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OCTEOJUCTPO®UA Y JETEH C XPOHUYECKHUMHU
3ABOJIEBAHUAMMU IIEYEHHU

Cykano A.B. — A.M.H., npodeccop, un.-kop. HAHPB; CaBuyk C.A.* — Bpau-
neguartp Y3 FAUNKB

YO «benopycckuii cocyoapcmeer bl MEOUYUHCKUU YHUBEPCUmMemy, Kageopa
demckux bonesneu Nel, Munck, bearapyco
*V3 I JIUKB, Munck, bBenapycs, kafedra.pediatrial @yandex.ru

Diseases of the skeletal systemis now widely distributed throughout
the world. In recent years, osteopotosis is diagnosed more often in people
with chronic liver disease. In our country, issues related to hepatic osteody-
strophy in childhood and adolescence until now remained poorly understood
and determine the relevance of scientific and practical research on the issue.
Therefore the development of methods for early diagnosis, prevention and
treatment of these children - a way to improve their health now and in the fu-
ture.

Key words: osteodystrophy, children, skeletal system, chronic liver.

BBenenme. “3a0o0sieBaHrss KOCTHOM CHCTEMBI B HACTOSIIEE BpEMs
IIMPOKO PACHIPOCTPAHEHBI BO BceM Mupe. B mocnennue rojibl 0cTeonopos Beé
qale JAWAarHoCTUPYETCs y JETe C XPOHMYECKOM MaToJoTHed neyeHu. B
HaIIeW CTpaHe BOIPOCHI, Kacarolluecs MEeYEeHOYHOW OCTEOAUCTPOPHUHU B
JETCKOM U TOAPOCTKOBOM BO3PACTE, IO HACTOAIIETO BPEMEHHU OCTAalOTCS
HEAOCTATOYHO M3YYCHHBIMH U OOYCIIOBJIMBAIOT aKTYaJbHOCTh HAy4YHO-
MPaKTUYECKUX HCCIIEeOBaHUN 1Mo JnaHHOM mnpobneme. IlosTomy paspaboTka
METOJIOB CBOCBPEMEHHOH JMAarHOCTUKH, MPO(HUIAKTUKH M JICYCHHS] TaKUX
JETeH — MyTh K YKPETIJICHUIO UX 3I0POBbsI B HACTOAIIEM U Oy TyIIIEM.

OcTteomnopo3 — Haubosee pacmpocTpaHEHHOE CHCTEMHOE 3a00JIeBaHHE
CKEJIETa, XapaKTEepU3YIOLIEEeCs HU3KOM KOCTHOM MAacCOu U MUKPOCTPYKTYp-
HBIMH TTOBPEKICHUSIMH KOCTHOW TKaHM, YTO TIPUBOJUT K MOBBIIICHHON XPYII-
KOCTH KOCTH W YBEJIMUEHHUIO PUCKa MEPEIOMOB. JTO ompezeneHue chopmy-
JUPOBAHO HAa MEXIYHAPOAHBIX KOH(EpeHUusx mo ocreonopody B Komnenra-
rede (1990 r.) u I'onkonre (1993 r.) u sBHIsAETCS B HACTOAIIEE BpeMsl 00IIIe-
NpUHATHIM [3, 7].
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Ocreornopo3 NpoTeKaeT MIUTEIBHO U MOpPa)KaeT 3HAYUTEIBHYIO YacTh
Hacenenud. CorjiacHo 3akitoueHuto 3kcnepToB BO3, octeonopos 1o yacTtoTe
BCTPEYAEMOCTH 3aHUMAET YETBEPTOE MECTO Cpear HEMH(MEKITMOHHON MMaToI0-
TUH, YCTYTasl JUIIb CePACYHO-COCYIUCTHIM, OHKOJIOTUYECKUM 3a001€BaHUSIM
u caxapHomy auabery. B mupe HacumthiBaetrcss okono 200 MIH 4eloBeEK,
crpagaromux octeornopozoM (JI. A. Poxunckas, 1998). B mocnennue rop
OTMEYAETCA U POCT BBISBISIEMOCTH AETEH CO CHUKEHHOW KOCTHOM Maccoi.
[Tocnennue cBeeHUS O YAaCTOTE OCTEONMOpPO3a B JIETCKOM BO3PACTE HMMEIOT
OosbiIoi pazopoc — oT 5 10 59%. OnHako OOJBIIMHCTBO POCCUMCKUX aBTO-
POB CUMTAIOT, YTO HAaUOOJBIIYIO YaCTOTY CHUKEHHOW MUHEPAJILHON TIJIOTHO-
CTH KOCTHOM TKaHU PETUCTPUPYIOT B MOJPOCTKOBOM BO3pacTe. IMUIEMHUOIIO-
TUsl MIEPEIOMOB CBUJIETEJILCTBYET O TOM, UTO UX MAaKCUMyM B JETCKOM:BO3-
pacte mpuxonutcs Ha 5-7, 13-14 net u MoXeT ObITh 00YCIIOBIICH 3HAUNTEIIb-
HBIM YBEJIMYEHHUEM POCTa Ha (POHE HEIOCTATOUHOTO HAKOILJIEHUS € BO3pACTOM
KOCTHOM Macchl. B nuTeparype MMEIOTCS CBEIEHHS O CBSI3H QCTEOINOopo3a
B3pPOCJIBIX U HAKOTUIEHHS] KOCTHOM MaccChl B J€TCKOM BO3pacte. ABTOPHI yT-
BEPIKIAIOT, UTO €CJIM MUHEpaJbHasi Macca KOCTU B JIETCTBE ObliIa CHUYKEHA Ha
5-10%, TO B MOKKJIOM BO3pacTe YacToTa nepesioMa meiku Oeapa yBeanyuBa-
ercsa Ha 25-30%. B nureparype npuBOASTCSA JaHHBIE O MPSIMO 3aBUCUMOCTH
MUHEpaIbHON TJIOTHOCTH KOCTHOW TKaHU >KCHIIAH OT HOTPEOJICHUS B I€TCT-
B€ U IOHOCTU MPOJIYKTOB MUTAHUS, OOraThIX KAJIBIIUEM, O BOZMOKHOCTH TPHU-
pocTa MuKa KOCTHOUM Macchl y B3pocibix Ha 5-10%3a cuét notpednaeHus BO3-
pPacTHOW HOPMBI KaJIbIIAS B PaHHEM JCTCKOM Bo3pacte. [1o manHbiM 3apyOex-
HBIX aBTOPOB, 3TOr0 JOCTATOYHO JJIAL ABYKPATHOIO CHUKEHUSI pUCKA TEPEIIo-
MOB B Oojiee mo3gHue mepuoisl xuszam [1, 2]. CnemoBarensHOo, nedumut
KQJIbIIMS M BO3HUKAIOIIMI BIOCIEACTBUU OCTEONOPO3 CTAHOBSITCS YPE3BbI-
YailHO Ba)KHBIMU COI[MATIbHO-OKOHOMUYECKUMHU Tpobiiemamu. B nepByto ouye-
peab 3TO CBA3AHO C OCIIOKHEHUSIMU OCTEONOpO3a — MepeIoMamMu Tel MO03BOH-
KOB, IIEHKHU OEAPEHHOM KOCTH U T.J., IPUBOASAIIMMHU K UHBATUAHOCTU 0OJIb-
HBIX U UX BBICOKOM CMEPTHOCTH OT COITyTCTBYIOIIMX 3a00JieBaHui [8].

N3BecTHO OO0IBIIOE KOIMYECTBO MPUYMH PA3BUTHUS OCTEONOPO3a, UTO
HArJIAJIHO JEMOHCTpUpyeT oOmenpuHsaTas kinaccudukamnus. CoriacHo mo-
cleaHeN, OCTEOIOPO3 Y B3POCIBIX U JIETEH MOXKET OBITh MEPBUYHBIM (HUJIHO-
NaTUYeCKUM) i BTOpUYHBIM. [lepBuuHblil coctaBisieT 10 85% Bcex ciydyaeB
3a0o0jieBaHUs. DTO OCTEONOPO3, KOTOPHIN BBISABISIETCS 0€3 COMYTCTBYIOIICH
MaTOJIOTHH WIN MpUeMa MpenapaToB, HETaTUBHO BIMSIONIUX HAa META0OIN3M
KOCTHOM TKaHU. Kiaccudeckoe ero nposiBIEHHE — MNOCTMEHONAY3aJIbHbIN
ocTeornopos [7]. BropuuHbI OCTEONOPO3 OOBIYHO SBIISICTCS OCIIOKHECHHEM
pa3IMYHBIX 3a00JIeBaHMM (3]I0KaYECTBEHHBIE HOBOOOpPA30BaHMS, SHIOKPHUH-
HbIE, BOCMAJIUTENIbHBIC, T€MATOJIOTHYECKUE U JIPYTHUE), WIH JIEKApCTBEHHOMN
Tepanuu (CUCTEMHAasi XUMHUOTEpanus, JydeBas Tepanus, aHIpOoreHHas U dCT-
pOTeHHas JenpUBaIlvs, IPUEM TITIOKOKOPTUKOUJIOB), MPU KOTOPHIX pa3BUBA-
I0OTCSl HApYIIEHUSI MUHEPAIBHOTO OOMEHAa M KOCTHOT'O PEMOJCIMPOBAHUS.
BTopuuHbiii 0CTEONOPO3 UMEET KOHKPETHBIM ITUOJOTUUECKUN (HAKTOP U MO-
KET OBITh pa3jiesieH Ha TPU TPYMIIbL:
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o OCTEOI0PO3, CBSI3aHHBIN C OCHOBHBIM 3a00JIEBaHUEM;

o OCTEOIIOPO3, BOSHUKAIOIINN B PE3yJIbTaTE JICUEHUS;

o OCTEOIOpPO3, pa3BUBAIOIINICS HAa ()OHE OCHOBHOTO 3a00JIEBaHUS
U TEpANuu, CiocoOCTBYIOIIEH €ro pa3BUTHIO [2, 6].

B HOpMe cymiecTByeT O6aiiaHC MEXy OCTEOJIU30M U (POpMHUpPOBAHUEM
HOBOI KOCTH — IMOCTOSIHHO MPOMCXOAUT PEMOJEIMPOBAHUE KOCTHOW TKaHH.
Ocreonopo3 xapakTepusyercsi NOTEPEe KOCTHOTO MATPUKCA U MUHEPAIIbHBIX
COCTaBISIIOIIMX KOCTU. HaunmHaeTcs ycuieHue paccacblBaHHs KOCTH H TOp-
MOKEHHE KocTeoOpazoBaHus. MexaHU3Mbl 3TUX MPOIECCOB K HACTOSIIEMY
BPEMEHM JI0 KOHIIA HE M3yuyeHbl. [Ipeamnosararor, 4To B MAaTOT€HE3€ UTPAIOT
pOJIb HEIOCTATOK BUTaMHUHA JI ¥ KaJlbliMsl, TOPMOHAJIbHBIE (DAKTOPBI, OUITHDY-
OouH. MI3MeHeHus1 B KOCTHOM TKaHU MPUBOAT K MEPEIoMaM UK BBIPAKCHHO-
My 00JIEBOMY CHHAPOMY B KOCTSX [6].

PaccMoTpum HEKOTOpBIE MPOLIECCHI, KOTOPHIE TPOUCXOIAT B MEUCHU U
UTPAIOT BAXKHYIO POJIb B CUHTE3€ KOCTHOM TKaHU M OOECHECYCHHH €€ IMOJIHO-
neHHocTu. M3BecTHO, UTO ThaBHOW (yHKIHeEH BuTamuHa [ sBnsercs mon-
JiepKaHue ToMeocTa3a Kaiblus U Gocdopa, a TakKe ydacTUe B PEryssiuu
psiga OMOJIOTHYECKH Ba)KHBIX TIPOIIECCOB B OpraHu3Me. MIMEHHO B 1eueHu BU-
taMuH J| mom AeicTBMEM MHUTOXOHIPHAIBHOTO W/WIW MHUKPOCOMAIBHOTO
dbepmenTa (hepmeHTOB) NpeBpaimaercs B 25-ruapokcuButamud D (oauH u3
OCHOBHBIX MeTa00JuTOB BUTamMuHa J[). UacTb ero mepeHoCUTCs KPOBBIO K
CBOUM TKaHSIM-MHUIIEHSM (TOHKUI KHIIEUHUK U KOCTh), IJI€ OH MOJIepKUBA-
€T roMeoCcTa3 Kajbllus, a HeOoJbINas 4acTh 25-ruApokcuButamuHa D monu-
BepraeTcsi FTiAPOKCUIIMPOBAHMIO B .IIOYKax ¢ 00pa3oBaHUEM 00Jiee aKTUBHOTO
metabonmuta — 1,25-OHD (kanmbuutpuosna). CiaenoBaTeabHO, MPU XPOHUYE-
CKHX 3a00JIEBaHUSIX TMICHYEHN KOCTHBIC HAPYIIICHUS HE SBIISFOTCS PEKOCTHIO U
OOBSCHSIOTCSI COBOKYITHOCTHIO (DaKTOPOB, MPUBOASIINX K CHIDKCHHUIO YPOBHS
KOCTHOTr0 MeTabomu3ma. Takum 006pa3oM, K 3TUM (pakTopamM MOKHO OTHECTH:

o HapylIeHue abcopOuny BuTaMuHa /|, mocTymnaromero ¢ nuiei;

o IIOTEPI0 BUTaMUHa /| ¢ KaJIOM U MOYOU;

o HapylIeHHe CBSA3bIBaHUS BUTaMMHA J| 1 ero MeTaboIUTOB XKey-
HBIMU KUCIIOTAMU;

. MOBPEX/ICHHE MEXaHU3Ma 25 - THAPOKCUIMPOBAHUS BUTaMUHA /]
B TICUCHN;

o aHopekcuto [3,5].

[Teuenounas ocreomuctpodus — MeTaboIMYEcCKoe 3a00JeBaHUE KOCT-
HOM TKaHW, BO3HHMKAIOIIEE Y OOJBHBIX C XPOHHYECCKUMU 3a00JICBAaHUSMH TIC-
yeHu. [Ipu 3TOM HAOIIOMAFOTCS IBa BUIA HAPYIICHUN: CHIKEHUE MUHEPAITb-
HOW TIJIOTHOCTH KOCTHOM TKAaHU - OCTEOICHUS, OCTEOIOPO3 - U OCTEOMAJISALIUSL.
OcTteonenusi, pa3BUBAIOMIASCS MIPHU XOJecTa3e (MeYeHOoUHass 0CTeoauCTpodus)
SBJISIETCSI PE3YJIbTATOM KaK OCTEONOpP03a, TaK U OCTCOMAJISIINH, OJTHAKO SIBJIC-
HUS OCTeoropo3a npeodnanatotT. Ha pa3BuTrHe oCTEONEeHUHu B JETCKOM BO3-
pacTe OKa3bIBAIOT BIUSHHUE MOMYJISIIMOHHBIE (DaKTOPBI: TUIIOTOHAINU3M (KOTO-
PBIif MOKET Pa3BUTHCS KaK OCIOKHEHHE ITUPPO3a MEUCHU ), CHUKEHUE UH]ICK-
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ca Macchl Teja, 3JI0ynoTpebieHre aakorojieM (OJAPOCTKH) U HAPYIIEHUE TTH-
tanus. He MeHee 3HaunMbIMU (PaKTOpaMHu SIBISIFOTCS U TTOCJIEICTBHS IIUPPO3a:
HapyuieHue meradonusma /{3, HEZ0CTaTOYHOCTh OCTEONPOTETepHUHA, UHCY-
muHonoo0Horo (akropa pocta-1 (IGF-1). Kpome Toro, dopmupoBanue
¢ubpo3a medyeHu BEAET K HAPYIICHWIO MEXAaHM3MOB CHUHTE3a JIaHHBIX Be-
mectB. CienyeT MOMHUTh U O T€HETHYECKON MPEepaciioyioKEHHOCTH 00JIb-
HBIX, Y KOTOPBIX MMEKTCS ONPEIEICHHBIE aJUIe T'€Ha, KOJUPYIOIIEro pe-
nentop K ButamMuny /(3. IIpoBonnmast KOpTUKOCTEpOUAHAS U TAYPETUUECKAS
Teparnuy OKa3bIBaeT HEOJIAronpusATHOE BO3JAEHCTBUE HA META00IN3M KOCTHOU
TKauu [1, 2].

Yaie Bcero rneyeHouHasi OCTEOAUCTPOPUS OTMEUAETCS y JeTe ¢ mep-
BUYHBIM WJIM BTOPUYHBIM OWJIMApPHBIM IUPPO30M. MOXKET MMETh.3HAUEHNE
HapylIeHne MeTaboIr3Ma KOpTH30ia B TICUCHU U Pa3BUTHE METAOOIUICCKOTO
TUIIEPKOPTULIM3MA U TUIIOroHaau3Ma [1].

[Toutu B 50% ciydaeB ocTeonopo3 NpoTeKaeT OECCUMIITOMHO MIIU Ma-
JOCUMITOMHO U BBISIBJISIETCS YK€ MPU HAJIMYUU TIepeioMOB. W3-3a CHIKEHUS
POYHOCTH KOCTHOM TKaHU MEPEIOMbI CIy4aroTCsl MPU MUHUMAJIBHOM TPaB-
MaTHU3Me, TOCTATOYHO Beca COOCTBEHHOI'O Teja WIIK HEJIOBKOTO JBUKEHUS.

Menuko-conmanbHbie TPO0IeMbl OCTEONIEHUI. M OCTEONOPO3a BO MHO-
TOM OCTalOTCSI HE U3yYEHHBIMHU B IeaUaTpUueckoil mpaktrke. OcoOCHHO ak-
TyaJbHBl MCCIIEJIOBAaHUSI HAPYIICHUH MPOLECCOB (OPMUPOBAHUS KOCTHOM
TKaHU y JIETE€U C Pa3IMYHOM XPOHUYECKOM ITATOJIOTUEN, TPUBOIAILEH K U3MeE-
HEeHUIO (PochOpHO-KANBIIMEBOIO0 TOMEOETa3a, B TOM YHCIIe U IpU 3a00JeBa-
HUSX MEYEHU. DNHUIEMHOJIOTMYECKUE. UcelieqoBaHusl B Poccun mpakTHdecKu
3I0pPOBBIX JeTel B Bo3pacTe 5—16 JieT moka3aiau, YTO CHUKEHHE MHUHEpPAJIb-
HOM TJIOTHOCTH KOCTHOM TKaHH B 3aBUCUMOCTH OT Bo3pacta umeroT 10-30%
ob0cnenoBanubix [4]. B CILIA y 54,3% neteil mpu XpoHUYECKUX 3a00JI€BAHU-
X TICYEHHU Pa3BUBAETCSA QCTEONEHMsSI, HE3aBUCUMO OT JABHOCTH 3a00JI€BaHMUS
(American association-of endocrinologists and infectious diseases). IIpu 3ToMm
HEraTUBHOE BIIMSHUE XPOHUYECKOM MATOJIOTMH HA KOCTh MOXET ObITh 3HAUM-
TEIbHO OTAAJICHO MO BPEMEHH M YCUJIMBATHCS HEMOJIHOLIEHHBIM MUTAHUEM,
CHUKEHUEM JIBUTATEIBHON aKTUBHOCTH, PUMEHEHHEM OOJIBIIOTO KOJIMYECT-
Ba MEJIMKaMEHTOB.

B mmreparype mpuBOASTCS JaHHBIE O XapaKTEPHBIX BHYTPUYTPOOHBIX
VM3MEHCHHUAX KOCTHOW CHCTEMBI JETEU, POXKICHHBIX OT MaTeper, KOTOPHIC
CTpaJIalOT XPOHUYECKUMHU 3a00J€BaHUAMH TedYeHH. YueHbiMH Kananbr u
CHIA ycrtanoBnieHo, uto y 30% nereid, poKJIeHHBIX OT TAKUX MaTe€pEei, BbISIB-
JIEHBI BPOXK/ICHHBIE JUCIUIA3UM CKEJETa, MPU KOTOPBIX MMEIOTCS aHOMalluu
dbopMHpOBaHU CaMUX TKaHEH OMOPHO-IABUTATENBHOrO ammapara. OHU Tpo-
SBJISIOTCS Pa3IMYHbIMU JAe(OpMALIMSIMU CKEJIETa, BO3HUKAIOIMIMMH B MPOLEC-
ce pocta pedbenka. Hanbonee yacto HaOMOJAIOTCSI OCTEOXOHAPUTHI, IEPHO-
CTaJIbHbIE HAJIOKEHUS, BPOXKJICHHBIN BBIBUX O€pa, a TakKe pa3IuyHbIe MO-
POKM pa3BUTHS OTAECIBHBIX YacTeu ckenera. [1, 2].

B Hameli crpane BOpochkl, Kacaroluecs MeYeHOYHON OCTe0UCTpOodun
B JIETCKOM M TIOJIPOCTKOBOM BO3pAacCTe J0 HACTOAILIEIO BPEMEHH OCTAIOTCS HE-
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JOCTATOYHO HW3YYEHHBIMH M  OOYCIOBIMBAIOT aKTYaJbHOCTh HAay4YHO-
MPAKTUYECKUX HCCIEOBaHUN 1Mo naHHOUM mpobneme. [losTomy paspaboTka
METO/IOB CBOEBPEMEHHOM AMArHOCTUKU, MPOPUIAKTUKHU U JICYCHUS TAKUX JIe-
Tel — MyTh K YKPEIJICHUIO UX 37I0POBbS B HACTOSAIIEM U OYIyIIEM.
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TEYEHUE FEMOJIMTUKO-YPEMHWYECKOI'O
CHUHAPOMA'Y AETEHN

Cykano A.B.— A.M.H., npodeccop, uneH-koppecnoHaeHt HAH Pb,
My4ykoBa H.B. — acnupaHT

YO «benopyccxuii 2ocyoapcmeennvlii MeOUYUHCKUU yHusepcumemy, kageopa
demckux obonesneu Nel, 2-a J[I'KbB, Munck, bBerapyco

Hemolytic uremic syndrome (HUS) is characterized by the triad of
thrombocytopenia, microangiopathic hemolytic anemia and acute renal fail-
ure. HUS may be classified as either diarrhoeal-associated or non- diarr-
hoeal/atypical (aHUS). HUS is the common reason for acute renal failure in
children. The vast majority of cases occur in children younger 5 years old and
follows diarrhea. Ethyology, clinical manifestation are described. Approach to
the diagnostics is given.

Key words: children, hemolytic uremic syndrome, thrombocytopenia,
microangiopathic hemolytic anemia, acute renal failure .

BBenenne. B HacTosimiee Bpemsi OOJIBIION UHTEpEC MPEACTABISET HC-
CJIeIOBaHHE MAJIOM3yYEHHBIX MATOJOTUIECKIX U3MEHEHHN, HAOII0Iat0IINXCSI
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