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OPHTHRAALHAR CIATLA

NpyuMeHeHne 6MOJIOrMYecKn aKTUBHOU A06aBKU
LibiranaH® B KOMMJAEKCHOU Tepanuu
BUTaMUH D-pe3nCTEHTHOro paxura y aeteu

N.B.HoBukoB

Mockosckuit HAU nieamatpum u AetTckoi xupyprim Munncrepcrsa 3apasooxpaHeHns PP

MpepncTaBneHbl pesynbTathl NPUMeHeHUs GUONOrM4eckon [OGABKM LibiranaHa B KOMMNEKCHOM fievyeHnn 12 petert ¢ BUTaMUH
D-pesncTeHTHbIM paxuToMm. CpaBHWUTENbHas oueHKa 3(h(eKTUBHOCTM UCMONb30BaHWA LlbiranaHa npoBepeHa 8 OCHOBHOW
rpynne 1 KOHTPONbLHOM rpynne ¢ ucnonb3osaHWeM nnaue6o (n = 10). Mony4eHbl NONoXUTenbHbIE CABUMM B NOKa3aTensx Kanb-
uus, cpocchopa CbiBOPOTKM KPOBU M MX NOYEHHOM KCKpPELMU C MO0, Takxke B napameTpax NNOTHOCTU KOCTHOW TKaHW Npu 1c-
NMonb30BaHUM GUONOrMYECKU aKTUBHOW [OGABKU Y BCeX 06CNeaoBaHHbIX 60MbHbIX.

Kmoyesbie cnosa: getv, ButamMmuH D-pe3ncTeHTHbiI paxuT, GUONOrn4eckyn akTaHbIe [06aBKU

Administration of biologically active additive Tsygapan
in comprehensive therapy of vitamin D-resistant rickets

in children

P.V.Novikov

Moscow Research Institute of Paediatrics and Children’s Surgery, Ministry of Public Health of the Russian Federation

The article deals with the results of administering biologically active supplement tsygapan in comprehensive treatment
of 12 children with vitamin D-resistant rickets. Efficacy of Tsygapan was assessed in the main group and control group
using placebo. Obtained were positive shifts in the indices of calcium, phosphorus in the blood serum, and urinary excre-
tion thereof, as well as in the parameters of the bone mineral density in using the biologically active additive in all the

examined patients.
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o CO6EHHOCTBIO HacNeACTBEHHOM MaTonorumn ABNAeTcs no-
NUCUCTEMHOCTb MOPaXeHUs1 BeayLMX OpraHoB U CUCTEM
opranuama [1]. [pu 3TOM HepeaKo B NaTonorMyeckui npoecc
BOBJIEKAETCA KOCTHO-MbILLEYHAsA cucTema C pasBUTUEM OCTeO-
noposa u octeomansauum. OCTeonopo3 4YacTo Ha NPOTSHXKEHUU
LNUTESNIbHOFO BPEMEHW MNpOTEeKaeT CKPbITO, YTO MOXET Mpo-
SIBUTbCA Yepe3 onpefesieHHbid Nepuon OCNOXHEHUSIMU: Hapy-
LUEHMEM MOXOAKMU, Nepeniomamu, 601sMu B KOCTAX M T.4., B CBSI-
31 C 3TUM BO3HUKAET HeO6X0AMMOCTL NpeaynpeXxaeHUs BO3HUK-
HOBEHUS1 3TUX OCNOXHeHUI. Cpean HacnenCcTBEHHbIX 60Me3HeN,
COMPOBOXAAIOLLMXCH PpaHHUM MOPaXXeHUEM KOCTHOM CUCTEMB,
3HaYMTENbHBIA BEC 3aHUMAIOT TaK Ha3blBaeMble paxuTonoaos-
Hble 3a605ieBaHUsA, OTHOCALLMECA K Knaccy NepBUYHbIX TyGyno-
naTuin y netei, B 60SLLLUMHCTBE Cny4aeB 06yCrNoBEHHbIX reHe-
TMYECKUMM hakTopamu [2, 3].

U3BecTHO, 4TO MyTauMmK onpeaeneHHbIX reHoB obycnoenuea-
10T POPMUPOBaHWE OTAENbHbLIX MOHOTEHHbIX 3aboneBaHvui, Npy

[Ans KoppecnoHAeHUMHN:

Hoeukos [Metp Bacunsesuy, AOKTOP MEAVUMHCKWUX HAyK, pyKOBOAUTENL OTAena
BPOXAEHHLIX U HacneAcTBeHHbIX 3abonesanuii Mockosckoro HUW neanatpum
N RETCKON xupyprum MuHucTepcTBa 3apasooxpaHenuns PO

Appec: 125412, Mockea, yn. Tannomckas, 2
TenedboH: (095) 483-0312
E-mail: pnovikov@pedkiin.ru

Cratbs noctynuna 25.12.2002 r , npuHaTta K nevatu 28.03.2003 r.

KOTOpbIX MaTOIOMMYECKNIA NPOLIECC 3aTparMBaeT pasfnyHble OT-
Jerbl NOYEYHbIX KaHAbLEB C HapyLLEeHEM OJHON UM HECKOSb-
KWX UX (DYHKUMIA. Halle Bcero B OCHOBE NEpBUYHBLIX TyGynonartuia
nexuT aeeKT KaHanbLEeBoro TpaHcnopTa, CBA3aHHbIA CO CTPYK-
TYPHO-PYHKLIMOHASTbHBIMU U3MEHEHUAMMW (hbepMEHTOB, CTPYKTYp-
HbIX NN TPaHCMOPTHBIX 6€MKOB KaHanbLeBbIX KIeTok [4, 5].

OpHoW M3 YacTbIX (hopM NepBUYHBLIX Ty6YnonaTuin aBnaeTcs
BUTaMMUH D-pe3nCTEHTHbIN paxuT (chocchaT-guabeT), 4actoTa
KOTOpPOro B AeTckon nonynsuuu coctasnset 1 : 20 000. Xpomo-
COMHasl nokanusaums reHa, OTBETCTBEHHOIO 3a 370 3abonesa-
HWe, ycTaHoBNeHa Ha X-XpoMocoMme (B Nokyce — Xp22), BbisBne-
HO HECKOSIbKO TUMOB MyTaLMIi aHHOMO reHa, NoKasaHo CyLecT-
BOBaHUE KITMHUKO-BUOXMMUYECKOTO U FrEHETUHECKOrO NOIMMOp-
thuama natonorum [3, 6].

OpHako go cux nop 6MoXMMHYECKUE NPOAYKTbl MYTAHTHOrO
reHa ocTaloTCsl HeM3BECTHbIMU, MHOrME OCHOBHbIE 3BEHbS MaTo-
reHesa HefoOCTaTOYHO UCCNefoBaHbl. 3TO CO3AaEeT 3HaYWUTENb-
Hble TPYAHOCTW B NIeYEHUN BUTAMWUH D-pe3nCTEHTHOrO paxura.
Mockonbky reHHasn Tepanus 3aboneBaHns He pa3paboTaHa, Ao
HacTosLLEero BpeMeHn BegylLLiee MECTO 3aHUMAtOT METOAbI NaTo-
reHeTU4eckoro, KOPpUrupyroLero 1 CUMNTOMaTUYecKoro ne4ve-
Hus [7, 8]. UmeT NOCTOAHHBIA NOMCK HOBBLIX MOAXOAOB K KOppek-
LM BO3HUKAIOLLUX PACCTPOMCTB.

MaToreHe3 BUTAMUH D-pe3nCTEHTHOrO paxuta CBA3aH C fe-
hurumToM docchopa B opraHname 605bHbIX feTel, 06YCNoBneH-
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HbiM B NEpBYI0 o4epeb HapylwiennemM peadcopbumm docdaros
B NPOKCMMAsbHBIX MOYEYHbIX KaHanbLax, a Takke BTOPUYHbIMU
JecbekTamn akTBauum sutammuia D 1 cHuxXeHuem abcopbummn
doctartoB B KMWEYHUKe. Kak ycTaHOBNEHO B NocnegHne rofbl,
onpefeneHHylo ponbk B 3TUX npoueccax UrpaeT BbIKOYeHUe
perynatopHoro reHa X-XpoMocoMbl Ana cuHTesa docdar-
TpaHcnopTHoro 6enka (NpegnonoXuTenbHO NoKanM3oBaH Ha
Xpomocome 5). NeHeTn4eckun aedeKT NpUBOANUT B UTOre K Ha-
PYLUEHUIO aKTUBHOro TpaHcnopta HeopraHn4eckux cocgartos
B NOYeYHbIX KaHanbLax U co3fatoT NOCTOsAHHbIA aeduumT doc-
(POPHbIX COEUHEHUI B OPraHn3Me AeTeln, HTO NpuBoauT K op-
MUWPOBAHUIO pPaxuTonoao6HbIX UBMEHEHUI ckeneTa. 3ToMy cro-
COGCTBYIOT Takxe notepu docgopa ¢ kuwedHukoM. Cekpeums
napaTMpeoungHoro ropmoHa npu cocgar-guaéerte o6bIMHO He
n3ameHeHa.

B knmHU4eckon KapTuHe BUTAMWUH D-pe3uCTEHTHOro paxuTa
nopaxeHue KOCTHOW CUCTEMbI 3aHUMaeT AOMUHUpYIoLLee Mec-
TO. Y 60nbHbIX pa3BuBalOTCH Pa3NUYHOW CTENEHU BbiPaXEHHO-
CTM OCTEONopo3 U ocTeoManauus, 3aaepxka pocta u 1.4. UH-
TennekT 60MbHbIX, KAK NPaBuNo, He CTpaaaeT.

Komnnekc ne4vyebHbIX CPEACTB, UCNONb3YEMBIX AN KOpPPEK-
uuun gepmumTa coccdopa B opraHuame 60NbHbIX AeTEN, BKIO-
yaeT BUTaMuMH D 1 ero aktuBHble MeTabonuThl, npenaparbi
kanbuusa u coccopa, a Takxe JeKkapCTBEHHble CpeAcTBa,
yNyuLUaoLLMe UX YCBOEHUE B KMLLIEYHUKE U NoYKax (UMTpaTHble
cmecu). O6bIHHO NPUMEHSIIOTCA BbICOKWE A03bi BUTamuHa D —
oT 30 000 oo 100 000 ME B CYTKM WUnK akTUBHbIE METAGONUTEI
sutamuHa D (okcupesuT) 8 gose ot 0,5 o 5 Mkr B cyTku. Og-
HaKo NpW Ha3Ha4YeHWU BbICOKUX [03 BuTamuHa D n ocobeHHo
€ero MeTabofIMTOB CyLLEeCTBYET ONACHOCTb Pas3BUTUA TUMNEpPBU-
TamuHo3a D 1 Tokcnyeckux peakuuii Ha npenaparsl [9]. B cBs-
31 C 3TUM NOCTOAHHO BEAETCH NOUCK CPeRCTB, HanpaBneHHbIX
Ha nNpepynpexaeHne BO3HWKHOBEHWA HeXenaTefbHbIX peak-
UMIA U NO3BONSIOLMX HasHa4YaTb MUHUMATBLHO 3¢bheKTuBHbIE
A03bi coeguHeHmi Butammnia D. C 3Tol Lenblo NPUMEHSAIOTCH
aHTUOKCUAOAHTHbIE NpenapaTtbl (BUTamMuHbl A, E, 6eTa-kapoTuH
W A4p.), OCyLLEeCTBNSETCA NMOCTOAHHBIA KOHTPOSb 3a MHAUBUAY-
anbHbIMK peakumMamMu 60NbHLIX QeTEN Ha BBOAMMbIE NeKapcT-
BeHHble cpefcTaa [10].

YuuThiBas cyLecTBytoLme TPYBHOCTU B N€YEHUN OCTEONOPO-
3a U ocTeoManALuMmn y geten ¢ HacneacTBEHHbIM BUTaAMWUH D-pe-
3UCTEHTHLIM PaxuTOM, HaMW NpoBeaeHo uccnegosaHue KNMHK-
yeckor 3(PEKTUBHOCTU ucnonb3oBanusa Llbiranana' pgna
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Koppekuuu napameTpos hochopHO-KanbUuneBoro obmMeHa u co-
CTOAHMA NMOTHOCTU KOCTHOW TKaHW y feTel ¢ 3ToW NaTonornen.

OnemeHTHbIN cocTae LibiranaHa npegcrasnex 20 aMUMHOKKUC-
noTamMM, XUpHbIMUA KucnoTamu, 12 ButamMuHamm, 63 MUKpPO- U
MakposneMeHTamu. NpenapaTt B8 [OCTATOYHLIX KONMYECTBaX W
COOTHOLUEHUAX COAepXMUT MarHun (6800 Mkr/r), cocdop
(87 500 MKr/r), nerkoycBosiemMblit Kanbuuii (174 940 Mkr/r), 6uo-
JOCTYNHOCTb KOTOPOro coctasnsieT 75%, xeneso (240 mkr/r),
ceneH (5 MKr/r), a Tarke sutamuHbl C, B, PP, A, E, 6WMOTWH,
NaHTOTEHOBYIO U (PONMEBYIO KUCNOTbI, U HYKIIEMHOBbIE KUCNOTBI.
CocTtaB npenapaTta gan 0CHOBaHWE NPeAnoNoXUTb, YTO 3Ta Ha-
TypanbHasa gob6aBka MOXET 6biTb NPUMEHEHA Yy GONbHbIX BUTA-
MUWH D-pe3UCTEHTHBIM PaxmTOM.

MauneHTb 1 MEeTOALI

MpoBegeHo uccneposaHne 3HEPEKTUBHOCTU KOMIIEKCHOMO
neveHua C BkMoYeHueM Libiranana y 12 petelt B Bo3pacte ot 6
o 13 net ¢ BUTaMuH D-pe3ncTeHTHbIM paxuToM. Bce 6onbHble
B TeveHue oT 2 Ao 5 neT nonyy4anm MHaMBUAyarnbHO noao6bpaH-
HyI0 Tepanuio BuTamuHom D B codeTaHuu ¢ nNpenaparamu Kasb-
uma n gpocopa. I'pynny cpasHeHus coctasunu 10 geteit ¢ BuU-
TaMuH D-pe3nUCTEHTHbIM PaxuTOM, KOTopble BMecTO LibiranaHa
nonyyany nnaue6o. O6e rpynnbl JOCTOBEPHO HE pa3nuyanucb
no BO3pacTy W rnonosomy coctasy. [osbl LibiranaHa 6binu cne-
Jylowmmun: getam 2-7 net — 0,2 x 2 pasa B CyTku, 8—12 net —
0,2 x 3 pasa B cyTKu, cTtapwue 12 net — 0,4 x 2 pasa B CyTKM.
Kypc ne4eHus coctasun 4 Hep,.

MokasatensiMu 3PPEKTUBHOCTU KOHCEPBATUBHOW Tepanuu
octhaTt-anabeTa ABASANUCH yNyHLLeHUe O6LEro COCTOAHUA pe-
6eHKa; MonoXuTeNnbHas AMHAMMKA KIIMHUYECKUX NPOsIBNEHUI
3a60neBaHns, HOPManUM3auuMa WMNU 3HauMTenbHoe Yny4lleHue
nokasatenei hocgopHO-KaNbLUMEBOro 06MEHA; CHWXEHUE aK-
TUBHOCTU LLENOYHON ¢pocdaTasbl B nna3me KpPOBW; MONOXMU-
TenbHas AUHaMUKa CTPYKTYPHbLIX UBMEHEHUIA KOCTHO CUCTEMBI
Mo A@HHBIM PEHTIEHONOrMYECKOrO U 9XOOCTEOMETPUHECKOrO UC-
cnefoBaHwWiA Tpy64aTbIX KOCTEN.

OueHka peHTreHONOrMYeCKOW KapTUHbI CTPYKTYPbl KOCTHOM
TKaHW NpoBOAWNACE MO Pe3ynbraTaM PeHTrEHONOMMYEecKoro Uc-
CnefoBaHus KOCTen roneHer U npegnnedmii. AHanu3 nnoTHoCTU
KOCTHOW TKaH OCYLLIECTBNRNCA B aBTOMATUYECKOM PeXxume C No-
MOLLIbto 3xoocTeoMeTpa pupmbl «<LUNAR» (CLLA). OnpepeneHue
napaTMpeouMgHoOro ropMoHa, KanbLUMTOHWHA U OCTEOKarnbuuHa B
KPOBM MNpOBOAMNIOCH PaAMOUMMYHOIONMHYECKUM MEeTOAO0M C WC-
nonb3oBaHMeM KomMmepueckux Habopos. lNMokasatenu kanbuus,
HeopraHu4eckux ocaTos B KPOBU W UX NOYEHHAR SKCKPELUs C
MO4OM ONPeAeNANIUCH C NMOMOLLILIO OBLLIENPUHATLIX METOAUK.
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Pe3ynbTathl MCCREAOBaAHUA U UX 06CYXXIeHMe

YcraHoBneHo, 4to adgekTuBHocTe LibiranaHa 6bina Heoaw-
HaKOBOW B OTHOLLIEHUM Pa3NUYHbIX NAGOPATOPHbLIX NoKasartenemn
hochopHO-KansLMeBoro oémMeHa (cM. Tabnuuy).

Kak BUgHO M3 Tabnuubl, BKNOYeHWe LibiranaHa B KOMMMeKc
neyebHbix CPEACTB OKa3aso NoNoOXUTENbHOE [ENCTBUE Ha MOKa-
3areny MUHepasnbHOro o6MeHa, YTO NMPOSIBUNOCH MOBLILLEHWEM
ypoBHs Kanbuua, docopa (p < 0,05) U CHUXKEHNEM aKTUBHOCTU
LLlenio4Hon ¢hocharTasel B ChIBOPOTKE KpoBW. Hapagy ¢ 3TuMm y
60MbHbIX 6bI0 3aperMcTpMpoOBaHO YMeHbLLEHNE BENWHUH Nno-
YeYHOW 3KCKPeLnn HeopraHndeckux cocatos, Kanbums, okca-
naToB 1 OCTOBEPHOE yBeNnYeHue NNOTHOCTU KOCTHOM TKaHW.

B rpynne petei, nony4aBLumx nnaue6o, yCTaHOBNEHO OTCYT-
CTBME AMHAMMKW OCHOBHbIX MOoKa3aTenen MUHepanbHoro obme-
Ha, Habnoaanack TeHAEHUMA K CHUXEHMIO MIOTHOCTU KOCTHOWM
TKaHW (CM. TaGnuuy).

CpaBHenne pesynbtatoB obcnegoBanust geTet OCHOBHOW
rpynnel W rpynnbl Nnaue6o nokasano nonoxurensHoe Bo3nen-
ctBMe npenapata LbiranaH Ha obulee cocTosiHMe 6O0NbHbIX.
KoMnnekcHasa Tepanua cnoco6cTeoBana ynyudleHuio napameT-
poB (hoChOpHO-KaNbLMEBOrO MeTabonuama, CTPYKTYpbl KOCT-
HOWM TKaHW U YMEHLLUEHUIO CTEMEHM OCTeonopo3a.

TakuMm 06pa3oM, KOMNNEKCHoe neYeHne ¢ BrNoYeHneM Lbl-
ranada fasano 6onbilnii TepanesTUHecKUin a(bbexT y feTet ¢
BUTaMWH D-pe3nCTEHTHBIM paxmToM, YeM MpUMEeHeHue oblue-
npuHaTon Tepanuu. OTCYyTCTBUE CTAaTUCTUHECKN 3HAYUMBIX pPas-
NMYUA pAfa noxkasarenen, BEpoaTHO, 06YCNOBNEHO ManbIM Cpo-

||piranal

KOM npuvMeHeHus npenapara, He6oNbLUON BbIGOPKOW; TpebyioT-
cs AanbHewmne UccneoBannsa B 3TOM HanpaeneHwuu.
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Lipiranan® — 370 NOpPOLLOK U3 POrOB CEBEPHOTO OAEHS1, COAEP>KALLIMIA MPUPOAHDIA KOMMAEKC U3 63 MAKPO- 1 MUKPOIAEMEHTOB,
20 amnHoKUCAOT, 12 BUTamuHOB. Libiranan® coaepxut cyTouHylo Hopmy #oaa (120-150 MKr) 1 BbICOKOAOCTYTHbIA KaAbLMIA

(buoaocTynHOCTb 75%).

PexomeHayeTcs B KadeCTBe ODLLEYKpPENAAIOLErO CPEACTBA — MPUPOAHOMO KOMIMAEKCA BUOAOrMHECKN aKTUBHbIX BELLECTB,
06AaAI0LLIEr0 UMMYHOMOAYAUPYIOLLIMM, aHTUOKCUAAHTHbBIM N aAANTOrEHHbIM ACACTBUEM.

KAnHM4eckune McnbiTaHua, npoBeaeHHble B MOCKOBCKOM Hay4HO-UCCAGAOBATEABCKOM MHCTUTYTE [leanatpun u Aetckoh
xupyprum M3 PO (No6oUHbIX ABAEHUI B XOAE MCTIBITAHUIA BbIABAEHO He BbiAO) MO3BOAAIOT pekomeHAoBaTh BAA Libiranan®:

* AETAM C BEreTO-COCYAUCTON AUCTOHUER;
¥ AETAM C ABAGHMAMU OCTEONOPO3a Pa3AUHHOIO reHesa;

* ACTAM, MOABEPILLUNMCA BO3AENCTBUIO paanaulnunM MANM NPOXUBAOLLUMM HAa PAAUAKTHMBHO 3arpsa3HeHHbIX W

IKOAOTUHECKU HEDAArONPUATHBIX TEPPUTOPUSX,
* AeTam ¢ 3aboreBaHnaMM XKKT (XpOHMYECKNIT racTpuT, A3Ba XEAyAKa, ANCOAKTEPMO3 KuLLeYHNKa).

PexomenaoBaH Poccuiickon Accoumanment

Meanatpnyecknx LIeHTPOB AeTAM C 3-X AeT aAs:
* NPOPUAAKTUKN MWUHEPAAbHOW M WOAHOM HEAOCTATOMHOCTM, a Takxe
3a60AeBaHNi, CBA3AHHbLIX C ACPUUMTOM KaAbLIMSA B OPraHusme;

! S * YAYYLLEHWA pocTa 1 NCMXOMOTOPHOTO Pa3BUTHA AeTel;

nna HETEW * CHMXKEHUA

o OHKOAOTMUECKUX W CEPAGUHO-COCYAUCTbIX 3ab0AeBaHw;

* NPOPWAAKTUKN pacnupaTOPHO-BUPYCHbIX 3ab0AeBaHMIA;

* HOpMaAM3aLUMK NPOUECCOB KPOBETBOPEHUA.

* NPOUAAKTUKU Pa3BuUTMA 3aDOAEBAHUI M CHUXKEHUA AAMTEABHOCTU MX
TEUYEHWA YaCTO U AAUTEABHO DOAGIOLLINM AETSM.
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