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OueHka BUTaMUMHHOM 0becnevyeHHOCTH
Yy A€Ter C TAUKOT€HOBOW DOAE3HbIO

Ilens paGoThl — OlleHKAa BUTAMHUHHOIO CTaTyca y JeTedl C 0G0Je3HSIMH HaKOIUIeHUs IMuKoreHa. O6cienoBaHbl 47 nereit
c 0oNe3HSIMH HAKOIUIEHUs TMKoreHa: 29 maibunKoB u 17 neBoueK, cpegHuil Bo3pact — 6,81+0,7 roga. BuramuHHBIH
CTaTyC OLEHMBAIM MyTeM ONpeJe/eHNs KOHUEHTPALMH BUTAMUHOB M UX MeTaGoantoB (ToKodepoinsl, Butamuusl C, B,,
25(OH)D,, B, u ¢onata) B KpPoBU U Moue OMOXMMHUYECKUMH MeTofaMu. CpeJHHe MOKa3aTelu CofepxaHus ¢oaueson
KHCJIOTBI B KPOBHU Y BCeX JleTell COOTBETCTBOBAIM HOPManbHbiM 3HaueHusim (10,57+1,7 ur/mn). Yporens Butamuna E B
KPOBHU GBUI TOBBLINIEHHBIM MPH BCEX THMAX TTMKOTeHOBOH 6oresnu (1,72+0,13 mr/100 mn). Coxepkanue puboiaBuna
B KPOBM ObLIO HOPMaJbHBIM NpPH 1-M THIe, HEJOCTATOYHBIM — INPHU 3-M THIIE, HOBBIIEHHbIM — NPU 6-9-M TUIe IIUKO-
reHo3a. YCTaHOBIEHO CHUMKEHHE SKCKPeLU ¢ Mouoii Butamuua B, y 55; 33 u 25 % aeTeil, COOTBETCTBEHHO paccCMaTpu-
BaeMbIM THIaM. YPOBEHb IKCKpelUH 1-MeTHIHUKOTUHAMHUA OHMKEH Y Bcex gereil: ¢ 1-m tumom — 49,2+2,6 MKr/d4, C
3-m tunom — 95,9+36,3 MKr}:{, c 6-9-m tunom — 59,7+12,7 mkr/u. Yposenb Butamuna C B KpoBu noBbimeH y 40 %
neTeit ¢ 1-M THNOM IMKOTeHO03a, CHUXEeH — y 25 % meteit ¢ 3-m Tunom u y 10 % aereit ¢ 6-9-m Tunom. Cpegnee co-
Aepxanue 25(OH)D, B KpoBu 6buio HOpManbHbIM (21,26+1,9 Hr/mu). IIpu BceX TMNAX [IMKOTeHO3a BbISBIEH Ae(HUAT
HUalKMHaA U BUTaMHUHA B, NOBbIIEHHOE CofepKaHue TOKO(eponos. Pas3inuus BUTAMMHHOIO CTAaTyca NMPH Pa3HbIX THHAX

3aboseBaHuS AUKTYIOT HCO6X0}1PIMOCT]> UHAUBUAYAJbHOIO IOAXO0AA K T€epannuu.

Knrouesvle cnosa: 60/1e3nb HaKONleHUSA 2JluKoZena, sumamuHol, demu

[JIMKOreH SBJSIETCS UCTOUHUKOM SHEPTUH U pe-
3epBOM YTJIEBOJIOB B OpPraHHW3Me U COMEPXKHUTCS BO
BCex KJeTkax. CTpoeHHe TJIMKOTeHa [eJiaeT ero Jier-
KO IOCTYTIHBIM AJi1 (DEPMEHTOB, KOHTPOJHUPYIOLINX
MOCJIeI0BATENBHOCTD €r0 pacnajga u cuHresa [1]. B
OCHOBY COBPEMEHHOH KjaccuduKkauuu 6oJie3Hel
HaKOIIJIEHUS TJIMKOTeHa I0JIOXKeH OHOXUMUYeCKUH
nedekT, 00yCJOBIMBAIOLIMN pa3BUTHE OIpefeeH-
HOHM KJIMHUYEeCKOW KapTuHbI 3aboJeBaHus [2]. Pac-
MPOCTPAHEHHOCTh 00JIe3HEeH HaAKOIJIEHUS TJIHKOre-
Ha cocrapaget ot 1:20 000 no 1:113 000 B pasHbIxX
cTpaHax mupa [3].

Bosesnu HakoreHus raukoreHa (BHT) asastor-
Csl TSDKEJIIMU HacJieNCTBEHHBIMHU 3a60JIeBaHUSIMY,
MPUBOISAIIMMY, B OOJIBLUIMHCTBE CJIy4aeB, K HWHBa-
JUIU3alMU OOJIBHBIX U TPEeOYIOUMMH KOMILIEKCHO-
ro TIOKM3HEHHOro JiedeHus [4]. Hduerorepanus sB-
JISeTCS] OCHOBHBIM METOJIOM JIeYeHHUS MeueHOUHBIX
tdopm BHI. BaxubM ycioBueM 3¢pheKTHBHOTO

Awnpnpett Uropesuu 3y6oBuu
e-mail: aizubovich71@gmail.com

JileYeHNs 3TUX TalUeHTOB, HEOOXOAUMBIM MJS M0-
CTH2KEHHUS CTOUKOU KOMIIeHCAUU MeTaboJuYeCKuX
HapyLIeHNH, CHUXEHUsS PUCKA PA3BUTHUS OCJIOXKHE-
HUH W YJIYYLIEHHS KauecTBa KU3HH, SIBJSETCS Iep-
coHM(UKauMg palroHa nuraHus. CoBpeMeHHas
nuetotepanus npu BHI 6asupyercs Ha npuHIKNIAX
CTPOTOr0 KOHTPOJIST SHEPTeTUYeCKOH LIEHHOCTH JU-
eThl, KOJIMYeCTBA ¥ KAaueCTBEHHOTO COCTaBa 0eJika,
JKHpa, YIJEBO/IOB, MHUIIEBBIX BOJOKOH, a/[eKBaTHOTO
coliepKaHUs BUTAMHUHOB, MaKpO- U MHUKDPO3JEeMeH-
TOB C MPEUMYILECTBEHHBIM HCIIOJb30BAaHUEM B -
eTe TPOAYKTOB U OJIOZ C BBICOKMM COJepkKaHHEM
VIJIEBOOB (KYKYPY3HBIH Kpaxmas ¥ MaKapOHHBIE
U3JIeJIUs), UCKJIOYEeHUS MPOAYKTOB, COMEPIKALINX
caxapo3y ¥ OTrpaHMYMBAIOIIMX TIPOAYKTEI, COAEp-
JKalye (PPyKTo3y U ranakrosy [5].

Jng cocTaBjieHUs] MHAWBUIYaJbHOH AWUETBI IS
nereit ¢ BHI Heo6xoauma olieHKa HYTPUTHUBHOTO
cTaTtyca MaiyeHTa, KoTopas BKJIoYaeT MpoBe/ieH e
KOMIIJIEKCA IMAarHOCTUYECKUX Mep: aHTPOMIOMETPHS,
OlleHKa (PaKTHUECKOTO THTaHHUS, MPOBelleHHe TJII0-
K030-TOJIEPAHTHOTO TECTa, OLieHKA TJIMKEMHUYECKOTO
npoduss, onpeneseHre YPOBHS MaKpo- U MHKPO-
HYTPHUEHTOB B CBIBOPOTKe KpoBH [6]. B manHOM
JIUarHOCTUYECKOM KOMILTEKCE UCCJIe0BaHUE CO-
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JlepKaHusl BUTAMHUHOB B opraHusme neted ¢ BHI
“MeeT OOJIbIIOE 3HAUYeHHeE.

ButaMuHBIl UTpalOT BaXKHYIO POJib B 0OMeHe Be-
IIECTB B OpraHHW3Me B KauecTBe MeTa00JHUTOB, KO-
(hepmMeHTOB, KO(AKTOPOB U KaTaJHU3aTOPOB Pa3ny-
HBIX peakluH. Y JeTed ¢ MeyeHOUHBIMH (OpMaMu
BHI BcrenctBue (hepMeHTATUBHBIX HapylleHUH
U U3MeHeHMH MeTabo/M3Ma OTMEeYaloT MepUIUT
Pa3HbIX MHKPO- U MaKpPOHYTPHEHTOB, B TOM YHC-
Jie BUTAMMHOB [7]. ¥YcTaHOBNEHA BBICOKAst pacrpo-
CTPaHEHHOCTb BUTAMHUHHOH HENOCTATOUHOCTH, YTO
TpeOyeT BKJIOYEHHS B AJTOPUTM TUATHOCTHKU H
OLIEHKH THIleBoro craryca naeret ¢ BHI obecrne-
YeHHOCTH BHUTaMHUHaMHU [2]. PaHHSS AUarHOCTHKA
HapylleHHHd BUTAMHUHHOTO CTaTyCa, CBOEBPEMEH-
Has KOPPEeKIUs BbISIBJIEHHBIX OTKJOHEHHH M03BO-
JIIT YMEHbUIUTh KJIUHUYECKHe TPOsiBJIeHUs aedu-
LUUTHBIX COCTOSIHUH, YJYYIIUTh KaueCTBO >KU3HU U
MpOrHo3 3abojieBaHUs. BHenpeHWe OLIEHKH BHTa-
MHHHOTO CTaTyca B MOBCEIHEBHYI0 METULMHCKYIO
MIPAKTHUKY SIBJSETCS OJHHUM H3 3TAloB CO3[aHUS
CUCTEMBI pallOHA MUTAHUS JeTell C HaCJaelCTBEH-
HBIMU 3a00JIeBaHUSIMH OOMeHa BellecTB [3].

KnuHndeckre TMpOSIBIEHUST BUTAMMHHOH HeNO-
CTaTOUHOCTH OUeHb MHOT000pPA3Hbl M Hecreludud-
HBI: GJIETHOCTD KOXKH M CJIM3UCTON OOOJIOUKH, CY-
XOCTb KOXKH, ceOopeiHOe IIeJyllleHne, pPa3indHble
BBHICBITIAHUST HA KOXe, CKJIOHHOCTb K TeMOppParusim,
CYXOCTb, TYCKJIOCTb, BBIMIaJIeHWE BOJIOC, HaJHUHe
MIePXOTH, KOHBIOHKTUBHT, CBETOOOSI3Hb, XEHI03, aHTY -
JISPHBIA CTOMATHUT, TJIOCCHUT, THMHTMBUT, CHHXKEHHE
anreTuTa, IUCIIENICHYeCKHe PacCTPOUCTBA, MepHde-
pUYeCcKHe TOJUHEBPUTBI, aHEMUSI, BBICOKAST BOCITPH-
HMUHUBOCTb K WH(MEKILHUSIM, TIOBBIIIEHHAS YTOMJISE-
MOCTb, CJ1aBOCTh, CHMKEeHHe paboTOCIIOCOOHOCTH,
6eCCOHHHUIIA, Pa3IPaKUTENBHOCTD U T. O. Bcaen-
CTBHUE HECTIEIU(PUIHOCTH KIMHUUECKUX MTPOSIBNIEHUH
JneUIUTa BUTAMMHOB, HIEHTUUYHOCTH CHMIITOMOB
nedUIMTa HEeCKOJbKHUX BHTaMHUHOB, BBICOKOH pac-
MIPOCTPAHEHHOCTH TOJUTUIIOBUTAMUHO30B Y JeTel
C HAacJeICTBEHHBIMH 0OO0JIE3HSIMH OOMeHa, OlLeHKa
BUTaMHUHHOH 00ecriedeHHOCTH TpeOyeT GHOXHMUYe-
CKOTO TIOATBepxkIeHUs. M3 Hux HauboJiee ILIHPOKO
HCTIONB3YIOT CTaTHYECKHUE KOJMUECTBEHHBIE METO/IHI,
TIPY KOTOPBIX OMPeNENioT COflep:KaHe BUTAMUHOB
WX UX MeTabOJHUTOB B IJIa3Me KDPOBH, IPUTPOLH-
Tax, CyTOYHOH MOYe U yTPeHHEH TOPIMH MOYH, CO-
OpaHHOM HaTOLaK 3a 1 4.

Llenp HccIemoBaHUS — OLIEHKA BUTAMHHHOTO
craryca y meteir ¢ BHI.

MaTepma/\bl M METOADI

B orneneHnu nenuMaTpuyecKod racTpPOIHTEPOJIO-
TUH, renatosoruu u guerosornn HUM nuranus ob-

cienoBaHbl 47 netedd 1 roga 3 mec—17 JjieT (cpeqHUH
Bo3pacT — 6,81%0,7 roga): 29 manburkos (63 %);
17 nesouek (37 %). Ha ocHOBaHMH KOMILIEKCHO-
ro o6caenoanus y 13 (27 %) meredl [IMarHOCTH-
poBaH 1-U THMN TJIMKOTEHOBOH 6OJIe3HU (M3 HUX Y
10 — 16 tum, y 3 — la), y 10 (21 %) — 3-# v,
y 19 (40 %) — 6-# tam, v 4 (9%) — 9-# Tum,
y 1 (2%) — 11-i tun 3aboneBaHud. B cBa3U C
UJIEHTUYHOCTBIO CUMIITOMOB M TeueHWs 3aboJsieBa-
Hud, getd ¢ BHT 6-ro u 9-ro tuma ObLIH 00BbeIU-
HeHbl B O[HY TPYIIY.

O1eHKa BUTAMUHHOTO cTatyca y 6osbHbIX BHT
BKJIIOYAJa OlpefeseHre KOHIEHTPalMU BUTaMHUHA
E (ToxoepoJibl) B IJa3Me KPOBH METONOM BHICO-
K03(h(heKTUBHOH KHIKOCTHOH XpomaTorpaduu, BU-
TamuHa C (acCKOPOMHOBOH KHCJIOTBI) — METOJOM
BU3yaJIbHOTO TUTPOBAHUS peakTHBOM THIbMaca, BU-
TamuHa B, (pubodiaBuHa) — TUTPOBaHHEM PHOOD-
JIAaBUHCBSI3bIBAIOLIMM aroOesKoM, BUTaMHHA D —
25-rupokcuButamu D, (25-OHD,) — HMMYHO-
(bepMEHTHBIM METOLOM, BUTaMHHa B, W osata B
CBIBOPOTKE KPOBH — MHKPOOHOJOTHUECKHM Me-
TOIOM C HCIOJIb30BaHHEM CTaHAAPTHBIX HabOpOB
(ypoBeHb A).

Pe3yAbTaTtbl U 0OCYyXAEHUE

[Ipu ob6ciieoBaHWM TPaKTUYECKH Yy BCeX [e-
TeH, 0COOEHHO C TJIMKOreHOBOH 00Jie3HbIO 1-TO
THIIa, OTMeYaJll TaKhe KJIMHHYECKHEe CHMIITOMEI,
KaK KPOBOTOYMBOCTb JeCeH, HOCOBBIE KpPOBOTE-
YEeHUS, XEUJIUT, TJOCCUT, AHTYJSIPHBIA CTOMATHT,
YTO MOXKeT OBITh MHTEPIPETUPOBAHO KaK HemIo-
CTaTOYHOCTb BUTaMUHOB B,, B,, PP, C. Cpennue
TIOKa3aTeJu CofepKaHUs BUTAMHHOB B OpTaHH3Me
MMalMeHTOB B 3aBUCHUMOCTH oT Tuia bHI naHbl B
mabaue.

Y nerelt ¢ BHI Bcex THUIIOB OTMeYaJld CHUXKEHHe
YPOBHS TIPOM3BOJHBIX HUKOTHHOBOH KHUCJOTHI, MH-
PHIOKCHHA B MOUe, KPOMe TOTO, Y ieTel ¢ 1-M Tuiom
CHMKEH YpoBeHb pubodiaBUHA B MOue, a y ieTel
C 3-M THUIIOM HE3HAYUTEJbHO CHUKEH YPOBEHb PH-
6o(aBiHA B CBIBOPOTKE KPOBU (pUcC. pUCYHOK).
YCTaHOBJIEHO, YTO CpelHHUH YpOBEHb BHUTAMHHA
B, COOTBETCTBOBAJ HODMAJIbHBIM 3HAYEHHUAM Y
Bcex 00CJIeIOBaHHBIX JeTed, HO ero IokKasaTesHu
B CBIBOPOTKE KPOBH OBLTM HECKOJBbKO HHXKe (B
npenenax peepeHCHBIX 3HaUeHUH) MIpU 1-M THIle
3a00JIeBaHHS.

Hecmotpst Ha To, 4TO ypoBeHb (PONHUEBOH KUCJIO-
THl B CBIBOPOTKE KPOBH COOTBETCTBOBAJ HOPMaJib-
HBIM 3HaYeHHUsM, y 34 % meted ¢ 3-m Turom BHT
oTMedasu ero cHmxenwe. ¥ 100 % metedt ¢ 1-m
THIom 1 y 91 % metedl ¢ 6—9-M THUIIOM U3MeHeHHH
JAHHOTO TIOKa3aTeJssl He BBISBJIEHO (CM. PUCYHOK).
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0O6ecneyeHHOCTh BUTAMUHAMHU JeTel ¢ 1-M, 3-M 1 6-9-M THMIIOM IJIMKOreHOBOM 00JIe3HHU

Moka3ateab Bce aetn 1-n TN 3-ii TN 6-9-i TMN Hopma
BuTamuH B, KpoBu, nr/a 440,2 +78 264+30,5 731+282,5 421,4+91 193-982
DoAneBast KUCAOTa KPOBU, HI/MA 10,57+1,7 8+4 9,8+6,8 10,9+1,66 3-17
CyMmapHble TOKOEPOABI CBIBOPOTKM KpoBu, Mr/100 ma 1,72+0,13 1,67+0,3 1,66+0,16 1,6+0,1 0,8-1,5
25-TMAPOKCUBUTAMUH D, HI/MA 21,26+1,9 18,9+3,3 20,5+4,8 22,9+2,7 15-60
PubocaasrH CbIBOPOTKM KPOBH, HI/MA 21,97+8,79 15,7+£10,54 5,77%1,76 30,7x15,1 6-20
Butamun C, Mr/a 12,6+2,1 21,0+5,2 7,9+1,96 10,5+2,5 4-15
YacoBas akckpeLmsi pubodAaBMHa C MOUOM, MKI/4 55,714 9,1£2,9 17,8+3,7 99,7+24,2 >13
Yacosas akckpeumst 1:METI4AHMKOTI/IHaMI/IAa 64,3114 49,226 95,9+36,3 59,7+12,7 S400
C MOYOWM, MKI/4
YacoBas akckpeums 4—I'IM'pMAOKCl4/\OBOI71 KMCAOTBI 48,8+9,7 38,2+19,1 69,8435,5 47,9+8,95 70-260
C MOYOWM, MKI/4
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O NoBbllweHHbIN ypoBeHb [ Hopma [ MoHWXeHHbI ypoBeHb

OnpesereHne KOHLEHTPALMM BUTAMMHOB M MX METAOOAMTOB B KpoBH (k) u mode (M) y AeTeid
npu 1-m mne (a), 3-m Tune (6) n 6-9-m Tune (B) rAMKOreHoBo#i 6oAe3HN

CpenHre mokasaTesid 00eCTieUeHHOCTH BHTaMH- MPOJYKTOB C BBICOKMM COE€PXKAHUEM YTJIEBOIHOTO
HOM E HECKOJIbKO TPEBBILIATH YPOBEHb HOPMaJib- KoMTIOHeHTa. HopmasibHBIE TIOKa3aTen yPOBHS TO-
HBIX 3HaueHUH (CM. TabJUILY), UTO MOXKET OBbITb 00- Ko(hepoJIoB BHIIBJIEHB y 67; 88 u 95 % meredl B
YCJIOBJIEHO TPEUMYILECTBEHHBIM YTIOTPeOneHneM COOTBETCTBMH C PacCMaTpUBaeMbIMH THmamu. He-
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JIOCTAaTOYHOCTh BMTaMuHa E Habmomand y 11 %
MalKeHToB npu 1-m tune U y 5 % — mnpu 6-9-m
ture BHT, u36bitok — v 22 1 12 % meresi ¢ 1-m u
3-M THIIOM 3aboJieBaHHUs, COOTBETCTBEHHO.

CpenHee conepxaHue 25-TUAPOKCHBUTaMUHA D
B KpOBU y JeTed co Bcemu tumamu BHI 6vL10 B
npefiesiax HWXKHEH TpaHMIbl pedepeHCHBIX 3HaYe-
Hu#. O6ecreyeHHOCTb 25-THIPOKCUBUTAMUHOM D
Obl1a CHHXKEHHOH y 17 % JeTedl ¢ IJIMKOreHO30M
1-ro tuna, y 43 % nmerei — ¢ 3-m tHnom u y 27 %
Ietedl — ¢ 6—9-M THIIOM, YTO MOKET SIBJIATBHCS OfI-
HUM U3 MeXaHU3MOB (DOPMHUPOBAHHUST OCTEOTIEHUH U
0CTeOoIopo3a y JaHHOW TPYIIIbl AeTeH.

CpenHue TokaszaTeJd YpoBHS ButamuHa C Co-
OTBETCTBOBAJIM HOPMAJbHBIM 3HAYEHUSM TIPH 3-M,
6—9-m turme BHI. IIpeBblilleHHe ypoBHS obecrie-
YeHHOCTH BUTaMUHOM C mipu 1-m Tume 3abosieBa-
HUS, TI0 BCeH BEpOSITHOCTH, CBSI3aHO C YaCThIM H
6eCKOHTPOJIbHBIM Ha3HaueHHeM BUTamMuHa C (Kak
B BUZle aCKOPOMHOBOH KHCJOTBI, TaK U B COCTaBe
MIPOTUBOBUPYCHBIX KOMIIIEKCOB) Yy dacto 0oJe-
IOIUX TalMeHTOB 3TOW Tpymmbl [Ipu meTasbHOM
aHaJiM3e BbISIBJEHO, YTO HOPMAJbHBIM YPOBEHb
BuTamKHa C 3aperucTpupoBad y 60; 75 u 90 %
JieTel COOTBETCTBEHHO pPacCMAaTpPUBAeMbIM THIIAM,;
BHICOKHE ToKasateaun — y 40 % mauueHToB c
1-m tHmoM, Hu3KHe — y 25 % C 3-M THIIOM H Y
10% — c 6-9-M THIIOM TJIMKOTeHO3a.

CpenHue moxkasatesu KOHIeHTpauuu puboda-
BHHA B CHIBOPOTKE KDOBH Yy JeTed C 1-M TUIOM
3a00JieBaHNs COOTBETCTBOBAJIH HOpPMe, C 3-M TH-
nom BHIT — OvlIM cHMXKEHBI, ¢ 6-9-M THIIOM —
npeBbIIaNd  HOPMY. [IpH  HHAUBUIYaJbHOM
aHaJM3e [aHHOTO II0Ka3aTessl BBIIBJIEHO, YTO
ypOBeHb BHUTaMHHA B, B KPOBH ObLI CHHXKEH Yy
40 % pereit ¢ 1-m tunom BHT, y 67 % nereit —

C 3-M THUIIOM U Yy TIOJIOBUHBI JleTed ¢ 6—9-M TH-
nom. Y 17 % neteft ¢ 6—9 THIOM TIHKOTE€HO3a
ypoBeHb pubOO(JIaBUHA B CBIBOPOTKE KPOBU IIpe-
BblIaJd HOpMY. [Ipy aToM HabJOAAIN CHUXKEHHE
9KCKpelMu ¢ MouoH pubodyaBuHa y 55; 33 u
25 % pneTe#l COOTBETCTBEHHO DPacCMaTPHBAEMBIM
TUIaM. BBICOKUH CpeHUH YpPOBEeHb IKCKPEIUH C
MOYOH BHTaMMHa B, y neTe# C INIMKOreHOBOH 60-
Jie3HbI0 6—9-T0 THUMa COOTBETCTBYET y HUX Oosee
BBICOKOMY CPeHEMY YPOBHIO COMEPXKAHHUS ITOTO
BUTaMHHAa B CBIBOPOTKE KPOBH.

YCTaHOBJIEHO CHMXKEHHE 3KCKPeIMH C MOYOH
4-TIMPUNOKCUIIOBOM KHUCJIOTBI y JeTed CO BCeMHU
turnamd BHI. 1o moaTBep:KaaeTcss KOJUYECTBOM
JieTell CO CHUXKEHHOW 3KCKpelMeld ¢ MO4oH MaHHO-
rO BUTAMHHa TIPH BCeX Hccenyemblx Tunax BbHI:
y 91 % nereit — ¢ 1-m Tumom, y 80 % — co 2-m
THIoM ¥ Y 82 % — ¢ 6-9-M THIIOM.

BbISIBJIEHO CHUXXKEHHe CPeIHEr0 YPOBHS 3KC-
KpElMH C MOYOH |-MeTWJTHHKOTHAMHU[A TPH BCEX
THINAaX TJUKOTEHO30B, YTO TOATBEPXKAAETCS MOHHU-
JKeHHOM 3KCKpelved MPOU3BOAHOM BHUTAMEPOB HHU-
allMHa y BCexX 00CJeIoBaHHBIX JIETEH.

[To pesysbraTam MpPOBEEHHOTO HCCJIENOBAHUS
Habmonand Je(UUMT HUALMHA M BUTaMMHa B
MPH BCEX THMAX TJHUKOTEHO30B, YTO JHUKTYeT He-
00XOAMMOCTb 0OOTallleHUS palliOHa MUTAHHUS JeTel
C IaHHOH TIATOJIOTHEH, B TIEPBYIO OYEPE/lb, STHMHU
BUTAMHUHAMH.

[TpuurHamu HapylIeHHH BUTAMHHHOTO CTaTyca
y 6oabHbIXx BHI gBasiorcs oco6eHHOCTH MeTabo-
JIU3Ma, TUEThl, CBI3aHHOH C HU3KUM COfIepKaHUEM
BUTAMHUHOB B CYTOYHOM pallMOHE IMHUTaHHUS, Paspy-
[IeHHeM BUTAaMHHOB BCJIEJICTBHE TEXHOJOTHYECKOH
nepepaboTKH MUIIEBBIX TTPOAYKTOB, UX JJIUTENBHO-
TO W HeNpaBWJIbHOTO XpPaHEHWs W HepaluoHalb-
HOU KyJMHapHOH 006paboTKH, HapylleHue OanaH-
ca XMMHUYECKOTO COCTaBa PALMOHOB M HapylleHHe
ONTUMANBHBIX COOTHOIIEHHH MEeXAY BUTaMHHAMH
U JIDYyTUMH HYTPHEHTAMU U MEXIY OTAeJbHBIMU
BUTAMHUHAMH, HapyIleHHe BCACHIBAHWS BHUTAMH-
HOB B XKeJyJOYHO-KHIIEYHOM TpakTte. OcoOeHHO-
CTH TeueHHs1 3a00NeBaHMS He BCeraa MO3BOJSIOT
aIeKBaTHO OLEHUTh KJMHUYECKHE TIPOSIBJIEHHS
BUTAMUHHOH HENOCTATOYHOCTH. DBHOXUMHUECKHEe
METOJIBl SIBJISIOTCS HanOoJiee OOBEKTUBHBIM CITOCO-
6OM OIIEHKW BUTaMHHHOTO cTatyca. OHH MO3BOJIS-
10T BBIIBUTH Je(QUIMT BHUTAMHUHOB Ha CTaWH OT-
CYTCTBUSI KJIMHWYECKHUX TPOSIBJIEHUH BUTAMHHHOH
HeJI0CTaTOUHOCTH.

BbiBOAbI

Taxum obpasom, ripu Bcex tunax bHI BeisiBIeH
NeUUMT HHALUMHA ¥ BUTaMHHA B, 4TO QUKTYeT
HeoOXOIUMOCTb OOOTallleHUs palMoHa IHTaHUS
3TUMU BHUTAMHUHAMH Yy [eTed C JaHHOWU NaTOJIOTH-
ett. ComepKaHue TOKO(eposoB MOBBILIEHO Y BCEX
neterr ¢ BHI, uTo MoxeT ObITb 0OYCJIOBJIEHO TIpe-
HUMYILECTBEHHBIM YTIOTpeOJIeHHEeM TIPOAYKTOB C
BBICOKMM COJIEpP’KAHHUEM YTJIEBOIHOIO KOMIIOHEHTA.
Pasnmuuune comep:KaHHs BUTaMHUHOB B KPOBH H HX
9KCKpeIMH C MOYOH TIPpH pa3HBIX THUIax 3aboJe-
BaHUS JUKTYeT HEOOXOMUMOCTb WHAWBUIYaJbHOTO
MOAXOMA K Tepaluu NAaHHOU rpymmel geted. Orpe-
JleJleHHe YpOBHS BUTaMHMHOB y feted ¢ BHI paer
BO3MOXHOCTb CBOEBPEMEHHO BBISBUTh Je(HIIUT
BUTAMHUHOB. DTO MO3BOJUT KOPPEKTHUPOBATH CXEMY
JileYeHHs] TTyTeM BBEIEHHUS HEOOXOMUMBIX BHUTAMH-
HU3HPOBAHHBIX CMeCed B pAIMOH IHUTaHHS, YTO
VAYUIINT KJIUHAYECKOe TeyeHHe 3ab0JieBaHHUS, T0-
BBICUT KaueCTBO »KM3HH JeTEH C IJIMKOreHOBOH 00-
JIE3HBIO.
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Evaluation of vitamin provision for children with glycogen storage disease

The aim of the study — the evaluation of vitamin status in children with glycogen storage diseases. We had examined 47 children
with glycogen storage diseases: 29 boys and 17 girls mean age 6,8120,7 years old. Vitamin status was evaluated by measurement
of the level of vitamins (tocoferols, vitamins C, B,, 25(0OH)D,, B, and folate) in blood and urine using biochemical methods. Serum
level of folate was normal in all children (10,571,7 ng/ml). Plasma level of vitamin E was increased in all children (1,72¢0,13 mg/
dl). Serum level of riboflavin was normal in I type, decreased in III type, increased in VI-IX types of disease. We revealed low urine
excretion of B, vitamin in 55, 33 and 25% children with I, III, and VI-IX types of glycogenosis, respectively. The 1-metilnicotin-
amide excretion was low in all children: I type — 49,2¢2,6 mcg/h, III type — 95,9%36,3 mcg/h, VI-IX types — 59,7¢12,7 mcg/h.
Vitamin C serum level was increased in 40 % children with I type, decreased in 25 % children with III type and 10% with VI-IX
types of glycogen storage disease. Mean serum level of 25(0OH)D, was normal (21,26<1,9 ng/ml). We revealed deficiency of serum
niacin and vitamin By, and increase of tocoferols in children with all types of glycogen storage disease. Different vitamin status in
different types of glycogenosis defines the importance of individual treatment strategy.

Key words: glycogen storage disease, vitamins, children
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