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Myxkosuciuno3 (MB) sBasgercss caMbIM 9YaCTBIM MOHO-
TeHHBIM 3200JIeBaHUEM C ayTOCOMHO-PELIECCUBHBIM TH-
oM HacJiefoBaHusl. B cpenHeM Kaxablil 25-i1 mpencra-
BUTEJIb €BPOICHCKONM pachl SBJISIETCS HOCHUTEJIEM TeHa
MYKOBUCIIMA03a — T'eéHa TPaHCMEMOPaHHOTO PeryIsiTOp-
Horo 6enka mykoBucuuaosa (CFTR). Yacrtora 3abose-
BaHMS B Pa3HBIX MOMMYJISIUSIX, HAUIMSIX M 3THUIECKUX
TPYIIIIax CYyIIeCTBEHHO BapbHPYET, COCTABIISAS B CPEIHEM
1:2 000—5 000 HOBOPOXIIEHHBIX Y MpeIcTaBUTENeH Oe-
Joit pacel [1]. TTo oueHke BcemupHoii opraHuzauuu
3apaBooxpaHeHusi (BO3), yactrora MB B Poccunm —
1 cnyuait Ha 4 900 HOBOopoxneHHBIX [1]. Tlo maHHBIM
H.U. Kanpanosa u Op., TOJy4EeHHBIM B pe3yJbTaTe HEO-
HaTaJbHOro cKpuHuHra, MB BcTpeuaetca B 1 ciyuae
cpenu 10 000 HoBopoxneHHbIX [2]. HecMoTps Ha TO, 4TO
MB — 3abGosieBaHME€ MYJBTUCUCTEMHOE, B OCHOBHOM
OHO KJIMHUYECKHU TPOSBISIETCS MPOrpPecCUpyIoeil nH-
(exuueit 1 006CTPYyKIIME TbIXaTeIbHbIX MyTel, Hapylle-
HUEM TIPOIIECCOB MUIIEBApEeHUs W BCAChIBAaHUS B KHU-
IIeYHUKE.

IIporpecc B auarHoctuke u jneyeHun MB mpusen
K 3HAYUTEIbHBIM U3MEHEHUSM MPOAOKUTEIbHOCTU
KW3HU MpU 3TOM 3abosieBaHuu. B 1938 1, B ron onuca-
Hust 6ose3uu Jopomu Andepcen, 70 % 3a0071€BIIUX 110~
rubanu B TeueHue 1-ro roma xu3Hu. B HacTosIee Bpe-
MSI TIPOAOIKHUTENbHOCTh XKM3HM IauueHToB ¢ MB
nocturaet 30—40 set [3]. C ee yBesmyeHUEM MpUoOpeIun
3HAYNMOCTbB ApyTHe MpossBiIcHns MB, Takme Kak ocTeo-
nopo3, 3a00JieBaHUS ITIEYEHU, CaXapHblil 1ua0eT.

OcTteornopo3 — 3TO CUCTeMHOe 3abojeBaHue, s
KOTOPOTO XapaKTePHBI CHIDKCHHME ITPOYHOCTU KOCTHU
¥ TIOBBIIIICHNE PHCKA ITIEPEIIOMOB IIPU MUHUMAIBHOM
TpaBMme. K HacTosieMmy BpeMeHU OOIBITMHCTBO UCCIIe-
JIOBaHUI OLIEHUBAIOT COCTOSIHME MUWHEPaJbHOU IIOT-
HocTu Koctu (MIIK) y 6onbHBIX MB, B TO Bpemsi Kak
COOOIIIeHUS O IepejioMaXx HEMHOTOUYMCIeHHBI. OmTHAKO
MMEHHO TIepeIOMbI TP HU3KOM YPOBHE TpaBMBI, a HE
MIIK, sBASIOTCS OCHOBHBIM MapKepoM U KJIWHUYEC-
KM TIPOSIBJIEHUEM OCTEOIOpOo3a W OIPEIEISIIOT MpOT-
HO3 pa3BUTHS 3a00JI¢BaHUS.

Mepenombl

Jlokanuzanus nepeaomMoB y 00JbHbIX M B MoxeT ObITh
0001, HO HamboJIee TUITMYHBI TTEPEIOMBI TTO3BOHKOB
u pedep. OHU MOTYT MPUBECTU K Pa3BUTUIO ITHEBMO-
TOpakca M HapylleHUI0 MYKOIMJIMAPHOTO KJIMpeHca
BcJieACTBUE 60eBoro cuHapoma. edopmanus rpyaHoit
KJIETKU Y BBIPAXKEHHBIH IpyIHON KO3 MPUBOIAT K Ha-
pyimieHn0 3POEKTUBHON BEHTUIISILIMU U TIPOrPECCUPO-
BaHUIO bIXaTebHOU HEAOCTATOYHOCTHU. Y TaKUX Ialu-
€HTOB CHWKAeTCsl YpOBeHb (PU3MUECKOl aKTUBHOCTH.
LleHTpHI TpaHCIUTAHTALIMY PAacCMAaTPUBAIOT aHAMHE3 OC-
TEOITOPOTUYECKUX ITePEIOMOB KaK OTHOCUTEIBHOE TTPO-
TUBOIIOKA3aHUE K TPAHCIUIAHTALIUU JIETKUX.

PacnipocTpaHeHHOCTh TIEpEIOMOB ITO3BOHKOB, 10
JAHHBIM JINTePAaTyPHBIX UCTOYHUKOB, BapbUpPyeTCs OT 5
no 31 % [4, 5]. Yaiie Bcero BCTpEYalOTCsl MEPEIOMBI
MO3BOHKOB B TpyIHOM otiejie. B wucciegoBaHusx
S.L.Elkin et al. [6] 21 nepenom u3 23 ciaydaeB ObLI JIOKA-
JIN30BaH B TPYTHOM OTHAEJIe TTO3BOHOYHWKA, B paboTe
E.H.Stephenson et al. |7] — 18 u3 19 (u3 Hux 74 % — Mex-
oy TOuT12).

O1eHKa 4YacTOTHI TIEPeJIOMOB TTO3BOHKOB U Tiepude-
pUYECKHUX TIePEeIOMOB Y TsKEJbIX 00JbHBIX MB, HyxX-
JMAIOIIMXCSl B TpaHCIUIAaHTallMM JIETKUX, ITOKas3aja ee
yBeJIMYEHHWE TIOYTHM B 2 pasa y KeHIIMH 16—34 et
U MY>XKUMH 25—45 n1eT, 1o CpaBHEHUIO C O0LIENOMYJISILM -
OHHBIMU HaHHBIMU. Jledopmaiiis MMO3BOHKOB y 3THX
6onpHBIX HaOmoaanack B 100 pa3, a iepesloMbl pedep —
B 10 pa3 varie, yeM B oO1eii momyasiuuu. [Tatosoruyec-
KU yroa rpyaHoro kudgosa BcieacTBue aedopmaruii
MO3BOHKOB ompeneisicsa y > 60 % nauuenrtoB ¢ MB.
CrerneHb ero BhIpakeHHOCTH Obljla BBILIE, YeM Y JTIOACH
B Bo3pacTte > 60 et [8].

ITo manHbIM MeTaaHaM3a [9], pacpoCcTpaHEHHOCTh
PEHTTECHOJIOTUUECKH TTOATBEPKICHHBIX ITePEIOMOB 1103~
BOHKOB IIpU OOOOIIEHUM JaHHBIX 6 WMCCIeI0BaHUM
(683 manvenTa) coctaBwia 14 % (95%-Hblii n0BepH-
TeabHbld uHTepBat (IAN) — 7,8—21,7), a nepudepuyec-
KNX TIepeoMoB (mpu o0000meHUn 4 WccleqoBaHUI
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¢ yuactueM 533 nanuentoB) — 19,7 % (95%-ubiii AU —
6,0-38,3).

Ilocne TpaHCIUTAHTAIIMK JIETKUX PUCK II€PEIOMOB
BO3pacTaeT, YTO CBSI3aHO HE TOJbKO C MPUEMOM UMMY-
HOCYIPECCAHTOB, HO U 0OJIbLIEH AKTUBHOCTbBIO MMaLlMeH-
ToB. CTaTUCTHUKA MEPEIOMOB IMO3BOHKOB Yy 0071bHBIX M B
MocJjie ornepaluyuy He TPeACTaB/ieHa, HO OITyOJIMKOBAaHBI
0000IIEHHbIE JaHHbIE MO MallMeHTaM C Pa3JIMYHON Ma-
TOJIOTMEH, MEepPEeHECIIMM B TPAHCIUIAHTALMIO JIEMKMX.
B uccnenoBanuu M.Aringer et al. mepeaoMbl ITO3BOHKOB
ObUTH BBISIBIICHBI Y 14 13 33 6onbHBIX (42 %), npudeM
y 9 MalreHTOB OHU ObLTU TMarHOCTUPOBAHBI Yepes 2 ro-
na mmocie TpaHcruianTaunu [10]. E.Shane et al. onucwiBa-
JOT HU3KOTPaBMaTUYHBIE TTepesioMbl Y 37 % GonbHbIX [11].

[varHocTtuka octeonoposa

JuarHocTriKa OCTEOIIOpO3a BKIIOYAeT B ceOS OCTEO-

NEeHCUTOMETPUIO, PEHTreHorpaduio MO3BOHOYHUKA,

JlabopaTopHble McciaenoBaHus. JlBysHepreTuueckas

peHTreHoBcKkasi abcopbuuomerpust (dual-energy X-ray

absorbtiometry — DXA) sIBisieTcsT METOIOM '"30JI0TOTO
crangapta" nua usMmepenuss MITK. Ee mpeumyiecrsa
3aKJIIOYAIOTCS B TOUHOCTU M HU3KOM JIydyeBOM Harpyske,

YTO JTaeT BO3MOXHOCTb TIPOBOIUTH MOBTOPHBIE M3MeEpe-

Husl. B coBpemeHHoOM KiimHn4yeckoi npaktuke MITK ma-

IIMeHTa CpaBHUBAETCSI ¢ pedepeHCHOM 0a30il JaHHBIX.

Wcnonb3ytorcst T- u Z-Kputepuu:

» T-kputepuii npeacTapisieT COO0 KOTUYECTBO CTaH-
IapTHBIX oTKiIoHeHUit (CO) BIIIE U HIZKE CPEITHETO
roKa3aTeIu MUKa KOCTHOM MacChl B MOJOIOM BO3-
pacte (20—29 neT);

* Z-KpuTepuil mpeactaBisieT coboil konmuvectBo CO
BBIIIIE U HIKE CPEIHETro MOKa3aTe I IS I aHaJIO-
TUYHOIO BO3pacTa.

T-xputepuii U AeHCUTOMETpUYecKasl Kiaccudukais
octeoropo3a BO3 MoryT NmpuUMEHSITbCS TOJBKO CpPeau
JKEHIIWH B TIOCTMEHOIIAY3aJIbHOM TIEPHONC U Y MYKIMH
B Bo3pacte = 50 jet. Ilpu 3TOM AMarHo3 ocTteornoposa
yCTaHaBMBAETCs, €CJIM IoKa3aTelb T-KpuTepusi B MO-
SICHUYHBIX To3BoHKax (L1—L4), obwmuit moka3aresnb 1ist
MPOKCUMAJIBLHOTO OTHeNIa Oelpa WIM B 00JIaCTH IICHKU
6enpa cocraBnser < —2,5 CO.

B apyrux Bo3pacTHBIX KaTeropusix (SKEHIIMHBI A0
HACTYTUIEHUS MEHOTIay3bl, MYXYMHBI MoJjoxe 50 Jer,
IETH, TIOAPOCTKH), K KOTOPHIM M OTHOCSITCSI OOJIbHBIC
MB, MexayHaponHoe 0011eCTBO 10 KIMHUYECKOM TeH-
cutomerpun B 2007 r. NpeAaoKUI0 MCIOJb30BaTh
Z-xpurepuii [12]. 3akmoyeHre o "CHIDKEHUN KOCTHOM
MAaccChl IO CPaBHEHUIO C BO3PACTHOI HOPMOM" MOXKET
OBITh CHEJIaHO TOJbKO Ha OCHOBAaHUM Z-KPUTEPUSI
< =2 CO. Ilpu Z-kputepuu > —2 CO MOXHO TOBOPUTH
0 "MUHepaJIbHOI MJIOTHOCTU KOCTHOU TKaHU B TIpeesiax
BO3pacTHOM HOPMHBI'. B 3THMX BO3pacTHBIX KaTErOpHIX
TepMUH "0cTeonopo3" He NOJIKEeH MOSIBISATHCS B 3aKITI0-
yeHUsIX 0e3 TaHHbIX aHaAMHe3a O CJIydasiX HU3KOTpaBMa-
TUYECKUX TePETOMOB KOCTEIA.

Wsmepenne MIIK y nuir 20 et U crapiire IpoBOIST
B ITOSICHUYHOM OT/eJie MMO3BOHOYHHMKA U MPOKCUMAIIb-
HoM oTaeine beapa. MITK y geteit 1 moapoCcTKOB OLIeHU -
BAlOT B TIOSICHUYHOM OT/IeJie TIO3BOHOYHUKA B TIPSIMOMA
MPOEKIINH U TI0 TIporpaMmMe "Bce Temo". Y meTeit ¢ 3amepxK-

KO JIMHEWHOTO pOCTa U Pa3BUTHS Pe3yIbTaThl JOJIKHBI
AHAJIM3UPOBATBCSI C YYETOM aOCOJIIOTHOTO POCTa WIU
pPOCTOBOIO BO3pacTa WJIM CPaBHUBATbCS C COOTBET-
CTBYIOIIVMMMU MeINaTPUISCKUMK Oa3aMU JaHHBIX, BKITIO-
YaOIUX CrelnprIecKre IS Bo3pacTa, Ioja U pocTa
Z-KpUTEpUU.

CornacHo npotokony UK Cystic Fibrosis Trust Bone
Mineralisation Working Group [13], DXA pekoMeHaoBa-
Ha 600JIBbHBIM HauMHag ¢ Bo3pacta 8—10 net. [ToBTOpHOE
HCClIeI0BaHe Ha3HAYAIOT:

* OpuUOJM3UTESIBHO uepe3 5 JeT, ecau Z-KpuTepuit
> —1 CO u maumMeHT KJIMHUYECKU CTaOUJIeH;

s Kaxnuple 2 roga, eciiv Z-kpurepuii < —1 u > -2 CO;

*  Kaxnplil rox, ecnu Z-kputepuii < -2 CO.

The Cystic Fibrosis Foundation Bone Health Consensus
Committee peKOMeHAyeT onpenejeHue ucxogqHoit MITK
y AeTeil cTapiie 8 JeT MpH HATMIUU CICAYIONINX (pakTo-
POB pHCKa: HU3KMIA nHIeKc Macchbl Tea — UMT (< 90 %
oT uaeaibHoro UMT); akTUBHOCTb JIETOYHOTO 3a00Je-
BaHus (00beM (opcUpoBaHHOrO BbIIOXa 3a 1-10 C
(ODB)) — <50 %onx.); TPUEM CUCTEMHBIX TTTIOKOKOPTH-
koctepounoB (CI'KC) B cyTouHoOI1 103e = 5 MT B Teue-
Hue > 3 Mec.; HapyllIeHue IybepTraTa; HaJIMYKe mepeio-
Ma. DXA pekoMeHAyeTcs BCeM ITallMeHTaM CcTaplie
18 neT BcliecTBIE BLICOKOTO pHUCKa IepeioMoB [14].

BonbHbM ¢ HU3KoI MITK, ymeHbIIeHMEM pocTa 1 /
i OOJIMM B CIMHE HeoOXoauMma peHTreHorpadpus
TPYIHOTO U MOSICHUYHOTO OT/ea MTO3BOHOYHUKA B 00-
KOBOM IIPOCKIINY JJISI AUATHOCTUKHU TIEPEIOMOB ITO3BOH-
KOB.

JlabopaTtopHoe wuccienqoBaHue OOBIYHO BKJIIOYAET
B cebs oIpeesIeHre YPOBHS KaIbIIUS B CBIBOPOTKE KPO-
BU 1 Mo4e, ocdopa, menouHoit pocdaTassl U KpeaTh-
HMHa, MapaTropMoHa M 25-TuapokcuBuUTaMuHa D
(250HD) cbiBopoTKM. OlieHKa KOCTHBIX OMOXMMUYEC-
KHX MapKepoB HEe BXOAUT B pYTMHHYIO TUaTHOCTHKY. M 3-
MEHEHUs 3THX IT0Ka3aTeNIeil CBUACTEIbCTBYIOT O CHIKE-
HUM KOCTHOTO (hOPMUPOBAHUS U TTOBBIIICHUM KOCTHOM
pe3opOLIMHU, YTO COOTBETCTBYET AaHHBIM TMCTOMOpPdO-
MeTpuu [15, 16]. OmHaKo pe3ynbTaThl TMCTOMOP(OMET-
PUYECKNX UCCICIOBAHMI CIeayeT TPAKTOBATh C OCTOPOXK-
HOCTBIO, TIOCKOJIbKY OHU OBLTM BBITIOJHEHBI Y OOJIBHBIX,
npuHumatonnx CI'KC u npyrue nmmyHocympeccupyo-
IIMe TIpeIrapaThl, KOTOPbIe MOTJIN MOBIUITh Ha Pe3yJib-
TaThl aHAJIM3a.

Uccneposannsa MIMK y 6onbHbix MB

CHuxenue MITK y 6osbHBIX M B 6bL10 BriepBbIe onuca-
HO B 1979 . B 2 He3aBUCHMBIX HcCIenoBaHusx [17, 18].
K HacrosiiieMy BpeMeHU BBITTOJHEHO OOIBbIIOE YHCIIO
HCClIeOBaHUI Y NeTell, MOAPOCTKOB U B3POCIbIX 0OJIb-
HbeIX MB. ITo manabsiM PoHza 1o 60pbde ¢ MyKOBUCIIU-
nmozoM CIIA, u3 ~ 25 000 mammeHToOB, 3aperuCcTPUPO-
BaHHBIX B 2008 I, 0k0s10 21 % 60JbHBIX cTapiue 18 et
umeloT Huskyilo MIIK, M Koaum4yecTBO BbISIBIEHHBIX
OOJILHBIX C 3TOM MPOOIEMOiT OYAET yBeIMUrMBaTbCs OJ1a-
romapst XopoIreMy CKpUHUHTY U PacIio3HABaHUIO 3a00-
neBaHud [3].

HecMmoTpst Ha MHOTOUMCIEHHBIE MCCeTOBaHUS, ITPO-
BeJICHUE CPaBHUTEIBHOTO aHaJM3a MOPOI 3aTPyIHEHO,
T. K. IMCIOTCSI Pa3Inyus B aHAIMU3¢ WM WHTEPIIpETALINU
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IAHHBIX, a TIPX 00CJIeIOBaHUM NETEl YacTO He IIPOBO-
JIIUTCSI KOPPEKTUPOBKA C YU4ETOM pocTa. B bonblinHCTBe
nyoJuKalMii HempaBUJIbHO UCIOb3YIoTCs T-KpuTtepuit
U JeHcutoMmeTpudeckas kinaccubukanus BO3 mig
MOCTMEHOIIay3aIbHOT0 OcTeornopo3a. [IpuMepoM MoxeT
CIIYXKUTb HEIaBHO OIMYOJMKOBAHHBIN CUCTEMaTUYECKUI
0030p, 00beAUHMBILMI JaHHBIe 12 13 117 mpoaHaau3u-
poBaHHBIX UccaenoBaHuii (1 055 malueHToB, cpear HUX
54 % myxuun) [19]. XoTs MenraHa Bo3pacTa paBHsLUIACH
28,2 rojga, aBTOpLl MeTaaHaJIM3a UCITOJIb30BaIu T-Kpu-
Tepuii. PacnipoctpaHeHHOCTh octeonoposa (T-kpute-
puit — < -2,5 CO) cocrasuna 23,5 % (95%-wuwnit AN —
16,6—31,0), ocreonenun (T-kpurepuit — or —1 CO g0
-2,5CO0O) — 38 % (95%-ub1it 1 — 16,6—31,0).

B 0IHOMOMEHTHBIX MCCIeIOBaHUSIX, OLIEHUBAOIINX
Z-xpurtepuii, mokasaHo, 4ro 20—34 % B3pOCbIX 0OJIb-
HBIX MB umMmelor Z-kputepuii —2 1 HIKe B OSICHUYHOM
OTIeJIe TIO3BOHOYHMKA MM OOIIeM IMoKa3aTese 1o KOoc-
TaM Oenpa [14, 20]. IIpocrieKTuBHBIE HUCCIEIOBaHUS
JEeMOHCTPUPYIOT HEIOCTATOUHBINA IIPUPOCT KOCTHOMU
MAaccChl B IETCKOM 1 MOJIPOCTKOBOM Bo3pacte [21], cHU-
xkeHrue MIIK y monpocTkoB 1 B paHHEM B3POCIOM BO3-
pacte [22, 23].

MatoreHes octeonopo3a y 6onbHbix MB

IIpennonaraeTcs, 4To B pa3BUTUN OCTEOIIOPO3a Y 0OJIb-
HbIXx MB yyacTByeT MHOXecTBO (hakTopoB. HekoTopnie
W3 HUX ITMPOKO U3BECTHBI M HE HYXKIAIOTCS B ACTATBHOM
onucaHuu: aepuuunt Butammua D, Huskuit UMT, cHu-
XKeHHe (PU3NIeCcKoil aKkTUBHOCTH, uctojib3oBanue 'KC,
3ajJepKKa nmyoeprata M TMIIOTOHAIM3M, BIMSIHUE caxap-
Horo auabera. B Monomom Bo3pacTe He TIPOUCXOIUT
TOCTVKEHMST MTMKAa KOCTHOM MAaccChl, 4TO, 0e3yCIIOBHO,
croco0cTByeT HU3KUM Tokazateasm MITK y B3pocibix.
Hpyrue dakTopsl 6osee cieurduunbl ajast MB, 1 ot ux
BIIMSTHUSI, BO3MOXKHO, 3aBUCHT IIPOTHO3 ITPODMIAKTUKI
¥ JICYeHUS ocTeonopo3a. K HUM OTHOCSTCS TSKECTD Jie-
TOYHON MH(MEKIUUM U CUCTEMHOTO BOCIAIUTEIbHOTO
npouecca U Bo3MoxkHoe BausiHue Mytauuu CFTR Ha
KOCTHBI MeTabosu3M. [To MHEHNIO HEKOTOPBIX UCClie-
IoBaTesIeii, B3aMMOCBSI3b Pa3BUTHSI OCTEOIIOPO3a C MY-
tanmeir CFTR mo3Bossier mpeamnonaratb, 4To B Oymy-
meM OymyT Oe3yCHelIHbIMU Mepbl MO IOAIEPKAHUIO
MUTATSIBHOTO CTaTyca M IBIXaTeJIbHOW (DYHKIIUM IUIS
HOPMAaJIBHOTO Pa3BUTUS KOCTEM M CHUKCHMST YaCTOTHI
nepeaoMoB. B Hacrosiee BpeMs 3TOT BOIIPOC ITOJ-
HOCTbBIO HE PellleH, MMEIOTCSl apIyMEHThI KaK 3a TaHHOe
MHEHUE, TaK ¥ TIPOTUB HETO.

HokazaTenbCTBa, UTO TaKasl CBSA3b CYIIECTBYET, BIIEpP-
Bble OBLIM ITOJyYeHBI Ha J1aOOPAaTOPHBIX KMBOTHBIX.
F.Dif et al. nokazanau, 4To KOCTU 3-HeAeJbHbIX MBI
CFTR — / — ¢ HOpMaJbHBIM MUTATEIbHBIM CTATYCOM
¥ 0e3 BBIPaKEHHOTO ITOPaXKeHUS JIETKUX XapaKTepHu3y-
IOTCSI TSKEJIONM OCTeoTeHuel TpabeKyIsIpHOl U KOPTH-
KaJTbHOW KOCTHOW TKaHM BCJIEACTBUE CHUXXKEHMSI KOCT-
HOro (OopMHUPOBAaHUS U BBEIPAXKEHHOIO YBEIMUYCHUS
CKOpPOCTH KOCTHOI pe3opbunu [24]. B uccnemoBaHumn
C.K.Haston et al. [25.] ObUIM BBISIBIIEHBI OCTEOIEHUS
U CTPYKTYpHasl MaTOJIOTUsI 3pEJOro CKejeTa B3POCJIbIX
mbiieit ¢ nepurmrom CFTR npu oTCYyTCTBUM yrpoxkKaro-
X XXKU3HA TTOPAXKEHUM TBIXaTeIbHOM CUCTEMBI M IO/~

JKeJTyIOYHOM Xene3bl. TeM caMbIM aBTOPBI ITOATBEPIM-
1, yto orcyrcTBUe pyHKuu CFTR HanpsMyio mpuBo-
JIUT K HapylIeHWIO KOCTHOTO MeTabo13Ma.

B 2005 r. ObuiM OMyOJMKOBAaHBI JaHHBIE OIHOMO-
MeHTHOTO uccienoBanust S.L.King et al. [26] ¢ yuacTruem
88 B3pocabix 00abHBIX MB, B KOTOpOM BriepBbIe OblLIa
yCcTaHOBJIEHA B3aMOCBsI3b HU3Koil MITK nosicHuuHoro
OTIej1a MO3BOHOYHMKA U MPOKCUMATbHOIO OTAena oe/l-
pa ¢ F508del — nHaubomee yacToii 1151 6eJ10ii pachl MyTa-
mueit reHa CFTR. HecMotps Ha To, 4yTo paHee momo0-
HbI€ UCCJIENOBAHUS YK€ MPOBOAUINCH, OHU HE CMOTJIU
YCTAHOBUTH 3Ty Koppessauuto [8, 10, 27]. Dra mybauka-
us BBI3BajJa 3HAYUTEIBHBIN MHTEpEC K TeHEeTUISCKOM
B3auMoOcCBs13u M B 1 kocTHOro 3aboieBaHus. B kauectse
BO3MOXHBIX MEXaHM3MOB IPEAToJaraauch MNpsMoe Bo3-
JIeicTBrEe Ha (DYHKIIMIO XJIOPHBIX KAHAJIOB WJIN B3aMMO-
JIEeUCTBUE C APYTMMHW MOHHBIMM KaHaJaMU B KJIETKaX,
YYaCTBYIOIIUX B KOCTHOM MeTabo/13Me (B KUIIEYHUKE,
MoyKax, mapaluTOBUIHbBIX XKejle3ax U KocTsx) [28].

B 2007 . E.F.Shead et al. [29] onyOGiuKoBaiu 10Ka3a-
tenbeTBa dKcrpeccun CFTR B 4yenoBeueckux ocTeod-
JlacTax, OCTEOLIMTaX U OCTEOKJIaCTax, OMHAKO B TO BPEMSI
(byHKIIMOHA/IbHASI 3HAYMMOCTb 3TOT'0 MCCJIeI0BaHMSI OC-
Tanach HesicHoM. CoBceM HenaBHO L. Le Heron et al. [30]
MIPOAECMOHCTPUPOBAIIM, YTO MHTHMOMPOBaHME (DYHKIIMU
CFTR x710pHBIX KaHAJI0B MPUBOAUT K 3HAUUTEIHLHOMY
CHIKEHMIO TPOAYKIMM OCTEONpoTerepuHa (dHIOTEeH-
HOTrOo WHruOuTOpa MeMOpaHO-CBSI3aHHOTO (hakTopa
HEKpPO3a OITyXOJIM) M YBEIMYCHMIO CEKpPELIMU IIPOCTa-
rnanauHa E2 B KynbType IepBUYHBIX Y€JI0BEYECKUX OC-
Te00JIACTOB. OTU JaJ0 BO3MOXKHOCTb MPEITOI0XUTh,
yto yrpaTa aktTuBHOCTM CFTR MoXeT npuBectu K yBe-
JIMYCHUTO KOCTHOM pe30pOILny Yepe3 CHIDKCHIE YPOBHS
OCTEONpOTerepruHa 1 yBeIMYCHUE TIPOAYKIIMU TTpoCTar-
JanauHa E2.

Be3ycoBHO, CYIIECTBYIOT U KOHTPAPTYMEHTHI TeHe-
TUYECKOU B3aMMOCBSI3U. B OCHOBHOM K HMM OTHOCSTCS
pe3yabTaThl MCCIIeA0BaHUI, TEMOHCTPUPYIOIIUX HOP-
ManbHyo MITK y mauueHTOB ¢ XOpOLIMM CTaTyCOM IH-
TaHWSI 1 HEU3MEHEHHOM JIerouHoM pyHKILIMel — npexae
BCETO, B JETCKOM Bo3pacTe, a Takxke cHmkeHue MITK
W TIOSIBJICHUE TIEPEJIOMOB IO Mepe IPOrpecCUpOBAHMUS
3aboneBaHus. B aBcTpanuiickom ucciaenoBaHum [27]
omnpeneyneHa HopmanbHasg MIIK y gereil, cHuxxeHue
MIIK B HEKOTOpBIX MECTax U3MEpPEeHUs Y IOIPOCTKOB
¥ 3HaunTeNnbHbIA neuuut MITK y B3pocibIx mpu cpaB-
HEHUM C KOHTPOJbHOU IPYITNOA.

BzanmocBs3b Tskeaoro tedyeHuss MB ¢ pasButuem
OCTEOIIOPO3a MOXKET OBITh 00YCIIOBJICHA BIMSTHAEM CHC-
TEMHOTI'O BOCTIAJIUTEILHOIO OTBETa Ha (PYHKIIUIO OCTEO-
KJIaCTOB — KJIETOK, OTBEYAlOIIMX 3a PE30pOLMI0 KOCT-
HOI TKaHW. DTOU TIpobjieMe YICASIOT BHUMaHUE HE
TOJIbKO Tipu M B, HO U nipu TsKesoit hopme XpoHUYEC-
KOil OOCTPYKTMBHOI OOJIE3HU JIETKUX, PeBMATOUIHOM
apTpuUTe, CUCTEMHOI KPAaCHOM BOJTYaHKE, BOCIIAJIUTE/b-
HbIX 3a00JieBaHuUsIX KullleuHuKa [31]. B HacTos111ee Bpe-
MSI M3BECTHO OOJIBIIOE KOJIMYECTBO ITPOBOCHIATIUTEIIb-
HBIX LIMTOKMHOB: uHtepneiikunbl (IL) — IL-1, IL-6,
IL-11, IL-15, IL-17; ¢akTtop Hekpo3a OMNyXOJU-&
(TNF-a), nurana peuentopa-akTuBaTopa $SJIepHOTO
dakTopa-B (RANKL). Bce oHM cTUMYTHPYIOT pa3BUTHE
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OCTCOKJIACTOB U MX aKTMBHOCTH, IIPUBOIS K yBeJIHUUe-
HUIO KOCTHOM pe30pOLIUU.

VYV OGonbHbIXx MB B mepuon o0OCTpeHUs JIETOYHOI
WHQEKINN YCTAHOBJICHO ITOBBIIICHUE YMCJIA ITOTEHIIN-
aJTbHBIX IIPEIIICCTBECHHUKOB OCTCOKJIACTOB B ITepuepu-
yeckoii KpoBH [32, 33], KOTopoe CHIZKaeTCs Iociie Kypca
aHTuOakTepualbHOM Tepanuu [33]. BoisiBieHa MOI0XM-
TeJIbHAsT KOPPEJSIIUS MEXIY KOJTMIECTBOM OCTEOKIIACTOB
u ypoBHeM TINF-a chIBOPOTKM KPOBU U OTpULIATEIbHAS
KOPPEJISIIUS MEXIY KOIUYECTBOM OCTEOKJIACTOB U OC-
TeornpoTerepruHoM. HabGiiomanach MO3UTHMBHAsS KOppe-
JIAIUST MEXITy aKTUBHOCTBIO OCTEOKJIACTOB M YPOBHEM
1L-6 ceiBopoTKM KpoBH [33]. DTU maHHBIE COMIACYIOTCS
C pe3yJbTaTaMM UCCeAOBAaHMM, TEMOHCTPUPYIOLINX I10-
BbiieHue yposHs [L-15, IL-6, TNF-« u N-tenonentu-
Jla MOJIEKYJIbl KojutareHa | Tuma (Mapkepa KOCTHOU pe-
30pOLMN) B Hayaje OOOCTPEHUS JIETOYHON MHMEKINU
¥ UX CHMDKEHUE TToc/Ie Kypca aHTUOaKTepuabHOM Tepa-
nuu [34, 35]. OnpenejleHHbII WHTEpeC IMpeAcTaBisieT
npocnekTuBHoe uccienosanue C.Haworth et al., moxka-
3aBlIee, YTO ypoBeHb 1L-6 CBIBOPOTKU KPOBU SIBJISIETCSI
HE3aBUCUMBIM MPEAMKTOPOM U3MEHEHHUsI KOCTHOI Mac-
CHI B TedeHUe roaa [36].

BrIsgBIcHME B3aMMOCBSI3M MEXAY 00OCTpEeHHEM WH-
(beKIIMOHHOTO TIpoIlecca M YCIIICHNEM KOCTHOI pe30p0-
LMY UMeeT O0JIblIoe KIMHUYecKoe 3HaueHue. Craemyer
MPETOI0XUTh, YTO IMTPOBEACHUE MEPOIIPUSITUIA TTO0 CHU-
KEHUI0 pUCKa WH(pEKIWY W afneKBaTHAas aHTUOAKTe-
puajgbHas Teparusl 00OCTPEHU MOTYT OKa3aTh II0JIO-
JKMTEJIbHOE BIMSIHUME Ha KOCTHBIM MeTa0oau3M. DTU
JaHHbIE TakXKe JAl0T OCHOBAaHUS UISI MCIIOJb30BaHUS
AHTUPE30POTUBHBIX MPEIApaTOB B JICUEHUU OCTEOTIOPO-
3ay 0osbHBIX M B.

Mpodunaktuka u nevesune

OCHOBHBIMU MepaMU TPOPUIAKTUKA SIBISIOTCS O -
JIepxaHue MblledHolt Mmaccel 1 UMT, KoHTpob 3a Jie-
TOYHOM MH(EKIUEH U CUCTEMHBIM BOCITaJIeHUEM, OTITH-
Mmuzauus ypoBHs BUTamuHOB D u K, ¢usnueckas
AKTUBHOCTb, TMATHOCTHKA W TepaItus HapyIIeHW IT0-
JIOBOTO CO3pEeBaHUSA M THIIOTOHAAM3Ma, MUHUMAJIbHOE
ucnoyb3oBanue CI'KC [14].

Kanbuuit n BUTaMuH

AnexBaTHbBIII pUEM KaJlbLIMs HEOOXOOUM JISI TTOTped-
HOCTE#l pacTyllero ckejera U JTOCTMKEHUS ONTUMAab-
HOI MUKOBON KOCTHOI MacChl. Y B3pOCJbIX CyTOUHas
J03a 9TOr0 MUHepasla, AOCTABJISIEMOrO C MPOAYKTaMU
MUTAHWUS U IIperapaTaMy KaJbIus, JOJDKHA COCTABISATh
1 200 mr, a npu giurenbHoM (> 3 Mmec.) teuenun CI'KC —
1500 mr.

Huskuii yposeHb BuTamuHa D y manuentoB ¢ MB
noaTBepxkneH 0osee yeM 20 MCCIIeIOBaHUSIMU, BBITION-
HEHHBIMHU B Pa3JIHBIX CTpaHaX MHUpa, HAXOMSIIIMXCS Ha
pa3HbIX reorpadguyeckux mupotax. Kak u y awoneit, He
CTpalalolIMX 3TUM 3a00JIeBaHUEM, O HEIOCTAaTKe BUTA-
muHa D cBHIETeIbCTBYET YPOBEHb 25-TMAPOKCUBUTA-
muHa D3 (250HD) B ceiBopoTtke KpoBu < 30 Hr / M
(<75 umonb / n). 1o maHHBIM HEITABHUX ITyOJIMKALIUA
KPYITHBIX MYKOBUCLMIO3HbBIX LEHTPOB, > 90 % nmarueH-
TOB MCHBITBIBAIOT HeIOoCTaToK BuUTammHa D [37, 38].

[MprmamHaMy 3TOTO SIBICHUS CUMTAIOTCS: YMCHBIICHUE
abcopbuuu BuUTaMMHa D B KuIlleYHUKE BCIEACTBUE
MaHKpeaTUYeCKON 9K30KPUHHON HETOCTaTOUHOCTH, Ha-
pYIIeHNEe THIPOKCUINPOBAHUS BUTaMMHA D B medyeHn,
CHIDKCHME YpOBHS BUTaMUH D-cBsI3BIBaloliero 0eika,
u3beraHue MnpeObIBAHUS Ha COJHIE M3-3a (POTOCEHCHU-
OuaM3aluy TpU TNpUeMe HEKOTOPbhIX aHTUOWOTUKOB,
HEIOCTAaTOK KMPOBOM TKaHM, HAKAIUIMBAIOIIE BUTa-
mun D [39].

Tsxenslit neumT BUTaMUHa D puBOAUT K pa3Bu-
TUIO paxuTa y JeTeil 1 OCTEOMANSILIMM Y B3POCJbIX, Of1-
HaKO 3T 3a00JIeBaHUS PEIKO OINMMCHIBAIOTCS Y MallMeH-
toB ¢ MB. Ilpenmnonaraemast B3auMocBsi3b Mmexay MITK
¥ ypoBHeM BuTamMuHa D He Obl1a moATBepXKIeHa B MeTa-
aHalM3e, 1 MPUYMHON Heymauyud cCUMTaeTcsi MHOrodak-
TopuaibHocTh HU3KOU MIIK y 60onbHbIx MB, a Takke
CE30HHbBIC KOJIeOaHMsT YPOBHS BUTaMMHA D B CHIBOPOT-
ke [40]. Kak u camkenue MIIK, nepunut Butamuna D
YCUJIMBAETCSI C BO3PACTOM U TSDKECTbIO 3a00JIeBaHUS.
BrisBiieHa TipsiMast KOppeJsiist MeXKIy KOHIEHTpaIen
250HD u O®B, [41].

OnTtumanbeHbiii ypoBeHb 250HD chIBOpOTKM KpOBU
OCTaeTCsl BOIIPOCOM JJIsI OOCYXXIEHUSI HE TOJIbKO B MPO-
¢uitakTuKe ocTeonoposa y 0oabHbIX MB, HO U 1151 Apy-
TUX TIOMYJISIIMI, HaIlpUMep IUIS XKeHIITUH B TTOCTMEHO-
nay3e. B Merommueckux pexkomeHmauusx The North
American CF Bone Health Consensus nipenjaraetcs moj-
nepxuBath KoHueHTpanuo 250HD > 30 ur / mu [14].

Jlyammii crroco6 BOCITOTHEHMS HEOCTaTKAa BUTAMHU-
Ha D y 6onbHbIX MB no cux mop He omnpeneneH. B uc-
CJIEOBAHUSX, UCIIONb3YIOIIMX CPAaBHUTEIbHO HEBBICO-
KWe JO3BlI IIperapaToB BUTaMWHA D, ONTUMAaIbHBIN
ypoBeHb 250HD He 66u1 focTUTHYT. OOHAIEKMBAIOIIE
pe3yabTaThl ObLIM TOJIydeHBl B ucciaenoBanuu FE.Gro-
nowitz et al.. WCIOJB3ys YIbTpaUOJIETOBOE O0IyYe-
HHe C TIpernaparaMyu BUuTamuHa D3, ymanoch MOBBICUTH
250HD c¢ 22 ar / mu (55 amonb / 1) mo 50 Hr / Ma
(125 umonb / 1) uepe3 12 ven. neuenust [42]. B nenas-
HEM paHAOMM3UpPOBAaHHOM wuccienoBaHuu N.B.Khazai
et al. oueHuBaIach 3P PEKTUBHOCTD MEPOPATHLHOIO MPU-
eMma 50 000 mexoyHaponHbix exuHUL (ME) xomexanb-
mudepoaa (Burtamuna D3) 1 pa3 B Henemo, 50 000 ME
sprokanbldepona (BuramuHa D2) 1 pa3 B Henmesnio
U yJIBTPadUOIETOBOrO OOMYYEeHUS 5 pa3 B HENETIO IS
poctrkenust ypoust 250HD > 30 ur / mu [43]. Dddexr
ObUT TOCTUTHYT Yepe3 3 Mec. teyeHus y 100 % GOJIbHBIX,
npuHuMaromux ButTamMud D3, 'y 60 %, noaydarommx
BuTtamMuH D2. Takum o6pazom, 3¢h(heKTUBHOCTD Iperna-
pata D3 6bu1a Beie. [IpumeHeHune yasTpadroaeToBOro
00JTy4yeHUs He MPUBEIO K 3HAUUTEJIbHOMY ITOBBIIICHUIO
ypoBHs1 250HD u3-3a HU3KOM NMPUBEPKEHHOCTU ALy~
€HTOB JICYCHUIO.

B onty6mmkosanHom B 2010 1. 0630pe W. Hall et al. [39]
MPEIIOXKEH CICIYIOIINA aJlropuT™M A0OaBJICHUs BUTa-
muHa D y 6oabHbIX MB. U3mepenue 250HD criBopoT-
KU TOJDKHO TTPOBOAUTHCS exkeromgHo. Jlo3a Butammuua D
y meteii mo 1 roma coctasister 8§ 000 ME / Hen., y mereit
crapiie 1 roma u B3pociabix — = 800 ME / cyr. Ilpu
ypoBHE > 75 HMoub / 1 (30 Hr / MUT) MAaUMEHThI TPOIOJI-
JKaroT ITpreM BUTaMuHa D B Toit ke no3e. [1pr KOHILIeHT-
parm < 75 HMOJIIb / 1 PEKOMEHIYIOTCSI CpeIHIE O3Bl BU-
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tamuHa D B tedeHue 12 Hen. OHu cocrasisgior 50 000
ME / Hen. mis mereii ctapiie 5 eT U B3pocibix, 12 000
ME / Hen. — nns nereit no 5 yet. [1puem xonexanbiube-
poJIa IIPeAITOUTUTEIbHEE, YeM 3proKanbiudepona. Yepes
12 nen. cnenyet cHoBa n3MepuTh 250HD cuiBopotku. IMpn
YPOBHE > 75 HMOJIb / JT MPOJOJIKACTCS Teparusl CpeIHUMU
JoszaMu (nmoaaepxkuBasi KoHLeHTpauuio 250HD He Bbile
200 amonb / ). ITpu ypoBHe < 75 HMOJTb / 7T peKOMEHTyeT-
¢ TIepeXo/I K BBICOKUM J1o3aM, coctasistionM 50 000 ME
2 pasa B Hea. JJIsT JETel cTapiie S5 JIeT W B3POCHbIX,
12 000 ME — 2 pa3za B Hen. y aeteii 1o 5 jeT. Eciu yepes
3 Mec. JIeueHHS ONITUMAJTBHBIN YpOBeHBb BUTaMruHa D He
OyaeT OOCTUTHYT, CJEIyeT PacCMOTPETh BO3MOXKHOCTDH
npuMeHeHus gotorepanuu. Ha kaxkaom aTare olieHuBa-
€TCsl TIPUBEPKEHHOCTb OOJbHBIX MPOBOIUMOMY Jieue-
Huto. Cienyer 3aMeTUTh, YTO O€30ITaCHOCTh TAKOTO IO/~
XOJIa MPU JJIMTEIbHOM JIEYEHUHU He U3Yydaiach JOJIKHBIM
00pa3oM B OOJIBIIMX TPYMIIAX AETEi WU B3POCIIbIX.

Butamuu K

Buramun K — nepBuuHbIif KohaKTop A5 y-KapOOKCH-
JINPOBAHUS OCTEOKAJIbIIMHA, KOTOPBIN SIBJSETCSI OCHOB-
HBIM HEKOJIJIAr€HOBBIM IPOTEMHOM KOCTU U BOBJICYEH
B KocTHOe hopmupoBaHue. [Ipenmnonaraercs, 4yto nedpu-
muT BuTaMrHa K MOXET XOTS ObI YaCTUYHO OOBSICHSITH
HapylleHUe KOCTHOTO (hopMupoBaHus y 00JbHBIX M B,
MNpPOAEMOCTPUPOBAHHOE B TUCTOMOPGHOMETPUUYECKUX
ucciaenoBaHusx. Butamun K siBisieTcst kupopacTBopu-
MBIM, ¥ €T0 a0COPOLINS B KMUIIICTHUKE MOXKET HapyIIaTh-
CsI IPY Pa3BUTHU MAHKPEaTUYeCKO HeTOCTaTOUHOCTH.
B HeckobKUX HcclieA0BaHUSIX OblIa MPOAEMOCTPUPO-
BaHa BBICOKAsl PACIPOCTPAHEHHOCTb HEIOCTATOYHOCTHU
ButamuHa K [44—46] y mereil ¥ B3pOCIbIX, OOJIbHBIX
MB, onHako ero He 4acTo NMPUMEHSIOT B CIIELIMAIN3U-
POBaHHBIX LIEeHTpax. B HEKOTOPBIX MyOJIMKALUSIX OTKca-
HO MOJIOXUTEIbHOE BiavsHUEe BuTaMruHa K Ha Guoxumu-
YyecKUe MoKas3aTeju KOCTHOro oomMeHa y 00JabHbIX MB,
OIHAKO OITUMAJbHBIA PEXUM €ro HasHauyeHUs, OCO-
OCHHO MPU MaHKPeaTUYECKON HEeAOCTaTOYHOCTH, OCTa-
eTcsl HesicHbIM [46—48].

BucdocoHatbl

bucdochoHaThl SBASIOTCA CUIBHBIMU MHTMOMTOpaAMU
OCTEOKJIACTUYECKON KOCTHON pe3opobuuu. B Poccum
aJICHAPOHAT, pU3eAPOHAT, 30JIeIPOHOBAs KINCIOTa IINPO-
KO MPUMEHSIIOTCS I MTPODWIAKTUKY U JICYSHUS TIOCT-
MEHOIIay3aJIbHOTO OCTEIOPO3a, OCTEONopo3a y MyKUMH
U TJIOKOKOPTUKOMIHOTO OCTEOTopo3a, MOaHIApOHAT —
IS JISYSHMST TTIOCTMEHOIIay3aJIbHOTO ocTeonopo3a. [1pe-
mnapar raMuapoHaTa IJisl ISYCHUSI OCTeO0IIopo3a He 3ape-
rucTprupoBaH. Hu y 0JHOrO M3 MMEIOMIErocs B HACTOSI-
mee BpeMsi OucdocdoHaTOB HET MOKa3aHUM AJs
Tepanuu 600JIbHBIX M B, X0Ts TToceIHIe MCCaeIOBaHUS
MPOAEMOHCTPUPOBAIN 3(PHEKTUBHOCTh HEKOTOPHIX U3
Hux B yBennyeHun MITK y B3poc/bIX MaliMeHTOB C 3TUM
3a00JIeBaHUEM.

CormacHo koHceHcycy 2005 ., HazHadyeHHE TIEpPO-
paJIbHBIX WJIM BHYTPUBEHHBIX OMcdoCchoHATOB MOKa3a-
HO 00JbHBIM M B, ecnu:

* T- unu Z-kpuTepuil IpU OCTEONCHCUTOMETPUMU,
npoBeneHHoI MeTogoM DXA, coctasisier < —2,0 CO;

* OOJIbHBIC OXXMIAIOT TPAHCIUIAHTALIMH JISTKUX WU T10-
Tepst KOCTHOM Macchl mocturaer > 3—5 % B rox [13].
OduumanbHoe coobweHue the UK Cystic Fibrosis

Trust Bone Mineralisation Working Group [12] pekoMeH-

JyeT o0CyauTh Tepanuio ouchochoHaTaMu y B3POCIBIX

6onbHBIX M B:

* ¢ HU3KOTPaBMAaTUYHBIMU MEPeIOMaMU;

* IIpu Z-KPUTEPUHU B TTOSICHUIHOM OTHEIJIC TTO3BOHOY-
HUKa, 1eiike 0enpa uiu oblleM mokasaTese o oe-
py < —2,0 CO unu npu 3HAYUTEIBLHON MOTepe KOCT-
Hoil Maccel (> 4 % B rom), Ipu ITOBTOPHOM
uzmepeHun MITK metonom DXA, HeCMOTpsI Ha Bbl-
ITOJTHEHE OCHOBHBIX Mep II0 YIYYIICHUIO COCTOSI-
HUS KOCTHOM TKaHU;

* HauMHAOIIUMX IJIUTEJbHYI0 (> 3 Mec.) Tepaluio
CI'KC npu MIIK no Z-kpureputo < —1,5 CO;

*  OXUAAIOIINX TPAHCIUIAHTAIIMY JISTKMX WJIH TIepeHeC-
mmx ee mpu MIIK no Z-xpurepuio < —1,5 CO.

B ToM Xe cooOlieHuu paccMaTpUBaeTCsl BO3MOXK-
HOCTb NMpUMeHeHus1 buchocdoHaTOB y aeTeit:

* ¢ HU3KOTPaBMATUIHBEIMHU IIEPEIOMaMMU;

*  OXUAAIOIINX TPAaHCIUIAHTALIMM JIETKMX WM TTepeHeC-
1IUX €€;

* ¢ Huzkoit MIIK u motepeit KOCTHOI Macchl, TPOAO-
JKaroIeiicsl, HeCMOTPS Ha IIPOBEACHHE OCHOBHBIX
Mep I10 ONTUMU3ALUU 300POBbSI KOCTHOM TKaHMU.
MeTaaHanu3 sJeKTpoHHOI Oubauoreku Cochrane

00beNMHUI 5 ony0IMKOBaHHBIX K HOs10p1o 2008 1. paH-

JTOMU3MPOBAHHBIX KIMHUYCCKUX HMCCICHOBAHUN IIO

npuMeHeHuo oucdochoHaToB (ajleHaApoHaTa, MaMUI-

poHaTa, 30JeAPOHOBOI KUCIO0THI) TTpu MB (cymmapHo —

145 B3pocCabIX 00NbHBIX). B HEro ObLIM BKJIIOUYEHBI UC-

ciaenoBanust R.M.Aris et al. 2000 1. (maMuapoHAT B 103¢

30 mr kaxnpie 3 Mec. BHyTpUBEHHO) [49], R.M.Aris et al.

2004 . (arenapoHart B no3e 10 Mr / cyT. mepopaiibHo) [50],

M.P.Boyle et al. 2005 1. (3ojieIpOHOBasi KMUCJIOTa B J103€

5 mr BHYTpUBEeHHO) [51], 1. Chapman et al. 2008 1. (3om1em-

pPOHOBasl KUCJIO0Ta B J03¢ 4 MI, 3aTeM — 2 MTI KaXIble

3 mec. BHyTpuBeHHO) [52], C.S.Haworth et al. (BHyTpU-

BeHHO nmamuapoHar mo 30 mr kaxzaele 3 mec.) [53]. Uc-

CJICIOBAHUS UMEIIN IPOIOJLKUTEIbHOCTh 1—2 roma. Ko-

JINYECTBO OOJIbHBIX OBLIO HENOCTATOYHBIM, U ITO3TOMY

MoKa3aTh 3HAYMMOE CHUWXXEHME YKCla MepejoMOB He

yaanoch. Yepe3 6 Mec. JIeUeHUS] CyMMapHBIiA MPUPOCT

MIIK B NOSICHUYHOM OT/e/e MO3BOHOYHUKA COCTAaBUIL

4,61 % (95%-ub1ii W — 3,90—5,32), B 6eape — 3,35 %

(95%-np1it AN — 1,63—5,07). 3HAUMMBIX M3MEHEHUIA

B IMCTAJILHOM OTAEJC TIPEAIUIeUbs HE BBISIBICHO

(—0,49 %; 95%-nb1iza AU — —2,42—1,45).

DddexT rnepopalibHOrO aJiIeHAPOHATa, HO YK€ B 103¢€
70 mr 1 pa3 B Heneso, ObLT MOATBEPXKAEH B TOIUYHOM
uccaenoBanuu A. Papaioannou et al. [54].

Haunbonee gacTeiMu HeXelIaTeIbHBIMU SIBICHUSIMU
py BHYTPUBEHHOM BBeJeHUM OucdochoHaTOB ObLIU
0011 B KOCTSIX U TPUIIIIONOA0OHbBII CUHIPOM, OCOOEHHO
y 6osbHbIX, He TtoydyaBiux CI'KC. TTpumeHeHue 3o51e/1-
POHOBOI KHUCJIOTBI — 00Jjice CrIbHOTrO OmncdochoHaTa,
yeM IaMUIPOHAT, COITPOBOXKIATOCH BhIPAXKEHHBIMU KOCT-
HO-MBIIIEYHBIMU OOJIIMU, YTO MPUBEJO K JOCPOYHO-
My npekpaiieHuto ucciaenoBanust M.P.Boyle et al. [51].
s yMEHBIIICHUST UX BBIPAKEHHOCTH B ITOCEAYIOIIEM
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uccnenoBanun I.Chapman et al. manmeHTam 1ocie 1-i
VHQPY3UU 30JIEIPOHOBOM KUCIOTHI (U TPU HEOOXOAM-
MOCTM — MpPU IOCTAEAYIOIIMX) B TeueHue 3 AHell ObLI
Ha3HAYeH IIepopabHO IIPETHU30IOH 25 MT / cyT. [52].
HNcnonb3oBaHue BHYTPpUBEHHBIX Ouc@ocgoHaToB
MOXET OBITh OTPAaHUYEHO M3-3a BO3HUKAIOIIUX MPU UX
MPUMEHEHUU BbIPa>KEHHbBIX KOCTHO-MBIIIEYHbBIX O0JIEH.
OpmHaKo clieyeT 3aMeTUTb, YTO 3TU HeXeJlaTebHbIe 3 -
(hbeKTHI MOTYT MOSIBJISATHCS Y 00JIBbHBIX M B 1 1ipu mpueme
nepopanbHbIX O0uchochonaroB. Kpome TOoro, BHyTpHu-
BEHHOE BBEIEHUE MMEET IMPEeUMYLIECTBa Mepen Mepo-
paJbHBIM MPUEMOM MPU TUIOXOM adCOPOLIMU U3 XKery-
MOYHO-KMIIICTHOTO TPaKTa M HAJWIUK TATOJIOTHU €ro
BEpPXHUX OTIe0B. BHyTpuBeHHbBIE OMchOCchOHATHI Ha-
3HAYaloTCs pexe, MOITOMY OHM 0oJiee MPeaoUTUTENb-
HBI Y OOJIBHBIX C HM3KOU IPUBEPKEHHOCTBIO K TepaIrtin
13-3a OOJIBIIIOTO YKCIIa Ha3HAYaeMBbIX IIPEITapaToB.
bucdochonatel He cienyeT Ha3HayaTh IaleHTaM
¢ feduuuTOM BUTaMuHa D Wiy nmaimeHTam ¢ HapylleH-
HOU movyeyHol (pyHkiuei. ZKeHIIWHBI, MIaHUpYIoIre
OepeMEHHOCTh, MOJKHBI OBITh ITPOMHMOOPMUPOBAHBI
0 pHucKe 1 pebeHKa Mpu HazHaueHUU oucdocdoHaToB.

3aknoyeHue

Octeonopo3 1 CBSI3aHHBIE ¢ HUM HU3KOTPAaBMATUYHBIC
nepesoMbl — HOBasl MpobJieMa B BeaeHUU 00bHbIX MB.
ITaToreHe3 ero pa3BUTHSI OKOHYATEIHBHO HE M3YUYECH.
B Hacrosiiiee BpeMs HET OMHO3HAYHOTO MHEHMST O TOM,
SIBJIIETCS JIX OCTEOITOpO3 MposiBieHrneM MB miau ocinox-
HEHUEM COMYTCTBYIOIIMX 3a00JieBaHUI 1 TMPOBOIUMOI
Teparuy. HecMOTpsT Ha TIPOCTOTY AMATHOCTUKM, TaHHbBIC
MO CTAaTHCTHUKE ITEPEeIOMOB, OCOOCHHO TIEPEIOMOB IT03-
BOHKOB, OTpaHMYeHHBI. PekoMeHmaluuu Mo BeACHUIO
0OJIbHBIX OCHOBaHbI HAa MHEHMU 3KcnepToB. He nposene-
HBI OOJIBIINIE MHOTOIIEHTPOBBIE KITMHIMUECKIE UCCIIeI0Ba-
HUSI, TIO3BOJISIONINE OTBETUTh HA KIIIOUYEBBIC BOIIPOCHI
npodUIaKTUKU U JICUCHUS, Kacalolluecs, Hampumep,
npumeHeHus ButaMuHoB D u K, 6ucdocponaros. IMosis-
JICHHEe HOBBIX ITPOTHBOOCTEOITOPOTUYECKUX IIpeIrapaToB
MOXET OBbITh IePCIIEKTUBHBIM B JiedeHUU 001bHBbIX M B.
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