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1.1. TepmuHosorus

Tabnuua 1.

Jlueta — cOanaHCUpPOBAaHHBIA TMHINEBOM paluoH, oOecTeYnBaIOIINI
CyTOUHYIO TIOTPEOHOCTh OpraHu3Ma B Oe€lkax, Kupax, YrieBojax,
BUTaMUHAX, MUKPO3JIEMEHTAX C yYETOM XapakTepa 3a00JieBaHuUs
Mano6enkoBbie auetsl (MB/]) — nueTsl ¢ coaepxanueM Oelika B MUILIEBOM
MeHee | r/Kr/cyTku

«Crtporas» ManoOenkoBas aueTa — jaueTa ¢ coaepxkanueM Oenka 0,3-0,4
I/KT/CyTKHU

HenocrarouHocTs nuTaHus (HapylleHHs] HYTPUTUBHOTO cTaTyca, OEIKOBO-
JHepreTHYeckas HeJAoCTaTOYHOCTh - BOH) — ocTpoe mim XpoHHYECKOe
COCTOSIHHE TpPH KOTOpPOM Je(pUIMT WIM aucOamaHC Kalopui, Oeiaka Hu
JIPYTUX THUTATEJIbHBIX BEIIECTB B PAIIMOHE BBI3BIBAIOT HEOJIArONMPUSTHHIC
BO3JICICTBUS HA COCTaB Tela, (PYHKIMU CUCTEM OpraHu3Ma U KIMHUYECKHE
UCXOJIbI

[TuiieBbie THEBHUKU — 3TO MUCHMEHHBIE OTUETHl O KOJUYECTBE M KAueCTBE
ChEJICHHOM NHUIIM 3a OINPEACIICHHBIA NEpUOJ BpeMEeHU. B KImHHYeCcKOu
MPaKTUKE OOBIYHO MCHOJIB3YIOT 3-X JHEBHbIC JHEBHHUKU, MOCKOJIBKY C

YBCIIMYCHUCM I[HCﬁ c60pa JaHHBIX BO3pacCTacT BEPOATHOCTb HCTOYHOCTH

2.1. Inernl y 00abHbIX XBII

Tabnuua 2.

VY oOonpubix ¢ 3b-5 cragusmu XBII orpanuuyuBairoT O€OK B paluoHe
aJIcKBaTHO CTEIMEHM MOYeuHOU HemocTtatoyHocTu — oT 0,7-0,6 r/kr/cyt npu
ymeperHoM cumkennn CK® (44-30 mu/mun/1,73 M%) 1 10 0,6 1 HUKE — 10
0,3 r/kr/cyt mpu manbreiimeM cHmkennn CK® (29-15 mn/mun/1,73 m)
(1A). ¥V nmammmentoB XbII ¢ nporennypueid > 3 r/cyTku oOliiee KOJIMYECTBO
Oesika B CyTOUHOM paIlMOHE YBEIWYMBAIOT U3 pacuera | r Oelka Ha KaxKbIi

rpamm nporeunypud (1A).




* B nauere ¢ orpannuyenueM Oeinka 10 0,6 r/Kr Maccel Tena O0JIbHOTO HE MEHEE
60% MODKEH COCTaBIATh O€JIOK JKMBOTHOTO MPOUCXOXKJICHUS (MsCO,
LBITIIATA, SWIa, CBIP, MOJOKO) Kak HaubOojee TMOJHOIEHHBIM TI0
COACPKaHUI0 HE3aMEHHUMBIX AMUHOKHUCIOT. PacTUTENbHBIN OEloK HMeeT
MEHBIIIYI0 OHOJIOTUYECKYI0 LIEHHOCTb, IOCKOJbKY HE COAEPKHUT BCETO
COCTaBa HE3aMCHHUMBIX aMHHOKHCIOT. VICKIIFOUeHHE COCTaBIsAeT OCIOK COH,
KOTOPBIA TI0 CHOEKTPY HE3aMEHUMBIX AaMHUHOKHCIOT OJHM30K K O€NKy

’KUBOTHOTO MpoucxoxjaeHus (2B)

* B «ctporoit» mano6enkoBoit auere (MBJl) - 0,3 r Oenka/Kr/cyTku - Bech
0€JIOK JOJIKEH ObITh MOJHOLEHHBIM. OHAKO CTporasi HU3KoOeJIKoBasi 1ueTa
(1o He Hmxke 0,3 r/Kr/cyT) momycTUMa JIUIIbL B TOM ClIy4yae, KOrjia UMEIOTCS
TEXHUYECKUE U OpraHU3alMOHHBIE BO3MOXKHOCTU ISl PETYJISIPHOTO
KOHTpOJIS HYTPUTHBHOTO CTaTyca, U OHAa COYETaeTCs C 00sS3aTelbHBIM

MPUEMOM KETOaHAJIOr0B 3CCEHIINATbHBIX aMUHOKUCIIOT (1A)

* ManoOenkoBple  JUETHl  MPEAYNPEXKAAIOT HAKOIUIEHHE TOKCUYECKUX
NPOJYKTOB, YMEHBIIAIOT WM OTJAISIOT IOSIBICHHUE YpPEMHUECKOU
IUCHENCUU, B TO BpeMs Kak auera 0e3 orpaHuuyeHus Oeika, ycyryOmss

JUCIIeTicHIo, criocoOHa unaynupoate bOH (2B)

2.2. JlekapcTBeHHOe oOecniedeHue TojiepanTHOCTH MbB/]

TaOmuna 3.

* Yro6et MBJ] (0,6-0,3 r Oenka/kr/cyT) He MNPUBOJIUIM K KaTabOIU3IMy
COOCTBEHHBIX OEJKOB OpraHu3Ma, OOJIbHBIC JOJDKHBI MOTPEOIATh HE MEHEE
35 kKan/Kr B CyTKHM, W TOJIbKO IpH aueTe ¢ coiepkanueM Oenka 0,8-0,7
I/KI/CYyT OKa3bIBaeTCsl OCTaTOYHbIM ToTpebOnenue 30 kkan/kr/cyt. (2B)
Bricokasi »HepreTudeckas I[EHHOCTh NHUIIM OOecreYuBaeTcsi 3a CYeT
VIJIEBOJIOB U KMPOB. B KauecTBe BBICOKOKATOPUMHBIX MPOIYKTOB MOXKHO
UCIIOJIB30BaTh MEJI, CIIMBKH, MOPOXKEHOE, cliajikue PpyKThl (OeaHbIe OEIKOM

1 KaJueMm).




ITonnepxuBaTh OEIKOBBIM OamaHC TMO3BOJisAeT JgoOaBieHue K MB/I
ACCEHIMANBHBIX (HE3aMEHUMBbIX) aMUHOKHUCIIOT U uX KeToaHanoroB (DAK u
KA) (1A).

KeTtoananorn He3aMEHUMBIX aMUHOKHUCIOT (MM KETOKHUCIOTHI) SIBISIOTCS
BaXHBIM KoMmnoHeHTOM MDBJI, mnpenynpexnaromum pazsutue bOH, wu
YCHJIMBAIOT OJIaronpUsITHBIE 3 dekTh MBb/] (1A).
Keroananoru, B oTiiMuM€ OT COOTBETCTBYIOIIMX WM AMHUHOKHCIOT, HE
CoJiep>KaT aMHHOTPYIIy; 3aXBaThiBasi AHIOTCHHBIM a30T M CHOCOOCTBYS
pacUIEIJIEHUIO MOYEBUHBI, OHM TpEeBpallaloTCs B OpraHu3Me B
AMUHOKUCIOTHI. ['OTOBBIN KOMILIEKC BCEX HE3aMEHUMBIX aMUHOKHUCIIOT U UX
KETOAHAJIOTOB B ONTUMAaJbHOM cOOoTHoIeHun — KeTtoctepuin (tabnuua 4),
obecrieunBaer  moTpeOHOCTH  OompHBIX  XBII B He3aMEHHUMBIX
AMUHOKHUCJIOTaX MPU MUHUMAJIBHOM BBEJEHUU a30Ta, KOPPUTHPYsS OOMEH
AMUHOKHUCJIOT M YCKOpsii MeTa0OJIM3M MOYEBUHBI, YMEHBIIAET PUCK
pa3BUTHs OCJIKOBOTO THUIIEpPKAaTabOIU3Ma W OTPUIIATEIBHOTO a30THCTOTO
OaaHca Mpu NPUMEHEHUHU palloHa ¢ orpanudeHueM oenka (1A). [Ipu sTom
YMEHBIIIAETCS. WHCYJIUHOPE3UCTCHTHOCTh, YpEMHUECKas JUCIUMHUAESMUS

(THIepTPUTIUIIEpUIEMUS ), OKCUIATUBHBIN cTpecc (oOpa3zoBanue RO) (2B).

[Ipumenenue DAK u KA mno3Bosisier orpaHuuuTh NoTpebiieHHe Oenka 110
HEO0OXO0IUMOTO MHHUMAJIBHOTO KOJINYECTBA, YTOOBI YCUJIUTD
nonoxurenbHbie 3ppexktet MBJl 1 B TO xe BpeMs npeaynpeanuTh pa3BUTHE
BOH. Ilpu ucnonszoBanun DAK m KA moxer ObITh JAOCTUTHYTO Jaxe

OYeHb HU3KOe notpednenue 6enka (10 0,3 r/kr/cyT) 6e3 yBeaudeHus pucka

pa3zsutus bBOH (2B).

[Ipy Ha3HaueHMM aMHUHO- M KETOKHUCJIOT  YBEJIUYUBACTCS MOTPEOHOCTH
OpraHu3Ma B SHEPTruH. JHEPrus He0OXO0ArMMa HE TOJBKO ISl BCACHIBAHUS B
KKT aMuHO- W KETOKHCIOT, HO M [JIsi KOHBEPCUU KETOKHCIOT B
TOJHOIICHHBIE He3aMeHHMMble aMUHOKUCIOTHI (1A). Opnna TabneTka

Keroctepuna coapepxkutr 1,25 mmons (50 Mr) kaiaplus, HTO3TOMY C




OCTOPOKHOCTBIO ~ CIEAyeT Ha3HauaTh npenapaT OonbHbiM XBII ¢

TpaH3utopHoi runepkanpimemueii (HI') (tadm. 4).

* K MeromaMm, BIMSIONIMM Ha aHOPEKCUIO W rumnepkatadonusMm npu XbII,
OTHOCSITCSL KOPPEKIHS METa0OJIMYEeCKOro anuao3a (KapOoOHATOM Kajblus,
KETO-/aMUHOKHCIIOTaMH ), fepuiura xejae3a U 3pUTPONodITUHA, YCTPAHEHUE
TUTIEpJICITUHEMUN (PHMKO30MEHTACHOBAs KHCIIOTAa) W THUIIepHapaThpeosa

(KanbUUTPUON, TapUKaIbIUTON, InHaKabeeT) (HI).

* Jleuenue kapOoOHAaTOM Kajblids Ha (JOHE OrpaHUUYEHUU MOTpeOIeHus Oenka
TIOBBINIACT YPOBEHh OMKapOOHAaTa TIa3Mbl U CHUXKAET CKOPOCTh JAerpadalluu
oenka (protein catabolic rate — PCR) ¢ 1,2 no 1,0 r/cyr. B pesynbrare
YMEHBIIIAIOTCS ~ CBOMCTBEHHBIC  aIlUJ03y OCIKOBBIM KaTaboOIM3M H
AHOPEKCHSA, TMOJJACPKUBACTCA  HEUTPAIBHBIA  WJIM  TOJOXKUTEIbHBIN

a30TUCTHIN OanaHc, u yacTuuHO uHrHOupyercs aktupanus [TIIDK (2B).

Ta6numna 4. CoaepkaHrue aMUHOKHCIIOT U MX KETOAHAJIOTOB B Ta0JIETKE
Keroctepuna (Ketosteril®)

Ha3zpanue He3amMeHUMOM KETO-/aMUHOKHUCIOTHI Conepxxanue, Mr
o-keToananor DL-u3omneiiuaa, KaablxeBas Colb 67
O-KETOAHAJIOT JICUITMHA, KAJILIIUEBAsI COJIb 101
0-KE€TOaHaJIOT (peHuIamaHuHa, KaJIbIIUEBasl COJIb 68
0-KE€TOaHAaJIOT BaJIMHA, KaJIbI[MEBas COJIb 86
a-rugpokcruananor DL-MeTnoHnHa, KalbleBasi COJIb 59
L-nmu3uHa anerar 105
L-TtpeoHun 33
L-tpuntodan 23
L-ructuaun 38
L-tupo3un 30
CoaepxaHue KaabIus 50
OO01ee comepkanre a3oTa 36
OO01ee comepkaHue aMUHOKHUCIIOT U KETOKUCIIOT 600
ConeprxkaHue Kaiablius B TaOJIETKE 50




2.3. Biusinne MB/I Ha nporpeccupoBanue XbII

TaOmuna 5.

HedponporektuBHoe aeiictBue MB/[ cBsizaHo ¢ ee reMOAMHAMHUYCCKUMHU H
MeTtabonnueckuM  dddexramu. Jlmetuueckas Harpyska O€lIKOM W
dhocdopom, COOTBETCTBYIOIIAS BO3MOYKHOCTSAM OCTaTOYHOM byHKIIUH
MOYEeK MalKMeHTa, MOMUMO YMEHBIICHUS YPEMUYECKOW HHTOKCUKAIUU U
CHUKEHUSI YPOBHSI MOYEBHHBI, KpEaTUHHMHA W MOYEBOM KHCIOTHI KpPOBH,
CHUXKAaeT TeMOJUMHAMHYECKYI0 HAarpy3Ky Ha pEMHAHTHBbIE (OCTATOYHBIE)
HEe(POHBI, YTO 3aMEJISIET MPOIECC TUNepTpoPuu KIyOOUYKOB, aKTHBALIUIO
MOYEYHOM  PEHUH-aHTUOTEH3UH-anbAocTepoHoBoi  cuctembl (PAAC),
HOPMAJIU3yeT BHYTPUIJIOMEPYJSIDHYIO  ayTOPETYJSIUIO UM CHIDKAET
BHYTPUKIYOOUKOBYIO M CHCTEMHYIO apTepuaibHyio rumnepreHsuto (Al)
(1A). D10 cnocoOCTBYIOT CHIXKEHHUIO MPOTEUHYPUHU, 3aMEJJICHUIO

TJIOMEPYIO0CKIIEPOo3a U TyOyIouHTepcTulinanbHoro ¢pudposa (TUD).

Bmusnue MBJl na mnporpeccupoBanne XBII Oonee BbipaxeHo mpu
nuabetnueckot Hedppomnatuu ([AH). Ha doue MBJ] exeronnslii Temn
nanenuss CK® camxkaerca B 1,5-2 pa3a, a ICX0 B TEPMUHAIBHYIO CTAIUIO

XBII nabnromaetcs mouTH B 3 pasza pexe, ueM Ha cTanaapTHou nuete (1A)

I[lo paHHBIM pe-aHanM3a MHOTOLUEHTPOBOro uccaegoBanuss MDRD
(Modification of diet in renal disease), na pone MBJI y 6onbHBIX cOo CKD
oonmee 25 wu/MuUH temn nporpeccupoBanus XIIH  cHuswmics
npubnusurenbHo Ha 10 %, a npu CK® menee 25 Mi/MHUH B CpelHEM  Ha

30% na xaxnbie 0,2 r/Kr 6enka, UCKIIOYEHHbIE U3 pairoHa (2B)

Ycunenue TopmoxkeHus nporpeccupoBanust XbII BO3MOKHO ITyTeM 3aMEHBI
B MBJI (0,6 T 6enka/kr/cyTku) yactu xuBoTHOrO Oenka (0,1-0,2 r/kr/cyTkn)
Ha BBICOKOOYMIICHHBIN Oenok cou (paBHOIEeHHOE KoiudectBo) (HI).
benok cou B MeHbIEH CTENEeHH, YeM OEJOK >KMBOTHOTO MPOUCXOXKICHUS
(Msico, ppiOa, MOJOKO W Jp.) CIOCOOEH MOBBIMIATH TUnepnepy3uto u

runepUIbTpalnio B pPEMHAHTHBIX HePpoHax (2B).




VYcunenne HedponporektTuBHOM ponau MBJ[ myrem coueraHuss ee cC
AMUHOKHUCJIOTAMHU M KE€TOAHAJIOTaMU aMUHOKHUCJIOT CBSI3bIBAIOT C MEHBIIIUM
BJIMUSIHUEM aAMHUHO-KETOKHCIOT Ha BHYTPUKIYOOUKOBYIO TUIEPTEH3UIO, a
TaKKe€ C MX CIOCOOHOCTHIO KakK JOMOJHUTENbHOTO HMCTOYHHMKA KaJIbIIUs
UHruOupoBath  runepochareMuro U 3aMeIATh  QopMHpOBaHUE

ypeMuueckoro runepmnaparupeosa (2B).

MBJI B codyeTaHMM C aMHMHO -H  KETOKHMCJIOTaMU  YCHUJIMBAET:
AHTUTUIIEPTEH3UBHBIA M aHTUIPOTEUHYpUUYECKUM 3P(PeKThl OI0KATOPOB
PAAC, xoppurupyroliee IeiiCTBHE HA aHEMHUIO MIPENAPATOB SPUTPOIIOITHHA
3 PeKThl CUHTETUYECKUX aHAJIOrOB BUTaMUHA D U KanbIMIMUMETHKOB Ha
MPOSIBJICHUSI TUIIEpPIIapaTUPE03a, a TaKkKe THMOJUMHAEMUYECKU 3PdekT

CTaTHUHOB.

2.4. Tloka3zanus k MbB/]

Tabnuua 6.

[Tokazanuem k nmpumenenutro MbJI saBnsercsa 3b, 4 u 5 ctanuu XbII ¢ CKD
oonee 10 MJI/MUH U HU3KOM CKOPOCTBIO MPOTPECCUPOBAHUS (CO CHUKEHHEM
CK® menee 4 mu/mun/mec.). MBI nenecooOpazna B Tex cimyudasx XBbII,
Korja IUJJaHOBOE JieueHue peryisipubiM [l mpexaeBpemMeHHO, a
NPUMEHEHUI0  MOCTOSHHOro  amOynatopnoro  IIJI  mpensTcTByrOT

HEIMPEOJ0JUMbIe TEXHUUECKUE TPy AHOCTH (2B)

MBJ] mMoxeTr wucmnoib3oBathbcs kKak npu JIH, Tak m HeauabeTuyeckoi
Hepponatun  (XpoHUUeckrue HePpUTHI, Moaarpuyeckas HedponaTus),
OOCTpYKTHBHOM  He(ppomaTuu, ayTOCOMHO-JOMUHAHTHOM  KHCTO3HOM
OOJIe3HM TMOYEK, THUIMEPTEH3UBHOM aHTMOHE(pPOCKIepo3e, XPOHUUECKOMH

MOCTTPaHCIUIaHTAllMOHHOU HedponaTuu (2B)

B MHOTOYHCIEHHBIX COOOIIEHMSIX IMOKa3aHo, 4To mnpuMeHeHue MBJ[ B
couetanuu ¢ KA otmanuino Hadano AMaqiu3HOM Tepanuu B CpeaHEM Ha 1 rof,
MMOCKOJIBKY TIO3BOJIMUIO HA4YWHATH JieueHHWe peryiasapHbiM ['J[ mpu Oonee
HU3KOM 3HaueHun CK® B OTCYyTCTBHE YPEMHUYECKOW HWHTOKCHKALMU U

runoansoymuHeMuu (2B)




Tabnuua 7.

CreneHp orpaHuyeHHs B JaueTe Oenka u mpucoenudHeHue kK MBJ]
KETOAHAJIONOB HE3aMEHUMBIX AMUHOKHUCIIOT onpeaensatores ctaaueit XbII
Cra |pCK® Cyrtounas KBOTa AMUHO-KETOKUCIIOTHI
must | (Mn/mun/1,73 M%) |Genka B paruoHe
(r/kr Maccel Tena B
JICHB)
>90 0,8 Het HeoOxoaumocTn
60-89 0,8 Het HeoOxoaumocTn
30-59 0,8 Het HeoOxogumocTu
A |30-44 0,6/0,7 1 Tab./5 Kr Macchl TejIa/IeHb
b
15-29 1) 0,6 1 Tabn./5 Kr Maccel TeNa/IeHb
2) 0,3-0.4 1Taba./5 Xr Macchl TeIa/IeHb
>10-<15 1) 0,6 1 Tabn./5 Kr Maccel TeNa/IEeHb
(HEe Ha TUaTHN3e) 2) 0,3-04 1 Tabn./5 Kr Maccel TeNa/IeHb

[Ipumeuanune: pCK® — pacuernas CKD

2.5. IlporuBonokazanus k MbB/I npu XBbII

Tabnumna 8.
AOCOIIOTHBIEC TPOTUBOIIOKA3aHUS OTHOCUTENBHBIE TPOTUBOMOKA3AHUS

5 ctagusa XBII co CK® < 10 mi/mMuH ¢ HecTabunbHbli caxapHbIil quadeT
JEKOMIIEHCUPOBAHHBIM BoipaxkeHHbIN TUnepkaTadoaIn3m
MEeTa00JIMYECKUM alUI030M, bakrepuanbnas undexuus (ocrpas,
YPEMHUUECKOW MOJIUHENPONIATHEN WU 000CTpeHrE XPOHUUECKOM )
HEKOHTPOJIMPYEMOU TUIIEPTEH3UEHT Tsoxenast anemust

Kaxexcus (MMT < 18 kr/m’) OTcyTCTBHE NPUBEPKEHHOCTH K

Brictponporpeccupyromuii HehpuT JICYEHUIO

Tsixensiit HeQPOTUUECKHUI CUHIPOM AHopekcust

HenepenocumocTh orpaHn4eHuN B [Icuxonarust (paccTpoicTBO

JIAETE JUYHOCTH), SHIledamonaTus

2.6. CoeBbIil 0€J10K

Tabnuma 9.

* Ilo aMMHOKHUCIIOTHOMY COCTaBYy COEBBIH O€JIOK COIIOCTAaBUM C >KUBOTHBIMHU
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OenkamMu, OJHAKO cojiepkaT MeHbIe ¢ocdopa M B MEHBIIIEH CTEIEHHU, YeM
KUBOTHBIC, WHIYIUPYIOT BHYTPUKIYOOUKOBYIO  THIIEPTEH3HIO u
runepdunbrpannio. BeicokoouunieHHbiit 6enok cou (uzonar) SUPRO-760
Ha3HadaroT OonbHBIM XbBII B Bume moOaBku k mumie w3 pacuera 0,1-0,3

r/kr/cytku (2B)

s 6onpHBIX XBII Ha OCHOBE BBICOKOOYHIIIEHHOTO COEBOTO OCIKa Cepuu
SUPRO, c6anaHCupOBaHHOTO MOJTMHEHACHIIIIEHHBIMU KUPHBIMU KUCIOTaMU
U BUTAMHUHHO-MHUHEPAJIbHBIM KOMIUIEKCOM, pa3paboTaHbl MNUTATEIbHbIC
cMecu oreuecTBeHHOro mnpousBoacTBa («[lomumporan  Hedpo» u
«ITentonporan Hedpoy) (Tadbmn. 10-11).

[TutatenbHBlE CMecH B KAa4yeCTBE pACTUTEIBHOTO O€Jika BBICOKOU
OMOJIOTNYECKON 1IeHHOCTH O0NbHBIM XbII 3-5 cramusMmu Ha3HA4yaroOT B BUJE
no6aBku k mumie u3 pacdeta 0,1- 0,2 T coeBoro 0enka Ha KI MacChl Teja B
CcyTKd (B 25 T mopouika — 2 CTOJOBBIE JIOKKH — coaepkutcs 4,25 r Oenka).
Onnako oOiee Koau4yecTBO Oenika B panuoHe 0onbHbIX ¢ 3B-5 craguammu
XBII He nomxkHO mpeBbimaTh coorBeTcTBeHHO 0,7 u 0,6 r/Kr/cyTku, a

KaJOPUMHOCTh paliioHa HE JOJDKHA ObITh MeHee - 30 m 35 KKaj/Kr/CyTKH

(HI')

Ta6aumna 10. HebenkoBbie koMmoHeHTH cMecH «Ilomunporsn Hedpor»

KoMmoHEHTHI

Conepxanue B 100 T

[IumeBbie BOJOKHA, T

4

L-kapHuTns, Mr 188
SHTapnHas kuciora, Mr 62
Munepanvnvle sewjecmesa

Kanpmuii, mr 50
Maruui, Mmr 22
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Ta6nuna 11. Kanopuiinocts cmecu «Ilonunpotsn Hedhpo»

KomrioHeHThl M 3HEpreTMyeckas UEeHHOCTh nutarenbHol | Comepxkanue B 100 r
cMecH
DHepreTuyeckas IEHHOCTh, 0e30enkoBasi, Kkaj (kJ[x) 335 (1490)
DHepreTuyeckas IIEHHOCThb, Oe30enkoBas Ha | r azota, | 225 (940)
KkKan (k/[x)
VYraeBonsl, T 70
B TOM YHCJIE:

* MaJbTOAEKCTPUH 70
Kupsl, 8,3
B TOM YHCJIE:

® PpPACTUTEIBLHOTO MPOUCXOKICHUS 8.3

* HEHACBHIILEHHbIE JKUPHBIE KUCIOTHI 1,2

* MAIBbMUTHHOBAS KHCJIOTa 0,9

* CTeapuHOBAas KHUCIOTa 0,3

* HACBIIICHHBIC KUPHBIC KUCIOTHI 6,7

* MOHOHEHACHIIIECHHBIE KUPHBIC KUCIOTHI 1,6

® OQJICMHOBAas KHUCJIOTa 1,6

* MOJHUHEHACHIIIECHHBIC )KUPHBIE KUCTOTHI >l

* JIMHOJIeBas KHCIIOTA 42

* JIMHOJICHOBAs KHCIIOTa 0.9

2.7. Ilorpedaenue kanus u pochopa npu XbII
Tabnuma 12.

* [lorpebnenne kamus u docdopa 3aBucut ot craauu XbII, usznueckoit
aKTUBHOCTH, BO3pACTa.
B 3b craguu XBII cyrouHnoe conepkanue kanus u Qocdopa B auere HE
nomkHO TpeBbimath 3 © u 700 mr, coorBercTBeHHO, B 4 craguu XbII
noTpebjaeHne Kaiaus JODKHO OBITh YMEHBIIEHO mo4TH BaBoe. MBJI
MO3BOJISIET YMEHBIIUTh NOTpebieHue Qocpopa — npu norpednenuu 0,6
r/kr 6enka OonbHble XbBII momydaroT B cytku g0 500 mr docdopa, a npu

orpannueHuu 6enkoBoit kBoThl 70 0,3 r/kr — 250 Mr docdopa (1A)
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2.8. Konrpous codiroaennss MB/l u ouenka ee 3ppexruBHocTH

Tabnuua 13.

Mosker o00ecreynBaThCs BCACHHUCM IIMIICBOIO AHCBHHMKA C IIOMOIIBIO
CliICOuaJIbHBIX Ta6J'II/II_I MU CBBIX IMPOAYKTOB, pPETYIISAPHBIM
AHTPOIIOMCTPHUUICCKHUMHU HU3MCPCHUAMU N 6I/IOSJ'IGKTpI/I‘-ICCKI/IM

MMIIEIAHCHBIM aHAJIM30M, KOHTPOJIEM 33 CYTOYHOM 3KCKpEIMell MOYEBUHBI,
OMOXUMHUYECKUM MOHUTOPUHIOM (aJIbOyMUH, TpaHcheppuH, KallbIUH,
dbocdop, kamuii, TUMGOIUTHI, COOTHOIICHHE A30T MOYEBUHBI/KPEATHHUH

KpPOBH).

DKcKpelus MoueBUHBI ¢ Mouoi (OMM) ompenensercs mo Gpopmyie:
OMM = Uur x D /2,14, tne Uur — KOHIIEHTpAINs MOYCBHUHBI B
CYTOUHOM MOYe, MMOJIb/I; D — CyTOYHBIN 1uypes, 1.
Ha ocHoBanuu ganueix 00 9MM, uneanbHOM Macce Tena U CyTOYHOU
MPOTEUHYPUH pacCUUThIBAETCs MOTpeOHOCTH B Oenke (I1b):
I1b = 6,25 x OMM + (0,031 x UMT) + CII, rne 9MM — skckpenus
MOYEBUHBI ¢ MOYOH, r/cyT; UMT — uneansHast macca tena (poct, cM —

100); CII — cyTouHasi npoTeUHYypHsl, I/CYT.

OTpunatenbHbld a30TUCTHIA OallaHC CBUJIETEIBCTBYET O TOM, UTO MOTEpU
a3oTa TPEBBIIAIOT TMOTpeOJieHne ero ¢ numed. OTpuiarenbHbIN
A30TUCTBIA OalaHC HAOMIOMAETCS B CIydasX YCHUJIEHHOIO pacmnaja TKaHeu
Jaxe Tpu HOpMalbHOM TOoTpeOineHun Oenka (a30Ta) C  MOUIICH.
JIMUTeNnbHBIN OTpULATENBHBIA a30TUCTHIA OallaHC MPUBOJIUT K MOTEpE
Macchl Tela, B IEPBYIO 0YEPE/ib, MBIIIICYHOM, META00IMUYECKH aKTUBHOM ee

YacTH, U, B KOHIIC KOHIIOB, BeJCT K OCIIKOBOI HEJOCTATOYHOCTH.

3. beakoBo-3Hepreruyeckasi HegocrarouHocTs (BIH)

3.1. DnuaeMuoJI0rus

Tabnuua 14.
Yactora BOH B 3aBHCMMOCTH OT CTEIIEHU MOYEUYHON HEJOCTATOYHOCTH
2
Cragna | Onucanne CK®, mn/mun/1,73 m~ | Hactora BOH
1 [ToBpexneHus MOYEK c|=>90 He ormeueno
HOPMAJIbHOM 158105
nosrimieHHou CK®
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2 [ToBpexneHue MOYEK c 60-89 He ormeueno
HavaJbHbIM CHMKEeHUEeM CKOD
3 Ymepennoe camkenne CK® 30-59
-A 45-59 He ormeueno
-b 30-44 4,2%
4 BripaxxenHoe camxenne CKO 15-29 21,3%
5 TepMuHanbHast MoYeyHas <15 nnn 74,5%
HEIO0CTaTOYHOCTh Havaso 3IT
3.2. CKpUHHMHT BOH

CKpUHUHT O€JIKOBO-?HEPreTUUECKON HEJOCTATOUYHOCTU CJIEAYEeT MPOBOJIUTH Ha

nonuanu3zHoM dtane y Bcex Jsmi ¢ XbII npu BozaeicTBuM  (HAKTOPOB,

CIOCOOCTBYIOIIMX HAPYIICHUIO HYTPUTUBHOTO cTaTyca (Tabiu. 15, 16).

Tabnumna 15.

[IpruunHbI 6€TKOBO-IHEPTETUUECKON HETOCTATOYHOCTH
[Tprunnel [IposBnenns
Henocrarounas

SHEPreTUYECKas [IEHHOCTh
1805800051

[Iporpeccupyroliee CHUXKEHUE MAcChl Tea

Jedunut He3aMEeHUMBIX
AMHHOKHCJIOT U

JlepmaTtuThl, = KOHBIOHKTUBUT,  T'MHTUBUT,

CTOMATHT, FeMOppaFI/I‘-IeCKI/Iﬁ CUHAPOM, B TSAKCIIBIX

BOJIOPACTBOPUMBIX BUTAMUHOB | CIy4asiX: MOJTMHEBPUTUUECKUI CUHJIPOM,
(B, C, PP) sHIIeaIoNaTu!
Henpeccus u
HEMEPEHOCUMOCTD
0eccoJIeBOM, MPECHOU MUIIH AHOpEKCcHS TICUXOTeHHAs
Ypemuueckoe nopaxeHue
KEITYI0YHO-KUIIEYHOTO
TpakTa AHOpEKCHsi OpraHndecKast
Anunos DHiledanonaTus, runepKaIneMus
Bocnanenue INunepkarabonusm, TUIIEPIIPOTYKIUA
(bakTepuanbHBle, BUPYCHBIC | MUTOKMHOB, C-peakTUBHOTO O€ika, aHEeMHUs C
MH(EKINH, IIUTOKWH- | OTHOCUTEIBHBIM WM AOCOTIOTHBIM JASDUIIUTOM
MEIMMPOBAHHBIN MEXaHU3M) | XKeJesa
[Iponomxurensuoe (> 6 l'unepkarabonu3m  (HapactaeT  ypOBEHb

Me€cC.) JICUCHHUE
TTFOKOKOPTHKOCTEPOHIAMHU

MOYEBUHBI, MOYEBON KHUCJIOTHl U Kajus KpOBHU,
CHUYKAeTCs Macca Teja)
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Tabnuua 16.

* OOBEKTOM CKpHHHHIa SBIISIOTCA TakKe BCe JWIa ¢ Jkajgobamu,
MO3BOJISIFOIIMMH 3aM0103PUTh HAUIMYUE HAPYLICHU HYTPUTUBHOIO CTaTycCa:
- HApylLIEHUEM BKYycCa
- 3aJIEP>KKOM pocta (y AeTei)
- mporpeccupytouiei norepe maccel Tena Ha 10-15% 3a 6 mec u MmeHee
- Ienpeccuen
-ycyryOJieHHeM apTepualbHON THUIEPTEH3UU, HE OOBICHUMBIM JIPYTHUMU
MpUYUHAMHA
- pa3BUTHUEM TSKEIOM AHEMUHU HE COOTBETCTBYIOLIECH CTEIEHU MOYECYHOMU
HEJIOCTAaTOYHOCTH (TaK KaKk YMEHBIICHHE DJSPUTPOIIOI3a MOXKET OBITh

00yCIIOBJICHO CHI)KEHHUEM CHUHTE3a 0elka).

* CKpUHUHIY HapyLICHUH HyTPUTUBHOTO CTAaTyCa YK€ Ha 3 CTaAWH MOIJIEKAT
Bce mnamueHThl XbII mnpu cucremHbix 3a007€BaHUSAX C MPU3HAKAMHU

COXpaHSIIOIIEHCsl aKTUBHOCTH, aHeMueit (2B).

3.3. PexomenayeMble MeTOAbl CKPMHUHIA

Tabnuua 17.

* Cy0beKTHBHBIC METO/bI OLCHKHU

Paccnpoc, 3HaKOMCTBO C aHAMHE30M — BBISIBICHUE XapaKTEPHBIX Kayoo,
ATUOJOTHYECKUX (DAKTOPOB

* AHTPONOMETPUYECKHE METObI OLIEHKH

Onpenenenue HHAEKCA MACChI TENIA, OLIEHKA MBIIIEYHOW U JKUPOBON MACCHI
tena. Mnoexc maccol mena — UMT (nuzexc Ketie, Kr/M”) pacCYUTHIBAIOT 110
bopmyne: UMT = M/L?, tne M — macca Tena B Kujgorpammax, L — poct
YEeJI0BEKa, U3MEPEHHBIM B METPAaX W BO3BEJACHHBIM B KBaapar. HopmaibHbie
MoKa3aTeJiM COCTaBIIsAIOT OT 18,5 mo 24,9 KI/M® CHWJKEHHE HIKE 18,5
paccMaTpUBAIOT KaK MOKa3aTeslb HEAOCTATOUYHOIO MMUTaHUS.

[To nanubiM EBponelickux pexoMeH1alnii o MUTaHUI0, OOJIBHBIM B
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nuanuszHout craauu XbII pexomennyercas UMT > 23; npu 0onee HU3KUX
nokazatensix UMT HaOnroaeTcst MOBBIIICHUE J€TaTbHOCTH.
Pexomennyemast macca tena (PMT) Beruucnsiercs no popmynam:

PMT nns xenmun: 45 xr npu pocte < 152 ¢cm u + 0,9 Kr Ha KaxIbli
caHTuUMETp BhIIe 152 cMm;

PMT nnst myxuuH: 48 kr nipu pocte < 152 cm u + 1,1 kr Ha Kax b1l
caHTuMeTp Bhiie 152 cm.
Y  nmanueHTtoB  0e3  OTEKOB  YMEHBIIEHHE  OTHOILIGHUS  Macca
mena/pekomenoyemas macca mena 10 80% o3HauaeT cnalyl CTENeHb
HapylIeHUsl NUTaHWsA, CHWXEHHEe HToro mnokasareas or 80 mo 70% —
yMepeHHy10 U MeHee 70% — TSKEeNIyro CTENEeHb HEIOCTATOYHOCTH MTUTAHUA.

K MeronmaM, OpMEHTHPOBOYHO OIIEHUBAIOIIUM OOBEM MBIIIEYHON Macchl U

YKUPOBOM TKaHU, OTHOCUTCS aHTporoMeTpus (Tadm. 18).

Tabnuua 18.

OmnpeneneHue CTENeHN HapyIIEHUH HYyTPUTUBHOTO cTaTyca y 00ibHbIX XBII
no tabdauie Bilbrey G.L., Cohen T.L., 2000

CreneHb HapylIeHUs] HYTPUTUBHOTO
ITokazarens ITon | Hopma cTaryca B Oammax
1 Gamn 2 Oanna 3 Oanna
UMT, xr/m’ 24,9-18,5 | 18,4-17,5 17,4-15,5 | <15,5
KXKCT, mm M 10,5-9,5 9,4-8,4 8,3-7,4 <74
XK 14,5-13,1 13,0-11,7 11,6-10,1 | <10,1
OMII, cm M 25,7-23,0 |22,9-204 20,3-18,0 | < 18,0
XK 23,4-21,0 |20,9-18.,8 18,7-16,4 | <16,4
ChIBOPOTOYHBIMI
anbOyMuH, /1 45-35 34-30 29-25 <25
ChIBOPOTOYHBIMI
TpanchepuH, Mr/an > 180 180-160 159-140 | <140
AOCOTIOTHOE YHUCIIO
TUMQOLIUTOB KPOBU > 1800 1800-1500 | 1499900 | <900

[Mpumeuanne: UMT — mumexkc maccel Tema, KOKCT - TommmHa KOXKHO-XHpPOBOH ckiaaku, OMII —
OKPYKHOCTb MBI Tuieda, M - Myx4uHbI, JK - dKEHIIUHbBI
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Tabnuua 19.

CyMMy OTKJIOHEHUM Bcex 6 mapameTpoB B Oamiax OT 1 70 5 OLEHHMBAIOT Kak

HayajbHas CTENEHb HapYIICHWs HYTPUTUBHOTO cTaTtyca, oT 6 go 10 OamioB —

cpenHer TsoxecTd v oT 11 1o 15 6amnoB - Tsxenas. [Ipu oTcyTCTBUM OTIMYUM OT

CTaHJAPTHBIX 3HAYCHUM KaXKIIbIM W3 MapaMeTpoB olieHuBaercss B 0 0amioB, 4TO

CBUACTCIILCTBYET O HOPpMAJIBHOM COCTOSHHMM HYTPUTUBHOI'O CTaTryCa Yy

o0cieayemMbIX OOJbHBIX.

Tabnuua 20.

CHmxeHue ypoBHs aJibOyMHHA SIBJISIETCSI OTHOCUTEIBHO MO3HIUM MapKEepOM
0EJIKOBO-IHEPTeTUUECKON HeI0CTaTOYHOCTH. CHIDKEHUE YPOBHS allbOyMUHA
B CBIBOPOTKE KPOBHU MOXKET OBbITh OOYCIOBJIEHO JPYyTMMHU NPUYUHAMH,
nomumo BOH. Wudexuun, TpaBMbl U XUPypruuyeckue BMEIIATENbCTBA,
CBSI3aHHBIE C KPOBO- M IUIa3MOIIOTEPEH, BBICOKWN YpPOBEHb NMPOTEHUHYPHUH,
HapylieHue OEeIKOBO-CUHTETUYECKOM (PYHKIMM TEYEeHU MOTYT BBI3BaTh
OBICTpOE M 3HAUUTEIIBHOE CHIKEHUE albOyMHHA B ChIBOPOTKE KpoBU. C
JIPYroil CTOPOHBI, JUIUTEIBHOE U CTOMKOE CHUXKEHHE YPOBHS albOyMHuHA B
CBIBOPOTKE KPOBH BHE 3aBUCHMOCTH OT €rO NMPHUYHMHBI BCErJa MPUBOIAUT K
B3OH y 6onbnbix XBII.

['mnoanbOyMHHEMHUSI acCOLMHPOBAHA C YBEIUYEHHEM COIYTCTBYIOIIUX
3a00jieBaHMll, TOCHUTAJIM3AIMM M JIETAJIBHOCTH OOJBHBIX C IIOYCUHOU

HEJIOCTATOYHOCTHIO (1A).

JI71st MUarHOCTUKY HAPYUIEHUN CUHTE3a BUCLEPATIbHBIX OCIKOB UCIOIb3YIOT
ompenesieHne COJEpKaHMsl B IUIa3Me€ KpPOBU allbOyMuHa, TpaHcheppuHa U
KoJinyecTBa JUM(OUUTOB B mepudeprudeckoil KpoBH, YPOBHS U CIEKTpa

HE3aMEHUMbBIX aMUHOKHUCIOT (2B).

Pe3ynbTaThl KIMHUYECKUX HCCIEAOBAHUN CBUJIETEIBCTBYIOT O HAJIUYUU
0o0paTHOU KOppESLUA MEXIY YPOBHEM B CHIBOPOTKE KPOBU OCTPO(Pa30BOro

C-peaktuBHoro Oenka (CPB) m anbOymuna. Ilo cooTHOWIEHUIO YpOBHS
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anboymuHa u CPBb B CBIBOpOTKE KpOBM YCTaHABIMBAIOT  CBS3b

TUTI0AIbOYMUHEMHH ¢ HAIMYMEM BOCTIATUTENIBbHOTO Mnporiecca (1A).

bonee TOUHBIMM MapKepamMu COCTOSIHUSI BHUCILIEpabHOrO Iyja Oenka
CUMTAIOTCS  KOPOTKOXKUBYIIIME  TPAHCIOPTHBIE OC€IKU  MpeatbOyMuH
(ATUTENBbHOCTD JKU3HU 2 JHS) U PETUHOCBSI3bIBAIOIIUN O€I0K (JJIUTEIBHOCTD
xu3HU 10-12 yacoB). Ux conepxaHue B KpOBU O0Jiee paHO CHIDKAETCS MPU
neduiute 6eiaKa B palldoHe, XOTS MOXKET ObBICTPO YMEHBINATHCS BCIIEICTBUE

MHTEPKYPPEHTHBIX 3a00seBanuii (1A).

Crenenr BOH  koppemupyer ¢ comepkaHuemM  JTUMQOIMTOB B
nepudepuueckoit kpoBu. [loaTomMy mo abCONMOTHOMY YHUCITY JTUM(OLUTOB B
KPOBH MOXHO CYAWTh O TSDKECTH HApYIICHUH HYTPUTUBHOIO CTaTyca y
nanueHToB ¢ XbII: AGcontotHoe uncino auM@ouuToB = % IUMEPOIUTOB X

konnyecTBo JerkouTos/100.

BaxubiM nuarHoctuueckuM MapkepoM bOH sgBnsgeTcs Takke W HUBKHI
ypoBeHb TpaHcepuHa B KpoBU (mpeacTtaButens (Ppaxkuuu  Oera-
rIo0yJIMHOB), MPUYEM CHHKEHUE €ero HaOmrogaeTcs Ha Oosiee paHHEH
CTauu HapylleHHs OETKOBOro OOMEHa, 4YeM W3MEHEHUs COJEp>KaHUs
anbOymMuHa (TIPOJIOIKUTENBHOCTh KU3HU TpaHcheppuna 7-8 mueit) (2C).
OnHako cojaepkaHue TpaHCpeprHa MOXKET IMOBBIIMIATHCS TpU Aeduiurte
JKeJe3a, COMPOBOXKAAIONIEM, Kak mpaBuio, bOH, yto cimemyer yduThIBaTh

Ipu npenaeseHuu tsbxkectu bOH.

Tabnuua 21.

NucTpymMeHTaNIbHBIE METO/bI

Jns omenkn oObema O€3KMPOBOM (TOIEH) Macca Tela U BBIPAKEHHOCTH
runepruaparani (B TOM UHCIE CKPBITOM) HCMIOIB3YEeTCS METOJbI
JByXYaCTOTHOW OMOMMIEAAHCOMETPUU U ABYX(POTOHHOM PEHTIE€HOBCKOMN
abcopouuomerpun (DEXA — dual-emission X-ray absorbtiometry).

buouMnenancomeTpuss wu3Mepser oO0beM OOIEeld JKUAKOCTH W JIOJHU
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BHEKJIETOYHOW M KJIIETOYHOM JKMAKOCTH Pa3AeiIbHO, MO3BOJISIET YCTAHOBUTH
0€3’KUPOBYI0O MacCy Tejda M «CyXOW BEC» U TEM CaMbIM CHOCOOCTBYET Yy
JIUanu3HbIX OOJBHBIX BBIOOPY 3(dektuBHoro pexuma [J[, a Takxke
BEJIMYMHBI OCITIKOBON KBOTHI.

DEXA — HEWHBAa3WBHBIA METOJl OIIEHKHM COCTOSIHHSI TpPEX TJIABHBIX
KOMIIOHEHTOB TeJia (>KUpoBasi KJeT4aTKa, MbIIIIEYHasi Macca, Macca KOCTHOU
TKaHW W MHUHEpalbHas IUIOTHOCTh KocTth). Ha Tounocts DEXA
MPAKTUYECKU HE BIUSET COCTOSIHUE TUMEPTUApATAllUU TUATU3HBIX O0IbHBIX.
[Mpuanun metoma DEXA  — CKaHMpOBaHHE Tella B MPSIMOJIMHEHMHOM
paspese C MOMOIIBI0 JIBYX MYyYKOB (DOTOHOB, U3ITYYAEMbIX PEHTIEHOBCKUM
UCTOYHUKOM. Pa3nuynbpie TkaHu (KUpOBasi, MbIIIEYHAs,, KOCTHAas)
MOIJIOWIAKOT PEHTIE€HOBCKHE JIydd B pa3Hou creneHu. CocraB Tena
paccuuThIBaeTCsl MO  COOTHOIICHUSIM  HATypaJbHbIX  JIOTapu(pmMoB

IMOTJIOMICHHBIX W HCIIOTJIOIMICHHBIX ITYYKOB.

Tabmuua 22. Hopwmbl mokaszaTeneil HYTPUTUBHOIO CTaryca IO JIaHHBIM

OMO3JIEKTPUYECKON UMIIETAHCOMETPUH.

IToxazarens ITon Bospact | Hopma
UMT, xr/m’ 19,5+0,33 (23-18,4)
[IpoueHTHOE M 20-39 12,9+0,65 (19,9-8,0)
coziepyKaHue KHpa 40-59 18,1+0,41(21,9-11,0)
60-79 20,7+0,66 (24,9-13,0)
XK 20-39 29,1+0,44 (32,9-21,0)
40-59 26,4+0,51 (33,9-23,0)
60-79 27,8+0,35 (35,9-24,0)
[IponeHTHOE M 18-39 35,4+0,75 (39,3-33,3)
coslepIKaHue 40-59 37,1+0,85 (39,1-31,1)
MBIIICYHOH MACCHI 60-80 34,6+0,31 (38,9-32,9)
K 18-39 26,2+0,45 (30,3-24,3)
40-59 27,1+0,65 (30,1-24,1)
60-80 27,3+0,55 (29,9-23,9)
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3.4. Knaccupurkamusa bBIH no ts:kecTn TeyeHust

bOH mnoppaznenstor Ha 3 CTENEHU: JIETKYI0, YMEPEHHYIO U TshKenyro. Cienyer, no

BO3MO>KHOCTH, YCTAaHOBUTB dTHONOTMI0O bOH.
3.5. 9tnonorusa bBOH
Tabmuua 23.

B oTinuune OT KOHEUHBIX MPOAYKTOB KHUPOBOTO W YIJIEBOJAHOTO OOMeEHa
(CO, u H,0), xoTopble BBIBOASTCS uepe3 JErKhe M KOXKY, MPOIYKThI
0eJIKOBOro 0OMEeHa MOT'YT OBITh yIaJI€HbI TOJIBKO OYKaMHU.

CyllecTBeHHOE 3HAYCHHE HMMEET KaueCTBEHHBINH OCIKOBBIM COCTaB IIHIIIH,
TaK KakK OTCYTCTBUE WJIM HEAOCTATOK XOTs Obl OJHOM Kako-1ubdo
HE3aMEHUMOUW aMUHOKHCIOTHI MOXKET CIYKUTh JIMMUTUPYIOIIUM (PaKTOPOM
OumocuHTe3a Oenka B opraHu3me. Jlaxke Tmpu MOCTYIUIEHUH BCEX
AMHHOKHCJIOT C MUIIEH OPTaHU3M MOKET HCTIBITHIBATh COCTOSHUE OCIIKOBOM
HEJIOCTaTOYHOCTH, €CJIM BCAchIBaHHE KAaKOM-ITHMOO OJHOM aMHHOKHCIOTHI B
KHUIIIEYHUKE 3aMEJICHO WJIM €CJIM OHA pa3pyliaeTrcss B OOJblIEH CTENeHH,
4eM B HOpMeE, MO JIEUCTBUEM KHUIIEYHOU MUKpOQIopbl. B 3TuX ciyyasx
OylleT MPOUCXOAUTh OTPAHUYECHHBIM CHUHTE3 OelKa WIM OpraHu3M OyAeT
KOMIICHCUPOBAaTh HEJOCTATOK aMHUHOKHUCIOTHI JjIsi OHMOCHHTEe3a Oeika 3a
CYET pacmajaa COOCTBEHHBIX OCIKOB.

Crenenb ycBoeHUsI Oellka M aMHHOKUCIOT TMHINM 3aBUCHUT TaKXKe OT
KOJIMYECTBEHHOTO M KauyeCTBEHHOTO COCTaBa YIJIEBOJOB U JIMIHUOB,
KOTOpBIE PE3KO COKpalal0T SHEPreTUYeCKUue MOTPeOHOCTH OpraHu3Ma 3a
cyer  Oenka. DOKCNepUMEHTaIbHbIE W KJIWHUYECKUE  JaHHbBIC
CBUJIETEIILCTBYIOT O TOM, UTO JUETA C HEIOCTATOYHBIM COJIEPKAHUEM KUPOB
U HU3BKOKAJIOpUIHAA THUINA CHOCOOCTBYIOT TOBBIINICHUIO OKHUCIICHUS
aMUHOKUCJIOT, YCUJICHUIO JIeTpajallii U OTYACTU CUHTE3a OelKa.

benku (COOTBETCTBEHHO U MPOAYKTHI UX THAPOIU3a aAMUHOKHUCIIOTHI)
MPUHUMAIOT HEMOCPEICTBEHHOE y4acTUe B OMOCHUHTE3€ psijla TOPMOHOB U

JIPYTUX OMOJIOTMYECKH AKTUBHBIX COEAUHEHUM, PEryJHPYIOMIHNX MPOIECChHI
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oOMeHa BellecTB B opranu3Me. [Ipu He0CTaTOUHOM MOCTYIJIEHUH OeJKa ¢
MUIIEH MPOUCXOAUT pacmajy COOCTBEHHOro myna Oejika ¢ 00pa3oBaHHEM
CBOOOJHBIX aMUHOKHUCIOT, OOECHEYMBAIOIIUX CHHTE3 HEOOXOIUMBIX
HUTOIIa3MaTUYeCKuX ¢pakiuil Oenka, GepMEHTOB, TOPMOHOB M APYTUX
OMOJIOTUYECKH AKTUBHBIX COCTUHECHUIA.

benkoBbIii OOMEH TECHO HMHTETPUPOBAH TaKkKE C OOMEHOM YIJIEBOOB,
JUIIUAJIOB U HYKJIEMHOBBIX KUCJIOT Ye€pe3 aMUHOKHUCIIOTHI UIH 0-KETOKUCIOTHI
(a-xeToriyTapaT, OKcajnoaleTraT U nupyBaT). Tak, acmapriHOBasl KUCJIOTa
WU allaHWH TyTeM TpaHCAMUHUPOBaHUS OOpaTUMO MpeBpallacTcs B
OKcajioaleTaT W MHUPYyBaT, KOTOPbIE HEMOCPEICTBEHHO BKIIOYAIOTCS B
YIJIEBOJHBIN OOMEH.

BrisiBieHa oOpaTHas 3aBUCUMOCTh MEXKAY KOHILEHTpalMedl JeNnTUHA U
MOKa3aTeIs MM HYTPUTUBHOIO CTaTyca M NpsiMas 3aBUCUMOCTb MEXKIY
nentuHoM u CPb. Iloeimenne ypoBHs wullTl' B kpoBu Hapymaer
MUHEPAU3AMI0 CKEJIEeTa, SPUTPONO033, (PYHKIMIO Ccepllla U TECYCHHU,
CHUKaeT UMMYHUTET, YCUIIMBAET KaTabOIU3M.

BaxHyto posib B pa3BUTHUU HApPYIIEHUNW HYTPUTUBHOTO CTATyca OTBOMST
IATOKMHAM M XEMOKHMHAaM, KOTOpPbIE HAYMHAIOT HAKAIUIUBAThCA B KPOBU
nanueHToB npu CK® wmenee 11 mu/mun/1,73 M [{uToKkuHBI, yTrHETAs
amnmeTUT, BHI3BIBAIOT MOTEPIO MACCHI TEA.

Hns GombHbix XBII  4-5 cragusiMu  XapakTepHa CKJIOHHOCTh K
OTPULIATEILHOMY a30TUCTOMY OajaHCy U TUINEpPKaTaboIu3My BCIEICTBUE
AHOPEKCHUM, YTHETEHUIO CHHTe3a OelKa W aMUHOKHUCIOT, JAeduiuTta

BUTaAMHWHOB, MUKPO3JICMCHTOB.

3.6. I1atorenes BOH
Tabnuua 24.

N3menennss Merabonu3ma Oeka TMpU  YpPEMUH TECHO CBS3aHBI C

HapylieHueM OOMEHa aMUHOKHCIOT. M3-3a yMeHbIIEHUsS MeTa0oJInYecKu
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aKTUBHOM MaccChl MOYEK pa3BUBaeTCs ACHUIUT CUHTE3UPYEMBIX B MOYKAX
(hepMeHTOB, HEOOXOIUMBIX /1T 00pa30BaHUS AaMHUHOKHUCIIOT.

CHumxeHME KOHUEHTpaMh B IUIA3ME HE3aMEHHUMBIX aMHHOKHCIIOT
O0OyCIIOBJIEHO HEJOCTATOYHBIM TMOCTYIUIGHMEM UX C TMHUIIEeH, HU3KOU
KaJOPUMHOCTBIO MMUTAHUS U B 3HAYUTEIBHON CTENIEHH alliI030M.

Anmao3, WHAYIUPOBAHHBI HEKOHTPOJHMPYEMbIM MOTpeOieHuEM Oenka,
MPUBOAUT K TIOJABJICHUIO CHHTE3a AMHHOKHCIOT, TOBBIIIAET UX
JeKapOOKCHIMPOBAHUE B MBIIIIAX U CHUYKAET CUHTE3 allbOyMUHA.

BOH npu XBII moxer Takxke ycyryOnsiThCs YNOTpeOJEHHEM B MUILY B
OCHOBHOM PAaCTUTEIbHBIX OETKOB C HU3KOM OMOJIOTHYECKOHN IEHHOCTBHIO U
HHU3KON KaJOpPUMHOCTBIO panuoHa. [lpu 3ToM ycunuBaeTcs Cekpenus
WHCYJIMHA, KOTOPBIA TOPMO3UT JUIMOJIN3 U MOOMIM3ALINUIO OEJIKa CKEeJIETHBIX
MBIIIL. YPOBEHb AMHHOKHUCIOT B KpPOBM IMAJAE€T, CHHMXXKACTCS CHHTE3
anbOyMHUHA U IPyTUX OENKOB, YTO BEAET K PAa3BUTHUIO TMIIOATL0yMUHEMUHU.
MexaHu3m ajantanyMyd  BKIOYAET TOPMOHAJbHBIE HM3MEHEHHS. OTHU
MU3MEHEHHUs CIOCOOCTBYIOT MOOMIM3AIMU CBOOOJHBIX KUPHBIX KUCIOT U3
KAPOBOW TKaHU M aMHUHOKHCIIOT U3 MbIIIM. [ JTIOKOHEOreHe3 U OKUCIIEHUE
aMUHOKHUCJIOT oO0ecrneunBaeT 0O0pa3oBaHHE JHEPTUM, HEOOXOAUMOM ISt
KU3ZHEACATEILHOCTH OpraHu3Ma, B pe3ysibTaTe MOJABISIETCS CUHTE3 Oelika,
3aMeUIsIeTCs METabOJM3M, YMEHBIIAETCS MBIIICUHAsi Macca U KUPOBBIE
3amachl OpraHu3Ma.

[Ipu ocTphiX UM XpOHUYECKUX HHPEKIUAX, UMMYHHOM BOCHAJICHUU STOT
mporecc  omocpenoBaH  (akKTOpOM  HEKpo3a  OMyXxoJih  alb(a,
MHTEpPJICMKUHAMU-2 U 6 U JIp.

VY nmanuenToB, urHopupyromux npumenenre MBIl u noTpebnstonux 6enok
B KOJIMYECTBE OOJBIIIEM, YEM PEKOMEHIOBAHO s AaHHOW craauu XbBII,
Ha0II0/1aeTCsl HapacTaHWE KOHEUHBIX MPOAYKTOB TIIMKUPOBAHUS, KOTOPHIE
3allyCKalOT  CJOXHBIM  KacKaJ peakluHil, BKIIOYAIOMINN TIEHEPALUIO

«akTUBHBIX ¢GopMm kuciopona» (2B). Peakuusim cBOOOIHO-paANKaIbHOTO
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OKHCIICHHUSI C YYacTUEM aKTUBHBIX (OpPM KHUCIOpOAa MOABEPraroTcs
aMUHOKHUCJIOTBI, O€JIOK, VYIJIEBOMABI, JUMUJIbI, (B TEpByHO OdYepeab -
HEHACBHIIICHHbIE JKUPHBIE KHUCJIOTHl Kak CBOOOJIHBbIE, TaK U B COCTaBe

dbochonununos) (1A).

3.7. Knuanyeckas kaprudia bBOH

Tabnuua 25.

Jlerkas u ymepenHas bOH. Cumntomel HympumusHvix HapyuieHul
XapakTepu3yloTCsd yMEHbIIeHueM Macchl Tena (Ha 3-5% B Mecsn),
MPOTPECCUPYIONIUM CHUKEHUEM amMeTUTa C Pa3BUTUEM aHOPEKCHM.
YMEHBIIAETCA TONIIMHA  KOXHO-XUPOBOW CKJIAAKU HaJ TPEXIIaBOU
mbied mwieda (KOXKCT) u mbrmeunas macca B obnactu meda (OMID).
CHmxkaroTrcsi YpoBHHM albOyMuHa, TNpeanbOyMuHa TpaHceppuHa u T; B

KpOBH. Bo3moxHBI J'II/IMCI)OHGHI/IH N HAPYHUICHUC TOJICPAHTHOCTH K I''TFOKO3C.

Tsaxenas BOH. CompoBoxkmaercsi 0ojee BBIPAKEHHBIMU H3MEHEHUSIMHU
KIMHUYECKUX U  JabopaTopHbiXx mokazareneid. Ilpu  dusuueckom
WCCIICIOBAaHUM  OOHAPYXKMBAIOT  3amajieHne  Mexpedepuid, artpoduro
BBICOYHBIX MBIIII] M MBI KOHEYHOCTEH. [loaK0KHO >KUpoBasi KieTdaTka
aTpodupoBaHa WM OTCYTCTBYeT. XapaKTepHBI amaTus, ObIcTpas
YTOMJISIEMOCTb, YyBCTBO  XOJO/JA. IIpucoenuusercs CHMIITOMBI
TUIIOBUTaMHHO3a (BUTaMuHbI Tpynmnbl B, C, donueBoit kuciaotel, D3 u By,
PP), nedumura MukposaeMeHToOB (Kele3a, IIMHKA, MEIAH, CEJIeHa), Kaablus,
apruHuHa u L-kapHUTHHA, OKCUJIAHTHBIN CTpecC, YCyTyOIsSIONINe TOUYEUHYIO
anemuto, KMII, muomaruto, sHuedanomnatuto, Al'. Bo3moxHbl atpodus

KHUIIIEYHBIX BOPCUHOK, YCUJIEHHBIA POCT MUKPO(MIOPHI B TOHKOM KHUIIIKE.

3.8. Ocao:xnenusas BOH
Tabnuua 26.

CepaedHo-COCyAUCThIE OCJIOXHEHUSI CBOMCTBEHHBI JAJCKO 3alle/IIei
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crarun  bOH. TunuuHOM mnNaToOnOrWed SBISIETCS TE€HEPATU30BAHHBIN
aTEepPOCKIIEPO3 (mpu OTCYTCTBUU TUIIEPXOJIECTEPUHEMHUH u
TUIIEPTOMOLIMCTEMHEMHUH) U KaJblMHO3 apTepuil ¢ HectabwibHOM WBC,
KaJIbLIHHO3 CEPJICUHBIX KJIAIIAHOB C BBICOKMM PHUCKOM Pa3BUTHUS OCTPOrO

KopoHapHoro cuaapoma u XCH.

DHJOKPUHHbBIE HapyLICHUS (MHCYJTMHOPE3UCTEHTHOCTb,
TUNEPTPUTIIULICPUIEMUS], AaHEMUsl, HAPYUIEHUS MHUHEPATbHOTO OOMeHa)
yCyTyOIsitlOT ~ CepACYHO-COCYAUCTYI0  marosioruto.  [lpuumHbl  yacto
BCTPEUAIONICHCS TSDKEJIOW aHEMUM CBA3aHbI HE TOJBKO C Je(UIIUTOM
APUTPOINOITHHA, HO U CO CHIKEHHEM MOCTYIUICHUS C MHUILEeH (PoreBoi
kuciaotel W BUTamMuHOB C u Bi,, nuHka, L-kapHWTHHaA, a TaKXke C
XPOHUYECKUM BOCIAIICHUEM U YPEMHUYECKUM THUIIEpHApaTUPEO30M. AHEMUS
acCOIMMPOBaHA C BBIPAXKEHHBIM MoBbIIeHUEM (pepputuna, TNF-o u CPb
KpPOBM M 4YaCTO PE3UCTEHTHA K IMpernaparaM >Kejle3a W SPUTPOIIOITHHA.
OcHOBHOM OOMEH M TemIlepaTypa Tejla MOHM)KEHBI, BCICJICTBHEC IMaJCHUS
ypoBHs T3 U yTpaThl TEIION30IUPYIOEH (YHKIIMU MOJKOXKHON KIETUYATKH.

B TepMI/IHaJIBHOI)’I CTaaur pa3sBUBACTCA T'HIIOTTITMKCMMA.

NvmyHOEUUUT ~ KIMHUYECKHM  TPOSBISIETCS ~ BBICOKOM — 4acTOTOM
OakTepUaIbHBIX, BUPYCHBIX M TPUOKOBBIX yCIOBHOIATOTCHHBIX MH(EKIIUM,
OTJIMYAIOIINXCS CKJIOHHOCTBIO K XPOHMU3ALMH W  HEOJIArompHsATHBIM

MPOTHO30M. BBISBIAIOT HapylIeHUE KIETOYHOTO uMMyHHTeTa (1A).

Y manuentoB ¢ 3b-5 craguamum XbII npucoenunenme BOH moxer
CrOCOOCTBOBATh  Pa3BUTUIO WM  YCYTyOJICHUIO YK€  HMMEIOIIeCs
apTepUabHON TUNEPTEH3UHM BCIEACTBUE CHIXEHHS cuHTe3a NO wu3-3a
nedunmrta aprunuda (2B). Jlepuuut apruHuHa npu ypemMuud oOyCIOBJIEH
HEJIOCTATOYHBIM TMOCTYIUICHMEM aMUHOKHUCJIOT C T[HIIEeH, a TaKxke

CHUKEHHEM 00pa30BaHUs aprUHUHA U3 HUTPYJUIMHA.
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3.9. Ilmarnoctuxka bOH
Tabmmma 27.

Kpurepuu nnarnoza bH npu XBbBII:

YMeHbIlIeHnEe Macchl Tefa 3a MmocieHue 6 MecsIeB, CHUKEHHUE alleTuTa
YMeHbIIeHHE TMOAKOXKHON KJIETUYaTKU

Bo3MoxkHbl anatus, ObICTpas yTOMJSIEMOCTb, CHUXXEHHUE BKYCOBBIX
OIIYLIECHUM, 3aMe/IJICHUE MTePUCTATIBTUKU

OcHOBHOI OOMEH M TeMIieparypa Teja IMOHWXKEHbI BCIICICTBUE MaJICHUS
ypoBHs T3 ¥ yTpaThl TEMIOU30AUPYIONIEH (QYHKIIMU MOJKOXKHON KIIETYATKU
HUMT < 18,5 KF/MZ; KXCT y myxunHn < 9,5 mM, y xeHIIUH - < 13 Mmm; OMII
y MyXuuH < 23 cM, y xkeHumH - < 21 cm; Ilpm satom KXKCT sBisercs
OTpaXXEHHEM  JKMPOBBIX  3amacoB  opramusma, a OMII  wmepoii
nepudepuueckoro myna Oenka.

CobIBOpOTOUHBIN anbOyMuH < 35 /1

CoiBopoTounblid Tpanceppun < 180 mr/mn

AoOcomotHOoe uncno 1uMponuToB kposu < 1800

3.10. Jleuenne 0eJIKOBO-IHEPreTUYECKON HEAOCTATOYHOCTH HA JOJAUAJTH3ZHOM
srane XbII
Tabmuma 28.

OcHoBHast  1lelb  JIGUEHHUS]  COCTOMT B  yCTpaHEHUU  (HAKTOPOB
CIIOCOOCTBYIOIIUX MPOTPECCUPOBAHUIO HYTPUTUBHBIX HAPYIICHUH U

JOCTHXKCHHNU CTa6I/IJII/IBaHI/II/I MOYCUHOM HEOOCTAaTOYHOCTH.

ITokaszaamamu k rocrnuTtanu3anuu nmanueHToB ¢ 3b—5 cramusmu XBII mia
nuarHoctuku y Hux bOH crnenyer cuurars:

- OBICTPO Mporpeccupyroniee yxyaeHue QyHKIUU MoYeK;

- HEKOHTPOJIMPYEMYIO apTEPUAIBHYIO THIIEPTEH3UIO;

- mpoTeunyputo 6ozee 2,5 r/cyT, popMupoBaHue HePPOTUUECKOTO

CUHJIpOMa;
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- nponoikutenbHocTh Tepanuu ['KC 6onee 6 mec.;

- PECBUCTCHTHOCTD K JICHCHHUIO aHCMHHU IIPCIIapaTaMU 3II0OOTHHA U KCJIC3a.

B Tex cnywasx, Korja mnpuuMHa pa3BuUTUS uiu  ycyryonenuss BOH
YCTaHOBJIEHA, €€ YCTPAaHEHHWE HUMEET pELIAoIlee 3HAYEHUE U HEPEIKO
MPUBOJIUT K MOJIHOMY Perpeccy HyTPUTUBHBIX HapylieHui (2B).

VY 6onpmmHcTBa 00abHBIX XBII 3—4 cTaguii npu cUCTEMHBIX 3a00JE€BaAHUSIX
(cucTeMHasi KpacHasi BOJTYaHKA, CUCTEMHBIE BaCKYJHTHI) C COXPAHSIONICHCS
AKTUBHOCTHIO 3a0o0seBaHMs Tepanus (KOPPEKIUs TUEThl U apTepuaibHOI
TUNEePTEH3UN ), mojiaBieHue aktuBHocTy Oosie3nu (I'KC u/unu nurocratuku)
3aMeUISIET MPOrPECCUPOBAHME MOYEUYHOW HEJOCTATOYHOCTH U YCTpPAHSET
B3H (1A).

JnutensHoe (6onee 6 mec.) npumenenue 'KC y 6onpubix XBII ¢ moueunoit
HEJIOCTATOYHOCTHIO HA MPEAJUAIU3HBIX CTaaUAX MOXET YCUIIMBaTh
runepkaradboanu3M, CcHocoOCTBOBaTh PA3BUTHIO WM YCYTyOJICHUIO YKe
umeronieicas bOH, B cBsA3u ¢ ueM, y 3TUX O0JIbHBIX HEOOXOAUM MOHUTOPUHT

AHTPONOMETPUYECKUX MTOKA3aTeNel U YPOBHS CHIBOPOTOUYHOIO alibOyMHUHA.

Bcem 6onbHbIM ¢ BOH aJ1st yMeHbIeHHs] CKOPOCTH O€IKOBOro karabonuzma
(protein catabolic rate - PCR) HeoOxomumMo mnoTpeOnsiTh He MeHee 35

KkKkaj/kr/cytku (1A).

Jlns neyeHus HapylieHUM HYTpUTUBHOTO cTtatyca y OonbHbix XBII 3B-5
CTaaui B MUIIEBOM PAllMOH BBOJSAT BBICOKODHEPTreTUUECKUE MUTATEIbHBIC
CMECH, U3TOTOBJICHbI Ha OCHOBE HATHUBHOTO O€JKa MOJOYHOW CHIBOPOTKHU
(manmpumep, Hytpuen Hedpo, Poccus) wiu cou (mampumep, [lomunporsn
Hedpo u Ilentonporsn Hedpo, Poccus) (HI'). Ot cmecu, nomydeHHbie
UCIOJB30BaHUEM MEMOpaHHBIX TEXHOJOTUM, oOorameHbl BHUTaMUHHO-
MUHEpPAJIbHBIM KOoMIUIeKcoM. OOIlee KOIW4YecTBO Oelika B pallMoOHE HE
JOJKHO TipeBbiaTh 0,7 I/Kr/CyTKU, IpU 3TOM OOIIMI KallopaXk HE TOKEH

ObITh MeHee 30 kkan/kr/cyTku (2B).

Y Oonpubix XBII co CK® wmenee 15 wii/MUH m0Opu  HaIUduu
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nporpeccupyromieir bOH, npu 6e3ycnenmHocTd KOHCepBaTUBHBIX METOJIOB
€e  KOppeKIMHh, H3-3a  pHUCKa  TSKEJIOW  TUNCPKAUTMEMHUH U
JIEKOMIICHCHPOBAHHOTO METa0O0JUYECKOr0 amugo3a CileAyeT HaYuHATh

perynspubiii ['J[ (2B).

4.1. Bexenue 00abHbIX XBII mocie koppexkuun bOH
Tabnuma 29.

* Bcem OOJILHBIM C BBISIBJICHHOU BOH clenyer MPOBOJIUTH
AHTPOIIOMETPUYCCKUE U3MEpPEHHS (MU OMOIEKTPUUYECKHI HMIIeTaHCHBIN
aHalu3), KIMHUYECKUH U OMOXMMHUYECKUM aHaliu3 KPOBU W OOIIWN aHATU3
Moun He MeHee 1 pasa B 1,5 Mecsma, aHanu3 moTpeOieHHs Oelka Hu

KaJOPUUHOCTH MHIIHM 110 3-THEBHBIM JTHEBHUKAM NUTaHUS HE MeHee | pas3a B

3 mecsma (1A).

* MB/] ¢ conepxanuem Oenka 0,6 TI/KI/CyTKHM AOKHA OBITH TIIATEIBHO
cOaaHCUPOBAHHOM KaK MO COJAEP>KaHUI0 aMUHOKHUCIIOT, TaK U Kalopuil (He
MeHee 34 KKakI/Kr/CyTkh). ITO TpeOoBaHHME HEOOXOJIUMO CTPOTO
cobmonare y OonbHbIXx ¢ 4 - 5 cragusamu XbBII ¢ paccrpoiicTBamu
NuUIleBapeHusi, OOYyCIOBJIECHHBIMU ypeMuen, a Takxke y OoJbHbIX 3-4
crarusiMmu  XBIl 1mpu  cucTeMHBIX 3a00J€BaHUAX C COXpaHSIONICHCS
AKTUBHOCTBHIO 00JIe3HU (MOBBIIICEHHE YPOBHS BOCIAIUTENIbHBIX IIUTOKUHOB),

npu anutenbHoM Jdedenun ['KC (1A).
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