMNOKa3aHME AJ1A NauMeHTOB C
3a60/1€BaHUAMM NEYEHM.

4.4 MNMoTpebHOCTb B yrnesoaax

He cywwecTByeT 0cob6biXx peKOMEHAALMIM OTHOCUTE/IBHO NOTPEBIEHUS TIIOKO3bl, XOTS BaXKHO OTC/IEKMBATb
coAeprkaHMe T/loKOo3bl B KPOBMU A1 TOFO, YTOObI M36eKaTb KJAMHMYECKM BayKHOro nob6o4Horo 3gdeKTta
runepramkemmn (51, 62).

4.5 NoTpe6bHOCTb B MMKPO3/1IEMEHTaX

Y NauMeHToB C LMPPO30OM MEYEHM YacTo HAG/OAAETCA HU3KMM YPOBEHb COAEPKAHMSA B MJjasme
BUTAMMHOB M MMKPOIJIEMEHTOB, HO HE WM3BECTHbl TOYHble  cneumMduyeckue WM KJIMHUYEeCKue
nocaeAcCTBMSA JaHHbIX pacCTPOMCTB.

JedrunMT TMaMMHa YacTo Hab/AAeTCcas NpuM  aNKOro/IM3Me M LUMppPO3€ MeYeHM, CBA3AHHOM C
aJIKOrO/I3MOM. YAMBUTENbHO, OH 3TOT HeAyr TaKXe 4acTo BCTpeYaeTCA Mpu UMppo3e MNeYeHM,
Bbi3BaHHbIM BMpycom renatmta C (63). Jeduumt Obin CBA3AH HE CO CHMMXKEHMEM 3SPUTPOLUTHOrO
docdopnampoBaHma TMamMmMHa BO BpeEMA NPOBEAEHUA UCCNef0BaHWA, ApYrue noTeHuuasbHble NPUUYMHDI
He paccMaTpMBaaMCb (HanpuMmep, CHUXKeHWe notpebaeHus nuwu). NMosTomy 6bi10 peKOMEHA0BAHO BCEM
naumMeHTam C LUMPpPO30OM MeYeHW MpUHUMaTb TMamuH. [JeduuMT KMpopacTBOPUMBIX BMTaMMHOB
Hablo4aeTcs y NauMeHTOB, CTPAJalolMX CTeaTopeer M3-3a XosiecTasa M AeUuMTa COMM KEMYHbIX
KMCNIOT NP JIEYEHMMU aNIKOFOJIMKOB (2).

CHMKEHME COZEpXKaHMA MarHus HabnJaeTcs Ha rnocsiefHel cTagum 3a60sieBaHUA NeveHn (64).
JedUuMT LUMHKA TakKe 4acTo BCTPeYaeTCA M Bbi3blIBAaETCA YMEHbLUEHMEM BCacbiBaHMA HapAagy C
MOYErOHHbIM POCTOM MpU MoueBbligeneHnn (65). JlobaBKM B BMAE LMHKA YAy4llaloT NepeHOCMMOCTb
r0Ko3bl (66, 67) B BMAY TOro, 4TO /060OM MNONOKMTENbHBIM 3(PDEKT, MOJYUYEHHbIM MPU NPOBEAEHMU
3HUedanonaTmm, octaeTca HegoKasaHHbIM (68, 69).

Ana Toro, 4Ytobbl MOKPbITh AePUUMT pEKOMEHAYETCA MPOMNUCbIBATb OObIYHbIE MpenapaThbl, coAeprKalime
BMTaMMHbI M MMHEPaJIbHblE BellecTBa (2).

5. Cnoco6 KopmneHus

MpeanoYTUTENbHBIM CNOCO6 KOPMJIEHMSA ClielyeT O0OblMHbIM pEKOMeHJauMAM: nuila > Jo6aBKM >
30HJ0BOE NMTaHMe > BHYTPUBEHHOE MWTaHMe. He pekomeHayeTcs npumeHeHue Tpy6ok PEG ana neyeHus
MauMeHTOB, CTPaJALLIMX acUMTOM. B 60/IbIUIMHCTBE C/lyYaeB, MOXKHO NMPMMEHATbL CTaHAapTHblE cMecu. B
c/lyyae, ecaM Yy nauMeHTa HabJsogaetcA yxyaleHue 3sHuedanonatMm npu rMoBTOPHOM MUTAHWUM,
Heo6X0AMMO PacCMOTPETb BO3MOXKHOCTb MPMMEHEHUSI aMUHOKMUCJIOT C Pa3BETBIEHHbIMM LiENsSMK (2).
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BeuepHee KopMaeHue

Ucxoaa w3 HabnwogeHmit OysHa (Owen's) (8) OTHOCUTE/NIBHO HOYHOIO rONOAAHMSA,  BMCLEPAJIbHbIN
MeTab0o/IM3M, HabIIoJaBLIMIACA Y MALMEHTOB C LMPPO30M NMEYEHU Bbl CXOX C NMOKasaTeNsMM 3/10POBbIX
J06poBOJIbLEB MOC/Ae 3-X AHEeM TroNoAaHWs, B YacTHOCTM HabAAancs poOCT TJ/IMKOHEOreHesa M3
nepmdepUYECKUX aMUHOKMUCJIOT C Pa3BETBJIEHHOM Lenbto. Mo3aHee NpoBoAUAMCH ApYrve UCCIeA0BaHMA
(70), KoTopble NoKa3asiM, YTO a30TUCTbIM BGanaHC yaydlwasncs, Korga AHeBHoe noTpebeHue 6eska 6bi10
pasfesieHo Ha 4-6 MpUeMoB MULLUM, A He Ha 0OblyHble 3. B AaHHOM rpynne nosKe BbIACHUIOCb, YTO
NOZOGHbIX pe3y/ibTaTOB MOXKHO AOCTMYb MPU MOMOLUM BeYEpPHEro npuvéma BHYTPb A03bl MOKO3bl (71).
JaHHbIM  noAxo4 pacnpocTpaHseTcss Ha HouyHoM npumeM BCAA, uTo nNpMBOAMT K  CHUMKEHMIO
MOYeBbIAENEHUNA, 3-METUITUCTUAMHA, MokasbliBatlollero 60see HU3KMIM YpOBEHb PpacLLenIeHns
MbllleyHoro 6eska (72). TakKe 06HapyXKMIOCb, YTO MO3AHUM Npuem yrneBogos M BCAA ynydiuaet
NepeHOCUMOCTb F/I0KO3bl 40 TaKOM e CTeNeHM Kak ec/u 6bl NaUMEHT NPUHUMAN TOT e 06beM BelLecTs
ABa pasa B AHeBHoe Bpemsa (73). [aHHble UccnefoBaHUA TakXe MOATBEPAM/IM BaXKHOCTb YMEHbLUEHMA
NPOAO/IKUTENIBHOCTM BEYEPHErO0 M HOYHOMO BPEMEHM TONOAAHMA MALMEHTOB, CTPAZANLWMX LMPPO30OM
neyenn. Ans Toro, 4tobbl CpaBHMTb MOJIYYEHHbIM pe3y/bTaTbl HEO6XOAMMO MPOBOAMTL AdJibHEMLLME
uccnefoBaHus. JTO BaXXHO AJA TOro, 4ToObl MOHATb KaKoe 3HayeHMe OMMCaHHbIe Bbille MEeTOoApbl,
OKa3blBalOT HA MUCXO0Z 60NesHn, T.e. efa, YrNeBoapl, UM yraeBoabl COBMECTHO C BCAA.

6. MOHUTOPHHT

MOMMMO OB6bIYHOTO MOHMTOPUHIA MNOTPEG/IEHUA MUILM, MACCOM Tesa M INEKTPOSIMTAMM, TMpuU
MCMNOb30BaHMM UCKYCCTBEHHOMO MUTAHMUA, TaKKe PEKOMEHAYeTCA NPOBOANTbL MOHUTOPUHI NCUXMYECKOrO
COCTOSIHMA ANs TOro, 4YTO6bl OBHAPYXKWMTb PasBUTME WM YXYALIEHME NEYEHOYHOM 3Huedanonatmm y
NauMeHToB C HENEepeHOCUMMOCTbI0 6elka. JTO MOXHO cAenatb KIMHUMYECKMM nyTeM WU nyTem
U3MEepeHMsA peakLmM ABa pasa B Hegeno (9).

7. KpaTkoe cogep:xaHue

Y naupyeHToB, CTPaJAoLLMX XPOHUHECKMMM 3a60/1€BaHUAMM MEYEHM, YacTo HAbII0AAeTCa He0CTaToOuHoe
nMTaHue, BKAOYasA AeULMT BUTAMMHOB M MMHEPa/IbHbIX BellecTs. JledeHne AaHHOro Heayra yaydliaeT
ucxod 60/Ie3HMU, BKIOYAA BbIKMBaHME. Y MAUMEHTOB C LMPPO30M MEYEHM HabAAAKTCA HapylleHus
MeTabo/IM3Ma MUTATE/IbHbIX MaKpPO3/IEMEHTOB M MOBbIWEHHbIM YpOBEHb MOTPe6HOCTM B Genke. Jns
60/IbLUIMHCTBA MALMEHTOB MOXKHO MCMOJ/Ib30BaTb 06bIYHbIM CNOCO6 KOPMJ/IEHUSA, NMPUMEHSAS CTaHAAPTHbIE
cmecu. MevyéHouHan sHUedanonaTms He ABASETCA NPOTUBOMOKA3aHMEM A/1A NMPOBEAEHUA HYTPULMOHHOM
NOAAEPKKM MPU MOMOLLUM 60/1blIoro notpebneHna 6enka. CuMtaeTcs, YTo MauMeHTbl C yXyAlatowencs
3HUedanonaTMeNn He NepeHoCAT 6eoK, NOTOMY HEOBXOAMMO PACCMOTPETb BO3MOXKHOCTb MCMOJ/Ib30BaHUA
AMMHOKMCJIOT C Pa3BeTB/IEHHbIMM LENAMM. 1S NaLMEHTOB C aCUMTOM HEOB6XOAMMO BBOAUTL YMEPEHHOE,
HO He CTPOroe orpaHu4YeHue NoTpeb/ieHMs HaTpus.

8. KnnHnuyeckun cnyyam

24.05.07

MyXumHa, 54 roga, XpOHWMYECKWUI aJIKOroJIM3M + XPOHMYECKMM rematMt C + paHee 3/10ynoTpe6nsn
HapKOTUKaMM.

JocTaBneH B NCMXMATPUYECKOE OTAENIEHME CO CMYTaHHbIM CO3HAHMEM.

Q1: [lepBoHaYasbHbIM AMArHo3s?

Q2: lMepBoHayva/nbHblE peKoMeHaauumn?

[JaHHoe neyeHue He gano addekKTa.

Q3: /[pyrve KAMHUYECKME M OUOXMMMYECKME TecTbl A/IA AMArHOCTMPOBAHMA MPMYMHBI CMYTAHHOCTM
CO3HaHMA?
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29.05.07

MNepeBeaeH B oTAeNEHME renatosiormu.

Mpu3HaKU: MeaSMTeNbHOCTb, [AE€30PUEHTMPOBAHHOCTb BO BPEMEHM, MECTE M JIMYHOM WMHMOpMaLMMU.
MayKkoo6pasHbii HeBYC. AcumT, OTekK.
Macca tena (BW) - 83 kr. Poct 1,75 M.

Q4: [pyroe nccnepoBaHve KpoBu?

Q5: Kak onpeaennTb HyTPULMOHHbIM cTaTyc?

Q6: MokasaHusa AN HYTPULMOHHOM Tepanmu?

Mpeanucanue:

- MepopanbHoe notpebaeHme 20% raoKo3bl

- Jlaktynosa

- AHTMOMOTHK

- Marumm

- UnHK

05.06.07
MapaHoMa —> NauMeHT nepeBeleH 06paTHO B NCMXMATPUYECKOE OTAesIeHue (NCUXo3)

17.06.07
MeyéHouHasa sHUedanonatua —> nepeBefeH B OTAE/IEHUE renatosiorum
22.06.07
BbinncaH

23.07.07

MoBTOpHO  AocTaBiAeH B  6O/bHMLY  M3-3a  CNabocTM M NEYEHOYHOM  3HUedasonaThu.
He opueHTUpyeTCa B IMYHbIX AaHHbIX.

Mocneaytolme aHM: CHUNKEHME 3HUedanonaTMm, HoO BpeMEHaMM NOJAAB/IEH U pasfpakeH.

Mano ect. NMoTpebaeHune nmuwa: = 1500 Kkan, 20 r. 6enka.

08.08.07

MepeBeaeH B OTAENEHUE HYTPULIMOHHOM MOAAEPIKKM

He HabntogaeTca NaTeHTHOCTU (AaTa PoXKAEHMS).

MaumeHT oTKa3blBaeTCA NpUHUMaTbL 406aBKM —> pBOTa.

Q7: BapuaHTbl 4718 NPOBEAEHUA HYTPULMOHHOM Tepanmm?

MaumeHTy nponmcaHa «Cynep AueTta» 1 exegHeBHble noceleHnsa —> = 2000 Kkan, 85 r. 6enka.

13.08.07

JIaTEHTHOCTb NpM OTBETE Ha BOMpPOC O AOMalLHEM ajpec.
Q8: BapuaHTbI?
OTtBeTbl

9. TecT caMOOL,eHKH
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