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CocTosiHUE TUTaHHUS SIBIISIETCS BKHBIM (JaKTOPOM,
KOTODPBIM OKa3bIBaeT BIUSHUE Ha 3a00J€BaeMOCTh U
CMEPTHOCTH y OOJIBHBIX € 3a00JI€BaHMSIMH TTOYEK, OCO-
OeHHO B TepMUHaIBbHOM cTauu [ 1]. Cpeau MHOTHX (ak-
TOPOB, OKa3bIBAIOLMX HEONArONPUSITHOE BO3/IEHCTBUE
Ha UCXOJIbl Y TAKMX MaLlMEHTOB, BEAYIIYIO POJIb UTPaeT
OenkoBo-3HepreTuyeckas Hepocrarounocts (bOH) [2].
Takum 00pazom, COCTOSIHUE MTUTAHMUS B TIJIaHE HCXO/I0B
y OOJIBHBIX ¢ XPOHUUECKON MOYEUHOH HEJJ0CTaTOYHOC-
Th10 (XITH) mpuoGperaer crparernueckoe 3Ha4eHHE.
Eme Gonee 3HaYMMBIM CTAaHOBHUTCS €r0 Ba)KHOCTH C
YUYETOM TOSIBUBLIEHCS B 00MX0/€ HE(PPOIOroB HOBOH
KOHLETILUN — MOHATHSI XPOHWYECKOW OOJIE3HU TOoueK
(XBII), nozBoasirowieii emie B OONbLICH CTENEHH T10-
BBICUTB POJIb JIEYEOHOr0 MHUTAHUS, IEPEABUHYB €ro
Havajo Ha Oojee paHHue dTamnbl. B To ke Bpewmsl, He-
CMOTpsI Ha BaYKHOCTH JICUEOHOTO MTUTAHUS B TEPAIUU
OOJBHBIX C MOYEUYHBIMHU 3200J€BAHUSMU B OTeUe-
CTBEHHOM JIMTEPaType, B OTIMYHE OT 3apyOeKHON, HaM
yaanock 0OHApYKUTh HEMHOTO CBEICHUI O JAaHHOM
Bujie jedeHus [2]. UToObl BOCIIOIHUTE 3TOT TpoOert,
Y TIpeNPUHSATA OMBITKA OCBEIIEHUS COCTOSHUS 3TON
npoOsieMbl Ha COBPEMEHHOM 3Tare.

Kpatko HanmomuumM ocHoBHBIE noJioxkeHust 0 XbI1.
Xponunueckast 00J1e3Hb TIOUEK — 3TO «HATUUHE TOBPEX-
JICHUSI TTOYEK WITU CHUKEHUS YPOBHS (PYHKIIUH ITIOYCK B
TEUEeHHEe TPEeX MeECsLEeB U Oosee, HE3aBUCHMO OT AH-
arnosa» [3]. Knaccudukauuns XbI1 (tabdmn.1), Harmsia-
HO JIEMOHCTPHUPYET YPOBEHb Hayalla Je4yeOHOro
MUTAHUS WK HyTPUTUBHOU MOACPKKH [3].

Cpenyt MHOTHX (haKTOPOB PUCKA, OKA3BIBAIOIIMX OT-
pHLaTebHOE BO3/ICHCTBHE HA MMOYKH, MOYKHO OTMETUTH
ClIeyIOIHE: JIeKapCTBEHHbIE TpenapaThl ¢ HehPOTOK-
CHYHBIM JICHCTBUEM (aHTHOMOTHKH aMUHOTIMKO3UIOBO-
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ro psijia, mpernapaTsl 30J10Ta, HECTEPOUIHbIE IPOTHBO-
BOCHAIMTENBHbIE CPECTBA, J{-EHNIIMIIIaAMUH, pEHTTe-
HOKOHTpPACTHBIE BELIECTBAa U Ap.), apTepuaibHas
THIEPTEeH3MsI, CaXxapHblid T1a0eT, OKUpEeHHe, KypeHue,
3noynorpedienne nmuBoM (6ombine 1,0-1,5 i1 B ieHb B
TeYeHHE JUTUTENBHOT0 BpeMeHH ). CyILECTBEHHO, UTO IPH
TIOMOIIY OMPEAETECHHBIX JTUETUYECKUX MEPONPHUITHI
YAAETCS] 3HAYUTENTBHO YMEHBIINTL OTPHLIATENILHOE BO3-
JeiicTBre Ha (DYHKLHIO TOYEK HEKOTOPBIX U3 MPUBE/ICH-
HBIX BbIlIe ()aKTOPOB, a UMEHHO: apTepUualbHON
TUIIEPTEH3UH, OKUPEHUs], CaXapHOro 1uadeTa.

Ipu odxrcupenuy BaXkeH 1epexo]] Ha TMIoKaIopuil-
HbIe ueThl (He 6onee 1700 kkal/cyTkH), TOJTHOE 3arl-
pelieHue ynorpediaeHrne ajakoros, UCIONIb30BaHUE
a/IeKBaTHBIX (PU3MYECKUX HArPY30K (HApuMep, exe-
HEeBHas X0/p0a OT 3 10 5 KM), HCKIIIOUEHHE CBEPX-
MOJIHBIX CMNENHUAJbHBIX JUET JUIS MOXYAaHUS U
MUIIEBBIX 100aBOK, a TAKKE, BO3MOYKHO, UCIIOJIb30Ba-
Hue nenTtuHa [4]

Hanuuue y nayuenma apmepuanviou eunep-
men3uu TpedyeT NMoAAep)KaHHs LIEeIEeBOr0 YPOBHS ap-
TEpUabHOrO JIaBJIEHHSI ITyTEM HCII0JIb30BaHUs MOHO-
WITM KOMOMHMPOBAHHOM Teparuy aHTUTHIIEPTEH3UBHbI-
MU TIpenaparamu (MpeArnovyTeHue oTaaeTcsi O6Joka-
TOpaM aHTMOTEH3MH-TPEBPAIIAIONIEro ()epMEeHTa HITH
Onoxaropamu AT -penentopos anruorensuna II).
Juetnueckas KOppeKUUs THIIEPTEH3UBHOIO CUHAPO-
Ma 3aKJIIo4aeTcsl B OrpaHMYEHUH TTOBAPEHHON COJIN
(o 8 r/cyT), KOHCEPBUPOBAHHBIX MPOAYKTOB, IPSIHO-
CTEH, KOMYEHOCTEH, OCTPBIX OJIIOA, KUJIKOCTH (HE
bonee 2 n/cyr). llpeanoureHue AOHKHO OTIaBATHCS
pacTUTeNbHOM NuIle, KATOpUHOCTE paroHa oT 30 10
35 KkKan/cyT, 1enecoo0paseH OJ1H pa3rpy304HbId IeHb
B Hezemo [5]. bnaronpusitHbIil a3QdekT nmeer cayHa
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Ta6bnuua 1

Knaccudukauusa XpoHn4eckoi 6oie3Hun novek

Cragusa| XapaktepucTtuka

CK®d, mn/muH/1,73 mM? | Meponpuatus

| [MopaxeHne no4yek ¢ HopManbHOM nnu | >90
nosblleHHoNn CKP

[varHocTtrka 1 ne4yeHne oCHOBHOro 3aboneBaHus 4
3amefsieHns TEMIMOB NPOrpeccupoBaHns U CHUXEHMS
pycka PasBUTUSA CepaeYHO-COCYANCTLIX OCIO0XHEHU

Il MopaxeHre NoYek C yMEepeHHbIM CHU- | 50-89 Te xe meponpuatua. OueHka CKOPOCTU NPOrpPeccrpo-
xeHnnem CKD BaHWA
11 CpenHas cTeneHb cHmkeHns CKd 30-59 BbisBneHne n nedeHne ocnoxHeHuii. ManobenkoBas
avera.
v BhipaxeHHas cTeneHb CHkenus CKD | 15.09 MoaroTtoBka K MOYEYHON 3aMeCTUTESIbHON Tepanuu
\Y MoveyHas HeQOCTaTOYHOCTL <15 MouyeyHas 3amecTuTesbHaa Tepanus

MpumedaHve. Hannuve $akTtopoB pucka npu cKOpocTu KnyboukoBoin Gunbtpaumm > 90 Mn/MuH TpebyeT HabnoaeHUs 1 NpoBe-
OEHUSE MEPONPUSATUIA NO CHUXEHUIO pyUcka pa3BuTUs naTonorum novek. CKP — ckopocTb kny6o4koBOn punbTpaumm.

wim OaHs ¢ Temneparypoi Bozayxa He Oonee 80° C
1-2 pa3a B Hezemo.

Y 6onvuvix caxapuvim ouabemom HEOOXOAUMO
0COOEHHO CTPOTrO COOMIONATH MPEANUCAHHYIO TUETY Ha
NPOTSKEHUH BCEro CpoKa 3a0osieBanus. B naHHOM sek-
MU MBI He OyJeM MPUBOJUTH PEKOMEHIAIMH TI0 Jie-
4eOHOMY MHUTAHMIO TTAIIMEHTOB C CaXapHbIM THa0eTOM
JI0 pa3BUTHS AMA0CTHYECKOM HeporaThu, Tak Kak OHU
HOPOOHO M3IAraroTCsi ¥ MPEIOCTABISIOTCS BpayaMu-
SH/IOKPUHOJIOTaMH. B TO ke Bpems pu BBISIBIICHUH Y
0O0JILHOTO TMa0ETHYECKOM HEPPOIIATHH BO3HUKAIOT 0CO-
OCHHOCTH JIMETHYECKHUX PEKUMOB, HA KOTOPBIX MBI OC-
TAHOBMMCSI B COOTBETCTBYIOILIEM pazzieie.

Oco0eHHOCTH HYTPUTHBHOH MOJJEPKKH
B 3aBucuMocTH ot craauii XbII

Ipu nanuyuu 1 cmaouu XBIT npoBoasTcs Mepor-
PUSTHS TIO JUATHOCTUKE M JICYEHUIO OCHOBHOTO 3200~
JIeBaHUsl JUIS 3aMEJIEHUS] TEMIIOB MPOrPeCCUPOBaHUS
Y CHUKEHUS! pHCKA Pa3BUTHS CEPICUHO-COCYTUCTBIX OC-
JIO)KHEHUH. B 3aBHCMMOCTH OT OCHOBHOTO 3a0oJieBa-
HUSI TalMeHTaM HEOO0XOAMMO PEKOMEHAO0BaTh W
COOTBETCTBYIOIIYIO AUETYy. B aTOM cTaauu He Tpeldy-
eTcs orpannueHus 6enka (B Poccruu 3a HOpMy MOYKHO
OpUHATH | I/KT Macchl Tela B CYTKH), KaJIOPUHHOCTD
palroHa He JI0JDKHA MTPEBBIIIaTh 35 KKaJ/KI/CyT, KOJIU-
4eCTBO MOTPEOIIsIeMOil JKUAKOCTH He Oonee 2 J/cyT.
OrpaHuuuBaeTcs oBapeHHas coiib J10 8 1/cyT. [Ipen-
MOYTEHHE JIOJKHO OT/ABAThCSl PACTUTENBHBIM JKHPaM
U CJIOXKHBIM YIJICBOJIAM.

Bo emopoii cmaouu XBII ocyuiecTBIsSOTCS
MEpbI, HaIIPaBJIEHHbIE HA YMEHBIIEHHUE CKOPOCTH PO-
rpeccupoBanust XBI1 [5]. B auere TpeOyercst orpa-
HUYeHHe Oesika ¢ OOBIYHBIMM NMPOAYKTAMH MUTaHUSA,
Ho He Huxke 0,8 r/kr/cyT. Okono 60% MPOTEUHOB J0I-
JKHBI COCTABIISATh TPOTEUHBI BLICOKOH OMOJIOTHYeCKOM
[IEHHOCTH (SIMYHBII TPOTEUH, OCJIOK MsICa, PhIObI, COH).
DHepreTuyeckas IIEHHOCTh palMoHa 35 KKaj/Kr/cyT-
k. Okosio 55% SHEProeMKOCTH paluoHa CieayeT
obecrnieurBaTh 3a CYET yIIeBOAOB, 35% — 3a cuer

#&UpoB. [IpenMyI11ecTBO UMEIOT MOJIMHEHACHILIEHHbIE
YKUPBI, OTPAaHUUMBAIOTCS TPOAYKTHI C BRICOKUM COZIEP-
YKaHWEM XOJIECTEpPHHA, PENIOYTEHHE OTAETCS CIO0XK-
HbIM yrineBoaaM. OrpaHUueHUs! MOCTYIICHUS Kajusl,
(docdopa He Tpedyercs. YoTpebiaeHre ajiKkoros J10-
ITyCKAeTCs TOJBKO 1O YCMOTPEHHUIO Bpaya.

B mpemuweii cmaouu XBII Bce ycunusi Hampasiie-
Hbl Ha BBISIBJIIEHUE U JIEYEHUE OCJIOKHEHUH, MIaBHBIM
oOpa3om aprepuanbHoi runeprensuu [S]. Kak yxe
YKa3bIBaJIOCh BBILIE, HAPSALY C 00s3aTeIbHON Jiekap-
CTBEHHOW aHTUTMIIEPTEH3UBHOM TepaNUel IPaKTUKY-
€TCsl OrPaHUYCHUE MMOBAPEHHOM coyin J1o 6-8 T/cyT U
BOJIbI J10 2 11/cyT. BTOpbIM HampaBjieHreM B 3TOH cTa-
Juu XDBII sBIstOTCS MEPONPUSTHS 110 YMEHBLIEHUIO
ckopoctu nporpeccupoBanusi XbII. [lns 3toi nenu
UCTIONB3y0TC MHruOuTOphl AIID, Gnokaropsl AT -
peuentopoB anruoteHsuHa Il (He3aBUCHUMO OT HaH-
YHsl WM OTCYTCTBUSI THNEPTEH3MOHHOTO CHHIPOMA),
a Tarxe Manobenkopas nuera (MBJI).

3aMeTnM, 4TO BBICOKOE coliepkaHue Oesika B co-
BPEMEHHOM pallMOHE YKHUTesel OOJbIIMHCTBA Pa3BH-
TBIX CTPaH He TOJBKO OJ1Iaro, HO MOKET HECTH M PSA
HEraTMBHBIX MOMEHTOB, B TOM YHCJI€ CBSI3aHHBIX C
BJIMSTHUEM Ha COCTOsIHME TIouek. Hanbosee yeTko 3Tu
npoOiembl pa3paboTaHbl B OTHOLICHWH BIHUSHHS BbI-
COKOTr0 IoTpeOIieHus OesKa Ha COCTOSTHHE BHYTPHUIIIO-
MepYJISIPHON reMOTUHAMUKH.

XOopoII0 M3BECTHO, YTO OEIKOBasi Harpyska MmpHu-
BOJIUT K HapacTaHHIO Mo4YeyHoro kpooroka u CKO.
C apyro# cTOpOHBI, OHA BBI3BIBAET YMEHBILIEHUE KO-
3¢ duumenTa roMepyspHoi ynsTpaduisTpanuu (K),
KOTOpOE€, MPEANONOKUTEIbHO, PACCMAaTPUBAETCS KaK
KOMITEHCATOpHasl peakliys, NpHU3BaHHAs OTPAaHUUYHUTH
HekoHTposmpyeMoe mnoBbiieHne CK®. Ecnan yuecTs,
YTO NPH NATOJIOIUK Novek OasanbHas BeanynHa K 3a-
YaCTYIO OKa3bIBAE€TCSl CHUYKEHHOM, TO MOYKHO TPETo-
J0XKUTh, YTO JalibHEHIlee CHUKEHUE HCXOJHO
HeBbICOKOro K. Ha (oHe MOCTYIICHUs 3HAYMTENbHBIX
KOJIMYECTB MPOTerHA OylIeT co3aaBaTh U OOJIBIIYIO
CTENeHb MPOTUBOEHCTBUS HApaCTaHUIO INIOMepYJIsp-
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Beicokoe norpebnenue
Genka/GenkoBas

H(Jpa)KCHHC TO4YEK
Harpyska

S A

Cumxenne MJTH

YMeHbIIeHHE
adepentroro

A
CHIDKEHHE OHKOTHYECKOTO

JIaBJIEHUS TLJ1a3Mbl COCYIIMCTOIO

CONPOTUBIEHUS

y

Poct rioMepyIispHOro KpOBOTOKA K
TPAHCKAIMLIAPHOTO PTHAPOCTATHIECKOTO
JaBJIICHUSA

/L Hapacranne huiasTpanmonHoro
JIaBIIEHUs.

Poct CKD,,

/ \ Hapacranuue,

CHHKEHHE MITH

Hem3MeHHOCTh K¢
——Pocr BHyTpMKﬂyGO‘iKOBOM
THIIEPTEH3HH

Cumxenne K

Puc.1. Cxema pasButus 1 ycyrybneHusi BHyTpUrioOMepynsp-
HOI rMNepTEeH33U NPY BLICOKOM noTpebneHnn Genka.

HOT'O KPOBOTOKA MJIM KAITMJUIIPHOIO THAPOCTaTHYECKOTO
JaBieHus. [1s mpeoosieHust 3Toro NpoTHBOACHCTBHS
MOYKaM MPUXOAUTCS Jlajiee YBEJIMYMBaTh 00bEM I10-
YeYyHOro KpOBOTOKa, TakuM 00pazom, 3aMbIKaeTCs
MaTOJIOTMUECKUI KPYT YCYTryOneHus BHYTPUKITYOOUKO-

A b

CK®=100 mn/munH
P=10 mmons/mn
F=CK®xP=1000 mmons/MuH

CK®=150 mn/muH
P=10 mmons/mn
F=CK®xP=1500 MMONb/MUH

F=1000 mmonb/mun F=1500 mmons/muH

7] -
- R=950 R=1425
» MMONGL/MUH MMOSL/MUH
UxV=50 UxV=T75
MMORb/MUH MMOfL/MUH
V=1 mn/muH
U= 50 mmonbs/mn V=1,5 mMr/MuH
UxV=50 mmonb/mwH U=50 mmonb/mn
R=F-UxV=950 mmons/muH UxV=75 mmans/MuH
R=F-UxV=1425 mmons/muH
UxV
EF= —— x 100% = 5% Uxv
F EF= —— x100%=5%

F

Puc.2. Mpumep, noscHaoWwmin GopMUpoBaHne TPaHCMOPTHOM
neperpyskun TyOynsapHbIX KNETOK B YCAOBUSAX runepdunbtpa-
UMW, UHAYUMPOBAHHOM Harpy3kamu 6enkom uian ero aepusa-
TOB. A - 00ObI4HbIE YCNIOBUS, B - cocTosiHME runepdunbTpauuu,
P - KOHUEHTpauus yCrnoBHOro BeLecTsa B nnas3me Kposu, F, U,
UV, R, EF - ¢punbTpaunoHHbIn 3aps, KOHLEHTpaUMSa B MOYe,
abcontoTHas akckpeuns, abconoTHaa peabcopbums, akckpe-
Tupyemasa ¢ppakumns aToro BewecTtsa, V - MUHYTHbI Anypes.
Mpu nponopumnoHansHom pocte CK® 1 abconoTHOM aKckpe-
UMM B MONTOPA pa3a HEM3MEHHOE YMCNO TYyOynsipHbIX KINeToK
BbIHY>XAEHO peabcopbmpoBaTh 3HAYNTENLHO OOJbLLE BELLECTBA,
4YTO Pe3ko yBEeNMYMBAET HArpy3ky Ha OfHy kneTky [6].
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Bo# runepren3uu (puc. 1). Orcrona, B 9aCTHOCTH,
MOXKET CJIEI0BATh TO, YTO NMPH OAWHAKOBBIX YPOBHSX
3HAUUTEJIBHOTO MOCTYIJIEHUS NPOTENHA CTENEHb
HMHTPArJIOMEpYJSIPHOI TUIEPTEH3UN Y OOJBHBIX € TO-
YeyHOM MaToJIOrHel MOYKET 0Ka3aThbCs OOJIBbIIEH, YeM
Yy 3I0pOBBIX JrO/IeH. Bece 3T0 CITyKUT JOMOJIHUTENb-
HBIM TEOPETUUECKUM 0O0CHOBAHHEM LIENECO00pa3HO-
CTH BKJIIOUEHHUSI MaJIOOEIKOBOM JUETHI B IPOrpaMMbl
KOHCEPBATUBHBION Tepanuu yke AOBOJbHO PaHHUX
craguit XBII [6].

Pe3ynprarel HaIMX UCCIIENOBAHUIN C MPOBEICHU-
€M IepOPaIbHbIX OEJIKOBBIX HArpy30K 3J0POBbBIM JIFO-
M 1 nareraTaM ¢ XbI1 mo3Boianian Takxke caeiarh
MPEIIONI0KEHUE O TOM, YTO BBICOKOE MOTpelieHue
OesKka He OrpaHUYMBAETCs BO3ACHCTBUEM Ha COCTOSI-
HUE MoYeyHoi remoarHaMuku. OKa3aiaoch, 4To y 3/0-
POBBIX JOOPOBOJIBLIEB U HEKOTOPBIX MALMEHTOB C
HepoTaTrusiIMH BEICOKOE TIOTpeOIeHHE IPOTENHA BEIET
He TonbKO K pocty CK®, HO u yBennumBaeT abCOMOT-
HYIO 9KCKPELIMIO OCMOTHYECKUX BELIECTB ¢ MOYOH IPH
HEN3MEHHBIX BEJIMYMHAX UX IKCKPETUPYEMON (PpaKLyu.
Ortcrona HETPYIHO MOACYUTATE, YTO B TAKOW CUTyaLlUH
TPaHCHOPTHAsI HATPYy3Ka HA OJHY KaHAJIBLIEBYIO KJIETKY
(MM eIMHULY TUIOIIAAM MOBEPXHOCTH KaHAIIbLIA) B yC-
JIOBHSIX MOCIEOEIKOBON TUNEpGUIbTPALUN OKaXETCsI
BBIIIIE, YeM MPH YMEPEHHOM NOTpebieHnn Oeska (puc.
2). JlornuHo 0XKAATH, YTO PALMOHBI CO 3HAYUTEIILHBIM
coziep>KaHieM MPOTENHOB CIIOCOOHBI COAEHCTBOBATE U
neperpysKe KaHajbLIEBOIO arnmapara IouYeK C 1ocie-
JYIOLMM Pa3BUTHEM €ro runeprpoduu u B JajbHew-
meM ycyryOnaeHuem TyOyJTOMHTEPCTHIMAIbHBIX
MOBPEXJICHUH [6].

B KOHEYHOM MTOTr'€ MO>KHO BBIAGIUTD CIIEIYIOLINE
aJlanTHBHBIE MEXAaHU3MbI UTAHUSI C OrPaHUUYECHUEM
[IPOTEMHOB B OTHOLIEHUH [TOYEK:

— yITy4LIeHHE BHY TPUITIOMEPYIISIPHOM TeMOIIMHAMHUKH,

— OrpaHu4eHHe TunepTpoun rIOMepyJ,

— CHIKEHHE TPAHCTIOPTHOM Harpy3KH Ha KaHAJIbLIBL,

— YMEHbLIEHNE BBIPAKEHHOCTH AUCITUITPOTENIEMUH,

— BIMSHHUE HA MOYEUHBI METAOOIU3M U OTpaHU-
uenue norpedienus O, MOYeUHON TKaHbIO,

— CHI)KEHHE ITPOLYKLIMH OKCHJIAHTOB,

— BO3/IelicTBHE Ha QYHKIHUIO T-KIIETOK,

— TIo/1aBIeHue BeipaboTky anrrotensuHa I u TGF-P.

Oo6menpunsaToir cuuraercss MbBJI, obecneunBaro-
mast nocryruieHue 0,6 r npoTerHa Ha KT Macchl Tea B
CYTKH.

Heo0xonnMo BbIAETUTH HECKOIBKO BapHaHTOB
MB:

— Ha OCHOBE OOBIYHOTO PaIlMOHAa,

— MBJI ¢ BkIItOUeHHEM

- KeTrocTepuia,
- COEBOI'0 M30JITa,
- 3CCEHLMAIbHBIX AMUHOKHCIIOT.
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TpunToaH —>mpunmogparasa E.Coli —HOOMN (KALLEYHUK)

WHpokeun-cynbdat (nedeHb) —>M-C(KpoBb)

g—

(N-C) (no4kn) /-C (cekpeuns B
npoKcumarnbHble KaHanbLbl, MHTepcTuumin) - M-C (mova)

MB[], aHTepocopbeHTbI

Puc. 3. Metabonuam nHaokcun-cynbdata (U-C).

Cnedyem, nomuums, umo odbwas doza benka
emecme ¢ dobasxkamu He doadxcrHa npegviuiams 0,6
e/ke/cymku

Haznauenune MBJI, npexie Bcero, HarpaBjieHO Ha
yMeHbllIeHHe He(hpPOCKIIepo3a U OTJaJICHUE CpOKa Ha-
yajia 3aMeCTUTENbHOM Tepanuu. KoHKpeTHbIe MeXaHu3-
MBI 3aMEJJICHUS TIPOILECCOB CKIEPO3UPOBAHUS B
MOYEYHOM TKAaHU O] BIUSHUEM MaJ00EIKOBOTO parly-
OHA PACKPBITHI HE MOJHOCTHIO. OMHAKO M3BECTHO, YTO
npu uctonb3oBanun Mb/] cHIbKaeTcst 0Opa3oBaHUE OK-
CHJIa a30Ta, PA3INIHBIX TOKCHYECKHUX MPOTYKTOB (Tya-
HUJWHA, WHIOKCWI-CyIb(aTta u 1p.), HHIYIAPYIOIIHNX
BBIPa0OTKY TPaHC(POPMHPYIOILETO (hakTopa pocTa, TKa-
HEBOr'0 MHIMOMTOpa METayIONpoTenHa3, npo-aibgha-1-
KOJUIareHa — M3BECTHBIX CTUMYIISITOPOB 00pa30BaHMSI
COEIMHATENILHON TKaHW. Masio0eIKOBbIE TUETHI C J0-
0aBleHUEM K PAIIOHY COEBOTO OEJIKa TAKKe YMEHBbIIIa-
IOT CTEMEHb CKIEPO3WPOBAHUS B MOYKAX, INIABHBIM
00pa3zoM 3a cYeT YrHETEeHUs THPO3WH-TIPOTEHHKUHA3HI,
MOIITHOTO CKJIEPO3CTUMYIHPYIOIIEro arenTa. B mocie-
JIHUE TOJIbl ITOTyUCHbI HHTEPECHBIE JIAHHbIC O POJIM MH-
JIOKCUII-CyJb(haTa B pa3BUTHH HePpockiieposa (puc. 3).

Hcnonn3oBanne M/Ib (BO3MOXXKHO, B KOMOHHAITUH
C DHTEPOCOPOSHTAMHU ) ITO3BOJISIET YMEHBIITUTH CKOPOCTh
nporpeccupoBanus XbII u orcpounTts Hayano 3amec-
TuTenbHON Tepanuu. CobironeHre pexkuma MUTaHus 1
XapakTepa JIMETUYECKUX BO3JIEUCTBUIN MO3BOJISIET «BbI-
urpatb» oT 16 1o 24 mecsieB 0e31MaTU3HOTO Jede-
Hus. Hampumep, o HaImmM HaOMIOMEHUEM HAXOSTCSI
nBoe 0oibHBIX ¢ XBIT -1V cramuu (y obonx memo-
paHO3HO-TIpoIM(EePaTUBHEIA TIIOMEPYIOHEePPHUT, TTOI-
TBEPKIICHHBIN He(hPOOUOTICHEH ), CTPOTO COOMFOMAFOIITIX
JTUETY, Y KOTOPBIX TIOKA3aTeH a30TUCTOTO0 0OMEeHa Oc-
TaOTCS MOBBIIIEHHBIMHA M CTAOMIILHBIMH B TeueHUe 64
1 72 MecsIeB COOTBETCTBEHHO.

B kauecTBe IOMOJHEHHUA B Majg0OEIKOBBIX IHE-
Tax Haubosiee MMPOKO MPUMEHSIOTCS COEBBIN OEoK
(coeBbrit n307T) [7] 1 KeTocTepun [§].

Coespiit m3omaT SUPRO 760 Gonee yem Ha 90%
COCTOWT M3 OYMIIEHHOI'O PACTUTEIHHOTO MPOTEHHA,
coZiepyKaHue yriaeBoaoB cocrapisieT — 0,3%, KupoB —
1,0%. B cocraBe npojykTa OTCYyTCTBYIOT (ocdop,
XOJIECTEpPHUH, B CJIEIOBBIX KOJIMYECTBAX IMpeICTaBle-
Hel Na, K, Ca, Cl. CoeBblit 0€/10K IPeACTaBIsIeT HH-
Tepec, TaK KaK OH, SIBJILICH PO TyKTOM PACTUTEITHHOTO

NPOUCXOKICHUS, COJICPIKUT BCE HE3aMEHUMBbIC aMH-
HOKHCJIOTBI B Han0oJIee pueMIIeMbIX (PU3UO0JIOTHYEC-
KMX COOTHOLIeHUsX. [lo xauecTBy Oejka coeBble
O€JIKU CPaBHUMBI C IPOTEHHAMH SIMII, B MEHBIIIECH CTe-
[IEHU, YeM JKUBOTHBIN OEJIOK, CIIOCOOHBI BHI3BIBATH I'M-
nep@uabTpaInio, XOPOIIO MOAJAIOTCS KYJTMHAPHOM
00paboTke, UMEIOT 00JIee HU3KYIO aJUIEPreHHOCTD MO0
CPaBHEHHUIO C KUBOTHBIMHU OCJIKAMH, 3HAUUTEIHLHO
JICLIEBIIE CMECH ACCEHLUANIbHBIX aMHUHOKHCIIOT U Ke-
ToaHaJoroB. Takke U3BECTHO O CBOMCTBax COEBBIX
0€JIKOB YMEHBIIATh PUCK OHKOJIOTMYECKHUX 3a00JIeBa-
HUH, CHUKATh BBIPA>KEHHOCTH IIPOSIBJIIEHUI KIIUMAKTe-
pHUYECKOTO CHHAPOMA, 3aMeIUIsITh pPa3BUTHE
0CTEON0PO3a, CHIKATh XOJIECTEPUH U TIOBBILIATH YPO-
BEHb TEMOIVIOOMHA B KPOBH.

B kadecTBe BTOPOro MOIMYJSIPHOTO KOMITOHEHTA
MB/I BeicTynaeT mpenapaT keroctepuia. OH umeer
cieayronmi cocras (dpopmyna [lummepmana):

— 0L — KeTOAHAJIOT W30JIeHIIHA, KalbIIHeBasl COJIb
— 67 mMr

— 0L — KeTOoaHaJor JIeHIMHA, KaJblueBasi colib —
101 mr

— 0L — KeToaHanor (eHuIalaHuHa, KalblueBas
cojb — 68 Mr

— oL — KeToaHajor BanuHa, xanbluueBas cojib —
86 mr

— 0. — TUAPOKCHAHAIOT METHOHUHA, KaJbIeBast
coib — 59 Mr

—nu3uHa anerar — 105 mr

—TpeoHUH — 53 Mr

—tpunrtopan — 23 mMr

—TUCTUJIMH — 38 M

—THpo3uH — 30 mMr

—KaJIbIU# — 50 mr

—00mmii a3ot — 36 MT.

Hcnonb3oBaHue KeTOCTEpUIIa BbI3bIBAET YMEHb-
[IEHUE MPOTEUHYPHH, CUMIITOMOB YPEMUH, TIPU3HAKOB
MeTaboIMUEeCKOTO alu/03a, CIOCOOCTBYET CHUIKEHHIO
runepUIBTPaLK B KITyOOUKax, OKa3bIBACT MOJI0XKH-
TeNbHOE BIMSHUE Ha CUHTE3 U JIerpajauio Oeka, Ha
(dochopHO-KaNbIIUEBbI 00MEH, yiIydIlaeT MeTabo-
JIM3M TIIFOKO3bI M MHCYJIMHOYYBCTBUTEILHOCTE. [Ipe-
napar o0i1ajaeT aHTUOKCHIaHTHBIMU CBOWMCTBaMHU.

Kaxk noxazanu Hati HaOMIOIEHNS], U COEBBII U30-
JST U KETOCTEPUJ BBI3bIBAIOT MEHBIIYIO BBIPAXKCH-
HocTh HapacTaHusi CK® y 310poBbIX 10OpPOBOIIBIIEB
IpH [IpUEMeE per oS TI0 CPABHEHHUIO C OETIKaMH JKUBOT-
HOTO TIPOUCXOXKACHUS (puc. 4).

Kpome Toro, pe3ynsrarbl UcciIeJOBaHUH, BBINO-
HenHbix B HUU nedponoruu Cankr-IlerepOyprcxoro
rOCYJapCTBEHHOT'O MEUIIMHCKOTO YHUBEPCUTETA HM.
akan. W.I1. IlaBnosa (O.H. bepecnera, M.M. Ilapa-
CTaeBa) Ha KpbIcax C dKCIEPUMEHTAIbHOW ypeMuei
(5/6 HedpakTOMHUSI), TTOKA3AIIH, UTO Y )KUBOTHBIX, T10-
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4 — msaco (0,5 r/kr), 5 - moyeBuHa, 6 — ketocTepun, 7 -
msico+SUPRO (0,6 r/kr); * — pa3nMyinsa goCTOBEepHbI MO cpaB-
HEHWIO C UCXOAHbIM.

Puc. 4. MakcumarnbHbIii aBCONIOTHBIA NPUPOCT KAMpeHca Kpe-
aTVHWHA Y 340POBLIX NtoAel nocne Harpysku 6enkomM 1 ero
nepvBaTtamu.
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Puc. 5. KOHUEeHTpaumsa MOYEeBVHbBI B CbIBOPOTKE KPOBU KPbIC C
AKCMNEPUMEHTASIbHON XPOHUYECKOW NOYEYHON HEeLOCTAaTOYHOCTLIO
npy pas3nnyHbIX BapraHTax paunoHa (0ObsICHEHUS B TEKCTE).
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Puc. 6. Haekc runepTpodum NeBoro xenyaoyka y KpbiC C 9KC-
nepuMeHTasbHO XPOHUYECKON NMOYEeYHON HEeL0CTaTO4YHOCTbIO
NPV pasnnyHbIX BapuaHTax paumoHa (0603HavyeHuss cM. puc. 5).

Jy4yaBUIMX B TeueHue 2-x mecsueB MBJI, nononnen-
HYI0 1100 KeTocTepuioM (puc. 5, rpynna II), nubo co-
eBbIM u3o0siToM SUPRO 760 (puc. 5, rpynna I11),
OTMEYAIUCh JOCTOBEPHO MEHBIINE YPOBHU MOYEBH-
HBl B CBIBOPOTKE KPOBH, YEM Y T€X, KOTOpBIE colep-
JKaJMCh Ha CTaHAapTHOM pauuone (puc. 5, rpynna I).
[Tpu 3TOM K KOHIly MCCIIeIOBaHMsI KOHIIEHTPALUs MO-
YEeBUHBI B CBIBOPOTKE KPOBH KPBIC, HAXOSIIMXCS Ha
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MB/] ¢ BKJIIOUEHHEM KETOCTEpUIIA, OKa3ajach 3Ha4YM-
MO HHXE 110 CPAaBHEHHIO C KUBOTHBIMH, MOJTyYaBIIH-
MU aHaJOTHYHBIA paiuoH ¢ gobaskoir SUPRO 760
(cm. puc. 5).

O1eHka BbIP2)KEHHOCTH TUIIEPTPOHH JIEBOTO Ke-
JyJI04Ka B THX K€ BBIOOPKAX 3KCHEPHUMEHTAIBHBIX
JKUBOTHBIX BBISIBUJIA JIOCTOBEPHO MEHBIIYIO CTENEeHb
€€ Pa3BUTHS Y KPBIC C MOYEYHOH HEJOCTATOUHOCTHIO,
MOJTYYaBIIMX TOT WK MHOM BapuaHT MB/] (puc. 6).

Kpome Toro, pe3ynprarsl 3THX K€ MCCIe0BaHHH,
noarsepauid, 4to MB/I 0ka3bIBatOT O3UTUBHOE BIIU-
sIHUE Ha TUMUAHBIA U GpocopHO-KaTbLIUEBBI OOMEH.
B nenom, MoxxHO nosarars, yto MBJ/I ¢ npumeHeHu-
€M KETOCTEpHJia UM COEBOTro OEKOBOrO M30JIATA,
3aMeJiIsIeT MPOrpeccupoOBaHNEe dKCIEPUMEHTATbLHON
XIIH y kpbIC 1 OKa3bIBAECT KaPAUONPOTEKTUBHOE BJIN-
sHue. [Ipu 3TOM palMoHbI C UCTIONB30BaHUEM KETOC-
TepuJsa, Mo-BUIAMMOMY, MUMEIOT OMNpeseseHHbIe
MpeuMyLIecTBa Nepes JUeTaMH, JOMOJHEHHBIMU CO-
€BbIM HM30JIITOM.

HWccnenoBanus Ha JO/SX, BBITIOJIHEHHbIE B HaIlIEH
KJIIMHUKE B YCIOBUSX JUIMTEIbHOTO Ha3HaueHus MbBJ{
TaKke MOATBEPANIN dPPEKTUBHOCTH TAKOTO MOIXO-
Jla B IUIaHe 3amejeHust nporpeccuposanust XbII.
[IpuueM pesynbrarhl 3THX UCCIEAOBaHUN JalOT OC-
HOBaHUS M0J1araTh, YTO BKJIIOYEHHE B MaOOEIKOBEIE
palMOHBl COEBOTO M30JIATa J1aeT JIOMOJHUTEIbHBINA
MIO3UTHUBHBIA PEHONPOTEKTOPHBIN A dekT (puc. 7).

B IV ecmaouu XBII, xorma CK® cuuxaercsa 1o
ypoBHei#i oT 29 10 15 Mi1/MUH., TPOBOASTCS MEPOITPHU-
ATHS 10 MOJTOTOBKE K MOYEYHOM 3aMeCTUTEIbHON
Tepanuu. [lo-npexkHeMy, akTyaJlbHbIM OCTaeTcs MpH-
menenre MB/] (0,6 r/Kr/cyTKu B pa3in4HbIX BapHaH-
tax). [IpoTuBOMOKa3aHbl JUETHl C COAEpKAHUEM
Oenka Menblie, yeM 0,6 /KIr/CyTKU M3-3a2 BO3MOXKHOTO
pasButust BOH. [lutanue ¢ Gonee pe3kum orpaHuye-
HUEM TpOoTeuHOB (MeHblie 0,6 T/KI/CyTKH) MOXKET
OBITH PEKOMEHJIOBAHO KOPOTKUMH KypcaMu (OKOJIO
Mecsla) TOJbKO Yy OOJBbHBIX, KOTOPBIM HET BO3MOX-
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0.09 -
c 0.07
0.05 -
2 p
2 0.03 W
5 | £
g 001 12<005 -
-0.01 -
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Puc. 7. AnHamunka npmpocTta KOHUEHTpaLMN KpeaTuHuHa B
CbIBOPOTKE KPOBW B 3aBUCMMOCTU OT BMAA ONETbI.
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HOCTH NpoBOAUTh remoananus (I'/l) nnm nepuroneas-
Heii a3 (I1]1), a Taxoke B 1eNsX 00JIerYeHus cTpa-
Janusi (YMEHbIIEHHE TOITHOTHI, PBOTHI, KOXHOTO 3y1a
U T.J1.). UToOBI HE yMEeHbIIATh YHEPTrOHACKIIEHHOCTD
pammona (He MeHbIe 30 KKai/Kr), B €r0 cOCTaBe pe-
KOMEHAYETCSl YBEJIMUMBATh YIEIbHbBIA BEC PACTUTEIb-
HBIX JKMPOB, a TAKXKe YIIEBOJIOB KaK CIOKHbBIX, TaK U
pacduHupoBaHHBIX. B 3T0# cTagnn He0OX0AMMO KOHT-
ponupoBath NMocTyruieHne Kanusi u pocopa. Baxno
Hay4UTh O0JILHOTO MOJCYUTHIBATH BEIIMYUHY Pochop-
HO-0eTkoBOro K03(h(uilMeHTa (OTHOIICHHE KOJTUUECTBa
hochopa B Mr B 100 T mporyKTa K CoiepKaHuIo Oeka
BT B TOM K€ BECOBOM JKBUBajeHTe). B nutanuu 60ib-
HbIX ¢ XBII B 1o1Mann3HOM NEpUOJIE KEIATENBHO UC-
M0Jb30BaTh MPOAYKTHl ¢ (ochopHO-OETKOBBIM
koa(duimenTom Huke 20. K HUM, B 4aCTHOCTH, OTHO-
csirest Oapanuna (koddduuuent — 9), ceununa (9), Te-
nstuna (10), Tpecka (10), puc (17), situa (17), cost (17).
3naueHus GpochopHo-6enkoBoro ko3hduIMeHTa s
JPYTUX MPOIYKTOB JIETKO TOMYYUTh U3 TaOJuLl, HUMEIo-
HIMXCS BO BCEX PYKOBOACTBAX MO MUTAHUIO. [IpoayKThI
¢ OosbIME 3HaYeHUIMH (HoCHOPHO-OETKOBOTO KO-
(uruenta B noauanuznom neproje XbII xenarensHo
ynoTpeOuisaTh He yaie 1-2 pa3 B Henemo. B yacTHo-
CTH 3TO OTHOCHUTCS K MOJIOYHBIM NpoAykTam. Yacrto
UCIIONIb30BaTh MOJIOKO B Ka4eCTBE MCTOYHMKA JIETKO-
yCBOsIEMOTO OeJika He ClieJlyeT, MOCKOJIBKY ISl Ty~
YEeHHUsl JIOCTATOUYHOIO KolnvecTBa OelKa ero HyXHO
BBITUTH MHOT'O, YTO MOXKET MIPUBECTH K [IEPETPY3KE KU
KocThlo. He crnenyer Taioke 3710ynoTpedssTh ChipamMu
1 TBOporoM. ChIpbl UMEIOT BbICOKHH (ochopHO-Oe-
KOBBII KOO(PUIMEHT, 2 TBOPOT COCTOUT B OCHOBHOM M3
Oeka KazerHa, KOTOPbIN TIOXO YCBauBaeTcsl y OOJib-
Horo ¢ XBII. Jlydie ucrnonb30BaTh KUCIOMOJIOYHBIE
MPOAYKTBI: CMETaHy, TPOCTOKBAILY, allMAO(UINH U T.JI.
B 310l cTaguu MMPOKO HUCIONB3YETCS KETOCTEPUIT B
no3e 1 Tabnerka Ha 5 Kr Macchl Tea B CYyTKH. AJIKO-
TroJIb HE SIBISIETCS YKU3HEHHO HEOOXOIMMBIM MTUTATEIb-
HBIM BEILIECTBOM, HO SHEpPreTHyecKas [EHHOCTh €ro
OYeHb BBICOKA. PellleHne 0 Ha3HaYeHWH ajIKorojis J0JI-
YKHO TIPHHUMATBCS HCKITFOYUTETBHO BPauoM, UCXOJIS U3
0COOEHHOCTEN KOHKpPETHOH cuTyauuu. B HekoTopbix
CITydasix OH MOKET OBbITh HCIIONB30BaH, HO He Oosee 20
T' B CYTKH JUIs1 skeHIMH U 60 T 171t My»kuuH. [Ipennoy-
TEHUE OT/NAETCS KPACHBIM WIIM O€JIbIM BHHAM.

[ToMrMO KOHTPOJISI 32 KoNTMuecTBOM Oelnka u poc-
(hopa B nuere, 6obHbIe ¢ XBI1 B npenauaiu3Hoii cra-
JIMH JIOJDKHBI CTPOTO CIIENTD 32 COJCP)KaHUEM B HEil
kanusi. Cieayer MOMHUTB, YTO Hanbosiee GoraThl Ka-
JIMEM TIPEXKIE BCEro CyXo(pyKThl (0COOCHHO M3IOM U
Kypara), [IUTPYCOBbIE, OBOLIH (0OCOOCHHO KapToders),
3eJIeHb, COKH, OPEXH, KaKao, OBCSIHbIE XJIOMbS, OTPY-
6u. CyToyHOE MOCTYMJIeHNUE KaJlus ¢ MUIIEH He T0JDK-
HO TIpeBbIIATH 2 T.

K BaXHBIM MeponpusATHAM JiedeHHs OOJBHBIX C
XBII MOKHO OTHECTH W MOJAEP)KAHUE B OPraHU3MeE
Oananca Harpus. [Ipu XBII nouku BeIBOIST HATpHid
Xy’K€ U MPOUCXOUT 3ajiep>kKa ero B opranusme. O-
HaKO BMECTE C HaTpUEM 3aJIep>)KUBAEeTCsl U BOjA. YBe-
JWYEeHUEe COoJAep)KaHMUS HATPHUS U BOJbI, B CBOIO
oyepe/ib, MOXKET CIIOCOOCTBOBATh HAPACTAHHIO apTe-
puanibHOM runepren3uu. [loaromy 6osibHbIM ¢ XBIT B
JIOJIMAJIN3HOM Tepuojie OOBIYHO Ha3HAYaIOT JAMETY C
HU3KHUM COZiepKaHNeM HaTpusl (KOJMUECTBO ITOrO 3Jie-
MEHTa B OOJILIIMHCTBE MPOYKTOB MUTAHUS I0CTATOY-
HO BEJIMKO M MOTPEeOHOCTH OpraHu3Ma B HEM Jaxke
3JI0POBOTO YeJIOBeKa BIOJIHE MOKPHIBAIOTCS 6€3 yNoT-
pebneHus noBapeHHoi coin). Tem He MeHee, HepeIKo
pasperaercsi mpreM HeOONBIIOr0 KoJIUYecTBa MoBa-
peHHoi#t conmu (00bruHO 5-7 T B cyTKH). CTporuii 6ecco-
JIEBOM PEXKUM JOJDKEH COOMIONATHCS TPU BBIPAKEHHBIX
OTeKax W BBICOKOM runeproHnu. Crenyer Takke Mo-
MHHTb, 4TO Bcsl numia st 6oasHoro ¢ XbII nomkHa
TOTOBUTBHCS 0€3 COJIU U JIULIB [TOTOM JI0CAITMBATHCS TEM
€e KOJMYECTBOM, KOTOpPOE MALMEHTy pa3peleHo Miu
PEKOMEHI0BaHO.

[Manuenty ¢ XBII oueHb BaKHO KOHTPOJUPOBAThH
KOJIMYECTBO MoTpedisieMold Boibl. OOBIYHBIM MTPaBU-
JIOM SIBJII€TCSI TOTpeOIeHue BO/IbI B KOJTMUECTBE, PaB-
HOM BBIIEJIEHHOMY 3a CYTKH ¢ Mouoii rumoc 300-500
M. IIpu BbIpaK€HHBIX OTEKAX, HAIMYUM CEPACUHOU
HEJI0CTAaTOYHOCTH, BBICOKON apTEPUAJILHOM THIIEPTEH-
3 KOJIMYECTBO MOTPEOSIEMON KHUIKOCTH MTPUXOJIHT-
cs eme Oosiee yMEHbIIaTh. BOJIbHOMY B MO3THUX
cranusx XbIl HeoOXxonumo exXeqHEBHO WM Yepes
JIeHb U3MEpPSTh CYTOUHBIA JAUYpE3.

Opranmsm 6onbHoro ¢ XbIT kpaiine BakHO obec-
NeYnBaTh JOCTATOYHBIM KOJIMYECTBOM dHepruu. O0-
iee KOJIMYECTBO dHEPrHH, HEOOXOAMMOE B CYTKH,
cocranister 3035 kkaJ Ha KT Macchl Tena. [Tockonbky
norpediieHue Oenka y 6onbHbix ¢ XBI1 B noananus-
HOM TIepHO/Ie OTPAaHNUNBAETCSI, OCHOBHBIMH «I1OCTaB-
IIMKaMW» SHEPTUU JIOJKHBI CTaTh )KUPBI U YTIIEBOIBI.
YBenuueHue noTpedaeHuns JIMIMHII0B JOKHO MPOUCXO-
JUTH TIPEXJE BCEro 3a CYET PACTUTENIbHBIX JKHUPOB,
CoJIep KallX HEHACHIIIEHHbIE )KUPHbIE KUCIOTHI. M-
TOYHMKAMH HEHACBIIIIEHHBIX YKUPHBIX KUCIIOT SBJISIOT-
Cs1, B OCHOBHOM, pacTUTEJIbHbIE Maca (IT0JICOIHEYHOE,
OJIMBKOBOE, KyKypy3HO€, COEBO€ U JIp.), OpPEXHU, OBCA-
Hasi ¥ TpeyHeBast KpPyTbl.

Oxono 45% sHepruu yesroBeK MOoTydaeT 3a CueT
yraeBosoB. HeoOXoqumMo MOMHUTB, YTO MHOTHE MUTa-
TeJbHbIE YITIEBOJICOAEPIKAIINE BEIIECTBA UMEIOT M3-
OBITOYHOE KOJIMYECTBO KaJlMs, UYTO 3aCTaBISET MX
YIOTPEOSATh C OCTOPOKHOCTBIO. YTIIEBOJIBI COIEpKAT-
csl B caxape, ppyKrax, OBoIIax, Kaprodese, 3epHOBBIX
1 MyuHbIX u3zenusix. bonsHeiM ¢ XBII B kauecTse 3a-
MEHHUTENeN caxapa HeIrIoX0 MCIOJIb30BaTh Me/.
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Bo MHorux ciyyasx B opranuzme 60sbHbIX ¢ XbI1
HabIr0aeTcss HeI0CTaToOK BUTAaMMHOB. Yaile Bcero
HE XBaTaeT BUTAMUHOB B, ponuenoii kucnotel, C, A,
D. IToTpebHOCTh B AONOJIHUTEIHLHOM MpPUEME BHUTa-
MHHOB JIOJDKHA MOKPBIBATHCS 33 CUET MPOAYKTOB IH-
TaHus. OcOOEHHO OCTOPOKHO CIEAYET OTHOCUTHCS K
MpHUeMy BBICOKHMX 103 BUTaMHHa C (MOXKET BBI3BAThH
OTJIOKEHHWE Ccojiel Kanblius B TKaHsx). Eme Gonee
OI1acHO caMOJIeYeHHE COBPEMEHHBIMHU JIEKapCTBEHHBI-
MU ¢popmamu BUTaMuHa D (kambuutpuod,l-anbda-
KaJIbLIUIAOJT).

Hcnonp30BaHne TUETHUECKUX PEKOMEHJaINil B
TeueHHUe AJIUTEIbHOr0 BpeMeHH (rofbl) TpedyeT oT
MalMeHTa BEICOKOW ANCLUMIUTMHBI U crITbl Boau. O0er-
YUTh TATOTHI O'PAaHMYEHUS MTpUeMa MUILIU MOTYT Cie-
JIYIOIIE€ MEPOMPHUSATHS: KOHCYJIbTaTUBHbIE Oecebl ¢
0OJILHBIM OJIMH Pa3 B 3 Mecsla, UCTOJIb30BaHUE B JIU-
eTax MpHHUUNA OOJBIIOTO KOIUYECTBa MPOAYKTOB,
MPUMEHEHNE PA3IUYHBIX BapUAHTOB JHUET (CTaHAapT-
Hast MB/1, BapuaHTbl KapTOQeabHO-IUUHOH, «IIBEJIC-
KO, PUCOBO JIUET, IHU «OJHOOOPA3HOT0 MUTAHUS U
T.7.). C ICUXOIOTHYECKOI TOUKU 3pEHUs ISl allueH-
Ta IMOJIE3HO MPUMEHEHHE «IHEW aHapXuu» B JIUETE,
KOTJIa OJIMH pa3 B 2 Hejenu O0JIbHOM He mpuIep:KuBa-
eTcs 1MeThl B TedeHue aHs1, OJTHako He0OXOIMMO KOH-
TPOJHUPOBATH MPUEM COJIM U BOJIBI.

B V emaouu XbBII, xorna CK® cocrasiser me-
Hee 15 Mi/MuH, TPOBOASAT HAJIOKEHHE apTEPUO-BEHO3-
HOHM (PUCTYIIBI U IEPEBOIAT OOJIBHOTO HAa FEMOMAIIN3
WM IEPUTOHEANTbHBIN AUaNN3.

B panyione nutanusi 60JIbHBIX B TUATU3HOM MEpU-
one XBII 1omkHO OBITh MEHbBINE KHUJKOCTH, HATPUS
(comn), kanusi, pochopa, 10CTATOYHO OEIKa U MHOTO
sHeprud [9].

C HayasoM JieueHHst AMAIU30M KOJTMYECTBO MOYH,
KakK MpaBUJIO0, HEMpepbIBHO ManaeT. OObIYHO HE ciie-
JyeT TOTPeOIATh KUIKOCTH OOJbIIE, YeM CYTOUHBIH
nuypes mioc 500-800 ma Boasl. Hapactanue maccsl
TeJda MEXAy ceaHcaMy Jualii3a He JIOJDKHO TPEeBbI-
miath 2-2,5 kr/cyT. YKenarenbHO paBHOMEPHO paciipe-
JIENIATh PUEM JKUIKOCTH B MEXIUATU3HOM MEPUO/IE,
CTpeMsCh K TOMY, 4ToObl cyTO4Hasi mpuOaBKa Beca
cocrtapisina okosio 1 k. Ilpu nuxopazake, WM MOBBI-
HICHUH TEMIIEPATY Pl OKPY>KarOIEro BO3AyXa oTpeo-
HOCTH B XHUJKOCTH MOTYT Bo3pacTaTb. Cieayer
HAlOMHHTB, YTO Takue OJ10a, KaK CYyIbl, MOAJIHBEI,
MOPOKEHOE, CHPOIbI, IPAKTUUYECKH MOJHOCTHIO MPeJI-
CTaBJISIIOT COOO0M XKHUKOCTH U IOJKHBI IPUPABHUBATH-
cs x Boje. Hanpumep, 100 r moposkeHoro = 100 mu
BOJIBI.

BosnbHBIM Ha Auanu3e B CyTKHW OOBIYHO pa3pelia-
ercs npueM 6-8 1 coiu. OJHaKo 3a4acTylo JIyyllle He
MIPUMEHSATH COJIb BOBce. BmecTo Hee /it ynmydileHus
BKYCOBBIX KaueCTB MOJKHO MCIIOJIB30BaTh B HEOOBIINX
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KOITMYECTBaX CIELH, PSHOCTH, TPaBbI, pa30aBIeHHYIO
TOPUHMILY, YECHOK, JIYK, CIIa0blii pacTBOpP yKcyca.

CoOctBennbie nouku y 6onpHbIX ¢ XBIT Ha []]
BBIJICTISIIOT OY€Hb Majlo WM MOYTH HE BBIJEISIOT Ka-
auii. Bech mM3nMIeK Kalusg MOXKET OBITh BLIBEIEH
TOJIBKO 32 cyeT Auaiu3a. [lannmeHTsl JOKHBI TpaK-
TUYECKH HCKIIOUUTH MPOAYKTHI, OOraTble Kajauem:
CyXO0(pYKTbI, IUTPYCOBbIE, HEKOTOPbIE OBOIIM (Kap-
To(enb), 3eneHb, COKH, OPEXH, KaKao, OBCSHBIE XJIO-
b1, OTPYOH.

JI1s yMEHBIIEHUS coiep KaHusl Kanus (M HaTpus)
B KapTodese u APYruxX OBOLIAX MOXKHO OYMIICHHBIE,
MEJIKO Hape3aHHbIe MPOJYKTHl BHIMAUYMBATH B BOJC B
TedyeHue 6-10 gacoB, HECKOJIBKO pa3 MeHss Boay. Ta-
Kasi poLieaypa MOXKET CHU3UTh KOJMYECTBO Kallusl B
OBOII[AX HA JIB€ TPETU. B 11e10M OOBIYHO HENb3s Mo-
Tpebisith 6osee 2000 mr kanus B cyTku. Jlis
YMEHBILICHUsI COJICPIKaHusl Kallisi ¥ HaTpHsl B OBOLIAX
s dexTrBeH crocod 3aMOpaKUBaHU-OTTAUBaAHHMS (€r0
elle Ha3bIBAIOT AManu30oM oBolleit). Kaprodens, Mmop-
KOBb, CBEKITy, OPIOKBY OUMIIAIOT, HAPE3AIOT JIOMTHKA-
MM TOJIIAHON OKOJO 3 MM M 3aMauMBalOT B TEIIOH
BOJIC TI0 KpaliHeil Mepe Ha 2 yaca. OObeM BOJIbI IS
3aMayrBaHUs JIOJDKEH MPEBHIIATh 00bEM OBOILEH B
10 pa3. [locne 3amMaurBaHKs OBOILM TPOMBIBAIOT U Ba-
pAT B TEUEHUE 5 MHUHYT, MPU 3TOM 00beM BOJIBI 0
JKEeH B 5 pa3 mpeBblliath 00beM oBoleld. OTBapeHHbIC
OBOIIM (MOKHO 3apaHee pacdacoBaTh MO MOPLHUSIM)
3aMOPaXMBAIOT B MOPO3WIIBLHONM Kamepe W 3aTeM HcC-
MIOJIB3YIOT 110 Mepe HEOOXOAUMOCTH, MPEABAPUTETHHO
Pa3MOpO3MB MPHU KOMHATHOW TeMIepaType.

Haxorutenue docdopa y nanueHToB ¢ MoYeyHOR
HEJIOCTATOYHOCTBIO, MOMYYAIONINX TEPATHIO TeMOJTU-
an30M, U pa3BuTHe runepdochareMun BcTpedaeTcs
o4eHb yacto. OHUM U3 MyTel MpeJoTBpaIleHuUs Ta-
KHX OCIIOKHEHWH SIBIISIETCS] MOTpeOIeHUE POIYKTOB
¢ pochopHO-OenKkoBBIM KOIPPULIHEHTOM MeHbIie 20,
KeJaTesIbHO Takke M30erath MPOJAYKTOB C BBICOKUM
bochopHo-0enKOoBBIM KOIPPUITMEHTOM (HAITPUMED,
ceIpbI OT 27 10 40).

VYeunenue karaboaMuecKux MpoleccoB B AUAIN3-
HOM TepHo/Iie KapIMHATBHO MEHSIET TPeOOBAHUS K 110-
Tpebnenuto Oenka. [uera 6osnbHbix ¢ XBII Ha []]
JIOJKHA OBITh BbICOKOOEnKoBoi. Hecobmonenue sto-
ro MpaBHJa MOXET BBI3BAaTh CHIDKEHHE MBIIIEYHOM
MaccChl, UCTOIIEHUE, YXYIIIUTh KaueCTBO K13HU. Pac-
YeTHBIM IIOKa3aTreljieM sBisieTcsa 1-1,2 T Oenka Ha Kr
Macchl Tesa B CyTKH, a HHOT/a ¥ Ooubine. OueHb Baxk-
HO, 4TOOBI B MTUIILY YIOTPEOISIINCH MTOJIHOLIEHHBIE Oell-
KH, COZIepIKallie He3aMEHUMblE aMUHOKUCIOTHL. U3
YKUBOTHBIX OEJIKOB ClIelyeT MpeNroYuTaTh OenKH Ky-
PHHBIX U1 1 Msica NTULBL. OJIHAKO MHOT'HE TIOJTHOICH-
Hble OENTKOBBbIE MPOAYKTHI MUTAHUS COJEPKAT MHOTO
kasus ¥ pocdopa. [Toaromy manueHToB pu JeYeHUH
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Ta6bnuua 2

PekomeHaaumm no Ucrnosib30BaHMIO NULLLEBbIX npoAaykTtoBy GOHbeIX, nony4yarowmnx rAvwnamnp

Myiesble NPOAYKTHI

PekomenayeTcs

He pekomeHpyeTcs

Msico, gomaluHaAs NTmua,
pbl6a BCEX COPTOB

Okono 100-150 r/ cyt

PbIGHbIE KOHCEPBbI, KOM4YeHble pbiba, MAco

CybnpoaykTbl He pekomeHayloTCs Bce copta
Konbaca Okono 50 r B cyTkn Kon6achkl XNUpHbIX COPTOB
Anua 1-2 qiiua exeHenenbHO ANYHBIN NOPOLIOK

Macna, Xupbl

[neTnyecknii MaprapuH, pacTuTesibHble Macna (oime-
KOBOE, NOACONIHEeYHOe, peneiHoe, KyKypy3Hoe)

TonneHbIn Xup, WNMK, ManoHes

OBowy, kapTodenb

I'Ip|/| HOpMaJZIbHOM CcoAep>XaHnn Kanna pa3peLlleHbl Bce
oBOLWMWM, canatbl 1 KapTOCbeJ'Ib. I'Ile NMOoBbILLEHHOM CO-
AepXaHnn Kannma oBowmn n KapTOd)eJ'Ib LOJIKHbI ObITh
BbIMO4Y€HbI B BOAE, xne6o6yn0'4Hb|e nsaoennd, nogcna-
LLeHHble CaxapunHoMm

[opox, 606bl, YeyeBuLa, MacivHbl, crnapxa, ro-
ToBble On0aa U3 kaptTodens

Monoko, cmeTaHa, TBO-
pOr;, MOJIOYHbIE NMPOAYKTbI

150 r B cyTKM

Cyxoe MOJI0KO, CryLLeHHOe MOJIOKO

Coblp

Okono 40 r B CyTKM

lnaBneHble CbIpbl

3epHoBbIE MPOAYKTHI,
xneb, xnebobynoyHble
nspenus

Puc, MakapoHHble n3genus, Myka, MaHHas Kpyna, xneb
BCEX COPTOB B MaJiblXx KONM4ecTBax, xneb «300poBbe>»,
Xx/1e600YN0YHbIE M3OENUs, NoacalleHHble caxapuHOM

M3penus na myku rpyboro nomona, otpyou,
OBCSIHbIE XJ10Mbs, P>XXaHoW xneb, xnebobynoy-
Hble 13aenvs, NoacnalleHHbIe caxapom

Caxap n KoHauTepckue
n3penns

CaxapuvH B TabneTkax u Xuakuii, B MasbiX KOM4ecTBax
KOHANTEPCKME NU3AeNnsa, NnoacnalleHHble caxapuHoM,
ONeTUYecKNin MmapmMmenag

Caxap, mef, KOHAMTEPCKUE U3anenus, Uaro-
TOBJIEHHbIE U3 caxapa, kakaoconepxaline
KOHONTEPCKME 13Oenuvs, Wokonam,

DpykThl Mpwn HopManbHOM coaepXaHuu Kanus paspelleHbl Bce | CyweHble GpyKThl (KMBU, Kypara, 6aHaHbl 1
BUAbl GPYKTOB. [Mpn NOBLILLEHNN KOHUEHTPaUUN Kanus | T.4.)
TONbKO pa3 B AeHb okono 100 r GpykToB B CbIPOM BUAE
nnn 150 r komnoTa
Hanutkn Kode, yain, numMoHaa, MuHepasbHas Boaa, KONMYeCTBO | BbiICTpOpacTBOpMMbIE HANUTKK, Kakaocoaep-
XUAKOCTUN UHAMBUAYaANbHO Xalime HanuTKuW, Kona, caxapucTble HanuUTKN.
Mpn NoBbILWIEHNN KOHLEHTPauMM Kanusa —
DPYKTOBLIE 1 OBOLLHbIE COKU
Mpunpasbl MoBapeHHas conb MHOVBUAYALHO, TPaBbl U Npunpa- | 3aMeHUTeNN NOBAPEHHON CONMMN N N3rOTOBNEH-
Bbl B MasblX KOJIMYECTBaXx Hbl€ C €e UCMNOIb30BaHNEM NPOAYKTbI, APOX-
KEBOW 9KCTPAKT, TOMaTHas nacra, Ketyyn
AnKorosnb Pekomenayetcsa npu I, Bce Buapl

reMOIMATU30M JKeJIaTeIbHO HECKOIBKO ONpaHUYUBATh
B MMOTPEOJICHUY MUIIEBBIX OCITKOB, HEPEJIKO JI00aBIIsIs
KETOCTEPHII WM COEBBIN OenkoBbIld n30JsT. Kerocre-
pua Ha3HavyaroT 1o 1 tabneTke Ha 5 Kr Macchl Teja B
cyTtku [10], a uzonsat mo 0,3 © Ha Kr Macchl Tela B
CYTKH.

[ToTpeOHOCTh B HEPTUH Y TALUEHTOB, MOJTyYalo-
X JedeHue '], Beicoka. OOBIUHO OHA COCTaBIISICT
3540 kkan Ha 1 Kr mMaccel Tena B cyTku. OHa 3aBH-
CHUT OT Macchl TeJa OOIBHOTO U ero (PU3NUECKOH aK-
TUBHOCTHU. [Ipu nerxkoi ¢gu3uueckod Harpyske
NOTPeOHOCTh B DHEPIHM cocTaBisieT 35 kkan Ha | Kr
U/iealIbHOM Macchl Tea B CyTKU, IPH 00bIuHOM — 40.

HecMmotpst Ha TO, uro manuentel ¢ XbII Ha npo-
rpaMMHOM TeMOJHain3e 0OBIYHO MOJIY4aloT MHOTO
Oenka, 3HaYUTEIbHAS YacTh UX 3HEPreTMYECKOH Mo-
TpeOHOCTH MOKPBIBAETCS 3a CYET KUPOB M YIJICBO-
JoB. Kak 1 B 1oMaIin3HOM NIEpUO/Jie, PEANOUTEHNHE
cjenyeT OTJaBaTh pacTUTENbHbIM kupaM. Lleneco-
00pa3Ho ynoTpebieHne pplObero )upa, OJJHaKo He0O-
XOJAUMOCTh €ro MpUMEHEHHs HaJ0 paccMaTpuBaTh
WH/IMBUYalbHO. B psisie ciiydaeB yactb sHepreTuyec-
KOW MOTPEeOGHOCTH MOXKHO MOKPBIBATh 3@ CYET aJKOIo-
ns. OOBIYHO OH Ha3HA4aeTcs B TeX JK€ KOJMYECTBaXx,
4YTO U B JoAManIu3HOM nepuone. [lotpebienue yrie-

BoJi0B y OonbHbIX ¢ XbIl Ha nuanu3e momauyuHsETCS
TEeM >K€ MpaBUJaM, 4YTO U y MAlUEHTOB B JOJUAIIN3-
HOM Tiepuojie. BbICOKOYTIIEBOHBIE TPOXYKTHI C OOJh-
UM COJEpKaHUEM Kajus MPOTHBOIMOKA3aHHBI.
[ToTpeOHOCTL B BUTAMUHAX y OOJIbHBIX TIPH JICUCHUU
I'J] Bozpactaer. OOBIYHO TaKUM TAIIMEHTaM MPUXO-
JUTCSl TPUHUMATH JOMOJHUTEILHOE KOJIMUECTBO BU-
TaMUHOB B BHJIE TA0JETOK, MOPOMIKOB U T.J. OJHAKO
0ECKOHTPOJIbHBIN MTPHEM COBPEMEHHBIX BUTAMHHHBIX
MpenapaToB OMACEeH U MOXKET BbI3BATh TSDKEIBIE OC-
JIOKHEHUSL.

Tpebosanus 6 omHouleHuy nUMAaHus Npu Je-
YeHUU NepUmoHeanbHblM OUAIU30M MEHee CTPOTHE,
yeMm nipu remouanuse. [pu I1J] opranusm Henpepsbis-
HO TOABEPraeTcs Je3MHTOKCUKAINY, OTCIO/Ia «TPAHU-
LBl IEPEHOCUMOCTI» AJs Kanusi, pocdopa, HaTpust 1
YKUJKOCTH JIEKAT HECKOJIBKO BBILIE, YEM MIPH JICUCHUN
[J1. Ipwu I1]] Tepsiercss Oonbiie Oenka, yem mpu []1,
MOATOMY CJEIYET €KEeTHEBHO MPUHUMATE OKoJIo 1,5 T
npoTerMHa Ha | Kr mMacchl Tejia 0OJILHOTO B CYTKH.
Oxoso 60% Oelika pu ATOM JIOJKHBI ObITH OUOJIOTH-
YEeCKH MOJHOIEHHBIMU JJISl TOTO, UTOOBI 00ECIIeYUTh
JIOCTAaTOYHOE CHAOKEeHUE HE3aMEHUMbIMU aMHUHOKHC-
notamu. LlenecooOpazHO orpaHMuMBAaTh MOTPEOICHUE
JKUPOB M YTIIEBOJAOB, TaK KaK OPraHU3M €XKETHEBHO
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yepe3 Jualn3Hbli pacTBop nonydaetr oT 400 o 800
KKaJl SHEPIUM B BUJE ITHOKO3bl. BOJIBHBIM IOKa3aH
OoJiee aKTUBHBIN ABUTATENBHBIA PEKUM, YTOOBI TIpe-
JIOTBPaTUTh OTJIOKEHUE JKUPA B IOJKOKHOM KieTyar-
K€, 4 TAKXKE YBEJIMYCHUE KOHLIEHTpALUU JUIUL0B B
CBIBOPOTKE KpOBU. [IperMyIECTBEHHO NOKHBI UC-
MOJIb30BATHLCS KUPBI ¢ OOMBIIEH JOJEH HEHACKIIICH-
HBIX JKHUPHBIX KHCJIOT (pacTUTENbHBIE Macia,
Mapraput). B mpoTHBONON0KHOCTE 3TOMY A0 yIyie-
BOJIOB B TMETHUYECKOM YHEProoOecreueHn He JI0JK-
Ha npeBsimate 35%. Ilpennourenue orgaercs
CIIOKHBIM YIJIEBOZIAaM M OTPaHUYMBAIOTCS padUHUPO-
BaHHbIe. BogopacTBopuMBbIle BUTaMUHBI, 0COOEHHO
BuTamuH B, 1 Butamun C, OJDKHBI HA3HAYATHCS Tie-
POpajbHO B KaYECTBE 3aMECTUTEIBHON TEpaIUu.

UToOBl CMATYUTH OUIYLIEHUS MEPENOoJHEHUs B
JKUBOTE, 00YCIOBIECHHbIE AMAIN3aTOM B OPIOIIHOM
MOJIOCTH, MAMEHTHI T0JKHBI TPUHUMATD MTUILY Jpo0-
HO, MaJIBIMHU MOPUUSAMH. AJIKOTOJIb MTALIUEHTaM, MOJTy-
yarorum [1/], mporuBornokasan. B tab:. 2 npuBoastes
HEKOTOPBIE COBETHI 10 MCIOJIb30BAHUIO Psiia IHILE-
BBIX TIPOAYKTOB st OonbHbIx Ha [J] u T1/1.

Oco0eHHOCTH J1e4eOHOr0 MUTAaHUSA 00JBHBIX
¢ caxapHbIM 1Ma0eToM ¢ ANa0eTHYeCKOi
HedponaTuell B J0AMAJIN3HOM NepHoae
[TpyuHIMIBL Te4eOHOTO MUTAaHMS Y MALMEHTOB C

JoKazaHHoOW nuabernueckoit Hepponarueit (111 — Ha-
yasno V cTaguu nuadeTuueckoit Hedponaruu mo kiac-
cudpukanuu C.E. Mogensen) cxonusl [11]. Tlpu
BBISIBIICHUH ITpU3HaKoB JIH HeoOXoaMMo orpaHninBaTh
NocTyIJieHre Oenka ¢ nuiei. B oTHomeHnn qanHbIX
KaTeropuii OOIbHBIX UCMOIB3YIOTCS TIOIXOABI K JieueO-
HOMY MHUTaHMIO, XapaKTePHbIE AJIsI JJOAUAITU3HOTO I1e-
puoga XbII. Jlo3a nporenna o6sr4HoO coctasiseT 0,6
/KT Macchbl Tena B cyTku. [Ipu sTom obuias sHepro-
00ecreueHHOCTh palMoHa J0JKHA JOCTHraTh MPH-
MepHO 35 KkaJ/Kr macchl Teida B cyTku [12].
Hecobntonenne TpeGoBaHMsI MO YHEPrOEMKOCTH ye-
pe3 HEKOTOpOE BpeMsi MOXKET MPUBECTU K PAa3BUTHIO
TUIOKAJIOPUIHOCTH ¥ HEJOCTaTOYHOCTH ITUTAHUSI, OC-
HOBHBIM TPOSIBIICHUEM KOTOPOH SIBISETCSI CHHMKCHHUE
Beca. /st obecriedeHnst Ha/IE)KHOTO COCTOSIHUS TTH-
TaHMs1, YUUTHIBas YMEHbLIEHHOE MTOCTyIUIeHHE Oellka,
B palMoOHe NMPUXOAUTCS YBETUUUBATH JOJIO0 JH0O0 yr-
JIEBOJIOB, JIM00 KUPOB. 11151 3HEproBO3MEIlIeH s IPeI-
MoYTHTEIbHEE YIeBoAbl. [loBbIIEHHE KOMMYecTBa
YIIEBOJIOB COJICHCTBYET YAYUIICHUIO dPeKTa HHCY-
JIMHA M CHIYKEHHIO MHCYTMHOpEe3ucTeHTHOCTH. Hamnpo-
TUB, YBEJIMUYEHUE B palliOHE HACBHILIECHHBIX KUPOB
CHOCOOCTBYET yTHETEHHUIO JIEHCTBHUS MHCYINHA, XOTSI
npeobiagaHue B paloHe MOJIMHEHACHIIIICHHBIX )KUPOB
WHTUOHMPYIOLIUM BIMSHUEM Ha 3Q(PEKT ITOT0 TOPMO-
Ha He oOnanaer.
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Takum 00pa3om, OOJBHBIM JIUAOETOM C HAJINYH-
eM [IH cnenyeT pekoMeHI0BaTh TUETY C OrpaHUYe-
HueM Oenka. Jlepuuur 3Hepruu HeoOXOIUMO
KOMIIEHCUPOBATh 32 CUET HE XKUPOB, a yIIEBOIOB.
YPOBEHb MIMKEMUU TOJDKEH PEryInpOoBaThCsl a1eKBaT-
HOW J1I030M MHCYJIMHA UJIK YBEJIMYEHUEM IIPUEMA [IEPO-
pa’bHBIX aHTUANAOETUYECKUX CPENICTB.

B neyeOHOM nmuTaHNK OONBHBIX ¢ MHCYJIMHO3aBH-
CUMBIM CaXapHbIM JIMa0eTOM KOJIUYECTBO MOTPEOIIs-
€MBIX YIJICBOJOB MPHUHSATO OLIEHWBAThH MO XJICOHBIM
enunutiaM (XE). Onna XE cootBerctByet 12 T yrie-
Bos0oB. OHa mpeacTaBiseT co00H KycodyeK YepHOTro
pkaHoro xJyeba rpyooro moMosa Wi CrendaibHOro
xJ1e0a Jyist TuabeTHKOB, coJlepKallero Jo0aBKU OBCa.
B peansnoctu XE npuMepHO paBHa KyCKY KMpIIUUHUKA
YyepHoro xJyieba, pa3pe3aHHoro BAOJIb MOMOJIaM U Mo-
TOM elIlle pa3 pa3pe3aHHOro Ha KyCOUKH TOJIIUHON
okono 1 cM. Macca Takoro Kycouka xjieba cocTaps-
et okono 25 1. B nmuranuu marmentoB ¢ CJI tuma II
HEOOXOJIMMOCTH B y4eTe MOTPeOICHUS YIIIEBOJIOB 110
XE Het. B 3TOM ciiyyae Ba)kHee IOJICUMTHIBATh Ka-
JIOPUIHOCTH (3HEPro0OeCeYEHHOCTH ) UM MO OOLI|M
npuHuunam. Ilpu «ceopanuuy 6 opeanusme 1 2 beaxka
nonyuaemcess 4 kxan, 1 2 ocupa — 9 kkan, yeneeooos
— 4 kxan, 1 2 ankoeons — 7 KKail.

3amMeTuM, 4TO B peajbHOCTU HazHauyeHue MBJ]
nmalueHTaM ¢ caxapHbIM JuabeToM MpPECTaBIseT
OUYeHb OOJIBIIYIO CIOXKHOCTb. OCOOEHHO 3TO Kacaer-
cs1 6oapHBIX ¢ CJI Tvma 1. Dtm mronu vHOTMA C JIET-
CTBa BOCIUTAHBI HA HEOOXOAUMOCTH COOIOACHUS
COBCEM JPyTUX MPHUHIIMIIOB MUTAHUS. 3a4acTylo Ta-
Kasi TOYKa 3pEHUs MOANECPKUBACTCS U BpadyaMU-IH-
JOKPUHOJOTAMHU, MJIOXO 3HAKOMBIMU C TEMHU
BO3MOXKHOCTSIMH, KOTOpbI€ MOXKET Jatb MB/] 17151 koH-
TpoJist 3a TeueHuem J[H.

ITpakTuka npumenenus MBJI, npuuem He TOJIBKO
nanuentaMm ¢ CJI, CBUACTENBCTBYET O TOM, UTO HC-
NOJIb30BaHUE JIAHHOTO BUJA TEpanuu TpeOyeT oueHb
TECHOTO COTPYIHHUECTBA MEXTY BPauoOM U OOJIHHBIM.
ITpu 5TOM MaMEHT TOJKEH JOBEPSTH JeHaIeMy T0K-
TOpY, OCO3HABATh TSIKECTh CBOETO COCTOSIHUS U CBOU
NepCIeKTUBbl. Eciu 60abHOU He nacmpoen Ha co-
bn0deHue pexomenoayuil no 1eyeOHOMY NUMAHUIO,
mo ayyuie He nHacmaueamsv Ha npumenenuu MBJ].

Harr onbIT MCMoNIb30BaHUS Maj00EIKOBBIX JIHET
y nauueHToB ¢ XbII cBuieTensCcTByeT O TOM, UTO Hau-
00J1e€ YETKO CKIIOHHBI BBIMTOIHSATH COOTBETCTBYIOIIHE
MPEIMUCaHNs] KEHIUHBI, UMEIOIINE MaJTOJETHUX JIe-
TeH, KOTOPBIX OHHU XOTST «IOTSHYTh» 10 Oosee-Me-
Hee 3peyioro Bo3pacTta, MoKa UM CaMHUM HE OKa)eTcs
a0COJIIOTHO HEOOXOUMOM 3aMEeCTUTENIbHAS TIOYeUHas
Tepanus. DTH K€ MalUEHTKH OOBIYHO OYEHBb CTPOTO
COOJIIO/IAlOT U PEKOMEHJAINU [0 TIPUEMY COOTBET-
CTBYIOILLMX JIEKAPCTBEHHBIX IpenaparoB. Bropoii ka-
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Teropuer 60nbHBIX ¢ XBII, rOTOBBIX BBIIOIHATH CO-
OTBETCTBYIOILME TUETUYECKUE MPEANUCaHNs, Hepe -
KO SIBISIIOTCSI BOGHHOCIYXallue, OOBIYHO YKe
HaxoJIsIMecs B OTCTaBKE. DTH JIFOJIU B CHITY BOCITUTa-
HUSI CKJIOHHBI K MOPSIIKY ¥ AUcUUILIiHE. OYeHb CI10X-
HO TOOMTBCS NCTIOTHEHHMS] PEKOMEHTIALIMH T10 JIedeOHOMY
MUTAHUIO Y MOJPOCTKOB MJIM MOJIOJBIX MAIlUEHTOB C
XBII, xoTOpble A0IrOe BpeMs HE MIOHUMAIOT TSHKECTH
CBOET0 COCTOSIHUSI M BO3MOXKHBIX TOCIIE/ICTBUH.

PaccmarpuBas nmpo0JieMbl JIe4eOHOI0 TTUTAHUS
npu XBI1 Henb3s 000iTH BHUMaHUEM OJMH CIIOPHBIN
MOMEHT, Kacaloluics Lelecoo0pa3HoCTH MpUMeHe-
Hust MBJ1. HekoTopblie Hepoioru, 0ObIYHO Y3KHeE CTie-
OUATUCTBl B 00JACTH 3aMECTUTENbHONW MOYEUHON
Tepanuy, BO3paXkaloT MPOTHB Ha3HAYeHHs MasnoOe-
KOBBIX PAallMOHOB TMAlIMEHTaM B JIOJJMATU3HON CTauu
XBII [13]. ITpu 3TOM OHHM OOBIYHO OMHUPAIOTCS HA pe-
3yJIbTaThl HEKOTOPBIX UCCIIEA0BAHUM, TOKA3aBILINX, YTO
HaJU4Khe TUnoanbOyMUHEMUN YBEIHUHUBAET PUCK
cMeptu Ha remonuanuse [14—-16]. He ocnapusas ca-
MOro (aKTa HEraTWBHOTO BIIMSIHUSI HU3KOTO YpPOBHS
CBIBOPOTOYHOTO ajbO0yMHHA Ha T€YEHHUE TePMHUHAIIb-
HOW MOYEYHOW HeI0OCTaTOYHOCTH, 3aMETUM, YTO HU B
MePEYHCIICHHBIX BBILIE CTAThsIX, HU B APYTHX JOCTYII-
HBIX HaM JINTePaTyPHbIX UICTOYHUKAX HE TPUBOANUTCS
JAHHBIX O TOM, 4TO. THII0AILOYMUHEMHUS Pa3BUIach B
pe3ysbTaTe HCHOJb30BaHUS MaJOOEIKOBOM HETHI B
JIOAMATIU3HOM Tieprose. Huskas KoHIeHTpauus ajib-
OyMHHa B CHIBOPOTKE KpoBU O0nbHBIX ¢ XBII He 00s-
3aTeJbHO OMNpeJesieTcs MajblM MoTpebIeHuemM
Oenka ¢ nuiieil. ['unoansOymuHemusi, Kak U3BECTHO,
MOXeET OBITh CBSI3aHA CO MHOTMMH JIPyTUMH TPUYH-
HamHu (3a0osieBaHUs TIEYEHH, CUCTEMHbIE 3a00eBa-
HUSI COSAMHUTENLHOM TKaHH, HEPPOTUUECKUI CHHIPOM
U T.1.). MBI, ccblasick Ha COOCTBEHHBIH OTBIT U JAaH-
Hble 3apyOeKHBIX aBTOPOB, MOKEM BBICKA3aThCS O
nojoxkuTenbHoM BiausHuu MbBJI Ha reuenune XbBI1. Oty
TOYKY 3PEHUS MOATBEPKIAIOT Pe3yNbTaThl psja Hc-
cnenoBanuii [17-19]. Hanpumep, B oOcTosTenbHOM
padore D. Fouque u coarr. [19] nokazaHo, uto auera
¢ conepkanueMm Oenka B konumdectBe 0,6 T Ha 1 kr
Macchl Tejla B CYTKH 3aMezJisiia CKOpOCTh Mporpec-
CUPOBaHHUS TIOYEYHON HEJOCTATOYHOCTH U HE BbI3bI-
Baja Ipyrux nobouHslx 3¢dexToB, B TOM yncie u
runoansoymuHeMu. Oco0o X0Tenoch Obl 3aMETHTh,
YTO HapsAy C KOJIWYECTBOM M KadyecTBOM Oenka He-
00X0JIMMO OYE€Hb CTPOT0 KOHTPOJIUPOBATH YPOBEHb
SHEProHACKIIIEHHOCTH pauuoHa. OH He JI0KEH ObITh
HIDKE, yeM 35 kkai Ha | Kr Macchl Tena B cyTKu. [Ipu
JeuIuTe Kanopuii 0e0K OyIeT UCIOIb30BaThCs KaK
«3HEpreTHYecKni» Marepuas, a He Kak IiacTudec-
kuil. Kpome Toro, nuera qomkHa ObITh cOanaHcHpo-
BaHHOH 10 OCHOBHBIM HHTpeieHTaM (OenKaM, Kupam,
yIJI€BOJIaM).

Kak yxe oTMmeuanoch paHee, KpaiiHe BaKHBIM
BonpocoMm juerorepanuu 0osbHbIX ¢ XBII sBasiercs
JUCHUIITMHAPOBAHHOCTh MAI[IEHTOB B OTHOIIEHUH CO-
OnrofieHrs1 TPeOOBAaHUI K OCHOBHBIM COCTABJISIFOLIUM
MUIIEBOro parroHa. OrpoMHyI0 MOMOIIb B PeLIeHUN
9TOr0 BOIPOCa OKa3bIBAIOT BpauU-IUETOJIOTH UIIH Bpa-
YH-HEQPOJIOTH, CEPbE3HO 3HAIOIINE CYTh 3TOH MpoodIie-
Mbl. K GombiioMy cokaleHUIo, OTCYTCTBHE TaKUX
CMEMATICTOB Pe3Ko CHIKaeT 3(p(eKTHBHOCTD aaH-
HOTO BU/Ia JIedeHusl. DTa npodiieMa 3HauuMa He TOJTb-
ko ansa Poccun. Hampumep, B CIHA Tonbko TpeTh
OOJIbHBIX, MOCTYMAIOIINX HA 3aMECTUTEIBHOE Jieue-
HUE, B JIOJMATU3HOM MEpUOJIE MOTyYalld KOHCYJIbTa-
LM OT KBATU(PUIIMPOBAHHBIX Bpaueli-11ueTonoros [20,
21].

B 3akmoueHne BHOBB ciieyeT 0OpaTUTh BHUMaHKE
Ha HEKOTOpbIE OpraHU3alMOHHBIE MOMEHTHI, KOTOpbIE
JIOJDKHBI YUUTBIBATHCS MPY TUIAHWPOBAHUU U TIPOBEJIE-
HUM JedeOHoro nutanus. Kpaiine BakHO, 4TOOBI 3Ty
paboTy BO3MIABISLT Bpay-AUETOJIOT, KOHTPOIUPYIOLINHI
KIMHUYECKHE MPOSIBIICHMSI OEITKOBO-IHEPTeTHUECKOM He-
JIOCTaTOYHOCTH, COCTAB MHUILIEBOIO PALIMOHA U IEPECMOTP
ero kak MuHUMyM | pa3 B 3—4 mecsua. Taxke HeoOXo-
JIMMO oOpalaTh BHUMaHKE Ha BRIPKEHHOCTD (hr3uyec-
KHX Harpy3okK, UX MepeHOCUMOCTb, PYKOBOJICTBYSCh
O0LIMM COCTOSHUEM TAlMEeHTa, U3MEHEHUSIMU CO CTO-
POHBI CEpPIEYHO-COCYANCTON CUCTEMBI (ITYJIbC, apTepH-
aNbHOE JIaBJICHKE), aHAIM30M COCTaBa Tela, 0COOCHHO
MBIIIEYHON Macchl. UToOBI pesynbrarhl ObLIM Ooliee Ka-
YeCTBEHHBIMH, CIIEyeT MPAaKTUKOBaTh 00yueHue 0oJib-
HBIX MpPaBUJIaM PallMOHAIBHOTO MUTAHHUs, BbIOOpa
MPO/TYKTOB, KOHTPOJIMPOBATH AUCIMIUTUHUPOBAHHOCTB Ia-
[IUEHTOB, MPaBUILHOCTH 3aMI0THEHHSI TUILEBBIX THEBHHU-
KOB U [TO7ICUETA INIABHBIX MHIPEUEHTOB (OSITKOB, dKUPOB,
yIeBoioB). Beerna Hy)KHO MOMHHUTB O COLIMAJILHOM 3a-
IIUIIEHHOCTH OOJIbHBIX, BKJIIOYAIOIIEH OpraHU3aIuio
TpaHCIIOPTa, MOMOIIb B TPYAOYCTPONCTBE, MPEAOCTaB-
JIEHUM JIBIOT Ha NMPHOOpPETEeHHE KeTOCTepHIa, COEBBIX
U30JIATOB, JIPYTHUX MUIIEBBIX 100aBOK.
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