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YacToTa v pacnpoCcTpaHeHHOCTb XPOHUYeCKoI 6o-
ne3Hu noyek (XBI), TpebytoLe MPUMEHEHNS 3aMeC-
TUTENbHOI NoYyeyHoit Tepanun (3MT), Ha NPOTSHXKEHWUN
noc/nefHero AecATUNeTUs YBEIMUNANCL NMPaKTUYECKN
B 2 pasa [1, 2]. Euie 60nee TPEBOXHbIM ABNSETCS Ypes-
MEPHO BbICOKMIA KO3(PMULMEHT CMEPTHOCTM Cpeamn Mno-
NynsumMm 60MbHLIX, NOMYYaOLLMX eYeHne XpPOoHMYec-
kum remogmannsom (FA). B CLUA ypoBeHb neTasnb-
HOCTW 6OMbHBIX Ha remMoauanu3e cocTasnseT okono 21
% [1], HECMOTpPS Ha 3HaYMMble AOCTVKEHUA B METO-
[Jax neyeHus c npumeHeHnem xpoHuyeckoro A, IMo-
3TOMY MPeACTaBSETCA BaXHON UAEHTU(MKALWSA 1 Ne-
YeHMe COCTOSIHWUIA, CNOCOOCTBYHOLLIMX BbICOKOW CMEpT-
HOCTW remMofNaIn3HbIX B0/bHbIX.

MexaHn3Mbl pasBUTUA HELOCTATOYHOCTU
NUTaHUSA y GOJIbHBIX, NONYYaKOLWMNX fleyeHune
XPOHUYECKUM remofuann3om

OfHOIM 13 aKTyanbHbIX MPO6AEM COBPEMEHHOrO
remMofmanusa fBnseTcs pasBUTUE HeLOCTATOYHOCTU
nutaHms (HM) y 6onbHbIX, NoayYatowmux neveHne A
[3]. Mocne naTu neT Tepanuu reMoanann3om Aons
60nbHbIX ¢ HIM coctaBnsieT 40-50% 1 npofgomkaeT
HapacTaTb B fJanbHeliwem [4]. CoCTOsiHME NUTaHUS
ABNAETCA O4HWUM W3 HE3aBUCUMBIX NMPOrHOCTUYECKUX
(hakTopoB 3a601eBaEMOCTN 1 CMEPTHOCTU Y AManns-
HbIX 60/bHbLIX [3]. MpK HanMuMM HeROCTaTOYHOCTU
nuTaHusa, no gaHHbiM B.A. Cooper 1 coasT. [5], puck
CMEPTHOCTM 6ONbHBLIX, NOMAyYalLWmx nedeHne A,
yBe/inumBaeTca Ha 27%. HecMoTps Ha akTyasibHOCTb
[aHHON npobnembl, [0 HACTOALLEro MOMEHTA He Cy-
LecTBYET eUHOI TOUKM 3PEHNS HA MEXaHU3Mbl pas-
BuTUA HIM y 60nbHbIX Ha 4.
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[oka3aHHbIM (PaKTOM CUMTAETCs, YTO HWU3KOe No-
TpebneHne 6enKka 1 3Heprun BCNeACTBUE OrpaHUYeH-
HbIX AUeTUYECKUX NPpeLnucaHuii, pacCTPOMCTB BKYCO-
BbIX OLLYLIEHWUI U CBA3AHHOMN C ypeMuein aHopekcum
ABNAECTCH NPUYMHOMN pPa3BUTUS GENKOBO-3HepreTuyec-
Koin HegocTaTouyHocTM (B3H) y 6onbHbLIX, NOny4Yato-
WMX NedyeHne XPOHUYECKUM reMofmannsom [6]. Mpm
3TOM [afieko 3allefllve NposiBNeHnUs HefoCTaTOUHO-
CTW NUTaHWA, CBSA3aHHble TOMbLKO C NOTPebieHneM
NUTaTeNbHbIX BELLECTB, CPaBHUTENbHO PefKu, B TOM
yncne 1y 6onbHbIX Ha A [2]. Takum o6pas3om, LWn-
POKOE pacrnpocTpaHeHNe HeafleKBaTHOr0 HyTPULMOH-
Horo ctatyca (HC), HeCMOTpsi Ha CpaBHMTENLHO afek-
BaTHOE MOTpe6/IeHMe NULLEBOro 6esKa U 3Heprum, Ha-
BOAMWT Ha MbIC/b, YTO B3H - 3T0 He eAMHCTBEHHas
NPUYMHA MI0X0ro COCTOSHNUSA NUTaHWS Y B60/bHbIX, MO-
NyYaloLWwmnx neveHne XpPOHUYECKUM FemMoanann3om.
Kpome Toro, onpegeneHne bOH He 06bACHSET Ha-
61t0aeMOro coYeTaHUs MeTaboIMYeCcKUX U ropmo-
Ha/IbHbIX HAPYLUEHWIA, NPUBOAALLMX K COCTOSAHWAM Ka-
Tabonuama 6enka U ytpate 006€3KUPEHHOI MaccChbl
Tena (Towei macchl Tena), CBA3aHHOM ¢ ypemueld u
camoii npoueanypoid A, JaHHbIA (akT, a Takxe pag
Hayu4HbIX paboT [2, 7], N03BONAKOT Npesnonararb, 4To
Hey[l0BNIeTBOPUTE/NbHOE COCTOSHWE NUTaHWA, Habnto-
faemoe y 60/bHbIX Ha ['[], NpaBuIbHee HasblBaTb «ype-
MUYecKas HefoCTaTOYHOCTb MUTaHUS», MOCKOMbKY
3TOT TEPMWUH CUMBO/IM3NPYET €AUHCTBEHHYIO B CBO-
em poge hopMy HefOCTATOYHOCTU NUTaHWSA, CBA3aH-
HYHO C MIHAYLMPOBaHHLIMU ypemueid n [, 0CNOXKHEHU-
AMU.

Takum 06pa3om, B HaCTOALLMUA MOMEHT MOXHO
roBOpUTb O HaIMYMUN MO MeHbLUel Mepe 2-X TUMOB
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HepocTaTouyHOCTM nNuTaHusa (HIM) y 60MbHbIX, Nony-
yaroLLMX feveHne xpoHmdeckum A [7, 8]. Tun 1, npm
KOTOPOM OCHOBHOW NpuyuHoi pa3suTua HI asnset-
ca npemmyLLecTBeHHO B3H, 1 Tmn 2, B 0cHOBe pa3Bu-
TUA KOTOPOIO NIEXXUT «ypPeMUYecKas HeloCTaTOHYHOCTb
NUTaHUA» NPU HaIMUUKU afeKBaTHOro NoTpebeHus
OCHOBHbIX HYTPUEHTOB. Mpy 3TOM cneayeT OTMETUTD,
4TO [Ba 3TMUX TUMNA HEAOCTaTOYHOCTY NUTAHWUSA MOTYT
KakK CyLLecTBOBaTb OTAE/bHO, TaK M COYEeTaTbCa Yy
OTZENbHO B3ATOr0 60/MLHOrO.

K OCHOBHbIM MeXxaHW3MaM pPasBUTUA «ypeMuyec-
KO HeAoCTaTOUYHOCTbU MUTaHUA» Yy 60MbHbIX Ha T
oTHocAT [6, 9]:

1 MoTepwn 6enka, aMMHOKWCAOT, FKOKO3bl, BOAO-
PacTBOPMMbIX BUTAMWUHOB B AMain3at, KOTOpble BO3-
pacTalT Npu MUCMNONb30BAHUU 6UONOrMUYECKU He-
COBMECTUMBbIX MeMbpaH M MHOrOKpPaTHON OTMbIBKM
[ANann3aTopos.

2. HepocTaTouHas afiekBaTHOCTb Auann3a, cnocob-
CTBYIOLLAA CHUXEHWIO anmneTuTa, NOABMIEHWNIO TOLUHO-
Tbl, PBOTbI, YBEMIMYEHUIO METAB0/IMYECKOTO aLumMa03a.

3. QHAOKPUMHHbIE PacCTPONCTBA B BUAE CHUXKEHUA
610N0rMYeCKON aKTUBHOCTM aHaboMYecKUX ropmo-
HOB - MHCY/IMHA, COMATOTPONMHA, UHCYTMHONOA06HO-
ro pakropa pocta - 1, U yBeNMUYEHNUS LUPKYINPYLO-
LLero nyna kaTabosmyeckmx ropMoHOB, TakKUX Kak [to-
KaroH, napaTtupeouHbIii ropMoH.

4. Huszkasa (m3nyeckas akTUBHOCTb AUA/IN3HbIX
60/bHbIX.

5. VIHTepKyppeHTHbIe 3ab60/1eBaHNsA, Cpeau KOTo-
PbIX BefYLLYIO pPOfb UTPatoT UH(EKLNY, 3a601eBaHNS
Xenyao4yHO-KMLLEYHOTO TpakKTa Co CKPbITbIMUA KPOBO-
TeYeHUaMU U T.A.

6. [lenpeccuBHbIE COCTOSHMA, PacCTPOMCTBA CHa.

7. IleyeHvie pa3nyHbLIMU MeMKaMeHTaMu, KOTopble
B/ISAIOT HA anneTuT U COCTOSIHUE MUTAHWSA B LIESIOM.

8. MoTepwu KpoBw, cBA3aHHbIE ¢ Npoueaypoit A,

9. I'oBbILLIEHVE B KPOBW YPOBHSA «MOTEHUMANbHbIX Y pe-
MWYECKNX TOKCMHOB», B HOPME BbIBOAALLMXCA MOYKaMM.
10. Mpu3HaKM XPOHMYECKOro BoCManeHuns.

OuarHoctnka v MOHUTOPUHT
He40CTaTOYHOCTU MUTAHUSA

BbICOKas NpOrHoCcTUYecKas 3HauMMoCTb HeloCTa-
TOYHOCTM NUTAHUSA Y TeMOANANTN3HbIX B0/bHbIX 06bsIC-
HAET HeoOXOAMMOCTb CBOEBPEMEHHON W TOYHOW Au-
arHOCTUKM 3TOr0 COCTOAHUSA. OAHAKO [0 HACTOALLEro
MOMEHTA He CYLULeCTBYeT eAMHON CUCTEMbl Mep, KO-
Topas obecrneyunna 6bl NOMHYHO U HeABYCMbICNEHHYIO
oueHKy HC y remofmanusHbix 60nbHbIX. B naeane,
mapkep HC [O/mKeH He TOMbKO MPOrHo3vMpoBaTh Mo-
CNeACTBMS, HO TakXe [O/MKEH ObITb HeLOopOrocTos-
LM, BOCMPOU3BOAMMbBIM W JIETKO BbIMOSIHUMbIM TeC-
TOM, KOTOpbI He Obln 6bl NOABEPXKEH BIUAHUIO TAKUX
(haKTOpOB, KakK BOCMaseHue, Mof, BO3pacT U CUCTEM-
Hble 3aboneBaHus. B HacTosee Bpems B pacnops-
YXEHUWN QNETOSION0B He CYLLECTBYET MAeanbHOro Map-
Kepa HYTPULIMOHHOIO CTaTyca, KOTOopbliA 0TBeYan Obl
BCEM 3TUM TpeboBaHUAM. TakuM 06pa3om, Ha cerof-
HAWHWIA feHb anarHocTuka HIM BkntoyaeT B ceba co-
BOKYMHOCTb aHTPOMOMETPUYECKNX, aHAMHECTUYEC-
KUX, 6UOXMMUYECKMX NapaMeTpoB, KOTopble 06Hapy-
XuatoT koppensdumto ¢ HC. AunarHoctuka HIM gomkHa
HOCWUTb CTPOro MHAMBUAYANbHbLINA MOAXO0A U BKIOYATb
B cebs cnegytoLyme aTansbi:

13Tan - nNpoBefeHNe ANETUYECKOW OLEHKU.

2 3Tan - NPoBefeHMe OLEHKM HYTPULIMOHHOIO CTa-
Tyca.

A. [IneTnyeckasa oueHKa.

[netunueckas oueHka 60nbHbIX Ha ', 4omkHa npo-
M3BOAUTLCA TOMBKO KBaIM(IULIMPOBAHHBLIM ANETONOIOM,
YTO AaeT BO3MOXHOCTb 60/IbHbIM MPaBW/IbHO OCBOUTb
METOAMKY 3aro/IHeHNS MULLEBbLIX AHEBHVKOB 1 BO3MOXX-
HOCTb 60/1ee MONHOW aganTauun K NX PerynsipHoin aue-

Mpagauma HYTPULNOHHBIX nokasaTenev B3aBUCUMMOCTM OTcTeneHun HI

Mokasatesib Mon Hopmbl CteneHb HeAOCTATOYHOCTU MUTaHUA
nerkas cpegHeli TaxecTn  Taxenas
Bannbl - 3 2 1 0
MHpekc maccel Tena, Krim2 - 25,0 - 19.0 18,9 - 175 17,4 - 155 Huxe 15,5
OTknoHeHne ®MT ot PMT, % - 100 - 90% 89 - 80% 79 - 70% Hxke 70%
KoxHo-xunpoBas cknafka
Haj, Tpuuencom, MM MYXXUYUHbI 10,5-9,5 95-84 84-74 HWxe 7,4
XEHLLUNHbI 145 - 13 13- 11,6 11,6 - 10,1 Huxe 10,1
OKpY>XHOCTb MbILLL, N/ieya, Cm MYXXUYUHbI 25,7 - 23 23-20,5 20,5- 18 Huxe 18
XEHLLUNHbI 235-21 21 - 18,8 18,8 - 16,5 Huwxe 16,5
O6xBart Ha ypoBHe cepefuHbl
nnevya 6ecuCTy/IbLHON pyKn, CM MYXXUYUHbI 29 - 26 26 - 23 23-20 Huxe 20
XEHLLUNHbI 28 -25 25-225 22,5-195 Huwxe 19,5
O6wuii 6enok, r/n - 6onee 65 65 - 55 55 -45 Huxe 45
AnbbymuH, 1/n - 6onee 35 35-30 30 -25 Huxe 25
A6conTHOE Yncno NMMAOUNTOB, ThiC. - 6onee 1,8 18-15 15-0,9 Huxe 0,9
TpaHcdeppwuH, r/n - 6onee 2,0 20-18 18-16 Hxe 1,6

Mocne rpagauuv HyTPULMOHHBIX Nokasatenei no 6annam, Ux KOMYeCcTBO CYMMMUPYLOTCA, rae 27 6a//ioB COOTBETCTBYET HOpPMaslb-
HOMY COCTOSIHUIO nMuTaHusi, 27 - 18 - nerkoii ctenenn HI, 18 - 9 - cpepgHeli cTeneHn 1 Hke 9 - Tsxenoli ctenexnn Hrl.
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Te. N8 OUeHKW exefHEeBHOro noTpebneHust 6enKos,
YKMPOB, YrNeBOLOB, BUTaMUHOB, OOLLEN KaNOPUAHOCTU
paLMoHa NauMeHTbl 3aMO0/HAT NULLEBbIE JHEBHUKM,
e yKa3blBaKTCA KaYeCTBEHHBIA U KOIMYECTBEHHBI
coctas notpebnsemoin UMy nuwy. B HeflaBHO npoBse-
[eHHbIX UCcCnefoBaHNsAX bblna NokKasaHa MeHbLUas f0-
CTOBEPHOCTb YacTO UCNO/b3YEMbIX 3-AHEBHbIX NULLe-
BbIX JHEBHVKOB MO CPaBHEHUIO C 7-AHEBHbIMMW [HEB-
H/MKaMK, B CBA3M C YeM nauueHTaM peKOMeHAyeTcs
3annch MULLEBbIX BOCMOMUHaHWUIA B TEYEHUE Heaenu
[10]. YueT nuweBbIX NPOLYKTOB B TeYeHWe 7 AHel
MO3BO/ISET OXBATUTL BCE AMETMYECKOE pasHoobpasme,
XapakTepHoe Ans KaXAoro OTAeNbHO B3ATOro 60/b-
HOrO, a TaKXe HMBENMPOBaThL BAWUSHME CaMoli MmpoLie-
aypel I Ha noTpe6neHve NuLiM, 4TO BedeT K 6onee
a/leKBaTHOM 1 TOYHOW OLeHKe NoTpebneHns Kak bes-
Ka, TaK 1 3Hepruu.

Takke a5 601ee NONHOMO NPeACTaBeHMs 0 NOTPed-
NEHUM NaLMEHTOM OCHOBHbIX MUTATE/bHLIX BELLECTB
PEKOMeHYeTCs NPOBefieHNe OLEHKM anneTuTa ¢ NoMo-
wbto Wkanbl ADAT (Appetite and DietAssessment Tool),
4TO NO3BOJISET OLEHUTL BANSHKE camoli npoueayps! [,
Ha anneTuT N AMETUYECKWE MPUBLIYKY.

B. OueHKa HYTPULMOHHOIO cTaTyca.

B HacToslLLee Bpems CyLLeCcTBYeT 60/bLIOE KOMKW-
4eCTBO METOAMK OLeHKM HYTPULMOHHOrO cTaTyca. Ho
Hanb0on1ee NOSHOM M TOYHOM MOXHO CUUTATb METOAM-
KY KOMIM/IEKCHOT 0 MeToAa Hy TPULMOHHOM oLeHKu [11].
[aHHbIli MeTOf BKMKOYaeT B cebsi onpefeneHns cne-
AyIoLMX NnokasaTenein:

1. NHgekc maccbl Tena, Kr/im2

2. OTKNOHeHMe hakTuyeckol maccbl Tena (PMT)
OT peKomeHgoBaHHON Macchl Tena (PMT), %

3. KoXHO-XuMpoBasa cknafka Haf TPULEncoMm, Mm

4. O6xBaT Ha ypOBHEe cepefuHbl nneva 6ecduc-
TY/IbHOW PYKK, CM

5. OKpY>XHOCTb MbILWL, Nsieya, CM

6. O6Lwwwii 6enok, r/n

7. ANbBYMUH, /N

8. A6COMOTHOE YMCNO NUMKOLNTOB, ThIC.

9. TpaHcdeppuH, r/n

Kaxablii 13 nokasatenel oLeHMBaeTcs B 6annax
ot 0 g0 3 B 3aBMCMMOCTU OT OTHOLLEHUS K 06LLenpu-
HATLIM HOPMaM, fJaHHble MPeACTaB/eHbl B Tabauue.

PekomeHfauun no AMarHOCTUKE U MOHWUTO-

PUHTY HefoCTaTOYHOCTM nuTaHua [12]:

* Ha oTfeneHun XpoH1M4YecKoro remogmanunsa fof-
XeH paboTaTb KBaNUPULMPOBAHHbIW AUETONOT.

* HyTpyLMOHHbIW cTaTyC 60/1bHOr0 A0KeH BbiTb
OLeHeH [0 Hayana 3aMecTUTe/IbHOW MOYeYHON Tepa-
MK 1 NOBTOPHO OLLeHEeH Yepe3 1 Mecsal, nocne Havana
reMoanann3Hon Tepanuu.

* Mpu otcyTtcTBUM NpusHakos HIM y 60MbHbLIX B
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Bo3pacTe 10 50 neT KOHTPO/Ib HYTPULMOHHOIO CTaTy-
ca HaA/1IeXXUT NPOBOAUTL pa3 B 6 MecsLEeB.

* Y 60MbHbIX cTapwe 50 neT n'y 601bHbIX, NONY-
yarowmx neveHue ' cebiwwe 5 net, HeO6X0ANUMO NPO-
BOAUTb KOHTPOJIb HYTPULMOHHOIO CcTaTyca Kaxable 3
mecsaLa.

PekomeHgauuu no noTpeb6AeHU0 OCHOBHbIX
MUTaTe/IbHbIX BewwecTB Y 60MbHbIX Ha [
3a HOpMaTUBbI MO NOTPEGIEHNIO OCHOBHBIX MUTa-

TeNbHbIX BELLECTB B HACTOsLLEE BPEMS MPUHSATLI HOP-
Mbl, peKOMeH0BaHHble AMEPUKAHCKON accouualmelt
anetonoros [13]:

- noTpebneHmns 6enka - 1,2 (50% 6enoK BbICOKOWA
610/10rMYEeCKOM 3HAUMMOCTN) I/Kr/LeHb.

- noTpebneHuns kanopuin - 35 kkan/kr/geHs o 60
net n 30-35 kkan/kr/geHb nocne 60 net.

- notpebneHus xunpos - 30-35% oT Kanopwuii B
LiesioM.

A. MoTpebneHne Genka.

B xofe 60MbLUMHCTBA HAY4HbIX UCCNef0BaHWI
PEKOMEHA0BaHHbIV 6e30MacHbIi YpoBeHb NoTpebne-
HWst 6elka B CYTKU Y K/IMHWUYECKN CTabWUbHbIX XPO-
HWYECKMX TeMOAMANN3HBIX 60MbHLIX cocTaBnseT 1,2
(50% 6€en0K BbICOKOI 61010rMYeCKol 3HaUMMocTh) r/
Kr/geHb, 4TO MO3BOMISET NOAAEPXKMBATb a30TUCTHIN
6anaHc Ha HeNTpanbHOM MW NOMOXKMUTE/TbHOM YPOB-
He. B HegaBHUX HayuYHbIX MCCMEA0BaHUAX MOKa3aHo,
YTO NoTpebneHme NnLEBOro 6enka B AgnanasoHe 1,2 -
1,4 r/Kr/geHb CONPOBOXAAETCA YBETMUEHNEM BbDKU-
BaHWS MaLMEHTOB MO CPaBHEHWUIO C MOTpebieHneM
6enka 1,2 r/kr/geHb, NpuToM 4to NOTpebreHne nu-
Wwesoro Genka cBbiwe 1,4 r/Kr/geHb He NPUBOAUT K
JanbHenWeMy yyULWeHU0 BbDKMBAHNS O0/bHBIX.

HefasHUMUM nccnefoBaHMAMUN 6bIN0 NOKa3aHo, YTo
y 60/bHbIX C TepMUHaNbHOM cTagmein XbI1, nonyya-
OLLUX NIEYEHNE XPOHUYECKUM FEMOANANN30M, UMeeT
MECTO LUMPOKOe pacnpocTpaHeHe NOBbILLEHNS YPOB-
HA MapKepoB BocnaneHms [7]. XpoHuyeckoe Bocna-
NEHVE 3a CYeT Pas/IMYHbIX MeXaHW3MOB, TaKUX Kak
yBe/fnyeHne aHopekcum n Katabonmsma 6enka, cno-
COBHO OTpULATENIbHO BAMATL HA HYTPULMUOHHbIN CTa-
TYC reMOAnanu3HbIX 60/bHbIX, B CBA3M C YEM MPU Ha-
NNYUM NPU3HAKOB XPOHMYECKOTO BOCMANEHNS Y 60/b-
HbIX, MONyvalwLWnx nevyeHne xpoHuveckum A,
HeobXx0uMa KoppeKL s noTpebeHns nuLLeBoro 6en-
Ka B CTOPOHY €ro yBe/IM4eHusI.

B. MoTpebneHne sHepruu.

MoTpebneHre 3HePrun Y KIMHUYECKN CTabWITbHbIX
XPOHUYECKNX FEMOANAINU3HBIX BObHbIX MO AaHHbIM
AMepPUKaHCKOR accoupauuy AMeToNoroB LOMKHO COo-
ctaBnsTb 35 KKan/kr/geHb B Bo3pacTe o 60 net, 30-
35 kkan/kr/geHb nocne 60 feT. B HacToslLLee BpeMs B
X0fie pa3INYHbIX paboT NOKasaHo, YTO ANa LOCTUXKe-
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HUS ONTUMaNbHOr0 YPOBHA NOTPEBIeHUS 3HEPT UM, KO-
TOPOE MOSIHOCTLIO MOKPbIBANO Obl eXeAHEBHOE pac-
XO[l0BaHWe 3Hepruun, nNpu 3TOM He MPUBOASA K ee Ha-
KOM/IEHUIO B BUJE YBENNYEHUS XKNPOBOI Macchl TeNa.
HeobxoanmMo npoBefeHne pacyeTa OCHOBHOIO o6Mme-
Ha C nocnegyoLLleli NoONpaBKoi Ha PU3NYECKYHD aK-
TUBHOCTb. PacyeT OCHOBHOro 06MeHa MOXeT npowus-
BOAMTLCA NOOLIM JOCTYMNHLIM METOAOM: HenpsmMas
KanopumeTpusa, ucnonb3osaHue tabnuy Schofield,
ypaBHeHUsi Xappuca-beHnankTa, ypasHeHns Black.
[anee nng pacyeTta oNTUMaNbLHOIO eXKefHEBHOr 0 pac-
XO[I0BaHWS 3HEPT M HEOOXOAMMO YMHOXUTHL OCHOBHOIA
06MeH Ha (hakTop (hM3MYECKO aKTUBHOCTU, KOTOPbIN
B 3HAYMTENLHOW Mepe 3aBUCUT OT Tuna npogeccuo-
Ha/IbHOM AeaTenlbHOCTM U (IU3NYECKOR Harpy3sKku, CBs-
3aHHOM C aKTMBHbLIM OTAbIXOM. ITOT (PakTop 0ObIYHO
Bapbupyet B npegenax 1,3-2,0.

B. MoTpebieHne OCHOBHbIX MWHEPANOB.

PekomeHJaL MM No NOTPe6MEHNIO OCHOBHBLIX MU-
Hepanos [12]:

* (hocthop mr/geHb - 800-1000

e ANETUYECKNIA KOHTPO/b (hochaToB He AOMKEH
CTaBUTb NOA Yrpo3y noTpebreHne N1LLeBOro 6enka

* Kanbumii Mr/geHs - meHee 2000, BKItOYasA Kasib-
LM, NOMYyYeHHbIW W3 BELLECTB, CBA3bIBAOLLMX (OC-
(haTbl Ha Ka/ibLMEBOIN OCHOBE

* HaTpuint Mr/geHb - He 6onee 2000 (nnm 5-6 r/
CYT. XNopuga HaTpus)

* MeXAunanu3Has npnbaBKa B BECE HE JO/MKHA Npe-
Bbilatb 4-4,5% 0T cyxoro Beca Tena

* Kanuii mr/geHb - 2000-3000 (8-17 mr/kr/cyT.)

* )Xenes3o Mr/geHb - exegHeBHoe notpebneHune 8
M XKenesa A1s MY>XXUUH 1 15 Mr 15 XeHLWH, 3a Uc-
K/OUYeHMEM TeX B60J/IbHbIX, KOTOpble MoMy4aloT Tepa-
MU0 >Kene3om B/B.

JleyeHne HeLOCTAaTOYHOCTU MUTaHUSA

B HacToAlem npoLuecc KoppeKkuun HefocTaTou-
HOCTM NUTaHWs Y 60NbHbIX Ha I oMKeH NPOBOAUTLCA
KBaIM(IMLUMPOBAHHLIM AUETONOrOM COBMECTHO C M-
a/I3HbIMKU Bpavamm 1 BK/KOYaTL B Ceba crnefytoLyue
aTansbl:

» Mepbl 06LLero xapakrepa.

» [lneTnyeckne BMelLATeNbCTBA.

* MpumeHeHne aHab0ONMUYECKUX CPeSCTB.

» CTUMYNATOPbI anneTuta.

A. Mepbli 06LWero xapakTepa.

MpoBegeHne Mep o6LUlero xapakrtepa Tpebyet
COBMECTHOW paboTbl Bpaya-AMeTosiora v AUanusHbixX
Bpaueii, 4To obecrneynBaeT 60nee afekBaTHYH U CBO-
€BPEMEHHYIO KOPPEKLMIO HelOCTaTOYHOCTM MUTaHUS
y reMofnanusHblx 601bHbIX. OCHOBHOR 3aayein Bpa-
Yya-AMeTonora Ha HayanbHOM 3aTtane Koppekuuun HI1
ABNSeTCA TOYHAA M CBOeBpeMeHHas oueHka HC ¢

nocnegyroLmm 06s3aTeNbHbIM NOCTOSAHHbLIM MOHWUTO-
pvpoBaHueM HC. Bpay-aueTonor Ha OCHOBaHWUM NnLLe-
BbIX [HEBHWKOB, 3arO/IHEHHbIX NaLuueHTaMu, 1N Xapak-
Tepa UX (PU3NYeCKOol aKTUBHOCTM JO/MKEH HAUBUAYA-
Nn3npoBaTb 00bLEM MOTPE6ASEMbIX NUTATENbHbIX
BELLLeCTB U1 3Hepruun. B T0 e Bpems Bpayamu guannsa
[JOMKHO 06ecneunTbea NOALepXKaHUe OnTUManbHOM
[03bl AManu3a ¢ y4eTom YpoBHA Kt/v 1 Koppekuus
MeTab0/IMYeckKoro aumaosa, YTo No3BOMSET B 3HAYM-
TeNbHON Mepe CHWU3WTb OTPULIATENbHOE BIMSIHME NPU-
3HAKOB TePMUHA/IbHOM MOYEUHOI HeJ0CTaTOUHOCTU Ha
coctosHue HC. Takke NpuMeHeHWe ANaTN3HbIX MeM-
6paH C nydwein 6MOCOBMECTMMOCTLIO MO3BONSET B
3HAYMTENLHON Mepe YMEHbLUNTL BbIPAXKEHHOCTbL NpU-
3HaKOB XPOHMYECKOro BOCMasieHns, KOTopoe caMo Mo
cebe cnocobHo oTpuuatenbHo BAMATL Ha HC. Jleve-
HMe racTPOMHTECTUHASIbHBIX PACCTPOMCTB Y remoaua-
NU3HBIX 60/IbHBIX TaKXe BeAeT K 3HAUUTeNIbHOMY
ynydweHus HC.

B. AneTunyeckme BmewlaTeNbCTBA.

O6bem AMETMYECKOro BMeLLaTeNbCTBa, Heobxo-
AMMOro reMofuann3HoMy nauueHTy, onpejgensercs
BPa4yOM-METONIOrOM NOC/ie YTOUHEHUS COCTOSAHUSA
HYTPULUMOHHOIO cTaTyca 60/1bHOro0. JueTnyeckoe BMe-
LLaTeNbCTBO Ha4YMHaeTca ¢ nojbopa ONTUMaNbHOWN
AVeTbl, Ucxoaa n3 HeobxogmMmoro obbema noTpebns-
EMbIX NUTaTeNIbHbIX BELLECTB U UHAUBUAYA/bHBIX MA-
LLeBbIX NPUBbLIYEK NauueHTa. Cneayet OTMETUTb, YTO
co6Nt0feHNe AMeTUYECKUX NpeanucaHuii U n3MeHe-
Hue nokasaTenein HC B o6s3aTeslbHOM NoOpsgKe Aon-
XHbl KOHTPO/IMPOBATLCA BpayoM-AMeTonoromM. Mpu
HEBO3MOXHOCTM AOCTMXKEHWNSA NOTPE6EHNS NUTaTe lb-
HbIX BELLECTB A0 MWHUMASIbHOTO YPOBHSA C MOMOLLbIO
AMeTbl HEO6X0AMMO Ha3HaYeHMe NepopanbHbIX NuLLe-
BbIX 406aBOK, cneunasibHO paspaboTaHHbIX ans 60/b-
HbIX C 3ab0neBaHMEMS MoYeK (KeTOCTepwus, ammHec,
COEeBbI M30M1AT 1 Ap.). HasHauyeHMe 3HTepanbHOro
30HJ0BOM0 NUTAHWA CNeflyeT NPOBOAUTL TO/LKO B C1Y-
Yyae HeaP(PEeKTUBHOCTM NPUMEHEHUSA NepopasibHbIX
[06aBOK. HasHaueHWs napeHTepasbHOro NMTaHus no-
Ka3aHO remMoanannsHbiM 60nbHbIM ¢ HIT 3-1i cTeneHn
1K1 60MbHLIM C NOTPe6eHNeM NUTaTENbHbLIX BELLECTB
Ha ypoBHe MeHee 20 Kkan/Kr/aeHb no aHeprum n 0.8 r/
Kr/aeHb no Gesky.

B. MNpuMeHeHUe aHaboNMYeCKUX CpesacTB.

B cnyuae TsXKenol cTeneHW HeLoOCTATOMHOCTU
NUTaHNA Y reMOANanun3HbIX 60/bHbIX, PE3UCTEHTHOM
K Nto6bIM AMETUYECKUM BMELIATENbCTBAM, [O/MKEH
ObITb PAaCCMOTPEH BONPOC O HEOOXOAUMOCTM Ha3Ha-
YyeHnsa Kypca aHabonnmyeckmnx cpefcTs (aHAPOreHoB)
B TeueHue 3-6 MecsLEeB C 4acTOTON BBEAEHUS exxe-
HefeNbHO MW pa3 B fBa Mecsua. Mpy HasHayeHWUK
aHApPOreHoB BCeM 60MbHbIM MOKa3aH MOCTOSHHbI
MOHUTOPWHT NOKa3aTesnen MMnuMaHoro obmeHa, cocTo-
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npeacTaTenbHOW XXenesbl.

Mpn pasBUTUN NOYEYHOW HeAOCTaTOYHOCTU Yy
60/1bHbIX MPOUCXOANUT CHUXEHUE KOHLeHTpauum rop-
MOHa pocTa 1 MHCY/IMHONOA0BHOro (hakTopa pocta-1
(IGF-1) B KpoBU 1 HapyLLeHWe NX JeACTBUSA HA TKaHe-
BOM YPOBHe 3a CYeT CHWXeHus akcnpeccun TPHK IGF-
11 pedekta B TpaHCAYKLMU CUTHANOB rOPMOHA poc-
Ta, YTO 3HAUMNTENIbHO 0CNabnseT aHabonMyeckoe ae-
CTBME 3TUX TOPMOHOB, B CBfAA3W C YEM Y
remoamnanun3HblX 60/bHbIX OMpaBAaHO Ha3HayeHue B
KayecTBe aHaboNMYeCKUX CPeAcTB PeKOMOMHAHTHO-
ro ropMOHa pocTa YesioBeKa 1 peKoMbuHaHTHoro IGF-
1 [14].

I CTumynaTopbl anneTuTa.

Knaccuyeckum Npu3HaKoM TsHKeNoi ypemuyec-
KON WHTOKCMKALMKN SBASETCA OTCYTCTBUE anmneTuTa,
BM/IOTb A0 aHopekcuu. [lo0 HacTosLLero BpeMeHu [0
KOHLIA HesiCEH MEeXaHW3M pa3BUTUS [aHHOro COCTOS-
HWS Ha (hoHe ypemumn. OLHUM M3 BO3MOXHbIX PaKTO-
POB, BbI3bIBAIOLUX CHUKEHME anmneTuTa y remMopgma-
NU3HbIX BONbHBIX, ABNSETCSA YBEe/IMYEHUE B KPOBU AU-
a/N3HbIX MaLMeHTOB aHOPEKCUIeHHOro ropMoHa -
nentuHa [15, 16]. JlenTWH BAWSET Ha anneTuT 3a cyeT
pefyKLUUN OCHOBHbIX OPEKCUTeHHbIX HEPOTPaHCMUT-
TepoB, C OJ4HOWN CTOPOHbI, Y UHAYKLMN aHOPEKCUTEeH-
HbIX HEMpPOTPaHCMUTTEPOB C APYrOi CTOPOHLI B Ay-
roo6pasHom agpe runotasamyca. K nekapcTBEHHbIM
npenapaTam, CNocoBHbIM 6/10KMPOBaTh MOBOUHbIE 3¢)-
(hekTbl rMnepnenTUHeMUK, OTHOCAT Npenaparbl, U3ou-
paTenbHO 6noknpytoume MK4-P, ocHoBHOW pelenTop
6-MenaHoUUTCTUMYNNPYIOLLEro ropMoHa. K 3Toi
rpynne OTHOCAT npenapaTtbl Ha OCHOBe 6enka, poa-
CTBEHHOro 6enky agouti, KOTopble pa3pabaTbiBatOTCS
komnaHuamu Amgen n Roche [16].

TakXe NokasaHa 3)()eKTMBHOCTb MCMO/Ib30BaHUS
LA KOPPEKLUM aHOPEKCUM Y reMOoAuanun3HblX 60/b-
HbIX ¥ ApYroi rpynnbl CTUMYNATOPOB anneTuTa, K Ko-
TOpPO OTHOCWUTCA TaKOW npenapaT, Kak Merectpona
auetat (mereiic) [17].
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