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[MOKA3ATE/IM HEOPTAHNYECKOTIO ®OCDATA, NMAPATUPEOMOHOIO
FOPMOHA KPOBW M MOYEYHOW KAHAJIbLIEBOW

PEABCOPBLIMN GOCDATOB Y AETEV C HAC/TEACTBEHHbBIM
TMMNODOCOATEMUNHECKUM PAXNTOM

Zh.G. Leviashvili, N.D. Savenkova, A.V. Musayeva, D.Yu. Belov

INDICES OF INORGANIC PHOSPHATE, PARATHYREOID HORMONE
OF BLOOD AND RENAL TUBULAR REABSORPTION OF PHOSPHATE IN
CHILDREN WITH HEREDITARY HYPOPHOSPHATEMIC RICKETS

'Kadenpa dakynsteTckoii neamatpumn CaHkT-NeTepbyprckoro rocyaapCTBeHHOro yHuBepcuteTa, Poccus

PEDEPAT

LEJIb NCCJIEJOBAHMS. OueHnTb pocT, nokasateny HeopraHuyeckoro gpocoata, MTl, 25(0H),D, B KpoBM, NoYe4HOM
KaHanbueBon peabcopbummn, CKD y neteli c HacneactTBeHHbIiM ['P. MTALUMEHTHI U METO/bl: O6¢cneposaHo 80 nauneHToB
13 79 cemeli c HacneactTBeHHbIM 'P. Onpenenenbl 38 X-cuenneHHbln n AD I'P, n3 Hux B 4 runodocdatemMmmyeckas KOCTHas
60ne3Hb,42 AR P, n3 Hux B 4 'P ¢ runepkanbunypunein. icnonb3osaHbl pacyeTHble popmynbl POD, KPP, MKPD, U P/
Cr, U Ca/Cr nnpekcol. PESYJIBTATHI. Y 80 nauneHToB ¢ 'P LeHTUNbHbIE BENNYMHBI AJINHBLI Tena (cm) y 33 ManbynkoB u'y
47 pesoyek oT 1 0o 17 net HaxogMNNChb B «HN3KOM» ypoBHE — 30HE Ne2 (10% ueHTunS). BbisiBNieHbl OTCTaBaHWe B pocTe,
B60oJiee BbIpaXEHHOE Y MasIbYNKOB, C ayTOCOMHO-peLeccuBHblM 'P. Heopranunyeckuii pocdat kposu y 80 naumeHToB ¢
P (1,00%£0,09 MmMoOnb/N) [OCTOBEPHO HUXE HOPMbI, BbICOKAst akTUBHOCTb WenoyYHon ¢pocdaTasebl 1149,63+76,07 en/n,
docdatypus 28,91+£2,65 mr/kr/cyT. Nokasatenn KPP (67,46+3,40%), MKP® (0,69+0,09 mmonb/n) cHuxeHbl. PID no-
BblleHa (31,54+5,64%), BbisiBNieHa KOPPENSALMOHHAS 3aBUCUMOCTb MeXAY YypoBHeM pocdaTa kposu n POD. Mokazatenu
U P/Cry petei c 'P cHuxeHbl 1,38 £ 0,28 (n 0,76 + 0,31). U Ca/Cr Bbile HOpMbl y AeTeit ¢ AR ¢ runepkanbunypuein. B
kposu MTI 1 yposeHb 25(0H),D 13 80 nauneHTos ¢ 'P HopmanbHblie y 76 (cooTBeTcTBEeHHO 49,7£4,4, 30,3+8,3 1 44,5 nr/
mn), p>0,05,y peten c I'P ¢ rmnepkanbunypuner cHuxeH (28,5+0,8 nr/mn n 44,5 nr/mn cootTBeTCcTBEHHO). SAKJIIOYEHUE.
PacueTHble popmynbl oueHkn PID, KPD, MKP®D, U P/Cr nipekca, aBnstoTcs MHGOpMaTUBHbIMU NokadaTtenamu gedekra
TpaHcnopTta dochaTtoB B MPOKCUMaNbHbIX KaHasbLax NoYek, Tak Kak y4nTblBalOT UX KOHLEHTPauuio B Nia3me, ypoBeHb
KpeaTuHMHA B KPOBU 1 MOYeE.

Kniouesble cnosa: runopocharemMmnyecknii paxuT, 0eTn, KaHanblesas peabcopbuus docdaTos,

ABSTRACT

THE AIM OF STUDY: To evaluate the growth, indices of inorganic phosphate, parathyreoid hormone, 25(0H),D, in blood,
renal tubular reabsorption, glomerular filtration rate (GFR) in children suffering from hereditary hypophosphatemic rickets
(HR). PATIENTS AND METHODS: Examined are 80 patients from 79 families with hereditary HR. Detected are 38 X-linked
and AD HR cases, of which 4 cases having hypophosphatemic bone disease, 42 AR HR cases, of which 4 cases having HR
with hypercalciuria. Used are the formulas for calculation of indices of FEP, TRP, TmP, U P/Cr, U Ca/Cr. RESULTS: Of the 80
patients with HR, the centile values of body length (cm) in 33 boys and in 47 girls aged 1 to 17 years were in the “low” level
- zone No. 2 (10% of the centile). A considerable growth retardation is detected, more pronounced in boys, with AR HR.
The inorganic phosphate of blood in the 80 patients with HR (1.00+0.09 mmol/I) is reliably less than normal, high activity
of alkaline phosphotase 1149.63+76.07 U/I, phosphaturia 28.91+2.65 mg/kg/day. The indices of tubular reabsorption of
phosphate (TRP) (67.46+3.40 %), maximum tubular reabsorption of phosphate (TmP) (0.69+0.09 mmol/I) are less than
normal. The fractional phosphate excretion (FPE) is higher than normal (31.54+5.64 %), a correlation dependence between
the level of phosphate of blood and the FEP is discovered. The indices of U P/Cr in children with HR were 1.38 + 0.28 (n
0.76 £ 0.31). The index of U Ca/Cr is less than normal in 3 groups, higher than normal in the group of children with AR
with hypercalciuria. Of the 80 patients with HR, the level of PTH and 25(0OH),D in blood was no different from the normal
indices in 76 (49.7%x4.4 pg/ml, 30.3+8.3 and 44.5 pg/ml), p>0.05, in those with HR with hypercalciuria is less than normal
(28.5+£0.8 pg/ml and 44.5 pg/ml). CONCLUSION: The evaluation of indices of FEP, TRP, TmP, U P/Cr using the calculation
formulas is very informative of defect of transport of phosphates in proximal renal tubules, as it takes into account their
concentration in plasma, and the level of creatinine in blood and in urine.

Key words: Hypophosphatemic rickets, children, tubular phosphate reabsorption.
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BBEAEHUE

TI'umodocaremuyeckmii paxut (B OTEIeCTBEHHOU
muTeparype cHHOHIM (ocdar-muadeT) — HacaeICTBeH-
Has TyOyomnarus, B OCHOBE KOTOPO JISKUT HapyIIe-
HUE KJIETOYHO-CIIEN(PUIECKUX TPAHCIIOPTHBIX CUCTEM
(hochaToB B MPOKCHMATBHBIX KaHAIbIIaX Tovek [ 1—5].

HauGonee nmoiano reneTnyeckue 001e3H1, BEI3BaH-
HBIE TTOBPEKICHUEM TI0YeuHO peabcopOumu docda-
TOB, TIpeNICTaBIeHBI B Kitaccudukaru C.A. Wagner
coasrt. (2009) (tabm. 1) [1].

A. Scharma u coast. (2009) nanu mompoOHYIO
XapaKTEPUCTHUKY THITOGochaTreMUIecKIX 1 TArrepdoc-
(haTemuuecKUX HapyIICHUH y TAIIMEeHTOB (Taom. 2) [2].

Hacneocmeennuiii zunoghochamemuueckuii pa-
xum (I'P)

X-cyennennvlil eunogocgamemuveckuti paxum —
TyOyITOTIaTHs ¢ YaCTOTOM BCTPEIAEMOCTH OMH CITydai
Ha 20 000 meteii [1]. I'en PHEX xaptupoBan va Xp22.1
XpoMOcCOMe, KOAUPYET MPOTEUH-PaCIIeTIIAOIINI
9H3UM, MYTAllUU TeHa MPHUBOIAT K MOBPEKICHUIO
(hyHKIIMHA SHIOMENTHAA3El KOCTHOW TkKaHU [5—10].
Myrtamuu B reHe PHEX (kocTHOM TKaHWM) KOCBEHHO
BIIMSTIOT Ha BBIPAOOTKY (hakTopa pocta (hudpodiracToB
FGF23 [11]. l'mmodocdaremust, HI3KOPOCIOCTb C
BapycHOU nedopManuel HIKHUX KOHEYHOCTEH WITH
OCTEOMAJISIIHSA SBIISTFOTCSI OCHOBHBIMH KIIMHUYECKUMU
cumMnToMaMu. MplmiedHas ciabocTh HE XapakTepHa
JUTS TTarieHToB [12].

Aymocomno-0omunanmusiii eunogpochamemuye-
cxuti paxum (AD) TIposIBIIIETCST ¢ paHHETO BO3pacTa.
XapaxTepuszyeTrcsi HOpMaJIbHBIM MW CHUXEHHBIM
YPOBHEM LMpPKynupytomero B kposu 1,25(0OH),D,
(xamprruTpHOna). B pesymprare mytammu reaa FGF23
Hapymaetcss naruoupoanue NaPi-Ila, NaPi-Ilc xo-
tparcnoprepoB FGF23 ropmMoHOM, AEHCTBYIOIITHUM
gepe3 FGF-criemuduaeckre perenTopsl BMECTE C
oenkom ko-gakropom klotho [5, 12-16]. YV mamuen-
TOB TIOCIIE 3aKPBITHS 30H POCTa OTMEUAIOTCs OOJH B
KOCTSIX, MBITIIEYHAs CJIA00CTh U epeioMbl [12, 17].

Tunogocghamemuueckasn kocmuas 6one3nb Xapak-
TEepHU3yeTCsl He BRIpaKeHHBIMHU THUrodocharemueii u
dhocdarypueit, 3amepxkoii pocTa, BapycHou medop-
Maluel HIKHUX KOHETHOCTEH, He TPeOYIOIIMME XH1-
pyprudeckoit Koppeknuu. IToT BapuanT I'P mommaercs
ne4ennto merabonuramu Butamuna D, [1, 5, 6].

Aymocommno-peyeccushniii cunogocghamemuyeckuil
paxum (AR) obycrosnen myTarusmu reaa DMP1, ko-
TUPYIOIIETO CIeH(PUIECKUH KOCTHBINA MTPOTSHH, PETy-
TUPYIOMIAN TPAHCKPUTIITHIO HennhdhepeHITMPOBAHHBIX
octeobmactoB [4, 19, 20, 21]. Xapakrepu3yercs T'-
niepdocdarypueit, runodocharemMreit, HOpMaILHBIM
YPOBHEM ITUPKYIUPYIOMIETO B KPOBU MaparopMoHa
KOHIICHTpaIueH KampuuTpuona [5, 7, 19, 20].
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Hacneocmesennwiii eunogocghamemuuecxutl pa-
Xum ¢ eunepkanvyuypuetl, ayToCOMHO-PEIECCHBHBIH.
Myrannu B reHe SLC34A3, xonupyromiemM HaTpuii-
docdarublii ko-Tpancnoprep 2-ro tuna (Na/Pillc)
B KJIETKaX MPOKCUMAIIbHBIX KaHAJBIEB MOYEK, 00y-
cnaBmmBaroT Gocharypuro [21, 22]. Ommmuaercs ot
npyrux ¢opm HaciencrBeHHoro I'P roBbliieHuEM
KaJBIUTPHOJIA B KPOBH U THITEPKAJIbIINYPHEH, CHUKE-
HUEM LUPKYJIHPYIOLIETO MapaTHPEOnTHOTO TOPMOHA
B KpoBH [23, 24]. ['unepkanbIinypuro 00bICHSIOT BbI-
COKHMM ypoBHeM KasbuuTpuona [13, 25].

Jleuenue cunogocpamemuueckozo paxuma 'y neteut
HaIpaBJIeHO Ha 3aMECTHUTENILHYIO Teparnuio pocdara-
MU ¥ YCHJIEHHE aKTUBHOCTH HOPMAJILHOTO KOCTe00pa-
30BaHMs C TOMOIIBIO BUTaMKUHA D, opTomeanyeckyto
KOPPEKIHEO MHOTOTUTOCKOCTHOM Jie(hOpMaIiiy HIKHHUX
KoHeuHOCTeH [4, 13, 18, 19, 26, 27]. V.S. Jagtap et al.
(2012) mersam ¢ macnmenctBeHHBIM [P ¢ rumepxaib-
UypUe PEeKOMEHIYIOT He Ha3Ha4yaTh KaJbLIUTPHOIL,
YUUTBIBAS TUIIEPKATBIYPHIO, IPEIPACTIONOKEHHOCTh
K He(ppOKAIIBIIMHO3Y, ¥ IPOBOANUTH OCHOBHYIO TEPAITHIO
docdaramu [28].

Llens: oLEHUTH POCT, MMOKa3aTeNn HeOopraHUYe-
ckoro ¢ocara (HOK), mapatupeongaoro ropmMmoHa
(ITTT), 25(0OH), D, (xanbmauon) B KpOBH, MOYEUHOM
KaHaJblleBOUW peabcopbuuu docdaros, ckOpocTh
kiyooukoBoii ¢puisrpanuu (CK®) y nereit ¢ Hacnen-
cTBeHHBIM ['P.

NMAUUEHTbI U METO bl

B uccrnenoanue BruroueHsr 80 neteit u3 79 cemeit
¢ HacneacTBeHHbIM ['P. [TatrtmentoB ¢ I'P paznenensl
Ha TPHU BO3pacTHble rpynmbl: 1-3 met — 22 (27,5%);
4-9 ner—30(37,5%); 10-16 et — 28 (35%). {narno-
cruka ['P y nereit mpoBouiack 1o MeXIyHapOIHbIM
cranmapram: paxut ¢ O-o0pa3Hoii BapycHoi nedop-
MallMeil HUKHUX KOHEYHOCTEW W 3aJIep>KKOW pocTa,
runogocareMus, MOBBIIICHHE 1eI04HOH Gocdarasbr
B KpoBH, (hocarypus, BEICOKAsI TTOYSTHAS SKCKPETIHS
docdaroB, cHHKEeHHE TyOyIsipHOH peabcopOuun
docdaroB, cHIKEHHE MaKCUMaIILHON peabcopOrmn
(docdaroB, pe3UCTEHTHOCTh K TEPAITUHU CTaHIaPTHBIMHU
no3amMu ButamuHa D.

s cucremaruzanuu rpymnm nanueHTos ¢ I'P uc-
MTOJIb30BaHEI MEX TyHapoaHbIe kKiaccudukammm (C. A.
Wagner u coasr., 2009; A. Sharma u coasr., 2009) [1,
2]. C menpio yCTaHOBICHUS TUMa HaciemoBaHus [P
MpOBEJIEH TeHeajoruueckuii ananus. Ilpu reneano-
rMYECKOM aHalin3e ceMei rpadudyeckoe ohopmiieHue
POIOCIIOBHBIX MPOBOAMIIOCH C UCITOJI30BAHUEM CTaH-
JAPTHBIX CUMBOJIOB M YCIIOBHBIX 0003Ha4YeHMH [29].
X-ClIeTJIEHHBIA JOMUHAHTHBIN TAI HacneaoBanus [ P
JIMarHOCTUPOBAIIH Y TIPOOAH 1A C TUITMYHBIM KIIMHHKO-
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Tabnuua 1

FeHeTun4yeckune 60ne3HU, BbiSBaHHbIE MNOBPEXAEeHUeM novyeyHoi peabcopobumm pocdaTtos
(C. A.Wagner, N. Hernando, I. C. Forster, J. Biber and H. Murer, 2009) [1]

leH Xpomoco- | HasgaHne 6onesHu CvMNTOMBI Hacnep- | TkaHeBoe pacnpe-
ma/ OMIM CTBEHHOCTb | AeneHuve 6enka
SLC34A1 5935 f'mnodocdaTtemus, yponutnas, | ADunmAR | Mouykn
NaPi-lla 0CTEonopo3? (NpokcuManbHble
KaHanbLbl), MO3r
SLC34A3 9934 HacnencteeHHbivi runodocdatemu- | fTmnodocdaremus, runepdoc- | AR Moykn (Nnpokcu-
NaPi-llc OMIM YeCKWUM paxuT C rmnepkansumypuen | atypug, runepkanbunypus, MaJibHble KaHasb-
241530 (HHRH) paxuT, HOPMasIbHbIM NN CHUXEH- Libl)
Hereditary hypophosphatemic HbliA 1,25-(0H),D,
rickets with hypercalciuria
PHEX Xp22. X- cuenneHHbl runodocdatemmye- | Tmnepdocdatypus, runodoc- | X-cuenn Bonblen yacTblo
2-p22.1 CKWUIA paxuT daremusi, paxmuT, oOCTeoManauus, B KOCTM
OMIM (XLH) HOpMasbHbI BUT D, BbICOKUI
307800 X-linked FGF23
hypophosphatemia
FGF23 12plI3.3 AyTOCOMHO-AOMVHAHTHBIN rmnogoc- | fmneppocoatypus, AD
OMIM daTemMmyecKunin paxmt rmnogocdaremunsa, paxut/
193100 (ADHR) ocTeoManauus,HopMabHbli
OMIM Autosomal-dominant BUT D, Bbicokuin FGF23
211900 hypophosphatemic
rickets
CeMeliHbIi ONyX0NeBoW KanbLMHO3
(FTC)
Tymop MHAOYLMPOBaHHAs OCTeoMa-
nauusa (TIO)
GALNT3 2Qq24-931 | CemeliHbii onyxoneBor Hedpokanb- | Tmnepdocdaremums, rerepotonu- | AR MopxenynoyHas
OMIM umHo3 (FTC) 4eCKoe OKOCTEHEHME xenesa, anykun
211900
GNAS1 20q9ql13.2|dubposHasa gaucnnasua Fibrous |MmnepdpocdaTtypus noseiweHue | AD [ToBCceMeCcTHO
O M | M|dysplasia (McCune-Albright|FGF-23 ypoBHu, polyostotic ¢u- | Mo3anumam | BCTpeyalowmincs
174800 syndrome) 6po3Haa gucnnasuvs, nurmeTa-
LS TUPEOTOKCUKO3
sFRP4 7pl4-pl3 Tumor-nHayumpoBaHHas octeoma- | f’mnodocdaremus, runeppocda- | CnoHTaH - | Onyxonb, KOCTN
OMIM naumsa Typusi, OCTeOMaNaLms HbIA?
606570
FGF7 15015-g21.1 | Tumor-nHayumpoBaHHasa octeoma- | flunopocdaremus, runeppocda- | CnoHTaH- | Tumor
OMIM naupms (TIO) Typus, ocTeomMansaumsa HbIN?
148180
MEPE 4921.1 Tumor-nHayumpoBaHHasa octeoma- | F’mnopocdaremus, runeppocda- | CnoHTaH - | Tumor, kocTn
OMIM naums (TIO) Typus, ocTeomMansaumsa HbIA?
605912
FGFR1 OMIM Osteoglophonic vnodocdatemus, runepdocda- | AD Moykn, kocTn
166250 avcnnasus Typus, ocTeomansauus, kpaHmo- | AD?
CUHOCTO3
DMP1 421 AyTOCOMHO-peLeccuBHbIN rmnodoc- | fmnodpocdaremms, runepdocda- | AR Moukn, cepaue,
OMIM daTeMmnyecknin paxmt Typus, ocTeomMansaumsa KOCTU
241520 (ARHR)
Autosomal-recessive
hypophosphatemic rickets
AyTOCOMHO-peLeccmBHas
runodocdaremuns (ARHP)
Autosomal-recessive
hypophosphatemia
OMIM 'mnodocdaremunyeckas koctHas |[funodpochartemus, 3agepxka | A-D?
? 146350 6onesHb (HBD) pocTa, BapycHasa nedpopmauus

Hypophosphatemic
Bone disease

HVKHUX KOHEYHOCTEN, HEPaxmnTn-
Yyeckne N3MEeHeHNs1 KOCTEN,
no4ye4yHasa noteps docharos
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Tabnuua 2

leHeTnueckue pedekTbl, nexawime B ocHoBe runodpocharemMmyeckmnx
n runepdpocdareMmyecknux HapyLeHum
(A. Scharma, H. Jupnerr, V. Thakker, 2009) [2]

FGF-23 TRP or 1,25(0H),D PTH- Cakposu |Ca MyTaHTHbIN reH
TmP/GFR napaTu- Mo4mn
peonaHbIn
ropMOoH
Mmnodocdaremmnyeckne HapyLLeHns
XLH - X - cuenneH- [Bblcokuninn/|Huaknin Hnaknin Hopwmanb-|Hopmanb- |Hopmanbe- | PHEX
HbI HOPManbHbIN HOPMasIbHbIN HbIn/ HbI HbI
BbICOKNI
ADHR ayTtocOMHO- |B bicOoKku® i/ |Hnuakui Hu3kunn, Hopmanb- | HopmanbHein | Hopmane |Hopmanb- | FGF23
LOOMVHAHTHbIN HOPMasbHbI HbI HbI HbI
ARHP ayTtOoCOMHO- [B bl CcO KNI /| H13knin Hwnaknin/ HopmanbHbeii | Hopmane |Hopmanbs- | DMP1
peuecCuBHbIN HOPMabHbIN HOPMasbHbIN HbI HbIA
HHRH Hwnakunin/ Hwnaknin Hwnaknin Hwnakunin Hopmanb | Bbicokui NPT2c
HOPMasbHbIM HbI
'vnepdocdaremmnyeckme HapyLLeHnsa
KanbunHos MHTakTHbIN | Boicoknin | HopmanbHbIi Hwnaknin Hopmanb- | Beicokui FGF23 or GALNT3
HU3KUI BbICOKMIA HbI/ (rnnko3untpaHrcde-
C-koHewy, BbICOKNIA pasa)
O4YeHb BbICO-
KNin
KparHe Bbico- | Boicoknin | HopmanbHbI / HU3- | Beicokuia Hopmanb- | Beicokui Klotho
KWW UHTaKT- K1 HbI /
HbIn C-KOHel, BbICOKMIA
M3onnpoBaHHbIN | HopmanbHbili/ | Beicokuii | Hu3kumin / Hopmanb- [H v 3 k n in / | HU3kunia Boicokun|K a n b y n n -
rmnonapaTmpeou- | BbICOKMI HbI HOpManb- MNN HOP-|Y4YBCTBUTENbHbIN
ON3M HbI MaJsibHbIV peuenTtop MNTI nnun
GOMB 1 HEN3BECTHbIN
reHeTn4eckmnin nedexkT
Mcesporuno- HopmanbHbii/ | Beicokuin | Huaknin/ Bbicokui Hunaknin Hnzkuin PHP-la: GNAS 3ako-
naparupeougmsm BbICOKMNIA HOpPMasbHbIN AVNPOBAHHbLIN 3K30H
Type la Gsoc
(PHP-la)or Ib (PHP- CTtupaHue B npege-
Ib) flax HanpasJIeHHOro
noToka
GNAS

71a00paTOPHBIM CUMITTOMOKOMIIIEKCOM MPU HAJTHYUH
TaKHX K€ MPOSBICHUI O0JIE3HH Y POJICTBEHHUKOB
MepBOi M BTOPOH cTeneHW poacTsa. Eciau OGonbHa
Marth, TO POXKIeHUE OOJIBHBIX AETEH BHE 3aBUCUMOCTH
oT mojaa cocrasisieT 50%, eciau OOJBLHBIM SIBISIICS
OTell, TO BCE I0YEPH OOIBHBI, @ CHIHOBBSI 3/10POBBI IIPH
X-CLEMICHHOM JIOMHUHAHTHOM THIIE HacleJOBaHUS
[29]. AyTOCOMHO-IJOMUHAHTHBIN THUI HACIEIOBAHUS
I'P nmarHoctupoBainu y npobaHna ¢ TUIHYHBIM
KIIMHUKO-T1a00paTOPHBIM CUMIITTOMOKOMITIIEKCOM, TIPH
HAJIMYMHU TaKUX K€ IPOSIBIICHUH O0JIE3HU Y POJICTBEH-
HUKOB JKEHCKOTO M MY>KCKOT'O T10J1a TIepBOH U BTOPOM
cTerneHy poacTsa. CooTHOIIEHHE OOJIBHBIX U 3710POBBIX
HE3aBUCHMO OT Tojia cocTasisieT 1:1 B Opake MexIy
OONBHBIM M 310pOBBIM [29]. AyTOCOMHO-JOMUHAHTHOE
HacJieIoBaHUE MOTJIO OBITh Pe3yJIbTaToM MyTauuu de
novo. B ciyyasx, korna y poJCTBEHHUKOB IIEpBOil 1
BTOpOH CTENIEHH POACTBA HE BHISBIEHO NMPU3HAKOB [P,
MIPENOIIOKUTETBHO THIT HacsienoBaHus runodocdare-
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MHUYECKOT0 paxuTa y mpodanaa (My»CKOro 1 )KEHCKOTO
T0J1a) pacleHUBAIHN KaK ayTOCOMHO-PEIIECCUBHBIN.

J111s1 oLleHKH TTOYeYHOH KaHaAbLEeBOI peadbcopOunu
¢docdaros ucnonp3opansl popmyisl 3, 4, 30, 31, 38]:

OpaxnuonHas sxckpenus pocdaros (POD) — FPE
(%)= (U phx Pcrx100)/ (P ph x U cr). [Ipu noumxe-
M ocdara B TIazme nokasaresb HUxe 5%, okaza-
TeJTb BhIIIE 5% NpU HAJTMYUU CHIKEHHOTO (ocara B
TIa3Me TOBOPUT O TIOUeuHOM notepe pocdaros (Hopma
ot 5 10 20 %) [31].

MakcumalibHasi KaHajblieBas peadbcopOrmu ¢oc-
¢aro, (MKP®) — MTRP (Mmois/n) = P ph — (Uph x
Pecr)Uecr

Kananenesas peadbcopouust pocharor (KPD) —
TPR (%) = 1-(Uph x Pcr/Pph x Ucr) x100, rae
KP®%=1-(Uph-konuenTtpanus ¢pocdara B moue X Pcr
KOHIICHTpALUsI KpeaTHHUHA B CBIBOPOTKE): (Pph koH-
nenpauus gocgara B cIBOpOTKe X UCr KOHIEHTPALHST
KpeatuHrHa B Moue) x 100.



ISSN 1561-6274. Hedponorusa. 2014. Tom 18. Ne3.

Wnnexcol pochar/kpearnnunossiii (U P/Cr),
kanbiuit/kpeatnanHOBBIN (U Ca/Cr) cpaBHUBAIUCH C
MOKA3aTeIIsIMK Y 3I0POBBIX JIETEH B pa3IMYHbBIX BO3-
pacTHbIX Tpymmax [32, 33].

st cpaBHEHMS y ieTel B BO3PACTHOM aCIeKTE UC-
0JIb30BaHbl HOpMaTuBHEIE anHbie (J. Brodehl (1994)
B moaudukanus no M.G. Bianchetti, A. Bettinelli
(2008), V. Langlois (2008)) [3, 38].

CK® onpeneneHa o KIMPEHCY SHIOTCHHOTO Kpea-
TUHUHA B TIpobe Pebepra.

Craructudeckast 00paboTKa JaHHBIX POBOIIIIACH
napaMeTpU4ecCKUMU U HelapaMeTpUICCKUMHA METO-
JaMH ¢ MPUMEHEHUEM IaKeTa mporpaMm «Statistica
for Windowsy, Bepcus 6,0 u pecypcoM aHammsa
JNaHHBIX Ui Tporpammbl Microsoft Excel Bepcuu
2010. ITpoBepka rumoTe3 0 paBEHCTBE JBYX CPETHHUX
MIPOBOAMIIACH C MOMOIIBIO t-kpuTepusi CThIOIEHTA.
B coMHHTENBHBIX ciydasx JUis IPOBEPKH THITOTE3bI
HCIIOJIb30BAJICS KPUTEPHit COTIaCHs ) M TUCTICPCHBIIN
aHaJIN3.

PE3YJIbTATbI

Pacnpenenenune 80 mamuentos ¢ I'P mo momy: 33
(41,25%) manwvuuka, 47 (58,75%) AeBoYeK B BO3pacTe
ot 1 roga no 18 ner (coorHomenue 1:1,5).

[To pesynpraraM reHeamoru4eckoro MeTona Uc-
cnenosanus 79 cemeii ¢ I'P ycraHoBieHbI ayTOCOMHO-
peueccuBHOe HacienoBanue — y 42(52,5%) ne-
Tel, X-CIemIeHHOe HaclieJOBaHUE U ayTOCOMHO-
nomuHaHTHoe — y 38(47,5%). U3 42 neteil ¢
ayTOCOMHO-peleccuBHbIM ['P quarnoctupoBaHbl
HacnenctBeHHbld ['P ¢ runepkansimypueit y 4(9,5%)

60

MalUeHTOB: U3 HUX 3 ACBOYKU M | Mampuuk; y 38
(90,5%) matmentoB — I'P 6e3 kanbiypun, u3 Hux 11
MAaJIBYUKOB U 27 JE€BOYEK.

B cooTBeTcTBHM ¢ MEXIYHAPOAHOH Kilaccuuka-
nueit [1-3] BeIAeIeHbI:

X-cuernnenuslii I'P u ayrocoMHO-10MUHAHTHBIN [P
y 34 matmenTos (42,5%). YunuTeiBasg He0OCTATOYHYIO
WH(QOPMAIIHIO TI0 POIOCIOBHBIM M OTCYTCTBUE TEeHE-
THYECKOTO TECTHUPOBAHUS, TAIIMEHTHI C ayTOCOMHO-
JIOMHUHAHTHBIM ¥ X-CIETUICHHBIM THTIOM Hacle[0Ba-
HUS 00bEIMHEHBI B OJTHY TPYIIILY:

- runoocdaremudeckas KocTHast 00Jie3Hb y 4
narueHToB (5%);

- ayTocoMmHoO-penieccuBHbiii ['P (ayTocomuo-
penieccuBHas runodocharemust) y 38 (47,5%) namu-
CHTOB,

- HacaencTBeHHbId ['P ¢ runepkanbuuypuei,
ayTOCOMHO-peliecCUBHBIN y 4 (5%) ManuenTos.

Bospact 80 mereii k MaHudecTanuu BapyCHOM
nedopMalni HIDKHUX KOHEYHOCTEW COCTaBHI OT 1
1o 2 mety 55 (68,75%), ot 2 no 5 nery 25 (31,25%).

Bo3pacr neteil K MOMEHTY YCTaHOBJIEHUS! IMAarH0O3a
I'P: no 1 —3 et —y 48 (60%), 3-5 ner —y 20 (25%),
K 6-9 romam —y 10 (12,5%), k 14 ronam —y 2 (2,5%).

Hccnenosanue nanuenTos ¢ I'P mpoBeneHo B Tpex
BO3pacTHBIX rpynmax: 1-3 net — 22 (27,5%) u3 aux 9
neBouek, 13 manpankoB; 4-9 net — 30 (37,5%), u3 Hux
19 neBouexk, 11 manpuukoB; 10-16 et — 28 (35%), u3
HUX 19 neBodek, 9 MaJIBIUKOB.

V 80 mamuenTtoB ¢ ['P BbIsSBIEHBI XapakTepHbIE
CUMITOMBI: paXUTHYECKHE U3MEHEHHS KOCTEH, Ba-
pycHas nedopmaiis HIPKHIX KOHEUHOCTEH, «yTHHAS
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Puc.1. Cpe,u,Hme 3Ha4YeHud, CTaHOapPTHOE OTK/IOHEHWE 1 O0BEPUTENIbHbIE NHTEPBAIbI rnokasaTtenieii Macchbl Tena B 3aBUCUMOCTU OT

nosna B TPEX BO3PACTHbIX rpynnax naumeHTos ¢ I'P.
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Box & Whisker Plot: Poct_cm
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Puc. 2. Cpep,Hme 3Ha4YeHud, CtTaHgapTHOE OTK/IOHEHNE N 0BEPUTESIbHbIE NHTEPBallbl nokasarenemn POCTa B 3aBMCMMOCTU OT NnoJia B

Tpex BO3pacTHbIX rpynnax naumeHTos ¢ MP.

TTOXOIKa, HU3KUH pocT, rumtodocdaremust, pocdary-
Y, TIOBBIIIIEHUE aKTHBHOCTH TIEJIOYHON ocdarassl,
PE3UCTEHTHOCTH K CTAaHJaPTHBIM Jl03aM BUTaMuHa D2,
D, B 100%, runepkanbunypus 6osee 5 MI/Kr/cyT B
5%, CHIKEHHE UPKYITHPYIONMIETO apaTHPEOUTHOTO
ropmona B 5%.

IIpu omenke duszmueckoro pazputws n3 80 maru-
eHTOB C ['P nleHTHIIbHbIE BETMYWHBI JJTHHBI Tena (CM)
y 33 manpuukoB U 'y 47 neBouek ot 1 g0 17 net ¢ Ha-
ciencTBeHHbIM | P HaXonnimcs B «HU3KOMY YPOBHE —
30He Ne2 (ot 2-ro 10 10-ro TIeHTHIIs).

Pesynbrarsl CpaBHUTETHLHOM OLIEHKHA BECOPOCTOBBIX
nokazareseit y 80 gereii ¢ ['P 1eMoHCTpUpYIOT 3HAUH-
TEIIFHOE OTCTaBaHUE B POCTE, OOJBIIIE CHIDKEH POCT Y
MaJIBYUKOB C ayTOCOMHO-perieccuBHbIM [P B TpeTheit
BO3pacTHOM rpyrire. Macca tena y 1eBo4eK B TpeThei
BO3PACTHOH TPYTIIIE BHIIIIE, YeM Y MAJTEIUKOB (puc. 1, 2).

PesynpTaThl omeHKH HeopraHudeckoro gocdara
KpoBH, GpakInoHHON dKcKpennn (ocdara, kKaHaTb-
1meBoit peabcopomum docdaroB, MaKCUMaJIbHOMN
KaHaJbIIeBOH peabcopOimu dpocdaroB y 80 OOIBHBIX
MIPEICTaBICHBI B TAOIHIIE 5.

[Toxazarenn Heopraamdeckoro docdara kposu y 80
narmenToB ¢ ['P moctorepro Hinke (1,00+0,09 MMomb/m),
9eM y 3M0opoBhIX. Kak BUIHO M3 TaOIHUIIEI 5, TIOKa3aTen
KP®D, MKP® y 80 neteit ¢ I'P craructiuecku g0CTo-
BepHO HiKe HOpMalIbHBIX. KPD, MKP® 3HaunTebHO
CHIDKEHBI B CPaBHEHUH C HOPMAJIBHBIMHA 3HAYEHUSIMU
(p<0,01). ®OP y manmeHToB BO BCEX BO3PACTHBIX IPYTI-
Max TOBbIIMIeHa. Pe3ynpraTsl CpaBHUTENBHON OIEHKH
docdarypun, runodocdareMun cpenn MarueHTOB C
ayTOCOMHO-/TOMHHAHTHBIM, X-CIIETUICHHBIM JJOMUHAHT-
HbIM I'P 1 ¢ ayTocomHO-perieccuBHbIM [P He mokazanu
CTaTUCTUICCKU 3HAYMMBIX pazmmanii (p>0,05).

0 Q 9
N v Q:@\ :\g\ \.‘131 Q:&.
By 09 B
e
m [lesouykn = Hopma m Manbumkm

2,00 - £
1,50
1,00
0,50
0,00
§,? 1-3,9 499 10-16
N M 1€BOYKM U MaNbYUKM
Hopma H 0eBOYKM U Malb4UKK HOPpMa

Puc. 3. ®ocdaTt-kpeatnHmnHoBblli (U P/Cr) nHaekc cpean aesoyek (a), ManbyinkoB (b) n nauneHToB B 06wer rpynne [P (c).
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Tabnuua 3

YpoBHU HeopraHuueckoro ¢pocdarta KpoBU, CyTO4UHOM aKCcKpeuumn pocdaToB, PpakLUNOHHON
aKckpeuun pocodartoB, kKaHanbLEeBoO peabcopobunn pochaToB, MakCUMaJIbHOW KaHaNbL,EBOW
peabcopbuuu docdatoe y 80 naumeHToB c NP (M = m)

BospacTt 1-3 net 4-9 net 10-16 net

Mon Desoukn (n=9) | Manbuyukm (n=13) | Aesoykn (n=19) | Manbumkum (n=11) | Aesoukn (n=10) | Manbyuku (n=16)
H®K, mmonb/n | 1,14 +0,10 1,15£0,11 1,07 £0,09 0,83+0,05 0,87+0,07 0,95+0,12
Hopma 1,55+0,19 1,44+0,17 1,41+0,18

Crbioa.(t) 4,10 3,64 4,11 12,20 7,71 3,83

p > 0,05 > 0,05 > 0,05 <0,05 > 0,05 > 0,05
Uph, mr/kr/cyt | 25,54+1,68 28,98+2,16 24,39+0,98 33,41+6,06 23,49+0,65 37,67+4,37
Hopma 20,00+2,00 20,00+2,00 20,00+2,00

Crbiog.(t) 3,30 4,16 4,48 2,21 5,37 4,08

p >0,05 <0,05 >0,05 >0,05 >0,05 <0,05
DID, % 27,19+4,15 28,47+4,50 30,92+4,66 38,51+8,39 27,48+4,80 36,66+7,31
Hopwma, % 5-25 5-25 5-25

Crbiog.(t) 2,94 2,99 3,42 2,80 2,60 2,96

p >0,05 >0,05 >0,05 >0,05 >0,05 >0,05
KP®, % 56,81+5,32 75,68+2,84 73,33+3,04 63,10+4,30 66,73+ 3,35 69,13+1,54
Hopwma, % 85% 85% 85%

Crbiog.(t) 5,30 3,38 3,84 5,09 5,45 10,31

p <0,05 <0,05 <0,05 <0,05 <0,05 <0,05
MKP®, mmonb/n | 0,61+0,13 0,70+0,08 0,75+ 0,08 0,79+0,09 0,69+ 0,06 0,59 +0,13
Hopma 1,37 +£0,20 1,32+0,17 1,30£0,17

Crbioa.(t) 5,85 8,38 7,13 5,89 10,17 5,46

p <0,05 <0,05 <0,05 > 0,05 <0,05 <0,05

Orenka rmokasareneit pocdar/kpearnanHOBOTO (U
P/Cr) manexca y 80 marmeHnToB ¢ HacaeACTBeHHBIM [P
BBISIBIJIA HEOJTHO3HAUHBIC PE3yIbTaTHl (puc. 3).

®docdar / kpeatnHUHOBEIN WHIEKC ¥ 80 mereii ¢
I'P cratuctuyeckyd JOCTOBEPHO BhIIIE Y MaJIBYMKOB,
geM y neBouek (1,47+£0,95; 1,2940,16 cooTBeTCTBEH-
HO, p>0,05). Ycranosieno, 4to n3 80 MalMEHTOB Y
76 (92,6%) xanpumypus HE MPEBHIIIAET BO3PACTHYIO
HopMmy S5 mr/kr/cyt (p>0,05), y 4 (7,4%) BbIsIBIIEHA
TUTIEPKATBIIYPHS O0Iee 5 MI/KT/CyT.

Orenka KaapIui/KpeartnHrHOBOTO HHIekca (U Ca/
Cr) y 80 manueHToB IEMOHCTPHPYET YMEHBIIIEHUE C
BO3PaCTOM ATOTO MTOKa3aTems KaK y OOIbHBIX, TaK U Y

3[IOPOBBIX JIeTeH, OTHAKO OTMEUEHO BBIPAKEHHOE CHU-
’KEHHE Y MAJIBYMKOB BO BTOPOM U TPEThEN BO3PACTHBIX
rpymmax (puc. 4).

Onenka docdar/kpearnanaoBoro uHmekca (U P/
Cr) BBISIBHJIA BEIPKEHHOE TIOBBIIIICHUE B 3 TPYIIIAX,
B rpymme ¢ AR ¢ kampnnypueil CHIKEHHE NTaHHOTO
MoKasaress B CpaBHCHHH ¢ HOpMOU. Kamprmit/kpea-
truanHOBEIN nHIeke (U Ca/Cr) cHmkeH B 3 Tpymmax
JleTel W HeCKOJIBKO TOBRIIICH B Tpymme AR ¢ rumep-
Kanmpuypuei (puc. 5).

BrIsiBIeHBI KOppENAUOHHBIE CBA3M, MpsMas (C
TTOJIOKUTEIFHBIM KOA(DPUIIHECHTOM KOPPEJSIITAN) U
oOpaTtHas (OTPHUIATEIBHBIM KOYDDHUITUSHTOM KOP-

0,3 a 0,25 - b 0,6 - c
0,25 0.2 I _os I —g———
02 + - 0,4 -
, 0,15 -+ - '
0,15 + = N "e; 1 || 03 t -
01 4 - =T 0.2 + —
0,05 - ) 0,05 - 0,1 ‘[ - _i
0 T T . o | 0 ‘l’ SR 1 0 .
S 0 o N N N
NI SRS S
@\ \(')1 @\
H [leBouKK H Manb4mKm H [1eBOYKM U MaNbYMKK
H,ﬂ.EBO'-IKH HOpmMa i Manb4mKkm HOpMma BAEBOHKH W Manb4yvKu HOpma

Puc. 4. Kanbumnin/kpeatnHunHoBbli nHaekc (U Ca/Cr) cpean oesodek (a), manbymkos (b) v naumeHToB B obLueli rpynne MP(c).
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Puc. 5. ®ocdaTt/kpeaTMHMHOBbIN

1,60

1,40

(U P/Cr), kanbuuii/kpeaTuH1HO-

BbIi nHaekcol (U Ca/Cr) B rpynnax

1,20

netenclP

1,00

0,80

0,60

0,40

0,20

0,00

XLH, ADHR HBD ARHP

— SO HA, — O AN P/Cr

Ca/Cr vHa,.

HHRH

—— opaa Cafcr

persIun), pa3nuaHoit cuisl y aereid ¢ AD u AR T'P.
OTtMmedeHa oOpaTHass KOPPEISITHOHHAS CBSI3b MEKITY
ypoBHEM Heopranudeckoro dochopa kposu u OOD
(r=0,35, p=0,03, yem Ommxe kK HOpME YPOBEHb He-
opranndeckoro (gocdopa kpoBu, TeM HIke OOD).
[TomoxxuTenpHast B3aMMOCBSI3b MEXTy YPOBHEM (oc-
tdopa B cyrounoit moue u @D (r=0,65, p=0,005) y
neteii ¢ AD I'P. UMeeT MecTo TIOTOKATETbHAS CPETHSS
KOppesIuonHas cBsi3b Mexxy P/Cr u docdarypueit
(r=0,46, p=0,003) y marueHTOB ¢ X-CIECTNICHHBIM U
AD I'P (puc. 6).

V¥ nereii ¢ AR I'P ormeuensr oOpaTHbie KOppes-
[IMOHHBIE CBSA3HM: MEXy BO3PACTOM M YPOBHEM He-
opranndeckoro ¢ocdara kposu (r=-0,34, p=0,026)
(puc. 7), neopranndecknM ocharom kposu u KPD
(r=-0,52, p=0,003), cyTouHOi#1 3KCKpeItueit pocdaros u
MKP® (r=-0,32, p=0,037). U P/Cr (r=-0,35, p=0,022),
U Ca/Cr (r=-0,32, p=0,041) naaexcaMu ¥ BO3PACTOM.

[TomoxxuTenpHas CBA3b MOTyUYeHa MEXIy BO3pac-
tom 1 MKP® (1=0,64, p=0,005) (puc 7), KP® 1 MKPD
(r=0,57, p=0,00), ypoBHEM Heoprarmdeckoro (ocdara
kpoBu 1 MKP® (1=0,65, p=0,000). Brisenena B3au-
MocBs3s Mexay P/Cr u ypoBHeM docdara B CyTOTHOH

Puc. 6. KoppenaunoHHas 3aBMCUMOCTb (0bpaTHasi, cunbHas)
MeXxy YPOBHEM HeopraHudeckoro ¢ocdopa kposu n GOD y
naumeHToB ¢ X-cuerneHHsiM n AD TP,

52

moue (r=0,76, p=0,006 Bbicokas, cunbHas), P/Cru Ca/
Cr unnexcamu (1=0,50, p=0,001 cpenuss).

OrneHKa OTHOIICHUS KaHAIBIIEBOH peabcopOum
docharor (KPD) k cyTouHoii sxckpenuu docharor
(Uph): KP® / Uph nokazana Beicokue mudpsr y 20
JIeTel, He TIoTyYaroluX Tepanuio pocdaramu U BUTa-
muHoMm D (71,13/84,12; 69,82/44,57 cCOOTBETCTBEHHO)
B CPaBHEHUH C MAI[MEHTaMH, HaXOAIIMMHUCA Ha JJTH-
TeTpHOU Tepanuu (oTMedanoch yBenuueHne KPD u
CHIDKEHHE MOUeHHOM rorepu (pocdaros).

YpoBHH KalblHs CHIBOPOTKH KpoBU 2,37+0,03
MMOJIB/T'y 76 GonbHbIX ¢ I'b He oTnMyarorcest oT HOp-
MaJbHBIX MTOKasareneit (p>0,05). B rpymnme ¢ AR y na-
LIUEHTOB C HacaeAcTBEeHHbIM [P ¢ runepkanbumypueit
OTMEYaeTCsl CTATUCTUYECKU TOCTOBEPHOE CHUKEHHE
CBIBOPOTOYHOTO Kanbius (2,214+0,02 MMonb/1) B
CpPaBHEHHMH C HOPMaJbHBIMU 3Ha4eHUAMH (2,3-2,75
MMOJIb/1T). OTMEUEHO CHUKCHUE YPOBHS MOHU3HPO-
BaHHOTO Kanbiusa Ca+ y 32 mammentos (1,09+0,03) ¢
HOpMAaJTU3aluel B Pe3yIbTaTe TEPAmuu. AKTHBHOCTH
mienouHoi pocdarassl (1149,63+76,07 EJI/n) B kpoBU
y 80 GombHBIX ¢ ['P mocToBepHO BhIIIE, 4eM Yy 3/10pO-
BbIX (p< 0,01).

[Taparupeon1Hb1ii TOpMOH B KpoBH 13 80 manueH-
ToBY 76 ¢ I'P B rpymnmax ¢ X-ClernIeHHbIM ayTOCOMHO-
JOMHHAHTHBIM, C ayTOCOMHO-PELEeCCUBHBIM 0e3
THIEepKaIbInypru 0e3 OTKIIOHEHUH OT HOPMBI (COOT-
BETCTBEHHO 49,7+4.,4, 30,3+8,3 1 44,5 nir/mi; p>0,05);
y 4 ManMeHToB ¢ HacaenCTBeHHBIM [P ¢ rumepkans-
uuypueit camxker (28,5+0,8; 30,3+8,3 u 44,5 nr/mn
COOTBETCTBEHHO).

HccenenoBanre TOpMOHAIBHOTO CTaTyca IIUTO-
BunHOM xkene3bl (T3 1,48+0,8amons/n, T4 oOmui
107,67+18,1 amons/1, cBoOoaHbIH 14,8+4,9 mMoIIb/1,
TTI 2,04+0,2 mxME/Mn) y 80 mauuenros ¢ I'P He
BBISIBIJIO CTaTUCTUYECKH 3HAYUMBIX PA3ITUUNil B CPaB-
HeHuu ¢ HopMmoi (p > 0,05).

Vposenb 25(OH),D, B KpoBHU y TIALKMEHTOB COCTa-
BUJI: ¢ X-CHEIUIEHHBIM U ayTOCOMHO-JIOMHHAHTHBIM
I'P 92,9424,6 ur/mi; ¢ runodochareMmudeckon
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a

Puc. 7. KoppensiuMoHHas 3aBUCMMOCTb MeXy BO3pPacTOM M YPOBHEM HeopraHudeckoro ¢pocdata kposu (a), Bospactom u MKP®

(b) y naunentoB c ARTP.

KOCTHOH Oone3npto 50,14+22.3 Hr/mi; ¢ ayTOCOMHO-
penieccuBHbIM [P 0e3 runepkanpimypun 58,68 + 25,7
HT/MIT; ¢ HaciencTBeHHBIM [P ¢ runepkanpimypueit
70,14+13,1 Hr/MI B CpaBHEHUH C HOPMaJbHBIMHU TIO-
kazaremsimu (65 vr/mu, p > 0,05).

[Mapamerpsr KOC y 80 manmentoB ¢ I'P 6e3 ot-
KJIOHEHUH 0T HOpMbI. KaHab1ieBbIi MeTabommaecKuit
anuo3 BeisiBiieH u3 80 manueHToB y 25 (31,25%) ¢
runopocdaremMueii, He MOTYYaBIINX aJEKBATHYIO
tTepanuto ¢pocdaramMu U MeTabOIUTaAMH BHUTaMUHA
D, ¢ nopmanuzauueit KOC B pe3ynapTare JeueHUS
tdhocdarabm Oydepom n merabonuTamMu BuTamMuHa D.

Pesynbrare! nccnenoBanust GyHKLIMH MTOYEK Y Ia-
meHToB ¢ ['P 1eMOHCTpHpYIOT cCOXpaHHYIO (PyHKIIHIO.
CK® y 80 manuentos ¢ ['P, paccuntaHHas 1o KIupeHcy
9HJIOTEHHOTO KpeaTnHUHA B Tipobe Pebepra, coctaBmna
B cpexrem 113+18,2 mu/mMuH, KaHanmbieBas pead-
copOuust Boabl — 97,0+0,9%, 10CTOBEpHBIX pa3INUMii
cpeau nauueHTtoB ¢ I'P ayTOCOMHO-JOMUHAHTHBIM,
X-CIeTIEeHHBIM JOMHUHAHTHBIM, THIO(GochareMude-
CKOW KOCTHOHM 0O0JIe3HBIO, ayTOCOMHO-PEIECCHBHBIM
1 ayTOCOMHO-PELIECCUBHBIM C THIIEPKAJIbINYPUCH He
ycranosieso (p > 0,05).

OBCYXXAEHUE

MsI mpesicTaBUIN pe3yabTaThl oocnenoBanus 80
MalKUEeHTOB ¢ HaclieACTBeHHbIM ['P B Bo3pacte or 1
roga o 16 ner. Cpeau 80 nereii ¢ I'P otmeueHo npe-
o0yaiaHue JIUI JKEHCKOTO I0J1a, YTO COINIacyeTcs ¢
OITyOJIMKOBaHHBIMH JTAHHBIMU [7, 26].

B cootBerctBuM ¢ cuctemarukoid C.A. Wagner, N.
Hernando u coasr. (2009) Bernenens! I'P X-crermieHHbit
1 ayTOCOMHO-JIOMUHAHTHBIH, runodocdaremuueckas
KOCTHasg 0OJIe3Hb, ayTOCOMHO-peneccuBHbd ['P
(ayTocomHO-penieccuBHas runodocdaremus), Ha-
cnenctBeHHblil I'P ¢ runepkansunypueii y nerei [1].

B namem nabmronennu B 4 cembsx (y 4 mpo-
0aHMI0OB W WX OONBHBIX POAMTENEH) MAMEHTOB C

runodochareMuyeckoil 00JIC3HBIO KOCTEH HE BBISB-
JICHO BBIpayKCHHBIX TUnodocdaremun, pocdarypuu,
0-00pa3ubix aedopmanuii HWKHUX KOHEYHOCTEH H
CTAaTUKO-JUHAMHMYECKUX HapyLIEHHH, TpeOyromux
KOPPUTHPYIOIIEH 0CTEOTOMUH. AHAIN3 POJIOCIOBHBIX
ceMeil Mo3BOIMII IPEANoNokuTs AD-Tun HacienoBa-
Hust. Onucanne KIMHAYEeCKUX NPosBIeHUH runodoc-
(aremuueckoit KOCTHOM OoJ1e3HM y Aereii ¢ AD-Trmom
HacienoBanus naHo C.A. Wagner et al. [6, 14].

Hacnencrennsiii I'P ¢ runepkansuunypueit y 4
u3 42 npereit ¢ AR-TUoM HaciIenOBaHUS MPU OT-
CYTCTBUHU aHAJOTUYHBIX MPOSBICHUN y poauTenei
XapakTepu3oBalics TUNUYHOU KiIMHMKOU ['P, HO C
runepkagpuypueil u cumxenueMm yposHsa IITI B
KpoBH. Ha KIMHUKO-TeHETHYECKHUE OCOOCHHOCTH
atoro Bapuanta I'P y nereit ykaspiBator C. Bergwitz
et al. (20006), A. Sharma et al. (2009), C.A.Wagner et
al. (2009) [2, 4, 21].

Iimogocdaremuueckas koctHas 6onesns (HBD)
n HacneacTBeHHbIH [P ¢ runepkansunypueit (HHRH)
SBISIFOTCSL PeAKUMH (opMaMu, B JIMTEpaTrype MeHee
100 3aperucTpupoBaHHbIX cirydaes [13].

BapycHble nedopmanni HUKHUX KOHEYHOCTEH, 3a-
nepxkka poctay 80 maruentos ¢ I'P chopmupoBanuch
¢ 1 roma no 2 ner, pexe ¢ 2 10 3 NeT, TAaKKe K€ TaHHbIC
npencrauin M. Zivicnjak (2011), I1.B. HoBukos
(20006) [7, 26].

Bo3pacr ereil K MOMEHTY yCTaHOBJICHUS! IMAarHO3a
I'P Bapsuposain ot 1 rona 1o 14 net (y 2 naiueHTos), B
OCHOBHOM JIMarHo3 ycTaHoBJeH K 5 (85%) ronam. /{ua-
rHo3 ['P y nereii ¢ ayTOCOMHO-IOMUHAHTHBIM THUIIOM
HacJIeJOBaHMs CTABUJICS B pAaHHEM BO3pACTe C y4ETOM
AHAJIOTMYHBIX U3MEHEHUI Y POUTENIECH B JOLIKOJILHOM,
pexe B IIKOJIBHOM BO3pacTe — y JieTel ¢ ayTOCOMHO-
peueccuBHbIM ['P. @akt no3nHen quarHoctuku [Py
JieTeil OTMEYEeH U ApyruMu aBTopami [7, 18].

Orenka ¢usuueckoro pa3sutust y 80 maiieHToB
¢ I'P BbIsIBMIIA HU3KHI POCT, BapycHYIO Aedopma-
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LMIO0 HIDKHUX KOHEYHOCTEH, AUCTIPOIIOPLHOHATIBEHOE
TenocaoXkeHne. Pe3ynbraTel AeMOHCTPUPYIOT 3HA-
YUTEJNBHOE OTCTABaHHE B POCTE, OOJbIIE CHUKECH
POCT Y MaJIBYMKOB C ayTOCOMHO-pELeCCUBHbIM ['P B
npeanybepraTHoM nieprose. Macca Tena y 1eBoYeK B
npeanyoepTaTHbIM epro/ MOBBIIIEHA B OTIINYHE OT
MaJBYUKOB. AHAJOTHYHBIE PE3YyNbTaThl MpeICcTaBe-
el M. Zivicnjak (2011) [7], F. Santos (2013). S.G.
Reusz (1997) ormeuena BeIpaskeHHAs TUCTIPOTIOPLIUS
KOHEYHOCTEMN U TYJIOBUIIA y AeTel ¢ X-CLEIIEHHbIM
I'P [34, 35].

docharypus u runopocdareMus SABITIOTCS
OCHOBHBIMH J1Ta0OPATOPHBIMU AUATHOCTUYECKUMU
npusHakamu y nanuenToB ¢ ['P. Kak ykazpiBaer M.G.
Penido (2012), npu npucyTCTBUU HEOOXOJUMBIX
00beMOB (ocdara OCyIIeCTBISIOTCS MPOLIECCHI A0~
TO3a 3pEeJbIX XOHAPOIMTOB B IJacTHHE pocTta. bes
JIOCTaTOYHOTO KonmnuecTBa GpocharoB XOHIPOIUTHI HE
BOMIIyT B amomnro3, o0pa3oBaHUE HOBOM KOCTH OyneT
3a0JIOKMPOBAHO, YTO MPUBOAMT K PAXUTY U 3a/I€PIKKe
pocra. B ocransHO# yacTh ckeneta runodochareMust
00yCIIaBIMBaeT OCTEOMAJIAIMIO U3-3a HEJIOCTaTOYHOTO
dhopmupoBanus rugpokcuanaruta [36]. Pe3ymbprarer
CpaBHUTENBHON oneHkH runodocdaremun, dhocda-
TYPHH CPeIU MAllMEeHTOB C ayTOCOMHO-IOMUHAHTHBIM,
X-CUenJeHHBIM JOMHUHAHTHBIM U C ayTOCOMHO-
peueccuBHbIM ['P He mokazaiy CTaTUCTUYECKHU 3HA-
YUMBIX PA3IHYUN.

Heoprannueckuit ¢pochar KpoBu y NanueHTOB C
I'P 3HauuTenbHO HUXKE, YEM Y 3710pOBbIX JAeTel. [Tomy-
YEeHBI TIOJIOKUTEIHHBIE KOPPEISIIIMYA MEXKIY YPOBHEM
Heopranmyeckoro gocdara KpOBU M aKTUBHOCTBIO 11~
nouHol ocdaraszsl, UeM HUXKE YpOBeHb GocharoB B
KPOBH, TEM BBIIIIE aKTUBHOCTB IIEJIOYHOH (pocdarassi.

BrisaBnens! nossimenne @O y manueHTOB BO
BCEX BO3PACTHBIX IPyMIax, IMOJIOKUTENbHAs IpsMas
CUJIbHAS KOPPENSALHOHHAsA CBA3b MEXJIY CYTOUHOMN
akckpenueit pocharor u DOD y nereti c AD I'P. KPD,
MKP® y 80 GonpubIX ¢ ['P HIDKE, YeM HOpMaIbHBIE
nokazarenu. [lojgoxxurenpHbIe KOPPETSIMOHHBIE CBSI-
3M Pa3IMYHON CUJIBI (CUIIBHBIE, CPEIHUE, MPSIMBIC)
MIOJIy4EHbI MEXY MOKa3aTeIIMU HEOPTaHUYEeCKOTO
docdara kposu u MKP®, Heopranndeckoro pocara
kpoBH U @O, Huzkue nokazarenu MKP®, Boicokue
OOD koppenupytoT ¢ runodocdareMueit 4To CooT-
BETCTBYET JaHHBIM HcclienoBanuil [1, 4]. CHmxerme
KP®, MKP® 00ycnoBieHO NMepBUYHBIM J1€(PEKTOM
peabcopbiuu Gocdara B MOYCYHBIX KaHAJIbIAX Y
nereit ¢ I'P.

docdar/kpearnannossiii uaaexc (U P/Cr) cra-
TUCTHYECKH JOCTOBEPHO BBINIE Y MAJIBIMKOB, YeM Y
nesouek. Onenka U P/Cr uHekca B rpyIinax BbIsIBUIIA
BBIPQ)KEHHOE TIOBBIIIEHNE B 3 TpyMIax, B TPYIIE ¢
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HacJIeZCTBEHHBIM [ P ¢ KanblypHuel — CHUYKEHUE J1aH-
HOTO TIOKa3aTeJIsl 10 CPaBHEHHIO ¢ HOpMOH. Kanbwii/
KpEeaTHHUHOBBIN HHAEKC CHUKAETCS C BO3PACTOM KaK y
OOJIBHBIX, TaK U Y 3A0POBBIX JIETEH, OTHAKO OTMEYEHO
BbIpa)KEHHOE CHIDKEHHE Y MAJIBYMKOB B Bo3pacte 4—16
neT. Kajapluii/KpeaTHHUHOBBINA MHICKC CHIDKEH B 3
rpyrmax. Beicokuit U Ca/Cr uHIEKC B TrpyIiIe JeTei
AR c runepkanbIiiypueil o3BoOJIsSeT OTHECTH HUX B
TPyMIy pUCKa C MOBBIIMIEHHON KpUCTAITU3aluuel u
pasBuTueM HedponauTrasza. Puck kpuctamimsanuu
npu noseimenne U Ca/Cr unnekca npocnexen C.
Saez-Torres et al. (2013) [33].

YpOBHU IUPKYIUPYIONIETO MTAPaTHPEONIHOTO TOp-
MOHA B KPOBHU y TaiMeHTOB ¢ X-crieruieHHbM u AD TP,
¢ AR TP craructuyecku He pa3in4yallich B CPAaBHEHUU
C HOPMaJIbHBIMHU TIOKa3aTEeNSIMH.

VYV nanueHToB ¢ HaciaencTBeHHbIM ['P ¢ rumep-
KaJIpLInypueil cHuxkeH ypoBHb IITI' B cpaBHEHHHU C
HopMasbHBIME TIoKa3arensimu (C.A. Wagner, 2009;
A. Sharma, 2009; Sermet-Gaudelus et al., 2001) [1,
2, 25]. Ms1 Taxoke BoisiBuin cHmkenue [1TI y nereit
¢ HacineACTBeHHbIM I'P ¢ rumepkaiapnuypueil, yro
SBISICTCSl OTIIMYUTEILHOW OCOOCHHOCTBIO U MOMKET
WCTIOJIH30BATHCS B IMATHOCTHKE.

[Ipu omeHke AAHHBIX Kalblis CHIBOPOTKH KPOBHU
BBISIBJIIGHO CTAaTUCTUYECKU JJOCTOBEPHOE CHIKEHHE Y
MAI[EHTOB, HE MOJy4YaBIINX Tepanuio. Kak n3sBectHo,
ypoBenb IITI moBbilIaeTca Mpu rMNOKaJIbIMEMUH,
npu rurodocareMuy — 3HaYCHHS B TIpeJIeNIax HOPMBI.
IToBbiuienue yposus IITI" B kpoBU 1 HOpMaM3aus
YpOBHEH KaJbIMs CBIBOPOTKH KPOBU U HOHU3UPOBAH-
HOTO KaJIbLIMs IOTYYEHO B pe3ynbTare JIeUeHUs perna-
paramu KaJblys ¥ KaJIbIIUTPUOIIA, YTO IEMOHCTPUPYET
uccienosanue A.B.Mycaesoii [19, 20, 26].

Vposenb 25(0OH),D B kposu y nauuentos ¢ I'P ne
OTIMYANCA OT HOPMAJIBHBIX ITOKa3aTeNe.

Pesynpratel uccnenoBanus CK® y manueHTOB
¢ I'P mokaseiBator coxpannyto ¢ynknuto. CK® mno
KITUPEHCY HI0TEHHOT0 KpeaTnHuHa y 80 manueHToB
¢ I'P ne mapymena. JlocroBepubix paznuumnii CKO
Y KaHaJbIEBOW peabcopOunu Boabl cpeau 4 Tpyrmn
nanueHToB ¢ ['P He ycraHoBieHO.

ITo pesynpraram KOC BBISIBICH KaHATBIIEBEBIN Me-
TabOIMYECKUN alli03 Y MallMeHTOB, HE MOJTyYaBUINX
aJIeKBaTHYIO TEPANHUIO U TO3TOMY UMEBIIUX TSKEIYIO
runodochaTeMuto, ¢ HOpMaIU3alMeH B pe3ylbTaTe
nedenus: GpocatHbiM OydhepoMm U MeTabOIUTAMHE
BuTamMuHa D. Pa3Butne mMerabomndeckoro anuaosa
npu runodocdaremun y aerer ¢ I'b Mbl 00bsicHsIEM
yuactueMm ¢ocharoB B OypepHO cucTeMe KPOBU U
oydepnoii cucteme mouu [19]. J. Rodriquez-Soriano
(2002) yka3ai Ha pa3BUTHE BTOPUYHOTO TUCTATEHOTO
ITIKA I tuna mpu X-cuereaaom [P [36].
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SAKJTIOYEHUE

YcranoieHHble y manueHToB ¢ I'P pocdarypus,
MTOBBIIICHUE (PAKIIMOHHONW dKCKpenuu ¢ocdaTos,
CHIDKCHHE KaHaJbIeBOH peabcopoimn docdaros,
MaKCUMaJIbHOW KaHaJbIIeBOH peabcopOrmu ¢ocda-
ToB, Tuntopocdaremust Ipru OTCYTCTBUH TOBBIIICHHUS
B KPOBH MTAPaTHPEOHTHOTO TOPMOHA CBUIETEITHCTBYIOT
0 BBIPOKEHHBIX HapyIICHUSX TpaHcmopra ¢ocdaTo
B ITPOKCHMANTBHBIX KaHANbIaX He(poHa.

PexomeHnmyeM BHEIPUTH B MPAKTUKY PacyeTHBIE
METOJIbI KaHATBIICBOM peabcopOruu hocdatos: KPD,
MKP®, ®5®; uamekcsl: pocdar/kpearnauHoBbii (U
P/Cr), xanmpruii/kpearnannoBsiid (U Ca/Cr). Pacaer-
HBI METOJI SBJIIeTCSA NH(OPMATUBHBIM ITOKa3aTelieM
nedexra Tpancmopra GochaTtoB B MPOKCHMATBHBIX
KaHaJbIIaX TIOYEK, YeM OIICHKA CyTOUHOU (pocdaTypum,
ITO3BOJISIET OOJIee TOYHO CYOUTh O HAPYIICHUU pead-
cop6rmu pocdaroB, Tak KaK YIHTHIBACT UX KOHIICH-
TpamMIo B IJIa3Me, YPOBEHb KpeaTHHWHA B KPOBH U B
Moue. ATTopuT™M nuardHocTuku [Py mereii BKirouaer:
ompesenenne cyToanoit Gocdarypun, GpakKImmoOHHON
skckpenuu (pocharoB, KaHAIBIEBOW peabcopOIuu
(hocdaroB 1 MaKCIMaTBHOHN KaHAJBIIEBOM peabcopo-
mu pocdaro, cyTOTHOM KanbIuypuH, Gpocdar/kpea-
THHUHOBOTO W KallbIINI/KPEaTHHHHOBOTO WHJEKCA,
ypoBHEH B KpoBU docdara W KamblHs, METOUHOH
pocdaraser, aktueHbIX MeTaboauTOB 25(OH)D, M
1,25(0OH),D,, nMpKymMpyIoImero napaTupeoniHoro
ropmona, KOC.
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