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HyTpuTHBHAas NoaaepKKa Npu 00J1e3HAX
HAKOILJICHH S INIMKOTeHa: IBOIIONUS JedYeHUs
1 HEPelEeHHbIE MPOTUBOPEYU

Ileyenounvie opmor 6oaesneil Hakonsenus eauxoeena (BHI) npedcmaesasrom coboii epynny 3a60aeeanuii, npu KOmMopblX AHOMAAbHOE
HAKONAeHUe UAU pacujenienue eAuKoeeHa npueooum K noOmeHyUAIbHO ONACHbIM 0AS1 ICUZHU 2UNOAUKEMUYECKUM COCIOSHUAM U Memabo-
auyeckum Hapyuwenusm. I[Ipumenenue cneyuarusuposannoil duemomepanuu ¢ doodasieHuem cbipoeo KYKypy3H020 Kpaxmana 3HA4umenbHo
yayuwuno pesyassmamor nevenus bBHI, npespamueé namonoeuio, panee cuumasuiyiocs cmMepmensvHoil, 8 cOCmosHue, npu KOmopom aoou
Moeym uyscmeogams cebsi y0081emeopumenvHo npu Hadaexcauem yxode. Hecmomps ma muocosemuue uccaedosanus, edunoe MHeHue
00 onmumanvHom duemuueckom aewenuu BHI omcymcmeyem. B cmamve onucauma 36onoyus ouemomepanuu neueHoynwlx gpopm BHIT
(munet 0, I, 111, VI, IX u XI), npedcmasaensl ucmopuueckue u cogpemenHvle n00X00bl K NPOPUAAKMUKE 2UNOAUKEMUU U CEA3AHHbIX
¢ Hell 0CN0JCHEeHU .
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BBenenne

[Meuenounsie dhopmbl Goe3Hel HAKOIUICHUST TIIMKOTeHA
(BHTI) mpencraBnsitor co0oii TPYITy BPOXICHHBIX Hapy-
IIeHWIT MeTaboM3Ma, BBI3BAHHBIX aHOMAUSIMU (epMeH-
TOB, KaTAIM3UPYIOIIUX CHHTE3 WX paclieTUIeHre TIINKOTeHa.
Briepseie BHI™ 6ni1a onucana E. von Gierke B 1929 r. [1],
U B HacTOSIIIIee BpeMs CyIIIECTBYIOT 10 KpaiiHeii mepe 15 mpu-
3HAHHBIX TUIIOB, M3 KOTOPBIX 7 MPOTEKAIOT C MOpaXXeHUeM
neuenwu (tumel 0, I, 111, IV, VI, IX, XI).

BaxHo oTMeTUTB, YTO paHee OTCYTCTBUE IMMPOKON BO3-
MOXHOCTH TIPOBEICHUS MOJIEKYJISIPHO-TEHETUIECKOTO 00-
cinenoBaHus B Poccuiickoit @eneparvu neiaio B psifie Ciry-
YyaeB HEBO3MOXHOW Bepudukauuio He TojbkKo Tuma bHI,
HO U caMOro 3a00JieBaHMsI, B CBSI3M C YeM OCTaBaJiCsI He-
SICHBIM TIPOTHO3 OOJIE3HM B KaXXIIOM KOHKPETHOM CITydJae.
B Hammx mpempimymmx paborax Mo pe3yibTraTaM MpUMeHe-
HUSI TEXHOJIOTUM MAaCCUBHOTO TApaUIeJIbHOTO CEKBEHUPO-
BaHUSI BIIEPBBIE B CTPaHEe HA OTHOCUTEIHHO OOJBIION BBI-
6opKe manueHToB (1 = 74) OBLIO MOKa3aHO, UTO B CTPYKTYpE

A.N. Surkov!: 2, A.A. Baranov!:3, A.L. Arakelyan!, E.E. Bessonovl,
N.V. Zhurkova!, D.A. Labash?, M.I. Ivardava'

IPetrovsky Russian Scientific Center of Surgery, Moscow, Russian Federation
2Pirogov Russian National Research Medical University, Moscow, Russian Federation
3Sechenov First Moscow State Medical University, Moscow, Russian Federation

Nutritional Support in Glycogen Storage Diseases:
Evolution of Treatment and Unresolved Contradictions

Hepatic forms of glycogen storage diseases (GSD) are a group of diseases in which abnormal accumulation or cleavage of glycogen leads to
potentially life-threatening hypoglycemic conditions and metabolic disorders. The use of specialized diet therapy with the addition of raw corn
starch has significantly improved the results of GSD treatment, turning a pathology previously considered fatal into a condition in which people
can feel satisfactory with proper care. Despite many years of research, there is no consensus on the optimal dietary treatment of GSD. This article
describes the evolution of dietary therapy of hepatic forms of GSD (types 0, I, I11, VI, IX and XI), presents historical and modern approaches to

the prevention of hypoglycemia and related complications.

Keywords: glycogen storage diseases, ketosis, lactate, hypoglycemia, diet therapy, corn starch

For citation: Surkov A.N., Baranov A.A., Arakelyan A.L., Bessonov E.E., Zhurkova N.V., Labash D.A., Ivardava M.I. Nutritional Support
in Glycogen Storage Diseases: Evolution of Treatment and Unresolved Contradictions. Annals of the Russian Academy of Medical Sciences.

2023;78(4):348—355. doi: https://doi.org/10.15690/vramn11605

DOI: https://doi.org/10.15690/vramn11605


https://crossmark.crossref.org/dialog/?doi=10.15690/vramn11605&domain=PDF&date_stamp=2023-11-01

Bectnuk PAMH. — 2023. — T. 78. — Ne 4. — C. 348—355.

HAYYHBIN OB30P

Annals of the Russian Academy of Medical Sciences. 2023;78(4):348—35

BHI cpenu poccuiickux neteit HauboJjiee 4acTo BCTpeyaeTcst
IX tun (35,1%), Bropoii mo yactore okazainacb BHI I Tuna
(29,7%). Tun 11l 3aHUMaeT TPEThIO MO YACTOTE MO3ULUIO
(27,0%). CambIMu peokuMy oOKaszanuch Turbl VI (6,8%)
u IV (1,4%). Beicokast yactota Bctpeuaemoctu BHI IX tuna
MOXEeT YKa3bIBaTh KaK Ha XapaKTepHbIe OCOOEHHOCTH pOC-
CUICKOU TIOMYJISIIIAN, TaK ¥ HA HeJ0OOCIEIOBAHHOCTD NIeTei
C 9TO¥ MaTONOTUel, IPUBOMSAIIYIO K 3HAUUTETHHOMY KOJIH-
YECTBY OIIMOOYHBIX NUArHO30B, YCTAaHABIMBAEMBIX JWIIb
Ha OCHOBAaHWUW KJIMHUYECKOU KapTWHBI OOJe3HU, 6e3 1abo-
pPAaTOPHOTO TOATBEPXIeHUs. MOJEKyJISIpHO-TeHETHIEeCKOe
WCCNeOBaHNe WMeeT pellalollee 3HaueHWe I ObICTPOit
Bepud UK IMaTHO3a, CBOEBPEMEHHOTO Ha3HAYEHUSI CTIe-
VATM3VPOBAHHON AMETOTeparuy, MPoPUIAKTUKA OCIOX-
HEHUU, a TakKKe YBEJIMUEHUS ITPOMOJIKUTEIbHOCTU U Kade-
cTBa xxu3HM nanveHToB ¢ BHI [2].

T'umornukemust xapakTepHa ISl BCeX TIeYeHOYHBIX (GopM
BHI u3-3a abeppaHTHOrO TpeBpallleHUs! TJMKOreHa B TJII0-
ko3y. JleueHue, OMHAKO, BApbUPYET B 3aBUCUMOCTH OT 3aMIeii-
CTBOBAaHHOTO MeTaboinmdeckoro Imytu. Pazmmyaior 3 ocHOB-
HeIx Tira BHT, mporekalonyx ¢ mopaxkxeHueMm nedeHu |3, 4]:
1) BHI' ¢ nmedexkramu IIMKOTeHONM3a M TJIIOKOHEOreHe3a

(tumel 1a u Ib);

2) BHI' ¢ nmedeKTHBIM IIMKOTEHOJIM30M, HO WHTAaKTHBIM

rmokoHeoreHe3oM (tursl 111, VI u IX);

3) BHI c uameHeHHBIM 3amacoM rmmkoreHa (tumsl 0, IV u XI).

BHT I tuna BeI3BaHa AeUIIMTOM IIIOK030-6-(ocdaTasnl
(tun Ia) mnM mepeHocuymKa TIIOK030-6-(ocdara (tum Ib)
¥ TIPEACTaBISIET CO00M HamboJee TKENMyIo M3 TeUYeHOUHBIX
¢opM BHI ¢ Touku 3peHust 3yrimkeMuu, MoCKOJbKY MpeBpa-
HIeHKe TIII0K030-6-bocdara B IIIOKO3y — 3aKITIOUUTETbHBIN
aTan Kak IMMKOTeHOJN3a, TaK U TIIoKoHeoreHe3a. K ocHOB-
HBIM TIPOSIBJICHUSIM 3a00JIeBaHUSI OTHOCSIT TUIIOTIIMKEMUIO,
TUTIEPIAKTaTeMUIO, TUTIEPTPUTIULIEPUIEMUIO, TUTIEPypUKe-
MWIO, TEMaTOMETaJiui0 U HU3KOPOCIOCTh. BocmamurtensHbie
3200JIeBaHMSI KUIIIEYHUKA 1 UMMYHOIE(DUIIUTHBIE COCTOSTHUSI
cnerduynbl 111 BHI Tuma Ib [4].

Tumnwr 0, 111, VI u IX — 310 KeToTnueckue dopmbr BHT,
OHU TIPOSIBJISIIOTCSI MeHee TSIKEJIOW TUIOTIIMKeMUeid, To-
CKOJTBKY JIAKTAT, AMUHOKHUCIIOTHI ¥ TJIMIEPUH, 00pa3yIomme-
csI B pe3yJIbTaTe OKMCIIEHUS] XXUPHBIX KUCIOT, MOTYT CITY>KUTh
MpeaIIecTBeHHUKAaMU TIIIOKOHeoreHesa |3, 5].

BHI III Tuma nipencraBnseT co6oit medeKT «IeBeTBSIIE-
ro» (hepMeHTa M TIPOSIBIISIETCSI TeTlaTOMeTaIneil, KeToTude-
CKO¥ TUTIOTTIMKeMUEe, HapyIIIeHueM pocTa, MUOTIaThe 1 He-
BPOJIOTUIECKMMU HapymieHusIMu. [1pu OTCyTCTBUM CTPOTOTO
COOJIONeHNsI peXnMa TUTaHWUS BO3HUKAET PUCK Pa3BUTHUS
mMppo3a TeYeHU U TUTMepTpodUIecKOoil KapauoOMUOTIATHHN
[6, 7]. BHI VI tuma, Takxe m3BecTHas Kak 6one3Hb I'epca,
u BHTI IX Bo3HUKAIOT B pe3ysibTaTe HapylIeHUs] aKTUBHOCTHU
dochoprnaszer. JnutensHoOe TOTOAaHNE WU MHTEPKYPPEHT-
HOe 3a00JIeBaHNE YacTO MPUBOMAST K KETO3Y U JIETKOU TUIO-
JIMKEMUU, TIOCKOJIBKY TJIIOKOHeoTeHe3 He HapyiieH [8]. BHT
tuna IX paHee cuntanach OOPOKaYeCTBEHHBIM 3a00JIEBaAHU -
€M BBUJY JIETKOTO TEYEeHUS, OMHAKO B NaJbHEWIIIeM TIpU OT-
KPBITUU HECKOJBKUX MOATUIIOB OKAa3aJl0Ch, YTO CYIIECTBYET
IMUPOKWI TNATTa30H KIIMHUIECKUX TIposiBiieHui [9]. OObraHO
JaHHAs TIATOJIOTUS TIPOSIBIISIETCSI B pAHHEM NIETCTBE TeIaTo-
Merajmeil U 3alepXKOi pocTa, XOTsI MOTYT (hOpMUPOBATHCS
Gubpo3/1Mppo3 TeueHn, KOTOphIe perpeccupyioT Mpu ONTH-
MaJibHOM JieueHuu [10, 11].

ITpn BHI 0 tTmma orMe4aeTcsl aHOMAJIbHBIN CUHTE3 TJIH-
KOTeHA, YTO TIPOSIBIISIETCS] TUTIOTJIMKEMUEN, KOTopasi, OmHa-
KO, MeeT TeHACHIINIO ObITh OoJiee JIETKO, YeM TIPU JPYTUX
Tuax 3aboneBaHus. Takxke HAOIIOMAIOTCS HU3KOPOCIOCTb,
OTCTaBaHWE B Pa3BUTUM W JIAOOPATOPHBIE OTKIOHEHUS —
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XapaKTepHBIMU TPU3HAKAMU 3a00JIEBaHUS SIBIISTIOTCS TIOCT-
TpaHIWATBHBIN JIAKTOAUI03 W KeTo3 HaTomak. [ledeHb
npu 3Toi popme 3a00IeBaHMS HOPMATbHBIX pa3MepoB [12].

BHI" XI tuma (cunmpom ®ankonu — Bukkens) Bo3HU-
KaeT B pe3yibraTe AedheKTa TPaHCIIOPTa TITIOKO3bI Yepe3 TITio-
Ko3HbI# KaHan GLUT-2 B meueHu, MOMKeTyI0IHOM Xeese,
TOYKAaX M KWIIEYHNKE M KIACCUYECKU TIPOSIBIISIETCS HU3KUM
pOCTOM, TUIIOTTIMKEMHUeii, remaromeranueii, runodocdare-
MWYECKUM PaXUTOM, TIOCTIPAHIUAIBHOU TUMEePTIUKeMUeit
¥ TUCcYHKIMEH TPOKCUMAIBPHBIX IIOYSUYHBIX KaHaJbLeB [13].

BesyciioBHO, Takue TsKelble MeTaboIuveckue Hapylie-
HUST OTPULIATENTHHO BIMSIIOT Ha KAYeCTBO XM3HU TMAlUEHTOB
c BHT [14, 15].

Xotrst BHI' Tuna IV takke NMpUUMCISIIOT K TEYEHOYHON
dbopme maTtonormu (HapylieHWE aKTUBHOCTU <«BETBSIIIETO»
dbepmenTa), oHa He OymeT paccMaTpUBATLCSI B HACTOSIIEH
MyOIUKAIM BBUIY HENOCTATKA JINTEPATYPHl W OTCYTCTBUS
YeTKUX PEeKOMEHIAIMiI TI0 AMEeTOTePaIrTuy TPy 3TOM 3aboie-
BaHWU, UCXOMI KOTOPOTO Yallle BCETO HeOMaronpusiteH 6e3 BbI-
TIOTHeHUST TPAHCIUTAHTAIMM TiedeHW. BBumy pasHooOpasmst
MaToM3NOTOTUIECKNX MEXAaHU3MOB TIPU PA3IMYHBIX THUTIAX
BHI pexoMeHmanmu 1o Je4eHWIO CHIIBHO Pa3uJaloTcs B 3a-
BUCUMOCTH OT OCHOBHOTO (bepMmeHTHOTO nedekrta. Depmen-
To3amectutenbHast Teparusi BHI mo Hacrosiiero BpemeHU
He pa3paboTaHa, ITO3TOMY TUETOTePAITS OCTAETCSI OCHOBHBIM
METOIIOM JICUEHUsI TOU TATOJIOTUU YXe B TeUeHMe TOoCTem-
Hux 50 ser. OmHAKO, HECMOTpPS Ha 3HAYUTENBHBINA IPO-
rpecc B yxone 3a jmonapmu ¢ BHI, nmo-npexxHemy cyiiecTByoT
MNPOTUBOpPEYMS B BOIIPOCax Hajiexaulei nuerorepanuu. Tak,
KIMHUIUCTAMHA OOCYXXIAIOTCS CEMb ACIIEKTOB, BBI3BIBAIOIINX
HanboJTbIlIee KOJIMYECTBO TUCKYCCUI: COOTBETCTBYIOIINE V-
eTYeCKIe OTPAHMYEHUST; O3UPOBAHNUE TTUIIEBHIX YTIIEBOIOB,
eXeIHeBHasI 03a ChIporo KyKypy3Horo Kpaxmana (CKK); nc-
TIOJTH30BaHNE KpaxMasia BOCKOBOI KYKypY3bl TPOJIOHTUPOBAH-
HOTO NIEHCTBUS; UCTIOB30BaHNE HETIPEPHIBHOTO KOPMJICHWST;
KETOTeHHasl IreTa; IMUIIeBhie 100aBKu [3].

,Z[PICTI/[‘[CCKI/IB OrpaHuYeHU A

OCHOBHBIMU TIENISIMU JIEYEHHST BCEX TMEYEHOYHBIX (hopM
BHI sBnsiorcst mipenoTBpalieHne TUTIOTIMKEMUN W MUHU-
MU3aIus anuao3a. [oMeocTas TIIIoKO3bl TOHKO PETYINPYeTCs
CJIOXHOW WHTeTpamyeil TOpMOHOB (HarpuMep, TITIOKAaroHa,
TOPMOHA pOCTa, ampeHalMHa W KOPTU30jla) U MeTabomude-
CKUX TIyTeil (Hampumep, TIMKOTeHONIN3a, TIIOKOHeoreHe3a
¥ OKUCIIEHUSI XXUPHBIX KUCIIOT). KOHTpperyisiius HaunHaeT-
Cs1, KOT/Ia KOHIIEHTPAIIWSI TJIIOKO3bI cocTaBisieT < 3,9 MMOJIb/ 1.
Ilpu BHT tuma I myHTHMpoBaHMe IIIOKO30-6-(ocdara 1mo
ATBTEPHATUBHBIM ITyTSIM TIPUBOIUT K HAKOTUICHWIO JIAKTaTa,
TPUTIULIEPUAOB U MoueBoii KucaoThl. [1pu ketopopmax BHI
npeobIagaloT KETOKUCIOTH (0COOEHHO B-TUAPOKCUOYTHPAT)
BBUIY TTOBBIIIIEHHOTO OKUCJIEHUSI XKUPHBIX KUCIOT [3].

Bnepsbie uness HyrputuBHol nomnepxxku rpu BHI Bo3-
HUKIa B 1939 1., Koraa ObII0 ONMyOGIMKOBAHO MCCIIEIOBAaHUE,
10 TaHHBIM KOTOPOTO PeOEHOK C TWIOTIMKEMHe M rema-
TOMeTaIMeil He TPONEMOHCTPUPOBAT TIOBBIIIEHUS] YPOBHS
TJTIOKO3BI B KPOBU TIOCIIE TIEPOPATEHOTO WIIM BHYTPUBEHHOTO
BBeIeHMs rajlakTo3bl. OMHAKO KOHIIEHTPAIVs JIAKTAaTa B KPO-
BU ObLIa TOCTATOYHO BBICOKOW, YTO BBI3BAJIO PECIIMPATOpP-
HBII TUCTpecc-CUHAPOM Ha (DOHE MeTaboIMIecKOro aluao-
3a [16]. B cBoto ouepenp, R. Schwartz u coaBr. B 1956 1. [17]
TIPOIEMOHCTPUPOBAIH, YTO YIOTpebaeHne GpyKTO3bI TAKKe
BIIASIET HA TTOBBIIIIEHNE KOHIIEHTPAIIUN JTAKTaTa U yCUITNBAET
CBSI3aHHBIN ¢ 9TUM anuao3. B pesynbrare 6bl1a penrpuHSITa
TIOTTBITKA OTPAaHWYEHMS TTOTPEOIIEHNST CaxapoB, TPEOYIOIINX
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MEYeHOYHOTO MeTaboNMM3Ma, W TIPEUIOKEHO JIeUeHNe CMe-
CBIO CTYIIEHHOTO MOJIOKA U BOIBI C TOOABIEHUEM MaJIbTO3bI
" KasenHa [14]. OgHako enrMHOe MHEHME, B KaKOM 00BbeMe
cJIeqyeT OTPaHWYUTh TOTpPeOIeHNe 3TUX YIJIEBOIOB, O Ha-
CTOSITIeTO BpeMeHU OTcyTcTBYeT [18]. PaBHO Kak u He Tipo-
BOIMJIOCH WICCIIENOBAHUI TSI OTIPENeNIeHNs] TOYHOTO TTOpora,
MPY KOTOPOM (hPYKTO3a U TATAKTO3a BBI3BIBAIOT OMOXMMUYIE-
ckue otknoHeHus npu bBHI tumna 1. Tem He MeHee, Mo gaH-
HBIM KOHHEKTHUKYTCKOTO YHUBEPCUTETA, I MMEETCS OIBIT
20-neTHero HabmoaeHU 3a manuenTtamu ¢ bHI, mig ontu-
MU3AIUN METa00JTMIECKOTO KOHTPOJISI HEOOXOIMMO OTpaHu-
YeHUe KOMMIeCcTBa YIIOMUHAEMBIX caxapoB 10 < 2,5 r/mpuem
iy [3]. B momonHeHue Ko BceM (pyKTaM, COAepXKalluM
0OJIBIIIOE KOTMIECTBO (DPYKTO3bI, MAIMEHTAaM DPEKOMEHIIY-
€TCSl OTPAaHWYWTHh U APYTHWE MPOMYKTHI (OBOIIU, MOJOYHEIE
MPOMYKTHI), B KOTOPBIX MIPUCYTCTBYIOT BHICOKME KOHIIEHTpPA-
LMW HATYPaJbHBIX caxapoB. AJIKOTOJIb TaKXe NOJKEeH OBITh
OTpaHWYEeH B CBSI3W C TIPSIMBIM TOKCHYECKUM JIEWCTBHEM
Ha TleYeHb U CBOMM abeppaHTHLIM MeTabonu3mMoM npu bHT.
Kpome Ttoro, ciemyer m3beraThb BceX CIamKuUX HAIMUTKOB,
MPUIEeM BaKHO OTMETUTH, YTO MCKYCCTBEHHBIE TONCIACTU-
TEJIM TakXe MOTYT OTPUIIATETHHO BIUSITH Ha MeTaboimde-
CKUII KOHTpOJbh. B wyacTHOCTH, COpOUT MeTaboIu3mpyercs
BO (pPYKTO3y BO BpeMsI TIepeBaprMBaHUSI, a TAKKE OKa3hIBaeT
crabuTenpbHOE AEVCTBUE, KaK W IpYyTue caxapHbIe CITMPTH
(HampuMep, ManbTuT) [3].

ITopToKaBaibHOE INYHTHPOBAHKE

B 1960-x rr. OBUIM TIPEATIPUHSITHI TOMBITKU TOPTOKA-
BaJIbHOTO IIYHTUPOBAHUS JJIST TIOAIEPKAaHUSI KOHIIEHTPALIU
TJTIOKO3BI B KPOBU B OOJIBIIIOM Kpyre KPOBOOOPAIIIEHUS y Ta-
umrentoB ¢ BHT [17, 19—21]. [TocpencTBoM 3TOTO OTIEpaTUB-
HOTO BMEIIATEIhCTBA BBHITIONHSUTM COEIWHEHWE BOPOTHOM
BEHBI C HIDKHE TI0JI0i BEHO, OTBOASI KPOBOTOK OT TIEYECHMU.
B pesysibraTe HIyHTUPOBAHUS IPUMEPHO 75% MUIIEBBIX YTIIe-
BOJIOB MOTJT MUHOBATh TIe4YeHb, YTO, B CBOIO OYepelb, OTpa-
HUYMBAJIO 3amachl TNIMKOTEHA B TEMATOIUTAaX M COXPAHSIIO
YIJIEBOIBI TSI MCTIOJIB30BAHUST B KAUeCTBE MCTOYHUKA dHEP-
vy it opranusMa. [locie aToit mponenypsl peKOMeHI0Ba-
JIaCh BBICOKOYTJIEBOIHAS ieTa. XOTsI JaHHOE BMEIIATeTLCTBO
U TIO3BOJIMJIO YBETMIUTHh MHTEPBATBI MEXIYy KOPMIICHUSIMH,
HOYHAS TUTIOTJIUKEMHUSI TTO-TIpeXHeMy coxpaHnsutach [22]. Ta-
kum obpazom, bHI ocraBanuch nmouTu nmoBceMecTHO daTalib-
HBIMU 3200JIEBaHUSIMU, TIOKA B TIPAKTUKY He ObUIa BHEIpeHa
HeTIpephIBHAS TePAITHsl TIIIOKO301.

HenpepbiBHOE nuTaHNE

B 1972 r. 6610 OGHAPYXEHO, UTO AEKCTPO3a KaK KOMIIO-
HEHT TTOJTHOTO MapeHTePATIbHOTO TTUTaHUS YITyqIlaeT BCe Me-
Taboanyeckue HapyleHus, cBsizaHHble ¢ BHI I tuna. B Teye-
Hue 4 Hell TTocJie Havyasia MMOJTHOTO TapeHTEPATbHOTO TTUTAaHUS
y TIAIUEHTOB HAOMIONANCH SYTIIMKEMUsI, YMEHbBIIIEHUE BbI-
PaXEHHOCTHU TeMaTOMETAINU ¥ YIIyqIlIeHrne OMOXUMUIECKUX
MapKepoB MeTabonmueckoro KoHTpoisa [23]. Tlocnenyromniue
WCCIIeOBAaHUST TOKA3aJIM, YTO BBICOKOE TMOTpeOJIeHNe TITo-
KO3BI, TIPEBHITIIAOIIEE TIPENITONIAaraeMylo MIOTPeOHOCTD B HElA,
TakXe TPUBOAWIO K CHUXEHUIO KOHIICHTPAIlMW JIaKTaTa
u TpunmiepunoB [24]. B To ke Bpemsa I.M. Burr u coasr. [25]
MPUTIUTA K BBIBOMY, YTO HETIPEPBHIBHOE BHYTPWXKETYIOUYHOE
MATaHUe OBUIO CTOJH Xe 3(h(HEKTUBHBIM, KaK IMapeHTepaTbHOe
MUTaHWEe Y TIOPTOKABAJIbHOE IIIYHTUPOBAaHUE, HO 6e3 HOIOo-
HUTETHHOTO PUCKAa WHBA3WBHOTO BMemIatenbcTBa. OHU Tak-
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XK€ YCTaHOBWIW, YTO BEIBeeHWE CyOCTpaTa W/Wiu TOPMO-
HOB W3 TIeYeHM, KaK TP MOPTOKABATHLHOM LITYHTUPOBAHUM
U TIApeHTePAIIbHOM TMUTAaHUW, HE SIBJSIETCS CYIIECTBEHHBIM
I yCTpaHeHusi aHoManuit, cBsizaHHbIXx ¢ BHI, a Hempe-
pBIBHOE THUTaHHE caMoO T0 ceGe MPUBOIUT K NOCTUKEHUIO
Tex Xe 1eieit [25]. BMecTo Xupypruyeckoro BMeIIaTeIbCTBa
OBLTH TIPEIJIOKEHBI KPYTJIOCYTOUHOE YHTEPATbHOE MTUTAHNE
C BBICOKUM COJIepKaHUEM TITIOKO3bI WIA PeKUM HOYHOTO Ka-
MeJTbHOTO KOPMJIEHHSI B COUETAHUM C YITOTPeOIeHNEM Kpax-
MaJIUCTOM MUIIU Kaxable 3 4 B TedeHue nHs [24]. Hecmotpst
Ha TO, YTO HEeTIPEePBIBHOE KOPMJIEHWE 1 ObIIO (P HEeKTUBHBIM,
Takue MPoOJIeMbl, KaK 0TKa3 TIOMITBI, CMEIlleHe W HerepMe-
TUYHOCTH 30HIOB, MOTJIV TIPUBECTH K 3HAYUTEIIEHOMY CHITKE-
HUIO 3(PGhEKTUBHOCTUA TEPAUU, TSDKEIBIM THUITOTIIMKEMUSIM,
Cyloporam, a B Xy[IIeM ciIydae — K JIeTaJlbHOMY ucxony [3].

XoTs cTasio OYEBUAHO, YTO JJIST YMEHBIIIEHUS] BIPAXKEH-
HOCTH JIa0OpaTOPHBIX OTKJIOHEHWU TpeOyloTcsl Gojiee BBI-
COKME TO3bI YIJIEBONOB, KOJWYECTBEHHAsI OIIEHKA TOYHBIX
notrpeGHOCTe He poBoauaack 1o 1976 r., korma D.M. Bier
U CcoaBT. [26] ony6iIMKOBaIM pe3y/IbTaThl M30TOMHBIX UCCTIe-
IOBaHUI, JAEMOHCTPUPYIONINX IMOPOT TJWKOTeHon3a. Tak,
0Ka3aJI0Ch, YTO TTOTPEOHOCTH B TITIOKO3€ HE 3aBUCUT OT BO3-
pacTa WIM Macchl Tella, a CKopee KOPPETNpyeT ¢ pa3MepoM
rojoBHOTO Mosra. Mcxonmst m3 atoro, OBUIO CO3MAaHO MaTe-
MaTHUYeCcKoe ypaBHEHWE, KOTOPOe O HACTOSIIErO BpeMEeHU
WCIIONB3YeTCs IS OLIEHKW TIOTPEOHOCTH B TITIOKO3€ y IeTeit
B Bo3pacte < § Jiet:

Y =0,0014X3 - 0,214X2 + 10,411X — 9,084,

rae Y — Mr TJII0OKO3bI B MUHYTY, a X — Macca Tena B KWJIO-
rpaMMax.

OnHako ¢opMyia MUMeeT psii OTpPAHUYEHUI — OHAa Ma-
JiouH(bopMaTUBHA TP Macce TeJa mamureHTa > 30 Kr, Takxe
C ec TOMOIIIbIO HEJIb3sl OLIEHUTh MOTPEGHOCTh B TIIOKO3¢
B MEpHOJ TMOJOBOTO co3peBaHusi. Kpome Toro, ycraHosie-
HO, YTO B3POCJIBIM TPeOYyeTCs] MEHBIIIE TIFOKO3bl Ha KUJIO-
rpaMM Macchl Tejia B MUHYTY, YeM JETSIM B TEPUOIbI UHTEH-
CUBHOTO pocTa [27].

HecMoTpst Ha MHOTOJIETHHME TMCKYCCUM, TaK U He ObLIO M0-
CTUTHYTO KOHCEHCYCa OTHOCHUTEJIBHO MPEUMYIIIECTB UCTIONb-
30BaHUsI HETPEPHIBHOTO SHTEPAILHOTO MUTAHUSI TI0 CPaBHE-
HHUIO C IPEPBIBUCTBIM KPYrIOCYyTOUHbIM noctyrieHnem CKK
[28, 29]. HexoTopble KIWHUIIMCTH PEKOMEHIYIOT OCTABUTH
9TO pellleHue Ha YCMOTpeHue maiveHrta [28], B TO Bpemst
KakK pyrie OTMEYaroT, YTO BBUIY BHICOKOTO YPOBHSI MHCYIIU-
Ha Ha (OHE HEMPEepPLIBHOIO KOPMJICHMS TPEATOYTUTEIbHEE
ucnonb3oBaTh CKK [30].

IHoTpedHOCTH B yriieBomax

WUctopuyecku cioxuyioch Tak, uro npu BHI xonuue-
CTBO YTJIEBOIOB B palliOHE HE OTPAHWYUBAIOCH C IIENIBIO
TIOAIEP>KaHUST DYTIMKeMun. B HacTosiiiee BpeMst U3BECTHO:
ecim o61ast aHeprus yraesonos n3 CKK u mumm npesbima-
€T WCTOJb3yeMylo, TIIMKOTeH OyIeT MpOmoJIKaTh HAKarUIA-
BaThCsI, YTO ellle OOJbIe yCyryOuT remaroMmeranuio. BaxHo
OTMETHUTBH, YTO Ype3MepHOe MOTPeOIEHNE YIIIEBOJOB TaKXkKe
TPUBOIUT K TUTIEPUHCYIMHEMUN, KOTOPAsi MOXET BBI3BaTh
pukoletHyto rurnoriaukemuto. IlaunenTsl ¢ BHI, koTopsie
pPacXomyroT MEHBIIIe SHEPTUU, YeM TTOTPEOIISIOT, OyIyT UMETh
M30BITOYHYIO MAacCy Tesla, Y HUX MOTYT OTMeYaThCsl pe3Kue
CKauK¥ YPOBHSI TJIIOKO3BI B KpOBU (T.H. «aMEepUKAHCKUE
TOPKW»), 9TO CITOCOOCTBYET HAPACTAHUIO TUTICPIUTTUIEMUH,
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TOBBIIIIEHWIO YPOBHSI TIEYEHOUYHBIX TpaHCAMWHA3 U Pa3BU-
TUIO O01IEll METa00INYECKO HeCTaOUIbHOCTU. Takum 00-
pa3oM, TalMeHTaM PEKOMEHIYeTCS YIMOTPeOSITh CIOXHBIE
YIJIEBOOBI BMECTO TPOCTHIX. XOTS HUKAKWX O(DUIIMATEHBIX
WCCIIENOBAHUN OMYyOJIMKOBAaHO HE OBUIO, COTJIACHO JaH-
HbIM KOHHEKTHMKYTCKOTO YHUBEPCUTETA, PEKOMEHIyeTCs
YIoTpeOJISITh He Oosiee 15 T 001Iero KomyecTBa yrieBol0B
3a KaXIbIii OCHOBHOU TIPUEM TIUIIH U TOTBKO 5 T YIJIEeBOIOB
Ha KaXIbplid mepekyc [3].

A.l. Dagli u D.A. Weinstein [8] mpu3Hany BO3MOXHOCTb
M30BITOYHOTO YITOTPEOJIEHUST YIJIEBOAOB TPU KETOTUIECKUX
dopmax BHI. CormacHo KIMHWYECKUM pPEKOMEHIAIIASIM
no BHI 1Il tTuna AmepukaHCKON KOJUIETUM METUIIMHCKOM
TeHeTuKn [7], mnst ycTpaHeHUs TWIOTJIMKEMUW TaKuM Tia-
nreHTaM HeoOxommma MeHbinas no3a CKK B cpaBHeHMM
¢ BHI I tuma [31]. st tumioB VI u IX yrieBomasl JOJKHBI CO-
ctaBnsTh 45—50% ot cyrouHoi HOpMBI. CleayeT MOMHUTh,
YTO OCHOBHBIE MeTabOIMYecKre TOTPEOHOCTU MEHSIOTCS
C BO3pacTOM, TIO3TOMY IIOCTYIUIEHWE KaK YIJIeBOIOB, TakK
1 OEJKOB HOJDKHO PETYISIPHO KOppeKTuposartbes [26]. Mo-
HUTOPWHT YPOBHSI TJIIOKO3bI W KETOHOB B KPOBU HEOOXOINM
IJIST OTpedesieHus onTuMaiabHoro OajaHca Oenka m CKK
Ha J1o6oii craguu 3aboneBanus. Uto kacaercs BHI tumos 0
u XI, To TuTepaTypHbIe NaHHBIE, PEKOMEHAYIOIIe KOHKPET-
HOE KOJIMYECTBO YIJIEBOAOB, OTCYTCTBYIOT.

CoIpoii KyKypy3HbIii KpaxmaJi

B 1970-x rr. nccienoBaHus ObLTH COCPENOTOUEHBI HA TTO-
WCKE MUCTOYHUKOB YTIIEBOJIOB C MEIJICHHBIM BBEICBOOOXIEHM-
€M, KOTOpble MOTJIM Obl MOINEPKUBATH HOPMATHHYIO KOH-
LEeHTpauIo TIoK03b! Y nanueHToB ¢ BHI 6onee 3 4. boeumn
TPOTECTUPOBAHB MHOTOYMCIIEHHBIE KPaXMaJibl U YTJIEBOJHI,
Ho HamnboJjee ahdekTuBHBIM oKazajcsa CKK [31], mockombKy
OH VIMeJI PSIZT IPEUMYIIECTB TIepel IPYTMMY BUAaMU Kpaxmana
¥ KOMIIOHEHTaMU HeTIPePhIBHOTO MUTaHUs. Tak, MpuMeHeHue
CKK mpuBonmino K CHUXEHUIO KOHIEHTPAlU WHCYTNHA —
B OTJIMYKE OT HelpephIBHOTO KopmiieHus [32]. B pesynbrare
0Ka3aJI0Ch BO3MOXHBIM HCIIOIH30BATh MEHBIITNE KOJTNIECTBA
CKK, a 1035l III0KO3bI, 5KBUBAJIEHTHBIE 5,3—7,6 MI/KI/MUH,
MOTJIM TIOJIEPKUBATh DYTIIMKEMUIO, B TO BPeMsT KaK HeTpe-
pBIBHOE KOpMJIeHHe TpeboBasio 8—10 MI/Kr/MUH IJIST TIOMI-
NepKaHUsT HOPMaJIbHBIX KOHILIEHTPAINi TITI0KO36I. [1pu aTOM
Ob110 OOHApyKeHO, 4To TIpepbIBUCTHIN preM CKK cHikaer
3arachl IMKoreHa [32].

CKK Takxe objamaeT HEMPONPOTEKTOPHBIM ACCTBUEM
B CJTydae 3MU300B TUTIOrTuKeMu. OTKa3 ITOMITBI WU TIPO-
GJIeMBI C 30HIIOM, OCOOEHHO BO3HMKAIOIIVE B MOMEHT BBI-
COKOTO YPOBHSI WHCYJIWHA, BBI3BIBAIOT OBICTPOE CHUXKECHUE
KOHIIEHTPAlIUM TIIOKO3Bl B KpoBW. Kpome Toro, wHCymuH
TMoaBIsieT oOpa3oBaHUE ATbTEPHATUBHBIX BUIOB 2HEPTHH
(T.e. KETOHOB U JIaKTaTa) W TaKUM OOpPa3oM CO3MAeT Tpe[-
TIOCBUTKN K BO3HUKHOBEHUIO cymopor. Hamportus, mpu mipu-
menennu CKK ormeuaercst 6oee MemieHHast CKOPOCTh CHU-
KEHUsI YPOBHSI TIIIOKO3BI, a Oojiee HU3KWE KOHIIEHTpAIUU
MHCYJIMHA CIIOCOOCTBYIOT HakKoIUIeHuIo Jyiakrata npu BHI
tuma I, 4To mo3BomsieT n36eXkaTh CyIopOr U, COOTBETCTBEHHO,
TIOBPEXIEHNS LIEHTPATbHON HEpBHOU cucteMbl. [1pu Tumax
BHI 0, I1I, VI, IX u XI, Korma CHUXaeTcsl ypOBeHb TJTIOKO3HI,
B pe3yJIbTaTe OKWCJIEHWS] XHUPHBIX KHUCIOT 00pa3yloTcsl Ke-
TOHBI, KOTOPBIE MOTYT CIYXXWTh aTbTePHATUBHBIM MCTOUYHU-
KOM 3Hepruu. XoTs npyrue HopMbl KpaxMaia yCBaWBaIOTCS
OBICTpee WIN MeIUIeHHee, YeM KyKYpY3HBI, ITPeuMYIIecTBO
TOCJIEAHETO COCTOUT B TOM, YTO OH HamboJiee TOYHO COOT-
BETCTBYET OCHOBHBIM METabOIMIECKUM TTOTPEOHOCTSIM, ¥ 3TO
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TO3BOJISIET M30eXaTh M30BITOYHOTO HAKOTUIEHMS TJIMKOTeHA
¥ BO3HUKHOBEHUS TUTIOTTIUKeMUH [3].

CKK ocraetcss ocHOBOI [T TIOAAEpKaHUS SYTIIUKEMUN
npu BHT, HO pexxuM ero mo3mpoBaHMs C TOXAMUM WU3MEHUII-
csa. M3HavanpHO Tipemnaranoch 2 BapuanTa BBeneHuss CKK:
0oJbIlMe MO3BI 2 pa3a B JeHb wiM 1,75 r/Kr Kaxnoeie 6 4.
Hecmotpss Ha To, uto motpebmenne CKK cHmxamao puck
JIETATLHOTO UCXOMa, YAYIIIEHUSI META0OJIMIeCKOTO KOHTPOJIS
y manueHToB He mpoucxomwio [33]. B cBa3u ¢ atuMm Oblna
TpeATNPUHATa TONbITKAa nobasieHust nekctpo3sl K CKK,
OITHAKO 3TO TOJBKO YCWJIWIIO BBHIPAOOTKY WHCYJIVWHA U TIPU-
BEJIO K OOJIbIIEHt HECTAOMIIBHOCTA COCTOSIHUSI OOJBHBIX [34].
Takskxe CyIIecTBOBAIN OMACeHMUST OTHOCUTETHHO CITOCOOHOCTH
TMAIIMeHTOB W/WJIN WIEHOB UX CeMell TPUIEPKUBATLCS ITOTO
CTPOTOTO pexXruMa BBUIY CIIeIM(UISCKUX BKYCOBBIX KAaueCTB
u HepocTtatouHoit nmumieBoit neHHoct CKK [35]. Psang aBro-
POB cuuTany nucbakTepro3, Hu3Kuii pH kuieyHuka, a Takxe
KWIIIEYHOE BOCIIAJIEHNE HEMOCPEACTBEHHBIMU OCTOXHEHUS -
mu puetorepanuu ¢ npumenenneM CKK [36]. Bonee mosn-
HHUE WCCIIeNOBAHUS TPOJEMOHCTPUPOBAIM YIydIlIeHUE Me-
TaboJMYECKOTO KOHTPOJIST Tipu yrmoTpebnennu CKK kaxmere
3—5 g [37]. [Ipx 5TOM yCTAHOBIICHO, YTO YBEJIWYCHUE TO3bI
He TIPOJIEBAET MPOIOJLKUTEILHOCTD €T0 NEUCTBUS Ha > 5 4,
a mpu nHTepBabHOM no3upoBannu CKK cBepx aToro mopora
TIPOUCXOIUT YCJIEHE KOHTPPETYJISIIINU, YTO PUBOIUT K TTO-
BBILLIEHUIO KOHLIEHTPALIMU TPUNIMLEPUIOB U JIAKTaTa.

HecMoTpst Ha omaceHus 110 TTOBOY BO3MOXKHOTO Pa3BUTHSI
HYTPUTUBHOUM HENOCTATOYHOCTU, BBI3BAHHOW CEepbe3HBIMU
IUETUYECKUMU OTPAHUYCHUSIMA W 3aBUCHUMOCTBIO OT Kpax-
mana [35], ¢ 1990-x rT. cTajio MHUPOKO MPUMEHSIThCS YacToe
naeBHoe BBeneHrne CKK y meteit ¢ BHIT HaumHas ¢ Bo3pac-
Ta 6—12 Mec, MOCKOJIBKY Y JeTeii 6ojiee MIIAJIIEero Bo3pacra
OTMeUaeTcsl HeIOCTAaTOYHAs BhIpabOTKa TMaHKPeaTMuecKoi
amunasel i nepeapuBanus CKK. [MepoparsHoe BBeneHue
TJIIOKO3bI MJIaJICHIIaM B BO3pacTe 10 6 MeC PeKOMEHIOBaIOCh
kaxgaere 1,5-2,5 4 [38, 39], B To Bpemsi Kak TepopaibHOE
BBenenne CKK mersim craprrero Bo3pacra ObUIO IMOKa3aHO
5—6 pa3 B cytku [40].

HyxHo ormeruth, uro 4yamie Bcero Ha mpakTnke CKK
JO3UPYIOT 10 00BeMy (T.e. CTOJIOBBIMU WJIM MEPHBIMU JIOXK-
KaMu), a He TI0 BeCy, 4TO IPUBOIUT K OTCYTCTBUIO TOUHOCTH
W3MEPEeHUI, ¥ B PEKOMEHIALMSIX TTOCTIEMHUX JIeT TIPEeaIouTe-
Hue otnaercsd B3BemmBaHuio CKK Ha rpaMMmoBBIX Becax [41].
Ilpu BHI' xpaxman cMmemuBaioT ¢ BOIOW WA OPYyrUM Ha-
TMUTKOM, He COMEepKaIllNM caxapa, 10 TTOJIHOTO PACTBOPEHMSI,
a 3aTeM cpasy ke UCIToNb3yIoT. XpaHeHue pa3BeneHHoro CKK
He mormyckaeTcs. BaxHo, 4To Kpaxmar ciienyer XxpaHuTh B Tep-
METUYHOM KOHTEWHepe TIpr KOMHATHOM TeMIiepaType 1 yIo-
TpeOUTH B TeueHUe 1 Mec TTociie OTKPHITHUS YITAKOBKH | 3].

Perynsgpnoe turpoBanue no3el CKK 1 onieHka merabonm-
YeCKOTO KOHTPOJISI HEOOXOIUMBI KaK NETSIM, TaK U B3POCIIBIM
B IIEJISTX TIPUCTIOCOONIEHUsT K M3MEHSIIOIMMCS MeTabommde-
CKUM TIOTPeOHOCTSIM (TIOJI0OBOE co3peBaHMe, (u3mdeckas
aKTUBHOCTb, MHTEPKYPPEHTHHIE 3a00ieBaHus U np.). Takke
B OyIyIIeM IpEeNCTOUT TMOHSITh, BIVSIET JIU CTapeHHe opra-
Hu3Ma Ha 1o3upoBKy CKK u Metabomnyeckuii KOHTPOJb [3].

Kykypy3Hblii KpaxMaJj nNpoJIOHTUPOBAHHOTO AECTBUSA

Jleuenue TpagummonueiM CKK ynydmmmo mMapkepsl Me-
Taboauyeckoro KoHTposs y nauveHtoB ¢ bHI' Bcex Tumnos,
OITHAKO CpPEHSIST TPOMOJIKUTEIBHOCTh MEXIy TpUeMaMu
CKK cocrasnstna 4,25 4, 94To TpeOOBajo KaK MUHUMYM OJI-
HOTO KOpMJICHUS B TeueHre Houu [37]. B cBsI3u ¢ oTUM aKTy-
TBHBIM SIBJISIJICSI TIOUCK Kpaxmalia ¢ 6ojee MeUIEeHHOM CKO-

351



https://www.sciencedirect.com/science/article/pii/S2161831322002678?via%3Dihub#bib18

HAYYHBIM OB30P

Becthuk PAMH. — 2023. — T. 78. — Ne 4. — C. 348—355.

352

REVIEW

POCTBIO BCACBhIBaHUSI, BBEICHUE KOTOPOTO B PAllIOH MOTJIO
OBl TIpOIIUTH Tepuon cHa y moneir ¢ BHI. Tak, apdekrun-
HOCTh HOBOTO KpaxMajia BOCKOBOi1 (BOCKOBUIIHOI) KYKYPY3bl
ObLIa TIpoIeMOHCTpUpoBaHa y manueHToB ¢ BHI I Tuma [42].
OTOT TPOAYKT 3HAYUTENBHO YIJIWHSUT BPEMS SYTIMKEMUN
MeXIy HOUHBIMU KOPMJIEHUSIMU, YTO CHITKXAJIO PUCK JIETATb-
HOTO MCXO/a, YIy4Ilalio COH M KadecTBo Xu3Hu [43]. Kpax-
MajJl BOCKOBOU KYKYpPY3bl TPOJOHTUPOBAHHOTO IEeHCTBUS
omobpeH k mpumeHeHuio ¢ 2009 r., omHAaKO HET eIWHOTO
MHEHUST OTHOCUTETHFHO BO3pacTa, C KOTOPOTO eTo CJIeAyeT Ha-
3HayaTh. Bo MHOTMX cTpaHax OH pa3pelleH y aeTeil ¢ > 2 JierT,
Ho B CIIA — Tompko ¢ > 5 ner [30, 44]. Ha ceromHsrHMit
IIeHb OTCYTCTBYIOT NaHHBIE, NEeMOHCTpPUpYIOIIUe Oe3omac-
HOCTh M 3(pDEKTUBHOCTH TpoJIoHTupoBaHHOM opmbl CKK
B KOTOpTE MaIMeHToB Ooyiee paHHero Bo3pacta. EmMHCTBEH-
HOE KPaTKOCPOYHOE MIJIOTHOE MCCIIEIOBAaHNE TOKa3alo OT-
CYTCTBHE Pa3NIMINil MeXIy OObIYHBIM M BocKOBUIHBIM CKK
B OTHOIIEHUW TIPOIOJIKUTETHHOCTU TTOIEPXKAHMS JYTITNKe-
MMH y neteit B Bo3pacte 3 u 4 net [45]. Bce maumenTsl ¢ BHIT
turoB 0, 111, VI u IX xopoiiro nepeHoCHIM Kpaxmaa BOCKOBOIA
KYKYPY3Bbl, OZHAKO OOJBIIMHCTBO CyOBEKTOB ¢ Ib THIOM,
CKJIOHHBIX K BOCTIJIMTETHHBIM 3a00JIEBAHUSIM KWIIIETHUKA,
MPEKPATIIIN €TO IIPUEM B CBSI3U C YCIIIEHUEM a0TOMUHATTBHO-
ro 60JIeBOTO CMHApOMA, MeTeopu3Ma u nuapeu. Kpome toro,
BBIPaXKEHHBIN BKYC KYKYpy3bl M 3€pHHUCTasl TEKCTypa TakKe
CTaJI IPUYMHAMMY TIPEKPAIIeHUS NCITOIb30BAHUST BOCKOBU/I-
Horo CKK mamuenramu ¢ pasHeiMu tarmamu BHT [30, 44].
B Poccuiickoii @enepainy Kpaxmal BOCKOBOM KYKYpy3bl
He BXOIUT B KIIMHUYECKNE PEKOMEHIAIUY TI0 BEEHUIO eTeit
¢ BHI', moatomy ombiTa MprMEHEHUS €T0 Y POCCUUCKUX TTa-
LIMEHTOB He umeercs [5].

Hecmotps Ha 1o, uro CKK ¢ mponoHrMpoBaHHBIM neii-
CTBUEM UCIOJIb3YETCSI B KIIMHUYECKOU TIpakThKe yxke Oolee
8 neT, peKoOMeHIalNK TI0 ero JO3MPOBKE He OITyOIMKOBAHEI.
Hexotopsle manmeHTsl He MOTYT MEPeHOCUTh 00BeM, He00-
XOIUMBIN TSI TIOANEepKAHUS JYTTTUKeMUH B TeYeHUE HOYH,
a BKyC, KOHCHUCTEHIIUSI, OTHOCUTEIbHO BBICOKAsl CTOMMOCTh
U CJIOXXHOCTH C MPUOOpeTeHneM 3Toii (popMbI KpaxMaia Impo-
TTOJIKAIOT BBI3BIBATH MIPOOTIEMBL. B CBSI3UM ¢ pricKOM pa3BUTHS
BOCTIAJINTENIBHBIX 3a00JIeBAaHUI KUIIEYHWKA U BO3MOXKHOM
MUIIEBON HETIePEHOCUMOCTBIO PEKOMEHAYETCS COOI0NaTh
OCTOPOXHOCTH TIPU MCITOJIb30BAHUY KpaxMaaa BOCKOBO Ky-
kypy3sl nipu BHI' tuma Ib [30]. Ha ceromHsmHuii neHb
MMeeTCSI MaJIO JaHHBIX, IEMOHCTPUPYIOIMNX 3 (HEeKTUBHOCTD
(opMBI TIPOJIOHTUPOBAHHOTO NEHCTBUSI B IHEBHOE BpEMs
[30, 46]. ITockoabKy HOTPEOHOCTh B DHEPTUU B TEYEHHUE
ITHSI BBIIIE, YeM HOYBIO, MEIIEHHO BBHICBOOOXTAEMBIN Kpax-
MaJ BOCKOBOM KYKypy3bl MOXET YyCBaUBaThCsl HEMOCTATOYHO
OBICTPO, YTOOKI YIOBIETBOPUTD THEBHBIE TTOTPEOHOCTH.

KeTtorennas nuera

KetoreHHsle mueTsl B HACTOSIIIIEe BPEMST LIMPOKO WC-
TTOJIB3YIOTCS TP MHOTHMX HapyIIeHUsIX oOMeHa BelecTs [47].
[Mutanue, comepxkaillee HU3KOE WIM HYJEBOE KOJIUYECTBO
YIJIEBOMIOB, TMIPUBOINT K PACHICTUIEHUIO XUpa ¢ 00pa30BaHU-
€M KETOHOB KaK DHEPreTUUeCKOU aJlbTepHATUBBI HEIOCTaTKa
IJIIOKO3bl B HepreTnyeckux mukiaax. Xors npu bHI tuna 1
PEKOMEHIYeTCsT OTpaHMYEHHOE TTOTPebIeHNE YIIeBOIOB, Ke-
TOTEHHBIE TUETHl B JAHHOM CIIydae NeMOHCTPUPYIOT HEYIOB-
JIETBOPUTENIbHBIEC pe3yabTaThl. BaxHo ormeTuth, uro BHI 1
SIBJISIETCST TUTIOKETOTUYECKUM PACCTPOCTBOM, TIPEATIONO-
KUTEJBHO, M3-32a TOAABJICHUS JTUTIONN3a, NHIYIIMPOBAHHOTO
matonmn-KoA [48, 49]. Mcnonb3oBaHWe KETOTEHHBIX TUET
B nonynsuuu naureHToB ¢ bHI Tuna la 6put0 cBg3aHO € TA-
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KEJION TUTIOTJIMKEeMYei, HEBPOJIOTMUECKIMU TTOBPEXISHUS-
MW ¥ MHCYJIbTaMu [3].

C npyroit CTOPOHBI, B HECKOJIBKUX MO TUKAIIVSIX TIOTIEP-
KUBAIOTCSI TTOJIOKUTEIbHBIE PE3yTbTaThl IPUMEHEHUST KaK BbI-
COKOOEJTKOBBIX, TaK W KeTOTEHHBIX TUET TIPU JeYeHUU KeTo-
tnueckux Tunmos bHIT — 0, 111, 1V, VI, IX u XI [10, 50, 51].
Tak, Hammpumep, cooOIIAIOCH O KYIMTUPOBAHUYU KApPIUOMHUO-
MMATUU U YMEHBIIEHUY BRIPAKEHHOCTH TeTIaTOMETINA U MU~
ormatuu [50]. OgHaKO Ha CETONHSIIHWI AeHb HU B OTHOM
MyOIUKAllMA HEe OTpeleieHa ONTUMAalbHAs KOHIIEHTPAIUS
B-tunpokcubyTupara MpuU MCIIONIB30BAHNUYN KETOTEHHOU TH-
eTel. KpoMme TOro, BBICOKHE KOHIIEHTPALMN KETOHOB TaKXKe
MOTYT YCYTYOJISITh TIOBBILIIEHNE KOHIIEHTPAIIUN TTeYeHOUHBIX
TpaHCaMWHa3 B KPOBU, 3a/IEPKUBATh POCT U CIIOCOOCTBOBATH
octeonoposy |[3].

IMoTpedHOCTH B Oesike

I[MonumaHue ponu BbicOKOOenKoBoM auersl nmpu BHI
pasBuBaioch ¢ rogamu. Tak, J. Fernandes u F. Huijing [52]
emie B 1968 r. BBICTyMajau 3a 4acTtoe KOpMIIEHHE HEOOJb-
MW TIOPUMSIMA TIUIIM C BBICOKMM COIEpPXKaHWeM Oenka
npu bHI tuna II1. decats net cnycts J.V. Leonard u coaBT.
[53] onucanu oueTy ¢ ABOMHOM BO3pacTHOM HOpPMOI Gellka
IUIST TIPEIOTBPAIIeHUST BTOPUYHBIX METa0OJMYeCKUX Hapy-
meHuil. BpIcKa3pBaIOCh MHEHUE O BO3MOXHOCTU HeTpe-
PBIBHOTO HTEPATBHOTO TMUTAHUSI C BBICOKUM COIEPXKaHUEM
6enka [7, 54]. [lo maHHBIM KIMHWYECKUX PEKOMEHIAILIWIA
no BemeHuio manmeHToB ¢ BHI Il tmma, nHeobxommmoe
KOJIMYeCcTBO GenKa cocraBiisgeT 3—4 T/Kr Maccel Tema [3].
JoTamuio 6enka TUTPYIOT, YTOOBI TTOBIMSITH HA MBIIIEIHYIO
CUMIMTOMATUKY, CHU3WTHh KOHIIEHTPAIUIO KpPEeaTMHKWHA3bI
W HOPMAaJIM30BaTh OOIIME ITOKA3aTeId COCTOSIHUST TTUTAHUS
(oOmmit 6e10K M TpeadbOyMuH). KpUTHKM BBICOKOTO ITO-
TpeOaeHus GenKa BBIPA3WIM 00ECITOKOEHHOCTh IO TTOBOIY
BIUSIHUA Oenka Ha ¢yHKuioo mouyek, Ho G.0. Okechuku
M COaBT. [55] mokazaju OTCYTCTBUE 3HAUUTEJIbHBIX MOYEU-
HBIX OCJIOXXHEHWI, CBSI3AHHBIX C BBICOKMM ITOTpeOIEHNEM
oenka mpu kerotnueckux dopmax BHI. PekomeHmoBaH-
Hoe koiuuecTBo Oenka mig turnoB 0, VI u IX cocrasnsier
2—3 r Genka/Kr Macchl Teaa/cyt [56], a wis BHI Ttuma X1 —
2—2,5 r 6enka/xr/cyT [57]. Belok cayXuT aabTepHATUBHBIM
WCTOYHUKOM JSHEPTUM, KOTOPBI YMEHBIIAeT 3armachl TJIH-
KOT€HA M YBEeJIMYMBAET KOHIIEHTPALUIO MpeaboyMuHa [57].

IInmesnie 100aBKHU

BBuny nmedurura BaXHBIX HYTPUEHTOB U BUTAMHUHOB,
BBI3BAHHOTO NTUETUYECKUMHU OTPAHUYEHUSIMU, TAlMeHTaM
¢ BHI mokazan perynspHbIil TprueM MTOJIMBUTAMUHOB U TIpe-
napaToB Kajbliusi, He coaepxamux caxapa. [Ipu BHI Ib
PEKOMEHIOBaHa NOTalvsI BUTaMUHA D 1151 TIpeoTBpalieHust
ocreomnoposa, ButamuHa E — mns momnepxku obpazoBaHUs
1 GyHKIIMOHMPoBaHUA HelTpoduios [10, 58, 59]. [Ipu BHI'
XI Tuma, momumo BuTamMuHa D, yacTto TpeOyeTcst mobGaBKa
docdara 1 6ukapbonara [13, 57].

3akaouenue

Crnenanu3upoBaHHasl OUETOTepanus CII0cOOCTBOBAJA
Tomy, utro BHI', paHee cuuTaBiiunecss cMepTeIbHBIMU 3a00-
JIEBAHUSIMU, TIPe0OPA30BAIMCH B COCTOSTHUSI C OTHOCUTETHHO
MOJIOKUTEIBHBIM TIPOrHo3oM [60]. IMeHHO mueroTeparnusi,
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a He JIeKapCTBEHHBIE CPEJICTBA OCTAETCSI OCHOBHBIM METOIIOM
JieyeHus 3Tol maronoruu. Beuny penkoctu BHI upesBbiuaii-
HO aKTyaJIbHBIM SIBJISIETCSI MHOTOLIEHTPOBOE COTPYIHUIECTBO
IUTSI HAOMIOAeHWST OOJbIeil TPYNIbl MAIMEHTOB Pa3HBIX IT-
HUYECKUX TpUHamIexHocTeil. OOMeH cxeMaMu JIedeHUs,
marommMu 3G dEeKTUBHBIE Pe3YJIbTAThl, YIYYIIUT KadecTBO
KU3HU U PACIIMPUT 00beM 3HAHWI NeTeil U B3POCIBIX, KU~
BYILIUX C 9TUMU peIKUMHU 3aboneBaHussMU. Kpome Toro, B co-
BpeMeHHOI Poccum ocTpo cTouT mpobiema TepekuBaHUs
JIIONBMU TSTKEJTBIX XPOHMUYECKUX 3a00JIeBaHMIT KaK CUTYalluit,
B KOTOPBIX OHUM CTAJIKUBAIOTCSI C HEOOXOIUMOCTBIO OCO3HATH
ce0sT B HOBOM COITMAIBHOM U JIMYHOCTHOM Ka4eCTBE — «XPO-
HUYECKNX OOJTBHBIX» U «AIllUEHTOB» BHYTPU OTEUECTBEHHOM
CHCTEMBI 3[paBoOXpaHeHus. Bechbma BaskHOI cocTaBISIONIEH
GJaromoydns MaeHTa C TSKeJIoN XPOHWYECKOM TMaToJo-
THeil M YJIeHOB ero CeMbH SIBJIsIeTCsl (DOpMUpPOBAaHME TPaBO-
CO3HaHMS B Tpolecce coumanusannu. OcobeHHO 3TO Kaca-
eTCsl TeX CilydaeB, Korma 3a0oJieBaHMe BO3HUKIIO B NIETCTBE.
Hapymenusi comatudeckoro craryca CyIIECTBEHHO BIUSIIOT
Ha B3aMMOOTHOIIIEHUST MEXIy MTHANBUIYYMOM U OOIIIECTBOM,
dopmMupyst ocobyio coumanbHylo cutyanuio passutus. Co-
OTBETCTBEHHO, CO3/IAIOTCSI TIPEATIOCHUTKM MJIST TIOSIBIICHWUS
TMAIIMeHTCKUX OPTaHU3aIMid, OCHOBHAS IIeJTb KOTOPBIX — 3a-
IUTA TPaB MAIMEHTOB, YTO OYeHb aKTyaJbHO W JJIS JIIOJEH,
crpanatomiux bHI. He MeHee BaxkHyto posib B obecriedeHUun
MarnyeHTa KBATM(GUIMPOBAHHONW MEIUIIMHCKON ITOMOIIIBIO
urpaeT npodeccruoHaIbHasT KOMIIETEHTHOCTh MEIUIIMHCKOTO
paboTHWKA, KOTOpasi, B YACTHOCTHU, NOJDKHA TIPEIyCMaTpy-
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BaTh CTpPATeTWIo MapTUCUTIATUBHOCTH. Bce BhIIecKazaHHOE
TO3BOJIUT MOOUTHCS JIYUIINX PE3yabTaTOB JICYCHUS MAlMeH-
toB ¢ bHI', u mostomy nanpHeiiue padoThl JOJKHBI UITUA
B YKa3aHHBIX HATIPABJICHUSIX.

JononnurenpHast uH(opmanms

HUcrounuk ¢unancupoBanusa. Pykonuch MOATroTOBIEHA
¥ OTyOJIMKOBaHA 3a cueT (hMHAHCUPOBAHMS TI0O MECTY PabOTHI
aBTOPOB.

Kondaukr unTepecoB. ABTOPBI NTaHHOW CTaTbU MOATBEPAUIIN
OTCYTCTBHE KOH(MIMKTAa MHTEPECOB, O KOTOPOM HEOOXOIUMO
COOOLIHUTB.

Yuactue aBtropoB. A.H. CypkoB — KoHIenuwusi paboTHI,
HamnucaHue cTaTbd, penaktupoBaHue; A.A. bapaHoB — py-
KOBOJICTBO HaNMCaHWUEM CTaTbU, UTOTOBOE DPEeNaKTHUpPOBa-
Hue; A.JI. ApakelissH — cOOp IaHHBIX, U3YYEHUE U aHAU3
nHdOpMALINH, CUCTEMATU3AIMS TIOyYeHHBIX PE3yJIbTAaTOB,
utorosas rnepepadbotka crarbu; E.E. beccoHoB — cocraB-
JIEHUE CTaThu, UTOrosasi nepepadorka cratou; H.B. 2XKypko-
Ba — KOHLeNLMS paboTsl, peaaktupoBanue; .A. Jlabam —
AHAIN3 W CHUCTeMAaTU3alUs TOJYyYeHHBIX pe3yabTaToB;
M.U. UBapnaBa — KOHLEMIUSI pabOThl, peaakKTUPOBaHUE.
Bce aBTOpBI BHECIM 3HAYMMBIN BKJIA[ B TIPOBEACHUE IIO-
MCKOBO-aHATUTUYECKON PabOTHI M TOATOTOBKY PYKOIHCH,
TPOWIN ¥ ono0pmiu (UHATBHYIO BEPCUIO TEKCTA TIepeN Imy-
Onukauuen.
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