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[locnennue mecsATUNIETHS XapaKTEPU3YIOTCS U3MEHEHUEM Te-
YeHMsT XPOHUYECKUX 00JIe3Hell OPraHoB MHUIEBaPEHUs Y JIeTeN:
paHHUM 1e6I0TOM, YaCTHIMU PELUANBAMU, GOJIBIIUM KOJITYECTBOM
COYETaHHOM MATOJIOTUH KaK JKeJIyZOYHO-KUIIEYHOTO TPAKTA, TaK
u Ipyrux opranos u cucreM [ 10, 26, 28]. IIpu aToM BocnaauTe b-
HBII TIPOIIECC B CJAMBKUCTOI 000JI0YKe KETYIKA ¥ TOHKOU KUIITKU
XapaKTepU3yeTcs PACIPOCTPAHEHHOCTBIO U BBIPAKEHHOCTHIO MOP-
omormyeckux MIBMEHEHUH, B TOM YHCJIE 1 aTPOUIECKIX (4], TpH-
BOMAMINX K HAPYIIEHWIO PACIIETIIEHIST U BCACHIBAHWS HYTPUEH-
TOB U TIOCJIEAYIONIEMY CHUKEHUIO MUHEPATBbHON TJIOTHOCTU KO-
ctu [8, 53, 65].

CHUKeHIe MUHEPAJIBHOM IIIOTHOCTU KOCTH KJIMHUIECKH UI€H-
TUGUIUPYIOT Kak ocTeoreHuio win ocreornoposd (OIT) [15, 17, 19,
39, 49]. B nocJieziHue TO/BI 32 PYOEKOM IIHPOKOE PACTIPOCTPaHE-
HIe TIOJIyYnJia THII0Te3a, COTJIACHO KOTOPOH OCTEeOTeHNYeCKUid
CUHJIPOM Y JIeTeii U MOJIPOCTKOB SIBJISIETCST OTHOM U3 TIPUYUH PO-
cTa 3260J1eBaeMOCTH OCTEOTIOPO30M Yy B3pociibix [70, 73]. 3o 06-
YCJIOBJIEHO T€M, YTO B JIETCKOM U TIOJ[POCTKOBOM BO3DACTe HaKa-
rmBaercsi 86% reHeTHYeCKH JIeTePMUHIPOBAHHOI KOCTHOM MACChI
(IMKOBOI), TapaHTUPYIOLIel TPOYHOCTb U YCTOHYMBOCTD CKeJle-
Ta K BO3JEHCTBUIO HEOIArONPUSATHBIX 9HAOTEHHBIX M 9K30TEHHBIX
dakTopos B nocyeayiomue roawt xkusnu [11, 41, 67, 77]. lannoe
00CTOSATENIBCTBO BHI3bIBAECT 3HAUMTE/ILHBII MHTEPEC K TIPOBIeMaM
MeTab0JM3Ma KOCTHOM TKaHH, OCTEOCHHTe3a U Pe30pOIny B JIeT-
CKOM BoO3pacTe B HOpMe U 1ipu natosioruu [51, 79].

K Hacrosmemy BpeMeHH H3BECTHO, YTO MapKepaMH OCTEOCHH-
Te3a SIBJTIOTCS OCTEOKANBITIH, KOCTHAS (PpakIis mesroqHoil goc-
(arazbl, C- 1 N-KoHIIeBbI€ ponenTu b npokosuiarena I Tumna [40].
K ocHOBHBIM Mapkepam KOCTHOIl Pe30pOIiK OTHOCSIT TapTpart-
pesucTeHTHyI0 Kucayto dhocdarasy, ruIpOKCUTIPOIIITH, THPUIH-
HOJIUH U JIEOKCUTTUPUMHONNH, a Takxke C- u N-KOHIIeBbIe TeJo-
nenrtu/ibl kostareHa I tuma, B-CrossLaps [ 73, 84]. B-CrossLaps o1-
HOCHUTCS K TPOLYKTaM JIeTPa/Ialliy KOJIJIareHa, KOTOPBII SIBIISIETCS
OCHOBHOH COCTaBJIAIONIEeN KOCTHOTO MATPHUKCA, U TIPH Pa3pyLICHIN
OCTEOIMTOB MOMAAET B KPOBb.

KauHUIUCTBI TaBHO 3aMeYasIi, YTO XPOHUIECKUI TaCTPOLYO-
et (XT/1) yacto conpoBosKAaeTCsl UBMEHEHUSIMU KOCTHO CH-
CTeMBbI B BUJIE CKOJIMO30B, HAPYIIEHUS] OCAaHKHU, 3a601eBaHIi Cy-
CTaBOB, BBICOKOIT 4acTOTHI Kapueca |5, 50, 61, 66, 87].

Jlanuble 0 pacrpocTpaHeHHOCTH CKOJINO03a TIPOTUBOPEYUBBI U
kosiebsioTest B npeaenax ot 1% 10 53% [1, 2, 23]. sanos A.B. 1o
pesyabTaTaM OHO(POTOHHOH aGCOPOIIMOHHOM IEHCUTOMETPUH CJie-
JIaJl BBIBOJL O JIOCTOBEPHO (0Jiee BBICOKON YacTOTe U BbIPAKEHHO-
cru ckosmosa y gereit ¢ HP-acconuuposannsim XI'/1, npezamnosa-
rast BausiHue nHbuimpoanus HP Ha mporeccs (hopMupoBatmst
ckesieta. OIHAKO JIAHHBIX B [10JIb3Y HAPYIIEHUS MUHEPATU3AIUN
KOCTHOI TKaHU y 06¢JIeI0BaHHbIX JieTell aBTop He BoisiBu [14]. B
cBoio ouepenib Xaycrosa [.I'., olleHuBasi MUHEPATBHYIO IIIOTHOCTD
kocreit (MIIK) y neTeii ¢ XxpoOHUYECKUM racTpOLYOJICHUTOM, BbISI-
BHJIa HECOOTBETCTBUE KOCTHOTO BO3PACTA MACIIOPTHOMY, CHITKeE-
HIe TIoKa3aTereil Macchl Testa y Kaxkmoro msroro (19%) u pocra 'y
Kax0ro gecaroro peberka (9%). Ha ocHOBe COBpeMEHHBIX TeX-
HOJIOTHI (IByX9HEPreTHYECKasi PEHTTEHOBCKASI I€HCUTOMETPHS,

DXA) eto 6bLIO yCTAHOBJIEHO, UTO Y jietelt 5—13 sier ¢ xpoHuye-
CKUM TaCTPO/YOAEHUTOM COXPAHSIOTCS (PU3NOTOTHIECKUE 3aK0-
HOMEPHOCTH KOCTHOTO MeTab0JIM3Ma U HaKOTIJIEHHsT KOCTHOM Mac-
cpl ¢ Bo3pacToM. IIpu aToMm cpeiHeBo3pacTHBIE IOKA3aTeIN KOCT-
Horo o6mena y geteit ¢ XTI O6bn 3naunmo amke (p < 0,04), yem
B TpYIIIIEe MPaKTUYECKU 3/0POBBIX zleTeit [33].

Ilo nanubiM Hosuxosoit B.I1. yacrora Hapymenuii ocaHku y
JieTell J0OCTOBEPHO BBIMIE IPH ayTOMMMYHHOM XPOHNYECKOM Ta-
CTpUTE, YeM IpH HeayTonMMyHHOM [ 26]. Hapymenne ocanku mipu
AYTOMMMYHHOM FaCTPHUTE MOKET OBbITh CBSI3aHO C BJIMSTHIEM aHTH-
tes1 K H'/K*-AT®ase napueraabHbIX KJIETOK JKeJIyaKa Ha 6Jm3-
KUI 110 XUMUYEeCKOMY CTpoeHuIo (pepmeHT — BakyoJsipayio H/
K*-AT®agy, pacroJiosKeHHYIO B IINTOILIA3ME OCTEOKJIACTOB [4 ] 1
YYaCTBYIOIIYIO B IIPOIIECCE KOCTHOH Pe30POIINHL.

Yacrota kapueca mpu XI'/[ coctaBsieT o JTaHHBIM Pa3HbIX aB-
topoB ot 20 10 88% [43, 34, 53]. B mocsenHme roas KapruosHast
60JIe3Hb PACCMATPUBAETCSI B KAUECTBE JIOKATBHOTO TIPOSIBJIEHUSI
CHCTEMHOI1 natoJsioruyt ocreocuuresa. Omycanbl pasHble I1aTore-
HeTHuYecKre BapuaHThl (OPMUPOBaHMS Kapueca y neteil. Tak, B
OJTHUX CJIyYasX, T/ie JOMUHUPYIOT TIPOIecchl pe3opbimi B (op-
MHUPOBAHNN Kapueca, Takske HapyIIeHbl IIPOIecChl OCTEOCHHTESA,
JIONIOJTHUTEIBHO CO3/1aBast IIPEIIOCHIIKY JJIS IPOTPECCUPOBAHUS
60JIe3HH; B IPYTUX CJIYYasiX YCKOPEHHAast Pe30pOIHst KOCTH code-
TAeTCsI C KOMIIEHCATOPHBIM IIOBBIIIIEHIEM KOHIIEHTPAIIH OCTe0-
KaJIbIINHA KPOBH, YTO B KAKOI-TO CTENIEHN MOXKET 3aMeJTUTh ITPO-
rpeccupoBanue kapueca [16, 39]. HecmoTpst Ha BBICOKYTO Y4acTo-
Ty coueranuii XTI/ u kaprnosHoii 60Je3HM, TIPOIECCHI MOLYINPO-
BaHUS U PEeMOJICJINPOBAHNS KOCTHOI TKaHU y ieTelt mpu XI/] He
orucawns [ 59, 80].

Haubosiee n3ydyeHbl BBANMOOTHOIIECHUS YPOBHSI KAJIBIISI B Chl-
BOPOTKE KPOBU U COCTOsTHMSI Jkeqyka [12, 24, 50]. Dxcnepumen-
TalbHBle U KIMHUYECKHE HMCCJIeI0BAHMS TTOKa3aln, YTO THIIep-
KaJIBITIIEMUS COTIPOBOKAAETCS YCUTIEHNEM, a THITOKAIBITIEMUST —
YTHETEHHEM SKeIyZouHoil cexpenuu [12]. Vsydenue Mexanus-
MOB 3TUX IIPOILIECCOB II03BOJIUJIO CYUTATh FACTPUH MeIUATOPOM
WHYIIMPOBAHHOM KasbiieM rutiepcexkperuu [82]. He nckioye-
Ha B3aUMOCBSI3b XKeJTy/[0YHOH CeKPeIny 1 C YPOBHEM KPOBOTOKA
B CJIM3UCTOH 060I0UKE JKETYAKA, YCUTUBAIONIETOCST O/ BIHMSTHI-
eM Kasbimst [58].

MHorue hepMeHTbI aKTHBU3UPYIOTCS B IPUCYTCTBUH KAJIbIIUA:
JmIasa nopkenyrouHoii sxkesessl, AT@asa, pocdoanacrepasa n
ap. [12, 32, 33]. Tax, gepuIuT KaJbIus BHI3BIBAET OJIOK KIETOU-
Horo 1uKJa (B dase G), 4To He MOXKET He OTPA3UTHCSI Ha TOCTOSTH-
HO TIPOTEKAIONIEM TIPOIiecce OGHOBIEHNUS MAPUETATHHBIX KIETOK
CJIUBUCTOI 000J10UKH Keqyaka [12].

MortopHasg QyHKINA KelyT0YHO-KUIIEYHOTO TPAaKTa OIIpe-
JieJi1eTcsl aKTUBHOCTDIO TVIAIKOMBIIIIEYHBIX KJIETOK, HaX0AA1el-
Cs1 B IIPSIMO IIPONIOPIMOHAIBHOMN 3aBUCUMOCTH OT KOHI[EHTPAIUT
11T030J1bHOTO Ca*'. VIoHbI KaJbIiusi, aKTUBUPYST BHYTPUKJIETOY-
Hble GrosHepreTnyeckue mpoiecchl (bochopunuposanue be-
koB, nipespaierre ATO 8 TAM® u 1p.), cioco6CTBYIOT coe/u-
HEHWIO HUTEH aKTHHA U MUO3UHA, 4TO 00eCTIeYnBaeT COKpaIeHIe
MBIIIEYHOTO BOJIOKHA. OHUM U3 YCJIOBHIT, HEOOXOUMBIX JIJISI CO-
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KpAaIlleHHs MBIIIEYHOTO BOJIOKHA, SIBJISIETCSI BBICOKAsI AaKTUBHOCTD
dochonmacrepassr, koTopast yuactyeT B pacuieriennun TAM®
u obecTiedeHn SHEPTHEH TTPOIECCOB COEIMHEH ST AKTHHA € MHO-
suHOM [12, 13].

3BecTHO, 4TO OOMEH KaJIbIHsl B OPraHu3Me HAXOIUTCS T10/L
JKECTKUM PETYJIUPYIONINM BJAUSHUEM CI0KHON, MHOTOYPOBHEBOI
TOPMOHAJIBHOI CHCTEMBI, BAXKHEUIITMMU KOMITOHEHTAMH STBJISTIOTCST
putamuH D [36, 47| 1 ero akTUBHAS TOpMOHAIbHAS (DOpPMa KaJIb-
IUTPHOJI, TAPATUPEOUIHBIN TOPMOH, THPOKAIBIINTOHUH, TOPMOH
POCTa, HOJIOBBIE TOPMOHBI, IIPOJIAKTHH, UHCYJINH U PsifL ApyTux [12,
45]. BesycoBHO, 1I00bIE SHAOKPUHHbBIE HAPYIIIEHNUST, IPUBO/ISIIIE
K HApYILIEHUIO KaJIbI[MEBOT0 OaJIAHCa, KaK CJECTBIE, IPUBOJIST K
Pa3BUTHIO OCTEOTIEHMYECKUX COCTOSTHUN C OJTHO CTOPOHBI 1 U3Me-
HEHUIO JKeJTyJOYHOI ceKpenuu ¢ Ipyroit [34, 76, 82, 84].

B T0 ke BpeMsi BIMsIHIE HA ITPOLECCH BCACHIBAHUS KAJIBIIUS
U eTO YPOBEHb B KPOBU OKa3bIBAaeT M OPraHMYecKas MaTOJIOTUS
JKKT[6, 18, 30, 37, 50, 54]. B nacrositee Bpemsi natoreses Hapy-
menuii GochopHO-KaIbIMeBOro 0OMeHa U3yYeH B OCHOBHOM ITPU
TSIKEJIBIX OPAKEHUSIX [IEYEHU, TOJICTON KUTITKU, HACJIE/ICTBEHHBIX
CHH/IPOMAaX MaJibabCcOpOIUH, B TOM YHCJIe ANCAXapPUIA3HOI Hello-
crarounoctn [24, 29, 37, 38, 50, 54, 55, 56, 63, 69, 75]. Tax, mpu
CUHIPOME MasibabCOPOLIUU TIPOSABJIEHUS CO CTOPOHBI KOCTHOM CH-
CTeMBI YKJIA/[BIBAIOTCS IIPEUMYIIIECTBEHHO B CUMIITOMBI OCTEOMa-
JISIIUK — YaCTbie TIePEIOMBbI, HOJIU B KOCTSIX PA3IMYHON JIOKAJIH-
3aIUu, HapyIleHe OCAHKU B CATUTTAJIBHON U (DPOHTAIBHOM T1JT0-
cKoCTHAX, iehopmanuu koHeuHOCTeH [30, 44]. ITH ke n3BMEHEHUS
OTIMCAHBI TIPU TIeJTUAKUY [44], TPU COCTOSTHUSX TIOCTIE PE3EKIIUU
skesyzika. OCHOBHBIM (haKTOPOM, SIBJISIIOIIMMCST TIPUYMHON OCTe-
OMAJIAIUY B 9TUX CJIyYasX, 10 MHEHUIO UCCle/loBaTe el ABJIseT-
Cs1 HEJIOCTATOYHOE TIOCTYIJIEHWE B OPTAaHM3M Pa3IMYHbIX MUHE-
paJioB, ipexie Bcero — Kasbius [20, 57, 60, 67, 69]. B cBoio oue-
pellb, HapyIlIeHre PaCcIleTIeHUs 1 BCACHIBAHNS HYTPUEHTOB IIPH
XPOHMYECKHX FaCTPOLYOIEHNTAX Y JIeTel HePeaIKO COTIPOBOXKIAET-
€51 CHUKEHHEM JIMHETHBIX Pa3MepOB TeJa, ANCTapMOHUYHBIM Pa3-
BUTHEM, H3MEHEHIeM IIPOIeCCOB KOCTHOTO PEMOJIETIMPOBAHUS U
CHIKEHMEM KOCTHOU Macchl [21, 27,49, 51, 52]. Oxuoii u3 npuduH
MOZKeT ObITh BTOPUYHAS JIAKTa3HAas HEJIOCTATOUHOCTh, UMEIOIIAsCS
y 70% GOMBHBIX XPOHUYECKHUM racTpoxyoxenutoM [35]. 3Bect-
HO, YTO JIAKTO3A, SIBJISISICH TIABHBIM 1 JIETKOYCBOSIEMBIM HCTOUHI-
KOM 3HEPTHH, CIIOCOOCTBYET TOJIEPKAHUIO 4/[EKBATHOTO TPAHC-
[OPTa KaJIbLUS B KUIIEYHHUKE. [UIIOKATIbIMEMUH CIIOCOOCTBYET
TaKke 6e3MOJIOUHAsT IUeTa, UCTIOJIb3yeMast TIPY JICYEHUH aJlaKTa-
3UM U TUNoJIaKTas3uu [24]. VIMeloTcs cBeleHus, 4To PU JIaKTa3-
HOIT HEJIOCTATOYHOCTH ¥ TUIIOKAJIBITIIEMUH Y JIeTell pAHHETO BO3-
pacTa 3aMeCcTHTeIbHAs TePANs IpenapaTaMu JakTassl («JlakTasa
Bebu») B couetanuu ¢ npenaparamMmu KapboHaTa KaJbIlust 1 BUTa-
muHa /3 BeicokoaddertBHa [24]. B T0 ske BpeMsi 60IBIINHCTBOM
HCCIeoBaTesiell 0TMEYAETCsI, UTO BJIUSIHAE XPOHIMYECKOIT TacTPO-
JLyOJIEHAJIbHOI TIATOJIOTHU HA KOCTHBINA MeTaB0JIM3M U FOMEOCTa3
MUKPO3JIEMEHTOB, OCOGEHHO B JIETCKOM BO3PACTe, M3Y4eHO Hel0-
cratouno [37, 42, 43, 46, 48, 89].

CHuxenue BcacbBanus Kaupliys npu HP-acconuupoBannom
XT/T [72] mozxeT GbITH CBSI3QHO C MOBBIIIIEHHEM BCACHIBAHUST KOH-
KypPHUPYIOILEr0 ¢ HUM HUKEJIsl, KOTOPbIil 00pasyercs B IPoLecce
Jerpajany 6akrepuanbHON ypeassl B skeaynke [9, 14]. ssect-
HO, yto HP cunTe3upyer pepmeHT ypeasy, KoTopas HaKarInBa-
€TCs1 B CIIM3UCTOI 0bostouke xenyaka [3, 14]. Ypeasa copepkut B
cBoeii cTpykrype Ni, KOTOpbIii IpU HAXOKAECHUH B JKenyKe 00pa-
3yer jierkoBcacbiBaemyio popmy — NiCly. Hanuuune y HP Hukesb-
TPAHCIIOPTHBIX O€IKOB [65] 1 06pazoBaHKe aMMUAYHBIX KOMILIEK-
coB ¢ NH3, BbIJIeJIIEMbIX PV THAPOJIM3E KapbaMuaa GakTepuasib-
HOIT ypea3oil, MOJKeT TakKe IPUBOJUTH K TOBBIIIEHUIO yCBOsie-
MOCTH 9TOTO MHUKpO3jeMeHTa. [[oBbIlIeHne MOCTYIIIEHNST B OP-
rauuaM Ni, cBszannoe ¢ unduiuposanueM HP, moxer npuso-
JIATD K PsIJLy HEKeTaTeTbHbIX 3(h(HEKTOB, 00YCIOBIEHHBIX TOKCH-

YeCKUM U MyTareHHbIM BO3/ICHCTBIEM 3TOTO MUKPO3JIeMeHTa [ 3].
Bo3amo:kHO, 4TO PE3yIBTATOM 3TOTO BO3JICUCTBUS SABISETCS HAPY-
nreHue (OPMUPOBAHUS KOCTHOM crucTeMbl [31], HO KIMHNYeCKNX
1 9KCIIEPUMEHTATIBHBIX NCCIIEI0BAHIIA 110 9TOMY BOIIPOCY HAM He
BerpeTusiocs [ 14].

[Ipeamosaraercst, 4TO PN Ay TOUMMYHHOM TaCTPUTE AHTUTEA
k H'/K*-AT®a3e napueranibHbIX KIETOK JKeJIyAKa TIePEKPECTHO
pearupyror Ha GJIU3KUI 0 XUMHUYECKOMY CTPOEHUIO (hepMEHT —
Bakyossipayto H' /K*-AT®a3y ocreoknactos [83], koTopast yua-
CTBYeT B poriecce KocTHoi pe3opbiuu. C 610KoM 9Toro ke (ep-
MeEHTa CBSI3aHa BBICOKAS 4acTOTa OCTEONIOPO3a IIPH AMUTEIHHOM
npueme UHrHOUTOPOB NPOTOHHOI TToMmItbl (VITTIT) [68]. Mccae-
JIOBaHUSI MOCJIETHUX JIET TIOKA3aJIH, YTO TIPU JJIUTEJNBbHOM (B Te-
yeHue HecKoIbKuX JieT) npumeneranu UIIII pis nevenns xponn-
YecKOIl racTpO/yoieHATbHON TTATOJIOTUN TIOBBINIAETCS PHICK BO3-
HUKHOBeHUs 11epesioMoB Kocteit |68, 86, 87, 88] kak ciencrBue
0CTE0II0PO3a.

[Ipu Takux 3a60/€BaHUSAX ONIOPHO-ABUTATENBHOIO AIINAPAaTa,
KaK aHKUJIO3UPYIONIUI CIIOHIUIOAPTPUT, CIIOHIUIOAPTPOIIATHH
y HAIUEeHTOB Pa3InYHBIX BO3PACTHBIX TPYII B 26% CJydaeB mpu
TIATEIbHOM UCCIIeA0BAHNY BhIstBJIsieTCs Goestb Kpona [75], uto
06y CJIOBJIEHO €JINHBIMI TTATOTEHETHYECKUMHU MEXaHU3MaMHU 3TOMN
AyTOMMMYHHOI 1aTOJIOTUH.

N3sBectHo, uTo y 80% meTeli ¢ IpU3HAKAME AUCTIA3UH COEMHU-
tespHOI TKaHU (JICT) maronorus muieBapuTeIbHOI CHCTEMBI SIB-
JieTcs Beyieii (CTpaaoT COKpaTuTeIbHast, CEKPeTOPHasi, BbIIe-
sresbHag u Apyrue Bakueitne gpyukimn YKKT) [22]. Haubosee
gacto (60—65% ) Tpu aTOM y ZIeTeli CpeJIHEro 1 CTapIIero MIKOJIbHOTO
Bospacra Berpevaercst XTJI. HemuorouucsieHtbie myOinKaimm, mo-
cBaniertbie ocobennoctsm X1y nereii ¢ cunapomom J[CT, nator
PasHOpEYUBbIE CBECHUS O XapaKTepe MaTOJOTHIECKOTO MPoIiec-
ca. C o71HO#1 CTOPOHBI, OTMeYatTest GoJiee paHHU 1e00T 1 Hoee
VIOPHBII XapaKkTep TeueHust 3a00JIeBaHUS TPU OTCYTCTBUH SIPKOT
xauanku XTI, C gpyroii cropounst, y muorux zeteii ¢ JJCT, Hao-
6opor, onpezensiercs 6oJiee MaHU(DECTHDIN XapaKTep racTPoOLyo-
JeHaIbHOM naTosorun. [ToMuMo HapyIieHus: CTPYKTYPbI U DY HK-
111 OPraHOB MUIIEBAPEHUST B COCTAB CBOEOOPA3ZHOTO «CHHIPOMA»
HePE/IKO BKIIOYAIOTCS IeUITIT MAcCh Te1a (OTMEYAeTCs TOYTH Y
tperu geteii ¢ [CT), n3amenennst B rpyAHOM U TOSICHIIHOM OT/ie-
Jie TIO3BOHOUHUKA (TUIIEPJIOP/103, KO3, CKOJN03), CMHPOM Be-
reTaTUBHOMN IUCTOHUH U JIP. DTU 0OCTOSITENBCTBA 00y CITABINBAIOT
HEeOOXOAMMOCTD YIIyOJIEeHHOTO 00CIeI0BAH S TTUIIEBAPUTENTBHOTO
tpakray gereii ¢ JICT [22] 1 MOTYT CBUIETEIbCTBOBATD O €IMHBIX
IeHETHYECKUX MEXaHU3MaX, 00y CIaBJIMBAOIIUX COYETAHHOCTB I1a-
TOJIOTHH TINIEBAPUTETBHON 1 KOCTHOM CHCTEMBL.

MHoro4nceHHbIe NCCIe/JOBAHIS, IIPOBE/ICHHbBIEC K HACTOSIIe-
MY BpeMEHH, HO3BOJIMJIN [OJY4NTh JIAHHbIE O TeHaX, KOAUPYIO-
[UX CTPYKTYPHBIE KOMIIOHEHTBI KOCTHOTO MeTabosn3ma [62, 64].
Ha npeamer cgsu ¢ MITK Gbuin mccieoBaHb 110 KpaiiHeil Mmepe
16 xanaunatHeIX reHoB [81]: a2HS raukonporens, PB/I, OP1 u
2P2, COLI a1, COLI a2, IL-6, TGF, perenTtop KaJabIIUTOHU-
Ha, IGFI, ocreokanbiinn, MeTHIeH-TETPAruIpodoIaTpelyKTasa,
IL-1B-anTaronuct peuenropa, cynepcemericrso TNF-penenTopa;
PEIENTOP, YYBCTBUTEbHBINA K KaJbIUI0, apoMaTasa, UHTHOUTOp
{c-nmknH3aBucMoit Kuuasbl [ 78, 85 . VIX IpoyKThl BKIIOYEHBI
B MeTab0JIM3M UJIH CTPYKTYPY KOCTH. ACCOIMATHBHBIE HCCIIE0BA-
HYis OBLITN BBITIOJTHEHBI ¢ KOCTHBIMH (DEHOTHITAMH, Ubst HACJIE/ICTBEH-
HOCTbH He ObLJTa YeTKO MOJTBEPK/IeHa (KOCTHASI IOTEPST U MIePEIO-
MBI [I03BOHOYHUKA ). KpOoMe TOro u3yueHbl HeKaH/[M/IaTHbIE FeHbI,
ruouass HLA DRB1 u anosunonporenn Y [19, 73, 84].

VHTeHCMBHO M3yYasioch BJIUSHUE MOJUMODP(I3Ma TeHOB pe-
nenrropa ButamuHa D (PB/l) Ha xampiueBsiii romeoctas. beiio
MOKA3aHo, YTO YPOBEHD OCTEOKAIbIINHA Y BB wHAMBUIY yMOB ObLI
3HAYUTEJIBHO BBIIIE, YeM y TeX, KTo umes bb-remorurn. IIpu bb-
reroruiie Obiia Boisiiena 6osbiiast MITK. Mexanusm, npu KOTo-
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POM JitoObie u3MeHeHus B ajieasx PBJ] MOryT IpUBOAUTH K U3-
MEHEHUSIM KaJbIIMEBOTO U KOCTHOTO TOMEOCTa3a, HesceH. boiee
TOTO, B HACTOSIIIEE BPEMsI HEJb3sl IPU3HATH JOKA3AHHON CBSI3b
reta PB/I ¢ pasBuTrem Takoro 3aboJieBaHusl, Kak 0CTeonopos. B
IBYX GOJIBIIUX UCCJE0BAHUSIX CHOCOB HUKAKHX JIAHHBIX, CBUJIE-
TebCTBYIOIUX 0 cuerviennu penorunioB MIIK ¢ PB/I- nokycom
Ha 12q12 -14, He HaiineHo [62].

B3auMOCBsI3b HTUX TE€HOB € 3a060JI€BAHUSMU KeEJIYTOUHO-
KHIIIEYHOTO TPAKTA HE N3ydeHa.

Komnmaren tuna 1 ansgal (COL1al) coBMecTHO ¢ KoJIIareHOM
tuna 1a2 (COL1a2) cocraBisgeT KoJumareH KOCTH, KOTOPBIH ABJIS-
€TCs IJIABHBIM CTPYKTYPHBIM O€JIKOM KOCTHOTO CKeJieTa. MyTaimu
B COL1alu COL1a2 BbI3bIBAIOT MOHOTEHHYIO O0JI€3HB, TAK HA3bI-
BaeMblii He3aBepPIIEHHBIIT 0ocTeoTeHe3 Win osteogenesis imperfect.
B HEMHOTOYHCIIEHHBIX NCCIIEI0BAHUSIX HE BBISIBIEHO CBSI3U TTOJIHU-
Mopduoctn naTpoHHOI yactu reHos COL1al m COL1a2 ¢ de-
HOTHUIIAMU KOCTHOM Macchl [78]. B To sxe Bpems umelorcs cseje-
HUSsI, YTO S-JIJI€Jb WJIN SS-TEHOTHUIT CBSI3AHbI C PUCKOM Pa3BUTHS
OCTEOTIEHNY WJIM BO3HUKHOBeHUsI riepesioMoB [64, 81, 85], pu-
ckoM pasButus kapueca [19]. Kyssmuna /[.A. u coaBT. n3yumim
+12545GT nonumopduam CollAl y nereii ¢ XT/l u conyrcTBy-
I0IIMM KaprecoM. B pesyJibrate GbIJIO BBISIBIEHO, YTO Y JleTell ¢
BBIPaKeHHBIM (PGPO30OM CTPOMBI CJIMBHUCTOI 060JIOUKHI JKEITY/I-
Ka [0 CpaBHEHUIo ¢ TanureHTamu 6e3 ¢pubposa Hanbosee peaKo
peructpupyiorcst renotunisl SS (33% npotus 72%) u yaiie — Ss
(42,6% tipotus 28%) u ss (24% nporus 0%) (p=0,0004, C=0,58).
Pazsimuwii B yactorax BerpedaeMocTu reHoTHnoB reda Coll A1 pu
yMepeHHOM (GHrbOpO3e 110 CpaBHEHUIO ¢ narueHTamu 6e3 huodpo-
3a He BbIsiBJIeHO. ss-Tenorun +12545GT nommmopdusma CollAl
obHapy:keH y 7,5% IalMeHTOB TIPH JAeKOMIIEHCHPOBaHHOMN (op-
Me Kapueca. Ss-reHoTun obHapy:xkeH y 53,7% tporus 28,3% 1pu
KoMIleHcupoBaHHOH opme 1 11,9% y unrakrHbIx. Takum o6pa-
30M, Y HOCUTEJIEN S-aJITeist KAaK B TOMO3UTOTHOM, TaK M B TETEPO-
3UTOTHOM COCTOSTHUH MMEIOTCsS GoJiee BIPaKeHHbIE N3MEHEHHSI
CU3UCTON 060JI0uKH JKesryaKa B Buzie ¢hubposa (24% u 42,6%),
a TaK’Ke yallle BCTPeYaeTcs IeKOMITeHCUPOBaHHast (popMa Kapue-
ca (7,5% n 53,7%) [19].

Ten uncysmuonono6Horo hakropa pocra (MMP) Takske pacema-
TPUBAETCS KaK KaHAUAATHBIN ren pa3BuTus Huskoir MITK. Boiio
MIOKA3aHO, YTO IIPU MYKCKOM OCTEONIOPO3e HI3Kasi KOHIIEHTPAI[HS

MNDP-1 cBgsana co cnennduyecknm amieiem MMDP-1 mukpoca-
TesuTa ¢ XapaktepabiMu CA-mosropamu B 192 monosxenun |71,
75, 84]. B apyroii paGore [70] aTOT TEHOTHII aCCOUUPOBAIC C
nusknm yposuem VIMDP-1 B ceiBopoTke y 85 MasbunKOB U JI€BO-
uek 1mybepraTHOro Bozpacra. OJIHAKO ITH JlaHHbIe He OBLIH MO/
TBEPIK/JEHbI B UCCJIE/I0BAHUSX SAIIOHCKUX aBTOPOB [74]. B nacro-
siee BpeMsi POJI0JIKAeTCst 0TO0P HOBBIX KaHIMIATHBIX T€HOB.
WHTepecHo, uTo HanboJiee pacpocTpaHeHHbIH B SIorun (Goiee
75% nacesienust) bb-renorun PB/I naBan GoJiee BbIpaskeHHBIN OT-
BET, YeM TeTepPO3UTOThI, KOTOpbIE JTUG0 ¢J1abo pearupoBasu, 1100
IIpUEeM JIEKapCTB YXy/AIIAl COCTOsIHUe cKejleTa. B apyrom uccie-
JIOBAaHUU PeaKIlusl Ha TIpueM BuTamMuHa D BapprpoBasa ¢ CooTBeT-
crBun ¢ renoruriom PBJT [75, 88, 90].

Takum 06pasoMm, mpoitecce (POPMUPOBAHKST HU3KOW MUHEPAJIb-
HOU MJIOTHOCTH KOCTHOM TKaHU OCTAeTCs BCe ellle HeJIOCTATOYHO
MOHSTHBIM. Pe3yJbTarTel, OTydyaeMble Pa3HbIMU TPYIIIAMH HC-
caiefioBaresiell, 4acTo OBIBAIOT IPOTUBOPeYrBbl. MHOrOMaKTOP-
HbIIT [IPOIECC HE MOXKET ObITh ONUCAH AEHCTBUEM OJHUX TOJBKO
TeHETUYECKIX MU KaKUX-TO MHBIX JieTepMUHAHT. [Iporieccs dhop-
MUPOBAHUS KOCTH, & TaK K€ BO3HUKHOBEHNE TIPU3HAKOB HU3KOM
MUHepaIN3aINN KOHTPOJUPYIOTCS CJIOXKHBIM KOMILJIEKCOM TeHe-
THYECKUX, TOPMOHAJIBHBIX 1 BHEIIHIX ONPEEJISIONIIX, KOTOPbIE
TECHO B3aUMOJIEHCTBYIOT Mex 1y c000ii. ITOCKOIbKY KOCTHBIM ro-
MEOCTa3 PeryJIupyeTcss MHOTUMU KOMIOHEHTAMHU, YITPABJISIONIH-
MU POCTOM U ITPOYHOCTBIO KOCTH, TeHETUYECKIIT KOHTPOJIb IOJIKEH
OCYIIECTBIATHCS MHOKECTBOM I'€HOB, NMEIOIINX PAa3JINYHOE 3HA-
4eHue, B TedeHue KU3HN HHANBUAYyMa. MesKay TeM KOMILTEKC-
HOe 1 HanboJree MPOTHOCTUYECKU HEOIATOTPUSATHOE BIUSTHUE CO-
YeTaHUs FeHOB KaK HA KOCTHbIE TKAHW 1 TKaHU 3y0a, Tak 1 Ha Op-
TaHbl XKeJyNTOYHO-KUIIEYHOTO TPAKTa He onucano. ExuHudnbre
paBoThI MOCBSIIEHBI ACCOIMAIMK KAHANJATHBIX '€HOB, CBSI3aH-
HBIX ¢ HU3KOUM MUHepasim3aiueil koctHolt Tkanu nipu X[/, B mm-
Teparype MPAKTUIECKH HET JAAHHBIX, OTPAXKAIONINX B3aNMOCBSI3b
0COOEHHOCTEN KIMHUYECKOTO TeYeHUsT 1 MOP(DOJIOTHYECKON Kap-
tunbl XI'/] ¢ nporeccamu popMupoBaHus cKeseTa U PeMOJesIH-
POBaHIUs KOCTHOI TKanu y zeteit |5, 21]. MI3yuenue aTux BOImpo-
COB — J1e10 GuvsKaiiiero Gy ymiero.

Ilo onpocam ucnorv308anHot asmopamu aumepamypo. oopa-
watimecs 8 pedaxuuio.
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