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MykoBucumao3aTa e Hali-4ecToTo reHeTUYHO 3abonsiBaHe, C Hali-B1UCOKa YeCTo-
Ta cpep Osinata paca. Bce no-arpecvBHOTO NaTtoreHeTUYHO neyeHve Ha 6o-
necTTa pesyntupa B nogobpeHO KauyecTBO M MPOABLIHKUTENHOCT HA XXMBOTa Ha
OonHMTE OT MyKOBMCUMAO3a. Taka KnMHU4YHaTa cumnToMaTuka ce oboratsia C
HOBM M35IBU, Cpen KOUTO U Te3u, aHraxupaiim KOCTHO-CTaBHMS anapaT. Te ca
MHOroakTopHO 0BYyCrnoBeHM U ce n3passiBaT BbB: 3abaBeH pacTex Ha pbCT U
Terno; 3abaBeHo pa3BUTUE, BKIOYUTENHO 1 NyOEpTETHO; HaManeHo Ka4yecTBo U
KONMMYECTBO Ha KOCTHUSI MUHeparn — OCTEONEHUs U ocTeonopos3a. HamaneHoTo
Ka4yeCTBO M KONMMYECTBO Ha KOCTHUSI MUHepan MoXe Aa AoBeAe A0 NaTonornyHu
dpakTypy 1 Knosn MHOro Mo-paHo, OTKOSIKOTO Ce ovakBa npu 3gpaBu. Te
BfioLaBaT CbCTOSHMETO Ha NaUMEHTUTE U KaYeCTBOTO MM Ha XMBOT, KaTo [O-
MbIHUTENHO M MHBanuauavpat. JobpusaT KOHTpon Ha 3abonsiBaHETO e ycro-
BME 3a NpefoTBpaTsiBaHe 1 3abaBsiHe Ha NOCOYEHUTE YCIOXHEHMS.
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Cystic fibrosis (CF) is the most common genetic disease with the highest
incidence among the Caucasian population. The more aggressive pathogenetic
treatment of these patients can improve the quality and quantity of their life. On
the other hand, the clinical symptoms become enriched with new events, among
which are those related with the skeletal system. They are determined by a lot
of factors. All of these factors lead to a delay in growth and weight gain, delayed
pubertal development, and decreased quality and quantity of the bone mineral,
resulting in osteopenia and osteoporosis. Therefore, pathologic fractures and
kyphosis may occur earlier than expected. These complications worsen the
patients overall health, quality of life and further disable them. Prevention, early
recognition and treatment are the most effective strategies for sustaining bone
health to help maintain quality of life in patients with CF.
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MykoBucuugosata (MB), nnu knctnyHata cunb- poaeHn geua [58]. XeTepo3nroTHOTO HOCUMTENCTBO
po3a (K®), e Han-pas3anpoCTpaHEHOTO BPOOEHO Xn- e okoro 3,3%.
BOTO3acTpallaBallo 3abonsBaHe cpepn 6sinata pa- Cpen pasnuuHute nonynaumm 3abonsiBaHeTo
ca[l, 2,12, 42, 43, 60]. YHacnegsisa ce aBTO30M- Bapupa ot 1/936 xmeopogenu (Kanaga) oo 1/5500

HO-peLlecuBHO, cbC cpegHa vectota 1/2000 >xumBo- (B eBponewckaTa vyacTt Ha Pycus) [36].
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MoHacTodAwem pa3no3Hatute GonHM no ceeTa
ca okono 60 xun., nonoBuHaTa oT kouto B CAL
[23].

Bce no-arpecuMBHOTO MaToOreHeTUYHO neveHue
Ha 3abonsBaHeTO pe3ynTupa B NogobpeHo KayecT-
BO W MPOABLIPKUTENHOCT Ha XMBOT Ha B0nHMTE OT
MyKoBMCUMAO3a. Taka KnMHUYHaATa cUMMTOMaTuKa
ce oboraTtsBa C HOBWM U3ABU, CPed KOUTO U Tesw,
aHraxupalym KOCTHO-CTaBHWS anapat, KOMTO ca C
He MO-Manko KMAMHUYHO W CcouManHOMeanLMHCKO
3Ha4eHue.

lMpomeHuTe B ONOpPHO-ABUraTeNnHUs anapar npu
bonHWTe ce m3pasaBaT BbB: 3abaBeH pacTex Ha
pPbCT U Terno, npu gobbp anetuT [11, 14, 37, 46];
3abaBeHO pasBUTME, BKITHOYUTENTHO M NybepTeTHO
[6, 35, 47]; HamaneHo Ka4yecTBO W KONMYECTBO Ha
KOCTHWSI MWHepar — OCTEONEHNs U OCTeonoposa.
Mpu yacT OT maumMeHTNTe C MyKOBMCLUMA03a € Onu-
caH u T.Hap. K& cebp3aaH apTtput [34, 40].

KocTHute npobnemu ca onvcaHun 3a NbpBu NbT
kaTto yacTt oT cuHgpoma K® npes 1979 r. n Hanoc-
nefbK 3anoysaTt ga ce NosiBABaT KaTo YecTo cpe-
LaHo ycrnoxHeHue Ha 6onectta. ETnonorusata Ha
KoCcTHUTe 3abonsiBaHus e MHorodpakTopHa. OcHoB-
HW B3auMogencTBalim cu dpaktopu ca: manabcop-
bumata Ha ButamuH D, HegoxpaHBaHeETO, Hamare-
HaTa ABuUratenHa akTMBHOCT Ha OonHWUTe, KopTU-
KocTepougHaTta Tepanusi, 3abaBeHOTO nNyb6epTeTHO
Cb3psiBAaHe U pPaHHUAT XMMNOroHaauM3bM. B gonbn-
HeHne XpoHu4HaTa 6enogpobHa MHAEKLMSA N BUCO-
KATE CEepyMHM HUBA Ha UUTOKMHUTE CTMMYynupar
yBENMYEHMETO Ha KOCTHaTa pe3opbuus n Hamane-
HVeTO Ha KOCTHOTO obpasyBaHe. HamaneHoTo ka-
YeCTBO U KONMMYECTBO Ha KOCTHUSA MUHepan, pesyn-
TaT oT Te3n dakTopu, MOXe Aa oBede A0 naTono-
MMYHN OPaKTypu U KNMEPO3N MHOFO MO-paHO, OTKOS-
KOTO ce o4akea npw 3gpasu mHaveuaun [7, 8, 22,
56].

Koctute ca *wuBa, HenpekbCHaTO Bb3CTaHOBSBA-
Wa ce TbkaH. [pouechbT Ha marpaxxgaHe U pasrpax-
JaHe Ha KOocTHaTa TbKaH (pemogenvpaHe) npotuda
npes Lenus Xu1BoT Ha YoBeka. KocTHaTta pe3opbuusi 1
dopmurpaHe ca oBa B3auMHO GanaHcupaluy ce npo-
ueca npv Mragu xopa C HOpMmariHo XpaHeHe, ousm-
Yyecko HaToBapBaHe U nybepTeT. MNMKbLT Ha KOCTHa
Maca e okono 30-roauviiHa Bb3pacT, crnej KoeTo KOoc-
THaTa maca HamansBa ¢ 0,4% roguLiHo.

Muoro nacnegsanusa [7, 9, 10, 13, 18, 28, 48,
50, 56] nokassar, 4ye 50-75% OT Bb3pacTHUTE ¢ KO
MMaT HamaneHa KOCTHa NMABbTHOCT W MOBULLEHA
yecToTa Ha paktypute. Kudosarta, koATo obuk-
HOBeHO ce nosiBaBa cnef 50-roguiiHa Bb3pacT npu
3[paBu xopa, YecTOo € No-paHHa npu xopa C MyKo-
Bucumposa [7]. MNpeBeHumaTa, paHHOTO pasnosHa-
BaHe W fevyeHve ca Haun-edumKacHUTe cTpaTerum 3a

nogabpxaHe Ha J06po 3gpaBe Ha KOCTUTE Mpu
Te3n naumeHTn.

HuckaTta kocTtHa nnbTHOCT npu KO e nonveTn-
onorv4yHa, B HenHaTta nartoreHesa ce npennuTar
MHoOro daktopu [16].

OcTteonenusiTa, Unn HamareHarta KocTHa nnbT-
HOCT Ha MUWHepana, e YecTo cpellaHa u npu geua-
Ta cneq nybeprteta n npu Bb3pacTtHu ¢ K [18, 50].
Bb3pacTHUTE MMaT noBeyve PUCKOBU hakTopu U
3aToBa ca no-3acerHatu. Cnopep onpegeneHveTo
Ha HaumoHnanHaTta poHgaumsa no octeonoposa, 20-
34% ot Bb3pacTHUTEe ¢ KO umart ocTteonoposa
(4ynnmBwm kocTn). Ho npeobnagaBaHeTo Ha OCTEO-
neHundata goctura go 85% npu nscnegsaHe Ha Bb3-
pacTHU C MyKOBMCLMO03a.

[aHHnTe oTHocHo KMI1 (KocTHa MuHepanHa
NbTHOCT) TpsibBa ga ObaaT BHMMATENHO MHTEp-
npeTvpanu 1 aa 6baat B3eTn Npeasna MHOro dak-
TOpW, KaTO Marnkus pasmep Ha TAMoTo U ,He3psna-
Ta” CTPYKTYypa Ha KocTuTe.

MHoro npoyyBaHusa gokassaTt, yYe GonHute oT
MyKOBMCLMAO3a Aela U Bb3pacTHU MMaT Mo-HUCKa
KOCTHa MABLTHOCT OT 3[4paBW KOHTPOMM Ha cbLyata
Bb3pacT, KaTo KOCTHOTO 3acsaraHe npu T9x 3anoysa
npubnmanTenHo no BpemMe Ha 6bp3ns pacTex B
nybepTteTa, Korato geLaTta ¢ MyKoBUCLMA03a YECTO
3ano4yBaTt [a u3octaBaT OT CBOMTE 3[4paBu BPbLCT-
Huum [35, 44, 57].

Cnepn aHanus Ha pesynTatuTe Ha e4HO OT npo-
yuBaHusTa [4] € yCTaHOBEHO, Ye HMcKaTa KOCTHa
Maca e pe3ynTaTt Ha yBenuuyeHa KOoCTHa pe3opbuus.
YCTaHOBABaT Ce BWCOKM HUBA Ha YPWUHEH LEOKCU-
nupvavHonuu  (OMNA) w ypuHeH H-tenonentug,
npegcTaBnsABalM Mapkepu 3a KOCTHa pesopbuus,
npu Marka npomsiHa B KOCTHOTO chopmupaHe (neko
yBEnMYEeHN CTOMHOCTM Ha KOCTHaTa ankanHa doc-
datasa npwu mscnegBaHaTa rpyna B CpaBHeEHME C
KOHTpPONUTE, AOKaATO HMBATa Ha CEpPyMHUS OCTeo-
KanuuH ca CxO4HW B ABeTe rpynu). Tean pesyntatu
ca NoTBbPAEHU U B Apyru npoyyBaHus [3, 4] n ypes
PEHTreHOBO M3MepBaHe Ha KOCTHaTa MNMbTHOCT C
rnomoLitTa Ha [ABOWHOEHepruiiHa peHTreHoBa ab-
copburomeTpus — DXA metog [39].

KocTHute 3abonsiBaHusi ca BbB Bpb3ka C Oe-
nogpobHOTO 3acsraHe M CTENeHTa Ha MarnHyTpu-
unata npy 6onHuTe ¢ K®. Hskonko npoy4yBaHus
noTBbpXxaaeaTt, vye naumeHtute ¢ K&, konto mmart
no-BMCOKa cTerneH Ha (PyHKUMOHMpaHe Ha Genute
apoboBe M no-gobpo XxpaHeHe uMmaT ,Mo-CUNHK'
koctu [5]. MaumneHtnte ¢ K cbe cepmosHo Genoa-
pobHo 3abonsasaHe (FEV1 < 30%), Hyxgaewm ce
OT Haco4BaHe B LIeHTbP 3a TpaHcnnaHTaumu, 4ecTo
nmaTt KOCTHO 3abonsBaHe C A0Ka3aTerncTBO 3a Ku-
do3a M MUHaNM PaKTypu Ha ObATUTE KOCTW,
rpbOHaYHM npewnexHu unu pebpa.
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KocTHOTO pemogenvpaHe e noA BhAvsiHWE Ha
CUCTEMHW XOPMOHM, LIUTOKMHU U NOKarnHN pacTexXHn
dakTopun. MHoro chaktopu B cepyma u pecnmpatop-
HUS TpakT Ha nHamsnam ¢ KO morart ga ctumynupar
ocTeoknactHata pesopbuus, B T.4. TNF-a, IL-1, IL-6,
IL-11 [5, 33]. MHoro BBb3NanUTENHW LMTOKWMHM ca
HaMepeHW B MOBULLEHM KOHLIEHTPaALUN B XPOHUYHO
UHdekTUpaHn 6enu gpobose (xpayka n GpoHxoan-
BeonapeH naBax) K cepym. OOpartHaTa Bpb3ka
Mexay Oposi Ha WMHTPaABEHO3HUTE aHTUOMOTUYHU
KypCOBe WM KOCTHaTa MiTbTHOCT € WHAMPEKTHO AoKa-
3aTeniCTBO 3a Bpb3kaTa Mexay Bb3narneHneTo, uu-
TOKMHOBaTa NPOAyKUMSt U KOCTHOTO 3apase [59]. Mo
BpeMe Ha ek3auepbauus Ha 6enogpobHaTa MHGEK-
LMs NpyM MyKOBMCLIMA03a, CEpyMHaTa KOHLEHTpaLust
Ha IL-1, -6, TNF-a n mMapkepuTe Ha KOCTHa pe3opb-
una — ArnMd, ypyHen H-tenonentua, HapacTtsar, Lo-
KaTO KOHUEeHTpauusaTa Ha CepyMHUs OCTeoKamnuuH
Hamansiea. Te3an abHOPMHOCTM M34ye3BaT MOYTU Ha-
MbNHO, KoraTo 6enogpobHata MHMEKUMa ce TpeTu-
pa ¢ aHTUbMoTUuM, cuanotepanus n ce nogobpu
XpaHuTtenHuat ctatyc. KMl e cbC CKNMOHHOCT Aa
ocTaBa no-ctabunHa npu Bb3pacTtHu ¢ K cnepn Ge-
nogpobHa TpaHchnnaHTauus, Aopu HapacTea npu
peumvnmeHTn, KOMTO NokassaT A0ObP U3XOA.

BnuaHneTo Ha HSAKOM XOPMOHM BbPXY KOCTHa-
Ta NMBTHOCT NPU MYKOBUCLMOO3HO OGonHuUTE €
006ekT Ha peauua npoyyBaHusi. NonoBuTe XOPMOHM
ca HamaneHu npu toHown ¢ KP, cpaBHEHN C KOHT-
ponu Ha cbliaTa Bb3pacT [6, 35, 45, 52]. 3abase-
HUAT NyGepTeT UNU paHeH XUMOroHaau3bM, pesyn-
TaT OT He4OCTaTbYHOCTTa Ha MOJNIOBUTE XOPMOHMU,
€ n3BecTeH oT noseye oT 20 rogvHM M yyacTBa B
K® cBbp3aHOTO KOCTHO 3acsiraHe. 3abaBeHoOTO ny-
OepTeTHO pasBuUTUE MOXe Aa 3abaBu U KOCTHUSA
pacTex, U AOCTUraHeTo Ha NUKOBa KOCTHa maca. 3a
LacTe KaKTo 30paBHUAT CTaTyC 1 NPEXUBAEMOCT-
Ta Ha nHameuamte ¢ K& ce nogobpsieaT npes noc-
negHUTe 4YeTUMpU OeceTuneTus, Taka ce nosuLIaBa
W YecToTata Ha HOpPMarHoOTO nybepTeTHO pa3Bu-
Tue. MNMpuunHaTa 3a HeJoOCTaTbYHOCTTA Ha NOMOBU-
T€ XOPMOHU Han-BEepOSATHO e XunoTanamycHa Auc-
YHKUUST OT XPOHUYHOTO BornenyBaHe, NOHEXe Hu-
BaTa Ha roHagoTPOMHMUTE XOPMOHU Ca MNOBULUEHU
[53], HO pons MoXe Aa uMaT U KOPTUMKOCTepouaHa-
Ta Tepanus, n manabcopbumsaTta npu nauneHTuTe,
BbMPEKM 3aMECTUTENHOTO FeYeHne C naHKpeacHu
€H3MMHW npenapaTu.

B ycnosudata Ha ectporeHeH aeduumT ce no-
BuWwaea npoaykumata Ha IL-1 u TNF-a oT MOHO-
HyKneapHuUTe KreTku B KOCTUTE W KpbBTa. IL-1 u
TNF-a cTumynupaT KOCTHUTE KNeTKn Aa cekpeTu-
pat IL-6. Bcuyku Te ctumynupat KocTHaTta pe3opb-
ums. NeHbT Ha IL-6 HaAMa peLenTopun 3a eCTPOreHu,
HO 4pe3 IL-1 n TNF-a ecTporeHHuaT aeduumut no-
Buwaea IL-6. Taka eCTpPOreHHNAT Aeuunt UHOn-

pekTHO noenusiBa octeoknactute (OK) n ypes no-
BMLUEHA foKanHa CeKpeuusi Ha UWTOKMHW U pac-
TEXHN haKTopW B KOCTTa, KOMTO MOBULLIABAT OCTe-
oKknacTHarta pesopbuus.

Mpn ecTporeHeH AemunT NbPBO Ce NoBuLLaBa
pe3opbumaTa (noBuweHW Kanuun n gocdop B ce-
pymMa W ypuHaTta, MOBULLEHN XWOPOKCUNPOMUH 1
nupuavHonuH, C-tenonentug B ypuHata), a cea-
MMLA NO-KbCHO Ce aKkTuBupa marpaxgaHeTto (noBu-
lWeHa ankanHa docdarasa, ocTeoKariuuH, NpoKo-
nareH tvn 1 nentug). To3n NOBULLEH KOCTEH Tbp-
HOBBP NpPOABbIKaBa C roAuHU, HO MOCTEMEHHO WH-
TEH3UTETbT My cnaga. Pe3opbunsita € MHOro no-
yBenuMyeHa oT opMMpaHeTo M 3aToBa KOCTHaTa
3aryba nporpecupa.

Hucknte HMBa Ha aHApOreHUTe Mo BpeMe Ha
nofpacTBaHeTO CbLUO Ca MpUYMHA 3a HuckaTa nu-
KOBa KOCTHa maca. AHOpOreHuTe nosuLLiaBaT KOCT-
HOTO cbopmupaHe, Tbin kKato OB nmat aHapPOreHH
peuentopu. AHOpOreHuTe noBuLIaBaT KneTbyHaTa
cekpeumst Ha TGF-B n HamansBaT cekpeuusiTa Ha
PgE2 B kocTHUTE KneTkn. Tean UMTOKUHW umarT no-
TeHuupaly edekt Bbpxy OB n OK. CnepoBaternHo
aHgporeHuTe umaT aumpekteH edekt Bbpxy OK un
OB 1 MHOUPEKTEH Ype3 LUTOKMHUTE BbPXY KOCTTA.
Hucku HMBa Ha TOTanHWs TECTOCTEPOH Ca Hamepe-
HU npu 88% oT MbXeTe ¢ KO [41], KakTO U HUCKM
HMBa Ha CBOOOAEH TeCTOCTEPOH. AHOPOrEeHHUST
neduunTt BoaM OO KOpTMKanHa u TpabekynapHa
OCTeoneHus 4pes3 MoBuLIaBaHe Ha KocTHaTa pe-
30p6uys.

MHoro npoyyBaHus ca Jokasanu HUCKM HMBa Ha
pacTtexxeH xopMmoH (PX) B cepyma Ha naumeHTu c
Ko [30, 32]. YoBelwKkn pekOMOMHAHTEH paCTEXEH
XOPMOH cTumynmpa octeobnactHata (OB) n xpy-
wanHaTta nponudpepaumnsa. PX ctumynupa OB ga
cekpetupaT IGF cBbp3Bawm 6entbum, BKIOYMTEN-
Ho IGF-BP3, konTo noteHumpa gencreneto Ha IGF-
1 Bbpxy OB nponudepauua [51]. IGF-1 pgeinctsa
aBTOKPWHHO, JIOKarnHO KaTo pacTexeH dakTop.
Mpunoxenneto Ha PX noeuwasa OB aktuBHOCT
(noBuLweEH ocCTeoKanuuH) W MOBULIABA KOCTHaTa
NbTHOCT (TpabekynapHa M KopTukanHa) ¢ 4-12%
roguwHo. [Jobpe M3BECTEH € CbLo M aHAbONMHUAT
edekt Ha PX Bbpxy 6enTbyHus meTabonmsbm u
KneTbyHMs pactex. [poyyBaHusa gokassat nopob-
psiBaHe Ha pacTexa Ha Terrno 1 BUcoumMHa npu geua
¢ Ko cnep npunoxenune Ha PX [29, 30].

Buntain et al. oTKpMBaT HUCKN HNBA HA aKTUBEH
BAUTaMMH D npu naumeHTMTe B CpaBHEHME CbC
30paBU KOHTPONMW €OHOBPEMEHHO C MOHMXKEH ce-
PYMeH ocTeoKanuunH 1 ysenudeH ypuHen Orma.

MHoro npoy4BaHusa [JoknagsaT HedoCTUr Ha
BuTamunH D npu xopata ¢ K®, kaTto HMBaTa My 3a-
BUCAT OT Ce30Ha 1 reorpadckata wupuHa [15, 19,
20]. Hueckmn (< 10 ng/ml, 25 nmol/l) cepymHu KOH-
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ueHTpaummn Ha 25-OHD ca HamepeHu npu 5-10% oT
nscrnegsaHuTe 6onHW. oBeyeTo Bb3paCTHU MMaT
HMBa Ha BWUT. D B gonHaTa MNofoBMHa Ha HopMma-
Ta —okono 20 ng/ml, kaTo B KpaeH cTagui Ha 3a-
bonsBaHeTo AeduUMTBLT Ha BUT. D e no-4ecTt n ob-
xBawa 25-33% oT Bb3pacTHUTe [24]. OCHOBHMU
dakTopu 3a HegocTura Ha BuT. D ca HapylueHaTa
ypeBHa pe3opbuns Ha MacTHOPa3TBOPUMMUTE BU-
TaMWHW, HEAOCTaTbYHOTO M3faraHe Ha CrbH4YeBa
CBETMMHA N HamarneHaTa TernecHa masHuHa. Lark et
al. cbobuiaear, 4ye Bb3pacTHUTE ¢ KO pesopbupar
50% no-manko oT TecT-gos3ata oparneH But. D2
(100 000 IU, nnn 6,5 mmol), OTKOMKOTO KOHTPOMN-
Te. Pes3opbuusta Ha BUTaMMHa Bapupa MHO-
ro—20% oT nauneHTuTe umaT OENCTBUTENHO He-
oTKpvBaemu HuBa Ha BuT. D (¢ HPLC) 0-36 yaca
cnepg npuema.

KoHueHTpauuaTa Ha cepymHua 25 OHD He ce
yBenu4aBa B OTrOBOp Ha BMTamuH D2 npu rpynaTa
¢ K& B cpaBHeHME CbC 3HAYUTENHO YBENNYEHNE Ha
250HD HuBaTa npu KoHTponHata rpyna. [NpuynHm
3a HUCKMTE HMBa Ha 25 OHD moraTt ga 6baaT HUCKK
HMBaA WNN HapylleHa aKTMBHOCT Ha eH3uma 25-
Xngpokcunasa, Tbh KaTo KITbYHOTO 3acsiraHe e
yecTto npu 6onHuTe ¢ KO 1 xnbyHUTE conn morat
0a MHaKTMBMpAT €eH3MMa, KakTo M BUCOKW HMBaA Ha
MeTabonnteH KnMpbHC Ha BUT. D nnn 250HD [26],
T kaTto K® naumeHTMTE MMaT yBenmMyeHa OKCU-
JaHTHa n P450 akTMBHOCT, KOETO MOXE Aa JoBeae
00 no-6bps3a gerpagaums Ha CbLECTBYBaAL, WIK
HoBohopmupaH 250HD.

KnHeTukata Ha obpasyBaHeTo Ha 1,25-amxma-
pokcuutamuH D ot 25-xugpokcmsutammH D npu
3abonsiBaHeTO He e yToyHeHa. HuaTta Ha 1,25-
anxugpokecmutammuH D npyn K ca 0OMKHOBEHO Mno-
[o06HW Ha Te3u Npuv 3apaBu NHAUBMAN, NOBULLABAN-
KN BEPOSITHOCTTA BUCOKUTE HMBA Ha MapaTXOpMO-
Ha, OOKMNaABaHW B HAKOW NPOy4YBaHus, Aa BOAAT 4O
yBenuyaBaHe Ha l-anda-xuapokcunauusata Bbni-
pekn HUCKMUTEe HMBa Ha cybcTparta. HuckaTta pesop-
6uma Ha BuT. D n KOHBEpcUATa My B HErOBUTE ak-
TMBHM MeTabonuTn ca BEeposiTHO B3aummogencrsa-
Wy cu daktopn 3a KO cBbp3aHOTO KOCTHO 3acsra-
He [24, 26, 31].

Hskon naumeHtn ¢ KO umat orpaHnyeHa CribH-
YeBa eKcnosmuus 3apagu bonectta cu Unu nopagu
doToceHCMOMNM3aumsa OT aHTMOMOTUYHOTO Jeve-
Hue. ManaraHeTo Ha crnbHYeBa CBETMHA B AOMbII-
HeHue Ha BUT. D cynnemeHTaumsTa unm obnbyBaHe
C ynTpaBuoneToBa B pagvaumsi npes 3aMHUTE Me-
ceun e OT nonsa Ha naumeHtuTe [27]. MNoBeueTo
Bb3pacTHM MauUMEHT wuMaT HamaneHa TenecHa
MasHWHa, KOeTo MoXe ga Hamanu BuT. D genaTa.
Bbnpekn 4e npobrnembT C ManHyTpuumaTa He e
JocTaTbyeH, 3a Aa 065CHM HanbiHO HUCKaTa KOCTHa

Maca, TOM BEPOSATHO € eAuH OT MHOrOTO OMbIiBaLLM
ce dhaktopm 3a KO cBbp3aHOTO KOCTHO 3acsaraHe.

Hamanenuar 250HD Hamanssa 1,25(0H)2D un
TOBa OrpaHu4aBa YpeBHaTa pe3opbums Ha Kanuui.
YMmepeHaTa Xxunokanuuemuss noBulaBa napat-
xopmoHa (MTX), Tbi KaTo cekpeunsiTa My ce pery-
nvpa OT eKcTpauenynapHata KOHUeHTpauus Ha
Kanumm n marHeswn (xunokanumemmsita u xunep-
MarHeavemMusiTa CTUMynupaT HeroBaTa CekpeLus).
B pesyntat MNTX ctumynupa abcopbumsita Ha kan-
UM 1 marHesuin B YepBaTa, peabcopbuusaTta M B
auctanHute Tyoynm Ha 6bOpeyvHuTe KaHandeTta u
notucka peabcopbumaTa Ha docdatu B MPOKCU-
ManHute Tyoynu. o eHaumeH mbT MNTX ocurypsisa
cuHTe3a Ha 1,25-(OH)2D ot 250HD. HanpaeeHu ca
npoy4yBaHus [25], KOUTO pas3KpMBaT Bpb3KaTa MeX-
Ay HuaTta Ha BuT. D, INMTX n mapkepute Ha KOCTEH
THPHOBBP MPU NaUMEHTU C MyKOBUCLMAO3a, cpas-
HEHW CbC 34paBu KOHTPOMMU.

ButamumH K urpae cbllo pons 3a KOCTHOTO
3apase. [lopn npu yctaHoBeHa 3amecTBalla Tepa-
nns 40% ot mHauemnanTe ¢ KO nokassat geduumt
Ha BuTamuH K [17, 49]. HacuwaHeTo ¢ ButamuH K e
BaXXHO 3a 3[paBETO Ha KOCTUTE, Tbi KaTo TO MMa
GraronpuaTeH epeKkT BbpXy MapkepuTe Ha KOCTHa
dopmaums u PTH HuBa. EdektsT Ha ButammnH K
BbpXy KOCTHaTa nnbTHOCT npu K® Bce owe e B
npouec Ha Npoy4BaHe.

3axapHuAT AuabeT ce acouumpa C peaykums
Ha KopTukanHaTa u TpabekynapHaTta KOoCcTHa Maca
npu koxoptn 6e3 K&®. 10% oT mHauBmaute ¢ KP
pasBuBaT AnabeT, KOUTO ce npeaxoxaa OT AbIbr
NPeaKnMHUYeH CTagui Ha HapyLUeH FroKO3eH To-
nepaHc. Bvnpeku ye K cBbp3aHuAT guabet moxe
[a nokasea pasnuuue oT knacumdeckute Tmn 1 n tmun
2 dopmn Ha gmabeta, abBHOPMHOCTUTE B TOKO3-
HUs MeTabonm3bM, pesynTaT OT HeLoCTaTbYHOCT
Ha OCTPOBHMWTE KIETKN Ha NaHKpeaca 1 XpoHUYHaTa
WHGEKUNST BMOCNeAcTBME BOAAT [0 nepudepHa
WHCYNMHOBA Pe3NCTEHTHOCT. ToBa MOXe Aa y4acT-
Ba B pefyKuusATa Ha KocTHaTa nnbTHOCT [51, 54].

Muomesuonte ¢ KO ca c HamaneHa gBuraTtesriHa
aKTMBHOCT nopaan HamaneHata dyHkuus Ha Oe-
nvsa pob 1 NPOABLIMKUTENHUTE NEYEHUs U XOCMu-
Tanu3auun. Cnabarta cumsnyecka akTMBHOCT CbLUO
NoBnMsiBa OTPULIATENTHO KOCTHaTa MITbTHOCT [8].

Okorno 20-25% oT xopaTta ¢ K® ca nekyBaHu ¢
rntokokopTukoctepouau (M’KC), 3a ga ce nogob-
pu dyHkunsaTa Ha benute gpobose [8]. Ctepona-
HOTO fneyeHne e pUcKoB PaKTOp 3a HWCKa KOCTHa
mMaca. PapmMakonormyHn 0o3u rroKOKOPTUKOCTEPO-
non wnHxmbupat OB (HamanseaT ce ankanHarta
doccaTasa, ocTeokanuMHbLT) 0THACTM Ypes cynpe-
cus Ha IGF-1. MpunoxeHneTto Ha IGF-1 in vivo nnu
in vitro moxe ga gebnokupa OB.
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lMpoTBOpeunBM ca pesyntatute 3a edpekra Ha
TTIIOKOKOPTMKOMAUTE BbPXY KOCTHaTa pesopbuws.
Te HamansaBaT Bb3cTaHOBABaHeTO Ha OK, Hamans-
Bat IL-1,6, TNF-a, PgE1 n 2. EkcuecwT Ha 'KC Bo-
On n go bnokmpaHe gencteneTo Ha BuUT. D3 (MOHK-
XeHa kanumeBa abcopbuwms), nosuweH MTX, Ha-
ManieHn KamnuuTOHWH, TECTOCTEPOH W ecTpaauorn,
HamarneH pacTtex n dpyHkuma Ha OBb.

Bpb3kata mMexay ynotpebaTta Ha ctepouau u
HMCKaTa KOCTHA NITbTHOCT € “00bpKkaHa” OT TeXecT-
Ta Ha 3abonsiBaHeTO, Tbi KaTo OOMKHOBEHO 3a
cTepougHa Tepanus ce n3dupart no-60onHM naumeH-
M. XpoHnyHata KC Tepanusa npu geuarta Hama-
nsiBa pactexa, 3abaBs nybepteta U € Bb3MOXHO
[a KoMmnpomeTupa MuMKoBaTa KOCTHa Maca, nocTur-
HaTa B paHHO OHOLLECTBO.

YCTaHOBEHO € CbLUO, Ye TexecTTa Ha 3acsaraHe
Ha KOCTUTE 3aBWUCU 1 OT TUNa reHHa MyTauus [38].

Shead et al. ca mbpBUTE, KOMTO MOKa3BaT 4pe3
MMYHOLIMTOXMMWYHO n3cnensaHe, 4e CFTR reHbsT ce
eKcrnpecupa B YOBELLKM 0CcTeobrnacTi 1 OCTEOKacTu
[21, 55]. ToBa oTkpuTMe e noTBbpAeHO ¢ Western
Bloth aHanu3 n 4pes npegBapuTenHu m3crnegBaHus
ot Clims et al. ¢ RTPCR. ToyHaTa pons Ha MyTaHT-
HUS! FeH B MaTomnorMsita Ha KOCTHOTO 3abornsiBaHe oc-
TaBa HeornpedeneHa, HO OTKPUTUETO fJaBa MbT Ha
noesaTa, Ye OCHOBHUST reHetudeH aedekt npu Ko
JornpuHacs 3a HUckaTa KOCTHa MITbTHOCT, BKIOYBAN-
KM KOCTHOTO obpasyBaHe. Te3n TBbpAeHWs Ce Moak-
pendaT OT AEMOHCTpPUpPaHe Ha nepcucTupalla ocTeo-
neHms npu Bb3pacTHM CFTR MUK/ —eguH cnydan,
npu KOWTO HAMa passuta 6enoapobHa nHekums nnm
Opyrv yBpexaaHus, BOAELM [0 HamaneHa KOCTHa
NABTHOCT MPU OMUTHWU XXMBOTHU. VIHTEpecHOTo e, ye
IGF1 — BaxeH pacTexxeH ¢hakTtop 3a KOCTUTE, € OTK-
puT B HUCKO HMBO B CFTR MULLKW.

Tbl kaTo HepoxpaHBaHeTO M ynoTpebaTta Ha
KC, nuncata Ha dusnyecka aKkTMBHOCT U CIOX-
HOCTTa Ha 3abonsiBaHeTO YecTo ce MPUMNOoKpMBaT, €
TPyAHO Oa Ce onpejenu OTAENHUAT MPUHOC Ha
BCEKW OT Te3n hakTopu 3a KoCcTHaTa NiTbTHOCT.

B 3akniodeHrMe MoOxe da ce Kaxe, Ye KOCTHOTO
3acsraHe npyY MyKOBMCLMO03a € MHOrogakTopHO
00YCrNOBEHO U CbC CMOXHA U HEHAMBITHO U3SICHEHA
[0 MOMEHTa naTtoreHesa.

Mopaan yBenuyaBaHe MPOABLIPKMTENHOCTTA Ha
XMBOT Ha xopaTta C MyKOBWUCLMAO3a npe3 nocnen-
HUTE HSIKONKO OEeCeTUneTusi, ce yBenuuu n 4ecTo-
TaTa Ha KOCTHUTe 3abonsBaHusa npu Tax. [Npu no-
[obpo avarHocTuuMpaHe M C NoBeye BHUMaHWe
KbM npobnema, KOCTHOTO 3acsaraHe Moxe aa bbae
neKkyBaHO, Npeau Aa ce MosABAT rpbOHaYHM U3KpU-
BABaHUSA U PpakTypu, Taka 4Ye Tesu nauueHTn aa
npogbrxaT ga o4yakBaT nogobpsiBaHe Ha KayvecT-
BOTO U NPOABIMKUTENHOCTTA Ha XMBOTA CU.
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