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Mineral metabolism condition in children with phosphate diabetes
for correction of lower limb deformities by the llizarov method
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M3yueHsl n3MeHeHUs Kanblmii-pochopHoro dananca y aereii ¢ ¢pocdar-quadeToM B Mporecce UCTpaBieHus aedopmaruii
HIDKHUX KOHEYHOCTEH C HCIONIB30BaHKueM armnapara Mnnsaposa. BeisiBieHbl ocobeHHOCTH 0OMeHa Kanbius u (ocdopa y
[ALUEHTOB, KOTOPBIM KOPPEKLHMIO JehopMali IIPOBOAKIN O€3 MHTPAMEAYIUIIPHOIO ADMUPOBAHUS U C MCIIOJIb30BAHHEM

HUHTPaAMENYJUIAPHBIX CIIUII C THAPOKCUJIAIIATUTOBBIM ITOKPBITHEM.

Kirouesbie ciioBa: ocar-nguader, octeocuHTe3, Kaablui-GocopHbIi 0OOMEH.

The changes in calcium-phosphorus balance have been studied in children with phosphate diabetes in the process of lower
limb deformity correction using the llizarov fixator. The details of calcium and phosphorus metabolism have been revealed
in patients, subjected to deformity correction without intramedullary reinforcement, but using intramedullary wires with

hydroxylapatite coating.

Kirouessie cnoBa: phosphate diabetes, osteosynthesis, calcium-phosphorus metabolism.

BBEJEHUE

®ocoar-guader (ButamuH D-pe3ucTeHTHBIN
paxut Il Tuma) siBusiercs Hambosee pacmpocTpa-
HEHHBIM CpPEAM BPOXJEHHOW MaTOJIOTHH OOMeHa
Butamuna D [2]. ITarorenes ¢ocdar-nguabera cBsi-
3aH C MYTalMsSMH T'€HOB, JIOKaJH30BaHHBIX Ha X-
XpOMOCOME U KOHTPOJIMPYIOIMX aKTHBHOCTH Ha-
tpuit/pocdar-nepeHocsimiero Oelka B MOYEUHBIX
KaHaJbl[aX W 3MHUTENUH KuileuyHuka [3-5]. JlanHas
MyTanusi NPUBOAMT K HapyIICHHIO peabcopOiuu

¢docdaTa B MOUYKaxX M €ro BCACHIBAHHUIO B KHIICYHH-
ke [6]. B cBA3M c 3TUM OINpeneNsonMH pH3Ha-
kamu (ocdar-guadbera MpexIe BCEr0 CTAHOBSITCS
HapymieHus Kanbiuid-pochopHoro obmena [1].
Lenp naHHOTO HCCIIEIOBaHHUS — OXapaKTEePU30BaTh
U3MEHEeHHUs Kalbluii-GpocdopHoro danaHca y naiu-
eHTOB C (ocdar-muabeToM B mpolecce HCIpaBlie-
HUA gedopManril HIKHUX KOHEYHOCTEH ¢ UCTIONb-
30BaHMeM amnmnapara Unusaposa.

MATEPHAIJIBI U METO/1bI UCCJIEJOBAHUA

B muaamuke edenns y 33 mammeHToB ¢ docdar-
nrabeToM (Bo3pacT ot 6 1o 18 1eT) B CBIBOPOTKE KO-
BU M CYTOYHOH MoOYe ObIIIM M3Yy4YeHBI IIOKA3aTeNIH MH-
HepaipHoro oomena. KnmHmdeckast kaptusa docdar-
JuabeTa BeIpaykaiach B HU3KOM POCTE, MHOTOILIOCKO-
CTHBIX Je(hopMalMsIX HIKHUX KOHEYHOCTeW. bbuin
XapaKTepHbI BAPyCHO-aHTEKYPBAIHIOHHO-TOPCHOHHBIE
nedopMmar Kak Oefjpa, Tak W TOJCHU. BhIpakeH-
HOCTh KOMITOHEHTOB Jie(hOopMalliH SIBJISIIACh WHIMBH-
nyansHOU. [lpm nmeyennn medopmanuii HIDKHHUX KO-
HeuHOCTeH y O0JbHBIX ¢ (ocdar-auadeToM HCHOb-
30BaJII MOHOCEIMEHTapHBIH IOIMIOKAIBHBIH OCTEO-
CHHTE3, TIOJMCErMEHTapHbI MOHOJIOKAIBHBIA HIIN
TOJIMJIOKAIBHBI  OCTEOCHHTE3. YPOBEHb OCTEOTO-
MMM — Ha BepmmHax aedopmaumii cermenra. WH-
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TPaoTePAIIOHHO OCYIIECTBISUIM MAKCHMAIBHO BO3-
MOXKHYIO OJJHOMOMEHTHYIO KOPPEKIMIO BCEX KOMIIO-
HeHToB Jehopmarin. J{imst penoTBpanieHus HeBpo-
JIOTHYECKHX M TPO(YUUECKHX PAcCTPOHCTB OIHOMO-
MEHTHasl KOPPEeKIHs YIJIoBOH JedopMaln He mpe-
Beimasia 15-20 rpamycoB, TOpcHOHHO#H — 20 TpaIycoB.
Koppekuuio nedopmaryin mpoBoawv 0e3 HHTpame-
IyJUIIpHOTO apMupoBanus (rpymma A, n=11) u ¢ uc-
MOJTb30BAaHUEM HHTPAMEIYJUBIPHBIX CIHI] C THIPO-
kcunmarmatutoBbiM  (I'A)  moxperTmem  (rpynma B,
n=22). Ha mpoBeneHne KIMHUYECKUX HCCIICTOBAHUM
MOJTYy4YEHO COOTBETCTBYIOIEE paspelieHHe KOMHUTETa
mo stuke npu DOI'Y «PHL «BTO» wum. axan.
I'.A. nuzapoBay.

B chIBOpOTKE KpOBU M B CYyTOUHOW MOYE HAxXo-
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QA KOHIICHTPALMIO OOLIEro Kajbliis, HEeOPraHHu-
gyeckoro ¢ocdara u maraus. ConepikaHue IJCK-
TPOJIUTOB ONpPEACTIAIN Ha OHOXHUMHYCCKOM (oTo-
metpe «Stat Fax 1904» Plus (CLLIA) ¢ ucmomnb3oBa-
HUeM HabopoB  peareHtoB  ¢upmel  «Vital
Diagnostic» (Poccust). YuuThIBasi BO3pacTHBIE W3-
MEHEHHUsI OMOXMMHYECKHX [TOKa3aTeliell, B KauecTBe
pedepeHTHRIX BeNMWYWH (3HAYCHUS HOPMBI) WC-
HOJIB30BaJI COOCTBEHHBIC NaHHbBIC, [UIS Yero Hc-

CJICJIOBAJIM CBIBOPOTKY KPOBHU 35 NMPakTHYECKH 3710-
POBBIX AeTeil B Bozpacte oT 7 10 18 ser.

JlocTOBEpHOCTh pa3iIn4Mii OMOXMMHYECKHX I10-
KazaTeJiel CHIBOPOTKHM KPOBH W MOYH Y IAIICHTOB
B JIMHAMHKE JICYCHHS 110 CPAaBHEHHUIO C HOPMOW Ha-
XOAWIN C WCHOJb30BAHUEM HEIAPAMETPHUIECKOTO
W-kpurepust BuikokcoHa Asi HE3aBHCHMBIX BBI-
0OpOK, 3HAYMMOCTb MEKTPYNIIOBBIX OTIMIHI OIle-
HUBaM 1o kpureputo Kpyckana-VYoinuca.

PE3VJIBTATBI U UX OBCYXJIEHNE

KoHueHTpanus o0miero KampLys W HeopraHuye-
ckoro ¢ocdara B CHIBOPOTKE KPOBH IAIUCHTOB IO
HayaJia JIUYeHUs B LIEJIOM COOTBETCTBOBaJIA OMOXHMHU-
YeCKUM Mpu3HaKaMm Qocgar-auadera, KOTOPHIMHU SIB-
JstoTest TunodocdaremMus, coderanHas ¢ rumnepgdoc-
¢arypueii (Tabn. 1, 2). [Tomumo 3TOro HamMu oOHapy-
JKEHO CHIDKEHHE SKCKPELMH KabIUs y MalUeHTOB C
(hocdar-uadbeToM OTHOCHTEIBHO BO3PACTHON HOp-
MBI, OTMeYajach TCHACHIUS K CHIDKCHUIO YPOBHS
KaJbLUs. ¥ B KpoBU. I10 aOCONIOTHBIM 3HAYCHHSAM
runepdocdarypust Habmonanace y 67,7 % obcneno-
BAaHHBIX MALUCHTOB, runepdocdarypus B coyeTaHUN
¢ runodocdaremueii Habmonanace y 32,1 % ot 06-
CIICZIOBaHHBIX TAIMEHTOB. KOHIEHTpanus Maruus B
CBIBOPOTKE KpPOBH TAIMEHTOB ¢ (ocdaT-nuadberom
CTaTUCTHYECKU 3HAYUMO OTHOCHUTEJIHHO BO3PACTHOM
HOPMBI HE OTJIYaack.

B xone omepaTHBHOrO JieueHHsS B CHIBOPOTKE
KPOBH TAIMEHTOB 00EMX TPYNIN YBEJIMYWBaJIach
KOHIIGHTpAIHsl HeoOpraHuieckoro ¢ocdara 0THOCH-
TENBHO CpoKa Havana jederus (Tabxa. 1). [Ipu stom
y MalWEeHTOB, MNPOJCYCHHBIX C HCIOJIB30BaHUEM
apMupoBaHHEIX ciull ¢ I'A nokpsitieM (Tpymmna B),

Ha JTame AWCTPAaKIWU CTATHCTHYECKH 3HAYUMO
YBENMYHMBAJIOCH U COJEpKaHHE OOIIETr0 KaJbLus B
kpoBu. KOHIIeHTpanus MarHus B CHIBOPOTKE KPOBH
MAI[MCHTOB Ha CPOKAaX HAOJIOJICHHS CTATUCTHICCKH
3HAYUMO OT HOPMBI HE U3MEHSLIACH.

Ha ¢oHe OTMEYCHHBIX BBIINIC M3MECHCHHI JKC-
kperus ¢ocdata B AUHAMHKE JCUCHUS Yy TAIMCH-
TOB TPYNIbl A, XOTS W CHH)Kalach OTHOCHUTEIHHO
JOOTIEPAIIMOHHOTO YPOBHSA, HO OCTaBallach MOBHI-
IICHHOW OTHOCHTEIFHO BO3PACTHOW HOPMBI (Tald.
2). Y mauueHToB 3TOH K€ TPYIIBI Ha 3Tale TUCT-
pakiuu U QUKcAuU ObUIa CHIDKEHA W IKCKPEITHS
KaJbIUA, YPOBCHb KOTOPOW BOCCTAHABIHMBAJICS K
MOMEHTY CHSTHS amnmapara. Y MalueHTOB TPYIIIbI
B koHLeHTpanus Kainplus B CyTOYHOM MOYE, OCTa-
BasiCh CHIDKEHHOM Ha 3Tare MUCTPaKIMH, BOCCTa-
HaBJIMBAaJIach 10 HOPMBI Ha dtamne (ukcanuu. [Ipu
3TOM KOHIIeHTpalus ¢ocdara B CyTOUHOH MOUYE Y
MalMeHTOB JIaHHOW TPYIIBI Ha BCEX CPOKax Ha-
OIIOZCHUS CHI)KaJach OTHOCUTEIIFHO Hadvaja Jiede-
HUS M HAXOJIWJIACh B TPAHUIAX BO3PACTHOH HOPMBI
Ha BCEX CPOKax 00CJeI0BaHMUS TAlUCHTOB.

Tabmuma 1

KoHiieHTpanus 3JeKTpOIUTOB B CHIBOPOTKE KPOBH MAIMEHTOB ¢ (ochar-a1adeToM B TUHAMHKE OTIEPATHBHOTO JICUCHUS
nedopMaruii HIKHEH KOHEYHOCTH

Kasnb1iuii, MMOJIB/JT docdar, MMOJIB/IT Marnuii, MMOJIB/JT
rpymma A | rpymma B rpymma A | rpymma B rpymma A | rpymma B
Hopma 2,41%0,10 1,37+0,11 0,90+0,03
Jlo nedeHus 2,33+0,11 1,28+0,05* 0,89+0,02
;:I'(ZEZITK“ et 2,34+0,09% | 2,62+0,07* 1,32+0,05 1,39+0,06 0,94+0,03 0,94+0,01
Illine cyrki Quica- |, 4716 10 2,52+0,04 1,36:0,06 1,3740,04 0,91+0,01 0,92+0,01
CHsTHe anmapara 2,45+0,10 2,37+0,04 1,62+0,13% 1,38+0,04 0,92+0,04 0,9120,01

IIpumeuanue. * — 1OCTOBEPHBIE pa3IMyUsl C BO3PACTHON HOPMOI npH ypoBHE 3HaunuMmoctH p=0,05; # — nocroBepHbIe pasnuuus ¢ rpymnmnoii B

npu ypoBHe 3HauumoctH p=0,05.

Tabmuma 2

Konnentpanus kanbius u pocdara B CyTOUHON MOUE MAITUSHTOB ¢ pocdar-1uadbeToM B AMHAMUKE OMIEPATUBHOTO JICUCHHS
nedopMaruii HIKHEH KOHEYHOCTH

Kasp1uid, MMOJIB/CYTKH Docdar, MMONIB/CYTKH
rpynna A | rpynna B rpynna A rpynna B
Hopma 2,86+0,80 8,50+1,31
Jo nedenus 1,93+0,76* 14,33+1,21*
14-e cyTKM TUCTpaKIMHU 1,90+0,98* 1,63+0,80* 11,97+1,02%* 9,88+2,94
15-¢ cyTkH QuKkcanuu 1,56+0,89* 2,30+1,06 11,2242 38* 10,1943,05
CHsiTHE ammapaTa 2,67+1,10 2,17+£1,28 13,57+3,12* 11,44+2,02

IIpumeuanue. * — 1o0CTOBEpHBIC PA3IHYNS C BO3PACTHON HOPMO#T Ipn ypoBHe 3HaunMoctH p=0,05; # — nocToBepHbIE pasyus ¢ Tpymmoii B

npu ypoBHe 3HauumoctH p=0,05.
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Puc. 1. Uunexcsr CaK/CaM (a) u Px/Pm (6) y nauuentoB ¢ docdar-anabeToM B AUHAMUKE ONEPATHBHOIO JieUeHUs Aehopmariuit
HIDKHEW KOHEYHOCTH: * — 0CTOBEpHbIC pa3ianyus ¢ rpymnmnoi B npu yposue 3naunmoctu p=0,05

Jlist Gojiee IMOJIHOTO aHalIM3a HAOIIOAAeMbIX H3-
MCHEHHII MHHEPaJbHOr0O OOMEHAa Yy TAIMCHTOB C
(docdar-quabeToM MBI PaCCUMTAIM HHICKC IOTEPb
JIAHHBIX JJICKTPOJIUTOB C MOYOMA, /ISl YETO BBIYHCIISTU
KOO (PUIMEHThl  KAIBIMH  KPOBW/KAIBIMNA —MOYH
(CaK/CaM) u dochar xposu/dochar moun (Px/Pm).
JnHamuKka W3MEHEHUN JaHHBIX MHJEKCOB IIOKa3aHa
Ha pucyHke 1. Poct mamexca CaK/CaM y marmeHTOB
00erX TPyIIT Ha CPOKax OOCICAOBAHHS CBUICTEIIBCT-
BOBAJI O TOM, YTO B TTHAMUKE JICUCHUS ITPOUCXOIMIIO
«yIeprkaHre» Kalblus B opraHmMe (puc. 1, a), mpu-
YeM 3TO TMPOUCXOIWIO, COTJIACHO IIPEICTABICHHBIM
BBIIIC JIAHHBIM, OJIarofiapsi CHYDKCHHIO BBIBCICHHS
3TOrO AJICKTPOJMTA ¢ MOYOH. MEXIpyIIOBbIe OTIHU-
ypst kostebanus unnekca CaK/CaM kacaiich TOJIBKO
CPOKOB JIOCTH)KCHHUSI €0 MaKCHMyMa: Y MAaI[HECHTOB
rpynmbl A MakcumaibHble 3HaYeHns1 CaK/CaM orme-
YaIUCh B cepeuHe (DUKCAIMH, Y MAIMCHTOB IPYIIIIbI
B — Ha sTane nucTpakuym.

IlepBoe, uto Opocaercs B Tia3a IpH pacdere
uHaekca Px/PM — 3TO ero AByKpaTHOE CHIDKCHHE Y
manueHToB ¢ ¢ocdar-mnadbeToM OTHOCHUTEIBHO
BO3pacTHOH HOpMHEI (puc. 1, ©), COOTBETCTBEHHO
9TOMY MOXKHO CKa3aTh, YTO Y HalUeHTOB ¢ docdart-
nuabeToM motepu ¢ochara B YHUCIOBOM BBIpaXKe-
HUM YBEJIMYCHBI Oojiee YeM B JBa pa3a B OTJIMYHE
OT 3I0pOBBIX AeTel. B xoze neueHus y nanueHToB
00eux Tpymm OTMEYaNCs 3HAYUMBIH POCT JaHHOTO
COOTHOIIICHHSI, TIPYA 3TOM Y MAlUEHTOB TPyIsl B
uHaekc Px/PMm Ha Bcex cpokax HaOJrOAEHUS ObLI
BBIIIIE, Y€M Y IMAMCHTOB TPYMITEI A, YTO TOBOPUIIO
0 Oomee 3HaUYMMOH 3((GEKTUBHOCTH YICpPKAHUS
tdocdara B opranmzMe. OCHOBHBIM MEXaHHU3MOM
3TOr0 mporecca (MO JaHHBIM TaOn. 2) sBISAIOCH
CHIDKEHHE BhIBelleHHs (hocata ¢ MOUOI.

AHanu3upys MOJydeHHBIC TaHHBIC, MOXKHO OT-
METHTh, YTO y MHAIMEHTOB ¢ (ocdar-quabeTom B
X0JIe yCTpaHeHH KOCTHBIX jaedopMariuii Haboaa-
JIUCh  TOJIOKUTEJIbHBIC  M3MCHEHHUS  KaJbIHii-

¢dochopHOTO Ganmanca, CBI3aHHBIE C YACPKAHUEM)
000UX DIIEKTPOJIIUTOB B OpraHU3Me, NMpPEexXIe BCero,
3a CUET CHIDKEHHUS MX dKCKpeuud. [Ipu sTOM HEH-
TEHCUBHOCTb TOJIOKUTEIBHBIX CIBUI'OB MHHEPANb-
HOro oOMeHa ObUta OoJiee BBIpaKeHa Yy MAIMEHTOB,
MIPOJICYSHHBIX C HCIOJIb30BAHUEM apMHPOBAHHBIX
crmn ¢ ['A nokpsrtueM (rpynna B). Takue uzmene-
HHUS CIIOCOOCTBOBAJM aKTHBALMH MpoLecca MHHE-
pajM3aluny KOCTHOW TKaHH, YTO, B KOHEYHOM CYeTe,
Croco0CTBOBAJIO (HOPMHUPOBAHHIO aHATOMHYECKOI
LETOCTHOCTH KOCTH B 30HE JeheKTa.

Ecin paccyxnath 0 MpUYMHAX Pa3BHBAIOLIETO-
Cs1 TIOJIOXKHTEIBHOTO Kanblui-pochopHoro OanaH-
ca IpH JICYEHUH KOCTHBIX AedopMalui y marueH-
TOB ¢ (ocdar-nuabeTom, TO MPEACTABISECTCS Cle-
nytomas kaprtuaa. OnepaTiBHOE BMELIATENbCTBO U
MocyeaAyromasi KOppeKuusi KOCTHBIX Jedopmanuii
BBI3BIBAJIM AKTHBAIMIO OCTEOpENapaTUBHBIX IPO-
LeCCOB B 30HE Ae(eKTa, 4To TpeOOBAIO 3HAYUTEIb-
HOI MOOWMJIM3AIIMY MUHEPAIbHBIX PE3CpPBOB B Opra-
HHU3ME, PealM3yeMOil B OCHOBHOM 3a CYET aKTHUBa-
MM TOPMOHAJIFHON MapaTHPUH-KaJbIUTOHHHOBOW
CHCTEMBI, KOTOpasi, HECMOTPsI HA HAlMYHMe TCHETH-
YeCKOro JedekTa, CIocoOCTBOBaNA YACPKAHHIO
Kbl ¥ ¢ocdara B OpraHn3Me NAalUEHTOB Ha
JTamnax JieueHus. B 3THX yCIOBHUSIX JIOCTYIHOCTb U
HaJIM4Yhe JOTIOJHUTENILHBIX DPE3ePBOB KaJbLUs U
¢docdara B opraHu3Me SBISUIOCH OJHOW M3 JIMMU-
THPYIOIINX CTaIUi OCTEOpenapaTHBHOIO MpoIecca.
IIpeononeHne MUHEpanbHOW HEIOCTATOUYHOCTH Ha
JTanax JICYCHUs JOCTHIANOCh NMPH KOPPEKLHH Jie-
(bopManuii ¢ HCIIOIb30BAHIEM HHTPaMETyUISIPHBIX
ciun ¢ ['A mokpeituem (rpymma B). OmHako HeoO-
XOIMMO TPHU3HATB, YTO HAJIMYKE BPOXKACHHOTO Jie-
(exTa, CBI3aHHOTO ¢ 0OMeHOM (ocdaTa, MPUBOITH-
JIO K TOMY, YTO IOKa3aTeld MUHEPaIbHOI0 0OMeHa
B paHHUE CPOKH IOCJIE OKOHYAHUs OIEPaTHBHOTO
JICYSHUs] BO3BpAILIAJIUCH K JIOONEPALMOHHBIM 3Ha-
YECHUSIM.

3AKJIFOUEHUE

Takum o0Opa3om, Koppekiys AedpopManui HUX-
HHUX KOHEYHOCTEH y manmeHToB ¢ Qocgar-1uaderom
CONPOBOXKIACTCS  IOJIOXKUTENPHOH  JTMHAMHKOM
KanpImi-pochopHoro obmena. [Ipumenenue mpu
OIIepaTHBHOM JICYCHHH apMHUPOBAHHBIX CIHI[ C THJI-
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POKCHJIaNIATUTOBBIM TOKPBITHEM CIIOCOOCTBYET 060-
Jiee JUIMTENEHOMY TOJJIEP)KaHUI0 TMOJI0KUTETLHOTO
Kanblui-hocdopHOro Oananca y ManueHTOB C JlaH-
HOM MAaToJOruel 3a CYET JOCTYINHOCTH OCHOBHBIX
MHHEPAIbHBIX KOMIIOHEHTOB KOCTHOTO MaTpHKCa.
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MpennoxeH HOBbIA aBTOPCKUA METOA CTUMYMSALMM Ba3oHeoreHesa C MCMNOfb30BaHUEM

annapata WnnsapoBa: guctpakumus otwena 6onbuedepLoBor KOCTU; NPUBEAEHbI pe3ynbTa-
Tbl MPUMEHEHNS, pa3paboTaHbl NOKa3aHNSA U NPOTUBOMNOKa3aHUA, NPOBeAEH aHanM3 ownbok

1 OCHOXHEHUN.

KHura paccynTaHa Ha Xnmpypros, aHrmos10oroB, TpaBMaTosioroB-optonenos.

74



