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CBEJEHUIA O CTATBE PE3IOME

Hcmopusa cmamou.: Beoanbie cenenns. Cpeau MOKMIBIX TIOJEH MMPOKO PacHpOCTPaHEHbl HEJOCTATOYHOCTh MUTAHUA U 00€3BOKMBAHHE, TAKKE
Monyueno 21 mas 2018 1. CTaHOBHTCA BCe Oolee aKTyalbHOW mHpoOieMa OXHPEHHs. B KIMHMYECKOH INpAaKTHKE 3a4acTyl0 HEsICHO, KaKHMe CTPaTerdn
[punsito k nybankaumu 29 mast 2018 r. 3¢ deKTUBHBI JUIs yIpaBIeHHUs STUMHU YTPOXKAIOLIIUMH JUIS 30POBbS COCTOSIHUSIMH.

Knroueevle cnosa: Heas. IIpecTaBuTh Hay4HO 0OOCHOBAHHBIE PEKOMEH/IAINN 110 KIMHHYECKOMY ITHTAHHIO M THIPATAIIMOHHON TePaIny y TIOKHIBIX
PyxoBoacTso MAlNEHTOB C ILENbl0 NPOGUIAKTHKM U (MIM) KOPPEKIHM HEIOCTATOYHOCTM HMTaHMS M 00e€3BOKMBaHMSA. JIOMOTHUTENBHO
Pexomennauun paccMaTpHBaeTCs 1eNecoo0pasHOCTh MPUMEHEHHsI Mep, HANPaBJICHHBIX HA CHU)KGHHE BECa y MOXKHJIBIX JHOJEH ¢ M30BITOYHON
Crapueckuii BO3pacT Maccoi Tea WIH OKUPEHHEM.

HyrtpurusHas Tepanus MeTtonbl. JlanHOE PyKOBOACTBO OBLIO Pa3paboTaHO B COOTBETCTBHMH CO CTAHIAPTHOH ONEPAIMOHHON IPOLETYPOii U CO3TaHHsA
HenocTaTto4HoCTh TUTAHKS PYKOBOJICTB ¥ KOHCEHCYCHBIX IokyMenToB ESPEN. Brimonnen nouck cucteMaTHdecKux 0030poB ¥ MEPBUYHBIX MCCIEI0BAHUH Ha
OGe3BOXHBaHHE OCHOBaHMH 33 KIMHHYECKUX Bompocos B dopmare PICO. Mmeromuecs cBeJleHHs ObLIH KIaCCHDHIMPOBAHBI B COOTBETCTBUH C

cucremoii rpajaimu SIGN. Bbun pazpaGoTaHbl peKOMEHal[HH, COTJIaCOBAHHBIE B PAMKAX MHOT'03TAITHOT'O MPOLECCa COTAacOBAHMUSL.
Pesyabrathl. [lpeacraBnensr 82 HaydHO OOOCHOBaHHBIE PEKOMEHAAUMH 10 HYTPUTHBHOW Tepamuy MOXKWIBIX JIHOACH,
OXBaThIBAIOILINE YETHIPE OCHOBHBIX BOIIpOCaA: 68.303]:16 BONIPOCHI 1 OCHOBHBIC IPUHIUIIBI, PEKOMEHAAIUHN JJIA TTOXKHUIIBIX moneﬁ C
HEJIOCTATOYHOCTHIO MUTAHUSA WUJIM PUCKOM €€ Pa3BUTHA, PEKOMEHIAUUN [UIA TTOKUIBIX n}oneﬁ C OIIPEACIICHHBIMU 3a00JIEBAaHUSIMH U
PEKOMEHAAIUH TI0 Hqu}PUIaKTMKC, BBISIBJICHUIO U JICUCHHUIO O663BO)I(I/IB&HI/IH. B EJIOM MBI PEKOMEHYEM IIPOBOJANTH HA TIOCTOSIHHOM
OCHOBE€ CKPHUHHMHI'OBOE 06cneuosanue BCeX MOKMJIBIX moueﬁ HA HeJO0CTATOYHOCTh IMUTAHUA C LE/IIbI0 PAHHEIO BBIABICHUSA
CYWIECTBYIOLIEIO pHCKa. MO]'yT 6LITL TNIPUHATBI MEPBI B IOJJACPKKY IIE€POPAIBHOIO MNHUTAHWSA, OCHOBAHHBIE Ha CECTPHUHCKHX
BMEIIATEIbCTBAX, OGyLICHI/[]/I, KOHCYJIbTAlUAX 110 MUTAHWUIO, BHECEHUN HM3MEHEHUH B PaluoOH U IPUMEHEHUN NIEPOPATIbHBIX NTUIIEBbIX
HOﬁaBOK. npl/l 6ﬂal‘0HpMZTHOM OGU.ICM TNPOrHO3€ U HEAOCTATOYHOCTH WJIM HEBO3MOJKHOCTH IIPOBEJCHHUS IEPOPAIIBHOIO IMUTaAaHUS
ClieayeT nepeﬁm K DHTECPAJIbHOMY MHUTAHUIO, a MPUA HEAOCTATOYHOCTM U HEBO3MOKHOCTHM MPOBEACHUSA IIOCIEIHETO — K
TIapeHTEpaJIbHOMY ITHTAHHIO. OI‘paHM'—[eH"ﬁ B IMATAaHHWHU CIEAYET B LIEJIOM I/I36Cl‘a’l‘b, M TOJIBKO IIOKHIIBIM JIKOJIIM C OKHUPEHHUEM,
CBA3aHHBIM C HpO6J’I€MaMI/I JUIS 310POBBs, ITOKa3aHbl TUETHI ISl CHUJKEHHS BECAa BMECTE C (bHSH‘[CCKOﬁ HaI‘pySKOI\//L Bceex moxumsix
JIIOICH  CNelyeT CYMTAaTh BXOMSIUIMMU B TPYIIY pPUCKAa 1O OOC3BOKMBAHUIO BCIICIACTBHC HU3KOTO MOTPEOJICHHUS IMHIIH H

Cokpawenus: AIDK — akTHBHOCTH MOBCETHEBHOM xu3HH; BM — OGnomennuuHckas KoHeuHas Touka; 3911 — 30H10BOE 9HTepanpHoe nutanne; GPP — npuHumn Hagmexamen
npaktuku; IO — nocraBka ropsunx o6enos; [13I1 — nepopanbHoe SHTepanbHOe nuTanue; PC — manueHT-opueHTHpoBaHHAs KoHeuHas Touka; PICO — u3y4aemast HOIy sius,
BMENIATENIbCTBA, CpaBHEHUs U ucxobl; ITTT — napentepansHoe nutanue; PKU — pannoMusupoBaHHOe KOHTpoupyemoe uceieposanue; CJIO — cucreMaTHyecKuil TMTEpaTypHbIi 0030p.
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CTUMYJIMPOBaTh K MNPUEMY AOCTATOYHOTO KOJIMYECTBA KUIAKOCTH. Bee MEPBI JOJIKHBI OBITH WAHIUBUAYAIIbHO HOI[O6paHHI)IMI/[,
Pa3sHOCTOPOHHUMH U SBJIATHCA YaCTHIO MYJIBTUMOJAJIBHOIO U MYJIbTUAMCIUIUIMHAPHOTO KOMAaHIHOTO 1T0IX0/1a.
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3aknouenue. CyIIICCTByCT pan 3(1)(1)CKTHBHLIX MEp, KOTOPBIC MO3BOJISAOT 00ecreYnTh JOCTaTOYHOE MUTAHUE U TUAPATALIMOHHYIO
TEPAINIO Y ITOKHUIIBIX n}oueﬁ W HAIMpaBJICHBI HA NOAACPKAHUE WIH YIyUNICHUEC HYTPUIIHOHHOTO CTaTyCa, a TAKIKE Ha YIIYYIICHUC
KIIMHUYECKOTO COCTOSIHHS U KauecTBa JKU3HH. DTU MEpPBI NOJKHBL OBITH BHEJPEHBI B KIIMHUYECKYIO IPAKTUKY U UCIIOJIb30BaHbl HA

peryJsipHOi OCHOBE.

© EBpormneiickoe 00L1eCTBO CHELUATNCTOB 10 KIMHHYECKOMY IUTaHHIO 1 00MeHy BemecTs, 2018 r. Omy6mukoBano Elsevier Ltd.

Bce npasa 3anuiieHsl.

1. Bsenenue
1.1. Ocobennocmu noscunvix aooei

IMoxunbiMu cuMTaroT JiroAeil B Bo3pacte 65 jer u crapuie. B kimMHuueckoi
MIPaKTUKe TePHATPUUECKUX MAI[NeHTOB BBIICISIIOT HE HAa OCHOBAaHUH BO3pAcTa, a
CKOpee M0 HAIMYUIO HPU3HAKOB BBIPAXKCHHOI aCTCHUH M HECKOJIBKHMX aKTHBHBIX
3a00JIeBaHUi, KOTOpbIE 4Yalle BCTPEYArOTCS B BO3PACTHOW TIpymIe crapiie
80 ster [1]. BenencrBue Hamuuust OCTPBIX U (MITH) XPOHHYECKHX 3a00/ieBaHUl B
COYECTAaHUM C BO3PACTHBIMH JICTCHEPATUBHBIMM W3MCHCHUSMH BO3HUKAIOT
orpaHHYeHUs (U3UYCCKHUX, MNCHXMIECKUX U (WIH) COLHANBHBIX ()YHKIIHA.
CHmKaeTcsl WIM yTPauyuBaeTCsl CIIOCOOHOCTD K CAMOCTOSTENFHOMY BBITOJIHEHUIO
OCHOBHBIX  IIOBCEIHEBHBIX  JICHCTBHUIH. Bospacraer  morpeOHOCTD B
peabWINTALMOHHBIX ~ MEPOHPUATHAX, (DH3MOTEpANuM, IICUXOJIIOTHYECKOH U
COLIMAJIGHOI MOIEPIKKE, a TAKKe BCTAET BOIPOC O HEOOXOIMMOCTH NIPUMEHEHUSI
KOMIUIEKCHOTO IO/IX0/1a, HAIPABJICHHOIO Ha IPEJOTBPAILCHUE YaCTHYHOH MIIH
MOJIHOM yTpaTsl He3aBucuMocTH [1].

OcHOBHasl IIeJIb TepHATPUH 3aKII0YAETCS B ONTHMU3AIUH (QYHKIHOHAILHOTO
cTaTyca NOXHIIBIX JIIOJEH M, KaK CIEACTBHE, B OOCCIICYCHUM MAaKCHMAJIbHO
BO3MOJKHOTO YPOBHSI HX HE3aBHCHMOCTH M KauecTBa sxu3Hu [1]. OHaKo moxuibie
JIOJM VIMEIOT CHIDKEHHYIO aJalTHBHYIO M PEreHepaliOHHYIO CIIOCOOHOCTH H,
TakuM 00pa3oM, CHH)KCHHBIE BO3MOXXHOCTH peaOWINTALMM, 4TO OOBACHAET
TPYIHOCTh BO3BpaTa K MOJHOLCHHON JKM3HM WIM HPEABIIYLIEMY YPOBHIO
Ka4ecTBa JKH3HH.

OnnuM 13 Haubojee 3HAYUMBIX TIEPUATPUYECKUX CHUHAPOMOB SIBIISCTCS

CapKOIICHHUs, KOTOpas XapaKTepuU3yeTCsl HEHPONOPLMOHAIBHOW  IoTepeit
MBIIIEYHON MacChl M CHIIB, YTO COPOBOIKIACTCS CHIDKEHUEM YPOBHS (DH3HIECKOM
AKTHBHOCTH,  (YHKIMOHAJIBHBIX  CIIOCOOHOCTEH H  pabOTOCIIOCOOHOCTH.

BripakeHHast TOTeps MBIILIEYHON MAcChl M CHIIBI BEZIET K PAa3BUTHIO (DU3HUECKHX
HEJIOCTaTKOB, AaCTCHUM, WHBAIMIAIMHA W 3aBUCUMOCTH OT APYIHX JIOAEH.
CapkomeHusi Takke CHIDKaeT MeTaOONMYecKylo aJalNTaluio K CIpeccy H
3aboneBanusM [2]. CTapueckyio acTeHHIO, HECMOTPS HA 3HAYHTEILHOE CXOACTBO
C CapKONEHMEH, BBIIEISIOT B OTACNBHBIM KIMHUYECKUH CHHIPOM, KOTOPBIH
XapaKTepu3yeTcsl IIOBBIIICHHOH MOIBEPKEHHOCTBIO CTpPecCcy  BCIEICTBHE
HApacTaloONUIero CHIKEHUs (QyHKIUM MHOTMX (H3MONOTMYECKHX CHCTEM IIpU
craperud. CoracHO OLleHKaM, cTapyecKas acTeHUs, CBS3aHHAS C MOBBIIICHHBIM
PHCKOM HeOIaronpHATHBIX KIMHHYECKUX HCXOIOB, BCTpedaeTcs y 25 % monel B
Bo3pacTe 85 jeT u crape [3, 4].

1.2. [Ipobnemvl numanus y nosicunbix mooetl

Iutanne SBISCTCS BaKHBIM  (PAKTOPOM, OMPEICISIOMIM  30pOBbE U
CaMOYyBCTBHME MOXWIBIX JOAeH. HeHammexaimiee mmUTaHHE CIOCOOCTBYET
MPOrPECCUPOBAHUIO MHOTHX 3a00JI€BaHHUIN U TAKXKE CIUTACTCS OIHUM U3 BaKHBIX
3BEHBEB KOMIUICKCHOM ITHOJIOTHH CapKONCHHUH U acTeHuH [2, 3, 5].

IMosxnitble JTIOM 9aCTO MMEIOT CHIDKCHHBII YPOBEHb MOTPEOICHHS MHUIIM, YTO
CBSA3aHO CO MHOTMMHM (DaKTOpamu, W TOBBIIICHHBIA PHCK He00CMamouHOCHU
numanus. Crapyeckas aHOPEKCHs ycyryomsieT 3To coctosiHue. IIpoGiiems ¢
MUTAHAEM IIHUPOKO PACIPOCTPAHEHBI CPEAM MOXKWIBIX JTIOACH C OCTPHIMH H
XPOHHUYECKHMH 3a00JIEBAaHUSIMH, @ CHIKEHHOE TTOTPEOIICHHE MTHILH B COYSTAHUH C
MOCNICACTBUSIMU ~ KaTabOJNMYECKUX  COCTOSIHMH ~ OBICTPO  NPUBOAMT K
HemoctatouHocTH  murtaHws [5, 6], Jlokasama — TecHas — CBSI3b  MEXKIY
HEJI0CTATOYHOCTBIO MMUTAHUS W HEOIArONpPHATHBIMH KIMHUYECKHIMU HCXOIaMH Y
MOKHIIBIX JIFOJICH, BKIIIOYasi IOBBIIIEHHYIO YacTOTY MH(EKIHI W IPOJIeKHEH,
MOBBIIICHHYI0 JUIMTEIBHOCTh TOCIUTAIN3AINY, TMOBBIIICHHYI JUIMTEIHHOCTD
BBI3JOPOBJIICHHUSL TOCJIE OCTPBIX 3a0O0JICBAHWH U  TOBBIICHHBI  YPOBEHb
cmepTHOCTH [6]. Mcronp3yeMoe HaMu ONpeielieHHe HeIO0CTaTOYHOCTH ITUTAaHUs
ocHoBaHO Ha KoHcencyce [/] u tepmunonoruu ESPEN [8]. B cootBerctBHE €
9TUM OINpE/C/ICHUEM, CEPbE3HBIC IPOSBICHUS HEIOCTATOYHOCTH MHUTAHUS Yy
HOXKMIBIX JIF0JCH, TpeOyIOIINe YTOUHEHHUs IPUYNH, BKIIFOYAIOT CYIIECTBCHHYIO

HEYMBIIUICHHYIO ITOTEPI0 Macchl Tena (> 5 % 3a mects MecsineB wm > 10 % 3a
Gosiee MPOAOIKUTENIBHBIA MEPUOJ) WIM 3HAYUTEIPHO CHI)KCHHYIO Maccy Tela
(1. e. UMT < 20 kr/mM?) WM MBILIEYHYHO MAcCy.

CornmacHo mocinenHeMy TINOOanbHOMY KOHCEHCycHoMy moaxony (GLIM),
JIMarHO3 HEJOCTATOYHOCTH IIUTAHHMS MOXET OBITh IOCTAaBJICH MPH HAIUYHUH
KOMOMHAIUM KaK MHHHMYM OJHOTO (hEHOTHIIMYECKOTO KPHTEpHS (a2 MMEHHO:
HEyMBIIUICHHOE CHIDKEHHE Macchl Tena, Hu3kuil IMT wmm cHibkeHHas Macca
Tesa) U OTHOTO STHOJIOTMYECKOr0 KpUTepust (2 MMEHHO: CHIDKCHHOE IOTpebiieHne
ITHIIN/HEJOCTaTOYHOCTh BCACBHIBAHUS WIH TSDKETIoe 3aboneBaHue,
compoBoxaaronieecst BocrnaneHnem) [9]. Puck pa3BHTHS HEIOCTaTOYHOCTH
[HUTAHUS TIOBBILICH Yy MOXHIBIX JIIOAEH, MMEIOIIUX CYIIECTBEHHO CHIKCHHBIH
YPOBEHb IOTPEOIICHNS MUIIHX (T. €. YpOBeHb NoTpednenus mumm MeHee 50 % ot
JIOJDKHOTO Ha IIPOTSDKEHUH OoJiee Tpex JHeil) MK (hakTophl pHCKa, KOTOPBIE MOTYT
CHIKATh YPOBEHb MOTPEOICHHS MUK WM HOBBIILIATH MOTPEOHOCTH B HEl (T. €.

ocTpble 3a00NICBaHUS, HEHPONCHXMYECKHE HapyLIEHHs, OO0Ee3BIKEHHOCTS,
HapyLIeHHs MPOLECCOB KEBaHMS U  IVIOTaHUs). PaclpocTpaHeHHOCTh
HEJIOCTATOYHOCTH  NMTaHUs ~ OOBIYHO  BO3pPACTaE€T  HPU  YXYALICHHH

(YHKIMOHAJIBHOTO CTaTyca U COCTOSIHHSI 3JI0POBbS: PACHPOCTPAHEHHOCTB, O
KOTOpOH CcOOOIIaeTcs, B 3HAYUTENBHON CTENEHM 3aBHCUT OT HCIOIb3yeMOTO
ompereneHus, HO OOBIYHO cocTaBisgeT MeHee 10 % y He3aBHCHMO JXHBYIIHX
MOXWJIBIX JIFOACH M BO3pacTaer 10 66 % cpeau MOXKWIIBIX IMALKEHTOB OOJIbHUIL
CKOpOIi MOMOIIH ¥ peabrInTanoHHbIX neHTpos [10, 11].

IToMHMO HEZOCTATOYHOCTH IUTAHHs, IOXKHUIbIC JIOJM MMEIOT MOBBIIICHHBIH
PHUCK Pa3BUTUS 06€3601cU6aNUA BCICICTBHE PA3IMUHBIX IPUYHH, KOTOPOE HMEET
cepbe3Hble  MeauiuuHCKMe —mocnexctsus  [12, 13].  PacmpoctpaHeHHOCTB
00€3BOXKMBAHUS HE BBICOKA CPEOM MOXKHIBIX JIIOJCH, MPOXHBAIOUMX BHE
yupexaeHuii, u mpesbimaer 33 % cpeau Goiiee ACTEHHYHBIX M YSI3BHMBIX
MOXKMJIBIX JTFOJICH M CPEeIH TeX, KTO HyxkJaercs B yxoze [14].

C npyro# CTOpOHBI, B HOMYJISIIIMK TOXKUIIBIX JIFO/IEH, KaK U B 00LIEH OMyJIsIny,
HaOupaeT 00OpOTHI TpoblieMa  odrcupenuss €  XOPOIIO  H3BECTHBIMHU
HEONaronpUsTHBIME MEIUIMHCKAME TTOCIE/CTBHSIMH, KOTOpask B HAaCTOsIIee
Bpemst pacnipoctpaneHa cpenu 18—-30 % HaceseHus Bcero Mupa B Bospacte 65 et
u crapure [15, 16].

Takum 00pa3oM, OIHOW M3 BaXKHBIX 3aJ[a4 OOIIECTBEHHOTO 3/PaBOOXPAHEHUS
SIBISIETCsI 0OecTeueHne aJleKBaTHOTO UTAHNS HACEIICHHS, BKIIIOYast 0OecIieyeHne
JIOCTaTOYHOr0 00beMa IHUIIK U )KHIAKOCTEH, C LENbI0 NMPOQWIAKTHKY U JICUCHHUS.
HEI0CTATOYHOCTH IIUTAHKS C 00€3BOXKHUBAHHEM M OXKUPCHHUSL.

1.3. Dmuueckue acnexmvi HympumugHo NOOOEPICKU NONCUTLIX T100ell

IepopanbHoe nuTaHUE HE TOIBKO CTYXKUT HCTOUHUKOM ITUTATEIbHBIX BELIECTB,
HO Talke HECeT 3HAYMMbIEe IICHXOJIOTHUECKHE M COLUMANbHBIE (DYHKINH,
conpoBokaaeTcs (OpMHUPOBAHHEM UyBCTBA BKyca H 3allaXa H SBIIETCS BaXKHBIM
(haxTopoM, OTBEUAIOIUM 32 TyBCTBO YJOBOJIBCTBHS U CaMOUYBCTBHE. Takum
o0pa3oM, ImepopajbHOe MHTAHWE JOIKHO BCETJa OCTAaBATHCS OINIMEH MEepBOTO
BBIOOpA, Jake B CiIydae MOTPEOHOCTH B KOMIUIEKCHBIX, BPEMS3aTPATHBIX U
XJIOMOTHBIX ~MepaX HyTPHTHBHOH IOJNEP)KKH B CBS3H C  HaIUIHEM
HPOTPECCHPYIONIHX COITyTCTBYIOMINX 3a00I€BaHNH M MEIICHHOTO OTBETA.

B moboM ciydae mepBoouepefHAsl PONb OTBOXHUTCSA CIICHOBAHHIO BOJNE H
IPEIIOYTCHUAM Nal[HeHTa.

OTHYecknue acreKTsl Mep HYTPUTHBHOHW HOJIEP)KKH PacCMOTPEHBI Oolee
noapobHo B pykoBonctBe ESPEN mo sTuyeckum Bompocam HCKYCCTBEHHOTO
MUTAaHKS U THAPATAMOHHON Teparmmu [17].

2. Lemm

Hacrosiiiiee  pyKOBOJCTBO COCTaBJICHO C LEJNBIO MPEACTABICHHS HAY4HO
000CHOBAHHBIX PEKOMCH/IALMIT 10 KIMHUYECKOMY IIUTAHHUIO U IHAPATALIMOHHON
TEpaluy y TNOXHIBIX JIOAeH C Helblo Kak MOXHO Oonee 3(hexTnBHOIM
HPOQUIAKTUKA U (MIIM) KOPPEKIIUH HEJOCTATOYHOCTH MUTAHUS U 00€3BOKUBAHMSL.
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JIOIIOIHUTENBHO —paccMaTpHUBaeTCs IIeNecoO0pa3sHOCTh HPHMEHEHHS Mep,
HaIpaBJICHHBIX HA CHIDKEHHE Beca, Y IIOXKUIIBIX JIFO/IeH ¢ M30BITOYHO Maccoi Tena
Wi oxupenueM. Llenb KIMHIYeCKOro MUTaHus y HOXMIBIX JIIOJICH 3aKIII04aeTcst
MpEeK/e BCEro B OOECICYEHHH [JOCTAaTOYHBIM KOJIMYECTBOM DHEpruW, Oenka,
MHKPOHYTPHEHTOB U JKMJIKOCTH B COOTBETCTBHH C ITHIIEBBIMU HOTPEOHOCTAMU H,
KaK CIICACTBHE, B MOJJICPKAHUU U YIIYYIICHUH HYTPHIMOHHOIO CTaTyca. DTH
Mephl HaIpaBJICHB Ha IOJJCpKaHHE WU YIydlleHHe (YHKIUH, aKTHBHOCTH,
BO3MOXKHOCTEH peaOMIINTalliy ¥ KauecTBa KU3HH, 00eCIIeueHne He3aBUCUMOCTH,
CHIDKEHHE YHCIIa COITCTBYIOINX 3a00/IeBaHUN U cMepTHOCTH. [lepeunciieHHbIe
TepaneBTHIECKUE 1IN B [[EJIOM He OTJIMYAIOTCS OT TAKOBBIX JUIS O0JIee MOJIOABIX
MaNUEHTOB, HE CYMTas NPHOPHTETOB. B To BpeMs kak y Ooxee MOJOABIX
MAlUEHTOB OCHOBHBIM IPHOPHTETOM SBIISICTCSl COKPAIL[CHUE COIYTCTBYIOIIHMX
3a00JIeBaHUN U CMEPTHOCTH, JUISl TePHATPUUCCKUX ITAIIUCHTOB JTO MOAJEpKaAHNE
WIH yiTyqnieHne GYHKIHOHAIBHOCTH U KauecTBa KU3HH.

JlaHHOE PYKOBOJCTBO IIPEJHA3HAYEHO I BCEX MEAMIMHCKHX PabOTHHKOB
repuaTpudecKUX 3aBe[eHHH, BKIIOYas Bpauel, CpefHero MEIUIMHCKOrO
TepcoHaa, CIeNUANICTOB 110 MUTAHHIO U TEPaNeBTOB, a TAKXKE I PaOOTHUKOB
671arOTBOPHUTENIBHBIX opraHu3anui u Heo(UInaIbHBIX OIICKYHOB.
T'epnatpudeckass NOMOIIb OKa3bIBaeTCS B JICYEOHBIX 3aBEINEHHSAX pa3HOTO
npo¥Ist, BKIFOYAsi OOJNBHHUIBI CKOPOH ITOMOIIH, peabMINTAIIMOHHBIC LIEHTPEI U
LEHTPbI JIOJATOCPOYHOW MEIULMHCKOW MOMOILM, a TaKKe B aMOyJaTOPHBIX
YCIIOBUSIX M B YAaCTHBIX YUPSKICHHSX MEAUIMHCKONH MW COLHMAIBHON ITOMOIIH.
Ecnu He yka3aHO HHOE, TO PEKOMEHIAUH U3 JAHHOTO PYKOBOJCTBA IPHMEHHUMBI
K JI00BIM YCIIOBMSIM OKa3aHHsl TePHATPUYECKONH MOMOIIM BBHIY OTCYTCTBUS
(yHIAMEHTAIBHBIX Pa3IMINi HyTPUTHBHOM TeparuH.

3. Meroasl

Hacrosiiiee pykoBoACTBO ObUIO pa3paboTaHO B COOTBETCTBHUHU CO CTAHIAPTHOU
OIIEPAIIMOHHON MPOIEAYpPOH Ui PYKOBOACTB M KOHCEHCYCHBIX JTOKYMEHTOB
ESPEN [18]. Onu ocHOBaHBI Ha HEMELIKOM PYKOBOACTBe «KimHIYeckoe nuraHue
B repuatpum» [19], koropoe ObLIO AOPAbOTAHO W PACIIMPEHO IPYNNON U3
13 skcnepToB (BoceMb repuatpoB " ISITh CHEIHAITICTOB o
MTUTaHUIO/IUETOJIOTOB) M3 JEBSATH EBPOICHCKHX CTpaH, BCE OHM BOILIM B
ABTOPCKHUH KOJIJICKTHUB.

3.1.  Bonpocwr PICO

CornacHO CTaHAAPTHBIM OINCPALOHHBIM IIpOLeAypaM JUIi PYKOBOACTB U
KoHceHcycHbIX nokymMeHToB ESPEN, mepBblif 3Tam pa3paboTKu pyKOBOACTBA
3aKIIFoYalIcs B OpMyJIMPOBAaHUM TaK Ha3biBaeMbIX BorpocoB PICO, kacaromuxcs
OIPEeNeICHHBIX TPYNI IAIUEHTOB HIM IPOOJeM, BMEIMIATENIbCTB, CPaBHEHUS
Ppa3HBIX BapUAHTOB TEPaIHH, OPUCHTUPOBAHHEIX Ha Hcxox [18].

Bompocst PICO ¢opMynupoBamich HCXOAs U3 BOMPOCA O TOM, KaKHe Mepbl
3¢ }eKTUBHBI UL JICYeHHs] HEIOCTATOYHOCTH IHTAHHUS y NOXWIBIX TIOAeH u
MPOQUIAKTUKY HEJOCTATOYHOCTH TUTAHMS Y HOXKUIIBIX JIO/ICH U3 TPYIIIBI PUCKa
1o HepocTaTroyHoCTH nuTanus. Borpockr PICO 6buti chopMyTpoBaHbI B paMKax
IBYXIHEBHOH BCTpeuyH pabodell Ipymmbl O pa3paboTKe PyKOBOJCTBA B ampelie
2016 r., kak yka3ano B Tabmuie 1. JIOMOTHUTENTBHO MBI CTPEMUIIUCEH OIPEICITHTE
9 (EKTUBHOCTD ONpPENEICHHBIX MEp HYTPUTHUBHOH MOANEPIKKH Yy IOXKHIBIX
Jrojieit ¢ MeTMIIMHCKAMH POo0OIeMaMu, KOTOPBIE 9acTO BCTPEYAIOTCs B TepHATPUU
(TakMMH KaK TepernoM Iieiiku Oefpa M OpTONEAUYECKHe OHepalH, JCTUPHil,
NIETIPECCHsl, MPOJISKHU) M HEOOXOJUMOCTh COOJIIOICHUS CICHHAIBLHON IHEThI
MOXWIBIMU JIIOABMH C CaXapHBIM JHabeToM, M30BITOYHOM Maccoil Tena WU
oxupeHneM. [IOMHMO HEOCTATOYHOCTH MHUTAHMS, 3HAYMMOE BHHMAaHHE OBLIO
yIeNeHO Bompocy 00e3BoxkuBaHus. bonee Toro, ObLIM NPU3HAHBI BaXKHBIMU TPH
0a30BBIX Bompoca 00 SHEPreTHYeckoil TOTPeOHOCTH M MOTPEOHOCTH B
MUTATENBHBIX BEIIECTBAX, a TAKXKE OCHOBHBIC MNPHHIUIIBI HYTPUTUBHOM
TOJICPKKH, KOTOpBIE OBLIH 1100aBIIEHBI 0e3 MPEABAPUTEILHOTO
CHCTEMaTHIECKOT0 OMCKA O My OJIHKAIIM.

Boino chopmynuposano B oduieit cnoxxknoctu 33 Bonpoca PICO, koTopsie Oblin
B KOHCYHOM UTOTE pa3/e/IeHbl Ha YeThIPe OCHOBHBIX pasjena: «ba3oBbie BOIpoCk!
M OCHOBHBIC INPHHIMIBY, «PekoMeHmammu Juii HOXHWIBIX JIIOIeH ¢
HE/I0CTATOYHOCTBIO IIUTAHKS MITH B TPYIIIIE PHCKA O HEOCTATOYHOCTH TUTAHUSD),
«PexoMeHmanMy IS MOXKHUIBIX JIOACH ¢ ONPENeNCHHBIMH 3a00IEeBaHUSAMI) U
«PexoMeHAanuu 10 NPOQUIAKTUKE, BBISBICHHIO H JICUCHUIO 00E3BOXKUBAHUS.
Bbuo copmupoBaHo 14 TaHAEMOB, COCTOSIINX H3 OJHOTO OTBETCTBEHHOT'O JIHIIA
¥ OFHOTO IIOMOINHHKA, KaXKAbliI U3 KOTOPHIX paboTal Hag OJHUM U3
14 nonpasnenoB yka3aHHOTO PYKOBOJCTBAa M CBs3aHHBIX BompocoB PICO. Otu
JIMIA OTBEYAJIN 32 HAXOXKJICHUE COOTBETCTBYIOIIHX ITyOIHKALIUH.

Tabauna 1
OmnpezeneHue NOMyJSALNH, BMEIIATENBCTB, CpaBHeHHUit 1 ucxo10B (PICO)

Tomymsiuus
» Cpennuii Bo3pact 65+ jer
* HemocTaToOYHOCTb MUTAHMS WM IPYIIIA PUCKA 110 HEJOCTATOYHOCTH MHTAHUS
¢ JlioOble jieyeOHbIe ¥ COLMAIBHbIC YUPEHKICHUS
0 OO1IecTBEeHHBI, aMOyIaTOPHBII U HaJOMHBII yXOX
0 Jloma npecrapesiblX, MHTEPHATBI, Je4eOHbIe YUPEeKIACHHS JUIsl JJOJITOCPOYHOI
MEANLHHCKOH MOMOIIH
0 BosbHUIBI CKOPOI MOMOIIHM, PEaOHINTALIMOHHBIE LIEHTPBI, BKIIOYAst LEHTPBI
OpTOrepHaTpUYECKOi HOMOIIM
¢ JI1o60ii QyHKIIMOHAIBHBII CTATYC M COCTOSIHHE 370POBbSI, HATMYHE WA OTCYTCTBHE
KaKHX-JIM0O0 OIpe/iesICHHBIX IIPO0IIeM CO 310pOBbEM
BwmemaTtenscTBa
BcnomoratenbHble Mepbl (yJ1ydlleHHe CHOCOOHOCTH K CAMOCTOSITENIBHOMY IIPUEMY
IHIIH, CECTPHHCKUE TIPOLIEAYPHI)
KoHcynbTHpOBaHHE 110 BOIIPOCAM ITHTaHUS
VI3MeHeHHe palMoHa: JOTOTHUTENIbHBIE CHEKH, €1a 1UIsl epeKyca, MUIeBbie J00aBKH,
U3MEHEHUE TEeKCTYPBI
Iepopanbubie nuiessie no6asku (11111, cranxapTHbIe NPOLYKTHI, clienudHIecKre
MOH(PUINPOBAHHBIC TIPOLYKTHI)
OurepansHoe nutanue (JI1)/30H10B0E NUTaHUE
TMapentepansraoe nuranue (I11T), BkIroYas (IOAKOKHO BBOJUMBIC) KUIKOCTH
KoMOuHupoBaHHbIE BMELIATENBCTBA, HATPUMED:
- JlMeTHuecKue Mephbl U CECTPUHCKHUE MPOLIETYPhI
- HyrtpurtuBHas nojjuepikka 1 GU3NUECKHE YIPAKHEHUS
¢ VHauBHIyalbHBIE BCECTOPOHHUE MYJIbTHANCIHMIUINHAPHBIE KOMILICKCHBIE TTOXOBI
CpaBHeHue
¢ CraHmapTHOE JeUeHHE
¢ IInaue6o
¢ Jlpyrue Mepsl HyTpUTHBHOM nojaepskku (Hanpumep, D11 nporus I1I1/1)
Kpurepun oneHkn
HesxenaTenbHble siBICHUs
TotpeGienne SHEPruy U (MJIM) MUTATENBHBIX BEIECTB
HyTpuionHslii ctaTyc (aHTPOIOMETPUUECKUE TIOKA3aTeNIH, OMOXUMHUYECKHE
TMOKa3aTeH, KOMIIO3HIIMOHHBII COCTaB Telia)
Knunuueckoe Teyenne (OCI0XKHEHHUs, COMYTCTBYIOIINE 3a00/IeBaHUS, JUTUTETLHOCTD
TOCTIUTAIN3AIINH)
DyHKIHOHAIBHOE TeUEeHUE

- (DyHKLU/Il/l HOBCCL{HCBHOﬁ KU3HH (Hanpnmep, CXKCJIHCBHAsA aKTUBHOCTb,
MOZBIKHOCTD, (hu3Hdeckasi paboToCoCOOHOCTh, ACTEHNUS)
- Tlcuxuueckue q)yHKL[]/IH (Har{pnmep, KOTHUTHUBHBIC Cl)yHKLIl/lH, amsTh, HachOCHMC)

KauecTBo jxH3HH, CAMOYYBCTBHE

OdopmiieHne B 10M IpecTapenbiX, TOCIUTANIN3ALUI
Harpy3ska na onekyna

3arpathl Ha MEAULUHCKOE JleueHue, 3PeKTUBHOCTD 3aTpar
BenkuBaemocTs

(Ha OCHOBAaHWHM CITHCKAa MOTEHIHAIBHO 3HAYMMBIX ITyOJIMKaluid, HaWJIEHHBIX B
XO0Jle OKMCKA), aHAIIH3, OLIEHKAa KauecTBa U IIPUCBOCHUE YPOBHS JOKA3aTEIbHOCTH
JUIs  3HAYUMBIX cTaTeil (Ha OCHOBaHMM KOHTPOJbHBIX mepeuHedl SIGN),
COCTaBJICHHE ITEPBOro IMPOeKTa peKoMeHIarui. Kpome Toro, oHM mMOArOTOBHIIN
BCIIOMOTATENBHBII TEKCT, OOBSCHSIOIIUIA U MOAKPETUIAIONINI PEKOMEHIALINH.

PexomeHanuu 00CyX1aa1uch B paMKax BTOPOH IByXTHEBHOM BCTPEYH B aripese
2017 r., Ha KOTOpOH OBUIO IOCTHTHYTO COIJIACHE MEXAY WiIeHaMH padodei
rpymmst. beuto chopmynuposano 83 pexomeHaanun.

3.2.  Houck nybauxayuii

C umenblo orBera Ha Bompockl PICO 4 wmrons 2016T. ObUI BBHIONHEH
BCECTOPOHHMI IOWCK IT0 IyONMKAlWsM, KaK YTOYHEHO B Taldiuile 2, ¢ LENbIo
HAXOXKICHHS TTOIXO/IAIINX CHCTEMATHYECKIX 0030POB U UCCIICIOBAHMIA.

Beuta paspaboTaHa jgeTaybHas CTpPATErwst IOWCKA, KOTopas OObeIuHsIIa
KITIOUEBBIE CJIOBA, ONHMCHIBAIONIME ITOXKMIIBIX JIIO/IeH (HarpuMep, «IIpecTapensiey,
HOOXKHUIBIE JOJWY», «TePUATPHYECKHIT»), YCIOBHS OKa3aHMSI MEIUIIUHCKOM
IIOMOLIM (HANpUMep, <«IOM IIPECTapeibiX», «IOJITOCPOYHOE MEIUIHHCKOE
JIeUCHUEY», «PeabduIUTanus»), (PUCK) HEIOCTATOYHOCTH ITHTaHHs1/00€3BOKHBAHUS
WM W30BITOYHOM MAacCChl TeNa/OXKUPEHUSI CO CBS3aHHBIMH Pa3sHOOOPa3HBIMH
BMEIIATENIbCTBAMU  (HAIPUMEp, «KOHCYJIbTAalMH [0 AUETE», «OoOydeHHe I0
BOIIPOCaM INHUTAHHUS», <IPHUMECHEHHE IHIIEBBIX 100aBOK», «HYTPUTHUBHAS
MOJICPIKKA»,  «IHTCPATBHOE  IHTAHUE»,  «APCHTEPAJbHOE  IHUTAHHEY,
«uH(Y3UOHHAS TEPAIHs», K(MHOTOKOMIIOHEHTHOE BMELIATENbCTBOY). [loapobHyto
CTPATETrUIO MOMCKA MOXKHO MOJYYHTb 10 3aIPOCy Y aBTOPOB.
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Tabnuua 2
KpHTEpHH CHUCTEMATHYECCKOTO IOUCKa ny6nukauuﬁ — 0asbl JAaHHBIX, d)ldl'[l:prl U KJIIOYECBBIC CJIOBA

Jlara myGiuKanuu
S3bIK
Ba3el qaHHBIX

C 1 staBaps 2000 r. 1o 3 urosst 2016 1.

AHTIIHiCKHiA

Medline/PubMed (HamuoHanbHble HHCTUTYTHI 310poBbsi), EMBASE

(Ovid), KoxpaHoBckasi Gubnnorexa

Randomized controlled trial.pt. (421924)

Controlled clinical trial.pt. (91079)

Randomized.ab. (352126)

Placebo.ab. (171702)

Drug therapy.fs. (1876752)

Randomly.ab. (252510)

Trial.ab. (364041)

Groups.ab. (1573781)

. lor2or3ordor5or6or7or8

10. Exp meta-analysis/(67756)

11. (systematic* adj2 review*).ti,ab. (89972)

12. (meta-anal* or metaanal*).ti,ab.

13.10o0r1lor 12

14.90r 13

15. Exp animals/not humans.sh.

16. 16. 14 not 15 (3351618)

17. Exp Aged/

18. Adolescent/or middle aged/or young adult/or exp child/or exp
infant/

19. 18 not 17

20. 16 not 19

CucreMaTHYECKHIA 06301:) WA PaHIOMH3UPOBAHHOE KOHTPOJIHNPYyEMOE

HCCIeI0BaHHE

(([moxxunoii] Y [HemocTaTOYHOCTh MUTAHUS WM 00e3BOKHBaHKE])

WJIN [nepenom meiiku Geapa Witk KOTHUTUBHAsL XPYIKOCTH]), Y1

[dbwabTpbr: PKU miu CO y noxuisix mrozei], U [ruernyeckas niu

MH(Y3MOHHAS WM HYTPUTHBHAS MOJUIEPIKKa]

DuneTphl

©CONS IR WM

Tun nmy6nukanum

®dopmat noncka

Toce uckiroueHns AyOIUpyomuX myoaukanuii ocranocs 6000 myonukanui,
COOTBETCTBOBABIIHMX KPUTEPHUSIM I[IOUCKA, HA3BAHHSA H PE3OME KOTOPBIX OBLIH
TIPOCKaHUPOBAHBI B IBYX MOBTOPHOCTSIX IITHIO TaHAEMaMH M3 WICHOB pabodeit
TPYIIIBl C HCIOJB30BAaHUEM CIEAYIOIUX IPEIyCTAaHOBICHHBIX KpPUTEPHEB
BKJTFOYCHUS:

- CTaTbs HAIMCAHA Ha aHTIIMHCKOM SI3bIKE;

- CTaThs OIMCHIBACT PaHIOMH3POBAHHOE KOHTpOIHpyeMoe Hecienosanue (PKI)
WIN CUCTEMaTH4YecKuii 0030p;

- CTaThsl KacaeTcsl UCKIIOUUTEIbHO MU MPEHMYIIECTBEHHO MOXMIBIX JIIOJIeH B
BO3pacTe 65 JIET U cTaple;

- TMOXWIbIC JIOAM MMEIOT o0yl (opMy HEZOCTATOYHOCTH MHTAHUS WK
00e3BOKUBAHHSA JIHOO BXOIAT B IPYIILy PUCKA IO HEJOCTATOUHOCTH MUTAHUS
WM 00€3BOKMBAHMS (BKIIFOYAs MAIEHTOB C THUIUYHBIMH TePHATPUUCCKHMH
COCTOSHMSIMHY, TaKUMHU KaK IepesioM mHiefiku Oefpa, AEMEHIHs, CepiedHas
HEOCTaTOYHOCTh,  jAenupuid, gempeccus, XOBJI, 3a  uckIOYeHHEM
HCCIIEIOBaHNH, OpPHEHTHPOBAHHBIX Ha JpYyrde MEIHUIIMHCKHE COCTOSHUS,
HaMpUMep, OHKOJIOTHIO, HEe(POIOTHIO, HEBPOIOTUIO H NOJOCTHBIC OIEepalyy,
JUIS  KOTOpBIX pa3paboTaHbl OTAENbHBbIE pykKoBoicTBa), MJIM B crarbe
paccMatpuBaercst 3pHEKTHBHOCTL Mep O CHIKEHUIO MAacChl Tela y MOXKHIIBIX
To/Iel ¢ M30BITOYHOM MacCOil Tea Ui 0XKUPEHHEM;

- B cTaThe paccMatpuBaercs 3PQEKTHBHOCTh HYTPUTHBHON WM MH(Y3HOHHOU
HOJUIEPXKKH, 3()PEKTHBHOCT HM3MEHEHHH, 3(P(EKTUBHOCT YHOTPEOICHUS
OIIpe/IeIeHHBIX NPOAYKTOB MM CTaTyC, 3(p()EeKTHBHOCTh BMEIIATENbCTBA MIIH
(haxTOpBI, KOTOPBIE MOTYT YITyYIINTh CTATYC IIMTAHUS WIIH BOAHBIN OamaHc.

B cBA3M ¢ TeM, 4YTO paccMaTpHBaEeMOE PYKOBOJICTBO Kacaercsi oOmen
HEJJOCTAaTOYHOCTH MHUTaHUs (T. €. OENKOBO-DHEPreTHYECKOW HETOCTaTOYHOCTH),
OBUTM MCKJIIOYEHBI MEphl MO KOPPEKLUUH HEJOCTaTOYHOCTH OTICIbHBIX WIN
HECKOJBKHX  MHKPOHYTPHEHTOB.  Taike  He  OBUIM  pacCMOTPEHBI
(hapMaKoJIOTHYEeCKHe BMEIIATeNbCTBA. DBBUIM BKIIOYEHBI 3HAYMMBIC TE3UCHI
KoH(pepeHIni 1 nyOJIuKayuy C ONKMCAaHUEM IUIaHa MCCIIEOBaHUN, HO TOJIBKO B
TOM CIIy4ae, €ClI B CITUCKE OTCYTCTBOBAJIHM COOTBETCTBYIOLIHE IOJNHBIC CTaThH,
YTO 00ECIIeUNBATO BO3MOKHOCTD HAXOXKICHHS OITyOINKOBAaHHBIX K TOMY BPEMEHH
TIOJIHBIX CTaTeH.

ITo pesynbTaraM aHHOTO Mpoliecca CKPUHUHIA KaXIblid W3 obo3peBaterei
CO3/aJl CHMCKHM IIOTCHIMANbHBIX CHCTEMATHYECKUX JIMTEPATYPHBIX 0030pOB
(CJIO), PKU u mpyrux mccnenoBaHuii 0co000r0 3Ha4YCHUsI, OTCOPTUPOBAHHBIC IO
OCHOBHBIM BOIPOCaM (HEIOCTATOYHOCTh IHTaHHs, OOE3BOKHBAHUE, OCOOBIC
TPYMIB MaupeHToB). DV BeICTyman B ponu TpeTbero 00o3peBaress B Cilydae
BO3HUKHOBCHUSI Pa3HOITIACHH M OOBEIWHMI BCE YaCTH B TPU HTOTOBBIX CIIHCKA
noteHuansHo 3HaunmMbix CJIO, PKU u apyrux uccnenoBanuii.

Taxoke BKIIOYaJIMCh JOMOJHUTEIbHBIE CIIUCKU JIUTEPATyphbl U3 UCCIIEIOBaHUH,
MPOLMTHPOBAaHHBIX B pykoBojacTee, CJIO unu (P)KU, ecinu oHM OTCYTCTBOBANIU B
nepBoHayaigbHOM crucke. [locne 3 urons 2016 r. paccMaTpuBaIuCh 3HAUUMBbIE
HOBBIC ITyOIHKALIH.

3.3, Knaccugurayus nyoruxayuii u ypogru yoeoumenbHOCmu peKomMeHoayuil

C nenbio Knaccu(uKanuy myOIuKanuii ObUIa HCIIOIB30BaHa CHCTEMA IPaialiiiy,
pa3paborannas LloTnanackoll MeXKoJUIErHAIbHON ceThio pykoBoacTB (SIGN)
[20]. Pacnipenenenue uccnenoBaHuii Mo YpOBHSIM JOKa3aTEIbHOCTH IIPUBEICHO B
Tadumue 3.

Ha ocHoBaHuM ypoBHEHl J0Ka3aTeIbHOCTH OBLIM ONpPEAEIEHbl YPOBHHU
yOequTensHOCTH — pekoMeHmammii  (tabmmma 4). B HEKOTOpBIX — citydasx
TpeOOoBaIOCh CHIDKCHHE YPOBHS YOeOUTENbHOCTH PEKOMEHIAINH, HalpuMep, B
CBSI3M C HEHAJJIC)KAIMM Ka4yeCTBOM HMEPBHYHbBIX MCCIICOBAHUH, BKIIOUCHHBIX B
CHCTEMaTH4ecKuii 0030p. OTH CiOyJaH ONHCaHbl B COHNPOBOXKHAIONIEM
KOMMEHTapHH K PEKOMEHAAIUSIM. YPOBEHb YOSOUTENbHOCTH PEKOMEHAAIMi
OTpaXkeH B MX (hOPMYIHMPOBKE; HAIpUMEp, PEKOMEHIALNN YPOBHS A cozepxar
CIIOBO  «CIERyeT», PEKOMEHJAIlMH YpoBHIB — CIOBO «IOMKHEI», a
pexomeHaanun ypoBHs 0 — ci10BO «MOXKHOY». [IpHHIMIIB HAUIEKAIIEH TPAKTHKI
(GPP) ocHOBaHBI HA MHEHUSIX 3KCIEPTOB B CBSA3U C OTCYTCTBUEM HCCIIENOBAHUIM;
B 3TUX CIIy4asiX MOT'YT ObITh BBIOpaHBI CBOOOIHBIE (POPMYITHPOBKH.

Ecan aT0 OBUIO NPHMEHMMO, PEKOMEHIAIUH OBLIH OTHECEHBI K MOJIEISIM
ucxonos no Koller et al., 2013 [21], cm. Tabuuiy 5.

B mnommepxkKy JaHHBIX pEeKOMEHIauuii pabovas rpymnma paspaborana
KOMMEHTapHH, COJIepIKallliie BBOJHBIC CBEICHNS U OCHOBAHHE ISl COCTAaBIICHUS
PEKOMEH/IALHH.

3.4. Ipoyecc coenacosanus

B mepuox ¢ l6wmons mo 23 mrons 2017 1. OBUIO TIPOBEACHO OHJIANH-
roJIOCOBaHKE MO peKoMeHanusM Ha mwiatopme guideline-services.com. Bee
wienbl ESPEN Obliy npuriamieHs! Ajst OrJalieHus: CBOEr0 MHEHUS! OTHOCHTEIBHO
PEKOMEH/IaINi{ M OCTAaBJICHUSI KOMMEHTapueB. Ha TOT MOMEHT yJacTHUKAM TaKkKe
ObLT MPEIOCTABIICH MEPBbIH MPOEKT pyKOBOACTBA. [t 65 pexomeHmamwmii ObLT
JOCTUTHYT ypoBeHb cornacust > 90 %, mst 17

Ta6auna 3
YPOBBHL J10Ka3aTelIbHOCTH

1++ BbIcOKOKa4YeCTBEHHbIC METaaHAIIM3bI, cHcTeMaTHIeckie 0630pbl PKU i
PKU ¢ oueHb HU3KMM PUCKOM CHCTEMAaTHYECKOi OIINOKH

1+ XopolIo MOCTaBICHHBIC METAAHAJIN3bI, CHCTeMaTHueckre 0030ps! i PKU ¢
HHM3KHM PHCKOM CHCTEMAaTHYECKOH OMNOKH

1- Meraananussl, cuctemaruieckue 003opst i PKU ¢ BbICOKUM pHCKOM
CHCTEMaTHYECKON OIIHOKN

2++ BbicokoKauecTBEHHbIE CHCTEMATHYECKHE 0030pbI AP «CIy4aii—KOHTPOIIbY,

KOTOPT WJIM MCCiIeloBaHuii. BricokOKauecTBEHHBIE UCCIIEIOBAHNS METOIOM
«CIy4aii—KOHTPOJIb» HJIM KOTOPTHBIX UCCIIE0BAHMI C OYEHb HU3KHM PHCKOM
MCKaXXEHHsl WIIM CHCTEMAaTHYECKO# OMIMOKH M BBICOKOIT BEPOSITHOCTBIO
HAJIMYUs IPUYUHHO-CIIEICTBEHHON CBA3H

2+ XO0poII0 1OCTaBJIEHHbBIE HCCIIE0BAHUSI METO/IOM «CIIy4aii—KOHTPOJIbY HIIH
KOTOPTHBIE MCCIIEI0BAHHS C HUBKMM PHCKOM MCKaXKEHHUS MIIH
CHCTEMATHYECKON OIIMOKN M YMEPEHHOH BEPOSITHOCTBIO HATHYHUS
HPUYHHHO-CIIEACTBEHHOI CBSI3U

2- HccneioBanus METOJIOM «CITy4ai—KOHTPOJIb» WIIM KOTOPTHbIE UCCIIEA0BAHUS
C BBICOKHM PHCKOM HCKa)KEHUsI I CHCTEMATHYECKO OIIMOKH 1
3HAYUTENBHBIM PUCKOM OTCYTCTBHS IPUUHHHO-CIIECTBEHHOI CBSI3M

3 Heananutuueckue uccie10BaHus, HaNpuMep, COOOIIEHHS O CITyyasx
He)KeJaTeIbHbIX PeaKIHii, CEpUH CITydaeB HEXKeNaTeIbHbIX PeaKIuii

4 DKCIepTHOE MHEHHE

B cootBercTBHE ¢ cHcTeMoii omenkn IIloTmaHackoii MexkomnernanbHo# cet pykooactB (SIGN).
Hcrounuk: SIGN 50: A guideline developer's handbook. Quick reference guide October 2014 [20].

Tab6anna 4
YposHnu yoeanTensHOCTH pekomenanmii [18]

A Tlo kpaiiHeit Mepe oauH MeTaaHaIn3, cucTeMaTuyecKuii 0630p i PKU
YPOBHS JIOKa3aTeNbHOCTH 1++, IPUMEHHMMBbIE HANPSMYIO K LeJIeBOI
TOYJISLMY; WM COBOKYIHOCTb JAHHBIX, COCTOSIIMX NPEHMYLIECTBEHHO H3
HCCIIe/IOBAHUH YPOBHS JI0KA3aTeIbHOCTH 1+, MIPUMEHHMBIX HAIPAMYIO K
1EJICBOM TOMYJISAIMH U IEMOHCTPHPYIOIIMX OOIIYIO COTIaCOBAHHOCTh
pe3yIbTaTOB

B COBOKYIHOCTb JIaHHBIX, BKJIFOYAIOIHX MCCIICIOBAHHS YPOBHS
JIOKa3aTeNbHOCTH 2-++, IPUMEHUMBIX HAIPSIMYIO K IIeJICBOH MOy IALNN; WX
COBOKYIHOCTb JIaHHBIX, BKIIOYAIONIMX HCCIICIOBAHMS YPOBHS
JIOKa3aTeNbHOCTH 2+, IPUMEHHMBIX HAMPSIMYIO K LENeBOii MOy IALINY 1
JIEMOHCTPHPYIOIIHX OOIIYIO COINIaCOBAHHOCTb PE3YJIBTATOB; MU U
JIEMOHCTPUPYIOIIHX OOIIYIO COracOBAHHOCTD PE3y/IbTaTOB; HIIN
9KCTPArNoNIMPOBAHHbIC JAaHHBIC M3 HCCIICIOBAHHH YPOBHS J10Ka3aTEIbHOCTH

1++ w1+

0 VpoBeHb 10Ka3aTETBHOCTU 3 WU 4 WM SKCTPANOINPOBAHHBIC NaHHBIC H3
HCCIIEI0BAHUH YPOBHS 10KA3aTeIbHOCTH 2++ miu 2+

GPP TIpuHIMIBI HAJUIEKAIICH IPAKTUKN/IKCIIEPTHBIN KOHCCHCYC:

PEKOMEHI0BaHHAs HAWITYYIlasi IPAKTHKA, OCHOBAHHAs HA KIIMHUYECKOM
OIIBITE TPYIIMEI 10 pa3paboTKe PYKOBOICTB
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Tabauna 5
Moienu McX010B B KJIMHHUYECKHX HCCIIEIOBAHHAX
Koneunsie TOYKH, NPEACTABJIAIOINEC
3HAYUMOCTB JIs aHajlu3a l/ICCﬂC}JOBaHHﬁ
KIMHHYECKOTO ITHTaHUs
BuomemimHCKas KoHeyHas Touka (BM)

TIpumepst

HanpuMep, yIydIlIeHHe CO CTOPOHBI MAacChl TeJa, ero
KOMIIO3HIIHOHHOTO COCTABA, COMYTCTBYIOMHMX
3a00IeBaHMIA, YACTOTHI OCIIOKHEHHH U CMEPTHOCTH
TaunenT-opHeHTHPOBaHHAs/OTMEUAEMAst HanpuMep, MOATBEPKICHHAs OLEHKA KaueCTBa KU3HH
nanueHTaMu KoneyHas touka (PC)
Menuko-skoHOMHYECKas KoHeuHas Touka (HE) Hampumep, nokasarenb JIET )H3HH C ONPaBKOii Ha ee
kauecTBO (QALY) mit 5KoHOMHUS GFOKETHBIX
cpeacTs
HanpuMep, KIHHHYECKHE OKa3aTeNn HIIH
GHOMAapKepsbl, MO3BOJIAIONINE PUHAMATH KIHHAYECKH
3HAYMMOE PEILICHHE, HAIIPUMEp, KAaCATEIbHO
nepesona u3 OPUT B 0ObIuHyI0 manary uim
MPOBE/ICHUS HYTPUTHBHOH MO IEPKKH
Kom6unanus BM u PC, nanpumep, KOMILIEKCHbIE
OLICHKH, TAKHE KaK MHJEKC aCTCHHHI

Koneunast Touka npuHsaTHs pernernii (DM)

KomOnHanms KiraccuuecKkoil ¥ narneHT-
OPHEHTHPOBAHHOH KoHeuHOH ToukH (IE)

Tlo marepuanam Koller et al. [21].

Tabauna 6
Knaccudukanus creneneii moJgHOTbI KOHCEHCYCA

IMonwuelii KOHCEHCYC
Koncencyc

Cornacue GOJIBIIMHCTBA
OrcyTcTBHE KOHCEHCYCa

Cornacue Gonee 90 % ydacTHUKOB
Cornacue ot Gonee 75 10 90 % yuacTHHKOB
Cornacue ot 6osee 50 10 75 % y4aCTHHKOB
Cornacue MeHee 50 % yJaCTHHKOB

B coorBerctBuu ¢ MeTonukoii AWMF [22].

PpEeKOMEeHIalMii JOCTUTHYTO coracue ot 6osee 75 10 90 % yyacTHHKOB, U TOJNBKO
10 OJJHOH PEKOMEHIALNK CTENEHb Coriacus He npesbicuia 75 %. Pekomennanuu
co cremeHplo cornmacus Oonee 90 %, YTO O3HAYaeT IOCTIDKEHHE ITOJIHOTO
KOHCeHcyca (Tabiuna 6), ObUIH NPHHATH He3aMEUIHTENbHO, a BCE OCTaBIINECS
PEKOMEH/ALMU OBbUIM TNEPECMOTPEHbl B COOTBETCTBHH C KOMMEHTApHSMH H
TIOBTOPHO BBIHECEHHI Ha TOJIOCOBAHWE BO BPEMsI KOHCEHCYCHOH KOH(epeHIUH,
KOTOpasi cocTosuiach B pamkax konrpecca ESPEN — 2017 r. B I'aare 11 centsi6pst
2017 r. Tlo BceM peKOMEHAANWSIM, 3@ HCKIIOYCHHEM YyKa3aHHBIX TpeX, ObLia
JOCTUTHYTa cTerneHp cornacus Beime 90 %. ITo pesymsratam oOcyxkaeHUsS B
paMKax KOHCEHCYCHOH KOH(EepeHIMH ObUIO NMPHHATO PEeIIeHHe OTKa3aThes OT
TpeX TICPBOHAYAIBHBIX PEKOMEHIAUMH M pPa3feluTh KaxIyl0 U3 IBYX
pekoMeHanuii Ha JaBe OTAeNbHBIE. TakuM 00pa3oM, HTOroBas BEpCHs
PYKOBOJICTBA COCTOMT M3 82 PEKOMEH TALIIA.

B noanepkky pekOMeHAAui M HPUCBOCHHBIX MM YPOBHEHl yOeIuTelIbHOCTH
ciyx0a mo paspabotke pykoBoxctB ESPEN moxproroBmina Tabmumel ¢
JIOKa3aTeNbCTBAMH M3 COOTBETCTBYIOIIMX METAaHAIN30B, CHCTEMAaTHYECKHX
0030poB ¥ PKI. D11 Tabnuiipl ¢ 10Ka3aTeNbCTBAMHU IOCTYITHBI OHJIAIH B KAYeCTBE
BCIIOMOTaTeIIbHBIX MaTePHAaJIOB K HACTOSIIEMY PYKOBOJICTBY.

3.5.  IInan pyxosodcmea

|. BasoBble BONPOCHI ¥  OCHOBHBIE
CHCTEMaTHYECKOTO MTOUCKA MyOIMKaIii)
Il. Pexomenmanuu 1yt IOKAIBIX JIOJEH C HEAOCTATOYHOCTBIO TIMTAHHUS UIIA B
rpyIIie pUCKa [0 HeJOCTATOYHOCTH ITIUTAHUS
* BcnomorarensHble BMEIIATEIbCTBA
» KoHcynbTHpOBaHUE IO BOIPOCAM IMHUTAHUS
* V3meHeHue panrona
« IlepopanpHble MHUIIEBHIE J00ABKH
* DHTepanbHOE H MapeHTepaIbHOe THTaHHEe
o dusnyeckue ynpaxHeHUs
1. Pexomenpanuu 1yis MOXKHUIIBIX JIFOAEN C ONPEIETEHHBIMU 3a00JI€BAHUAME
* [lepenom meiiku 6eapa U OPTONEAUIECKHE ONEPALHN
o Hemupuit
» Jlenpeccust
* IIponexHu
» M306bITOYHAs Macca Tena U 0KHpEHHe
 CaxapHblii 1uader
IV. Pekomenpanuum 10

npuHIMIBl  (0e3  pe3ynbTaToB

HpO(l)I/IJ'IaKTI/IKC, BBIABJICHUIO u JICYCHUIO

00e3BOKUBAHUS Y HOXKHIJIBIX moaen

* O0e3BOKMBAHUE BCIIEACTBUE HU3KOTO YPOBHSI MOTPEOIICHUS TUIIN
* T'unoBonemus

4. PexoMeHIalMH € KOMMEHTapUusMHU

I. BasoBble Bonpochl W OCHOBHble mnpuHuunbl (6e3 pesynbTaToB

CUCTEMATUYECKOTO Noucka nyGrnkaLmii)

I1 Cxoabko KajJopuii M  NHTATeJbHBIX
PEKOMEH/I0BaTh/IPeJOCTABIATH MOKHIBIM JIOAAM?

BEIIECTB ciaeayer

Pexomenganus 1

OpuUeHTHPHBIH YpOBeHb NOTPed/IsieMOii KAJOPHMIHHOCTH JISI MOMKHJIBIX
mofeii cocraBiaseT 30 KkaJ Ha KT MaccChl TeJa B CyTKH; 9TO 3HAUeHHe
JOJKHO OBITh CKOPPEKTHPOBAHO B HMHIHBHAYAJbHOM MOpsSAKe B
3aBHCHMOCTH OT HYTPHIMOHHOIO CTaTyca, YPOBHsS (pu3HYecKoi
aKTHBHOCTH, cTaTyca 3a0ojieBaHus U nepenocumoctu (BM).

VYpoBeHb yOeANTEIEHOCTH peKOMeHAaun B — mouHslii KoHCeHeyc (cornacue
97 %)

KommenTapuit

C BozpacToM pacxoa 3Hepruu B cocrosinuu nokosi (REE), kak npasuio,
CHIDKAaeTCsl, B OCHOBHOM B CBSI3H CO CHIDKCHHEM O€3KHpOBOH Macchl Tema. Y
3/I0POBBIX TMOXHJIBIX JrOJed Obul M3MepeH mnokaszareab REE+ uro cocraBmio
okono 20 kkai/kr maccsl tena (MT) B cyrku [23-25]. Ilpu 06Gbr4HOM ypoOBHE
¢usnueckoii aktuBHoct (PAL) ot 1,2 mo 1,8 obume 3atparsl sHepruu (TEE)
coctaBisiioT 24—36 KKai/Kr. B cBsi3u ¢ TECHOM CBA3BIO ¢ GE3KUPOBOIT Maccoii Tena
0azasbHasE OHepreTudyeckas MOTPEOHOCTh TaKKe 3aBHCHT OT Ioda U
HYTPULIMOHHOTIO cTaryca; Tak, nokasaresb REE Ha kr MT Bblilie [uis KEHILUH U
TeM BbIlIE, YeM HMke uHAekc maccel Tena (MMT). [lnsg noxkunmslx jopeit ¢
nedummroM Maccel Tena (MMT < 21 kr/m?) mpenmonaraemasi SHepreTHUecKas
notpeGHOCTh cocTtaBisier OT 32 go 38 kkaw/kr [25]. ¥V mokmibIx Jrozed ¢
3a00JIEBaHUSIMU YHEPTETHYECKAs! TTOTPEOHOCTh MOXKET OBITh, C OJJHOW CTOPOHBI,
CHIDKEHA B CBSI3U CO CHIDKEHHOH (PM3NUECKOI aKTHBHOCTBIO, a C IPYTroif CTOPOHEI,
MOJKET OBITh ITOBBIIICHA B CBSI3U ¢ 00JIC3HBIO (HAIIPEMEp, BCIEACTBHE BOCTIAJICHHS,
JMXOpaaKku, 3(P(EKTOB JEKapCTBEHHBIX MpernapaToB). PacyeTHas MUHHUMaJbHAs
SHepreTuIecKas HOTpeOHOCTh MOXKHMIBIX JIFOJEH ¢ 3a00JIeBaHUSIMH COCTaBIISET OT
27 o 30 kkan/kr [25].

Kak BuIHO U3 TpHBEACHHBIX WP, >HEpreTHdYeckas MOTPeOHOCTh B
30 kxan/kr MT siBIsIeTCs MPHOIM3UTETBHON OIEHKON M OOIIIUM OPHEHTHPOM ISt
MIOXKHMJIBIX JIOAEH. DTa BeIMYHHA JODKHA KOPPEKTHPOBATHCS B HHIMBUTYaTbHOM
HOPSIJIKE C YYETOM Pa3IMYHBIX (PAKTOPOB, TAKUX KAK I10JI, HYTPUIIHOHHBIH CTaTyC,
(u3udeckas akTHBHOCTh U KJIMHHYECKOe cocTosiHue. Kpome Toro, HeoOXoaumo
NPUHIMaTh BO BHUMAaHHE LeNb HYTPUTHBHOHM MOANEPXKH (T. €. MOJJepKaHue
Beca WM MOBBIIICHHE Beca), a TaKkKe MPUEMIEMOCTh U IIEPEHOCHMOCTH Mep
HYTPUTHUBHON MOIJIEPKKH.

B cBs3M ¢ BBICOKMM pa3HOOOpa3ueM U OONBIIMM Pa3dpocoM SHEPreTHUecKOn
MOTPEOHOCTH JIaXKe y 3[0POBBIX MOXKHIJIBIX Joel [26, 27] HeoOXoauMo ciiemuTh
332 JIOCTATOYHOCTBIO YPOBHS MOTPEOJCHMsI KaJOpuil IMyTeM TIIATEIbHOTO
MOHUTOpPHMHIa Macchl Tela (C y4eToM 3aJep)KKH WIH IOTEPH BOIBI) H IIPU
HEOOXOAMMOCTH KOPpPeKTHpOBaTh ero. CieayeT MOMHHUTE O TOM, YTO MOXKUIIbIC
JIFOZIH, TIOCTYIAIOIIME B CTAIIMOHAP C OCTPBIMHU 3a00JI€BaHUSIMH, OOBIYHO HUMEIOT
HH3KHIT CTIOHTaHHBIN MepOpalIbHbI YPOBEHB MTOTPEONICHNS KaJIOPHii, KOTOPHII He
MOKPBIBACT SHEPTETHYECKYIO ITOTPEOHOCTS.

Pexomenparus 2

YpoBeHb NOTPedIeHNs GeIKA Y MOKHIBIX JIOeil 10JI3KeH COCTABIATH He
MeHee 1 r GesTka Ha KT Macchl TeJla B CYTKH. JTa BeJTHYHHA JI0JKHA GbITH
CKOPPEKTHPOBAHA B  HHAMBHAYAJIHLHOM  MNOPsAKE €  yYeTOM
HYTPHIHOHHOIO CTATyca, YPOBHS (U3MYECKOil AKTHBHOCTH, CTaTyca
3a0osieBaHus M nepeHocumoctu (BM).

YpoBeHb yOSANTETEHOCTH peKOMeHAAnNK B — mouHblii KoHCeHeyc (cormacue
100 %)
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KommenTapuii

BO3MOXHOCTh TPaAMLIHOHHON PEKOMEHAALMN IS HOXKWIBIX JIFOACH 1H000ro0
BO3pacTa ypoBHs notpebiiernst Genka 0,8 r Ha Kr Maccel Teina B cyTku [28, 29] B
HACTOsIIEe BpeMsi OOCYXKIaeTcs B CBETE pACTyIIero YHClIa [JaHHBIX W3
9KCHEPHMEHTAIBHBIX W JHHACMHOJIOTHYECKHX HCCIACAOBAHHUI O TOM, HYTO
MOXKHIIBIE JIFOAM MOTYT HYXIaTbCi B OONIbIIEM KOJWYECTBE Oelka JuIs
ONTHMAJIBHOTO COXpPAaHEHUsI OE3)KMPOBOIl MACCHI Tela, )KM3HEHHBIX (QYHKIHMI 1
310poBbsi. 110 MHEHHIO HECKOJBKHX 3KCIIEPTHBIX TPYII, CYTOYHBIl YPOBEHB
noTpebieHus OenKa y 3M0pOBbIX MOXKUIBIX JIFOJCH JOIDKeH cocTaBisiTh ot 1,0 1o
1,2 r/kr maccer Tera [30-32]. B ciyuae namuuus 3aboneBaHusi MOTPEOHOCTH B
OenKe MOXKET OBITh eIlie BBIIIE, HATIPUMED, [P HAIMYUK BOCTIATICHHS (BKIFOYAs
CHCTEMHOE BOCHAJICHUE Y MOXKUIIBIX JIIO/IeH ), HH(MEKLHIA 1 paH; OIHAKO, CTCIICHb
MOBBILICHHS paccUuTaTh TpyAHO. O4YeHb MaJo W3BECTHO O MOTPEOHOCTH B OelKe
y aCTCHHYHBIX ITOXKWJIBIX JIFOACH C Pa3INYHBIMHU 3a00JICBAHUSIMH, @ UMEHOLIHXCSI
Hay4HbIX JAHHBIX, HAlpUMEp, M3 HWHTEPBEHIMOHHBIX MCCIICAOBaHHUM, I
OpE/CICHUS KOHKPETHBIX IM(p B HACTOSAIIEE BpeMs HEIOCTATOYHO.
Pexomenmyemblii CyTo4HBII ypoBeHb HOTpedaeHus 6enka cocrasiser 1,2—1,5 r/kxr
JUIsL IOXKUIIBIX JIIOZIEN C OCTPBIMH Wi XpOHUUecKuMu 3abonesanusmu [30, 31] u
no 2,0 r/kr maccel Tela B CYTKH U IOKWIBIX JIOJEH C Cepbe3HBIMH
3a00JIeBaHHAMH, TPABMaMH HIIH HEJOCTATOYHOCTHIO ruTanus [30].

Jlo monydeHHs HOBBIX JAHHBIX BCEM TpYyIaM HOXWIBIX JIOACH ClexyeT
PEKOMEH/I0BaTh YIoTpeOIsITh He MeHee 1,0 T Genka Ha KT Macchl Tella, 0COOEHHO
9TO KacCaeTcsi MOKMIIBIX JIFOJCH C PUCKOM Pa3BUTHS HEJAOCTATOYHOCTH ITUTAHMS,
BKJIIOYAs MOXWIBIX JIFOJEH C acTeHHEH U HECKOJBKUMH OCHOBHBIMH
3a00JIeBaHHUSIMH, Y KOTOPBIX YPOBEHB IOTPEOIICHHs Oellka 3a4acTyl0 CylIeCTBEHHO
camker [33-35]. Ilpu HOBBIMIEHHOW MOTPEOHOCTH B Geike, HApUMEp, IS
HapalMBaHMs MBIIIL IPH CHIOBBIX TPEHUPOBKAX, [UIs PEereHepaliuy TKaHei mpu
HEJOCTATOYHOCTH IHTAHUS WIH 3a)KHBJICHHS PaH, a TAKKe NPH ITOBBILICHHBIX
MeTabONMYECKUX MOTPEOHOCTSX B Cilyd4ae KPUTHYECKHX COCTOSHHUi, yPOBEHb
noTpebieHus Genka He0OXOAUMO COOTBETCTBYIOIIMM 00Pa30M MMOBBIIIATh.

BaxxHO HMMeTh B BHIY, 4YTO IOTPEOHOCT, B O€JIKE BO3pacTacT MpH
HEJOCTaTOYHOM MOTpebiieHn Kanopuil. TakuM o6pas3oMm, i MOAAEpIKaHUs
HaJJIeXKaIIero OEKOBOro CTaTyca BaXXHO OOECIEUUTh HE TOJIBKO JOCTATOUHBIH
ypOoBeHb NOTpeOIieHus OenKa, HO U TIOCTATOYHOE MOTPEOIICHHE KAIOPHIA.

Pexkomennanus 3

JL1s1 SHTEPAJIbHOr0 MUTAHMS TOJIKHBI IPHMEHSATHCSI POAYKTHI,
cojep kaliye nNuIeBbie BoJokHa (BM).

YpoBeHb yOeAUTENbHOCTH peKOMEH Al B — mosHbIi KOHCeHCyC (coryiacue
91 %)

KommenTapuit

Iosxumble TI0JH 9aCTO UMEIOT IPOOIEMBI CO CTOPOHBI JKEIYI0YHO-KHUIIEYHOTO
TpaKTa, BKJIIOYas 3alop M Auapero. BaxHOCTh ymoTpeOieHHs AOCTaTOYHOIO
KOITMYECTBA MHINEBHIX BOJOKOH IOAYEPKUBACTCS B CBS3H C TEM, YTO OHH
HOPMaJIM3YIOT paboTy KUIIEYHHKA, a yPOBEHb HX MOTPEOICHUS TepHaTpHISCKUMU
MalMeHTaMHi OOBIYHO HEBBICOK. J[OCTaTOUHBIN CYTOUHBII YPOBEHb MOTPEOICHHS
MHUIIEBBIX BOJIOKOH, CHOCOOCTBYIONINI HOPMAIbHOH NMEPHCTAIBTUKE Y B3POCIBIX
Jrozielt moboro Bospacrta, cocrtaBister 25T [36], 4TO MOXHO TakXke CYHTATh
OPHUEHTHPOM ISl TIOXKHIIBIX JIFOJCH.

IIpu >HTEpaIbHOM NMUTAaHUHM HET HNPHYMH HCKIIOYATh M3 PAIMOHA IHUIIEBBIC
BOJIOKHA, eclii (YHKIMs KUIICYHHKA He HapylieHa. [IpomykTbl, comepikamiye
MHUIIEeBbIE BOJOKHA, HA00OPOT, IOJACPKHBAIOT HOPMAIbHYIO (DyHKIUIO
kumeynnka mpu Ol [37-43] u, xak creacTBue, OOBIYHO PEKOMEHIYIOTCS K
ynorpebnenuio. KpoMe Toro, manmeHTsl Ha SHTEPAJbHOM ITHTAaHHU HE JIOJDKHBI
HCTIBITBIBATH HEJOCTATOK B XOPOIIO H3BECTHBIX OIarONPUSITHEIX METa0O0NMIECKIX
3¢ peKTax NUIIEBbIX BOJIOKOH.

Pexkomennanus 4

Ipu orcyTcTBUM JeHIMTA OTAEILHBIX MHKPOHYTPHEHTOB OHH TOJKHBI
OBITH 10CTABJIEHbI B COOTBETCTBHHM C PEKOMEHIAUUSIMH [JIs1 310POBBIX
TOKUJIBIX JIIO/IEid.

VYpoBenb yoOemutenbHOCTH pekomeHgauu GPP — monmHbld  KoHCEHCyc
(cormacue 91 %)

Kommenrapuit

Jluetndyeckue pPEKOMEHIALMH 10 MOCTYIUIGHHIO MHKPOHYTPUEHTOB IS
MOXWIBIX JIFOJEH HE OTIMYAIOTCS OT TAKOBBIX IJIsL B3POCIHBIX JHOJEH Ooiee
MOJIOIOTO  BO3pacTa, OJHAKO MMEIOIMXCS JaHHBIX O IIOTPEOHOCTH B
MHUKPOHYTPHUEHTAX Y JIMII CTAPYECKOTO BO3PACTA, TIOKUIIBIX JIFOJICH C aCTCHUEH HITH
pa3auYHbBIME  3a00J€BaHUAMHM  HEHOCTaToO4yHO. B cBi3w ¢  pactymieit
PacIpoCTPaHEHHOCTHIO 3a00JICBAHUI JKEITYJOYHO-KHIIEYHOTO TPAKTa, KOTOPBIE
COIPOBOXKAAKOTCS CHUKEHHOW OMOIOCTYITHOCTBIO MHUTATENBHBIX BEHIECTB (Kak,
HampUMep, TMpH aTPO(PUYIECKOM TacTPUTE U HAPYLIEHHOM BCACHIBAHUH
BuTamuHa Bip, Kanbims u keresa), MOXKHIIbIE JIFOIH UMEIOT MOBBIIIEHHBI PUCK
neduuuTa MHKPOHYTPHEHTOB, KOTOPBIA JOJDKEH OBITh CKOPPEKTUPOBaH C
MOMOLIBIO MHUIIEBBIX J00aBOK. IIpH yCIOBHM OTCYTCTBUSI AC(PUIMTA OTACIBHBIX
MHUKPOHYTPHUEHTOB OHH [IOJDKHBI TIOCTYIIaTh B OPraHU3M B COOTBETCTBHU C
pexomenpanueii EBponelickoro areHTcTBa mo 0e30MacHOCTH IPOJAOBOJILCTBUS
(EFSA) [44] wnm cOOTBETCTBYIOLIMX HALMOHAIBHBIX OOIIECTB MO BOIPOCAM
MTUTAHKS TS 37I0POBBIX MOKIIBIX JTFO/ICH.

1.2 Kak caeayer opraHu3oBaTb HYTPUTHBHYI0 MOMCP/KKY MOKHIIBIX
Jonei?

Pekomennaius 5

Bce moxuiablie JI0AH, HE3aBHCHMO OT HMMEIOIIUXCSI Y HHX JHATHO30B,
BKJIIOYasl JMIl ¢ M30BITOYHOH Maccoll Tela M OKHPeHHEM, IO0JIKHBI
peryisipHo NpoXOAWTh CKPHHHHI HAa BbIsIBJeHHE HeI0CTATOYHOCTH
NMUTAHHUS ¢ TOMOINbI0O BAJMIUPOBAHHOIO HHCTPYMEHTA OLEHKH,
NO03BOJISIIOIET0 BBISIBUTH JIULL ¢ HEIOCTATOYHOCTHIO MUTAHUS WU PUCKOM
ee pa3BUTHS.

VpoBenb yGenutensHocTH pekoMenganuu GPP — monHblil  KOHCEHCyC
(cormacue 100 %)

Pexomennarus 6

Ecau pe3yjibTaTbl CKPUHUHIA HA BBIAIBJICHUE HEAOCTATOYHOCTH MU TAHUSA
MOJIOKUTEJIbHbIC, T0IKHbI ObITH NpoOBEACHbI CUCTEMATHYECCKAasA OLICHKA,
HHANBHUAYAJIbHbIE BO3/1eiicTBHS Ha HEA0CTATOYHOCTH NMUATAHUS,
MOHUTOPHHI U COOTBETCTBYHOLIAfA KOPPEKTUPOBKA BO3/1eHCTBHIA.

VYpoBenb yOenurensHOCTH pekomenaaimu GPP — monHblid  KOHCEHCYC
(cormacue 100 %)

Kommenrapwuii k pekomenaanmsam S u 6

IIporiecc HYTPUTHBHOM IOIJEPKKH UL TOXKWIBIX JIHOAEH COCTOHT U3
HECKOJNBKMX  OTallOB, OCHOBAaHHBIX Ha  CHCTEMAaTHYECKOM CKPHHHHIE
HEJOCTATOYHOCTH muTaHusl. [Ipy HanWuMM  KakUX-TMOO  NIPU3HAKOB
HYTPHUIIMOHHOTO PUCKa MPOLECC HEOOXOIUMO IPOJOIDKUTH JeTaabHOM OLEHKOH -
JUIL TIONTBEP)KACHWS [HArHo3a HEJOCTATOYHOCTH IIHTaHWsS W B KadecTBe
OCHOBaHHMS Ul ONpPEAENICHHsT WHIMBUIYaJIbHBIX LieJeil JIeueHus U pa3paboTKH
IUIaHA HYTPUTUBHOU HOJIEP)KKH. BMemmaTenscTBa JOMMKHBI OBITh BHEAPEHBI, HX
3¢ }EeKTUBHOCTE NpPOBEPEHa U TPH HEOOXOJUMOCTH CKOPPEKTHPOBAHBI 0
JOCTHOKEHHMS 1ienelt edenust (puc. 1).

CxpunuHr. [loxwuibie Moy ¢ TOOBIME JHATHO3aMH, a TaKXe C W30BITOYHOU
Maccoil Tela WIM OXHPEHHEM, JOJDKHBI IPOXOAUTH CHCTEMaTHYECKHH U
PYTUHHBIH CKPHHHMHI Ha HEJOCTAaTOYHOCTh IHTAHHS M PUCK €€ PasBHTUS IIPU
MOCTYIICHHU B yUpEXJEeHHE IepHaTpHIecKoi moMomu.CKpHHHHT IMPOBOAUTCS
C TIOMOIIBIO BATMIUPOBAHHOTO WHCTPYMEHTA OLEHKH, a 3aTeM C PEryJIIpPHBIMU
HHTEpBAJIaMH B 3aBHCHMOCTH OT COCTOSIHHMS (HAampHMep, pa3 B TPH Mecsla st
IAIeHTOB B CTAa0MIPHOM COCTOSIHHUM B YYPKACHUSIX JOITOCPOYHOI
MEIMIMHCKOHN IIOMOIIH, He MEHee pa3a B TOJ B YUPEKASHHUSX 001ero mpohmis) ¢
LIeJTBI0 PAHHETO BBISBICHUSI JIUII ¢ HapyIIeHusiMu. Hanbomnee pacripocTpaHeHHBIM
CKPHHIHTOBBIM HHCTPYMEHTOM OLICHKH, KOTOPBIH ObLI pa3paboTaH U yTBEPKICH
UL TOXKWIBIX ~ JIOAEH, sBIsleTcss Kpatkas (opMa  MHHH-OIPOCHHKA
HyTpHuLoHHOTrO ctatyca (MNA) [45, 46]. [ToMHMO CTaHIAPTHBIX CKPUHHHIOBBIX
nokasareneil (MMT, cHmkeHne MacChl Tela, CHIDKCHHBIH YPOBEHb MOTpeOIeHUs
Uiy, 6onesns) [47], 3TOT ONMPOCHUK BKJIIOYACT ABA BAXKHBIX I€PUATPUUCCKHX
CHHJIPOMa, KOTOpBIC CIIOCOOCTBYIOT Pa3BHTUIO HENOCTATOYHOCTH ITUTaHHSI —
MMMOOMIH3AINI0 U HEHPOICHXOIOTHIeCKHe IPOOIeMBl — H, KaK CIEACTBHUE,
IOMUMO BBIIBICHHS HEZOCTATOUYHOCTH IHTAHMS, TAKXKe MO3BOJIIET OILECHHTH
CYILECTBYIOIHI PHCK Pa3BUTHS HEJOCTATOUHOCTH NUTAHUSL.
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CKPUHUHI

*  CHWXEHHbIN HYTPULIMOHHBIA
cTatyc

* CHWXEHHbIN ypOBEHb
norpe6nexus

* [loBbilEHHbIE NOTPe6HOCTH

Puck passutus Mepuogunyecknin

HEA0CTaTovHOCTN NOBTOPHbIA CKPUHUHT
nuTaHna? ;

—_—

1

OLIEHKA
a) HympuuyuoHHbIlU cmamyc
b) HedocmamoyHocmb numaHus

* MOHUTOPUHT ypoBHS NOTpebnexns
* MoTpe6HOCTM

C) YcTaHOBreHue rnepeonpuvyuH

na HeT

HepocTtatoyHocTb
NUTaHNA U1 pUCK
ee pa3BuTua?

e

d) AHdueudyanbHbie
npednoymeHusi

l

7N\

T

Tena/MT

— [0CTaTO4HbI YPOBEHL NOTPE6NeHNs
— yCTpaHeHue NepBONpUYMH

Onpepnenenue LIENEN: yposeHb notpebrneHns, macca

BMELUATEINIbCTBA — nnaH HyTPUTUBHON NoAAEPKKU

——» MOHWUTOPUHI
Llenu pocturHyThI?

I— OOGHoBMNEeHUe LUenen U BMellaTeNlbCTB +——— HET

Puc. 1. OpraHusaums HyTPUTUBHOW NOAAEPXKMN ANS NOXWIbIX NoAein
Mo matepuanam Volkert et al. [19].

Ecmu wens3st onpenenuts UMT, TO MOXHO HCIOIB30BaTh OOXBAT TOJICHH.
Kpatkas ¢opma MNA MokeT OBITh 3alloNHEHa 3a HEKONBKO MHHYT U
MPUMEHHMA KO BCEM YCIIOBHSM OKa3aHHs TepHaTpUIecKoi momoru [11].

Onenka. [ nun ¢ ycTaHOBIGHHOH HEZOCTATOUHOCTHIO MHUTAHHS WUIIH
PHCKOM HEJOCTATOYHOCTH ITUTAHUS IT0 Pe3yIbTaTaM CKPHHHHTA JJOJDKHA OBITh
MIpOBeZieHa BCECTOPOHHSSA OIEHKAa HyTPUIIMOHHOTO CTaTyca IJs OHpeeneHUs
THNIA U TSDKECTH HEJOCTATOYHOCTH IHTAHHA M €e IEePBOINPHYMH, a Takxke
WHIVBUIYaJbHBIX HPEINOYTeHHI (KacaTeNbHO NUIIM U HAIHMTKOB, a TaKXe
sHTepanbHoro u I1I1) u pecypcoB st HYyTPUTHBHOW MOANEPKKH (HArpUMep,
CIIOCOOHOCTH K JKEBAHHUIO M TJIOTAHUIO, 3aBUCHMOCTH OT IIOCTOPOHHHX HPH
npueMe MUy, (yHKIHOHAIEHOTO COCTOSHUS XKETyTOYHO-KHIIETHOTO TPAKTa,
TSOKECTH OOoNIe3HH, OOILIero NporHo3a). MOHHTOPHHT MOTPEOIECHHS MUIIH
(HampuMep, ¢ TOMOIIBIO «CXEMBI TapelioK») PEKOMEHIYeTCs HpPOBOAUTH B
TeyeHHe HECKOJBKUX JHEH ¢ eNbIo pacyeTa KOJIMIecTBa HOTPEOICHHO MHIIN
¥ KAAKOCTH [48] 1 yCTaHOBIEHHS CBSI3U MEXKIY YPOBHEM ITOTPEOICHUS TUIIH U
WHIMBUIYaTbHBIMA OTPEOHOCTSIME (CM. peKOMeHaamuio 1).

HytputuBHasi momaep:kka. Ha OCHOBaHMH pe3yibTaTOB CKPUHHHIA H
OLICHKH HOJDKHBI OBITH OIpeleleHbl HWHIUBHIyalbHbIE LEIH OTHOCHTEIHHO
notpedaenus nuuy 1 Macesl Tena/VIMT, a Takke nomkeH ObITh pa3padoran
WHIVBUIYaJbHBIA IUIaH HYTPUTHUBHOM IOJIEPXKKH, KOTOPBIA IOJDKEH OBITh
peanu3oBaH MEXIUCIUTUIMHAPHON KOMaH/IOM. Jost ToIIep KaHus
JOCTATOYHOTO YPOBHS OTPEOICHUS MUY JODKHBI OBITh YUTEHBI BCE (PaKTOPHI
CO CTOpOHBI IAIMEHTa, BKJIOYas (DH3HYECKUE W MEHTAIBHBIC/TICHXUYECKHE,
COLIMANIBHO - KIMHHUYECKUE W OTHYECKHE, M HCIIONB30BAHBI BCE BO3MOXKHBIC
BapHaHTHlL. JleTudeckue, CECTPUHCKHE U MEAUIMHCKHE BMEIIATeIbCTBA
JIOJDKHBI OBITH IIPOBE/ICHBI B COTTIACOBAHHOM MOpsIIKe (CM. peKoMeHaruio 8).

MonuTopunr. IIpoBeneHre BMeIIaTeIbCTBA MOUISKHT MOHUTOPUHTY, a B
JONOJHEHHEe K HEeMy C perylspHbBIMH HHTEpBalaMH, HaIpHMeEp, depe3
HECKOJIBKO JHEH, JOKHBI OBITh NPOBEJCHBI MOBTOPHBIC OLEHKH C LEJIBI0
NIPOBEPKH JOCTIKEHUs Leieil. Ecii 3Toro He MPOUCXOOHUT, TO LENH U
BMEIIATENILCTBA MOANEKAT U3MEHEHUIO M KOPPEKTHPOBKE COOTBETCTBYIOIIHM
00pa3oM B 3aBHCHMOCTH OT BO3HHKILMX IPOOJIEM U HOBOII cuTyaruu. B ciyuae
OITl mmn IIT pomkHBI OBITH ONpENENCHbl KPUTEPHU MPEKPAIICHHs Teparuy,
HalpuMep, eCIH B 3aJaHHBI BPEMEHHOH HEpUOA Ielel He yaaeTcs HOCTHYb
WJIM HYTPHULMOHHBIH CTaTyC 3HAYUTENBHO YIydInuics (cM. pekomenauuio 30).
B ycnoBHsAX CTallIOHApHOTO JIEUEHHs BaXHO HHHMIMUPOBAThH aJEKBAaTHYIO
HYTPUTHBHYIO IIOJJECPXKKY IOCIE BBIIHCKH M OOCCHEUUTh MPORODKECHHE
CTpaTerud HYTPUTHUBHON MOJIEPHKKH, HAuaTOH B MEIHIMHCKOM YYPEKIAECHUH
(cM. pexomeHpauio 25).

HyTpuTuBHAsS mHOIAepikKKa MOXET HOTpeOOBAaTh y4acTHs PA3HBIX JHUI H
CNCIHAIIMCTOB (HANPUMEP, MEAMIMHCKHX CIEIHAINCTOB, MEICECTPHHCKOTO
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MepcoHaia, TepaneBTOB), B CBSI3U C Y€M BCE BMEMIATENHCTBA JODKHBI OBITHh
CKOOPJHHHUPOBAHEl M COIJACOBAHBI CO BCEMH BOBJICUCHHBIMH CTOPOHAMH
(cMm. pekomennanmio 9). Takxke B 00s3aTeNbHOM TOpSAKE [ODKHA ObITh
Hala)KeHa HMHTEHCHBHAS KOMMYHHKAUUs C MANHEHTOM H €ro ceMbedl Ha
MIPOTSDKEHHH BCETO IIpoIlecca - ¢ IENIbI0 ero OOydeHHs, yJeTa IOXKeNaHuH 1
oxugaHuil. B pamkax MOBCEAHEBHOW MPAKTHKUA 3TH OOIIHE PEKOMEHIAIIHI
JOJDKHBI OBITh KOHKPETH3UPOBAHBI M aJalTHPOBAHBI K MECTHBIM YCIOBHSIM
KaXIOro yupexaeHus. JloJDKHEI ObITh pa3paboTaHEl CTaHIAPTHEIE MPOTOKOJIBI
IUSL CKPUHUHTA, OIEHKA U KOPPEKUHH HYTPHUIIMOHHOTO CTaTyca, KOTOpbIC
JIOJDKHBI OBITH BHEJPEHBI B MPAKTUKY (CM. pekoMmeHnauuio 7). B mocnennue
ros! OBITO Pa3paboTaHO HECKOJIBKO PYKOBOJCTB IO HYyTPUTHBHOM MOAIEPIKKE
moXUIbIX Jrofeit [49-53], B OCHOBHOM il YYPEKICHHH IOITOCPOYHOMN
MeauiuHCKo momomu  [50-52], KoTopble B LEIOM  COOTBETCTBYIOT
JEHCTBYOIINM PEKOMEH/IALHSIM.

Pexomenmanus 7

B yciaoBusix j1e4e0HOro y4peskIeHUs AOJIKHBI ObITb YCTAHOBJIEHBI
CTaHJapTHbIE NPOLEeAYPbI JIsl IPOBeleHUs HYTPUTHBHOI MOIePKKH U
rUpaTalHOHHON Tepalnuy U YeTKO pacnpe/eseHbl 00513aHHOCTH.

VYpoBenb ybOemutensHOocTH pekoMeHgaumun GPP — monHbIil KOHCEHcyc
(cormacue 100 %)

KommenTapuii

CornacHoO PEeKOMEHIANMSAM W3 HACTOSIIErO PYKOBOJACTBA, MOJDKHBI OBITH
oIpesieieHbl JIOKaJbHBIE CTPATETUH U IPOLEIYPHl HYTPUTUBHOU IOJIEPIKKH,
BKJIIOYAS] CTaHAAPTHBIC TPOLEAYPHl [UIsi PEryIsIPHOrO CKPHHHWHTA Ha
HEJOCTATOYHOCTh MHUTaHUs. YUTOOBI OOECIEYEHNTh WX peaNn3aluio B
MOBCEAHEBHO MPAKTUKE, CTPATErMH HYTPUTHBHOM MOAIEPKKU JOJDKHBI OBITh
YTIBEPXKICHBI ~ PYKOBOIUTEIEM  YYPESXKICHUS, a  OOS3aHHOCTH  YETKO
pactpezneneHbl. B KaXIoM YUpeXICHHHM TepHAaTPUUECKOH MOMOIIM JOJDKHA
paboTaThb MYJIBTUIUCLMILUTHHAPHAS KOMaH1a, BKJIFOYAOIIIAs
(3aperuCTPUPOBAHHOTO) JHETOJIOTa, MEICECTPY, CHEUUATH3UPYIOUIYIOCS B
HYTPUTHUBHOM Tepanuy, Bpada, a AMUHUCTPATHBHO-XO3IHCTBEHHBIN IEPCOHAT 1
MPEICTaBUTENICH BCeX IPYrHMX MpodeccHil, BOBICYCHHBIX B OPraHH3aLUIO
HYTPUTHBHOM TOJCPKKM B JaHHOM YYPEXKICHUH, KOTOpas 3aHUMAaeTCs
pa3paboTKoii, BHEAPEHHEM M KOHTPOJIEM MECTHBIX TNPOLEAYP HYTPUTHUBHOM
MOAMCPKKUA. B yupexieHHsIX HEOTIOKHOH TepUaTpHIECKOH MOMOIIK
repuaTpuyeckas KOMaHJa JOJDKHA BKIIHOYAaTh TUETONIOra, KOTOPBIM JOJDKEH
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MIPUCYTCTBOBATh HAa PETyIAPHBIX BCTpEYaX KOMAHABI, YTO HEOOXOIUMO IS
HHTErpallid HYTPUTHBHOH IOAJEP)KKM IAlMEHTa B OOIIyI0 KOHLECHIHIO
JICUCHHUSL.

VYCTaHOBIICHO, YTO OLEHKAa HYTPUIMOHHOTO CTAaTyca U BHEApEHHE IUIaHa
HYTPUTUBHOM MOJUIEPKKH B YUPEKICHUAX HEOTIOXHOH TrepHaTpuyecKoi
MOMOIIM M TepHaTPHYECKHX PeabMIMTALMOHHBIX LEHTPaX CHOCOOCTBYIOT
ONTUMU3ALUK YPOBHS HOTpeONeHUs Kajopuil M Oenka ¢ ypoBHeM O€lKoB
CBHIBOPOTKH KPOBH MAIlMEHTOB M CBSA3aHHOIO C ITHUM IIOKa3aTelleM KadecTBa
Ku3HU nauueHtoB [54]. BHelpeHde NPOTOKOJNA CKPUHWUHTA W JICYEHHUS!
HYTPUTHBHOH HEIOCTATOHOCTH B TIEePHATPUUCCKUX OTJCIEHUSAX OOIBHHIT
NPUBOJUT K YIAyYIICHHSM B OTHOLNIGHMH MacChl Tela MalleHTOB U
PACIPOCTPAHEHHOCTH BHYTPUOOJIBHUYHBIX HH(EKIHH 10 CPaBHEHHIO CO
CTaHAAPTHBIM POTOKONOM [55]. MynbTHANCUMIUIMHAPHEIE KOHLEILUH
HYTPUTHBHOH HOJICP>KKH CIIOCOOCTBOBAIIH IOBBIIICHUIO YPOBHS MOTPEOICHHS
MUK M YIy4IICHUI0 KauecTBAa JKM3HU IIALIMEHTOB C MEPEIOMOM MICHKH
Genpa [56], a Tarxke ymydIICHHIO HyTPHIMOHHOIO CTaTyca, CaMOYYBCTBUS W
Ka4ecTBa MIPUEMOB IHIIH Y IOKHIIBIX TAIIUEHTOB C IEMEHIINEH, IPOXKUBAIOIINX
B JIOMax mpecrapenbix [57].

B cBs131 ¢ BRICOKOH paclpOCTpaHEHHOCTHIO HEJOCTATOYHOCTH ITUTaHUS CPeH
TOXKWIBIX TAI[HCHTOB, OCOOCHHO HAXOIIHMXCS B CTAL[MOHAPHBIX YCIIOBHSX,
YUPEKICHUS ePUATPUYECKOro MpOGUISL TOKHBI ONPENCIUTh YETKHH IUIaH
Tepallid W TNPENOCTAaBHTH  JOCTATOYHBIE PECypchl JUIl  CKPUHHUHTA
HEJJOCTAaTOYHOCTH NUTAHUS W BBIABICHUS JIHI[ C HEJOCTATOYHOCTBIO IHTAHUS
WITH PUCKOM €€ Pa3BUTH, a TAKKe A1 ee NPOoQHIAKTHKU 1 Koppekuuu. Ocoboe
BHUMaHNE CJeNyeT YASNHTb YNPAaBICHUI0 KOMMYHHKAIMSMHU, IOCKOIBKY B
Cllydasix IepeBojia IAlMeHTOB B JPYroil MEIMIMHCKUH CEeKTOp 4YacTo
YTPa4MBAIOTCS BaXKHbIE CBEACHHS O HYTPULIOHHOM CTaTyce.

1.3 Kakue Mepbl HYTPHTHBHON MOMIEPKKH ClIeAyeT MPUMEHSATH ISl MOKUJIBIX
Joaei?

Pexomenpmarius 8

Ilnan HYTPMTHBHOH NOANEP:KKH M THAPATAIIMOHHOW Tepanuu IJsi
MOKHJIBIX JII0/Ieil /10/17keH ObITh MHAMBHAYAJIbHBLIM H BCECTOPOHHHM,
HANpaBJIEHHLIM HA NOJJIEePKaHHEe 0CTATOYHOr0 YPOBHS NMOTpPedaeHust
NHINK, NOMAEP/KAHHE WIH ONTHMH3AIHI0O HYTPHMLMOHHOIO CTaTyca,
yJIy4llleHHe KIMHHYECKOro COCTOSIHUS M KadecTBa :ku3uu (BM, PC).

VpoBeHb yOEAUTENBHOCTH PEKOMEHIAIMA A — TIONHBIA KOHCEHCYC
(cormacue 100 %)

KommenTapuit

IIpo6neMbl ¢ MUTAHHEM SBILSIIOTCS PA3HOCTOPOHHHMH M Pa3sHOOOpa3HBIMU.
Bornee Toro, moxxuible JIOOW MMEIOT pa3HOE COCTOSHHE 3J0pPOBbs, IIPOTHO3,
(u3HONIOrNYeCKHEe PECYpChl, IHUIIEBBIC MOTPEOHOCTH, TPEANOYTEHUS W
WHIVBUIyaJbHbE LeMH. B 93TOi CBA3M OYeHb BaKHO KOPPEKTHPOBAThH
HYTPUTHBHBIE BMEIIATeNbCTBA B HHAMBHAyalbHOM Topsiake. B xome
CHUCTEeMaTHYeCKOTO TOMCKa myOnukanuii Obutn  Haiinmenel stk PKU,
MOCHYXHMBIINX  HMCTOYHHKOM  J@HHBIX B  HOJIEPKKY  BCECTOPOHHHUX
HMHIVBUIYaJbHO TOJOOPaHHBIX MeEp HYTPHTHBHOH IOMIEPKKH IMOXKUIBIX
T0JIelt ¢ HEZIOCTATOYHOCTHIO MTUTAHHS HIIM PUCKOM ee pasuths [58-62]. Bee
HCCIIeI0BaHNs OBLIN BBITONHEHBI B CTAIMOHAPHEIX YCJIOBHSX, HCCICAOBAHUH B
JIOMax MPecTapebIX MPOBEICHO HEe ObLIO.

B 1pex PKHW wusywyanuch 5(QQGeKTsl BCECTOPOHHUX, HHIAMBUIYAIBLHO
MOZO0OPaHHBIX Mep HyTPHUTHBHOH MOAIEP)KKU TOCTTUTATM3UPOBAHHBIX MOXKUIIBIX
JOJiell ¢ HyTPHUIMOHHBIM PHCKOM, MMEIOIIMX pa3iidHble Auar€ossl [58, 59]
WM TiepeHecmnx ocTphiiit mHCYIbT [60]. B mccmemoBanmsix ObLIA BBISBICHBI
MOJOXKUTENbHBIE  d(G(EKTEl Ha  ypOBEHb IOTPEONCHWs KaJlopuid ¥
Genkos [58,59], wmaccy Tema [59,60], ocnoxHeHMs, NpUMEHEHHE
AHTHOMOTHKOB, MOBTOPHBIE rocruTamu3aiuu [59] u  dyHKuHOHATBHBIC
mokasarenn [59, 60]. Kpome TOro, BO BCeX TpeX HCCIEAOBAHUIX ObBLIO
BBISBJICHO YIy4IICHWE KAuecTBa JKM3HHM B TPYIIE WHIMBHIYaIU3HPOBAHHOM
HYTPUTHBHON TOAIEPKKHU 10 CPABHEHHUIO C TPYMION ¢ OOBIYHON cTpaTerueu
HyTpuTHBHON momaepxku [58-60]. Ddexra B OTHOLICHHM IINTEIEHOCTH
rocnuTanM3ayy yeranosieHo He 6buio [59, 60]. B apyrom PKU [61] uzyuancs
2¢h}eKT JONONHUTENbHON WHAWBHIAYalbHO MONOOPAHHONH HYTPUTUBHOMH
TMOAACPKKHA JUCTHICCKMMH KOHCYIBTaHTAMH Yy TOCIUTAIN3HPOBAHHBIX
MAIMCHTOB TOXHJIOrO BO3pacTa C MepeIoMoM Ineiiku Oeapa. B stom
HCCIIE0BaHUH OBLIO OIPE/ENICHO IOBBIICHHE YPOBHS OTPEOICHNS KaIOpHi U
CHIDKCHHE CMEPTHOCTH CPEZ MAIIUeHTOB TPaBMAaTOIOTUIECKOTO OT/ICICHNUS H B
TEYEHHE YETHIPEX MECSILEB II0CNEC BBIMHCKM B TPYINE WHIAWBHUAYaTbHO
nogoOpaHHON HYTPUTHBHOH TepaIiy MO CPaBHEHUIO C TPYIIION CTaHZAapTHOI
HYTPUTHBHOH Tepamuu. B uccrnenoBanmm He OBUIO ycTaHOBIEHO dddexTa
WHAVBUIYaJIbHO TOXOOPAHHOW CTPAaTerMH B OTHOLICHWM MAcChl TeJd, CHJIBI

XBaTa KMCTH, OCIOXHEHUN M JUIMTEIbHOCTH rocnuranu3anuu. Feldblum et al.
[62] wusywamu wuHIMBHAYaNbHO MOAOOPAHHYIO HYTPUTHBHYIO TEPAIHIO Yy
MOXKUJIBIX MALUEHTOB TEPAeBTHYESCKOr0 MPO(GUIIS IIHTEIFHOCTBIO 10 IIECTH
MECSIIEB TIOCE TOCTTUTATM3AINE W YCTAHOBUITH YiIydIlleHue mokaszaremst MNA
U CHI)KCHHE CMEpPTHOCTH B TIpYIIe BMELIATENbCTBA IO CPABHEHHIO C
KOHTpOJIbHOM rpynmnoi. OnHako pAeicTBUS BMEIIATENbCTBA HA YPOBEHb
MOTPEOIEHHsT KAIOPHii M OEIKOB, MacCy Tela U (QYHKIIMOHAIbHBIE TOKA3aTETN
BBISIBJIEHO HE OBLIIO.

Pexomennanus 9

Jisi MOKMJIBIX JIoJell Mepbl HYTPHTHBHOH NOIIEP:KKH JOJLKHBI
ABJATBCA YACTBI0 MYJbTHMOAAABHOIO MYJbTHAUCUMILIMHAPHOTO
MOAX0Ja, HANPABJIEHHOI0 HAa NOJJep:KaHHe JO0CTATOYHOIO YPOBHS
noTped/IeHNs] MHUINM, MOAEP:KAaHHEe WIH YBeIHYeHHe MAacChl Tella M
yay4uieHue (pyHKIMOHAJbHOI0 H KJIMHHYeCKoro ucxoaa (BM).

VpoBenb yOeAUTENLHOCTH peKoMeHaanuu B — monHell  KoHceHcyc
(cormacue 100 %)

Kommenrapuit

HytpuTrBHas momnepkka BKIIOYAST Pa3JIMIHbIC ITOAXOIBI, B TOM YHCIE, K
[IpUMepy, AUETHIECKOe KOHCYIbTHPOBaHUE, 00OTalleHHe MUY, IIPUMEHEHNE
MEPEeKyCOB, MEepOpalbHBIX NUIEBbIX gobGaBok (ITII), OIT wmm IIIT
(cMm. pekomenauuu 18-36), Bce OHM MOTYT MOMNOJHSATH JAPYr JApyra Jyis
YIOBJIETBOPSHNSI HHAUBHTYaIbHBIX HYTPUIIMHHBIX IIOTPEOHOCTEH MallneHTa U
YIOydIIeHHs ero HyTpHUIMOHHOTO crTaryca. boiee TOro, HyTpHTHBHas
MOJUIEPXKKA KaK METOJ TaKkKH BK/IIOYACT MOMOIIb BO BpEMs IIpHUEMa IHIIK
(cMm. pexomermammio 12), amanTtarmio  (aKTOPOB — OKPYKAIOIIEH  Cpembl
(cMm. pexomenmarmu 13 " 14), yCTpaHeHHe NIEPBONPUYNH
(cMm. pexomernawio 10), 4TO HEPEBOAMUT €€ B paspsii MyJIbTHIUCLHIUIHHAPHBIX
MEpOIPUATUH, TPeOYIOIINX COACHCTBHS TUETOIOTOB, MececTep, IepcoHaa o
MIPUTOTOBJICHHIO IHINM M yOOpKe, Bpadeil, TepaleBTOB, WICHOB CEMBH H,
KOHEYHO, CaMOTO IaIUeHTa.

B xonme cucremarmueckoro momcka Obputo HaiineHo uersipe PKHM ¢
HECKOJIEKIMH TOIMCCIIEIOBAHUSIMY , OPHEHTUPOBAHHEIX HAa MYJIbTUMOIAIbHEIS
U MYJIbAUAMCIMIUIMHAPDHBIE BMeEIIATeNbCTBa (OOBEqUHSIONME Oojiee IBYX
CTpaTeruii BMELIaTeIbCTBA) Y MOKMIBIX JIOEH C HEIOCTATOYHOCTHIO THTAHMUS
w puckom ee passutusi [63-72]. Neelemaat etal. [63] mposemn PKU,
O00BCANHSIONINE PA3HbIC KOMIIOHEHTH HYTPUTHBHOW MOANEPIKKH, TaKHE Kak
oOorameHne nUIM KanopusmMu U Oenkamu, npumenenue [II1]], noGaBok
Kanpus ¥ BUTaMuHa D, Tene)oHHOe KOHCYIBTHPOBAHHE MOXKIIIBIX MAIIHEHTOB
B IEPHOA OT TOCIHHUTAIM3ALUM [0 TPEX MECALEB IOCIE BBIITUCKH, II0
pe3ynbTaTtaM KOTOPBIX YCTAHOBHJIM TOJNOXHTENbHBIC 3(Q(EKTH B OTHOLICHUU
MoTpeOIIeHNs KaIOpHii B OeIIKOB, YPOBEHb BUTAMIHA D B CHIBOPOTKE U YaCTOTY
nmanenuii. Takxke ObLIa MPOJEMOHCTPUPOBAHA SKOHOMUUECKast 3P (HEKTHBHOCTD
Takoro BMemarensctsa [64]. He 66110 BIsIBIEHO 3()(eKTa B OTHOIIEHHH MACCHI
Tena, 6e3)KUPOBOI MAcCHhl, CHIIBI XBaTa KHCTH U CMEPTHOCTH ciycTs | u 4 roma
[63,65]. Beck etal. [66,67] mpoBem: KOMIUIEKCHOE BMEINIATENHCTBO Y
MO>KMITBIX JTF0/Ieit M3 JOMOB IPECTapesblX, BKIIFOYABIIICE IPUMEHEHHE MUIIEBBIX
J00aBOK IOMAIIHETO IMPUTOTOBJIEHHMS, TUTHEHY IIOJOCTH PTa M TPYIIOBBIE
3aHATHS, KOTOPBIE CIIOCOOCTBOBAIN ONTHMH3AIINH TOTPEOICHHS OEIKOB, MACCHI
Tena, (Gpunuueckoil paboTOCIOCOOHOCTH M COILMANBHOM aKTHBHOCTH. B 3TOM
HCCJIEIOBAaHMM HE OBUIO ONpEIeNeHo 3HaYuMoro 3¢p@QexTa B OTHOIIECHHU
notpedneHus Kanopuid. B pamkax 11-memembHOro kmactepuoro PKU vy
MOKHITBIX JIFOJICH ¢ HeJOCTATOYHOCTHIO THUTAHMUSI, 00CTyKHBACMbIX Ha IOMY HIIH
NPOXKHUBAIOIIMX B JoMax  mpecrapensix  [68,69],  mpumeHsioch
MyJIbTHANCLUIUIHHAPHOE — BMEIIATENbCTBO,  BKJIIOYABIIEC  HYTPUTHUBHYIO
MOIEPXKKY, (U3MOTEpanui0 H  TPYAOTEPaNHio, KOTOPOE  OKas3bIBAJIO
TOJIOXKUTENBHBI 3((QEKT B OTHOIIEHHH KadecTBa J>KU3HH, CIIOCOOHOCTH K
MOABEMY CO CTyla M THUTHEHBl T0OJOCTH pra. bomee Toro, Obuta
MPOJIEMOHCTPUPOBAHA IKOHOMHYECKasT Y(Q(HEeKTHBHOCTh BMemareabcTBa [69].
Opnako B 9ToM PKU He GBIIO BBISBICHO Pa3INyYMii MACCHI TeNa, CHIIBI 3aXBaTa,
YaCTOTHl TAJCHUM, WHCTHTYIHOHAIM3AIUMH U CMEPTHOCTH MEXAy IPYIIOit
BMEIIATEIBCTBA M KOHTPOIBHOIT rpymmoii [68, 69]. B PKU y moxuisIx mrozeii ¢
mepenoMoM Iieiiku Oeapa OBUT  OHpEIENeH IMONOXKUTENBHBIA  dddhexT
KOMILIEKCHOM HPOrpaMMBbl peaOHINTalUH, BKIIOYABIICH Mepbl HyTPUTHUBHOI
MOAJCPKKH, B OTHOLUICHWH [IHTEIFHOCTH TOCIHUTANN3ALMH, aKTUBHOCTH B
[OBCEHEBHON KU3HU M IOJBWKHOCTH cryctsi 12 mecsiues [70], a Takxke B
OTHOIIIEHUH YacTOTHI MaJeHUIl BO BpeMs IPEOBIBAHUS B CTALIOHAPE U TPABM
BeneAcTBHe majeHuit [71]. B ogHOM moauccie[oBaHNH, BKITIOYABIIEM TOJIBKO
MALMEHTOB C 3amoiHeHHbIM MNA Ha MOMEHT Hayayia MCCIICAOBAHUSA U CITyCTs
4 mecsima  HaOMIOJEHHs, OBLIO NPOJEMOHCTPHPOBAHO 3HAYMMOE CHIDKCHHE
JUIITEIEHOCTH JACMHUPHS, KOJIMYECTBA HOBBIX HPONEKHEH H AIUTEIHHOCTH
TOCHHTAJIM3alUKM B TPyMIE BMEIIATEIbCTBA MO CPABHEHHIO C KOHTPOJIBHOH
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rpymmoit. Onnako mokazaremn UMT u MNA He m3Mensumich [72] (Takxke cM.
pexomenanuio 46).

VYIOMsIHYThIE HCCICHOBAaHMS YKA3bIBAIOT HA CIIOKHOCTH CHTYaLHH H
MOAYEPKUBAIOT BAKHOCTH HMPHMEHECHHS KOMIUIEKCHOTO IIOJXOJa K JICUCHHIO
noxuiblx oned. Kak crnexcTBue, KIMHMUYECKHE MeEpbl HYTPUTHUBHOM
MOAJACPKKH  JOJDKHBI  SIBISATBCSL  YacThl0  MYJIBTUMOJAIBHOTO U
MyJIBTUANCIUILIMHAPHOTO TOIX0/Ia K JICYCHHIO TepUaTPUIECKHX MalueHToB. B
CBSI3H C YACTHYHBIM HECOBIAJEHNUEM PE3yJIbTaTOB YPOBEHb JOCTOBEPHOCTH OBLIT
THOHMXeEH ¢ A 110 B.

Pexomenparus 10

IoTeHnuaabHBIE NMPUYUHBI HEA0CTATOYHOCTH NUTAHHUSA H
00e3BOKMBAHHSI 0JUKHBI OBITH YCTAaHOBJIEHBI H YCTpPpaHEHbI B
MAaKCHMAJIbHO BO3MOKHOI CTeNeHu.

VYpoBens ybenutensHOocTH pexoMmeHganuu GPP — monHbIl KoHCEeHCyc
(cornacue 95 %)

Kommenrapuit

IMoTeHIMaNbHEIE TIPUYMHBI HEYIOBJICTBOPUTEIHHOTO YPOBHS IOTPEOIICHUS
NUIM ¥ (MIM) HYTPULHOHHOIO CTaTyca y MOXWJIbIX JIIOJEH pasHOOOpa3Hbl U
NOJDKHBI ~ OBITh M3YYCHBI CHUCTEMATHYECKH, HalpHMep, C IOMOIIBI0
KOHTPOJIBHBIX CIIUCKOB B COYETAHHH C MOCIIEAYIOIEH OLEHKON M YTOUHEHUEM
auarHosa. Tak, OlLleHKa CIIOCOOHOCTH K IIOTAHHIO, COCTOSHHUS 3y0OB, IOJIOCTH
pra, 00IIEro COCTOSIHUS 3A0POBbs U IPOBEPKA MPUMEHAEMBIX JEKaPCTBEHHBIX
IperapaToB Ha IOTEHNUAJbHbIE IOOOYHBIE J(GEKTHl, 3aTpPyIHSIONIHNE
HaJUIeXxallee NUTaHWe (HAampHMep, BCIEACTBHE AHOPEKCHH, KCEPOCTOMHH,
JMCTeB3UH, HApYIIEHUH CO CTOPOHBI KEIYAOYHO-KHIIEYHOTO TpaKTa HIU
COHJIMBOCTH), MOXXET IIOMOYb BBIIBHTH HPENATCTBUS K IIPHEMY IHUIH U
OIpeNeNuTh OTIPaBHbIE TOYKH IJIA aJeKBATHBIX BMEIIATEIBCTB. Y MOMKHIBIX
mojell B CIELUaNU3UPOBAHHBIX YUPEXKICHHAX IIHPOKO PACIPOCTPAHEHbI
npoOJeMbl NIpH TIpHeMe IHIIM ¥ KOPMIJICHHH, KOTOpBIE TakkKe TpeOyloT
OOHapy)XeHHsI, HampuMmep, MyTeM He(pOpManbHOrO HaOIIONCHHS BO BpeMs
NPUEMOB IMHUINYM, U YCTPaHEHHS B MAaKCHMaJlbHO BO3MOXKHOH CTENEHU C
TIOMOIIBIO HaJUIeKAIIIX mep [73]. ToTennuansHbre TIPIIAHBL
HEJOCTATOYHOCTH IHUTaHUS y TOXUIBIX JIOAEH U COOTBETCTBYIOIIHE
BMEILIATEJILCTBA IPUBEICHBI B TA0MIIE 7.

Pexomenpmarus 11

JlueTHyeckne  NpeJNMCAHUS, KOTOPble MOTYT  OIPaHMYMBATDH
norped/ieHne NMUILY, SIBIAIOTCS MOTEHIHAILHO BPEIHBIMH, B CBSI3H C
4eM HUX cJjeayer uzberarthb.

VYposens ybOemurensHocTH pekoMeHnamu GPP — monHbli KOHCEHCyC
(cornacue 91 %)

KommenTapuii

JlueTnueckye OrpaHHYCHUs SBISIFOTCS OJHOM W3 NMOTCHUWAJBHBIX MPUYHH
HEI0OCTATOYHOCTH MUTAHUSI, IOCKOJIBbKY OHH OTPaHHYMBAIOT BBHIOODP MPOIYKTOB
MUTaHUS M CHIDKAIOT YIOBOJILCTBHE OT IpHEMa IHMIIH, BCIEACTBHE YEro
CBSI3aHbI C PHCKOM OTpaHWYeHus noTpedieHus mumm. CorlacHo pe3yinbTaTamM
HenasHero 063opa Darmon et al. [74], 3¢bdexTuBHOCTS OTpaHUYUTENBHBIX AUET
CHIDKAETCsl C BO3PAcTOM, XOTs JaHHBIE 00 MX d(pdeKTax y MOXKWIBIX JIOACH
orpaHuYeHbl. B 0HOM HcclieoBaHMM OBUT yCTAHOBJIECH IMOBBINICHHBIH PUCK
HEIOCTATOYHOCTH THTAHUS y TMAlHEHTOB aMOyNaTOpHOro Hpoduis crapiie
75 et mocie COOMIOCHNS IUETHI ¢ HU3KUM COZICP)KaHHEM COJH, XOJIeCTepHHA
WM TabeTHIecKoi TUeThl Ha mpoTshkeHnH 11 + 6 et mo cpaBHEHHUIO ¢

Tabauna 7
TToTeHIMaNbHBIE TPUYHUHBI HEJIOCTATOYHOCTH IMUTAHUS U 060CHOBaHHbIE BMENIATEHCTBA

IMoTeHunansHas mpuYHHA ToTeHunansHble BMEIIATENBCTBA

TpyAHOCTH TIPH KEBAHUK « T'uruena nomocru pra
+ CTOMarosIornyecKoe jeueHne
¢ H3MeHeHMe KOHCHCTEHIHH MPOYKTOB MUTAHHS, €CIH
MOJXOANT
Tpynuoctu npu rnotanuu (aucdarus) « IpodeccnonanbHas OLEHKA IIOTATENLHON GYHKIUI
* OOyudeHHe TIIOTAHHIO
¢ V3MeHeHMe KOHCHCTEHIMH MPOJYKTOB B COOTBETCTBUM
C pe3y/IbTaTaMH OLECHKH TIIOTATENbHON (PyHKLMH
Hapywenne dyHKunn BepXHUX *  dusnoTepanus, TpyAOTEpaIns
KOHEYHOCTE# ¢ Hamnexanmias moMomuib IIpH npHeMe THIIH U THThE
(HanpuMmep, pazpesaHue NpoJyKTOB MUTaHMS,
KOPMIICHHE C JIOKKH)
 IlpegocraBieHne HEOOXOAMMBIX BCIOMOrATENIbHBIX
TIPUCTIOCOONEHHH TS PHeMa THIH U M ThS
« Ena nns nepexyca
« IlpucnocoOneHus 1 COBEPIICHHS
MOKYIOK/IPUTOTOBJICHHSI IIULLH, JOCTABKA TOPSYHX

obenon
OrpaHiYeHHast IOABHKHOCTb, +  QusnoTepanus
HMM06HHH3EHH5{ . CHJ'IOBLIC YIpa)KHCHUA

« I'pynmnoseie 3auaTHSA
« TlpucnocoGnenus Ui CoBepIIeHHs
TOKYNOK/IPUTOTOBICHHS I, T0CTaBKA TOPSINX
obenos
KorsuTtneHbIe HapyIICHAS * Habmonenue 3a npueMoM NHIIM
* Hamnesxaras nomomuis npu npueMe UM (HanpuMep,
BepOaNbHbIE 10JICKA3KH, TIOMOIIb IPH TIPHEME ITHIIH)
« IlpucnocoGnenus 1 coBepIICHAS
TIOKYMOK/TIPUTOTOBJICHHS MUIIIH, T0CTABKA TOPSYHX
00e10B
+  Oprau3anys «CeMeHHBIX» IPHEMOB ITHIIH B
CTIENHMATH3UPOBAHHBIX YUPEKICHUAX
JlenpeccnBHOE HACTPOCHHE, * Hamnexaree MeTMIMHCKOE JICUCHHE
Jienpeccus  IlpueM nMIIM ¥ MUTHE B KOMIAHHH/COBMECTHBIE
TPHEMbI ITHIH
« IlpuaTHas obcTanoBKa/aTMoc(hepa Uis IpueMa MUK
« I'pynmoBsie 3aHATHA, TPYAOTEPaANHs
OnMHOYECTBO, coLMaNbHAsA H30MAUKMs  *  [IpHem MUK U TMThe B KOMITAHUH/COBMECTHBIE
TPHEMbI ITHIH
« I'pynmoBas akKTHBHOCTh

EC}IHOCTB . COLH/IB,J'II:HBIC TIpOrpamMMbl
Octpoe 3a0oneBanue, (xponnyeckas) « Haexamiee MEMIMHCKOE JIeYeHUE
6011

IToGounbie 3(hdexTs NekapcTBeHHBIX ¢ OlIEHKa JIEKapCTBEHHEIX TIPENapaToB Ha
TpenaparoB (HanpuMmep, TIOTEHIHATBHBIC TTOOOYHBIE PHEKTh

KCEpPOCTOMHSI, anaTus) ¢ CHuKeHMe JI03bl JIEKAPCTBEHHOTO IIpenapara
¢ 3amMeHa WM IIPeKpalleHHe IIPHeMa JIeKapCTBEHHBIX
TipenaparoB
OrpaHHYHTEIbHBIC AHETH « IlepecMOTp M CMSATYCHHE JUETHUECKHX OTPAHUUCHHI

KOHTPOJIBHOI TpyNIoil Toro sxe Bo3pacra W moia [75]. AmepukaHckas
JIMETOJIOTHYECKas acCOLMAIMsl yKasana B O(QUIHAIBHON MO3UIHHU, 4TO MEHEee
CTPOrHe OrpaHMYCHHS] B JHeTe JUIS TOXWIBIX JIFOJCH, IOJTyYaromux
JIOJITOCPOYHYI0 MEIHIMHCKYIO IOMOIb, MOTYT YJIyYIINTh HYTPUIMOHHBIH
CTaTyC U Ka4ecTBO KM3HU [/6]. B CBS3M ¢ pHCKOM pa3BHUTHsI HEAOCTATOYHOCTH
[UTAaHUsT BPsi JIM  OYyOyT MPOBOAMTHCS JIOMOJNHUTEIBHBIE HCCIEOBAHMUS
9((eKTOB OrpaHHUNTENBHBIX [HET Yy MOXHIBIX JIFOAeH, a Hajuiexanias
KJIMHUYECKask IPAKTHKA 3aK/TI0YaeTCs B CMATYCHHN UETHUCCKUX OTPaHUIeHHIT
JUISL IOXKIJIBIX JIFOJICH C 1IeJIbI0 CHUKEHHUSI PUCKA HEJOCTATOYHOCTU TIUTaHUS
CBSI3aHHBIX ~ II0TEPh  OE3KMPOBOM Macchl Tena W (PYHKIMOHAIBHBIX
BO3MOKHOCTEH.

II. PekoMeHIaMu U151 TOXKUJIBIX JIKOJIeH ¢ HETOCTATOYHOCTHIO MU TAHUS
WJIM B TPyIIe PUCKA M0 HeJ0CTATOYHOCTH MUTAHUA

Bcnomoeamenvivie emeuiamenvbcmea

IL.1 JomkHa Ju mpeaiaraTbesi NOKHIBIM JIOAAM ¢ HeJOCTATOYHOCThIO
NMUTAHUS WIH PHCKOM ee Pa3BUTHS MOMOLIb NPH NMpHeMe muim?

Pexomenmamus 12

IoXuaBIM JIIOAAM € HEIOCTATOYHOCTHI0 NMHUTAHUS WJIM PHCKOM ee
Pa3BUTHS M 3aBHCHMOCTHIO OT MOCTOPOHHMX JIMI NIPH NpHeMe ITHIIH,
HAXOJSAINUXCS B  CHENHAIH3UPOBAHHBIX Yy4YpesKIeHHsX (A) wuian
aoma (GPP), noxkHa mpejajaraThesi NOMOLIb NPH NpHeMe MHIIH €
LeJIbI0 CTUMYJISILMHU I0CTATOYHOT0 noTpedaeHus numu (BM).

YpoBens yoemurensHOCTH pekomennarmu A/GPP — monHblil KoHCeHCycC
(cormacue 100 %)
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Kommenrapuit

MHorpe MOXWIbIC JIOAM KMMEIOT OrPAaHHYEHHYH CIIOCOOHOCTH K
HE3aBUCUMOMY IIPUEMY HHIIM M HUTBIO B CBS3U C (DYHKIMOHAIBHBIMH H
KOTHHTHBHBIMH OTpaHHYCHMSIMH. VM MOryT HOTpeGOBaThCs pasHbBIC BHIBI
MOMOIIH: OT ITOCAZAKH 3a CTOJ M BEPOaJIbHBIX MOJICKA30K [0 HEMOCPEICTBEHHO
(u3nUeckoli moMouy (HanpuMep, MOAHECTH MUILY ¥ HAUTKH KO PTY).

B xoze moucka mydnukanuit 6su10 Halineno Tpu CJIO BbICOKOTo KadecTsa,
KOTOpbIE WMMENH OTHOIIEHHE K OCHOBHOMY Bompocy [77-79]. B CIJIO,
nposeznenHoM Tassone et al. [79], uzyuanucs 3¢ dexThl IOMOLIM NPU pHEMe
MUK, OKa3bIBAEMOIM TOCIHUTAJIN3UPOBAHHBIM MareHTaM (65 JeT u crapiue)
MEICECTPHHCKIM [EPCOHAIOM, CICHHAIM3HPOBAHHBIM IIEPCOHAIOM WK
JgobpoBoibliamMi. B kadecTBe ucXofa M3ydalcs HYTPHIMOHHBIH CTaTyc,
BKJIFOYAs] aHTPOIIOMETPUYECKUE [IOKA3aTeNy, OTPeOICHIE KaJopuii U GEKoB.
B 0030p Bomuio B o0miel CIOXHOCTH ISATH HCCIenoBaHMil. B nByx m3 HuX
PErHCTPUPOBAJICS HYTPHIMOHHBIA CTAaTYC y4acTHHKOB [0 BMEIIATEIbCTBA, a
PSIA UCTBITYEMBIX B IPYIIE BMELIATEIbCTBA UMEIN HEAOCTATOYHOCTh TUTAHUS
WIH PUCK ee pa3Buts. Yerslpe n3 0003HAYEHHBIX IISATH HCCIICAOBAHMIA
(Bximovast ogao PKU) mMornu ObiTh 00BEIMHEHBI Ui MeTaaHaiau3a. [loMorp,
npefocTaBisieMass NpPH IPUEME IHIIH YYaCTHHKAM OTHX HCCIICJOBaHHH,
BKJIFOYAJla PACCTAHOBKY MOJHOCOB C €/10if, ITOCAJKy NALHEHTOB B YIOOHOM
MOJIOKEHNH 3@ CTOJIOM, OTKPBITHE KOHTCHHEPOB C HPOJYKTAMH IUTAHHSA H
HAllUTKaMH, CHATHE KpBINIEK, KOPMJICHHE, CTHMY/ILHIO MpHEMa UMK |
OKa3aHHe COLHMAIBHOW MOIJECPXKKH BO BpeMs Hpuema nuum. [lomoms npu
[pHeMe THUIIY B LEJIOM 3HaYUMO yilydlnajga CyTOYHbI YPOBEHb HMOTPEOICHNUs
kayopuii u 6enkos. B nyx CJIO, moxprorosnenusix Abdelhamid et al. [78] u
Abbott et al. [77], 6b110 paccMOTPEHO HECKOJIBKO BMEIIATENBCTB, BKIIFOUABIIAX
NOMOIIb [PH IpHeMe MHIM M [HTE I8 IOXKWIBIX JIHOAeH B
CICLHAIM3MPOBAHHBIX YUPEXKACHHUSAX. B  KadecTBe MCXOJ0B H3yYalHCh
[OKa3aTeld, CBS3aHHBIC C IWTAHHEM WIH HOTpebieHneM xuakocreid. Hu B
OZHOM M3 3THUX HCCIENOBaHHH HE COOOLIANOCH O HYTPHIMOHHOM CTaTyce
HCIIBITYEMBIX, OAHAKO HX oO0mas Leib 3aKIioYalach B ONTHMH3ALNH,
MOJUIePXKAaHUH WIIM OOJICTYEHHH TOTPEOJICHNsI HHIM, a 3TO 3HAYHUT, YTO
Y4aCTHHUKH MMEJN HEAOCTAaTOYHOCTh MUTAHHS WIH PHUCK ee paszButus. O630p,
nposezenHbiil Abbott et al. [77], Bkirouan miects UccIe0BaHU TOMOIIH TIPU
xopmiiennn. B nByx PKU [80, 81] u Tpex cpaBHEHHSIX IO CXeMe «I0/TOCIIe»
[82-84] uzyuanuce 3¢ heKkTh MOTHBAIIUH, MPABUIBHOM TOCAIKH U TOMOIIHU TIPH
MpHeMe MHIH, KOTOPbIe OKa3aJIUCh MOJIOKHUTEIbHBIME B OTHOUICHHH YPOBHS
noTpebieHns] UK. B OJHOM HCCIIe0BaHNN PEMHHHCICHTHON Tepanu BO
BpeMsl IpHeMa IHUIIM [0 THIY <«IO0/IOCie» B paMKax OYeHb HEOOINBIIOro
HCCIICI0BaHMs, BKITIOYABIIIErO CEMb MAI[MEHTOB C AEMCHINEH, TPOXKUBAIOIIHX B
CIIeI[HAIM3MPOBAHHBIX  YUPEXKICHHUSAX, ObLUIO ONPEHENCHO MOTPaHHYHOE
He3HaunMMoe ynyduieHue notpebnenus muum [85]. Abdelhamid etal. [78]
M3y4Yalnd MLl C JIeMEHIHEeH, HPOXKMUBAIOIINX B  CHCHUATH3UPOBAHHBIX
YUPEKICHUAX, W ONMCAIM LIECTh HCCIEAOBAHMIL, B KOTOPBHIX MOMOIIb MPH
KOPMJICHHH SIBJISUIACH [TaBHBIM 00Pa30M 4acThI0 KOMILIEKCHBIX BMEIIATEIbCTB,
HAIpABICHHBIX HAa ONTHUMM3ALMIO TMOTPEOJICHHS] MHINM U IHTHS, YTO HE
O3BOJIMIIO BBIHECTH 3aKJIFOYEHHE O TOM, KaKasi 4aCTh BMEIIATEIbCTBA [IPUBEIIA
K BBISBJICHHBIM 3 (deKTam.

VHTepBEHIIMOHHBIX HCCIICIOBAHUN CPEIH MOKHIIBIX JTIOJEH, 00CITyKMBaEMbIX
Ha JIOMY, CPE/IH KOTOPBIX TAK)Xe PaclpOCTPaHEHbI HEOCTATOYHOCTD IIMTAHHS 1
PHCK ee pa3BHTHs, HPOBEICHO HE ObUIO. TeM He MeHee MOXHO JOCTOBEPHO
MPEINONOKHUTE, YTO IMOMOIIb NP MpPHEME MHINK MOKWIBIM JIFOJSIM, HE
CIOCOOHBIM K CaMOCTOSITENBHOMY HPHEMY ITHIIH U POXHBAIOIIMM B YaCTHBIX
JIOMOXO3SIHCTBAX, TAKXKE MOXKET IOJIOKUTEIBHO CKa3aThCs Ha MOTPEOICHHUH
TTHIIH.

I1.2 Cneayer Jiu CTHMYJIMPOBATDH NOTPedJIeHUE MMM Y MOKHIIBIX JIF0Aeil
¢ HeJOCTATOYHOCTHIO NMHUTAHUS HWJIH PHCKOM ee Pa3BHTHS MOCPEACTBOM
€O3/1aHHSI IPHATHOM JoMaLIHel 00CTAHOBKH IPHU NpHeMe MUINH?

Pexomenpmarnus 13

B ycioBHSIX cHenMAIM3HPOBAHHBIX YYpe:XJAeHHH NpHeM NHIIA
MOKHJIBIMH JIIOJbMH € HEJI0CTATOYHOCTHI0 MUTAHHUS HWJIH PHUCKOM ee
Pa3BUTHS [J0JKeH OBITh CTHMYJIMPOBAH IOCPEICTBOM CO3AaHMsI
NPUATHOH JOMAaIIHeill 0OCTAHOBKHM BO BpeMsl eIbl B HOJJIEPKKY
J0CTATOYHOr0 NOTPeb/IeHNs] MUINU U KavyecTBa xu3nu (BM, PC).

VpoBeHb yOEIUTENBHOCTH DPEKOMEHIAIMM A — TOJHBI KOHCEHCYC
(cormacue 100 %)

KommenTapuit

@DakTOpsl OKpY)KAaIOIIeH Cpensl HrpaloT BaKHYIO POIb B  CO3JAHUH
HaJIexalei arMocepsl BO BpeMst eJ1bl, BKIII0Yas MECTO IIpHeMa IHILH, MeOelb
U COTpAaIe3HHKOB, OKPYKaIOIlUe 3BYKH, 3allaX¥, TEMIIEpaTypy U OCBEIICHHE,
JOCTYITHOE PACIOJIOKeHHE IHINM Ha CTOJe, pa3Mep IOpPHUH U BHENIHHH BHJ
mtm [86, 87] IMepeunciennsle (paKTOPBI UIPAIOT BAKHYIO POJIb HPU [PUEME
MUIINA ¥ MOTYT OBITh CKOPPEKTHPOBAHBI C LENBI0 CTHMYJISIIUH JOCTaTOYHOTO
NOTPeOIeHH)S MUY TIOAEMH, HCTIBITHIBAIOIIUMU TPYIHOCTH IIPH IIPHEME ITHUIIH.

B xone moucka myOnukanuii Obun Hadinensl aBa CJIO, cOOTBETCTBYIOIIUX
KpuTepusiM BKitodeHus [ 77, 88], 06a 13 KOTOPBIX MMEIOT BEICOKOE KadecTBO. B
CJIO, mpoBexerHom Abbott etal. [77], wu3ysamace 3¢dexTrBHOCTD
BMEIIATENILCTB B OTHOLIEHUH IIPUEMA MUY TTOKUIBIX JTIOAEH, IPOKUBAIOIIUX
B JIOMax IpecTapelbixX. B kauecTBe HCXO0B N3YJaIHCh ITOKA3aTeIH, HAIPSIMYIO
CBSI3aHHBIE C TOTPEOJICHHEM MHINU JTHOO CBS3aHHBIE C HYTPHIIMOHHBIM WM
(YHKIIMOHAIBHBIM CTaTYCOM. JIOMOTHUTENEHBIMU HCX0IaMH 0COOOT0 3HAYCHHS
SIBJISUTUCH NTOKA3aTeN! yIO0BIETBOPCHHOCTH PALlIOHOM U KaueCTBO XKU3HU, €CIII
TaKOBBIE H3MepSIIUCh. B obmieil coskHocTH B 11 HcCIen0BaHUSIX, BKIIOYAs TPH
PKU, wusydamuce >(Gdextsl U3MeHeHUss OOCTAHOBKM A MpUEMa IHIIH.
VYuactanku tpex PKU 6bumn crapiie 65 net, NpoKUBai B JOMax HPeCTaperbIx
¥ MMeNH HeJJOCTaTOYHOCTh MMTAaHMs WK PUCK ee pa3BuTus. Bo Bcex Tpex PKU
n3yyanuch 3GQeKThl yaydieHus aTMocdepbl B KOMHATE JUIsl IPUEMA THILH 1
NIPUMEHEHUs] NPUEMOB IMINM CEeMEWHOro THIA, a TalKe Oojiee aKTUBHOI
TIOMOIIM CO CTOPOHBI IepcoHana. Pe3ynbTaThl MeTaaHalHM3a yKa3bIBalOT HA
MOJIOKUTEIBHBIH 3((EKT U3y4eHHOrO BMEIIATEIbCTBA B OTHOIICHHH MAacChl
tena (Bo Bcex Tpex PKU) m morpebnenus xanopuit (nBa PKU), xotopsre,
OJIHAKO, HE OBUIM 3HAYMMBIMH. Pe3ynbrarhl OJHOrO M3 mcciemoBanuii [89]
JOCTHITIM HHAMBHUIYalbHOW 3HAYUMOCTH. JlaHHBIE HEpaHIOMH3MPOBAHHBIX
HCCIIEIOBaHUH Taioke ObUIM Pa3sHOCTOPOHHUMH, OJHAKO aBTOPBI BBIHECIIH
3aKII0YeHHE O NpeoOiafaHnuH IOJOKHTENbHBIX pe3yiabratoB. B nByx PKU
TaK)Ke OLICHHBAINCH A(DPEKTH! B OTHOLIEHUM KadecTBa JXMU3HH M OBLIO
OIpesielIeHO TOJIep)KaHNe YKa3aHHOTO KadecTBa JKM3HU, B OTIMYHE OT
3HAYMMOT'O CHIDKEHHSI JTOTO IIOKa3aTels y JKUTeNel JIOMOB IpecTapeliblX,
NPUHUMAIOIIKMX MHILY B 00bIYHBIX yenoBusx. B CJIO, nposenensom Bunn et al.
[88], Obu1 cmemaH ymop Ha BMENIATENHCTBAX, KOCBEHHBIM 00pa3oM
CTUMYJIMPYIOIINX IIOTpeOJICHNe HHINM Y JIMI C JAEMEHIHeH B pa3iIHIHBIX
YCIIOBUSIX H TIPU Pa3HbIX YPOBHAX YX0[a, H H3y4alIHCh PA3HOOOPA3HbIE HCXOBL.
Hu B omHOM U3 3THX HCCIEIOBaHUI He COOOIIANOCh O HYTPULIMOHHOM CTaTyce
YYaCTHHKOB, OJHAKO HX oOmas Medb 3aKiIodalach B ONTHMH3ALUH,
MOAJepKAHUH MM OONeryeHuy MoTpeOaeHNs UMM H HAUTKOB, TeM CaMbIM
MoApa3yMeBas, YTO YYaCTHUKH UMENIH HeJOCTaTOYHOCTh MUTAHUS WU ObLIH B
rpyIIe pyuckKa Mo HEOCTaTOYHOCTH uTaHusA. bbuto Haiineno 17 nccnenoBanuii
(ue PKU), B KOTOPBIX H3y4Iannuch 3G HeKThI H3MEHEHHsI 00CTAHOBKH ITPH TIPUEME
OUIIM WIA YCIOBHH oOecliedeHMs] NHTaHUEM, OIHAKO PACCMOTPEHHBIE
BMEIIATENIbCTBA OBLIM B BBICOKOW CTENEHH Pa3sHOOOpAa3HBI, a 4acTb M3 HHUX
BKJIIOYAJIa HECKOJIbKO KOMIIOHEHTOB, B JONOJIHEHHE K BBICOKOMY DPHCKY
CHUCTEMAaTHYECKOW OMIMOKHU IS BCEX MCCIIEIOBAaHUN. ABTOPBI YCTAHOBUIIH, YTO
BMEIIATENIbCTBA, BKJIIOYABINHE IPHEMBl NHUIIM CEeMEHHOro THHA W IpU
YCIIOKaMBaIOMIEH My3bIKE, OKa3bIBAIIM MOJIOKUTEIbHBIN 3Q()EKT B OTHOICHUH
mpreMa THUIIY | TIUTHS y JIIo/Iel ¢ nemennueii [88].

11.3 I[OJ'I?KHI)] JIH MOOUIPATHCH COBMECTHBIC ITPHEMBI IMUIIM Y NMOKHJIBIX
JIojel ¢ HeJOCTATOYHOCTHI0 MU TAHUS WUJIH PHUCKOM ee pa3Bl/lTl/lﬂ?

Pexomenpanus 14

Y noxkuabIX Jr0Jeil ¢ HeI0CTATOYHOCTHIO NMUTAHUSA WM PUCKOM ee
Pa3BUTHA J0/KHbI HOOMIPSITHCS COBMECTHbIE IPHEMbI IHINHU, KOTOpPbIe
BeIyT K ONTHMU3ALUU YPOBHSI NOTped/IeHHs] NMHUINU M YJy4LHIEHUIO
Ka4ecTBa )KM3HU.

Yposens ybenurensHocTH pekoMenpamun GPP — momHbIil KOHCEHCyc
(cormacue 100 %)

KommenTapuii

IprieM THIIH ABISIETCS COMUATBHBIM aKTOM, U JOKa3aHO, YTO COBMECTHBII
MIPUEM IHIIH CTUMYITAPYET MOTPEOICHIE MHIIHN, B TOM YUCIIE Y TIOKHITBIX
nrozeii [86, 90]. Tem He MeHee MOKUITBIC JIFO/H, TIPOKHBAOIME OJIHU WIIH B
JIOMaX MPECTapeIbIX, YaCTO OTKA3BIBAIOTCS OT KOMITAHUH M PAa3rOBOPOB IIPH
mpueme . B HabMogaTenbHOM UCCIEI0BAHHE € yIacTHeM 50 MOKIIBIX
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Jofiel, HaXOAAIMXCS Ha HaJIOMHOM 00CITy)KUBaHUH, 3HAYMMO OoJiee BHICOKHIA
YPOBEHb MOTpeOIICHUs! KaJIOpHil ObLI ONpeJIeNeH Y TeX, KTO IPUHUMAJ IHILY B
KOMIIaHHH, 110 CPABHEHHIO C TeMH, KTO e B oauHouKy [91]. Boinee Bbicokuit
YpOBEHb  IOTpPeONeHMS KaJOpHil Takke HaOMIOancs y  HOXKMIBIX
TOCIHUTAIM3UPOBAHHBIX IIAIIUEHTOB, HNPHUHHMABIIMX IMILy B CTOJOBOH, IO
cpaBHeHHIO C Temu, Kro e B manare [92]. Crumymupyrommii sddexr
COBMECTHOTO ITpHEMa IHUIIH, [10-BUAUMOMY, 3aBHCHUT OT YHCIIA COTPAIIE3HUKOB,
a TaKXKe OT B3aMMOOTHOIICHUH dTHX JIF0/eil: ueM OolIbIie Jro/eil IPHCYTCTBYET
3a CTOJIOM M 4eM Jydlle 3TH JIIOAW 3HAIOT JPYr Apyra, TeM OOJblIe eIbl
cbemaercs [86]. Jlromu 4yBCTBYIOT cebsi B IelioM 0Oojee pacciaabieHHO U
KoM(pOPTHO B KOMIIAHHHU 3HAKOMBIX MM Jtonell. Kax cnencrsue, oHH moiblie
OCTaIOTCsl 3a CTOJIOM H BCE 3TO BpEMs NPOJOJDKAIOT €CTh, YTO CIIOCOOCTBYET
TIOBBIICHHOMY TOTpeOyieHHIo nuimy. bonee Toro, mpenmonaraercss Hanmudue
TIPSIMOTO NOBeEHUECKOro 3 (ekTa, KOTOPHIH 3aKII09AeTCS B TOM, YTO JIOAU
MOACTPauBAIOT CBOM IpHEM INUIIM IMOJ MHUILIEBOE IOBENEHUE COTPANEe3HUKOB
[86]. Taxoii a¢dpext HanboICE BHIPAKEH Y MOXHIIBIX JIFOACH ¢ KOTHUTHBHBIMA
HapYIIEHHSMH, KOTOPbIE MOTYT YKIOHSATHCS OT IIPHEMOB ITHIIY WIH 3a0bIBAIOT
PO HUX U KOTOPBIX MOTYT CTUMYIMPOBaTh K IPHEMy IHUIIM APYTHE JIOIH,
BEICTYIAIOIIHIE B KAUECTBE POJIEBON MOJIEIIH.

B xoze noncka my6iKarmii ObUT HaliIeH CHCTeMaTHYeCK il 0030p BEICOKOTO
KauecTBa C JaHHBIMM 00 3(G{EKTHBHOCTH BMEIIATENBCTB B OTHOIICHHH
rnoTpebIeHnsT MUK y JUIl ¢ JeMeHuuel [/8], BKirodyas BMelIaTenscTBa B
OTHOLICHUH TIPHEMa IHIIH, ¢ 0COOBIM BHUMAaHHEM K COLMAIBHBIM JJIEMEHTaM
npuema vy U nutha. He Obuio Haiineno PKU, oxnako HaiijieHO uersipe
HEePaHIOMH3UPOBAHHEIX UCCIICNOBAHUS (BCE y JIUII cTapie 65 jeT), B KOTOpOM
u3ydany dGpQeKT B TOM UHCIC NPUEMOB IHIIH BMECTE C IIEPCOHAIOM WU
COBMECTHBIX 3aBTPakoB B OTHOIIGHMU pPAa3IUYHBIX IIOKa3aTelel MCXoa.
Hecmotpss Ha TO, YTO cpenu HHX ObUIM HEOOJNBIIME HCCIENOBAaHUI U
WCCIIEIOBAaHUS HU3KOTO KadyecTBa, B HHUX OBUIO BEIHECEHO COIJIACOBAaHHOE
MIpeIoI0oKeHHEe 00 yTydlIeHHU KauecTBa KU3HU NallMeHToB. B oqHOM U3 3THX
HCCIIEIOBaHUH OBLT MPOAEMOHCTPHPOBaH d((EKT B OTHOLIEHUH MAcChHl Tea,
KOTOpasi 3HAaYMMO BO3pacTalia B IPyIIe BMEIIATeIbCTBA CILYCTs TPH Mecsina 1o
CPaBHEHHIO ¢ KOHTPOIIbHOI rpymmoi [93]. Tem He MeHee MOUEePKUBAETCS, UTO
B Cllydae OCOOBIX NPOOIeM ¥ HOXeTaHWH HeoOXOAUM HWHINBHIYaJIbHBIH
noxxoy. Tak, HEKOTOPBIE TTOXKMIIBIE JIFOIH MOTYT OBITh BO30Y)KIEHEI BO BPEMSI
MpHeMa MUIY, YTO BEET K CO3AaHHI0 OECIIOKOHHON 0OCTaHOBKH B CTOJIOBOM.
Hexotopble NOXHIIbIe JIFOOW HCHBITHIBAIOT AUCKOM(OPT BO BpeMs IpHeMa
WO PSJIOM C JIFOJBMH, KOTOpbIE HE COOJIONAIOT THTHEHY WIM IpaBHia
noBefeHHs 3a cTolaoM. C Apyroit CTOPOHBIL, JIFOIH, HCIBITHIBAIOIINE 3HAUNMBIE
3aTPyIHEHHMS IIPU IIpUEMe ITHIIY, MOTYT HCIIBITHIBATh AUCKOM(OPT, IOCKOJIBKY
HE MOTYT COOTBETCTBOBATh YCTAHOBJICHHBIM HMH ke CcTaHgapram. Ha
OCHOBAHUH 3TOTO OBLIO MPETNONI0KEHO, YTO CHIDKCHHE HaBBIKOB PHEMa MHIII
BEIeT K COKpAIEHHIO HOPIWil B INONIBITKE CHH3UTH BEPOSTHOCTH Heyaad B
npucyrctBuu apyrux [94]. Yto kacaercst BCex JAPYrux BMELIATENBCTB, TO U B
9TOM Cllydae BC€ peIIeHHsA [O/DKHBI OBITh UHIMBHIYalU3HPOBAaHbl B
COOTBETCTBUH C HOTPEOHOCTSIMH ¥ IIPEAIOYTEHHUSIMH MTAI[EHTOB.

II.4 Cuaegyer JM OpPraHM30BBIBATH ISl NONKWIBLIX JIOAeH ¢
HeJ0CTATOYHOCTBLIO NMUTAHUS MJIH PHCKOM €€ Pa3sBHTHs, NMPOKHBAIOIINX
J10Ma, 10CTABKY ropsiyux ooem1os?

Pexomennanus 15

TI'opsiune o06Genpl, mpeniaraeMblie NPOKHBAEMBIM [0Ma IOKHJIBIM
JIIOASIM € HEIO0CTATOYHOCTHIO NHUTAHHS WIH PHCKOM ee pPa3BUTHA,
JOUKHBI HMMeTh BBICOKYI0 KAaJOPHiiHOCTH W (WJIH) BKJIIOYATH
JIOMOJTHUTENbHbIE 0J0a B COOTBETCTBHH C JIOJUKHBIM YPOBHEM
noTped/IeHus MUIIH.

VpoBeHb yOEAMTENBHOCTH pPEKOMEHIAaUnn B — TONHBIA  KOHCEHCYC
(cormacue 97 %)

KommenTapwuii

JlocTaBka roToBBIX OJIOJ Ha JOM, WIM JIOCTaBKa ropsdux odenor (IIO),
SIBJIICTCSI XOPOLIMM BapHaHTOM [UIsl MOXKWIIBIX JIIOJCH, NPOXXKUBAIOIIMX B
YaCTHBIX JOMaX, KOTOPBIE HE CIOCOOHBI CAMOCTOSTEILHO XOAUTD 33 MOKYTIKaMH
U TOTOBUTH efy. I107b30BaHUE yCIyraMy 3TOH CITyXKObI MO3BOJISET MOXKUIIBIM
JIOASIM TPOJOJDKATH JKUTh B COOCTBEHHOM [OME€ M IPH 3TOM HMETh
JIOCTATOYHBIN YpoBeHb NOTpeOnenns nuum. Ciryx0a JocTaBKa rOTOBBIX 00€10B
MOJKET OKa3aThcsi 0COOCHHO MOJIE3HOM B IEPHO/] MOCIIE NIEPEBOA MAUECHTA U3
CICLUATM3UPOBAHHOIO YUPESKICHHSI B COOCTBEHHBIN OM, KOI/Ia TALUEHT ele
HaXOJUTCs B (ha3e BBI3LOPOBICHUS U IMEET OTPAHHYCHHYIO aKTHBHOCTD.

KauectBOo 1 2 ()eKTUBHOCTH TOCTABKH TOTOBHIX ONION Ha JOM 3aBUCAT OT
MHOTHX ()aKTOPOB, @ B HECKOJIBKHX MCCIICIOBAHUAX OBUIO MPEANOIOKEHO, YTO
MOJIB30BaTeNH yCIyr ciiyk0bl JII'O UMEIOT ypoBeHb MOTPEOICHUsSI MUK HIKE
pexomenyemoro [95]. HenaBHO npoBeeHHBIH 0030p HOCTaBKH FOTOBBIX OO
Ha JIOM TI0Ka3al, 4T0 3((EeKT MOoIb30BaHMUs yCIyraMu 3TOH CIyKObI TPYIHO
oueHuTs [96], 01HAKO 11e)IecO000pa3HO MPEIONOKHUT, YTO JIMLA, KOTOPBIE HE
MOTyT HaJIAJUTh PErysIpHOE IHTaHHE APYruM o0pa3oM, IOIydaT OT ITOrO
TOJBKO MOJIB3Y. BcTaer Bompoc o TOM, NOMDKHBL JIM JOCTAaBIIsIEMBIE Ha JOM
rOTOBBIE OJIFO/Ia COOTBETCTBOBATH OCOOBIM TPEOOBAHHUSM, YCTAHOBICHHBIM IS
JIHI ¢ HeJOCTATOYHOCTBIO IINTAHUS WIIH PHCKOM €€ Pa3BUTHUSL.

B xoze nmoucka no nmyonukanusm Obuio HaliaeHo nBa CJIO, koTopbie HMeTH
orHoweHue Kk Bompocy PICO [97,98]. Baldwin etal. [97] wu3yuanu
BCIIOMOTATEJIbHBIC BMEIIATENbCTBA 110 MOBBINICHHIO YPOBHS HOTpeOIeHUS
IUIIA Yy B3pOCHBIX JIIOJEH C HEJOCTaTOYHOCTHIO IHTAHHS WM PHUCKOM e
pPa3BUTHUS B paMKax HEJlaBHEr0 KOKPAaHOBCKOro 0030pa, BKitoyasiuero jsa PKN
3¢ dexToB crernuanbHEIM 00pa30M H3MEHEHHBIX TOTOBBIX OO, JOCTABIISEMBIX
Ha gom [99,100]. Campbell etal. [98] npuuensHo w3ydannm HpoOrpammel
JIOCTaBKHU T'OTOBBIX OO Ha I0M, 0iHaKo coorBeTcTBYyroumid CJIO umen Hu3Kkoe
kauecTBo. 13 80 BKIIFOUCHHBIX HCCIIEIOBAaHUI OBbUTH BbIJEIICHBI Te ke nqBa PKU,
cpaBHUBaBIIHX 0coOble pexumbl 'O, KOTOpble OBLIM HCIIONB30BaHBI IS
orBera Ha Bomnpoc PICO. B PKU, mposenennom Silver etal. [100], 6buio
YCTaHOBJIEHO, YTO IIOBBIIICHUE YHEPreTHUECKON IIEHHOCTH OJIOX, PeryysipHO
TIOCTaBIIIEMBIX CITy’KOO# TOCTaBKH TOTOBBIX OO HA JOM, BEJIO K IIOBBIIICHHIO
KaJIOpUiHOCTH o00ea W CYTOYHOrO palyoHa, a TaKKe M[OoTpediIeHus
MUTaTeNbHBIX BEHIECTB 110 pe3ylbTaTaM OJHOZHEBHOTO BMEIIATENILCTBA.
Hecmotps Ha To, uTo cpemuuii UMT cocrapisin okono 24 kr/m%, mouTH
MOJIOBUHA YYACTHUKOB TOTepsUla HE MeHee 5 (GYHTOB 3a IOCIETHHE ILIECTh
MecseB. YYacTHHKH HCCIefoBaHus, opraHu3oBanHoro Kretser etal. [99],
ciieoBaiy 00 TpaauioHHoN mporpamme JT'O, BKIFOYaroIIeH IsTh ropsanx
Omox B Hexemo (nmokpeBaromux 33 % PCHII), nubo ykperuisiomei
KOMILIEKCHO# HOBOM niporpamme JII'O, cocTosiiieii 13 Tpex OCHOBHBIX IPUEMOB
IIUIIA ¥ ABYX IEePEeKyCOB B J€Hb, CeMb JHEIl B HEEII0, Ha IPOTSHKEHUH IIEeCTH
MmecsineB (mokpeiBaromieir 100 % PCHII). Iloutu Bce y4acTHHUKHM MMENIH
HEJJOCTaTOYHOCTh MUTAHUS MM PHCK €€ Pa3BUTHS COINIACHO oreHke mo MNA.
VYyactHUKM W3 Tpynmbel HOBOM mporpammel JI'O mmenn 3Haummo Goiee
BBICOKYI0 TpHOaBKy B Bece IO CPaBHEHHIO C YYaCTHUKAMU W3 TPYIIIbI
TpagUIMOHHOM porpammsl AT°O [99].

B cBsI3u ¢ orpaHHYEHHBIMI JaHHBIMH O CIIEIHAIBHEIX IIPOrpaMMax JJOCTaBKU
ropss4ux OJI0J] Ha JOM YPOBEHb YOEIUTEIbHOCTH PEKOMEHIAIMHU ObLJI CHIKEH
10 B.

ILS Caeayer am o00y4aTh NOXKWJBIX JIIOJelHl € HeJ0CTATOYHOCTHIO
NUTAHUS WJIH PHCKOM ee Pa3BHTHs BONPOCAM HHUTAHUS B pPaMKax
KOMILIEKCHOT'0 BMeIIATe/IbLCTBA?

Pexomenmarus 16

HoxkuabIM JTI0ASIM ¢ HeJOCTATOYHOCTHIO NHTAHHS WJIH PHCKOM ee
pa3sBUTHs cjeAyeT NpelJaraTb HHQOPMAIHMIO 10 MNHTAHUIO H
€OOTBETCTBYIOLIee 00yYeHHe B PAMKAX KOMILJIEKCHOI0 BMeIIaTe/IbCTBA
¢ LelbI0 YJy4YlleHHs] UX OCBeJOMJIEHHOCTH W INOBBbINIEHUs 3HAHUI 0
npod.eMax, CBSI3aHHBIX ¢ MUTAHHEM, U, KaK CJIeJCTBHE, CTUMYJISIUH
JA0CTATOYHOTO0 NoTpedaeHus numu (BM).

YpoBeHb YOEIUTENFHOCTH pPEKOMEHIAluKM B — TONHBI KOHCEHCyc
(cormacue 94 %)

Kommenrapuit

ITo pmanueiM  Cosera Espomsr [101], GONBIIMHCTBO NAamMEHTOB He
OCBEZOMJICHBI O BA@XHOCTH MOJJCPKAHHUS HAIJICKAIIEr0 HYTPUIHOHHOTO
cTaTyca A aJeKBAaTHOTO MEIWIMHCKOIO JedeHus. Tak, JIMIIb HEMHOTHE
MAIUeHTHI 3HAIOT O TOM, YTO CHH)KCHHE BECa B CBSI3U C OOJE3HBIO IOBBILIACT
puck passutus ocioxHeHni. Kak ciencrsue, CoBer EBpombl pexkoMeHgyeT
YCTAaHOBHTh BONPOCY HH(OPMHUPOBAHMS M OOY4CHHs HAILMCHTOB BBICOKMIT
[IPHOPUTET CPEAH OCTAIBHBIX MPOCBETHTENBCKUX TEM Ha Bcex ypoBasx [101].
OpHaKo JaHHEIH OTYET IOCBSIIEH He TOIBKO MAIUEHTaM IIOXKHIOTO BO3pacTa.
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B xoze noucka mybnukauuii 6sut0 HaiineHo apa CJIO mo naHHOMY BOHIpOCY,
nouiexamux Brimoyennto [88, 102], omun u3 xoropsix [88] umen Bbicokoe
KauecTBo, a apyroii[102] — npuemniemoe. Young et al. [102] nposenu 0630p
cBeneHuit 00 s dexrax 00ydeHUs! 1 COBETOB MO BOIPOCAM IIUTAHUS U COBETOB
B OTHOIICHHUH (PYHKIHMOHUPOBAHHUS OPraHU3Ma, dMOLMOHAJBHOIO 30pPOBbB,
Ka4yecTBa  JKU3HH, HYTPHIMOHHBIX  HHICKCOB,  aHTPOINOMETPUYECKUX
roKasaresieil, CMEpPTHOCTH, TOJIb30BAaHUS yCIIyraMU W 3aTpaT Ha YXOA Y JIMI
crapuie 65 ner, nmpoxuparomux jgoma. OOydeHue ObUIO HOCBSIICHO HPEKe
BCEr0 OCHOBAM 37I0pPOBOr0 00pasiia KM3HH, 8 BMELIATENbCTBO OCYIIECTBISIIOCH
TJIaBHBIM  00pa3oM MpH MOJJIEPKKE MEACECTPUHCKOrO0 MepCoHana M B
HEKOTOPBIX CIIy4yasx OUETOJIOroB. B msatu uccienoBanusix (u3 23) oOyueHue
BOINPOCAM MUTAHUSI SBJUIOCH €IMHCTBEHHBIM KOMIOHEHTOM MPOrPaMMBI, a B
OCTallbHBIX OHO SBIISUIOCH YacThlO 00Jiee KOMIUIEKCHOTO BMEUIATEIbCTBA.
JlaHHBIE O HYTPUIMOHHOM CTaTyC€ YYacCTHHKOB OBUIM B BBICOKOH CTEIEHU
OrpaHHYEHbl, OJHAKO HEKOTOPbIC M3 HUX, BEPOATHO, HMEIH HEIOCTATOUYHOCTD
MUTaHUs WM PUCK ee pa3BuThsl. Ha OCHOBaHWH pe3yabTaTOB, MPECTABICHHBIX
B CJIO, HEBO3MOXKHO CleIaTh Kakue-TH00 0COObIE 3aKIIFOUEHHUsS 110 JAHHON
rpymue. CJIO, nposenennsiii Bunn etal. [88], Britowan BmemarenscrBa ¢
KOMITOHEHTOM 00yueHHsI ¥ (WJIHM) TOBBIMICHUS OCBEAOMJICHHOCTH JUIS JIMI[ C
neMeHuuen u (i) opUIMAIbHBIX WIH HEOPUIMATIBHBIX ONEeKyHOB. OOmmit
90 }eKT B OTHOLICHHH HYTPULUOHHOrO craryca B 3Tux Tpex PKU Obut oueHb
OrpaHHYEH.

HecMoTps Ha OrpaHUYEHHBIC HAYYHBIC JAHHBIC, MBI PEKOMEH/IYEeM MOBBILIAThH
OCBEJIOMJICHHOCTh U YPOBEHb 3HAHH B BOMPOCAX MUTAHUS CPEAU MOXKHIBIX
mrofeil ¢ HEeIOCTATOYHOCTBIO IMTAHMS WM DPHUCKOM €€ PasBHTHS IIyTeM
MHPOPMHUPOBAHUSA U OOYUCHHUSI B KAUECTBE OJHOM U3 HECKOJIBKHX CTPATErHii B
MOAJAEPXKKY AOCTATOYHOrO MOTpeOiaeHus mumid. Ecinm B pelieHHd BOMPOCOB
NMUTAHUS YYacTBYIOT OICKYHbI, HalpuMmMep, B ClydYae MaIlHUEHTOB C
KOTHUTUBHBIMH HAapyLICHHSIMH, UX TaKXKe CIEAyeT BOBJICKATh B IIPOLIECC
o0yueHus (cM. pekomennauuo 17). ITo cooOpaxkenusiM obecrieyeHust KayecTBa
uHpopMupoBaHHEe ¥  OOydeHHe 1O BONpPOCaM IHTaHUS  JOJDKHO
MPENOYTUTEIBHO MPOBOAUTHCS SKCIIEPTOM B OOJIACTH MHUTAHUS, HANPUMEp
IHETOJIOTOM.

11.6 Cuexyer JiM CTHMYJHPOBATH NOTPedJieHHEe MUIIM Y TNOKWIbIX JIOJeH ¢
HEAOCTATOYHOCTHLI0 NMHTAHHA HWIH PHCKOM €€ pPasBUTHA MyTeM Oﬁy‘le““ﬂ X
ONeKyHOB?

Pexomennarus 17

MeaMuMHCKUM Pa0OTHUKAM H HEO(UUHAIBLHBIM ONEKYHAM [O0JIKHO
OBITH NpeNIokKeHo o0yueHHe MO BONPOCAM NHTAHHA C HEJbIO
MOBBIIIEHUs O0CBeOMJIEHHOCTH M pacnpocTpaHeHusl 0a30BbIX 3HAHHIL
1o npod/ieMaM NUTAHMSA U, KAK CJIeJCTBHE, CTUMYJISIIMH J0CTATOYHOI0
noTped/IeHUsI MULIU Y MOKUJIBIX JII0JeH ¢ HeI0CTATOYHOCTbI0O MUTAHUS
HJIM pucKoM ee pa3Butus (BM).

VpoBeHb yOENUTENBHOCTH PEKOMEHIAIMH B — TONHBIH KOHCEHCYC
(cormacue 95 %)

KommenTapwuii

OpHUM U3 NPENATCTBUM Ha IyTH K Ha/UIeXalled HYTPUTUBHONW MOAJEPIKKE
CTAIlMOHAPHBIX MALEHTOB, N0 MHeHNI0 CoBeTa EBPOIIEL, sSBIIsIETCS OTCYTCTBHE
JIOCTATOYHBIX 3HAHUI 10 BONIPOCAM MHUTAHUS CPEAM BCEX TPYIN MEpCOHANa, B
CBSI3M C YeM TpeOyeTcsi oOliee MOBBIIICHHE YPOBHS MOATOTOBKU BCEX TPYIII
nepconaina GonpHui [101].

B xome moucka myOnukaumii Obuto HaimeHo Tpu mnoaxoasmumx CJIO
[77, 88, 103], Brirouas iBa [77, 88] Beicokoro kauecta 1 oaHO [103] cpexrero
kauectBa. CJIO, mpoBeneHHblii Abbott etal. [77], Bimrouyan wmectsb
HCCIIeNOBAaHUN 10 oOueHke d¢dekra MOArOTOBKM IEpCoHaja JIOMOB
MIpecTapeNbiX B OTHOIEHUU NMOTPEOICHHS UM MM HyTPHIMOHHOTO CcTaTyca.
B emunctBennoM PKU, nomaBmieM B maHHBIA 0030p, HEe OBUIO BBIIBICHO
3¢p¢dekTa B OTHOLICHUH MOTPEOJICHHUS MMM CPEAM MAIKMEHTOB C AEMEHIHE
HECMOTpS Ha NOBBIIICHHE YPOBHSI 3HAHHUH IIepcoHaNa. B 1ByX KOHTpOIMpyeMBbIX
HCCJIEIOBAaHUAX OBLI OTMEUEH IOJOXKHUTENBHBIA d(D()EKT B OTHOIICHUH MAacChl
TeNa, a B JIByX HCCIENOBAaHHAX «IO/TIOCIIC» — B OTHOLICHUH TMOTPEOJICHUS
nuuw. B pamkax CJIO, opranuzosanHoro Bunn et al. [88], Obu1a paccmorpena
9 ()eKTUBHOCT psija BMELIATENbCTB, BKIIIOYask OOYUSHHE WIN MPAKTHYECKYIO
MOJTOTOBKY JUISl MALMEHTOB C JEMEHUUeH U (WIM) UX O(QUIHMANBHBIX WIH
HEOMHUUANBHBIX ONEKyHOB. HH B OZHOM M3 OTHX HCCICIOBAaHHN He
paccMaTpUBaCsl HyTPULIMOHHBII CTATyC, OJJHAKO HAa OCHOBAHHMH OOLICH LieaH B
MOJICPKKY TOTPEOJICHUS MUIIM MOXKHO 3aKJIFOYUTh, YTO YYACTHUKU HMEIH
HEJOCTATOYHOCTh IHTAHMS WIH PUCK ee pa3Butusi. B pamkax CJIO Obuio
HalineHo 15 uccnenoBanumit, Bkmowas mectb PKHM, Bce u3  koropbix
XapaKTEePU30BAINUCh BBICOKMM WJIM HESICHBIM DPUCKOM CHCTEMAaTHYECKOM
ommOky. [Tnanel U pe3yabTaThl HCCICIOBAHUI Pa3IMYaIiCh, 8 YOCAUTEIBHBIX

cegeHHil 00  O((GEeKTHBHOCTH HWIM  OTCYTCTBHH  d(()EeKTUBHOCTH
PacCMOTPEHHBIX BMEIIATEILCTB B HUX MOJIy4eHO He Ob1I0. B 1ienom nmporpamMma
00y4eHUsT U MOAICPKKH ODHIHMAIBHBIX M HEO(HUIHUATIBHBIX OMEKYHOB ObLia
OTHECEHa K MepcreKTUBHbIM BMemaTenscTBam. CJIO, npoBenenHblii Marshall
et al. [103], Obu1 HampaBieH Ha ONpPEJCICHHE CIOCOOHOCTH HEO(PUIHAIBHBIX
OIIEKYHOB M OOILECTBEHHBIX PAaOOTHHKOB K KOPPEKLUH HEIOCTATOYHOCTH
MIUTaHUS Y TIOXKUIIBIX JIFO/IeH, IPOJKHBAIONINX B COOOIIECTBE, B OTHOIICHUH Psiia
ncxonoB. Ha ocHoBanuu pe3ynsTaToB 11 uccienoBanuii (Birodas mects PKI)
Pa3INYHBIX THIOB BMemaTeabCTB B 3ToM CJIO ObLIO BHIHECEHO 3aKIIOUCHHE O
TOM, YTO BMEIIATEIbCTBA, HAIPABICHHBIC HA BBIIBICHHE, NPOQUIAKTHKY
¥ (WIM)  KOPPEKIMI0  HEIOCTATOYHOCTH  NHUTAHUsS,  CHOCOOCTBOBAJIN
ONTHUMH3ALMK MM HPEAOTBPALICHUIO  YXYAUICHUS HYTPHUIHMOHHOTO |
(YHKIMOHAIBHOTO cTaTryca Oe3 yBenM4eHHs OpeMeHM Ha O(HIUAIbHBIX
OIIEKYHOB.

HecMmoTpst Ha orpaHUYeHHbIC HAYYHBIC JaHHBIC Mbl PEKOMEH/YEM IOBBIIIAT
OCBEJJOMJICHHOCTh U YPOBEHb 3HAHHI B BONPOCAX NMHUTAHUS O(PUIHAIBHBIX U
Heo(pUIUATbHBIX OINEKYHOB IIyTeM OOydYeHHs BOIPOCAM IHTAaHHS B KadeCTBE
OJIHOH M3 HECKOJIBKUX CTPATErHil CTUMYISILUK JOCTATOYHOTO MOTPEOICHHUS
MU Y HOXHWIBIX JIOAEH C HEeJOCTATOYHOCTHIO IUTAHMS WM PUCKOM ee
paszButus. Ilo cooOpaxxeHnsIM oOecrieueHHs KadecTBa HHGOPMHUpPOBaHWE U
oOy4eHHe [0 BOMPOCAM IUTaHHS JOJDKHO HPEANOYTHUTENBHO IPOBOAUTHCS
9KCIIEPTOM B 00JIACTH IIUTAHUS, HAIIPUMEP JTHETOIOTOM.

Koncyﬂbmuposauue no sonpocam numaHus

1.7 Cﬂe}lyeT JIM IPUMEHATD Y MOKHIIBIX J'llO}]el‘/‘l C HETOCTATOYHOCTHIO MUTAHUA WJIH
PHCKOM €€ pasBUTUHSA MHAUBHUAYAJIbHbIE KOHCY/JbTAIMH 110 BOIIPpOCAM nuTanus?

Pexomenmanus 18

MoxuabIM JTI0A5IM ¢ HeJOCTATOYHOCTHIO NHUTAHHMS WJIH PHCKOM ee
Pa3BUTHA U (MJIM) HX ONIEKYHAM cJeAyeT NpeiiaraTb HHAUBUAYATbHOE
KOHCY/IbTHPOBAHME II0 BONPOCAM MNHTAHHS C NeJbl0 CTHMYJISIIHH
JA0CTATOYHOr0 MOTPeOJeHUs NMUINH U YJTy4YIIeHHd WIH NOAJep:KaHHUsA
HYTPHIHOHHOIO CTATYyCA.

(BM)

VpoBeHb  yOeaUTENBHOCTH peKOMeHaalmu B —  monHbIi  KOHCEHCyC
(cormacue 100 %)

Pexomenmanus 19

WHauBHAYaIbHOE KOHCYIbTHPOBAHHE N0 BONPOCAM MUTAHMUS YTHX JIMIL
M (WIM) HUX ONEKYHOB /I0JKHO HPOBOIHTLCH KBAIH(QHIMPOBAHHBIM
JAMETOJIOIOM, BKJIIOYATH HECKOJILKO (He MeHee IBYX) HHIAMBHAYAIbHbIX
CeaHcoB, KOTOPbIe MOTYT ObITh 00beIMHEHBI ¢ TPYNIOBBIMH CeCCHSIMU,
Gecemamu 1o TeseOHY M NHCLMEHHBIMH PEKOMEHIAIMSMH, H
OCYLIECTBJSITLCSI HA NPOTSHKEHHH NPOJOJIKHTENILHOIO  IepHoaa
BpeMeHH.

VYpoBenb ybOemurensHocTH pekoMmeHgauuu GPP — monHblil KOHCEHCyc
(cormacwue 97 %)

KommenTapuii k pekomenanusam 18 u 19

KoHCynbTHpOBaHHE II0 BONPOCAM IHTAHHS MEIUIMHCKUM pPaOOTHUKOM
SIBJISICTCSL TIEPBOM JIMHHUEH HYTPUTUBHOW MOJJIEPKKU. ITO BCIOMOTATEIbHBII
MPOLECC, COCTOSIIIMII M3 TOBTOPHBIX JIMYHBIX Oecel M OOCYKICHHH C
MAIUEeHTOM C IEbI0 AOCTIDKCHHS 4eTKOrO ITOHMMAHHS BOIPOCOB ITHTAHHSA U
BBIpAaOOTKM  ONAaronpuATHBIX  IUIIEBBIX  MNPUBBIYEK,  CIIOCOOCTBYIOLIMX
HoJyIeprkaHuio 310poBbs [104, 105]. MuauBHayatbHbIe KOHCYIBTAIHHN JOKHBI
MIPOBOJUTHCS KBANTH(DUIUPOBAHHBIMH CIIEIUMAINCTAMH IO BOIPOCAM IHUTAHUS
(3aperucTpUpOBaHHBIMU WM aKKPEJUTOBAHHBIMU  JHETOJNOTAMH  HIIH
HYTPHIMOJIOTaMH) M MOTYT OBITH OOBEIMHEHBI ¢ OOYYAIOIHMMH I'PYIIOBBIMU
ceaHcaMu, MMCbMEHHBIMH PEKOMEHJaUAMU U (1K) OeceaMu 1o Tenedony u
J0OBIMU JpyruMH (OPMaMU HyTPUTHBHOM MOJICPIKKH.

B xome moucka mybnmukarmit 6610 HaiineHo oxHo pykoBoacTeo [53] u CJIO
[106], xoTopble MMenH OTHOLICHHE K OCHOBHOMY Bomnpocy. HaiinenHoe natckoe
PYKOBOACTBO ObLIO paspaborano ¢ nomomsio moxxogqa GRADE u umeno
BBICOKHIi ypoBeHb kauectBa. CJIO, opranmszoBanusiii Munk et al. [106], 6bu1
MIPOBEJIEH B COOTBETCTBUH € MeTOAUKaMH KOKpaHOBCKOIo COTpyAHHYECTBA U
HUMel BBICOKHH ypoBeHb KadectBa. Jlarckoe pykosoactso (DHMA) [53]
pruioyasio iBa PICO, umeromuyx OTHOLIEHHE K HACTOAIIEMY PYKOBOJCTBY.
W3yuennbie ucxonsl s oboux PICO Bkimrowamu motpebiieHHE Kalopui U
0enkoB, Maccy Tena (B KOHIE JEUCHHS U CaMOT0 JUIMTENBHOTO Iepuoja
HaOJIO/ICHNS ), TIOABMXKHOCTb, MBIILICUHYIO CHITY, aKTHBHOCTb B TIOBCEIHEBHOM
JKM3HM, KQUECTBO JKM3HH M HapYIIEHHs CO CTOPOHBI JKENyJ0YHO-KHIIEYHOrO
TpakTa. [lepBolii paccMoTpenusiit Bonpoc PICO ObLT cIemyIomuM: caexyeT Iu
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repuaTpUYECKUX IAIUeHTOB CO CHIDKCHHEM MAcChl Tela H (yHKIMOHAIBHOTO
cTaTyca HHAUBHAYyaJlbHble KOHCYJbTAllMd IO BOINPOCAM IMTAHMUA HIH
CTaHJApPTHYIO HYTPUTUBHYIO IOANEPKKY (KpaTKue OOl[ue JHeTHYEcKue
PEKOMEHIaluy WK HazHadeHue crannapTHeIX I111/T)? beuto HalimeHO ueTsIpe
HCCIIeIOBaHNs B CEMH ITyOIMKaLUsIX, KOTOPbIE MOIVIM OTBETHTh Ha 9TOT BOIIPOC
[107-113], Bce n3 KOTOPBIX UMEIH HU3KHUI YPOBEHb KauecTBa. TOIBKO B OHOM
W3 9TUX UCCIIEOBAHUI HHANBHAYaIbHBIC KOHCYJITAIUH 110 BOIIPOCAM IMHUTAHUS
NPUMEHSIINCh B KadeCTBE EJWHCTBEHHOTO BMEIIATENbCTBA; OTU YETHIpE
HCCIEIOBaHUsS HMMEIM B  BBICOKOH CTENEHH pPa3sHOPOAHbIE  IPYIIIBI
YYaCTHHKOB/YCIIOBHSL M PEXUMBI KOHCYJBTAI[M{ II0 BONPOCAM ITHTAaHHS.
Kpatkuit 0630p 1 MeTaaHaIn3 He BBIIBIII KaKHUX-THOO 3HAYMMBIX d(P(EKTOB,
OJIHAKO pacueTHble 00bEJANHEHHbIE OLIEHKU yKa3ajlkd Ha TEHJCHLUIO B IOJb3Y
VHMBUYaJIbHBIX KOHCYJIbTallli B OTHONICHUH OOJBIINHCTBA PACCMOTPEHHBIX
nucxonoB. Kak crenctBue, B yIOMSHYTOM JaTCKOM PYKOBOJCTBE IS 9TOTO
MOAX0Ja IPHUBEIEHA PEKOMEHJAlUs HU3KOTO YPOBHS («MOTYT IPHUMEHATHCS
HHIMBHYaIbHBIC KOHCY/IBTALMH 110 BOIIPOCAM MUTAHUS...») [53].

Bropoii Bonpoc PICO, paccMOTpeHHBII B TATCKOM PYKOBOJCTBE, 3aKIII0HAIICS
B ClIe[yIOlIeM: CIeAyeT JU NPUMEHATb IJI1 IepHaTPUYecKuX MalUeHTOB CO
CHIDKCHHOM Maccodl Tela M (YHKIMOHAIBHBIM CTaTycOM KOPOTKHMI
(<12 menens) wnm Gosee MPOJOIDKUTEIBHBIA IT€PHOJ] KOHCYIETHPOBAHUS 10
BornipocaM nuraHus (Oonee 12 Henmenb)? Ilockonbky He ObUIO HaieHO
HCCIICIOBAaHNIM, KOTOpbIE MOIJIM OBl OTBETUTH Ha 3TOT Bompoc, DHMA
copMynUpOBaIO NPHHLOUI Ha/UeXalled NPakTHKA B IOIb3y Ooee
JUTHTEILHOTO MepHoa BMemareabeTa [53].

CJIO, semonnennsiit Munk et al. [106], 6511 HanpaBiieH Ha OLIEHKY CBE/ICHHIT
00 addexre MHAMBHAYAIBHBIX KOHCYJIbTAIMII IO BONPOCAaM IHTAHHSA Yy
MOXKUIIBIX JIIOJed C PHCKOM HEeJOCTATOYHOCTH INHUTaHUs IOCIE BBIIMCKU U3
MEJUIIMHCKOTO YUPEXKICHUS HEOTIOXKHOH IOMONIM. [I3ydeHHble HCXOIBI
BKIIIOYaJI IIOTpeOJIeHHe Kalopuil M OeNKoB, HYTPHUIMOHHBIN CTaTyc,
(YHKLIHOHUPOBAHHE OpraHM3Ma, KauecTBO OJKH3HH, 4YacTOTy IOBTOPHBIX
TOCIUTAIU3aLMH U cMepTHOCTh. bbln BKitoueHsl yersipe PKH, Bce U3 KoTopbix
XapaKTePU30BAIUCH BHICOKUM PHCKOM CHCTEMAaTHIECKON OMIMOKU, B OCHOBHOM
B CBSI3U C IPUMEHEHUEM MACKHPOBKH U BBICOKO# YaCTOTO#1 BoIOBIBaHHUS [62-64,
107, 114, 115]. B oJHOM W3 3THX HCCIEIOBAaHMII B IPOIECC BMEIIATEIBCTBA
BOBJICKQJIMCh OIEKYHBI B MaKCHMaJbHO BO3MOXHOW cremenu [114]. Cxemsl
BMeNIAaTeIbCTBA PA3IMYaAINCh, HE BKIIOYATM KOHCYIbTAL[MHM WIH BKIIOYAIH
JHMIIb OJHY KOHCYJBTALlMIO BO BPEMs TOCHUTAIH3ALMHM M OT TPeX JO MIeCTH
KOHCYJIbTallMi IOCiIe BBIMHCKH (B (opMe JOMAITHHX BH3HTOB HIH Oecenl Mo
tenedony) B TeueHune 8—16 Hemenb. B mBYX HMCCIEIOBaHHSAX IOMOTHUTEILHO
MPUMEHSUTICH CTaHapTHbIe HazHaueHust [111]] n ButamunoB [63, 64, 107, 115],
B 1Byx npyrux IIITJ] sBisnch 4acThi0 WHIAMBHIAYAIbHOTO IUIAHA JEUCHUS,
pa3paboTaHHOro MO pe3yibTaTaM KOHCYnbTHpoBanus [62, 114]. B mannom
MeTaaHaJn3e ObLI BBISIBIICH ITOJIOKHUTEIbHBIH 2 (DeKT B OTHOIIIEHHN MacChI Tela,
moTpebyieHnsT Kajnopuii M OelkoB, HO He OBLIO yCTaHOBIEHO 3((eKTOB B
OTHOLIGHUH CHJIbI XBaTa KHCTH HIM CMEPTHOCTH B CPaBHEHUH C KPATKHMH
IUETHYSCKUMH  PEKOMEHIANMsSIMH  WIH ~ OTCYTCTBHEM  KaKHX-JIHOO
BMENIATENILCTB. B CBS3M ¢ OTCYTCTBHEM JaHHBIX 3aKJIFOYEHHS] OTHOCHTEIHEHO
Ka4ecTBa JKM3HH U TOCIIUTAIH3AIMI He MOTYT OBITh BEIHECECHBI.

B cBs3M C OrpaHMYCHHBIM Ka4yeCTBOM IIEPBOHAYAIBHBIX HCCIICIOBAHHI,
OrpaHMYCHUSIMU BBIIMCKH U3 CTAllMOHApa B HEKOTOPBHIX HCCIECIOBAHHAX H
PEIKMM BOBJICUCHHEM OIIEKYHOB yPOBEHb JOKa3aTeIbHOCTH PEKOMEHIAITHU
Ob11 moHWKeH 10 B. Dd¢ekTHBHBIE KOHCYIBTALMU JOJDKHBI COCTOSITH M3
HECKOJIBKUX CEaHCOB Ha MPOTSHKEHHH Ooee JUIMTEIBHOro Neproja (He MeHee
BOCBMH HEJIETb).

Hmeneuuepauuoua

I1.8 Cueayer M MpUMEHSITh Y MOKHJIBIX JIIOJeH ¢ HeJ0CTATOYHOCTHIO
NHUTAHUS WIH PUCKOM ee Pa3BUTHs 00orameHne numu?

Pexomenanus 20

Y noXKuABIX JII0Jel ¢ HeJI0CTATOYHOCTHLIO NHTAHHWS MJIM PHCKOM ee
pa3sBUTHs cllefyeT NPUMEHATh O000ralleHHyl0 NHILYy ¢ LeJbio
TOAJePKAHHsI JOCTATOYHOr0 NoTpedaenust nmumu (BM).

VpoBeHb yOCAMTENBHOCTH pPEKOMEHIAUMH B — TONHBIA  KOHCEHCYC
(cormacue 100 %)

KommenTapuit

Ooboramenue mumy (WX JHETHYECKOe 000TalleHue) ¢ OMOIIBIO
HATypaJIbHBIX MUIIEBBIX POAYKTOB (HAIIPHMEp, PACTUTEIBHOTO Macia,
CIIMBOK, CIIMBOYHOTO MacJIa, sUIl) HIIK CIECLHAIbHBIX ITHILEBBIX 100aBOK
(Hampumep, MaIbTOJEKCTPHUHA, OEIIKOBOTO IIOPOIIIKA) MO3BOJIET HOBBICUTH
KaJIOPUIHOCTB U coZiepkaHue OENIKOB B IIPOJYKTAX MUTAHUS M HAITUTKAX U, KaK
CJIC/ICTBHE, TTOBBICHTh YPOBEHb HX IIOTPEOICHUS MPH NIPHEME OJNHAKOBOTO
KOJIMYIECTBA MHIIH.

B xo11e moucka mybnukartuii 66110 Haiimeno asa CJIO [116, 117], kotopsie
HMeJIM OTHOIICHHE K N3y4aeMOMY BOIIPOCY U NPHEMIIEMBI yPOBEHb KauecTBa.
B CJIO, opranusoBansom Trabal & Farran-Codina [117], uzyuanuce sdpexts
oOoraleHus UMY ¢ TOMOIIBIO TPaJIUIHOHHBIX IPOAYKTOB IUTAHUS B
OTHOLICHHHU MOTPEOICHUS KAIOPUiA 1 OEIKOB, HyTPHIIHOHHOTO U
(YHKIIMOHAJIFHOTO CTaTyca M 3MU30/0B HH(EKIMil. BbuIH BKIIOUECHBI 1EBATH
nccrenoBanuii (Bmodast Tpu PKU u wetsipe knactepusix PKU), B Tom uncie
T10 YeTHIpe HCCIEeI0BaHNs Ha 0a3e JOMOB IPECTapeNbIX U OOIBHUI] U OJTHO
HCCIICZIOBAHKE Y JIUL, IPOKUBAIOIIUX B COOCTBEHHBIX JIOMaX; CPEJHHUI BO3PACT
YYaCTHHKOB COCTaBIIsLI 0T 67 10 91 roga. HyTpurmoHHsIii cTaTyc ObLI
YTOYHEH TOJIBKO B ABYX HCCIEHOBAHUSX, YIACTHUKH KOTOPHIX UMEIH
YCTaHOBJICHHYIO HE[JOCTATOYHOCTb ITHUTAHUS MM PUCK ee pa3BuTus. Bo Bcex
HCCIIeI0BaHNUAX HUI[a 000raIlanach KaJopHsIMH, a B IITH UCCIIEOBAHUAX —
KaJopHsAMH U OenkaMu. B Tpex mccienoBaHnsIX N3ydaauch BMEIIATEIbCTBA,
BKJIFOYABIIHE IOMUMO OOOTAICHHs MUIIM BBEACHHUE MepeKycoB. B cemu u3
JEBSTU UCCIICIOBAHUI BMEIIATENIbCTB, BKIIOYABIIHX ITOBBIIIICHIE
KaJIOPUITHOCTH paluoHa, ObLIO OIPENENCHO 3HAYMMOE IOBEIIICHHE YPOBHS
noTpedIeHNs KaJIOPUH, a B TPEX U3 MATH UCCIIEA0BAHUMN TIOBBIILICHUS
coziep KaHUs OEJIKOB B PalliOHe OTMEYaIOCh 3HAYNMOE HOBBIIICHHE YPOBHS
noTpebineHus 6enkoB. CooOmeHHs O APYTHX HCXOAaX OBLII
HEMHOTOYHCIICHHBIMH, a KAYeCTBO HCCIICJOBAHUH OMMCHIBAJIOCH KaK
Pa3HOPOIHOE, HAIIPUMeEP, YAaCTO He ObLI YETKO YKa3aH yPOBEHb 00OTaleHHs
o [117].

Morilla-Herrera et al. [116] Taxxe usyuanun 3(QeKTHBHOCTH OOOraIieHus
MU MAaKPOHYTPUEHTaMH Y HOKHIJIBIX Tozei B pamkax CJIO. OHH BKIIIOUMIN
B 0030p cemb uccienoBanuii (Bce PKU) co cpenHHM BO3pacTOM y4acTHHKOB
65 51eT, B KOTOPBIX MPUMEHSUIMCh CTPATETHHU J00aBICHHS B PALOH NIPOIYKTOB
NUTaHUS W IIEPEeKyCOB WM IIOBBINICHUS KAaJIOPUHHOCTh M IUIOTHOCTH
HYTPHEHTOB. YYaCTHHKaMH 3THX HCCIICJOBAHHH SBIIUINCH aCTCHUYHBIC JIHIIA,
[POXXMBAIOIIME B OOLIMHE WIM HaXOJsIlHecs B CICLHAIN3MPOBAHHOM
YUpexIEeHHH, KOTOpPBIE, KaK CJISCTBHE, MMM HEAOCTATOYHOCTD MUTAHUS HIIN
puck ee pa3BuTHs. Mertaananus derbipex PKU ykazan Ha 3Ha4MMOe NOBBIIICHHE
norpediaeHus Kanopuid u 0enkoB. B CBS3M ¢ pasHOPOAHOCTHIO UCCIIENOBaHUM,
HEOONBIIMM YHCIOM YYAaCTHHKOB M HH3KHM KaueCTBOM HECKOJIBKHX
HCCIIEIOBaHUH aBTOPBI 3aKIIOYMIIN, YTO IS IIOJYYEHHUS] JOCTOBEPHBIX JAHHBIX
HEOOXOANMO MPOBECTH AOMOIHHUTENIbHBIE MCCIICAOBAHHS BBICOKOTO KadecTBa
[116].

ITy6mikanum o6 oOoramieHHy NHIMM MHKPOHYTPHSHTaMH OBLIM HEIaBHO
0000IIEHBl B OLEHOYHOM 0030pe /I NMPOXKUBAIOIIUX B JIOMaX IMPECTapeIbIX
[118], onHAaKO MMEROIIMXCsI TAHHBIX B HACTOSIIEE BPeMs HEJOCTATOYHO IS
BEIHECCHHS KAKUX-TNOO ONpPEeNeNIeHHBIX PEKOMEH JaIlHii.

I1.9 Cuenyer M NMpUMEHSATh y MOXKMJIBIX JIIOACH € HEJOCTATOYHOCTHIO
NUTAHUS WIH PHCKOM ee Pa3BUTHS CHEKH M (MJIM) ey JJIsl 3aKycoK?

Pexomenmarus 21

Y noXuabIX J0fell ¢ HEeIOCTATOYHOCTHI0 MUTAHUSI MJIM PHCKOM ee
Pa3BUTHS CJIeyeT IPHMEHSITh J0NOIHHTEIbHbIe CHEKH U (WJIH) ey ISt
3aKyCOK, 4TOObI YNIPOCTHTH MOTPeb/IeHHE AO0CTATOYHOr0 KOJIHYECTBA
MHUIIH.

VYpoBenb ybOemutensHOocTH pekomeHmanmu GPP — monHbIil KOHCEHCyc
(cormacue 100 %)

KommenTapuii

JIMeTosory U Apyrrie METUIUHCKIE CIICIIHATUCTHI TPAAUIIHOHHO HCIIOIb3YIOT
HECKOJIBKO JTHETHYECKUX CTPATErHil Ui MOBBINICHHS YPOBHS HOTPeOICHUS
KaJIOpHil M NMUTATENbHBIX BEIIECTB Y IOXHIBIX JIFOJCH C HEZOCTATOYHOCTHIO
MUTaHUs WA PHCKOM €€ Pa3BHUTHS, BKIIOYAs YIOTPEOIICHHE CHEKOB MEXKIY
OCHOBHBIMHM NpHEMaMd IHWIMM WIM €Abl Ul 3aKyCOK, NpUYeM IIOocienHee
OCOOCHHO aKTyaJbHO Ul JIIOJeH, WCHBITHIBAIONIMX 3aTPYAHEHHS IpU
MOJIb30BAHUM HOKaMHM M HE CIIOCOOHBIX OCTaBaThCs 3a CTOJOM Ha BCEM
MPOTSDKEHUH IpHeMa ITHIIH.

B xome mnomcka myOnukaumii O6buto Haiimeno uerbipe CJIO, kotopble
BKJIFOYATM WCCIICAOBAHMS CTPATETMU BBEACHHS B DAL[MOH ONOJHUTEIBHBIX
CHEKOB U (Wim) ensl st 3akycok [78, 88, 116, 117]. CJIO, opraHu3oBaHHEIC
Abdelhamid et al. [78] u Bunn et al. [88], B koTopsix 0co6oe BHUMaHKE GBLIO
YAGICHO JIMIAM C ACMCHICH, MMENH BBICOKHII ypoBeHb KadecTBa. Morilla-
Herrera etal. [116] u Trabal & Farran-Codina [117] m3ydamn sddextst
oboraleHns MUK B paMKax 0030pOB, BKIIFOYABIINX HECKOJIBKO MCCIICAOBaHUIT
CTpaTeruii BBEACHHS JOIOJHHUTCIBHBIX IEPEKyCOB B COYECTAaHHH CO
cTparerusiMu  oboramenus mumu. KauectBo oboumx CJIO 6Obuio mpusHaHO
npuemieMbiM. TeM He MeHee OTAEIbHONW OLEHKH J()QEKTOB BBEJCHUS
MIePEeKyCoB IIPOBEICHO HE OBIIO, B CBA3H C UYEM CJHENaTh KaKue-IHO0o
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[PEACTABIUIOCH BO3MOXHBEIM. IIpH NPUMCHEHHWH [aHHOH CTpaTernd B
COYETAaHUM CO CTpaTerueil 00OraleHus MHUIM ObUT BBISBICH IONOXHTEIbHBIH
oppexkT B  OTHOWIEHMM ypOBHsA morpebnennst nmum [116, 117]
(cm. pekomenmarmio  20).  Abdelhamid etal. [78] ommcan  gBa
HEPaHIOMU3UPOBAHHBIX UCCIIEOBAHUS CTPATETHMU BBEACHHS B PALIMOH €JIbI UL
3aKycOK. B OJHOM M3 HMX HPOBOAWIACH OLICHKAa IIPUMCHEHHUS pAallOHa,
COCTOSIBILIETO M3 €IBI JUIS 3aKYCOK, y 12 NPOXHUBAOIIMX B JOMaX IPECTapesbiX
JIAI C KOTHUTHBHBIMHI HAPYIICHUSIMH, IMEBLINX HU3KUIl YPOBEHB MOTPEOICHHUS
MUK U OPaHUYEHHYIO CIIOCOOHOCTB K NPHMEHEHUI0 HOXel. B xone nannoro
HCCIle0BaHys ObLIN ONMpEeNeHbl OCTAHOBKA CHIDKGHMsI Macchl Tena y 10 u3
12 y4acTHUKOB U TIOBBILICHIE YPOBHS HE3aBHCHMOCTH IIPH MPHEME ITHILH (XOTs
KaKHMX-IM00 ONpeeneHHbIX UU(pP UM Pe3ylIbTaTOB CTATHCTUYECKOrO aHAIIM3a
He Gbuto mpuBeneno) [119]. Bo Bropom ncciemoBanuu n3ydanuch 3GQeKTs
BBC/ICHNUS B PALMOH ITOBBIIICHHOTO KOJIMYECTBA €/IbI TS 3aKyCOK B OTHOIICHUH
Macchl Tena W noTpebieHus muum y 43 g ¢ Gone3Hbro AubLreiimepa,
NpoXHUBaOLIMX B goMe npecrapensix [120]. KomudectBo ¢ypureTHbix Omron,
BBOAMMBIX B DALMOH MOXHIBIX JIFOJCH, MOIJIO OBITH YBEJIMYCHO JIHINL B
HE3HAYUTENbHOW creneHu. Jlons cheqaeMoil ebl TakKe HECKOJIBKO BO3pOCia,
01HaKO 3()eKT B OTHOLICHHH Macchl Tesa oTcyrctBoBail. Bunn et al. [88] raxoke
Bmoumnn B cBoil CJIO BbumeynomsiHyroe wuccienoanne Jean [119],
MOCBSIIEHHOE CTPATErMH BKJIIOYEHHS B PALOH €bl I 3aKyCOK. Takke
OIMCAaHBI O{HO MCCIICOBAHKE BKIIIOUCHUS B PALIMOH €Ibl Uit 3aKycoK [121] u
OJIHO MCCIICZIOBAaHHE BKJIIOYCHHMSI B PALlOH JOMOJIHUTEIBHBIX CHEKOB [122] B
paMKax KOMIUICKCHBIX MEp B OTHOLICHMM IPHEMOB IHIIH, HPH KOTOPBIX,
OJIHAKO, HE IIPE/CTABILUIOCH BO3MOKHBIM OTACIUTH 3()(PEKTHI IPUMEHEHHUS SIbI
JULSL 3aKyCOK U CHEKOB OT JJPYTHX KOMIIOHEHTOB KOMIIIEKCHOTO BMEIIATENIbCTBA.
B oxHOM mccienoBaHMM, B KOTOPOM IPHMEHSINCh XOJOAMWIBHHK CO
CTEKJITHHOHM JBepIieil, 3aloNHEeHHBI INepeKycaMH, JOCTYIHBIMH B JIr0OOe
BpeMs, U JOMOJIHUTEIFHOE BPeMs Ul HPHEMOB IHINH, OBUIO YCTAQHOBIICHO
nosbimienne  IMT  cnycts 12 Henens y 40 mangeHTOB ¢ JeMEHIMEH,
HAaXOISIIUXCS B CIEHHAIM3HpOoBaHHOM yupexaernn [123]. Ha ocHoBanun
pE3yIbTaTOB JAHHOTO HCCIENOBAaHUS II0 CXEME «IO/TIOCNe»  CHEKH,
HaxoJsI[uecss B CBOOOAHOM JIOCTYIIE, M AOIOJIHUTEIBHOE BpEMs Il pHeMa
MWLM TIPU3HAHBI TEPCIIEKTHBHBIME MEpPaMH, TPEOYIOIIMMH IIPOBEICHHS
MMOBTOPHOW  BBICOKOKAa4YeCTBEHHOW oueHkn [88]. B  momonHuTensHOM
TIO/IXO/USIIEM 110 KPUTEPUSIM UCCIICAOBAHUH Y TTOXKHIIIBIX JIFO/ICH, HAXOIAIIHXCS
B YYPEXKIEHUSAX TOJITOCPOYHOTO YXOHa, OBLIO MHPOAEMOHCTPHPOBAHO, UYTO
BBEJICHHE TPEX MEPEKyCOB MEXKTy OCHOBHBIMH IIPUEMaMH ITHIIH ¥ [IEPE]] CHOM
BEJIO K MOBBIIEHUIO YPOBHA IOTpeOIeH s KadopHil mpuMepHo Ha 30 % crmycTst
TPH ¥ LIECTh Heaenb [124].

B cBsi3M ¢ HEOONBIIMMH pPacXOfaMH M OTCYTCTBHEM pHCKa Bpela MBI
PEKOMEH/IyeM BBOAWTH B PAIlMOH JOMOJIHHTENbHBIC CHEKH M (M) edy st
3aKyCOK HECMOTpS Ha OYeHb OrPaHUUCHHBIC HAyIHBIE TaHHBIE.

I1.10 /Ton:xeH Jii IPUMEHATHCS Y MOKHJIBIX JI0Jel ¢ HeA0CTATOYHOCTHIO
NUTAHHUSA WIH PHCKOM ee Pa3BUTHS PallMOH ¢ N3MEHEeHHO KOHCHCTeHI el
Gurron?

Pexomenarus 22

Y noxKWIbIX JI0fell ¢ HeJOCTATOYHOCTHIO IHTAHHS WJIH PHCKOM ee
pa3BUTHA M NpH3HAKAMH opodapuHreanbHoil aucharuu u (Uin)
TPYAHOCTAMHM NIPH  KEBAHMHM [O/JUKHO TPOBOAMTHLCS NHMTAHHE
00orameHHbIMH NPOAYKTAMH MOAH(UIHNPOBAHHOI KOHCHCTEHIIHH KaK
KOMIIEHCATOPHAsl  CTpPaTerusi, HamnpaBjeHHas Ha IOJJep:KaHHe
aJeKBAaTHOr0 o0ecrnevYenue NOTPeOHOCTeli B IMTATHHH.

VYposenp yOemutensHocTH pekoMmeHganmu GPP — mnonHbIil KOHCEHCyc
(cormacue 100 %)

KommenTapuii

3aTpy/HEHHE TPH KEBAaHWM W TJOTAHHH OrPAHHYMBAIOT CIOCOOHOCTH K
MpUEMy THIIA OOBIYHON KOHCHCTCHIIMH W, KaK CIEACTBHE, MOBBINIAIOT PHCK
pa3BUTHs ~ HEJOCTAaTOYHOCTH  muraHus. O6Ge  mpoOieMbl  IIHPOKO
pacmpoCTpaHeHbl Cpequ IMOXKWIBIX Jojeid. Vcmomb3oBaHue MPOIYKTOB
MOAU(UIMPOBAHHON  KOHCHCTEHIIMM  JODKHO  KOMIIEHCHPOBATH  OTH
(YHKLIHOHAIIbHBIC OIPAaHUYCHUS H, KaK CIICICTBUE, CIOCOOCTBOBATH MUTAHHUIO B
COOTBETCTBHM €  TMOTPEOHOCTSAMH  TarnuenTta.  MopudunupoBanHas
KOHCHICTEHI[HSI [HIIA TI03BOJSIET 3aMEUIHTh TPOIECC TIIOTAHHS U, Kak
CIIE/ICTBHE, MOBBIIAET Ge30macHocTh nprema muimu[125, 126]. Tem He Menee
HEOCTATOYHBIH YPOBEHB MOTPEOICHHE MTHIIN SIBISCTCS U3BECTHOM POOIEeMOit
y TOXWIBIX JIOACH ¢ Muchardei, MOIyYaromnX MHITy MOTU(DUIUPOBAHHON
KoHcucTeHmuu. [33-35, 127].

B xoze noncka mo myonuxarusam 65U10 HaliieHO 0HO PykoBoCTBO ¢ HAydIHO
00OCHOBaHHBIMH ~ PEKOMEHAALMAMH 10  HPUMEHEHHMIO  JHeT  C
MOAU(UIMPOBAHHOH KOHCHCTEHLMEH Y MOXKUIBIX JTIOACH ¢ opohapHHreanbHON
mucharueit [128], xotopoe Obu1O0 HemaBHO O6GHOBIEHO [129] W mpu3HAHO
peneBaHTHBIM. OT0 PykoBoACTBO ObUIO pa3paboTaHO B COOTBETCTBHU C
pexkoMeHAauuAMH JIaTCKOro IEHTpa 10 KIMHUYECKUM DPYKOBOJCTBAM.
OOHoBNeHHON Bepcuu PykoBojacTBa OBLT HPHCBOGH BHICOKHH YPOBEHB
KadecTBa. B XoJe OCHOBHOIO CHCTEMAaTHYECKOTO IIOMCKAa He OBUIO HaiIeHO
nyonukauuid mo dddexraM OHIK MOAUGHIMPOBAHHONH KOHCHCTEHLMU U
CHENAaHO 3aKIIOYEHHE O TOM, YTO HCIOIb30BAaHHE MPOAYKTOB C
MOAU(UIIMPOBAHHOH KOHCHCTEHIMEH B KauecTBe KOMIIEHCATOPHOI CTpaTernu
s oOecreyeHnst MOTPeOHOCTEll MAlMEHTOB C 3aTPYJHCHHEM IJIOTaHUS H
JKEBAHMSI IOJDKHO CUUTATHCS «IPUHIMIIOM Ha/IexKaleil PaKTHKNY.

Jlo HacTosIiero BpeMeHH He ObLIO HPOBEIEHO HcclenoBaHHil d(hexToB
oboraleHust MUK MOAU(UIUPOBAHHON KOHCHCTCHLIMM, HO Ha OCHOBaHHU
MIOJIOXKUTENBHOTO  d(ekTa OOOTalieHus MUK OOBIYHOW KOHCHCTEHIIHU
(cM. pexomenpanuio 20) ObUI0 BBIHECEHO PEIIOI0KEHHE O TOM, UTO CTPATETHs
oboraiieHust OKa3blBaeT AHAIOTUYHBIA J(G(PEKT B OTHOIICHHH PALOHOB
MOAN(UIIMPOBAHHOH KOHCHCTEHIIHH Y JIFO/IH, HCIBITHIBAIONIUX TPYAHOCTH IIPH
JKeBaHMHM ¥ (W) mIoTaHud. IlocKONBKY BBEIEHHE B DPalMOH IHINU
MOIUGUINPOBAHHON KOHCHCTEHLIMH OOBIYHO COMPOBOXKIACTCS CHIDKEHHEM
NOTpeOIeHNsT TBEPJOH NMUIMM U JKUJKOCTEeH, CIeMyeT TINATeNbHO CIEIUTh 3a
YpOBHEM IOTpeONeHHs INUOM. bosee moapoOHbIE peKOMEHIAlUH UL
MAaKeHTOB ¢ aucdarueii npuBeneHsl B pykoBoactse ESPEN no kinHnueckomy
nuTaHuio B Heppostoruu [130].

Ilepopansnvle nuuiesvie 006aeKu

I1.11 Jo/tzKHBI JIH NPUMEHATHCS Y NOKUJIBIX JII0/1ei ¢ HeJ0CTATOYHOCTHIO
NUTAHHS WIH PHCKOM ee Pa3sBHTHS NpenapaTbl NepopajJbHOT0
IHTepajabHoro nuranus (II2I1)?

Mpenaparsr  TI3I1 00nafaroT BBICOKUM  COJEP)KAHUEM  Kalopuil U
MUTaTeNbHBIX BEIIECTB M pa3paboTabl CIENHaNbHO Ui  OOecHedeHus
©KEJAHEBHOI MOTPEeOHOCTH B MUTATEIBHBIX BEIECTBAX, KOT/[a OOBIYHOMN JUETHI
ISt 3TOTO He XBaraet. PasHooOpasue mpenaparos 1911 mo Tumy (Ha ocHoBe
MOJIOKa, COK, HOTYpT, lecepT), KOHCHCTEHINH (’KUIKOCTh, TIOPOIIOK, ITy/IHHT,
MPeIBAPUTENBHO CTYIICHHbIE IPOXYKTEI), 00BeMa, cocTaBa (C BBICOKHM
coJiepikaHueM Oellka, ¢ MUIIEBBIMHA BOJIOKHAMH), KaJIOPUHHOCTH (OT OJHOM 10
TpeX KKaJI/MJI) W BKYCYy - OOecleunBaeT MOTPEOHOCTH Pa3HBIX MalMEeHTOB.
Brigenstor  I1911 ¢ BEICOKMM conepkanneM 0e/Ika, B KOTOPEIX OH COCTABIISIET
> 20 % KaJOpUiHOCTH, U ¢ BHICOKHM COJepKaHHeM KAJOPHil, copepkamine
> 1,5 KKaJT Ha MJI WJTH T.

Pexomennanus 23

Hpumenste D11 y noxuabIx JroAei ¢ HEAOCTATOYHOCTLIO MUTAHUS
WJIH PHCKOM ee Ppa3BUTHs, HMEIUIHX XPOHHYecKue 3a0o/ieBaHMs,
cleqyeT B TeX CJy4asix, KOrja o0bIYHasi JHeTa W 000ramieHusi MUK
HeJOCTATOYHBI s ofecmeueHHs] IOTpeOHOCTell MNanUeHTa U
JOCTUKEHHUs] HyTPULIHOHHBIX 1ieJIeid.

VYpoBens ybenurensHocTH pexkoMeHnanyu GPP — monHblll KOHCEHCyC
(cormacue 100 %)

Pexomenmanus 24

Y rocnuTaaM3MpOBAHHBIX MOKHJIBIX JIIOAEHl ¢ HEXOCTATOYHOCTHIO
MUTAHUS WK PUCKOM ee pa3BuTus ciaeayer npumensts 11 ¢ ueasio
ONTHMM3AIHH YPOBHSI NMOTPeOJIeHHs] MUIIM M Macchl TeJa, a TaKkKe ¢
HeTbI0 CHIKEHHSI PHCKA OCJIOKHEHHMHi M 4YacTOThl MOBTOPHBIX
rocnutaausanuii (BM).

VpOBEHb  yOEIUTENBHOCTH PEKOMEHIAMA A — TIONHBIH KOHCEHCYC
(cormacue 100 %)

Pexkomenanus 25

IoXuaBIM JIIOAAM € HEIOCTATOYHOCTHI0 NMUTAHUS MJIH PUCKOM ee
Pa3BUTHS, BBINNCHIBAEMBIX M3 CTAIIMOHAPA, CJIeAyeT PeKOMEHI0BATh
311 ¢ weabl0 ONTHMH3ALMU YPOBHSI MOTPeOJIeHHS] MUIIH H MACCHI
Teqa, a TakiKe C [eJbI0 COKPAIleHHs PHCKA  CHIZKEHHUs
(yHKUIHOHANBHBIX BO3MOKHOCTEl (BM).

YpoBeHb _yOCANTENBHOCTH _PEKOMEHJANMH A — TIOJNHBIH _KOHCEHCYC
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| (cormacue 100 %)
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Pexkomenmanus 26

Hpenaparel  nepopajibHOro  3HTepasbHoro nurtanus  (I3II),
TpUMeHsieMble Y MOKIJIbIX JIoeli ¢ HeIOCTATOYHOCTBIO MUTAHUS WJIN
PHCKOM ee Pa3BUTHSI, JOKHBI 00€CeYnBaTh MOCTYIUIEHHE B OPraHU3M
He Menee 400 kkaJs/cyt u He MmeHee 30 r Oeka/cyt. (BM)

VpoBeHb yOENUTENBHOCTH PEKOMEHIAIMH A — MOJNHBIA KOHCEHCYC
(cornacue 97 %)

Pexomenanyst 27

Ioxuible JIOAM ¢ HEIOCTATOYHOCTHI0O NMUTAHMS WJIH PHCKOM ee
pa3BuTHs A0JKHBI mnpuMeHsTs II9II He MeHee ogHOro Mecsima.
¢ deKTHBHOCTE U 0:kHAaeMYI0 m0b3Yy 1911 ciienyer oneHHBAaTL OTHH
pa3 B MecsLl .

VYposeHb ybOenutensHocTH pekoMmeHpauuun GPP — nonHbll KOHCEHcyc
(cormacue 100 %)

Pexomenanus 28

Ilpn npumenennn IIDI1 y nmoKmiabIX Jiofeil ¢ HeAOCTATOYHOCTHIO
NHTAHUS WIM PHCKOM ee Pa3sBHTHsI cjeAyeT PeryJisipHO OLeHHBATb
co0/1I0JeHle HMH pe:kuMa npuemMa. Buja, Bkyc, KOHCHCTeHIHsI H BpeMsl
npuema II311 1o/KHBI MOAGHPATHCS ¢ Y4eTOM BKYCOB MAIIMEHTOB H HX
CIHOCOOHOCTH K CaMOCTOSATeJbHOMY IIpHeMy IMHINH.

Vposens ybenurensHocTH pexkomeHnamyu GPP — monHbli KOHCEHCyc
(cormacue 100 %)

KommenTapuii k pekomenaamusim 23-28

BapuaHTbl MOBBIICHHUS CYTOYHOIO YPOBHSI IMEPOPAIBHOTO IMOTpeOICHUs
MUY BKJIIOYAIOT OOBIYHBIC AUETHI (CM. pekoMeHaaiuu 18 u 19), oboramienne
MU (cM. pekomenanuto 20), JIONOJIHUTEIIbHbIC MEPEKYChI
(cM. pekomenpammio 2 1) u nepopaibHoe sHTepasibHOoe nuTanue (II211). OxgHako
JUIIb B OYEHb HEMHOTUX HCCICIOBAaHHMSAX MPOBOAMIOCH CpaBHEHHE
addexruBroctu 1311 U cTpaTernii MUTAHUS HA OCHOBE «OOBIYHOW MHILI» Y
noXWwibIX Jrofeil. Cpeam MOXWIBIX JHOAEH, KOTOpble IPOXHBAIOT B
COOCTBEHHOM JIOM€, HY’>KIAIOTCS B ITOMOIIN COLHANIBHBIX PAOOTHHKOB M HIMEIOT
TIOBBIIICHHBI PUCK Pa3BUTHS HEIOCTATOYHOCTU NHUTAHMs, NpUOABKAa MAacChl
Tena ObLIa BBIIIE, a KOJIUYECTBO MAaJCHUIl OBUIO HIDKE B IPYIIE IPUMEHEHHUS
TIOI1, Ha3HauaeMBIX [AUETOJIOTOM, IO CPABHEHUIO C TPYNINOW, B KOTOPOWH
MPOBOJMIINCH TOJHKO KOHCYJbTalu muerosiora [131]. V moXuibIx mromeit,
MPOXMBAIOIIMX B JOMax IPECTapellblX, YPOBEHb IOTPEOIEeHHsT KaJopHit
Bospactan Ha 30 % mpu BBeJeHMM B pamuoH mepekycoB u Ha 50 % mpm
npumenennn 11311 [124]. V moKuiIbIX TH0Aei ¢ HEJOCTATOYHOCTHIO MHTAHUS,
MPOXMBAIOIIMX B JOMe HpecTapensix, npumenenne IIOI1 mpuBommmo x
TIOBBIIICHUIO YPOBHS ITOTPEOJICHHsT KalOpHil M Oelka M KadecTBa JKU3HHU IO
CPaBHEHHIO CO CTPATETHeH, OCHOBAHHOI TOJIBKO HA KOHCYJIBTALMAX JUETONIOTA
[132]. Tem He MeHee cTpaTernu Ha OCHOBE PEKOMEHIAIN o
OOBIYHOH JHeTe M ee M3MEHEHH MOTYT NPHMEHSTHCS Ha NMPOTSHKEHUH Ooiee
MPOIOJDKUTENBHOTO TIEPHOA BPEMEHH U SIBISIOTCS Goliee ICIICBBIME, B CBSI3U
C YeM y HOXKHJIBIX JTIOAEH ¢ XpOHMYECKHMH 3200 IeBaHHSMH, TPOXKHBAIOIINX BHE
CIICIMATM3UPOBAHHBIX YUPEKACHUH WIM B JIOME IPECTapeiblX, HX MOXKHO
MPUMEHSATH B TIEpBYIO odepespb, a K [IDI1 MoxkHO mpuberats B TeX Cliydasx,
Korjia oOBIYHOTO MTUTAHHs M OOOTAIeHNs IHUINH He XBAaTaeT IS JTOCTIDKCHHS
HYTPHUIIMOHHBIX eineil. OJHAaKo BaXKHO OTMETHUTh, YTO ITH Pa3iIMYArOIINecs
CTpaTerny B MOAAEPIKKY JOCTATOYHOTO YPOBHS MOTPEONICHHUS! MUK JOJKHBI
paccMaTpuBaThCS HE KaK B3aMMOMCKIIOYAIONINE, a KaK JOMOJHSIOMHNE APy
Apyra.

B xome cucreMaTH4ecKOro IOWCKa MyONMKAluid ObLIO HaiIeHO IIecTh
HaYYHBIX 0030pOB BBICOKOTO KauecTBa, BKIIOYABIIMX 62 paHJOMU3HPOBAaHHBIX
WM KBa3UPaHIOMH3HUPOBAHHBIX KIMHHYECKHX HCCIICIOBaHUH, B KOTOPBIX
npoBoamnach oueHka s¢gdextuBHoctn [IDI1 B cpaBHeHMHM ¢ OOBIYHOM
cTparerneil HyTPUTHBHOM TTOAIEPKKU y MOXKHIIBIX Jrozei [97, 133-139].

Milne etal. npeanpussim cucremaTHdeckne 0030pBI, KOTOpble ObUIM
BKJIIOYCHBI MAl[EHTHl MOXHJIOrO BO3pacTa (CPEeAHMI BO3PACT MOMYJISI[HU
> 65 5iet), MoTy4aBLIME NpPENapaThl NEPOPAIbHOIO SHTEPAIBHOTO NHTAHUS C
BBICOKMM COACp)KaHMEM DJHepruM u Oenka (B BHAC CUNMHIra) Jubo
TpaJUIOHHOE IIHTaHHEe; IIepBBIA 0030p Obur mpoBemeH B 2002 T.
(31 uccnenosanue) u 661 00HOBIEH B 2005 1. (49 uccnenosanuii) u B 2009 1.
(62 uccnenosanmst) [135-137]. Hecmorps Ha TO, 4YTO HCCIEIOBaHHS
MIPOBOJMINCH B PA3HBIX YCIOBHSX, OONBIIMHCTBO YYaCTHHKOB COCTABIISLIN
IPYIITY TOCITHTANM3UPOBAHHBIX IMAIEHTOB C HEOTIIOXKHBIMU COCTOSIHUAMH. B
UCCIIEIOBAHUSX OB BBISBIICH TTOIOXKHUTEIbHBIH 3P (EKT NPUMEHCHHS CUITHHIa
B OTHOIICHUH YPOBHS IOTPEOICHHUS HINY U IPOIIEHTAa H3MEHEHHS MacChI Tena.
Meraananus, BeimoHeHHbIH B 2002 1. 1 2005 T., MoKa3aia 3HaYMMOE CHHYKCHUE
obuieit cmeprHocTH B rpymmax npumenenus [IOI1 mo cpaBHeHumio ¢

KOHTPOJNBHBIMH TpynnaMy; B MeTaanammse 2009 r. oTo pasmmume He OBLIO
BbIsBICHO. [Ipy aHaim3e CMEPTHOCTH 10 TOATPYHIAM JIOCTOBEPHBIE
CTATUCTUYECKN 3HAYMMBIC PE3YNbTAaThl IMONYYadd B TeX Ciydasx, Korja
paccMaTpUBANINCh HCCIENOBAHUS, B KOTOPHIX OBUIM BKJIIOUCHBI ITAIUCHTHI C
HMCXOJJHOH HEJOCTATOYHOCTBIO NMUTAHUA, KOTOphIM He MeHee 400 Kkai B J€Hb
obecre4nBalloch IperapaTaMi IEpOPabHOTO SHTEPAIBHOrO NHUTaHMA. B
aHaNIM3aX CMEPTHOCTH II0 MOATPYNIIAM, OTPAaHMYCHHBIX YJYAaCTHHKAMH B
BO3pacte 75 JeT u crapiie, Kotopsie noiay4danu [1911 ne meHee 35 nHel 1 umenu
HCXOIHO IUIOXOE CaMOYyBCTBHE, ObUIM IOJNY4YEHbl IIPOTHBOPEYHBBIC
pe3yibTaThl OTHOCUTENBLHO pPHCKa CMEpPTHOCTH. Bo Bcex Tpex o00630pax
pE3yNbTaThl OLICHKU pHCKA OCIOXKHEHHH B KOHIE IEpHOAa HaOTIONSHUS
CTAaTUCTUYECKU 3HAYNMO HE PAa3/INYaIiCh B OCHOBHBIX U KOHTPOJIBHBIX IPYIIIaX.
CratucTHuecky 3HauUMOro (G QeKTa MHUIIEBHIX J00aBOK Ha CHITy XBaTa KHCTH
ompesieNieHo He OBLIO, a Takke He IPEICTaBIUIOCh BOSMOXKHEIM OOBEIMHUTH
HCCIICIOBAHMS JUIsl TIPOBEACHHS MeTaaHalu3a JPYrHX (YHKIMOHAIBHBIX
ToKa3aTesne.

Cucremarnaeckuii 0630p Cawood et al. [139] xirouan 36 PKU, B koTopbIx
npuMeHsTHCh BbicokoOenkoBbie [IDIT (> 20 % kanopuiiHOCTH B BUJE OEIKOB)
000 KOHCHCTEHIMHM (IIperaparsl JUIl CHIMHIA, HOPOIIKY, IyJHHTH) Ha
MPOTSDKEHHH JTI000ro Iepuona BpeMeHH. CpemHHHT BO3pacT YYacCTHHUKOB
uccienoBanuii cocraBui 74 rona (83 % uccnenoBanuii ObUIM HPOBEIEHBI CPEIH
ManUeHToB cTapiie 65 jer). B mccienoBaHMst BKIIOYAIHCH JHIA C JIOOBIM
HYTPHUIIMOHHEIM CTaTycOM (MMEBIIHE WIM HE HMMEBIIME HEXOCTATOYHOCTU
MUTaHKA) U MOJIyYarole OMOIIb B J100bIX ycnoBusx. [Ipumenenue 1911 no
CPaBHEHHUIO C TPaJUIIMOHHOW CXEMOW NHUTaHUS OKa3bIBAJIO Pas’HOOOpa3HBIC
9 }eKTEl B Pa3IMYHBIX YCIOBHAX YXOAa M TpPYNIAX MalUEeHTOB, BKIIOYas
CHIDKCHHE PHCKA OCIIOXHEHHUH, CHIKCHHUE PUCKA TIOBTOPHBIX TOCIHTAIN3ALHUH,
MIOBBIIICHNE CHJIBI XBaTa KHUCTH, IIOBBIIICHHE YPOBHS HOTpeOieHus Oenka u
KaJIOpHil IpH HEOOJIBIIIOM CHIYKEHUH YPOBHS IOTPEOICHHsT OOBIYHON ITHINU U
ONTUMU3ALMIO Macchl Tena. JJaHHBIX Ui cpaBHEHMsT BBICOKOOENKOBbIX 1311 u
crangaptaeix IIDI1 (Gemok <20 % KalOpMHHOCTH) OBLIO HEZOCTATOYHO.
O6mue 3HaunMBble d(QPEKTH] B OTHOLIEHWH CMEPTHOCTH M JUIMTEIHHOCTH
TOCIHUTAIM3ALHMU OTCYTCTBOBANIM. BbicokoOenkoBbie mpenapatsl [1311, koTopbie
nokpeBaiy > 400 kxan/cyt (16 uccienoBanuii), coxepxann B cpeqaeM 29 %
oemka (20-40 %). Takmm o0O0pa3omM, MBI peKOMEHIyeM oOecreunBaTh
npenaparamu [1911 ne menee 400 kkan B cytku u 30 % sHepruu B Buje Oenka,
YTO COOTBETCTBYET cojiepkKanuio oenka 30 r.

Meraananu3 Stratton et al. [138], HauenenHblit Ha uzydenue sddexron I1OI1
Ha (MOBTOPHbBIC) TOCIHUTAIM3ALNM, IIOKa3al 3HAYMMOE CHIKCHHE STOTO
rmokasaredqs NpH TNpuMeHeHMH nperapatoB I[IOI1 mo cpaBHeHHIO C
TPaUIMOHHON CXeMOM JiedyeHust no AaHHbIM mectd PKU, mare u3 KoTopsix
OBUIM TIPOBENICHBI Cpear MOXWIbIX Jozei. B msatu PKU, B KOTOpBIX OTAETBHO
PETHCTPHPOBAIH IIOBTOPHBIE TOCIUTAIM3AUK IIOCNIE BBIIHCKH, TaKXke OBUIO
OTMEYCHO 3HaYNMOE CHI)KEHUE YaCTOTHI IIOBTOPHBIX TOCTINTAIIM3ALIHIL.

Hayunsiit 0030p u Meraanamus, opraHusoBaHHble Baldwin etal. [97],
BKIIOYAJM 41 mccienoBanue, B KOTOPBIX H3YYallNCh pa3HBIC BMENIATENLCTBA,
CTHMYJIHpYIOIIHE TOTpeOIeHHe ITHIIN Y B3POCIBIX JIIofei. B nesstu n3 necsatu
uccnenoBanuii npenaparos [1311 paccmaTpuBamyuch OEIKOBO-IHEPreTHYECKUE
mpernaparsl, a B JECATOM HCCICJOBAHHU IPOBOJMIACH OLCHKA >KHPOBON
9MyJIbCHHU, BXOAMBIIEH B MX COCTaB. B BOCEMH HCCIIENOBaHUSX IPHHUMAIN
y4acTHe HCKIIOYHTEIBHO MOXKWIBIE JIIOAWM, B OJHOM  HCCICAOBAHUU
Y4aCTBOBAIIM TOCIHUTAIN3HPOBAHHBIE TTAIIMEHTHI C HEJOCTATOYHOCTBIO IIUTAHUS
(70+ 13 ner), a mocnemHee wucclenoBanue BKioyano 4023 mareHTos,
meperecux UHCYIbT (71 £ 12 er), cpeau KOTOPBIX TONBKO 8 % mMenn
HEJJOCTaTOYHOCTh IUTaHus. CllelyeT OTMETHTb, YTO UCCIISNOBAHS, B KOTOPBIX
MHIUBUIYyaJbHO monoopansl npenapatel 1011, Obumm uckmouensl. OOmue
pe3ynbTaThl YKa3bIBAalOT Ha OTCYTCTBHE 3(P(HEKTOB B OTHOIICHHN CMEPTHOCTH,
JUTITEIEHOCTH TOCIUTAIM3AINK HIX YacTOTHI ITOBTOPHBIX TOCTIHTAHM3AIUi.
AHaM3 1o TMoArpynmnaMm He npoBoawics. IIpeacTaBisiercss BO3MOXKHBEIM, YTO
GOJIBIIOE YHCIIO MEPEeHECHINX HHCYJIBT MAIMEHTOB, MMEBIIMX MOCTATOYHBIH
YpOBEHb IMHTAaHMS, MOBIMAIO Ha MOIyYEHHE B [EJIOM OTPHIATEIBHBIX
pe3yIbTaToB.

Hayunsie 0030pbl W Meraananmms, opranm3oBandbie Bally etal. [133],
BKJIFOYMIIH 22 MCCNICAOBAHMS, OLICHUBAIOIMX HYTPUTHBHYIO IOANCPIKKY
CTAlMOHAPHBIX TALMEHTOB TEPANICBTHYECKOrO MPOMHIA ¢ HEIOCTaTOUHOCTBIO
nutanusd. HyrputuBHas noaaeprkka BKIIo9ana raBHsIM oopas3om I1911, oqaako
aBTOPHI TaKKe PAacCMATPHBAIHM CMEIIAHHBIC BMEIIATENbCTBA, IIEPOPAIbHBIC
J00AaBKM TJIIOKO3bI C BHUTAMHMHAMH, HEYTOYHCHHBIC IUIAHBI KIMHHYECKOTO
MIUTaHUS, HyTPUTHBHYIO MOJJEPAKKY CO CTOPOHBI MEIUIIMHCKUX PAOOTHHKOB U
BBeJICHHE IIepeKycoB. bbL1o mpoBeneno 15 nccieoBaHmii ¢ yqacTHEM MOXKUIBIX
moaer, Bikimodas 11 mcenemoBanmit  tompko IIDI0, nBa wucciieqoBaHus
npumenenus [1911 B cocTaBe cMemIaHHBIX BMEIIATEICTB U BA HCCICIOBAHNUS
IOPYTUX IUIAHOB HYTPUTHBHOM IIOJJICPKKH. ABTOPHI OTMETHIH BBICOKOE
pazHooOpasue uccieoBaHui. [lomyueHHbIe pe3ybTaThl YKa3aan Ha 3HAYUMbIH
TIOJIOXKUTENBHBIN d(G(PEKT HYTPUTHBHOU IOJNCPKKH B OTHOILICHUH YPOBHS
noTpeOIeHNs KaJTOpHi 1 Oellka X Macchl Tena. YacToTa MOBTOPHBIX HEITAHOBBIX
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TOCIIHTANM3anui Ha (OHE M3y4EHHOTO BMENIATENHCTBA 3HAUMMO CHIDKAJACH.
O¢dexToB B OTHOIICHHH CMEPTHOCTH, YaCTOTHl BHYTPHUOONBHUYHBIX
uH(ekuunii, naaekca baprena u JUIMTENBHOCTH TOCIIUTAIN3ALUH OLPEICICHO HEe
ObIT0. AHANMM3 IO MOATPYNIAaM MAI[MEeHTOB PA3HOTO BO3pPAacTa M C Pa3HBIMU
3a00JICBaHMSAMU HE IPOBOAMICS. Pe3ynbTaThl JaHHOTO METaaHaNH3a B LEIIOM
MOJIKPEILISIOT T10JTyueHHble panee ganHbie Cawood et al. [139] u Stratton et al.
[138], uTo MOCTOBEPHO CBUIETENBCTBYET O TOM, YTO HYTPUTHBHAS MOIEPIKKA
CHIDKaeT YacTOTy IIOBTOPHBIX TOCHHTAIM3ali Cpefd CTalHOHAPHBIX
MaLUEHTOB C HEJOCTATOYHOCTHIO MUTAHUS WM PHCKOM €€ Pa3BUTHS, BKIIFOYAs
TIOKUJIBIX NTAIEHTOB.

Ipencrasnsionme uHTEpec AaHHBIe ObM momydeHsl B PKU ¢ ydactmem
BBIIIMCAHHBIX CTALMOHAPHBIX mnanueHToB. Cucremarmueckuii o63op [134],
BKJIIOYABIIMI IIECTh HCCIEAOBAHUH Y TOCHHTATU3HPOBAHHBIX IOXKUIBIX
MAIUEHTOB C HEJOCTATOYHOCTHIO MUTAHUS WM PUCKOM €€ Pa3BUTHUS, BBIIBUI
CBH/ICTENIBCTBA ITOBBIIICHUS YPOBHS IOTPEOICHHS MUIM U MAcChl TeJla 10CIe
BBIITICKH Ha (oHe ynoTpedienus npenaparos [13]1. B pamkax 00beAnHEHHBIX
aHAJIN30B He OBUIO OIPENENICHO 3HAYUMEIX 3((HEKTOB B OTHOIICHUH CMEPTHOCTH
WIM pHCKAa MOBTOPHBIX TrocnuTanuzaiuid. B nByX wuccnenoBaHusix Obun
YCTaHOBJICH IIOJIOKUTENBHBIA dS(p(EeKT B OTHOMEHHH (YHKIHOHAIBHBIX
ncxonoB (cuibl xBara KUCTH [140] M aKTHBHOCTH B IOBCEAHEBHOM KU3HU
[141]). B mByx apyrux PKU (He BKJIIOUCHHBIX B JQHHBIA CHCTEMATHYECKUI
0030p) wu3y4ancs SGQEKT KOHCYJIbTHPOBAHHS IO BOIMPOCAM MHTaHHS B
couertanuu ¢ npuMeHeHueM IIOI1 mociie BBIMMCKH W3 CTAl[OHapa U OBLIO
YCTAQHOBJIGHO ~ HPEAOTBPALICHUE CHIDKCHHMS MacChl Tejla, YIydIICHHE
nokasaresneit AIDK [107] u cokpamiernue GpyHKIHOHAIBHBIX OrpaHuYeHuil [64,
115]. Takum oOpasom, pesymsrartel oraensHeix PKW  mosBossitor
NPEINONOKUTE, YTO MEpbl HYTPUTHBHOH IONEPKKH CIHOCOOCTBYIOT
ONTUMHU3ALNH (PYHKIMOHAIBHOTO CTaTyCa BBINMCAHHBIX MAI[EHTOB.

B HenaBHO NpoBeneHHOM KpyIHOM MHororeHTpoBoM PKI, koTopoe He 65110
BKJIIOYEHO B IPEUICCTBYIOIIME HAay4dHbe 0030pbl, u3ydancs s(dext
NIPUMEHEHUs] BBICOKOOENKOBBIX mpemapatoB [IDII, comepxamux Oera-
THAPOKCU-0eTa-MeTHIOyTHpaT, y 652 rociuTaau3UpOBaHHEIX —alEHTOB
MOKMJIOTO  BO3pacTa C HEJOCTATOYHOCThIO muraHust [142]. 3Haunmbix
MEXTPYIIOBBIX PA3JIMYMil YaCTOTHI NMOBTOPHBIX T'OCHHTANN3ALMN B TeUCHHE
90 neit omperneneno He ObLTO, oxHAKO 90-ITHEBHBIN IOKa3aTeNlb CMEPTHOCTH
ObLT 3HAUYMMO HIDKE NpU npuMeHeHuH npernapatoB [1DI1 mo cpaBHeHHIO C
mranedo, 9T0 HE COBHNAJAaeT C INPUBEACHHBIMH BBIIIE pe3ylIbTaTaMH U
COBEPIIIEHHO TOYHO TPEOYeT MPOBEICHHS JOTIOIHNUTEIBHBIX OLEHOK.

Yo KacaeTcs JUTHTENBHOCTH BMEIIATEIBCTBA, TO B aHAJIM3E 110 MOATPYIIIaM B
pamkax Meraananusa Milne et al. 2002 u 2005 rr. ObUT MPOJEMOHCTPHPOBAH
HEM3MEHHO CTaTHCTUYECKH 3HAUUMBIH 3¢ ekt [1DI1 B OTHOIICHNH CMEPTHOCTH
NpH UX NPHMEHEHHM Ha MPOTSHKCHWH He MeHee 35 AHeEH MO CpaBHEHHIO C
MepHofoM HpuMeHeHust MeHee 35 mmeit [135, 136]. Drtor ekt He ObuT
MOATBEPXK/IEH B 0OHOBIEHHOM 0030pe 2009 r. [137], B cBsi3M C YeM ITaHHBII
BOIpPOC OOJbllle HE MOJHUMANCS B APYrMX Hay4HBIX 0030pax. Tem He MeHee
clienyeT OTMeTHTh, 4To B 70 % ¥cCIemoBaHWi, MONMaBIINX B OOHOBIEHHBII
0630p 2009 T., JIMTENEHOCTh TIpOIlECCa OKa3aHWA Mep HyTPUTUBHOM
MOJIepKKKH cocTaBisia 35 u Oonee nHed. bonee Toro, moKuible JIOAU C
HEJIOCTAaTOYHOCTBIO IIUTaHMS HYXKHAIOTCS B 0Ooiee BBICOKOM ypOBHE
TOTpeOIICHNS SHEPTHH JUIst HA00Pa MACCHI TeJa, YEM B3POCITBIE JTFOIH MITAIIIETO
BO3pacTa, a CKOPOCTh HabOpa Macchl Tella U OE3KHPOBOI Macchl B OTBET Ha
QHAJIOTHYHBIN YPOBEHb MOTPEOJICHHS SHEPTUH Y MOXIIIBIX JiFoei Huoke [143].
Takum o0pa3oM, mpoLecc OKa3aHHs Mep HYTPUTHUBHOW IOIJIEPXKKH, II0-
BHIMMOMY, JIOJDKEH OBITh JJIUTEIBHBIM, YTOOBI IPOSBUTH 3P (HEKT B OTHOILICHUH
HYTPHIIMOHHOTO CTaTyca ¥ IPYTUX KIMHIYECKHX HcXon0B. Ha ocHoBaHnY 3TOTO
MBI peKOMEH/IyeM yroTpeounsath npemnapatsl I1911 He MeHee oiHOTO Mecsa.

YacToTa perucTpaniy mokasatelneil HyTpUIIMOHHOTO CTaTyca B KIMHHYECKHX
HCCIIEIOBAaHUAX OOBIYHO OTPaHNYCHA MCXOHOM U 3aKITIOUUTEBHOM OI[eHKaMH,
a JaHHBIe 60JIee YacTOro U MPOJOJDKUTEIEHOTO MOHUTOPHHTA Hy THPULIHOHHOTO
cratyca 00BIYHO OTCYTCTBYIOT. TeM He MeHee SKCIEPThI CXOAATCSI BO MHEHHH O
TOM, YTO HYTPUIMOHHBII cTaTyc (Macca Teia), almeTUT W KIMHHYECKOe
COCTOSTHUE JIOJDKHBI OIIeHUBAThCs Ipy ipuMeHeHnu 11011 y moxxuinsIx mozaeit He
pexe pasa B MECSI[ C IIEIbI0 MOHUTOPHHTA 3()(EKTOB M OXHAAEMOH MOJIb3bI
BMEIIATEIHCTBA B KAUECTBE OCHOBAHUS JUTS PELICHHS BOIIPOCA O MPOXOKCHUI
WM TIPEKPAICHUN TePaIHu.

BaxHylo pomp B JOCTIKCHHH MOJIOXKHUTENBHBIX dS({exToB wHrpaer
COOMIOIeHNE peXUMa Tepamuu. B KIMHHYECKHX MCCIENOBaHUAX OOBIYHO
PETUCTPUPYETCsT XOPOLIM YpOBEHb coOMoneHus pexuma mnpuema [19I1. B
46 KIMHUYECKUX MCCIENOBAaHUSIX C yJacTHEM TIJIABHBIM 00pa3oM IMOXKHIBIX
Trofeil, MOy YaloNuX JICIeHNE B Pa3HBIX YCIOBUAX (cpenHuii BospacT 74 roxa),
00UIHil ypOBEHB COOTIOACHHUS PEKHMA JICUCHHS COCTABILLT 78 % M OBbLT BBILIE Y
aun, npoxuBaromux goma (81 %), 4eM y cranpoHapHbIX marueHToB (67 %)
[144]. YpoBens cobiroaeHus pexxnMa ObUT BBILIC Y MALIMEHTOB O0sIee CTapiuero
Bo3pacrta. bbuta ompeneneHa TecHas CBS3b MexIy KanopuiHocTeio 1911 n
o0mmM ypoBHeM NOTpeOneHns Kamopuid. Takke BBIBICHA 3HAUMMAs
TIOJIOXKUTENBHAS CBSI3b MEXKIY YPOBHEM COONIONCHUS PEKHMa HYTPUTHBHOU

Tepanuu U O0IIUM YPOBHEM MOTPEOICHHEM KanopHii (TOTpebIeHue Kanopuit u3
MULIM [WIoc notpedienue kanopuit [1911), uro ykaspiBaeT Ha cnadblil ddhexT
notpebaerus [1I1/] B oTHOLICHHH TpUeMa OOBIMHOMN MHILH.
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C mempio mommepXKaHMS COOMIONCHUS PEXUMa HYTPHTUBHOI Tepamuu
npeJIaraeMble IPOJYKThI JIOJDKHBI OBbITh aJallTHPOBAHBI K XKEJIAHUAM H HYKaM
nangeHToB. Tak, HalMeHTaM C 3aTpy[JHEHHEM IpH TJIOTaHUU Cle[yeT
npetarats npenapatst 1911 ¢ MmoxudunupoBanHol KoHCHcTeHIUEH. B cBsi3u
C PHCKOM TOT'0, YTO IAL[MEHTaM MOXET HaJl0ecTh ouH BapuaHT 1911, koTopblii
OHH yNOTPEOIAIOT 30 JHS B JICHb, HEOOXOANMO PETryJISPHO IIPOBEPSATH yPOBEHb
cobmonenus pexxuma teparuu. [Ipoctumynuposats norpebnenue [1511 moxxaO
3a cyeT pa3HooOpa3us BHIOOPA U 3aMEHBI BADHAHTOB.

3nmepaﬂbnoe U napenmepajibHoe numanue

11.12 [Tox:kHO M NPHMEHSATHCS JHTepPAalbHOEe 30HI0BOe MHUTaHHE Y
MOKHJIBIX JIIOZIel ¢ HeI0CTATOYHOCTBIO MUTAHMS WJIH PHCKOM ee pa3BUTHs?

Pexomenammst 29

Y nokuabIx J0aeil ¢ yA0BJETBOPHTEIbHBIM TNPOTHO30M 30HA0BOE
HTepaibHoe mutanue (33I1) 10/KHO NMPUMEHATHCS B TeX CJIy4asix,
KOI/Ia, COTJIACHO OIIEHKAM, NlepopajibHOe IMHTAaHNe HEBO3MOKHO GoJlee,
YeM 4epe3 TPH IHSA, oo MOKPbIBAET MEHEE MMOJTOBHHBI 3HepFeTl/l‘ICCKOﬁ
NMOTPeGHOCTH HAa HPOTSKeHUH Gojlee OTHOI HexeqH, HECMOTPSl Ha
NpoBeJeHHe BMeHIATEeILCTB B MOJUIEPKKY IEpOpaIbHOro INpueMa
Ny, ¢ OeJbI YAOBJCTBOPCHHS MNMHUIIEBBLIX HOTpeﬁHOCTeﬁ "
TO/UIEPKAHUS WJIM ONITUMH3AIMN HYTPHIHOHHOTO CTAaTyCAa.

VYpoenb ybOenutensHocTH pekoMmeHgauuun GPP — mnonHbll KOHCEHcyc
(cormacue 100 %)

KommenTapuii

Dddext 3011 B 1enoM HeOCTATOYHO M3ydeH. TInaTebHbIe IPOCIIEKTUBHBIE
PKHM, cpaBuuBaromme mposeneHue 3DI1 ¢ ero oTcyrcTBHEM, He
MPEICTABIIAIOTCS BO3MOXHBIMHU 10 3THYECKUM CO0OpaxkeHusIM. Bee octymnHbie
ceeieAnss 06 30I1 ObumM TOTydeHBI TpEkJIEe BCEro B HAONFOJATEIBHBIX
ucciepoBanusax. K 3311 wacto mpuberarotT mo3aHO, MOCIE CYIIECTBEHHOTO
CHIDKGHHMsI Macchl TeJla, KOTopoe HaOmoJaercs Ha (OHE Cephe3HOU
HezocTaTouHOCTH muTanus [145, 146] u kotopoe 3aTpyausieT >¢dekTuBHyO
HYTPUTHBHYIO MOJIepxkKy [147]. Tepuarpuueckiie MaieHTs UMEIOT B LEIOM
HHU3KYI0 BBDKHBAGMOCTh IIOCIIC IIPOBEACHHS YPECKOKHOI IHIOCKOMHYECKO
ractpoctomun (UOI'). B xoze MeTaananu3a Oblia onpeseneHa BEKHBAEMOCTh
81 % cmyctst omuH Mecst, 56 % cmycTs mects MecsiteB i 38 % cmycTst oauH
rox [148]. OaHaKko BEDKHBAEMOCTD B BBICOKOH CTEMCHH 3aBHUCHUT OT MOKa3aHH
K TIPOBE/ICHUIO 9TOT0 BMELIATENIBCTBA M XapaKTEPUCTHK marmenToB [149-154].
B HeCKONBKMX HCCIEOBAaHUAX OBUIO IMPOAEMOHCTPHPOBAHO HEKOTOPOE
yJIyd4IIeHHe HYTPUIHOHHOTO craryca mocie uHunmarmu 3011 y HOXKMIbIX
mopmenr [146, 147, 155-160]. Tem He MeHee 3GdEeKT B OTHOIICHHH
(YHKIIMOHAIBHOTO CTAaTyca, CMEPTHOCTH M Ka4eCTBa )KH3HHU OCTACTCS HESICHBIM
[161-172].

Pexomenmanus 30

O:xujaemasi mojib3a M NoTeHHHalbHble pucku 3311 1o/KHBI
OLIEHNBATHCSI B MHAMBHIYAILHOM MOPSIKE M MOMJIEKAT PEryJsipHoi
nepeoneHKe, B TOM YHcJIe IPH H3MeHeHNH KJINHAYEeCKOT0 COCTOSIHUSI.

VYposens ybenurensHocTH pexkoMeHnanyu GPP — monmHblli KOHCEHCyC
(cormacue 100 %)

KommenTapuii

B HECKOJBKHX WCCICIOBAaHMAX OBUIO ONPEAENICHO HECKONBKO (PAKTOPOB
pucka paHHell cMepTHOCTH mocie Y3IT, KOTOphIe JOJDKHBI 00JIETYUTh MPOLIECcC
MPUHSTHS PELICHHs W TOMOYb M30eXaTh HanpacHsix npoueayp UDI [149-153,
166, 173-176]. Dtu ¢axTopsl pHCKa BKIIOYAOT JIEMEHIHIO, HHQEKIHN
MOYEBBIBO[UIIIMX IyTeH, IEPEeHECEeHHYIO AacIUpalUio, CaXapHbIl Iuaber,
THIO0ATbOYMHHEMHIO, OCTpBIe 3a00JIeBaHUS, TOCIUTAIH3ALMUIO, IPOJIEKHH,
BBICOKMH BO3pacT, 3alpeT Ha NepOpaybHbI NpHEM, HU3KMH HYTPHUIMOHHBIH
cratyc, Hu3kuii UMT u KomH4ecTBO COIMyTCTBYIOmMX 3a0oneBanuil. Tem He
MeHee 3TH (paKTOpPBI BPS/L JIM MOTYT HOBJIMATh HA TPOLECC NPHHATHS PEIICHUH
B MHJIMBHAYaJbHOM TOpsaKe. MOXHO ObIIO OBl TIPEANONOXHTH, YTO
repuaTpUdecKHe MAaUeHTHl ¢ OYCHb IUIOXHM OOIIMM COCTOSHHEM 370POBbBS,
KOTOpbIM mpoBoauTcss YOI, NOMKHBI UMETh IOBBILIEHHBIH pPUCK paHHEH
cMeprtHOCTH nociie YOI, oHako aHam3 6a3bl JaHHBIX 110 OKMIIBIM NALHEHTaM
10Ka3aj, YTO HHU OJWH M3 MOKa3aTelel IepHaTPHIEeCKOH OLCHKH HE SIBILSUICS
(bakTopoM pricka BHYTpuOOIBHHYHONW cMeptHOCTH mocie UDI' [154]. Takum
00pa3oM, KaKIOro MamueHTa HEOOXOAMMO OLCHHBATh B HHAMBHIYaJlbHOM
TIOpSAAKE, UCIOMb3Ys CIEMAYIONIIEe BOIPOCHL:
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1. Moxer nu 3311 MOBBICHTH WM MOIIEPKATh KauyeCTBO JKH3HH JAHHOIO
nanyeHnTa?
2. Moxer mu 3311 HOBBICHTH WM MOAAEPXKATh (YHKIMOHAIBHBIA CTATyC
JTAHHOTO MaIenTa?
. Moxer nu 3311 yBenu4uTh NPOIOIKUTENLHOCTD )KU3HH JJAHHOT'O MalueHTa’?
. SIBisiercst i NpOTICHUE HKH3HH JKETaeMbIM IS TTalueHTa?
. TIpeBocxoauT u oxxujaeMas 1ojib3a pUCKU BBeeHus 30Haa 1 30117

g b w

B nenom coobmraercst 0 Hu3Koi gactore ocinoxuenuit 3911 [177], ogHako B
YCIIOBHSIX PEallbHON NPAKTHKH 4acTOTa OCJIOXKHEHMII BCIICACTBHE KOPMIICHUS
4yepe3 Ha30raCTPaIbHBIN 30H]]  FACTPOCTOMY MOXKET OBITh CyIeCTBEHHOI [153,
178]. B 3T0i1 CBSI31 pEKOMEH/YeTCs PETyIISIPHO OLIEHHBATh YPOBEHb CMEPTHOCTH
1ocjae YCTAHOBKHM TaCTPOCTOMBI II0 J@HHBIM JUISl OTJENBHOIO JIe4eOHOro
YUPEKICHHUS WIH OTACIeHHUs. ECiM CMEpTHOCTH MpEBBINIACT HPUBEACHHBIC
BoIe udps [148], To HEOOXOAMMO IEPECMOTPETh TAKTHKY 0TOOpa MALIUEHTOB
U TEXHHYECKHE aCIeKThI HPOLETYPHI.

Cocrosinue marueHToB Ha 3011 MOXeT oueHb OBICTPO MEHSAThCS. B CBsi3M ¢
9THM TIOKa3aHWsl K TPOBEACHUI0 M OXHAaeMyr moib3y 3211 HeoOXoaumo
peryJsipHO nepeoleHnBath. Ecim criocoGHOCTS K epopabHOMY IIPUEMY MHILN
CYIIECTBEHHO Yiyd4Ilnaercsi Jinbo, HaoOopoT, mosb3sl or 33I1 Gounbiie He
npexsuauTes, To 3911 cnenyer npekparuts. B curyanmsx, xoraa adoexr 3511
TPYIHO  TNpeayragaTb, MOXHO PEKOMEH/IOBAaTh  IIPOBECTH  HPOOHOE
BMEILATEIBCTBO Ha IIPOTSDKEHUH 331aHHOT'0 [IEPHO/Ia BPEMEHH C TOCTIKUMBIMH
LEISIMH, TIOJUIeKAIMMK  peructpaunn [17]. B wacTHOCTH, y MalMEHTOB C
BBIPAXXCHHOM J€MEHIMEH OTMeYaeTCsi HeOIaronpHATHOE COOTHOIICHHUE PHCKA K
monb3bl 3010, B cBs3u ¢ uem 3DII, kak mpaBWiIo, HE PEKOMEHIOBaHO. B
COOTBETCTBYIOIIMX  CIy4asiX pPEKOMEHIYETCsl CIE[OBATh  CIELUAIBHBIM
pykoBozcteam ESPEN 1o nuranuio naumeHTos ¢ aemeniueii [179].

Pexomenanms 31

MoxuapiM JIOAIM ¢ HU3KHM  YPOBHeM MOTpeOJIeHHs MHIIH,
HaXOJSIHMCSl B TePMHHAJILHOI (a3e GoJ1e3HH, cllelyeT NpenIaraTb
KOMQOPTHLI BapHaHT KopMJieHusi BMecTo 3911

VYpoBens ybenutensHOCTH pexoMeHmanuu GPP — monHEIT KoHCEeHCyc
(cornacue 88 %)

KommenTapuit

Mo Oonpmiomy cuery, 3DI1 sBaseTcs NpoLEAYpOM, HANpPABICHHOW Ha
npojuIeHre Xu3HU. Ecin mpojuieHre nu3Hu GOJIbIIe HE SIBISETCS JKEIaeMoil
LEJIbI0, TO Ka4€CTBO KU3HH MAlMEHTa HEOOXO0IMMO OLICHHBATh HHANBHIYAJIBHO.
OOBIYHO 3TO KacaeTcsl CIIydaeB OKa3aHHs NaJUIMaTHBHOI momomu. Takum
MaryeHTaM JI0JDKHA TpEeuIaraTbCs JIOOMMasi eia M MUThE Yepe3 POT B TOM
KOJIMYECTBE, B KOTOPOM OHHM IPOCSIT. JlaHHBII TOIXO/ Yallle BCETO OMUCHIBACTCS
TepPMHHOM «KoMpopTHOe Kopmuienuey» [180]. B Takux cuTyanusx Ienb
YIIOBJIETBOPEHHMS IIUIIEBBIX IIOTPEOHOCTEH MaleHTa Jnmaercs cMbicna [17].

PexomMenanus 32

Ecau noka3ano 30H10B0e dHTepanbHoe nuranue (3311), To ero ciaeayer
HAYMHATL 0e3 mMpoMe/lJIeHUI.

Vposenb yoeauTensHocTn pekomenaauin GPP — momHsli kKoHCeHCyC
(cormacue 96 %)

KommenTapwuii

B HecKoJIBKHX UCCIIEI0BAHUAX OBLIO MMOKa3aHo, 4To J10 Hadana 3211 yacto
PETUCTPUPYETCS CYIIECTBEHHOE CHIYKEHIE MACCHI Tella, KOTOPOE COCTAaBIISLIO B
cpenHem 11,4 xr B uccnenosanuu Loser et al. [145, 153]. B cBsi3u ¢ Tem, 9To
CHIDKEHHE MacChl Tella U HU3KUIl HyTPULIMOHHBIH CTaTyC ABIIOTCS GakTopamMu
PHCKa CMEPTHOCTH B IIEJIOM U, B YACTHOCTH, HH3KOH BEDKHBAEMOCTH MTOCIIE
YOI [174], To HEOOXOAUMO BCEMH BO3MOXKHBIMHU CII0OCOGAMH MPEIOTBPATUTH
CHMXEHHE Macchl Tena 10 Havana JI1. Kpome Toro, B uccnenoanuun FOOD,

IIPOBEACHHOM Yy TAlIUCHTOB C Juc(arueii nocie HHCYIbTa, PAHHSA HHULHALUS
3011 6bua cBs3aHa ¢ A0COMIOTHBIM CHI)KEHHEM PHCKa CMEPTEIbHOTO HCX0/1a Ha
5,8 % (p =0,09) [181]. HecMOTpsi Ha TO, YTO MOJYYCHHBIH PE3YJLTAT HE ObLI
CTATHCTUYECKU 3HAYHMBIM, BBISIBIICHHASI TCH/ICHIHS SIBIISICTCSI
JIONIOJIHUTEIIbHBIM apIyMEHTOM B NOJIb3y paHHel uHuuuanuu 3311 B ycinoBusax
OTCYTCTBUS JAHHBIX APYTMX PaHIOMHU3MPOBAHHBIX HCClIeAOBaHMH. Takum
obpazoM, 3DII, eciu TakoBOe IIOKa3aHO, JODKHO OBITh HadaTo 0e3
CYILIECTBEHHBIX 3aIEPIKEK.

Pexomenamms 33

Y noxumabIX Jiofell ¢ mpeamonaraeMoi aauTeabHocTbio 33I1 menee
yeThIpex Hededb JOJKHO TNPHMEHATHCSI  KOPMJeHHe  4Yepe3
HAa30racTPaJbHbIi 30H/1.

VYposens ybeaurenpsHocTH pekomeHnauuu GPP — momublii KOHCEHCyc
(cormacue 100 %)

Kommenrapuit

Ipu Hammyun nokasanuii k 11 He0OOXOAUMO OIIPEACIUTD, KaKoi BapuanT D11
MOJOMIET KOHKPETHOMY mnauueHTy. C NpakTHYECKOW TOYKH 3pEHHS TaKylo
HMHBa3MBHYIO IPOLERYypY, Kak Hanoxenue UDI', Herenecoobpa3HO IPOBOIHUTH
nanueHty, kotopomy OI1 Moxer moTpeboBaTbhCS BCEro Ha HECKOJIBKO JTHEH.
Taxoke MOKHO 0XKHAATh, YTO B HEKOTOPBIX citydasx DI MokeT mponomkarbes
JOJIbIIe, YeM OBUIO 3aIIaHIPOBaHO IIEPBOHAYAIIBLHO, ocie HanoxeHnus UOI'. B
paMKax CHCTEMaTHYeCcKOro o030pa B LEIIX CPAaBHEHHS BapUAHTOB KOPMIICHUS
yepe3 Ha3oracTpalibHbIi 30H1 1 yepe3 UDI™ y noxkuisIx Jirozeit ¢ nucdarueid, He
CBSI3AHHOH C HHCYJIBTOM, OBUI IPOBEIECH OOBEAWHEHHBIH aHAIN3 [EBATH
HCCIIeOBaHUI ¢ ydacTueM 847 ManueHToB, B KOTOPOM HE ObUIO BBISBICHO
3HAUYUMBIX PA3IM4YMi PUCKA Pa3BUTHS IHEBMOHUM U OCJIOXHEHUH B ILIEJIOM
[182]. B atoMm 0030pe mpoBeneHre MeTaaHanm3a Kod(pGUIHeHTa CMEPTHOCTH 1
roKasatesiell cTaTyca NUTaHus He IPeCTaBIIIOCh BO3MOXKHBIM, OJTHAKO B TPEX
HCCIIEJOBAHUSX OBUIO BEIHECEHO MPEOI0KEHNE 00 YIIyHIIEHHBIX Pe3yIbTaTax
B IUTaHe K03 dHIIeHTa CMEPTHOCTH IpH IUTaHuU depe3 YOI, B TO BpeMs Kak
B JIBYX HMCCIICIOBAaHMSAX U3 TPEX COOOIIATIOCH O TOM, YTO MuTaHue yepe3 YOI
JIy4Ille ¢ TOYKHM 3pEHUs] HYTPHUIMOHHOrO crartyca. B uccnenoBanuu FOOD,
BKJIIOYABIIEM IPOCIIEKTUBHOE CpaBHEHHE paHHero M orcpodeHHoro OIl, a
Takke KopmiieHne udepe3 UODIT u Has3oracTpaibHbIM 30HI y HAaLUEHTOB C
nucharueii BeiaeACTBIE HHCYIbTA, 11 KopMiieHus yepe3 UDIT Obu1 yCTaHOBIICH
MOBBIIICHHEI PHCK CMEPTENBEHOTO KCXOAa MM HEYIOBJICTBOPUTEIHHOTO
ucxona y 7,8 % (p =0,05) [181]. Drtu naHHbIe HE TOBOPAT B IOJB3Y paHHEH
MHHLMANNA KopMmiteHus depe3 YOI y manmeHToB ¢ aucdarueii, mepeHecmnx
nHCynbT. OfHAKO NAaHHBIX II0 HMAIMeHTaM ¢ Jucdarueil HemocratodHo. Kak
CIIeJICTBHE, PEKOMEHIyeMasl IIMTEIbHOCTh BMEIIaTeIbCTBA B YEThIpe HEHEeNH
SIBJISIETCSL YCIIOBHOW M JIOJDKHA PacCMaTpUBATHCS B KAUECTBE PEKOMEHIAINH
9KCIIEPTOB.

Pexomennanus 34

Y noxkuibIxX Jiogeil ¢ mpeamoJiaraemoii aumrensHoctbio JII Gosee
YeThIpex HeleJdb, He JKeJAIOIUX MOJYy4YaTh KOpPMJIeHHE 4epe3
HAa30racTPaJbHBIH 30HI WM HMEIOMIMX NPH3HAKH HeNepeHOCHMOCTH
HA30racTPAJILHOrO  30HAQ, CJeIyeT NPHMEHSTh  YPECKOKHYIO
racrpocromuto (U3I).

Yposens ybemurensHocTH pekoMenpamn GPP — momHbIil KoHCEHCyc
(cormacwue 96 %)

KommenTapuii

B jomonHeHHe K  BBINIEMIPUBEICHHBIM PEKOMEHIANUSIM HEOOXOIUMO
OTMETUTh, 4YTO TACTPOCTOMHIO CIEAyeT NpeONpUHAMATh Yy JHI C
YIOBICTBOPHTEIbHBIM MPOTHO30M u MpenoaaraeMoit BBICOKO#

mmtensHocThio 301, Kak  ObUIO  OTMEYEeHO B KOMMEHTapHH K
peKoMeHaanuy 33, BpeMeHHOH NepHOJ B YETHIPE HEMIEIH SBIISETCS YCIOBHBIM U
OompeneseH NpPEeKAe BCero Juisi u30eraHus CciaydaeB CIHMIIKOM —paHHEH
ractpoctomuu. C Ipyroil CTOPOHBI, €CIM KOPMIICHHE Yepe3 Ha30racTpallbHbIH
30HJ XOPOLIO HEPEHOCHTCSI, TO OHO MOXET JUTUThCS O0JIee YeThIpeX HEeeb.
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I'epuaTpuyeckre MAmUEHTH! 4YacTO IUIOXO IIEPEHOCSAT KOPMIICHHE depes
Ha30racTpaibHbIN 30H]1, @ TAK)XKE B 3TOW BO3PACTHON KaTErOPUH 30H]1 3a4aCTYIO
mioxo ¢pukcupyercs. Yacto HabII01aeTCs CMEIIEHHE Ha30racTPaIbHOTO 30H/1a,
YTO CBSI3aHO C HEYJOBIETBOPUTENbHBIM 3311, uTo SBIIsIETCS pacIpoCTpaHEHHOH
npodnemoii. TeM He MeHee OTCYTCTBYET HEOOXOJMMOCTh BO BBEICHHH KAKHX-
7m00 HU3NYECKUX MM XUMHYECKHX OIPAHUYCHUH B IOMBITKE HPEAOTBPATHTD
CMeIIeHHe 30H/a BCIEACTBUE MaHUITYJINUI WK cllydaiiHoe cMemmenue. Eciu
CMeIIeHHe Ha30TacTPaJbHOTO 30HAA MHPOHCXOAMT HECMOTpS Ha  €ro
HaJUIeKAIlyI0 (DUKCALMI0 HAa KOXE, TO KAaK BapHAHT MOXHO IONpoOOBaTh
HCIIOB30BaTh HOCOBYIO IIETII0. B IBYX nccneoBaHUsAX IPUMEHEHHsT HOCOBBIX
meTenb y MepeHecHnX HHCYIbT NAalUeHTOB, HAXOMSIIIUXCS Ha 30HIOBOM
KOPMJICHHH, OBUIM IIPOAEMOHCTPHPOBAHBI MX OE€30MACHOCTb, XOPOIIas
MEPEeHOCHMOCTH 1 3((HEKTUBHOCT IpH opranu3auuu mnoiaxHoro D11 [183-185].
B omnom PKU Obuio BhIsIBIEHO yBenudeHue Ha 17 % cpemHero oObema
JKUJIKOCTEH U TBEPAOH MHUILM, [OABAaeMBbIX Yepe3 30H], B TPYIIIE PUMEHEHHS
HOCOBOJI IETJIX, TOT/a KaK CITyCTsI TPH MECslia HCXOABI He pasiudanuch [185].
Ha npakTtuke ogHOl U3 anbTepHATHB HOCOBBIM NeTisiM sBsercst YOI, kotopast
MOKET OBITh HaJOKCHAa IMALMEHTaM C YaCThIMH CMCIICHHUSIMH 30HAA H
MIpeIoIaraeMsIM MHOTOJHEBHBIM 3011,

Pexomennarus 35

MoxuabIx Jioaeld, HAXOASIIIUXCS HA 30HJ0BOM NUTAHHHU, CJELyeT
CTl/lMy.]'ll/l]I)OBaTL K l'lpO}IOJDKeHl/llO nepopanbnoro npueMa A,
oGecrmeynBasi 6e30MACHOCTD.

Vposenus ybenurensHocTd pexomengamun GPP — monHblil KOHCEHCyC
(cormacue 100 %)

KommenTapuit

BonpiunacTBo manuentoB Ha 32I1 mMoryr ymotpebiasrs HeOOmbIoi 00beM
UMM ¥ HAIIUTKOB IiepopaibHo. [Ipy Hanmuuuy qucdariy CrenuaincT J0DKeH
OIpeNeNuTh KOHCHCTEHIMIO IMIIYM M HAalUTKOB, KOTOpPbIE MOIYT OBITh
TIPOTJIOYEHBI MaIeHToM Oe3omacHo. CireyeT MoOmpSTh TepOpaTbHBIN TIpHeM
MU 6e30TacHO KOHCHCTEHIINH , TTOCKOJBKY 3TO BEJIET K (pOPMHUPOBAHHIO
OUIYIIEHUH OPraHOB YyBCTB M OOYYEHHIO IJIOTATENbHOMY peduiekcy, 4TOo
TIOBBIIIAET KAUeCTBO XKU3HU H YIIy4dIIaeT OUHIIeHHe poToriaoTku. Heobxomumo
HMMeTb B BHIY, YTO Ja)ke MAIUEHTHI ¢ Aucdaruei 1 3anpeToM Ha MepopatbHbIH
MPHUEM BBIHYK/IEHBI TIpOraaTeiBaTh Oosiee S00 MII CIIOHBI B JIEHB, YTO CaMO IO
cebe sBmsercs (HaKTOPOM pHUCKa PA3BUTHS ACIUPAIMOHHON ITHEBMOHHH.
IIpenmonaraercs, 94T0 acHUpalMOHHAsl THEBMOHHS BBI3BIBACTCS B OCHOBHOM
OaKTepUsIMU ACTIMPUPOBAHHOW CIIFOHBI, a HE CAMOM CIIIOHOM MJIM CBEICHHOW K
MHUHHMYMy cCbefieHHOW mmmeit [186, 187]. Tem He MeHee Bompoc o0
0€30MMacHOCTH  TIepOPANBHOTO NPHEMa MHIIH HEOOXOAMMO pemaTe B
WHIMBUIYalbHOM MOPSKE C YYETOM CTCHEHM MAUC(Ardd, HaIU4Ms WIH
OTCYTCTBHS 3alIUTHOTO KalLIeBOro pediexca W cuiabl kamuist. IToapoGrbie
cBeJIeHus npuBeieHs! B pykoBojcTBe ESPEN nmo KIMHHYECKOMY NMHUTaHUIO B
uesposoruu [130].

11.13 /T0/1:KHO JIM NPUMEHATHCS Y MOKUJIBIX JI0/Iel ¢ HeT0CTATOYHOCTHIO
NHUTAHUSA WIH PHCKOM ee Pa3BUTHSA NMapeHTepaibHOe NUTaHue?

PexomMenanus 36

Y noxwibix Jiogeil ¢ OJAronpuATHBIM MPOrHO30M (0KMIaeMoi
10.,1b30i1) mapenTepajibHoe nutanue (ITI1) 101:KHO NPUMEHATHLCS B TeX
cayyasix, KoOrja ImpoBeleHHe IHepOPAILHOr0O WJIH  30HJA0BOrO
JHTepPaJbHOr0 MUTAHUS He MOKeT ObITh HAYATO B TeueHHe Tpex AHei
00 NMOKPBIBAIOT MEHee MOJOBHHBI OT IHEPreTHYecKoi MOTpedHOCTH
HA MNpOTsKeHHMH Oojiee OJHON HeleaH, ¢ IeJbI0 YIOBJIETBOPeHHs
HYTPUTUBHBIX NOTpedHOCTell M NOMIEP:KAHHA MJIH ONTUMHU3ALUU
HYTPHIIHOHHOTI'O CTaTyca.

VYposenp yOemutensHocTH pekoMmeHganmu GPP — mnonmHbIil KOHCEHCyc
(cormacue 100 %)

Kommenrapuit

IIIT sBrstercst Ge3omacHBIM U d(G(EKTUBHBIM METOAOM JIEUEHUS, KOTOPBII
HPUMEHSIOT I JOCTAaBKM BCEX MaKPOHYTPUCHTOB U MHKPOHYTPHUCHTOB B
OpraHH3M dYeloBeKa uepe3 IEeHTpaIbHYI0 HIH Hepudepudeckyio BeHy. OHO
BCEr/la IOKa3aHO M MOXKET OOECIeYMTh IOCTATOYHOE IUTAHHE MAlMEHTaM,
KOTOpbIC HYXKAAIOTCS B HYTPUTHBHOI NMOANEPIKKE U HE MOTYT YIOBJICTBOPHTD
HYTPUTHBHBIE  IOTPeOHOCTH  DHTEPAIbHBIM  IyTeM (IIpH  HAIUYHU
NPOTHBOIOKA3aHUI WK T10X0# nepenocumoct JI1). Bospact cam o cebe He

SIBIIIETCS] OCHOBAaHMEM JUI 0TKa3a oT I1I1. B HEeCKONBKHUX HUCClIeOBAHUAX OBLIO
JNOKyMeHTHpoBaHO, uTo [IIl sBIsleTcS TEXHHYECKH OCYIECTBUMBIM U
YCIEIIHBIM BapHAHTOM HYTPUTHBHOW MOAEPIKKH TAKKE U Y HOXKHJIBIX JIFOACH
[147,188-190] He TONIBKO B yCIOBUSIX CTAaLIMOHAPa, HO U Ha oMy [191]. Tem He
menee III1 Ha3HavaeTcss HeEYacTo, MOCKONBKY IEPOPAbHOE M 30HIOBOE
JHTEepaIbHOE MHUTAHHE SBJIIOTCS BapHAaHTAMH NEPBOrO BBIOOpA HYTPUTHBHON
moanepxku [190]. III1, ecnu TakoBOEe MOKa3aHO, HEOOXOIMMO MHHI[HAPOBATH
0e3 HPOMENICHUH B CBS3UM C PUCKOM YTpaThl HE3aBHCHMOCTH IOXKHIIBIMHU
JIFOIbMH, @ TaKXKe 10 MPUYHHE TOTO, YTO JaXKe KPATKOBPEMEHHOE TOJI0JaHHE Y
MOXKUIIBIX JIIOJEH C OCTPHIMU 3a00JICBaHUSIMH BeZET K IHOTepe Oe3KupoBOi
Macchl Tela, YTO MOXET HMEThb KPUTHYECKHE IIOCIEICTBHS, OCOOCHHO Yy
noxuibiXx goner. ITokazanust xk III1 He oTNHMYArOTCS OT TAKOBBIX IS JIMIL
CpelHero Bo3pacTa: MpPEJCTOSIMI MEepUOA TOoNoAaHMs Oojee Tpex AHEH y
MOXUIBIX JOAeH, KOrJa IepopalbHOe IHTaHHe Wimu 3oHmoBoe OIl He
MPEICTaBIIACTCSl BO3MOXKHBIM 1100 Koraa nepopaibHoe DI wiun 3oug0Boe D11
HEJJOCTATOYHO I MOJKET OKa3aThCs HEIOCTaTOYHBIM Oornee 7—-10 nHeil.

I1.14 Kak [0/5KHO NPOBOAMTHCS JHTEPAJbLHOE U MNAapeHTepalbHoe
NUTAHUeE Y NOKUJIbIX JIoAei?

Pexomenpanus 37

3311, Il u rugpaTanHoHHAs Tepamusi AOJLKHBI PACCMATPHBATHCS
cKopee KaKk MeJIHLIHHCKHE NpOLeIypbl, 2 He OCHOBHbIE NpOLEIYpPbI
yX0/1a 32 NALHEHTAMM, B CBSI3U € YeM JO0JKHBI ObITb NPHMEHEHbI IPH
HAJIMYHMH PeaJbHOr0 MAaHCa YJIy4lleHHs HIH MOAJEPKAHUA COCTOSTHUS
U Ka4ecTBa )KM3HH NalHeHTa.

VYpoBenb ybOenurensHocTH pekoMmeHgauuun GPP — monHblil KOHCeHcyc
(cormacue 96 %)

Kommenrapuit

JIro6ble BUIBI MEAUIMHCKOTO JICYSHUS IIPOTUBOIIOKA3aHBI, KOT/la OYEBHIHO,
YTO OHM HE MOTYT MoMoub mnanueHty. 3onmooe JI1 u III1 orHOCsATCS K
MEJUITHHCKAM TPOIeAypaM, ITOCKOJIbKY OHHM TPeOYIOT BBEICHWS 30HAA MU
BHYTPHBEHHOTO KaTeTepa M TPOBOJATCSA IO Ha3HaueHHIo Bpada. HamGomee
BaXXHBIM OcHOBaHueM Jutst uauimarmu 3211, T unu ruspatainoHHON Tepanuu
JIOJDKHA SBIIATBCS OXKHAAeMasl MoJib3a JUTs KOHKPETHOTO TanueHTa. B ciydae
pnaumanyn 3911, TIIT wmm ruapataioHHON Tepanuu TpedyeTcst KOHTPOIIb 3a
3¢ (HeKTUBHOCTBIO POBOJMMOrO BMelaTenabcTBa. OXnpaeMble ILEMH UL
OTZHENBHBIX NMAIMEHTOB MOTYT BKJIIOYATh KaK KIMHHYECKOE YITydIIeHHe, TaK U
MPEIOTBPAIEHAE TMOCTEAYIOEr0 yXyAIUIeHNs KINHAYECKOTO COCTOSHHMS.
Hanpotrus, kak u mo6oit apyroit Bua meguuunckoro nedenus, 3211 u I1I1 He
JOJDKHBI OBITh MHUIMHPOBAHEI WM NTPOTHBOINOKA3aHbI B CIydasX OTCYTCTBHS
OXHJ[AeMOH TIONB3bI JUIl KOHKPETHOTO TMalWeHTa. Tak, y MalMeHTOB C
HEMHHYEMBIM CMEPTEIbHBIM HCXOIOM, KOTOPBIH OXHIaeTcs B MpeCTOsIIHe
YeThIpe HEeIeIH, U Y TAIHEHTOB C HeH3JICUNMBIMU OOJIE3HIMH, TSUEHHE KOTOPBIX
HENb3sl YIY4IINTh C IIOMOMIBIO KAaKOro-1Mbo BHIA JIEUECHHMS, BKIFOYAS
HYTPUTHUBHYIO TEPAIUIO (MAIMEHTHI C BBIPAKEHHO IEMEHIINEH, TepMUHAIIBHOM
CTajuell 310Ka4eCTBEHHOTO HOBOOOPAa30BaHMs), HAWBBICIIMM IIPHOPUTETOM
sIBISIETCsE obecrieyeHne KoM(popTra caMux rnanueHTos [17].

Ipocnexktusnbie nccaenoBanus 3¢pdpexruaocty 3311 wnu I1I1 y nanuenTo
C YMEpeHHOW WM BBIPAKEHHOH JIEMEHIMel oTcyTcTBYIOT. Takum obpasom,
nmoboe mpumenenne I1I1, mapeHTepalbHOH THIPATAIMOHHON TEpaluM HIIN
HYTPUTHBHOH TepaluH JOIDKHO OCYIIECTBISTHCS B COOTBETCTBHU C JPYTHMH
BUIaMU naiMaTuBHo# Tepanuu. 3011, I1I1 u napeHTepanbHas peruapaloHHas
Tepamus MOTIYT OBITH INpEKpaleHbl, KOrAa HE MPUBOIAT K JOCTHXKEHUIO
oxumaeMbix rnenedl. CyIIecTBEHHYIO pOIb B ONPEAENCHHU CTPATETHH
HYTPUTHBHOW TepalmMy M ee Ieleil y MalMeHTOB CTap4yeckoro BO3pacTa,
MaNMEeHTOB C AaCTeHWeH M XPOHMUYECKHMH  3a0OJCBaHUSMH  UTPAIOT
9KOHOMHUYECKHE PECYpCHl, BO3MOXKHOCTU COLHAIBHONU cGepbl, a Takxke
9THYECKUE U PEITMTHO3HBIC MOTHBALIIH.

Pexomenarnus 38

Y noxXumiIbIX JI0eil He J0JKHBI NPHUMEHSATHCsl (papMaKoJornuecKast
ceganus WiH GU3NYecKHe OrpaHHYeHus ¢ Heabio nposegenus 3211, ITIT
WJIM THIPATAllHOHHOM Tepanumu.

VYpoBens ybeautensHocTH pekoMeHnauuu GPP — monmHblli KOHCEHCyC
(cormacue 100 %)
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KommenTapuii

Lenp HYTpUTHBHON Tepanuy 3aKJIOUAETCs B YIydIIEHUU WM 10 KpaiHei
Mepe TOJJepKaHHU HYTPUIMOHHOIO CTaTyca IIallMeHTa, 4YTO JIOJDKHO
COYeTaThCS C MEPAMH 110 MOBBIIIEHHIO HIIU NIOAJEPKAHNIO Oe3KUPOBOIT MacCh
Tena, OCOOGHHO MBIIMIEYHOH MacChl. BBUI NMPOJEMOHCTPHUPOBaH M SIBISETCS
OYEBUJIHBIM TOT (haKT, 4YTO UMMOOMIIH3ALHSA BEAET K IoTepe O6e3:KUPOBOIl Macchl
Tela M, B YaCTHOCTH, MACChl CKEIeTHBIX MBI, 0COOCHHO Y IOXKHIIBIX JIFOAeH
[192]. Yrpara ¢u3nueckoil aKTHBHOCTH SIBISETCS JIOTHYECKUM ITOCIEACTBAEM
(apMaKoJIOrH4ecKoii cenanuu WM GU3MIECKUX OrpaHUYEHHUMN; KaK CICACTBHE,
oHa OOBIYHO BeJeT K IIOTepe MBINIEYHOH Macchl. B cBs3m ¢ TeM, 4ro
ToAAepKaHWe WIM Habop Macchl Tela M MBIIIEYHOH MAacChl SIBISIOTCS
OCHOBHBIMU ~LIEJISIMH HYTPUTUBHOM TepalHMu, MOXKHO 3aKIIOYMTh, YTO
MMMOOWIN3AIMS U CEeNallys MPENATCTBYIOT JIOCTHKEHUIO 3aIIaHHPOBAaHHBIX
neneil. Kpome Ttoro, cemamus W (u3MYECKHE OTPAHHYEHUS TAKXKE MOTYT
BbI3bIBATh KOTHUTUBHBIE HAPYLIEHHUS, B CBA3H C UM HUX cilefyeT u3berats. Tem
HE MEHEE CJIENlyeT OTMETHUTb, YTO B HCKIIIOUUTENIBHBIX CIIydasX, TAKHX Kak
THIEPAaKTUBHBIN JENUpHi, MAlUeHTy MOTYT OBITh IIOKa3aHBI JIGKapCTBEHHBIS
npemnaparsl ¢ ceJaTUBHBIM 3((eKToM min Jaxe QU3NYECKUE OrpaHHUYCHUS Ha
O4eHb HeOONBIIOH MEepHOA BPEMEHHU C LeIbI0 NPENOTBPALICHHs] IIPUIHHCHUS
Bpea camomy cebe.

Pexomenanus 39

Y noxuiIbIX Jioaeii ¢ HepocraTouHocTh0 nutanus 3311 u IIIT ciexyer
HAYMHATH PAHO; HX 00'bEM CJIeyeT MOCTENEeHHO YBEJTUYUBATD B NePBbIe
TPH JHSl C LeJbI0 NpeJIOTBPallleHUsl CHHAPOMA BO300HOBJEHHOIO
TMUTAHUSI.

Vposenusb ybemurensHocTd pexoMengamun GPP — monHblil KOHCeHCyC
(cormacue 100 %)
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B nepseie Tpu qus 39311 u I y moKuJIbIX JII0EH ¢ HEOCTATOYHOCTHLIO
NUTAHUS HEOOX0IMMO KOHTPOJIMPOBATh ypoBeHb (ocdaTos, Maruus,
KaJusi 1 THAMMHA B KPOBH, a NPH BbISBJIEHNH Jake He0O0/IbLIIOr0
gepuuHMTa  NEpeYMCICHHBIX  JJIeMEHTOB  cliefyeT  NpPHMEHSATh
COOTBETCTBYIOIIHE 100aBKH.

VYposenb ydOenutensHocTH pekoMmeHgauuun GPP — monHblil KOHCEHCyc
(cormacue 100 %)

KommenTapwuii k pexkomenaanusam 39 u 40

CurapoM Bo3obOHOBIEeHHOTO KopMmieHHs (CBK) cBsi3aH ¢ IOTeHIMAIBHBIM
PHUCKOM Ui TAlMCHTOB C HEJIOCTATOYHOCTBIO MHUTAHHUS, HMEIOIINX
JJIEKTPOJINTHBIE HAPYIIEHHSI, HOCKOIbKY BEeT K KIMHIHIECKOMY yXYIIIECHHIO.
Bo3moxHbIe TOCIIETICTBHS BKJIFOYAIOT TIeperpysKy obBseMoM,
nepepacnpeneneiue  (QocdaroB, Kamus W MarHusA, runopocdareMuro,
MBIIIEYHYIO CJIA00CTh, AaHEMHIO U B KOHEYHOM HTOT€ NMPUBOIAT K OPraHHOM
HegocTarouHocTH. Y 20 % manMeHTOB MOKET HaO0AaThesl BHE3aIHast
cepAeyHast CMepTh.

Kpurepun CBK BapbHpyIOT OT CHMKEHHOH KOHIEHTpamuu Qocdatos i
TM000T0 3IEKTPONIHTA B CBIBOPOTKE 10 COYETaHHs NEKTPOIMTHBIX HAPYIICHUH
W KIMHAYECKHX CHMIITOMOB (HampHMep, mepudepuuecKoro OTeka, OCTpOit
THIEePBOJIEMUN, HapymeHuii ¢ynkuun opranoB) [193]. Crangapraoe
ONpesielIeHNe, K COXaICHHIO, OTCYTCTBYET, a MMEIOIINECs CBEJICHUS O JaHHOM
CHHJIPOME B I[€]IOM OTrpaHH4eHbI. BBII0 IPOBEIeHO BCero /Ba HabJIF01aTEMbHBIX
uccienoBanus cpemu noxmiabix srofeir [194, 195]. Kagansky etal. [194]
HaOo/lalii 3HaYMMO OoJiee BBICOKYIO ITOTEPIO MacChl Tena, Ooree HU3KHI
YPOBeHb aqb0yMHHA, HH(DY3UH PACTBOPOB TIIFOKO3B! U MPUMEHECHHUS IHIIEBBIX
100aBOK Y TOXKHJIBIX JIFO/IEH, KOTOPBIC MEPEHECII KaK MHHUMYM OJMH SMH30
runoocaremun  (ypoBeHb  (ochaToB  ceBopotkH < 0,77 MMoiB/1),
BBISIBJICHHBIE B cpeiHeM — Ha 10,9+ 21,5 nesp  rocmUTAaIM3ALUN.
T'unodocdaremuss Takke CONPOBOXKAANACH MOBBIIECHHBIMH IIUTEIHLHOCTHIO
TOCIHUTAIM3ALHUH U YPOBHEM CMEPTHOCTH, KOTOpAsi, OJ{HAKO, HE OblIa 3HAUYMMO
MOBBIIICHA MO pe3yiabTaTaM MHorodakropHoro anammsa [194]. Lubart et al.
[195] npoBenu oneHky 40 MOXHIIBIX JTIOACH CO CTAPYECKON ACTEHHUEH, KOTOpbIE
JI0 BBCACHHS HA30raCTPAIBHOTO 30HJAA MIUTEIBHOE BPEMs HCIIBITHIBAIIH
TpygHOCTH TIpu KopmieHnd. OHH ONpEJENUIH BEICOKHH IIOKa3aTelb
CMEpPTHOCTH, KOTOPBIH OBUI CBS3aH IJIABHBIM 00pa3oM C HH(EKIHOHHBIMH
OCIIOKHECHMSIMH; OJIHAKO BBHAY CYIIECTBEHHOIO 4YHCJIa IMAlUCHTOB C
runodocdaremueil aBTopsl npexnonokmiu porb CBK B kauectBe daxropa,
criocobcTBOBaBIIEro cMepTHOCTH [195].

HsBectsle daktops! pucka CBK Bxmouator cumxennsiii UMT, 3naunmoe
HEYMBIIIUIEHHOE CHIDKEHHE MAcChl Teja, MOCJIEIHUN NpUeM MULIH HECKOJIbKO
JIHEH Ha3aJl, HU3KYI0 KOHIIEHTPALUIO MarHus, Kamus win $ochaToB B miasme
KPOBH JI0 KOPMJICHHUS, a TAakKe aHAMHe3 3JI0yHOTpeOIeHNs] HApKOTHKAaMH HIIN
ankorosiem [196]. HenaBHO GbUIO yCTAHOBIICHO, YTO HEPEUYHCIICHHbIE (haKTOPhI
pHCKa ILIMPOKO PACIpPOCTPAHEHbl CPEAU TOCIUTAIM3UPOBAHHBIX IOXKUIIBIX
mropeit [197]. nst Toi ke Tpynmsl IALMEHTOB OIPEACICHO 3HAYMMOE
COBIAJEHHE PHCKA HEJOCTATOYHOCTH IIHTAHHS, YCTAHOBJICHHOTO IIO
PacrpOCTpaHEHHBIM CKPUHMHIOBBIM WHCTpyMeHTaM, u pucka CBK [198], ua
OCHOBAHHM YEr0 MOXKHO TPEANONIOKHUTh, YTO Yy MOXWIBIX JIOIeH ¢
HEJJOCTATOYHOCTHIO IHTAHMS WM PUCKOM HEJOCTATOYHOCTH MHTAHHS
HEO0OX0IMMO IIPUHUMATh BO BHUMaHKe puck CBK.

Ocoboe BHHUMaHHe TpeOyeTcs B MepBble 729 HYTPUTHBHOH Teparuy,
KOTOpYIO OOBIYHO CIIeAyeT HauMHATh PAaHO, HO HApaluBaTh MEUICHHO BMECTE C
TIIATEIbHBIM MOHMTOPUHIOM KIMHHYECKHMX IHPU3HAKOB U YPOBHA (ocdaTos,
Mar"us, Kanus U THAMHHA B CHIBOPOTKE KpoBH. OOOCHOBaHO HpOBEIEHHE
JOTIOJHUTENBHBIX HCCIECNOBAaHUI y MOXWIBIX JIIOJeH, OCOOEHHO B CBeTe
BBICOKOH PaclpOCTPaHEHHOCTH HapyIICHUH (HDYHKIHH IOYEK B ITOH BO3PACTHOM

rpymIe.

Qu3zuueckue ynpasicHeHusn

IL.15 CaexyeTr 11 NPUMEHSITh Y MOKHJIBIX JIO/Iell ¢ HE0OCTATOYHOCTHIO
NUTAHUS WJIM PHCKOM ee pa3BUTHA (uU3MYecKHe YIpaKHEHHs] B
JIOTOJTHEHHE K MepaM HYTPUTHBHOM MOAep:KKu?
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IToMuMoO NpuMeHeHHs: Mep HYTPUTHBHOM NMOJIEP/KKH, MOKUJIBIX JTI0/eii
€ HeI0CTATOYHOCTHLIO MATAHUS MJIM PHCKOM ee Pa3BHTHs HEoOXOTMMO
CTHMYJIMPOBATh K (PH3HYeCKOil AaKTHBHOCTH U YNPaKHEHHSIM € LeJbI0
NMoAACPKAHNSA WJIH YBEJUYCHHs] MBILICYHONH MACChl M TOBBIINICHUS
(pynxnuonansnoctu (BM).

Yposens ybemurensHocTH pekoMenpamn GPP — momHeIil KoHCEHCyc
(cormacue 100 %)

KommenTapuit

VY MOXKUITBIX JIUI] MACCa Tella CHIYKACTCS 3a CUeT MbIedHoi Maccsl [199], uro
CONpPOBOXAAETCST  HapymieHHeM (yHKIMOHHpoBaHMs opranmsama [200].
Heucnonp3oBanue  MBINIL U HOCTENBHBIH ~ PEKHM  IOMONHHTENHHO
CIIOCOBCTBYIOT CHHKEHHEO MBIIIEYHON Macchl U crutbl [192].

B xone cucremaTHdeckoro moncka He Obuto HaiieHo PKU no cpaBHeHHIo
(bHu3MUecKuX yNpaXHEHU B COYeTaHUH ¢ MepaMU HYyTPHUTHBHOM MOAIEPKKU U
HCKIIIOYHUTEIFHO MepaMH HYTPHTHBHOW IMOAIEPKKH Yy HOKHIBIX JIFOAEH C
HEJJOCTATOYHOCTBIO MUTAHMS MM PHCKOM €€ Pa3BUTHS C IBYX(paKTOPHAIBHBIM
wiaHoM. Beuto Haiineno mects PKY HHM3KOro Mim mpueMieMoro Kayectsa
4eThIpeX(PakTOPHANbHBIM  IUIAHOM, BKJIIOYABIIMX TPYNIY  (H3MYECKUX
YIPaXHEHUH X KOHTPOJIBHYIO IPYIIIY B IOIOJHEHUE K IBYM BBIIICYIOMSHYTHIM
TPyNIaM y MOXWIBIX JIOAell ¢ HeAOCTATOYHOCTHIO IHUTAHMS WIH PHCKOM ee
passutus [108, 109, 113, 201-205]. B Gomsumuctee stux PKU He Obuio
BBISIBJICHO TOJIOXKUTENBHBIX 3()(EKTOB KOMOWHHMPOBAHHOIO BMEIIATENbCTBA
WM TONBKO Mep HYyTPHTHBHOH MOANEPKKH HAa KOMIIO3HIMOHHBIA COCTaB Tena,
cuny u ¢ynkuuoHansHbeie uexonsl. Tonsko Rydwik et al. [108] cooGrummu o
MOBBIIICHUN MBIILIEYHON CHIBI B TPYIIe KOMOMHHPOBAHHOTO BMEIIATEIbCTBA
10 CPABHEHUIO € TPYNIOH Mep HYTPUTUBHON MOANEPIKKH, TOTa KaK OCTAIbHBIC
(YHKIVOHANIBHBIE M HYTPUTUBHBIE TOKA3aTeNN He pa3Indyainck. MccienoBanus
CYIIECTBEHHO Pa3IMYAINCh XapaKTePOM Mepbl HYTPHTHBHOH IOJIEPIKKH, 4TO
OTpaHUYMBAET HX CONOCTAaBHMOCTb. BO3MOXKHBIE MPHUYMHBI HEYCICHIHOCTH
PacCMOTPEHHBIX ~BMEIIATENbCTB MOTYT BKJIIOYaTh HX HEIOCTATOYHYIO
aJanTalio K WHIWBUIYaJIbHBIM HYTPUTHBHBIM IOTPEOHOCTAM M HeOOJbLINE
Ppa3Mepsl BEIOOPOK, He BCE U3 KOTOPBIX ObLIM OCHOBAHBI Ha MPEIBAPHTEILHOM
BBIYHCIICHHH MOIITHOCTH.
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Hecmorpss Ha orpanudeHnbie gaHHble PKHM, noxkunbix mogei ¢
HEJOCTAaTOYHOCTBIO TUTAHUS MIIK PUCKOM €€ Pa3BUTHSI ClIEyeT CTUMYIIMPOBAaTh
K (U3UYECKON AKTUBHOCTH M BBIIOJIHEHUIO (DU3MYECKHX YIPAKHCHUH B
JOTIOJIHEHHE K MepaM HyTPUTHUBHOH IOANEPKKH, IOCKOIBKY B IIOXKHIOM
BO3pACTE MBIILILIBI BCE €IIIe CIIOCOOHBI pearnpoBaTh Ha aHA0OINYECKUE CTHUMYJIBI
(H3KuYeCKUX YIPaKHEHHH, a CHIDKEHHE QYHKIIHH MBILIL MOXXHO 00paTHTh (110
KpalfHell Mepe YacTHYHO) IIPH IHOMOIIH HaJUIeXKaIel IIporpaMMbl (HH3HIECKUX
ynpaxsenuit [206-208]. o Hagama mporpaMMsl TPEHHPOBOK HEOOXOIMMO
OLICHUTh COCTOSIHHE 3/I0pPOBbS U YPOBEHb (PU3MYECKOH PabOTOCIOCOOHOCTH
ManpeHTa ¢ [enbl0 HCKIIOYeHHS MPOTUBONOKA3aHMH K  (U3HYECKHM
VIOPOKHEHHSIM W OHPEIENeHUs] IOAXONIEro BHAA, WHTCHCHBHOCTH U
HAYaJIbHOTO ypOBHs TpeHUPOBOK [209)].
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B nepuoabl TpeHHPOBOK MOKUJIbIE JTIOU ¢ HETOCTATOYHOCTHIO MUTAHUSA
HJIM PHCKOM ee Pa3sBHTHSI JOJIKHBI I0JIy4aTh J0CTATOYHOE KOJIHYECTBO
Kajopuii u fenka, HeOOXOOUMBIX AJIS MOAIEP:KAHHS MacChl Tela H
MoA/iePKAHUS HJIH YBeJIHYCHUsI MbILIe4HOl Maccel (BM).

YpoBeHb yOCAMTENBHOCTH pEKOMEHAaunu B — monHbIl  KOHCEHCyC
(cormacue 100 %)

KommenTapuit

@duzpuecKkre yNpaKHEHHUs IOBBILIAIOT 3HEprosarpaTsl opranusma. Ilpu
HEJJOCTAaTOYHOM IIOTPeOJICHUH KaJOpHil W 3allacoB JHEPrHU B OpTaHU3Me
9HEprusl BHIPaOaTHIBACTCS M3 aMUHOKHCIIOT, Xpansimuxces B Mpimnax [210]. C
LeNbl0  NPENOTBPAICHUS (IDANbHEHINero) CHIDKEHHS MacChl Telna o
TIOAJePKAHNS MBIIICYHOH MAcChl y NMOXKWIBIX JIIOJCH C HEZOCTaTOYHOCTHIO
MUTAHUS WX PUCKOM €€ PasBUTHS B IIEPHOABI TPEHHUPOBOK OCOOCHHO BaXHO
MOJIePXKMUBATh MOJNOKHUTENbHBIM WIN 10 KpaifHeill Mepe HyJeBOH ypoBeHb
JHEpreTHIeckoro ooMeHa. BBUIY CyNIeCTBEHHBIX pa3IHUMil dHEPreTHYECKUX
MOTPEOHOCTEH JHOEil ITOT MOKa3aTeslb HEOOXOAMMO OLEHHWBATH IO Havania
BMemNIaTeNscTBa (cM. pekomeHnamuio 1). Jlocrarounoe mortpebieHue OemKoB
WrpaeT KaKk MUHHMYM OIWHAKOBO BAKHYIO POJIb KaK B IPEJOTBPAICHHU
MBIIIEYHON aTpOdHH, TaK U B CTUMYJISILIMK CHHTE3a MBIIIEYHBIX OenkoB [210]
(cM. pekoMeHaIwio 2).

B xone cuctemaTHueckoro moncka O6euto HaineHo msate PKU ot HU3KOTO 1O
BBICOKOTO KauecTBa, CPAaBHUBAIONIMX KOMOMHHPOBaHHBIE BMEIIATEIbCTBA Ha
OCHOBE ()M3WYECKUX YNPAKHEHWH W HYTPUTHBHOW IOANEPKKH M UHCTO
(m3nUeckne yIpaKHEHUs Y ITOKWIBIX JIIOeH ¢ HEeJIOCTATOYHOCTHIO ITUTaHUS
WK pUcKoM HemocTtarodnocTd mutanus [109, 204, 211-213]. Cpean moxKUIbIx
moneit ¢ XOBJI Gonee 3HaunmMoe yIIydIIeHHE B OTHOIICHHH MAcCHl Tena
HaOIoajioch y IamMeHTOB, KOTOPHIM Ha3HAYalIUCh OSHepreTHdecKas |
6enkoBasi 100aBKH B COYETAHUH C HH3KOMHTEHCHBHBIMH YIPaXHEHHAMHU II0
CPaBHEHHMIO C TAIMEHTaMHM M3 TPYHIBl (PU3MYECKHX YIPAXKHEHHH CITyCTs
12 Henene  BMmemarenscrBa [211]. VYV TOXMIBIX JIFOfEH CO  CHIDKEHHON
MBILIEYHOH MACCOH, NPOXONAIIUX peadHIMTAlMI0, MPUMEHEHHE 00aBOK
OenkoB M BUTaMHHA D Hapsgy ¢ MHOTOKOMIIOHEHTHOM —IPOrpaMMOi
(M3nUecKuX yIpaXHEeHUH MPHBOAWIO K Ooliee ONaronpHuaTHBIM d(pdexTam B
OTHOILICHUU MAacchl Tena, oueHkn MNA M MBIILIEYHOH MacChl 0 CPaBHEHHUIO C
HCKIJIIOYHTENBHO — (usndeckuMu  ynpaxHenusmu[212]. B apyrom PKH,
NIPOBEICHHOM B AaHAJOTMYHBIX YCJOBHSX, OBLT BBISBICH IOJOXKUTEIBHBIN
3¢ ¢pekT KOMOMHMPOBAHHOTO BMEIIATENLCTBA HAa OCHOBE HYTPHUTHUBHOM
MOANEPKKA U (PU3UUECKUX YIPAKHEHHUI B OTHOIICHUH OKPY)KHOCTEH Iieda u
TOJICHH, KOTOPBIE SBIISIOTCS] CYpPPOTaTHBIMH MOKa3aTeNIMU MBIIICYHOW MAacChl,
HO He Ha oneHKy MNA [213]. B PKU y MOKHITBIX JTIO/ICH ¢ HEOCTATOYHOCTHIO
TUTaHUS ¥ TIEPEIOMOM HIDKHEH KOHEYHOCTH Ooyiee HH3KOe CHW)KEHHE MacChl
Tena HaOMIOAIOCh B IPYIIE MIPUMEHEHHUsI IIepOpalbHON MHIIEBOH 100aBKH B
COUCTAHHH C CHJIOBBIMH YINPQ)KHEHUSMH 110 CPAaBHEHHIO C TPYIHOH
HCKJIFOUMTENIBHO CHIIOBBIX yrpaxHeHud [204]. B oxHOM wHccienoBaHuu y
NMOXWIBIX JIOACH C HEIOCTAaTOYHOCTBIO IHUTAHMS, TPOXKUBAIOIINX BHE
CHELUATU3UPOBAHHBIX YUPEKICHUH, HE OBIIO BBISBICHO KaKuX-JIH00 3 PeKToB
HH/MBHYalbHbIX COBETOB 10 MUTAHUIO W (u3Mueckux yrnpaxxenuit [109].
OnHako B 3TOM HCCIEOBAaHMM HE3aBUCHMO OT THIA BMEIIATEIbCTBA
HCIIBITYEeMble, KOTOPBIM HYXXKHO OBLIO YBEIHYHTH YPOBCHb HOTpeOICHUS
kanopuit Ha > 20 % JUIsL yIOBIETBOPEHHS SHEPIeTHUECKUX MOTPEeOHOCTEH, HO
KOTOpBIE HE JOCTUIIIH 3TOH LieNH, TePsUI Maccy Tena H 6e3)KUpOBYIO MacCy B
TIEPHO]] TIPOBEICHUSI BMEIIATENIBCTBA, TOTA KAK y HUCIBITYEMBIX, JOCTHUTIINX
YKa3aHHOM IeJIM, U3MEHCHHI MEepeurCICHHbBIX MOKa3aTeneld He HaOIIofanoch
[109].

Bce  mpuBencHHBIE — HCCIECIOBAHHMS — IOAKPCIUIIOT — HEOOXOIMMOCTD
yHOTpEOJICHUST JIOCTATOYHOTO KOJNMYECTBA KaJOpUi M OEIKOB B IEPUOJBI
TPEHUPOBOK.

III. PexomeHaauuMu JJsi MNOXKHJIBIX JIOAell ¢ omNpeaeJeHHBIMH
3a00J1eBAHUSIMU

III.1 Cuenyer M NPUMEHATh HYTPUTHBHYIO NOMAEPKKY Y HMOKUJIBIX
JIofeil, mNepeHecHIMX NepeIoM MIeiiku 0OeApa M OPTONEIUYECKYIO
onepauuio?

IMoxwuible JIOAH € MEPEIOMOM IISHKN Oespa, IepeHeCIIie OPTONEeUYECKYO
OIepariio, Kak IPaBHIO, MOABEPKEHbl PUCKY HEJOCTATOYHOCTH HMHTAHHS B
CBSI3H C OTCYTCTBHEM AalleTHTa ¥ HMMOOWIHM3allMel BCIENCTBHE OCTPOi
TpaBMbl M onepauuu. JloOpOBOJIBHBII IEepOpalbHbIA NpHEM MWLM B
MIOCIIEONePAIHOHHBIN HEPUOJ 3a9acTyIO CYIECTBEHHO HIDKE JOJDKHOTO yPOBHS
[61, 214-217]. Kak crneicTBHE, HEPEOKH CHTYyalHH OBICTPOrO YXYALICHHS
HYTPULHOHHOTO CTaTyca, 3aMeJICHHOr0 BOCCTAaHOBJICHHS U peabuimTaruu [56,
214, 218, 219].

B xone moncka myOnuKkanuii ObUIH HaliIGHBI [Ba CHCTEMAaTHIECKHUX 0030pa,
HMMEBLIMX OTHOLIeHHE K Boripocy PICO, B KOTOpBIX M3y4aIuCh pa3inyHbIe BUJIbI
HYTPUTHBHON MOUICPXKKH B Ka4eCTBE CIMHCTBEHHOro BMeruareibcta [220,
221], a “MeHHO — OJITH KOXPaHOBCKHUii 0030p BeICOKOr0 Kadectsa [220] u oqun
00630p mpuemsiemMoro kauectsa [221]. Taxke ObLIM MAECHTU(PULIMPOBAHBI TPU
PKU (omyOnukoBaHHBIE B 11 CTaThsAX NpHEMJIEMOTO KadecTBa) IO OLCHKE
3¢ })eKTOB MHOTOKOMIIOHEHTHBIX BMEIIATENIBCTB, BIJIIOUABIINX HYTPHUTHBHYIO
MO/UIEPKKY MALMEHTOB ¢ MEePeIoMoM wieiiku Oeapa [70-72, 218, 222-228].
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Y moKuIBIX JI0[ei ¢ mepeoMOM INeiKH Geapa cielyeT NMPHMEHSTH
nepopajbHoe 3HepajibHoe nuranue (IIDI1) B mocieonepanMoHHbIN
MepHoJ ¢ LeTbI0 YIyYIleHHs] MOTpeGIeH s UL H CHICKEHHS PUCKA
ocjoxkHeHuit (BM).

VYpoBeHb yOEAMTENBHOCTH pPEKOMEHIALMH A — TIOJNHBI KOHCEHCYC
(cormacue 100 %)

KommenTapuit

HenaBHo mpoBeneHHBIH KOXPaHOBCKHH 0030p BBICOKOTO KayecTBa U
MeTaaHalIu3 BKIIOYMIN 41 paHIOMU3MPOBAHHOE HCCIEJOBAHHE Pa3IUYHBIX
BHUJIOB HYTPUTUBHOW MOJUIEPKKU ¢ ydacTheM 3881 mamueHta ¢ nepeaomMom
mreiikn Genpa (cpexanmii Bospact okonmo 80 ier) [220]. Meromonorndeckast
JOCTOBEPHOCTh BCEX BKIIOYEHHBIX HCCIEN0BAaHMI OblIa MpU3HAHA HU3KOH MIIN
OueHb HU3KOMU, B CBSI3H UeM JaHHBIM 10 BCeM BHIaM BMEIIATENbCTB H HCXOJaM
OBLT IPUCBOSH HU3KHUH WM OYEeHb HU3KUH OOIIMH YpOBEHb NOKa3aTeNbHOCTH
[220]. B 18 uccmemoBanmsax (16 PKMU u mgBa KBa3sHpaHIOMHU3HPOBAHHBIX
HCCIIJOBAHUS) M3y4aloch NpHMeHeHue crtanaaptHoi [IDI1 y manueHToB C
mepenoMoM  INeWkH Oenpa, BKIIOYAsh IIATh IIEJIEBEIX ITAIlUEHTOB C
HezocTaToyHoCThi0 nuTanus. Eme B wersipex PKU paccmarpuBanuce 1911 ¢
BBICOKUM cojiepxanueM Oenka (> 20 % sHeprum u3 Oenka). ccnemyemsie
BEIOOpKH ObUTM B OCHOBHOM Hebombmmmu (ot 10 mo 171 ucmeityemoro). Bee
BMeIIaTeIbCTBA OBLIM HAYaTHl B JIOONEPAMOHHBIM NEPHOJ] HIH B IIEPBYIO
HEJeN0 MOCIeONepalliOHHOrO MEPHOAa U JUIMIHCH OT OJHOTO OO IIeCTU
Mmecsues. [Ipumenenue [1011, kak nmpaBuiio, BEJIO K 3HAYUMOMY IOBBILIEHHIO
YPOBHS TOTPEOJICHNs KaJOpuid ¥ MUIIKM. YacToTa HeXeNaTeNbHBIX TTOO0YHBIX
nevictBuii He Bospactana (6 PKU). B wmeraananuze He ObUIO BBISIBICHO
apdexroB npumenenuss IIDI1, kax cranmaptaeix (15 PKU), Ttak wu
BEICOKOOENKOBEIX (4 PKM), B OTHOIIGHHH pHCKa CMEPTENBHOrO WCXOAA.
KombunupoBanueiii ananu3 11 uccnenoBanuit crangaptheix [19I1 mokasan
CHIDKEHHBIH PHCK MOcjeonepalnoHHbIx ocnoxnenuit (OP 0,715 95 % JIU:
0,59-0,86), Torna kax st Beicokobenkosbix [19I1 (2 PKU) takoro sddexra
ycranoBneHo e 0bu10 [220]. Tlo pesynpratam BrOoporo Meraanammsa [221], B
koroperii  Bomum 10 w3 BemmeykasaHHeiXx PKU  (cTammapTHeIX UM
BbICOK0OENKOBBIX ITDI1) 00111t YrcieHHOCThI0 986 YenoBeK, ObLIIM BBIHECEHBI
AQHAJIOIMYHBIC 3aKIIOUCHHs OTHOCHTEIbHO CMEPTHOCTH M OCIOXHeHHH. UTo
KacaeTcsl IPYrMX HCXOHOB (HYyTPHULIMOHHBIA CTaTyc, (yHKIMOHAIBHBIE
BO3MO)XHOCTH, TIOBTOPHBIE FOCITUTAIN3ALNH, JTIHTEIEHOCTD TOCTIUTAIN3ALMH U
Ka4eCcTBO JKU3HHU), TO BEICOKHH Pa3dpOC 3THX IEPEMEHHBIX H METOIOB OLCHKU
MPEMSATCTBOBA NIPOBEACHUIO OOBEANHEHHOTO aHAIH3A.
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Ha ocHOBaHHU NpeACTaBICHHBIX PE3yJIHTATOB MBI PEKOMEHIYEM IPUMEHSTH
TIDI1 y mosuIbIX JTI0EH C IepesioMoM IIeHKH Oepa U JI0OBIM HYy TPHLIHOHHBIM
crarycoM. Jlo HacToOALIEro BpPeMEHH He ObUIO MOJY4YEHO MJOCTaTOYHBIX
CBHETENILCTB JOMOIHUTEIBHBIX ITOJOXKHUTENIBHEIX J((EKTOB CIIenUaIbHBIX
TI3I1 (HamprMep, BHICOKOOENKOBBIX) B PACCMATPHUBAEMOI! IPYIIIE MALUEHTOB.
II3I1 cnenyer Bcerna HPUMEHATh B COYETaHMM C JAPYTUMH  MEpami,
HalpaBJICHHBIMH HA IOBBINICHHE MEpPOPaIbHOrO MpHeMa MUIH (TaKUMH Kak
oborameHue MHIMK), B paMKaX MyJIbTHAMCHUIUIMHAPHOIO  IIOAXOJ]a
(cM. pexomeHnpaiuio 46).

Pexomenanus 44

BcnomorarennHoe 30H10Boe muTanue B HoyHoe Bpemss HE ciexyer
NPUMEHATh Y MOKHIBIX JIofeii ¢ mepegoMoM Imeiiknm Geapa, 3a
HCK/IIOYeHHEeM CJIy4YaeB, KOIAa MMEIOTCSl JpPyrHe OCHOBAHHS ISt
nposenenus 3311.

VYposenb ybOenutensHocTH pekoMmeHgauuun GPP — mnonHblil KOHCEHCyc
(cormacue 100 %)

Kommenrapuit

B xo/ie KOXpaHOBCKOro aHain3a, BeioiHeHHOro Avenell et al. [220], 6su10
Haiineno Tpu PKUM u oIHO KBa3MpaHIOMHM3MPOBAHHOE HCCIIENOBAHHUE, B
KOTOPBIX H3y4Yamuch 3(G(EKThl HUCKIIOYUTENbHO BemomorarensHoro 3911 B
HOYHOE BpeMms, U enie ogHo PKU 3oumoBoro OI1 B HOYHOE BpeMst B COUETaHHU
¢ mnocienyrouM npumeneHuem [IDI1. Hccnenyemble BbIOOpKH — ObLIM
Hebompimmu (0T 18 10 140 yenoBek), BMENIATENbCTBA BCET]a HHULIMHPOBAIUCH
B TEUECHHE IIATH JHEH MOocie ONeparuy ¥ 0OBIYHO MPOJOJDKAIHCH 10 BBITUCKU
WM JOCTWKEGHUS JOCTaTOYHOTO YPOBHS IEPOPAILHOTO  IOTPEOICHHS.
Bcenomorarensnoe 3311 B HOYHOE BpeMs B LIEJIOM IUIOXO IEPEHOCHIIOCh. UTo
KacaeTcsl PUCKa CMEPTEIBHOTO HCXOAa M OCIOKHEHHI, TO B MeTaaHAIn3e
uccnenoBanuil uckaounteasbHo 3911 u PKU 30H10BOro nuTaHust B COYETaHUHA
¢ mnocnenyromuM npumeneHneM [I3I1 He ObUIO BBISBICHO KaKUX-THOO
s¢¢ekToB. JlarHble 00 3(pdeKTax B OTHOIIEHWH HYTPHIIMOHHOTO CTaTyca,
JUIMTEIBHOCTH — TOCIHUTANM3alMH M (DYHKIMOHAIBHOTO —CTaTtyca  ObLIH
HecornacoBanupiMu [220]. B cBsSI3M ¢ BBICOKHM OpeMeHeM s MAlHeHTOB,
TUIOXOH MEePEHOCHMOCTBIO M OTCYTCTBHEM SIBHBIX ONArompHATHBIX 3(QeKTos,
BBICKA3aHO HEraTMBHOE MHEHHE OTHOCHTENBHOI JaHHOH PEKOMEH/IALNH.

Pexomenanus 45

Y noxuibIx Jofeli ¢ nepeaomom meliku Oexpa npumenenue IIOII B
Noc/IeONepalMOHNHbIH  mepuoa  MoxkHO  coderath ¢ Il B
NepUONePANMOHHBIN TNepHol € NeJNbI0 YJy4IleHHs HYTPHIHMOHHOIO
CcTaTyca M CHUKEHHs] PHUCKa 0cJ0kHeHuit (BM).

VYposeHb ybeaurenpHoCcTH pekoMeHaatmu 0 — koHceHcyc (cornacue 83 %)

KommenTapuii

Yro xacaercs s¢dexros IIII, Avenell etal. [220] cnemamm o0630p,
BKITIOUaBIIHA 01HO PKI HI3KOTO KayecTBa, B KOTOPOM U3y4aioch TPEXAHEBHOE
nepudeprueckoe III1 B mepHonmepanioOHHBII NEPUOA B COYECTAHUH C
nocieayoumM npumenenrneM 1911 Ha NPOTSHKEHUH CeMU JHEH B CPaBHEHUH
CO CTaHJAPTHOM cxeMoi nmuTaHus y 80 MalMeHTOB ¢ MepeoMOM IIeHKH Oenpa
[216, 229]. Takoe KpaTKOBPEMEHHOE COYETAHHOE BMEIIATEIBCTBO BEIO K
TIOBBIICHUIO OOIIEro ypOBHS HOTPEOICHHUS SKUAKOCTH U KaJOpHU 10 IOYTH
ONTUMAIBHOIO B MEPHUOA NpeObIBaHMS B CTamuoHape. Puck pa3BuTus
OCJIO’KHEHHIi B TeyeHHe 4eThIpex MecsilieB 3HAYMMO cHuzkajcsa (OP 0,21
(99 % JU: 0,08-0,59)), Toraa Kak PHCK CMEPTEILHOTO MCXO0/a, JIUTEIbHOCTD
TOCIIUTANIN3AUH U JOJIS HCIBITYeMBIX, BBITUCHIBAEMBIX JOMOI, HE H3MEHSUIHCH
[216].

Ha ocHOBaHHM NPHBEICHHOTO MONOXKHTEIBHOTO pe3ylnbTaTa H PHCKA
OCJIOKHEeHHH, cBs3aHHBIX ¢ [1I1, MOXHO cunTaTh OOOCHOBAHHBIM MPOBEICHHE
BcriomoratensHoro I1IT B ocTpblil epruonepauoHHbIi TepHo]] B COYETaHUU C
TI3I1 1 paHHUM HEePOPANTBHEIM IPHEMOM IHUIIH B IOCIEONEPalHOHHBIA IIePHOT
C LENbl0 TIOBBINICHUS YPOBHS HOTPEOJICHHS IHIMM U CHIDKCHHS PHCKA
oCJIO)KHEHMH. B cBA3M ¢ TeM, YTo B HacTosllee BpeMs AOCTYIHO JHUIIb OJHO
HCCIIeI0BaHIE HU3KOTO KaueCTBa, yPOBEHb J0KA3aTEIbHOCTH ObLT IOHIDKEH JI0
«0».

Pexomennanms 46

Mepbl HYTPUTHBHOI MOIIEPKKH y MOKHIBIX JIOJeld ¢ IepeioMoM
meiikn Oepa, NepeHeCIIMX OPTONeJHYECKYI0 ONepaluio, J0JKHbI
SIBJATHCS 4acThI0 HHAMBHAYAIBHO o106 PaHHOr0
MHOTOKOMIOHEHTHOTO M MYJbTHIMCHHILIMHAPHOTO  TOAX0]a,
HANPABJIEHHOI0 Ha ofecreveHHe JOCTATOYHOrO NMOTPeGIeHUs IMHIIH,
yiydiieHHe KINHHYECKHX HCXO/I0B M NMOMJAEP:KaHHe KauecTBa ;KH3HH

(BM, PC).

YpoBeHb YOEOUTENPHOCTH DPEKOMEHAAMH A — TMONHBI KOHCEHCYC
(cormacue 100 %)

Kommenrapuit

MHOTrOKOMIIOHEHTHBIC BMEIIATENbCTBA, BKIIOYAIOIINE MEphl HYTPHTHBHOH
MOAJEPXKKH, H3ydanuch B Tpex PKU y manueHToB ¢ nepenoMom meiiku oeapa B
CpPaBHEHUM C TPAJULUMOHHOM cxemoil Tepanuu. B oxHOM wuccnenoBaHuy,
nposesieHHOM B I1IBenny, BMeIIaTeIbCTBO BKIIIOYAIIO TePHATPHIECKYIO OLIEHKY
U TIOCIEYIOLIYI0 peabmiInTaluio, 00y4eHre nepcoHaia, KOMaHIHbINA MOJIX0,
IUIAHUPOBAHWE  WHIMBUAYaJIbHOH  IPOrpaMMbl  JICYCHHs,  AKTUBHYIO
po(IIAKTHKY, OOHAPYKEHHE H JICYCHHE ITOCICONEPaliOHHBIX OCIOKHEHHI
BO BpeMsi rocmuranuzauuu [70-72, 222]. Mepbl HYTPUTUBHOM MOIJICPKKI
BKJIIOYAIM PETUCTPALMI0 HYTPULHOHHOTO CTaTyca M INOTPEOJICHHS IHIIH,
[peOCTaBICHHE IUIM, OOOTameHHOW OelKaMH, |  JIONOJHHUTEIBHBIX
MPOTEHMHOBBIX KOKTEHJIEeH. ABTOPbI COOOLIMIN O CHMXKEHHOH JUIMTEIbHOCTH
TOCIUTAIN3ALMH, BO3POCIICH HE3aBUCUMOCTH B IOBCCIHEBHBIX JCHCTBUSIX
(T1) v moxBmxHOCTH criyctst 12 mecsines [71], a Takke 0 CHHXCHHO# 4acToTe
[ajeHnii BO BpeMms npeOblBaHWs B CTAalMOHape W cBsi3aHHbIX TpasMm [70].
Bnaropaps »ToMy jk€ BMEIIATENbCTBY B HOArpynne u3 157 nauueHTos,
MMeBIINX NaHHele Mo MNA B Havale HCCIeNOBaHUS U CIycTsS 4 Mecsma
HaOJIOICHNS, 3HAYUMO CHUSWIIHCH [UIMTEIBHOCTh [EIHPUs, KOJIHYECTBO
MPOJIKHEBBIX 5I3B U AIUTEIbHOCTh FOCIIUTAIN3ALNM, HECMOTPS Ha OTCYTCTBUE
yay4tenus co croporst IMT u orienkn MNA [72]. B ipyrom mccreioBanuy,
MPOBEJCHHOM B TaiiBane, Obu1a paccMoTpeHa KOMIUIEKCHAS
MEXAUCIUIUIMHAPHAS CTPATErHsl CTalMOHApHONH HYTPUTUBHOM Tepamuu C
3aIUIAaHIPOBAHHOM BBIICKOM U IPOrpaMMON peaOrINTaniy Ha JOMY, a TaKkxkKe
C KOHCYJBTAIMSMA B TEUCHHE IECTH MECAIEB MOcie BeImucku [218, 223-226,
228]. Mepbl HYTPUTHBHON MOAIEPKKUA BKIIOYATH MEPHOJUICCKUAE OLCHKH
HYTPHUIIHOHHOTO CTaTyca ¥, B ciydae (pHUCKa) HEJOCTATOYHOCTH IHTAHHS,
MOCTIEYIOIIee BMEIIATeIbCTBO CO CTOPOHBI JMETOJIOra, TepHaTPHYECKOit
MejqcecTpsl U repuatpa [223, 226]. IlarmeHTsl W3 TPYMIIBl KOMILIEKCHOMN
Tepaluy MMeNd B TPHU pasa Ooyiee BBICOKYIO BEPOSTHOCTH BOCCTAHOBIICHHUS
BIUIOTH JIO MOJIHON HE3aBUCUMOCTH B OCHOBHBIX MOBCCIHEBHBIX ACHCTBUSIX
(1) B mepwom o mectd MecsieB HaOmomenus [223]. Benmuuna 3THX
3¢ (eKToB CHMXATAch B MEPUOJ [0 ABSHAILATH MeCsIeB HaOmoxeHust [223],
OJIHAKO Ha MPOTSHKCHHH 0 JBYX JICT MOCIE ONEepalyy MO MOBOIY HeperoMa
melku Oepa HaOJII0AANIUCh YITyUIIEHHAs! CIOCOOHOCTh K CaMOOOCITyKHBaHHIO
1 CHI)KCHHAs 4acTOTa 0OpalleHui B OT/eNeHne ckopoii oMo [228]. Bonee
TOro, CIycTss 6 M 12 MecsleB OTMEYANNCh IIOBBIIICHHE CBS3aHHOTO CO
3M0pOBBEM KavecTBA JKU3HH [224] W CHIDKEHHE PHCKAa HETOCTATOYHOCTH
mutanust [223)]. VicnbiTyeMble ¢ HEOCTATOYHOCTHIO MHTAHHUS WJIH PHCKOM €
pasBUTHS Ha MOMEHT BBINMCKM HMeIH 0OOJiee BBICOKYIO BEPOSITHOCTH
BOCCTAHOBJICHHS JI0 JOCTATOYHOTO YPOBHSI NMUTaHHA CIycTst 6 u 12 Mecsies
[218, 225]. B o9roif mHOArpynie MOBBILICHHE CTENEHH HE3aBUCHMOCTH
(YHKIIMOHUPOBaHUS U yITydllIeHHe OalaHca ONpeIesUTUCh TIIaBHBIM 00pa3oM y
TeX HCMBITYeMbIX, Y KOTOPHIX HAOIIONAIOCH YITydYIICHHE HYTPUIMOHHOTO
craryca [225]. HakoHel, B TpeThbeM HCCIEIOBaHUM, B KOTOPOM H3YYallHCh
MHOTOKOMIIOHCHTHbIC MHPHIIENbHBIE MPOrpaMMbl TePHATPUYECKON TOMOIIIH,
BKJIIOYABIINE  MEPbl ~ HYTPUTHBHOW  TNOANEPIKKM B COYCTAHHH  C
BEICOKOMHTCHCUBHBIMH ~ CHJIOBBIMH ~ TPCHHPOBKAMH,  JUIHTENHHOCTBHIO
12 mecsiteB, OBLIO 3aperMCTPUPOBAHO CHIMKEHHE CMEPTHOCTH, MOMEILICHUS B
noMa mpectapensix 1 3aBucuMoct o AIDK mo cpaBHEHHIO ¢ Iporpammoit
TpaMIHOHHON oMoy [227].

[IpuBeieHHbIE HCCIEAOBAHUS JEMOHCTPUPYIOT BaKHOCTH IIEJIOCTHOTO
B3IVIIJa U KOMIUIEKCHOTO MOAXO0Ja K JICUCHUIO IepPHATPHICCKUX IAIUCHTOB C
TpaBMaMH. Mepbl HyTPUTHBHOM MOANEPHKKU AODKHBI OBITh HPOOIDKEHBI TTOCIIE
BBINIMCKH M3 CTAalMOHApa, IIOCKOJBKY INPH TPOJODKCHHH HYTPHTHBHOH
MOAAEPKKU dPHEKT COXpAHSICS.
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B ommom PKU wusyuamuch 3(p¢eKTs! IOHOMHUTENBHBIX KOHCYNbTAIHIl
JIMeToj0ra B IEPUOJ TOCHMTAIM3ALUM B KauecTBE BCIIOMOraTelbHOIo
BMeNIaTeNIbCTBA. DTO UCCIEN0BaHUE TAKKeE ObLIIO PACCMOTPEHO B KOXPAHOBCKOM
o63ope Avenell etal. [220], sxmouaBmem 318 maUMEHTOB OTACICHUS
HEOTJIO)KHOW TpPaBMATOJIOTHH, KOTOPBIX OOecneyuBald HUTAaHUE OOBIYHOM
mutiedd 1 [IDI] - B COOTBETCTBMM C HYTPUTUBHBIMH mOTpeOHOCTsIME [61].
W3ydeHHOE  BMeENIATENBCTBO  CIIOCOOCTBOBAIO — ONTUMHU3ALUH  YPOBHS
noTpebneHuss kanopuil (B ocHoBHOM 3a cuer IIIIJ]) m cHmkeHHIo pucka
cmeptenpHoro wucxoma (OP  0,57; 95% 0,34-0,95) B cpaBHeHHH C
TPaJUIHOHHBIM [THTAHHEM, HO HE BIMSIO Ha PUCK PAa3BUTHUS OCIOKHEHUH U
JUIITETBHOCTh TOCIUTAIN3AIMU. B CBS3H ¢ OTCYTCTBHEM IIPEAIOIaraeMoro
prcKa HeOIaronpHATHOro dpdeKTa MOXKHIBIM JIFOISIM, IEPEHECIIHM [IEPETIOM
mreiiku Oexpa U onepanuio, peKOMEHI0BaHa IOMOIIb B 00SCIIeUeHNH ITHINeH U
TIpueMe IHUIIH, KaK U ITOXKUIIBIM JIFOJSIM B IIeJIOM (CM. peKoMeHaanuu 8 u 12).

II1.2 To/izkHA JIM MPUMEHATHCS HYTPUTHBHASL MOJIEPKKA Y MOKUIbIX
JIIOfieii ¢ AeJHpHeM HJIH PUCKOM Pa3BUTHS JeTHpHUs?

Pexomennarus 47

Y Bcex MNOXKUIBIX JI0feH, TOCHHTAIM3HPOBAHHBIX B OTAeJIeHHe
HEOTJIO)KHOH XHPYPruM, cjegyeT NPHMEHSATb MHOTOKOMIIOHEHTHOE
HedapMaKoJI0rHuecKoe BMeLIaTelbCTBO, BKJIIOYAIOLIIee
TUAPaTAalHOHHYI0 TepalHI0 M HYTPHUTHBHYIO NOMJEPKKY, ¢ Leabio
npopuaakTHKH Aeaupus (BM).

VYpoBeHb yOEAUTENLHOCTH PEKOMEHAAMU A — TIOJNHBIA  KOHCEHCYC
(cormacue 100 %)

Pexomennarus 48

Y Bcex NONKHJIBIX JII0fei, TOCIUTAJIM3HPOBAHHBLIX B MeIUIMHCKHE
YUYpekAeHHs W HMEIOIIHX CPeIHMi WM BBICOKMIi PHCK Pa3sBHUTHS
JeJIupHsi, caexyer NPHMEHATH MHOTOKOMIIOHEHTHOE
HedapMaKoornyeckoe BMeIIATeIbCTBO, BKJIIOYaloIee
THAPATALMOHHYI0 TePanui0 M HYTPUTHBHYIO NOJIEPKKY, C HeJblo
npoduaakTuku aeaupus (BM).

VpoBeHb yOENUTENHHOCTH PEKOMEHIANMA A — TIOJNHBIA KOHCEHCYC
(cornacue 95 %)

KommenTapuii k pekoMennanusm 47 u 48

Jlenupuii 4acTo BCTpeyaeTes y HOXKMIIBIX JIFO/ICH, OCOOCHHO Y TeX MalleHTOB,
KOTOpBIE MOCTYIAIT B OOJNBHHILY JUISL HEOTIIOXHOTO TEPAIEBTHIECKOTO WK
XUpyprudeckoro JsieyeHus. OO€3BOKMBAHUE SBISIETCS BaXXKHBIM (DAKTOPOM,
KOTOPBIH YCKOpSIeT pa3BUTHE JENUPHs, a HEAOCTATOYHOCTh HHUTAHHUSI —
BaXXHBIM (DaKTOPOM, KOTOpBII criocobcTByer ero passuraio [230, 231].

HenaBHo ObUIO OMYOJMKOBAaHO HECKOJIBKO CHCTEMAaTHYECKUX 0030pOB
He(hapMaKOIOTHYECKUX MOAXOAOB K MPO(HIAKTHKE W JICYCHUIO NEIHPUS Y
noxmwisix Joneit [230, 232, 233]. Abraha et al. [232] nposenu 0630p 106BIX
He(hapMaKOIOTHYECKIX BMEIIATEIbCTB, HANPABICHHBIX HA MPEIOTBPAIICHHE
WIH JIYCHHE [ENUPHs Y MOXKWIBIX JIofed B moObix ycmoBusix. CormacHo
MOJIYYCHHBIM HAOJIO/ICHUSIM, MHOTOKOMITOHEHTHbIE He(papMaKoJIOrHuecKue
BMCIIATEIbCTBA 3HAYMMO CHIDKQIM  4YacTOTy pAas3BUTHS  JCIUpHS B
XHPYPTHYECKOM OT/ENCHUH (BCE MCCICAOBAHMS, 33 HCKIIOYCHHEM OJIHOTO,
BKJIFOYaIM  [ALMCHTOB, HYXK/IABIUIMXCS B HEOTIOXKHOM oOlepauun) ¢
TEPareBTHYECKOM OTACICHUH (TOJIBKO Y MAIMEHTOB CO CPEIHUM HIIH BHICOKHM
puckoM pa3BuTHs Aenupus). IlomydeHHble [aHHBIE HE MOATBEPIUIN
9 (EKTUBHOCTH KAaKUX-ITHOO OIpEIEeICHHbIX BMEIIATEIbCTB B  JICUCHHH
YCTAQHOBJICHHOTO AeiupHsi. Mepbl HyTPUTHBHON TOAIEPIKKH SBISUTHCH YaCThIO
MHOTHX He(apMaKOJIOTHYECKHX BMEIIATEIbCTB, ONHAKO HCCICAOBAHUI
HYTPUTHBHOW MOJUICPXKKH B KayeCTBE OJHOKOMIIOHEHTHOIO BMEIIATEIbCTBA,
MPOBOJMMOTO C LETbI0 NPOMHIAKTHKY WIM JICYCHHS [CIUPHs, HAWACHO HE
Obuto. Hamm pekoMeHIaumu Mo ACAMPHIO MOAKPEIUICHBI IPYTHMH HAYYHO
00ocHOBaHHBIMH pekomenpatmsamu [232]. Mo pesynasratam Goliee IMO3IHEr0
KOKPAaHOBCKOrO  0030pa, OPHEHTHPOBAaHHOTO HA TOCHUTAIN3UPOBAHHBIX
nmaeHToB He u3 OPUT, ObUin BBIHECCHBI AHAJIOTHYHBIC 3aKIIOYCHHUS:
MHOTOKOMITOHCHTHBIC BMEIIATEIBCTBA CHIDKAIIM YaCTOTY PA3BUTHUS ICTUPHUS 110
CPaBHEHUIO C TPAJULIMOHHON CXEMOil JICUCHHS B YCIIOBHSX TEPAIIEBTUYECKOTO U
xupyprudeckoro otaeneHus [233]. Bonee Toro, B maHHOM 0030pe ocoboe
BHUMaHHE OBUIO YHENCHO MOATPYNIE MalUeHTOB, HMEBIIMX IPH3HAKH
JEMCHIUY B HAaYaJIe UCCIICNOBAHMUS, Y KOTOPHIX 3((HEeKT MHOTOKOMIIOHCHTHBIX

BMEIIATENILCTB OCTACTCS HESICHBIM. B IOMONHUTENEHOM KOKPaHOBCKOM 0030pe
ObII PacCMOTPEH BONPOC MNPO(PUIAKTUKM JEIHPUS Yy HOXKWIBIX JIIOJCH,
MPOXXUBAIOIINX B JOME IpecTapenbiX. B o1HOM HeOONIBIIOM HCCIIEIOBAHUI
HHU3KOTO KadecTBa OBUIO OINpeNeleH0 OTCYTCTBHE 3HAUUMOro 3ddexra
TUJPATAMOHHON Tepanud Ha 4acToTy pas3BuTHs Jenupus. VccnemoaHuii
JPYIHX MEp HYTPUTUBHOM MOIEPKKH HaliieHo He 6buio [230].

Wrak, Mepsl HYTPUTUBHONM HOJAEP)KKH M THAPATAHOHHAS Tepamus
9¢}eKTUBHO NpeROTBpaIIaIN AEITUPHIl TOJIBKO B TEX CIydasX, KOrJa SBISUIHCH
YacThl0 MYJIBTHIMCLMIUIMHAPHBIX BMemiatenbcTB (10 u3 19 uccnenoBanmit
MYJIBTUAUCHHUIUTMHAPHBIX BMEIIATEIbCTB BKIIOYAIH KaK MHHUMYM OIHY Mepy
HYTPUTHBHOH MOJAEP>KKH/BapHAHT THApATAllHOHHOW Tepamuu). OgHAKo B
CBS3M C pa3HOOOpa3sMeM MNPOBOAMMBIX BMeLIAaTeNnbCTB (Tabiunua 8) u
OTCYTCTBHEM Hay4YHO 0OOCHOBAHHBIX PEKOMEH AL IPH IPUHATUH PEIICHUS O
BKJIIOYEHUH HYTPUTUBHOU MOAJEPKKU M THIPATAlIMOHHOH Tepaluy B MECTHEIE
IPOrpaMMbl HEOOXOIMMO PYKOBOJICTBOBATBCS 3APABbIM CMBICIIOM.

Pexomenmanus 49

FocnuTanuanposaHﬂme NAUEHTHI MOYKUJIOr0 BO3pacTra ¢ JAeJIMpueM
JOJI’KHBI IPOXOAUTH CKPUHHUHI HA 00e3B0OKHBaHHE H HEJOCTATOYHOCTH
NUTAHUHA, KOTOPbI€ MOIrYT SABJIATHCH le/l‘ll/lHOﬁ HJIH CJIeACTBHEM
aeJaupus.

VYpoBenb ybOenurensHocTH pekoMmeHgauuun GPP — monHblil KOHCeHcyc
(cormacue 95 %)

Kommenrapwii

Jlenupuii 4acTO BCTPEYACTCS Y TOKHUIIBIX JIFOJICH, 0COOCHHO y TeX MAaIMEHTOB,
KOTOpBIE MOCTYIAIOT B OONBHUIY ISl HEOTIOXKHOTO TEParieBTHIECCKOTO MK
XHpyprudeckoro edeHus. OOe3BOXHBaHHE SIBISIETCS Ba)KHBIM (DAKTOPOM,
KOTOPBI YCKOpSIeT pa3BUTHE MIENUPHs, a HEZOCTATOYHOCTb IHTAHHSI —
BaXHBIM (DaKTOPOM, KOTOpBIA crocoberByer ero passutuio [230, 231]. B
KIMHUYECKNX PYKOBOACTBAaX II0 BENCHHWIO IIAIIMEHTOB C  JEIHpHEM
PEKOMEHTyeTCsl IPOBEPSITh HYTPUIIMOHHBII CTaTyC U BOJAHBII OaylaHC B TaHHOU
rPyIIIie TAMEHTOB C IENbI0 KOPPEKIIMH UMEIOLIUXCS TPOOIeM (HarmpuMep, CM.
[234-236]).

II1.3 JlosizkHa Jid NIPAMEHSTHLCA HyTPUTHBHAS NMOJIEP/KKA y NAalHEHTOB
MOKHJIOr0 BO3pacTa ¢ AenpeccHeii?

Pexomenpanus 50

Y noxuJIBIX JI0AeH ¢ JenpeccHeii ciexyeT NPOBOAUTHL CKPHHHHI Ha
He/I0CTATOYHOCTh NHTAHUSI.

VYpoBenb ybOemurensHocTH pekoMeHgaumun GPP — monHblil KOHCEHCyc
(cormacue 100 %)

Pexomenmamus 51

Y noxmiabix Jogeii ¢ genpeccueii Moxno HE npumensaTs mepnl
HYTPUTHBHON TOJNEPKKM Ha peryJsipHOli OCHOBe, He CYHTas
NalHEHTOB ¢ HEJ0CTATOYHOCTHLIO NMUTAHMA WM PHCKOM ee Pa3sBUTHS
(BM).

VYpoBens ybeauTenbHOCTH pekoMeHAauun 0 — TOJHBIA KOHCEHCYC
(cormacue 100 %)

KommenTapuii k pekomenauusam 50 u 51

Jlenpeccust sBISIeTCsT 4acTOM NPHUYMHON NPOOJNeM IHTaHHS B IOXKUIOM
Bo3pacte. OTHUM W3 JEBATH CICHU(YUUECKUX CHMIITOMOB, OIPEICISIONIINX
cepbe3Hoe JICPECCHBHOE PACCTPOMCTBO, SIBISCTCSl 3HAYMMOE CHIDKCHHE WU
yBennueHne macchl Tena (> 5 %) win usmeHenue anmeruta [237]. Takum
oOpa3oM, BBISBICHHE HAPYIICHUWH CTaTyca NHUTaHUS JODKHO BXOIHUTH B
nmporpamMmy 00OCIIeOBaHHs TAalMEeHTOB ¢ nenpeccueid. C Apyroil CTOPOHBI,
JenpeccHst BXOAUT B Iu(depeHnanbHbli JUarHo3 NPHYUH HETOCTATOYHOCTH
MUTaHUA, OCOOCHHO Yy TOXWIBIX JIIOJeH, M BKIIOYCHA B KOMIUIEKCHYIO
repuaTpuyYecKylo OLEHKY. TOYHO YCTAaHOBJICHO HANM4YHE CBSI3H MEXAY
JENPECCHBHBIM HACTPOCHHEM M HEJOCTATOYHOCTBIO muTanust [238, 239].

OnHAaKO NAHHBIC O BIMSHHM Mep HYTPUTHBHOI MOIICPXKKH Ha HCXOIBI
JETPECCHH Y TOXKUIIBIX JIFOJICi OTCYTCTBYIOT.
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Mepbl HyTpPlTPIBHOl’l TIOJIICPKKH U rHApaTallMOHHas TE€panus B COCTaBE MHOTOKOMIIOHEHTHBIX BMEIIATEILCTB 110 l'lpO(bI’UIaKTI/IKC JIeIpHUs.

HccnenoBanne®

Tomymsmus

BmemarenscTBo

Bjorkelund (2010)

Tlepenom mreiiku Genpa

BHyTpHBCHHM HHClJyZH/lOHHaﬂ TEpanus B MalllMHE CK(Jp(Jljl TIOMOIIH HJTH TTPH NOCTYIUICHHH HOHOHHHTCIH:HHC TIEPOPAIbHBIC
MYIbTUHYTPHCHTHBIC HAITUTKH (CHHHHF) CIKECAHEBHO MOCIE Onepaunn

Mudy3sHoHHas MOUIEPKKA, OOLIPEHNE ALNEHTOB K IHTH0, OCTABICHNE BOIBI PSIOM C MALMEHTOM U JITYHAS [IOMOLb IIPH
HEoOX0MMOCTH

HOM(JI.LU: TIpH TIPUEME MMUILIH, BKIII0OYAsA HAKPBIBAHUE CTOJIA U KOPMIICHHE

E)Ke}]HeBHaﬂ TUTHEHA TI0JIOCTH PTa, BKIKOYasa YHCTKY 3y60B

CKpMHHMHT HyTPULIMOHHOTO CTaTyca

OGy4eHne BOIPOCAM COCTABIICHIS PallHOHa

Tlomorus pu npreme MUILH, €CITH 3TO HEOOXOANMO

Caplan (2006) TepuaTpuyeckoe oTeneHne

Chen (2011) PacnpocTpaHeHHbIE [1aHOBbIE a00OMUHAIBHBIC
oreparun

Harari (2007) IlnaHoBBIE MALEHTBI XMPYPrHIECKOTO TIPO(HIIS
(crapie 65 ner)

Inouye (1999) TTarMeHThl TepaneBTHIeCKoro npoduis (crapiie
70 ner)

Lundstrom (2007) Tlepenom weliku 6eapa

OG6yuenue nepcoHana

OO6yueHne MaleHTOB NPaBHIaM HaUIEKAIIEro MUTaHUs
Onenka HYTPUILIHOHHOT'O CTaTyca U BMELIATEIbCTBO CO CTOPOHBI repua‘rpnqecxoifl KOMaH /bl
Pannee pacrnosHaBaHHE 06€e3B0KMBAHKSA U THIIOBOJIEMHH

PerucTpanys MpueMoB IHIIK 1 TTHTbs

Vnorpebnenne nuum, oboramieHHoi Genkamu (He MeHee 4 JiHeil)

Ynorpebnenue [1311, o6oraieHHbIx GenkoM, 1Ba pa3a B ACHb B IIEPHO FOCIIHTATH3ALMH
KoHcynbTanus aueTonora o Mepe Heo6X0auMoCTH

Marcantonio (2001) Tlepenom weiiku 6eapa

Koppekuml TUINEPBOJIEMHH HITH 00e3BOKHUBAHUS

Haznesxaree uCrosb30BaHHE 3yOHBIX POTE30B

Ha)me)xal.ua;{ pacCcTaHOBKa 6]'[10}:[ BO BpEMs €IbI

nOMOll(L TIpH TIPUEME MUALLIH [TPpA HEOGXOHI/IMOCTH

TTepopaibHOe 3HTepalbHOCIHTaH)e (CHITHHT) : 13 OYTBUIOUKH B 3aBUCHMOCTH OT [IEPOPAILHOTO IpHeMa OOBIYHOM ITHILI
HI'-30H1 pH HEBO3MOXKHOCTH T1EPOPAJILHOTO TIPHEMa ITHILK

Pitkala (2006) ITanmeHTHI TepaneBTHYECKOro npodus (cTapure KomnuiekcHas repuatpiieckas OIEHKa U JIeYeHHe, BKIIoYas muTanue [lepopansHoe sHTepanbHOE THTaHHE JUTSA NAHEHTOB C
70 J'le’l") PHUCKOM PAa3BUTHA HCAOCTATOYHOCTH MUTAHUA UIIH C HEAOCTATOYHOCTBIO MMTAHNUA
Vidan (2009) Ort/ieneHie HeOTIIOKHOM repHaTpUYECcKO IIOMOLII TIpu 0Ge3BOKMBaHKH (COOTHOLICHIE MOYEBHHEI U KpeaTHHHHA > 40) — 4eThIpe CTakaHa BOJIbI B JICHb
(B BUZe Ha3HAYCHHS I10 TPAUKY KaK JIEKapCTBO)
ﬂpu HCIOCTATOYHOCTH MUTAHHUSA — PETUCTPALNA CYTOYHOTO YPOBHSA ﬂOTpCﬁﬂeH"ﬂ THIIA U BBCACHUC l'l3l'l
Wong (2005) Ilepenom mreiikn 6eapa IToanepxaHne BOJHO-3IEKTPOIMTHOTO OaTaHca

TIpumeHeHue 3yOHbIX IPOTE30B

HpaBHJ’lea}I nocajika

OCMOTp JMETONIOTOM H BMEIIATENbCTBO

@ [ToJtHbIe CCHUIKH HA JaHHbBIE CTaThU NPHBE/CHS! B yOnukanuu Abraha et al. [232].

B nByx mccnenoBaHusax usydaics 3(pQeKT HyTPHTHBHOTO BMEIIATENbCTBA B
OTHOLIGHUH CHMIITOMOB JEIPECCHH Yy TOCIHUTAIM3UPOBAHHBIX IIAIlUEHTOB
noxminoro Bospacta. B mepsom PKM paccmarpusaicst addext npunmenenus
BbIcokovHepreTudeckux 11911 (995 kkai/cyT) Ha MPOTSHKEHUH LIECTH HEIENb
y 225 rocnuTanu3upOBaHHbBIX MALMEHTOB (IPUMEPHO TPETh MAIIUEHTOB UMEIH
CHMIITOMBI JETIPECCHH, OLCHEHHBIE IO T'epHATPHIECKOil IIKaye NenpecCHu
(GDS) u3 15 BoIpocoB, MCXOAHBIH HYTPHIMOHHEIH cTaTyc He ykaszaH) [240].
Ouenka mo GDS 6bia 3HaYMMO JIydmie B TPYIIE BMEIMIATENbCTBA II0
CPaBHEHHIO ¢ KOHTPOJBHOH TPYIIION CITyCTS IMIECTh MECSIEB, HO HE CITYCTS
mecTb Hezmenb. Bo BTopom PKU mpoBoamnachk OLEHKAa WHIUBHIYalIbHO
M0JJOOPAHHOTO HYTPUTUBHOTO BMEIIATENHCTBA Y 259 roCIUTaNIN3UPOBAHHBIX
MaIMEHTOB MTOXXUJIOTO BO3PACTA, Pe3yJIbTaThl KOTOPOH HE BBISBIIM H3MEHEHHUS
orenok 1o GDS cmycrst mects MecsineB [62], omHako 4ucio GOJBHBIX C
Jenpeccuedl He ykazaHo. Bo Bcex OTHX HCCIEJOBAHHAX OCHOBHBIM
ToKasaTelleM HCXoja sABIsTack omneHka no GDS  (BammampoBaHHBIN
WHCTPYMEHT CKPHHHHIA Ha IEINPecchio, IpeHa3HaYeHHBIH U1 OLICHKH
CHMIITOMOB JeTIPECCHU), OIHAKO MUHHUMAIBHOIO KIMHHYECKH 3HAYUMOTO
pasNMYMs 3TOTO TOKa3aTels ompeseneHo He Obuo. Hu B omHOM m3
HCCIICZIOBAaHUI M3JIEUEHHE OT IENPECCHH HE PacCMaTpHUBAIOCh B KadyecTBE
TIoKa3aTelns UcXoJa ISl Mep HyTPUTUBHON MOJAEPKKU y MOKIIBIX JtojeH. B
OTHOLICHUH MAUEHTOB C JENpeccueil, UMEIONINX HeJJOCTATOYHOCTh IIUTAHUS
WIM PHUCK €€ pa3BUTUs, OyIyT NPHMEHSThCS PEKOMEHIAUUH 110 3THM
COCTOSIHUSIM, U3JIOKCHHBIE B APYTUX pa3ielax JaHHOTO PYKOBOACTBA.

111.4 [Jo:kHA JIM NPUMEHATHCA HYTPUTHBHAS MONIEPKKA Y MOKUIbIX
JII0Jei ¢ MPOoJIesKHeBbIMM SI3BAMM WM PUCKOM MX opMupoBaHus?

PexomMenamus 52

Y noxuiabIx JoJgeil ¢ puckoM (pOpMHPOBAHUS NMPOJIEKHEH JOKHbBI
NPUMEHATBCS  Mepbl  HYTPHTHBHOH  TMOMAEPKKH € HEJbI0
npeaoTBpamenust ux ¢popmuponanus (BM).

VpoBeHb yOemUTENBHOCTH peKoMeHganuu B — monHelii  koHCceHCyce
(cormacue 100 %)

Pexomennmanus 53

Y HOoXUIBIX JI0fell ¢ HeJOCTATOYHOCTbIO NMUTAHHS M HMeEIOHUX
MPOJIEKHH, J0JIKHA PUMEHSATHCS HYTPUTHBHAA NMOJ/IEPKKA € HeIbI0
JIyquiero 3a:kupJjieHus pan (BM).

YpoBeHb YOEAUTEIBHOCTH peKoMeHaanuu B — monHbli  KOHCeHcyc
(cormacue 100 %)

KommenTapuii k pekoMenaanusm 52 u 53

YacToTa pa3BUTUSI M PACIIPOCTPAHEHHOCTH MPOJIeKHEBHIX 5138 (I15) mmpoko
BapbUPYET B 3aBUCHMOCTH OT MCIIOJIb3YEeMOTO ONPEICNICHHS U CTaJUH SI3BHI,
MOMY/SIUM  MAlMCHTOB, YCIOBUH  Je4eHHS M NPOQUIAKTHYESCKUX
BMemaTenbeTB.  CooOmanock O TOM, 4YTO pacmpocTpaHeHHOcTs IISI B
eBponeiickux 6onpHUNIAX BapbUpyeT oT 8 10 23 %, Toraa kak 11 % moxuibIx
JII0/IEH, IPOXKUBAIOLIMX B AOME Ipectapenbix, umetoT I151 BTopoii nimm Gonee
BBICOKOH CTaJMyl TIpH HOCTYIUIeHWH, a HoBble IS passuBatorcs y 14-33 %
JKUTENeH JIOMOB IPECTApeNbIX, MEPBOHAYAILHO HE HMMEIOIINX IIPOJICKHEN
[241]. Bo3moskHbIe 3HAYMMBIC MCXOIbI, CBS3aHHbIEC ¢ JiedeHneM [151, Obuin
ompeneneHsl paboyuei rpymmoil o cbopy nokasarensctB ONTOP, koropas
YCTaHOBHJIA YaCTOTY ITOJHOTO 32)KUBJICHHS PaH B Ka4ecTBE ITIABHOTO HCXOAa,
a CHIDKeHHE 0O0JIHM, BPEMs 0 TIOHOTO 3aKHBJICHHS PaHbl, CHIDKEHHE pa3Mepa
paHBl, JUIUTEIBHOCTh TOCIHUTAIH3ALNY, HMOMEIICHHE B JOM IIPECcTapeiblX,
CHIDKCHHE 4YacTOThl HMH(EKIMH WM NPUMEHEHUS aHTUOHOTHKOB, BpEMs
JICYCHHS] B PAHEBOM LEHTpPE, BHYTPHOOJIBHUYHYIO CMEPTHOCTH, 3aTpaThl Ha
TOCIIHTAJIM3ALHIO, [IOBTOPHEIE TOCTTUTAIM3AINH B 33 JAHHBII IEPHO BPEMEHU
I10CJIe BBINMCKH — B KQUEeCTBE BaKHBIX UCXO/0B [241].

Boutn HalieHs! 1Ba HaydHBIX 0030pa [242, 243] u xBa 0630pa CJIO [241,
244], koTOpble COOTBETCTBOBAIIM KPUTEPUSIM. DTH 0030pBI IMEIIH CPEIHEE HITH
BBICOKOE Ka4ecTBO. VccenoBanys, BKIIOYEHHBIE B 9TH 0030PbI, IMEN HU3KOE
kayecTBO. Takke ObUIO paccMOTpeHO ofHo nomnonHutensHoe PKU, xotopoe
6bu10 OmybrKoBaHo mosauee [245]. Kayecro mannoro PKU 6buto npusnano

CPEHHM.
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Mertaananus gersipex PKU, nposenennsiit Stratton et al. [242], nokasain, uro
MPUMEHEHHE IEPOPAIbHOTO SHTEPANBHOTO MHTAHUS (BBICOKOOEIKOBOIO) y
ManueHToB, He umeBinux [1S1 B Havane mccienoBaHUs, BEIO K 3HAUMMOMY
CHIDKCHHIO 4YacTOTHI pasBuTHsi [IS1 1o cpaBHEHHIO C NpHMEHEHHEM
cTaHgapTHOU cxembl nutanus. [Ipu no6GaBneHnu B faHHbI Meraanamn3 PKU
o ouenke [1I1 6bUIH HOMyYeHBI aHANOTHYHbIE pe3yabTathl. Janueix PKU o
cpaBHUTENbHOH omenke d¢dekra IIOI1 mmu IIIT u cranmapTHOH CXeMBI
MIUTaHUS Ha 3a)XUBICHHE MMEIOIIUXCS MPOJISKHEBHIX 3B HEJOCTATOUHO UL
NpoBe/ieHHs cpaBHeHus 1 MeTaaHanu3a. [losauee Lozano-Montoya et al. [244]
BHIIIOJIHAIN  OLEHKY J((deKkToB HepapMaKOIOTHIECKHX BMEIIATEIbCTB,
BKJIFOYAsi HYTPUTHBHBIC BMEIIATEIBCTBA, B OTHOIICHHH npodunaktuky I151. Ha
OCHOBaHHH 3THX ke yeTbipex PKU, BKitoueHHBIX B MeTaaHanu3 Stratton et al.
[242], aBTOpBI BBIHECIM 3aKIIOYEHHE O TOM, YTO «MEPhI HYTPUTHUBHOM
TOAJEPKKH B MEPHUOJ TOCIUTAIU3ANUN B OOIBHUILY CKOPOH IOMOIIU MOTYT
CHHU3UTH 4yacToTy passutus IS crycts 2—4 Heneny y HAalMEHTOB C PUCKOM
pazsutust IIS1». OmHako STH JaHHBIE XapaKTEPH3YIOTCS HHU3KHM yPOBHEM
nokasarensHocTH. Velez-Diaz-Pallares etal. [241] cdokycupoBamnce Ha
neyeHun umeronuxcs 151 1 oOHapyXui BoceMb UCCIEIOBAHUM (BKIOYas
cemb PKI1) no onenke 3(heKToB HyTPUTHBHBIX BMEIIaTeNbCTB. Bo Bcex aTHX
HCCIIEIOBAaHUAX HE OBLIO BBIABICHO KAaKHUX-THOO 3((EKTOB, HO ONATH XKe
o011iee KauecTBO BKIIOYEHHBIX HMCCIIEIOBAHUH OBbUIO HHM3KHM HJIA OYEHb
Hu3kuM. Langer and Fink [243] o6rapyxwuin 11 nccnenoBaHumii, B KOTOPBIX
NIPOBOJMIIOCH CpaBHEHHE J(P(EKTOB CMENIAaHHBIX IUIIEBBIX H00ABOK U
CTaHAAPTHOM OONBHUYHOM  JueTbl. MeTraaHaau3 BOCBMH M3 3THX
WCCIENOBaHUM  IOKa3al IOrpaHWYHYI0  3HAa4MMOCTh dddekra Ha
¢dopmuposanue I (OLI 0,96; 95 % JIU: 0,73—1,00). Yto kacaercs 3¢pdexra
B OTHOIICHUHM 3a)KUBIICHHUS, ObUIO HaijeHo 14 uccienoBaHuii, KOTOpbIE
CYIIECTBEHHO Pa3JIMYaIiCh B IUIaHE BUJIOB IUIIEBIX T00aBOK, XapaKTEPHUCTHK
YYaCTHHKOB, CPAaBHEHHII M UCXOJIOB, B CBS3U C YeM IIPOBEJCHHE METaaHaIn3a
He ObUTO 00OCHOBaHO. YETKHX CBHIACTEIBCTB Takoro 3ddexra He ObLIO
YCTQHOBJICHO HU B OJJHOM H3 9THX HCCIIefoBaHuii [243].

ITosp3a HYTPUTHBHBIX BMEIIATEILCTB 3aBHCUT OT HYTPUIIMOHHOIO CTaTyca
1 HaJN4KS 3HAYUMBIX COIYTCTBYIOLIUX MPOOJIEM CO 3/J0POBbEM, CBA3AHHBIX C
(prcKOM) MpOJIEeXHEBBIX s13B. K coxkaeHnIo, B OONBITHHCTBE PACCMOTPEHHBIX
HCCIIEIOBaHNUH TTAIIUEHTOB HE Pa3/eNsull Ha IOATPYIITEI ¢ HEAOCTATOYHOCTHIO
nutaHust U 6e3 HenoctarouHoctu murtanus. Cereda etal. [245] mposenn
PaHIOMH3HUPOBAHHOE KOHTPOIMPYEMOE CIIETIOe HCCIIENOBAaHUE C yJacTHEM
200 narmenToB ¢ ITS (11, III u IV cTagnm), KOTOpBIe HMENTN HEJOCTATOYHOCTD
MUTAHUS ¥ HOJIy4alld HyTPUTUBHYIO TEPAIHNIO B YCIOBUSIX YUPEKACHUH UL
JIOJITOCPOYHOTO yXoia WM Ha JoMmy. OHHM YCTaHOBWIJIH, YTO NOOaBICHHE B
paliOH IIepOpaibHOIl MHTATENPHOW CMECH, OOOTaIleHHOW aprHHHUHOM,
LMHKOM M aHTHOKCHAAHTAMH, CII0OCOOCTBOBAJIO JIydllieMy 3axuBieHuo I15] mo
CPaBHEHHIO C TIPUMEHEHHEM H30KAIOPHIHON H30a30THCTOIl  cMecH
(ompeneneno Goiee 3HaUMMoOe M Ooliee YacToe cokpameHue momany I15).
Hecmotpst Ha Gosee BBICOKYIO CTOMMOCTBH 3KCIEPUMEHTAIbHONW cMecH Oblia
JIoKa3aHa ee SKoHOMHYecKast ek THBHOCTH [246].

B cirygae HEIOCTaTOYHOCTH MHUTAHMS CYIIECTBYET OUEBHAHASI HOTPEOHOCTD
B Mepax HyTPUTUBHOM MOAIEPKKH, a IIPU MOCTYIUICHHH B GOJIBHHUILY HITH 10M
TpecTapensiX TpeOyeTcsi paHHHIl CKPUHUHI Ha HEJOCTATOYHOCTbh MHTAaHHS,
He3aBUCcUMO OT Hammuus IS, kak ykazaHo B JApYrHX YacTsIX IaHHOTO
KJINHAYECKOTO PYKOBOACTBA. TakuMm 00pa3oM, MOXHIBIM JHOMSIM C
TIPOJIC)KHEBBIMHU 13BaMH, KOTOPbIE HMEIOT HEJOCTATOYHOCTh MHUTAHMS, TAKXKe
TIOKa3aHbl Mepbl HYTPUTHBHOW ITOJIEPXKKHU; B JAHHOM IPYIIIIE MAIIEHTOB OHI
TaKke CHocoOCTBYIOT 3axkuBineHuto I15. B cBa3u ¢ Tem, 4TO JaHHBIH
TIOJIOXKUTENBHBIN 3((eKT B HacTosIiee BpeMs JIOKYMEHTHPOBAH TOJIBKO B
omoM PKU, ypoBeHb yOemWTENbHOCTH DPEKOMEHIAIMM IOHIKEeH 10 B.
IMoguepkuBaercsi MOTPEOHOCTH B IMPOBEACHHM HCCICAOBAHHI TaHHOTO
BOIIPOCA BHICOKOTO YPOBHS JJOKA3aTEIbHOCTH.

IILS JloyzKHBI 1M NPHUMEHSATHCSl Y NOKHJBIX JIIOAeH ¢ H30bLITOYHOMH
Maccoii Teja WM OKMPeHHeM 0coOble Mepbl HYTPUTHBHONH NMOAIEePKKH
HJIM 0c00as JMeTa IJIs CHHIKeHus Beca?

CornacHo HopmaM BO3, n36sITounast Macca tena onpenensercs npu UMT
or 25 g0 <30 kr/M?, a oxupenue — npu UMT > 30 kr/m? He3aBUCUMO OT
Bo3pacta [247]. B cBsi3u ¢ N3MCHEHMSIMH KOMIIO3MIIOHHOTO COCTaBa Teja U
YMEHbIIEHHEM pOCTa IO MEpe CTapeHus Yy MNOXWIBIX JIIOAEH CHUXEHa
nocroBepHocTs UMT B kauecTBe HOKa3aTenst M30BITOYHON MacChl Tena U
oxupenust [248-250]. Bonee Toro, mosBIsIETCS Bce GOINBINE CBHUACTEIHCTB
TOrO, YTO IO T[I0KA3aTeIsIM CMEPTHOCTH, CEPIEYHO-COCYIUCTOr0 |
MeTabOIMYEeCKOT0 PUCKa U Jaxe (yHKIMOHATBLHOTO cTaTyca Ooiee BaXKHYIO
pONIb HUIpaeT XapaKTep paclpeleNeHUs J>KHpa B OpraHM3Me, a He ero
konmyectBo [249, 250]. Jlo HacTosero BpeMEHH He ObLIO JTOCTUTHYTO
cornacust OTHOCHTENIBHO CIIOCc00a OLEHKH PHUCKA IS 370POBbS, CBI3AHHOTO C
OXKHPEHUEM, Y MOXWIBIX Jitozaei, a porb UMT, u30bITOUHON Macchl Tena u
OXKMPEHUSI 0CTAETCS B BEICOKOM CTENEHH MPOTHBOPEUUBOIL.

B xoxe cucremarmueckoro moucka myonukauuii He Obuto Haiineno CJIO,
MOAXOMIMX Ui oTBeta Ha Bompockl PICO, ognako ObUIO OOHapyXeHO
HECKOIIbKO pykoBoicTB [250-254] u opuumansueix nosuimit [255, 256] mo
BOIPOCY KOPPEKIMH H3OBITOYHON MACChl Tela M OKHPEHHS C OTACIbHBIMU
PEKOMEHAALMAMH UL MOXWIbIX Jitofel. bouto Haiineno 12 PKU no ouenke
JUETUYECKUX BMEIIATEIbCTB, HANPABICHHBIX HA CHIDKCHHE MAcChl Tejia y
MOKHUIIBIX JTIOJIEH ¢ M30BITOYHOI Maccoil Tena W OKHUPEHHEM, B CPABHEHHH C
TEMH K€ JUETHIECKHMH BMEIIATENHCTBAMH B COYETAHUH C (PUIMIECCKUMHU
ynpaxseHusimu [257-268].

Pexomenmanus 54

Y noKmIbIX JI0fleil ¢ M30BITOYHOH Maccoil Tela cilexyeT H3beraThb
NpUMeHeHHns1 AHeT JJisl CHH)KeHHs Beca ¢ IeJbl0 NpeJoTBpPAIleHHs!
MOTepPH  MBIIIEYHOH Maccbl M CONYTCTBYIOLIEr0  CHH:KCHHS
(GyHKIHOHANBHBIX BO3MOKHOCTEIA.

VYpoBenb ybOeautensHocTH pekomeHnauuu GPP — mnonublid KoHCeHCyc
(cormacue 95 %)

Kommenrapuit

DKCHEpTHl B LEJIOM CXOATCS BO MHEHHH O TOM, YTO HOXKHIIBIM JIFOISIM C
130BITOYHOM Maccoii Tesia 00BIMHO He HYXKHO Xyneth [250-252, 255, 256], Tak
KaK METaaHaJM3bl MOKa3add MHHHMMAIbHBIH PUCK CMEPTEIBHOrO MCXOfAA Y
3[I0POBBIX IOXMIIBIX JIFOJEH ¢ M30BITOYHOM Maccoii Terma [269-271]. Kpome
TOr0, CHI)KCHHE MAcChl Tella, HAMEPEHHOE MM HET, MOBBIIIACT CBS3aHHYIO C
BO3PacCTOM MOTEPIO MBIIICYHOH MAacchl M, KaK CJIEJICTBHE, PUCK Pa3BHTUS
CAapKOIICHWH,  CTAPYECKOW  aCTEHWM,  CHIDKCHHS  (pyHKIHOHAJIBHBIX
BO3MO)KHOCTEH, TIEPEIOMOB H HEIOCTATOYHOCTH muTaHus [252, 272, 273]. A
ocjie Mepuosia COOMIOACHUS METhl [ CHIDKCHHs Beca 4acTO OTMEYaeTcs
[TOBTOPHBIIT HAGOp MAcChI Tella, MPEUMYIIECTBEHHO 3a CYET KUPOBOW MacChl, a
HE MAacChl HEXHPOBBIX TKaHed [273]. Takum 0Opa3om, MOBTOpHBIEC (a3bl
CHIDKEHHS M TOBTOPHOTO Habopa Beca, Tak Ha3bIBaeMBIil «KKpyroo0opoT Beca,
MOTYT  CIIOCOOCTBOBATH  Da3sBHUTHIO  CapKOICHHYECKOTO  OXKHPEHHS
(cokpaleHie MBIIIEYHOH MAacchl MpH M30BITKE JKHPOBOH Macchl) [273]. B
CBSI3U C 9TUM, @ TaKXKe C IIeIbI0 IPEI0TBPAIICHHS IPOTrPECCHPYIOIIEro Habopa
Beca JI0 0OXKUPEHHUSI TIOXKHIIIBIM JIFOJISIM ¢ M30BITOYHON Maccoii Teja xeaaTelbHO
MOAJEPXKUBATh CTabHIbHYI0O Maccy Tema [16]. OGocHoBaHHAsi crparterus
MOJIepXKaHUsS CTAaOMIBHOI Macchl Tema M NPOMHIAKTHKH — OXXUPECHUS
3aKJIFOYACTCS B COYECTaHWH COAJaHCHPOBAHHOTO IOJHOLEHHOTO pAIlHOHa,
HMEIOIIEr0  JIOCTATOYHYIO KAJIOPHHHOCTh M COZCp)KAaHHE OCNKOB, U
(u3udeckoil aKTUBHOCTH, MO BO3MOXKHOCTH Jaxe B (opme ¢usmueckux
yrpaskHeHui [274].

Pexomennmanus 55

Y noKuIbIX Jioaei ¢ OKUPEHUEM U CBA3AHHBIMH C HUM l'lpOﬁJ'IeMaMl/l
€O 310POBLEM JAHETY AJIA CHHKCHHSI Beca CJIeAyeT NPUMEHATH Mmocjie
TIHATEIbHOI OLCHKHA COOTHOIUNCHHUSA mOJIb3bI u PHUCKOB B
HHIUMBHUAYAJIBbHOM IOPHAAKE.

VYpoBenp ybOeautensHOoCTH pekomenaanuu GPP — monHblid KOHCEHCyC
(cormacue 100 %)

Kommenrtapuit

Y noxwunbIx Jrofeil oxupeHue, OocoOeHHO BbICOKOH cremenn (MMT
> 35 kr/M%), MOBBIIAET MeTabONMUECKHil M CepAeuHO-COCYIMCTBIH PHUCK, a
TaK)KEe PUCK OTPaHMYCHHS IOJBI)KHOCTH W Pa3BUTHUSI CTAPUYECKOW acTCHHHU
[248, 255, 256], ocobeHHO MpH yXe HMEIOMICICS BBIPAKCHHOW MOTEpe
MBIIIEIHON Maccel [273]. JlelicTByromme peKOMEHIAIMH JKCIEPTOB II0
CHIDKGHMIO Beca Y MOXKWIIBIX JIOJIeH KacaroTcsi HMPEXJE BCEro Ciiydaes
OXKUPEHUS B COYCTAHUU C COMYTCTBYIOIIMMHU 3a00JICBAHUSMH M CBSI3aHHBIMU
HeOIaronpusTHEIMEU 3 PeKTaMu B OTHOILIIEHHH 310poBbs [252, 255, 256, 272].
B stHX ciydasx cooOIanoch O MOJI0KHUTENbHBIX 3(PdeKkTax HEeHaMEpPEeHHOro
CHIDKEHHUS Beca, OTYACTH B COUYCTAHHHU C (DU3UUCCKUMH YHPaKHCHUSIMH, B
OTHOIICHHH  OPTONEAMYECKHX  IpPOOIeM,  CEepAEYHO-COCYAUCTOTO0 U
METa0O0IMYECKOr0 PHUCKA, YyBCTBHTEIBHOCTH K MHCYJIMHY, XPOHHYECKOTO
BOCHAJCHUS 1 (PyHKIHOHANBHBIX orpanudeHuii [16, 248-250, 252, 255]. C
OpYroii  CTOPOHBI, B CBS3M C BO3MOXHBIMH  HEOIArompHATHBIMU
MOCJIE/ICTBUSIMA CHWJKGHUSI MacChl Tela B TOXKHIOM BO3pAcTe, KOTOpHIE
o0yclnoBIeHB  HOTepel  06e3xupoBOH  MacChl  (CM. KOMMEHTapui K
pekoMeHpanuu 54), peleHne OTHOCHUTENBHO HEOOXOAUMOCTU CHIDKCHHS
Macchl Tella BCerza CleayeT NPUHUMATh B MHAMBHIyallbHOM mHopsake. OHo
OBITh OCHOBAaHO Ha TINATEILHOH OICHKE BO3MOJKHBIX PHCKOB M IOJIB3BI
BMEIIATENIbCTBA B CBeTe (DYHKIMOHATIBHBIX DPECYypcoOB, METabOIMIECKOro
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PHCKa, COMYTCTBYIOMIUX 3a00JI€BaHUI, HHTEPECOB M IPHOPUTETOB NALMEHTOB,
a TaKKe OKHMIaeMbIX 3(P(PEKTOB B OTHOLICHMH KauecTBa ku3uu [249, 250].
Eciiv NpUHMMAETCs pellieHne NPOTUB CHIMKEHHs BECA, TO CIEAYET CHENaTh
yIOp Ha TOANEPKAHUM CTaOWIBHOW MacChl Tela M MPEIOTBPALICHUA
MOBBILICHHs! CTENeHH OkupeHus [16].

Pexomenparus 56

Ilpu NpUHATHH pellIeHHs B MOJIb3Y CHHKeHHUS Beca Y MOKHIIBIX JTI0eid
¢ 03KMpeHHeM KaJIOPUIHOCTh PAllOHA cJIeflyeT OTPAHMYHBATD JIHIIb B
YMepeHHOi CTeleHH! ¢ LeIbI0 MeJJICHHOI0 CHHIKEHHs Macchl TeJla H
COXPAHEHHs MbIIIEYHOH MaCChI.

VYpoBens ybenurensHocTH pekomeHpanun GPP — momHbIl KOHCEHCyc
(cormacue 95 %)

KommenTapuit

Ecnu cHIKEHHE Beca CUMTAIOT LEIECOOOPasHBIM, TO K 3TOMY MpOLECCY
CleflyeT MOAXOAUTH ¢ 0cobbiM BHMManueMm [250, 251]. Bwmemaresnscrsa,
3¢ deKTUBHBIC y MOJIOABIX JIIOJCH, HENb3sl SKCTPAIOIMPOBATH HA MOMKMIIBIX
JO/Iell CO CHUKEHHOM MBILIEYHON MAaccoii u crapueckoil acrenueit [272]. C
LEJBIO TIPEJOTBPAIEHHs IOTEPU MBIIIEYHOH MACChl 1 MEICHHOTO CHIKCHHS
Beca y TOXHWIBIX JIFOACH JUETHYECKHE MEpbl JIOJDKHBI  BKIIIOYATh
cOaNaHCUPOBAHHBIA PALMOH, OOBIYHO PEKOMEHYEMbIH MOXWIBIM JHOJSAM, B
COYETaHHUH C KaK MOXKHO 0OJiee YMEpPCHHBIM OIPaHHYCHHEM KaJOPHHHOCTH
(cyrounass kanopuitHocTh npuMepHO Ha 500 KKajd MEHbIIE pacyeTHOU
notpebroct u He Meree 1000-1200 kkai), HampaBJICHHBIM HA CHIKEHUE Beca
Ha 0,25-1 xr B Henemo (~5-10 % OT MCXOMHON MAacCHl Tela CIyCTs IIEeCTh U
Gonee Hezenb), MpU HONACPKAHUU YPOBHs MOTpeOieHus Oenka He MeHee
1 r/kr MT/cyT 1 HaaseKaleM ypoBHe IOTpeOIeHHs: MUKPOHYTPUEHTOB [252,
254, 255]. V MOXKUITBIX JIFO/IEH HACTOSTENLHO HE PEKOMEHYETCS IIPUMEHEHNE
CTPOTMX [HETHYECKHX pPEKHMMOB, TAKUX KaK JHMEThl C OYCHb HH3KOMH
kanopuitHocTeio (< 1000 kkam/cyT), B CBSI3M C DPHUCKOM  Da3BHTHSL
HEJOCTATOYHOCTH IMTAHWSI W WHIYKIWH CHIDKCHHUS (YyHKIHOHAJIBHBIX
BO3MOXKHOCTEH [75, 255, 273].

Pexomenmarus 57

Ecim  cHmkeHHe Beca paccMaTpHMBAalOT Yy NONKHIBIX JIOfed ¢
OJKHpeHHeM, TO JHeTHYeCKHe BMeIlaTelbCTBa CjelyeT COYeTaTh IO
Mepe BO3MOXKHOCTH ¢ (HU3MYECKHMMH YNPaKHEHHSIMH C IeJbI0
CcOXpaHeHHs1 MbIlIeYHOH Macchl (BM).

VpoBeHb yOEIUTENBHOCTH PEKOMEHIAIMA A — TOJNHBI KOHCEHCYC
(cornacue 100 %)

KommenTapuit

B cBsi31 ¢ TeM, YTO NPH CHIDKCHHHU BeCa Y MOXKHIIBIX JIO/ICH BaXKHO CIICANTH
3a TeM, 4TOOBI Mapajuie]bHO C TOTepel M30BITOYHOH XHPOBOH Macchl He
MPOMCXOIHIO TOTEPH MBIINICYHON MacChl, AMETHYECKHE BMEIIATEIbCTBA
HEOOXOAMMO 10 BO3MOKHOCTH COYETaTh C TINATEIBHO MPOAYMaHHON
nporpaMMoli  QM3MYECKUX YHPaKHEHHH TIOA KOHTPOJIEM TpeHepa B
JOTIOJTHCHNE K MOBBIIICHUIO ITOBCEJHEBHOW (DM3MYECKONH aKTHBHOCTH.
Haiineno 12 PKU, B KOTOpbBIX CpaBHHUBAINCH S(HEKTH HCKIIOYUTEIBHO
IMETUYECKUX Mep, HalpaBJICHHBIX Ha CHIDKEHHE Beca, M TeX XK€ THETHUCCKIX
Mep B COYCTAHHHU ¢ PH3UYECKUMH YIIPAKHEHUSMH Y HOXKWIBIX Jtofeit. Tpu u3
9THUX HCCIIENOBAHUIN BKIIIOYATN TONBKO TOKHIIBIX JIFOJEH ¢ okupeHneM [258,
260, 261], a napyrue wuccieqoBaHMsI ObUIM TIPOBEACHBI HA CMEIIaHHBIX
BBIOOPKAX MOXKUIIBIX JIFOJICH ¢ O)KUPEHUEM U M30BITOYHON Maccol Tena. B atux
HCCIICIOBAaHUAX HE BCErJa MPUMEHSIOCh MPEABAPUTEILHOE BBIYHCICHHE
MOII[HOCTH, a IIECTh WCCIICIOBaHUMN BKioyanun MeHee 40 yuacTHHKOB [259—
261, 264-266]. B 10 u3 atux 12 wmccremoBanuii ObUIO YCTAHOBIEHO, YTO
MPUMEHEHHE TOJIBKO [METHI JUIsl CHIDKCHHS Beca MPHBOAHMIO K JKEIAaeMOMY
CHIDKGHHIO MacChl Tela KaK 3a CYeT JKMPOBOM Macchl, TaK M 3a CYET
OezxnpoBoit Macchl [259-261, 263-268]. meTsl misi CHIKCHHS Beca B
CcoueTaHMH ¢ (U3MYECKUMH YHOPAXKHCHHSAMH HE YCTyNalmd U Jaxke
MPEBOCXOAMIM TOJBKO JHEThl JUIi CHIKGHHS Beca IO 3(h(EeKTHBHOCTH
CHIDKCHHUS MAcChl Tella M Oe3KHUpOBOIl MacChl, IIPU 3TOM YacTO IIOTEPS
6e3xnpOoBOI Macchl ObLTa MEHbLIIE, 4eM Ha (oHe oaHOM auetsl [258-260, 264
266, 268]. bomee TOro, Tpymmbl KOMOMHHPOBAaHHOIO BMEIIATEIbCTBA
TIPEBOCXOIMIN TPYIIIH IPHMEHEHHS JHETHI 10 HEKOTOPBIM IOKa3aTesIM

cuiibl U pusnueckoil padorocnocobroctu [257-260, 262-266, 268]. B stux
HCCIICIOBAHUAX JHETHl JUIi CHIJKGHMs Beca ObUIM OCHOBaHBl Ha
cOaNaHCHPOBAaHHOM pALHOHE C CYTOYHBIM JAeduuuToM Kajopuit 300—
1000 kxai1, HanpaBIeHHBIM Ha cHIKeHHe 5—10 % oT nmepBoHAUaIBHOI Macchl
tena u (wmm) 0,25-1kr B Hememo [257-268]. B omgHoM wuccieoBaHHN
MPHMEHSUIN CTPATErHI0 YaCTHYHON 3aMEHbI NMPUEMOB IHIIH JUIS JOCTHKCHUS
LEeIeBOro CHIKeHus Beca [263], a B OOJNBIIMHCTBE HCCIICHOBAHMH ObLIN
OpTaHU30BaHbI O0YYAIONIe 3aHATHS (MHIUBHIyalbHbIE H (WIH) TPYIIIOBBIE)
0]l PYKOBOACTBOM [METOJOra IO BOIPOCaM IUTaHUS M JOCTHKCHHIO
HM3MEHEHHUII MmoBeeHusT U o0pa3a XKU3HU, KOTOPhIE NMPEAIPHHUMAINCE Pa3 B
HEZENI0 WK Ba pasza B Mecsin [257-259, 261, 262, 266, 268]. TpeanpoBku
MPOBOAWIKCE OT 2 10 5pa3 B Hememo W mmwmuch mo 45-90 munyr. B
OONBIIMHCTBE HCCIENOBAHUH MNPUMEHSINCH CMENIaHHBIC TPCHHPOBKH,
BKJIFOYAIOIINE YIPAXHEHHs] Ha THOKOCTb, BBIHOCIMBOCTH M cuity [257, 258,
260, 261, 263]. B mByx mccieJoOBaHHSAX MPOrpaMMa TPEHUPOBOK BKIIFOYAIIA
HCKITIOYUTENBHO a3pOOHbIe yHNpaKHEHHs Ha BBIHOCHMBOCTH [264, 268], B
OJIHOM HCCJICIOBAaHUH TPEHHUPOBKH COCTOSUIH B OCHOBHOM M3 X0/160b1 [267], B
TPEX UCCIIC0BAHUAX UCIIBITYEMbIE IPOXO/IHIIN CUIIOBBIC TPEHHPOBKH CPEIHEH
WA BBICOKO# MHTeHCHBHOCTH [259, 265, 266], a eie B 0JJHOM HCCIIeI0BAaHIN
CPaBHUBAJINCh aJ>POOHBIC ¥ CHJIOBBIE TPEHUPOBKH, UL KOTOPHIX OBLIN
[OJIyYeHbl COMOCTAaBUMBIC pe3ynbrathl [262]. Jlo Hayana TPEHHPOBOK
HEoOXOAMMO IIPOBOJUTE OLICHKY COCTOSHHUS 30POBbSI M YPOBHS (DH3UUCCKOI
PpabOTOCIIOCOOHOCTH MAMEHTa C IENbI0 HCKIIOYESHHS NMPOTHBOIOKA3aHHUH K
(U3MYECKUM YIIPAKHEHHUAM U ONPEENATh ONTUMAIIbHbIN HA4albHBIH yPOBCHb
W TUI YHOPaXHEHUH, YTO JISKHT B OCHOBE O€30macHBIX M I()(PEKTHBHBIX
TpeHupoBok [209, 275].

Takke crneayeT uMeThb B BHAY, 4T0 B 00o3Ha4deHHbIXx PKU mpuHMMamu
y4acTHe B OCHOBHOM JIFOM MIIJIIIETO MOXMWIOro Bo3pacta (ot 60 no 70 ner) ¢
NIOTPaHHYIHBIM OpemeHeM Oonesneit " HEMHOTOUHCIICHHBIMU
(YHKIMOHAIBPHBIMUA OrPAaHHYEHUSMH, YTO HE CBOWCTBEHHO IS TUIHUYHOH
repuaTprUdecKoil Momy sy, [10CKOIBKY JIFOIM CTapIIero MOXKUIOro Bo3pacta
W CO CTapueckod acTeHWeHd Oojiee MOABEPIKEHBI JIIOOBIM CTPECCOBBIM
BO3/ICHCTBUAM, TO B JIAaHHOW BO3PAaCTHOM HOArpyIHme K BOIPOCY O
HEOOXOAMMOCTH CHIDKEHHSI Beca HEOOXOOHMO IOIXOIUTh C 0Cc0o00it
OCTOPOXKHOCTBIO (CM. KOMMEHTapuii Kk pekoMeHmammu 55). Kpome Toro,
BMEIIIATEIbCTBA IS CHIDKCHHS MacChl Tella y JIHI[ CTapIIero IOXHIOro
BO3pacTa, HMEIONMX (YHKIHMOHAIBHBIE HApPYIIEHWS W  HECKOJIBKO
CONTYTCTBYIOINX ~ 3a00NEBaHMH, JIOIDKHBI ~ NPOBOJMTECA C  0COOOH
OCTOPOYKHOCTBIO M MO THIATENbHBIM KOoHTposeM [16, 251]. lo Hacrosimero
BpeMeHH He Obuto opranm3oBaHO PKU miis OleHKHM BO3MOXKHOI HOJIB3BI U
Bpela CHIDKEHHsI Beca B 0Oojee YSI3BHMBIX TpPYINax HOXKHIBIX JIEOAEH C
0XXUPEHHEM, HAIIPUMEP, HAXOMAIINXCS B IOMaX IIPECTapesIbiX WK OONbHHIAX.
OnHAKO 3TH HCCIIEOBAHUS JJOJDKHBI OBITH NIPOBENICHBI B OYIyIIeM B CBS3HU C
TEeM, YTO YUCIO TaKUX IAIMEHTOB B ATHX YUPEKACHUSX PacTeT, a OKHPEHHE
BeJIeT K UX 3aBHCHMOCTH OT IIOCTOPOHHMX JIIO/ICH, YTO OCJIOXKHSET IPOLIEAYPBI
yX0/1a 1, KaK CJIeJICTBHE, BIMSIET Ha KA9ECTBO HX ku3HH [16, 276].

II1.6 Jlo/zkHBI JIH NPUMEHATHLCS y NOXKWJIBIX JIOJel ¢ CaxapHbIM
1HabeToM 0codble Mepbl HYyTPUTUBHOM MOIEPHKKHU WIIH 0c00asi JueTa 1JIs
CHMIKeHHs Beca?

Pexomenpanus 58

Y NoXKWIbIX JII0Jel ¢ caxapHbIM Jua0deToM clieflyeT IOBCEMECTHO
NMPOBOAUTHL CKPHMHMHI HA HENOCTATOYHOCTbH NMUTAHUS C MOMOILbIO
BAJIMAMPOBAHHOIO0 HWHCTPYMEHTa ¢ WeJbI0 BbISBJICHUS JIMI C
HEJI0CTATOYHOCTHIO MUTAHUS HJIM PUCKOM ee Pa3BUTHS.

VYpoBenp ybOeautensHocTH pekomeHnanuu GPP — monHblid KOHCEHCyC
(cornacue 95 %)
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Pexkomenmanus 59

Y nokuabIx Joaeil ¢ caxapHbIM AuadeToM cieayer u30erath
OTrpaHNYHMTEIBHBIX TUET C HeJbI0 Pe0TBPALIeHHs HeJOCTATOYHOCTH
NMUTAHUS M CONMYTCTBYIONIEr0  CHHKEHHUS]  (YHKIHMOHAJIBHBIX
BO3MOKHOCTEH.

VYpoBenb ybenurensHocTH pekomeHmauuun GPP — monHblil KOHCEHCyC
(cormacue 100 %)

Pexomenjamms 60

IokuabIX JTI0€l ¢ caxapHbIM AHA0ETOM, HMEIOINHX HET0CTATOYHOCTH
TMUTAHUS WJIH PUCK ee Pa3BUTHSI, HEO0XOIUMO BECTH B COOTBETCTBHU €
PeKOMEHAANMSIMA VIS MOKHJIBIX JIoJeil ¢ HeX0CTATOYHOCTHIO
nUTaHus 0e3 caxapHoro auadera.

VYpoBenb ybenurensHocTH pekomeHmauun GPP — monHblil KOHCEHCyC
(cormacue 100 %)

KommenTapuii k pekomenaamusiM 58-60

B xozme mpoBeneHHOro Hamu 0030pa nyOnukanuid He ObUIO HalIeHO
HCCIICI0BAHUI 10 NPOMHIAKTHKE WMIIM JICYCHUIO HEJOCTATOYHOCTH IUTaHUS
MMEHHO B TPYIIE MOXWIBIX JIOJeH ¢ caxapHbiM auaberom. Ilo maHHBIM
HECKOJIBKUX HCCIIEI0BAaHUH PACIPOCTPAHEHHOCTH HEAOCTATOUYHOCTH ITUTAHUS
CPEU MOXKHUIIBIX JIFOACH € CaXapHbIM AHAa0ETOM MOXKHO C/IE/IaTh 3aKIIIOUCHUE O
TOM, YTO CPEAM IOXKHUIBIX JIOACH C CaxapHbIM IMa0ETOM HEIOCTATOYHOCTh
TIUTaHUS WIN PHCK €€ Pa3sBUTHS BCTPEUAIOTCS C TAKOH ke WIH Jaxe Oomee
BBICOKOM YaCTOTOM, 4eM CPe/ir MOKUIIBIX JIt0iel Oe3 caxapHoro auabdera [277—
279]. DroT puck HanboIEe BEPOSITHO CBSA3aH C 3aBUCHMOCTBIO B BBIOJIHEHUI
TIOBCEIHEBHBIX HEHCTBUH M HaIM4YMeM HECKOJNBKHX COITYTCTBYIOIIMX
3a00NeBaHUil y MOXWIBIX JIOJeH ¢ caxapHeiM juaberom. C  wHenbio
OHpE/CICHUs JIMIl C CaxapHbIM [JuabeToM, MMEIOIIMX HEJ0CTaATOYHOCTh
TIUTaHYUS I PUCK €€ Pa3BUTHS, MBI PEKOMEH/TyeM IIPOBOUTH IOBCEMECTHBII
CKPHMHHUHT Ha HEIOCTATOYHOCTh MUTAHUS (CM. pa3/ell JaHHOTO PyKOBOJICTBA 110
CKPHMHHUHTY U OLICHKE ITaI[CHTOB).

C 1eNbIo CHIDKEHHS PHCKA HEIOCTaTOYHOCTH ITHTAHHS Y HOXKHIIBIX JTIOJIeH ¢
CaxapHbIM 1abETOM MbI PEKOMEHIYyeM HE HCIOJb30BaTh OrPaHHYUTEIIBHBIC
JMEThl B JAHHOH TPYyIIE MAlMCHTOB. DTH JHETHl MMEIOT OTPaHUYCHHYIO
OJIB3y M MOTYT IIPHBECTH K Je)HIMTy MUTaTenbHbIX Bemects [74, 280]. s
BCEX MOXWIBIX JIOJEeH MOXET ObITh PEKOMEHIOBaH COaJaHCHPOBAHHBIN
palLoH KAIOPUHHOCTRI0 OKoNo 30 KKam/Kr maccel Tema/cyt, tae 50-55 %
obmieil KaJOpUHHOCTH NPHXOOWTCS HA YITIEBOABL, KOTODPBIH COHNEPKUT
OonpIroe KOMMYECTBO IHIIEBBIX BONOKOH (25-30 r/cyT), MOHO- U
TIOJIMHEHACHIIICHHBIE JKUPHBIC KUCIOThL. KOPPEKIHIo 0XKUPEHUs Y HOKMIBIX
moneil ¢ caxapHBIM JHA0ETOM MBI PEKOMEHIYeM IPOBOAUTH COIJIACHO
COOTBETCTBYIOIVIM PEKOMEHJALUsIM, NPHBEICHHBIM B JAPYIHX pasJernax
JIAHHOTO PYKOBOJICTBA (CM. pekoMeHaanuu 55-57).

KoppekIuio HeoCTaTOYHOCTH MUTAHUS y TOXKHIIBIX JIFOJEeH ¢ caXapHBIM
IabeToM MBI PEeKOMEHIYeM MPOBOAUTH  COTJACHO  PYKOBOJACTBAM,
pa3paboTaHHBIM Uil TMOXWJIBIX JrOJed Oe3 caxapHoro nuabera. [lpu
MPUMEHEHNH NEpOPATBHBIX MHINEBBIX 100aBOK W 30HIOBOM KOPMIICHHHU
MOXKET BO3pacTaTh YPOBEHb INIIOKO3BI B KpPOBH. TeM He MeHee MpodHIaKkTHKa
W JIeYCHHE HEJOCTAaTOYHOCTH IHTAHMS, BEPOSTHBIC HEOIaronpHsTHEIC
9 }EeKThl KOTOPBIX KPaTKOBPEMEHHBI, CUHMTAIOTCS Ooyiee Ba)KHBIMH, 4YeM
BO3MOYKHBIE JIONTOBPEMEHHBIE OCIIOKHEHHS THIIEPTIIHKEMUH.

IV. Pexkomenganuu 1no oOHapy:KeHHMIO, JIEYEHHI0O M NpPOQUIAKTHKE
00e3BOKMBAHNSA Y MOKHJIBIX JTHOAEH

OGe3BOKHBAHHE CBSI3aHO C COKPAIEHHEM 3aMacoB BOJBI (KHIKOCTH) B
OpraHm3Me 9YenoBeKa. OJTO COCTOSIHHE MOYKET HACTYNUTh IO TNPUYHHE
HEJOCTAaTOYHOrO IHThsi (0OE3BOXKMBAHME BCIICACTBHE HH3KOIO YpPOBHS
noTpe6IIeHns), M30BITOYHBIX [TOTEPh KUIKOCTH (KPOBOTEUECHHE, PBOTA, AHapest
U JIpyTHE COCTOSHHS, BEQyIIHE K THIIOBOJIEMHH) WM IO OOCHM 3THM
npuurHaMm  (coueraHHoe o6e3BoxuBanue) [281-284]. Oéessoxncusanue
6cnedcmeue HU3K020 ypoGHsa NOmMpedaeHus TPEeICTaBIsIeT COOON COCTOsIHHE
neduIUta YHCTOM BOIBI, KOTOPOE BEAET K MOTEpe BHYTPHKICTOYHOU H
BHCKJICTOYHOM JKUAKOCTH M POCTY OCMOJIUIBHOCTH B 0OOMX KOMIAPTMEHTAaX
(BHYTPHKJICTOYHOM ¥  BHEKJICTOYHOM). [Junoeonemus  pa3BuUBacTCs
BCJICICTBHE M30BITOYHOM MOTEPH YKUAKOCTH W CONedl (OCOOCHHO HATpUS U
MHOTJA JPYruX 2JIEMEHTOB); MEPBOHAYAIBHO YTPAYMBACTCS BHEKICTOYHAS, &
HE BHYTPHKJICTOYHAsS, J>KHIKOCTb, @ OCMOJISUIBHOCTH CBHIBOPOTKH KPOBH
OCTaeTcs B MpeeiaX HOPMBI WM CHIKaercs. B xome mowmcka myOukammit
Obw10 HaigeHo aecsite CJIO [78, 88, 285-292] u wersipe PKU [281, 293-295],
KOTOpbI€ MOIJIM OTBETHTH Ha Bonpoc PICO.

Odbe3soxncusanue eciedcmeue HU3K0O20 ypoGHs nNOmpeoieHUs RULU
IV.1 Ck0bKO J0/I3KHBI BHIMHBATH MOKHIIbIE JIIOIH €:KeTHEeBHO?

Pexomennanms 61

Io:xuable keHIUHBI T0JKHBI BLINUBATH He MeHee 1,6 J1 exkeIHeBHO, a
MYKYHHBI — He MeHee 2,0 JI PN YCJOBHH OTCYTCTBHS KJIMHUYECKUX
COCTOSIHUI, KOTOpbIe TPeOYIOT Apyroro noaxona (BM).

YpoBeHb yOemUTETBHOCTH PEKOMEHAALMH B — MOMHBIH KOHCEHCYC
(cormacue 96 %)

Kommenrapuit

CyTtouHoe moTpebiieHHe BOABI JODKHO BOCIIONHSATH €KEIHEBHBIC IIOTEPH
BOJIBI BCIICACTBHE JbIXAHMUS, BBIICICHHS 4epe3 IMOpPBI, C MOYOH M KaJloM.
MuHuManbHast MOTPEOHOCTh YENIOBEKa B IKUAKOCTAX paBHA «00BeMy,
COCTABIISIOIIEMY HOTEPU BOJBI B IIPOLIECCE JKUZHEACATEIBHOCTH OPraHu3Ma U
pUd  ymOTpeOJEHHH KOTOPOTO HE pPa3BHBAIOTCS HO0OYHBIE d(beKTh
BCJICAICTBHE HEXBaTKH BOJbD» [295]. UenoBek moiydaer BoAy M3 HAIIMTKOB U
€/1bl, OZIHAKO Ha JIOJI0 HamuTKOB npuxoautcs ot 70 no 80 % norpebnsemoii
sxuoctu [296].

PexomeHmanmuu 1o IpHeMy >KHIKOCTEH JUIi NOXHIBIX JIIOAEH dacTo
OCHOBaHbI Ha pe3y/bTaTaX HeOOJIBIINX HCCICAOBAHUI Y MOJOABIX JIHOAEH U
UcclieoBanuil y Apyrux BuIoB miekonutaromux [297]. Takum oGpasom,
pEeKOMeH/TyeMbIe 00BEMBI 3aBHUCAT OT BEIHECEHHBIX JomynieHnil. EBponeiickoe
areHTcTBO 10 OesomacHoctu npogoBonbcTBus (EFSA) mnposeno 0630p
COOTBETCTBYIOLINX MyOJIMKALHiL, [0 pe3y/ibTaTaM KOTOPOr0 PEKOMEHIOBAJIO B
KaJecTBe aJIeKBaTHOTo ypoBHs notpednenust (AYII) 2,0 n/cyT Ui KeHIUH U
2,5 n/cyT st My)KYHH BCEX BO3PACTOB (U3 MUTHEBOW BOJIBI, HAITUTKOB H €IbI)
[286]. Eciu nomyctuth, uto 80 % 3TOro 00beMa KHAKOCTEH NPUXOIUTCS HA
HaIlUTKH, TO OTO 3HAYMT, YTO SKCHINMHBI JOJDKHBI BBIIMBATH 1,6 /cyT, a
MyXauHel — 2,0 /cyr.  MUHHMAIbHBII ~ PEKOMEHIYyEeMbIi  YPOBEHb
noTpedaeHus KUAKOCTEH st )KEHIMH cocTaBiseT ot 1,0 i/cyT B crpaHax
CesepHoit EBpoms! 10 2,2 n/cyt B CLIA, a juis myxxuns — ot 1,0 1o 3,0 n/cyr
[298-302]. B npyrux cTpaHax MPUMEHSIOTCS MEHEe CTPOTHE CIWHHMIIB,
Hanpumep, «6—8 Kpyxek/ctakaHoB B eHby» [303]. BBumy Takoro paszdpoca mist
TTOXKUJIBIX JIFOJIeH MOJKHO CUUTATh 0OOCHOBAHHOH PEKOMEHIAIHNIO 110 MIPHEMY
sxuakocteit EFSA: 2,0 n/cyt st sxeHImuH 1 2,5 J1/CyT s My 4YuH U3 BCEX
HUCTOYHMKOB Wi 1,6 i/cyr u 2,0 7/CyT COOTBETCTBEHHO W3 HAIUTKOB.
VunuBuyanbHast OTpeOHOCTH B )KHIKOCTH 3aBHCHT OT 9HEPro3aTpat, HoTeph
BOJIBI U (DYHKIIMHM [TOYEK, B CBSI3H C YEM Y JIIO/IeH ¢ 00J1ee BBICOKOM Maccou Temna
noTpeOHOCTh B JkuAKOocTH Bbimie. Pekomenpaimum EFSA mnpumeHumbl K
«YCIIOBUSIM CpEIHEH TeMIlepaTyphl OKpYKaloIled Cpelasl H yMEpEHHOIo
ypoBHA  (HU3UYECKON aKTUBHOCTH», a B YCIOBHAX OKCTPEMasbHOI
TeMIIepaTypsl (HapuMep, B JICTHIOIO JKapy) U TPH MOBBIIICHHOH (HH3HUECKOi
AKTHBHOCTH IOTPEOHOCTH B JKMIKOCTH BO3pacTacT. IIOBBIMICHHBIE MOTEPH
JKUJIKOCTH TIPH JINXOPAJIKE, JUapee, pBOTe M CHIIBHOM KPOBOTCUCHHHU TaKkKe
HEO0OX0IMMO BOCIIOJHSATD JOMOJHUTENBHBIM e mpueMoM. C Ipyroi CTOPOHBI,
NIPU OTAECNIBHBIX KIMHUYECKHX COCTOSHHUSIX, @ MMEHHO IPH CEpACYHOH M
MOYEYHOH HEOCTATOYHOCTH, IIPUEM KUAKOCTEIl HEOOXOIMMO OrpaHNYHBATh.

IV.2 Yto H0/15KHBI UTH MOMKUJIbIE JTIOAH KAKIbIH JIeHb?

Pexomennanus 62

TT0KAIBIM JTIOAAM T0JKHBI npeaaraTbCs pasjiniHbie NOAXOAsSIIHE (T. €.

rUAPaTHPYIOLIUe) HAIIUTKH B COOTBETCTBHH € HX IPeANOYTeHHSIMU
(BM).

YpoBeHb yOequTeIBHOCTH PEKOMEHAAIN B — 1oHBIH KOHCEHCYC
(cormacue 100 %)

Kommenrapuit

HamuTku ¢ rufpaTHpyroIuM JeHCTBUEM BKJIIOYAIOT BOAY, I'a3UPOBAHHYIO
BOJZly, BOJy C BKYCOBBIMH J100aBKaMH, TOPSYMH WM XOJOITHBIA 4aii, xode,
MOJIOKO U MOJIOYHBIC HANUTKH, (PYKTOBBIC COKH, CYIIbI, CHOPTUBHBIC HIIH
rasMpoBaHHbIC HAIMTKH 1 cMy3u [294]. PacnipoctpaHeHo ommnbo4YHOe MHEHHE
O TOM, 4YTO JUIS MOAJEPKAHMS TMApATAllMd OpPraHu3Ma HEO0OXOAWMO IHUTh
YHCTYI0 BOAY, HO 3TO He Tak. [IMBo, BKiIIO4Yas Jarep, Takke oOnamaeT
TUAPATUPYIOLIUM JEHCTBUEM U MOXKET MOJOWTH VISl TMOAEPHkAHUS BOIHOIO
OanaHca y HEKOTOPBIX TOKUIIBIX JIFOACH (HE )KENAIOIUX OrpaHHYHBaTh Ce0sl B
aJKOroJie 0 MEAUIMHCKUM WM COLMANIbHBIM MpuurHaM). HaruTku cnenyer
BBIOHMpATh C YY4ETOM MPEANOYTCHUH MOXKHIBIX JIOACH, a TaAKXKE COACPIKAHUS
BOABI W MHUTATENIFHOTO COCTaBa; B CBA3M C OTUM B ONpPEICICHHBIX
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obcTosTenbCTBax Golee MPEANOYTHTEIBHBI MOJIOYHBIC HAMMUTKU, (PPYKTOBBIC
COKM M CMY3H, BHICOKOKAJIOpUIHBIC U oOoraiieHHble HanmuTku. HecmoTps Ha
6ECIOKONCTBO B CBA3H ¢ 00E3BOXKHBAIOLINM JeHCTBHEM KO(MEeHHA H aIKOroIs
HMEIOTCSl  [JOCTOBEpPHBIC CBHJCTEIBCTBA TOrO, 4YTO KO(E HE BBI3BIBACT
obe3BoxuBanust [293, 294], KaKk W aJKOTOJIbHBIE HAIUTKH C COAEPIKAHUEM
criupra 10 4 % [294]. DddexT anKoronbHbIX HAUTKOB C COJEPKAHUEM CIIUPTA
Beimie 4 % B OTHOLIGHHM CTaTyca THIApPATAllMM €INe HE BBUICHCH, WU
COOTBETCTBYIOIIME KIMHUYECKHE HCCIICAOBAHHS OTCYTCTBYIOT (TpeOyroTcst
JIOTIOJTHUTEIIbHBIC MCCIICNOBaHMsA). [ miaparupyroliee JelHCTBUE HAIUTKOB
M3y4anoch y MOJIOABIX Jiroaeit [293, 294]; cpenu MOXKMIBIX JF0Eil HOJOOHBIX
HCCIICI0BaHMI MPOBEaeHO He Obuto. TeM He MeHee MMEETCsl HeJOCTaTOYHO
OCHOBAHHMil TI0/araTh, 4TO 3TH HAOMIOJCHUS HE MOTYT OBITh NPHMEHEHBI K
TIOXKHIIBIM JIFOISIM.

B Benukobpuranuu 1oms Koe 1 ajJKoroibHbIX HAMTKOB B 00IIEM ypOBHE
NMOTpeOJICHNsT  KUIKOCTEH y TOXWIBIX JIIOJCH, TNPOKHMBAIOIINX BHE
CrIeLHAIM3UPOBAHHBIX YUPEKIACHUH, cocTaBisieT okoso 10 %, 4to ykasbiBaeT
Ha BaXHOCTh O3THX HCTOYHHKOB kuakoctd [304]. JIBaauare HpOLEHTOB
TOXKUJIBIX JIFO/ICH, POXKMBAIOIKX B JIOMax MpecTapensix B Benukoopuranuu,
0TMEYaoT Ko(e B KauecTBe JIOOMMOro Hamutka, a 50 % 00s3aTesIbHO MBIOT
kope B teuenue must [305, 306]. Ilpy HamM4un Hexep)KaHUST MOYH MOXKHO
nepeiiTu Ha Gecko(henHOBbIC HAMUTKH (HanpuMep, Kode, yaii i ra3upoBaHHbIC
HAllUTKH), HO OTO HEOOsA3aTeNbHO, ecid IpobieMa HelepKaHWsi He
paspermaercs [307, 308].

Nmerotcs noctoBepHble cBuaeTenscTBa u3 aAByx PKU o toM, yro mo
THAPATHPYIOLIEMY MOTEHIMATy OOJNBIIMHCTBO 0E3aJKOrOJIBHBIX HAITUTKOB,
TaKUX KaK FOpsTYUi WM XOJIOIHBIN 4aif, Kode, PPyKTOBBIil COK, ra3upOBaHHAS
BOJIa, Ta3UPOBAHHbIC HAIUTKH, a TAKXKE IMBO JIarep, O4YCHb IOX0XKH Ha BOLY
[293, 294]. HecMoTpst Ha TO, YTO 3TO CPaBHEHHE TPOBOJHIOCH ¥ MOJOJIBIX
JIFOZIeH, ero Pe3yJIbTaThl JeMOHCTPHPYIOT, YTO YIIOTpEOIIeHHEe Pa3HOOOPa3HBIX
HAIlUTKOB M HAITUTKOB, NPEANOYHTACMBIX MOXKHIBIMU JIFOJbMH, HO3BOJIACT
JOCTHYb TUAPATHPYOIIEro A (PEeKTa U MPHHOCHUT GOJIBIIE YIOBOIBCTBHS, YeM
yHoTpe6IICeHNE TOIBKO MUTHEBOI BOJBIL.

IV.3 K10 M3 mOXKMIBIX JII0Jeil MOJABEpP:KeH PHCKY 00e3BOKMBAHUSA
BCJIE/ICTBHE HU3KOTO YPOBHSA NOTPedICHUS JKUAKOCTH?

Pexomennarus 63

Bcex MoKHIIBIX JIIO/IEH cIeayeT CYNTATH BXOASIIIMMH B IPYNIy PHCKA
no 00e3BOKHBAHHIO BCJEACTBHE HH3KOI0 YPOBHSI MOTpPedJeHHs!
JKHIKOCTH H CTHMYJHPOBATH K NpPHEMY JOCTATOYHOTO0 KOJIHYECTBa
HanutkoB (BM).

VYpoBens ybenurensHocTH pekoMeHnanun GPP — monHBI KOHCEHCyC
(cormacue 100 %)

KommenTapuii

Pe3ynbTaThl HECHCTEMAaTHYECKOro 0030pa HCCIIEOBaHHI, B KOTOPBIX
PETHCTPUPOBATIACH OCMOJISUIBHOCTh CHIBOPOTKH KPOBH Y IMOXKHIIBIX JIFOJCH,
YKa3bIBaIOT Ha BBICOKYIO YacTOTY OO0E3BOKHBAHMS BCJIEACTBHE HH3KOTO
YpOBHSI TOTpeOIeHNUs B aHHO# Bo3pactHo# rpyrie [309]. Y moxumibix momeit
u3 Smorun [310], CIIA [311, 312] u Ulsennu [313], mpoxuBaromux BHE
CIICINATIM3UPOBAHHBIX VUPSIKIICHUH, 4acToTa 00€3BOKUBAHUS
(OCMOITSLTBHOCTE CHIBOPOTKH MITH T1a3MbI KpoBH > 300 MocM/kr) HeBbIcOKa (0—
15 %, B cpegnem 7 %). B uccnenoBanusax ¢ ygactueM Oonee acTEHHYHBIX U
YA3BUMBIX TIOXKHWIIBIX JIFOJEH, MPOXKHBAMOIMX B JOMax IPECTapesbiX N
VUPERKIESHHUSX LTSI TOATOCPOUHOTO yxoma (Tpu uccnenoanus B CLLIA [314
316] u omHO wmccrmenoBanue B BemukoOputanuu [14]), Gbuta ompemencha
yacTota 06e3BoxuBanusi 10 38 % (B cpenuem 19 %). Bonee BBICOKHIT pHCK
00€3BOKMBAHUS OTMEYAJICS Y TOCHHUTAIM3UPOBAHHBIX TMOXKHUIBIX JIOAEH (4—
58 %, B cpennem 36 %) B BemukoOpuranuu [317-321], IIBermu (10 aHHEIM
Hooper et al. [287]) u ABctpuu [322]. CHiKeHHOE ITOTpeOIIeHHE KUAKOCTE! Y
GoJee ysA3BUMBIX MOXKMIBIX JTIOZCH OBUIO MOATBEPIKACHO B HCCIICIOBAHUH 110
OLICHKE CYyTOYHOTO TTOKa3aTellsi BOAHOro GanaHca (C MOMOIIBIO PaJHOaKTHBHOM
METKH OKCHJa JeiiTepus) y MOXWIBIX JIFOACH, NPOXHUBAIOIIMX B JOMax
npectapenbix (Meamana 1,5 n/cyr, muanason 0,91-2,94), xoTopblii ObLT Ha
27% HmKe, YeM Yy TIOXKWIBIX JIOACH, TPOXMUBAIOINX  BHE
CHNECLMANU3UPOBAaHHBIX  yupexaenuii  [323].  IlpuuuHbl  pasBuTHS
00€3BOXKUBAHUs BCIICACTBHE HU3KOTO YPOBHS MOTPEOJCHUS KUAKOCTH Yy
MOXWIBIX JIIOACH PpasinU4aroTCs M B3aHMOCBSI3aHBI, OHM H3YYalnCh B
HECKOJIbKHX HeCHCTeMaTnuecKux oosopax [12, 13, 324].

Puck  00e3BOKMBAaHMS — MOBBILAIOT  PAa3lIU4YHBIC  (PU3HOIOTHYECKHUEC
U3MEHEHHUsI, MpoucXoisiuue no mepe crapenust [12, 324]. Crapenue, 1o-
BUJIMMOMY, NpPUTYIUIET ABa OCHOBHBIX (DH3MOJOTMYECKHX (M 3allUTHBIX)
OTBETAa Ha CIIMIIKOM HH3KHMil YPOBEHb HOTPEOJCHHUS JXUIKOCTH, JKAXLY U
[EepPBUYHOE KOHLEHTPUpOBaHME MouM moukamu [14, 325-328]. Ilo mepe
CTapeHMsI CHUXKAETCs 00l1iee COJIepKaHHe BOJIbI B OpraHU3Me U, KaK CIIe/ICTBHE,
COKpaIlaeTcst pe3epB JKUAKOCTH. Kpome TOro, MHOTHE MOXWJIBIC JHOAN
NPUMEHSIOT  JICKapCTBEHHBIC —IpeHaparsl, HAaOpUMep, IUYPETUKH U
cl1abuTeNbHbIC CPEICTBA, KOTOPbIE MOBBILIAIOT TOTEPH KUJKOCTUH OPraHu3MOM
[122, 329-332]. B To BpeMs Kak B HEKOTOPBIX MOIMYJISILIHAX BO3PACT SBISIETCS
(bakTopoM prcKa pa3BUTHS OOE3BOXKHBAHWS, y ACTCHHYHBIX W YS3BHMBIX
HMOXKMIIBIX JIIOJIell Oosiee CyIIEeCTBEHHBbIMH (DAKTOpaMM pPHCKa SBISIOTCS
CTENECHb  CTAPYECKOHl AaCTeHMH M YSI3BUMOCTH (COIVIACHO  OLICHKaM
(yHKIMOHAIBHOTO ¥ KOTHUTHBHOTO cratyca) [13, 14, 315].

IMomumo  (QU3HONOTHMYECKHX  M3MEHEHHH, PHUCK  [OJBEPKCHHOCTH
00€3BOKUBAHNIO BO3PACTACT [0 MEPE CTAPEHHS B CBSI3U C PSAAOM IPYrUX
¢bakTopoB pucka. Tak, HOXKWIbIE JIOAW C HAPYLICHHSAMH I[AMSATH MOTYT
3a0BIBaTh IIUTh 1 3a0BIBAIOT O TOM, YTO OHH HE ITHJIU (HE HCIIBITHIBAIOT YyBCTBA
sxaxpl) [12—14, 315]. MHOTHeE TOXKUJIbIC JIFOAN HAMEPEHHO CHIDKAIOT YPOBEHB
OTpeOICHNST KUIKOCTEH, a B CBSA3M C TEM, YTO YYBCTBO JKaXKIBI IIPU STOM
OTCYTCTBYET, OHHM MOJIAralOT, 4TO MOTPEOISIEMOro MMH O00BbEMa HKHIKOCTH
JOCTATOYHO IS TTOACPKAHMUSI HKU3HEACATENbHOCTH. [T0XKMIIbIE 0N 4acTo
CHIJKAIOT YPOBEHD MOTPEOIICHHS )KUAKOCTH 110 IPHYHHE HeJeP)KaHus MOYH (1
cTpaxa HejlepyKaHus) U CIOKHOCTU moxoza B tyaner [13, 333, 334]. Bonee
TOT0, PACIIMTHE HATINTKOB B KOMITAHWH SIBJISIETCSI BAXKHOW YaCTBHIO COLHAIBHOTO
B3aMMO/ICHCTBHS, & COLMAJBHBII KOHTAKT SIBJISICTCSI OCHOBHBIM TPHITEPOM, HO
10 Mepe TOro, KaK COLUAaNbHas U30JSLHs BO3PACTACT, IPHUBBIYKA PACITHBAHUS
HAIMTKOB B KOMIIAHUH YTPAYMBACTCSI U, KaK CIIEJCTBHIE, yPOBEHb MOTPEOIICHNS
sxukocteit cHimkaercst [335]. Ente oaHO# 1po06iieMoit iBISIOTCS (pU3HIecKie
orpaHuueHus npuema skuakocreit [13, 323, 336], nanpumep, pu HAPYIIECHHUAX
riotaHus U aucharun. Takum o0pasoM, y HOXKWIBIX JIFOACH OTMEYaeTcst
BBICOKHI DPHCK OGC3BOKHMBAHMS BCIICACTBHE HEIOCTATOYMHOIO MOTPEOIICHHS
XKUJIKOCTH, @ 3TO 3HAYMT, YTO HX CICAYeT CTUMYJIMPOBATh K IOTPEOICHUIO
JIOCTATOYHOTO KOJMYECTBA HAIINTKOB.

IV.4 [lonken /M NPHMEHSATbC CKPHHMHI Ha 00e3BOKMBaHHe
BCJIEICTBHE HU3KOT0 NOTPe0JIeHUs] ;KUIKOCTH Y MOKHIIbIX JIIoJei?

Pexomenmanus 64

Y Bcex NOKMJIBIX JIIOAEH J0JZKEH NPOBOAMTBLCS CKPHHHMHI Ha
00e3B0;KHBAHHE BCJIEJCTBHE HU3KOI0 NMOTpeOJeHUsl KUIKOCTH TpPH
o0palieHuy B MeHIHHCKOE y4pesKIeHne, B CJayq4asX HeoKHJaHHOIo
H3MEHEHHs KJIHHUYECKOI0 COCTOSIHHS, a TaKiKe IepHOAHYECKH NpH
HeJ0CTATOYHOCTH IMUTAHUA WJIH PHCKe ee Pa3BUTHS.

VYpoBenb ybOeautensHocTH pekomennanuu GPP — monublid KoHCeHCyc
(cormacue 100 %)

Kommenrapuit

Kak Obuto oTMeyeHo Bbime (pekomeHpaalms 63), 00e3BOKHMBaHUE
BCJIECTBHE HU3KOTO YPOBHS IOTPEOIEHHs MKHIKOCTH 4acTO BCTPEdaeTCs
CpelM TIOXKHIBIX JIoei. VIMEeIoTcsi HEeKOTOpBle CBMJETENBCTBA TOTO, YTO
HOXKHUIBIE JIIOAM C O0€3BOKMBAHHEM BCIEACTBHE HM3KOIO  YPOBHS
HOTPEOIIeHHs KUAKOCTH UMEIOT MeHee OIIaronpHATHBIA HCXO, YeM MalHeHTbI
C HAUIOKAIIUM BOJHBIM OamaHcoM [322]. Pe3yapTaThl KOrOPTHBIX
UCCIIeOBaHNH BBICOKOTO KauecTBa, B KOTOPBIX BHOCHJIACH IIONpPaBKa Ha
OCHOBHBIE HCKaXKAIOIIHE (haKTOPbI, CTAOMILHO YKA3bIBAJIH HA TO, YTO OXKHIIbIE
JIFOZM C TOBBIIIEHHOH OCMOJISIIBHOCTBIO CHIBOPOTKH KpoBH (> 300 MocM/Kr
WM SKBHBAJICHTHBIH YPOBEHb) HMEIOT IOBBILEHHBIH PHUCK CMEPTEIbHOTO
ucxoma [337-339], a 0oHO WCCIEIOBaHHE TMMOKA3aI0 CBSI3aHHOE YIBOCHHE
prcKa nHBaNMM3amK Ha 4 roza [338].
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B 1Byx cucremarnueckux ob63opax [285, 340] wm3ywaimes PKU u
HEKOHTPOJIUPYEMbIC MCCIICJIOBAHHsA, HAIpPaBJICHHbIE Ha OLEHKY Mep II0
MOBBILICHUIO YPOBHS MOTPEONCHHS JKHAKOCTEH y moxmiblx somed. K
COXKaJIeHHIO, B OOJBIIMHCTBE HCCICIOBAHHN HENOCTATOYHO IOAPOOHO
OLICHUBAIMCh YPOBEHb IOTPEOJICHNS JKMAKOCTEH, CTaryc TUIpaTalud u
KJINHUYECKUE UCXOMBI, B CBSI3U C 4eM 3(()EKTUBHOCTb MOBBIICHHUS YPOBHS
NOTpeONIeHNsT KHUAKOCTEH ocTaeTcs HesacHOM. Tem He MeHee B CBS3H C
TSDKEIBIMH TIOCJIEICTBUSAMH O0O0€3BOKHBAHUS MBI PEKOMEHAYEeM IPOBOAUTH
CKPMHUHI Ha 00E3BOXKMBAHHME BCIEACTBME HM3KOTO YPOBHS IHOTpEOICHUS
JKUAKOCTH C LENbI0 PAaHHET0 OOHApPY)KEHUsI 00e3BOXKUBAHMS, UTO MO3BOJIIET
CBOEBPEMEHHO HAUaTh BMEMIATENIHCTBA 110 HOPMAIIM3AIMH BOJHOTO OanaHca 1
n30eXkKaTh HEYJOBICTBOPHTEIBHBIX HCXOJO0B. DTO OCOOCHHO aKTyalbHO HpU
HaJIMYUH HOBBIIIEHHOTO PUCKa 00e3BOXKUBAHHS, HALIPHMED, B CIIydae OCTPOro
YXYAUEHHUS COCTOSIHUS 3{0POBbsI WIIH HU3KOTO YPOBHS IIOTPEOICHHS ITUIIH.

IV.5 Kak MO:KHO 00HAPYKHTHL 00e3BO:KHBAHHE BCJeICTBHE HH3KOIO
YPOBHS OTPe6IeHHsI :KUAKOCTH Y MOKHJIBIX JI0fei?

Pexomennarus 65

C HeJIbI0 BbISABJICHUSA 00e3B0KMBAHHS BCJICACTBHE HU3KOI'0 YPOBHSH
n0Tpe6J1emm KHUIKOCTH Yy MOKHJIBIX JIaeid 10JKHA MPOBOAUTHCHA
npsaMasi OeHKa OCMOJISJIBHOCTH CbIBOPOTKH WM IJIa3Mbl KPOBH.

Vposens ybenurensHocTd pekomenmanuu GPP — monHblil KOHCEHCYyC
(cornacue 95 %)

KommenTapuii

Ipy moTpeOICHUH MAOro KOJIWYECTBA HKUAKOCTH (€CIH Majo IHTh)
JKHAKOCTH BHYTPH U CHAPYXKH KIIETOK CTAHOBHTCS 00JIee KOHLIEHTPUPOBAHHOM,
YTO COMPOBOXKIACTCSI MOBBIMICHHEM OCMOJISUIBHOCTH CHIBOPOTKH M ILIa3MBI
kpoBu [281-284]. TloBbIUIEHHAs OCMOJSUIBHOCTH SIBIISICTCS OCHOBHBIM
(PM3MOIOTHYECKUM TPHITEPOM 3AIMUTHBIX MEXaHM3MOB (TAaKMX Kak KaXJaa ¥
MOBBIIICHHOE KOHIICHTPHUPOBAHUE MOYH MOYKAMH). Y TOKUIBIX JIIOJIEH 4acTO
HaOJoaeTcsl CHIDKEHHAs (QYHKIMS I0YeK, B CBS3M C YeM MOKa3aTeln
(YHKIUH TTOYeK HepecTaloT ObITh TOYHBIMU MHIWKATOPaMH 00€3BOXKHBAHUS
BCJIENCTBHE HHU3KOTO YpOBHs moTpebienns skuakocta [12, 334, 341].
Kinandeckoe CyXmeHHE Tarke 4YacTO OKas3bIBaeTcs OMMOOYHBIM B
OTHOIICHNH HOXWIBIX JTrozieit [342]. Tlo yka3aHHBIM NpHYHHAM AMEpHKaHCKast
pabouasi Tpymma Mo CyTOYHOH HOpME MOTPEOIECHHsST DIEKTPOIUTOB U BOIBI
olpenenniia, 4TO «OCHOBHBIM HHIWKAaTOPOM BOAHOTO OayiaHca SIBIISETCS
OCMOJISUTBHOCTB TUIA3Mbl MK CBIBOPOTKH KpoBu» [300]. Dto 3asBiicHue serio
B OCHOBY CTaH/apTa IHATHOCTHKH O00E3BOKHBAHUS y MOXKUIBIX Toaeit. OHO
OCHOBaHO Ha (U3MOJOIMYECKMX M OHMOXMMHYECKHX IIpoleccaX |
MOAJePXKUBACTCS OKCHEpPTAMH B O0JAaCTH THAPATAlMOHHON Tepamuu Ha
MPOTSDKEHHH MHOTHX naecsituietnii [282-284]. Ilpu moTepsix BHEKICTOYHOMN
JKHAKOCTH (THIIOBOJIEMYIST) BCIICACTBUE JHAPEH, PBOTHI HIIN BHIBEICHUS HATPHS
MOYKaMH OCMOJIUIBHOCTB IIa3Mbl KPOBH, HAIIPOTHB, OCTAaeTCS B IpeAeiax
HOPMBI WITH CHIKAETCSL.

PexomMenmanus 66

Jlns oOHapy:KeHMS] 00e3BOKMBAHMS BCJeJICTBHE HH3KOI0 YPOBHS
NOTPeOJIeHHsI SKHAKOCTH Y NMOKHJIBIX JII0/Ieli 10JI2KeH HCI0JIb30BAThCSI
NMOPOTOBBIii  YPOBeHb HANPSAMYI0O H3MepsieMOH  OCMOJISUILHOCTH
chIBOPOTKH KpoBH > 300 mocm/kr (DM).

VpoBeHb YOEMUTENBHOCTH pPEKOMEHIaMH B — MOIHBIA KOHCEHCYC
(cormacue 94 %)

KommenTapuii

IToporoBble ypOBHH OCMOJISUIBHOCTH ~CBIBOPOTKH KPOBH H3MEpSUINCH
pasHbIMU CIOCOOAaMM, OHAKO Haubojee TIIATENbHBIN CHOCO0 OLEHKU ObLI
paspa6oran Cheuvront etal. [281]. Ouu oueHMBaIM pa3sHbIC YPOBHU
OCMOJSUTHHOCTH TIa3MBI KPOBH Y MOJIOJBIX JOfieii 6e3 00e3BOKMBAHUS, a
3aTeM y TeX K€ HMCIBITYEMBIX, HO TOIBKO B COCTOSHHH O0C3BOXKUBAHHS, HA
OCHOBaHMH Yero ONPEETHIN MMOPOroBOe 3HAUCHHE, Hauboliee MOAXOsIee
UL pasTpaHWYEHHs] OTUX JABYX cocrosHmit. OHH  TPEIIOKHIIN
JIMATHOCTHPOBATh O0E3BOKMBAHWE IMPHU TIPEBBINIEHHH MTOPOTOBOTO YPOBHS
OCMOJISUTFHOCTH ~ CBIBOPOTKM MM Iuia3mbl  kpoBu B 300 mocm/kr.  JT0
MOpPOrOBOE 3HAYCHHE COBIANACT C HAOMIOJCHHUSAMH W3 KOTOPTHBIX
WCCIIEIOBAHNIA, B KOTOPBIX H3YYAIHCh (D ()EKThI MOBBIIIEHHONH OCMOISUIEHOCTH
CBIBOPOTKHU KPOBH Y HOXKMIBIX Jirofeit [317, 337-339].

OCMOIISITBHOCTS  CBIBOPOTKH ~ KPOBH ~ PAcCUHTHIBACTCS KaK — CyMMa
KOHLIGHTPALMii OCMOTHYECKM aKTHBHBIX KOMIIOHEHTOB, B YaCTHOCTH HATpHs,
XJIOpUJOB, OMKapOOHATOB, Kaius, IVIIOKO3bI M MOYEBUHBI. TpakTOBKa
MIOBBIIICHHONH OCMOJISUIBHOCTH CBIBOPOTKH KpoBHU (> 300 MOCM/KT) B KauecTBe
NpHU3HaKa O0E3BOXKMBAHUS 3aBHCHT OT TOrO, B HOPME MM HET YPOBEHb
IJIIOKO3bI U, B HEKOTOPOH CTEHEHH, MOUYCBUHBI CBIBOPOTKH KPOBHM; €CIU ITH
[OKa3aTeIn BBIXOAAT 3a Mpefensl HOPMBL, TO OHH JIOJDKHBI  OBITh
CKOPPEKTHPOBaHBI IOCPEICTBOM HaJuIexkalel Tepanuu. [Ipu o6e3BokuBaHUI
BCJICZICTBHE HU3KOTO YPOBHS HOTPEOJICHHUS XKUIKOCTH 4acTO HAOIIOAIOT, YTO
HECMOTpsI Ha MOBBIICHHYIO0 OCMOJISUIBHOCTE CHIBOPOTKH KPOBU HU OJIMH U3 €
OCHOBHBIX KOMIIOHEHTOB (HATpHH, Kanuif, MOYEBHHA WM [IJIOKO3a) HE
BBIXOJIUT 32 MPEJIEIbl HOPMBI, HO 0011ee KOHI[EHTPHPOBAHHUE XKUIKOCTH BEJET
K HeOOJIBIIIOMY MOBBIIIEHHIO COJIEPIKAHMS BCEX ITUX KOMIIOHEHTOB B IIpeeNax
HOpMBI (HeommyOaukoBaHHbIe faHHbIe Hooper).

Pexomenmanus 67

Eciiu pe3yabTaT npsiMoro u3MepeHusi 0CMOJISTILHOCTH He A0CTYIEeH, TO
VISl CKPHHHMHIA Ha 00€3BOKMBaHHE BCJEACTBHE HHM3KOI0 YPOBHS
NoTped/IeHNs KUIKOCTH Y MOKHIIBIX JIIO/Ieil 0JI’KHA HCIO/Ib30BAThCS
dopmysa aas  BBIYMCICHHST OCMOJSIDHOCTH  (OCMOJISIPHOCTB =
1,86 x (Na+ + K+) + 1,15 x runoxo3a + mo4yeBnHa + 14 (Bce B MMOJIB/JT),
MOPoroBblii ypoBeHb > 295 MMouib/i1) (DM).

YpoBeHb YOEAUTENBHOCTH pEeKOMeHAalMu B — monHbIi KOHCEHcyc
(cormacue 94 %)

Kommenrapuit

B xonme amammsa cepuM €BPONEHCKMX KOTOPT TOXHJIBIX JHOZeH ObLIO
[I0Ka3aHO, YTO OOJBIIMHCTBO CYLIECTBYIOIIUX (OPMys Ul BBIYUCICHUS
OCMOJIIDHOCTH ~ CBIBOPOTKM ~ KPOBM ~ HE  OOJajaloT  JOCTaTOYHOH
JIMarHOCTHYECKOH TOYHOCTBIO VISl ONPEJIENCHHsI OCMOJISIIBHOCTU CHIBOPOTKU
KpoBH y moxuimbix momei [341, 343]. Ompmmako oxma Qopmyna
(ocmomsiprocTs = 1,86 x (Nat+ + K+) + 1,15 x rimroko3a + moueBuHa + 14 (Bce
B MMOJIb/JT)) TIO3BOJIMJIA TOYHO CIIPOTHO3MPOBATh OCMOJISIBHOCTD CHIBOPOTKH
KpOBM Yy IHIl 65 JeT W crapiie ¢ JIIOObIM CTaTyCOM CaxapHOro auadera,
HEY/IOBJICTBOPUTENBHONH (YHKINM TI0YeK, 00€3BOXKMBaHWSA, JOOOro moia,
MPOKMBAOIINX BHE CIIEIHAIM3NPOBAHHBIX YUPEKICHHUH, B JOME PECTAPEITBIX
WM HaXOSIIMXCS B CTAIlOHApE, JIDOOro BO3pacTa, ¢ JIOOBIM COCTOSHHEM
310pOBBS, KOTHHTUBHBIM ¥ (YHKIMOHAIBHBIM craTycoM [341, 343].
Cepbe3HOCTB PO6IIEMBI 00€3B0XKHBAHNS y OXKIIIBIX JIFOIEH, KOTOpast CBsA3aHa
C BBICOKMMH 3aTpaTaMH H IIHPOKO PAaclpoCTpaHEHa B JaHHOII BO3PACTHOI
IpyIIie, MOXKHO CBECTH K MHHHMYyMY, YCTAaHOBHB IIOPOTOBBIH YpOBEHb
OCMOJSTBHOCTH B 295 MOCM/JI,  KOTOpBIH ~ MO3BOJNAET  OOHApYXKHTh
GOJIBIIMHCTBO B3POCIIBIX MAIEHTOB C 00€3BOXKUBAHUEM BCIIEICTBUE HU3KOTO
YPOBHS MOTpeOIEHNS KHUAKOCTH (4yBCTBHTENBHOCTE 85 %, crienupudHOCTH
59 %) 1 cIy’nT OCHOBAaHMEM [Tl KOHCYIbTUPOBAHNUS MTAIINEHTOB U OKA3aHUSI
UM TOMOIIM C MUThEM M HOTpebieHHeM sxuakocreil. IIpsmoe m3MepeHue
OCMOJISUTBHOCTH  CBIBOPOTKHM KPOBH CITYCTS HECKOJIBKO JIHEH MO3BOJISAET
BBISIBUTH TTOXKHIIBIX JIFOIEH, HY)KIAIOIMXCA B 60JIee HHTEHCHBHON MOJJIEPXKKE,
BMeIIATeNbCTBE M (Wiin) HaOmoaeHuu. JlaHHas (opMyrna Takxke NpH3HAHA
TIOJIXO/ISILIICH JUTst OLIEHKH MOJIOZIBIX Jirojieit [344].

IIpumeuaHne K TEPMHHAM: OCMOIIUIBHOCTB SBJISICTCSI TOUYHON BEMYUHOM,
H3MEPSeMOii HAIIPSIMYIO T10 TIOHMXCHHIO TEMIIEPATyphl 3aMep3aHusl, TOT/1a KaK
OCMOJISIPHOCTb  SIBIISIETCS  TIPUOJTM3UTENBHON BEIMYMHOW OCMOISIBHOCTH,
paccUUTHIBAEMON 110 MHOTOKOMIIOHEHTHOH (opMyne. DTH TEPMHHBI 4acToO
HCTOJIB3YIOTCS OIINO0YHO.

Pexomenianus 68

IIpocThle MpU3HAKH M NPOOLI, YACTO MCIOJb3yeMble I OUEHKH
00€3BO’KMBAaHMSI  BCJIEICTBME HH3KOI0 YPOBHS  NOTpedJieHust
JKHJIKOCTH, TaKHe KaK TYpProp KoM, CYXOCTb BO PTYy, H3MeHeHHe
Macchbl Tejda, IBeT MM YyaeabHblii Bec Mouu, HE caexyer
HCHOJIB30BATh /ISl OLIEHKH CTATyCa FHAPATALMYU Y MOKHIIBIX JI0jeil

(DM).

YpoBeHb yOequTeIbHOCTH PEKOMEHAALNN A — IOJIHBI KOHCEHCYC
(cormacue 83 %)

Pexomenmanus 69

buonmnenancusbiii ananus HE caeayer mcnoab3oBaTh VISl OLEHKH
cratyca TUApPaTalMd Yy MOKHJIBIX JIK0Jeil, Tak KakK ero
JMHATHOCTHYECKAs IEHHOCTH He Joka3aHa (DM).

YpoBeHb yOEOUTENLHOCTH PEKOMEHJAINH A — TONHBIA KOHCEHCYC
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KomMmenTapwmii Kk pekomeHpamusam 68 u 69

B KOKpPaHOBCKOM CHCTEMAaTHYECKOM 0030pe AHArHOCTHYECKOH TOYHOCTH
MPOCTHIX MPH3HAKOB U MPOO Ui ONpeeeHns] 00e3BOKMBAHUS Y MOKHIBIX
mozieid (65 ner u crapiie) ObutM COOpaHbl OOBEIMHEHHBIE TUATHOCTHYECKHUE
JaHHBIE M3 HCCIIEOBaHHH, HANPaBICHHBIX HA OLEHKY MHOTUX OTJENBHBIX
KIMHUYECKUX MPU3HAKOB U MPOO OTHOCHTEIBHO OCMOJISUIBHOCTH CHIBOPOTKU
KPOBH, OCMOJSIDHOCTH WIM H3MeHeHuss Maccel Tenma [287]. CormacHo
HaOJIIOICHHSIM, HU OJIMH U3 HUX HE ObLI CTAOMIIBHO IIOJIe3€H JUI ONpEIeIeHUS
craryca TMIpaTaliy y HOXKWIbIX Jiroged [287]. B aTux uccnenoBanusx 6o
He OBUIO NPOAEMOHCTPUPOBAHO JHATHOCTHYECKOH IIEHHOCTH OTMEYCHHBIX
MIPU3HAKOB MO0 OBLIO MOATBEPXKIEHO, YTO OHU HE SIBISIOTCS LEHHBIMH C
JMAarHOCTHYECKOW TOYKH 3peHHs. DTH HAOMIOACHHS ObLIM IMOATBEPIKICHBI B
Oonee MO3JHUX HCCICIOBAHHUAX IUATHOCTUYECKOH TOYHOCTU Y IIOXKHIIBIX
mopeit [319, 345-347]. KoxpaHOBCKuii 0030p TakXe IOKa3al OTCYTCTBHE
CBHETENILCTB IOJIE3HOCTH OMOMMIICIAHCHOTO aHalh3a B OLECHKE CTaTyca
THApAaTallid Yy MOXWIBIX JIOAEH B UYeThIpeX BKIIOYEHHBIX B HETO
nccnenoBanusix [287].

Pexomennarus 70

TMoxkuible JTIOAU U KX Hqu)l/lIII/laJleble OMEKYHbI MOT'YT HCIIOJIB30BATH
HaUIeKalue HHCTPYMEHTHI 1JIA OLCHKH 110Tpe6.11emm DICHIIKOCTeﬁ, a
TaKiKe dOJIKHBI oﬁpama'rbcﬁ K MeIUIUHCKHM pa60THl/lKaM AJIs
ﬂepﬂO)Ill/l‘ICCKOﬁ OLIEHKH OCMOJISVIBHOCTH CHIBOPOTKH KPOBH.

Vposens ybenurensHocTd pekomenpanuu GPP — monHblil KOHCEHCYyC
(cornacue 94 %)

KommenTapuit

K coxanenuio, 4acTo oleHKa NOTPEOICHUS JKUIKOCTH Y TOKHIBIX JIFOAEH
ObIBaeT KpaiiHe HETOUHOW. B HemaBHEM HcclleOBaHHU y HOXKHIIBIX JIFOJCH,
MPOXXHBAIOIIMX B JOMax MPECTAPENbIX, MPOBOJMIOCH CPABHEHHE OLCHKU
MOTpeOIICHNS HATUTKOB, OTMEYAEMOM MEPCOHAIOM, H MIPSIMOTO HAOIIOCHHS B
TeyeHHe 24 4 y 22 NOXHUIBIX JHOJEH, KOTOpOE MOKa3alo Haluyhe OYEeHb
cnaboit koppemsiun (r = 0,122) [305]. Cnabast koppensiisi Morjia ObITh
CBs3aHa C BBINAJICHUEM MHOTHX HAIIMTKOB M3 OLICHKH HEPCOHAIOM, a TAKKe C
perucrpanueil KOJMYecTBa BBIIAHHBIX, a He BBIMUTHIX HAMUTKOB. CpenHue
OLICHKH IIepCOoHaNa oKkazamch Ha 700 MiI/cyT MeHbIIE pe3ysibTaTa HpsIMOTO
Habmozenus. IlogoOHbIE HEyIOBIETBOPHTENBHBIE PE3YyNbTaThl OLCHKU
TOTPeOIIeHNs HAITUTKOB B JIOMax MPeCcTapelbIX U HHTepHATaX JOKJIaJbIBAIICH
HeomHOKpatHO [348-351]. Merogom  BeIOOpa  SIBISIETCSL  M3MEpEHHE
OCMOJISUIBHOCTH CHIBOPOTKH KPOBH (CM. peKoMeHanuu 65 u 66).

CBUeTENHCTB TOYHOCTH OLICHKH oTpebIeHns JKHIKOCTEH
Heo(pUIMaTbHBIMHI OIIEKYHAaMH HEMHOTO, OHAKO TaKas OIleHKa JOJDKHA OBITh
Oonee TOYHOM, 4YeM OLEHKA IIEPCOHANIOM, IOCKOJIBKY Heo(pHUInaIbHbIC
OIIEKyHBI B OONBINEH CTENICHH OCBEIOMIICHBI O KOJMYECTBE HAITHTKOB,
TIOJTHOCTBIO BBINIMBAEMBIX MOXKIIIBIMH JIFOJ6MH. COTJIACHO HMEIOIMMCS y Hac
JTAaHHBIM, CaMH TIOKUJIBIE JIFOJU OIIEHMBAIOT MOTpEOIeHHE XUAKOCTEH Oosee
TOYHO, YE€M COTPYIHHKH, OCYIIEeCTBIsIFonme yxoy 3a Humu [352]. IMoxnibie
JIFOJIM U X O(HIMABHBIE OIIEKYHBI MOTYT HCIIOJIb30BaTh TaKOH HHCTPYMEHT
JUIS PETHCTPALUN MOTPEOICHHUS JKUIKOCTEH, Kak MUThEBOW MHEBHUK (UL
TOYHOM OLIEHKH BBIITMTOT0, @ HE IIPEI0CTaBICHHOr0 KondecTsa) [352]), Ho MBI
MM PEKOMEHIyeM TakXkKe OOpamarhcsl K JiedameMy Bpady sl KOHTPOIIS
OCMOJISTBHOCTH  CHIBOPOTKM WJIM IIa3Mbl  KPOBH. B MEIMIMHCKHX ¥
COLIMATIBHBIX YYPEKACHUSIX YPOBEHb MOTPEOICHUS JKHIKOCTEH WIIH BOJHBII
GanaHC JOJDKHBI OIICHHMBAThCS MCKIIOYHTENBHO B CHELHATM3UPOBAHHBIX
MEANIIHCKUX OTACICHUSIX COTPYIHUKAMH, MPOIIEAIINMA COOTBETCTBYIOLIYIO
TOATOTOBKY.

IV.6 Kakas cxema BeieHUsI J0JIKHA IPUMEHATBLCA Y MOKUJIBIX JII0fei ¢
00€3B0KMBAaHUEM BCJIEICTBME HU3KOT0 YPOBHS OTPedIeHUs KUIKOCTH?

Pexomennarus 71

HoxuabIxX Jroeii ¢ M3MEPEHHON 0CMOISUIBHOCTBIO CHIBOPOTKH WJIH
mia3mbl kpoBH > 300 MocM/Kr (HJIM PACYeTHOH OCMOJISIPHOCTBLIO
> 295 MMoJIB/JT), He HMEIINX BHEIIHNX MPH3HAKOB 00€3B0KHBAHUS,
cjaeayeT CTUMYJIMPOBATh K MOBBIIIEHHOMY NMOTPEOICHHIO KUIAKOCTeii
B (opMe J1I0OHMBIX HAITHTKOB.

VYpoBens ybenurensHocTH pekoMeHnanun GPP — momHblil KoHCEHCyC
(cormacue 100 %)

KommenTapuit

CxeMa BeJieHHsI TAIIUEHTOB ¢ 00€3BOKMBAHNEM BCIIEACTBUE HI3KOIO YPOBHS
noTpebIIeHnsT BKIIIOYAaeT BBEICHHE IMIIOTOHHYECKUX pacTBOpoB [282-284],
KOTOpBIE MOMOTAI0T CKOPPEKTHPOBATh JE(HIUT KUAKOCTU IyTEeM CHIIKEHUS
MIOBBIIICHHONW OCMOJSUIBHOCTH. [T0SKHIBIM JIFOIISIM C 00€3BOXKUBAHIEM JIETKOM
CTEINEeHH CIIeyeT HpeiaraTb OoJbIe MUTh, B TOM YHCIIC JIOOUMbIC HAIIUTKH,
HampuMep, TOpS4YMil WIM XONOAHBIH 4ai, kode, GPYKTOBEIH COK,
Ta3UpOBAHHYIO BOJY, FA3UPOBAHHbIE HAIIMTKH, NIUBO JIATeP WU YHCTYIO BOXY
[293, 294]. TlepopanbHas peruapaTalOHHas Tepanus (sl BOCIIOJHEHHs
9JIEKTPOJIUTOB, YTPAUYHBAEMBIX BCIIECTBHE TUIIOBOJIEMUH TI0 IPHINHE JHapEn
Wi pBOTH) u crnopruBHble HamuTku HE mokasambl. CraTyc ruppartanuu
ClIeZyeT PEeryJspHO MEepeoLeHUBATh BILIOTh 0 €0 HOPMAlM3alMH, a 3aTeM
MOXKHO KOHTPOIIMPOBATh IepHogudecku Ha ¢(oHe dS(h(EeKTUBHBIX Mep,
CTUMYJIHMPYIOIUX ITHTHE.

Pexomenmanus 72

IMokuABIM JIOASIM ¢ H3MePEeHHOi 0CMOJISUIBHOCTBIO CHIBOPOTKH MJIN
miaa3Mbl kpoBH > 300 MOCM/KT (MJIH PACYETHOH OCMOJSPHOCTHIO
> 295 MMoOUIB/T), MMEIOINHM BHEIIHHE NPU3HAKH 00e3BOKHBAHUS,
caeAyeT NPOBOAHTH MOAKOKHbIE MJIH BHYTPHBEHHbIEe BJIMBAHHS
napauieJbHO €O  CTHMYJSIIHEel  MepopajbHOr0  ynorpedjeHus
sknakocteii (BM).

YpoBeHb YOEIUTENbHOCTH PEKOMEHIALMU A — TIOJNHBIA KOHCEHCYC
(cormacue 95 %)

Pexomennanus 73

ToKUIBIM JIIOASIM ¢ M3MEPEHHON OCMOJISIBHOCTHIO CHIBOPOTKH WJIH
miaasmbl KpoBu > 300 MOcM/KT  (MJIM  PacYeTHON OCMOJISIPHOCTBHIO
> 295 MMOJIB/TT), He CHOCOOGHBIM K MEPOPAJbHOMY YNOTPeGJeHUI0
JKMJIKOCTEH, ClIeyeT IPOBOAUTH BHYTPUBEHHbIE BimBaHus (BM).

YpoBeHb YOEIUTENbHOCTH PEKOMEHIAIMH A — TIONHBIA KOHCEHCYC
(cormacue 95 %)

Kommenrapwuii k pekomenaanusm 72 u 73

B HECKONBKHX CHCTEMAaTHYeCKHX 0030pax CpEeIHEro KadecTBa ObUIH
PacCMOTpPEHBI ~ pe3ylbTaThl  CPAaBHUTENBHOH  OLEHKH IOJKOXKHBIX U
BHYTPHUBEHHBIX BIUBAHHUH Y MOXKUIBIX Jiofei [291, 292] umu B 6ostee mupoKoit
rpymnie namuertos [289, 290] u chopMymHpoBaHbI pYKOBOACTBA TSI TOKUIBIX
mozieit [329, 353]. Boree panHuit cucTeMaTHUeCKui 0030p ObUI IPOBEICH TSt
OLICHKHU JAHHBIX MO MOAKOXHOMY BIIMBAHHIO XKUIKOCTEH y MOXKUIBIX JIOMCH,
MOJTy4eHHBIX 10 1996 . B 13 nccienoBaHusIX, B OCHOBHOM B BUJIE COOOIICHUH
0 KIMHHYECKHX ciIydasX Juisl 668 MainnueHToB, KOTOPHIM  BBOIHIN
JNIEKTPOJIUTHBIC, OE32IEKTPOIUTHBIE HIIH THIEPTOHUYECKHE pacTBOphl [291].
CornmacHo H3y4deHHBIM JaHHBIM, y 23 mamuentoB (3,4 %) Habmomamuch
1o6o4HbIe d(PEKTH, IPHIEM IIPH BBEICHUH JIEKTPOIUTHEIX PAaCTBOPOB OHU
pa3BHBAINCh peXe M OBUIM MEHEe TSUKENBIMH, YeM IIPH HCIIOIb30BaHUM
6€33/IEKTPOIMTHBIX HJIN THIIEPTOHUYECKUX PACTBOPOB.

B pamkax Goree MO3JHETO CHCTEMAaTHYECKOro 0030pa OBUI MOBTOPHO
MpoaHAM3UPOBaH Oosiee paHHUI 0030p U paccMOTpeHsbI 1Ba HeOobIux PKU,
KOTOpbIE OBLITH MPOBEICHBI TTO3JHEE, H OJJHO KOTOPTHOE nccienoBanue [292].
B nepsom PKM 96 marueHToB ¢ mpu3Hakamu 00€3BOXKUBAHUS JIETKOH HITH
CpeIHEH TSKECTH M3 TepPHAaTPUYECKUX OTACNCHHH HEMELKHX KIMHHK ObLTH
pacmpenencHpl Ha TPYMNIbI [OAKOXKHBIX WIH BHYTPHBEHHBIX HHQY3Mi
MOJYHOPMAJIBHOTO (DM3HOJIOTHYECKOTO pacTBopa W 5 % pacTBOpa TIIFOKO3BI
[354]. Tpuraauats (27 %) manueHToB, KOTOPHIM IIEPBOHAYAIBHO HA3HAYAIIICH
MOAKOXKHBIC HH(DY3WH, OBUTH TIEpeBEICHBI Ha BHYTpHBeHHBIC HHOY3uu (11 B
CBSI3M C TOTPEOHOCTBIO BO BHYTPHUBEHHOM BBEJICHHH JICKaPCTBEHHBIX
npenaparos, 2 IO NPUYMHE HEYIOBIECTBOPHTEIBLHOTO BCachiBaHus), a 17
(35 %) manueHToB, KOTOPHIM MEPBOHAYAIBHO HA3HAYAIHCh BHYTPHBCHHBIC
nHdy3uH, OBUIM HepeBeEHbl HA IOJKOXXHBIE BiuBaHHSA (8 B CB3U C
TPYAHOCTSMH BHYTPHBCHHOH HWHBEKIMH). [PyNmel HE pasiMYaauch IO
MeIuaHe JIWTEIPHOCTH  TOCIHTAIM3AlUM, IIHTENBHOCTH — HHQY3HH,
auckoMdopTy Ul THalMeHTa MM MEJICECTPHHCKOH OLEHKe yno0cTBa
BJIMBAaHUMH, OZIHAKO BPauM OLICHHJIN MOJKOXKHBIC HH(Y3HN Kak 3HAYMMO Goree
yooOHble, a 00BeM BIMBAaHMII OBUI BBINIE Yy MANUEHTOB U3 TPYIIHI
BHYTpUBEHHOM Tepanuu. Bo Bropom PKWM mnamueHThl ¢ KOTHUTHBHBIMU
HapyMICHUMH, KOTOPbIE OBLIH FOCITHTAIH3UPOBAHBI B OT/EICHHE HEOTIIOKHOM
repuaTpUYecKoil moMomy OpUTAaHCKOH KIMHUKH C 00e3BOXKUBAHHEM JICTKOH
CTENCHH WM HU3KHM YPOBHEM HEPOPaTbHOrO NOTPEOICHNS XKUIKOCTH, ObLIH
pacrpeeNeHbl Ha TPYIIbI TOAKOXHBIX WIM BHYTPHBEHHBIX BiuBaHMiT 0,9 %
¢m3uonoruueckoro pacrsopa, 0,45 % ¢duzuonoruueckoro pactsopa wiu 5 %
pactBopa aekctpo3si [355].




37 D. Volkert et al. / Clinical Nutrition xxx (2018) 1e38

Cmena Mecta uH(Y3uH morpeboBamachk uersipeM (13 %) mammentam u3
IPYIIBl HOAKOXKHBIX MHOQY3uil m cemu (23 %) manueHTaM M3 TPYHIIBI
BHYTPHBCHHBIX MH(Y3UH, a OJUH MNAaLHEHT M3 TPYNIbl BHYTPUBEHHBIX
BIIMBaHUN OBLT IIepeBe/icH Ha MOAKOXKHBIC BIMBAHUSI B CBS3H C TPYAHOCTSIMU
BHYTPHBEHHOT'0 I0CTYINa. B U3y4eHHbIX Tpynnax HaOIOAAIMCh aHAJIOTHYHbIE
BBCJICHHbIE OOBEMBI JKHIKOCTCH M YPOBHM KpPEaTHHHHA W MOYEBHHBI
CHIBOPOTKM KPOBH. AOXKHTaIMs, CBSI3aHHAs C BBEJCHHEM JKHAKOCTEIl,
orMeuanach y 80 % MamueHToB U3 IpyNIIsl BHYTPUBEHHBIX BiuBaHuil u 37 %
MAILMEHTOB U3 IPYIIIbI NOAKOXKHbIX BiuBanuii (p = 0,0007). EquHcTBEHHBIMU
OCJIO)KHEHHSIMH SIBIDUIMCH MECTHBIM OTEK y JBYX IIAIlHEHTOB M3 TPYIIIBI
NMOAKOXKHBIX ~ BiIuBaHWMil. B  memom B 1gaHHOM  0030pe  OBLIO
MPOIEMOHCTPHPOBAHO HAJIMYHE CBHACTEIBCTB TOIO, 4YTO «HAZJICKAIME
00BEMBI MOAKOXKHBIX  HHQY3HH JIEKCTPO3bI (moTyHOpMANBHEIH
(bU3HOIIOrHYECKUii pacTBOp ¢ 5 % rirok030it, 40 1/t gekcTpo3sl 1 30 MMOJIB/IT
NaCl, m6o 5 % pactop nekctpossl u 4 r/1 NaCl, nubo cmech u3 2/3 pactBopa
5% rmoko3sl u 1/3 HOpMaIBHOTO (HH3UOIOTHUECKOTO PACTBOPA) MOXKHO
HCTIONB30BaTh UL 3(P(EKTHBHOTO JIeUeHHsI 00E3BOXKHBAHUS IIPH TaKOH ke
4acToTe MOOOYHBIX 3(D(HEKTOB, YTO U Y BHYTPUBEHHBIX HHOY3mii» [292].

B onmHoM cucremMaTHueckoM 0030pe OBUIO IOKa3aHO, 4YTO CTOMMOCTB
MOAKOXKHOM perujparaliid, BEPOSTHO, HIDKE BHYTPHBEHHOH, OIHAKO
OTpPaHHYCHUS  JIAHHOTO ob30pa  BKIIOYAIH METO/0JIOTHYECKYIO
HEKOPPEKTHOCTh M HHU3KYIO JOCTOBEPHOCTh MaHHBIX, UTO YKa3blBaeT Ha
MOTPeGHOCTh B UCCIIEIOBAHMUSIX C TIIATEIBHO POLYMaHHBIM IU1aHoM [289].

BHyTpuBeHHbIE HH(Y3UH SBISIOTCS METOOM BBIOOpa pH 00€3BOKHBAHHI
BBICOKOH CTENeHH, IIOTPEeOHOCTH BO BBEIEHHH OOJIBIIOTO 00beMa KHAKOCTEH
I HEOOXOAUMOCTH OOecIiedeHHs] BHYTPUBEHHOTO JOCTYIA JJIs BBEICHUS
JICKApCTBCHHBIX ~MpEMaparoB WIH MUTaTeNbHBIX cmeceit [356, 357].
TlapenTepanbHast THIpaTaLIOHHAs TepaIis A0DKHA BCETIa PacCMaTPUBAThCS
B Ka4eCcTBE MEJUIIMHCKON IPOLENypHl, a He 0a30BOi MpoLeaypsl yXoza, a ee
0JIb3a M PUCKU JIOJDKHBI OBITH TIIATEIBHO B3BEIICHBI (CM. PEKOMEHAALHH 110
9HTEPAJIBLHOMY H ITApCHTepAIbHOMY IUTaHHUIO B paszaene |l).

IV.7 Kakne BMemaTeIbCTBa MOTYT MOMOYb MOKHJIBIM JIIOASM 00/1b11€
nuTh M H30exaTb 00e3BOKMBAHMS BCJIEJCTBHE HH3KOI0 YPOBHS
NOTpeOIeHNns KHAKOCTH?

PexoMenanus 74

C uelbl0 NpelOTBpPallleHUs] 00€3BOKHBAHUSA Y MOKHJIBIX JIIOACH,
NPOKMBAIOIIUX B IOMAX NPeCTape/ibiX, B 3THX Yy4PeKIeHHAX JOKHbI
TOBCEMECTHO NPMMEHSTLCSI MHOTOKOMIIOHEHTHBIE cTpaTeruu (BM).

VpoBeHb yOEAUTENBHOCTH peKOMEHAamu B — monmblil KoHCeHCye
(cornacue 100 %)

Pexomenpanus 75

ITH CTPaTerny J0/JKHBI BKIIOYATH BHICOKYIO JOCTYIIHOCTh HANIUTKOB,
pa3Hoo0pa3ue BHIOOPA HAMTKOB, YaCTOE MPEI0CTABIEHNE HAMUTKOB,
OCBEIOMJIEHHOCTH MEPCOHAIA O HEOOXOAMMOCTH J/I0CTATOYHOrO
NOTpedIeH s KHAKOCTel NaleHTaMH, TOMOIIb NePCOHANA B MUTHE U
CONPOBOKICHNH MOKHUJIBIX JI0/Ieil B TyaJeT 0e3 mpoMeJIeHHil U Mo uX
TpedoBanuio (BM).

VpoBeHb yOeIUTENBHOCTH peKOMeHaauu B — monHblii KoHCeHCyce
(cormacue 100 %)

PexoMenanus 76

Ha peryasipHoii ocHOBe [0JLKHA TNPHMEHSITbCA  CTPaTerus
0053aTeJJbHOT0 MOHUTOPHHIA M COOOLIEHHUS CIeIHAJU3UPOBAHHBIMHU
YUpeKIeHUSIMH O PHCKe Pa3BHTHsS 00e3BOKHBAHHS Yy OTAEIBHBIX
MOCTOSIHHBIX JKUTeJIeil u nanuenToB (BM).

VYpoBenb ybenutensHocTH pekoMenpauuun GPP — monHblil KOHCEHCyc
(cormacue 100 %)

Pexomennanus 77

Ilnanbl Mo yxody 3a MOXKHJIBIMH JIOAbMH B CIEIIHATM3HPOBAHHBIX
YUpeKAeHHAX J0JKHBI YYUTHIBATh HHAUBHIYAIbHbIC NPEANOYTECHHS
B HANUTKAaX, CM0Oco0aX M BpeMeHH HX NpHeMa, a TaKiKe Mepbl MO
KOPPEeKIHH HeJep:KaHHsl MOYH, CTUMYJIHpYs nuthbe. Ilo pesyabTaTam
OLIEHKH HHAUBHIYaIbHBIX NpensiTcTBUi H ¢daxTtopos,
CTHMYJIUPYIOIIHX MNHTbe, JOJKHbI OBITH pa3pafoTaHbl ILUIAHBI B
NMOAJEePKKY HNHUThsl, MHAMBHAYATBHO NOJ00paHHBbIE ISl KakKIOI0
0TJeJbHOI0 MOKHUJIOr0 YeJI0BeKa.

VYposens ybOemurenapHOCTH pekomenpaimu GPP — monublii KOHCEHCYC
(cormacue 100 %)

Pexomennanms 78

Hoxuaple J10aM ¢ NpU3HAKAMH JHCHATHH JOKHBI TNPOXOAHTHL
OILIEHKY, JieueHHe W Hal0JIoJeHHe Y KBaJU(UIUPOBAHHOIO JIOroNena.
Mx crarychl NHTAaHMS W THAPAaTAMM  JOUKHBI  TINATEIbHO
MOHHTOPHPOBATBLCA MO Pe3yabTATAM KOHCYJbTALMN C JIOTONEI0M U
JAMET0JI0TroM.

VYpoBenb ybOeautensHocTH pekomeHnauuu GPP — mnonublid KoHCeHCyc
(cormacue 94 %)

Pexomenmanus 79

Ctpaternn B HOIIEP:KKY JOCTATOYHOIO YPOBHSI MOTpedJeHHst
JKHIKOCTH JOJIKHBI Pa3padaTeIBaThCS MPH YYACTHH CAMHUX MOKHJIBIX
Jofieii, mepcoHa a, PyKOBOACTBA U Pa3padoTYMKOB METONMK.

VYpoBeHb yOEAMTENBHOCTH peKOMeHAaui B — monHblil  KOHCEHCyC
(cormacue 100 %)

KommenTapuii k pekoMenpauusm 74—79

Hu ist oHOM M3 Mep B TOUIEPKKY JOCTATOYHOTO MTOTPEOICHHS KHIKOCTH
He OBLIO IOTY4YeHO SBHBIX JAHHBIX B IONB3Y NPOQIIAKTHKY I JICYCHUS
00e3BOXKUBAHHS BCJIEACTBHE HH3KOTO YPOBHS MOTPEONECHHS JKUAKOCTA Yy
MOXWIBIX JIIOfed. B HemaBHeM cucTeMaTHueckoM o0030pe HpPOBOAMIACH
oneHka 3 (pEeKTHBHOCTH Mep U (hJaKTOPOB OKPYIKAIOIIEH CPEIBI ¢ TOUKH 3pEHUS
MOBBIICHUST  YPOBHS  NMOTPEOJNEHHMS  KUIAKOCTH U (WJIM)  CHIDKCHUS
00e3BOXKUBAHUS Y TOKUIIBIX JTIOJICH, MPOKUBAIONINX B IOME MPECTAPENbIX, IO
JaHHBIM W3 PaHJOMHU3HPOBAaHHBIX HCCIIEOBAHHH, HEPaHIOMH3HPOBAaHHBIX
HMHTePBEHIIMOHHBIX UCCIICOBAHMI U KOTOPTHBIX HcciaenoBanuii [285]. B xome
JAaHHOTO 0030pa ObUIO  HaWgeHo 19 MHTEPBEHIMOHHBIX U YEThIpe
HaOJIIOaTeIbHBIX MCCICIOBAaHUs, IPOBSICHHBIX B CEMU CTpaHaX, OHAKO B
LeJIOM A7l OTHX HCCIEAOBaHUKM OBbUI  YCTAHOBJEH BBICOKMI PHCK
CHCTeMaTHYeCKOW Owmunbku. MMeromnmecss JaHHbIE YKa3blBAlOT HA TO, YTO
MHOTOKOMITOHEHTHBIS BMeIIaTeNIbCTBA (BKITFOYAsT MIOBBIIICHHYIO
OCBEOMJIEHHOCTh [IEPCOHANA, IOMOIIIb B MUTHE, TOMOIIb B COMMPOBOXKICHUH B
TyajeT ¥ HOBBIILICHHOE Pa3HOOOpas3ue MpeiaracMblX HAIUTKOB) MOTYT OBITh
s¢g¢pexturbl [285]. Takxke OBUIO BBIHECEHO IPEAIIONIOKEHHE O TOM, YTO
BBEJICHIE aMEPUKAHCKOTO HHCTPYMEHTA OI[CHKH JIHII, TIPOYKUBAOIINX B IOMaxX
mpecTapensix  (Ha  OCHOBE — 00S3aTENbHOTO  MOHUTOPHHIA — PHCKOB
00e3BOXKUBAHNS M COOOIICHNS O HUX), IPUBEJIO K CHIKECHUIO 00E3BOKHUBAHHUS
cpemu NOXIIbIX mrofeit [285, 295]. B oTaensHOM HEGONBIIOM UCCIICTOBAHIA
OblTa YCTAHOBJEHA IIONb3a WCIIOIb30BAHUS SPKAX KPACHBIX YaIleK Uit
TIOBBIILICHHS YPOBHS OTPEOICHUSI )KUIKOCTH Y ACBSITH MY>KYHH C JeMEHIUEH
[285]. B kpymHBIX KOTOPTHBIX HcChemoBaHmsx, npoBereHubix B CIIA u
Kamame, OBUTH MPOAEMOHCTPHUPOBAHBI pAa3HBIC CBSA3H MEKIY BHIOM
COOCTBEHHOCTH Ha JIOM IpecTapelbiX M obe3BoxuBanueM. Tak, B Kananme
MPOXXHUBAHME B KOMMEPYECKOM JKHIIBE CBS3aHO C IMOBBIIICHHOW YacTOTOM
TOCIUTANM3aMK 1O TOBOAY 0Oe3BOXMBaHus, Torga kak B CIHIA
pacHpocTpaHeHHOCTh 00e3BOKUBAHMS CPEIN IIPOKUBAIOIINX B KOMMEPYECKOM
¥ HEKOMMEPUYECKOM JKHIbe He pasinyanach [285]. He ycraHoBIeHO 4deTKOi
CBSI3U MEXIY YKOMILICKTOBAaHHOCTBIO MEPCOHATIOM M PacHpOCTPAHECHHOCTHIO
ob6esBoxkuBanust [285, 358, 359]. B manHOM 0630pe ObBLIO MOKa3aHO, YTO
TPOOJIEMBI C OTPEOICHUEM JKUIKOCTH B JIOMAaX MPECTAPENbIX JOJDKHBI OBITH
PELICHBI ¢ IOMOILBIO Pa3THYHbIX CTPATErnil, OCHOBAaHHBIX HA BOBJICYCHHOCTH
M YY4acTHH CaMbIX MOXHWIBIX JIHOJCH, MepcoHana, pPyKOBOACTBA U
Ppa3paboTYNKOB METOJIHK.

B mape cucremarmueckux 0030poB  m3y4anack  3((EeKTHBHOCTH
BMEIIATENIbCTB B IMOANEPKKY HpHEMa MHUIMH W MUThSl Yy JHMI[ C JETKUMH
KOTHUTUBHBIMH HapyIICHUSIMH WM JEMEHIHUEH, BKII0Uasi KOTOPThI MOXKUIBIX
JIOfICH, He MMEIOLINX MOATBEPIKICHHOTO IUAarHo3a AEMEHIMU, HO UMEHOILIHUX
KOIHHTHBHBIEC HAPYILICHHUS 110 PE3yJIbTaTaM KOTHUTUBHOI oueHky [88, 340], na
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OCHOBAaHHH TOTO, YTO 3TH COCTOSHHUS IIMPOKO PACIPOCTPAHEHBI CPeIH JINI,
MPOXXUBAIOIIMX B JIOMaxX IpPECTapeNibiX. B 3THX HcCIIeN0BaHUSX, KOTOPbIE
uMenu HeOOoJbLIOH pa3sMep, YPOBEHb IOTPEOJICHUS JKUIKOCTH U CTaTyc
rUpaTauy ObLIM OLCHEHBl HEHA/UICKallMM obpa3oM. B pamkax stux
0030poB He ObUIO MICHTH(OHIMPOBAHO IPYTHX CTPATeril B IMOANEPIKKY
MOTPeOJICHNS KUIKOCTH, OJHAKO OCHOBHOE IIPEAIIOJI0KEHHE, BBIHECEHHOE 110
pe3ynbTaTaM OoJsiee OOMUX OLEHOK COCTOSHMS MUTAHUS, 3aKII0YAIOCh B TOM,
YTO B HCCIEAOBAHMSX C BBIPAXKCHHBIM COLMAIBHBIM JJIEMEHTOM, B KOTOPBIX
MOOLIPsIach COLMATIN3aLMs, CBS3aHHAas C €IO0H M IHTheM, OTMedalach
TEH/CHIHS K YIYULICHUIO Ka4eCTBa )XH3HH, HYyTPHIHOHHOIO CTaTyca M yPOBHS
notpebueHns xuakoctei [340].

Pesysnbrarel HaOMIOJEHMH MOKA3aJlM HAJIWYUE CUIIBHOM IOJOXXUTEIbHOM
KOPPEILSILIMK  MEKIY KOJMYECTBOM HAIMTKOB, IIPEUIAraeMbIM IIOKMIBIM
JOISM, TPOXKHBAIOIIUM B JIOMaX IIPECTapenblX, U ypOBHEM IOTpeOIeHUs
suakoctr [13, 305]. Mbl uMeeM OrpaHHYEHHbBIE CBEJEHHUS! [0 MOBBILICHHIO
YPOBHSI HOTPEOJICHHUST KUIKOCTH B YCIOBHMSX CTAlHOHApa WM HAJOMHOIO
00CITy)KUBaHHSI.

[MauuenTsl ¢ mucharueid UMEIOT 0COOEHHO BHICOKHI PUCK 00€3BOKUBAHUS U
HU3KHIl YPOBEHb NMOTPEOJIECHHS XKUJIKOCTH, OCOOCHHO B CIydae IPUMEHEHHUS
3aryLIeHHbIX KHAKOCTEH, KOTOPBIE MOBBILIAIOT 0€3011acHOCTH rtoTanus [360].
B napraepckom pykoBozactBe ESPEN pexoMeHyeTcsi KOHTPOJIb 38 BOJHBIM
0alaHCOM IEPEHECIIHX HHCYJIBT IAlHeHTOB, ITOIYYaIOIVUX 3aryIieHHbIC
JKHAKOCTH, KOTOPBIH JOJDKEH OCYHIECTBIISTHCS CHEHAIBHO OOYYCHHBIMU
npodeccronanamu [130]. B cucremarniaeckom 0630pe BBICOKOTO KauecTBa, HE
OIPaHUYEHHOTO MOXKHIBIMH JIIOABMH, OBLIO OIpeNeseHo, YTO IepBas JUHUS
TEepaly IAlUeHTOB ¢ XPOHMYECKOH aucdarueil JobKHa BKIIIOYATh MIIOTaHHE
C OIYIICHHBIM BHU3 MOJ00POIKOM M NMPHMEHEHHE PAa3BEACHHBIX KUIKOCTEH
[128]. Heb6onbimoe HempomomkurensHoe PKU cpemut MOXKWIBIX JHOAEH ¢
TSDKEJIBIMA KOTHUTHBHBIMH HapYLICHUSIMH [O0Ka3aj0, YTO MAHHUITYJUSILUH Ha
LICHHOM OT/eJIe TTI03BOHOYHMKA MOBBIIIAIOT IOPOTOBBIil yPOBEHb aAucharuu y
NANUEHTOB ¢ TNpoOJieMaMH IPH TJIOTAaHHW, ONHAKO OLEHKa 3(pQeKToB B
OTHOIICHNH CTaTyca MMApATaliy He npoBoamiack [361].

B HenaBHeM cuCTEMaTHYECKOM 0030p€e U PYKOBOJICTBAX ObLINM PACCMOTPEHBI
PKU, xoTopsle IOKa3and, YTO Yy MAIHEHTOB, IEPEHECIINX HHCYIBT,
NIPUMEHEHUE 3aryIEHHBIX )KUIKOCTEH B COYETAaHUH CO CBOOOIHBIM TOCTYIIOM
K YHCTOH BOZe (HE K APYrMM HANHTKaM), 10 CPaBHEHUIO C IPUMCHEHHEM
TOJIBKO 3aryIIEHHBIX JKHIKOCTEH, 3 (EeKTHBHO MPEeOTBpaIaIo aCIHPAIHIo U
BEJIO K TIOBBHIIICHUIO YPOBHS IOTPEOIEHHST IKHUAKOCTH. IloTpebieHue
MpeIBapHUTENIBHO 3aryIIeHHBIX HATIUTKOB JIy4Ille, 4eM MOTPeOICHHE HAITUTKOB,
3aryNIeHHBIX ~ C  IIOMOINBIO  IOPOINKAa  HEMOCPEIACTBEHHO  IIepen
HCIIOB30BaHUEM, B IUIaHE CTUMYJIUPOBAHUS MOTPEOICHUS KHAKOCTH II0CIIE
uncynpTa [130].

T'unoeonemusn
IV.8 KakoBa cxema 00Hapy:keHHsi TUIIOBOJIEMHH ?

Pexomenanms 80

Y noKujbIX J0ell THI0BOJIeMHsl BCJIeJCTBHEe U30BITOYHON MoTepu
KPOBH [I0JI:KHA OLIEHUBATHCS 10 MOCTYPATBHOMY M3MEHEHMIO MYJIbCa
MpU BCTABAHHUHM M3 MOJIOKeHHs Jexka (> 30 yrapoB B MHHYTY) WM
BBIPA’KEHHOMY TOCTYPAJIBHOMY TOJIOBOKPY/KEHMI0, KOTOpoe He
MO03BOJISIET HAXOAUTHCS B 1M0JI03keHun ctosi (DM).

VpoBeHb yOEMUTENBHOCTH peKOMeHAamn B — monmblil KoHCEHCyC
(cormacue 100 %)

Pexomenamms 81

Y JMIl NMOXKWJIOI0 BO3PacTa THNOBOJEMHUSI BCJIEICTBHE MOTepH
JKU/IKOCTH M CoJiell TP PBOTe MJIM Auapee JA0JKHA OLEHHMBATHCS 1O
Ha0opy npu3HakoB. ['MIOBOJIEMHIO cpelHell MM BBICOKOIl cTeneHu
TSI’KECTH MOKHO NPEANOJIOKATH NPU HATHYMH KAK MHHUMYM 4YeThIpex
M3 CeMH NPHU3HAKOB: CIYTAHHOCTL CO3HAaHMs, OeccBsI3HAs pedb,
BbIpa:KeHHAsl CJa00CTh, CYXOCTh CJIM3HCTBIX 000J10YeK, CyXOCTh
SI3bIKA, CKJIATYATHINH SI3bIK, 3anaBmue ria3a (DM).

VpoBeHb yOEIUTENBHOCTH PEKOMEHAALMH B — TONHBIA KOHCEHCYC
(cormacue 95 %)

Kommenrapuii k pexkomenauusam 80 u 81
T'unoBoniemust (CHMXKEHHE O00bEMa TOJBKO BHEKJIETOYHOM IKHUIAKOCTH

BCJIENCTBHE TOTEPH JKHUAKOCTH W DJIEKTPOJIHUTOB, [O-APYrOMY CHHAPOM
COJNEBOrO  WCTOIICHHMS WM  BHEKICTOYHOC  OOC3BOXMBAHHE)  HE
COINPOBOXIACTCS IOBBILICHAEM OCMOJSUIBHOCTH CBIBOPOTKH HIIM IUIa3Mbl
KPOBH, MOXET pa3BHBATHCS  BCJICACTBHE  KIMHAYECKHX  COCTOSHHIA,
OPUBOISAMIMX K M30BITOYHON MOTEpE KUAKOCTH M JICKTPOIUTOB, TAKUX KaK
KpOBOTEUYEHHUE, PBOTA U aAnapes [281-284].

OnHo3HAUHbIE  TPHU3HAKH  HM30BITOYHOM  KPOBONOTEPH  BKIIIOYAIOT
BBIP2KEHHOE [IOCTYpalIbHOE M3MeHeHHe mylibca (> 30 yrapoB B MUHYTY) WIH
CYILIECTBEHHOE IOCTYpaJbHOE TOJOBOKPYXCHHE, KOTOPOE HE MO3BOJACT
HAaxOAUTBCS B MOJOXKEHNH cTosi [288], koTopbie dyBcTBUTENBHB HA 97 % 1
criennduyHbl Ha 98 % npu kpoBomoTepe B 00beMe 630 MIT U BbllIe, HO MEHEe
4yBCTBUTEIIbHBI IPH MEHbIIIEM 00beMe KpoBoroTepy. OIHAKO STH Pe3yJIbTaThl
ObLITM MOJNY4eHbl y MOJNOABIX JIIOASH, He NPHHHMAIONMX OeTa-
a7peHOOJIOKATOPEL, B CBSA3H C YeM Yy IOXKIIIBIX JIFOJIH HX TyBCTBHTEILHOCTD U
crennUYHOCTh  MOXET —OTIMYAThCs. ABTOPbl OTMETHJIM  HEBBICOKOE
JOTIOHUTENBHOE IPOTHOCTHYIECKOE 3HAUCHHUE TTOCTYPANTbHOM THIIOTEH3HH.

ITpu3HaKK NOTEPH >KUAKOCTH U COJICH BCIISCTBHE PBOTHI HIIU AUAPEH MEHEe
oueBuHbl. CHcTeMaTHUECKHH 0030p HMPH3HAKOB I'MIIOBOJIEMMH BCIIECTBHE
PBOTHI WM AWAPEH MOKa3al, YTO OTACNbHBIC NMPU3HAKH HE MMEIOT BBICOKOI
JMAaTHOCTHYECKONW IEHHOCTH, OJHAKO HalW4he 4eThlpex W Oolee M3 ceMu
MPH3HAKOB CBUCTEIBCTBYET O TMIIOBOJIEMHH CPEJIHEH MIIH BHICOKOH CTEHEHU
TSDKECTH (CILyTaHHOCTb CO3HAHHs, OeCCBS3HAsI peub, BHIPAXKEHHas CIaboCTb,
CYXOCTb CJIM3HUCTBIX 000JIOUEK, CyXOCTb SI3bIKa, CKJIA[UaThIil SA3bIK, 3alaBIINe
ra3a). Tem He MeHee aBTOPbI OTMETHJIM, YTO YKa3aHHbIH JUarHo3 Tpedyer
MPOBENCHHsT  JOMOJHUTENbHOTO  obcienoBanust  [288].  CHumkeHHOE
HaIlOJIHEHHEe BeH (IIyCThle BEHBI) M HHU3KOE apTepHalbHOE JAaBICHUE TAKKe
SIBJIIFOTCS JOCTOBEPHBIMHU MPU3HAKAMHU UIIOBOJIEMUH.

V.9 KakoBa cxema jie4eHHsI THIIOBOJIEMHH?

Pexomennanus 82

JIMuaM moKuJI0ro BO3pacTa ¢ rHNOBOJIeMHei JIerkoil, cpeaHeil Wiau
BBICOKOIi CTeNMeHH TSAKECTH [AO0JKHbI BBOIAMTHLCS H30TOHHYECKHE
PAacTBOPBI NEPOPAILHO, Yepe3 HA30racTPAIbHbII 30H]1, MOAKOKHO WIN
BHYTpuBeHHO (BM).

YpoBeHb YOEAUTENBHOCTH pEeKOMeHAalMu B — momHbIi KOHCEHcyc
(cormacue 95 %)

Kommenrapuit

JleyeHne THIIOBOJIEMUH HAIPABJICHO Ha BOCIIOJHEHHE yTPauyeHHOW BOIBI U
9NIEKTPOJIUTOB IyTeM BBEICHHS H30TOHHIECKUX pacTBOpoB [284, 356].

HarioHanbHBI MHCTUTYT OXpaHBl 30POBBS M COBEPIICHCTBOBAHUS
meuuHckol momory (NICE) mpoBen cepHio cucTeMaTHYecKux 0030poB ¢
LEbI0 ONpefeNeHUs] HAWIydlIero NPOTOKONA IS OLEHKH M KOPPEKIUU
BOJIHO-3JIEKTPOJIUTHOTO GajaHca y TOCIIMTAIM3HPOBAHHBIX MaleHToB [356],
BKJIIOYAs TTOXWIBIX Joneil. [loydeHHple MK TaHHBIE OBUTH OOHOBIIEHEI B
2017 r. PaspaboraHHble Ha OCHOBE JTHX [IaHHBIX PYKOBOACTBO U CXeMa
BEJICHUs TAIMeHTOB YKA3bIBAIOT Ha TO, YTO JKHIKOCTHYIO pEaHHMAIIUIO
MaIEeHTOB C THIIOBOJIEMHell HeoOX0AMMO HauMHaTh Oe3 mpomemienuii. Ecimm
JKUAKOCTHAs peaHuMalus He TpeOyeTcs, TO OLIEHEHHbIe OTEePH KUAKOCTH U
JIEKTPOJIUTOB CJIEAYET BOCIONHSATH NMEPOPAIbHO WM SHTEPAIBHO, €CIIH ITO
BO3MOXKHO, @ €CIIM O3TO HE MPEICTaBIIeTCS BO3MOXHBIM, TO CIEIyeT
MIPUCTYIUTH K BHyTPHBEHHBIM BIUBAHUAM. [Ipy HU3KOM ypOBHE 2IEKTPOIHTOB
MOKa3aHa 3aMECTHTEIbHAs Tepars H30TOHHYESCKHMH PacTBOpaMH (PacTBOPHI
C KOHLEHTPALMSAMU HATpUs, KaJus W IJIIOKO3bl, ONM3KMMH K TaKOBBIM B
OpraHu3Me), HapuMep, B popMe IepopaabHON PErHAPATAMOHHON TepaIHu.
JInst 3TOr0 MICTBHO MOIXOAAT U30TOHHYECKHE WM CJIab0 THMIOTOHHYECKHE
pacteopsi [284]. NICE npencraBuit cepHio B3aHMOCBSI3aHHBIX alITOPHTMOB TS
OIICHKH, JKUIKOCTHOM peaHuManuu, 00BIYHOI BHYTPHBEHHOU
MOAJEPKUBAIOIIEH M 3aMECTHTENBFHOM Tepamuu ¥ IepepacipeeieHus
JKUAKOCTH M JJIEKTPOIUTOB.

KoHdumKTbI HHTEPECOB

DKCIepThl, BOIIENINE B paboUyro IPyIITy, OBUIH aKKpEIUTOBAHBI paboyei
rpymmoii no paspaborke pykosozacts ESPEN, komuccueit mo obyueHuto u
kinHnygeckoit npaktuke ESPEN u ucnonuurensHeiv qupekropom ESPEN.
Bce skcnepThl 0oOBSBHIM 00 HMMEIOMIUXCS KOH(IMKTaX HHTEPECOB B
COOTBETCTBMH C IpaBHJIaMH MeXIyHapoJHOrO KOMHTETa pPEIaKTOpPOB
MegunuHckux kypHanoB (ICMIJE). Ecou 3asfBmsumMch HMOTEHIHAIBHBIC
KOH(IMKTBI, TO OHM OBUIM PACCMOTPEHBI CHELMATUCTAMH MO pa3padoTke
pykoBoactB ESPEN M B COMHHMTENBHBIX CIydasiX HCIOJIHUTEIbHBIM
nupextopoMm ESPEN. Hu ogus U3 skcmepToB He OBLI HCKITIOUECH M3 pabodei
TPYNIBl MIM M3 YHCJIA COABTOPOB IO NPHYMHE HAJIUYUA CEPbE3HBIX
KOH(JINKTOB HMHTEPECcOB. 3aroiHeHHbIC (OPMbI KOH(IMKTOB HHTEPECOB
XpaHsTCcs CIyk00i mo cocTaBienmio pykoBoacTB ESPEN u moryr ObITh
paccmotpenbl wieHaMu ESPEN ¢ 3akOHHBIMHM MHTEpecaMu IO 3arpocy K
ucnosHuTenbHOMy aupexropy ESPEN.
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Baaropapuoct
Msr  BblpaxkaeM OmaromapHocTs  (oHxy BANSS 3a  Bo3MOXHOCTB

MPOBE/IeHHs ABYX BCTpeu paboueit rpymmsl B ropoae bunenkond-an-nep-Jlan
(Tepmanus) ¢ 1eNbI0 00CYXKICHHUS JaHHOTO PYKOBOZCTBA M pabOTHI HaJl HUM.
Ms1 taxkxe OmaromapuM Auny IlIBeiinmmu (Anna Schweinlin) (cimyx6a mo
coctaBiieHuo pykoBoacts ESPEN) 3a moarotoBky Tabiuil JaHHBIX U CIIHCKA
JIUTEPATypPhI U 32 IOMOIIIb B HAMUCAHUU pa3Jielia ¢ METOIUKAMHU.

IIpunoxenue A. JlonoJHUTEIbHBIC JaHHbIE

JU71st ToTyd4eHus! TOTIOJTHUTENBHBIX JJAHHBIX 10 JAHHOHU CTaThe MepeluTe 1o
cebuike: https://doi.org/10.1016/j.cInu.2018.05.024
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