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AKTyaJIbHOCTh
Hapymiennst KOCTHOTO W MHHEPAJIbHOTO OOMEHa COMPOBOXKAAIOT OOJBIIYIO
4yacTh 3a00JieBaHUN Touek y neredd. B cBs3u ¢ otkpeitueM B 2000 romy HOBOrO
dbocdarypuueckoro ropmona — ¢akrtopa pocra ¢(ubpodbnactoB 23 (FGF-23 —
fibroblast growth factor 23) B coBpemMeHHOI Hayke MpOU30IILIa MePEoIeHKa B3TIISII0B
Ha peryysuio GocPopHO-KaIbIIMEBOTO OOMEHA B OpraHU3ME, a TAKXKE y4dacTue B
ATOM TIpoliecce KOCTHOM TkaHu U movek (Yamashita T., 2000).

[To coBpeMEHHBIM TMPEACTABICHUSIM, B PETYISALHUA CHIBOPOTOYHOTO YpPOBHS
kanplusg M ¢dochopa ywacTtByeT He Tosbko maparropmon (IITI) u 1, 25-
TUruapoKkcuBUTaMUH D, HO u (aktop pocta ubpobracTtoB 23 u ero Kodaxtop
Klotho. FGF-23 BblpabaThiBaeTcsi B KOCTHOM TKaHM oOcTeoOjacTaMud |
OCTEOKJIaCTaMU U YBEJIWYMBAeT notepu (ocopa ¢ MOUYOH 3a cUEeT OJIOKaAbl HATPHii-
dbochopHoro TpaHcmopTepa B MpoOKCUMaIbHOM KaHajblle HeppoHa. Tak ke FGF-23
yrHeraer | o-rHIpoKCHIa3y MPOKCUMAIBHOIO MOYEYHOTO KaHallblia, MPUBOAS K
CHIDKEHHIO mnpoxykumu 1, 25 — pguruppoxcuBuramuna D, m crumynupyer 24-
TUAPOKCUIIA3y, MPUBOJSA K YCKOPEHHOM JIerpajalny akTUBHOW opMbl BuTamuHa D.

B ¢dusnonormueckux  ycioBusX ypoBeHb (ochopa B CHIBOPOTKE
MOJIICPKUBACTCS. PABHOBECHMEM MEXKAY TIOCTYIUIEHHEM W3 TOHKOM  KHIIKH,
IKCKpelueil B MoYKax M JEMOHWPOBAHWEM WM BbIBeJeHHEM (ocdopa u3 KOCTHOU
TKaHd. OCHOBHBIM MEXaHH3MOM DETyJISILUU  SIBISIETCS HM3MEHEHHE YpPOBHS
peabcopOuuu uepe3 Hatpuii-pocopusiii Tpancnoprep (NaPi-lIla,b) Ha memOpane
IPOKCUMAaJIbHOTO KaHaiblla HedpoHa. Hapymenue GyHKIUMU UM PETYNIALMUA 3TOTO
MOHHOTO KaHaja OTMedaeTcsl Mpu BceX (PochopTepsronx COCTOSHUSX MOYEYHOTO
reHe3a. YposeHb FGF-23, a Takke I'€HOB, PEryJupyloIIUX €ro 3KCIPECCUI0, ObLI
MCCIICIOBAH MPH JTAHHOW TATOJIOTHH Ha JKMBOTHBIX Mojelsax (Amatschek S., 2010),
4TO TpuBENO K Oonee TIyOOKOMYy TOHUMAHWIO TATOTeHe3a HAacleACTBECHHBIX
runodocharemuii. Pazputne BbICOKHMX mOTeph (ochopa ¢ MOUYOM M KOCTHBIX

M3MEHEHU npu HauoOoJee pacupoCTpaHEHHBIX HACJIEICTBEHHBIX



runodocdaremuuecknx paxutax (I'OP) B Hacrosmmii MOMEHT CBS3BIBAIOT C
noBbilieHneM  aktuBHocTH FGF-23. B MupoBoil nuTeparype BCTpEyarOTCs
eIMHUYHbIC TyOIUKAIMK, ONTUCKIBatoue pa3ianuns aktuBHOCTH FGF-23 npu pa3Hbix
TUMAaX TyOymonmaTuii W mpu TUNOoPochaTeMUIECKUX COCTOSTHUSX, CBSI3aHHBIX C
neduurom BuTamMuHa D wim BTopmuHbIM rumnepkoptunmzMoM (Endo 1., 2008,
Weber T.J., 2003). B npansbix wuccinenoBanusx ypoBeHb FGF-23 ngocroBepHo
OTIMYAJICS TPU pa3HbIX TUMax HapyueHu# Gocopuoro oomena (Endo 1., 2008).
FGF-23 oka3zancsi mepCcrneKTUBHBIM MapKepoM COCTOsIHUSL (HOC(hHOPHO-KAIBIIMEBOTO
OoOMEHa, OJHAKO HMMEIOIIMXCS JaHHBIX HEJOCTAaTOYHO JJIA €ro HCIOJb30BaHUSA B
KIIMHUYECKOM TMPAKTUKE y JeTel. B Hacrosiiee BpeMs SBISETCS aKTyaJlbHBIM
MPOBEICHNE MOJOOHBIX UCCIEAOBAHUMN B IETCKOU MOMYJIAIINH.

B To xe Bpemsi akTUBHO HUCCJEAYeTCs MpoOiieMa MUHEPAIbHBIX U KOCTHBIX
HapylieHud mpu XpoHudeckod Ooise3nu mnouek (XBII) npyroit stmonmoruu. B
MHOTOYHMCJIEHHBIX UCCIIEIOBAHUSIX HA B3POCIBIX OOJBHBIX MOKA3aHO, YTO OTMEYAETCS
nporpeccuBHoe moBbllieHHEe ypoBHS FGF-23 B ChIBOPOTKE KpOBM BMECTE CO
CHI)KEHHEM CKOPOCTH KiyboukoBoi ¢uibrpanuu (Munosanos FO.C., 2011, Larsson
T., 2003). ITo nanaeiM nocnennux myonukamuit, FGF-23 sBnsercs nanbosiee paHHUM
MapKepoM MPOTPECCUPOBAHUS MHUHEPATLHON KOCTHOW OOJIE3HM TMPH XPOHUUYECKOU
Ooonesnn mnouek. YpoBeHb FGF-23 B kpoBW TOBBIMIANCS €IIe 10 TMOSBICHUS
BTOPUYHOTO THUIEpHapaTupeo3a W HW3MEHEHMsS] CBhIBOPOTOYHOM KOHIEHTpALUU
dochopa (Bacchetta J., 2010, Oliveira R.B., 2010). Onnako ponr FGF-23 B
Pa3BUTUM MUHEPAJIbHBIX HAPYIICHUW Yy JETEH ¢ XpOHUYECKOW OO0JIE3HBIO MOYEK C
BBIDQKEHHBIM  CHW)KEHHEM CKOPOCTH  KJIIYOOYKOBOM  (puibTpalud  H3ydeHa
HEJ0CTaTOYHO. B HacTosIee Bpems SIBISETCS aKTyalbHbIM HcciieqoBanue FGF-23 y
JIeTe U peleHre BONpoca 0 KIMHUYECKOW BaXKHOCTU JaHHBIX MapKEPOB.

ean pa6oThl - yCTAaHOBUTH PO (hakTOpa pocTa GuOPOOIaCTOB B ATOTCHE3E
HedpomaTHii, COMPOBOXKIAIOIINXCS HapylieHneM ooOmeHa ¢dochaTtoB y aeTei, u

BBIABUTH B3aNMOCBA3b C 06]_HerI/IHHTBIMI/I IMoKa3aTcJIsIM1U MUHCPAJIBbHOT'O oOMeHa.



3agaum ucciae10BaHuA

1. OrneHuTh YPOBEHh HHTAKTHOTO (hakTopa pocta GudpodIacToB y AeTeH ©
runoocdaremMuyeckum  paxutoM,  cUHIpoMoM  DaHKOHHM,  CTEPOUAHBIM
OCTEOMOPO30M M XPOHUYECKOW OOJIE3HBIO TOYEK 3-5 CTaguu B CPABHEHUH CO
3JI0POBBIMU JETHMHU.

2. UccnenoBarh OmoOXMMHUYECKHE TIOKa3arenu oOMeHa docdaToB B
CBIBOPOTKE KPOBU M MOYE Yy JeTeil ¢ runodochaTeMuuecKuM paxuToM, CHHIPOMOM
daHKOHHU, CTEPOUHBIM OCTEONOPO30M U XPOHUUYECKOM 00JIE3HBIO MOYeK 3-5 cTaauu
Y U3YYUTh UX CBsI3b ¢ ypoBHEM 1FGF-23.

3. Onucate KIMHHYECKOE TeYeHUE TUnoocpaTeMUUecKOro paxumra Ha
(¢ oHE MPOBOAMMOTO JIEUEHHUSI, B TOM YHCJIE ONIEPATUBHOIO.

4. OueHuTp HUccIEIOBaHUE YpPOBHA MHTAKTHOro  (hakTopa pocrta
¢ubpodaacToB 23 y AeTel ¢ pa3IMUHBIMU CTAIUSAMU XPOHUYECKOM OOJIE3HU MOYEK B
KaueCTBE paHHEr0 MapKepa MUHEPAIbHOU KOCTHOM OOJIE3HHU.

5. BoeipaboTath pekoMEHJaluMu MO0 ONTHMHU3alMU KOHCEPBATHBHOM
Tepanuu U XUPYPruuecKoil TAKTUKH y AeTel pu runodochareMuueckoM paxure.

Hay4nasi HoBU3Ha

Bnepseie wum3yuen FGF-23 'y gereit ¢ pasnuuneiMu  popmamu
dochopTrepsromux TyOysnonatuil. [lomyuensl ybeauTenbHble JOKa3aTENbCTBA POJIU
FGF-23 kak ocHOBHOro ¢ocdarypuyeckoro ¢akropa y JeTed 1mpu
runogochaTeMrUuecKoM paxuTe. BpIsBIeHa AOCTOBEpHAas CBSI3b MEXAY YPOBHEM
FGF-23 kpoBu u crenenbto ¢pocdatypuu y neret ¢ ['OP.

Bnepsbeie nponemoHcTpupoBaH BbICOKMUA ypoBeHb FGF-23 mpu cunHmpome
@®ankonu. I[lokazano, uro FGF-23 wmoxeT mnpuHUMaTh BTOPUYHOE Y4YacTHE B
NaTOreHe3€ MUHEPAJIbHBIX U KOCTHBIX HAPYIIEHUN Mpu cuHApoMe DaHKOHHU.

BnepBeie wu3ydensl B3auMocBsizn FGF-23 ¢ OCHOBHBIMM MOKa3aTessiMU
MUHEpaJbHOTO  OoOMEHa y  JeTel  CO  CTEpPOMIHBIM  OCTEOMOPO30M.

[IpogeMOHCTpUPOBAHO, YTO ISl JACTEH C OCTEOMOPO30M XapPaKTEPHO IOBBIIICHHUE



ypoBHst FGF-23, BeposiTHee Bcero, Kak OTBET Ha TEpaIni0 MeTabOJIMTaMi BUTAMHUHA
D.

YcTaHOBIEHO, YTO I JIETeH CO CHI)KEHHOW (DUIbTpAallMOHHOW (PYHKIIMEH
MOYCK XapaKTEPHO MOBBINICHWE YPOBHS MHTAKTHOTO (hakTopa pocta (pruOpoOIacTos.
Kpome Toro, mpoaemonctpupoBanHo mnoBbimieHue FGF-23 mo mepe nanpHeumiero
cHkeHus: pyHkiuu nodek. Ypoenb FGF-23 nocturaer MakcumanbHBIX 3HAUYCHUN
IIPU XPOHUYECKOU 00JIE3HU MIOYEK 5 CTaAMH.

IIpakTHYyeckasi 3HAYUMOCTD

Pe3ynbTaThl paboThl MO3BOJISIIOT PEKOMEHI0BaTh n3mMepenue ypoBHs 1IFGF-23
B KPOBH Yy JIeTE€H ¢ HApYLICHUSIMU TIOUYEUHOTO TpaHcmopTa Gocdopa, kKak B mpoliiecce
JTMArHOCTUKH, TaK U Ha (JOHE Tepamuu, TAaKKe PEKOMEHJOBAHO HM3MEPEHHE YPOBHS
1IFGF-23 y nerteil co cHmxeHueM (QyHKIHMH MTOYEK N0 KITyOOUKOBOW (PUIIbTpALIUU.

Hetsm ¢ XBII ¢ Beicokum ypoBHem 1FGF-23 crmenyer yaeauts ocoboe
BHUMaHHE U MPOBOJUTH KOMIUICKCHYIO OIIEHKY MUHEpaabHOro oomeHa. [loBbieHue
ypoBHs 1FGF-23 B KkpoBHM cleayeT cyuTaTh PaHHUM MapKEepOM MHUHEPATBbHON
koctHO# Oone3nu npu XBII. V nereit ¢ Beicokum ypoBHeM 1FGF-23 kpoBu crnenyer
PaHO HAYMHAThH TEPANUIO alb()aKATBIUA0IOM WK KAIBLIUTPUOJIOM U PEKOMEHAOBATh
orpaHUYeHHe MOTpedieHuss Qocdopa ¢ TUIIEH HaKe TPU OTCYTCTBUM APYTHX
MapKepoB MUHEPAIbHO-KOCTHOM Oose3nu nipu XbII.

Hetsam ¢ X-cuerieHHbIM TU0hoCc(haTeMUYECKUM PAXUTOM PEKOMEHIYETCS
paHHee Hayajao 3aMecTUTeNbHON Tepanuu Gocdaramu B q03e 40-80 mr/kr/cyTku (1o
anemMeHTapHoMy pocdopy) u anbdakaablUI0I0M WK KaTbIUTpHoIoM B n03e 10-80
HI/Kr. PaHHee Hayallo KOHCEpPBATMBHOM Tepamuu MOXKET TOMOYb H30ekaTh
OTIEPATUBHOTO JICYCHHSI KOCTHBIX JAe(OopMaIinii HI>KHUX KOHEYHOCTEN MU OTCPOUYUTH
XUPYPrUYECKYH0 KOPPEKIIHIO.

BHeapenue pe3yjbTaTOB HCCIeI0BAaHUA B NPAKTUKY. OCHOBHbBIC HAyUYHBIE
MOJIOKEHHSI M PEKOMEHIAlIMM HACTOSIIIETO MCCIEOBAHUS UCIOJIb3YIOTCS B HAYYHOM

U KIMHUYECKOW  paboTe  HEPPOJOTHMUYECKOTO  OTIACICHUS UM OTHACJICHHS



BOCCTAHOBUTEJIHHOTO JICUCHHUS JETeH ¢ HEe(PO-ypOJOTHUSCKHUMH 3a00JIEBAHUSIMH,
oxxupeHreM u Meradonmueckumu oomnesusimu OI'AY «HI3/]» Munzapasa Poccun.

Anpofanusi MAaTePHaJIOB JUCCEPTAIUA

OCHOBHBIE TOJIOKEHHSI JHCCEPTAlMU JOJOXKEHbI MW 00cyxaeHbl Ha XIX
Konrpecce mnemumatpoB Poccum ¢ MeXIyHapOIHBIM Y4YacTHEM «AKTyaJIbHbBIC
npobisiemsl B neauatpun» (Mocksa, dheBpasib 2016 r.).

[To Teme auccepranmuu OMyOJWKOBAHO 3 TeYaTHBIE PaOOTHI, B TOM YHCIE 2
CTaThbU B JKypHayiax, pekoMmeHnoBaHHbIX BAK P® mns myOnuxanuii pe3yabTaToB
JIMCCEPTALIMOHHBIX UCCIIEOBAHUMN.

O0beM u CTpPYKTYypa AUCCEPTALUHA

Huccepranust u3nokeHa Ha 115 crpanunax, Bkirodas 12 Ttabmuy um 17
pucyHkoB. COCTOUT U3 BBEAEHUS, 0030pa JIUTEPATYPhI, ONUCAHUS 00bEMa U METO/IOB
UCCJIEIOBaHUsI, 2 TJIaB COOCTBEHHBIX HCCJIEIOBAHHUM, OOCYXICHUSI DPE3yJIbTaTOB
WCCIICIOBAHUSI, BBIBOJIOB, NPAKTUUECKUX pekomeHaanui. CHIHUCOK JUTEpaTyphl
BKIIIOYaeT 143 ucrouyHuka, u3 HUX 9 oTeuecTBeHHbIX U 134 3apyOeKHbIX.

COILEPKAHUE PABOTBI
O0beM 1 MeTOABI UCCJICIOBAHMS

PaboTa BhImoaHEHA B HEDPOIOTHUECKOM OTACICHUH (PYKOBOJAUTENh — J.M.H.,
npodeccop Lprua A.H.), mabGopartopum 5>KCHIEPUMEHTATBHOW HWMMYHOJOTUU U
BUPYCOJIOTUHU (PYKOBOJUTEIb — J.M.H., ipodeccop Masiuckuii H.A.), Ha 6aze ®I'AY
«HII31» Mun3apaBa Poccum (mupexkrop — akamemuk PAH, mpodeccop
bapanoB A.A.).

B uccnenosanue ObuI0 BKIOUEHO 87 jAeTei B Bo3pacTe OT 7 mecsieB 10 17
et 10 mecsueB. Cpenu nereil, BKIIOYEHHBIX B HccClieoBaHue, 56 neBouek u 31
Maiabuuk. CdopmupoBaHo 4 rpymnmbl: JeTd ¢ TrunoochareMU4ecKuM paxuToM
(n=15), netu ¢ cuaapomom PankoHu (n=9), neTH ¢ HEHPOTHUESCKUM CHHIPOMOM C

BTOPUYHBIM OCTEOTIOPO30M Ha (QoHe cTrepougHor Tepanuu (n=10) u npetu c



XPOHUYECKOM OoJie3Hbl0 moyek 3-5 craauum (n=35). PacnpeneneHue mo mnoiay u
BO3PACTy MPEJCTaBICHO B Tabnmie 1.

Y geteir, crpamaromux HEPPOMATHSIMH, HCCISAOBAHb OWOXUMHUYECKUE
nokazarenu (ochopHoro odOMena: ypoeHb (ochopa, Kambius, MmapaTrTOPMOHA H
KpEaTHHHHA CHIBOPOTKU KPOBH. Y OONBHBIX He(pomaTusMu ¢ COXpaHHOU (PyHKIHeH
nouek u ¢ XbII 3 cragum uccienoBan ypoBeHb pochopa U KpeaTHHUHA B Pa30BOU
MOPIIMHA MOYHU M paccunTaHa GppakimorHas skckpenus pochopa (PI). ¥V Bcex mereit
U3MEpPEH YpOBEHb KpPEaTHMHHHA CBIBOPOTKH W PACCUYMTaHA CKOPOCTHh KITyOOYKOBOM
dbunsrpanuu no Gopmyne Bapua (Schwartz G.J., 2009).

Taoauna 1. Pacupenesienue aereil B rpynmnax mo moJiy ¥ Bo3pacry

POP | o | 3.5cr, | OcTeonopes| B
n 15 9 35 10 18

ITon JleBouku 15 5 15 8 12
Manpunku 0 4 20 2 6

Bospact | Munumym 3,83 1,33 0,58 8,58 3,25

(FORED) N agcumym  [17,58  [11,92  [17,92  |17,08 17,75
Cpennee 10,21 5,08 9,31 11,79 10,73
o 3,52 3,63 5,24 2,99 4,26

VYpoBenb wuHTakTHOro FGF-23 Obu1 OJHOBpEMEHHO H3MEpPEH BO BCeX
HAKOIUICHHBIX CHIBOPOTKAaX KpPOBH HMMYHO(MEPMEHTHBIM MeToaoM. Jlinsa Tecta
ucnosibzoBan kommepueckuit Hadbop “ELISA Kit for Fibroblast Growth Factor 23”
(«USCNy, CIIA).

I'pynna cpaBHeHus coctaBuiia 18 370pOBBIX JE€TEl, B JAHHON IPpyIIe U3MEPEH
TOJIBKO ypoBeHb (akTopa pocta ¢ubpobdractoB 23. Ha ocHOBaHWU pe3ysbTaTOB
paccuuTanbl peepeHCHbIE 3HAUCHMUS.

B rpynmy nereit ¢ runmodocdaTeMUYECKUM PaxXUTOM BOILIO 15 JeBodek,
cpennuii Bo3pact 10,21£3,52 ner. Ha MOMEHT MCClenoBaHusI BCE ACTU MOIyYald

tepanuo pocharamu mmHTENBHOCTHIO OT 1 10 114 mecsaneB (Me 29,0 mec, 6,0; 48,0)



B 03¢ oT 16,21 mo 103,33 mr/kr (M 51,89+24,04 mr/kr). Tak e Bce neTH MOTydaTn
Tepanuio ambdakanspuaoaoMm B go3e ot 11,6 go 119 ur/kr/cytkn (M= 49,76+33,32
HI/KT).

Knuanyeckn oTMeuanoch OTCTaBaHHME B POCTE, BAPYCHBIC WM BaJblyCHBIC
nedopmali HIKHUX KOHeyHocTed. bonbmias wacte marmuentok — 11 (73,3%) B
aHaMHE3€ MMEJU OlepaTUBHBIE BMEMIATENHCTBA MO MOBOAY KOCTHBIX Je(POpMalUi.
[lepBble omepaTHBHBIE BMENIATENbCTBA ObUIM MPOM3BEICHBI B BO3pacTe OT 3 a0 12
ger (M 6,83+£2,63 roma). Y 10 u3z 11 omepupoBaHHBIX AEBOYEK OTMEUYAIHCH
peuuauBel aedopmanuid. Y 2 geredl HaOMoAanach BBIPAKEHHAS MMOJOXKHUTEIbHAS
JWHAMHUKAa C JIMKBUJIAIMEH T[IOKa3aHWl K OIEpaTUBHOMY JICUCHUI0O Ha (oHe
3aMecTUTeNbHON Teparmuu (ocharamu U MerabonutamMu BuTtamuHa D, Havatol y
OJIHOM W3 AeBOoYeK B Bo3pacte | roma 11 mecsues, y BTopoi — ¢ Bo3pacta 2 rojaa 4
Mecsa.

B wuccnenoanue BkmroueHo 9 perern ¢ cuHapomMoM PankoHu. CpenHui
Bo3pacT coctaBuil 9,314+3,63 ner. Cemepo W3 HUX HAOIIONAIUCh C JAUArHO30M
He(ponaTUUEeCKu UCTUHO3, OJIUH peOeHOK ¢ cuHApoMoM Jloy u onuH peGeHOK ¢
JMCTAIIbHBIM PEHAJIbHBIM TYOYJIIPHBIM aliuao30M. Bce neTu Ha MOMEHT BKIIFOUEHUS
B MCCJIEOBaHHUE MOTy4Yalu Tepanuio ¢ocdaTtaMu MpoI0BKUTEILHOCTRIO OT 1 10 60
MmecsiteB (Me 16,0, 6,0: 29,0) B mo3e ot 13,40 10 95,23 mr/kr (M 50,08+28,50 mr/kr).

B uccnegoBanue BiItOUEeHO 35 geTed ¢ XPOHMYECKOM 00JIE3HBIO TMOYEK 3-5
CTajuu, cpeaHuit Bo3pact 9,31+ 5,24 ner, uz Hux 18 aereit ¢ JoaMaIM3HON CTaauen
xpoHuueckor 0osnesnu nodek (10 mereit B 3 cranuu XbBIl u 8 — B 4 craguu) u 16
JeTed, TMOJIyHaroUIMX 3aMECTUTENIbHYI0 TIOYEYHYI0 Tepanuio Ha 0a3e UeHTpa
IrpaBUTAlMOHHOW Xxupyprun KpoBu u remoamanu3za JI'Kb c¢B. Bumagumupa
(pyxoBoautenb K.M.H. 3BepeB [[.B.).

B rpynmy neteit ¢ HEPPOTUYECKUM CHHIPOMOM C BTOPUYHBIM CTEPOUTHBIM
ocTeornopo3oM BkjaoueHo 10 geredt, cpeanuit Bospact 11,79+2.99 ner. B

HCCIIEJIOBAHUE BOIILIM JIETHU, CTpajarolmre HehpPOTUYECKUM CHUHAPOMOM B CTaJUU
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peMuccUd ¢ TIPU3HAKaMU CTEPOUJAHON TOKCHYHOCTH U COXpaHHOW (DyHKIMEH MmOoYeK
no kinyooukoBoi punbrparun (CK® mo dhopmyne IBapua >90 mu/mun). Bee netn
MOJy4Yajdu JJIATEIBHYIO BBICOKOJAO3HYIO CTEPOMAHYIO TEPANUI0, MHUHUMAaJbHas
JUTUTEIIBHOCTh CTEPOUTHOM Tepamuu B 103€¢ 2 MT/KT Macchl Tena (wim 60 Mr/CyTKH)
coctaBuwiia 6 Henenb. Ha MOMEHT HCClenOBaHUsS BCE JETU IMOIYYald TEpaIvio
NpEeIHU30JI0HOM B j03¢ ot 10 Mr uepe3 aeHb g0 30 Mr dyepe3 J€Hb WU
METWINPEAHU30JIOHOM B 3KBUBAJICHTHOM [103€. Y BCEX BKJIIOUYCHHBIX JETEH
OTMEUAJUCh B aHAMHE3€ MepesioMbl Ted Mo3BOHKOB (0T 1 mo 5). OcreomneHus: mno
JTAaHHBIM PEHTIEHOBCKOW OCTEOJECHCUTOMETPUM OTMeUasiach y 7 aereid. Ha momeHT
BKJIIOUEHUSI B MCCJICIOBAaHUE BCE JETH MOJyYald TEpanuio anb(hakaablUI0JIOM B
no3e ot 3,85 1o 27,37 ur/kr/cytku (M 11,324+8,35 Hr/kr/cyTkn).

Cratuctuyeckass o00pa0OTKa [aHHBIX MPOBOJWIACH Ha TEPCOHAIBHOM
kommnbiorepe B mporpamme IBM SPSS 20 gns Windows ¢ ucmoib30BaHHEM
napaMeTpUYeCcKuX M HemapaMeTpuueckux MeToAoB. KoaudyecTBeHHBbIC [1aHHBIC B
IpyInax MpeJBAPUTESIBHO TMPOBEPSIIMCh Ha HOPMAIBHOCTh PACHPEACIICHUS C
nomompto W Tecra Ianupo-Yunka. Ilpu oneHke pasnuuui CpeaHux Jis
KOJIMYECTBEHHBIX TMPU3HAKOB C HOPMAIbHBIM pacIpeeiieHUEeM HCIOJIb30BAJICS
kputepuii CThIOZICHTA; AJI1 MPU3HAKOB, paclpeeeHue KOTOPhIX ObUIO OTJIMYHO OT
HOPMAJILHOTO - HemapaMmeTrpudeckue kpurtepuu: menuansbiii (k), Kommoroponsa-
CmupHoBa W MaHHAa-YuTHHU. [{719 BBISBICHUS 3aBUCUMOCTH MEXAY IapHBIMU
MOKA3aTes MU  NPUMEHSJICA  KOPPENSALMOHHBIM  aHAIU3 €  HCMOJb30BAHUEM
HemapaMmeTpuueckoro koddduuuenta xoppemsiuun Crnupmena (r). Cuna cBs3u
onieHuBanach npu r <0,25 kak cnabas, npu 0,25<r<0,75 kak ymepennas u npu r>0,75
Kak cuibHas. CTaTUCTHMYECKH 3HAYMMBIMU  CUYUTAJIUCh  Pa3iduusg  MEXIy
NoKa3aTesIMU Mpu ypoBHE BeposiTHOCTH omnOku p <0,05. IIpu 3navenuu p <0,01 —

3HAUMMOCTh pazinuuii cumtanach BbiCOKOW. Ilpm 3nHavenunm p<0,001 — paBHOU

99,9%.
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Pe3yabTarsl Hcc/Ie10BaHUS U UX 00CYKAEHHNE

B rpynne cpaBHenust usmeper ypoenb iIFGF-23. V 6 u3 18 nereit momyuyeHsl
3HaueHus 1FGF-23 Huxe rpaHulibl onpeaesieHus, CpeaHuil ypoBeHb cocTaBmil 22,92
+ 20,11 nr/mn. PaccuntanHas Ha OCHOBAaHMM HAIIMX JAHHBIX BEPXHAS TpaHHIIA
HOPMAaJIbHBIX 3HaueHui (95 mponeHTmb) coctaBmwia 54,3 nr/mi. [lonydeHHble HaMu
JTAHHBIE COOTBETCTBYIOT pe3yibTaTaM 3apyOeKHbIX padoT, MPOBEACHHBIX Y B3POCIIbIX
(Igaki J.M., 2011).

IHoka3zaTesn MUHEPAJIbLHOr0 00MEHA y JeTell ¢ XPOHN4eCKOH 00JIe3HbI0
no4ek 3-5 cragumn

Y npereir B rpynne XbII 3-5 cragum 1O JAaHHBIM < MCCIIEIOBAHUS
OOLIENPUHSATHIX MMOKA3aTeNe MUHEPAIBHOIO OOMEHa BhIsIBIEHa runepdocdaremus B
41,2%, runokaneuuemus B 17,1%, runepmapatupeo3 B 85,7% cmyuaeB. [lanHbie
IIpEICTaBIICHbI B TaOIULE 2.

Tabuauuna 2. Ilokasarean muHepajibHoro oomMena npu XbII 3-5 cragun

docdop CHIBOPOTKHU | n 34
(MMOITB/1T) MuH-Makc 0,83-4,34
M= 6 1,90+0,69
Ca n 35
(MMOJIIB/IT) Mun-Makc 1,99-2.9
\Y E=Xo; 2,30+0,21
{d n 34
E[/n MuH-Makc 38-712
M=+ o 241+149
I[ITr n 35
T/ MIT Mun-makc 4,19-2500
Me (25; 75) 206,7 (116,0; 422,0)
DD PO4 (%) n 10
Mun-Makc 11,1-68,6
Me (25; 75) 15,9 (11,4; 24,6)

Bricokuii ypoBeHb oO1Iel 1mienoyHor Gocdarazbl OTHOCUTENBHO BO3PACTHBIX
HOpMaTuBOB OoT™MeueH B 11,8% ciydaeB, Huskuii — B 14,3% cnydaeB. @pakunoHHas
skckpenusi pocopa msmepena y 10 u3 35 OGonpHbix B 3 u 4 cramusax XBII.

3aduKkcHpoBaHbl KaK BBICOKME, TaK M HU3KUE 3HAUYC€HUs] (PAKIMOHHON SKCKPELHH
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docdopa B mpeaenax ot 11,1% mo 68,6%. Docharypus 3adukxcupoana y 60%

JIETEMN.
Yposenb 1IFGF-23 y 6onbabIX ¢ XBII 3-5 cragun cocraBua 613,71 £ 1016,60
nr/mi, ot 20,15 nr/min, go 1153,96 nr/mn. I'pynma XBIT 3-5 craguu moctoBepHO

otnuyanach 1o ypoBHio iFGF-23 ot rpynmnsl cpaBuenus (p<0,01) (pucynok 1).

120000
p<0,01*
1000,00

800,005

600,00

iFGF-23 (nr/mn)

400,00

200,00

00

I |
ABIM 3-5 cTapgum [pynna cpaBHeHuA

Pucynox 1. Yposens iIFGF-23 y neteit co cumxennoit CK® u B rpyrmne cpaBHeHUS

Y npereit ¢ XpoHUUYECKOW 0o0Jie3HBbIO TMMOYeK 3-5 CTaauu  BBHISBJICHA
oTpulaTeIbHAsT KOppesius yMmepenHoit cuisl (r=-0,678, p<0,01) mexny pacyeTHOM
CK® no dpopmyne [IBapua u ypoBuem iFGF-23 kpoBu (pucyHox 2).

Makcumanbhbie 3HaueHusa 1FGF-23 ¢ukcupoBamuce npu 5 craguu XbBII y
JEeTed, NOJIyYaroUIMX 3aMECTUTEIbHYI0 [IOYEYHYI0 Tepanuio. MuHUMAabHbIE
3Hauenusa 1FGF-23 kpoBu 3adukcupoBansl y 2 aereit B 3 craguu XbII, nmeronux
pacuetnyto CK® no popmyse [lIBapra 56 u 53 mi/MUH 1 HE UMEIOIITUX OTKJIOHEHUN
UCCJIEIOBaHHbBIX MMOKa3aTeseil MUHEPaIbHOTO OOMEHa OT BO3PACTHBIX HOPMATHBOB.

Taxoxe ObUTH BBIABIECHBI paznuuus B ypoBHe 1IFGF-23 Mexay nerbMu ¢ pazHoit

cragueit XbBII, (Tabnwmma 3).
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Pucynox 2. lnarpamma paccesaust iFGF-23 u CK® no gopmyne LlIBapia npu
XBII 3-5 cragum.

Taoauua 3. YpoBenb iFGF-23 (nr/mJ) y 60bHbIX B pa3Hoii ctaguun XbII

XBII3 cr. | XBI14 cr. XBII 5 cr.
Bcee T1J1 '

n 10 8 17 8 9
CpexnHee 163,77 453247 | 646,21 643,82 648,34
CT. OTKIL. 91,33 189,04 269,55 283,11 274,17
Meauana 172,81 426,37 672,00' 672,54 608,50

25-75 95,98- 282,84- 341,20- 387,53- 340,30-
MPOICHTHIIb 224,52 649,60 821,50 768,23 907,80
MuHumMym 20,15 220,66 239,9 239,90 320,86
MakcHMyM 312,64 730,03 1153,96 1153,96 1000,0

* —p<0,05 B cpaBHenuu ¢ XbII 3 craguu

** —p<0,01 B cpaBHenuu ¢ XbII 3 craguu

t —p<0,001 B cpaBHenuu ¢ XbII 3 cragun
[Ipoananu3upoBano Haimuuue y Aeteil Beicokoro ypoHs 1FGF-23, IITI, u

runepdocharemun. B nHamewm uccienoanuu 5 (14,29%) nereit ¢ XbII 3-5 craguu
UMeNTU HOpMalibHbIe 3HaueHus (ochopa kpoBu u ypoBHs [ITT, ogHako y HUX yxke
3adukcupoBaHo nosbiieHue ypoBHs 1IFGF-23 kpoBu. He ObL10 BBISIBIIEHO HU OJHOTO

MalyeHTa ¢ YK€ pPa3BUBIIMMCS TUIEpIapaTUpeo3oM M rurnepdochareMueii u
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HopMaibHbIM ypoBHeM 1FGF-23. IloBeimenue ypoBus FGF-23 6bio mepBbiM
MPU3HAKOM HapYLICHUS] MUHEPAJIBHOTO OOMEHa y 3TUX JETeH, YTO CBUACTEIHCTBYET
o uenecoobpazHoct mnpumenenuss 1FGF-23 B kadecTBe paHHEro Mapkepa
MUHEPATBHBIX HAPYUICHUN MPU XPOHUUYECKOM OoJe3Hu nouek y aeteil. [lomydennsie
HAMU JaHHbIE TMPUOPUTETHBI JUIsI OTEYECTBEHHOM JETCKOM Hedposorun wu
COTJIaCYIOTCSl C PE3YJIbTaTaMH UCCIEA0BaHUM, MPOBEACHHBIX Y B3POCIbBIX MalIUEHTOB
(Munoganos 0. C., 2011, Oliveira R.B., 2010, Weber T.J., 2003).
IHoka3zaTresn MUHEPAJIbHOTO 00MEHA NPH He(PPONMATUSX C COXPAHHOM
(pyHKIMEH 0YeK y AeTel

Pesynbratel uccienoBaHus OOIICTIPUHATHIX OMOXMMHUYECKUX TOKa3aTenen
MUHEpaJIbHOTO OOMeHa y jaerel ¢ runodochaTeMUyeCKUM PaxUTOM, CHUHIIPOMOM
daHKOHU, a TakXke HEPPOTUUECKHM CHHAPOMOM C BTOPHYHBIM CTEPOUTHBIM
OCTEONOPO30M IpeICTaBICHbI B TaOIHIIE 4.

I'mnodocharemus BwisiBieHa y 13 (86,7%) Oonbubix ¢ ['OP, 4 (44,4%)
O0onpHBIX ¢ cuHApoMoM @DaHkoHM Ha (oHe Tepanuu mnpenaparamu ¢docdopa,
runepdocdaremus: He 3aPUKCUPOBAHA HU Yy OJHOTO U3 00CIEIOBaHHBIX OOJBHBIX. Y
BCEX JIETeH ¢ ocTeornopo3oM (ochop KpoBH Haxoawics B mpezenax pedepeHCHBIX
3HaueHu. KoppensuuoHHbslii aHanmu3 ypoBHS dochopa KpoBU C 1030
notpebissemoro ¢ochopa (BRIPAXKEHHOTO B MI/KI MacChl Tela) HE BBISBUII
noctoBepHOi cBs3u (p>0,05) nu y nereit ¢ 'OP, uu ¢ cunapomom dankoHwU.

VYposens [ITT mHaxoauics B mpenenax pedepeHcHbIX 3Haduenuit (10-65 nr/mu)
B rpynne ['OP y 8 (53,3%) nereit, npu cunapome @ankonu y 2 (22,2%) nereid, npu
cTepouiHOM ocTeorniopose y 4 (40%) nereii. I'unepnaparupeos BoisiBieH B 7 (46,7%)
ciydasx ipu ['OP, 4 (44,4%) cayuasx nipu cunapome Pankonu u B 1 (10%) cioyuae
IIPU CTEPOUTHOM OCTEOTIOPO3E.

OpakimonHas 3Kckpenus Gocdopa, npessimatomas 1 5%, 3adukcupoBana y 15

nereit (100 %) B rpynmne '®P, y 9 nereit (100%) ¢ cunapomom @ankoHU 1y 1
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pebeHKa CO CTEpOMIHBIM OCTEONOpo3oM. Y 9 gmeTelt C 0CcTeomopo3om

3adukcupoBana HopMaibHass PO ¢ocdopa.

Tabauna 4. buoxummnyeckue MapKkepbl MUHEPAJIbHOT0 00MeHA B Ipynnax
CrepounHbl
Cungpom 7|

['OP DaHKOHU XbII OCTEONOPO3
docdop n 15 9 34 10
CBIBOPOTKH | MHH-MaKc 0,69-1,08 0,82-1,33 0,83-4,34 1,06-1,7
(MMoB/1) | M 0,92 0,82 1,907 1,41
o 0,12 0,2 0,69 0,20
Ca n 15 9 35 10
(MmMonB/1) | MuH-MaKc 1,74-2.45 1,98-2,68 1,99-2,9 1,95-2,53
M 2,31 2,35 2,30 2,35
o 0,18 0,19 0,21 0,18
LD n 15 9 34 10
El/n MuH-Makc 80-575 239-727 38-712 31-197
M 3817 434" 2417 92
o 129 165 149 54
[ITT n 15 7 35 10
/M Mun-makc | 402-1492 | 52-3644|  4,192500|  6,3-78.,7
Me 64,0 133,3 206,7 18,2"
25-75 54,7-110,8 | 31,1-241,6 | 116,0-422,0 10,1-51,0

IPOICHTHIIb
dD PO4 n 15 9 10 10
(%) MuH-Makc 17,5-62,4 | 29,8-90,4 11,1-68,6 2,7-16,0
Me 26,1 453" 15,9 5,6
25-75 20,4-30,2 39,5-58.4 11,4-24,6 4,4-9,04

IPOLICHTHIIb

Ca — oOuruit KanpIuii CRIBOPOTKU, DD — dpakiinoOHHAS IKCKPEIIHSI
* - p<0,05 B cpaBHeHUU ¢ ['OP
** - p<0,05 B cpaBHEHUU ¢ cuHAPOMOM DaHKOHU
*#% - p<0,05 B cpaBuenun ¢ XbII
FdA* - p<0,05 B cpaBHEHUHU C OCTEOTIOPO30M
t-p<0,01 B cpaBHEHHUHU C OCTEONIOPO3OM
# - p<0,01 B cpaBHenuu ¢ XbII

Y Bcex gereit wucciaenoBan ypoBeHb 1FGF-23 B kpoBu, pe3ynbTarhbl

npeacraBieHbl B Tabmuue 5. Pacnpenenenue mnpusHaka HE OTIMYAIOCh OT

HOPMAJIBHOTO BO BCCX HMCCICAOBAHHBIX TPYIIAX, BKIIOYasaA TPYIILY CPpaBHCHUSI.
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OnHodakTOpHBIN AUCTICPCUOHHBIN aHAIA3 TIOKA3aJl JOCTOBEPHBIC PA3INYMs B YPOBHE
1IFGF-23 mexny rpynmamu (p <0,01). Jlanee nmpoBeieHO momapHOe CpaBHEHHE
OCHOBHBIX T'PYIII C TPYIION cpaBHEHUS (PUCYHOK 3)

Tabamua 5. Yposenb iIFGF-23 y 00/1bHBIX ¢ pa3iMuYHON NATOJIOTHEH 1
TPyNibl CpaBHeHus (Ir/mun)

['oP CHrpom Ocreonopo3s XbII I'pynma

PaHKOHU CpaBHEHHUS
M 73,11%* 141,56** 106,65**| 613,71** 22,92
c 26,76 101,85 39,63 1016,60 20,11
MuHumMyMm 40,08 34,27 61,64 20,15 591
Makcumym 125,71 302,64 147,74 6230,77 54,37
Me 64,50 90,16 117,61 345,00 8,70
25 NpOLIEHTUIIb 52,37; 54,42 65,60 220,66 6,76
75 NpOLIEHTUIIb 96,00 219,45 144,34 690,57 45,19

**ornmume ot rpynnsl cpaBHeHust npu p<0,01

400,001

300,007
=
=
[
L=

m 200007
o
('8
0
L

100,00

00+

| I | I
P CuHapom OcTeonopoa Mpynna
D AHKOHW CpaBHeHWA

Pucynox 3. Yposens iIFGF-23 y netelt ¢ HopManbHOUM (yHKITHEH TTOUEK
JIONIOTHUTENIBHO MPOBOJMIICS HEMApaMETPUUYECKUN JUCIIEPCUOHHBIN aHAIU3
Kpackena-Yommca, KOTOpBIU Tak K€ MOKA3aJl 3HAUUMOE PA3JIMUUE MEXKAY IPYIIIAMU

(p<0,001). ITomapuoe cpaBuenue ypoBHs iFGF-23 B rpynme cpaBHEHUs ¢ KaKI0¥ U3
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OCHOBHBIX Ipynn ¢ nomouipto U kputepuss MaHHa-YUTHM NOKa3ajlo 3HAYMMBIE
oriimuust ot ['®OP (p<0,001), cungpoma Dankonu (p=0,001), crTepouaHOrO
octeonopo3a (p<0,001) u XBII 3-5 craguu (p<0,001). Taxke monapHoe cCpaBHEHUE
BbIsIBIIIO paznuune B ypoBHe 1IFGF-23 mexny I'OP u XbII 3-5 craguu (p<0,001).
[lonyyennsie 3Hauenus 1FGF-23 npu runodocharemuueckom paxute
CpPaBHUMBI C JJAaHHBIMU Y B3POCIBIX OOJIbHBIX B 3apyOexkHbIX padorax (Endo 1., 2008,
Igaki J.M., 2011). B Hacrosmiem uccienoBaHny, Kak U y HalTuX 3apyO0eKHBIX KOJIJIET
(Endo 1., 2008), BbIsiBNIEHO HECKOIBKO 00IbHBIX ¢ [P, y koTOphix ypoBeHb iIFGF-23
HE MpeBblIaN pePepeHCHbIX 3HaueHWid. Bce 3Tu OOJbHBIE WMMETU YMEPEHHO
NOBBIIIEHHYIO 3KCKpeuuto (ocdaroB, He Oonee 20%. [lanHbII (EeHOMEH SPKO
JEMOHCTPUPYET CBsI3b Mexay ypoBHem 1FGF-23 u ®D y nereit ¢ I'OP. B
NOATBEPKIAEHUE 3TOr0 B Hameld padoTe MPOBEACH KOPPEJSALMOHHBIN aHalu3,
BBISIBUBIIMM JIOCTOBEpPHYIO CBs3b Mexay DO docharoB u ypoBuem i1FGF-23

(r=0,481, p <0,05) (pucyHox 4).

Pucynox 4. luarpamma paccessHust ppakiimoHHON SKCKperuu ¢pocdopa u ypoBHS
1FGF-23 xpoBu npu runogocareMu4ecKoM paxuTe.
B mamem uccnenoBaHuM BBISIBIICHA MOJIOKUATEIbHAS KOPPEISIIMOHHAS CBSI3b

Mexay ypoBHeM 1FGF-23 u nozoit mpunumaemoro anbbakanbimaona (r=0,539, p
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<0,05). MoxHo mnpenmnonaraTb, 4T0 NOTpeOJIECHUE AKTUBHBIX (QopM BuUTamMuHa D
BBIIIE PEKOMEHJOBAaHHBIX J03 MOYET NPHUBOJUTH HE TOJBKO K YBEIUYEHUIO
KOJIMYECTBA TAaKMX MOOOYHBIX SIBJICHUNA KaK HE(PPOKaJIbIMHO3, HO U K CHUXECHUIO
s dextuBHOCTH Tepanuu ['OP 3a cuet yBenuuenus docdaTypun.

Y gereit ¢ cunapomom @ankoHu (n=7) cpeanuit ypoeHb 1FGF-23
JIOCTOBEPHO TMPEBBIIIA TaKoBOM B rpytre cpaBHeHus (M 141,56 £ 101,85 nr/mu,
p<0,05). (otnmuume B ypoBHe 1FGF-23 ot rpynmel cpaBHenus mpu p<0,05). V 2
(22,2%) nereti ¢ HedpomaTHYECKUM IHUCTHHO30M ypoBeHb 1FGF-23 0wl Hmke
rpaHuibl onpeneneHus. Y 1 peOeHka BbIsIBIEH HOpMalbHbI ypoBeHb 1IFGF-23, y 6
(66,7%) — BBICOKHIA.

VY nereit ¢ cunapomoM DaHKOHU HE ObUIO BBISIBJIEHO CTaTUCTHUECKOM CBSI3U
ypoBHs 1FGF-23 ¢ ¢dpakuuonHoi skckpenueil pochopa, U AeTH UMENH BBICOKYIO
sKckpenuio Qochopa maxe npu ypoBHe 1FGF-23 Huxe rpaHuibl ONpeneiacHUs.
Ceszu  ypoBHa 1FGF-23 ¢ oOmenpuHaTo wuccienyeMbIMd OHOXUMHUYECKUMU
MTOKA3aTeIIMU HE HAUJEHO.

Crnenyet otmeTuTh, uto B pabore Endo I. et al mpencraBneHo 8 marueHToB C
cuaapomMom dankonu. Y Bcex 8 manueHTOB MOJydeH HU3Kui ypoBeHb 1IFGF-23 B
KpoBU (MakcuMmaibHOE 3adukcupoBaHHOe 3HadeHue 28 nr/mu). OgHakKo B JaHHOE
HcclieIOBaHWE ObLIM BKIIFOUEHBI OJJHOBPEMEHHO JCTH U B3POCIbIe 00IbHBIC (BO3pACT
00abHBIX OT 1 10 75 71€eT).

ConocraBieHre MOJyYEHHBIX B Hamiell pa0oTe HaHHBIX C pe3ysibTaTaMu
uccnenoBanuit Ferrari S.L. u coaBTopoB (2005) o BiustHuu norpedaenus docdopa c
nuiiei Ha ypoBeHb FGF-23 y 310poBBIX JIOAEH MO3BOJISIET MPEAINOI0KUTh, UTO
BBICOKOE  TMocCTyIuieHHe  Qochopa M3  KUIICUYHHUKA  SIBISIETCS ~ OCHOBHBIM
CTUMYJIMPYIOIIUM (aKTOPOM K NoBbIlIeHUIO ypoBHs 1IFGF-23 B kpoBH.

B Hameit paGoTe BmepBbie B MUPOBOU JIMTEpAType MOJYYEHBI JaHHBIE O

BbICOKOM ypoBHE iIFGF-23 xpoBu mamueHToB ¢ cunipoMoM DaHKOHHU.
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OTcyTcTBHE  KOPpPETSIMOHHON cBa3M Mexay ypoBHemM 1FGF-23 wu
dbpakuoHHOM dKCKpenuert dhochopa y merer ¢ cuHApoMoM DaHKOHU OOBSICHIETCS
TeM, uto npu cuHapome DaHkoHM HaOMIOJAETCS TEPBUYHOE TOPaKEHHUE
MIPOKCUMAIBFHOTO TOYEYHOTO KaHajblla. Takum oOpazom, iFGF-23 mpu curmpome
daHKOHM HE MMEET TOYKM MPWIOKEHUs B KauecTBe (pocaroHMHA MU HE MOMKET
paccMaTpuBaTbca Kak MEpBUYHBIN (akTop pa3ButTust docdarypuu. B To xe Bpems
Hanmuuue BbICOKOTO ypoBHS 1FGF-23 B kpoBM y JnaHHOW Tpynmbl MAlMEHTOB
MO3BOJIAET MPEANOJIOKUTh €r0 BO3MOXKHYK MNPOTHOCTUYECKYH0 3HAYMMOCTh, KaK,
HaIpUMeED, MPU XPOHUUECKON O0JIE3HU TTOYEK.

OtcyTcTBHE KOppemsiuuii Mexay YypoBHeM (ochopa B KpoBH U 1030
npenaparoB docdopa y nereit ¢ [OP u cunagpomom DaHKOHU CBUACTEIBCTBYET O
HELEJIeCO00Pa3HOCTH Ha3HAYeHUs NpernapaTtoB gocdopa BhIlIE PEKOMEHIOBAHHBIX
no3  (40-80  wmr/kr/cytkm) B CBiI3W € HE3(PhEKTUBHOCTBIO.  bbuio
IPOJIEMOHCTPUPOBAHO, YTO TMOBBIIIEHUE J103bI (ocdaToB Oosee 80 MI/KI/CYTKH HE
NPUBOAMIO K yBenudeHuto ¢ochopa A0 BO3PACTHBIX pPEePEPEHCHBIX 3HAUCHUI.
JlanHoe HaOIt0IeHUE CBUAETEILCTBYET O HEOOXOAMMOCTH PallMOHATILHOTO MOJAX0Aa
K Ha3HAUYCHMIO 3aMECTUTENIbHOW Tepanmuu npenaparamu ¢ochopa y Jnererl c
runodochaTreMUIeCKUMU COCTOSTHHUSIMHU.

B nameii pabote npu ucciaenoBanuu rpymmbsl U3 10 geteit ¢ HeppoTUUECKUM
CUHAPOMOM C BTOPUYHBIM CTEPOMIHBIM OCTEONOPO30M B OOJIBIIMHCTBE CIIy4yacB
(80%) momydensl Boicokue 3HaueHUs 1FGF-23. Ilpu Tom, 4TO MBI He HaOIIOHAIH
KaKUX-JIM00  JOCTOBEPHBIX  KOPPENSIIMOHHBIX CBSI3eM € OMOXMMHYECKUMHU
MOKa3aTeIIMH MUHEPAIbHOIO OOMEHa y 3THX OOJIbHBIX, BBICOKAsi KOHIIEHTpalus
1IFGF-23 B kpoBu y OOJBIIMHCTBA MOXET OIOCPEIOBAHHO CBHUCTEIHCTBOBATH O
CHANPSIKEHHOM» KOCTHOM OOMEHE MPpU JAaHHBIX HapylIeHUsX. B enquHCTBEHHOW Ha
CETOIHSIIHUMN JIeHb paboTe, MOCBsAIIeHHON n3yueHuto ypoBHs iFGF-23 B kpoBu npu

BTOPUYHOM CTEPOUIHOM OCTEOIOPO3€, TPYNION SIMOHCKUX aBTOPOB OBLI MOKa3aH
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HU3KUM (HWKe ypoBHS ompeneneHus) ypoBeHb 1FGF-23 mnpu crepounnom
OCTEOTOPO3€ Y OJHOTO U3YYEHHOTO UMU B3pocioro 6osbHoro (Endo 1., 2008).

Hecmotps Ha Bbicokue 3Hauenus 1FGF-23 y nereil ¢ octeomopo3om, HU Y
OJTHOTO M3 OOJILHBIX HE BBISBJICHO TOBBIMICHUS (PPAKITMOHHON 3KCKpenuu Gocdopa n
runodocdaremun. MoKHO TPEAINONIOKUTh, YTO B JIAHHOM CUTYallMM UMEET MECTO
cHmwkenue skcrpeccun Klotho B kileTkax NPOKCMMAIbHOTO KaHalblia, OJIHAKO
JAHHBII BONPOC TpeOyeT JalbHEHIIEr0 U3yYCHHUS.

Ham BmepBeie ynanoch MpojeMOHCTpUpOBaTh BbicOKUU ypoBeHb 1FGF-23 y
JeTell ¢ BTOPUYHBIM OCTEONOPO30M, YTO OTKPBIBAET BO3ZMOXKHOCTh 00Jiee IIyOOKOro
U3Y4YeHUs! MaTOPU3HOJOTUYECKUX 3AKOHOMEPHOCTEM NpHU JAHHOM NAaTOJIOTHMH Y
JETEN.

CymMmupyst pe3yibTaTbl Halled paboThl, MOXXHO 3aKiat04uTh, uro FGF-23
UMEET IaTOr€HETHYECKOE, IUAarHOCTHYECKOE M IMPOTHOCTUYECKOE 3HAYECHHE IIPH
peAKUX, HO B TO K€ BpeMs HWHBAIMAM3UPYIOIIMX HedponaTusx y HAeTei,
COMPOBOXKIAIOIIMXCSA HAPYIICHUSIMU MUHEPAILHOTO OOMEHA.

BbBIBO/JbI

1. YV pgereil ¢ runodgocaTeMUUeCKUM paxUTOM, CHHAPOMOM DaHKOHHW,
CTEPOHMIHBIM OCTEOIOPO30M M XPOHHUYECKOH OO0JIE3HBIO MOYEK 3-5 CTaJuu BBISBICH
JIOCTOBEpHO 00Jiee BHICOKMN YPOBEHb MHTAKTHOTO ¢akTopa pocta prudbpodiacton 23
B KpPOBM B CpaBHEHHH cO 3A0poBbiMH neTbMH (p<0,01), uyTo o0OyCIOBIEHO
pa3IMYHBIMM  MAaTOPU3UOJIOTMYECKHUMU MEXaHU3MaMH M CBHUJETEIbCTBYET O
HapyLIEHUU KOCTHO-MHHEPATLHOTO METab0Iu3Ma.

2. Jloxazana posb FGF-23 kak ocHoBHOTO (pochaTypuueckoro daxkropa y
neteil npu runodochaTeMHUUEecKOM paxuTe. BbIsBIeHAa TOCTOBEpHasl CBSI3b MEXKIY
ypoBHeM FGF-23 kpoBu u crenenbto ¢pochatypuu y nereit ¢ runopochareMuueckum
PaxHUTOM.

3. Ha ocHOBaHuUM W3y4Ye€HUS KJIMHUYECKOW auHamMuku jgereid ¢ ['OP,

MOJBEPTIINXCS XUPYPTUUECKONH KOPPEKUUU KOCTHBIX Aedopmalinii B Bo3pacTte oT 3
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1o 12 ner, yctaHOBJEHa BBICOKAas 4YacTOTa PEUUIAMBOB IPU OTCYTCTBUHU aJIE€KBATHOM
Tepanuu Gocharamu U BUTAaMUHOM D. DTO CBUIETENBCTBYET O HELETECOOOPA3ZHOCTH
paHHEH XUPYpPruUyecKOoM KOPPEKIMU KOCTHhIX Jedopmarnuit  6e3  jedeHus
npenaparamu Gocdopa.

4. VYcraHOBI€HO, YTO [JJs JI€Te C T[OYEYHOM HEJOCTATOYHOCTHIO
xapakTepHo TmoBbiieHHe ypoBHS 1FGF-23 ¢ makcuMallbHBIMU 3HAUYEHUSIMH TIpU
XpOHUYECKON Ooje3Hn modek S5 craauu. JlaHHBIM (QakT TOATBEpXKIAACT yJaCTHE
FGF-23 B ¢opMupoBaHuM KOCTHO-MHUHEPAJIBHBIX HApPYIICHUW MPU XPOHUYECKOM
OOJIE3HU MOYEK.

5. IloBbimenue ypoBHa 1FGF-23 y nereli mpu XpoHHuyeckod Ooyie3HU
IOYEK OTPaXKaeT TSHKECTh HApYILIEHWH MUHEpaJbHOTO OOMEHa M YKa3blBaeT Ha
HEOOXOJIMMOCTh paHHEro Havaia Tepanuu (ocdar-OuHaepamMu U MeTaOOIUTAMU
BUTaMuHa D.

6. Jeram c runogocpareMUUecKUM paxUTOM OOOCHOBAHO paHHEE
Ha3HAUCHUE IIpernapaToB Heopranudeckoro Qocdara wm anpdakanpuugona HIK

KaJIBLIIUTPHUOJIA.
INPAKTUYECKHUE PEKOMEHJIALIUA

1. PexomenmoBaHo uccienoanue ypoBHsi IFGF-23 B ChIBOpOTKE KpOBH Y
JeTell ¢ HapylleHHeM TMOoYe4YHoro TpaHcmnopta docdhopa g ONTUMHU3AIIH
JTMArHOCTUKH (POPMBI M CTaiuu 3a00J1€BaHUS.

2. B neuenun  X-cuemieHHoro runodocdareMruueckoro - paxmra
HE0OXO0MMO paHHEe HazHAYEHHUE MpenapaToB Heopranudeckoro ¢gocdara B no3e 40-
80 Mr/kr/cyTku U alb(akanabliuaosia Wik KaabluTpuona B go3e 10-80 HI/Kr/cyTkH,
YTO TMO3BOJISIET MNPEAOTBPATUTh WM  OTCPOUYUTH XUPYPrUUECKOE JICUCHHE

nedopManmii HIKHUX KOHCYHOCTEH.
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Cnmcok cokpameHnu

I'JI — remoauanus

['®P — runodocharemMuueckuii paxut

3IIT — 3amecTuTenbHas TOYEUHAS TEpAUs
[1/] — nepUTOHEAbHBINA IUAIN3

IITT" — mapatupeongHbIN TOPMOH

CK® — ckopocTh K1yOOUKOBOW (pUIIbTpaiuu
®D — (pakimoHHAsS SKCKPEIHS

XBIT — xpoHuueckast 00J1€3Hb TOYEK

D — menounas pocdaraza

FGF-23 — ¢akTop pocra ¢pubpobracto 23

1IFGF-23 — unTakTHbBIN QakTop pocta pudpodiacToB 23



