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MxeBckas rocygapCcTtBeHHada MeanLunHCcKaa akagemMmma

OcTteonennyecKkuii CHHIPOM sBJIsAETCSA HauOoJee MO3JHO AMATHOCTHPYEMbIM OCJIOXKHEeHHeM MyKoBucuuao3a. Ilo maHHbIM KoM-
IUIEKCHOTO KJIMHUKO-AHAMHECTHYECKOTO U JIA00PATOPHO-MHCTPYMEHTAIBLHOTO o0ciienoBanus 40 nereii U MOAPOCTKOB ¢ MYKO-
BHUCIHI030M, YCTAHOBJIEHbI YACTOTA OCTEONEHHYECKOro cuHapoma (62,5%) M MOJIMITHOIOTHYECKHA XapPAKTep €ro pa3BUTHS.
Y Ka:K10r0 TPETHEro NAIMEHTa BbIsBJIEHbI 1eUIUT 25-ruapoKCuXoIeKanbudeposia u runokaibiuuemus. JIast 60JbHbIX MyKOBHC-
IHI030M XaPAKTEPHO YTHETEHHE MPOLECCOB KOCTHOrO pemozennposanus. HanGosee BbIpaxkeHHbIe HAPYIEHHS! MUHEPATBHOTO 1
KOCTHOT0 MeTa00,1M3Ma pa3BHBAIOTCS Yy NanueHToB ¢ MyTanueii delF508. ABropamu pa3paboTana nporpaMMa paHHeii JMaTHOCTHKH
| TepPanuH OCTeONEeHH! B 3aBUCHMOCTH OT TPYTINbI PUCKA.

Karoueswie crosa: mykosucyudos, ocmeoneHuveckuii CUHOPOM, MUHEPAAbHBLIL U KOCMHbLI Memaboausm.

The osteopenic syndrome is the latest diagnosed complication of cystic fibrosis. According to the clinicoanamnestic and laboratory
and instrumental studies of 40 children and adolescents with cystic fibrosis, the authors have ascertained the rate of the osteopenic
syndrome (62,5%) and the multietiological pattern of its development. Every three patients have been found to have 25-hydroxycho-
lecalciferol deficiency and hypocalcemia. Suppressed bone remodeling processes are characteristic of patients with cystic fibrosis.
The most significant mineral and bone metabolic disturbances develop in patients with delF508 mutation. The authors have a pro-

gram for the early diagnosis and treatment of osteopenia depending on the risk group.

Key words: cystic fibrosis, osteopenic syndrome, mineral and bone metabolism.

YKOBUCIIMJI03 — YacToe MOHOTeHHOE 3aboJie-
BaHUE C ayTOCOMHO-PELECCUBHBIM TUIIOM Ha-
CJIeIOBaHUSI I OJUOPTaHHBIMU MPOSIBICHUSIMU. {7151
MYKOBUCILIMIO3a XapaKTEePHO HAJIUYUE OCIOXHEHUH,
4acTOTa U TSXKECTh KOTOPBIX YBEJIMUUBAETCS C BO3pac-
ToM. OJJHUM U3 YacThIX U HECBOEBPEMEHHO IUArHO-
CTUPYEMBIX OCJIOXKHEHUI SIBJIsIeTCs ocTeonopos [1, 2].
BosibHbIE MYKOBHUCIIUAO30M JETU U TOAPOCTKU
UMEIOT MHOTO (DaKTOpPOB pUCKA Pa3BUTUSI OCTEOTIe-
HUM, CPEAU KOTOPBIX CJeAyeT Ha3BaTb MajibabCopO-
LIWIO KAJIbIUS U XUPOPACTBOPUMBIX BUTAMUHOB, TSI-
JKeJIBI HarHOUTEIbHBIN OPOHXOJETOUHBIN MPOolLecC,
BBIHYXXJIEHHYIO TUIMOIMHAMUIO, TPOTPECCUpPOBAHUE
3abo0sieBaHUSI B T€UEHME BCero mepuoaa pocta |3, 4].
ManocuMNnTOMHOE TeUEHUE OCTEONEHUYECKOTO CUH-
JipoMa MpU MYKOBUCIIUA03E, OTCYTCTBUE HACTOPO-
JKEHHOCTHU TEANATPOB B OTHOIIIEHUU HEOOXOIUMOCTH
JIMaTHOCTUKU, TPOMPUIAKTUKU U Tepanuyd PaHHUX
HapyleHUI MUHepaIM3alu KOCTHOM TKAHU JEJIaloT
JIaHHYIO TIpo0eMy 0c000 aKTyaJIbHOM.

Lens HacToslero ucciaeaoBaHUs — ONTUMU3A-
LIUSI paHHEW AUArHOCTUKU U T€pauy OCTEONEHUU Y
JleTeil ¥ TOAPOCTKOB C MYKOBUCIIUA030M Ha OCHOBA-
HUM U3Y4YEHUSI YACTOThI, (PaKTOPOB PUCKA U OCOOCH-
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HOCTEI IPOSIBJICHUSI OCTEOIIEHUYECKOr0 CUHIPOMA,
XapakTepa HapylleHUId MUHEpPaJbHOTO M KOCTHOTO
MeTaboyi3Ma.

XapaktepucTuka geteu u MeToAbl UCCNneaoBaHNSA

O6cnenoBanbl 40 manueHTOB (22 — MYXCKOTO I10J1a 1
18 — XXeHcKoro nosa) B Bo3pacte 5—17 jeT, HaXoIuB-
muxcst B PecrybiMKaHCKOM LIEHTPe MYKOBUCIIMI03a
MuHucTepcTBa 31paBOOXpaHeHUsT YAMypTcKoil Pe-
cnyonuku. JlmarHo3 MyKOBUCLMI03a BepUpUIIMPOBaH
B COOTBETCTBUMU C MEXIYHAPOTHBIMU THUArHOCTHYE-
CKUMU KPUTEPHUSMHU, BKITIOUAsS MOJIEKYJISIPHO-TEHETH-
yeckue ucciaenoaHust Ha 31 myramuio B reHe CFTR
(cystic fibrosis transmembrane conductance regulator).

BoabHbie ObLIM pa3aeeHbl Ha TPYIIIbI B 3aBUCH-
MOCTHU OT KJIMHUYECKOU (hopMbl 3a00J€BaHUS U €ro
reHeTU4eCcKoi xapakTepucTuku. CMmeliaHHasl hopma
ObLTa yCTaHOBJIEHA Y 25 OOJIbHBIX, MPEUMYIIECTBEH-
HO JieroyHasl Wi KuieyHas — y 15. ¥V 5 mauueHTOB
Oobutn BeIsIBIeHBI MyTauuu delF508/delF508; y 7 na-
nueHToB — delF508 B koMmayHIHOM TOJOXEHUU C
HeusBecTHOU MmyTauueit (delF508/unknown); y 28
MalUMEeHTOB — 2 MyTaluu, omindHbie oT delF508 (non
delF508). B cocraBe 6a3ucHOl Tepanuu 00JbHBIC T10-
JIlyJasid MUKpochepuueckue maHKpeaTuHbI, XXUpopa-
CTBOPMMbIC BUTAMUHBI, TIPeNapaThl KaJblIUsI.

BceM manueHTaM mpoBOAMIM YIIyOJeHHOE KJIM-
HUKO-71a00paTOPHOE U WMHCTPYMEHTAJbHOE HCCe-
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noBaHUs. TSKECTb COCTOSIHUS JIeTell OlleHMBAIaCh
no moauduuupoBaHHoi mkane IlIBaxmana—bpac-
dunbaa. MU3Mepsin aHTpOIIOMETpUYECKUE Mapame-
TPBI: JJIMHY U Maccy TeJia, BBIYUCIISIIA MacCO-POCTO-
BOI MHJEKC U MHIIEKC MACChI TeJia y OOJbHBIX CTapiile
12 ner. CTaguio MOJI0BOr0O pa3BUTUS OIPEACISIN 10
Tannepy. T'urueHuyeckasi oOlleHKa MSITUIHEBHOTO
palMoHa MUTAaHUs C AHAJIM30M OOECIEeUYeHHOCTH CYy-
TOYHOTO pallMOHa KaJbllMeM MPOBeIeHA C OMOIIbIO
CTMIPABOYHBIX TAOJMI[ XMMUYECKOTO COCTaBa IMHIIIE-
BBIX TTPOJYKTOB.

[Mporpamma crieliMaJbHOTO MCCASIOBAHUS BKITIO-
yajia orpejesieHue oOIero W WOHU3WPOBAHHOIO
KanbLus, ocdopa, odieit 1menouHoi pocdartasnl B
KPOBU, SKCKPEILIUU KATbIIUSI C MOYOU MO OOIIETTPUHSI -
ThIM MeToauKaM. KOHIeHTpalusl KalblUperyiupy-
IOIIMX TOPMOHOB (ITapaTrOpPMOHA U KaJIbIUTOHUHA),
0a3aJIbHOrO YPOBHS 25-TUIpOKCHUXOJeKaabLUdepoaa
(25-OH-D,) B cbIBOPOTKE KPOBM MCCIIEN0BAIACH M€~
TOAOM MMMYHO(MEepMEHTHOro aHaiusa. CocTosHME
KOCTHOM pe30pOIIMy OLIEHUBAIM 10 YPOBHIO B KPOBU
MPOAYKTOB Aerpaganuu kosuiareHa I tuma — C-KoH-
LIEBBIX TEJIOMENTUIOB, COCTOSIHUE OCTeobpa3oBa-
HMSI — T10 COIEPXKAHMIO OCTEOKAIbIIMHA, TAKXKE OTpe-
JIeJISIEMBIX METOIOM UMMYHO(hEPMEHTHOTO aHaju3a ¢
WCITOJIb30BaHUEM CTaHAaPTHBIX TeCT-HAOOPOB.

JleHCUTOMETPUUYECKOE M3MEpPeHUEe MUHEepaTbHON
MJIOTHOCTU KOCTEH MPeIieubst BHIMOTHEHO METOAOM
JIByXOHEPreTUUECKOM PEHTTeHOBCKOM abcopOimo-
metpun («Osteometer DTX-200», Jdanus—CILA).
YpoBeHb MUHEpaIU3ALMU CKeJIeTa OLEHMBAJICS TIO0
MMHEpaJIbHOI KOCTHOM IJIOTHOCTH (B I/CM?) M ITOKa-
3aTesio Z-score, KOTOPbIA XapaKTepusyeT MUHepasib-
HYIO TIJIOTHOCTb KOCTHOW TKaHUW OOCJeIyeMOoro pe-
OGeHKa 10 OTHOWICHWIO K CPeTHeBO3PACTHON HOpME U
BBIpaXXaeTcsl B €IMHUIIAX CTAaHAAPTHOTO OTKJIOHEHUS
(SD). B cootBetcTBUM ¢ Kputepusimu BO3 Hopmaiib-
Hasi MUHepaJIbHasl MJIOTHOCTh KOCTHOM TKaHU IMarHo-
ctupoBaHa rpu Z-score 10 —1 SD, octeoneHus — npu
ypoBHe nokaszareieii or —1 SD go —2,5 SD, ocTeorno-
po3 — nipu Z-score —2,5 SD u Huxe [5].

HccnenoBaHue MapKepoB KOCTHOIO MeTaboJM3Ma
U KaJIbLIUI-PETyJIMPYIOIIMX TOPMOHOB MpoBeaeHO y 40
0OJIbHBIX, KOCTHAS IEHCUTOMETPHUS — y 32 MallieHTOB
crapuie 9 net. KoHTposibHYIO Tpyrimny coctaBuiu 35
MPaKTUYECKU 3T0POBBIX JUI COOTBETCTBYIOIIETO BO3-
pacTa.

CraTuctuyeckasi 00paboTKa MOJTyYeHHBIX pPe3yJib-
TaTOB ITPOBOAMIIACH C TIOMOIIIBbIO METOIOB TTapaMeTpH -
yeckoi (7-kputepuit CTbloIeHTa) U HellapaMeTpuye-
ckoii (U-kputepuit BunkokcoHa—MaHHa—YUTHHU,
y2-kputepuii cornacusi [lupcoHa) CTaTUCTUKU, IS
M3YYEHUS CTeNIeHU B3aMMOCBSI3U U3yJaeMbIX Mapame-
TPOB paccyUTaHbl KOIMDOULIMEHTHI MApHOU KOPpPeIsi-
uuu [Mupcona (r).

HACJIEACTBEHHBIE BOJIE3HU

PE3VJIBTATBI U OBCYXK/JIEHUE

@akTopbl pUCKa OCTEONEHMM (HU3KUE ToKazaTeau
(busznueckoro pa3BUTHSI, TSIXKeJIbIil BOCIATUTEIbHbBIN
MpOoLeCC B JIETKUX, MalbaOCOpPOIIMsl, HEIOCTaTOUHOE
NOCTYIIEHUE IUILEBOrO Kalblid W BUTaMuHa D,
XPOHUYECKUI TeNaTUT U LIMPPO3 TICUECHU, BHIHYXKICH -
Hasl TUMOAMHAMMUSI, 3aJep>KKa TIOJOBOTO Pa3BUTHS)
BBISIBJIEHBI Y OOJIbIIMHCTBA (73,2%) MallMeHTOB ¢ My-
KOBUCLMI030M. YK CIIO OMHOBPEMEHHO AeHCTBYIOIINX
¢akTOpoB pucKa ObLIO OOJbIIE y IETeil ¢ MyTalluei
delF508, ocobenno y romosurot (p<0,01). YcraHos-
JieHa oOpaTHasi KOppeJsiliusl MeXIy OLIEHKOMW Tsike-
ctu MykKoBucummosa mo IlIBaxmany—bpachuibay
U 4YucJIoM (paKTopoB pucka octeoneHuu (r=—0,518;
p<0,01).

KnauHuyeckue cHUMMITOMBI, TTO3BOJISIIOLIME TIPEI-
MOJIOKUTh HAJTMUUE OCTEONEHUU (UYBCTBO YCTAJIOCTU
B CIIMHE TOCJIe CTAaTUYECKOW Harpy3ku, O00JM B TMO-
3BOHOUYHMKE, TTPOrpeccUupylolliee HapylieHue OCaHKU
B BUJIE CYTYJIOCTH), OTMEUAJIUCh JIULIb y 58,9% mnaru-
eHTOB. [1pu 3TOM JaHHBIE XKaJT00kI Yallle MPeabIBISIIN
6oJbHBIE cOo cMeltaHHbIMU (70%), HeXXenu JIerOYHbI-
mu popmamu (31,25%, p<0,02).

MuHepaibHasl IIOTHOCTb KOCTHOM TKaHU Y AeTeit
Y TIO[POCTKOB ¢ MYKOBMCIIMI030M ObLTa CYIIECTBEH-
HO HUXe, YeM Y ITPaKTUUECKU 3I0POBbIX JIeTeil aHaJI0-
ruuHoro Bospacra (0,368+0,018 u 0,515%0,02 r/cm?
cootBeTcTBeHHO; p<0,001). HopmanbHyl0 KOCTHYIO
Maccy umenu 37,5% nauueHToB (n=12), y BCex HUX
Obu1a BoIsiBIeHA MmyTalus non delF508, HeTskenoe Te-
yeHue 3a00J1eBaHMsI, HOpMabHOe (PU3NUECKOE U T10-
JIOBOE pa3BUTHE, MAJIOE KOJMYECTBO (PaKTOPOB prcKa
ocreoneHur. OmgHaKo gaxke mpu Z-score B mpeaeiax
1o —1,0 SD muHepanbHas MI0OTHOCTh KOCTHOI TKaHU
OblJa y HUX 3HAYUTEJIbHO HIXE, YeM Y 3J0POBBIX Je-
teit (0,405+0,031 u 0,515%0,02 r/cM? COOTBETCTBEH-
Ho; p<0,02).

CHUXKeHUEe MUHEpaJIbHON IUIOTHOCTU KOCTEH IO
Z-KpUTEPHIO BBISIBIECHO y 62,5% neteil U OAPOCTKOB
C MYKOBUCILIMJ030M. Y HUX Yallle pa3BUBAIaCh OCTEO-
reHus (46,9%), pexe octeonopos (15,6%), KoTopwlii
JIMarHOCTUPOBAH TOJIBKO B TPYIIIE MAalMEHTOB CTaplie
12 ner (n=5), NpeuMYILIECTBEHHO Y 0HoIIel (n=4) ¢
TSKEABIMUA CMEILIaHHBIMU (DopMaMU 00JIe3HU, TOMO-
3UTrOTHOCThIO Mo MyTauuu delF508, orcTraBaHueM B
¢usnueckoM pa3BuTuM (poct B auanazoHe 10—25-ro
MEePLEHTUIS, Macca MeHee 5-To MePLUEeHTUIS ), HU3KUM
MHAEKCOM Macchl Tena (16,8+1,1 kr/m?). MuHepab-
Hasi KOCTHasl TUIOTHOCTh TIPU OCTEOTOPO3¢e COCTaBUIIa
0,321+0,014 r/cm2.

Hawubonee yoenuTeibHbIMU B IJIaHE MPOTHO3A JIe-
¢uMTa MUHEPAIbHOU TJIOTHOCTU KOCTE Mpu My-
KOBUCLIMIO03€ SIBJITIOTCSI HU3KUE ToKazaTeau (pusu-
YecKOro pa3BUTHS (ITOJIOKUTEbHbIE KOPPEJsIUn C
MacCO-pOCTOBBIM MHIEKCOM M MHAEKCOM MacChl TeJia,
r=+0,648, =+0,553 coorBercTBeHHO; p<0,01), reHo-
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tun delF508 (=—0,356; p<0,05), cMemanHas ¢popma
(r=—0,351; p<0,05) u Tsexectb Gone3nu (r=—0,556;
p<0,01).

ITpu HOpMaIbHOM MUHEPATbHOM IJIOTHOCTU KOCT-
HOW TKaHW MacCO-POCTOBBIE COOTHOIICHHUSI OKa3a-
JIUCh BbIIIe (MHAEKC Macchl Tena 21,8%+1,06 kr/m?
MAacco-pocToBoii mHueke 98,6+4.92%), uem mpu
ocreoriennu (18,6+£0,76 xr/m?> u 80,3£5,61% coot-
BeTcTBeHHO; p<0,05). Y Bcex 00caen10BaHHBIX C MyTa-
uueit delF508 pa3Buinch OCTEOINEHUSI U OCTEONOPO3,
a cpeaHee 3HaUeHUe MUHEPaTbHOM MJIOTHOCTU KOCTEl
0Ka3aJI0Ch 3HAYUTEJbHO HUXe, YeM ITPU MyTallii non
delF508 (0,319+0,007 u 0,382+0,02 r/cm?; p<0,001),
HIKe ObUIM M Tokaszateiau Z-score (—2,75+0,138 u
—0,73%£0,21; p<0,001). Ilpu cmemiaHHBIX (opmax,
B CPaBHEHUHU C JIETOYHBIMM W KHUIIEYHBIMH, MUHE-
pajibHasl TUIOTHOCTh KOCTHOW TKaHW ObLa MEHbIIe
(0,342+0,013 u 0,397+0,025 r/cm?; p<0,01; Z-score
—1,9334£0,171 u —0,826%0,284 COOTBETCTBEHHO;
2<0,01).

YV 601bHBIX MyKOBUCIIUI030M COXPAHSIIOTCSI OCHOB-
Hble 3aKOHOMEPHOCTH, XapaKTepHbIE ISl TTPOLIECCOB
MUHepaIu3aluy KOCTHOM TKaHU Y IeTeil, — MOBbIIIe-
HHE€ MoKa3areyieii MUHEPAJTbHOMN MJIOTHOCTU KOCTHOM
TKaHU ¢ yBeJnueHreM Bospacta (r=+0,694, p<0,01) u
(usnueckux mapameTpoB — macchel Tesa (r=+0,668;
2<0,05), nuuel Tena (=+0,671; p<0,05).

CHUXXeHWe MUHEpaJbHON TJIOTHOCTU KOCTHOM
TKaHU y OOJbHBIX YCYTYOJISIETCSI HEIOCTaTOYHOCThIO
nutaHus. JeuluuT MOCTYIUIEHUS] MUILIEeBOrO Kajb-
uMsl BbISIBJIEH Y 37% NalLlMEHTOB. YCTaHOBJIEHA 00-
paTHasi 3aBUCUMOCTb MEXJy CTeleHblo aeduliuTa
KOCTHOM MacChl U CyTOUHBIM TTOTPEOJCHUEM KaIbIIUSI
(r=—0,563; p<0,01).

MzydyeHue nokazateneit pochopHO-KaIbIMeBOTIO
oOMeHa y JeTeil U TOAPOCTKOB ¢ MYKOBMCIIMI030M
BBISIBUIO OINpeeieHHbIe 3aKOHOMEPHOCTH, a UMEH-
HO TunokKaibiueMuio (2,15+0,019 MMoib/1 U HUXeE)
y 36% GOJbHBIX, CHUXKEHIE YPOBHSI MIOHU3UPOBAHHOTO
Kanbuus (1,1+0,02 mmodn/n) y 30,7%, cyllieCTBEHHOE
MOBBILIEHNE 3KCKpeluK Kajblius ¢ mouoit (0,050%
0,006 mmoub/Kr B cytku, p<0,02). I[ToBBILLIECHHOE BbI-
JieJIeHUE KaJIblMsl C MOYOI Hapsiay C HEJIOCTAaTOYHBIM
€ro MOCTYIJICHWEM B OPraHU3M MPUBOJIUT K OTpUIIa-
TeJIbHOMY KaJIbLIMeBOMY OaaHCy, YTO HETaTUBHO CKa-
3bIBACTCS Ha MUHEpaJIM3allMu KOCTHOM TKaHU, 0CO-
OCHHO B MepUOJ MHTEHCUBHOI'O pocTa peOeHKa.

MuHepaibHbIil 0OMEH KOCTU TP MYKOBUCLIMI03€
MpoTeKkaeT Ha (oHe HOpMaJbHOI 0a3aJbHOI CeKpe-
MM KaJIBLIMTOHWHA W TapaTrOpMOHa, YTO 4YpPe3BbI-
YaiiHO BaXkKHO IS TIOJIEPXKAHUS LIEJTOCTHOCTU KOCTH
B MEPUOJl MHTEHCUBHOTO POCTa. Y YacTu MalueHTOB
NP JUIUTETLHOM TeUeHUU 3a00JIeBaHUST pa3BUBACTCS
BTOPUYHBII TUIIepIIapaTUpeo3, KOTOPbI MPUHUMAET
yuacTue B (popMUpoBaHUM ocTeorieHuu. [1oBbilIeHre
YPOBHSI ITapaTropMoHa 10 27,1%2,29 11r/mi1 BhISIBIEHO

y 22,5% GOJIbHBIX C OCTEOIIEHUEl, HE3aBUCUMO OT TSI~
JKECTU MYKOBHCIIMI03a U TeHOTHUIIA.

XapakTepHbIM MPOSIBICHUEM MajibaOdCOPOLIMU MPU
MYKOBUCLIMI03€ SIBJISIETCS] BTOPUYHBIN AeDUIIUT BUTAMU -
Ha D, v ero maBHoro metabonura 25-OH-D,. CHuxenune
CBIBOPOTOUHOM KoHLeHTpauuu 25-OH-D, Becrpevanocn
y KaXIIOTO TPEThEro MalyeHTa Mpyu J0CTAaTOYHOMN 3amMe-
CTUTEJILHOM Teparvu, MPEeuMYILECTBEHHO Yy TOMO3UTOT
o myTaruu delF508, yto 00bsicHsIeTCsT Hanbosiee TsoKe-
JIoi MaibabCcopOLMeli JKUPOB U MMPOTEUHOB. Y MepeHHasI
HezocTatouHoCTh 25-OH-D;, (25,7819,4 nmonb/n) naua-
THOCTMpOBaHa y 15% malMeHToB, 3HAYUTENIbHBIN Iehu-
uut ButamuHa D, (14,9%1,2 umons/n) —y 17,6% nereit
Y MOIPOCTKOB C TSDKEJIBIMU CMEIITAaHHBIMU (DOpMaMU 3a-
0oJieBaHUSI U OCTEOIIOPO30M. BTOPHYHBIN 3HIOTeHHbBIM
nepunut 25-OH-D, HeratBHO BIMsET Ha aOCOPOLIMIO
KaJTbLIMSI B KMILIEYHUKE, CITIOCOOCTBYET Pa3BUTHIO TUTIEP-
KaJTbLIMITYPUM Y TUITOKAIBIIMEMUU, HAPYILIEHUIO MUHE-
pau3al KOCTHOTO MaTpUKCa M CHIKEHMIO ITPOLIECCOB
KOCTeoOpa3oBaHMsI, YTHeTasi OTHOBPEMEHHO (hOpMUPO-
BaHNE U Pe30POIIUIO KOCTH.

YCTaHOBJIEHO, YTO OCTEOTIEHUYECKUN CHHAPOM
y TAalMEeHTOB ¢ MYKOBUCIIMIO30M XapaKTepU3yeTcs
HU3KUM KOCTHBIM OOMEHOM, O UYeM CBUICTEIbCTBYET
YyrHETeHHUE MPOLIECCOB KOCTHOTO PEMOEIUPOBAHUSI.
[Tpu 3TOM CHMXKEHME YPOBHSI TTPOAYKTOB JIerpajaiiuu
KocTHOTro KoJjutareHa (C-KOHUEBBIX TeJIONENTUIO0B)
BBIPAXKEHO 3HAUMTEJIbHEE, YeM OCTEOKAaIbIIMHA, CBU-
JIeTeJIbCTBYSI O 0OJIbIIIEM TTOAABICHUM Pe30pOLIUH, YTO
OTYACTU KOMITEHCUPYET HU3KOEe KOCTeoOpa3oBaHUE B
Mepuosl MHTEHCUBHOTO pocTa cKejeta. DTo Mpearno-
JIOXKEHUE TIOATBEPKAAeTCsI JaHHBIMU O 0oJiee HU3KUX
TeMIIaX KOCTHOI pe30pOILMHK y MOAPOCTKOB cTapiie 12
JIET B CpaBHEHMU C MJIAAIIUMU neTbMu (Tadu. 1). bo-
Jiee TsKeJioe TedeHre 00J1e3HY MPY HATMIUY MyTalluu
delF508 compoBokmaeTcsd CHUXKEHHUEM IIPOILIECCOB
KOCTHOTO pEMOJIEJIMPOBaHUS. YPOBEHb OCTEOKAIbIIN-
Ha U C-KOHIIEBBIX TEJIOMENTUIOB JOCTOBEPHO HUXE
npu reHotune delF508 B rpymmne maiyeHTOB cTapiiie
12 net, 4TO CBUIETEIBCTBYET O €llie 0oJiee BhIPAXKEH-
HOM CHMXEHMM TEMITOB KOCTHOTO MeTaboju3Ma Mnpu
HapacTaHWUMU TSIXKeCTH 00JIE3HU C BO3PACTOM.

VY MmanMeHToB, UMEIOIIUX CHWXEHHYI0 MUHEPab-
HYIO TJIOTHOCTb KOCTHOM TKaHU, B CPABHEHUHU C IETbMU
0e3 OCTeOoNeHUM, OTMEYaIoCh 0oJiee TSKeJIoe TeUECHUE
MykoBucuuno3a (61,57+3,54 u 71,3243,02 Gaia mo
IIBaxmany—bpacounbay coorBeTcTBeHHO; p<0,05)
U JOCTOBEPHO 0oJiee HU3KUIT YPOBEHb MOHU3UPOBAH-
HOro Kajblus ceiBopotku (1,136+0,017 u 1,268+
0,0126 mmonb/m; p<0,001), 25-OH-D, (37,227£3,91 u
63,3254+6,913 nmonn/it; p<0,01), C-KOHLIEBBLIX TeJIO-
nentuaos (4,888+0,828 u 7,469+1,052 ur/mi; p<0,05)
U OoJiee BHICOKME 3HAUEHUSI 0011Ieit 111ejouHoi docda-
Tasel (629,27154,91 1 419,71+44,616 ME/x; p<0,01).

IMauyents! ¢ mytanueit delF508, B cpaBHEHUM C My-
Taumeit non delF508 nmenu Oosee TSKET0e COCTOSTHME
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HACJIEACTBEHHBIE BOJIE3HU

Taéﬂuua 1. TToka3aTen MeTa60/IM3MA KOCTHOI TKAHH Y AeTeii ¥ NOJPOCTKOB C MyKOBHCLI030M B 3aBUCUMOCTH OT F€HOTHIIA
(Mxm)

TTanueHThI ¢ MyTaIMSIMUA
Bcero nmanmenTos (n=40) P
1. delF508 (n=12) I1. non delF508 (n=28)

INoka3zarenb

OcTeoKaIbIIMH, HT/MJT 52,73+7,078% 34,83+4,34% 61.681+9,37% 2, 20,05
43,82+6,450" 13,91+£3,85% 49,513£7,02% 2,;,<0,001
U,=-2,5
p>0,05 p<0,05 p>0,05
C-KOHIIEBbIE TEJIOTIEeI- 8.,244+1,152** 7.895+1,246* 8,407+1,269* 2, 20,05
TUIBI, HMOJIb/JT 5,307%0,866" 2,254+0,897* 5,888+0,951% Py, <0,02
U,=—0,5
p<0,05 p<0,05 p>0,05

IIpumeuanue. Han geproit yka3zaHbl 3HaUCHUS Y AeTeld Mosioxe 12 jiet, o yeptoit — crapiie 12 jier. JlocTOBEpHOCTh Pa3IMunii ¢ KOH-

TpoJbHOI rpynmoii: * — p<0,05; ** — p<0,01; * — p<0,001; p — TOCTOBEPHOCTD pa3TUINI MEXIY TPYIIIIAMU OOJTBHBIX.

(49,844,74 w  71,61£3,05 OGama mo IlIBax-
MaHy—bpacduibay; »<0,01), Oosiee HU3-
KUe 3HaYeHWsS  MUHEPAJIbHOM  IJIOTHOCTM KO-

creit  (0,315+0,012 un 0,384+0,015 r/cm?;, p<0,01),
nmokazarenu Z-score (—2,62+0,38 u —1,615%0,13;
p<0,001), HM3KUII YpOBEHb HMOHM3MPOBAHHOIO Kajb-
mst ceiBopotku (1,098+0,029 u 1,207£0,01 MMob/m;
p<0,01), MOBBILLIEHHYIO 3KCKPELMI0 HEOPraHWMYeCKOro
dochopacmouoii (0,528+0,07110,2760,013 MMoIIb/KT
B cyTKU; p<0,01), MOBBILLIEHHBIN YPOBEHb OOIIIEH I1IeJT0U-
Hoit docdarasbl (685,44480,83 u 447,08+30,73 ME/i;
p<0,05), 6onee Husknii yposens 25-OH-D, (41,8516,15
u 63,325+6,913 Hmonb/1; p<0,05), ocTeoKaJbLMHA
(23,18+3,41 u 53,44+5,204 vr/mi; p<0,001) u C-xoH1e-
BbIX TestonenTraoB (3,781+0,758 u 6,7024+0,776 Hr/mir;
2<0,05). Cexkpenysi KaTbLIUNPEryIUpyOLINX TOPMOHOB
HE MMeJia IOCTOBEPHBIX pa3IMiMii B TpyIIax MalMeHToB
C Pa3TMYHBIMKM TEHOTUIAMW U MUHEPATbHOMN MJIOTHOC-
TBIO KOCTHOM TKaHU.

J171s1 O1ICHKY CTeMeHU PUCKA Pa3BUTUST OCTEOTIEHU N
y 60JIbHBIX MYKOBUCIIMI030M MbI UCITOJIb30BAJIU Mapa-
METpBI, TOCTOBEPHO KOPPEIUPYIOIIUE C IToKa3aTeJeM
MUHEPAIbHON TJIOTHOCTA KOCTHOM TKaHW: BO3PaCT
crapiie 12 net, Hanuuue mytauu delF508, cmernaH-
Has (opMa U TSLKECTb O0Je3HM, 3ajaepkKa dusnye-
CKOTO M TIOJIOBOTO Pa3BUTHUS, <«OCTEOMECHUYECKHUE»
JKaJ00bl, TUTTOKAIBLIMEMUST, TUTIEPKATbLIYPHSI, CTea-
TOopesi, CHUXKeHUe odbemMa (POpPCUPOBAHHOTO BbIAOXA
3a 1 ¢ (ODB, menee 70%), a Takxke Hanuuue Ps. aeru-
ginosa n St. aureus B OpOHXUATBLHOM CEKpeTe, JIeUeHUE
crepouaamu. ITporHo3upoBaHWe pUCKa OCTEONEHUN
JIOJIKHO TTPOBOAUTHCS BCEM TMALIMEHTaM C MYKOBUCIIM-
no30oM. [Iporpamma 1MarHOCTUKY OCTEOTIEHUY Y IeTe it
Y MOJPOCTKOB BKJTIOYAET OLIEHKY HanboJiee 3HaUMMBbIX
KJIMHUKO-1a00paTOPHBIX TTapaMeTpOB, HA OCHOBAHU U
KOTOPBIX (POPMUPYIOTCS TPYTITIBI CTAHIAPTHOTO, CPEI-
HETro U BbICOKOTO pucka. O0iue mpoduiakTuieckKue

MEPOMPUSITUST BKJIIOYAIOT ONTUMU3ALMIO Tepanuu
3a00yieBaHUsI, COAJIaHCUPOBAHHYIO NHMETY, KOHTPOJb
rnokaszatesieli (OU3MYECKOro M TIOJOBOTO Pa3BUTHS,
peryJsipHble (GU3MUECKUe YIpaXKHEHUs, TIPUeM Mpe-
naparoB KaubUus U BuTamuHa D,. B rpynmax pucka
onpe/esieHbl MOKa3aHUsI K MPOBEIEHUIO KOCTHOM AeH-
CUTOMETPUHU U TepareBTUUecKas TAKTUKA KOPPEKIIUU
BBISIBJICHHOIT OcTeomneHuHu (Tad. 2).

3AK/IIOYEHHME

Takum 06pa3oM, OCTeONeHMSI peTucTpupyercsy 62,5%
JIeTeil U TIOAPOCTKOB C MYKOBHCIIMIO30M, YacToTa
Pa3BUTHSI OCTEONOPO3a cocTaBisieT 15,6%. CHikeHMe
MUHEpPaJIbHOUN MIOTHOCTYM KOCTHOM TKaHU HauboJee
XapaKTepHO JUISI MAIIMEHTOB ¢ HU3KUMU TOKAa3aTeJsi-
MU (U3NYECKOTO pPa3BUTHUSI, OOJBbHBIX CMEIIaHHOM
¢dopMoii 3ab0eBaHUS, UMEIOIINX TEHHYIO MYTalluio
delF508. OcTeoneHnYecKrii CUHIPOM IPU MYKOBUC-
LIMJ03€ MMEET TMOJIMITUOJOTUYECKUI XapaKTep, pas-
BUBaeTCs Ha (hOHE HEMPepbIBHOM 0a3MCHOM TepaIuu.

M3meHeHus pochopHO-KalbIIMeBOro 0OMeHa Mpu
MYKOBHUCIIMI03€ XapaKTEePU3YIOTCS TUMTOKATbLIMeMU-
eif co CHIKEHUEM YPOBHs obuiero (36%) u MOHU3U-
poBaHHoro (30,7%) KanblLiusi B CBIBOPOTKE KPOBH, MO-
BBIIIICHUEM TTOYEYHOM KCKpelnu Kaublus. dehuuut
MMOCTYIUICHUs MMUILIEBOrO Kalblvs BIsiBJIeH Y 37% ne-
Teil. BTOpUuHBIi runepnaparupeo3 1MarHoCTUPOBaH
y 22,5% naumeHToB. basasibHasi ceKpelusi KaJbLUTO-
HMHA TTPU MYKOBHMCIIMI03€ HE OTJIMYAETCS OT IoKa3a-
TeJIEH Y 3I0POBBIX JIULI.

CHuxenue yposHsa 25-OH-D, B KpoBU yCcTaHOB-
JeHo y 32,5% mnanueHTOB Ha (POHE 3aMecTUTENb-
HOIl (pepMEHTATUBHOI Tepanmuu M IIpueMa XoJe-
Kanpludeposaa. BropuuHblil SHAOTEHHBIN OeULIUT
25-OH-D, nan6onee BLIpaXkeH B CIy4ae HATUIK My-
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Cumanosa T.B., Oxceco8 A.M. OcTeoneHnYecknii CUHAPOM NpW MYKOBUCLMAO03E Y fieTei

Tabauya 2. TiporpaMma IMATHOCTHKY ¥ JIeYeHHsI 0CTEONIEHNH Y JeTeil i OJPOCTKOB ¢ MyKOBHCIHIO30M

Ollel'll(a KIIMHUYECKUX U Jlaﬁopa'roplmx CUMIITOMOB

. Bospacr crapie 12 et

. CreneHb TsKEeCTH MyKoBHcIMao3a (1o mikaie [lIBaxmana—bpacduibia)

. Hanmume myrtammu delF508 B reHoTmITe

. Hannuwme necpunura pocra (SDS menee —2,0 SD)

. Hanumame nedunnra maccs Tema (Macco-pocToBoii MHAeKC MeHee 90%, MHAeKe Macchl Teja MeHee 18,5 kr/m?)

. Hammaue xpoHUYecKoit KOJIOHU3AIIUK PECITUPATOPHOTO TpakTa Ps. aeruginosa

. Ctenenb HapyueHus GyHKUMY BHenIHero Abixanus (OPB, menee 70%)

. HemocraTounast kommneHcatysi Majibabcopoimm

. Hanmumame ocnoxxHeHMIT MyKOBUCITIIO3a (dMduU3eMa, XpOHUIECKOe JIETOYHOE Ceplie, IIMPPO3 MeYeHU, cCaXapHbIi
nuadeT)

. 3ajiepkKa MoJIOBOTO Pa3BUTHS

. Hammuue xano6, xapaKTepHBIX IS OCTEOTIEHUIECKOTO CMHAPOMa (OCCAJITMK, YYBCTBO YCTAJIOCTU B CITUHE TTPU
CTaTUYECKOIl Harpy3Ke, MepesoMbl)

. Huskoe yrorpebeHue muiieBoro KaibIust

13. Huskuii ypoBeHb 00IIETO U/WJIM MIOHU3UPOBAHHOTO KaJIbIIUsI KPOBU, TUTIEPKATBIINYPUST

14. JleueHue crepougaMu

—_O OO\ A LN —

—
N

Pasnenenue Ha rpynmbl pucka
Ipynna crangapTHoro pucka

Ouenka no [lIBaxmany—bpachunbay>71 6amia, reHotur non delF508, orcyrcTBre KOJTOHU3ALMY PECITUPATOPHOTO
TpakTa Ps. aeruginosa, HopMaJlbHbIE MOKa3aTeJu (PU3NYECKOTO U MOJOBOr0 Pa3BUTHSI, IOCTATOUHASI KOMITEHCAIUS
MayibabCcopOLMK, HET OCIOXKHEHUH MyKoBucuuaosa, O®B >70%, oTcyTCTBHE OCTEONEHMIECKHX KAJI00, 10CTaTOY-
HOE YIOoTpeOJieHIe MUILEBOr0 KalbIMsl, OOILINI KaabLKi KpOBU >2,25 MMOJIb/JI, MOHU3UPOBAHHBIN KaJlbLINA KPOBU
>2,1 mmoub/n

Ipynna cpeanero pucka

Ouenka mo IIBaxmany— bpacounbay 56—70 6amios, reHoTun delF508, KoloHMU3a1Ms peCITMPaTOPHOro TpaKTa

Ps. aeruginosa, HopMaJIbHbIE TIOKA3aTe N (PU3MIECKOTO U MIOJIOBOTO Pa3BUTHS, JOCTATOYHAS KOMIICHCAIIHS MaTha0-
COpOLIMH, HETSKEbIE OCIOXHEHHs MyKoBucuuao3a, O®B >70%, oTcyTCTBHE OCTEONEHMYECKUX KaJl00, 10CTaTOu-
HOE ynoTpebIeHre MUIIEBOT0 KaIbIKsl, OOIIMI KT KPOBU >2,25 MMOJIb/JI, IOHU3UPOBAHHBII KAJIbLIMI KPOBU
>2,1 mmoub/n

Ipynna BbICOKOro pucka

Ouenka no [lIBaxmany—bpachuibay <55 6annos, reHotun delF508, KkoloHU3a1Ms pecMpaTopHOro TpakTa

Ps. aeruginosa, HU3KMe TIoKazateu GU3NIeCcKOro 1 MOJOBOTO Pa3BUTHSI, HATMIME OCIOXKHEHMM, HETOCTaTOUHAST
KoMmIeHcauus Maababecopouun, OPB <70%, Hamnyne ocTeONeHNYECKUX XKajlo6, HeIOCTATOYHOE YHOTpebIeH e
MMUIIIEBOTO KaJIbIIUsI, OOIIMIA KaIblIUil KpoBU <2,25 MMOJIb/JI, MOHU3UPOBAHHBIN KaabLIKi KpoBU <2,1 MMOJIb/J

Bb100p TAKTHKH JieYeHHsI

OO01111e MEPOTIPUSITUSL:

OnTumMusaus Tepanuu MyKOBUCIIMI03a

ChanancupoBaHHas queTa, odoraieHHas OeJaKaMu, KaabuueM, BuramuHamu D, u K
KoHtposb nokazaresneii (pu3nyeckoro v moJoBOro pa3BUTHS

Perynsapnsbie usnyeckue ynpaxHeHus

IMepBryHas pohUIaKTUKa OCTEONOPO3a — Mpenaparsl Kalblus, BUTaMuHa D,

g 89 =

Ipynna ctanmapTHOro pucka:
— IIpoBonsTcst o01Ie MePOITPUSITUS

Ipynna cpeaHero pucka:

— IlpoBoasTcs o0IIre MEPOIIPUSTHUS

— JleuebHble 10361 BuTaMKuHa D, B ciiyyae maababcopOLmm

— INpodwminakTruueckue 1036l BUTaMruHa K

— Koppexiius conmyTcTBYIOMNX 3a00J€BaHUI U OCTOXKHEHUI MyKOBHUCITMI03a

— KocTtHas aeHcuTOMeTpus Kax/ble 2 rojia

Ecnu:

1) cHIXKeHMe MUHEPaIbHOM IJIOTHOCTH KOCTHOM TKaHU (10 Z-KPUTEPUIO) OTCYTCTBYET — AMHAMMYECKOEe HabII0me-
HUE;

2) CHIDKeHIE MUHEPaJIbHON IIJIOTHOCTH KOCTHOM TKaHU peBbIimaeT 1,0 SD u 6b1cTpo mporpeccupyer — MpOBOISATCS
MEPOTIPUSITHUS ISl TPYIIIBI BBICOKOTO PUCKA
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Ipynna BbICOKOro pucka:

— ITpoBomsATCSt MEPOTIPHUSTUS VTSI TPYIIIIBI CPETHETO PUCKa

— KocTHas neHCcUTOMETpUS €XKETOTHO
Ecmu:

HACJIEACTBEHHBIE BOJIE3HU

Tabnuya 2. (oxonuanue)

1) CHMXeHMe MUHEPAIbHOM IJIOTHOCTU KOCTHOM TKaHM (10 Z-KPUTEPHUIO) OTCYTCTBYET — Teparivst KOMOMHUPO-
BaHHBIMU TIpeTapaTaMu Kajablusi 1 BuTaMuHa D, npoduiaktuyeckue 103bl ButamuHa K, nnHamuyeckoe Ha-

ostoeHue;

2) CHMIXXEHME MUHEPaJIbHOM MJIOTHOCTU KOCTHOM TKaHu mpeBbiiiaet 1,0 SD uiau 66IcTpo MporpeccupyeT B TeueHue
rozaa (6osee ueM Ha 5%) — paccMOTPEThb BOIPOC O Ha3HAYEHU U TIPEMapaToB, CTUMYJIUPYIOIINX OCTEOCUHTE3,
B COYETAHMM C MIPETapaTaMy KaJlblins, a TAKXE B KOMOMHaIMu ¢ BuTamuHamu D, u K;

3) CHMXKEHMEe MUHEPaJIbHOM IIOTHOCTU KOCTHOM TKaHU MpeBbIliaeT 2,5 SD — onpenenieHne ocTeoKalblIMHA U
C-KOHIIEBBIX TEJOIMENTUIOB, HA3HAYEHWE TTPENapaToB, CTUMYJIUPYIOIINX OCTEOCUHTE3, B COUETAHUHU C TIperiapa-
TaMU KaJIbLysl, a TAKXKE B KOMOMHaMK ¢ BuTaMuHamu D, 1 K B jie4eOHbIX 103aX

taiu delF508 B rOMO3MIOTHOM TOJIOXEHUU U MPU
TSIKEJIBIX CMEIIaHHBIX (hopMax 3a00JIeBaHUSI.
MeTaboa13M KOCTHOM TKAaHU Yy eTeil U MOAPOCT-
KOB C MYKOBHUCIIMI030M XapaKTepU3yeTCs] YTHETCHU -
€M KaK IPOLIeCCOB KOCTe0Opa30BaHMSsI, TaK M KOCTHOM
pe3opOLMu, O YeM CBUACTECIbCTBYIOT 3HAYUTEIbHO
CHIDXEHHBIN YPOBEHb OCTeOKaIbLIMHA U C-KOHIIEBBIX
TEJOINENTUIOB. Y MallMeHTOB cTapiie 12 yer euie 00-
Jiee 3aMeISIIOTCSI TeMITbl KOCTHOM pe30pOILMu, KOM-
MEeHCUpPYsl HU3KOe KOCTeoOpa3oBaHUE B IEPUOI UH-
TEHCUBHOTO pocTa ckejera. lis meTeit ¢ myTtaimueit
delF508 xapakTepHo OoJiee BbIpaxkeHHOE 3aMeIJICHUE
KOCTHOTO OOMeHa, OCOOEHHO IpU MOCTHXKEHUU Iy-
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concentration of vitamin D-binding protein (group-spe-

OepTaTa, 4YTO CBSI3aHO C HapacTaHUEM TSXKECTH 00JIe3-
HU C BO3PACTOM.

IIpemyioxxeHHBI HAMM aJITOPUTM paHHE! AuarHo-
CTUKU 1 aud@epeHIMPOBaHHOIO BhIOOpA Tepares-
TUYECKON TAaKTUKU B 3aBUCMMOCTU OT TPYTIIbl pUCKa
MO3BOJIUT MPAKTUYECKMUM BpayaM YJIyyIlIUTh KA4eCTBO
KU3HU OOJIbHBIX MYKOBMCLMAO30M. BaxkHbIM Ha-
MpaBJICHUEM JAJIbHEHIIMX MCCIECIOBAHUNA Mbl CUU-
TaeM KOPPEKIMIO OCTEONEHNYECKOTO CUHAPOMA MpU
MYKOBUCLIMI03¢ KOMOMHUPOBAHHBIMU TpernapaTamMu
KaJlbllMsl ¥ BUTaMKUHa D, iedeHure ocreonoposa y na-
LIMEHTOB MOJPOCTKOBOI'O BO3pPACTa C UCTIOJIb30BAHUEM
KaJTbIIUTOHUHOB.

cific component) in cystic fibrosis. Hum Genet 1981; 57:
399—403.

5. Ilenaseuna JI.A., Mouceesa T.10., Kpyerosa HU.B. Knu-
HHWYeCKasl OICHKa ICHCUTOMETPHUYECKMX TTOoKa3aTelieit
KOCTHOU Macchl y neteit. @U3noorusi pocta U pa3BUTHS
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